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MHNOACHUTEJBHASA 3AIINCKA

DnexTpoHHBI  yueOHO-MeTomudeckuii  kKomiuieke (OYMK) mo  ydueOHoi
nucuumuiniHe  «OCHOBBI OMOXMMHUK» CO37JaH B COOTBETCTBHM C TpPEOOBAaHUSIMHU
[Tonoxxenus 00 yueOHO-METOIUIECKOM KOMIUIEKCE Ha YPOBHE BBICHIETO 00pa30BaHUs
¥ TIpeIHa3HA4YeH IS CTYJAEHTOB crenuaibHocTe 6-05-0531-01 «Xumusa» u 6-05-
0531-04 «Xumus (HaydHO-TIeAaroruyeckas aesTeabHOCTb». CoaepikaHue pas3zeiioB
OVYMK cooTBeTcTBYeT 00pa3oBaTebHBIM CTaHIAApTaM BBICHIETO 00pa3oBaHUsA
JAHHBIX CIEUUATIBHOCTEM.

I'maBHas uenp DYMK — oxkazaHue METOIMYECKOW MOMOIIM CTYyJCHTaM B
CUCTEMaTHU3alMK y4eOHOTrO MaTepualia B MPOIECCe MOJATOTOBKH K MPOMEKYTOUHOU
aTTecTaly Mo yueOHol aucuumminae «OCHOBBI OMOXUMUM.

[IpenmMeroM  y4eOHOM  AuCHUIUIMHBL  «OCHOBBI ~ OMOXMMHUU»  SIBIISIOTCA
CTPYKTYPHO-(DYHKIIMOHAIbHASI XapaKTEPUCTHKA OCHOBHBIX KJIACCOB OMOIMOJIUMEPOB U
MaKpoOMOJIEKYJI, a TakKe€ KX MOHOMEPOB, META0OJUYECKUE MPEBpaICHUS ATUX
COCIMHEHUN, 0COOCHHOCTH OMORHEPTETUUECKUX MPOIIECCOB, a TAKKE OCHOBHBIC ITYTH
1 MEXaHU3MBbI PETYISAIUA META00IM3MA.

[leap y4yeOHON MAMCUMIUIMHBI — TPUOOPETEHUE CTYACHTaMU 3HAHUA O
3aKOHOMEPHOCTSX OMOCHMHTE3a M MeTadoyM3Ma, O CTPYKTYpe M CBOMCTBaxX OEJKOB,
HYKJICMHOBBIX KHUCIJIOT, YTJIEBOJAOB M HU3KOMOJICKYJISIPHBIX OMOPETYJISTOPOB, a TAKXKe
YMEHHUS COCTaBIISITh M pellaTh pPacuyeTHO-TEOpETHYECKHe oOydarolue 3aladu
onoxumuueckoro npodwid. YdeOHas AUCIHUIUIMHA TPEAyCMaTpUBaET H3yUYCHUE
pa3HooOpa3usi, CTPYKTYphl M (YHKIHHA, a TaKkkKe METa0OJWYECKUX MPEBpaIICHHM
OEJIKOB M aMHHOKHUCIJIOT, HYKJIEMHOBBIX KHUCIOT W HYKJICOTHIOB, MOHO-, OJIUTO- W
MOJIMCaXapHUIOB, IPOCTHIX U CIOXKHBIX JIUIHUIOB, CTPYKTYPY, MEXaHU3M JIEUCTBUS U
pazHooOpa3zue (EepMEHTOB, BUTAMUHOB, OOIIME MEXaHU3Mbl TOPMOHAJIBLHOU
peryJsiuu.

DJIEKTPOHHBIM yueOHO-METOJUYECKUI KOMIUIEKC TMpeaHa3HadeH s Oosee
MOJIHOTO M TJIyOOKOTO H3yYeHHsS AUCHUIUIMHBI CTyJACHTaMHU, B PE3yJbTaTe Yero
0Oy4JaroIuiics TOJDKEH: 3HaTh: OCHOBHBIC MTOHSATHS OMOXUMUU; CTPYKTYPY U CBOMCTBA
OCJIKOB, HYKJIEHMHOBBIX KHCJIOT, YIJICBOJIOB, AMHUHOKHUCIIOT, JIMIUJOB, a TaKkKe
HU3KOMOJICKYJISIDHBIX ~ OWUOPETYJISITOPOB;  OCHOBHbIE ~ OMOCHUHTETHMYECKHE U
MeTabOIMYeCKUe MyTH; YMETh: UCIIOJIb30BaTh 3HAHUS O 3aKOHOMEPHOCTSIX OMOCHHTE3a
¥ MEeTa00JIM3Ma, O CTPYKTYpE U CBOMCTBAX OEJIKOB, HYKJIEHHOBBIX KUCIIOT, YTIIEBOIOB U
HU3KOMOJICKYJISIDHBIX ~ OHMOpETrYyJISITOPOB B HAy4HOH,  MEJAroruuyeckod |
MPOU3BOJCTBEHHON JAESITEIBHOCTH; COCTaBISITh U PEHIaTh PACUETHO-TEOPETUUYECKUE
3a71a4l OMOXMMHUYECKOT0 MPOQIIsl; UMETh HaBBIK UCTIOJB30BaHUS 0a30BbIX MPUHIIUTIOB
BBIOOpA U peaTu3aliii METOJIOB aHan3a OEITKOB, JIUITHUI0B, OMOPETYIIATOPOB.

Crpykrypa OYMK BKiIOUaET:

1. Teopetnueckuii pazaen,

2. [lpaktuueckuil pazaen (Marepuaibl A1 TPOBEACHUS MPAKTUUECKUX 3aHITHM
0 JMCUUIUIMHE B COOTBETCTBHHU C YYCOHOU MPOTpaMMOi y4eOHO! TUCIUTLIAHBI).

3. Pazzien KOHTPOJIS 3HAHUM CTYIEHTOB (MaTepuaibl TEKYIIEH U IPOMEKYTOUHOM
aTTecTallii, TMO3BOJIAIONIME OINPEAEIUTh COOTBETCTBUE YYEOHOM JesTENbHOCTU
oOy4Jaronuxcst TpeOoBaHUsAM 00pa30BaTEIbHBIX CTAHAAPTOB BHICIIETO 0OpPAa30BaHUS U

7



y4eOHO-TIPOrPaMMHOM JOKyMEHTAIMH, B T.4. BOMPOCHI Ui MOATOTOBKH K 3a4eTy,
3aJJaHusl, TECThI, BOIPOCHI JI1 CAMOKOHTPOJIS U JIp.).

4. BcnoMmorarenbHbI pa3ien BKIOYAeT HMH(DOPMALMOHHO-aHATUTUYECKUE
MaTepuanbl (CIIMCOK PEKOMEHJIYEMOH JIMTEpaTypbl, MEpPEeUeHb SJIEKTPOHHBIX
o0pa3oBaTeNbHBIX PECYPCOB U UX ajpeca U Jp.).

Padora ¢ DYMK pomxHa BKIIOYAaTh Ha IEPBOM JTale€ O3HAKOMIIEHHE C
TEMaTUYECKUM IUIAHOM AMCLMILUINHBI, MPEACTABICHHBIM B Yy4€OHON IMporpaMmme, a
TakKe TEMATHUKOW JeKIMA U JabOpaTopHbIX 3aHATHH. [[1s TOAroTOBKM K
71a00paTOPHBIM 3aHATHUAM HEOOXOAMMO HUCIIOJIb30BATh MaTepUAIIbl, IPEICTABICHHBIC B
paszerne yueOHO-MeToAndYecKoe oOecreyeHrne AUCHUILUIMHBL. B Xoz1e moAroToBkH K
IIPOMEKYTOYHOM aTTECTAallMd PEKOMEHIYETCS] O3HAKOMUTHCS C TpPeOOBAHHUSIMHU K
KOMIIETEHLIUSIM 10 AMCIUIUIMHE, W3JI0KEHHBIMH B Y4eOHOM IpOrpamMme, a TaKxKe
IIEPEYHEM BOIIPOCOB K 3a4ETYy.



1. TEOPETUYECKHWM PA3JIEJI

1.1. Beenenune B OuoxuMHMIO. XHMHYECKasi CTPYKTypa M CBOICTBa
AMMHOKHUCJIOT M NeNTUA0B

buoxnmus Kak Hayka 3aHMMAeT LIEHTPAJIBHOE MECTO B CUCTEME €CTECTBEHHBIX
JUCLMIUIMH, WCCIEeNys MOJIEKYJSIDHBIE OCHOBBI JKU3HEACATEIBHOCTU KUBBIX
opranu3moB. E€ mnpenMeroMm SBIAIOTCS XUMHUYECKass MPUPOAAa OMOJOTHYECKHX
MOJIEKYJ, UX CTPYKTypa, (YHKIMH, B3aUMOAECHUCTBHUS U TpaHcPOpMaluu B XOJE
MeTaboIMUYecKux IMpoueccoB. @DyHIaMEHTAIBHYIO pPOJb B OHOXMMHHM UIPAIOT
AMUHOKHUCIIOTBl M TENTHIBl — MOHOMEPHBIE M OJUIOMEPHBIE 3BEHbS, JIEKAIUE B
OCHOBE O€JKOB, KIIIOYEBBIX MAaKpPOMOJIEKYJ, OINPEAENAIOIUX CTPYKTYPHYIO
OpraHU3alMIo, KATATUTUYECKYIO0 aKTUBHOCTbD, PETYJIATOPHBIE U CUTHAJIbHBIE (DYHKLIUN
B KJICTKE.

1.1.1. O0masi cTpyKTYypa aMMHOKHMCJIOT

CranpapTHble (IPOTEMHOTE€HHBIE) AMUHOKHUCIOTHI — 3T0 20 0-aMHUHOKHCIIOT,
UCITIOJIb3YEMBIX B MpoLEcce puOOCOMAIBHOIO CUHTE3a OEIKOB y OOJIBIIMHCTBA AKUBBIX
opranu3MoB. Bce onn comepxkat a-yriepoansii atoM (Ca), K KOTOPOMY KOBaJICHTHO
IIPUCOEIMHEHBI YeThIpe rpymmbl: amuHorpynna (—NH:2), kapOokcuibHas rpynmna (—
COQOH), atom Bogopoia u 6okoBas 1iens (R-rpynmna). Mmenno R-rpynna onpepenser
YHHUKAJIbHbIE XHMHYECKHE CBOICTBA Ka)XJ0H aMUHOKHCIOTHI U 0oOecrnedyuBaeT
pa3zHooOpa3ue PyHKIMOHAIBHBIX BO3MOKHOCTEH OEIKOB.

HckmtoueHreM sBisieTcs MPoJIuH, y KOTOPOTo OOKOBas LIETIb IMKJINYECKHU CBsI3aHa
C amMuHOrpynmnou, (opmupyss BTOPUYHBIH aMUH. OTa OCOOEHHOCTb BHOCHUT
KOH(pOpPMaIlMOHHbIE OIPaHUYEHMSI B MENTUAHYIO LENb U YaCTO CIYXUT MHIYKTOPOM
U3JIOMOB BTOPUYHOM CTPYKTYPBHI.

Bce npoTerHOreHHbIe 0-aMUHOKHUCIIOTHI, 32 UCKIIFOUEHHEM TIHIMHA (Y KOTOPOro
R = H), sBusATCS XHUpaJbHBIMU COEIMHEHHMSIMU U B O€JKax BCTpPEYaroTCs
UCKIIIOUUTENbHO B L-koH(urypanuu. 3Ota crepeocnenupuyHOCTh 00YCIOBIIEHA
NEeNCTBUEM (bepMEeHTOB-aMUHOKHUCIOTHBIX CUHTETa3 U MEXaHU3MOM
(YyHKIHOHUPOBAHUS puOOCOMBI, 4TO MOAYEPKUBAET SBOJIIOLIMOHHYIO
KOHCEPBAaTUBHOCTh OMOJIOTHYECKUX CUCTEM.

1.1.2. Knaccudgukanus aMUHOKHUCJIOT 1O CBOiCTBAM 0OKOBBIX Lieneii

CucremaTuzanusi aMUHOKHUCIIOT TO (PU3UKO-XMMHUYECKUM CBOMCTBaM R-rpymnn
MO3BOJISIET MPECKA3bIBATh UX MOBEJCHUE B OCIKOBOW CTPYKTYpPE U BHOCHUT SICHOCTh B
aHanu3 OenKkoBBIX (QyHKIHN. COracHO OOIMICTIPUHSTON KiIacCU(PUKAIIUU, BBIJCISIIOT
CJIEIYIOLIME TPYIIIIBL:

Henonspubie (ruapodoOHbIE) aMUHOKUCIOTHI: aJaHWH, BaJliH, JICHIIMH,
W30JICHIIMH, METHOHUH, (eHUIaNaHuH, TpunTodaH, npoyiuH. X OoKkoBble Lienu He
00pa3yloT BOJOPOAHBIX CBSA3EH C BOJOH M CTPEMSTCS K yIaKOBKE BO BHYTPEHHEM
ruApodoOHOM siIpe OerKa, CTAOMIU3UPYS TPETUUHYIO CTPYKTYPY.

[TonsipHbIE HE3aPSAKEHHBIE aMUHOKHUCIIOTHI: CEPUH, TPEOHUH, IIUCTEUH, TUPO3HH,
acnaparuH, riyramuH. Coaepxat ¢yHkuuoHandbHble rpynmnsl (—OH, —SH, amuen),
CHOCOOHBIE y4aCTBOBATh B BOJOPOIHOM CBsi3bIBaHUU. L{ncTenn o0nanaeT yHUKaIbHON
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CIIOCOOHOCThIO K O0Opa3oBaHMIO JUCYIb(DHUIHBIX MOCTHKOB (—S—-S—), KOTOpBIE
KOBAJIGHTHO CTaOWJIM3UPYIOT TMPOCTPAHCTBEHHYIO CTPYKTYpPY O€IKOB, OCOOEHHO
CEKPETUPYEMBIX.

Kucnble aMMHOKHCIIOTBHI: aclapariHoBas W TJIyTaMHHOBas KHUCIOTHL. [lpu
dbusnonornyeckoM pH ux OOKOBbBIE LIENU AETTPOTOHUPOBAHBI U HECYT OTPUIIATEIIbHBIN
3apsn. BBINONHAIOT BaXHBIE POJUM B KATAIUTUYECKUX IEHTpax (HEepMEHTOB,
CBSI3BIBAHUHM METAILIOB U (POPMHUPOBAHUHU COJIEBBIX MOCTHKOB.

OcCHOBHBIC aMUHOKHWCIIOTHI: JIM3WH, AapPTUHHUH, TUCTUAWH. Wx R-rpynmsr
MPOTOHUPOBaHBI Mpu ¢uznosgorndeckoM pH (0COOEHHO IWM3WMH W apTUHUH), YTO
oOecrieuynBaeT MOJOKUATENbHBIN 3apsan. ['uctuana umeer pKa G0KOBOI 1My OKOJIO
6,0, 4TOo MO3BOJISET eMy (YHKIMOHHPOBATh KAaK MPOTOHHBIA JOHOP/AKIENTOp B
KaTATMTUYECKUX MEXaHU3Max ()epMEHTOB B HEUTPAILHOM Ccpee.

1.1.3. KucJI0THO-0OCHOBHBbIE CBOHICTBA AMHHOKHUCJIOT

AMMHOKHCIIOTHI ~ SIBJSIOTCS  aM(GOTEPHBIMU  COCAMHEHUSIMU, CITIOCOOHBIMU
BBICTYIIaTh KAaK B pOJM KHUCJIOT, TaK W OCHOBaHUW. B BOAHOM pacTBOpe OHH
CYIIIECTBYIOT MPEUMYIIECTBEHHO B BHJIE JAUMOJSPHBIX MOHOB (LIBUTTEP-UOHOB), TJIE
KapOokcuibHas rpynna jaenpotonupoBana (—COQO”), a aMMHOTrpyIia IPOTOHUPOBAHA
(—NHs").

Kaxnas amuHOKHCIIOTa  XapakrepusyeTcss HabopoM  3HaueHuit  pKa,
COOTBETCTBYIOIINX HMOHU3UPYEMBIM rpynnam. J[jis OOJIbIIMHCTBA aMUHOKHUCIOT 0e3
noHusupyembix R-rpynn umerorcs asa pKa: pKi (~2,0-2,4) mig kapOOKCUIBHOM
rpymnel 1 pKa  (~9,0-10,0) ans  o-amuHOrpymnmbl.  [[Is aMHUHOKHUCIOT €
MOHU3UPYEMBIMHU OOKOBBIMU IIETIsIMU HaOto1aetcs Tpetuid pKa (manpumep, pKg =~ 4,0
JUJIsL aCIaparuHOBOM KUCIOTHL, =~ 6,0 my1s ructuauna, = 10,5 miis tupo3una, = 12,5 g
apruHUHA).

N3osnextpuueckass touka (pl) — sto pH, mpu KoTOpoM CyMMapHbBIN 3apsij
MOJIEKYJIBI AMUHOKHCIIOTBI pPaBeH HyJ0. s HEUTpandbHBIX aMUHOKHUCIOT pl
pacCUMTHIBAETCS Kak cpeHee apudmeTnaeckoe Mexxay AByms cocenqunmu pKa. s
KHUCJIBIX aMHUHOKHUCIOT pl — cpenHee Mexay AByMs HU3KUMH pKa, 11 OCHOBHBIX —
MEXKly IBYMsI BBICOKMMU. 3HaHHUE pl MMeeT 3HaueHHe Il pa3/iesICHUs] aMUHOKUCIIOT
1 OEJIKOB METOIaMU AEeKTpodope3a 1 HOHOOOMEHHOM XpoMaTorpadum.

1.1.4. IllenTuabi: oOpa3oBaHue, CTPYKTYpPa U CBOMCTBA

[lentuasl oOpa3yroTcsi B pe3yjbTaTe KOHJCHCAIIMU O-aMUHOTPYMIBI OJHOM
AMUHOKHCJIOTHI C 0-KapOOKCHJIBHOM TPYNIION APYTON ¢ BBIJICTIEHUEM MOJICKYJIbI BOJIBI
U 00pa3oBaHMEM TMENTUIHOW (aMHUIAHOM) CBSI3U. DTa CBA3b 00JIaa€T YACTUYHBIM
KPaTHBIM  XapakTEpOM  BCJICACTBHE PE30HAHCHOTO B3aUMOJCHCTBHUS  MEXIY
KapOOHUJILHBIM KHCJIOPOJIOM U aMHUIHBIM a30TOM, YTO OTPAHUYUBAET CBOOOIHOE
BpanieHne BOKpyr cBsizn C—N u npumaér e miockyro koHduryparuto. [lentunnas
CBsA3b TIOYTH BCErJla HAXOAWTCS B TpaHC-KOHUTypanuu (3a MCKIIOUYEHUEM
MIPOJTMHCOICPKAIINX MOCIEI0OBATEILHOCTEH, T BO3MOXKHA 1HC-(popma).

[lentuaHas mens nMeeT HampapiieHue: N-KoHell (CBOOOIHAS 0-aMUHOTPYIINA) U
C-koHer (cBoOOHAs 0-KapOoKcuibHas Tpynma). [locnenoBarensHOCT, aMUHOKUCIIOT
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B rentuae (€ero MepBUYHAs CTPYKTypa) OJHO3HAYHO  ONpPENENsieT  €ro
IPOCTPAHCTBEHHYIO OPTaHU3ALMIO U OMOJIOTHYECKYIO (PYHKIIHIO.

HecmoTpss Ha TO 4TO MeNTHUHAS CBA3b TEPMOAMHAMHUYECKH HECTaOWIIbHA, €€
TUJIPOJIN3 B (PU3UOJIOTUUECKUX YCIOBUSIX KHHETUUECKH 3aTPYIHEH, YTO OOECIIEUNBAET
YCTOMYMBOCTh O€JIKOB. B JKMBBIX cHcTeMax paclIeIUIeHUEe NENTUIHBIX CBs3eH
KaTaJIu3upyeTcs cnenupuueckuMy npoTeazaMu.

DU3NKO-XUMUYECKHE CBOWCTBA NENTHIOB OIPEAEISAIOTCS CYMMOM CBOMCTB
BXOJSIIMX B MX COCTAaB AMHMHOKHCIOTHBIX OCTaTKOB: 3apsn, TuApodoOHOCTD,
CIIOCOOHOCTh K O0Opa30BaHHWIO BOJOPOMHBIX CBS3CH, HAIWYUE CHEIU(DUUIESCKUX
(GyHKIIMOHANBHBIX ~ Tpymi.  HekoTopele  KOPOTKHE  MENTUABl  BBIIOJHSIOT
CaMOCTOSITENIbHBIE PEryNIATOpHbIe (QYHKUMU (HAmpuUMEp, TOPMOHBI: OKCHUTOIIMH,
Ba30IPECCUH, TJIFOKAroH).

1.1.5. Buosornyeckoe 3HaYeHNEe AMUHOKHCJIOT U NENTHIOB

[ToMHUMO posIH B CHHTE3€ OEIKOB, aMUHOKHCIIOTHI YYaCTBYIOT B MHOTOUHCIICHHBIX
MeTa0OIMYCCKNX IMyTAX KaK IPEAIICCTBCHHUKH OHOJOTMYECKH  aKTHUBHBIX
COCJIMHCHUM

TUPO3UH — TIPEALIECTBEHHUK Jo(aMHHa, HOpaJpeHalnHa, aJpeHaJIMHa,
MEJIaHWHA U TUPEOUIHBIX TOPMOHOB;

TpuntopaH — HUCTOYHUK CEPOTOHHMHA, MEJIATOHMHA W HUKOTHMHAMUJIHBIX
KO(hepMEeHTOB;

TUCTUAMH — IPEAIIECTBEHHUK THCTAMUHA, MEIMAaTOPa BOCIIAJICHUS;

rIyTamaT — I1aBHbIN Bo30yx)aatomuil Heiipomenuarop B LIHC;

[JIMIWH — UHTMOUPYIOUIUI HelipoMeauaTop U cyOcTpaT AJis CUHTE3a reMa.

[lentuael  Takke MOryT o00JiagaTh AHTHOAKTEPUATIBHONM  aKTUBHOCTBIO
(neden3uHbl), yyacTBOBATh B Iiepeaue curHajia (HeHponenTuiabl) Uiu peryiupoBaTh
ocMoThyeckuii Oamanc (rmyratnon — tpunentun Y-Glu-Cys-Gly, ximroueBoit
BHYTPHKJIETOYHBII AHTHOKCHUJIAHT).

1.2. [IpyHIUNBI CTPYKTYPHOII opranu3anuu 0ejakoB. OU3UKO-XUMHYECKHUE
CBONCTBA 0€JIKOB

benku — nonudyHKIMOHATBHBIE OMOTIOTUMEPHI, BHITIOTHSIOIINE KITFOUEBBIE POITH
B CTPYKTYpPHOW OpraHu3alid KJIETOK, Karaju3e OHOXUMUYECKUX PEaKIIHi,
MEKKJIETOYHON U BHYTPUKJIETOYHON CUTHAJIM3ALNH, TPAHCIIOPTE BEIIECTB, UMMYHHOM
3alllMTE U PETYJIALMHA TeHEeTUUeCKUX npoueccoB. Ux QyHKIMoHansHOe pazHooOpasue
HanpsMyH OOYCJIOBJICHO CJIOKHOW HEpapXUueCKOW CHUCTEMOM MPOCTPaHCTBEHHOM
OpraHu3allid, OCHOBAHHOW Ha TOCJIEIOBATEILHOCTH aMUHOKUCIOT (NEPBUYHOU
CTPYKTYp€) U OnpeiesieMoi 3aKOHaMH (PU3NYECKON XUMHUHU U TEPMOJIMHAMUKHU.

1.2.1. YpoBHM CTPYKTYPHOI1 Opranu3anum 0ejJ1K0oB

CoBpeMeHHass OMOXUMUS BBIACISIET YETHIPE YPOBHS CTPYKTYPHOW OpraHU3aIiuu
OEJIKOB:

[lepBuuHas CTpykTypa — JIMHEHHAas MOCJIEA0BATEIbHOCTh AMUHOKHCIOTHBIX
OCTaTKOB, COCIWHEHHBIX TMENTUAHBIMU CBS3IMHU. OTa MOCIEI0BATEIbHOCTD
KOJIUPYETCSI TEHETUYECKU U OMPEAEISIET BCE MOCIEAYIOINE YPOBHU YKiIaaku. Jlaxe
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OJTHOKpaTHAas 3aMeHa AaMHHOKHCIIOTHI (TOYEUHAs MYyTaIlus) MOXKET IPUBECTH K
HapyleHuto PyHKIuu Oeka (HarnpuMep, CEprIOBUIHOKICTOYHAS aHEMUS BCIIE/ICTBUE
3amenbl Glu—Val B B-uienu remorioOuHa).

Bropuunas ~ cTpykTypa —  JIOKaJbHbIE  pETyJSIpHbIE  KOH(pOpPMAIUU
MOJIUTIETITUIHON LIETH, CTaOUIN3UPYEMble BOJOPOJHBIMHU CBSI3IMH MEXKIY aTOMaMU
MENTUIHOTO 0CTOBA (HEe OOKOBBIMU 1EMsiMU). OCHOBHBIMU TUITAMHU SIBISIOTCS:

o-CTIMpalb: IPaBO3aKpyUYCHHAs CIUPalb ¢ 3,6 aMUHOKUCIOTHBIMUA OCTaTKaMU Ha
BUTOK; BOJAOPOIHBIE CBSI3U 00pa3yroTCs MEXAy KapOOHUIBHBIM KHCIOPOJIOM OCTAaTKa
| ¥ aMHTHBIM BOJIOPOAIOM ocTaTka i+4. Criimpainb CTaOMITU3UPYETCS TAKKE JUITOTBHBIM
MOMEHTOM.

B-cxkmamuaThiii cioi (B-CTpyKTypa): BHITSHYThIE (DparMEHTHI LIETIH, YI0KEHHBIC
00K 0 0OK; BOJIOPOAHBIE CBSI3U (OPMHUPYIOTCA MEXKAY COCEAHUMHU -HUTSIMH, KOTOPBIE
MOTYT OBITh TTAPALICITHPHBIMA WJIH aHTHIAPAJIICIEHBIMUA. BOKOBBIC TIETIH YepeTyrOTCS
HaJ[ ¥ TOJ] TNIOCKOCTHIO CIIOSL.

Hpyrue aneMeHTsl: B-u3ruosi (turns), ciydaitasie netiu (loops), 310- U T-crivpanu
— MEHee PacIpPOCTPAHEHBI, HO BXKHBI I (DOPMUPOBAHKS KOMIIAKTHBIX IOMEHOB.

Tperuunas cTpykrypa — oOmas TpéxMepHas KoHGOpMaIUs  OJHOM
MOJITIETITUTHON  1IeTIH, BKJIIOYAIOIIas MPOCTPAHCTBEHHOE PACIOJIOKEHHE BCEX
AJIEMEHTOB BTOPUYHOU CTPYKTYphl W TeTesb. CTaOWUIU3UPYeTCs] COBOKYITHOCTBIO
HEKOBAJICHTHBIX B3aUMOICUCTBUI:

ruapooOHbIE B3aUMOACUCTBUS (TJIaBHBIA JBHKYIIMA (PAKTOpP CBOpAYMBAHMS:
HETOJISIPHBIE R-Tpymmel cTpeMATCs K BHYTPEHHEMY SApPY, H30eTasi KOHTAKTa C BOJOW);

BOJIOPOIHBIE CBSI3H;

WOHHBIC  (DJICKTPOCTATUYECKHUE) B3aUMOACHCTBUS MEXKIY 3apsHKCHHBIMH
OOKOBBIMM IICTISIMHU;

BaH-/IepP-BaaIbCOBBI CUJIBI;

KOBAJICHTHBIE JUCYJIb(QUIHBIC CBA3M MEXKIY OCTAaTKaMH IHCTeHHa (OCOOEHHO
BYKHBI JIJIs1 SKCTPAIEIUTIONIAPHBIX OEIKOB).

UeTBepTruHas CTPYKTypa — OpraHHU3aIusl HECKOJIBKUX TOJIMIETITUIHBIX Ienei
(cyOpenuuui) B (YHKIIMOHAJIBHBIA OJIMTOMEPHBIN KOMILIEKC. B3ammomeincTBus
MEXIy CyObeAMHUIIAMU aHAJOTMYHBI TEM, 4YTO CTaOWIM3UPYIOT TPETHUUYHYIO
CTPYKTYypy (TIpeuMyIiecTBeHHO TuApodoOHbie u HoHHBIC). [IpuMepsl: remMorioOuH
(Terpamep 02P2),  JMaKkTaTAerUaporeHaza  (TeTpamep), JHK-nonumepasza
(MHOTOKOMIIOHCHTHBI KOMILJIEKC).

1.2.2. CBopauyuBaHue 0€eJIKOB U MOJIEKYJ/ISIPHbIE IIATIEPOHBI

[Ipouiecc mpuobpetTeHusi HaAaTUBHOM KOoH(popMauuu ((POJIIUHT) — CHOHTAHHBIH,
TEPMOIMHAMHUYECKH YIIPABISIEMBIN MepeX0]] B COCTOSTHUE C MUHUMAJIbHOW CBOOOHOM
sreprueit (AG < 0). OmHako In ViVO cBOpauyuBaHHE MOXKET OBITh 3aTPyIHEHO H3-3a
BBICOKOM KOHLIEHTpAalMM MAaKpPOMOJIEKYJ, YTO IIOBBIIIAET PHUCK arperauuu. s
NPENOTBPAIEHUSI 3TOr0 KIETKA MCHOJB3YET MOJIEKYJISIPHBIE IIAl€pOHbl —
CHELMATU3UPOBAHHBIE OEJIKH, KOTOPbIE HE ONPEACIAIOT KOHEYHYIO CTPYKTYpY, HO
CO3JAI0T 3aIMMIIEHHYIO Cpely Il KOPPEKTHOro cBopauumBaHus. K HUM oTHOCATCA
cemerictBa Hsp70 (DnaK y 6akrepuit) u Hsp60 (GroEL/GroES y 6akrepuii, TRiC y

AYKApHUOT).
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Hapymienne cBopauynBaHusl MPUBOANUT K HAKOTUIEHUIO MUC(HOIIUHTOBBIX (opM,
KOTOpbIE MOTYT arperupoBaTbCsi B aMWJIOWAHbIC (PUOPUIUIBI — MATOJOTUYECKHE
CTPYKTYpBI, JIeKalllu€é B OCHOBE HEWpoJereHepaTUBHbIX 3aboieBaHuil (001€3HBb
Anpureitmepa, [TapkruHCcOHa, TPUOHHBIE OOJIE3HNU).

1.2.3. ®u3uko-XxuMU4eCKHe CBOIMCTBA 0eJIKOB

benku — am@oTepHbie MOTUAIEKTPOIUTHI, YbH CBOMCTBA 3aBUCAT OT pH, noHHOM
CHJIBI, TEMIIEPATYPHI U IPUCYTCTBHSI ICHATYPUPYIOITNX areHTOB.

PacTBopuMOCTB: ompenensercs CyMMapHBIM 3apsoM U THAPOPOOHOCTHIO
noBepxHOCTH. [Ipu uzosnexrpuueckoit Touke (pl) cyMmapHbiid 3apsii paBeH HYIIIO,
pPacTBOPUMOCTh MUHUMaIIbHA. Mcionb3yeTcest 151 OcaxaeHus: OKOB.

Jlenatypanus — motepsi HATUBHOM KOH(opManuu (a cieaoBaTeNbHO, U PYHKIINN)
0e3 pa3pplBa NENTHIHBIX CBs3ed. BBI3bIBaeTCS HarpeBaHHWEM, 3KCTpEeMalbHBIMU
3HaueHUAMH pH, opraHndecKUMH PaCTBOPUTEIISIMH, ETEPTEHTAMU, COISIMU TSHKEIBIX
MeTasuioB. JleHaTypalus 4acTo HeoOpaTuMa 13-3a arperaiuu.

AmMdortepHocTs U OydepHble CBONCTBA: OEJIKH CIOCOOHBI TMOTJIOMIATh WM
OTJIaBaTh MPOTOHBI B 3aBUCUMOCTH OT pH, 4TO 00YCIIOBICHO HATMUYKMEM MHOXECTBA
MOHU3UPYEMBIX Tpyni (0- U OOKOBBIX).

OnTtuyeckas  aKTUBHOCTh:  oOycioBlieHa  xupajabHOCThiO  Co-aTOMOB;
UCIIOJIB3YETCSI B CIIEKTPOCKOMUYECKUX METO/Iax (KPYroBOM JUXPOU3M) /I OIEHKU
CoJiep KaHusI BTOPUYHON CTPYKTYPHI.

['mpponuHamuueckue cBoilcTBa: (opma M pasMep Oellka BIMSIOT Ha €ro
MOBEJICHUE B pacTBOpe (BSA3KOCTh, ceaumeHTanus, auddysus). KommnakTHbie
rII00yJsipHbIEe O€NKU BeayT ce0s nHave, yeM (puOpuilIapHbIe.

1.2.4. Knaccudgukanus 6exoB 1m0 (popMe U paCTBOPUMOCTH

['moOynspHble O€IKU: KOMMAKTHBIE, CepUuecKUe, pPacTBOPUMBI B BOJIE WIIU
COJIEBBIX pacTBOpax; OOJILLIMHCTBO (PEPMEHTOB, TPAHCHOPTHBIX M PETYISATOPHBIX
OEJIKOB.

OuOpmIIsipHbIE OENKU: BHITAHYTHIE, HEPACTBOPUMBIE, BHIIIOJIHSAIOT CTPYKTYPHBIE
byHKIMK (KepaTuH, KOJUIAreH, 3JIaCTUH, GUOPOUH IIIeNKa).

MeMmOpannbie Oenku: coaep:kar ruapodoOHbIe Yy4acTKU, UHTETPUPOBAHHBIC B
JUMHUIHBIN OUCIION; TpeOYIOT JeTEepreHTOB AJisl PACTBOPEHHUSL.

Komnaren — o6maaer oco0oil CTpyKTypO#: €ro OCHOBHAs! CTPYKTYypHas €IMHUIIA
—  TpoWHas  cOoupajllb M3  JIEBBIX  NOJMCOHUpaled,  CTaOMIM3UPOBAHHAS
TUAPOKCUIIMPOBAHHBIMUA OCTATKAMU MPOJIMHA U JIM3UHA U MHOXECTBOM BOAOPOIHBIX
CBs3eil. DTO 0OecrieunBaeT UCKIIOYUTENbHYIO MEXaHUYECKYIO IPOYHOCTb.

1.2.5. CBsi3b CTPYKTYPHI U PYHKIUH

[TpuHIMn «CcTpyKTYypa onpenensieT GyHKIUI0» JEXKUT B OCHOBE BCel OEIKOBOM
ouoxumuu. HatuBHas  koHopmammst co37aéT  yHHMKANbHBIE  YYacTKM  —
(GyHKIIMOHATBHBIC CAalTHI:

AKTUBHBIN TIeHTp ¢depMeHTa — KapMaH, COJEPXKAIUN KaTaIUTHYECKHE U
CyOCTpaT-CBA3BIBAIOLINE OCTATKH.

AJsocTepuyecKue CalThl — Y4acTKH CBSI3bIBaHUS 3((HEKTOPOB, BBI3BIBAIOIINX
KOH(GOPMaIIMOHHBIE U3MEHEHHUS.
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CaiiThl CBA3BIBAHUA JUTAHOB (HapUMEp, FEM B MHOTJIOOHUHE).

Jlaxxe He3HAuuTENbHbIE KOH(POPMAIMOHHBIE IEPECTPOKM (Hampumep, MpH
CBSI3bIBAHUU KHCIJIOPOJAa C TEMOINIOOMHOM) MOTYT HPUBOAMTH K KOOIEPATUBHBIM
3¢ deKkTaM 1 aII0CTEPUUECKON PEryIsun.

1.3. CtpykrypHas U pyHKIIHOHAJIbHAS KJIaccupukanus 0e1KoB

benku mpeacraBisioT coOoil HamboJee pa3sHOOOpa3HYI IO CTPYKType H
byskusam rpynmy 6uomonexyin. Mx kinaccuduxaius mo3BosiseT CUCTEMaTH3UPOBATh
3HAHMS, BBIABIATH OOIIME NPHUHLIMIBI OPraHU3alud W [POTHO3HPOBATH
OMOJIOTMYECKYIO POJb HEU3BECTHBIX OEJIKOB HA OCHOBE CTPYKTYPHBIX WU
MIOCJIEIOBATENBHOCTHBIX roMosiorvii. CyllecTBYIOT JBa B3aUMOJIOIOJIHSIONINX
MOJIX0Ja: CTPYKTYpHas Kiaccu(ukaius, OCHOBaHHAs Ha apXHUTEKType TpEXMepHOU
VKJIaAK1, U (yHKIHOHAIbHAS KJIacCHU(UKALMS, OTpa)karomas OMOJIOTHYECKYIO pOJIb
OeJka B KJIETKE WM OpraHu3Me.

1.3.1. CrpykrypHas kiaccupukanus 0ejJKoB

CrpykTypHas kjiaccUpUKAIMs OMUPAECTCI Ha OpPraHU3alldi0 BTOPUYHBIX
CTPYKTYPHBIX 3JIEMEHTOB (O-Criupayiei, B-co€B U UX KOMOWHAIMI) B KOMITAKTHBIC
rinoOysipHbie  omeHbl. Haubonee aBTopureTHoil cuctemoit sBisiercss SCOP
(Structural Classification of Proteins) u e€ aBTomarusupoBannsiii anamor CATH. O6e
CHUCTEMbI BBIJICSIOT HEPAPXUI0 YPOBHEH: KJIACC — apXUTEKTypa —> TOIOJOTHUs
(cknagka) — TOMOJIOTUYHBIE CylIepceMencTBa — CeMEICTRA.

Ha BriciiieM ypoBHE O€lKH MOJIPa3IeaIOTCs Ha YEThIPE CTPYKTYPHBIX Kjacca:

Bce-0-0e1kH — JOMEHBI, COCTOSIIME NPEUMYIIECTBEHHO W3 O-CIIUpAJEH,
YIIOKEHHBIX B IyYKH, COJICHOUIBI WJIM TI00YNbI. [IpuMepsl: MHUOTIOOWH, TOMEHBI
AJIEPHBIX PEUENnToOpoB, remMornoouH (o- u B-uenu). Cnupanu YacTo CBS3aHBI
ruipohOOHBIMU B3aUMOICUCTBUSIMU MEXKIY UX HETOJISIPHBIMU CTOPOHAMH.

Bce-p-0enkn — cTpyKTyphl, TOCTPOCHHBIE B OCHOBHOM U3 [3-CKJIaTYaThIX CIIOEB,
KOTOpbIe MOTYT 00pa3oBbiBaTh O004oHKH (B-barrels), conaBuum (B-sandwiches) nmm
npornesuiepbl.  [Ipumeps: uMMyHOrnoOymuHbl, Tpuoszodocharusomepasza, Oemku
cemerictea SH2.

o/B-0eikm — cCMeUIaHHBIE CTPYKTYPbl, B KOTOPBIX [-CIIOM OKPYXEHBI 0-
cnupasisamu. Haunbonee pacripoctpanénubiii MOTUB — (B/a)s-60donok (TIM-6appens),
Ha3BaHHBIM 1O Tpuo3odocdaruzomepaze. ITOT MOTHB BCTpEYaeTCsl B JIECATKaX
(hepMEHTOB, KaTaJIM3UPYIOIIUX pa3HbIe PEAKIUU, YTO WLTIOCTPUPYET «MOYJIHHBIN
MIPUHIINIT SBOJIFOIIUN OETKOB.

o+fB-0eakm — coaepkar Kak o-CIUpaiu, Tak U -CJI0U, HO OHU He YepeayITCH
PeryJsipHoO U pasjiefieHbl B mpocTpaHcTBe. [IpumMepsl: 1n3ouum, pudoHykieasa A.

[TomumMo TIOOYISIDHBIX, BBIICIAIOT (UOPU/LISIPHBIE O€JKH, HMCIOIIHIC
MOBTOPSIOIINECS CTPYKTYPHBIE MOTHUBBI U BHITIOJHSIONINE B OCHOBHOM MEXaHUYECKUE
byHKINH:

o-crnupajgbHble GUOpMLIsIpHBbIE O0€JIKH: KepaTUHbI (BOJIOCHI, HOI'TH), MUO3HH
(MBIIIIEYHBIC TKAHH ), GUOPHILIIPHBIC MPOMEXKYTOUHBIE (DUITAMEHTHI.

