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BBEJIEHHE

OCHOBHOH 3amadell COBPEMEHHOTO €CTECTBO3HAHHSA SIBIACTCS IIO3HAHWUE >KUBOHW MPHPOIBI H
0eCKOHEYHOro MHOrooOpasust ee ¢opMm. BrmomHenue 5TOH 3agadyd  HEBO3MOXKHO 0€3 TECHOTO
B3aMMOJICHCTBUS €CTECTBCHHBIX HayK — (U3UKH, XUMHH, Oronoruu. IloaTBepkaeHueM 3TOro SIBIISETCS TOT
(axT, 4yTO C BHEApPEHHEM (PU3MUYECKUX METOJOB MCCIEIOBAHUS B XUMHIO CTaJl0 BO3MOXKHBIM OIpEEJICHHUE
XMMUYECKOTO CTPOCHHUS CIOKHEHIINX XUMUUECKUX coeanHeHni. C BHEAPEHUEM METO0B (PU3UKH U XUMUH
OuoJIOrHsl U3 ONKCATEIbHON HAyKU IPEBPAaTHIACh B TOUHYIO, CHOCOOHYIO OIMCATh >KU3HEHHbIE IIPOLIECCH Ha
MOJICKYJISIPHOM YPOBHE.

«buonornueckas xumus» 1 « XMMUYECKHAE OCHOBBI OMOJIOTHYECKUX MPOLECCOB» UMEIOT CBOCH LIETBIO
(dbopMHpOBaHUE y CTYACHTOB MPAaBHIBHOTO INPEACTABICHHUS OO0 OCHOBHBIX XUMHYECKHX KOMIIOHEHTaX
KJIETKH, MOJIEKYJIIPHBIX OCHOBaX ()EpMEHTATHMBHOIO KaTaln3a, MeTa0OJIM3Ma, COBPEMEHHOM COCTOSIHUU
BOIIPOCOB B3aMMOCBSI3M CTPYKTYPBHl M CBOWCTB Ba)KHEHIIMX THUIIOB OMOMOJEKYNI C UX OHOJIOrMYECKOM
¢ynkuumeir. Kpome Toro, msydeHue AWCUUIUIMH JODKHO MOATOTOBUTH CTYIACHTOB JUIS JAJIbHEHIIEro
CaMOCTOSITEIIBHOTO M3Y4EHHs] MOJIEKYJISIPHBIX OCHOB XXH3HHM — BOIIPOCOB HACJIEICTBEHHOCTH, HIMMYHHUTETA,
HEHPOIHAOKPUHHON peryisiuud U (OoTopeLenuny, COBPEMEHHBIX KOHLENIMH O TPOUCXOKACHUH HU
CYIIHOCTH JKHM3HH. YCIEIIHOE OCBOCHHE IWCLUUIUIMH HEBO3MOXHO O€3 3HaHWH, MOJyYCHHBIX Ha
OpenpAyIuX 3Tamax oOydeHusi, Oe3 3HaHMI (yHAaMeHTanbHBIX KypcoB «Heopranmdeckas Xumus»,
«Dusznueckass xumus», «Opranndeckas xumus», «KommounpgHas xumus», «XuMUS OPUPOTHBIX
COCIMHEHUI».

Hacrosimee yueOHOe mocoOue cocTOMT W3 miecTd riaB. llepBas TiaBa COIEPXKHUT CBEACHUS 00
O0COOCHHOCTH TEPMOIMHAMUKHA OMOXUMHUYECKHX TPOIECCOB, O OMOIOTHYECKOM OKHCIICHWH, aHa0OIU3ME U
KaTabom3Me KaK COCTaBHBIX YacTsAX MeTabosin3Ma, CTPYKTYPHOH OpraHU3allMd KIIETKH W XUMHUYECKOM
COCTaBe OPraHU3MOB.

Bropas rmaBa kacaercs OCOOCHHOCTEH W OTIMYMTENHBHON uepre (DepMEHTATUBHOIO Karajusa,
CTPYKTYpPHOH OpraHu3auu (JEpMEHTOB, a TAK)KE KMHETHKE (DEPMEHTATUBHOIO KaTajiu3a U KJIACCHU(UKALIIH
(hepMeHTOB.

B rmaBe Tpu paccMaTpUBAaKOTCsS BOMPOCHI CTPOCHUS W (YHKIMOHHUPOBAHHS OCHOBHOH TPYIIIBI
OMOMOJIEKYNT HYKJICHHOBBIX KHCIIOT, UX CTPYKTYPHOM OpraHu3aluy, MeTaboiu3Ma HYKJIEHHOBBIX KHCIOT,
MUPUMUIUHOBBIX  HYKJIICOTUOOB, ILC3OKCI/IpI/I6OHyKJICOTI/IIlOB. HOI[pO6HO npeaACTaBJICHBI MaTPUYHBIC
MPOIIECCHI PETUTUKAIIUH U TPAHCKPHIILIUH.

UerBepras T11aBa IIOCBSIIEHA CTPYKTYPHOH oOpraHu3anuu OenkoB, Merabomm3me OeNKoB,
AMHMHOKHCIIOT, a TaKKe IyTAM oOMeHa 0e3a30THUCTOro OCTaTka aMHHOKHCIIOT, MaTpPUYHOMY IIpoLeccy
TPaHCIIAIUHA.

B nAToii riaBe npuBeneHa CTPYKTYpHasl OpraHnu3alysl YIIeBOA0B, META00JIN3M YIJIEBOIOB, a3pOOHBIN
1 aHa’pOOHBIN TIMKOIN3, NEHT030(0chaTHBIM MyTh NPEBPALIECHUS TJIIOKO3bI, & TaKKEe TIIOKOHEOreHe3 U
TJIMKOI'CHOT'CHES, UX PEryJIalus.

[lecTas T1aBa COASPIKUT CBEACHUS O CTPYKTYPHOU OpraHH3alliH JIMIKI0B, METa0OIM3Me JIUITHJIOB,
TPHALWITIIULIEPOJIOB, KUPHBIX KUCIOT U KETOHOBBIX TEJl.

[locme kaxmoil TaBbl NPUBOAATCA BOMPOCHI JJsl CAMOKOHTpOJSA, paboTa Haa KOTOPBIMHU
crocoOcTByeT 0ojiee KaueCTBEHHOMY YCBOCHHWIO CTYACHTAMH MaTepualla JUCHUILUTUHBL. 3aBepliaeTcs
nocoOue CHMCKOM PEKOMEHJOBAaHHOW JUTEpaTypbl. sl HArISIIHOCTH M TMOJHOTHI M3JIOKEHUS yueOHOoe
nocoOue collep UT OO0JIBIIOE KOJINIECTBO (JOPMYJI, PUCYHKOB, CXEM, TaOIHUIl U yPaBHEHHUH.



I'nmasa 1. OCHOBHBIE IIOJIO’KEHUA BUOHEPTI'ETUKH

Lenu uzyuenusn:
Ymemy:
1. OOBSACHATD MOHATHS OMOIHEPTETUKH U OOMEHA BEIIECTB.
2. OmneHmBaTh pONb 3aKOHOB TEPMOJAWHAMHUKH, OHTPONHH, OHTAIBIIMA W CBOOOJHOW OJHEPIHH B
OMOXMMHUYECKUX MPOIECCax.
3. Onpenenars MeTaboInIecKre, aHaOOTMIEeCKUE M KaTabOIMIeCKUE TIPOIIECCHI B )KUBBIX OpraHu3Max.
3uamo:
. Drarel MeTabom3ma.
. 3HaTh CTPYKTYPY U pa3iinvyaTh MaKPOIPTrUICCKUE COCTUHCHUS.
. Buzier GMo0rndeckoro OKUCIeHHS.
. CtpoeHue 1 poib PepMEHTOB OHOJIOTHYECKOTO OKUCIICHUSI.
. MexaHu3M nepeiaduv BOJIOpo/ia ¥ 3JCKTPOHOB B IEMH MTEPEHOCA IJICKTPOHOB
. CTpyKTYypHYIO OpTaHU3aINIO KIETKH U (YYHKITIH OPTaHOUIOB.
. XMMHUYECKHUI COCTaB XKUBBIX OPTraHU3MOB.

NN RN =

OcnoeHble mepMUHbBL U ROHAMUA:
OOMeH BelecTB U SHEPTUU
B3anMocBs3b 3aKOHOB TEPMOAMHAMHKH ¢ OMOJIOrMYECKUMH MPOLECCAMH.
buonornueckoe okucieHue.
OxucnurensHOe GochopuIrpoBaHHe.
Lens nepeHoca 37eKTPOHOB.
ComnpsixeHHe TKaHEBOTO JIbIXaHUSL.
Tpancdopmaryst SHEPTUU B OpraHU3Me.
Knetka, xnerounbsle opraHoupl, KJIeTo4Hasi MeMOpaHa.
. XMMUYECKUH COCTaB KIIETKHU.
10. Makpo-, MUKpO-, YIbTPaMUKPOITIEMEHTHI.
11. 3BcceHumanbHbIE, YCIOBHO-3CCEHLIUAIBHBIC, YCIOBHO-TOKCUYHBIE 3JIEMEHTHI.

CONOOAR~WNE

Cokpawenusn:
AT® (ATP) — anenosuntpudocdar;
AJ1® (ADP) — anenosunaudocdar;
AM® (AMP) — aneno3uamoHopoChaT;
Pi — Heoprauuyeckuii pocodar;
2 Pi — mupodocar;
HIID — memnb mepeHoca IEKTPOHOB;
HAJI (NAD") umn HAJI® (NADP") — HUKOTHHAMHI3aBUCHMBIE JIETHIPOreHA3b;
®AJl (FAD) umu ®MH (FMN) — ¢raBruHOBBIE TETHIPOTCHA3HI;
KO3H3UM QQ — YOUXHHOH;
P/O — xo3hhunpieHT okucIuTebHOTo GocoprUITupoBaHHs;
JTHK — ne30kcruprnOOHyKIEHHOBAS KHCIIOTA;
PHK — pubonyxiienHOBas KHCIIOTA.



1.1. O6MeH BelecTB M 0COOEHHOCTH TEPMOIMHAMUKY OMOXUMHYECKUX MPOLECCOB

Buosnepzemuka — pasoen, uzyuarouguii MexaHu3mol U 3aKOHOMEPHOCMU NPEOOPA306AHUA IHEPUU
6 JHCUBBIX OP2AHUZMAX.

