MUTOXOHOPWA TEHOMBI



O MI/ITOXOHI[pI/I}IJIap (TpeKIIe MHUTOC — KII JKOHE
XOHJAPHUOH - TYMIPIINIK) — KIIIIE >KOHE TYHIPIIIK TOPI13Il
OpTaHOU.

m Mutoxonapusuiapael eH anram 1850 xbuibl P.A. Kemnep
HaceKOMAap blH OYJIIIBIKETTepIHCH OaliKaraH.

B MuToXoHIPHUSHBIH KypaMblHaa OemokTap (65-70%) nmumuarep
(25-30%), myknenn kemmkbuigaps! (JJHK, PHK), Buramuaaep
KOHE T.0.

m MuTtoxoHIpusga OpraHUKaJbIK CYOCTparTapiblH TOTHIFYbI
xoHe AJID dbochopnanysl HotuxkeciHae ATD cuHTe3genenl,
COHJBIKTaH Ja MMTOXOHIPMSHBI KIIETKAaHBIH KYII OEpeTIH
CTAHLIMSICHI ICI aTaibl.

m bacrankbl cyOcTpar peTiHAe op Typial Kemipcyilap, Mai
KBIIIKBLIIAPhI )KOHE aMUH KbIIIKbUIAAPHI KOJITaHbLIa/Ibl.
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" A
m  MutoxoHapusiaa pumbocomanap bonFaHabikTaH, 0erok CUHTESI
TYpPaKThbl XXypeal.

m  MutoxoHgpua kypambiHgarsl AHK meH aopoparsl JHK
MOJSieKynacblIHbIH anvblpMaLlbISbIFbI:

- MosiekynarblK canvarbl
- HYKITEOTMATEPAIH KYpaMbl XXaHe opHanacy TopTiOi

m  MutoxoHgpusaga xypetiH HK cuHTesi aagpogarkl OHK cnHtesimeH
bannaHbIcbl oK. MutoxoHapua matpukcelHga PHK cuHTesi eTesi.

m MutoxoHgpuaga PHK — HbIH MIHGOpMaUuanbIK, TackiMangaylubl,
pubocomabl Typnepi kesgecemn.
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"
m Kazip amaMHBIH MUTOXOHAPUSJIIBI T€HETHKAChl ©T€ WHTEHCHUBTI jJamyna. KeiOip

ayblp TYKbIM KyaJdaWTeIH aypyJsap, aedekruiep meH MTJHK apaceinga Oalsianbic
O0ap eKEeHAIr aHBIKTAJIbIH/IBI.

m bapablk Tipl OpraHu3MACp/i€ TE€HETHUKAJIBIK aKIapaT TEK KICTKAJIBIK SApPO
XpOMOCOMaapblHAA €eMeC, MUTOXOHIpHUsIap/a J1a 0onabl.

m MuroxoHapus KapThlJail aBTOHOMJBI, KEKE TE€HOMBI Oap, H3Heprus Oepyil
Oprasesa.

m mT JIHK reHomsl Oip HeMece OipHemie cakdHaiabl (ChI3BIKTHI, Ti30ekTl) JIHK
MOJIEKyJajlapbl TYpIHIE OOnabl.

m  MurtoxoHApuUsJIap aBTOHOM/IBI KeoOelenl, 2 MeMOpaHara xoHe xeke JIHKra ue.
m  Muroxonapusa Marpukcinae JIHKxan 6acka, ©31H1H pubocomanapsl 00Jaabl.
by pubocoManap sHAO0IIIA3MAIIBIK TOPJIaFbkl puOOCOMaIap/aH epeKile.

B MurtoxoHApUsIIapAblH KYPbUIBIMIBIK KoHE (YHKIMOHAIBIK KOMIIOHEHTTEPIiH
KYpalTbIH OCIOKTapAbIH KOIIIUIITIH SAPOJIbIK TEHOM KOJTaMN/Ibl.

m  MuToxoHJApHUSIAAFbl KOMNTEIeH TeHAEPAIH OKCIPECCHUACHI SJPOILIK TeHACPMEH
OacKaphlLIaIbl.