B-cTpykrypupoBannbie GpUOpPU/LISPHBbIE 0eJKU: GUOPOUH TIeIKa.
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MOBTOPAIONIUECS MOJUIPOJTUHOBBIE WU TPOITHO-CNIMPAJIbHbIE CTPYKTYPbI:
KoJutareH (TIuiuH-X-Y NOBTOPHL, I1e X U Y 4acTO — NPOJIMH U TUAPOKCUIIPOJIHH).

MemOpanHble 0O€JKH  COCTaBISIOT OCOOYIO  CTPYKTYpHYIO  TPYIIY.
BHyTprMeMOpaHHbBIE CErMEHTHI, KaK IMpaBWJIO, 00pa3yloT o-crupand (peako — [-
OOYOHKM, Kak B TOpUHAX OakTepuii), Oorarbie TUAPOPOOHBIMH AMUHOKHCIOTAMHU
(Leu, Ile, Val, Phe). Ilpumepsr: G-6enok-cBs3annbie penentopsl (7TM-crnmpareii),
WOHHBIE KaHAJIbI, IEPCHOCYHNKH (TIepMeashl).

1.3.2. ®ynkuuoHaabHasi Kiaaccuukanus 0eJKoB

OyHKIMOHANIbHAS KjiaccU(UKalMs OTpakaeT OMOJIOTHYECKYI0 pojib Oenka B
opranu3me. OCHOBHBIE KaT€rOpUU BKIFOYAKOT:

®epMeHTHI — OMOJIOTMYECKUE KaTann3aTopbl (MOIPOOHO PACCMOTPEHBI B TEMaX
4-6). Ilpumepsl: rexkcoknnaza, JJHK-nonumepasa, katanasza.

CTpyKTypHbIe 0e1KH — 00eCIIeYnBalOT MEXAaHUYECKYI0 YCTOWYMBOCTh TKaHE! U
KJIETOK:

BHEKJIETOYHbIE: KOJUIAreH (COeIMHUTENbHAs TKAHb), 3JIaCTUH (COCY/bL, JIETKHUE);

BHYTPHMKJIETOYHbIE: aKTUH, TYOYJIMH, IPOMEKYTOUHbIE (PUIAMEHTHI (KEpaTuH,
BUMEHTHH, JJAMUH).

TpancnoprHbIe 0eJIKHU:

BHYTPHUKJIeTOYHbIe: MUOTTIOONH (O2 B MBIIIIAX);

TpaHcMeMOpaHHbIe: reMorio0uH (O2 B KpOBH), alTbOYMUH (TPAHCHIOPT KUPHBIX
KUCIOT, Ounupyouna), Na'/K*-AT®a3za, riaoko3nbsie nepenocunku (GLUT);

MeMOpaHHbIe KaHAJIBI M HACOCHI: akBanopuubl, Ca* -AT®a3a.

Perynsitopabie 0eJiku:

TOPMOHBI: HHCYJIMH, [JIIOKaroH, NapaTropMoH;

TpaHcKkpunuuoHHble gakropsl: P53, NF-kB, crepounbie penenTopsr;

0€JIKH CHTHAJIBHBIX KackaaoB. Ras, MAP-kuna3bl, G-0€IKH.

PeunenTopHbie 0ejIKM — Pacno3HAIOT CUTHAJIBI (TOPMOHBI, HEMPOMEIUATOPHI,
CBET) U NepeatoT UX BHYTPh KIeTKU. [Ipumepsl: B-aapeHopenentopbl, HHCYIUHOBBIN
peuenTop, poAOICHH.

3ammuTHbIE OCJIKH:

HMMYHHbIE:  aHTUTela  (MMMYHOIJIOOYJIMHBI),  KOMIOHEHTHl ~ CHCTEMBI
KOMIIJIEMEHTA;

AHTHOKCHIAHTHBIE: CYIIEPOKCUAANCMYTa3a, KaTanas3a, IIyTaTHOHIIEPOKCUAa3a;

TpoMOooOpasywine u (uOpuHoUTHYECKHE: (DUOpUHOTEeH, TPOMOUH,
TJIa3MUH.

3anacaime 0eJIKM — pe3epByapbl aMUHOKHCIIOT WJIA HOHOB:

pacTuTeNbHbIe: 3eUH (KYyKypy3a), IIIuaauH (MIIeHN1a);

’KMBOTHBIE. Ka3euH (MOJIOKO), (peppuTHH (3amac xeje3a).

JlBUraTejibHble 0eJKN — MpeoOpa3yroT XUMUUECKYIO SHEPTHIO B MEXaHUUYECKYIO

pabory:
MUO3UH, KWHE3WH, JUHEWH  (B3aUMOJCHCTBYIOT C  aKTHHOM  WJIH
MUKPOTPYOOUKaMM );

poTtanmoHHble MOTOPBI: FoF1-AT®-cuHTasza.
Toxkcuveckue 0eJIKM — UCMOJIB3YIOTCA B 3aIUTE WA 0XOTE:
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purud  (pacteHue), OOTYIMHWUYECKMUA TOKCHH (OakTepus), 3MEUHBIC
HEUPOTOKCHHBI.

Xenarupywuue u 0ydepHblie 0eIKHU:

KaJbMOYJIUH — CBsi3bIBaeT Ca®" u perynupyeTr MHOXKECTBO (hepMEHTOB;

MeTAJIOTHOHEMHBbI — CBS3BIBAIOT HOHBI TSDKENBIX MeTalioB (Zn*, Cut, Cd*).

1.3.3. MyJabTHIOMEHHbIE U MYJbLTHUMOYJIbHbIE 0€JIKU

MHorue 0enku 3yKapuoT SIBISIOTCS MYJbTAOMEHHBIMM, COCTOSI U3 HECKOJIBKUX
CTPYKTYpHO U (PYHKIHMOHAJIBHO HE3aBUCHUMBIX MOJYyJEH (IIOMEHOB), KaXIbld M3
KOTOPBIX MOJKET BBINOJHATH CBOK POJIb (CBA3BIBAHUE, KaTajau3, PEryJsiius).
Hanpumep, TUpO3MHKMHA3BI PELIENTOPHOIO THUIIA COJIEPHKAT BHEKIETOYHBIN JIMTAHM -
CBA3BIBAIOIIMN  JOMEH, TPAHCMEMOpPAHHBIA CErMEHT W  BHYTPUKIECTOYHBIN
KaTAJIMTUYECKUU JOMEH.

Yacto 10MEHBI TOBTOPSIOTCS (TaHAEMHBIE TIIOBTOPBI), YTO YBEIMYHUBAET
ap(UHHOCTD CBS3bIBaHUS (HANpUMEpP, AHKUPUHOBBIE MOBTOPHI, WD40-mOBTOPHI).
Takast MOZYIBHOCTB — PE3YyJIbTAT IBOJIOLUOHHOTO TYTUIMIUPOBAHNS U PEKOMOMHALINN
I'€HOB.

1.4. OcoOenHOCTH  OMOKATAJIUTHYECKHX  mpomeccoB.  CTpykTypHas
opranusanus pepmeHTOB

DepMEHTHI — 3TO OMOJIOTHYECKHUE KaTallu3aTOPbl, TPEUMYIIIECTBEHHO OEIKOBOM
npuponbl (pexe — katanutudeckue PHK, pubo3umsbl), KOTOpbIE YCKOPSIOT
XUMUYECKHE PEaKIMH B JKMBBIX CHCTEMaX Ha MHOTHE TOPSIKH, OOeCrednBas TeM
CaMbIM BO3MOKHOCTh CYIICCTBOBAaHHUS JKM3HU TPH YMEPEHHBIX TeMIeparypax,
HedTpasibHoM pH wu armocdepHom paBinenuun. buokaranu3 oTiIMYaeTcs OT
HEOPTaHUYECKOI0 KaTajdu3a BBICOKOW CHEHU(PUYHOCTBIO, PETYIUPYEMOCTBIO WU
(b (HEKTUBHOCTHIO MPU HU3HOTOTUYECKUX YCITOBUSX.

1.4.1. O61mme NPUHIUNBI OMOKATAIN3A

@epMEHTHl He HM3MEHSIIOT TEPMOJAMHAMHUKY pEaKIMU: OHU HE CMELAI0T
MOJIOXKCHUE PAaBHOBECHS, a JIHIIb CHHKAWT JHepruw akrtuBanum (EaEa)
NEPEXOTHOTO COCTOSIHUSA, OOecreurBasl albTepHATUBHBIA, 3HEpPreTHUYecKu Oosee
BBITOJIHBIM TYTh TMpeBpalieHusi cyocTpara B MPOIYKT. DTO JOCTUTAETCS 3a CUET
CTaOMJIM3allMM  TIEPEXOJHOTO COCTOSIHMSI 3HAUMTENIbHO CUJIbHEE, YEeM CaMOoro
cyOcTtpara.

KitoueBbie 0COOCHHOCTH (PePMEHTATUBHOTO KaTaan3a:

Boicokasi kaTaauTnyeckasi 3PpPeKTUHBHOCTh: MHOTHE (PEPMEHTBHI TOCTUTAIOT
«1u(PPy3nOHHOTO JHUMHTA» — KaXI0€ CTOJIKHOBEHHE C CyOCTpAaTOM MPUBOAMUT K
peakiuu (HanpuMep, kKapOoaHTUIpa3a).

Bbicokasi cnenuuYHOCTBH: MO OTHOLIEHHIO K cyOcTpary (abcosroTHas,
IPYIIOBasi, CTEPEOXUMHUYECKAsI) U TUITY PEAKIUU.

PeryaupyemMocTb: akTUBHOCTH (DEPMEHTOB KOHTPOJIUPYETCS Ha MHOXKECTBE
YpOBHEM —  ajlocTepuyecKas  peryJisilius, KOBAJCHTHBbIE  MOAUUKAIIIH,
MPOTEOJUTUYECKAS aKTUBAIIUS, U3MEHEHUE SKCITPECCUU T€HOB.
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Msirkue ycjioBusi IPOTeKaHUs peakuuii: pusnonornyeckue remmneparypa, pH,
VOHHAs CUJIA.

1.4.2. CTpykTypHasi 0oCHOBa (PepMEHTATHBHOI AKTUBHOCTH: AKTHBHBIM
LHEeHTP

AxTtuBHBIM 1eHTp (ALl) — 3TO TpEXMEpHBIN KapMaH WM IEIb B CTPYKType
dbepmenTa, 00pa30BaHHBINA OCTATKAMH AMUHOKHUCIIOT, YaCTO PACIIOJIOKEHHBIMU JAJIEKO
JIpYyr OT Apyra B MEPBUYHON IOCJIENOBATEILHOCTH, HO COJMKEHHBIMU B HATHBHOU
koHpopMmarmu. O6sryHO All cocraBnser menee 2 % oT oOmiero o0véma Oenka, HO
MMEHHO OH ONpEeNENseT KaTaJuTUYECKUE CBOMCTRA.

CBoiicTBa AKTUBHOI'0 IIEHTpA:

KommieMeHTApHOCTH K NEepexXoHOMY COCTOSIHMIO, a HE K cyOcTparty (Teopus
nepexoaHoro coctostHus Ilonuura).

MuUKpOOKpYXKEHHEe ¢ YHUKAJIbHBIMH (U3MKO-XUMHYECKUMH CBOMCTBAMU:
HU3Kas JUDJIEKTpUYECKas TMPOHUIAEMOCTh, crnenuduueckuit pH, Hanuuue
ruipoOOHBIX WK 3aPSHKEHHBIX YYaCTKOB.

Hanuume  kaTaJuTHYECKHX  OCTATKOB:  (YHKIMOHAJIbHBIE  TPYIIIBI
amuHokucnotr (Hampumep, His, Asp, Glu, Ser, Cys, Lys), kodakTopoB wuiu
MPOCTETUYECKUX TPYNN, HEMOCPEACTBEHHO YYAaCTBYIOIIMX B  XHMHYECKOM
MPEBPAILCHUH.

1.4.3. Kinaccol (pepMeHTOB U MX CTPYKTYPHbIE 0COOEHHOCTH

Xota GhepMeHThl Ype3BhIUAMHO pa3zHOOOpa3Hbl, X CTPYKTYpHAs OpraHU3allus
4acTO OTpa)¥aeT MPUHAIJIEKHOCTh K ONPEACIEHHOMY KaTaJUTHYECKOMY THITY.
Hanpumep:

I'uaposia3pl  (HampuMmep, CEPUHOBBIE MPOTEa3bl: TPUIICHH, XUMOTPHUIICHH)
coZiepKaT KaTajJuTHdecKyw Tpuany (Ser-His-Asp), rie cepuH BBICTYHAeT B POJIH
HyKjeodua.

Oxkcugopenykrasbl (Hampumep, JIaKTaTACTUAPOreHa3a, IUTOXPOMBI) YacTo
coaepxat kopakTopsl, Takue kak NAD*, FAD, rem, Melib- Wi xKeJie30coAepiKaiiue
LIEHTPBL.

Tpancdepasnbl (HanpuMep, KHHA3bI) OOBIYHO UMEIOT OMHAUHTOBbIE CAWTHI IS
AT® u cyOcTpara; yacTo coziepkart ruiuH-0orareie netiu (P-loop) ans cBs3piBanus
dbocdaros.

JIuazpl (Hampumep, dymaparryapartaza) KaTaIM3UPYIOT HEKOBAJICHTHOE
paciieryieHne cBsizeil 0e3 yuacTtusi BojAbl WU okucieHus; ux All wacto comepkut
KHCJIOTHO-OCHOBHBIE TIAPhI JIJIs1 a0CTPaKIIUU/JOHOPCTBA TPOTOHOB.

CTpykTypHBIE HCCIe0BaHUs (PEHTTCHOCTPYKTYPHBIN aHaiu3, Kpuo-OM)
MOKa3bIBalOT, 4YTO OJAMH M TOT xe Kartaautudyeckud ckejer (fold) moxer
WCIOJIB30BAaThCS IS KaTAJIN3a Pa3HbIX PeaKluil, a OJJHA U TA ke pPeaKUHus MOXKET
KaTaJIM3upOBaTHCS (PEPMEHTAMH C COBEPIIEHHO PA3HOI YKJIAAKON — CBUETEIHCTBO
KOHBEPIr€HTHOM U JUBEPTEHTHOU 3BOJIFOLIMH.

1.4.4. Kodakropsl, kodepMeHTHI U MPOCTETHYECKHE TPYIIIIbI
Mmuorue pepMeHTHI TpeOyIOT HEOETKOBBIX KOMIIOHEHTOB JIJIsSi aKTUBHOCTH:
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Kodakropsl — Heoprannueckue monsl (Mg**, Zn*, Fe**/Fe**, Cu**, Mn*, K,
Na*). Hanpumep, Mg?" ctabunusupyeT oTpuraTtenabHbie 3apsaasl ¢hocharop ATD B
KMHA3HBIX PEaKIUsIX.

KodepMenThl — Oprannyeckue MOJEKYJbl, YaCTO MPOU3BOJHBIE BUTAMHHOB,
c1200 cBsi3aHHbIE ¢ DEPMEHTOM U pereHepupyeMble B OTAENbHbIX peakiusax (NAD*,
FAD, xosH3uM A, TeTparuapodoar).

IIpocreTnyeckne rpynnbl — OpPraHUYECKHE WM METAIOOPTaHUYECKHE
KOMIIOHEHTHI, MPOYHO (Y4ACTO KOBAJIEHTHO) CBS3aHHbBIE C OeJIKOM (IeM B KaTaiase,
OnoTHH B KapOokcuiasax, FAD B cyKIIMHATIETHAPOTECHA3E).

OtcytcTBHe Ko(akTopa mpeBpamniaeT (pepMEeHT B HEAKTHBHBIN anogepMeHT; B
KOMIUIEKCE ¢ KO(haKTOpOM OH 00pa3yeT aKTHUBHBIN X0J10(hepMEeHT.

1.4.5. MexaHu3Mbl KaTaIu3a: 001IUE CTPATErUU

depMeHTHl HUCIONB3YIOT KOMOWHAIIMIO M3 HECKOJBKUX KaTaTUTHYECKUX
CTpaTeruil:

Kuc10THO-0CHOBHOM KAaTaJIN3: Niepeada MPOTOHOB OT KUCIOTHI (JOHOpA) WM
K ocHoBaHUIO (aknenrtopy). OcobenHo addexTuBeH, korma pKa kaTaaIuTHYECKOTro
octarka 6mu3ka k pH cpenbl (Hanpumep, His B HelTpanbHOI cpene).

KoBajnentHblii  karanm3:  oOpa3oBaHME€  BpPEMEHHOTO  KOBaJIEHTHOTO
MIPOMEKYTOUHOTO KOMIUIEKCa MEXIy (pepMEeHTOM M cyOcTpaTtoM (Harpumep, arui-
(epMEHT B XUMOTPHUIICUHE).

MerasiogepMeHTHBIH KATaJIU3: HOHbI METANIOB CTAOWIU3HUPYIOT 3apsiiibl,
MOJIIPU3YIOT CBSA3H, YYaCTBYIOT B OKHCIHTEIHbHO-BOCCTAHOBHUTEIBHBIX IMKIIAX
(Hanpumep, Zn>*" B kapOOaHTuApa3e aKTUBUPYET BOY I HYKI€O(PHIbHON aTaku Ha
COz).

KaraanTnuyeckoe cOJimkeHne U opueHTanusi: GEpMEHT CBSI3bIBAET CyOCTPATHI
TaK, 4YTO MX PEAKIMOHHBIC TPYIMIBl OKA3bIBAIOTCS B ONTHUMAIbHOW OPHUEHTAIIMU U B
HEINOCPEICTBEHHOM OJM30CTH, UTO PE3KO YBEIMUYUBAET BEPOSTHOCTD PEAKIUH.

Craduiam3anusi  mepexogHoro cocrosnus: All  coaepXuT  rpynisl,
B3aMMOJICHCTBYIOIINE C HECTAOMIIbHON KOHPUTYpalreii cyocTpaTa CUiIbHEE, YEM C €ro
OCHOBHBIM COCTOSIHUEM. DTO MOJATBEP)KIAETCS BBICOKUM CPOACTBOM (PEPMEHTOB K
aHAJIOTaM TePeX0HOT0 COCTOSIHUS (MCTIONB3YIOTCS TP U3aiiHEe HHTHOUTOPOB).

1.4.6. Ilpumepbl CTPYKTYPHOI OpPraHu3aluy KJI04YeBbIX epMeHTOB

XuMOTPHUIICHH (CEpUHOBAas MPOTEa3a): COACPKUT KATAIUTUYECKYIO TpUATY
Ser195-His57-Asp102; wmexaHu3M BKIOYAaeT o0Opa3oBaHHMe anui-(GpepMEHTHOTO
MPOMEKYTOUYHOTO IPOYKTA.

Kap6oanruapasa: conepxut Zn*', KOOpAMHUPOBAHHBIN TpeMs octatkamu His;
katanuzupyet rugapaTtanuto CO:z co ckopocThio 10 10° MOJIEKy B CEKYHY.

AJIKOTO0JIb/IErHAporenasa; ucnonb3dyer NAD* kak kodepMeHT; coaepXut Zn"
B aKTMBHOM ILIEHTpPE JIJIs MOJSpU3aLMKA KapOOHUIIBHON TPYMIBI 3TaHaja.
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1.5. Mexanusm pgeiictBus  ¢pepmeHTOoB. KuHeTrMka ¢epMeHTATHBHBIX
NPOLIECCOB

N3ydyeHne MexaHu3ma JEHUCTBUS (PEPMEHTOB M HX KHUHETUKH I103BOJISIET
KOJIMYECTBEHHO  OIUCaTh  CKOPOCTh  (PEPMEHTATUBHBIX  pEakUUi, BBIIBUTH
MOJIEKYJISIPHBIE JI€TAJIA KaTajlu3a U MOHATh, KaK KJIETKa PEryJInpyeT MeTaboIMuecKue
notokd. Kunernueckuil aHanu3 J€KUT B OCHOBE JAMATHOCTUKHM (DEPMEHTONATH,
pa3pabOTKy UHTHOUTOPOB U ONTUMHU3ALMH OMOTEXHOJIOTUYECKUX IPOLIECCOB.

1.5.1. OcHoBHasi MOAe/Ib (PEPMEHTATHBHOI0 KaTaau3a: Moaeb Muxasauca—
Menren

Haubonee pacnpoctpan€HHast MOJENIb OMMCHIBAET OJJHOCYOCTPATHYIO PEAKIHUIO:

E+S 2ES - E+P

rze:

E — cBoOOaHBIN (pepMeHT;

S — cybcTpar;

ES — dbepmenT-cyOCTpaTHBIN KOMILIEKC;

P — nmpoaykr.

[Tpu ycnoBuM CTALIMOHAPHOIO COCTOSIHMS (CKOPOCTh oOpas3oBanHus ES paBHa
CKOPOCTH €ro pacnaja), Oblia BeIBeJicHa ypaBHeHrne Muxadnca—MeHTeH:

 Vrnax[S]
YT Ku 5]

rie:

V — HauajJpHask CKOPOCTh PEaKIINH,

Vmax — MaKCUMasbHasi CKOPOCTh (DEPMEHTATUBHON PEaKIINU;
Ky — koncTtanTa Muxasnmnca-MeHTeH;

duznuecknii cmbica KM:

IMpu Kear<KK-1: Ky~ Ks = k_1/K; — koHCcTaHTa qucconnanuu Komiuiekca ES, mepa
appunnocTu pepmenta k cyocrpaty (ueM Hrke Ky, TeM Boiie ap()UHHOCTB).

B ob6mem cnyuae: Ky=(K-1t+Kea) / Ki, oTpakaer kak cBs3bIBaHHE, TaK M
KaTAJIMTUYECKUH dTaIl.

Kcat XapakTepusyeT KaTaJIUTHYECKYI0 3(P(PeKTHBHOCTH (pepMeHTa (MOJICKYI
MPOJYyKTa Ha aKTUBHBIN HEHTP B CEeKYH]Y).
CneunuguuHOCTh KATAJIN3a OIICHUBACTCS 110 apameTpy Kea/ Ky (eauuuipr: M1-c ™),
KOTOpbIH oTpaxkaeT 7(G(PEKTUBHOCTH, (EepMEHTa TMPU HUBKUX KOHIEHTPAIHIX

cyOcTtpata. MakcuMaiabHOE TEOPETHUYECKOE 3HAYCHHE OTrPAHUYEHO CKOPOCTHIO
mubdysum (~103-10° M'-c™?).

1.5.2. I'pa¢dmueckre MeTOAbI AHAJIN3A KHHETUYECKUX TAHHBIX
st onpenenenust Ky u Vmax HCIIONB3YIOTCA TUHEAPU3YIOUIUE TPEOOPA30BaAHU:
J/{BoiiHOM 00paTHbIil rpaduk (JlaiitnynBepa—bepka):




[Tpsimas B koopauuatax 1/v; 1/[S]; otpeskn Ha ocsx maoT 1/Vmax 1 —1/Kw.
YyBCTBUTEJCH K OIIMOKAM MPH HU3KKX [S].
I'pa¢ux Inaun—Xoderu:
v Vnax v
ST  Ku Ky
Jluneitnas 3aBucuMocTs V/[S] ot V.
I'pa¢puk Xeiina:

v Vm ax Vmax

1.5.3. MexaHu3Mbl MHOTOCYOCTPATHBIX pPeaKIuii

BoapbmMHCTBO  (EepMEHTATUBHBIX peaKIUi BKIIOYAIOT JBa WM Oosee
cyoctpatoB. OCHOBHBIE MEXaHU3MBI:

IMocaenoBaTeIbHbI MEXaHU3M

YnopsiioueHHbIii: CyOCTpaThl CBA3BIBAIOTCA B CTPOTOM MOCIEAOBATEILHOCTH
(Hanpumep, nakrataeruaporesaza: NAD' — nakrar).

Cayvaiinblii: cyOCTpaTbl MOTYT CBSI3BIBATHCS B JIFOOOM MOpsiAKE (Harpumep,
KpEaTUHKHHA3a).

B o0oux ciyyasix obpazyercst TpoiiHO# komiieke E-A-B.

MexaHu3M «IHHT-TIOHN (ping-pong):

@depMeHT cHauana CBs3bIBAaCT cyOcTpaT A, BBICBOOOXKAAET HPOAYKT P wu
nepexoauT B Mo (puIrpoBaHHyto hopmy Ex*.

3atrem cBs3piBaeT cyOctpar B, pereHepupyeT HUCXOIHBIM (EepMEHT WU
BBICBOOOXKAAET POIYKT Q.

[Tpumepsl: TpancamuHasbl (MUpuAOKcaibPocPaT Kak MPOCTETUYECKAs] TPYIIa
MeHsieT (opMYy), CEpUHOBBIE TPOTEA3BI.

Kunernueckue rpaduku (Hanpumep, 1BOHHbIE 00paTHBIE) TO3BOJISIIOT Pa3IMUUTh
3TH MEXAaHMU3MBL: MpU pIng-pong JIMHUHU TMapajyIeNbHbI, MPHU IMOCIEI0BATEIbHOM —
NIEPECEKAIOTCS.

1.5.4. MurudupoBanue epmMeHTOB

NHrubutopel — MOJIEKYJIbI, CHIDKAIomUe (HEPMEHTATUBHYIO aKTHBHOCTD.
Knaccuduxanus:

Oo0paTuMbie HHTHOMTOPBI:

KoHkypeHTHBII: TIOXOX Ha CyOCTpar, CBS3bIBACTCS B AKTUBHOM IICHTPE;
yBennuuBaeT Kaxyiieecs Ky, He BiuseT Ha Vmax.

HeKkoHKYpEeHTHBIIi: CBA3BIBACTCS BHE aKTHBHOTO IeHTpa (B ToM uucie ¢ ES);
CHMXKACT Vmax, HE BausieT Ha Ky.

becKkoOHKYpEeHTHBIN: CBI3BIBAETCS TOIBKO ¢ ES-koMIekcoM; cHmKaeT U Vmax, U
Kwm.

CMmemannblii: cBs3biBaetcs ¢ E u ES, HO ¢ pa3HbIM cpoacTBOM; BiuseT Ha 00a
napamMerpa.
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HeoOpatuMble HMHIHOMTOPbI: KOBAJIEHTHO  MOAUPUIHUPYIOT  (pepMeHT
(manpumep, APII — nuuzonponundropdocdar — pochopunupyer Ser B cepuHOBBIX
npoTeasax).

WHrHOUTOPHl IIMPOKO HCHOJB3YIOTCS Kak JeKapcTBa (HAmpuMmep, CTaTHHBI —
KOHKypeHTHbIe ~ uWHTHOUTOpHl [ 'MI'-KoA-peaykra3pl) ©  HCCIIEIOBATECIIbCKHE
WHCTPYMCHTHI.

1.5.5. AntocTepuyeckasi KHHETHKA

Y MHOTUX pPeryasTOpHBIX (hepMEHTOB HAOMIOAAETCS S-00pa3Hasi 3aBHCHUMOCTh
VV or [S], uTo yka3piBaeT Ha KOOMEPATHBHOCTb CBS3BIBaHUS cyOcTpara (Kak B
remoryniooune). Takue hepMEeHTHI COCTOSAT U3 HECKOJIbKUX CYOBEIMHHUIL, U CBSI3bIBAHHE
cyOcTpara ¢ ogHOU cyObenuHuIeH yBenuunBaeT ahpUHHOCTh IPYTHX.

Mopens Monoa—Baiiman—Yenske (MWC) npeamonaraer cymecTBOBaHUE JBYX
KOH(GOpMalMOHHbIX cocTosiHui: T (Hampspk€HHOe, HU3Koe cpoacTBo) U R
(paccnabiienHoe, BbicOKkOe cpocTBO). CyOcTpaT cMmelnaeT paBHOBECHE B CTOPOHY R-
bopMmBL.

Amnocrepudeckue 3¢ PexTopbl (aKTUBATOPHI UITU UHTHOUTOPHI) CTAOMITU3UPYIOT
OJIMH U3 COCTOSTHUM, U3MEHSSI KWHETUKY 0€3 KOHKYPEHIIUU 32 aKTUBHBIH IIEHT.

1.5.6. ®usnosiornyeckoe 3Ha4YeHUEe KHHETHYECKUX TapaMeTPOB

DepMEHThI, KATAIM3UPYIOIIME KJIAKYeBble (JIUMHUTHPYIOILME) JTalbI
MeTa0oJnYecKkux MmyTed, vacto umerT Ky, Oau3Kkyro K (QU3HOIOrH4ecKoit
KOHLIEHTpaluu cyOcTpaTa, 4To MO3BOJIIET YyBCTBUTEIBHO PErYJIUPOBATh MOTOK.

Bricokoe 3HaueHue Kea/ Kv y hepMeHTOB aeTokcukanuu (HampuMmep, Karajiasa)
o0ecreynBaeT MrTHOBEHHOE YJaJleHHEe TOKCUUHBIX COEMHEHUM.

N3menenne Ky i Vs NMpU MyTalMsIX JEKUT B OCHOBE HACIIEICTBEHHBIX
3a0oneBaHuit (pepMeHTOnaThi).

1.6. Knaccupuxamussi u HoMeHkjJaTypa ¢epmentoB. IIlpuMeHenue
(hepMEeHTOB B MPOMBIILIIEHHOCTH U MeIMLIMHE

depMeHTHI MPECTaBISAIOT cOO0M Hanbosee pa3HOOOpa3Hyto U (GYHKIIMOHAIBHO
3HAUMMYIO Tpynmy OenkoB. Jlos cucreMarw3anm 3TOro MHOrooOpasus Oblia
pazpaboTaHa MEXIyHapoJHas KJacCH(PUKANMS M HOMEHKJATypa (epMeHTOB,
yTBEPKIEHHAsT MeXIyHapOJIHBIM COIO30M OMOXMMHHU M MOJICKYJSIPHON OHOJIOTHH
(IUBMB). Ota cuctema 1mo3BossieT 0JJHO3HAYHO UJICHTU(PUIIUPOBATH JTI000H (hepMEHT
0 KaTAJTMTHYCCKOW aKTUBHOCTH, HE3aBUCHMO OT €r0 NCTOYHHMKA WJIM Ha3BaHMS.

1.6.1. Knaccudukauus (pepMeHTOB M0 THILY KATAJIU3UPYEMOil peaKIuu

Cornacno [TUBMB, Bce (dhepMeHTHI pa3/ielieHbl Ha 1IeCTh OCHOBHBIX KJIACCOB,
KXl U3 KOTOPBIX MMeeT CBOM KOAO0BbIi HOMep Ilomnbiii EC-HOMEp cocTouT U3
yeThipéX mudp (Hampumep, EC 1.1.1.1 — ankoronpaeruaporeHasa).

1. Okcunopenykrassl (EC 1)

Karanu3upyoT OKHCJINTEeNbHO-BOCCTAHOBUTEIbHbIE PEAKIUM C IIEPEHOCOM
AJIEKTPOHOB WJIM BOJIOPOAA.
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JoHop 31eKTpoHOB — cyOcTpar, akuentop — kopepment (NAD*, NADP*, FAD,
FMN) wim Kuciopo.

[Monkmaccer: aeruaporenassl (mepenocsat HY), okcuaaser (ucmonb3ytor O: Kak
aKuenrop), nepokcuaasbl (ucnonb3dytoT H20:2), okcurenassl (BkiouaroT O:2 B
cyocrtpar).

[Tpumep: JakraTaernaporenasa (EC 1.1.1.27):

Jlaktatr + NAD* 2 IMupysar + NADH + H*

2. Tpancdepassl (EC 2)

[TepeHocsaT ¢yHKIHOHAJIBbHBIE TPYNNbl (METHWIbHBIC, aMHHO-, (hocdaTHbIC,
aIIIBHBIC U Jp.) OT OJJHOTO cyOcTpaTa K IpyroMy.

Hanbonee Baxubl KHHA3bI (mepeHOCAT Y-pochar or ATD), TpaHcaMHHA3BI
(mepeHoCAT aMUHOTPYIIITHI).

[Mpumep: rekcoxunasa (EC 2.7.1.1):

I'moko3a + AT® — I'moko3o-6-pocdar + ALD

3. I'maponassr (EC 3)

Karanusupyior ruapojauTuyeckoe pacuiervienue  cBs3ed  (3GUpHBIX,
NENTUIHBIX, TITMKO3UIHBIX, Pocor(hUpHBIX) C yHacTHEM BOBI.

Bxutrouarot npoTeassl, Junasbl, Hykjeassbl, pocdartaspl, rNIMKO3UIa35bI.

[Mpumep: Tpumcun (EC 3.4.21.4) — cepuHOBas mpoTeaza, THUAPOIU3YET
NEeNTHIHBIE CBsI3U mocie Lys u Arg.

4. JInazwl (EC 4)

Karanusupyior Heruapoautudeckoe pacuensenue casseit (C—C, C-O, C-N) ¢
o0pa30oBaHWEM [IBOMHBIX CBSI3CH WJIM MPUCOCIUHEHHE TPYI K JTBONHBIM CBSI35M
(oGpaTtumo).

YacTo Ha3BIBAIOTCS CHHTA3aMM (HO HE ITyTaTh C CHHTETa3aMH M3 Kjiacca Jinras!).

[Mpumep: pymaparruaparasa (EC 4.2.1.2):

dymapar+H,O=Mamnar

5. M3omepassl (EC 5)

Karanu3upyioT BHYTPHMOJEKYJsIpHbIEe NepPerpynmnupoBKH: parieMH3aIHIo,
AMUMEPHU3ALNI0,  [UC-TPAHC-U30MEPHU3AIlMI0, BHYTPUMOJICKYISIPHBI  MepeHoc
(YHKITMOHATIBLHBIX TPYIIIL.

[Mpumep: Tpmozodocharuzomepaza (EC 53.1.1) — snumepusarus
nuhydrokcarnmaeTona u rmiepanbaerua-3-gocedara.

6. JIurassl (cunrerassl) (EC 6)

Karanusupyior coeinHeHue ABYX MOJIEKYJI C OIHOBPEMEHHBIM pacilenjieHuemM
AT® (wnu npyroro Hykieozunrpudocdara), oopasys Hobie cBsizu (C-0O, C-S, C-N,
C-C).

Ha3BaHne 4acTo 3aKaHYMBACTCS HA «CHHTETA3ay.

[Mpumep: amunokucaorHasi TPHK-cunreraza (EC 6.1.1.X) — npucoenuusier
aMHUHOKHUCIOTY K cooTBeTcTBYtomern TPHK.

1.6.2. HomenkaTypa (pepMeHTOB

CuctemaTtuueckoe  Ha3BaHue  (epMeHTa  CTPOUTCS 1O  IPUHIIUILY:
«cyocTpar:rpynna(1oHop/aKuenTop) + THII peakuuu + -a3ay.
Hanpumep:
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AT®:rawko3a-6-gpocorpancdepaza —  cUCTEeMATHUYECKOE  Ha3BaHUE
TE€KCOKHHA3BI.

L-nakraTt:NAD*-okcuaopeaykrasa — CUCTEMATUYECKOE Ha3BaHHE
JAKTaTACTUIPOTCHA3bI.

OpnHako Ha IPAKTUKE UCTOJb3YIOTCA TPUBUAJIbHbIC HA3BAHUS, YCTOSBIIUECS B
auTeparype (TpUIICUH, merncuH, katanaza). [UBMB gomyckaer ux ucnolsib3oBaHUE,
€CJIM OHU OJTHO3HAYHBI.

1.6.3. Ilpumenenue epMeHTOB B IPOMBIIIJICHHOCTH

®epMeHTBl IUPOKO MNPUMEHSIOTCA Onarogapss cBoed cnenu(puYHOCTH,
3()GeKTHBHOCTH U IKOJOTHYHOCTH (paboTatoT npu HU3kKX T u P, Onopasnaraemsr).

[TnmeBas MpoOMBIIUIEHHOCTD

AMUIA3bl M IJIIOKOAMMJIA3bI: OCaXapuBaHHUE KpaxMmaia B IPOU3BOACTBE IHBA,
BHUCKH, KyKypy3HOI'O CHpOIIA.

IIporea3pl (mamauH, OpomenaiiH): CMSArY€HUE Msica, IPOU3BOJCTBO CHIPOB
(peHHUH/XUMO3HH — (DePMEHT, CBEPTHIBAIOIIHNI KA3EHH).

JlakTasza: ruaponau3 JaKkTo3bl B MOJIOYHBIX HPOAYKTax JUIA JIIOAEH C
HEIIEPEHOCUMOCTBHIO.

ITekTHHA3BI: OCBETIICHHE COKOB U BHH.

TexkcTuipHas U KOKEBEHHAs! IPOMBIIIIIEHHOCTD

Henuroa3pl: «cTapeHue» JHKUHCOBOW TKaHU (OMOCTUPKA).

IIpoTea3sbl: yaajlieHHe BOJIOC C IKYP B 1yOJICHUH.

Morouue cpencrtaa

IIlesi0ouHbIe MPOTEAa3bl M JMIA3BI: PA3J0KEHUE OENKOBBIX U KUPOBBIX MATEH
IIPU CTUPKE (BXOAAT B COCTAB OBITOBBIX M MPOMBIIIJIEHHBIX TOPOIIKOB).

buorormmmso

Henuroa3pl 1 reMUIE/TIIA3bI: THAPOIN3 JIMTHOLEIIIIOIO03bI UIsl TOJTYYEHUS
dbepMeHTUPYEMBIX caxapoB U3 OMOMACCHI.

bymaxxHasi MpOMBIIUIEHHOCTh

Kcnimanaspl: 0TOCTMBaHKE IICIUTIOIO3bI, CHIDKCHUE TTOTPEOJISHUS XJT0pa.

dapMaleBTUKA U OPraHUYECKUN CUHTE3

KeTopenykrasbl, TpaHCAaMHMHA3bl, THAPOJA3bl: CTEPEOCEIECKTUBHBINA CHHTE3
dbapmareBTUYECKUX UHTEPMEIUATOB (HAPUMED, IJIsi MPOU3BOJCTBA AHTHOUOTUKOB,
CTaTHUHOB).

1.6.4. Ilpumenenue ¢pepMeHTOB B MeIUIIUHE

JIlmarnoctuka

DepMEHTHI CITyKaT 0MOMAapKePaAMHU ITOBPEKICHHS TKAHEH:

AJIT, ACT — noBpexIeHHE NIEUYCHU;

Kpearunkunaza (MB-¢gpaxuus) — uadapkr Muokap/a;

Ammniiaza, Jiunasa — aHKpeaTur;

Ilesiounas ¢gocdaraza — 3a0601eBaHNs KOCTEH WU MIEUYCHHU.

Tepanus

CTpenToKHHA3a, YPOKNHA3a, TKAHEBOIl AKTHUBATOP ILUIa3MUHOreHa (tPA) —
TPOMOOUTHKY JJISI PACTBOPEHHS TPOMOOB.
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AcnaparmHa3a — NpOTUBOOITYXOJIEBBIM Mpenapar (JIMIIAET JEHKO3HbIE KIETKU

acraparua).
JIn301MM — aHTHUCENTHK.
IMankpeaTuH (COACpPXHUT aMuialy, JHIA3y, NPOTea3bl) — 3aMECTHTEIbHAs

Tepanus Npyu 3K30KPUHHON HEAOCTATOUYHOCTH MOHKEITYJOYHOM JKEIIE3BI.

A/leHO3UHe3aMMHA3a — (QEepMEHTO3aMECTUTENbHAs Tepanusi Mpu THKEION
KOMOMHUPOBaHHOM UMMYHHOU HepocTtaTouHocTd (SCID).

buoTtexHonorus u MOJEKyJIsIpHas MEAULIHA

Pecrpukraspl, JIHK-aurasel, noaumepassl — ocHoBa [IL[P, kinonupoBanus,
CEKBCHUPOBAHMS, TEHHOW TEPAIUH.

Kac9 (nykiea3a) — penqakTupoBaHue reHoMa.

1.6.5. Un:xenepus (pepMeHTOB

CoBpeMeHHbIE METO/bl (pallMOHAIBHBIA JIM3aiilH, HaIpaBJICHHAS SBOJIOLINS)
MO3BOJISIOT MOAUGDUIIMPOBATH (EPMEHTHI JTsl YIYUIICHUS:

TEPMOCTAOUITLHOCTH,

AKTUBHOCTHU B OPraHUYECKUX PACTBOPUTEIIAX,

cyOcTpaTHOM crienupUIHOCTH,

YCTOMYMBOCTU K UHTUOUTOPaM.

DTO pacuMpseT WX NMPUMEHEHHWE B HEECTECTBEHHBIX YCJIOBUSX, HANPUMED, B
CHUHTE3€ XUPAIbHBIX JICKAPCTB.