’KuBbie OpraHW3MBI TIPEACTABIAIOT COOON TEPMOAMHAMUYECKHE HEYCTOWYHMBBIE CHUCTeMBI. Jlis mx
(hopmupoBaHus U QYHKIIMOHUPOBAHUS HEOOXOAUM OOMEH BEIIECTB.

Obmen seutecme — COBOKYRHOCHIL XUMUYECKUX PEAKUUTL 6 OP2aHU3Me, KOmopble odecneuusarom
€20 eeujecmeamu u IHEpIuell, HeodXoouMbIMu 011 e20 Mcusnedeamenvnocmu. Ilponecc norpedieHust
SHEPTUY U BEIIECTB HA3bIBACTCS HUMAHUEM.

OHeprus HeoOXoauMa JAJIsl OCYIISCTBICHHSI CHHTE3a BEIECTB, HEOOXOJUMBIX AJIsl POCTa OpraHnu3Ma;
COKpallleHWs MBI ¥ MepeJayd HEpPBHBIX HMITYJIbCOB; TPAHCIOpPTa BEIIECTB M3 KIETKU B KIETKY H
MOAJEPKaHMsI IOCTOSTHHON TEMIIEpaTyphl Tela OpraHu3Ma.

Jns monyueHHs SHEPTrUM MNPAaKTUYECKH BCE JKUBBIE OPraHM3MbI IMPHUCIOCOOMINCH MOJBEPraTh
rugposnnzy AT® (ATP). B cBsi3u ¢ 3TUM OAHOH W3 IIaBHBIX 3aad OMO’HEPTETHKH >KUBBIX OPraHU3MOB
SIBIISIETCS BOCIIOJHEHHE UCTIONB30BaHHEIX AT® 13 AJI® (ADP) u AM® (AMP).

Mesxay oOMEHOM BEILECTB U OOMEHOM 3HEPTUH CYIIECTBYIOT Pa3IHyMsL:

1. BemectBo B 6nocdepe 0OMeHHUBAETCA IO 3aMKHYTOMY LIUKITY U UCTIONIB3YETCS MHOTOKPATHO.

2. OOmMeH 3Hepruel He HUPKYIUPYET M0 3aMKHYTOMY LIMKILY, @ YACTHYHO PACCEHBAETCS BO BHEIIIHEE
MIPOCTPAHCTBO.

XKuzHp sBIAETCS  CIIOKHEWITMM  OMOXMMHUYECKMM  MPOIECCOM, BKIIOYAIONIMM  MHOXKECTBO
MeTa0OMMUECKUX peakuuii. PaccmoTpenue mo0oi OHOXUMHUECKOW peakliMd OCHOBAHO Ha MPEACTaBICHHUIX
00 BHEpPruM W MOXKET OBITh OXapPaKTEPH30BAHO C MHCIOJIH30BAHHMEM OCHOBHBIX 3aKOHOB XHMHUYECKOH
TepMOIMHAMUKU. [IprMeHHTENbHO K OHONOTHYECKMM cHcTeMaM | 3aKOoH TEepMOAWHAMHKH MOXHO
cOpMyIUPOBaTh CIEAYIOIIUM O0pa3oM: 6 JCUGOU HpUPOOe RNPU OCYWECHEIEHUU PA3IUYHBIX
OuOXUMUUECKUX NPOUECCO8 00Ujee KONUYECHI80 IHEPZUU OCHIACHICA NOCOAHHBIM.

Hnst Toro 4roObl MOHATH, CMOXET JHM 3Ta peakius IMpoTeKaTh W B Kakoil Mepe oHa Oynmer
ypaBHOBeEIlIeHa OOpaTHON peakluel, HeJOCTaTOYHO 3amucaTth €€ B BUAE XUMHUYECKOTO YpaBHEHHS, T.K.
HEOOXOIMMO MMETh CBEIICHHS O MPOUCXOJSIINX B ATOH peakUH HW3MEHECHHUSX XMUMUYecKoil sHepruu. B
KOKIOW W3 Ppearupyrollux MOJEKYJd 3aKJIIOUYEHO HEKOTOpOE KOJIUYECTBO JHEPTHH, OINpEAeIsieMoe ee
CTPYKTYpOH. DTa 3Heprus MpeacTaBiseTcd Kak TeIUIocoAepKaHue WM 3HTalbINg Moyekynsl. [lokner nu
JTaHHAasl peaklus 3aBUCUT HE TOJIBKO OT M3MEHEHMs SHTAJIbIIMHU, HO TAK)KE U OT U3MEHEHMs SHTPONuu AS
XUMHYECKON CUCTEMBI.

Dumponun onpedensemcsa Kak cmenenbv Heynopadouennocmu. Yem nerde mpoucxomut jro0oe
JBIDKEHHE MOJIEKYNbl (KoliebaHue, BpalleHHe), 4eM B OOINbIIeH CTEeleHH MOJEKYJbl pPaccesHbl B
MPOCTPAHCTBE, YeM OOJIbIIE U3MEHSAETCS YHUCIIO MOJIEKYJ B PE3yJbTaTe PEeaKkLnH, TeM OOJIbIIE COBOKYITHAS
HEYNOPSIOYEHHOCTh, TeM OoJiblie SHTpOonus. Takum o0pa3oM, MpH PELICHHH BONPOCAa O BO3MOKHOCTH
MPOTEKAHUSI XUMHUYECKON peaKkiini HeOOX0AMMO yUUThIBaTh Kak AH, Tak u AS.

Ecmu AH < 0 u AS > 0, To peakuus noiiaet, a mpu AH > 0 u AS < 0 peaxius He TIOWIIET, €ClId Ke
WM3MEHEHUE SHTANBIIMU U SHTPOIINN UMEIOT OJMHAKOBBIE 3HAKH, TO UX BIMSHME IPOTUBOIOJIOXKHO, U BOIIPOC
pemraercsi cpaBHEHHEM HX Benn4yuH. KpoMe Toro, B OMOJIOTHYECKHX CHCTEMax TPYIHO WIM HEBO3MOXHO
npsMoe mu3MepeHue sSHTponuu. [Ipobnema pemaercs Onaronmaps HpeanoxkeHHOMY [HOOCOM MOHSATHIO
c600600Han IHepeus, KOTOpas OObEAMHSET 00a PacCMOTPEHHBIX IMOHATUS — SHTAIBIHMIO M SHTPOIIUIO.
Wzmenenne cBobonHON 3Heprun AG ONUCHIBAeTCS YpaBHEHHEM:

AG=AH-T - AS,

rae T — abcomoTHas Temneparypa, K

U TIPEJCTaBIsIeT cO0OW MaKcumanbhoe 3HaueHue IHePeul, Komopoe 0OCHYnHO 0Jis COGePUIeHUs.
nonesnoil pabomvl (Mbluleunoe COKpauwjeHue, OUOXUMUYECKUII CUHME3 6 KIemKax, NpeodosieHue
O0CMOMUYECKUX WU INEKMPUHECKUX CUTL) 3G CUem XUMUYECKOH PeaKyuu.

[IpuMeHnUTENEHO K OMOXMUMHYECKUM IIpoIeccaM, MUCHoib3ys |l 3akOH TepMOAMHAMUKH, MOXKHO
chopMyIupoOBaTh 00IIee NMPABUIIO: OUOXUMUUECKAA PeaKUUs NPOMEKaenm 8 YCl08UAX, K020a C80000HAs
IHEpUA 00PA306AHUA NPOOYKHIO8 MEHbULE, UeM UCXOOHBIX eeujecmas, m.e. AG < 0.

Ha mpakTHKe WHCIONB3YIOT CTAHIAPTHOC W3MEHeHUue c60600noi nepzuu AG® peaxyuu,
npomexaiouieii 6 CHMAHOAPMHBIX YCA06UAX: NPU KOHUeHmMpayuu Komnonenmos peakuyuu 1 monv/n,
memnepamype 298 K, oaenenuu 101,325 xlla u pH cpeowt 7,0.

B 3aBHCHMOCTH OT BEJIMYMHBI U3MEHEHHS CBOOOIHOW SHEPrud OMOXMMUYECKHE PEaKIIMd MOTYT
ObITh OOpaTHMMBIMH M HeoOpaTuMbIMU. [lprueM WX HampaBiieHHWE 3aBHCHT OT HEOONBIINX W3MEHEHUH



KOHIICHTpAIMii MeTa0OIMTOB (YYaCTHHKOB OHOXMMHUYECKHUX peakuuii). Ecnm wu3MeHeHHs CBOOOIHOMN
SHEPTUH 3HAYUTENbHBI, TO METa0OINYECKHe PEAKIIU UAYT B OJTHOM HAIIPaBICHUH U MPOTEKAIOT JI0 TIOJTHOTO
3aBEpIICHUSI.

OCHOBHBIC OMOXMMHUYECKHE pPEAKIMA OOBIYHO BKIIOYAIOT HE OJIHY, & MHOIO IOCIEI0BATEILHO
MPOTEKAIONINX PeaKIuid, OObETUHEHHBIX B Memadonuyeckue nymu. OOUM CBONCTBOM METaOOINIECKIX
mMyTed SBIsIeTcd WX HEeoOpaTHMOCTb. JTO HE O3HA4YaeT, YTO BCE pEaKIUd MeTadOIWYeCKOro MyTH
HeoOparumel. [lo MeHbIel Mepe, oJlHa peakius He MPOTeKaeT B 00paTHOM HampasiieHud. Hanpumep, npu
WHTEHCHBHON pabOTe MBIIII TOJHCcaxapu] TIIMKOTEH B CEpUU OMOXMMHYECKUX PEaKIHi MpeBpalaeTcs B
MOJIOYHYIO KHUCIIOTY, a TIPH MOCTEeIYIOIeM OH BHOBh CHHTE3UPYETCS W3 MOJIOYHON KUCIIOTHI, IPUYEM HE B
pe3ysbTaTe MPOCTOro OOpallleHUs PEakIMh, a WHBIM IyTeM, T.C. NpsMas W oOpaTHas pPeaKkIud He
COBIIAJIAIOT.