B | CHETHKAaJBIK KOATBIH HEr13r1 KACUETTEP1

1. T'emermkanblKk Kkoa omOeOam (OapiblK Tipl OpraHu3MIEPC
yKcac)

2.  leHeTHMKaNBIK KOA TPUILIETTI (9p aMMHKBIIIKBUIBIH VIII
HYKJICOTH]I KOATaMIbI)

3. leHeTHKaNIBIK KOATA JKEKE TPHUIUICTTEP apachiHJa IICKTEY
oenruaepl 0onmanasl (YTipci3 Koj)

4. Op aMHUH KbIIIKbUIbIHA OIpHEIIE KOJIOH COMKEC
Ty3uieTiH  O€I0K  MOJIEKYJAchlHAAa  aMUHKBIIIKbUIABI

AHBIKTAWUTHIH TEHETHUKANBIK akmapar OeJir: KOJOH eIl
aTajaajbl.



" A
B MUTOXOHIAPUSIBIK KOJI

m 1979 Kbkl oMOe0Oam TIeHETUKAJbIK KOATaH MHTOXOHIPUAIBIK KOITHIH
aI/IBIpMaIHBIJIBIFBI 6ap €KEHl aHBIKTAJIIEI. Az[aM MuTOXOHApHUsCchIHAa AUA
KOOOHBI W30JIEUIIUHHIH OpHbBIHA metuonunal, AGA, AGG xkomoHaaphl
CTaHJapT KOATa apruHUHIl, adl MUTOXOHApHUSAA cToll kKoaoH Oomaasl. UGA
KOJOHBI CTaHJAPTThl KOATAa CTOIl KOAOH 00Jjica, MHUTOXOHIPHSJIBIK KOATA
TpUNTO(haHIbl KOATAMIBI. AHJBITKBIJIapJIBIH MHUTOXOHAPHIAPBIHIA GUU,
CUC, CUA xone GUG tpumnerrepi JeMIUH/I1I €eMeC TPEOHUHI1 KOATaN/Ibl.

®  MUTOXOHJPHSUIBIK T€HOM THIHBIC aly T130€er1 KOMIUIEKCIHiH 13 cyOOIipiria
KoATaAbl. Saposibl TeHOM Oacka O€oKTap/bl KOATAMIBI: AJICKTPOH
TaChIMAJIayIIbITAPhl, MHUTOXOHJPHS TPAHCIOKA3alapbl, MHUTOXOHIPHSFa
OCIOK TpPaHCIOPTHIHBIH KOMHOOHEHTTEpl. byn Oenokrtap MTIHKHBIH
TPAHCKPUIIIHUS, TPAHCIAIMSA KOHC PCIUIMKANMACHIHA KaXeT (akropiap.
COHIBIKTaH ~ MHUTOXOHAPUS ~ KbI3METI €Kl ICHOM  SAPOJBIK  JKOHE
MUTOXOHJIPHUSIIBIK T€HOM apachIHIa COWKECTEHAIPLIIN 1CKe acajbl. Ke#Oip
MUTOXOHIPUSIJIBIK TEHACPI1H KOIIIPMEIEpl SAPOJIbIK FeHOM/1a 1a 00Ia/Ibl.



"
) OTKnNOHeHUA OT yHMBepcankHoro koga's '
MUTOXOHAPUSX Pa3HbIX OPraHN3MOB
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AJaMHbIH, MUTOXOHAPUANbIK reHOMAbIK KapTachl
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Mutoxonapusiablk JIHK anagan Oapablk 0OananapbiHa, KbI3IapbIHAH
HeMepeJiepiHe OepiJjieni.