1.7. Meraboau3sm OeaxoB u amuHOkucaor. Ilyrm karadoamzma
aMUHOKHUCJI0T. O0Opa3oBaHue U BbIBeJeHHUE AMMHUAKA U3 OPraHu3mMa

Metabonau3m OEKOB U aMUHOKHUCJIOT OXBaThIBAECT MPOLIECCHI UX MOCTYILICHUS,
CUHTE3a, JerpajalMd W TpeBpalleHus B JApyrue metadoiauThl. B ornuuue ot
VIJIEBOJIOB U JIMOUAOB, OPraHM3M He HMeeT CHeHHAJTH3MPOBAHHBIX 3aNAacOB
AMHMHOKMCJIOT, TIOPTOMY HMX YPOBEHb MOJJEPKMBACTCS 3a CUET OallaHca MEXIy
HK30TE€HHBIM TOCTYIJIEHHEM (C THINEH), YHAOTEHHBIM CHHTE30M M KaTaOOJIU3MOM.
KitoueBasi 0cOO€HHOCTh KaTa0oIM3Ma aMUHOKHUCIIOT — BbIjleJIeHHe aTOMOB a30Ta B
BUJIC aMMHUaKa, KOTOPBIH SBJISETCS BBICOKOTOKCHYHBIM COCIWHEHHEM U Tpelyer
CHEUUAIBHBIX MEXAHU3MOB JE€TOKCUKALIMH U 3KCKPEIIUH.

1.7.1. O61mme myTH KATA00AM3MA AMHUHOKHUCJIOT

Kara®onu3zM amMUHOKMCIOT HAYMHAETCs C yAaJeHHus (-aMHUHOTPYNIbI, YTO
MPUBOJUT K 00Opa30BaHUIO 0-KETOKHUCJOT, KOTOPbIE MOTYT BCTYIAaTh B LIEHTPAJIbHbIC
Merabonuyeckue mnyTd (raukonu3, uuki Kpebca). OCHOBHBIE MEXaHU3MBbI
J€3aMUHUPOBAHUS

1. TpancamuHupoBaHue (epeaMUuHUPOBAHUE)

Karanutuueckn oOpaTUMBIN MEPEHOC 0-aMUHOTPYIIIBI C aMUHOKHUCIIOTHI Ha O
KETOKHCIIOTY-aKLENTOpP.

Kodepment — nupunpokcaiasdochart (IIOP), nponsBoaHoe BuramMmuna Be.

OCHOBHOI1 aKLIENTOP aMUHOTPYIIIBI — 0-KeTOIJIYyTapaT, KOTOPBI TPEBPAILAETCS
B IJIyTamar.
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Tpancamunaspl (amMuHOTpaHcdepasbl) crneuupuIHbl K aMHUHOKUCIOTE, HO
OOJBIIMHCTBO HCMOIB3YIOT O-KETOIIyTapar.

[Tpumep:

Ananunto-kerornyrapar=Ilupysar+ImyTamar

2. OKuCHIUTENbHOE A€3aMUHUPOBAHUE

HeoOpatumoe ynanenue aMuHOTPYIIbl ¢ oOpazoBanueM ammuaka (NHis") u o-
KETOKHCIIOTHI.

OcHOBHOW (DepMEHT — TJayTaMaTaeruaporenasa (B MUTOXOHIIPHUSIX TCUYCHU),
KAaTaJIM3HPYIOLIAs:

I'nyramar + NAD(P)" + H,0 = a-ketoryrapar + NHs* + NAD(P)H + H*

Ucnonszyercs NAD* (katabonu3m) uinu NADP* (anabonuzm).

3. CoBMecTHOE JIeHCTBUE TpaHCAMUHA3 U [IyTaMaTIeTruIpOoreHasbl

DTO OCHOBHOM MyTh JI€3aMUHUPOBAHUS OOJIBIIMHCTBA AMUHOKHUCIIOT:

AMMWHOKHCIIOTa — TJIyTamar (depe3 TpaHCaMuHa3y),

['mytamatr — a-kerorimyrapat + NHa" (depe3 rityramataeruiporenasy).

1.7.2. Cyab6a yriiepoiHoro ckejera aMuHOKHMCJIOT

[locne  ynmaneHuss ~ aMUHOTPYNIIBI  OOpa3oBaBIIMECS  O-KETOKUCIIOTHI
MPEBPAIIAIOTCS B KIIFOUEBbIE METAOOIUTHI:

I'JIlOKOTeHHbIe AMHMHOKHUCJIOTBI: MX YIJIEPOJHBIA CKEJET MpPEBpAIlAcTCs B
NUPYBaT WIK MPOMEKYTOUHBIE MPOIYKTHI Iukia Kpebca, KOTOphie MOTYT CIIYKHUTh
cyOcTpaTamu 1Jisl TJIIOKOHeoreHe3a (Hampumep, alaHMH — MHUPYyBaT; acmaprar —
OKcaJsoarerar).

Kerorennnle aMHHOKMCJIOTBHI: pacuiemisitorcss a0  aneTua-KoA  wiam
aneroaneTwi-KoA, KoTOopble MCHONB3YIOTCS JI1 CHUHTE3a KETOHOBBIX TeJ WU
YKUPHBIX KUCIIOT (JISULIWH, JIU3UH — UCKITFOUUTEIHHO KETOTC€HHBIE).

CMelmlaHHbIE AMUHOKMCJIOTBI:  M30JEHIUH, (EHWIANIaHWUH, TUPO3HH,
TpUnTo(aH — JAIOT KaK TIIFOKOTE€HHBIE, TaK U KETOT€HHBIC MPOIYKTHI.

1.7.3. O6pa3oBaHue U TOKCUYHOCTH AMMHMAKA

Ammuak (NHs/NH4") o6pa3zyercs:

B XOJI€ JI€3aMUHUPOBAHUS AMUHOKHUCIIOT,

IIPY PACILLICTUIEHUH HYKJIEOTHUIOB,

B pe3yJibTaTe NeHCTBUs OaKTEepUANbHBIX ypea3 KUIIEYHUKA Ha MOYCBUHY.

TokcMYHOCTH aMMHAKA!

Hapymiaer JHeprermyeckuii mMeTadO0JIM3M: HUCTOLIAET  O-KETOTJIyTapaT
(cBsI3BIBAETCSI C HUM C 00pa30BaHUEM TiIyTamaTta), 4To TopMo3uT muki Kpebdcea.

[ToBbiraer muTo30abHbIH pH, HapymaeT MeMOpaHHBIEC TOTEHITUAIBI.

Br3piBaeT 0TéK Mo3ra (mMaibHble KIeTKd yTin3upytoT NHs', comyTcTBEHHO
3axBarbiBag K' u Boxy).

1.7.4. lerokcuKamusi U BbIBeJeHHE a30Ta

Opranu3M UCTIONB3YET 1Ba OCHOBHBIX ITyTH BBIBEACHUS N30BITOYHOTO a30Ta:
1. MoueBunHbIit nukn (nuki Kpedca—Xencneiira)

[TpoucxoauT B meyeHu (YACTUYHO B MUTOXOHIPUSIX, YACTUYHO B IIUTO30JIE).
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[IpeBpamaer 2 mojekyabl NHs" m 1 moaexkyay HCOs™ B 1 Mouekyay
MOY€BHHBI, KOTOPasi HCTOKCHYHA U XOPOIIIO pacTBOPUMA.

OCHOBHBIE 3TaIlbl:

Kapoamoundocdarcunreraza I (KPC-1) (B MUTOXOHIPHSIX):

NH,"+ HCO3 + 2ATP — Kapoamoundocdar

Kapb6amoundocdar + opHUTHH — HUTPYJUIHH (OPHUTUHTPAHCKapOaMouaza).

[uTpy/uiMH TpaHCHOPTUPYETCS B LIMTO30Jb, COCAMHSIETCS C acmapratoMm —
apTrUHUHCYKIMHAT (AprMHUHCYKIIMHATCHUHTETa3a, TpeOyeT ATD).

APrUHUHCYKIIUHAT — apTUHUH + ¢pymapaT (aprUHUHCYKIIMHATINA3A).

ApruHMH — MOYEBMHA + OpHHUTHH (apruHa3a); OPHUTHUH BO3BpPAILAETCA B
MUTOXOHJIPHUH.

dymapart, obpasyroumiics Ha stane 4, BxoauT B nuki KpeOca, cBsa3biBas
MOYEBUHHBIN LUK C SHEPTETUYECKUM METAO0IH3MOM.

Acnmaprar [oCTaBiseT BTOpOM aroM as3ora (M3 TJiyTamara u4epe3
TpaHCAMUHUPOBAHUE).

2. AnpTepHaTUBHBIEC TyTH BBIBEJCHUS a30Ta

Y MJleKonmUTAINIUX: MOYEBHUHA — OCHOBHOM myTh (~90% azora).

Y pbI0: npsiMoe BbIBEJIEHME aMMHUaka (aMMOHOTENHSI) — BO3MOXHO OJaroaaps
BBICOKOMY COJAEPKAHUIO BOJIBI.

Y nTun ¥ penTWIMI: BHIBEJCHUE B BUJIE MOYEBOH KHUCJIOTHI (YPUKOTEIUS) —
MaJjiopacTBOPUMOE COEUHEHUE, SIKOHOMSIILIEE BOLY.

1.7.5. HapyumeHusi MeTa001M3Ma AMMHOKHUCJIOT 1 MOYEBUHHOIO IIUKJIA

®enunkeronypust (nepuuuT (HeHUIATaHUHTUIPOKCUIA3bl) — HAKOIUICHHUE
dbenmnanannna, nospexaenue [[HC.

Bose3nb kjeHoBoro cupoma (AedekT pa3BETBIEHHO-LIETIOYEYHOU  O-
KETOKUCIOTACTUAPOTEHA3bl) — HAKOTJIEHUE JIEHIIMHA, U30JICHIIMHA, BaJHHA.

I'unepaMMoHneMHsi — HacJeACTBEHHbIE J1e(eKThl (EPMEHTOB MOUYEBUHHOTO
nukiia (Hanpumep, nepurut KOC-I unu opautHHTpaHCcKapOaMounsasbl), TPUBOISIINIE
K TSKENON MHTOKCUKALIMKM aMMHUAKOM, KOME U CMEPTH Y HOBOPOKIEHHBIX.

JleyeHue BKIIIOYAET JUETY C OIpaHUYECHHEM Oelika, BBEJCHHUE aJbTEPHATUBHBIX
nyTei BbIBeEHHUS a3oTa (OeH30aT HATpus — CBS3bIBACT TJMIMH — THIITYpOBas
KHUCIIOTa; (eHUIIOYTaHOAT — CBSI3bIBACT TIIyTAMUH).

1.8. OOpa3zoBaHue 3aMeHMMBIX AaMHHOKHCJIOT. buocunres Oeaka
(Tpancasiums)

MeTabonu3M aMUHOKHMCIOT BKJIIOYAET HE TOJIBKO HMX Jerpajaluio, HO H
onocunte3. 13 20 crangapTHBIX MPOTEMHOTEHHBIX aMUHOKKCIOT 11 cumTaroTcs
3aMeHMMbIMH (y 4YEJIOBEKa), TO €CTh MOTYT OBITh CHHTE3MpOBaHbI (e NOVO wu3
IPOMEXYTOUHBIX METAa0OJUTOB IEHTpPalIbHBIX MyTed (rinMkoiusza, nukia Kpebca,
nenTo3odocdarHoro mytu). OcTanbHble 9 — HE3aMeHUMble — JTOJDKHBI TIOCTYNaTh C
MUIIEH, TaK KaK y YeJI0BeKa OTCYTCTBYIOT ()EPMEHTHI JIJIsl UX CUHTE3a.
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1.8.1. buocuHTe3 3aMEHMMBIX AMUHOKHCJIOT

3aMeHUMBbIE ~ aMUHOKHCIIOTBI ~ CHUHTE3UPYIOTCS B~ OCHOBHOM  NYTEM
BOCCTAHOBHUTEJIHLHOIO AMUHUPOBAHUS WIH TPAHCAMMHHMPOBAHUSA
COOTBETCTBYIOIIUX O-KETOKUCIIOT:

AJIaHUH — 13 UpyBaTa (TpaHCAMUHUPOBAHUE C TIIyTaMaTOM).

AcnapTrar — u3 okcajoaierara (TpaHCaMUHUPOBAHUE).

ayramar — wu3 o-KeToriayrapaTta (BOCCTAHOBHUTEIIBHOE aMUHUPOBAHHE
[IyTaMaTAETHIPOreHa30l WM NyTEM [EepeHoca AaMHUHOTPYIIBI OT  JPYTUX
aMHHOKHUCIIOT).

AcnaparvH — aMHHAIIMs acniapTara ¢ UCIOJIb30BAaHUEM IIyTAMHHA KaK JOHOpa
aMUIHOTO a30Ta ((hepMeHT: aclaparmHCHHTETa3a, Tpedyer ATD).

I'myraMuH — aMuHamus Iiyramara ¢ HCHOJIb30BaHMEM aMmHuaka u ATO
(rmyTaMMHCUHTETa3a — KIIOYEBOM (PEepMEHT yTWIM3aluMKd aMMHaka B MO3re H
MBIIIIIAX).

IIpoJinH U apruHMH — CUHTE3UPYIOTCS U3 INIyTaMaTta uepes y-riryTamuidocdar
Y OPHUTHH COOTBETCTBEHHO.

Cepun — u3 3-docdormuuepara (IPOMEKYTOUYHOTO TMPOAYKTA TIIHMKOJIU3A);
HoCHeAyIolee MPEeBpallleHue cepuHa AAaéT TJIMIMH U HUCTeHH (IpU Y4YacTHH
METHOHHMHA KaK JIOHOpPA CEpPBI).

Tuposun — TMIPOKCUIIMPOBAHKE (penunnananuHa (pepment:
(eHuNaNaHUHTUIPOKCUIIA3a); TMOATOMY MHpU AepuuuTe (QEeHWIaJaHWuHA THPO3HUH
CTAaHOBUTCS YCJIOBHO HE3aMEHHUMBIM.

BaxxHo oTMmeTuTh, UTO y OakTepuii M pacTeHuid cuHTe3upyrorcs Bce 20
aMUHOKUCJIOT, U UX ITyTH Topazao 0osiee pa3HOOOpa3HBI.

1.8.2. BuocuHnTe3 Gesika: 001Ias XapaKTEPUCTHKA TPAHCISIIIAN

Tpancasiuus — nporecc CHHTE3a MOTUNENTHAHON TN Ha OCHOBE HHGOPMAIIHH,
3akogupoBaHHod B MPHK. DTo ueHTpalbHBIA 3Talm 3KCOPECCUU TE€HOB,
OCYUIICCTBIISIONIMIACA Ha pubdocoMax u TpeOyroommii ywactuss Oosiee 100
makpomosiekys: MPHK, TPHK, puGocomanbubix OenkoB u PHK, dakropos
WHUIMAITMH, SJIOHTAllMM ¥ TEPMHUHAIIMH, a TakkKe UCTOYHUKOB dHepruu (I 'TD, ATD).

Tpancnsiust cocTouT u3 TpEX (a3: HHUIHALMS, JJTOHT AN, TEPMUHANUSA. Y
MPOKAPUOT U DYKAPUOT MEXAHU3MBI CXOKH, HO OTJIMYAIOTCA MO JAeTajsiM (Hampumep,
Hanuuue 5'-kana y sykapuornueckoid MPHK).

1.8.3. MoJjiekyJIipHbIe KOMIIOHEHTHI TPAHCJIASA MU

1. MPHK

CayXuT MaTpUIEH; COACPKUT KOAOHBI — TPUTIJICTH HYKJICOTHIOB, KaXKIIbIA 13
KOTOPBIX KOJIUPYET OAHY aMUHOKHCIIOTY.

Hauano tpancisiiiuu onpenensercs crapr-koaoHom AUG (penko GUG, UUG).

VY npokapuoT — NOJUIUCTPOHHAS;, Y 3YKapHOT — MOHOLIMCTPOHHAA C 5'-K3IOM U
3'-mou(A)-XBOCTOM.

2. TPHK

AnanTepHble MOJIEKYJIbI, CBS3BIBAIOIINE KOHKPETHYI0 aMHHOKHUCIOTY C
COOTBETCTBYIOIIMM KogoHOM MPHK.
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IMeroT aHTHKO0HOBYI0 METJII0, KOMIUIEMEHTAPHYO0 KOJIOHY, 1 3'-KoHen CCA,
K KOTOPOMY KOBaJICHTHO MPUCOEAUHSIETCS aMUHOKHUCIIOTA.

Oo6pasyror amuHokucaoTuiI-TPHK (aa-tRNA) B peakuuu, xaTamuzupyemoi
amuHokuca0T-TPHK-cuHTeTa3aMu (110 071HOM Ha KaXIyI0 aMUHOKUCIIOTY).

3. Pubocoma

PuGonykieonporeninbiii koMiiekce: y mpokapuoT — 70S (50S +30S), y aykapuot
— 80S (60S + 40S).

Copnepxut Tpu caiita cesasbiBanus TPHK:

A-caiiT (aMMHOKHUCIOTHBIN) — 171 BXxoasiei aa-tRNA,

P-caiit (mentunui-TPHK) — niist TPHK, Hecymieit pactyinyto 1emnsb,

E-caiit (BeixoaHol) — nis neaunnvpoBannoid TPHK.

Karamutnyeckas  akTuBHOCTH  (menmtuauiaTpancdepaza)  obecrieunBaeTcs
pudocomanbHoii PHK (pPHK), uto nenaer pubocomy pudo3umom.

1.8.4. DTanbl TpaHCASUMHA

HNuaunnanus

IIpokapuoThl: Manasi CyObeAMHHIIA CBSI3BIBACTCS C MOCJI€0BATEIbHOCTHIO
Hlaiin—/Tansrapao na MPHK, 3arem npucoenunsercs uHunmaropHas fMet-
tRNAMet (hopmun-mernonmn-TPHK) B komiekce ¢ paktopom [F2 u I'TO.

DyKapuoThI: MaJiasi CyObeIMHUIIA CBI3bIBACTCS ¢ 5'-kamoM, ckanupyetr MPHK 10
neporo AUG, npucoenunser Met-tRNAiIMet (6e3 popmunpoBanus).

3aTteM mnpucoeauHsieTcss Oosbinas cyObenuuuiia — oOpazoBaHue 70S/80S-
WHUIIMATOPHOTO KOMILJIEKCA.

DJIOHTranus

[{uknn4ecknii mpouecc, MOBTOPSIOMIMICS ISl KAKI0r0 KOJIOHA:

HocraBka aa-tRNA B A-caiit: daxrop smonranuu EF-Tu (y npokapuort) umu
eEFla (y aykapuot) noctaniset aa-tRNA B komruiekce ¢ ['TO.

HenTuanarpancgepasnas peakuus: pPHK karanmusupyer nepeHoc nentuaHou
nenu ¢ P-caiita Ha amMuHOrpymnmy aMHUHOKHCIOTHI B A-caliTe — oOpa3syercs
nentuanuib-tRNA B A-caiite.

Tpancaokaums: ¢axrop EF-G (eEF2) cnBuraer pubocoMy Ha OJIUH KOJOH;
nentuanib-tRNA mepexoautr B P-cabit, acamumupoBannas TPHK — B E-caiit u
BBICBOOOKIAETCSl.

TepmuHanus

[Ipu noctwxkenun crom-koaoHa (UAA, UAG, UGA) B A-caiiTe CBSI3BIBAIOTCS
¢paxropsl Tepmunanmnu (RF1/RF2 y npokapuot; eRF1 y sykapuor).

Onn wumutupytor TPHK wm axtuBupyror rugponus nentuawis-TPHK —
BBICBOOOKIEHUE MOJUIIEITH/IA.

Pubocoma nucconuupyet npu ydyactuu (akTopoB pa3O0pKH.

1.8.5. IlocTTpaHCASIIUOHHBIE MOAU(PUKAIIUI

HoBooOpazoBaHHbI# osumenTy (MpOTEHH) 4acTo TpedyeT MoauduKanmii 1is
npuoOpeTeHus: GyHKIIMOHATHLHOW aKTUBHOCTH:

CmmBanue qucyab@uaHbix MOCTHKOB (B OIIC),

dochopuinpoBanue, rNiMKO3WIMPOBAHUE, AlleTUJIMPOBaHME,

28



IIporeosuTHYeckoe co3peBaHue (HaIpUMEDP, UHCYJIMH U3 IPOUHCYJINHA),
CoOopka cy0ObeIuHHI B OJIMTOMEPHBIE KOMILJICKCHI.
®donaunar KoHTpoupyercs maneponamu (Hsp70, Hsp60).

1.8.6. DHepreTuka u peryJasinusi TPAHCJIAIUA

Ha npucoeguHeHne Kamaod aMHMHOKHMCJIOTHLI 3aTpaunBactcs 4 docdaTHbie
CBSI3HU:
2 AT® (akTuBaIdsi aMUHOKUCIOTH — aa-AMP — aa-tRNA) + 2 I'T® (moctaBka u
TPaHCJIOKALIHS).

Perymsimus ~ ocymiecTBisSieTCSs Ha  YpOBHE  HMHUIMAUUM  (HaAIpUMep,
dbochopunupoBanue pakropa elF2 mpu crpecce momaBisieT TPAHCIIAIUIO TII00ATBHO).

1.9. CTpykTypHasi opraHu3anusi HyKJIeHHOBBIX KHUCJI0T. PepMeHTATHBHOE
paciuenieHue HyKJIeMHOBbIX KHCJI0T

Hyxnennossie kucnotsl — JIHK nu PHK — sBIstoTCS HOCUTENSAMH T€HETUYECKOM
uHopMaIMU W KIIOYEBBIMU ydYacTHUKaMu €€ peanuzanuu. WX cTpykTypHas
opraHu3zanus otpaxaeT GpyHKIHoHaIbHbIe pa3nuuus: JJTHK obecneunBaeT crabmibHOE
XpaHEeHHE W Tiepeayy HacielCTBeHHOM nH@popMmanuu, Torna kak PHK yuyactByet B
JTUHAMUYECKUX TpoIeccax dKcnpeccuu reHoB. O06e MOJEKyIbl PEICTaBISIOT OO0
JVMHEMHBIE TIOJMMEPbl — MOJMHYKJIEOTHAbI, IOCTPOCHHbIE W3 MOHOMEPOB —
HYKJICOTH/I0B.

1.9.1. XuMu4yeckasi CTPYKTypa HyKJICOTH/I0OB

HyxkiieoTus cocTouT U3 TPEX KOMIIOHEHTOB:

A30THCTOr0 OCHOBAHUSA:

ITypunossle: anenun (A), ryanus (I);

IMupumuaunosseie: uto3uH (1), Tumun (T — B IHK), ypanun (Y — 8 PHK).

IlenTO3HOrO caxapa:

2'-ne3okcupudosa — B JIHK;

pu6o3a — B PHK (oTimmuaercs Hanmurem rupokcuiibHON rpynimsl pu C2').

dochaTHoi rpynnsl, npucoeAnHEHHON K C5' caxapa.

Hyxneo3un = ocHoBaHWe + caxap; HYKJIEOTHJ = Hykieo3ua + docdar. B
MOJIMHYKJICOTUIHONW 1IeMH HYKJICOTUIbl coeauHeHsl 3',5'-¢ochoamdpupHpivu
cBSI3sIMHU, 00pa3ys caxapodochaTHbI OCTOB C BHICTYNAIOIIMMU OCHOBAHUSIMHU.

1.9.2. Bropuunas crpykrypa JHK: mogenn Yorcona—Kpuxka

JBynenoueynas JIHK y OosblIMHCTBA OpPraHuW3MOB CYIIECTBYET B BHJE
NMPaBo3aKpy4YeHHOU JABOMHOI cnupaau (B-dopma), npennoxeHHo YOTCOHOM U
Kpukom B 1953 r. OCHOBHBIE XapaKTEPUCTUKMU:

JIBe anTHUNapaieNbHbIE IETIH, OPUEHTUPOBaHHbIE 5'—3' 1 3'—5'.

Komniiementapuocts ocHoBanmii: A=T (2 Bomopoanwie cBszu), I'=Il (3
BOJIOPOJHBIE CBSI3H).

OcHOBaHMSl PACHOJIOKEHBI BHYTPU CHOUPAIH, CTEKUPYS APYr Haa JpyroMm;
caxapodochaTHBII OCTOB — CHAPYKH.

Onun BuTOK — 10,5 map ocHoBaHuM, miar — 3,4 HM.
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CymectByroT u npyrue popmer: A-JJHK (B neruapatupoBaHHBIX YCIOBHSIX), Z-
JHK (;neBo3akpydeHHas, oOpa3yeTcsi B Y4YacTKaX C uepelOBaHUEM ITypUHOB H
NUPUMUANHOB, MOXKET YYaCTBOBAThH B PETYJISIIUN TPAHCKPHUIIIUN).

CrabuiabHOCTh IBOMHOM ciMpaiiu 00ecreynBaeTCs:

I'mapodoOHbIMEU B3aMOIeliCTBUAMHU MEK/y CTEKUPOBAaHHBIMU OCHOBAHUSAMM,

BoxopoaHbiMu CBA3IMH MEXIY KOMIUIEMEHTAPHBIMU MTapaMU,

DiieKTpocTaTuYecKuMu 3¢ dexTamu (HeTpaIn3alys OTPULIATEIILHOTO 3apsiia
dbocdaroB kaTnoHaMu Mg?*, mouaMuHaMu ).

1.9.3. Ctpykrypa PHK

B otmuuune ot IHK, 6oasmuucTBo PHK — ogHonenovyevHbie, HO CIIOCOOHBI K
BHYTPUMOJICKYJSIPHOMY CIIAPMBAHUIO, 00pa3ys CII0KHbIE BTOPUYHbBIE U TPETUUHBIE
CTPYKTYPBI:

Crebean-netsieBbie MOoTHBBI (hairpins),

BuyTpennue nersu, Boinmykioctu (bulges),

IIceBmoy3inl (pseudoknots).

Tunet PHK 1 ux cTpykTypHBIE 0COOEHHOCTH:

MPHK: nuHeliHas, coaepkuT S5'-K3I, KOAUPYIOIIYIO MOCIENI0BATENbHOCTh, 3'-
noJii(A)-XBOCT.

TPHK: «kjieBepHbIi IUCT» BO BTOPUYHOM CTPYKTYpe, L-00pa3Has B TpeTUYHOI;
COJIEP>KUT MOIU(DUIIMPOBAHHBIE OCHOBAaHUA (MHO3WH, IICEBIOYPUINH).

pPHK: popmupyer karanuTudeckuid U CTPYKTYPHBIN Kapkac puOOCOMBI.

Peryasitopubie PHK (miRNA, siRNA, IncRNA): wacro conepxar
JIBYLIENIOYEYHBIE YYACTKHU.

1.9.4. Boiciiasi crpykrypa JHK

VY sykapuot /IHK ynakoBana B XxpoMaTHH:

Hyxkieocoma — ocHoBHas equauna: 146 m.a. JIHK o0EpHYTH BOKpYT OKTaMepa
ructoHoB (H2A, H2B, H3, H4 x2).

Hyxkneocombr coenuaensl muakepHoit JIHK u rucronom H1 — dopmupyercs
«OycuHkH Ha HUTW» (1 1-HM BOJIOKHO).

JNanbHeimas yxnanka npuBoaut kK 30-HM ¢Gubpuiie U BBICOKOYITAKOBAHHBIM
XpPOMOCOMaM B MUTO3€.

Y  mpokapuor JIHK opranu3oBaHa B HYKJEOHI, CTaOWIM3UPYEMbIN
HETUCTOHOBBIMHU O€JIKaMU U CYyNIEPCKPYUUBAHUEM.

CynepckpyuynBaHMe — BOXXHBIN PETYJISATOPHBIN MEXaHU3M:

Karanutupyercs Tonouszomepaszamu (tuna | — pa3zpesator oany uensb; tTuna Il —
nBe uenu, Tpedytor ATO).

Heo6xonumo 111 KOMIMaKTU3aluy, PEIIMKAIIUU U TPAaHCKPUIILIVH.

1.9.5. ®epmeHTATHBHOE paciienieHue HyKJIeMHOBbIX KUCJIOT

['unpomuz  pocomuddupHbIX CBA3EH  KaTanM3UpyeTcs HyKJea3aMu —
dbepmenTtamu kiacca ruapoinas (EC 3.1).

Knaccudukanus Hykieas:

ITo cyOcTpary:
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JAHK-a3b1 — pacmemsitor JHK,

PHK-a3s1 — pacuieruisitor PHK.

IIo Ty neudcTBUs:

JHIAOHYKJIea3bl — pa3pe3atoT BHYTPEHHUE CBSA3H,

IK30HYKJI€a3bl — OTIICIUIAIOT HYKJICOTUbI C KOHIIOB.

IIo cneunpuIHOCTH:

Hecneunduveckue (Hanpumep, mankpearuueckas PHK-aza A — mocie
MAPUMHUJIUHOB),

Cneunduyeckue (Harpumep, peCTPUKIIMOHHBIE SHJIOHYKIICa3bl — PACIIO3HAIOT
MaJUHIPOMHBIE MOCIIEIOBATEIILHOCTH).

KirroueBbie HyKI€assl:

IMankpearuueckas PHK-a3za A: sHponykiieasa, rugponusyer nocie C u U,
obpazys 3'-pocdarsl.

Cminennveckass /IHK-aza (DNase 1I): Hecneuuduueckass -5HIOHYKIIeasa,
ruaponusyet JJHK 1o onuronykneotumos.

PecTpuxkunonnsie 3ua0onykieassl Tuna Il (nanpumep, EcoRI): pacniosnarot 4—
8 I.H. ¥ JAIOT «JIUIIKUE» WIH «TYIbIE» KOHIBI — OCHOBA T€HHOW MH)KCHEPUH.

PHK-a3a H: pacmieruiser PHK B rubpune PHK:JIHK — yyacTtByer B perukaruu
U penapanuu.

IK30HYKJI€a3bl:

5'—3' (nanpuMep, B pEIUTUKAIIUU — KOPPEKIIUS ),

3'—5' (nanpumep, B nerpagaruu MPHK).

1.9.6. ®u3zuooruvecKas pojb paculenjeHuss HyKJIeHHOBbIX KHCJIOT

IIumeBapenne: HykiI€as3bl MOKEIYAOYHOM >KEJE3bl PACLICIUISIOT IHILEBBIC
HYKJICMHOBBIE KHCJIOTBI 10 OJIATOHYKJIEOTUIOB, 3aTEM HYKJICOTHa3bl U HYKJICO3UAa3bl
— JI0 OCHOBAHUH U CaxapoB.

Penapauus JHK: Hykiea3sl ygaisitoT NOBpeXAEHHBIE YYACTKU (HAIpuMep, B
AKCIIM3UOHHOW peraparyi).

Peryasiuus renoB: nerpananuss MPHK koHTponupyer ypoBeHb dKCIIpeCCUM.

3amuTa OT BUPYCOB: PECTPUKIIMOHHBIE CUCTEMBI Y OAKTEPHIA.

AMNoONTO3: aKTUBAIIMS SHI0OHYKJIea3 TpuBoIUT K pparmentanuu JTHK.

1.10. Cwunre3 nykjgeoruaoB. buocunte3 JIHK (pernmukamms JAHK).
buocunre3 PHK (Tpanckpunuusi)

CuHTE3 HYKJIEOTHUIIOB W HYKIEHMHOBBIX KHUCJIOT — IIEHTPAJIbHBIE MPOLECCHI,
oOecrieunBarOIIMEe PEIUIUKAIUI0 TEeHOMa, OHKCIPECCHI0 TEeHOB U TMOJJEepKaHHE
KJIETOYHON (DYHKIIMU. DTH MYTH TECHO MHTETPUPOBAHBI ¢ OOMEHOM aMHHOKHUCIIOT,
VIJIEBOJIOB M JHEPreTUYECKUM METa0O0JU3MOM, IMOCKOJbKY HYKJICOTHUIBI TPEOYIOT
3HAYUTEJIBHBIX 3aTPaT yIJepoa, a30Ta U SHEPTHH.

1.10.1. CuHTEe3 HYKJICOTHI0B

HykieoTuapl CHHTE3UPYIOTCS IByMsI OCHOBHBIMHU TyTsAMHU: d€ NOVO (K3 MPOCTHIX
MPEAIIECTBEHHUKOB) M cHacaTejbHbIM (salvage) (peyTwimsaiius CBOOOIHBIX
OCHOBAHU WJIM HYKJIEO3UOB).
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CuHTe3 MypHMHOBBIX HYKJI€OTHI0B de NOVO

[IpoucxoauT B LMTO30J1€ KJIETOK (0OCOOCHHO MEYCHH ).

[IypuHoBO€  KOJBIIO  CTPOUTCS  MOMIATOBO  HEMOCPEICTBEHHO  HA
AKTHBUPOBAHHOM pubdo3e — 5-hochopudo3uin-1-nmupodocdare (OPIIII).

HcTo4HMKY aTOMOB:

N1 — acmaprar,

C2, C8 — dhopmunsrerparuapodorar,

N3, N9 — rmyramus,

C4, C5, N7 — riuuH.

Koneunsiii npoaykT — nHo3uHMOHOGochat (UMD), npenmectBeHHUK AM®D u
['M®.

TpeOyet 6 mosexky AT® Ha 0AMH MYPUHOBBIM HYKJICOTH.

Perymsauus: kmoueBoil ¢pepmeHT — rayramuH-OPIIII-amidotpancdepasa —
unruoupyercs AMII, I'MII, UMIL.

CuHTe3 NUPUMHUINHOBBIX HYKJI€O0THIOB e NOVO

YV MJIEKONHTAIOUIMX: CHAYala CUHTE3UPYETCS MUPUMHAUHOBOE KOJBIO, 3aTEM
MpUCOEIUHAETCS K pubo3e.

Oranbl:

OO6pazoBanue kapOamonigocdara (B LIUTO30JIE; y4aCTBYET
kapOamomipocharcunreraza II, B ormmuune ot mutoxonapuanbHoii KOC-I B
MOYEBHHHOM ITHKIIC).

CuHTE3 OpPOTOBOM KUCJIOTHI.

[Tpucoenunenue k OPIIT — oporuanaar — YM® (ypuauamonodocdar).

YM® mnpespamaercs B IIM® (amunupoBanue) u TME® (MeTwInpoBaHUE
1YM®D).

Perynsuus: acmaprarrpanckap6amomniasa (y 6akrepuii) wiun CAD-6emnok (y
MJIEKOMMUTAIOMuX ) uHruoupyercs Y TO.

Cnacare/jibHbIE IYTH

DKOHOMST PHEPIUI0, OCOOCHHO B TKAaHAX C HU3KOW aKTMBHOCTHIO de NOVO cuHTEe3a
(MO3T, KOCTHBIN MO3T).

OepMEHTHI:

Anenundochopudozniarpanchepasa (AIIPT),

I'unokcantun-ryannngochopudosuarpanchepaza (I'TDPT) - nedexr
BbI3bIBaeT cuHIpoM Jlema—Huxana.

BaxHbl 171 cUHTE3a HYKJICOTHAOB MPU OBICTPOM JIETIEHUU KIIETOK.

1.10.2. buocunte3 IHK (pernsiuxkaunms)

Penumkanuyss — IOJyKOHCEPBATUBHBIN, ITOJYCUHXPOHHBIA IPOLIECC YIBOCHUS
JHK mnepen neneHuem KIETKUA. Y TPOKAPUOT U FYKAPUOT MEXAHU3MBI CXOIHBI, HO
Pa3IMYarOTCS 10 CIIOKHOCTH.

OCHOBHBI€ MPUHIIMIIBI

Martpuunbiii cuHTe3: Kaxznasa uenb [HK cioyxutr marpuuen mia cuHTesa
KOMILIEMEHTapHOM.

Hanpasienue cuaTe3a: Tosibko 5'—3' (u3-3a mexanuzma JIHK-nonumepas).

IpumupoBanue: tpedyercs PHK-npaiimep, cuaTe3upyempiii npaiiMma3soii.
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IToryKOHCEpBATUBHOCTD: KaXJas JOYEpHSAd MOJIEKylda COJIEPXKHUT OJHY
POIUTENHCKYIO M OJTHY HOBYIO LI€TIb.

KiroueBbie hepMeHTHI U OeIKH

JAHK-nosumepassbl.

Y E.coli: Pol Ill — ocHoBHas permmukaruBHas, Pol 1 — ynmanser mpaiimMepsl u
3aMoJHsET IPOoOEbl.

VY sykapuot: Pol 6 u € — cunTe3 ocHOBHOM 11enu; Pol o — cunTe3 mpaiimepa.

XeiMKa3a — paCKpy4HrBaeT JBOMHYIO ciupaib (Mcnoib3yeT ATO).

Tonousomepasbl — CHHMAIOT CYNEPCKPYYHMBAHUE BIEPEIN PEILNTUKATHBHOM
BUJIKH.

Oanouenouyeuynsie JIHK-cBsaspiBaomue Oeaxku (SSB) — crabwimsupyror
pacnieTEHHbBIC LEIH.

JHK-n1ura3a — cuuBaet ¢pparMmenTsl OKa3zakv Ha OTCTAIOLIEH LENu.

OcoOeHHOoCTH CHHTE3a

Beaymasi nenb: CUHTE3UPYETCS] HEIPEPBHIBHO.

Orcraromass uenb: cuHtesupyercs ¢parmentamu Okazaku  (1000-2000
HYKJICOTHIOB y TpokapuoT, 100-200 y sykapuor).

Tesomepa3sa (y sykapuot): pubonykieonporeus, cogepxamuii PHK-marpuiy,
YIUIMHAET 3'-KOHIBI XPOMOCOM, KOMIIEHCUPYSI YKOPOUYEHUE IIPH PEIIMKALINN.

To4HOCTH perIMKaluN

OmmbouHoCTh: ~1 Ha 10° HYKJIEOTHIOB.

Koppexkmusa: 3'—S5' sk3onykieasHas aktuBHocTh JIHK-nmommmepas —
KKOPPEKTYpay.

[TocTpennukalioHHas penapaiusi — CHUKaeT ommr004HoCTh 10 ~1 Ha 10°—10'°.

1.10.3. buocunrte3 PHK (Tpanckpunums)

Tpanckpunuusa — cunre3 PHK na marpune JIHK, kxarammsupyemsiii JTHK-
3apucumoit PHK-nosmmepasoi.

DTanbl TPAaHCKPUIIIUU

HNuunumanus:

Y mpokapuotr: PHK-monumepasa cesspiBaetcs ¢ mpomoropoMm (—10 u —35
YYaCTKH) IPU MOMOIIU 6-aKTopa.

VY sykapuoT: cOOpka NMPEeHHUIUANMOHHOT0 KOMILJIEKCA ¢ ydyacTueM (hakTopoB
tpanckpunuuu (TFIIA, TFIIB u ap.) na TATA-Gokce.

DJIOHTanus.

[Tonmumepasa nBuxeTcs o MatpuuHou nenu 3'—5', cunrezupys PHK 5'—3'.

He TpeOyet npaiimepa.

Cxopoctb: ~40—80 HYKJIEOTHIOB/C Y SYKapHOT.

Tepmunaums:

Y npokapuor:

p-3aBUcuMas (c yuactueM Oelka p),

p-neszaBucumas (GC-0oraTelii cTeOeab-neTias + moau-U mociie0BaTeabHOCTD).

Y  oykapuoT:  TEepMHUHAIUMS ~ CBsi3aHa C  NOPOLIECCMHTOM  3'-KOHIA
(moJIMaIeHUIIUPOBAHHUE).

Oco0eHHOCTH Y AyKapHuOT
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IepBuunbiii Tpanckpunt (npe-MmPHK) noasepraercs npoueccunry:

KsnupoBanue 5'-koH1a (7-MeTHUITYaHO3HH),

CnnaiicuHr — yJajaeHue HHTPOHOB ciialicocoMoit (snRNP),

IonuagenunupoBanue 3'-koH1a (1moyr(A)-xBocT).

Tpanckpunisi M TPAHCHSALUUA MPOCTPAHCTBEHHO Ppa3AelieHbl (SOpO VS
[ATOILIA3Ma).

1.11. CTpyKTypHO-QYHKUMOHAJIbHASI  XAPAKTEPUCTHKA  OJHUI0O- U
noJimcaxapuaoB. BHekiierouHoe U BHYyTpHKjIeTOYHOE (pocdopoiin3 riIMKOreHa)
(pepMeHTATHBHOE paclieNVIEHHEe OJITMI0- M MOJIHCAXAPHI0B

VYTneBoabl SABIAIOTCA BAXHEUIIUMHU OHMOMOJEKYJIaMH, BBIMOJHSIIONIMMHE Kak
JHEpPreTUYeCKHe, TaK U CTPYKTYypHble QyHKIMH. B OHOXUMHH BBIACIAIOT
MOHoOcaxapuasbl (TI0K03a, PpyKTO3a), oJurocaxapuabl (2—10 ocraTkoB, HarpuMep,
caxaposa, MaJIbT03a) U MOJUCAXaAPUAbI (JIECITKU U Thicauu ocTtaTkoB). Ilocnennue
JeNATCS Ha TOMONOJIMCAXapuAbl (OJMH TUI MOHOMEpPA) U reTepomoJIucaxapuibl
(pa3Hble MOHOMEPBHI).