Ha ocHOBaHMY BBITIIECKA3aHHOTO MOXKHO C(HOPMYITHUPOBATH OOIIHIT OMOXMMHUYECKUI MPUHIUIL: K020a
CYMMAPHBLIE XUMUUECKUTL NPOUECC, XAPAKMEPHBLIL 0N OAHHO20 MEeMAdOIUYEeCK020 nymu, 00J1ceH ovimp
duzuonozuuecku oopamumvim, npsamas u 0OpAMHA MPAEKMOPUU HE COBRAOAIOM HOJIHOCHIbIO U
o00a3amenvHo codeprcam Xoms Ovl nApy paziudarWUxca no ceoell npupooe HeoOPAMUMBIX PeaKyuil.

Bonpocwi 0na camokonmpona:
Uro Takoe 6mosHeprernka? Uto oHa nzydaer?
. Haifre ompenenenus oOMeHa BemiecTB U oOMeHa sHepruu. OxapakTepu3yiTe 0oOIIie YepThl U Pa3IHIusd
MeIy HUMH.
Kak ucnionb3yercst sHEprus B )KUBBIX CUCTEMax?
Kakyto poinb BBIIONHSIOT TEPMOANHAMUYECKHE BEJIMUMHBI B )KUBOH cucteme?
[Mpumenenue |l 3aKoHa TEPMOAMHKAMUKU K OMOXHUMHUYECKUM MPOLECCAM.
KaxoB o0t 6MOXUMUYECKUI TPUHIIATL?

N e
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1.2. Ana0oM3M 1 KaTadoJIM3M KAaK COCTABHBIE YaCTH MeTa00/IM3Ma

Jns  pajpHEHIIEro paccMOTPEHUS OHMOZHEPreTMKHM HEOOXOAMMBI IPEACTABICHUS O BAXKHBIX
METa0OJMMUECKUX TMpoleccax, MPOTEKAIOIINX B JKUBBIX opraHmzMax. OOpa3oBaHue B XHBOM OpraHHU3MeE
BBICOKOMOJICKYJISIPHBIX COCI[I/IHCHI/Iﬁ MOPOUCXOAUT CO 3HAYUTCIIBHBIM YBCIMYCHHUEM CBO60,ZLHOI>'I OHEPruu.
[TosTOMY 3TOT CHMHTE3 HE MOXXET NMPOHCXOAWTH CHOHMAHHO, T.€. 0€3 BHELIHEr0 HUCTOYHHUKA CBOOOTHOM
SHepruu (Ipolecca OKUCICHUS UILIEBBIX MOJIEKYI).

COBOKYIMHOCTh peakiuii OMOCHMHTE3a, MPOTEKAIOINX C TOJOKUTEIBHBIM U3MEHEHHEM CBOOOIHOM
SHEPTUH, HA3BIBAIOTCA aHAOOIUmMUYecKUMU, WIN anabdonusmom. COBOKYITHOCTh pEakUUil pacnaja,
NPOTEKAIOUIMX C YMEHBLICHHEM CBOOOJHOM SHEPruH, HAa3bIBAIOTCA KAMaOoaumu4ecKumuy Wi
Kamaooauzmom.

Kamabonusm — npoyecc pacnada cnoxcuvix eeuiecmeé Ha 0Ooinee npocmele. Ilpu katabonuzme
MOCTYMAIOIIKE ¢ MULIeH OEJIKH, XKHUPHI, YIIIEBOABI MO IeHCTBHEM (PEepMEHTOB IMHUIIEBAPUTEIILHOIO TPaKTa
pacmazaroTcst Ha 6oJiee MPOCThIE COCTABHBIE YaCTH, U TIPH 3TOM BBEICBOOOXKIACTCS SHEPTHS.

Anabonusm — obpamuwslil npouecc, m.e. CUHME3 CONCHBIX COCOUHEHUIl U3 0071ee HPOCHIbIX.
Amnabonu3M uzper c 3arparod sHepruu. M3 oOpas3oBaBIIMXCS B pe3ysbTaTe MUILEBApEHHS aMHUHOKHUCIIOT,
XKHUPHBIX KUCIOT U MOHOCaxXapuOB B KJIETKAaX CHHTE3UPYIOTCS HOBBIE KJIETOUHBIE O€nkH, Qocgonumuabl
MeMOpaH | MoIucaxapuibl.

MeTab0113M COCTOUT U3 HECKOJIBKHX 3TaloB:

[lepBbIii 3Tan — (epMeHTaTUBHOE pacIIeIUIeHHe OeNKOB, )KHPOB U YIJIEBOAOB IO PAaCTBOPHUMBIX B
BOA€C AMHHOKHCIIOT, MOHO- MW JUCaXapuaoB, T[JIMLIEpPHUHA, XUPHBIX KHUCJIOT M JOPYIrux COCI[I/IHGHI/II‘/II.
OHepreTUYecKkoil 3HAYMMOCTH 3TOT 3Tall HE MMEET, T.K. OCBOOOXKIaeTcss Toibko 1% sHepruu. DHeprus
pacceuBaeTcs B BUJE TeIIa.

Bropoii 3tan — TpaHCHOPT NMHUTATEIBHBIX BEIIECTB C KPOBBIO K TKAHSAM M KIETOYHBIA METabOJIN3M,
Pe3yJIbTaTOM KOTOPOTO SABJSETCS MX (PEPMEHTATUBHOE PACHICIICHUE 10 KOHEYHBIX MPOAYKTOB. YacTh 3THX
MPOAYKTOB HCIONB3YeTCs Al HMOCTPOCHUS COCTABHBIX YacTeid MeMOpaH, LUTOIUIa3Mbl, Uil CHHTE3a
OMOJIOTHYECKH aKTHBHBIX BEIIECTB M BOCIPOM3BENEHHS KJIETOK M TKaHedl. Ha sTom srame B aspoOHBIX
ycnoBusix ocBoboxmaercs o 20% sHeprun. YacTh 3TOM 3HEpruuM akKyMmyiaupyercst B (ochaTHBIX CBS3IX
AT®, a ocTanbHast — paccenBaeTCs B BHJIE TETLIa.



Tperuii sTanm — OKOHYATENBHBIN pacmag MeraboautoB 10 CO, H,O u BbIBeleHHE KOHEUHBIX
MPOJYKTOB MeTa0onM3Ma B COCTaBe MoOYM, Kanma, mora. OH TpoTekaeT B adpOOHBIX YCIOBHAX H
MPENICTABISIET COOO0M OMOIOIrMYECKOE OKUCIICHUE.

[IpoMexyTouHble TPOAYKTHI, OOpa3oBaBIIMECSs B  Tpollecce MeTaboiM3Ma, Ha3bIBAIOTCS
Memaboaumamu, a MOCIeNHEE COSANHEHNE META0OIMYECKOTO IMyTH — KOHEYHBIN MPOIyKT (Tabm. 1).

Tabauna 1
B3anmocssa3s anaboau3Ma u Kkataboau3Ma
AHABOJIN3M METABOJIN3M KATABOJIN3M
benkn < AMUHOKHUCIIOTHl ~————————p CO,, H,0, NH;
Jvnugpl @—mo TJIUIEPHH + KUPHBIC KHCIOTHl | —op CO,, H,O
VrieBoasl < TJIIOKO03a —> CO,, H,O

HNHTeHCHMBHOCTS MeTa0OMM3Ma OTIPEeAeTeTCs TOTPEOHOCTHIO KIETKH B TE€X T MHBIX BEIIECTBAX HMITH
SHEPTHH, B3aNMOCBS3b 00MEHa BEIIECTB M SHEPTHH IIPEICTaBIeHa Ha puc 1.

[MumeBbie BelecTBAa
MerabomTsl \

i -

DHeprus

Oopa3zoBaHue Cunres
KOHCTHEBIX [TPOAVKTOB (@) CTPYKTYPHO-
(CO,, H O, moueruHa) QYHKUHOHATLHEIX

KOMNOHEHTOB
DYHKUMOHA THHAS EeTER
® AKTHBHOCTH
opraHM3ImMa
BLIGCIACHTNC W3 OPraH3Ina
KOHCTHBIX [IPOAVKTOB

Puc. 1. BaumocBsi3p 0OMeHa BeLIecTB U SHEPTUU:
1 — mumeBapenwue; 2, 4 — katabonn3M; 3 — aHa0OIN3M; 5 — SIK309PrOHHYECKUE PEAKIIHY;
6, 7 — SHIOIPTOHUYECKHUE PEaKINH; 8 — BBIJICJICHUE KOHECUHBIX IIPOAYKTOB

KarabonmuTrueckue peakiud, KOTOPbIE TMPOTEKAIOT CAMOIPOU3BOJILHO 34 CUYET YMEHBIICHUS
CBOOOTHOM SHEPTUH, HA3BIBAIOTCS IK30IPZOHULECKUMU.

HecamonpounsBonbHble aHAOOJUTHYECKHE PEaKIUH, KOTOphIe COMPOBOXKIAIOTCS YBEIHUYCHHUEM
CBOOOJTHOM SHEPTUU M TIOATOMY X MPOTEKaHHE HEBO3MOXHO 0€3 TI0BO/Ia SJHEPTHH — IHO0IPZOHUYECKUMU.

HuszkoMmonekynspHble COCAMHEHHS B )KUBOU KIIETKE CHHTE3UPYIOTCS B BHICOKOMOJIEKYJISIPHBIC, TAXe
€CITU JIJIsl 5TOTO MPEBPAIIeHUs XapaKTepHa OoJbIasi CTaHAapTHAs cBOOOIHAS SHEPTHsI M TPeOyeTCs: MPUTOK
SHEPTUU W3BHE. YKazaHHOE TNpEeBpalleHUE MOXKET INPOTEKaTh KaK MOCIe0BATEIbHOCTh OT/IEIbHBIX
XUMHUYECKUX PEaKINi, KaXK1ast U3 KOTOPBIX HMEeT OTpUIIaTeNbHOe 3HaueHne AG.

B pesysnbraTe OKHCIIEHHS MUIIEBBIX MOJEKYN (KaTaboju3M) BBICBOOOXKIACTCS JHEPrHs, KOTOpas
WCTIONB3YeTCsl JUIsl MPOBEACHUS B JCUCTBHE DHEPreTHUECKH HEBBITOJHBIX TpolieccoB (anabommsm). [Ipu
3TOM JJIsl BCeU CHCTEMBI B I1eJIoM (KJIETKa M OKpY»Xarolasi cpesia) BhInonHseTcs || 3aKoH TepMoInHAMUKH.
Hanee BeIgensiomascs B Karabolu3Me DSHEprus JAOJDKHA TNPUHUMAThCS OOIIMM  SHEPreTHUYECKUM
WHTEPMEMATOM W JIOCTaBIATHCS TyJAa, TAe TpeOyeTcs SHEeprus W JIOIKHA coBepmiatrbes padorta. Takum
SHEPTeTHYECKHM HHTEPMEJINATOM, YHUBEPCAIBHBIM JUIi BceX (OpM 3eMHOW JKU3HH, SIBISIOTCS
(dbocopriibHBIE TPYIIBI MOJIEKYJ, TaK HA3bIBAEMBIX MAKpoIpeuieckux hochamusix opzanuueckux
coeounenuu (Pi).