B MUTOXOHIPUSIILIK TCHOMHBIH ©JIIIEM1 MEH IT1II1H1

Kazipri ke3ae MutoxoHapusiibiH op Typii 100 gen acrtam reHomaapsl Oap.
Hykneotuarep Tiz0eri ToynblK aHbIkTaiaraH, MTIHKFbI reHaep KUBIHTBIFBI
MEH  CaHbl  JKaHyapjap,  OCIMJIIKTEp,  CaHbIpAayKyIakTap  MEH
KapanameIMIbUIAPABIH, Op TypiHAE op Typal Oonanel. JKanyapnap
MUTOXOHIUSIIAPBIHBIH T€HOMBIHIAa KoOiHece 37 reH 00Iabl:

13 ThIHBIC amy Ti30€KTEep1 OETOKTAPhIH,
22 ren TPHK,
2 red pPHK#HBI KoaTaiigs!.

MUTOXOHIpHUS TE€HOMBIHBIH K60ICl CaKWHaJbl CYNEpPCHUPAIbICHICH €Ki
T130ekTi JIHK mMonekynanapel Typinae Oosaawl. Keitbip eciMaikTepe
cakuHainel JIHK wMen koca, Ti30ekti JHKnap kespecedl. Op
MUTOXOHJIPHUSJAa MUTOXOHAPHUSI T€HOMBIHBIH OlpHeIIe KeIlipMeci Oonaisbl.
AnaMHBIH OaybIp KJI€TKaJlapblHJa IIaMaMeH 2 MbBIH MUTOXOHJPHS, OJ 9p
MUTOXOHJIpUsiia  OipJeit 10 reHomHan  Oonaawl.  ThINIKaH
¢udpoobnaacTapbiHaa 2 teHomHaH ue 9500 mwuToxoHapus Oap.
Saccharomyces cerevisiaema 22 MHTOXOHIPHS, OHBIH OpKaWCBICHIHIA 4
T€HOMHaH 0ap.
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Cyperre: (A) ce3bIKTHI, (Bb) cakunanel, (b) Ti30ekTi oauromepai mt JTHK . Ori
— aynanbl JIHK perukanuscblHbIH OacTaMachl Oajiapl.
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B [eHeTMKaJbIK  KOATHI  alllKaHbl  JKOHE  O€JIoK
TY3UIYIHJIET1 KbI3METIH TYyCiHAlprex1 yiuH P.Xosura,
X.Kopanara xoHe M.Hupenoeprke 1968 KbLibl
HoOenp ChIiIbIFbI OCpLIIIL.



m Pecen fanbimaapbl Cibip cafbi3kaparan (cubupckas nucTBeEHHULA)
MUTOXOHOPUANDBIK reHOMblHa (MUTOreHoMm) Tangay Xacagbl. On
Gapnbik 6enrini Tipi opraHM3mMaepAaiH, iWiHAeri eH YIKeHi ekeHi benrini
bonabl. CarbldkaparanablH Here MyHOawm YNKeH MUTOreHombl Gap
eKeHAiri Typanbl Macene awblK KyniHae Kanbin oTbIp.

m JXakblHOa eciMaiktepaeri MUTOreHOMHbIH, Mersiepi agamgap MeH
XaHyapnapfa KapafaHOa YNnKeH eKeHiH aHbiktangbl. Melicansl,
bapnblk CcyTKOpekTinepae 16 MbiHFa XyblK X.H. 6ap, an nuasga
wamameH 316 MblH X.H. CoHbiMeH bGipre cibip cafbl3kaparaniblH
MUTOrEHOMbIHbIH, KypambiHOa 11,7 wMnH Hykneotng 6ap. byn
anblpMallbInbIKTapablH cedenTepi asli TOMbIK aHbIKTanfaH »OK.



XnoponnacTt reHOMblI
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o F
JOPOIVIACTTAPABIH 'TCHCTHKAJIBIK alllIapaThl

XiaopornactTely, 63 JIHK-ChI, SFHU €3 r€HOMBI
o0ap. On saponblH Ti30ekT1 JHK moekynaceiMeH
canpICThIipranga  xJopomiaact  JIHK-cer Koc
CIIMpaJib/ll CAKMHAJIbI MOJICKYIA.