1.11.1. OcHOBHbIE TOMONOJTUCAXAPUABI U UX (PYHKIIUH

1. Kpaxwman (y pacteHuit)

Cmech ammiao3bl (uHeiHbIe 0(1—4)-CBs3aHHBIE OCTAaTKU TJIIOKO3bI) H
amMuiionekTHHa (pa3BeTBiEHHbIN: o 1 —4) 1 a1 —6) cBsi3u kaxabie 24—-30 oCcTaTKOB).

OyHKIMS: JHEPreTHYECKUI pe3eps.

2. I'mukoreH (y >KMBOTHBIX U TPUOOB)

Bricoko pa3BeTBAEHHBIN moaumep MtoKo3bl: o1 —4)-cBsa3u B nemnsax, o 1—6)-
CBSI3HM — B TOYKaX BETBIICHUS (Kaxkble 8—12 oCTaTKOB).

OtnoxeHuss B medeHM (MOJACPKAHUE TIUKEMHH) W MBIIIIAX (JOKAJIbHBIMI
HSHEPIreTUUYECKUM pe3epB).

bonee pa3BeTBnéH, yeM aMMJIONEKTHH —> OOJIbIIIE KOHIIEBBIX OCTAaTKOB —>
OBICTPOE MOOHITU3AITHSI.

3. Lemmrono3a (y pacTeHuii)

JIuneiinbiii nonumep P(1—4)-cBA3aHHOI IIIOKO3bI.

O6pazyer MUKPO(PUOPUILIIBI 32 CUET MEXKIIETIOUECYHBIX BOJOPOIHBIX CBSI3EH.

OyHKIMA: CTPYKTYPHAsI — OCHOBA KJIIETOYHOM CTEHKHU.

4. XutuH (y rpuOOB U YJICHUCTOHOTHX )

[Tomumep N-anerunariawokozamuna, B(1—4)-cBsizaHHoro.

OO6pa3zyeT mpoYHbIC CTPYKTYPHI (IK30CKENET, KIETOUHAsI CTEHKA TPUOOB).

1.11.2. T'ereponosmcaxapuabl

1. I'nukozamunornukansl (I'Al)

JInvHHBIE HEpa3BETBIEHHBIC LIETIH U3 MOBTOPSIONIMXCS IUCAXAPUIHBIX €IMHMII
(0OBIYHO amMUHOCAXap + YPOHOBAS KUCIIOTA).

[Ipumepsr:

I'nasypoHoBasi KMcJI0TA: TIIIOKYPOHOBAsE KucioTra + N-alleTHITIIOKO3aMMH;
KOMITOHEHT BHEKJIETOYHOI'0 MAaTPUKCa, CMa3Ka B CYCTaBax.

XonapoutuHcyabdar, kepaTaHcyJab(ar: B Xpsliax, CBsI3Kax.

I'enapuH: aHTUKOATYJISHT.
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YacTo KOBaJIGHTHO CBSI3aHBI C OEIKAaMU — MPOTEOTTHKAHBI.

2. IlexTuHbBI, KAMEIHU, arap

Pactutenpubpie 1 OGakTepuagbHbIE MOJUCAXaAPUILI C Pa3HOOOPA3HBIM COCTABOM;
Y4acCTBYIOT B THIpATaIlNH, air€3UH, 3aIUTE.

1.11.3. BHekJieTOUHOE paciuenjieHue noJucaxapuaoB (MumeBapeHue)

VY XKUBOTHBIX BHEKJIETOUHOE PACHICIUIEHUE KATAIU3UPYETCS CEKPeTHPYeMbIMH
IJIMKO3UIA3aMHU:

o-AMuiIa3a (CIIOHA, MAHKPEATUYECKUN COK):

['unponusyer BHyTpeHHHe 0(1—4)-CBSA3M B Kpaxmale U IIMKOTeHE.

[IpoayKThl: MaJabTO3a, MAJbTOTPHO3a, O-JIUMHUT-AEKCTPUHBI (COAECpKAIIIKEC
o(1—6)-cBsi3m).

JMucaxapuaassbl (Ha NIETOYHON KaliMe KUIIICYHUKA):

MaabTa3za: ManbTo3a — 2 IIIIOKO3HI,

Caxapa3sa: caxaposa — II0Ko3a + GpyKTo3a,

JlakTasa: nakro3a — TJII0KO3a + rajgakrosa.

HN3omanbraza: ruaponusyet o | —6)-CBsi3u B IMMUT-IEKCTPUHE.

Takum 06pa3om, CII0KHBIE YTIIEBOIbI MUIIX PACHICTUIIIOTCS 10 MOHOCaXapHuaoB,
KOTOpBIE 3aTE€M TPAHCIIOPTUPYIOTCS B KPOBb.

1.11.4. BHyTpuUKJIETOUHOE pacierienne riaukorena: ¢gocdoposius

B oTnuume OT BHEKJIETOYHOTO THIPOJIM3a, BHYTPUKIECTOYHOE pACIICIUICHUE
[JIMKOT€HA MPOUCXOAUT MPEUMYIIECTBEHHO MyTEM (ocdoposim3a, 4TO MO3BOJAECT
coepeur ATO.

DepMEHTHI TJIMKOTEHOJIN3a

I'nuxorengocdopuiasa:

Katanutudeckn OTHISIISCT OCTATKHU TJIIOKO3bI B BH/IE TIIH0K030-1-dochara
(I'-1-®) ot HEpeXYyIUPYIOMIUX KOHIIOB IIETIEH.

JeiicTByeT 110 4-TO OCcTaTKa 10 TOYKU BETBJICHUS.

Perynupyercs amnocrepuuecku (AM® — aktusupyet; AT®, riroko30-6-gocdat
— UHTHOUPYIOT) U KOBaJIEHTHO ((ochopumpoBaHue — akTUBHAs ¢popma a).

Jeruaporenasa BeTBjaeHUs (TJIMKOTeH-AeTHApPoreHasa):

[lepenocur 6yi0k U3 3 OCTaTKOB C OJHOM IEMH Ha JAPYTyio (OCTaBIsAsl OJUMH
ocTaToK B To4ke o 1 —6)-CcBsi3m).

o(1—6)-ruroxko3uaasa:

['uaponusyer octaBmytocss o(l—6)-cBi3b — 0CBOOOXJIaeT CBOOOJAHYIO
IJII0KO3Y.

Metabonudeckast cyib0a MpoayKTOB

I'moko30-1-pochar — wu3zoMepuzyercss B IIIHOK030-6-pochar (I'-6-D)
(pepment: docdormokomyTasa).

B mbimmax: I'-6-® BcTymaer B rIMKOIN3.

B neuenu: I'-6-® moxeT ObITH AeochopuiinpoBan (riaoko30-6-docdaraza) —
cB00OIHAA I'THOK03a TIOCTYIIAET B KPOBb.

[TpeumymectBa pochoponuza
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[-1-® — I'-6-O 6e3 3aTtpat AT® (B oT/IUKE OT TEKCOKHMHA3HOU Pochopumnsnuu
CBOOOJTHOM TJTFOKO3BI).

[To3BosIsIeT OBICTPO MOOMIIM30BATH SHEPTUIO TPU HEOOXOIUMOCTH (TOJIO/IaHuE,
dbuznyeckas Harpy3Ka).

1.11.5. PacmenJjieHue APyrux moJucaxapujaoB BHYTPH KJIETKH

JInzocomasibHOE pacuienieHue:

['mukoren, ['Al, rmMKoIMOHMIBI JErpagupyroT B JU30COMax MOJ JIEHCTBUEM
KHCJIBIX THAPOJIa3 (0- U B-TIMKO3UAA3).

TpeOyeT akTMBHOIO TPAHCIIOPTA OJIMTOCAXAPUOB B JIN30COMY.

HacnenctBennsie aedexTsl 3THUX (QEPMEHTOB —> JIM30COMHBbIE 00J1€3HH
HaKomJieHus (Hanpumep, 60se3ub [lomie — nepunuT TM30COMHON O-TIIOKO3UIA3bI).

1.12. KaTa60u3M yrjieBoJI0B: IMX0TOMUYECKOE pacillenieHue B a3poOHbIX
H AaHAIPOOHBIX YCJIOBUSX, INIMKOT€HOJIN3

KaraGonmusm  yrimeBoJjoB  —  LEHTPAIbHBIA  DHEPreTHUECKUH  MYTh,
oOecrnieunBarommii kietky AT®, BoccranoButenbHbiMU dkBUBalieHTaMu (NADH) u
MpEAIIeCTBeHHUKAMU it OmocuHTe3a. (OCHOBHOM  cyOCTpar — IJIHOKO03Q,

MOCTYMAOIIasi W3 MWIIA WK 00pa3ylomiascs B pe3yibTaTe TIJIMKOTEHOIN3a U
rioKkoHeoreneza. E€ cynp0a 3aBUCUT OT HAJTMYHUS KHCJI0POJA U IHEPreTHYeCKHX
NMOTPeOHOCTEH KJICTKH.

1.12.1. I'nukoyu3: 00UIUil MYTh pacuienieHus IIIKO3bI

I'nukosau3 — nocnenoBaTenbHOCTh U3 10 peakuuii B IUTO30J€, MPEBPAILAOIIAS
1 MoJieKyJ1y IJIIOKO3BI B 2 MOJIEKYJIbI IHpYBaTa ¢ oopazoBanueM 2 AT® (HeTTO0) U
2 NADH. IIpouecc nenutcs Ha nBe (asbl:

[ToaroToBuTenbHas (MHBECTHIIMOHHAsS) (a3a (peakuuu 1-5)

3arpaunBaorcs 2 AT® nHa dochopumupoBanue TOKO3bI U (PYKTO30-6-
docdara.

KitoueBbie hepMeHTHI:

I'ekcoxkuHAa3a/TJIIOKOKMHA3A: TIIIOKO3a — TJII0K030-6-pocdat (I'-6-D).

®dochodpykrokunaza-1 (PFK-1): ¢pykrozo-6-bochar — dpykTo3o-1,6-
oucdocdar (O-1,6-bD) — rnaBHbIH peryJaaTOPHbII (pepMEHT IVTHKOIU3A.

Ha 4-ii peaknuu aabaosasa pacmermiier O-1,6-b® na aBa Tpuo3odocdara:
rmnepanpaerua-3-gochar  (F'A-3-®) wu  guruapoxcuanetondocdar (JAD),
nocieaHui uzomepusyercs B 'A-3-O.

DHeprerndeckas (muaTéxnas) dasa (peakuuu 6—10)

Kaxmas wmonekyna ['A-3-® oxucnsgercs a0 1,3-Oucdocdoraumepara c
BOCCTAHOBJIEHUEM NAD* — NADH (dbepmeHT: TJIMIEpATbACTU/I-3-
dbocdharnernaporenasa).

CybctpatHoe dhochopummpoBaHue:

®ochorauneparkunasa: 1,3-bdI" — 3-dochormunepar + ATO.

IMupyBaTrkunaza: dochoenonnupysar (OEIl) — mupysat + ATD — BTOpOIi
KJII0YEeBOM PEryJSTOPHbIA (pePpMEHT.
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Htoro: 4 AT® cunre3npoBano, 2 AT® uspacxogoBano — HeTTO +2 AT® Ha
TJIFOKO3Y.

1.12.2. Cyab6a nupyBarTa: a3poOHble H aHAIPOOHbIE MYy TH

[TupyBat — kiroueBoi Metabonudeckuii y3en. Ero manpHeliinee mpeBpalleHue
ONPENIEIIAECTCS JOCTYINHOCTHIO KUCJI0PO/Aa U TUIIOM TKAaHH.

AHa’poOHbIE YCTIOBUS: MOJIOYHOKHUCIIOE OpOKEHNE

B ycrnoBusix rumokcuu (MBIIIIBI TPU WHTEHCUBHOW HArpy3Ke, 3PUTPOLUTHI,
HeKkoTopble MuKpoopranu3mbel) NADH nomkeHn ObITh peoOKHCJIeH, YTOOBI TIIHKOJU3
IIPOIOJIKAJICS.

Jlakrataernaporenasa (JIAI') katanmmsupyer:

[Mupysat + NADH + H* 2 Jlakrar + NAD*

JHepreTu4ecKnid BbIX0A: TOJbKO 2 AT® Ha riioko3sy.

JlakTaT TpaHCIOPTUPYETCS B MEUEHb, IJI€ YUACTBYET B IVIIOKOHEOTeHe3e (LUK
Kopn).

AspOoOHBIE YCIOBUS: OKUCIUTENIbHBIN My Th

[lupyBaT  TpaHCHOpTHpYETCSI B  MHMTOXOHAPHM, TJA€  IOJBEPracrcs
OKHCJIMTEIBLHOMY JeKapOokcuaupoBanuio g0 ameTua-KoA (pepmenTHBIN
kommuieke [T/, cm. Temy 14).

Anetun-KoA Berynaer B uuki Kpeoca, a NADH — B apIxaTebHy10 Helb, 4TO
na€t 10 30-32 AT® Ha ri110Kko3y.

1.12.3. I''TMKOreHo0/ M3 KAK UCTOYHHMK TJIIOKO3bI ISl IJIMKO0JIH3a

['mukorenonus (cMm. Temy 11) obecnieunBaeT OBICTPYI0 MOOMIM3AIMIO TITFOKO3BI
0e3 yuacTus MUIIeBapeHUs:

B mprmmax: rioukored — ['-1-d — I'-6-®O — HenmocpeacTBEHHO B IIMKOJIM3.

B neuenu: [-6-® — riaoko3a — B KPOBb TS MOJICP>KAHUS TIIMKEMUU.

[ TMKOTEHOIN3 COMPSAKEH C TIMKOJM30M: MPOoayKThl dochopommsza (I'-1-D)
Jerko npeBpaniatorces B [-6-@ — nmpoMexxyTOUHbIN METa0OIUT TIUKOIIN3A.

1.12.4. Peryasinusi rJIMK0JIM3a

['mukonmu3 cTporo peryiaupyercs 1O MNPUHIUIYY OOpPaTHOM CBSI3M U
TOPMOHAJIBHOT0 KOHTPOJIA:

I'ekcoxunasa: uaruoupyercs ['-6-® (mpemoTBpaimaeT HaKOIJICHUE).

PFK-1 — rnaBHbI# perynarop:

AxtuBaropsl: AM®, AJID, ¢pykrozo-2,6-6uchocdar (F-2,6-bd — campbrit
CUJIbHBIN).

Nuruduropsei: ATO, uutpar, H (npu aummgose).

F-2,6-b® cuntesupyercs pochoppykroknnaszoii-2 (PFK-2), akTHBHOCTH
KOTOPOH PETyIUPYyeTCs] HHCYJIUHOM (aKTUBAIMS) U TJIIOKATOHOM (MHTHOUPOBAHUE)
yepe3 dhochopuiimpoBaHue.

ITupyBarkuHasa:

Axrtusupyercs: F-1,6-b® (feed-forward activation),

Nurubupyercs: ATO, ananus, auetui-KoA,

Perynupyercs gocopunrpoBanuem (TJIIOKaroH — UHAKTUBALIMS B IIEUECHH).
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1.12.5. TkaneBasi cieHM(PUIYHOCTH TJIMKOJIM3A

JPUTPOLMTHI: 3aBUCAT UCKIOUYUTEIBHO OT INIMKOJIN3a (HET MUTOXOHIPHIN).

Mo3r: ucnonb3yer IJIIKO3y KaKk OCHOBHOM CyOCTpaT, NpEeUMYILECTBEHHO
a’poOHO.

BeJiblii sKkMpP: HU3KAsl [NIMKOJIUTHYECKAst aKTUBHOCTb.

OnyxoJsieBble  KJETKH: Jake B IPUCYTCTBUM  KHUCJIOPOJAa aKTUBHO
(GepMEeHTUPYIOT TIIOKO3y B JakTaT (3¢gdekt Bapdypra) — amanranust k ObICTpOMY
pPOCTY ¥ CHHTE3Y OMOMACCHI.

1.12.6. UnTerpanust ¢ APyruMu nNyTAMHU

IlenTo30docharnbiii myTh: otBOIUT [-6-D nns cunteza NADPH u pub6030-5-
docdara.

I'siroxkoHeorene3: oOpaTHBIM MyTh, MCHOJB3YIOMUNA 4 YHUKAJIBHBIX (epMEeHTa
(06x0aUT HEOOpaTUMBIE Tallbl TIIMKOJIN3a).

Huxa Kpedca: norpebnsier nupysar (depe3 anetwii-KoA) u okcanoanerar (13
dbocdoeHoNIUpyBaTa MpH TIIFOKOHEOTEHE3E).

1.13. AnbTepHATUBHBIN NEeHT030ochATHBIA NMYTh OKUCJEHHUS TIHOKO3bI.
CuHTe3 yriieBo0B: IJIIOKOHEOTeHe3 M INIMKOTeHOTeHe3

[Tomumo  riIMKONM3a, TIJIOKO3a  MOXET  METa0OJM3UPOBATHCA  Yepe3
neHrodopocparupiii myrb (IIPII), a Takke ywyacTBOBaTh B aHA0O0JHMYECKHX
npoieccax — IJIIOKOHeoreHe3e (CHHTE3 IIIOKO3bI de NOVO) W IJIMKOTeHOTreHe3e
(cMHTE3 TIUMKOTeHa). DTH MyTH OO0ECIEUYMBAIOT KJIETKY BOCCTAHOBUTEIBLHOM CHIION,
MIEHTO3aMU U1l HyKJIEOTHUAOB U TIIFOKO30U B YCIOBHUSX IOJIOJJAHUS.

1.13.1. llento3opocharubiii nyrs (IIDII)

[1DIT — nuTonnazMaTuuecKuil MeTaboIMYECKU MapIpyT, HYHKIIMOHUPYIOIIHIA
napajiebHoO ruKou3y. Ero ocHoBHBIE PyHKITNY:

I'enepamusi NADPH — BoCCTaHOBHUTEIIBHOTO 3KBHBAJICHTA Il OMOCHHTE3a M
AHTUOKCUJIAHTHOW 3aIlIUTHI.

Cunrte3 pu6030-5-gocdara (P-5-®) — npeniecTBeHHUKA HYKICOTHIOB.

NHTepKOHBEpCHs YIJIEBOJOB — CBSI3b C MIMKOJIU30M Y€PE3 TPUO3bl U FEKCO3BI.

[1®II cocrout u3 AByX das:

OxucnutensHas (a3a (HeoOpaTumas)

I'moko030-6-pochataneruaporenasa (I'-6-d/AT):

['-6-® + NADP* — 6-dochorarokononakron + NADPH + H*
6-PocdoraoKoOHOIAKTOHA3A: THAPOJIN3 JAKTOHA.
6-DocgoroKoHATAerHAPOreHasa:
6-docdormokonat + NADP" — pubynozo-5-pocdar + CO, + NADPH
Utor: 2 NADPH u pudyno30-5-pocdar na monexymny ['-6-O.

Peryasimusi: I'-6-®O /1" — knroueBoit hepmenT; uarnoupyercs NADPH (o6paTtHas
CBsI3b). AKTUBHOCTH TOBBINIIEHA B TKAHAX C MHTCHCHUBHBIM OMOCHHTE30M (TI€UCHb,
MOJIOYHAsI JKeJe3a, HAIMOYCYHUKH) W B JOPUTpOIUTaX (AJis1 TMOIACepKAHUS
BOCCTAHOBJICHHOT'O TJIyTaTUOHA).

HeoxucnurtensHas ¢daza (obpatumas)
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Karammsnpyercs TPAHCKETOJIA301 u TPaHCAJIbA0JIA301 (TpedytoT
TuamuHnupodgocdar, TIID, kak KohepMeHT):

Pudyno30-5-pocpar = pu603o-5-pochar (171 cuHTE3a HYKICOTHIOB) WIH
KCHJIYJ1030-5-ocdar.

[Tpu u30biTke NADPH 1 motpe6noctr B ATD:

3 moutekysbl P-5-®@ — 2 ¢ppykT030-6-hocdara + 1 ramnepanbaerua-3-gocdar
— B IJIUKOJIU3.

[Tpu M30BITKE TTUKOIUTHICCKUX TIPOMEKYTOUHBIX MPOAYKTOB U MTOTPEOHOCTH B
P-5-®:

OO6patHOe TpeBpallleHue TPHUO3 U T'eKCO3 B TIEHTO3BI.

®usuonornueckoe 3HaueHue [1DI1

NADPH ucnons3yercs:

B cuHTE3€ JKUPHBIX KUCIOT U CTEPOUJIOB,

B BoccranoBnenuu riytatrona (3ammura ot ROS),

B peakuusix MoHookcurenas (Ouotpancopmaiivst KCEHOOUOTHKOB).

HNepunut I'-6-OAI" — Hanbosiee yactas pepMEHTONATHS YETIOBEKA; BHI3BIBACT
TEMOJIMTUYECKYIO aHEMUIO MPU MpUEME OKUCIISIIONIUX JIEKApCTB (MPUMaxuH) U3-3a
HECMOCOOHOCTH HEUTPAIN30BaTh MEPEKUCHOE OKUCIEHUE B SPUTPOLIUTAX.

1.13.2. I''miokoHeoreHe3

['1IoKkOHEeOreHe3 — CHHTE3 IVIKKO3bl M3 HEYIJIeBOJHbIX MpealiecTBEeHHNKOB
(J1akTaT, TIUIEepol, TJIIOKOTEHHbIE AMUHOKUCIIOTHI). [IporcXoIuT mpeuMyIecTBEHHO
B meueHu (90%) 1 kope HAAMOYEYHUKOB. KpUTHYECKHU Ba’KEH BO BpEMSI T'OJIOAAHUSA,
HHTEHCUBHOW MbIIIEYHO! pa00Thl U HU3KOYIJIEBOAHOM IHETHI.

OCHOBHBIE MPEIIIECTBEHHUKHI

JlakTaT (M3 MBI, SPUTPOLIUTOB) — MUPYBAT,

Tanuepoa (U3 1unonu3a) — AUTUIPOKCHAIETOHpOoChaT,

AMHUHOKHCJIOTHI (UIaHUH U Jp.) — TMUPYBAT WU ITUKIOBBIE HHTEPMETUATHI.

MapuipyT rroKOHeOoreHes3a

B ocHOBHOM 00paTeH TJIMKOIN3y, HO OOXOAUT TPHM HeoOpaTUMBIX 3TAaNa C
MOMOIIIBIO crieluduuecKkux (epMEHTOB:

IHupyBar — ¢gocdoenoanupysar (PEII):

[TupyBar — oxcanoauerar (B mutoxoHnpusix, II/I['-kapOokcunaza, TpeOyeT
AT®, 6uotun),

Okcanoalietatr — MajaT — IUTO30b — oOkcamoarnerar — OEII
(pochoenonmupyBarkapbokcukrnHasa, Tpedyer [ TD).

®pykT030-1,6-6uchocdar — (¢ppykKT030-6-hocdar:
®pykT030-1,6-6uchocdarasa (O-1,6-bdaza).
I'moko030-6-ochar — rJII0K034:

I'moko30-6-pocaraza (TobkO B TEYEHM MW TOYKaX; B MeMOpaHe
HHAOIIA3MATHYECKOTO PETUKYIYMA).

DHepreTuyeckass cTouMocTh: 6 ocaTHbix cBsizeid (4 ATO + 2 I'TO) na 1
MOJIEKYJTY TJFOKO3BI.

Perynsauus

Nurudupyercs:
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Anerun-KoA (axtuBupyer [IJII'-xapOokcumasy, Ho mnomasmser IIJIIT —
NepeHanpaBIsieT MUPyBaT B TJIFOKOHEOTEHE3),

AM® (curHanm HHM3KOH DSHEPrUM — AaKTUBUPYET TJHMKOJU3, TMOAABISIET
TJIFOKOHEOTEHE3).

AKTHBHpYeETCH:

ATO®, nutpar,

['opmonbl: riawkaron (depe3 tAM®D — docopunupoBanrie U MHAKTUBALIUS
NUPYBAaTKUHA3bI), KOPTU30JI (MHAYKIHS CUHTE3a (DEPMEHTOB).

1.13.3. 'nukoreHorenes

[ TMKOTEHOTeHEe3 — CUHTE3 IVIMKOreHa U3 IJIIOKO03bI B IEYEHU U MBIIIIAX MOCIe
npuéMa MUy (B IPUCYTCTBUM HHCYJIHHA).

DTarnsl

['moko3a — ['-6-@ (rekcoknHa3a/TIIIOKOKHHA3A).

[-6-® — T'-1-® (docdormokomyTasa).

[-1-& + YT® — ypumnnaudochorawkoza (YAD-rawkoza) (YID-
rioko3onupodochopuiaza).

I'mukoreHcuHTas’a:  mepeHoCUT  IOKO3y  or  Y®P-rmroko3sl  Ha
HEpeAyLUPYIOIINI KOHEII TIIMKOTeHa ¢ oopa3oBanuem o1 —4)-cBsi3u.

®epmeHT BeTBJeHus1 (amMui0-(1,4—1,6)-TpaHCIiINKO3WIa3a); TIEPEHOCUT
0JI0K U3 6—7 OCTaTKOB Ha BHYTPEHHUM y4acTOK Ienu ¢ oOpazoBaHueM o 1—6)-cBsi3u
(kaxxapie 8—12 ocTaTKoB).

Perynsius

I'nukorencunrTasa: aktuBHa B AedochopunpoBanHou popme.

WUucyaun: aktuBupyetr Qocdarazpl — aedocPopuanpoBaHie — aKTUBALMS
CUHTE3A.

I'Jaroxaron/agpeHasuH: UHTHOUPYIOT CUHTE3 qyepes KacKaj
dbochopunupoBaHus.
['mukoreHoTeHe3 W TIMKOTCHOJIN3 He TPOTEKAIT OJHOBPEMEHHO — JTO

o0ecrieuynBaeTCs B3aMMHOM PEryaiueil PepMeHTOB («PEKUTTPOKHBIA KOHTPOIIbY ).

1.14. OxucauTe/bHOE 1eKAPOOKCUIMPOBAHHE MUPOBUHOTPAHON KUCJIOTHI.
Huka TpukapooHoBbix KUCIOT (mukJg Kpedca). [TosiHoe a’poOHOe OKHCJIeHHe
IJII0KO3bI

[Tonnoe a’poOHOe OKUCJIEHUE  TJIFOKO3BI MPEICTABIISIET co0oit
BbICOKOO((eKTUBHBIN mnporecc reHepanun ATd, oObenuHsAOMMNA TNTHKOJIU3,
OKHUCJIUTEIbHOE [1eKAPOOKCWINPOBaHMEe MNHPYBATa, WNUKJI TPUKAPOOHOBBIX
kucjor (IITK) u oxucaureabHoe ¢ochopuiupoBanue. IT0T MeTaOOTIUYSCKUIMA
KaCKaJ JIOKaJTM30BaH B HMTO30J1€ (TJIMKOJIM3) U MUTOXOHAPHUSIX (OCTaIbHBIC ATAIbI) U
obecneunBaet 10 30—32 mosekya AT® Ha oaHY MOJIEKYIY TITHOKO3bI.

1.14.1. OxucanTesbHoOE 1eKAPOOKCUJINPOBAHUE TUPYBATa

[TupyBar, oOpa3zoBaBmIMiiCSI B IMTO30JIe B  pe3yjibTaTe IJIMKOJIW3A,
TPAHCTIOPTUPYETCS B MUTOXOHAPHAJBbHYI) MATPHKC depe3 crenuduueckuit
MEePeHOCUMK. 37eCh OH MOJBEpPraeTcs HeoOpaTUMOMY MPEBpAICHUIO B alleTHJI-
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kopepmenT A (anermia-KoA) mon nelictBueM mNHMpPYyBaTAErHAPOreHA3HOIO
komiuiekca (IIJIK) — kpynHoi#t MynbTH(HEPMEHTHOM CUCTEMBI.

Cocras I1JIK

Komriieke cocTouTt u3 Tpéx GepMEHTOB U MSITH KOPAKTOPOB:

E1: nupyBataernaporenasa (tpedyer Tuamuanupodgocdar, TIIII),

E2: nuruapojnnoniaTpadHcaneTniada (JJUIoenas KUciuora, KopepMeHnt A),

E3: nuruapoaunomwageruaporesasa (FAD, NADY).

MexaHn3m peakuuu

HMexapOokcuaupoBanue: nupysaT — rugpokcudTiin-TIII (E1).

Okucienre ¥ aneTWIMPOBAHMe: THUIPOKCUATHI —> alETW, IEPEHOC Ha
manonn-rpynny E2.

Ilepenoc anernia Ha KoA: oOpa3oBanue anetui-KoA.

Peoxuciienne nuruaposaunouna: yepes FAD — NAD" — NADH + H*.

CymMapHasi peakius:

[Mupysat + KoA + NAD" — Aneruin-KoA + CO; + NADH + H*

Perynsimus I/IK:

Nurn6upyercs: anetmin-KoA, NADH, AT® (ipoxyKThr).

AxTuBupyercs: KoA, NAD*, AJI®, nupysat (cyocTparsl).

KoBanentnass Mogupukanms:

IJK-kuna3a (aktuBupyercs anetmi-KoA, NADH) — dochopuiupoBanue —
HHAKTHBALMSA,

IIAK-¢ocparasza (aktuBupyerca Ca**, uHcynuH) — nedochopuinpoBanue —
aKTHBALMA.

1.14.2. Huxn Tpukap0oHOBBIX Kuca0T (umukia Kpedca, mukia JTuMOHHOMI
KHCJIOTHI)

ITK — ueHTpanbHbIi METaO0OJWYECKUH IIHMKJI, B KOTOpOM ameTwia-KoA
okucnsercs 10 CO2, a sneprus Boiaenserca B Buge NADH, FADH: u GTP. [ukn
JIOKaJIN30BaH B MHUTOXOHAPHAJIBLHON MaTpukce U TpeOyeT okcajioanmerara Kak
aKIenTopa alleTHIbHOW IPYMIIbI.

DTanel MUKIa

urparcunTasa:

Anerun-KoA + okcanoanerar + H.O — murpart + KoA.

AKOHMTAa3a: IUTPAT = YuUC-aKOHUTAT = M30LUTPAT.

M3onurparaeruaporesasa:

M3ouutpat + NAD" — a-kerorayrapar + CO2 + NADH.
o-KerorayraparaeruaporeHasHblii KOMILJIEKC (anamor [TIK):
a-Kerornyrapar + NAD* + KoA — cykumania-KoA + CO2 + NADH.

Cyxkunununi-KoA-cunrerasa:

Cyxkumamin-KoA + TJAd® + P; — cykmmnar + GTP + KoA.
(GTP — AT® uepes nykneosuaaudochaTkuHazy).

CykunuHataerujaporenaza  (BCTpoeHa BO  BHYTPEHHIOIO  MeMOpaHy):
Cykuunar + FAD — ¢pymapar + FADH:.

dymaparaza: pymapar + H.O — manar.
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Magnartaeruaporexasa:
Manar + NAD' — okcaigoanerat + NADH.

DHepreTrdeckuil Beixoa Ha 1 aretuin-KoA

3 NADH, 1 FADH;, 1 GTP (= ATO®).

Ha 1 monekyny rioko3sl (2 anetmin-KoA) — 6 NADH, 2 FADH:, 2 AT®.

Ambubonmueckas npupoaa [{TK

Kara6oanuyeckast pyHKIMsI: OKUCIICHUE allETUIBHBIX TPYIIIL.

AnaOonuveckasi pyHkus (IoCTaBKa NpPeIIECTBEHHUKOB):

a-Kerornyrapar — riayramaTt — Jpyrue aMUHOKUCIIOTHI,

Cykiunun-KoA — rewm,

OkcajnoarieraT — acrnaprar, IJII0Ko3a (TJF0OKOHEOT€HE3),

[{uTpaT — BBIHOC B LIMTO30JIb — UCTOYHUK anleTUiI-KoA misi CuHTE3a KUPHBIX
KHCJIOT.

Perymsanus LITK

Hurparcunrasza: uarudupyercs uurparom, AT®, NADH.

HN3ouutparaeruaporenasa: aktusupyercsa AAD, uarudupyercs AT®D, NADH.

o-Keroruayraparaeruaporenasa: unruoupyercsa cykuuHmwi-KoA, NADH.

CKopocTh HHUKJIA ONPENENAECTCS JTOCTYIHOCTBIO OKCAJ0almeTaTra U aleTH-
KoA.

1.14.3. Ilos1HOE a3pOOHOE OKMCJIEHHE TJIIOKO3bI
CyMMapHbIif 0altaHC MOJTHOTO OKUCIICHHS | MOJIEKYJIbI TJII0OKO3bI (Tabnuna 1):

Tabauna 1 — bamanc MOJTHOTO OKUCIIEHUS TITFOKO36I.

Jdran IMpoaykrsl JxkBuBajeHTHl ATP*
['mukonm3 (UTO3071h) 2 AT®, 2 NADH 2 +(3-5)
[TJIK (MuTOXOHIpUN) 2 NADH 5
LTK (x2) 6 NADH, 2 FADH., 2 GTP 15+3+2
Hroro 30-32 AT®

* NADH w3 1uro30is [JOCTaBISETCS B MHTOXOHAPHH dYepe3 MaJiat-
acnapratubiii (— 2,5 AT®O/NADH) wunu raumepoa-gocharubiii (— 1,5
AT®/NADH) uenHOUYHBIE CUCTEMBI.

Teopernuecknii makcumym: 32 ATD (npu uUCHOIB30BaHUM  Majat-
acrapTaTHOTO YEJTHOKA).
PeanbHasa s>¢p¢pextuBHOCTh: ~30 ATD wu3-3a yredek NPOTOHOB M 3aTpaT Ha
TPAHCIIOPT.

1.14.4. Unrerpamus HHTK ¢ apyrumu nyrsimu

OxucjieHue KUPHBIX KUCIOT: B-okucienue — anetmwi-KoA — [[TK.

Kara6o1m3m aMMHOKHCJIOT: YIJIEPOAHBIE CKeNneThl — nHTepMenuatsl L[TK.

AHanjiepoTHYecKHe PpeaKIWH: BOCIOJHEHUE OKcajoalerara (Hampumep,
nupyBat — okcajioaretat uepe3 [T/ '-kapbokcumnazy).

Karansieporuyeckue peakuu: oTO0p UHTEPMEINATOB HA OMOCHUHTES.
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1.15. IIpocTsie u cjiokHbIe TUNUAbI. CTPYKTYpHasi OpraHu3auust MeMOpaH.
@depMeHTATHBHOE TMAPOJMTHYECKOE PpacllelieHHe JUIWAOB B Ipouecce
NHUIEeBAPEHUsI. IMYJIbIHPOBAHME JTUNUA0B. BHYTPHK/IETOYHBIH JIHUII0IU3

JIununael — rereporeHHas rpymmna ruipo@oOHbIX WM aMPUPUIBHBIX MOJEKYI,
BBINOJHAIOUINX JHepPreTH4ecKHe, CTPYKTYpPHbIEe, CUTHAJIbHbIE U PeryJsiTOpHbIe
¢ysnkun. Mx metabonn3M BKIIOYAET KaK PacllEIUICHUE Ul MOIY4YEeHUs] SHEPTUU U
CTPOUTENBHBIX OJIOKOB, TaK U CUHTE3 MEMOPAHHBIX U CUTHAJIBHBIX KOMIIOHEHTOB.

1.15.1. Knaccudukanus JJUNUI0B

[IpocTbie MUNUABI

AIMITIHIEPUHBI (TTTHLIEePUAbI):

Mowno-, nu-, rpuaumiarauuepunbl (TAI') — ocHoBHas (hopMa XpaHEHUs SHEPTUU
B JKHPOBOM TKAHM.

TAI' conepxar raunepon u Tpu >kupHble kuciaotel (OKK), coeaunénnble
CJI0)KHOR(UPHBIMH CBSI3IMHU.

Bocku: >¢ups! anmHHonenovyeuHbix cnuptoB U XKK; ¢pyHkius — 3amura (Koxa,
nephsi, JIUCTHA).

Co>KHBIE JTMIHIBI

Dochoaunuabl:
Cmnuepodochoaunuant: rumepon + 2 XK + docdar + monspHas rojosa
(xomuH, ATaHOJAMUH, CEpHH, WHO3UTOII).

[Tpumepsl: pocharnanaxonaut (JIEUUTUH), PochaTUANIITAHOIAMHUH.

Codunromuenunbl: Ha OCHOBE CGUHro3uHa (HE TJULEPOIa); KOMIIOHEHT
MUEJIMHOBBIX 000JIOYEK.

I'nmukoaunuaekl.

Hepeodpo3unnbi: chunrosun + XK + MoHnocaxapua (ranakrosa/rjiroko3a).

I'anramo3uabl: CoOAEpKAT OJIUrOCaAXapuibl C CHAIOBOM KHUCIOTOW; BaXHbI B
HEPBHOW TKaHU U PACIO3HABAHUH KJIETOK.

Creponapbi:

XoJiecTepuH: KOMIOHEHT MeMOpaH, NPEAIIeCTBEHHUK >KETYHBIX KHCIIOT,
CTEPOUIHBIX TOPMOHOB, BUTaMuHa D.

IIpou3BoAHBIE XOJIECTEPUHA: KOPTU30J, TECTOCTEPOH, ACTPAAUOJI, KEITYHBIC
KHUCIIOTHI (X0JIeBasi, XeHO/IE30KCHXO0JIeBas).

1.15.2. CTpykTypHasi opranusanusi 0MoJI0rn4ecKux MeMOpaH

buonornyeckre MeMOpaHbl MOCTPOEHBI MO KUIAKOCTHO-MO3aANYHO MOIeJIN:

JByxcjoil JunuaoB (0Mca0i) — OCHOBa, 00pa3oBaHHAS MPEUMYIIECTBEHHO
dbochonmunuaamMu U X0JIECTEPUHOM.

Beaku: uaterpanbubeie (TpaHcMeMOpaHHbIC) U TiepudepudecKue.

YriaeBoabl: B BHJE€ TDJIMKONPOTEMHOB M TJIUKOJHUIIMIOB Ha HapyKHOU
MOBEPXHOCTH (TJIMKOKAJIUKC).

CaoiicTBa MeMOpaH:

AMpudpuabHOCT, JUNUAOB: TUAPOYOOHBIE XBOCTHI BHYTPH, TUAPOMUILHEIC
TOJIOBBI — B BOAHYIO (ha3zy.
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AccuMeTpHs: BHYTPEHHHM W HApyKHBIM JIMCTKH PAa3IU4alOTCs IO COCTaBYy
(Hanmpumep, dhochaTUAMICEpUH — MPEUMYIIIECTBEHHO BO BHYTPECHHEM ).

duaonaHocTh: obecrnieunBaeTcsi HeHachieHHBIME JKK 1 XonectepuHom (mpu
BbICOKOM T — cTabuim3upyeT, npu HU3KOM — MpeA0TBpalaeT KPUCTAILTU3AIIMIO).

CamocOopka: TEepMOJAMHAMUYECKH CIOHTAHHBIM MPONECC, OO0YCIOBICHHBIN
ruaApooOHBIM A PeKToM.

1.15.3. IIumeBapeHue JUNHUIO0B: IMYJIbIMPOBAHUE U THAPOJIN3

Jlumuaer munu (B ocHOBHOM TAI) sBnsitoTcst TUApOPOOHBIMU W TPEOYIOT
CHeruaIbHOU 00pabOTKHU TSl PEPMEHTATHBHOTO PACIICIIIICHUS.

OMyJbIUpOBaHUE

B naBeHaAaTUNEPCTHON KHIIKE JKeJYHble KHCJIOThI (CHHTE3UPYEMBIE U3
XOJIECTEpUHA B IIEYECHH, XPAHATCS B )KEITUYHOM MY3bIpE) NEUCTBYIOT KaK JeTepPreHThl.

Onu 00pa3yloT MHUIEJIbI, Pa3ApoOIIsist KPYIHbIE KUPOBbIE KAIlUTM Ha MEJKUE
AMYJIBCUU — PE3KO YBEIUYUBACTCS TOBEPXHOCTD ISl ICVCTBHUS JIUIIA3.

OepMEHTATUBHBIN TUAPOIIN3

[MankpeaTuyeckas JTuNa3a: ruPOIU3YET CIOXKHOIDUPHBIE CBsI3U Ha SN-1 M sn-
3 no3unusax TAI' — 2-moHoanmaraunepun (2-MAI) + 2 7KK.

KodaxkrTop: konumaza — cBsa3bpIBacTCsS ¢ MeMOpaHOW W SKOPUT JHMasy K
MOBEPXHOCTH KAILIH.