Maxkpoapzuueckoii unu 602amoi Inepzueil HA3bI6AIOM XUMUYECKYIO C6513b, NPU PA3PbIEE KOMOPOil
eviceoboxncoaemca oonee 4 kkan/monw (Kc/monw).

OHeprus, 3amaceHHass B XMMHUYECKHX CBS3IX MAaKpOIPIHUECKHX COEAMHEHHH, TPaHCIIOPTHPYETCS
TyJia, TJIe HY)KHO COBEpIIUTH padoTy. Takas paboTa coBepIIaeTcs 3a CYET DHEPTHH BBILACIIONIEHCS Tpu
o0paTHOM npeBpaieHrH GochOPHIBLHBIX TPYII B HeOpraHudeckrue GpocgarHbie HOHBI.



Maxkposprudeckue ¢GochaTrHble OpraHHUYECKHe COSAMHEHUs, cojepiKaiine (GpochOopuIbHbIC TPYIIIIbI
MO>KHO pa3eNIUTh Ha TPYIIIbL:

— HHU3KOdHepreTuueckne Qocdarel mpu uX rHAponM3e A0 Heopranmdeckoro ¢docdara (Pi)
OTPHIATENBHOE U3MEHEHHE cBOOOHOM dHeprun AG® nexut B npeaenax 9-20 kJIx/Moib.

— BBICOKODHEPTeTHYECKHE (Makposprudeckue), y Kotopsix AG® mpessimaet 30 k/k/MOIb.

Cromp 3HAYNTENHFHOE BBICBOOOXKACHWE OHHEPTMH TMpH Tuaponuse mnupodocdara o0ycIoBiIeHO
pE30HAHCHOM cTabunu3anmell HeopraHmueckoro Qocgara. Kpome toro, crpykrypa mnupodocdara
NeCTa0MIM3UPOBaHA  DJEKTPOCTATHYECKUM  OTTAIKMBAHWEM  JIByX  OTPHIATENbHO  3apsHKEHHBIX
pocdopunbrbix rpymin. Bombmoe 3Hadenne AG°® OOBACHAETCS PE3OHAHCHOM cTabWiIM3anuedl 06oMX
MPOAYKTOB TuApon3a Pi u kapOokcunar-aHuoHa.

Cnemyer 3aMeTuTh, YTO B KJETKe peaibHble 3HaueHHs AGgy i Bcex ocdarto ropasno 0Oosblie
cTangapTHO BennunHbl AG®, ITOCKOIBKY KOHLIEHTPAMH Y4aCTHUKOB PEAKIMH CYIIECTBEHHO MeHble 1 M
(Tadm. 2).

Tabnuna 2
CB06OIHAas SHEPTHS THAPOIN3a HEKOTOPBIX COeqUHEHHH B cTanaapTHBIX (AG®) n
¢uznonornyeckux (AGy) ycIoBUSAX CPEAbI

Coenunenne ‘ IIpoaykThl ruapoIHu3a | -AG’ ‘ -AG)
Boicokodnepreruueckue gocdarnl
docdoeHonanupysar [Tupysar + Pi 61,7 66,7
1,3-mudochornumepar 3-bochornumepar + Pi 49,2 41,7
Kpetundocpar Kpearun + Pi 42,5 -
ATP ADP + Pi 30,4 50,0
Aneruin-KoA Auerar + HSKoA 30,4 -
ADP AMP + Pi 30,4 50,0
ITupodochar-rnon 2P 335 50,0
I'moko30-1-pocdar I'roko3a + Pi 20,8 -
Husko3nepreruueckue gocharbi
®dpykT030-6-hochar ®dpykrosza + Pi 15,8 -
AMP Anenosun + Pi 14,1 -
I'moko30-6-pocdar I'moko3sa + Pi 13,8 23,8
a-riareponadocdar [nunepus + Pi 9,2 -

Paszubie (ochopmimpoBaHHbIe COSAMHEHHUS O00J1aJal0T Pa3HBIM 3aracoM CBOOOMHOW 3Hepruu. K
rpymmne BbIcOKO3Hepretuueckux ¢ocgartoB, momumo AT, otHocAT enHondochaTbl, AHTUAPUIBL U
¢dochoryanununsl. CoeauHEHHs, PACHOJIOKEHHBIE B HIKHEH YacTH TaONMIBl, COCTaBISIIOT TPYIILY
HU3KO3HepreTHuueckux hocdaros.

Tak, ocHOBHBIMH TepeHocuukamu (GochopribHblx Tpymn sBistores AM®D, AP u ATO.
AneHo3uHTpHU(OChaT THAPOIHU3YETCS ¢ OOIBIINM OTPULIATENIEHBIM H3MEHEHHEM CBOOOIHOM 3Hepruu (Talur.
2) u otuM otnmuaercss oT AM®, KOTOpBIi B IMKIIE TIEPEHOCA SHEPTUU BBICTYIAET JIMIIb KaK MEPEHOCUYHK
nupodocdarnoro ocratka. [Ipu ruaponutndeckom pacuiermieand AT® no AP u dochopHON KHUCIOTHI
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Puc. 2. Makpoapruueckue cBsi3u B MoJiekyine AT®
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3a cyTku B opraHmu3Mme oOpasyercs u pacmamaercst okoyno 60 kr AT®. Oxnaxo B kietke AT®D He
HAKaIJIMBACTCs, & PACXOJyeTCs B TeUCHHE | MUHYTHI MMOCJe 00pa3oBaHuMsl, 4TO TPeOYeT € HeMpPEepPhIBHOTO
nononHeHust (ATD-A/4D yuxn). Cunres u ucnonb3oBanre AT® nporcXoaaT MOCTOSHHO, H TO KOJHYECTBO
AT®, xoTopoe OBLITIO H3PACXOTOBAHO KIETKOM, BOCIIONHSICTCS B IPOIIECCE €€ CHHTE3A.

Takum 00pa3oM, B BBICOKOIPTHUECKHX CB3sAX AT® akKkyMymupyeTcsl SHEprus, BbIenseMas B
mporeccax karaboiim3Ma. DHEprusi, BBIISISIONIAACS TPU OKHUCICHHU THIIEBBIX BEIIECTB, 00CCIeYnBacT
cunte3 ATP u3 ADP u Pi, a sueprus ruaponuza ATP, B CBOIO ouyepe/ib, HCIOIB3YETCs B Pa3IHYHbBIX BHIAX
paboTEHIL.

Bonpocut ona camokonmpona:

1. Yro Takoe karabomm3am? Uto Takoe aHabomm3m? JlaiiTe XapaKTEpHUCTHKY B3aWMOCBSI3U MEXITY
KaTaboIM3MOM U aHaOOTU3MOM.

2. Yto Takoe Metabonu3m? UTo Takoe METaOOIUTHI

3. Kakme coemuHeHus Has3bIBalOTCS Makpospruueckumu? [IpuBenure mnpuUMepbl MaKpO3PTrHYECKUX
COECIMHEHHN.

4. Yem pa3nmuyaroTCsl MOHSATHA CBOOOAHOM XWMHUYECKOW SHEPIUH, OMNpPENENICHHON B CTaHIAPTHBIX W
(U3HOTOTHIECKUX YCIOBUSX?

5. OkucreHne TIOKO3bI A0 YIJIEKUCIOro ra3a M BOJBI MPOTEKAECT C BBIACICHHEM OOJBIIOTO KOJIHYECTBA
sHepruu. Kak o0bsICHUTH TOT aKT, 4TO TIIOK03a Ha BO3yXe BIOJHE YCTOWYNBA K OKUCICHHUIO?

6. Kakue Tumbl cBsizell HCIONB3YIOTCS B OMONOTMUYECKHX cHucTeMax? M KakoBBI WX DSHEpPreTHYECKHUe
xapakrepuctuku? [louemy mms oOpa3zoBaHus 3TUX CBsI3eH HE HyKeH (pepMeHTaTHBHBINA KaTanu3? KakoBo
3Ha4YEHHUE CIa0bIX CBA3CH?

3adauu 011 camocmoamenbHoi padomol:

1. Ha npumepe npespamenuii 3-GpocorinepuHoBOro aabAeruia MoKaKUTe B3auMOCBS3b YITIEBOTHOTO U
JIUITUIHOTO 0OMEHOB. Hamnumimre ypaBHeHHS PeaKITHid.

2. Haiingutre KOHKpeTHBIE (OPMBI B3aHMMOCBSI3M OOMEHa OENKOB W HYKIEHHOBBIX KHCIOT. Packpoiite
CYIIHOCTb HX.

3. Hamummre ypaBHEHUsI pEaKLUi, IOKa3bIBAIOMIMX B3aUMOCBS3b ANOTOMHUYECKOTO IIyTH pacmaja
YTJIEBOJIOB U OMOCHHTE3a HYKICOTH/IOB

4. Tlokaxute ponb HykieoduaaudpochocaxapoB B OHWOCHHTE3E ONHIO- W ToiUcaxapunoB. Hamwmmmre
YpaBHEHHUS PEaKLUi.

5. TlokaxwuTe 3HaUYCHHE METAOOJIMTOB IIMKJIA TPU- U TUKAPOOHOBEIX KUCIIOT B OeiakoBoM oOMeHe. HamumnTe
XMUMUYECKHE YPaBHEHHMS.

6. Ha npumepe npeBpaiueHuii anetwii-S-KoA mokaxute B3auMoCBs3b 0OMEHa YITIEBOAOB U JIMIUIOB.

7. Ha KOHKpETHBIX MpUMepax MpPOJIEMOHCTPUPYHTE OIOCPEAOBAHHYIO B3aMMOCBSI3b OOMEHa OEIlKOB,
YTIJIEBOJIOB U HYKJIEOTH/IOB.