*  OnbiH y3biHABIFE 40-60 MKM

*  Moemnmepi eciMaIKTEpAIH 9p TypJepinae 130-
160 MbIH >K.H. apajblfblHAA ©3repill OThIpadbl.
Kazipri TaHaa O1pKarap OCIM/IIKTEP/I1H
xpopomnact JHKH HykiIeoTHMATIK  T130€KTepi
TOJBIK aHBIKTaFaH, COHbIMEH KaTap XJIOPOILIACTTHIK
JIHK KypBUIBIMBIHBIH, KaIIlbl OPUHIIUITEP] JKOHE
OHBIH KOHCEPBATUBTLIII1 AHBIKTAJIFaH.




XnopomracttelK JIHK mamamen 130 renai koaTaiasl, OHBIH 1IITHIES
pudocomanslk PHK (pPHK) Tept TypiHiH eki reHi,
xjioporiacTTeiy, 20 prudocomaibik O€JoK,
xjopomnactteiy, PHK-nommmepasa cy0O1paiKTEpIHIH KEeMO1p reHaepl,
| )xone |l poTocucreManapbeIHbIH KeiO1p OCJIOKTApHI,
AT®-cunterazanbiy 12 cy00ipmiridig 9-5l,
AJIEKTPOH TachbIMajay KOMIUIEKCTEPIHIH OipKarap OEIOKTapHI,
Pubyno3agudocharkapdokcunaza (CO2 OalaHBICTRIPATBIH HETI3TI
depmeHT) cy00ipIIiriHig Oipeyi,
TPHK-H 30 Typi
YKOHE 9J11 aHBIKTAJIMaraH OeJIoOKTap.
XJIOpOILIACT T€HOMBI AJEKTPOH/IbI TaChIMajay T130€riHIH KelleHASPIH
Kypyfa KaTbICaTblH TWJIAKOMATHEI MeMOpaHaHblH 40 -Ka KybIK
O€JIOKTApbIH KOJATAMIBI.
bysl osapablH KYpaMbIHJAFbl aKYbI3IAPJbIH KapPThIChl. THIAKOUITHI
MeMOpaHaHbIH KaJIFaH aKybI3Japhl sApOJia KOJATAJIFaH.
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m MUTOXOHJpHUSIAP CUSAKTHI, XJIOPOIUIACTAP, MIACTUATED 1IITHAE
OCJOK CHHTE31H KaMTaMachl3 €TETIH JKEKE€ TIE€HETUKaJbIK
xyuere ne. XnoporutactapasiH marpukcinae JHK, op Typmi
PHK men pubocomamap asbikTaimabl. XJiopomnact JIHKCEH
aaponslk JIHKaan epekmeneneal. bip Xxiopomacrrapaa
JIHKHBIH kenTereH kermripmernept 00Jybl MYMKIH. MBICAJIBI:
KYTep1H1H WHJIUBUTYaI]IbI XJIOPOIJIACThIH/A JTHK
MoJjiekyiacblHblH 20-40 kemripmeci ©Oonaabl.  XJIOPOILIACT
puOocomajiapbl aHTHOMOTUKTEPIE C€31MTaJl OOJIBIIT KEJIC].
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XnoponnacT XXoHe mutoxoHapusaaarbl JHK
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XJIOpOIJIaCTTaAPAbIH TCHETUKAJIBIK
arraparkl KYPbLIBIMBbI YKarbIHAH
OaKTEepHsUIapJIblH T'CHCTHUKANBIK alllaparbiHa

yKcac OOJIapbl.
*TIpomoTopiap
*TepmuHaTopaap

COHBIMEH Karap OHBIH JyKapuOTTapFa
VKCACTBIFbI XJIOPOILIACTTHIK JNHK-na

MHTPOHIAPIbIH 00IybI OOJIBII TaOBLIAHL.



O3 TeHeTUKAJBIK amnmaparblHbIH OOJYBIMEH KaTap, XJOPOIUIACTTHIH ©3
OeJIOK CHHTE3ACyIl >Xyhecl ae Oap, 01 HUTOILIa3MaHbIH aKybl3 CHHTE3JICY
KYHECIHEH epeKIIeICHE].