XoJiecTepuHICTEPa3a: THIPOIU3YET FPUPHI XOJIECTEPUHA.

®ocdoaunaza A:: otersiet KK dhochomununos — nuzodochomumnuyg + XKK.

[Tpoayktel tuaponuza (KK, 2-MAI', xonecTepuH) BKIIOYAIOTCS B MHIELJIbI
JKEeJTYHBIX KMCJIOT U TPAHCTIOPTUPYIOTCS K SHTEPOLUTAM ISl BCAChIBAHUSI.

1.15.4. BHYTPUKJIETOYHBbI JINIOJIN3

B xupoBoii Tkanu (amumornurtax) TAI pacmemnisiorcs aias MOOUITU3AIMH
SHEPIUM NPU TOJOJAHUU WU CTPECCE.

DepMEHTHI JIMITIOIN3a

AnunouuTHas Tpuanuiaranneposa-annasa (ATGL): otmemnser nepsyro XK
— quanunriunepus (JAT).

I'opmon-uyBcTBUTeabHAss Junaza (I'YJI):  rugpommsyer AT —
MoHoauunrimunepud (MAT).

Peryasiums: aktuBupyercs (pocopuJIMpoOBaAHUEM IIPU JICHCTBUU IJIIOKATOHA,
agpeHasmuHa  (uepe3 UAM®D-3aBuCMMYI0  NPOTEMHKWHA3Yy);  HWHTUOUpPYETCS
UHCYJIMHOM.

Monoanuariauuepod-aunaza (MGL): runponuzyer MAI' — rimnepoan + XK.

Cynn0a mpoayKToB

7KvpHble KHCIOTBI: CBS3bIBAIOTCA C aJbOYMHHOM U TPaHCIOPTUPYIOTCS B
TKaHU — f-oKucJaeHne.

[auuepos: TpadcmopTupyercs B TiedeHb —  rauiepon-3-pochpar —
TIIFOKOHEOTEHE3 WM TIIUKOJIN3.

JIunonus — KIIIOYEBOM MpoliecC MOAEPKaHU SHEPTETUYECKOr0 TOMe0cTas3a npu
ne(uIUTe TIIFOKO3BI.
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1.15.5. Kninnu4yeckoe 3HAYeHHE

I[Mankpeatur: nedhunuT maHkpeaTHueckux GEepMEHTOB — cTearopest (KUPHBIA
CTYJI).

OOcTpykuus KEJTYHBIX MyTel: HapyIllIeHHe dMYyJIbIupoBanus — maldurectus
JIUTTUIOB.

CuHAPOMBI JTUMNIOAUCTPOPUHU: HAPYIICHHUE JTUTOJIN3a WU JIUTIOTEeHE3a.

1.16. KaTa060/1u3M KMPHBIX KHUCJI0T. AHAOOJIU3M JUNUI0B (CHHTE3 KUPHBIX
KHCJIOT U cTepouioB). BuocuuTes anuirinnepuHoB u rannepodocdoaunuios

Jlunmuaueli MeTaOOMM3M  BKIIIOYAET Kak  Kara0oJm4ecKHe, TaKk U
aHa0oJMyecKHWe  TYyTH,  OOECIEYMBAIOIINE  DHEPTeTUYECKUA  TOMEOCTa3,
MEeMOpaHOTE€HE3 W CHTHaJIbHYIO peryisinuio. Karabomm3m JKHPHBIX — KHCTOT
MPOUCXOJUT MPEUMYIIECTBEHHO B MUTOXOHJIPUSX, TOT/Ia KaK UX CUHTE3 JIOKAJIN30BaH
B LIMTO30JI€, YTO OTPAXKAET MPUHILIUIM PA3ACICHUS PA3HOHAMPABICHHBIX MPOIECCOB.

1.16.1. KaTa00/1u3M KMPHBIX KUCJIOT: -okucIeHUe

B-Oxuciaenue — OCHOBHOW MyTh JETpajallid HACBIMIEHHBIX KUPHBIX KHUCIIOT
(OKK) B MUTOXOHJIpUSIX, IPUBOJISIINNA K MTOCIETIOBATEILHOMY OTIIEIICHUIO alleTHJI-
KoA 1o aBa yriiepoaHbix aroMa 3a IUKJL.

AKTHUBaIus U TPAHCIIOPT

B niurozoine KK aktuBupyrorcs:

KK+KoA+ATD—amun-KoA-cuaTeTazaanui-
KoA+AM®D+PPiKK+KoA+ATdammin-KoA-cuarerazaammin-KoA+AMD+PPi

JnuuaHonenovyeynsle annia-KoA He MPOHHUKAIOT B MUTOXOHJIPUN HanpsaMyro. Mx
TPAHCIIOPT OCYIIECTBIISIETCS YEPE3 KAPHUTUHOBBINA YeJTHOK:

Kapuutun-annarpancdepasa I (KAT-I) (va BHeniHel memOpane): ammi-KoA
— alWJIKapHUTHH.

Tpancioka3za: nepeHoc alnJIKapHUTHHA B MATPUKC.

KAT-Il (BuyTpennss memOpana): pererepanus anui-KoA.

KAT-l — kuaw4eBoii peryasitop: uHruoOupyercs manoHuia-KoA (mepBbrit
MPOMEXKYTOUHBIM NpoaykT cuHTe3a KK), 4To mnpemoTBpamaer OJHOBPEMEHHBIM
CUHTE3 U pacnas.

[{uxn B-okucneHus

Kaxx1p1il IUKIT BKIIFOYAET YETHIPE PEAKIUH:

HNeruaporenauusi:  amwi-KoA  —  mpauc-A*-snoun-KoA  (ammn-KoA-
nerunporenasa, FAD — FADHz).

I'maparamus: sHoun-KoA — L-3-ruapokcuanuin-KoA (snomn-KoA-ruaparasa).

Jeruaporenanus: — 3-ketoarmii-KoA (L-3-ruapokcuanuin-KoA-
neruaporenasa, NAD* — NADH).

Tuoam3: pacuierienue — anetwi-KoA + ammi-KoA (ykopouennsiii Ha 2C) (-
KETOTHOIa3a).

s naabMuTuHOBO# KUCIA0THI (C16):

7 mukinoB — 8 anermii-KoA, 7 FADH:, 7 NADH.

Ouepreruueckuil Boixoa: ~106 AT® (munyc 2 AT® Ha akTUBAIMI0) — HETTO <~
104 ATD.

Oco0eHHocTH:
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Henacermiennsie KK TpeOyroT 10MOIHATETBLHBIX U30MEpa3 U PEAYKTa3.
Heuétnbie KK naroT nponuonuia-KoA — cykuuauin-KoA — ITK.

1.16.2. AHa00JIM3M JTUNIHIO0OB

CHHTE3 JKUPHBIX KACIOT

[IpoucXoIUT B HMTO30J1€ Y )KUBOTHBIX; KaTaJU3UPYyETCS MYJIbT(PepMEeHTHBIM
KOMILJIEKCOM — KHPHOKHCJIOTHBIM cuHTa30i (FAS).

Hcxomnbrii cyocTpar: anetun-KoA (M3 MUTOXOHApPUH — LUTO30JIb B BHUJE
nuTpara — pacuervieHue Ha auetuin-KoA + okcanoarierar).

Ilepenocunk: anuia-nepenocsimuii 6esiok (AIIB) c 4'-bochonanTerenHOBOM
TPYIIION.

KodaxTopsi: NADPH (u3 I1®DIT), AT®, 6ukapOoHar.

JTanbl CHHTe3a (UKJI NOBTOpAETCS 7 pa3 AJis MajJbMUTATA):

KapOokcuinpoBanue anerwi-KoA — manonmia-KoA  (ametmin-KoA-
kapOoxkcunaza, ACC — ki1o4eBoii peryiaupyembiii pepmeHT, TpeOyeT 6noTnn, ATO,
HCOs).

Ilepenoc auetunbHON 1 MaJIOHUIBLHOM Tpymil Ha AlIB.

Konnencanusa — aneroanetmi-Allb.

Penyxuuss (NADPH) — D-3-runpokcudytupumi-Allb.

JMernaparanusa — kpotoHui-Allb.

Penyxkumsa (NADPH) — O6ytupun-Allb.

[Tocne 7 uukioB odOpazyercs najabMUTHHOBAas kKucjaora (C16:0).

Peryasiums:

ACC AKTUBHPYETCS: WHCYJIUH (nedochopunrponanue), HUATpaT
(aJTOCTEpUYECKH ).

ACC wunrubOupyercsi: riokaron (¢gpocpopunupoBanue), NalbMUTOUI-KOA,
snuHepUH.

JlueTa: BbICOKOE coZiepKaHue yIiieBo10B — T MHCYJIMH — T cuHTe3 JKK.

CuHTE3 CTEpOUI0B

Hcexonnbiii cyocTpar: anetuwia-KoA.

KiroueBoil npoMeKyTOYHBINA MPOAYKT: X0JECTCPHUH.

dTansl.
3 anetun-KoA — HMG-KoA.
HMG-KoA —  wmeBasonatr (HMG-KoA-penykraza — — KJII0OYeBOM

peryJjupyemblii (pepMeHT, MUILLIEHb CTATUHOB).
MeBanoHaT — H30MPEHOU bl — CKBAJIEH — XO0JIECTEPHH.
IIpounsBoaHbIE X0/1eCTEPUHA!
KesuHble KMCJIOTHI (B IIEYEHN),
CreponiHble TOPMOHBI (B KOpE HAANOYEYHUKOB, SIMYHUKAX, SIMUKAX ),
7-Jlermapoxosectepun — BuTamMuH D (B koxke non Y D).

1.16.3. buocuHTe3 AUMJITJINIEPUHOB H TJuepodochoMnnuIoB
Anwnrnuuepunsl (TAT)

Jlokaau3amus: 1e4yeHb, KUPoBasi TKaHb, KUIIIEYHUK.

Iyrs Kennenu:
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['munepon-3-pochar (M3 aurmapokcuanerondocdara wid riamuepoia) —
au3zodochaTuaHas KHUCJI0Ta (ALMIUPOBAHKE).

— (pochaTuaHasg KUCI0TA (BTOPOE ALMIMPOBAHUE).

HerunpodochopunupoBanre — auamuiarianuepu (JAAI).

AnunupoBanue [JAI' — Tpuanmiariaunnepun (TAT).

TAI' ynakoBbiBaroTcsi B XWJIOMHUKPOHBI (B kumieunuke) wuiau JIIIOHII (B
MEYEHM) JIJIsl TPAHCTIOPTA.

['muniepodocdomumu st

Cunresupyrorcs u3z AT win HAP-guanunrianmnepuHa.

Ipumep (pochaTuaniaxoanH):

XonuH — dochoxomu — [J{D-xomuH.

[D-xomun + JIAT" — dochaTtuamixou.

PemopemupoBanue: ob6men KK wMexny dochomunuaamu (pepmeHt —
docdonumnaza Az + anuntpancdepasa).

OTH myTH o00ecneuyrBalOT NOCTOSIHHOE OOHOBJIeHMe MeMOpPaH U CHHTE3
JUTIOTIPOTEUHOB.

1.17. buosHepreruyeckue mnpouecchl. I[lpUHIMNBLI oOpraHu3amum "
¢pynxkuunonupoBanust IJTI  muToxoHapmiti. MexaHM3M  OKHCJIUTEIBLHOIO
dpochopuamnposanus AJlD

buosHeprerrka u3zy4yaeT mnpeoOpa30BaHHUE JHEPrUU B JKUBBIX CHUCTEMax. Y
a’3pOOHBIX OpPraHU3MOB OCHOBHOM myTh TeHepaunn ATOD — oxkucauTesbHOe
(pocpopuimpoBanue, OCYIIECTBISIEMOE B BHYTPEHHEH MHUTOXOHAPHAJIBHOU
MeMOpaHe ¥ BKJIFOYAIOIINN 1B CONPSKEHHBIX MPOLECCA: 3TEKTPOHHBINA TPAHCIIOPT
(mpIxatenbHas LEMb) M XeMHOCMOTHYECKOE CONpsiKeHUWe, NPHUBOJASIIIEE K
bochopunuporanuo AJD.

1.17.1. OcHOBBI OMO3HEPIreTUKU: TEPMOJUHAMUKA U PoJib AT®

DHeprusi, BbICBOOOXKaeMasi MPU OKHCICHUM TOTUIMBHBIX MOJEKYN (TIJIFOKO3a,
JKUPHBIC KHUCJIOTHI), HE HMCIOJIb3yeTCs HampsMylo, a KoHBepTupyercsi B AT® —
YHUBEPCAIIBHBIN SHEPIETUUECKUMN «BaJIFOTHBIN» HOCUTEIIb.

AG®' ruapoauza AT® = —30.5 kJI>x/Mob — 10CTaTOUYEH ISl SHAIPTOHUYECKUX
pEaKIUu.

AT® oOpasyercs IByMs My TSIMHU:

Cyocrpatnoe ¢ochopuaupoBanne (rimkonus, [[TK),

OxkucaurenbHoe gochopuanpoBanue (MUTOXOHIPUHN) — OCHOBHOM myTh (90%
ATD).

1.17.2. daexTpon-TpancnoprHas uenb (ATL) muToxonapuii

OTL] (Tabnuna 2) — cepusi 4eTbIPEX MYJIbTHOEJIKOBBIX KOMILJIEKCOB U JIBYX
MOJIBM)KHBIX TIEPEHOCYMKOB, BCTPOCHHBIX BO BHYTPEHHIOK) MHUTOXOHAPHAIBHYIO
memOpany. Onexktponsl or NADH u FADH: nepenatotrcst Kuciopoay, NOCIeAHEMY
aKIIeTITOPY, C 00pa30BaHUEM BOJIBI.
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Ta6muma 2 — Komnonentsr DTII,.

IIporoHHbI
Kommexke HazBanue CyOcTpaTbl/IPOayKTHI Hacoc?
NADH-y6uxunoH- NADH — yOUXHHOH .
| Ha (4 HY)
OKCHJIOpEIyKTa3a (ko3H3UM Q)
[ CyKuMHaT-yOMXHUHOH- CykuumHat —  yOMXUHOH Her
OKCHAOpPEIyKTa3a (FADH2-tiyTh)

YOUXUHOI-ITUTOXPOM  C-

4 H
OKCHIOPEIyKTa3a Youxuaon — mutoxpom € Jla ( )

vV [{utoxpomC-okcuaasa Hutoxpom ¢ — O: Ha (2 HY)
IHoaBu:KHBIE IEPEHOCUNKH:
Youxunon (Q) — munouiIbHBIN, IEPEHOCUT IEKTPOHBI U POTOHBI.
Huroxpom C — nepudeprdeckuii 0ea0K, IEPEHOCUT TOJIBKO 3JIEKTPOHBI.
Cymmapuas peakuus a1 NADH:
NADH" + H" + 2 O, — NAD" +H,0 (AG°'=—220 x/[>x/MO0JIb)
DHepreTuka nepeHoca 3MeKTPOHOB
DJIEKTPOHBI JIBXKYTCSI OT HM3KOro (0ojee OTPHUIATEIbHOI0) K BBICOKOMY
(TTOJIOKUTEIILHOMY ) OKHCJIUTEIbHO-BOCCTAHOBUTEILHOMY NMoTeHnmasy (E°').
Paznocts motenmnuanos mexay NADH (E® = —-0.32 B) u O (E® = +0.82 B)
cocrapisieT ~1.14 B, yTo obecrnieunBaeT BICOKHI BBIXO]I SHEPTHUU.

1.17.3. XemuocMoTHYECKASI TEOPHUSI OKUCIUTEIBLHOTO GochopuanpoBaHus
[Tpennoxena [Tutrepom Mutuennom (1961). CyTs:
JHeprusi mepeHoca JIEKTPOHOB HCHOJb3YeTCsl ISl MepeKauYKu MPOTOHOB
(H) w3 wmarpukca B  MexMeMOpaHHOe  NPOCTPAHCTBO,  CO3/JaBasi
IJIEKTPOXHUMHUYECKHIA rpagueHT (ApP). OTOT rpaHeHT 3aTeM ucnoJib3yercs AT®-
CUHTA30i1 J1J1s cuHTe3a ATD.
[TpoTOHHBIN MOTHBHPYOIIUI MOTeHIUAT (AP)
2,3 RT
Ap = Ay — ApH
F
Ay — MeMOpaHHbIN TOTEHIMAN (BHYTPU MaTpUKCa OTpULIATeNIbHBINA, ~—150 MB),

ApH — rpaguent pH (~0.5-1.0 enunuil, MaTpuKkc mieaovHee).

Ap = 200-220 mB — noctatouen juist cuate3a ATO.

AT®-cunraza (Kommiekc V)

Crpykrypa:

Fo-cy0uacTh — TpaHCMeMOpaHHBIH POTOHHBIN KaHa (CyObeMHUIBI &, D, C).

Fi-cy0uacTth — karanuTudeckas royioBka B maTpukce (osPs3ydeg), COmEpKHUT
aKTHUBHbBIC CAalThI HA J-CyOBEIUHUIIAX.

Mexanu3Mm (POTOPHBIH KaTAIU3):

[TpoTonsl, BO3Bpalasch B MaTpHKC Yepe3 Fo, BpammaroT C-poTop.

Bpamenue — nmepepaércs  uepe3  y-cyObeamHumy @ — VHAYLUPYET
KOH(OpMaIMOHHbIE U3MEHEHUS B -cyObenuHuiiax — cBsa3biBanue AJA®D + P; —
cunTe3 AT® (mozaenb boliepa: «cBA3aHHOE U3MEHEHHE KOH(DOPMALIUN).
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Crexuomerpusi: ~4 H' na 1 AT® (3 H" na cunres + 1 H* Ha Tpancnopt ocdara
u AJ1D).

1.17.4. DHepreruvecknii Bbixoa u P/O-oTHomenue

P/O-oTtHomienne — uyucio Mojekyal AT®, cuHTe3MpoBaHHBIX Ha 1 arom
kuciopoaa (2 O2).

NADH: P/O = 2.5 (10 H* nepekauano — 10/4 = 2.5 ATO).

FADH:: P/O = 1.5 (Bxoaut B Kommieke I — 6 H* — 6/4 = 1.5 AT®).

Cymmapho Ha 1 rioko3sy:

10 NADH (rmuaxomuz*, I[TJIK, IITK) — 25 AT®,

2 FADH: — 3 AT®,

4 ATOD (cybcTparHOE€) — UTOI0 = 32 ATO,
rae *NADH u3 muro3omnd maér 1.5-2.5 AT® B 3aBUCHUMOCTH OT YETHOUYHON CUCTEMEL.

1.17.5. Peryasinusi u pa3oouienune

Perynasinusi AbIXaHMS:

OcnoBHoii peryinsitop — [AA®P]. Ilpu BeicokoMm AJI® — aktuBanus ITLI
(IbIXaTeNbHbIN KOHTPOJI).

[Tpu Huzkom AJID — DTI 3amenssgercs (COCTOSTHUE «JIBIXaTEILHOTO ITOKOS).

Pazo0murenn (quccunaTopsl):

2,4-Inautpodenona (JJTH®D), repmorenun (UCP1) B Oypoii )kUpOBOI TKaHHU.

Jlenaror MmeMOpany nponuiiaemoi 111 HY — rpaaueHT paccenBaercsi B TeILIO,
ATO® ne cunTE3UpyeETCA.

DU3MONOTHYECKAS POJIb. He-APOKAINMH TEPMOreHe3 y HOBOPOXIEHHBIX H
rUOCPHUPYIONINX KUBOTHBIX.

1.18. Ilyru mnortpedjeHusi KHCJIOPOAa B  KHUBBIX  OPraHM3Max.
CB00OaHOpaINKAJIbHBIE OKHCJIWTEIbHbIE MPOLECCHI, MEPEKHCHOE OKHCJICHHUE
JIMMIUA0B. AHTHOKCHIAHTHAsl CHCTEeMa OPraHu3Ma

Kucnopon (O:) — KOHEUHBIN aKIENTOp 3JIEKTPOHOB B a’pOOHOM JbIXaHUH,
OJIHAKO €ro YaCTUYHOE BOCCTAHOBJICHHE MPUBOIUT K OOpPa30BaHUI0 PeAKTHBHBIX
dbopm kmuciaopoaa (PP®K), oOmamarommx BBICOKONH XUMHUYECKOW aKTHBHOCTBIO.
bananc mexay ucnonb3oBanueM O: B DHEPreTHYECKOM METAa0O0JIM3ME U KOHTPOJIEM
€ro TOKCUYHBIX TOOOYHBIX MPOIYKTOB 00ECIIEUNBACTCS CI0KHOM AHTHOKCHAAHTHOM
CHCTEMOH.

1.18.1. OcHOBHBIE MYTH NOTPEOIEHUST KHCJIOPOAA
MuToxoHApHUabHOE bIXaHUE (OCHOBHOM Iy Th)
~90% O: notpebisercs B Kommiekce IV npixaTenbHOM 1enu:
4H* + 4e” + O,— 2H,0
DNEKTPOHBI IEPEAAIOTCS CTPOTO MO LIENH, MUHUMHU3UPYS YTEUKY.
MOHOOKCHUTEHA3bl U TMOKCUTEHA3bI
Bxirogator atomel Oz B CyOCTpaThl:
Hutroxpom P450: neTokcukaIus KCeHOOMOTHKOB, CHHTE3 CTEPOUI0B (OUH aTOM
O: B npoaykr, apyroit — B H20).
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Oxcuaassbi:

KcanTuHokcuaa3a — o0pa3yer MOUYEBYIO KUCIIOTY (M CYTIEPOKCHT KaK MOOOYHBIH
MPOIYKT),

AMMHOKCHIA3bI — I€3aMUHUPOBaHNE OMOTCHHBIX aMUHOB.

daronuTo3-3aBUCUMOE TIOTPEOICHHE

B meiitpoduiax u makpodarax O: ucnonsdyercas NADPH-okcumazoit s
reHepaly cynepokcua-annoHa (0:¢7) — 4YacTh «OKHCIUTENBHOTO B3PBIBA» IS
YHUUYTOKEHHUS TATOTEHOB.

B coBokymHocTtH, okono 1-3% notpebnsiemoro O: npespamaercs B POK naxe
IPU HOPMAJIbHBIX YCIOBHUSX.

1.18.2. PeaktuBHbie popmbl kucaopoaa (PPK) u ux oopasosanue

P®K (tabnuna 3) — mpousBogHble O: ¢ HECMAPEHHBIMU JJICKTPOHAMHU WIIH
BBICOKOM OKHCIIUTEIBHON CIOCOOHOCTHIO:

Tabnuna 3 — Tunel peakTUBHBIX (OPM KUCIOPOJIA.

POK Dopmysaa MexaHu3m 00pa3oBaHus
_ Vreuka 1 e ©Ha O:2 (Kommuekcer I, III;
Cynepokcua-aHuoH Oze
KCaHTUHOKCH/1a3a)
JucmyTranus O~ wm  mnpamoe  2¢”

Ilepexucr Bogopoaa H20:
P AOpOA BoccTaHoBlieHue O:

['uapokcriIbHBIN ‘Ol Peakmus ®enrona: Fe?* + H>O, — Fe?*" + «OH +
paauKan OH-
[TepokcUHUTPUT ONOO™ Oz + NO* — ONOO~

*OH - mHaubosee TokcuuHbIM: arakyer Oenku, JIHK, nunuasr 6e3
crenupuIHOCTH.

1.18.3. IlepexkucHoe oxkucjenue Junuaon (IIOJI)

[TIOJI — uenHOM paAWKaNIbHBIA MPOUECC OKHUCICHUS IMOJMHEHACHIIEHHbIX
skupHbIX kucjaoT (ITHYKK) B MmemOpannbix pocdonunumax.

Oransl [10OJI

Nuunumanus:

JIH+*OH—JI-+H20
(JIH — munmun ¢ ITHXKK; JIe — nunuaablil paaukain).
Pa3zBurtne uenu:
JIe+0,—JIO0O"
JIOOe + JIH — JIOOH+JIe

(JIOOe — nepokcunbHbIit paaukai; JIOOH — nunuaHed THAPOTIEPOKCH).

Pacnax: JIOOH — peakTuBHbIE aibAerUjibl (MaJOHOBBIA AuadbAerua, 4-
TUAPOKCUHOHEHAJIb) — TOKCUYHBIE BTOPUYHBIC TPOAYKTHI.

ITocnencTBus I10OJ1

[ToBblllIeHHE MPOHUIIAEMOCTH MeMOpaH,

IToreps paronaHOCTH,

Hapymenne GyHkimn MmeMOpPaHHBIX 0€JIKOB,

Kaerounas ruéenn (peppontos — hopma rudemnu, 3aBucsmas ot [1OJI).
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1.18.4. AHTHOKCHJIAHTHAsI CHCTEMA OPraHU3Ma
Opranusm  ucnonb3yeT  (pepMeHTATHBHbIE U  HedepMeHTATHBHbIE
AHTHOKCUJIAHTHI 111 HeHTpanu3aunu POK.
depMEHTaTUBHBIE AHTUOKCHIAHTBI
Cynepokcuaaucmyrasa (SOD):
20, +2H*—H,0,+0,
[Muto3ompHas (Cu/Zn-SOD), mutoxonapuansHas (Mn-SOD).
Karana3sa:
2H,0,— 2H,0+0,
(B mEpoOKCHCOMAX).
I'nyrarnonnepoxcuaasa (I'l1O):
H,0,+2GSH—2H,0+GSSG
(MCTIONB3YET CEJIEH; BOCCTAHABJIMBACT U JIUIIUHBIE TUAPONIEPOKCHUIBI).
I'nyraruonpeaykrasa:
GSSG + NADPH + H* — 2GSH + NADP?*
HedepmeHnTaTuBHbIE aHTHUOKCHUAHTHI
I'myraTnon (GSH) — rimaBHbIN BHYTPUKIETOYHBIM THOJIOBBIA aHTUOKCUIAHT.
Butamun E (a-ToxodepoJ) — oopsiBaet iens [10JI B MemOpaHnax.
Buramun C (ackopOMHOBasi KHCJ0TA) — BOCCTAaHABIMBaeT BUTaMUH E,
HenTpamusyer *OH.
YpukoBasi KHcJ10Ta, OMJIMPYOUH — BTOPOCTETICHHBIE aHTUOKCHUIAHTHI I1J1a3MBl.

1.18.5. OxcnaaTuBHBIN CTPECC M MATOJIOTUA

OxcuaaTuBHBIN CTpecC — COCTOSIHME, Npu KoTopoM mnpoaykuusi POK
NpeBbIIAET 3alllUTHbIC BO3MOKHOCTH.

IIpuunHbL:

HNmewmust/penepdysus,

Bocnanenue,

HNoHnusupyroniee nu3inydeHue,

Toxcunsl (CCls, maparieramont),

Henocrarok antuokcunantoB (neduiut Se, ButamuHoB E/C).
3a0osieBaHNs, CBA3aHHbIE C OKCHAATHBHBIM CTPECCOM:
ATtepockiiepos (okucienue JITTHIT),

HeliponereneparuBusie 0one3nu (Aunblreiimep, [lapkuncon),
CaxapHblii quader,

Pak (nospexaenue JJHK),

Crapenue (Teopusi «CBOOOAHBIX PATUKAIOBY).

1.19. XumMu4veckasi npupoaa U (pyHKIMU rOPMOHOB. MexaHU3MbI 1eliCTBUS
rOPMOHOB

['OpMOHBI — XUMHUYECKHE TIOCPEIHUKH, BBIpAOATHIBAEMbIE IHAOKPHHHBIMH
JKeJIe3aMHM WIH CIEUHAJIU3UPOBAHHBIMU KJIETKAMU M BBIIEISEMBbIE B KPOBb JUIS
perynauud  (QU3NOJOTUYECKUX (PYHKIMH YyAAJ€HHBIX KJeTOK-MuIIeHeid. OHH
00ecreurnBalOT roMeocTas, poCT, pa3BUTHE, PENMPOAYKIIMIO U aJanTaluio K CTpeccy.
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[Io XuMH4YECKON NTPUPOJIE TOPMOHBI ACIATCS HA TPU OCHOBHBIE TPYIIIBI, KAXKAAs U3
KOTOPBIX UCIIOJIB3YET crenu(puyecKue MeXaHu3Mbl 1eiiCTBHS.

1.19.1. Knaccudukanusi rOpMOHOB 110 XUMHYECKOH pupoae

[lentuaHbie 1 GEIKOBBIE TOPMOHBI

CTpyKTypa: OT JUIENTHI0B (TUPOJIUOEPHH) 10 KPYIHBIX 0eIK0oB (MHCYIHH — 51
a.0., TOpMoOH pocTa — 191 a.0.).

I'uapoduiabHbI, HE IPOHUKAIOT YEpe3 MEMOpaHy.

XpaHeHHe: B CEKPETOPHBIX IPaHyjax.

IIpuMmepsi:

WNHCcynuH, TIIIOKAarox,

AJII" (BazompeccHH), OKCUTOLIMH,

TTI', AKTI', ropMOHBI TUnoTaIamMmyca.

[Ipon3BoaHBIE AMUHOKHCIIOT

Tupeounnnie ropmonbl (tTupokcun T4, tpudiogTuponun T3): mpousBoAHbBIC
THPO3UHA C HOJAUPOBAHHBIMU KOJIbLIAMU; JUIO(UIbHBI.

Karexonamuubl (apeHaMH, HOPAAPEHAINH): TaKXKe OT TUPO3UHA, HO
ruApouIbHBI.

Cunresupyrorcss B mUTOBHAHON :keiae3e (T3/T4) u mo3roBoMm cioe
HAIMOYEYHUKOB (aJIpEHAIIHH).

CrepouHbIE U CTEPOUIONO00HBIE TOPMOHBI

CTpyKTypa: Ha OCHOBE X0JecTepuHa (4 [1Kia).

JlunopuiabHbI, CHHTE3UPYIOTCS (€ NOVO MpH CTUMYJISIIAY (HE XPaHSITCS).

IIpumephsi:

['11r0K0- 1 MUHEPATOKOPTUKOUIBI (KOPTU30JI, alIbJA0CTEPOH),

[TooBbIE TOPMOHBI (TECTOCTEPOH, SCTPAAUOI, IPOTECTEPOH),

Buramun Ds (KanbIuTprosn) — CTepOu 1010 100HBIN.

1.19.2. MexaHu3MblI JielicTBUSI TOPMOHOB

MexaHu3M 3aBUCHUT OT PacTBOPMMOCTH TOPMOHA, YTO OMNpPEAENseT
JIOKaJIU3alHUIo0 peenTopa.

["opMoHBI, AEUCTBYIONIHE YepPe3 BHYTPUKIECTOUHBIE PELENTOPHI (JINTTOMUITBHBIC)

(Crepounsi, T3/T4, ButamuH D)

IIpoHukalT yepe3 mia3sMaTHYECKyr0 MEMOpaHy.

CBs13bIBaIOTCS C penenTopaMu B IMTO30J1€ UJIM sIJApe.

['OpMOH-PELENTOPHBIM  KOMIIEKC JEUCTBYET KAK TPAHCKPUIIMOHHbBIN
(pakrop:

CasasbiBaetcs ¢ ropMoH-0TBeTHbIMU djieMeHTamMu (HRE) B JIHK,

Perynupyer TpaHCKPpUIIUMIO cIeU(PUIECKUX T€HOB.

I dexT: MeICHHBIN (YaCHI—IHH ), HO ITTUTEIBHBINA (CHHTE3 HOBBIX OCJIKOB).

[Tpumep: KOpTH30T — HHAYKIHS CHHTE3a (HOChHOSCHOMMUPYBATKAPOOKCUKUHA3HI
(TTIFOKOHEOTeHER).

["opMoHBI, AEHCTBYIONIHE Yepe3 MeMOpaHHbIE PEIENTOPHI (TUAPODUITBHEIE)

(ITenTuapl, KaTeXOJIaAMUHBI)

He npoHMKAaIOT B KJIETKY; CBA3BIBAIOTCS C pelleNTOPAMH HA MOBEPXHOCTH.
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AKTUBUPYIOT BHYTPUKJIETOYHbIE CHTHAJIbHbIE KACKAbl Yepe3 BTOPUYHbIE
MeCCEeH/IKePHbI.

OCHOBHBIE CUTHAJIbHBIE CUCTEMBI:

1. AnenuaTuukJjasHas cucrema (HAM®P)

Penenrop — Gs-0€/10K — akTUBAIUA aAeHUIATHUKIA3bI — cuHTE3 HAM® 13
ATO.

HAM® aktuupyet nporenHkuHasy A (IIKA) — dochopunupoBanue 6EIKOB.

IIpumMepbl rOPMOHOB: TIIIOKAroH, agpeHanut (B-agpdexr), AKTT.

HNuaxkruBanus: pochonuscrepaza — pacuieruienne TAMO.

2. ®ochoannaznas cucrema (Ca*/IAI)

Penenirop — GQ-0eiok — aktuBanus ¢gocpoaunaspl C (DJIC).

®JIC ruppommmsyer PUIL. — wuHo3urToa-1,4,5-Tpudocpar (MUIls) +
auanuiaraugepoda (IAL).

NIl — otkpeiTue Ca**-kananos B JIIC — 1 [Ca*]q,

AT + Ca** — aktuBanus nporennknnassl C (ITKC).

IIpumepsl: BazonpeccuH, anruotensut I, agpenanun (ai-3hdexr).

3. Tupo3MHKHMHA3HbIE PeHEeNTOPbI

Penenitoppl  MMEIOT BHYTPHUKJIETOYHBI JAOMEH ¢ THPO3MHKHHA3ZHOH
AKTHBHOCTBHIO (MJIM ACCOLIMUPOBAHBI C TAKOBBIMH).

ABtodochopmnrpoBanue — pekpytuar 6enkoB (Grb2, SOS) — axrTuBanus
Ras/MAPK wmu PI3K/AKt myrei.

Ipumep: uncynus, IGF-1, ¢pakropsl pocra (EGF).

1.19.3. PeryJasinusi cekpenyuu ropMoOHOB

OoOpaTHasi CBS3b!

OrpuuarenbHasi: TPOAYKT MOJABISAET CEKpEUUI0 (Hampumep, KOPTH30a1 —>
nogasinenue AKTT).

IMono:xkuTenbHas: peaka (Hanpumep, acTpaaunon — nuk JII' nepen oBymnsueii).

HepBHas peryasiuus:

CumnaTtuueckasi cucremMa — aJpeHalnH,

['unoTanamyc — HEWPOTOPMOHBI (PUIU3UHT-TOPMOHBI).

HupkaaHble pUTMBI: KOPTH30J (MUK YTPOM), MEJIATOHUH (HOYBIO).

1.19.4. B3aumojeiicTBre TOPMOHOB

CuHeprusM: MHCYJIUH + KOPTU30J — CTUMYJISIUS CHHTE3a O€JIKa B MbIIIIIaX.

AHTArOHM3M: UHCYJIUH (CHUKAET TJIMKEMHUIO) VS TIIIOKAroH (MOBBIIIAET).

IlepMHCCUBHOCTB:  KOPTH30JI  yCWIMBAeT  JACHCTBUE  TJIFOKaroHa |
KAaTE€XOJIAMUHOB.

1.19.5. Kiinnu4yeckoe 3Ha4YeHHe

I'uno-/runeppyHkuus: caxapHplii auader (neduuuT HWHCYIWHA), OOJIE3Hb
Kymuara (u30bITOK KOPTH30J1a).

Pe3ucTeHTHOCTH K TOPMOHAM: WHCYJMHOPE3UCTEHTHOCTh npu
MeTab0IMIECKOM CHHIPOME.

53



Onyxo/im IHIOKPUHHBIX :Kejie3: (eoxpomorurToma (agpeHAIWH), aACHOMA
runodusa.

1.20. B3auMocCBsI3b M peryJasinusi MeTa00Jn4ecKuX MpoieccoB B OpraHu3Me

MeTabonu3M npeacTaBisieT co00l MHTerPUPOBAHHYIO CeTh KaTaOOJIUYECKUX U
aHAOOJMMYECKUX MYyTeH, NMHAMHYECKH PETyJIHpPYeMYyI0 B OTBET Ha IHEPreTUYECKUE
NOTPEOHOCTH, TOPMOHAJIbHBIE CUTHAJIBI W  W3MEHEHUSI BHEIIHEW  Cpe.bl.
D PeKTUBHOCTD KHU3HEACATEIPHOCTH OpPraHW3Ma 3aBHCHT HE OT HW30JUPOBAHHOU
aKTUBHOCTU OTHAEIBHBIX (PEPMEHTOB, a OT COIJIACOBAHHOI KOOPAWMHAIIMM OOMEHA
VIJIEBOJIOB, JIMMUI0B, AMUHOKHUCIIOT W HYKJIEOTHUJOB Ha YPOBHE TKAaHEW U IIEJIOTO
OpraHu3ma.

1.20.1. OcHOBHbIE NPUHIMUIIBI META00JIHYECKO HHTErPALMHU

DHepreTuYecKuil CTaTyCc Kak HEHTPAJIbHBIN PETYISATOP

ATO/ANID/AMD — KI1104YEBbIC CUTHAJIBI:

Boicokuii AT®/AA® — wunrubupyer karadomusm (rinukonus, [ITK),
aKTUBHPYET aHAOOIU3M.

Boicokuiit AM® — akTUBHpPYET KaTabosu3M (TJIUKOIN3, B-OKHUCIIeHHE) Yepes
AMP-akTuBupyemyio nporennkunaly (AMPK).

NADH/NAD* wu NADPH/NADP* —  perymupyloT  OKHUCIUTEIbHO-
BOCCTAHOBUTEJIBHBIN OaJlaHC.

Pasznenenune xkaradonusma u anaboan3Ma

IIpocTpancTBeHHOE pa3ae/ieHue:

B-Okucnenne — B MUTOXOHIpHsIX, cuHTe3 KK — B iuTo3o017e.

['rokoHeoreHe3 — B Me4eHU (M MoYKax ), IIMKOJIU3 — BO BCEX TKaHSX.

PexunpoxkHas peryjiasiuus:

WNHcynuH akTUBUPYET MIMKOTEHOTeHE3 U MHTHOUPYET TITUKOTCHOJIH3.

['mrokaron/afpeHannH OKa3bIBAIOT MPOTHUBOMOIOKHBIN AP (DEKT.

KitoueBbie MeTaboIMYECKHE TEPEKPECTKH

IMupyBar: BopoTa B MUTOXOHAPUHN — aueTuwi-KoA uim okcanoanerar.

Anernia-KoA: Touka cxoxaeHus riioko3bl, JKK 1 KeTOHOBBIX TeJl.

Oxcanoanerar: cszpiBaeT L[TK ¢ rimrokoHeoreHe3om.

Hurpar: curHan wu30bITKA SHEPTUM —> WHTHOMPYET TIIMKOJIN3, AKTUBUPYET
cunre3 KK.

1.20.2. MeTaboauueckasi criequaau3anus TKaHeH

ITeyeHb — HEHTPAIBHBIN PETYIATOP TOMEOCTA3a
IMocTnpananajabLHbIA NEPUO:

Y Tunuzanus riroKo3bl — TITMKOTEH, YKUPHBIC KUCTIOTHI,
Cunte3 nmunonporenHoB (JITIOHIT).

IHocTaOcopOTHBHBIN MEPUO U TOJIOAHHE!

['ukoreHonr3 — noAAepKaHue TIIMKEMUU,

['nmrokoHeorenes (U3 JakTara, rIIulIepoIia, aMUHOKHUCIIOT),
Kerorenez — cHaGxeHUE MO3ra U MBI KETOHOBBIMU TEJIaMHU.
MpImieyHas TKaHb
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Ioxoii: nucnons3yer XXK u keToHOBBIE TETA.

NuTencuBHas padora:

I'mnkonn3 — AT® u nakrar,

Jlaktat — B neueHsb (ki Kopu — riatokoHeoreHes).

He cnoco0Ha Kk rimokoHeoreHesy (HeT IoKo30-6-pocdarassr).
KupoBas TkaHb (aIUITOLUTHI)

IMocTnpananaJdbHO:

3axBaT IIIOKO3bI (MHCYJIUH-3aBUCUMO) — cuHTe3 TAIL,

3anacaHue 3HEpruu.

IIpu rosioxanuu:

JIunomu3 — XK u rmnepon — rnedeHp U MbIIIIbI.

Mosr

OcHoBHoI cyOcTpaT — riroko3a (120 r/cyTkn).

[Ipu nUTEeHFHOM TOJI0JaHUU — KeTOHOBBIE Tejia (10 70% sHeprun).
He ucnoan3dyer KK (He mponukatot yepe3 ['9b).

OpUTPOLIUTHI

3aBUCAT UCKIIIOUUTEIFHO OT AHAIPOOHOTI0 IJIMKOJIM3a (HET MUTOXOHIPUI).