8. Packpoiite B3auMOCBSI3b OOMEHAa HYKJIEMHOBBIX KHCJIOT M JIMIHMIOB HAa KOHKPETHBIX INPUMEPaXx.
Hanumwure XuMUuYecKkue ypaBHEHHS, IMOATBEPKAAIONIME DPa3MYHbIE IYTH B3aWMOCBS3U YKa3aHHBIX
0OMEHOB.

9. Onummre ypoBHHM pEryisLun OMOCHHTE3a Oellka.

10.OxapakTepu3yiiTe ONEPOHHBIH YPOBEHb PETYSIIMHM OMOCHHTEe3a HH(POPMALMOHHBIX MaKpPOMOJIEKYI.
JaiiTe MOHATHE O TATEHTHOM U aKTHBHOM COCTOSTHUHM MH(QOPMAIHOHHBIX MaKpPOMOJIEKYJI.

11.IIpuBenute npuMepsl METaOOIUTHON peryniauuu (pepMeHTaTUBHBIX IpoueccoB. Hanumure xumuueckue
YpaBHEHHS.

12.0Oxapakrepu3yiiTe TOPMOHAJIBHYIO PETYIISIHMIO YTIIEBOJHOTO OOMEHA.

13.HanumuTe ypaBHEHUS] peakiuil MEepBHYHOTO OMOCHMHTE3a aMHHOKHCIOT M3 METa0OJHTOB YIIIEBOJHOTO
oOMeHa.

14.Ha mnpumepe mpeBpaiieHHs] KOHEYHBIX MPOJYKTOB ACCTPYKIIMH IYPHUHOBBIX OCHOBAaHHW MOKaKUTE
B3aMMOCBSI3b HYKJIEHHOBOT'O, OEIIKOBOTO M JIMITUIHOTO OOMEHOB. HamumimTe ypaBHEHHUS peaKIHid.

15.Casa3yrommm 3BeHOM B 0OMEHE JIMIHUI0B, OEIKOB U YTIEBOAOB siBIsieTcs 3-pochornuuepruHoBasi KUCIOTa.
Hanumure ypaBHeHHS peaklnii, XapaKTepH3yIOIIre B3aMMOCBSI3b YKa3aHHBIX OOMEHOB.
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1.3. buojoruyeckoe OKuCJIeHHE

HaunGonee BaXHBIMU SK303PTOHUYCCKUMH PEAKIMSIMH METa0O0JIM3Ma SBISIFOTCST PEAKIIMH OKHCICHUS
OPraHMYECKUX BEIIECTB, B KOTOPHIX HCIIOIL3YETCS KUCIOPOA ¢ 00pa3oBaHHEM BOJbI M YIIIEKHUCIIOTO rasa,
T.€. pEaKINU OKUCICHMS.

N3menenne cBOOOAHON »HEPrUH, XapaKTEPU3YIOMIEH pEakIuh OKHCICHWS M BOCCTAHOBIICHUS,
MPOIOPITUOHATIPHO CIIOCOOHOCTH OTAaBaTh WM NPUHUMATh JJICKTPOHBL. TakuM o00pa3oM, H3MCHCHHE
CcBOOO/THOM SHEPTHH OKUCIMTEIbHO-BOCCTAHOBUTEIFHOTO TPOIEcCa MOXKHO XapaKTEpPH30BaTh HE TOJBKO
BenmurHON AG®, HO M BEIMYHHOM OKHCIHTEIBHO-BOCCTAHOBUTEILHOTO MOTeHIHana cucteMbl AEC,

Penokc-riotenmuais: E° CBS3aHBI ¢ H3MEHEHNHEM CBOGOIHOM SHepruu ypasHeHueMm HepHcera:

AG’=—n-F-AE’,

TJIe, N — YUCIIO IEPCHECEHHBIX B PEAKIIUHU 3JICKTPOHOB;

F — nocrosianast Gapazest (23 061 kkan B mons™);

AE° — pa3HOCTh PEAOKC-TIOTEHIMAIOB DIIEKTPOHIOHOPHOM U DIIEKTPOH-AKIEIITOPHOM T1ap.

OOBIYHO OKHCIHTEIBHO-BOCCTAHOBUTEIBHBIN MOTCHIIMA CHCTEMbI CPaBHUBAIOT C MOTEHI[UAIOM
BOJIOPOJTHOTO 3JeKTpoa, mpuauMast ero 3a 0,0 B, mpu pH=0. Onnako 1y OHONTOTHYECKUX CUCTEM yroOHee
HCTIONB30BATh OKUCIMTENBHO-BOCCTAHOBUTENBHBIN moTeHman E° m = — 0,42 B mpu pH=7,0. MoxHo
MpelcKa3aTh, B KaKOM HANpaBlICHUM TIOWIET IOTOK OJJIEKTPOHOB TMPH COMNPSDKEHUM OKHCIUTEIIBLHO-
BOCCTAaHOBUTEIBHOM CUCTEMBI (Tabi1. 3).

Tabmua 3
CranapTHbIE MOTEHIHATIBI OKUCINTEbHO-BOCCTAHOBUTEILHBIX CHCTEM
Cucrema 3nauenne E°, B
Kucnopon / Bona + 0,82
Iuroxpom a: Fe*'/Fe’* +0,29
Iuroxpom c: Fe*'/Fe’ +0,22
YOUXHUHOH: OKHCI./BOCCTAH. +0,10
Hutoxpom b: Fe*'/Fe’ +0,03
®dywmapar / cykiuHat +0,03
D1aBONPOTEHH: OKUCI./BOCCTaH. -0,12
Oxcasoarnerar / MaiaT -0,17
[Mupysar / nakrar -0,19
Areroarnierar / THIPOOKCHOYTHPAT -0,27
JIumoar: okuci./BoccTaH. -0,29
HAJ"/ HAJH -0,32
H*/H, -0,42
CykiuHat/anbhakeTorinyrapat -0,67

Pasnple penokc-mapbl 00JIaga0T pa3IUIHBIM CPOJICTBOM K 3JIEKTPOHY. Te, y KOTOPBIX 3TO CPOJICTBO
MEHBIIIE, OTJAIOT IEKTPOH TEM, Y KOTO OHO OOJIBIIIE.

Buonozuueckoe okucnenue — co60KyRHOCHb peaKyuili OKUCIAEHUA, NPOMEKAIOUIUX 80 6CEX HCUBBIX
KJlemKax opzanusma.

OcHoBHas (hyHKIUSA OMOIOTHYECKOTO OKHCIIEHHS 3TO 00ecIIedeHne OpraHn3Ma SHEPTHEH B JJOCTYITHOM
JUISL ICTIOJIb30BaHus hopme

Knaccudukaius npoieccoB OHOJOrHYeCKOT0 OKUCICHHMS

1. CeoboxHoe okucieHHe, He conpsbkeHHoe ¢ (ochopummpoBanneM AJID, HE compoBOXIArOIEeCs
TpaHchOpMalMe SHEPTUH, BBIICISAIONICHCS NPHU OKUCICHHH, B 3HEPTHI0 MaKpOdprHYecKHx cBszeil. [lpu
3TOM DHEPIHs MEPEXOTUT B TEIUIOBYIO, U PACCENBAETCH.

2. Oxwucnenue, compsbkeHHoe ¢ ¢ochopunupoBanneM AJ[D. OcymiecTBisiercss OBYMS MyTSIMU:
(dochopHIIMPYIOIINM OKUCIICHUEM H CONPSHKEHUEM Ha YPOBHE AJIEKTPOHOTPAHCIIOPTHOM LETH — JBIXaHUEM.

[lo Tumy ce0600n020 okucnenus wunytr Bce 0€3 WCKIIOYEHUS OKCHUTEHA3HBIE PEaKIUH, BCE
OKHCJIMTEJIbHBIE PEaKUUH, YCKOpAEeMbIe MEpOKCHIa3aMH WIH COIPOBOXKAAIOMIMECS O00pa30oBaHUEM
nepokcuaa Bojaopona. Ilpomeccsl cBOOOAHOTO OKHCIEHHS COCPENOTOYEHBI B IIMTO30J€, B MeMOpaHax
9H/IOIUTA3MATUYECKON CETH KJIETKH, B MEMOpaHax JIM30COM, IIEPOKCHOM U ammapara [ oibmKky, Ha BHEITHUX
MeMOpaHaX MUTOXOHJPUHN U XJIOPOILIACTOB, SAEPHOM anmnapaTe KIETKH.

HaunOonee wn3yueH MexaHuU3M CBOOOJHOTO OKHCJICHHS NPH Yy4YyacTUH JUOKcHreHas. Hampuwmep,
nupokarexasa  (kaTexojl:  KuciIopon-l,2-okcupenykraza  genukiusyromias, M=85000). PacTtBopsl
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MMpOKaTexa3bl UMEIOT KPAaCHBIM IBET, T.K. COJIEP’KaT B aKTHBHOM IIEHTPE JIBa MMPOYHO CBSI3aHHBIX aToMa Fe,
KOTOpBIE COSTUHSIIOTCS ¢ MOJIEKYJISIPHBIM KHCIIOPOJIOM B KOMIUIEKC, T/I€ KHCIOPO aKTUBHPYETCS:
Fe*' + 0, —» Fe'0, - Fe*0,

Pemraronnyto posib B aKTUBUPOBaHUH MOJIEKYJISIPHOTO KUCJIOPOJia UTPaeT mepegada Ha Hero 3JeKTpoHa
C MeTaJuIa, BXOJAIIETO B cOCTaB (pepmeHTa.

Oxucrnenne, conpaxceHHoe ¢ (ocghopunuposeanuem, WIET TIABHBIM 00pa3oM Ha BHYTPEHHHUX
MeMOpaHax MUTOXOHIPHUH.

Cunme3 ATP uz ADP u H3PO0, 3a cuem 3nepzuu, 6bvloensiouieiici npu MKAHEGOM ObIXAHUU,
Ha3zvleaemca OKUcCIumenbHvIM ochopunuposanuem.

[lepBbIii 3Tanm TKAHEBOTO ABIXaHHUS — JETHAPHUPOBAHUE PA3JIMUHBIX CyOCTPaTOB, 0OpasyIOLIMXCS B
peaknmsax — katabonmm3ma. [Ipomecc  OKuCiIeHMs  paccMaTpHBaeTCs Kak  IEPEHOC  AIEKTPOHOB,
COTIPOBOXKIaEMBIN OTIIETIEHHEM ITPOTOHA OT OKUCIIIEMO MOJIEKYJIHI (CyOcTpara):

H-A-H — A +28+2H

[IpoTOHBI TPH 3TOM MTEPEXOAT B OKPYIKAIOIIYIO CPELY.