Xioportact pubocomanapsl Kimpek. Onap npokapuortapra ToH [0S TuriHe
xartasibl. COHBIMEH Karap, puO0OCOMAJIBIK aKybI3JapbIH KUBIHTBIFbI OOMBIHIIIA
XJIOPOILIACT pubocoManapbl MPOKAPUOTTAPAAH CPEKILICICHE/].

*XJIOpPOIJIACT  aKybI3BIHBIH  CHUHTE31, OaKTEepUSJIbIK CHHTE3  CHUSKTHI,
XJopaM(peHUKoJa (JIEBOMUIIMTHH) aHTUOMOTHUKIMEH Oackuianapl, Oyin 80S
AYKapHOTThI pubocoManapaarbl aKybl3 CHHTE31HE ocep €THeHIl.

*80S pubocomanapplHAa aKybl3 CHHTE31H 0acKa MHTHOMTOP ITMKIOTCKCHUMUJT
TeXel a1, Oy OakTepusuiap MeH xjoporiactrapiablH /0S pubocoManapbiHa
aKybl3 CUHTE31HE 9CEp eTHeH/Il.

*Ochbl €K1 MHTMOUTOP/ABbI KE3E€KIECH KOJIIaHY apKbLIbl ©CIMIIK »KacyIlachIH/a
Oenrimi Olp aKybI3ObIH CHHTE31 Kall >KepAe >KYPETiHIH aHbIKTayFa Oojaabl -
XJIOPOIIACTTa HEMECE IUTOIIa3Ma/Ia.



XJIOPOIIACTTHIH SIAPOJIBIK FT€HOMFA TJYeJIJIIri

OCIMJIIK KJICTKACBIHJAFbl XJIOPOIUIACTTAP OOJIHY KOJBIMEH
keOelienl. XiopriaacTrapablH, keOeroiHlH Oactamachl JIHK-
HBIH €K1 €CeeHyl (peayruimKanus) 0oJbin TaObUIaAbI, ajlaiaa
XJIOPOILIACTTap KJIETKa1a IIeKTeyC13 Kobeliemi.

Knerkamarsl XJIOpOIIACTTAp CaHbl JKOHE OJapJiblH OeJiHyl
sapoMeH Oakbl1aHagbl. Mpicansl, XJJIHK pegymimmkanusceia
xKysere aceiparblH JIHK-mmommmepasa saapoma koarasiajbl,
nuToruiazMaaa 80S pubocomama CHUHTE3IENCAl JKOHE COJIaH
COH XJIOpOILJIacTKa eTe/l. backa ga kenTereH XjaopoIiacTThIK
OclIoKTap  sAApoJa  KoATadaabl  KOHE  IIUTOILIa3Maja
CUHTE3JeIel, Oy XJIOPOILIACTThIH SApO TE€HOMbIHA
TOYCJIAIITH aHbIKTaMIbI.



O31aa1k JIHK, PHK >xone Oenok CMHTE3ACHTIH ©31HIIK
afrmaparka 1ue jKoHe OeillHyre KaOljaeTTl XJIO0pOILIacT
OCIMJIIK KJIETKAaChIHAAa ‘“KapThblUlai aBTOHOMJBI
OOJIBITT TAOBLTABI.

CoHIBIKTAaH J1a OHBIH ©cCyl, O06eJIHyl, THJIAKOHU
KYMECIHIH JaMybl KoHE (DOTOCHHTE3MIH KapaHFbI
PEaKIUIChIHBIH (epMEHTAaTUBTIK KEIICHIH1H
KaJbIIITaCyblHA €K1 T€HOM OakbLIay >Kacaugbl. SJIpO
KOHE XJIOPOILIACT.



"
ANponbIK KOHE XJOPOIUIACTTHI aKybI3AapJaH TUIAKOMATAPIbIH 3JIEKTPOHIBI TachbIMajiay
TI130€riHIH HETI3r KemeHaepiHiH Kypbuibichl. XioporuiacT JHK kxoxranran akybI3gap >kachul
tycrneH, saponblK JJHKna - capel Tycnien kepceriires. benrici3 koaray akysl3aapbl KYJITH TYCIIEH

oenrinenren: 1 - Il potocucrema, 2 - iuroxpom b/f komruiekcei, 3 - poroxyiie |, 4 - AT® cunrasa
KEIIEHI.