['enepupytor 2,3-Ouchochormunepar (2,3-bOI') — perynsauust cpoiacTsa

remoryiioouna K O-.

1.20.3. 'opmoHaibHasi peryJssuus MeTadoau3mMa

WNHcynuH («TOPMOH CBITOCTH)

Cexpenusi: B-KJIETKH MOJKETYT0UYHOMN KeJe3bl TPU BHICOKOW TNIMKEMUH.

P PeKTnI:

1 I'muxonus, riukoreHorenes, cuntes KK u Oernka,

| I'mrokoHeorenes, rMmKOreHOIu3, JINMOIN3, KETOTEHES.

MexaHu3M: aKTUBalMS TUPO3WHKUHA3HOrO penentopa — PI3K/Akt
Ras/MAPK mytu.

['mrokaroH («ropMoH roJio/ia)

Cexpenusi: o-KJIETKHU NOIKEITYA0UYHON KeNe3bl TPU HUZKOM TIIMKEMHUH.

¢ dexThI (B IEUECHN):

1 I'MMKOTeHOJIN3, TIIFOKOHEOT€HE3, KETOTEHE3,

| I'mukonmns, cunres KK.

Mexanusm: GPCR — ntAM® — IIKA.

Karexonamunsl (apeHaInH, HOpaIpeHaIuH)

Cexkpenmsi: MO3roBOM CJIOM HAAIIOYEYHUKOB IPU CTPECCE.

P PeKTnI:

B mpimmax: 1 riamkosms,

B neuyenu: 1 rimkoreHonus,

B »xupoBoli TKaHu: 1 JIUMOJIN3S.

['1IOKOKOPTUKOUABI (KOPTHU30JI)

Cexpenusi: kopa HaanoueuHukoB (o ocu I'TH).

P PeKTnI:

1 I'mrokoHeorexes, NpoTe0In3, JTUMOIU3,

[IepmuccuBHOE IEMCTBUE HA KATEXOJAMHUHBI U TJIFOKAroH.
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['OpMOHBI JEHCTBYIOT CMHEPrUYecKH WJIH AHTATOHMCTHYeCKH, oOecrieynBas
TOHKYIO HACTPOUKY METab0IMUECKUX MTOTOKOB.

1.20.4. MeTabo1uyecKHue COCTOSIHUSI OpraHu3Ma

[TocTnpanuanbHOE COCTOSTHUE («IIOTIIOMICHHE))

JIOMUHUpPYET UHCYJINH.

DHeprus 3anacaercs: IIMKOTeH (1eyeHb, MbIIbl), TAI' ()kupoBasi TKaHb).

AMWHOKHCIIOTHI — CHUHTE3 OeJKa.

[TocTabcopbTrBHOE cocTostHUE (6—24 9 OCTE e/Ibl)

| UacynuH, 1 rirokaros.

['mukoreHom3 — Noaep)KaHue TITMKEMUMU.

Havano mobunuzamnum >kxupos.

JnmutensHoe ronoaanue (>24 4)

I'sokoHeoreHe3 (rmeyeHb, MOYKM) — OCHOBHOM MCTOYHUK TIIFOKO3BI.

KeTtorene3 — xiitoueBoi aJanTUBHBIN MEXaHU3M JIJII MO3Ta.

KoncepBanusi 0esika: mbimnbl ucnoyib3ytoT KK u keToHsl, cHuXkasi pacnaj
aMUHOKHCJIOT.

Crpecc (TpaBma, HHMEKITHSA)

['unepkaTabonu3M: T KOPTU30J, KaTeXOJIaMUHbI —> pacriajJi OeJKOB U >KUPOB,
TUNEeprinKeMus («11adeT cTpeccay).

1.20.5. Hapymenust MeTa00JIn4ecKOii HHTErpanun

Caxapupiii guaGer 1 Tunma: neUUUT HMHCYJIMHAa — HEKOHTPOJIHPYEMBIM
TJINKOTE€HOJIN3, TTIIOKOHEOT€HES, JIMIIOJIN3, KETOINEHE3 — KETOALNUI03.

Caxapuplii auader 2 THNA: WHCYJWHOPE3UCTEHTHOCTh —> THIEPIIINKEMHS,
JTVCITATIAIEMUSL.

I'IMKOreHo3bI: neheKThI dbepmeHTOB INIMKOTEHOJIN3a/CUHTe3a  —
TUTOTJIMKEMUS, TeaTOMETalusl.
Jlunogucrpoduu: HapyILIEHUE XpaHEHUs JIAUI0B —

VHCYJIMHOPE3UCTEHTHOCTb.
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2. MPAKTUYECKHWH PA3JIEJ

2.1. CTpykTypa M cBOlicTBa 0€JIKOB M MENTHI0B

1. Hanmumure Qopmyiny rekcamentuja, COAEPXKAIEro 2 aMHHOKHCIOTHBIX
ocTtaTka ¢ TUAPOoPOOHBIMU paguKaiamMu, 2 - ¢ TUAPOPUIBHBIMU HE3apsKEHHBIMU
panuKaiaMu, Mo OJJHOMY - C KATHOHHBIM U aHHOHHBIM pPaJiiKallaMu.

2. Onpenenure CyMMapHBIM 3aps] NEHTANENTUAa I[iy-apr-iu3-Baj-acll B
HelTpanbHOU cpene. Kak u3aMeHuTcst cymmapHslil 3apsj 3Toro nentuaa: (Hagauno — N-
KoHe) a) npu pH << 7; 6) ipu pH >> 7?

3. Hanmmure ¢popMyily TpunenTuaa riiyTaTioHa, KOTOPbIM UMEET COCTaB: IIIy-
LUC-TJIM C yYETOM TOT'0, YTO MENTUHAS CBA3b MEXY Iy U IUC 00pa3oBaHa 3a CUET
KapOOKCHUIIbHOM TpyIIBI paaukana riryramara. OnpenenuTe CyMMapHbIi 3apsj] 3TOrO
nentuga: a) npu pH 7; 6) npu pH << 7; B) npu pH >> 7.

4. Hamummrte (opMynbl IByX MEHTANENTHIOB M CPaBHUTE MX PAaCTBOPUMOCTD
npu pH 7: a) cep-uc-ray-Tup-acn; 0) Ban-apr-meT-QeH-THp.

5. benkoBas rino0yna conepKuT (pparMeHT -Iuc-aa-Tiry-acH-IuC-aci-Jiel-peH-
Cep-MET-TPU-TIU-TPE-TJIH-apr-. YKaXKHUTE€ BOJOPOJHBIE CBA3M, CTAOMIM3UPYIOIINE
BTOPUYHYIO CTPYKTYpY; HA30BUTE THUIIBI CBSI3€H, CTAOMIM3UPYIOMIUX TPETHUYHYIO
CTPYKTYPY MOJIEKYJIbI, MEX/y paJMKaIaMi KaKUX aMUHOKUCIIOT OHU 00pa3yroTcs?

6. meeTcs cmech TpEx OENTKOB, XapaKTEPUCTUKHU KOTOPBIX PUBEIEHBI B TAOJIHIIE

4,
Tabnuna 4 — CoiicTBa OEIIKOB.
N3osnexkTpu
MonexkynspHas
benok yeckas Monomep unu numep
Macca, k/la
Touka (pl)
b1 27 5,2 MOHOMEP
b2 33 8,6 MOHOMEp
[I'omogumep, cocTosiui U3 AByX
b3 40 7,3 OJIMHAKOBBIX MOJIEKYJI, COEIMHEHHBIX
TUCYITb(MUIHBIMU CBSI3IMHU

JI71s1 KaKJI0r0 YTBEPKJAECHUSI OTMETHTE, BEPHO OHO WJIU HET.

eMOXHO MpPEIONI0XKUTh, YTO OTHOIIEHWE CYMMApHOTO KOJUYECTBA OCTATKOB
JIM3WHA, apTUHUHA U TUCTUIMHA K CYMMapHOMY KOJIMYECTBY OCTaTKOB IITyTaMUHOBOM
U acnaparuHoBoit kucnot B Oenke b1 Huxke, uem B Oenke b2.

ebemok B2 MOXXHO BBIIEIUT, W3 JAaHHOM CMECH METOIOM HOHOOOMEHHOI
xpoMarorpadun, ucrnonb3ys noaBmwkHyo a3y ¢ pH = 6,5 u HenoaBmwkHyI0 a3y ¢
OCHOBHBIMU TPYIIIIaMH HA TOBEPXHOCTH.

eEcnu nmaHHyrO0 cMech pacTBOPUTH B Oydepe, coaepkameM AOAeIICcyIbhar
HaTpHUs U MEPKANTOAITAHOJI, U PA3JEIUTh ITyTeM IeKTpodope3a B MOJTUAKPUIIAMUIHOM
reJie, TakKe CoJIeprKalleM 3TH BEIlleCTBa, TO caMasl TalIbHsISl OT CTapTa MoJjioca Ha reje
OyzeT cooTBEeTCTBOBATH Oenky b1.
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eEcnu HaHecTH 3Ty cMechb Ha XpoMmaTorpaduyecKyr KOJOHKY, 3alOJHEHHYIO
rpaHyJaMH JiJisl Tellb-(QOUIbTpaluu C MOpaMu TaKoro AUaMeTpa, YTO B HUX HE MOTYT
MPOXOJUTh MOJIEKYJIbI, Macca KOTOphIX MpeBbimaeT 35 kJla, TO mepBbHIMU CKBO3b
KOJIOHKY MPOMAyT MoJieKybl Oenka b3.

7. benku, ocylecTBISIONIME TPAHCIIOPT MOJIEKYJ UM MOHOB uepe3 MeMOpaHy,
4acTO KJIACCH(UIMPYIOTCS KaK TpaHCMeMOpaHHbIe Oenku. Takue O€lIKd MMEIOT B
CBOCH CTPYKType 0071aCTh, 3aKITIOYCHHYIO B JIUITHIHOM OHCIIOE MeMOpaHbI, M 00J1aCTH,
oOpaIeHHble BHYTPh KJIETKHA (B IUTOIUIA3My) M BO BHEKJIETOYHOE MPOCTPAHCTBO.
Hcxoas w3 kinaccupukamuy aMUHOKHCIOT 1O TMOJSIPHOCTH OOKOBOM  IIeTH,
MPENOJIOKUTE, KaKHEe aMUHOKUCIIOTHI IOJDKHBI MPeo0IaiaTh B pa3iUYHbIX ydacTKax
JAHHOTO TPAHCMEMOPAHHOTO ITPOTEHHA.

8. ['ucToHBI - 3TO O€NIKH, coiepKaIIHecs B AIpaxX dYKapUOTUYECKUX KIeTOK. OHU
IPOYHO CBSA3aHBI C JI€30KCUPUOOHYKIEUHOBOM KUCIOTON, KOTOpasi COAEPKUT MHOTO
¢docdarnbix rpynmn. M303nekTpuyeckas Touka THCTOHOB OYEHb BbICOKA - okouo 10,8.
Kakne aMHUHOKHCIIOTHBIE OCTaTKA JOJDKHBI MPUCYTCTBOBATH B THCTOHAaxX B
OTHOCHUTENIFHO 00JbIINX KoJaudecTBax? Kakum oOpa3oM 3TH OCTaTKu 00ECIeunuBaroT
IIPOYHOE CBA3bIBaHKWE T'UCTOHOB ¢ JIHK?

9. I'mukodoprH — HEOOTBIION TPAaHCMEMOPAHHBIN TJIMKOMPOTEUH SPUTPOILIUTOB.
@OyHKIUs 3TOro Oejlka COCTOMT B MOAJAEPNKAHUM IUTOCKEIETa SPUTPOLIUTOB.
['unpodpunbHblid C-KOHLIEBOW YyYacTOK 3TOM MOJIEKYJbl MOTPYKEH B LMTOILIA3MY, a
ruapooOHbIN  allb(a-cMpaIbHbIl y4acTOK MPOHU3BIBAET HEMOJIIPHYIO 00JACTh
oucos.

OueHuTe TONIIKHY MIa3MaTHYECKOW MEMOPAHbI SPUTPOLUTA, UCXOS U3 JJIMHBI
rupopoOHON 00J1aCTH TIIMKO(YOpHUHA.

1) macca riukogopuna 16000 [la, cpeausis Macca aMUHOKHUCIIOTHI — 125 Jla.

2) Ha | BUTOK O-CNIHpAIA MPUXOJUTCS B CpeaHeM 3,6 aMUHOKHUCIOTHI, JJIMHA
BUTKa criupanu — 0,54 Hwm.

3) ruapodoOHas dacth riaukodpopuHa cocraBiasier 16% oT Bced IIMHBI
BBITSIHYTOM 111K OeJiKa U M3ruO0B HE UMEET.

4) nonmyctum, 4To ruapodoOHas (aza JUMUIOB COCTABISET MOJOBUHY OT OOIIIEH
TOJIILIMHBI MEMOPAHBI.

10. IlenTanentum, oOpasyrouuiics mpu oOpaboTKe OeIKa TPUIICHHOM, CONEPIKUT
apruHUH, acnapTar, JeHIUH, CEpUH, TAPO3HH.

Jlns  ompeneneHuss AMUHOKUCIOTHOM TOCJIEIOBATENLHOCTH MPOBEIU TPHU
MOCJIEIOBATEIbHBIX PACIICIIICHUS IO DAMaHy.

[TonydyeHHble MOCHE KaXAOrO pAaCHICIUICHUS TENTHIIbI UMENH CIEAYIOIIHA
COCTaB:

* [IepBo€ pacuierieHue - apruHuH, acnapTar, JICMIIHH, CEpUH;

* Bropoe paciienienue - apruHvH, acrapraT, CEpUH;

* TpeThe pacienieHue - apruHuH, CEpUH.

KakoBa nociie1oBaTenbHOCTb IEHTANENTH 1A

11. B ruaponm3ate nenTuaa HaleHbl aTaHWH, BAIMH, TyTaMar, ()eHUIaIaHrH,
TUPO3WH, TJIMIUH, JU3uH, aeiuH, MmetnoHnH 1 NH3 . Ilpu o6Gpaborke memnrtuma
nuHuTpoTOopOben3onom BoisiBiieH JJH®-ananun, kapbokcunentuaazon — riviuH. B
TPUNTUYECKOM TUIPOJIU3AaTe OOHAPYKEHO JIBA MENTHIA:
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nepsbiii cocrout u3 Val, Ala, Glu, Lys, Phe;

Bropoit — u3 Met, Gly, Leu, Tyr, a npu 00paboTke TUHUTPOPTOPOCSH30I0M JacT
JAH®-nennuyH.

B XUMOTpUNITHYECKOM THAPOIM3aTe HAWICHO TPU MENTHIA:

IIEPBBIN COAEPKUT METHOHUH U ruiuH; Bropoit — Val, Ala, Phe, Glu; tperuii -
Leu, Tyr, Lys.

BriBeauTe Ha OCHOBaAaHMM BCEH COBOKYIMHOCTH JAaHHBIX MEPBUYHYIO CTPYKTYPY
WCXOIHOTO TIENTH/IA.

12. Tlentum A, B CcOCTaB KOTOPOTO BXOASAT JIM3WUH, THCTUIWH, aclapTar,
2 MOJIEKYJIBI TITyTaMarta, alaHuH,

IIPOJIMH, BaJIMH, TAPO3HH U JIBE MOJICKYJIbl aMMHUaKa, JIaeT B Pe3y/IbTaTe PeaKIiuu
¢ mauauTtpodTopoeHzonom J[HD-AsSp, a mpu o0paboTke KapOOKCHUNENTHIA30M —
cBoOoaHbI Val.

[Tpu paciieryicHIH MENTHAa A TPUIICHHOM TTOJTYYar0TCs JIBa MENTHAA.

[Mepserii (Lys, Asp, Glu, Ala, Tyr) ueitrpanen nmpu pHS.5, a npyroii (His, Glu, Pro,
Val) maer JJH®-His u npu pH 5.5 HeceT MONOXUTENbHBINA 3apsa. B pesynbrare
JICHCTBUS XMMOTPHUIICHHA U3 TIEITHAA A moJTydaroTcs ABa nentuaa. [lepserit (Asp, Ala,
Tyr) npu pH 5.5 neiitpanen, a apyroit (Lys, His, 2 Glu, Pro, Val) — nonoxutensHo
3apsHKCH. YKaKUTE CTPYKTYPY IenTuaa A.

2.2. Ctpyktypa M MexaHu3M jeiictBusi ¢epmentoB. Kiaccupukamus
¢pepmenTOB

1. Ilpu cunrese anetmin-CoA u3 arerata u kopepmenTa A KapOOKCUIILHBIN aTOM
KHCIopona arerata, MedeHelii 80, oOHapyxkuBaeTcs B (QochaTHON rpymme
aneHmIoBoi kucnotel. HazoBute hepment. [lpennoxure MexaHu3M JIeHCTBHS.

2. HarmammTe moJTHOCTBIO PEaKIuio, YKAKUTE CUCTEMATHICCKUE U TPUBUATHHBIC
Ha3BaHMs (pepMeHTa, KaTalu3upyIero peakuuto, mo cucremaruke [UB. Eciau B
peaKknuu TPUHUMAET yYacTHE KOPEPMEHT, YKaXKUTE KAKOW | HAIUIIUTE €ro
CTPYKTYPHYIO (pOpMYITy:

rI0K030-6-pocdar + H,O — D-rirokoza + odprodocdar;

anetun-CoA + oprodochar — CoA + anerundocdar;

L-metnonnH — D-MeTHOHUH;

ATO® + anterat + CoA — AM® + nupodocdar + anerun-CoA;

AT® + kpeatun — AJI® + dpochokpeatu.

3. Hanumue moiHOCThIO Peakiuio, KaTatu3upyeMyto (hepMeHTOM:

L-nmakraT : NAD-okcuaopenykrasa;

ATP-iupodocdar-nmmaza (MUKIU3YIOIIas );

L-amanun : TPHKAIla nurasza (o6pasytomas AMP);

UDP-rmtoko3a : D-ppykT030-6-hocdat 2-a-riroko3untpancdepasa.

4. Tlupodocdaraza E. coli, karanusupyromas ruapoius mnupodocdara 10
oprodochara, umeer MosekymspHyro Maccy 120 k/la u coCTOMT U3 MIeCTU
UJCHTUYHBIX CYOCIMHMII.

V max ouniienno# nupodocdarassl coctasisier 2800 ex. akt. Ha 1 Mr Oenka. 3a
CAVHMITY AaKTUBHOCTH JIAHHOTO (EepMEHTa TMPUHATO KOJUYECTBO (epMeHTa,
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ruaponusytoniee 10 mxmonb nupodocdara 3a 15 mun npu 37C B cTaHmapTHBIX
ycIoBUAX omnpeneneHus. Paccuuraiire:

a) CKOJIbKO MoJieil cyOctpara B cekyHnay rulpommsyer 1 mr ¢epmenra, eciu
KOHIICHTpALUs cyOcTpaTa 3HauuTeNIbHO BhIme Km?

0) CKOJIbKO MOJIEH aKTHBHBIX IIEHTPOB (hepMeHTa coepKuTcs B 1 Mr ¢pepmeHTa?
[Ipumem, YTO B KaXKI0M €AMHUIIE UMEETCS [0 OJHOMY aKTUBHOMY LIEHTPY.

B) KaKOBO YHCJIO 00OPOTOB JJaHHOTO (hepMeHTa?

5. Onpenenure 3HadeHne Kwm rugponmmsa merwioBoro s¢upa N-amertwi-L-
BaJIMHA, KATAJIU3UPYEMOTO O-XHMOTPHUIICUHOM, UCXO/IS U3 JAHHBIX TAOJIUIIBI 5.

Ycnosus peakuuu: [Eq] = 3.85x10° mons/n, pH = 7.8, 25°C, 0.1 M KClI

Tabnuna 5 — 3aBUCUMOCTh CKOPOCTh PEaKIMK OT KOHIIEHTPAIMU JTUTraHa.

[So], M Vox10° M x ¢!
0,2 4,57
0,124 3,83
0,091 3,32
0,071 2,95
0,06 2,7

6. [leHUIUIUTNH TUAPOTU3YETCS TEHUIUIUTMHA30M — (EepPMEHTOM, UMEIOIIIUMCS Y
psna Ppe3UCTEHTHBIX OakTepuil. MonekynsapHas Macca TEHUIMUIMHA3B U3
Staphylococcus aureus cocrasisier 29,6 x/la. Mi3Mepsin KOJUUECTBO NICHUIIMIUINHA,
rUApOIU3yeMoro B 12 1 pactBopa B TeueHue 1 MuH B ipucyTcTBUd 10-9 T OUHIIEHHOTO
depmenTa Kak (QYHKIMIO KOHIIEHTpanuu cyoctpata. I[lpumem, uyto B Xx01€
OIpe/ICIICHUs] KOHIICHTPAIHS TEHUIIMJUTHHA MPAKTUYECKHA He MeHsTach (Tabnuia 6).

Tabnmuma 6 — 3aBUCHUMOCTH KOJIMYECTBA THIPOIU30BABIIECTOCS TICHUITUIUIMHA OT
KOHIICHTpAI[MU IEHUIIMJUIUHA.

KoauuecTBo
KoHueHnTpauus neHuIMJIJINHA,
M x 10° TUAPOJIH30BABIIET0CS
NeHUIMJLINHA, MoJIb X 10°
0,1 0,11
0,3 0,25
0,5 0,34
1,0 0,45
3,0 0,58
50 0,61

[TocTpotiTe mo »Tum nanubM Tpaduk B koopauHaTtax 1/V ot 1/[S]. [loguunsiercs
Y TICHUIWUIMHA3a KuHeTuke Muxasnuca-Menten? Ecim na, To 4emy paBHa
BenuunHa Km? Yemy paBHa Vima? KakoBo uncio 060poTOB MEHUITUIUIMHAZKI B ATUX
IKCIIEPUMEHTANbHBIX ycioBusix? IlpumeMm, dro Ha oaHYy MOJEKyly (epMmeHTta
MPUXOIAUTCS OIMH AKTUBHBIN LIEHTP.
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7. CaynuiiaT UHTHOUPYET KaTATUTHIECKOE IEWCTBHUE TIIyTaMaTIeTHAPOTCHA3BI.
Omnpenenurte myTeM rpadMuecKOro aHaJIn3a MPUBEICHHBIX HIDKE TaHHBIX (Tabnuua 7),
ABJISETCS  JIM ~ WMHTUOMpPOBAHHWE  KOHKYPEHTHBIM  WJIM  HEKOHKYPEHTHBIM.
[Ipeamonaraercs, 4YTo KOHLEHTpamusi cainunuiara cocraBiser 40 MM u
MOJJIEP>KUBAETCS HA TIOCTOSIHHOM ypoBHE. Berunciure takxke Benuuuny Ky as.

Tabmuma 7 — 3aBUCUMOCTh CKOPOCTH KAaTaJIMTUYCCKOH pPEaKIud OT
KOHIICHTPAITUH TIIyTaMarta.
Konnentparus 1,5 2,0 3,0 4.0 8,0 16,0

riyramara, MM
Ckopocth 0bpazoBanms | 0,21 0,25 0,28 0,33 0,44 0,43
IIPOJAYKTa B OTCYTCTBHE
calMIiIaTa, Mr/MuH

Ckopocth 06pazoBanus | 0,08 0,10 0,12 0,13 0,16 0,18
IPOJIYKTa B IPUCYTCTBUH
callMIiIaTa, MIr/MUH

8. GeHnnanaHuH WHTHOWpPYET ImenouHylo Qocdarasy. Omnpenenure THI
WHTUOMPOBAHUS U KOHCTAaHTY Muxasiuca Kj i3 IpuBEICHHBIX Jaliee JaHHbIX (TabIuia

8).

Tabnuma 8 — 3aBUCHMOCTH CKOPOCTH OOpa3oOBaHUs MPOJIYKTa OT KOHIICHTPAIMU
cyOcTpara.
Konuentpanus 5 10 25 50 100
cyocrpata, MM
CxopocTb 3 5 8 10 12,5
oOpa3zoBaHuUs
MPOAYKTa B
OTCYTCTBHUH
(eHunanaHuHa,
MKMOJTh/MHUH"MJI
CkopocTh 5 MM 2,5 3,7 5,0 6,0 6,7
o0Opa3oBaHUs
IpOAYKTa B
TpHCYTCTBIH 10MM | 1,8 2,3 2,9 3,1 3,2
dbenunananuna,
MKMOJIb/MUH" MJI
OOBbsicHUTE MEXaHU3M HEOOPATUMOTO UHTMOUPOBAHUS

2.3. MeTa601u3M1 aMUHOKHCJIOT

1. B mnedyeHM MNPOUCXOAUT OKHUCIUTEIBHOE MPEBPALICHUE TIyTaMUHOBOM
KHCIIOThI, MeueHHOM 14C o BTopoMy aromy yriepona u 15N no amuHorpynne. B
KaKUX aToMax CJICIYIOMMNX METa0O0JUTOB OOHApYXKUTCS Kaxaas U3 METOK (OTBET
NOIITBEPAUTE YPAaBHEHUSAMH PEAKIIMi; HA30BUTE (PEPMEHTHI, KaTaTU3UPYIOUIUE 3TU
MIPOIIECCHI):
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d) MOYEBHHA;

b) cykuuHar;

C) apruHuH,

d) wmurpymivH,

€) OpHHUTHH,

f) acmaprar.

2. PaccuuTaiiTe, CKOJBKO MMOJb TNHUpyBaTa W TiyTamaTa oOpasyercs mpu
NIEpeaMUHUPOBAHUH 5 MMOJIb aJJaHUHA, €CJIM B JAHHOM MPOLECCE MOKET y4aCTBOBATh
3 MMoabp o-keroriayrapara? Hamummre ypaBHEHME peakuu W JaiTe Ha3BaHUE
dbepmenTa.

3. YV mamnMeHTa KOHIEHTpalus aMMHaka B KpoBH cocTaBisieT 120 MKMOJb/1
(mopma 10 50 Mxmonb/n). Ecnu cuHTE3 MOYEBUHBI MPOUCXOAUT CO CKOpPOCThiO 30
MKMOJIb/JT B Yac, CKOJBbKO BpPEMEHHM NOTpedyeTcs Mg CHUKEHHUS KOHIIEHTpaluu
aMMHaKa J10 HopMbl (IIpU YCIIOBUU OTCYTCTBUS HOBOT'O MOCTYIUICHHSI aMMHUaKa)?

4. Jlns nzydeHus oOMeHa aMUHOKHCIIOT JJa0OpaTOPHBIM MBIIIAM BBEJIM aJlaHUH,
coJiepkaiuii MmedeHbiit arom azota (N15) B a-amunorpytre. [IpoBegeHHbIe aHATN3BI
NOKa3ajaM, YTO METKa OBICTPO MOSBIIAETCSA B O-aMUHOIPyNNax APYTUX aMHUHOKHUCIIOT
ne4YeHu (KpoMe JIM3UHa U TPEOHUHA).

OOBbscHUTE, B X0/1¢ KAKUX PEAKIMM 3TO MPOUCXOIUT. [l OTBeTa: a) HAUIIUTE
peakuuio mpeBpalieHus Ajia, KoTopas Hanbojiee aKTHBHO IMPOUCXOJUT B IIEUYEHH,
Ha30BHUTE (PEPMEHT, KOPEPMEHT; O) COCTABBTE CXEMY ITEPEHOCA MEYEHOT'0 aTOMa a30Ta
u3 Ana B Ipyrue aMUHOKHCIIOTBI; T') MPEANOJIOKNATE, B KAKUX €IIE BEIIECTBAX MOXKET
IPUCYTCTBOBATh MEYEHBIM aTOM a30Ta; 1) OOBACHHUTE, MOYEMY MEUYEHBIH aToM
OTCYTCTBYET B JIN3UHE U TPEOHUHE.

5. YV O0npHOro € XapakTE€pHbIMH MPU3HAKAMU TOKCHYECKOTO OTPABIICHUS
LHEHTPAJIbHOM HEPBHOW CHUCTEMBbI (PBOTA, FOJIOBOKPYKEHUE, HEAOMOIaHHUE, MOTEPS
CO3HAHMS ) BBISIBIEHO B MOY€ 70 3 T B CYTKM aprMHMHOCYKIMHATa ( B HOPME OH
OTCYTCTBYET). YKa)KUTE BO3MOXKHYIO IPUUMHY 3TOT0 3a0oieBanus. s atoro:

a) Hanmummre cxeMy OpHUTHHOBOTO IMKIIA.

0) Ha cxeme ykaxkute mecto (hepMEeHTHOTO OJIOKA.

B) [lepeuncaure BemecTsa, Coiep>KaHue KOTOPHIX MTOBBIIIEHO B KPOBH y JAHHOTO
00JIBHOTO.

6. VY rpyaHbIX AeTel, HaXOAAIUXCsS Ha UCKYCCTBEHHOM BCKapMJIMBaHUM, MOTYT
MOSIBUTHCSI TIOPAXKEHUsI HEPBHOW CHCTEMBI, CBSI3aHHbBIE C Ne(PUIIMTOM BUTaMuHa B6.
KakoBbl OMOXMMHUYECKHE MEXAHU3MbI Pa3BUTHUS JaHHOW maronoruu? s oTBeTa: a)
OOBSCHUTE POJIb ATOTO BUTAMHUHA B OOMEHE HEHPOMEIUATOPOB U AMUHOKHUCIOT; O)
NEPEUNCINTE OCHOBHbIE HEHPOMEIUATOPHI U AMUHOKUCIIOTHI - UX MPEIIIECTBEHHUKH;
B) IPUBEIUTE MPUMEPHI pEAKIMI 00pa30BaHUs U3BECTHBIX BaM OMOT€HHBIX AMUHOB.

2.4. Hyk/1enHOBbIe KUCJIAOTHL. MaTpruyHble CHHTE3bI

1. Paccuuraiite KOdPDUIMEHT MOJSIPHON OIKCTUHKIIUM aJICHUHA, €CJIH
pacTtBOp, conepxamuid 250 mxr ageanna B 100 ma 0,1 M pactBopa NaOH, umeet
ONTUYECKYI0 TIOTHOCTh 0,229 mpu nnuHe BoaHbl 262 HM. lllupuHa KiOBETHI —
1 cm, MonekynsipHas Macca ageHuna — 135.
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2. KakoBa cymma aJleHUJIOBBIX ¥ TUMUJIWJIOBBIX HYKJICOTHIOB BO (pparmMeHTe
moJiekyabl JIHK, ecnu B Hem oOHapyxkeHo 930 HMTHIAMIOBBIX HYKJICOTHIOB,
coctapisitomux 20% oT 00111ero KOJIM4YecTBa HYKJICOTHI0B B 3TOM (pparmente?

3. Yuyactok OJHOH u3 Hemneu JIHK HUMEET HYKJIEOTUIHYIO
MOCJIeJ0BATEIbHOCTD: S'-TTATTHATAATTHATAIIIIT-3". Onpenenute
MaKCHMaJbHO BO3MOKHO€ KOJMYECTBO BOJOPOJHBIX CBSI3€H, YJEpKUBAIOLIUX
JAHHBIM y4aCTOK C KOMIUIEMEHTapHBIM.

4. 3aBucumoctb Temneparypa miasinenus JTHK ot cogepxanus I'-1] umeer Bua:
T = 69,3 + 0,41A, tne A - conepxanue I'-1] map (%). Paccuuraiite Temneparypy
riasieHus oopasnos JJTHK B ctangapTHBIX coJIeBBIX pacTBOpax, coaepsxanue I'-11 map
B KOTOPBIX COOTBETCTBEHHO paBHO: a) 24,6; 0) 32,2; B) 44,1; 1) 53,0; n) 58,2.

5. Temniepatypa minasnenus J{HK nunelino 3aBucur ot coaepxanus ['-1] nap B ee
COCTaBe, M 3Ta 3aBUCUMOCTb umeeT BUA: Ty, = 69,3 + 0,41 A, rae A - conepxkanue ['-1]
nap (%). Paccuuraiire comepxanue ['+1] u A+T map B JHK u3 npopoctkon
NIIeHUIb B npoleHTax, ecian Ty, JJHK paBna 90°C.

6. Onpenenure jmHy (B HM) ydactka JIHK, naxomsmierocs B B-dhopwme,
HECYLIETo MHPOpMaIHIO O OEJIKe, €CIIM U3BECTHO, YTO B COCTaB 3K30Ha (KOAUPYIOIIEH
yacTi) BXxoauT 35% map HYKJICOTHIIOB, a YYacTOK OEJIKOBOM MOJIEKYJIbI,
MPEACTABICHHBIA O-CIUpaiblo, uMeeT anuHy 108 HM. B cocTtaB a-cnupanu BXOOUT
60% OT BC€X aMUHOKHCIIOTHBIX OCTATKOB.

7. o-ciupalibHBIA y4acTka Oesika coctaBisger 135 uM. JlaHHas CTpyKTypa
oOpa3zoBaHa 65% aMHUHOKHCIOTHBIX OCTATKOB O€IKOBOM Mousekyibl. Onpenenure
KOJIMYECTBO Nap HYKJIECOTHIOB B T€HE, €CJIU U3BECTHO, UTO B COCTaB MHTPOHOB BXOJUT
45% mnap nykiaeotuaoB. Onpeaenute IJIMHY TeHa (B HM) IIPU YCIOBUM, YTO JTAHHBIM
yuactok JIHK naxonuscs Ob1 B A-hopme.

8. Bo ¢parmente JIHK mpoumsomnuia nenerus (BbIIaJCHUE) TPEX HYKICOTHIAOB
['TT" nepenx  TEpMUHUPYIOIIMM  KOJOHOM.  3alMIIWTE  [E€PBOHAYAIBHYIO
nocyenoBaTeabHOCTh 3Toro (parmenta JIHK, ecnu mocne mytaruu obpaszoBaniach
MPHK ¢ dparmentom ITTIYVYVYTA.

9. Bo ¢parmenre MPHK VYVYITAVIUITIAVII'A mnpousonuio BbIaAEHUE
(memerusi) MWATOTO HyKJIeoTHAa OT S5’-koHma. CpaBHUTE TENTUIbI, KOTOPbHIE
oOpa3zytorcs 110 1 nocie mytanuu. O0bsiICHUTE HAOII0AaeMYI0 pa3HUILYy COCTaBA.

10. Cxkonpko  MOJIEKYNT — Makpospruyeckux  Hykieosuarpudodaro NTP
3aTpaunBaeTcs Ha cuHTe3 Oenka u3 200 aMUHOKHCIOTHBIX OCTAaTKOB (0e3 yuera
CHUHTE3a aMUHOKHUCIIOT U MOCTTpaHCcasIuuoHHoN Mmoaudukaruun)? (Oteet: 600 Mosiexkyn
Makposprudyeckux HykieozuarpudpocdaroB (200 monexkyn ATD +400 monexyn
['TD)).

11. Ecniu  moaupuOOHYKJICOTHI  COACPXKHUT  CIy4allHO  pacroJIOKEHHBIE
nykieoruapl ypauui (U) u muro3un (C) B cooTHOMIeHNH 1 : 5, Kakre aMUHOKHCIIOTBI
U B KaKOM COOTHOIIEHWW OyJy HaxOIUTbCS B CHHTE3UPYEMOM C 3TOTO
noJIpuOOHyKIIeoTHAa noymmnentuae? J[is oTBeTa Ha STOT BOMPOC BOCHOJIB3YHUTECH
TaOJIMIEN TeHeTUYECKOr0 KOa.
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2.5. Mera6oau3m yriaesoaos u LHITK

1. Ckompko  wmonb AT® (¢ ydeToM  TPOLIECCOB  OKHUCIUTEIHLHOTO
dbochopuupoBaHus) MOKET 00pa30BaThCs MPU MOJHOM adPOOHOM OKHceHu: 360 M
TJIFOKO3BI.

2. Paccuntate  sHepreruueckuidi  3¢pdext (B Moiekynax — AT®):
1) awna’poOHOro pacmnaga S5 MOJEKYJ TJIIOKO3bI B TIpolecce TIJIMKOJIU3a,
2) OKUCTUTENBHOTO ekapOokcuupoBanus 10 MoeKys1 MUPOBUHOTPAAHON KUCIIOTHI,
3) okucnenuss 3 mosekyn anetwi-KoA B nukne Kpebca, 4) momHoro a’spoOHOro
OKHCIICHUS 2 MOJIEKYJ TTIOKO3bI.

3. B akcmepumente in VItro k 2 MuI roMoreHara TEYeHH, COJACpKaIleM BCe
dbepMeHThl TMKIAa TPUKAPOOHOBBIX KHUCIOT U JJICKTPOH-TPAHCIOPTHOW IIEMH
MUTOXOHJIpHM M00aBuian 2 MKMoub aneTmi-KoA. Kakoe xommuectBo AT moxer
o0pa3oBaTbCs (TCOPETUUECKA BO3MOKHBIM MaKCHMAIbHBIA BBIXO), €CIIM HU3BECTHO,
YTO KOIIGHTpallMs OKcajloalleTaTa B HCCIEAyeMOM TOMOTeHaTe COocCTaBiseT |
MMKOJIB/JI.

4. CKoIbKO MOJIEKYJI MaKkpodprudeckux Hykieosuarpudocdaro NTP (¢ yueTtom
MPOILIECCOB  OKUCIUTENBHOTO (oChHOpUIUPOBAHHS) MOXKET 00pa3oBaThcsl MpuU
okucienun 10 monekyn anetmin-KoA B mukiie Kpe6cea, ecnu 20% oOpasyrorierocs o-
KeToIIyTapara BCTYIAeT B MPOIIECCHI IEPEaMUHUPOBAHUS U BBIBOJIUTCSA U3 IIUKJIA.

5. Ckonbko MOJIb Makpodprudeckux HykieozuarpudocharoB NTP (¢ yuetom
MPOIECCOB  OKUCTUTENHHOTO  (ochopunmpoBanHusi) MOXKET 00pa3oBaThCsi NpU
OKHUCJIEHUH MUPOBUHOTPAAHON KUCIOTHI, 00pa3yronieiics npu nepeamuHupoBanuu 0,2
MMOJIb aJlaHWHA C 0-KETOTJIyTapOBOW KUCIOTOW?

6. CKOJIBKO MOJIb TITFOKO3BI JTOJDKHBI OKHCIUTHCS 10 aneTwi-KoA, U3 KOToporo
MOTYT ObITh CUHTE3UPOBAHbI 2 MMOJIb NAJIBMUTUHOBOW KUCIIOTHI?

7. CKOJIbKO MOJIb Makposprudeckux Hykieoduarpudocharor NTP (cymmapho
AT® u I'TD) HeoObxoauMo Jy1st cuHTe3a 18 MT TIIFOKO3bI U3 JIaKTaTa?

8. Ha pucynke 1 moka3aHa KOHIIGHTpallus JiakTaTa B KpOBM 10 Oera Ha
400 M u nocse Hero.

[nakTaT]

0 20 40 60 80
PucyHok 1 — YpoBeHb 1akTaTa B KpOBH MpU PU3HMUECKON HArpy3Ke.

YeM BBI3BaHO OBICTPOE MOBBIIICHNE KOHIICHTPAIIUH JIAKTaTa?

Yro sBIISETCSA MPUYMHON CHUKCHHS YPOBHS JakTaTa mociie oera? IloaTeepaure
00BSICHEHHUE CXEMOIA.

9. JloGariieHre aipeHAIMHA K TOMOTCHATY HJIH MIPerapaTy pa3pyIlIeHHBIX KJICTOK
3JIOPOBOM TIEYCHH MPHBOJIWIO K YBEIUYCHHIO aKTHBHOCTH TIMKOTEH(OCHOpHIIa3HI.
OmHaKo, €Clii TOMOTEHAT MPEABAPUTEIBHO IICHTPU(YTUPOBAIM TIPU BBICOKOH
CKOPOCTH M 3aTeM K IIPO3PavyHOI HaJ0CaOUHOM KUIKOCTH JOOABIISIIN aIpCHAIMH WA
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TJIIOKAroH, To yBennueHus pochopuraazHoil akTHBHOCTH He Ha0m01an0ch. OOBsICHUTE
NOJTy4YECHHBIE PE3YIbTATHL.

10. K 2 M romoreHara II€4eHH, COAEp)KalleM Bce (EepMEHThl LUKIa
TPUKAPOOHOBBIX KHCIIOT U 3JEKTPOH-TPAHCIIOPTHOM 1€ MUTOXOHAPUIN H0OaBHIU 2
MKMOJIb anetuia-KoA. Ckonpko Moib AT® moxeT o0pa3oBarbes (TEOPETHUECKU
BO3MOXHBI MaKCHMaJbHBII BBIXOJA), €CIM COJEp)KaHHE OKcajloaleraTa B
UCCIIeTyeMOM TOMOT'€HATEe COCTABIISET 1 MKMOJIb.