JIOHOPOM 3JICKTPOHOB SIBIISIETCS KHCIOPO: O, +4e+ 4H — 2H,0

[Ipu sTOM 0OpasyeTcs BoAa, MpUUeM TpeOyIOIUeCs A 3TOTO MPOTOHBI 3a0HParOTCs M3 PacTBOPA.
Mexay cyOcTpaTOM B KHCIOPOJIOM PACTIONI0KEHBI IIEPEHOCYUKH IEKTPOHOB.

@®epMeHTHI, OTIICTUISIONINE BOIOPOA OT CyOCTpaTOB (AETHAPOTEHa3bl), HAXOMSATCS B OCHOBHOM B
MaTpHUKCE MHUTOXOHIpHWA. B 3aBUCHMOCTH OT CTpOeHHS KO(PEPMEHTOB METHIPOTEHAa3bl JETSATCS Ha [BE
rpynmnsi: HAJT (NAD)-3aBucumbie u @A (FAD) -3aBucuMbie IeTUIpOTeHA3BI.

HukoTuHaMuA3aBUCUMBIe Aeruaporenassl cogepskar HAJL (NAD') wm HAJI® (NADPY)
koepMmeHTHl (mpon3BoAHble BUTamMuHa PP). DT KodepMeHTHI BXOAST B COCTaB aKTHBHBIX IIEHTPOB
JeTUIPOreHa3, HO MOTYT 00OpaTuMO JAWUCCOIMHMPOBATh M3 KOMIUIEKCA C amoepMEHTaMH U BKIIIOYAIOTCS B
coctaB gepmenTa B xoae peakuuu. Cyocrpatst HAJI- (NAD) u HAJI®—3aBucumeix (NADP) nerunporenas
HaxXOsATCS B MaTPUKCE MHUTOXOHAPHH M B mmTo3o0ie. Pabodeld 4acThi0 HUKOTHHAMHUIHBIX KO(EPMEHTOB
CIYKHUT HUKOTHHAMH] (puc. 3).

H O
NNH' -2H"+2e
' +2H-2
& 2H-2e
NAD* NADH+H'

Puc. 3. CtpykrypHbIe hopMyisl paboueii yactu kodepmento NAD u NADP*

B okucieHHOl GopMe HUKOTUHAMUHBIE KopepMeHThl 0603HauaoT kak NAD" u NADP®, T.x. onn
HECYT MOJIOKUTENBHBIN 3apsi/l Ha aTOMe a30Ta MUPUAMHOBOTO KOJIbIAa. B peakiusx NeruiprupoBaHus U3 IBYX
aTOMOB BOJIOPOJia, OTLICIUIAEMBIX OT OKUCIISIEMOro cyOcTpaTa, HHKOTUHAMUAHOE KOJIBLO IPUCOSANHAET HOH
BOZOpoJa M JBa 3jekTpoHa B Qopme ruapun-uona (H). Bropoii mon nepexomut B cpeny. B oGpartHOi
peakuuu NADH (NADPH) BeicTynaroT B KauecTBe JOHOPOB 3JIEKTPOHOB U IIPOTOHOB.

BonpImmHCTBO JeruaporeHas, MOCTABIAIONMIUX 3JCKTPOHBI B IIEMb IepeHoca 3ekTpoHoB (LII19),
cozepxar NAD'. OHM KaTaIM3upyIOT peaKiuy THIIa:

R-CHOH-R; +NAD" 2 R-CO-R;+NADH +H"

Takum o6pazom, NAD®, npucoesuuss HpOTOHBI M 3JIEKTPOHBI OT PA3NMUHBIX CyOCTPATOB, CIIYKHT
TJIABHBIM KOJUIEKTOPOM HEPIHMH OKUCIISIEMBIX BELECTB M IJIaBHBIM MCTOYHHKOM 3JIEKTPOHOB, 00JIaIal0IINX
BBICOKMM SHEPreTHYECKUM NOoTeHnranoM, st LIID.

NADPH He sBnsieTcsi HEMOCPEACTBEHHBIM TOHOPOM 3ieKTpoHOB B LIIID, a wmcmomp3yercs modtn
WCKITIOYUTEIHFHO B BOCCTAHOBUTENBHBIX OnocuHTe3aX. OJHAKO BO3MOXXHO BKJIIOYEHHE DJIEKTPOHOB C
NADPH B LI G6narogapst JecTBUIO MUPUAMHHYKICOTH] TPAHCTHIPOreHas3bl, KaTAIN3UPYIOIIEH PeaKItIO:

NADPH + NAD" 2 NADP" + NADH

B NAD-3aBucumbix neruaporenazax NAD HenpowHo cBsizaH ¢ (EPMEHTOM; B BOCCTaHOBJICHHOMN

dopme (NADH) oH otaensiercs ot anopepMeHTa U CITy)KHT JJOHOPOM BOJIOPO/Ia JUIsl Ipyroro gpepMeHTa:

12



Manar-
[erw/Iporesasa

HOOC—CH—CIH—COOH i NADI+ 1T + HOOC - CH — CH. — COOH
( )
on : ‘
Maaar Oxcaroanerar

®naBuHoBBIe AeruaporeHassl cogepxar ®AJl (FAD) nmun ®MH (FMN) xodepmenTs! (oOpa3yroTcs B
opraHu3Me 4eoBeKa u3 ButamuHa B,). OHE mpouHO cBs3aHbI ¢ armodepmenTamu. Pabodeit vacteio FAD u
FMN ciykuT M30aJ7IOKCA3HHOBAs COTMPSDKEHHAS ITUKINYecKas cuctema (puc. 4).

R R
| |
HSCQNI’i\'¢O +2H*+2e N H;CQN | N\‘¢0
Z NH ¢ NH
H,C N i -2H'-2e H,C Nj%/
| |
0 ® o

Puc. 4. CtpykrypHble dhopmynsl pabodeit gacti kopepmerntoB FAD u FMN

FAD cnyXuT akentopoM 3J1eKTPOHOB OT MHOTHX CyOCTPAaTOB B PEAKIIMIX THIIA!
R—-CH,-CH,-R; + E (FAD) 2 R-CH=CH-R; + E (FADH),),
rae E — OenkoBast yacTe (hepMeHTa.

B xone peakiuu FAD u FMN npucoeuHsoT 2 3J€KTPOHA U, B OTIUYHE OT NAD+, 00a TepseMbIX
cyoctpatom mpotoHa. B FAD-3aBucumbix aeruaporeHazax FAD koBalleHTHO cBsi3aH ¢ amo)epMEHTOM,
MMO3TOMY B PEaKIMsIX, Kataau3upyembrx FAD—3aBUCHMBIMU JIETHIpOT€Ha3aMHU, YIaCTBYeT BTOPOU cyOcTpar
(akuentop Bomopoaa) (puc. 5). Jnst Bcex (uaBUHOBBIX (DEPMEHTOB 3TUM CYOCTPATOM CIIYKUT YOMXUHOH
(k03H3UM Q).

HOOC — CH, — CH, — COOH Cyxunnaraeruaporenasa QH,
Cyxumnar (FAD)
HOOC — CH=CH - COOH Cyxuusarierniporenasa Q
Mymapar (FADH))

Puc. 5. lerunpupoBanue CykiMHATa

Ilepenoc anextporoB or NADH k Kucnopoay BKIIOYAET psifl IEPEHOCYHKOB, KOTOPBIE JTOKATH30BaHbI
BO BHYTpeHHeH MeMOpaHe MHUTOXOHIApUH. 3a UCKIIOYEHHEM YOMXMHOHAa M uutoxpoma C, 3TO CIIOXKHBIE
0€JKOBBIE KOMILIEKCHI.

NADH-nerunporenaza (NADH-Q-penykrasa, kommieke ) cOCTONT M3 HECKOIBKUX TIOJIHUITETITHIHBIX
neneit. Pomp mpocretmueckoi rpymnmbel urpaer FMN. EnunctBeHHbId cyOcTpar depmenta — NADH, ¢
KOTOpOro 2 3JIEKTpOHa W NPOTOH mnepeHocsatcs Ha FMN ¢ oOpazoanmem FMNH,. Bropoit mporon
MOTJIONIAETCS M3 MaTpUKca. Peakiust mpoTekaeT 1o ypaBHEHHUIO:

NADH + H" + E (FMN) — NAD" + E (FMNH))

C FMNH; »nexTpoHbI NepeHocsaTes 3aTeM Ha psan xene3zo-cepHbix Oenkos (FeS), urparomux ponb
BTOpOW TpocTeTHyeckol rpynmbl B monekyine NADH-permaporeHassl. ATOMBI skene3a B 3THX Oenkax
(HeremMoBoe >keJ1e30) COOpaHbl B HECKOIBKO TPYIII, TAK HA3bIBAEMBIX JKEJIE30-CEPHBIX LIEHTPOB.

FeS-1ieHTpbl BXOAAT B COCTaB MHOTUX O€NKOB ((h1aBONPOTEHMHOB, LUTOXPOMOB), YYaCTBYIOLUIMX B
OKHUCITUTEIbHO-BOCCTAHOBUTENIBHBIX peaknusax. M3sectHsl 3 tuna FeS-mentpoB (FeS, FeoS,, Fe,S,), B
KOTOPBIX aTOM eJie3a CBs3aH C aTOMOM CEepbl OCTATKOB IIMCTEWHA WJIH HEOPraHUIECKOH Cephl.

NADH-zgeruaporeHasa coiepKUT HECKOIBKO IIeHTpoB THma Fe,S, u Fe, S, ATombl xene3a B Takux
LIEHTPAX MOTYT IPHHUMATH U OTJIABATh YIEKTPOHBI MO0UYEpEnHO, mepexons B heppo- (FE*) u peppu- (Fe*)
coctostHust. OT jKeNie30-CePHBIX [IEHTPOB AJICKTPOHBI MepeHocsTes Ha kodhepmeHt Q (youxunoH) (puc. 6).
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CH,—O CH,
?H: CI:H,
CH,—0 CH-CH=C-CH;),-CH;-CH=C-CH,
l
o (n=5-9)
YBuxuHoH (xodepment Q)
o] o OH
I | I
R: e+ H R, R e+H Rs R,
Ry R, R, Rs Ry
| I |
(o] OH OH
OxucneHHan CemMuXMHOH BoccranoaneHHan
cdhopma Q (popma caobop- chopma
HOro p‘_'ag;:uana) QH2

Puc. 6. Crpykrypa youxunona (kopepmenra Q), Te n — 4UCiIo H30IPEHOUIHBIX 3BEHBEB.