ADP +P, == ATP

2H"

NADPH + H* — T v s




"
m KanpBuH-bencon nukiminig KUITTIK ¢pepmeHTiHiH (PBPK) cki
CyOO1paIKTEH (€K1 HOJUIIEITUATEH) TYPATBIHABIFBIMEH KY3€Te

ACbIPbLIIA/BI.

m YiakeH cyoOipmik (54 xJla) xmopoIuracTra KOATAIBII,
cunre3geneni. Kimi cyooipmik (14 xJla) sapoma KOATaIbII,
HUTOILIa3Majaa Oacrama TypiHIAEe cuHTe3naeneal. KeliH on
XJIOPOIUIACTKA OTIIM, COJI JKEpJE XJIOPOILIaCTTa CUHTE3EITEH
YJIKEH CYOOIpJIIKIICH KE3AECE/].

m OcChl €Kl HNOJUIENTHI 8 YJIKEH KoHE 8 Kl CyOIpJIIKTepACH
typatblH PB®K (QyHKIMOHAIBABI aKTHUBTI (PEPMEHTIHIH
IYPBIC COHFBI KYPBUIBIMBIH KYPAacThIPYbI VIIIH KocbkiMina 60
k/la 0enok KakeT. OHbI IAaNePOH HEMECE IANepOHUH (aFbLI.
chaperon) nmen araiinel. 60 kx/la manepon PB®K-HbIH eki
CcyOO1paiKTepl  TI30EriHIH  AYPHIC  KaJIbIITACThIPYbIHA
KaMTamMacbl3 ereal. byn  Oenok  sSapoda  KOATABII,
[IATOIIa3MaJ1a CHHTE3AENE] )KOHE XJIOPOILIACTKA OTE].



" J
m Ochuiaiima, sSapo  (POTOCHHTE3AC KOMIPKBIIIKbLI
ra3blH OCKITETIH HET13T1 (PEPMEHT OOJIBIN TaOBLIATHIH
(PYHKIITHOHAIAbI OeJICeH Il Pb®K TY3UIY1H
Oakputakigbpl.  Ocburalimia,  OapiblK  MaHbBI3/bI
XJOPOIJIACT  KYPbUIBIMJAPBIHBIH ~ Makja  OOJIybl
SAPO MEH LIUTOIIa3Mara OanIaHbICTHI.
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peﬂ‘c PBED®K peeélxﬂ,a ocenka

Pubynozaducdocdarkapookcunaza (PBOK) cuntesinge sapo *KoHe XJIOPOIIacT FreHOMIapbIHbIH

e3apa opekerrecy cxemachl. bC - PBOK-uwiH ynken cy60ipairi, MC - PBOK-wbH ki
cy006ipiiri, 60 k/la akysI3sl - manepoH. benek Typae 8 ynkeH xkoHe 8 Kiir OeJIMHEH TypaThiH
PBOK KypbIIbIMBI YCBIHBUIFAH.



yhI3AapAbl LMTOIUIA3MAJIaH  XJIOpOIUIacTKa TachiMayjjay eot1e OenceHal  kypedi. OHCBI3
XJIOPOIUIACTTHIH 1K1 KYPBUIBIMBIH CHHTE3/IEY MYMKIH eMec elli. bys skargaiiia XJoporiacT YIiH
[MTOIIa3Maj/la CUHTE3JICNreH KeMOip aKybI3map XJIOpomuiacT MeMmOpaHallapblHa eHefl, OacKajapsl
cTpoMara OaFbITTaNIaJIbl, all KaJIFaHAaphl THJIAKOUATH MEMOpaHaiapra eHe/Il.

AKYbBI3IapAbl M TOIIA3MAJAAH XJIOPOILIACTKA TPAH3UTTIK
MenTH KOMeriMeH TachIMAJIIay CXeMaChI

NMpenuicaesc T EeEcCSHH KL
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