2.6. Meta60.1u3M yriieBoaoB. Llnks1 TpukapO0HOBBIii KHCJIOT

1. PaIyioakTUBHYIO TIIOKO3y, MEYEHHyI0 yriepoaoM ‘C B mHONOKeHMH 3,
WHKYOMpOBAJIM B aHA’pOOHBIX YCIOBHSIX B OECKIETOYHOM roMorerare mnedyeHu. B
KaKUX MOJIOKEHHUAX OyaeT comepxath *C 0Opa3oBaBIIMiics TaKTaT?

2. Hanmmure cymMMapHOe ypaBHEHHUE TpeBpatnenus 3-1*C-ppykro30-6-pocdara
B NHpyBaT B KJeTKax medyeHu. Kakue yriepogHele aTOMbl MNPOAYKTa OYAyT
MEUYEHHBIMU?

3. Kak BbIOpaTh U3 JBYX BO3MOKHBIX IMyTEH OKUCICHUS TJIFOKO3bI, €CIIM UMEIOTCS
mMeueHHble 110 C-1 u o C-6 coenuHeHus?

4. Jlna cuHTE3a IIII0KO3bI B IeYeHH Heo0XoauM (pochoenonnupysat. OnHaKo ero
oOpa3oBaHUE B MEUYECHU OKaxeTcs HedIPPeKTUBHBIM, eciik hochoeHOITUPYBAT OyIeT
nedocdoprinpoBarbes Mo ACHCTBUEM NMUPYBATKMHA3BI C 00Opa30BaHUEM IHUpYyBaTa.
Kak n3bexatrp 3Toro xosnocroro nukia? [loyemy 3TOT MEXaHU3M HE MOAXOAMUT JJIS
MBIIIIIT?

5. KakoBa cynp0a MeTKH, €clid B I[IUKJIe TPUKAPOOHOBBIX KUCIOT MOABEPIrartoTCs
IPEBPAIIEHUAM CIEMYIONIME COSAUHEHNS, MEYEeHHEIE yriaepogoM C:

a) 1-¥*C-nupysar;

6) 2-*C-tmpysar;

B) 3-1*C-nupysar;

r) 1-C-anetnnCoA;

1) TII0K030-6-hocdat, meuennsiit mo C-1?

U3 kakux cyOCTpaToB MOCIIe OQHOrO LKKIa Oyaer o6pasoBbiBaThes “4CO,?

6. [Ipy W3y4eHWM TKAHEBOTO JbIXaHWs MBI N VItro, wucciuemoBarenn
UCIONIb30BAJIM B KadecTBe cyOcTpaTa OKHCIEHUs CyKUMHATr. JlomonHuTenbHOE
N00aBJIeHNUE B 3Ty Cpey MAJIOHOBOM KHUCIIOTHI MPEKpAaIlajo MOrJIOMEeHne KUCIOpoaa
U B Cpe/ie HaKaIuIMBaJICid MPOMEXKYTOUHBIM MeTaboauT nukia Kpedca. OTBeThTE Ha
BOTIPOCHI:

a) KaKoBa MPUYMHA OCTAHOBKH JIIXaHUS?

0) BO3MOKHO JIM CHATH BbI3BAHHOE MaJIOHATOM UHTHOMpPOBaHUE?

B) €CJIM Jia, TO KaKuM oOpazom?

2.7. MeTa00,143M JIUNUI0B

1. Ckonmbko wmonekyn AT® obOpasyercs (C ydyeToM TMOJTHOTO OKHCICHHS
MeTabonuToB B nukie Kpebdca) mpu coBmectHOM [-okucnenuu naypuHoBor (Ciz) u
onennoBoit (Cig A%)?

2. Cxonpko Mosib HAJIOH HE0O0X0aMMO 171 CMHTE3a MaIbMUATHHOBOM KUCIOTHI?
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3. Cxombko MoJteKy aneTuii-KoA Heo0X0 1Mo JTsl CHHTE3a TAIbMUTOJIEHHOBOM
KHUCJIOTHI?

4. Ecnu npexaensHas H-HoHaHOBas kuciota CgH17COO", cogepxaras 14C-M6TKy
B MTOJIOKEHUU 7, OKUCISIETCS B YCIOBUSIX (DYHKIIMOHUPOBAHUS IIUKIIA TPUKAPOOHOBBIX
KHUCIIOT, TO KaKMe M3 aTOMOB YIJiepoja CJICAYIOIIUX MPOMEKYTOUHBIX MPOAYKTOB
OKa)KyTCS MEUCHHBIMU:

a) SSHTApPHOM KUCJIOTHI;

0) aBETMBO-YKCYCHON KHCIIOTHI;

B) 0.-KETOTJTyTaApOBOI KUCIOTHI?

5. JIByokucs yriepona - o0s3aTebHBIA YIaCTHUK OMOCHHTE3a YKUPHBIX KHUCIIOT.
OObscHuTe, B ueM 3akiovaerca crneuuduueckas ponp CO,? byger mu
NMaJIbMUTHHOBAS KUCI0Ta, 0Opa30BaHHAsI TIPU WHKYOAIlMd PACcTBOPUMOMN (PpakIuu ¢
14CO, u apyruMu KOMIIOHEHTAMH, HEOOXOAMMBIMH ISl OMOCHHTE3a KUPHBIX KHUCIIOT,
conepxath *C? Jlokaxkwure.

6. Jlu"eTon — mpenapar, MOJIy4aeMbld M3 JIbHSHOTO Macia, COJIEPKUT CMECH
ATUJIOBBIX 3(DUPOB, HEHACKIIICHHBIX KUPHBIX KUCIOT: 0JIenHOBOH (15%), nuHONEBOM
(15%) u nunonenoBoi (57%), IPUMEHSIOT BHYTPb Il TPOMOUIAKTUKU U JICUYCHUS
aTEpPOCKIIEPO3a U HAPYKHO MPU 0KOTaxX U JIYUEBBIX NOPAKEHUAX KOKU. [I[pumeHeHune
JIMHETOJIa TIPU aTEPOCKIIEPO3€ OCHOBAHO HA JIAHHBIX O OJIATOMPUATHOM BIIUSHUU
HEHACBIIIEHHBIX JKUPHBIX KHCIIOT HA OOMEH JIMMHUI0B U OCJIKOB.

CHj3(CH,);CH=CH(CH,);COOH OJICMHOBAs
CH3(CHy)s-(CH,CH=CH),(CH,),COOH JUHOJIEBAs
CH3(CH,CH=CH)3(CH,);COOH JIUHOJICHOBAS
CH3(CH2)4(CH=CHCH2)4(CH2)2COOH apaxuJa0HOBasd

7. DKCIEpUMEHTAIbHO ~ TIOKa3aHO, YTO THTAHWE JKUBOTHBIX  IKUPAMH,
COZEPKAIIMMH OOJBIIIOE KOJIMYECTBO HACHIIMIEHHBIX YXUPHBIX KHUCIOT, IPUBOIUT K
HOSIBJICHUIO TUIIEPXOJIUCTEPUHEMUM; IPUMEHEHHE K€ C MUILEH paCTUTENIbHBIX Macel,
coJepKaux 0O0JIbIIOE KOJMYECTBO HEHACHIILIEHHBIX KUPHBIX KUCIOT, CIOCOOCTBYET
CHIDKEHHUIO XOJMCTEPUHA B KPOBU. DTUIIOBbIE 3(PUPBI KUCIIOT JILHSHOTO Maciia B BUJIE
npernapaTa JIMHETOJIa OKa3blBalOT TaKoe K€ JEHCTBUE, KaK KHUCIOThl, HO HMEIOT
Jy4IlI€ OTPAHOJIEITUYECKUE CBOMCTBA M JIy4Ille MEPEHOCITCS MpH UIUTEIbHOM
npuMmeHeHuu. WM3o00pasute cxemy OHMOXMMHYECKMX TIPOIIECCOB, B KOTOPBIX
OPUHUMAIOT Y4acTHE KOMIIOHEHTHI JIMHETOJIa (C yKa3aHHEM BCEX MEXaHU3MOB U
Ha3BaHuM  ¢epmentoB). Iloacuwuraiite, kakoe konuyectBo ATD Oyxer
CUHTE3UPOBATHCSA MPH YIOTpeOaeHuu 1 Moib JIMHETONA.

8. B skcnepuMeHTe HMCIOJB30BAIM Mpenapar, coiepkauui Bce (epMeHTHl U
KO(aKTOphl, HEOOXOAWMBIE [Isl CHHTE3a KUPHOM KHUCIOTHI M3 areTwi-KoA wu
majgoHnui-KoA. IlocraBnensl ABa BapuaHTa 3KcnepuMeHTOB. CKOJIBKO aTOMOB
neiTepust (TSHKEIOro M30TOMa BOJOPO/AA) BKIIOYHUTCS B MOJICKYITY MaJbMATHHOBOU
KHUCJIOTBI, €CJIM: a) B KayecTBE CyOCTpaTOB HCIOJb30BaIM MEUYEHBIN JedTepreM
anetnn-KoA ( CD3CO-S-KoA) u u3bpiTok HemedeHoro MajnoHmiI-KoA. B kakux
MOJIOKEHUSX OYyJeT HaXOIUThCs MeTKa? 0) B KadecTBe CyOCTpaTOB HCIIOIH30BATh
HeMeueHbI aneTmi-KoA u meuensiit aeiitepuem manonui-KoA (HOOC-CD,-CO-S-
KoA). B kakux mnonoxeHusx Oyaer HaxoauTbcs MeTka? Hamuimure ypaBHEHUs
pEaKIUi.
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2.8. BzaumocBs3b MeTadon3ma. buosHepreruxka.

1. ITocne 24 yacoB rUIpoOJIKM3a 3aMachl IIIMKOT€HA B MEUYEHU UCTOIAIOTCS, HO B
OpraHu3Me UMEIOTCsS OOJIbIlIME 3amachl KUPOB. 3adyeM IpPHU TOJIOJAaHUU MPOTEKAET
npoliecc TIIIOKOHEOreHe3a, €CIM B OpPraHu3Me €CTh MPAaKTHYEeCKH Oe3rpaHuyHbIC
3amacel aneTwi-CoA (M3 JKUPHBIX KHCIJIOT), KOTOPBIX BIIOJIHE XBaraer s
MIPOU3BOJICTBA YPHEPTUU?

2. Cxonpko Monekyn AT® obpazyercs npu nojsHoM okucienuu 10 COz u HoO
CIIEIYIOIUX COCAUHEHUHN (CUMTalTE MPHU 3TOM, UYTO peYb UAET O KJIETKAaX INEYECHH,
MOYEK WJTU CepAla):

a) pochoenonmupynara;

0) anetrii-CoA;

B) nuruapokcuaietrondocdara;

I') DJIMIEPUHA;

1) TUpyBaTa;

¢) NADH;

K) ¢ppykTo30-1,6-mudocdara;

3) TJIFOKO3bI?

3. HememsieHHOE BBEI€HHE HUTPUTA OKA3bIBAET OYEHb 3PPEKTUBHOE JiIedeOHOE
JEWCTBUE TIPU OTPABIICHUM IIMaHUJIOM. KakoBa OCHOBa JEHCTBHUS ITOTO aHTUAOTA?
(IToncka3ka: HUTPUT OKUCHSAET (GEeppOreMorioOnH B (heppuUreMoriioonH).

4. Ilpu BbIACIEHUH MUTOXOHIPUI U UCIIOJIb30BAHUU UX JIJISl U3YUYEHUSI CKOPOCTH
OKUCHUTENBbHOTO  QocopunupoBanuss K OypepHO cHuCTeMe, coaepKalen
okucisiemsiit cyocrpat, AP u HzPOa, 00b14HO 100aBISAIOT HEOOJIBIIOE KOJTUYECTBO
yucToro nutoxpoma C, BBIIEIEHHOTO U3 JIF0OOT0 HCTOYHHKA.

5. [Touemy HEOOXOUMO AOOABISITH IIATOXPOM C M MOYEMY €ro HE 00s13aTeJIbHO
BBIJICJISATh U3 TOTO K€ UICTOYHHMKA, YTO K MUTOXOHJIPUU?

6. [Ipu nobGaBieHWHM K CYCNEH3UM MUTOXOHJAPUNA H30LUTpaTa CKOPOCTb
MOTJIONICHUS KHUCIopoaa yBenumuuBaeTcs. [Ipu moGaBieHuMM MajmoHaTa KOJIUYECTBO
noTpedisieMoro Kuciopoja cHiwkaetcs. [louemy mpexpamaercs noriomenue 027
OOBsICHUTE PE3yNbTAThl SKCIIEPUMEHTA, JJI1 YeTO HAMUIIUTE PEAKIIMU U OTBETHTE Ha
BOIIPOCHI:

a) KaKOW TPOMEKYTOYHBIN MPOAYKT HAKATUTMBAETCS U TIOUeMy?

0) KakuM 00pa30M MOKHO BOCCTAHOBUTH CKOPOCTb JIbIXaHUS?

7. B nHKyOalMOHHYIO Cpelly ¢ U30JIMPOBAHHBIMA MUTOXOHAPUSIMH JTOOABIISIIN
AJI®. Kak 3TO MOBIMSET Ha CKOPOCTh MOTJIOLICHUSI KUCIOPOAa MUTOXOHAPHUSIMHU?
OObsicHUTEe, Kak BIMSAET TMOBbINIEHHE KOHLEeHTpauuu AJI® Ha CKOpOCTh 3THUX
MpOLECCOB?

8. B muroxonnpumn okucisercs 30 monexyn HAJ[H. Teoperuueckuili BBIXOI:
P/O=2.5 octymHo Tonbko 50 monekyn AJID. Ckopocts cunte3a ATD onuckiBaeTcs
otHomeHueM AJI®/(AJD+Kn), rne Ky = 10 Mmonexyn (ycoBHas €IMHULIA).

Haiinutre MmakcumManbHO BO3MOKHBIN BbIx0J AT® npu 1aHHOM OTpaHUYEHUH.

UTO mpoUCXOaUT C MEKTpOHAMH U TToTpedeHremM Oy Mpu HU3KOM COJIEPKAHUU
AJlD?
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3. PA3JIEJI KOHTPOJISI SHAHUI

3.1. Bonipochl k 3a4eTy

1. CTpyKTypHBIE THIIBI OMOTEHHBIX AMHUHOKHCIIOT: aMUHOKAPOOKCUKUCIIOTHI (0t
aMUHOKHUCIOTHI, D- u L-u3omepsl; B-anaHuH, Y aMUHOMACISIHAS KUCIIOTa) U IpyTUe
(aMmuHOCYTH(OKHUCIIOTA TAypUH, Tapa-aMUHOOEH30MHas KucioTa). X HOMeHKIaTypa
(o1HO- 1 TpeX-OyKBEHHBIE COKpallleHHbIe 0003HaueHus ). Kiaccudukaus no Gusznko-
XUMHUYECKUM CBOMCTBaM (ruapodoOHOCTh, CYMMApHBIN 3apsij], XUMUYECKas MpUpoia
OOKOBBIX PaJIUKaJIOR).

2. buonornyeckue GyHKIMM aMUHOKUCIOT (CTPYKTYpPHBbIE KOMITOHEHTHI
NENTUA0B U OEJKOB, CTPYKTYpHbIE KOMIIOHEHTHl MPUPOJHBIX COCIUHEHUMN
HEeMeNTUAHON pupobl (KopepMmeHT A, pochOoTUIUIICEPHH), CUTHAIBHBIC MOJICKYJIbI
WA UX TIPEIIIECTBEHHUKH, NICTOYHHUKH YTIIepoa U a30Ta JJisi OMOCHHTE3a Pa3IMuHbIX
coequHennii).  [IporenHOreHHBIE W HEMPOTEHMHOTCHHBIE  AMUHOKHCIIOTHI.
HezaMeHnMble 1 3aMEHUMBIE TSI MIEKOTMUTAIOIINX AMHHOKHUCIIOTHI.

3. Ilpumeps! mpeBpalieHusi aMUHOKUCIIOT B OPraHU3ME MIICKOITUTAIOIINX.

4. KauyecTBEeHHBIC peaKIIM1 HA aMUHOKHCIIOTHI.

5. MeTtoapl KOTMYECTBEHHOTO OMpeAeIeHUs] aMUHOKUCIOT. OCHOBHBIE METO/IBI
pa3feneHuss aMHHOKUCIIOT: BBICOKOBOJIBTHBIM  3neKTpodope3, xpomaTtorpadus
(OymaxHasi, TOHKOCIIOMHAas1, noHooOMeHHas1, | X-MC ¢ nepuBartuzaiueil).

6. OO6mias cTpykrypa nenTuaoB u OenkoB. Kpurepuu oTauuusi menTUIOB OT
oenkoB (MoJekysipHas Macca < 10 kJ{a 1M 4ucao aMMHOKUCIIOTHBIX OCTATKOB B LIETIH
< 50). [lenTuaHas (amuaHast) CBSI3b U €€ Me3oMepus (Pe30HaHCHAs! CTaOUII3AIIHS ).

7. buonornyeckue (QPyHKIIMU TENTUAOB: MENTUIHBIE TOPMOHBI (Ba30MPECCHH,
OKCHUTOIIMH, aHTHOTEH3WHBI ), HEUPOTIETHIbI, SHKE(DATUHBI, SHAOP(OUHBI.

8. Ilpumepsl WCMONB30BaHWE TENTHIOB B KayecTBE JICKAPCTBEHHBIX
IpenapaToB.

9. benku. UeTbipe ypoBHS OpraHU3aIlH CTPYKTYp OCIIKOB.

10. YcraHoBIIeHHS TIEPBUYHON CTPYKTYPHI OeIKa.

11. BropuuHass cTpykTypa Oenka. Aunbda-cnupaib U 0O€Ta-ciiou, MNEeTIIH.
YcToiunBbIe COUYETaHUSI TUIIOB BTOPUYHON CTPYKTYPHI (CYIIEpBTOPHUYHASI CTPYKTypa
0enkoB): B-00uoHOK (B-OapabaH), «o-ciupalib - B-MOBOPOT - O-CIIUPAIIBY, KITUHKOBBIC
NAJBIBDY, «JICHITUHOBAS MOTHUS.

12. Tpernunas cTpyKTypa Oernka.

13. YerBepTuunas ctpykTypa. [Ipumepsl OeIKOB C YeTBEPTUYHOM CTPYKTYpOH.

14. Cnoxubie Oenku. [Ipoctetmdeckass rpymma. OOmas XapakTEepPUCTHKA
OCHOBHBIX KJIACCOB CJIOXKHBIX OenkoB. [JHMKOMPOTEMHBI ¥ MPOTEOTJIMKAHBI.
Jlunioniporennsl. Hykneonporennsl. Meraminonporentsl. CeleHONPOTEUHBI.

15. Jlenatyparusi  OenkoB:  ompeneneHue, MexaHusmbl. OOpatumas U
HeoOpatumMas aeHarypanus. Ousndeckne 1 XUMUYECKHE ACHATYpUPYIOIINE (PaKTOPHI.
Penaryparnus u peHaTuBarus.

16. 'maponutuyeckue W HETUIPOJUTHYECKHE MOAM(PUKALMK OENKOB U
TN THIOB.

17. Metoabl BeIAEIEHNSA U OYUCTKHU OeIKoB. O0111asa cxeMa BhIIEJIeHUS OEIIKOB U3
KIeTOK W TkaHed. [‘omorenumsamms. Xpomatorpadus. Inexrpodopes. umamus.
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CenumeHTallMOHHBIE ~ METOABL.  YubTpadunbrpanus. AQQuUHHBIE  METOIBL
MMMyHOXUMHYECKHUE TTOAXO0/bI K BBIICICHUIO U aHAIHU3Y OETIKOB.
18. Omnpenenenne aMUHOKHMCIOTHOTO COCTaBa NENTHUIOB U MOCIE0BATEIbHOCTH
AMHHOKHCIIOT B ENTUAX (XUMHUYECKOE CEKBEHUPOBAHHUE U MACC-CIIEKTPOMETPHS).
19. KomnbroTepHbIE aIrOPUTMbI CpaBHEHUS NEPBUYHBIX CTPYKTYp MENTHIOB H
OEJIKOB.

20. MeToibt W3y4YCHHUS IPOCTPAHCTBEHHOIO CTPOCHUS OEJIKOB:
PEHTIEHOCTPYKTYPHBIA aHalu3, HEWTpoHHas Audpakius, MHoromepHas AMP-
CIIEKTPOCKOIIHSI.

21. ®epMeHTHI (FH3UMBI) KaK KaTalnu3aTopbl O€IKoBOW mpupoabl. OcoOeHHOCTH
neiicTBusl (hepMEHTOB: BBICOKask 3(PPEKTUBHOCTD, CIEUU(PUIHOCTD, MATKHUE YCIOBUSA
IPOTEKaHUsl PeaklUu, CIOCOOHOCTh K peryisiuuu. KomudecTBeHHOE oOIpeneieHue
(epMEeHTaTUBHON aKTUBHOCTH (10 yObUIM cyOcTpaTa M IO HapacTaHWIO MPOAYKTA),
CIIOCOOBI €€ BHIpaKCHHUSI.

22. MexayHapoaHast Kiaccuukanus bepMeHTOB (KD). Oo6mas
XapaKTEepUCTUKa OCHOBHBIX KJIACCOB (PEPMEHTOB: OKCHIOPEAYKTa3bl, TpaHc(hepassbl,
T'UJIpOJIa3bl, JIMa3bl, U30Mepasbl, JInra3bl (CMHTa3bl). CHCTEMaTHUECKOE U TPUBUAIILHOE
Ha3zBaHue dpepmenTa. M3opepmMeHTHI.

23. OcHOBHbIE TIOHATHS (epMEHTATUBHOro Kartainusa. OOmmil MexaHUu3M
(depMEeHTaTUBHOTO Karainu3a. MHOTrocTaiuiHOCTh (EPMEHTATUBHON peakuuu u
mocieoBaTeIbHbIE dTanbl KaTanuza: PepMeHT-CyOCTpaTHbIM KomIuiekc. Mopaenu
B3aUMOJICUCTBUSL cyOcTpaTa ¢ (DEPMEHTOM: «KIHOY-3aMOK» W «HUHAYLIUPOBAHHOTO
COOTBETCTBUS». AKTHUBHBIA IEHTp (¢epMeHTa, €ro cyOcTpaT-CBA3BIBAIOIIMN U
KATAJIMTUYECKUNA Y4aCTKH, 0Opa30BaHHWE HA YPOBHE TPETHUYHOM WJIM YETBEPTUUHOU
CTPYKTYPBHI.

24. BausiHue KOHIEHTpauuu ¢epMeHTa, KOHIEeHTpamuu cyOctpara, pH wu
TEMIEpaTypbl cpeAbl Ha CKOpocTh (EepMEHTATHBHOM peakuud. Mogenb
dbepMeHTaTUBHOTO KaTaiau3a Muxasmuca - MeHTeH. MakcumanabHas CKOPOCTh
dbepmenTatuBHOM peakiuu (Vmax) u koHctanta Muxasmuca (Km). CrocoOsl ux
omnpeneneHus: rpadpuyeckuii (runepoonnyeckuii rpaduk, meton Jlalinuysepa - bepka,
meroa Unu-Xodcern). CurmoniHas KWHETHYECKAsE KpUBasi, MOJIENb XHILIA.

25. [Ipumepsl MEXaHHU3MOB KaTaJn3a peakuui dbepmeHTamu,
GYHKIUOHUPYIOIUME ¢ ydacTueM KodakTopoB. IIpumepbl MeXaHU3MOB KaTalu3a
dhepMeHTaMU

26. [Ipumepsl  (epMEHTOB, HCIHOJB3YEMbIX B KayeCTBE JIEKapCTBEHHBIX
npenaparoB, 3aMECTUTEIbHAS Tepamusl.

27. Uarubutopsl pepmentoB. OOpaTuMble 1 HEOOpATUMbIE UHTUOUTOPHL. THIIBI
oOpatumoro uHrHOupoBaHusi. KuHeTHka WHTHOMpPOBaHUS, MOHATHE O KaXKylIeHcs
KOHCTaHTE€ HMHruOupoBaHus. KOHKypeHTHOe WHIHMOMpOBaHUE: aHAOrW cyOcTpara,
aHaJIoru NIEPEXOIHOTO COCTOSIHUS. HekoHKypeHTHOE UHTHOMPOBaHUE.
beckonkypentHoe wuHrnOupoBanue. Kunetnku wuHrnHOupoBanus. I[lonstue o
KaXymieicss KoHcTaHTe Muxasmuca. Tumbl HeEoOpaTUMOTO HMHTHOMPOBAHMS.
Moaudunupyromme peareHTbl U CyHIUIHbIE CyOCTpaThl.

28. A30THCTbIE OCHOBaHUS, HYKJICO3UAbl U HYKJICOTHU]IbI: CTPOCHUE, TPUHIIUIIBI
KJacCU(pUKaluu, HOMEHKJIaTypa, Ouosiornyeckas pojib. BHOCHHTE3 MypHHOBBIX U
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MAPUMUIMHOBBIX a30TUCTBHIX OCHOBaHUM. [IyTh MOBTOpHOro OMOCHHTE3a OCHOBAHUIA
13 KaTaOOJIUTOB («ITyTh CIIACEHUS).

29. IHK, ee nokanuzanus B KieTke U Ouosorumueckas GyHkius. [lepBuunas
ctpykrypa JHK. Bropuunas  crpykrtypa JHK.  AnTunapamienbHOCTb.
Cynepcnupanusanus. Jlenarypanus u penaruanusa JJHK.

30. benku-pakTopbl TPAHCKPUIILNH, <WICUIIMHOBBIE MOJIHUM» M «IUHKOBBIC
HaIbIbD).

31. 'uctonbl. Ponb THCTOHOB B (QopMupoBaHuu HykJeocoM. KoBanmeHTHas
Monudukamms OENKOB Kjacca THCTOHOB M €€ pPOJib B PETrYyJSIUU CTPYKTYphl U
AKTUBHOCTU XpOMAaTHHA.

32. Perumukanumst JIHK. Ob1iue npuHIUIEL

33. I'en kak ¢ynkmumonanbHas equauna JIHK. 'enetndeckuit kon. Ilonstue o
reHome. OCOOEHHOCTM OpraHu3aluy IeHOMa 3YKapHuoT, MPOMOTOPBI, OINEpPaTOpHI,
SHXAHCEPHI U CAlIIEHCEPHI.

34. PHK. PuGocomusie, tpancroptHeie u maTpuunble PHK, ux nepsuunas,
BTOpUYHas U TpetuyHasi cTpyktypsl. Tunsl PHK: marpuunas (MPHK), Tpancniopthas
(TPHK), prGo3umsi.

35. [lepenaua xoma JHK na PHK (6Gumocunte3 PHK wnmm Tpanckpumiims).
[TocTTpanckpunionnas moaudukaius paznuaabix kiaccoB PHK, co3pesanune PHK.
Cmnaticunur  MPHK, wunTpoHst u  9k30HBL.  KommpoBanue, oOpa3zoBaHue
MOJINAJIEHUIIOBOTO XBOCTA, AJIKUWIMPOBAHNE HYKJIECOTH IOB.

36. [lonmumepasHas emHasT peaKIusl.

37. Ilepenaua (tpancisaus) koma MPHK Ha OenkoByro mociiemoBaTeIbHOCTD.
KooHbI: MHULIMUPYIOUTUE, KOAUPYIOIIUE U CTOM- (HOH-CEHC) KOJOHBI.

38. Monocaxapuapl.  AmmHOcaxapa.  Onwmrocaxapuasl.  IlomurnwkaHsl.
I'erepornukansl. [Iporeornukansl. [ TMKO3aMUHOTIMKAHBI.

39. I'mukonu3: 6uongoruyeckas poiab. JHepreTudeckuil 3QPexT rmKoIn3a mpu
HAJIMYUA U B OTCYTCTBUE COMPSDKCHUS TJIMKOIU3a ¢ (PYHKIIMOHUPOBAHUEM CHCTEMbI
OKHUCIHUTENBHOTO (pochopunmpoBaHus.

40. Ctpoenne u Ouosiorndyeckue (YHKIMUA BBICHIMX SKHUPHBIX  KHCIOT.
He3zamenumbie Bbicmme xupHble KuciaoThl (BXKK). Mera6omusm BIXKK. Oramsi
katabonmu3ma BIXKK. AxruBamms BXKK, crpoenue, cBoiicTBa m MeXaHM3M JCHCTBHS
armui-KoA-cunrerassl. Mexanusm  Tpancmopta anui-KoA dgepe3 MemOpaHy
MUTOXOHAPUM, KAPHUTHH U allJIKAPHUTUHTpaHCPepasbl.

41. MUTOXOHJIpHAIBHOE U MEPOKCUCOMANTBHOE [-OKUCIEHUS KUPHBIX KHUCIOT.
42. DIK03aHOUIBI: TUIIBI U OMOJOTHYECKUE (DYHKITUH.

42. XonecTepuH: XUMUYECKOE CTPOEHUE, PYHKIIUHU, MPUHIIMIIBI KJIacCU(UKAIUH.
[yt mnocTyruieHusi, MCIOJB30BAHMUS M BBIBEICHUSI XoJieCTepuHa. buocuHTes
XOJIECTEpUHA, €ro JTalbl, MOCIEAOBATeIbHOCTh PEAKIMi, XapaKTepUCTUKA
dbepmenToB. IHrHOMTOpPHI OMOCHHTE3a X0JIECTEpHHA KaK JICKAPCTBEHHBIE MTPENapaThl.

43. xonectepuHa U UuX Ouojormdyeckue QyHKIUH. JKeauHble KHCIOTHI:
XUMUYECKOE CTpOCHHUE, KiaccHuduKaims, OWOCHUHTE3, pPOJb >KETYHBIX KHUCIOT B
NEepEeBApPUBAHUM W BCAaChlBAaHUU KUPOB. CTEpOUIIHBIE TOPMOHBI: CTPOCHHUE,
HOoMeHKatypa. ®epmenTsl 6rocuHTe3a. OKCUCTEPOIIBI.
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44. ®ochomunuael  (rmuuepodochomunuasl U chuHrodochoIUIUIb):
(bYHKIUS, OCHOBHBIE TIPUHITUIIBI CTPOSHUS, PU3UKO-XUMHUYIECKHE CBOMCTRA.

45, Tpuanuiranmepoasl U A(QUPBI  CTEPUHOB: CTPOCHHUE, OMOJOTHYECKHE
(GYHKITNH, TOKAJIM3aIHs B OpTaHU3ME.

46. OxucnurenbHoe GhochopuiimpoBaHuE

47. Iukn Kpeboca

3.2. TecTsbl AJ51 CAMOKOHTPOJISI

3.2.1. AMHHOKHCJIOTHI U 0€eJIKH

Bapwuanr 1.

1. benku — OUOMONIMMEPHI, MOHOMEpPaMHU KOTOPBIX SBJISIFOTCS:

a) KapOOHOBBIE KUCIIOTHI,

0) aMUHBI,

B) J-aMHHOKHUCIIOTHI;

') 0-aMHUHOKHCJIOTHI,

1) aMUJIbl KapOOHOBBIX KUCJIOT.

2. B 6enkax aMMHOKHUCIIOTHBIE OCTATKU CBSI3aHbI MEKTy COOOM:

a) CII0)KHOA(UPHBIMU CBS3SIMU;

0) BOJIOPOJTHBIMHU CBSI3SIMU;

B) MENITHIHBIMU CBA3SIMH;

I') aHTUAPUTHBIMU CBSI3SIMU;

1) TIIMKO3UTHBIMU CBS3SIMU.

3. K OCHOBHBIM aMHHOKHUCJIOTaM OTHOCSITCSI:

a) aJIaHWH;

0) IM3UH;

B) TUPO3HH;

T') IIyTaMUH,;

1) Tpuntogax.

4. K KUCJIBIM aMUHOKHCIIOTAM OTHOCUTCS

a) JICUIINH;

0) LIUCTEUH;

B) acliaparnHoOBasi KUCIIOTa;

') TPCOHHUH,;

1) BaJIMH.

5. B U303J1€KTPUYECKON TOUKE MEMTUIBI UMEIOT:

a) OTPULIATENIbHBIN 3apsi;

0) MOJOXKUTEIBHBIN 3apsiI;

B) HYJICBOU 3apsi/l.

6. YCIOBHBIN 3apsi/l TU3UITIMIUAIIIPOIUITPEOHNHA B KUCJION CPEIE PABEH:

a)0;0)2+;B)1+;1)27, 1) 1.

7. Mexay ocTaTKaMu TPEOHWHA W TUIyTaMHHa NMpU (GOPMUPOBAHUU TPETUUHOU
CTPYKTYpHI O€JIKa BOSHUKAET: a) HIOHHAS CBsA3b; 0) BOJOPOIHAS CBS3b; B) KOBAJECHTHAS
CBSI3b.
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Bapuanr 2

1. Benku — GuonoaumMepsl, MOHOMEPAMU KOTOPBIX SIBIISIOTCS:

a) KapOOHOBBIC KUCIIOTHI;

0) aMHUHBI;

B) -aMHUHOKHCIIOTHI;

I') 0-aMUHOKUCIIOTBI;

J1) aMHUJIbI KApOOHOBBIX KUCIIOT.

2. B 6enkax aMMHOKHUCIIOTHBIE OCTATKU CBSI3aHbI MEKTy COOOM:

a) CI0XKHO3(UPHBIMU CBS3SIMHU;

0) BOJIOPOJIHBIMHU CBSI3SIMU;

B) IENITUAHBIMH CBSI3SIMU;

T') aHTUIPHUIHBIMU CBS3SIMU;

1) TIUKO3HUTHBIMU CBSI3SIMU.

3. K 0OCHOBHBIM aMUHOKHUCIIOTaM OTHOCSITCS:

a) aJIaHWH;

0) IU3uH;

B) TUPO3UH,;

I') TIyTaMUH;

1) Tpunrodax.

4. K xucnpIiM aMUHOKHUCIIOTaM OTHOCHUTCS:

a) JCHIINH;

0) mucTenH;

B) acriaparvuHoBas KUCIIOTa;

') TPEOHUH;

1) BaJIMH.

5. B U3021EKTPUYECKON TOUKE MENTUBI UMEIOT:

a) OTpUIIATEIIbHBIN 3apsi;

0) MOJOXKUTEIBHBIN 3apsI;

B) HYJIEBOU 3aps/I.

6. Y CII0BHBIN 3apsij JIU3WITIIULMIPOIWITPEOHUHA B KUCIION CPEAE PABEH:

a)0;0)2+;B) 1+ 1) 27, m)1".

7. Mexy ocTaTkaMy TPEOHMHA W TIyTaMUHA MpU (GOPMUPOBAHUU TPETUUHOU
CTPYKTYpBI O€JIKa BO3HUKAET: a) HOHHAS CBS3b; 0) BOJAOPO/IHAS CBSI3b; B) KOBAJICHTHAS
CBSI3b.

8. K monoxurenpHO 3apsskeHHBIM TTpu PH 7 aMUHOKHCIIOTaM OTHOCSITCS:

a) aJlaHuH;

0) IM3uH;

B) TUPO3UH;

I') [JIyTaMUH;

1) Tpuntodax.

3.2.2. OCHOBBI JH3UMHOJIOTHH

1. AGcomroTHas cieru@UIHOCTD — ATO CIIOCOOHOCTH (hepPMEHTA KaTaJu3upPOBaTh:
a) IpeBpaIlecHUE BEIIECTB C OJTHAM THIIOM XUMHUYECKOH CBS3H

0) mpeBpaIlIeHnue CTEPECOMEPOB
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B) MpeBpalleHre TOIbKO OJHOTO cyOcTpaTa

r') IpeBpalleHe TOIbKO ABYX CyOCTpaTOB

2. Yyactok MoJekyn (epMmeHTta, 00eCleyuBaOMIMM  HEMOCPEICTBEHHOE
B3aMMOJIEUCTBHE C CYOCTPATOM U MPSIMOE YHYACTHE B aKTE KaTajau3a, Ha3bIBACTCS:

a) KaTAIUTUYEKUM LIECHTPOM

0) aKTUBHBIM IICHTPOM

B) CyOCTpaTHBIM IIECHTPOM

I') AJUI0OCTEPUYECKUM LIEHTPOM

3. MoHOMepHBIMU (OTHOKOMIIOHECHTHBIMH) (DEPMEHTAMU SIBJISTFOTCSI:

a) TIeTICUH

0) IeruporeHassbl

B) TpaHcdepassl

r) ¢pocdarasza

4. MexxnynapoaHas pepMeHTaTUBHAs equHUIA | KaTan — KOJTU4ecTBO (hepMeHTa,
KOTOpO€ 00€eCIeunBaeT MpeBpalleHue:

a) 1r cyocTpara B 1 cek

0) 1 monb cyOcTparta B 1 cex

B) |1 r cyOcTpata B 1 yac

r) 1 moib mposykTa B 1 yac

5. MOHOOKCHUTIeHa3bl OTHOCSTCA K KJIacCy:

a) TUJIPOJIa3bl

0) OKCUIOPETYKTa3bl

B) U30M€pa3bl

T) JIUTa3bl

6. B coctaB amuHOTpaHcdepa3 BXOAUT KODEPMEHT:

a) DAJL

06) HAL

B) mupuaokcanbdocdar

r) THaMuHIIpodochat

7. B ocHOBy npuHATOMN Kiaccuduxanuu GepMeHTOB MOJIOKEH:

a) XapakTep CBs3eil

0) TUT KaTaJM3UPyEeMOU peaKInu

B) TUT cyOcTpaTa

I') MEXaHU3M JIeUCTBUS epMeHTa

8. depMeHTHI, KaTATM3UPYIOUINE pEaKIWW pa3pblBa CBA3CH WM pPEaKIuu
OTIICTVICHUS PA3IMYHBIX TPYII OT CyOCTpaToB O€3 y4acTHsI BOJIBI:

a) JINTa3bl

0) n3omMepasbl

B) JIMA3bI

T') TUIPOJIa3bl

10. ®epMeHT amua3a TUAPOIU3YET CBS3U:

a) CIIO)KHOA(UPHBIE

0) menTUIHBIC

B) 0, | ->6-TIIMKO3UIHBIE

r) o, 1 —4-rmmKo3uaHbIe
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3.2.3. HyknennoBblie ocHoBanus, /IHK n PHK

1. Penmnkarus — 3To

a) [Iponecc aeneHus KIETKU

0) IIponiecc cuaTe3a Oenka

B) [Iponecc cuntesza PHK

r) [Iponiecc cuntesa JIHK.

2. Perumukarnust mpoOMCXOIUT CIEAYIOMUM 00pa3oM:

a) Ha xaxnoi nenu matepunckoit JJTHK noctpauBaercs qouepHsis

0) JIHK pa3pesaercs Ha HEOOIBIINE OTPE3KU U CIIMBACTCS B ABE MOJIEKYJIbI.
B) HoBas monekyna JIHK cunTe3npyetcs 3aHOBO 1O MaTpulle Oeka.

r) Hosas monekyna JJHK cuntezupyercs 3anoBo no marpune TPHK.

3. IHK u PHK oTau4arorcs

a) [1o komm4yecTBy aTOMOB yIJIepojia B caxape

0) [1o nonoxxenuto hochoandPUpHON CBI3U

B) PHK He umeeT cinpann30BaHHBIX Y4aCTKOB

r) ITo cocTaBy a30THUCTBIX OCHOBAaHUM

n) Ilo nanuuuto docdara

4. Ypauusa He COAECPKUTCS B:

a) u-PHK

6) T-PHK

B) p-PHK

r) JJHK

5. TpaHckpunus — 310

a) I[Iporiecc nenenus KIeTKu

0) [Ipouecc cunresa Oenka

B) [Ipouecc cunresa u-PHK

r) [Iponecc cunresa JTHK.

6. u-PHK (ono xxe M-PHK) cunTesupyercst koMrieMeHTapHO K

a) 3’-nerm JITHK

0) 5’-nenu IHK

7. DK30H - 3TO

a) Yuacrok JIHK, kogupyromuii uadopmaruio o 1-o#t ctpykrype 6enka
0) Yuactok PHK, He kogupyrommii uHpopmanuio o 1-oii cTpykType Oenka
B) Yuactok PHK, kogupyrommuii uupopmanuio o 1-oit cTpykType Oenka
r) Yuactok PHK, konupyromuii uapopmaiuio o 2-oi CTpykType Oenka
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4. BCIOMOT ATEJIbHBIN PA3JIEJ

4.1. Conep:xxanue yueOHOro MaTepuaJjia

Tema 1.1 Ilpeomem u 3a0auu ouoxumuu

[Ipenmer u 3amaun Ouoxumuu. OOBEKThI OMOXMMHUYECKUX HCCICIOBAHUM.
Paznensr  Omoxumuu  (OMOJNIOTMYECKOW ~ XMMHHM):  CTaTHYEeCKas  OHOXUMHSI,
TUHAMUYEeCKass OuoXumusi, (QyHKIUOHAJIbHAsE Ouoxumus. Vctopuyeckuid ouepk
BO3HUKHOBEHHUSI U Ppa3BUTUS OMOXUMHUU. XUMHUS TPUPOAHBIX (OMOTCHHBIX)
coelMHeHU u ¢usnonorndyeckas xumusi. CBs3b OHOXUMHUU C MOJEKYJISIPHOU
Oouosiorueit, OMOOPraHMYECKOM M OMOHEOPTaHWYECKOW XHMHUEH, OMOTEXHOJIOTHUEH,
reHeTuydeckast nHxeHepus. Kommiieke nucuuivi GU3nKo-XUMUYECKON OUOIOTHH.