YOUXUHOH MOXET NPUHUMAaTh OJUH JIEKTPOH W NPEBPAILATHCA B CEMUXWHOH WM 2 JIEKTPOHA U
MTOJTHOCTBI0 BOCCTAHABIUBATHCS B THAPOXUHOH (YOHMXUHOM).

B mpomecce nepenoca snektporoB ¢ NADH-nerunporenassl yepe3 FeS Ha yOUXHMHOH OH 00OpaTHMO
MPEBpaLacTCs] B TUAPOXUHOH. Y OMXUHOH BBINOJHSET KOJUIEKTOPHYIO (BYHKLHIO, IPUCOCTUHSSA SJIEKTPOHbI
or NADH-geruaporenassl um Apyrux (¢IIaBHH3aBHUCHMBIX JETHIPOT€Ha3, B YaCTHOCTH, OT CYKIIHMHAT-
JeTUIPOreHa3bl. Y OUXUHOH yYacTBYET B pEaKIHsIX THMA:

E (FMNH,) + Q — E (FMN) + QH,

L{uTOXpOMBI MJIM T€MONPOTEHHBI IPUCYTCTBYIOT BO BCEX THIIAX OPraHU3MOB. B KieTkax s3ykapHoToB
OHH JIOKAJIM30BaHbl B MUTOXOHJAPHAIBHBIX MeMOpaHax. M3BecTHO okono 30 pa3nmuyHbBIX IUTOXPOMOB. Bee
MUTOXPOMBI B KauyecTBE NPOCTETHYECKOHW TPYNNBI coaepkaT reM. Mx MHoOrooOpasue oO0YCIIOBIEHO
pasnuuneM OOKOBBIX LETIeH B CTPYKTYpE Te€Ma; pa3iuiieM B CTPYKTYpE MOJUIEITHIHBIX LIENe; pa3inyueM
B CIIOCO0€ CBSI3U MOJIMIENTUAHBIX LIEHEH C TeMOM.

B 3aBHCcMMOCTH OT CITOCOOHOCTH TMOTJIOIIATH CBET B ONMPECNEHHON YacTh CIIEKTPa BCE YUMOXpOoMbl
JeNsT Ha TPynmnsl a, b, ¢. BHyTpH Kaxm0#l TpymIbl OT/ENbHBIE BUABI C YHUKAJIbHBIMH CHEKTPALHBIMU
cBoiicTBaMu 0603Ha4aroT 1HdpoBeiME HHICKCamu (b, by, by 1 T.11.).

CTpyKTypHBIE OCOOCHHOCTH Pa3HBIX BHJOB IIUTOXPOMOB ONPEACISIOT Pa3Iniie B UX OKHUCIUTEIHHO-
BOCCTaHOBUTENIbHBIX MoTeHiuanax. B IIID ywactBytor 5 TumoB muroxpoMoB (@, as b, ¢, c¢1). 3a
UCKITIOUCHUEM YUMOXPOMA C, BCE LIUTOXPOMBI HaXOASTCS BO BHYTpEHHEH MeMOpaHe MUTOXOHAPHUN B BHIE
CJIO’KHBIX OEIIKOBBIX KOMILJIEKCOB.

QHj-nmeruaporenaza (kosH3uMm Q-yumoxpom c- pemykraza, xomiuiekc III) coctoutr w3 2 Tumon
yumoxpomos (b; u by) u yumoxpoma c;. QHp-merunporeHasa NepeHOCUT INIEKTPOHBI OT YOMXHHONA Ha
yumoxpom c. Bryrpu xommuekca Il snektponsl mepeparorcsi ot yumoxpomos b nHa FeS-neHTphl, Ha
YUmMoXpoMm €1, a 3aTE€M Ha YUMOXPOM C.

I'pynmsl rema, mogobHo FES-TIeHTpaM, mepeHoCsT TOJABKO M0 OJHOMY 3JIeKTpOHY. Takum oOpa3oM, OT
Mmonekyasl QH;, 2 anexTpoHa mepeHocaTcs: Ha 2 MOJNIeKyJbl yumoxpoma b. B kadecTBe MpoMeKyTOYHOTO
MPOJAYKTa B O3TUX PEaKIUsAX IEepeHoca DIEKTPOHOB BO3MOXKHO 00pa3oBaHHE CBOOOIHOIO paguKana
CEeMUXUHOHA. B yumoxpomax tTana b rem He CBsi3aH KOBAJICHTHO C OGJIKOM, a B YuUmMoxpomax ¢; U ¢ OH
HPHCOCANHSETCS K OSITKY TPH MOMOIIN THOIDHUPHBIX CBsi3eil (puc. 7).
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BuHmneHan rpynna
—A—

MeTunsHas rpynna

MponmonmnbHan
l rpynna
COO

Puc. 7. Ctpykrypa rema yumoxpomos b, c, ¢,

OTU CBsA3M 00pa3yroTCs MyTEM NMPUCOCTUHCHUS 2 IMCTCHHOBBIX OCTATKOB K BUHIJIBHBIM TPYIIIaM
rema.

Lumoxpom ¢ — nepudepudeckuil BOJOPaCTBOPUMBIN MeMOpaHHBIH OCJIOK ¢ MOJICKYJSPHONH Maccoi
12500 [, mmeromuii oqHy MOJUMENTUAHYIO Lenb u3 100 aMHMHOKHCIOTHBIX OCTaTKOB, M MOJICKYJY rema,
KOBaJICHTHO CBSI3aHHYIO C ITOJIUIICTITHIOM.

Hutoxpomokcunaza (komrmieke [V) coctout u3 2 yumoxpomog THTNA @ U a3 KaXIBIH U3 KOTOPHIX
HUMEET LIEHTP CBSA3BIBAHUS C KUCIOPOJOM. [{umoxpomsl a N a3 IMEIOT XapaKTePHYIO JKeJIe30Mop(HUPUHOBYIO
MPOCTETUYECKYIO IPYIITY, HA3bIBAEMYIO TEMOM A M OTJIMYAIOILLYIOCS OT IeMa yumoxpomos ¢ u C; (puc. 8).

OH conepKuT (HOPMUITBHYIO TPYIITy BMECTO OAHON W3 METaJIbHBIX TPYII U YTICBOJOPOIHYIO IICTh
BMECTO OHHOﬁ W3 BUHWIBHBIX I'PYIIIL.

CH,

1
(CH,—CH=CH CH,), -H

CH, ?H’ YrnesoaopoaHsii
pagukan

®opmunsHan NP
pynna

“"COO—CH;— CH, -

Puc. 8. Ctpoenue rema A

Jpyrast 0COOCHHOCTb KOMNIEKCA d-d3 — HAJTMUNE B HEM HOHOB MEJIH, CBSA3aHHBIX C OCJIIKOBOH YacThiO B
Tak Ha3biBaeMbIX CuA-1ieHTpax. [lepeHoC SIEKTPOHOB KOMAIIEKCOM A-A3 BKITIOYACT PEaKIINK:
Cu' 2 Cu®* +g¢,
Fe 2 Fe* +&
Komrmuteke yumoxpomosé a-az HEMOCPEACTBEHHO pearupyeT ¢ MOJICKYJSIpHBIM KuciopomoMm. [leperoc
AJIEKTPOHOB Ha KHCIOPOJ[ TPOMCXOMUT TPU YYACTHU CHCTEMBI TEPEHOCUYMKOB, JIOKAIM30BAHHBIX BO
BHYTpEHHEH MeMOpaHe MUTOXOHIPHI U 00pa3yIoIIKX IeMb mepeHoca anekrporos (II13) (puc. 8).
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nw’ NAD-zasncuvuie ae ‘i
W. N - C LU (L} H,.lp‘)‘l UH4 W
O-KETOTNIYTapAaT, (xoHbepMeHT NAD')
NADH- QH,- LixToxpomo-
JAeTvIporeHasa JCTHAPOTCHA3a KCuaasa
NADH M Q (111} Iuwroxpov ¢ av) T
{(FMN, LiuroxpoMut b.¢ Lgroxpomer | 7\
FeS-6enok) Genxu beS A A {20,

2H O

FAD- maBuCHMBIE JerIpoT enashl

el L o y /(mmpepueu'r FAD)

Puc. 8. Iyt mocTyruieHns 3IeKTpOHOB 1 MPOTOHOB B LIIID OT mepBUYHBIX JOHOPOB

BricokoMOJIEKYIIpHBIC KOMILJICKCHI, PACIOJIOKCHHBIC BO BHYTPEHHEH MeMOpaHe MHUTOXOHAPUI:
NADH-nmerunporenasa (kommuiekc ), CHp-neruaporenasa (xkomruiekc III), muroxpomMokcugaza (KOMILTIEKC
V). NAD-3aBucuMbIe AErHIPOreHa3bl JIOKAJTM30BaHBl B MaTpHKCEe MHUTOXOHApHid. BombmmucTBo FAD-
3aBUCHMBIX JIETMJPOTreHa3 TaKKe HaxOJUTCs B MaTpUKce; CyKUMHaTAerujaporenasa (xomruiekc II), B
otnuune oT Apyrux FAD-3aBUCHMBIX IermaporeHas, SBISETCS KOMIIOHGHTOM BHYTpPEHHEW MeMOpaHBI
MUTOXOHIIPUH, HO HA PUCYHKE HE MPeJICTaBIIeHa

B cocras LI19 Bxogsit: NADH-neruaporenasa (kommiekc I), cykuunataeruaporenasa (komrmiekc II),
QHz-neruaporenasa (xomruiekc III), muroxpomokcuaaza (kommuieke [V), a Taxke HU3KOMOJEKYJSpHBIE
nepeHocyrku (kopepmeHT Q u yumoxpom c).