Paszoen 2 Amunoxuciomsl, nenmuowl, Oeixu

Tema 2.1 Amunoxuciomsi

CTpyKTypHBIE TUIBI OMOTE€HHBIX AMHHOKHCIOT: aMHUHOKApOOKCHKUCIOTHI (-
aMUHOKHUCHOTHI, D- 1 L-uzoMepsl; f-anaHuH, Y aMUHOMACISIHAsI KUCJIOTA) U IPyTHE
(aMuHOCYIB(MOKUCIOTA TAYPHH, TAPAAMUHOOEH30IHAS KUCIIOTA).

KucinoTHO-0CHOBHBIE CBOMCTBAa aMUHOKHUCIIOTHI, aM(OTEPHOCTD, IIBUTTEP-UOHBI,
KOHCTaHThI KUCIOTHOCTH pKa u n3osnekTpudeckas Touka pl. a-AMHUHOKUCIOTHI, X
HOMEHKJIaTypa (0IHO- H  TpeXOyKBEHHBIE  COKpAlIEHHbIE  OOO3HAYCHMS).
Knaccuduxkanus no pu3nko-XxuMUYECKUM CBOMCTBaM (TUAPO(POOHOCTH, CyMMapHBIit
3apsil, XUMHUecKasi Ipupoaa OOKOBBIX PAJUKAJIOB).

buonornyeckue QyHKIIMM aMUHOKHUCIIOT (CTPYKTYpPHBIE KOMITOHEHTHI MENTUIOB
U OEJKOB, CTPYKTYpPHbIE KOMIIOHEHTHl MPUPOJHBIX COCIUHEHUN HENENnTHIHOU
npupoasl (kopepmMeHT A, (GoCHOTUIUICEPUH), CHUTHAIBHBIE MOJICKYJbI WU HX
MPEAIIECTBeHHUKN, WCTOYHHKU YIJIEpOoJa W a30Ta Juisi OMOCHHTE3a pa3IMyHBIX
coenuHeHuit).  [IpoTemHOT€HHBIE M HENPOTECMHOTCHHBIE  AMUHOKMCIIOTHI,
MOIU(DUIIIPOBAaHHBIE AMUHOKHUCIIOTHBIE OCTaTKU B cocTaBe OeyikoB. HezameHnumbie u
3aMEHUMBIE JJIS1 MJIEKOMUTAIOIUX AMUHOKHUCIIOTHI.

[IpumMepb! IpeBpalieHrss aMUHOKHUCIIOT B OPTaHU3ME MJICKOTTUTAIOIIHNX.

buocuHTe3 3aMEHMMBIX aMHUHOKHUCIOT. XuMHUYecKas U (¢depMeHTaTUBHAS
Moau(dUKALUSI AMUHOKHUCIOT TIO O-aMUHOTPYINE, 0-KapOOKCUJIBHOW TpYIeE,
OokoBOMYy panukany. KauecTBeHHbIE peakuMM Ha aMUHOKHUCIOTBHL. MeTObl
KOJIMYECTBEHHOTO OMpEAETIEeHUs aMHUHOKUCIOT. (OCHOBHBIE METOAbI pPa3JICICHUs
aMUHOKHUCIIOT: Xpomartorpadus (OymMakHas, TOHKOCIIOIHasi, HOHOOOMEHHas),
BBICOKOBOJIBTHBIN 3JIEKTpOdopes.

[Ipumep «3eneHoro» MUKPOOMOJIOTUYECKOTO MPOU3BOACTBA AMUHOKHCIIOT Ha
npuMepe npoaykunu, npoussoaumMon «bHBK».

Tema 2.2 Ilenmuowi u 6enxku: cmpykmypa u buono2udecxkue yHKkyuu

OO6m1as CTpyKTypa NenTUA0B U 0enkoB. Kputepuu oTiimuus meNTUI0B OT OEIKOB
(monekynspHas macca < 10 x/la unu 4ucno aMMHOKHUCIIOTHBIX OCTATKOB B 1enu < 50).
[lentuanas (aMuaHas) CBs3b W €€ Me3oMepusi (pe3OHaHCHash CTaOuIu3aIus).
BajnieHTHBIE CBSI3UM M YIJIBI MEXJAY aMUHOKHCJIOTHBIMU OCTaTKaMH B TIENTHJIAX.
Pazpemiennbie ¥ 3ampelieHHble KOH(pOpMalud aMUHOKHUCIOTHBIX OCTaTKOB B
nentugHo uenu. TpaHc-koHopmanuss nenTuaHOW cBsa3u. Lluc- u  TpaHc-
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KoH(opmarus octaTka npoiarHa B nenTtuaax. Oomnme Gu3nKo-XuMHUIECKHUE CBOMCTBA
MENTUIOB.

buonornyeckue ¢GyHKUMM TENTUAOB: MENTUIAHBIE TOPMOHBI (Ba30MPECCHH,
OKCHUTOIIMH, aHTUOTEH3UHbI), HEHPOIENTU I, SHKE(DATUHBI, SHIOPPUHBI, 3aIUTHHIC
nenTu bl (1eeHCHHBI, KAPHO3HWH).

[Tpumepsl UCMOIb30BaHUE IENTUAOB B KAYECTBE JICKAPCTBEHHBIX MTPENapaToB.

benku. UeTblpe ypoBHSI OpraHU3alUK CTPYKTYp OCIKOB.

[lepBuunas cTpykTypa Oenka, €€ XapaKTepHble NPU3HAKU: JIMHEHHOCTb U
TeHeTUYECKask PEIONPEACIEHHOCTb. Y CTAHOBJICHHSI IEPBUYHON CTPYKTYPHI OelKa.

Bropuunast crpykrypa Oenka, peryJspHOCTh Kak €€ XapaKTepHOE CBOMCTBO.
Crabunuzanus BTOPUYHOU CTPYKTYpPbl BOJOPOJHBIMH CBSI3IMU MEX]y MENTHIHBIMU
rpynnamu. OCHOBHbBIE THUIBI BTOPHUYHOM CTPYKTYpBI: MPABO3aKPYUECHHAS OL-CIIHPATb
(mepuol MAEHTUYHOCTH, BEIUYMHA BUTKA, PACIOJIOKEHHE BHYTPHUMOJEKYISIPHBIX
BOJIOPOJHBIX CBsI3€H); J€BO3aKpyUEHHAs! CIIMpallb KOJIJIareHa; 3-ciaou (mapaienbHble,
aHTUIapaJyieNbHble M cMelaHHble). HeperymspHele u cna®o ynopsoueHHBIE
AJIEMEHThl BTOPUYHOM CTPYKTYpbl. YCTOMYMBBIE COUYETAHUSI TUIOB BTOPUYHOU
CTPYKTYpbl (CyNepBTOpHUYHAs CTpyKTypa OeikoB): [-OodoHok (B-Oapaban), «o-
CIIUPAJIb - B-MIOBOPOT - 0-CIIUPAITB», ITAHKOBBIC MAJbIIb», «JICHITMHOBAS MOJIHUS.

Tpernunast crTpykTypa Oenka. VYHUKaJbHOCTb TPETHUYHOM  CTPYKTYpBHI.
CTaOWJIBHOCTh TPETUYHOM CTPYKTYpPbI M ONpeaesiomue e€ Cuiibl: cuibl Ban-nep-
Baanbca, BOZOpOIHBIE CBS3H, AJIEKTPOCTATUYCCKUE B3aUMOJICHCTBUS, KOBAJICHTHBIC
CBS3M (IUCYIb(PUIAHBIE CBSI3U), THAPO(POOHBIE B3aUMOAECHCTBUS.

B3anMocBsI3p MEXIy IEPBUYHONW, BTOPUYHOW M TPETUYHOW CTPYKTYpPaMH,
BO3MOXKHOCTH H CITOCOOBI pacueTa TPETHYHON CTPYKTYPHI.

YerBepTHuHass  CTPyKTypa Oeilka Kak  HaJAMOJICKYJSIPHBIH  ypOBEHBb
MPOCTPAHCTBEHHOM  OpraHu3anuvu.  B3aumonencTtBusi  MEXIy  OTAEJIbHBIMU
CyObeIMHUIIAMH, CTaOWIM3UPYIOIIME YETBEPTUYHYIO CTPYKTypy. Opranuzanus
MEXCYObEIMHUYHBIX KOHTAKTOB. (DYHKIMOHAJIBbHOE 3HAUYEHHE YETBEPTUYHOU
CTpyKTypbl Oenka. KoonepatuBHocts. Hagmomnekymsipabie OenKoBbie aHCaMOIH.

Heckonbko CTpyKTYpHO-(DYHKITHOHAIBHBIX €IWHUIl U3 OJHOW TOJHUIICTITHTHOM
nenu — jJoMeHHble Oenku. [loHsATHE NOMEH M OCOOEHHOCTHM MNPOCTPAHCTBEHHOU
OpraHuM3allii U  (PYHKIMOHUPOBAHUS JOMEHHBIX OenkoB. OTHOCHUTENbHAs
CTPYKTypHasi 000COOJIGHHOCTh U (PYHKIHOHAJIbHAs aBTOHOMHOCTH JIOMCHOB.
DBOJIOIMOHHOE 3HAYCHWE JOMEHHOW oOpraHm3anuu OenkoB. Pomb moMeHHOMH
OpraHuzanuy B GyHKIMOHHPOBAHUN HMMYHOTJIOOYITHHOB.

CewmeiicTBa U cynepcemeiicTBa O€lIKOB, MPUMEPHI CYyNEPCEMENCTB (LIUTOXPOMBI
P450, wummynornoOynunbl, JHK-cBa3bpiBatomue Oenku, cepnuHbl  (Oenku-
WHTUOUTOPHI CEPUHOBBIX MPOTEA3)).

OO011Me cBOWCTBa TPEXMEPHON CTPYKTYPBhl MEMOPAHHBIX OEJIKOB.

OO0mmue CBOMCTBA TPEXMEPHON CTPYKTYPHI TJIOOYISPHBIX 0eTKoB (TuapodoOHOe
AIpO TJI00YJbl, OTPAaHUYEHHOCTh YMCIA THUIOB CTPYKTYp), KJIACChl TJIO0YJISPHBIX
0enkoB (0- ¥ - TII0OysIpHBIC OEIKN).

Crnoxwusie 6enku. [IpocteTnueckas rpynma. O61as xapakTepucTUKa OCHOBHBIX
KJIACCOB CJIOKHBIX O€NKOB. [JIMKOMPOTEHHbI W MPOTEOTJIMKaHbl. JIMMOMpPOTEHHBI.
Hyxineonporennsl. MetamionpoTentbl. CeneHONPOTEUHBI.
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HatuBnas (mpupoanasi) cTpykTypa Oenka. @onauHr OETKOB: KOHICHIIHS
CTaIMHHOrO CBOpauMBaHUs OEJIKOB (KapKacHas MOJIENb).

Henarypauus OenkoB: ompeneieHue, MexaHuzMbl. OOpaTumas U HeoOpaTumas
neHarypauus. Pusndeckue 1 XUMUYECKUE JIeHaTypupyoue paktopsl. Penarypauus
Y pPeHATHBaLUSI.

3HAUEHUE paA3IUYHBIX YPOBHEH CTPYKTYphl O€JIKOB JIsi COXPAaHEHHUs UX
Onosioru4eckux (PyHKIUN OEIKOB.

[TocTTpaHCaAUMOHHBIE THAPOJIUTUYECKHE U HETUAPOIUTHYECKIE MOAU(PUKAILIUN
OeNKOB U MEeNnTUA0B. Y OMKBUTHH-3aBUCUMAsl TMOJIHAS TUAPOJIMTHYECKAs Jerpaaanus
OEJIKOB.

Tema 2.3 Illenmuovl u 6enxku: memoovt aHaIU3a

XUMUYECKUN CUHTE3 NENTUIOB.

MeTonanl BBIIEIEHNS U OYUCTKU OenkoB. OOIas cxema BBIIEIECHUS OEJIKOB U3
KJIETOK W TkaHed. ['omoreHuzamus. Xpomarorpadus. Onekrpodopes3. [uanus.
CenuMmeHTallMOHHBIE ~ METOABl.  YibTpadunbTpanus. AQQuHHBIE  METOJBL
MMMyHOXMMHUYECKHE TIOJIXO/IbI K BBIJCIICHUIO U aHAJIN3y OETIKOB.

OnpeneneHne aMUHOKMCIOTHOIO COCTaBa MENTHIOB M IOCIEHOBATEIBHOCTH
AMUHOKHCJIOT B MENTUAAX (XUMUYECKOE CEKBEHUPOBAHUE U MACC-CIIEKTPOMETPHS).

PereocenexkTuBHbIE (DEPMEHTATUBHBIE M XUMHUYECKHE CIIOCOOBI paCIICIIICHUS
noJunenTuaAHo uenu OenkoB. OmpeeneHne MOJNEKYJISIPHOM Macchl OENKOB,
MUKpPOT'€TEePOT€HHOCTh U €€ MPUUYMHBI (M30(OPMBI, MOJU(DUKAUN TIPHU BBIICICHUH ).

KoMmbroTepHbIE aNTOPUTMBI CPABHEHUS! MEPBUYHBIX CTPYKTYp MENTHIOB H
OEJIKOB.

MeTonbl U3ydyeHHsi BTOPUYHON CTPYKTYPHI (IUCHEPCUsl ONTUYECKOTO BPAILCHHUS
U KpyroBod nauxpousm). KoMIbIOTEpHBIE alrOpUTMbl MPEACKAa3aHUS BTOPUUYHOU
CTPYKTYpBI O€JIKa [0 ero MepBUYHON CTPYKType. B3auMocBs3b MEXy NMEPBUYHON U
BTOPUYHOM CTPYKTYpOU OeJKa.

Meroubl V3y4ECHUS MIPOCTPAHCTBEHHOTO CTPOEHHUS OEJKOB:
PEHTIC€HOCTPYKTYPHBIM aHanu3, HEUTpoHHas audpakuus, MHoromephHas SAMP-
CIIEKTPOCKOIIHSI.

Metonpl uccienoBaHUS B3aUMOCBSI3U  CTPYKTYphl M (QYHKIHUUA OEJIKOB:
XUMUYeCKass MoOAU(UKAUS aMHUHOKUCIOTHBIX OCTaTKOB, CalT-HANpaBIICHHBIN
MyTareHes, MEUeHHbIE U (POTOAKTUBUPYMbIC JTUTAHIBI.

Pa3zoen 3 Ocnogwvi snsumonocuu

Tema 3.1 Suzumonozus. OcHoHbIE NPUHYUNDL U MEPMUHDBL

@®epMeHThl (PH3MMBI) KaK KaTalu3aTopbl OelkoBoil mpupojabl. OcobeHHOCTH
nercTBus (GepMeHTOB: BbICOKAsS A(()EKTUBHOCTD, CIELUPUIHOCTh, MSTKUE YCIOBUS
NPOTEKaHUsI PEaKIUu, CIOCOOHOCTh K peryisuuu. KoqnyecTBEeHHOE oOrpeaesieHue
(dbepMeHTaTUBHON aKTUBHOCTH (10 yObUIM cyOcTpaTa M MO HAapacTaHHUIO MPOAYKTA),
CIIOCOOBI €€ BHIpaKCHHUS.

Mexnynaponnas kinaccupuxaius depmentoB (Kd). OOmas xapakrepuctuka
OCHOBHBIX KJIACCOB (PEPMEHTOB: OKCUIOPETYKTa3bl, TpaHChepasbl, THAPOIA3bI, JIUA3BI,
n3oMmepasbl, Jmraspl (cuHTasbl). CHCTEMAaTUYECKOE U TPHUBUAJIBLHOE HAa3BaHHE
dbepmenTa. MzodepmenTsl. OcHOBHBIC MOHATHSA (PepMEHTATUBHOTO KaTaiau3a. OO1mii
MexaHu3M (EepMEHTATUBHOTO Karanu3a. MHOTOCTaIuHHOCTh (PEepPMEHTATUBHOM
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peakuu U mociefoBaTeIbHbIe Tanbl Katanusa: depmMeHT-cyOCcTpaTHBI KOMILIEKC.
Monenun  B3auMojeucTBusi  cyOctpata ¢ (PEpMEHTOM:  «KIIOY-3aMOK» U
«MHIYIUPOBAHHOTO COOTBETCTBUS». AKTHBHBIM LEHTp (epMeHTa, ero cyocTpar-
CBSI3BIBAIOLIUHN U KaTaTUTUYECKUN YUaCTKH, 0Opa30oBaHUE HA YPOBHE TPETUUHOU HIIU
YeTBEPTUUHON  CTPYKTyphl. CnemuduyHoctb ¢epmeHToB. PeakuuonHas u
cyOctpatHas  crnenudUUHOCTb. AOCONIOTHAsS M OTHOCUTEIbHAs (TPymHIoBas)
cnenupuyHOCTh. KiloueBOM MOMEHT KaTanu3a - CTaOWIM3alus TPOSYyKTUBHOIO
MIEPEXOTHOTO COCTOSHUS.

Tema 3.2 Kunemuxa pepmenmamusHulx peakyuii u uH2UOUPOBaHue

OCHOBHBIE TOJIOKEHHUSI KHHETUKH (EPMEHTATUBHOTO KaTanu3a. BrusHue
KOHIIEHTpaluu (epMeHTa, KOHIIEHTpaluu cyoctpaTa, pH u Temmeparypsl cpeasl Ha
CKOPOCTh (pEpMEHTAaTHUBHOM peakuuu. Mojenb (pepMeHTaTMBHOIO Karaiu3a
Muxasnuca - MenteH. MakcuMainbHasi CKOpoCTh (pepMEeHTaTUBHOU peakinu (Vmax)
u koHctanTa Muxasmuca (Km). CnocoOsl ux ompeneneHus: rpadudecKuii
(runepbonuyeckui rpadux, meron Jlalinuysepa - bepka, meron Umu-Xodcrtu) u
pacyeTHBIi C  HUCIIOJB30BAaHMEM  KOMIIBIOTEpHbIX  mporpamm.  KoHcranTa
kcat=Vmax/Km kak mnoka3aTenb KaTtaauTudeckord 3(deKTHuBHOCTH (epMeHTa.
MynbtucyocTpatnbie peakiuu. OTKIOHEHUS OT KMHETHKH Muxasnuca - MeHTeH.
CurmouiHasi KWHETUYECKas KpUBasi, MOJIeb XWLIa.

MexaHu3Mbl KaTanu3a peakiuii hepMeHTaMu, GyHKIIMOHUPYIOIIUMHU C YHaCTHEM
ko(akTopoB. Kodakropsl u KopepMeHTHI: XHUMHUYECKas MNPUPOJa KOPEpPMEHTOB,
BUTAMUHBI KaK KOPEPMEHTHI H HMX METa0OJWYECKHUE MPEIIICCTBEHHUKH.
Crneungu4HOCTh KOPEPMEHTOB ISl ONMPEEICHHOT0 THIA peakiuil. OKUCIUTENbHO-
BOoCcCTaHOBUTENbHBIE KopepmeHThl. KodepmenTsl mepeHoca rpymm. PactBopumbie u
KOBAJICHTHO-CBSI3aHHbIE KO(QEepMEHThl. AKTUBHpOBaHHble Merabonutel (Y ID-
riroko3a, [[JId-xonuH, S-a1IeHO3MI-METHOHUH ).

MexaHu3Mbl KaTanu3a (pepMeHTaMH, He coaepKaluMu KohakTop/KohepMeHT
(cepuHOBBIE pOTEUHA3BI, Tpuo3odocharuzomepasa, puboHyKII€as3a).

Ponp moHOB MeTaioB B (hepMEHTATUBHOM KaTanu3e. MeTramtohepMeHTh |
(dbepMeHThI, aAKTUBUBPYEMbIC METaJJIaMU. TPOMHbBIE KOMIUIEKCH «(hePMEHT - METaJLT -
cyocTpary.

Kackanael (epMeHTOB: TOHSATHE W TNPUMEpHI (CUCTEMa CBEPTHIBAHHUS KPOBH,
Kacla3HbIM KacKaJ; aJcHUIATIIUKIIa3HbIN).

[Ipsimasg perynsiuusa CKOpOCTH (EepMEHTAaTUBHOM peakuuu. Perynsuus
MOCPEJICTBOM  JIOCTYIHOCTH  CyOCTpaToB  WIM  KO(aKTOpOB/KOPEPMEHTOB,
KOBAJIEHTHOUN Moaudukanuei pepMeHTa, aljiocTepuyecKas peryisus.

DOH3UMOMArHOCTHKA. MOJEKYISIpHbIE OCHOBBI BO3MOXHOCTH JTUATHOCTHKHU
NpUOOPETEHHBIX U HACTIEACTBCHHBIX 3a00JIEBAHUH C TTOMOIIIBIO aHATN3a AKTHBHOCTH U
cnekTpa (epMEHTOB B OMOJOTMYECKHUX MTPOoOax.

[Tpumeps! pepMEeHTOB, UCTIOIB3YEMbBIX B KaUueCTBE JICKAPCTBEHHBIX MPENapaToB,
3aMeCTHUTENIbHAs Teparusl.

Kunernka pepmentaruBHbix peakuuii. THTHOMTOPHI hepmenToB. OOpaTumMbie U
HeoOpaTuMble HMHTUOUTOpPHI. Tumbl oOpatumoro wuHruOupoBanus. KuHeTnka
WHTUOMPOBAHNS, TIOHATHE O KKYIIEHCS KOHCTaHTe MHTHOMpoBaHusa. KoHKypeHTHOe
UHTUOMpPOBaHUE: aHAJIOTW  CcyOCTpaTa, aHajlOrM  MEPEeXOJHOTO  COCTOSHHUA.
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Hexonkypentnoe unruOupoBanue. beckonkypeHTHoe uHruOupoBanue. Kunertuku
uHruoupoBanusa. llonstue o Kaxyumieics koHcTaHTe Muxasmuca. Tumbl
HEOOpaTUMOT0 HWHTHOMpOBaHUA. MoAUPUUUPYIOIIUE peareHTbl U CyUIUAHbIC
cyOCTpaThl.

Pazoen 4 Hyxneunoswie ocnosanus, J[HK u PHK.

Tema 4.1 Hyxneunosvie (azomucmole) 0CHOBAHUSA

A30TUCTBIE OCHOBAHHUSA, HYKJICO3UIbl U HYKJICOTHABL: CTPOCHHE, MPUHIIUIIBI
Kiaccu(ukanuyu, HOMEHKIATypa, Ouosormueckas pojb. BHOCHHTE3 MypUHOBBIX WU
MAPUMUIMHOBBIX a30TUCTBHIX OCHOBaHUM. [IyTh MOBTOpHOro OMOCHHTE3a OCHOBAHUIA
n3 karabommrtoB («Ilyte cmacenus»). OOmue QU3NKO-XUMHUYECKHE CBONCTBA H
METO/Ibl AaHAIN3A A30TUCTHIX OCHOBAHUM U HYKJIEOTUIOB.

Tema 4.2 JIHK

JHK, ee nokanmuzamusi B kjeTke W Ouonornueckas ¢GyHkius. llepBuunas
ctpykrypa JAHK. Bropuunas  crtpykrypa JHK. AnTunapanienbHOCTb.
Cyniepcriupanuzanus. Jlenarypanus u penaruBanus JJHK. I'mbpuauzanus JJTHK-/IHK,
JIHK-PHK. Bsaumoneiicteue JHK c¢ JIHK-cBsa3pBaromux Oenkamu (y4acTKd
«CTIHpab - BUTOK - CIHPAJIbY, <JICUIMHOBBIE MOJHUWY», «IIUHKOBBIC MAJIBIIBI»).
Oco0eHHOCTH MIEPBUYHOMN U IPOCTPAHCTBEHHOM CTPYKTYPBI TUCTOHOB. POJIb THCTOHOB
B (¢dopmupoBaHnun HykjJIeocoM. Hykneocomuas cepauneBuHa. Jlunkepnas JIHK.
HanpHeiimas ynakoBka JJHK: conenounsl, netnu u cknagku. CTpoeHHe XpoMaTHHA.
OyXpoMaTUH U rerepoxpoMaTth. XpomocoMbl. KoBaneHTHas Moaudukanus 0eiaKoB
KJIACCa TUCTOHOB U €€ POJIb B PETYJISIIUU CTPYKTYPBI U AKTUBHOCTH XPOMATHHA.

Perumkanuss  JIHK.  OOmmue  npunnunel.  WMHunmamuss  peruiMKaiuu.
Tonouzomepassl I, II, xemmkasa wux ponb B penakcanuu cBepxBuTkoB JIHK.
JIByHamnpaBieHHass peIUIMKalMs, YCTPOMCTBO peIUMKaTUBHOM Buikd. Tumber JTHK-
noiuMepas u ux (QpyHkuuu. JIeHTOUHash MOJENb CKOJB3SAMMX 3axuMoB. [lpaiimep.
®parmentsl Okazaku. MexaHU3Mbl UCIIPABJICHHS OIMTUOOK peTTUKAIMK. TepMuHaIus
perunkaiuu. TeroMepsl U TeroMepasa, UX OMOJIOTUYECKOE 3HAYCHUE.

IToBpexnenns IHK u ux penapauuss B KUBbIX OpraHusmax. buonoruueckoe
3HaUE€HHWE TMPOIECCOB pemapanuu reHeTudyeckoil  uHpopmaruu.  [IpuynHb
noBpexnenus JIHK: ommbku perumkainuu, AemypuHU3ANMS, I€3aMUHUPOBAHHUE U
AIKWIMPOBAHUE OCHOBaHWI, 00pa3oBaHWE NHPUMMIMHOBBIX aumepoB. [Ipupona
MyTallud M TE€HETHYECKas W3MEHUYHUBOCTb. MOJNEKYJApHBIE MYTALlMUA: 3aMEHBI,
JIeNICIINU, BCTABKA HYKJIEOTHAOB. YacToTa MyTaluu, 3aBUCUMOCTb OT YCIIOBUW CPEbI
(pamunanus, xumudeckue mytareHsl). CrnocoObl penaparuu JIHK: 3aBucumasi ot
METUJIMPOBAHMS, MpsiMasi, C BBIPE3AHUEM HYKJICOTHA, SKCUMU3UOHHAS, B MPOIIECCE
pEeTUIMKALIUY.

I'en kak ¢ynxuumonanbHas enuuuua JIHK. T'enermueckuit kon. Ilonarue o
reHome. OCOOCHHOCTH OpraHU3allid Te€HOMa JyKapuoT, MO3AaUYHOCTh CTPYKTYPHBIX
T€HOB, IPOMOTOPHI, ONIEPATOPHI, IHXAHCEPHI U CANIIEHCEPHI.

Tema 4.3 PHK

PHK. Pu6Gocomurie, TpancroptHeie u wmatpuunble PHK, wux mnepsuunas,
BTOpUYHAas U TpetuuHas cTpykTypbl. Tunsl PHK: Mmatpuunas (MPHK), Tpancnoptraas
(TPHK), puGo3umpi.
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[lepenaya koga JIHK na PHK (6nocunTtes PHK unu tpanckpumius): cyocTpatsl,
Matpula kKoaupyromas u Hekomupyromas nenu JIHK, sHeprernueckue 3arpartsl,
dbepmeHThI, 6enKoBble (aKTOPhl. DTarnbl TPAHCKPHUIIIIUU, XapaKTepUCTHUKA Ipoliecca.
Pacnineranne JIHK un cuntes PHK. TepmunHanus TpaHCKPUIIUMU, CTOI-CUTHAJIBI.
Ocobennoctu Tpanckpuniuu y sykapuoT: PHK- nomumepasa 1, 11, III; npomoTopst:
CAAT-60kc, GC-60kc, TATA-OGokc. DHXaHCEpHBINM 3JIeMEHT. J{omOJHUTEIbHBIC
(baKTOphI TPAHCKPUIIILIUH.

[TocTTpanckpunuuonHas Moaupukanus pazanusabix kiaaccoB PHK, co3peBanue
PHK. CrmaiicuarmPHK, wHTpoHBI ® 53K30HBL. KammpoBanme, oOpa3oBaHue
MOJNAJACHUIOBOTO XBOCTAa, aJIKWIMpPOBaHHE HYKIeoTHaA0B. CallT BETBICHHS.
Pacmerienne JIHK m PHK nykneazamu m pectpukrazamu. [lonumepasnas nenHas
peaKIusi.

[lepenaua (tpancisauusi) koma MPHK Ha OenkoByr0 mocCiieoBaTelbHOCTb.
KomoHbl: MHULIUUPYIONIUE, KOJUPYIOMIME M CTOM- (HOH-CEHC) KOJOHBI. TaIlbl
TPAHCISLIMY: WHULIMAIMS, BJIOHTalMs, TPaHCIOKauus, TepMuHauusd. MHunnanus
(o6pazoBanue amuHoanmia-T-PHK, aMuHOanuiapHBIA W NENTUAUIBHBIN YYaCTKH).
OmnoHranusi: 00pa3oBaHHe MENTHUIAHOW CBS3U. TpaHCIOKalus M TpaHCIOKasza.
Tepmunamus u akTopsl 0cBOOOXIeHMUS Oenka. OCOOEHHOCTH CHHTE3a Oelka y
DYKapHUOoT.

Pazoen 5 Yenesoow (caxapa)

Tema 5.1 OcnosHvlie cmpyKmypHbie munsl NPUPOOHBIX Y21€80008

MoHocaxapuabl. AmuHOcaxapa. Onurocaxapu/ibl. [TomurnukaHel.
I'erepornukansl. [Iporeornukansl. [ TMKO3aMUHOTIIMKAHBI.

Tema 5.2 I nuxonus

['mukonu3: 6uosoruyeckasi poiib, 00IIast cxema mpoiiecca, NocIeI0BaTEIbHOCTb
peakuuii, oOpaTuMble U HEOOpAaTUMBbIE pEAKIUH, XapaKTEPUCTHKa (EPMEHTOB,
JUMUTUPYIOIINUE CTATUU. JHEpreTudecKuil 3PQexT rmKoiv3a Mpyu HAJUYUA U B
OTCYTCTBUE COMNPSKEHUS TJIMKOJM3a C (YHKIIMOHUPOBAHUEM OOIIEro MyTH
KaTaboJIM3Ma U CUCTEMbI OKHCIUTEIHHOTO (hocHOpHUInpOBaHUS.

Tema 5.3 [lymu 6uocunmesa npupooHvix yeae0008

['moxoneorenes.  IlenrozadocdarHeiii  mynt. CHHTE3  aMHUHOCAXapos.
I'mukorenorenes. ' mukorenonus.

Pa3zoen 6 Jlunuowi

Tema 6.1 Kupnvie kuciomwi

Crtpoenue u Ouojornueckue PyHKIMU BBICIINX KUPHBIX KUCITOT. HezameHnnmblie
Bbicine xupHbie kucioThl (BXKK). Metabonuzm BXKK. Oraner katabonuzma BXKK.
Axtuanusi BXXK, ctpoenue, cBoicTBa 1 MEXaHU3M AeUCTBUS alnii-KoA-cuHTeTassl,
perynsius e€ akTuBHOCTH. JlanbHelas cyab0a aruin-KoA. Tunsl okucienus BXKK:
a-, B- um w-oxucnenue. MexanuzM TpaHcnopra auui-KoA wyepe3 MemOpany
MUTOXOHAPHUMA, KAPHUTHUH, CTPOECHUE, MEXAHU3M JICUCTBUSA U PETYJSLUS aKTUBHOCTHU
aIuIKapHUTHHTpaHCcepas. MutoxoHapuanbHOe B-oxucnenus BXKK:
MOCJICIOBATEIPHOCTh ~ PEAKIMW, XapakTepUCTHKa  (EepMEHTOB, CTPYKTYPHO-
GbyHKIIMOHATBHAS OpTaHU3AIMs MPOIECCa, COMPSHKEHUE C IUKIOM TPUKApOOHOBBIX
KHUCIIOT U OKUCIUTENBHBIM (pochopmmpoBanneM. OcoOOEHHOCTH MUTOXOHIPHUATIBHOTO
B-oxkucnenuss HeHachimeHHBIX BXXK m B)XXK ¢ HedeTHbIM dYHCIOM aTOMOB.
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[TepokcucomanbHoe B-okucnenue. Mexanuamel oopazoBanust HenpeaenbHbix BXKK B
opranusme uenoBeka. Anuin-KoA-okcurenasza. CTpyKkTypa, peryisiiiis akTUBHOCTH U
HKCIPECCU U (PYHKIMOHUPOBAHHUE JlecaTypa3 >KUPHBIX KHUCIOT. DWUKO3aHOUBI:
olpejieNieHne, KiiacCuPpuKaius, XapakTepUCTHKa, ITyTH OMOCHHTE3a U OMOJIOTHYECKUE
GyHKUMM ~ OTAENBHBIX  MpeAcTaBuTeNed  (MpoCTariaHAWHbI,  TPOMOOKCAHBI,
MPOCTALUKIIMH, JCHKOTPUEHBI).

Tema 6.2 Xonecmepun u e2o npousgooHbie

XonecTeprH: XHMHYECKOe CTpOCHHE, (YHKIIUW, MPUHIUIBI KiIacCUpUKAIIH.
[lytu mnoCTyIJieHHs, HCIOJIB30BaHUSA M BBIBEJCHUSA XOJECTepUHA. AHAJIOTH
XOJIECTEpUHA B pacTeHHsIX M rpubax. buocuHTe3 XonecTepuHa, €ro 3Tallbl,
MOCJIEIOBATEIBHOCTh PEAKLUH, XapaKTEepUCTHKA (EPMEHTOB, JUMUTHPYIOIIUE
CTaJAuM. 3HAUYECHHUE NPOMEKYTOUHBIX META0OIMTOB OMOCHHTE3a XOJIECTEpUHA IS
oOpa3zoBaHus yOMXMHOHAa M JA0JuXoja. Perymauuss OMOCHMHTE3a XOJECTEpUHA.
Nurubutopsl  OMOCHHTE3a  XOJIECTEpMHA KaK  JIEKAPCTBEHHBIE  MPEMapaThl.
[IpousBoaHbie XoJecTepuHa U WX Ouonorudyeckue GyHKIUH. JKemTdHble KHUCIIOTHI:
XUMHUYECKOE CTPOCHHE, KiIacCHU(pUKALMsI, OUOCHUHTE3, POJb >KETYHBIX KHUCJIOT B
NEpEBAPUBAHUNA W BCAChIBAHUM KUPOB. (CTEpOUIIHBIE TOPMOHBI: CTPOCHHUE,
HOMEHKJIaTypa. @epMeHThl OnocuHTe3a. OKCHUCTEPOJIBI.

Tema 6.3 Cnooichvie munuowvl

CrnosxHble JIMMUJBL: TIUHEPOIUTUIbI, CHUHTOIUIUBI, TIUKOIUMUILI, (QUPHI
xonectepuna. Dochonununasl (rauuepodochonunuabl U chunrodocdoaunUIb):
(GyHKIUS, OCHOBHBIC MPUHIMIBI CTPOCHUS, (PU3UKO-XUMHUUECKUE cBOMcTBA. CUHTE3
TPUTJIMIEPUAOB U IUlepodochOIUNUI0B:  MOCIEAOBATEILHOCTh  PEaKIui,
XapakTepucTrka (epMEeHTOB, UCTOYHUKH TJIMIIEPUHA U KUPHBIX KUCIOT, MEXaHU3MBbI
perymsauuu. OOMeH COUHTOJIUINUIOB, CHUHTE3 I€paMulia U €ro IMPOU3BOJIHBIX,
HACJIEJICTBEHHbIE W MPUOOPETEHHbIE HApYIICHUsS MeTadoyiu3Ma COUHTOIUIUAOB.
Kapanomunus. [1imazmManoreHsl U TIIMKOJIUINIBI.

Tpuanuirmumepossl U 3QUpbl CTEPUHOB: CTPOCHUE, OUOJIOTHYECKUE (DYHKITUH,
JOKanu3alys B OpraHu3Me. bHOCHHTE3 TpUALWITIIMIIEPUHOB U 00pa3oBaHHE
ACTEPUPHUITUPOBAHHOTO XOJIECTEPUHA.

Pazoen 7 Onepeemuuecxuii oomern

Tema 7.1 Maxpospeunweckue coeounenus

Makpospruueckue COCIMHEHHS: OINpeaesIeHHE, IPUMEPBHI, THUIIBI
BBICOKORHEpreTuueckux cBszer (dochoamdpupnas, tuodgupHas, dpochoamuaHas),
OPUYMHBl WX  HECTAaOMJIBHOCTM W DJHeprus  rujpoiusa.  Mosekyna

aneHosuHTpudocdopuoit kuciaorel (ATD) kak ocHOBHas ¢dopma COXpaHEHUs
XAMHUYECKON HJHEpruum B KieTke. Yyactue AT®D B peakuusx 3HEPreTUYeCKOro
conpspkeHud. CrnocoObl cuHTe3a AT® B KMBBIX OpraHusmax: cyOcTpaTHOe
dbochopunupoBanue, OKUCIUTENIbHOE PochopriinpoBaHUE.

DIEKTPOXUMHUYECKUI MOTEHIMAN U IPOTOHABMXKYIIas cuiia. [[poToH-3aBUCUMBII
CMHTE3 Ha MEMOpaHaxXx - OCHOBHOW HCTOYHHK oOpa3zoBanuss AT® B KuBBIX
opranm3zmax. H+-nmepenocsmas AT®d-cuHTeTaza: OuosorMyeckass poiib, CTPOCHHE,
MexaHu3M cuHTe3a AT®D, ocoOeHHOCTH (PEPMEHTOB MPOKAPUOT, MUTOXOHAPUU U
xyoporiactoB. Tpancropt AT® u AJ1D uepe3 MuTOXOHApUATBLHBIE MeMOpaHbl. Potb
MHUTOXOHJIPUAIIbHON KPEaTUHKUHA3HL.
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Tema 7.2 Oxucaumenvroe ¢ocgopunruposanue

O600meHHas cxema npoiiecca, cyocTparbl. OKUCIUTENBHO-BOCCTAHOBUTEIBHBIH
MexaHu3M (OpPMUPOBAHUE MPOTOHHOTO TpajaueHTta. llemb mepeHoca 3IEKTPOHOB
(mprxarenbHas 11€Nb) MUTOXOHIPUMA. MICTOUHUKY AJIEKTPOHOB J1s1 PYHKIITMOHUPOBAHUS
npixareabHoi 1enu. ConpspKeHne TpaHCIopTa AJIEKTPOHOB U MPOTOHOB. CTPYKTYpHO-
GbyHKUIMOHATBHAS OpTaHU3aIus AbIXaTelIbHOM 11en. OCOOEHHOCTH COCTaBa, CTPOCHUS
U (QyHKIMHA  OTAENBHBIX KOMIIOHEHTOB JbIxaTenbHOM 1enu. KodakTopsl,
NPUHUMAIOIIME y4YacTUE B NEPEHOCE MPOTOHOB M 3JEKTpoHOB. IIpencraBiieHue o
MEXaHU3MaX TPAHCMEMOPAHHOIO TPAHCIOPTA MPOTOHOB B JbIXaTEIbHOW LIEMH.
B3anMocBs3b (GyHKIIMOHUPOBAHUS MBIXAaTEIbHOW IIEMW M HE BXOIANIMX B HeE
MUTOXOHJPHAIBHBIX  ()JIaBUH-3aBUCUMBIX  JIETHApPOTeHa3.  JleruapupoBaHme
CyOCTpaTOB Kak TMOATOTOBUTENIBHBIN dTam I (YHKIUOHUPOBAHUS CHUCTEMBI
OKHUCJHUTENBHOTO (pochopuinnpoBaHus.

Tema 7.3 Huxn Kpebca u ceazanmnvie npoyeccol

Cybctpatel obmiero mytd karabonm3ma (mupysat, anetuia-KoA), oCHOBHBIC
UCTOYHUKU HX oOpa3zoBaHus B kierke. [{ukn tpuxapOonoBeix kucinot (L[TK):
MOCJIEIOBATEILHOCTD PEAKIINi, XapaKTepUCTHKa (DEPMEHTOB.
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