Bce xommonentsr LI1D pacmonoxeHbl B MUTOXOHApPHATBLHOW MeMOpaHe B IMOPSIKE BO3PACTAHHUS
PENOKC-TIOTCHIIMANIOB, CaMBIi  BBICOKHMH  PEJOKC-TIOTEHIWAl Yy KUCIOpojga. JTO  obecrieuyrBaeT
MOCJIEI0BAaTEIbHOE  I[EPEMEILEHHE 3JEKTPOHOB OT JETHAPHPYEMBIX CyOCTpaToB Ha  KHCIIOpOL,
COIIPOBOXKAIOIIEECs] OCBOOOXKAEHUEM YacTd CBOOOTHOM 3HEpruu 31eKTpoHoB. Oxono 40% 3Toi 3HEpruu
TpaHC(hOPMHUPYETCS B SHEPTHIO XUMHYECKUX CBS3EH B ITpoIecce OKUCIUTENBHOTO (pocopuanpoBaHusl.

Ha sramax LII9, rme mepeHOC 3MEKTPOHOB COMPOBOKAAETCS OOJIBIIMM CHIDKEHHEM CBOOOIHOMN
9HEPIHUH, CO3A0TCA YCIOBHA i cuHTe3a ATO.

ComnpsxeHne TKaHeBOTO JbIXaHus 1 cuHTe3a ATP mpoucxoanuTt B HECKOJIBKO 3TAMOB:

1. Ilepenoc anextponoB o LII13 mpu ygactun kommuiexcos I, III u IV compoBoxxaeTcs BeiaeneHnEM
HanOOJIbILIEro KOJM4YecTBa 3HEPru. YacTh 3TOW SHEPruM HCIONb3yeTcs 1 nepeHoca H+ u3 marpukca B
MEXMEMOpaHHOE IPOCTPAHCTBO, B PE3YJIbTAaT€ UEr0 BO3PACTACT HMPOMOHHBLL IIEKMPOXUMUUECKUTL
nomenyuan AuH", ocnoenoil cocmaensioueii KOMopozo Aeasemcs npomonnwlil 2paduenm (puc. 9).
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DTans! CONPAKEHRA
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MATPHKC ATD

Puc. 9. Conpsixenue napixanust u cuare3a ATP B MUTOXOHIpHSIX:
I-NADH — nerunporenasa; II1 — QHy-nerunporenasa; IV — iuroxpoMokcuasa,
V — ATP-cunrasa.

OHeprusi NMPOTOHHOTO 3JIEKTPOXMMHUECKOTO MOTEHIHala HCIonb3yercs ans cuHtesa ATP, ecnu
MIPOTOHBI BO3BPAILIAIOTCS B MATPUKC Yyepe3 HOHHbIE KaHainbl ATP-cuHTa3bl

2. Ilpu AOCTMXEHWH ONPEIEIIEHHOTO MPOMOHHO020 2paduenma Ttipoucxomut axtusarus ATP-
cunmaswl (KoMIieKe V), B Hell OTKpBIBaeTCsl KaHall, Yepe3 KOTOPBIM MPOTOHBI BO3BPAIIAIOTCS B MATPUKC U3
MeKMeMOPaHHOTO MPOCTPAHCTBA, a 3Heprust AUH" ucnonb3syercs ans cunreza ATP.

3. Kaxngpiit u3 tpex komrutekcoB LI13 (I, 111, IV) oGecieunBaeT HEOOXOMUMBIH MTPOTOHHBIN TPaUEHT
st aktuBanuu ATP-cunTasel v cuHTe3a oaHoi Monekyibsl ATP. KonnuectBo Monekyn ATP, oOpa3oBaHHBIX
MIPU BOCCTAHOBIIEHWH OJHOTO aTtoma kuciopoaa mo H,O mpu mpoxoxaeHuu ABYX AJIEKTpoHOB 1o LIIID,
SKBHBAJIEHTHO KOJIMYECTBY HcHonb30BaHHOTO ¢ochata HiPO, (P) u BeIpaxkaercs xoagpguyuenmom
oKucaumenvHozo ocopunuposanus (P/0). Eciu Bogopon nocrymnaer B LII1D ot kodpepmenra NADH, to
P/O wumeer makxcumanvnoe 3Hauenue, paBHoe 3. Ecmu Bomopon mocrymaer ot FAD-3aBucHMBIX
neruaporenas, To P/O paBen 2 (peasbHble 3HaueHHs P/O HECKONBKO HWXKE, TaK Kak 4acTb SHEPIUU
3JIEKTPOXUMHUYECKOT0 TIOTeHIIana paccenBaercs B popme ternoTsl). [lpu yaactun ATP-ADP tpancnokassr,
PAacIONIOKEHHOW BO BHYTpEeHHEH MeMOpaHe mutoxoHapuid, ATP TpancmopTupyeTcst B UTOIIa3My B 00OMEH
Ha ADP. B murormiazme ATP ucmnonb3yercs Kak UCTOYHUK SHEPTHH B PA3IUIHBIX MPOIECCaX.

Taxum o0pazom, mpancghopmanyus nepzuu B OpraHu3Me IPOXOIUT CIAEAYIOIUM 00pa3oM:

DHeprua XUMHYECKUX cBA3eil cyocTpaTos

DHeprua 31eKTpoHoB B cocTase Kodpepmentos NADH u FADH,
DHeprud 31eKTpoHoB, nepeHocumbix no LLID na kucnopon
DHepruga TPAHCMEeMOPAHHOT O 3JIeKT POXUMHYECKOro NOTeHIUAIA

DHeprus XuMH4YecKHuXx ceazeil ATD
Ha Bcex aTamax 3Toro mpoiiecca 4acTh S3HEPIUU pACCEUBACTCS B BUJIC TEIUIOTHI.

Yckopenue mkaneeozo oOvixamus u okucrumenvHozo ¢hochopunuposeanus npu noevlUleHUU
konyeumpauuu ADP nazvieaemcsa ovixamenvnvim Konmponem.
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[Tepenoc anexTponoB mo III1D u cuaTe3 ATP TecHO cOmpsDKEHBI, T.e. MOTYT IPOUCXOIUTH TOJIBKO
OJTHOBPEMEHHO U CHHXpOHHO. [Ipu yBenmmuenun pacxoga ATP B kimeTke yBenmmauBaetcst komndecTBo ADP u
€ro MOCTYIIEHHE B MUTOXOHAPHUHU.

[NoBeimenue konuentpauun ADP (cy6ctpara ATP-cuHTa3bl) yBennunBaeT ckopocTh cuHTe3a ATP.
IIpu 3TOM CHMIKaeTCd NPOTOHHBIA TPAAUEHT, YTO CTUMYJIMPYET OKHCICHHE NEPBUYHBIX JOHOPOB U
YBEIMYMBAET CKOpPOCTh TMepeHoca »dnekTpoHoB 1o LIIID. IlepeHOC »IEKTPOHOB COMPOBOXKAAETCS
yBEIMUCHHEM TIOTJIONICHUSI KUCIIOpOJa, TpPaHCIOpTa MPOTOHOB M3 MaTpuUKca B MEKMEMOpaHHOE
MIPOCTPAHCTBO U MOBHIIIEHHEM MPOTOHHOTO TPailieHTa, Heo0xoauMoro sl akTuBanuu ATP-cuHTa3bL.

Takum oOpazom, ckopocth cuHTe3a ATP TOYHO coOTBETCTBYeT MOTPEOHOCTH KIETKH B dHEprud. B
peakuusax LIID wuacTe sHepruM He IMpeBpallaeTcs B OHEPrHI0 Makpo3prudyeckux cBszel ATP, a
pacceuBaercs B Buje TemoThl. [Ipu nepenoce anextponos no HIID uacms snepeuu pacceusaemcsa é euoe
meniomapl, KOTOpasi UCIOJb3YETCS TEIUIOKPOBHBIMHU JKUBOTHBIMU 71l MOAJAEPKAHUS TEMIIEpaTyphl Tela.
Ilpu ucnonvzoeanuu ATP nns coBepiieHus: pabOTHl 3HAUMTENbHAS YaCTh SHEPTUH TaKKe NpeBpaliaeTcs B
TEIUIOTY.

[Ipu cHWKEHWH TeMIepaTypsl Tella BKIIOYACTCS MeXAHu3M Opoycanua (HECOTIIaCOBAaHHOTO
COKpaIlleHHs OTHEeNbHBIX Tpymm Mbmmi). [Ipum stom 3a cuer ATP-a3HOW aKTHBHOCTH aKTOMHO3WHA
npoucxoaut ruaponu3 ATP no ADP u H3PO,, uto cTumynupyet TkaneBoe apixanue. [lonesHoii paboTsl mpu
3TOM HE MPOUCXOTUT, OOJBINAS YaCTh YHEPTUN MEPEXOANT B TEILIOTY U TEMIIEpaTypa Tela MOBBIIIAETCS.

Kpome Toro, momomHWTENEHOE 0Opa3oBaHWE TEIUIOTHI MOXKET MPOWCXOIUTH HymeM pa3zofujenus
ovixanus u ghocghopunuposanusn B IpoIecce aganTayi K xonoay. [Ipu oxmakaeHuu B )KUPOBOM TKaHU U3
CUMIIATUYECKUX HEPBHBIX OKOHYAHUN OCBOOOXKIAETCS HOpaIpEeHAIUH, KOTOphIid akTuBupyeT TAG-numnasy.
[Ipu akTwBamuyM nwma3pl B KJIETKaX IOBBIIIACTCS KOHIIEHTPANWS CBOOOIHBIX JKHPHBIX KHCIIOT, KOTOPBIE
CIOCOOHBI pa3o0IIaTh TKAaHEBOE IbIXaHHE W OKHCIHTENbHOE (hochopunrpoBaHue, y4acTBYsS B TPAHCIIOPTE
MIPOTOHOB Yepe3 MUTOXOHIPHAIBbHYI0 MeMOpany (puc. 10).

MexmemOpatioe pocTpatcrso
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Puc. 10. Ilepenoc noHOB BOIOpO/Ia Yepe3 BHYTPEHHIOI0 MEMOPaHy MUTOXOHJIPHUIA TIPU yYaCTHH KUPHBIX
KHCIIOT:

1 — tpancniopt H' npu ywactun L{I12;

2 — IPOTOHUPOBAaHUE AHMOHA KUPHOH KUCIIOTHI;

3 — muddy3us nporonupoanHoi xupHoi kuciotel (R-COOH) k BHyTpeHHEH MOBEpXHOCTH MEMOPaHEI
MUTOXOHIPHIA;

4 — nuccommanus R-COOH B memOpaHe 1 BBIXOJ] IPOTOHA B MATPHKC;

5 —nepenoc R-COO — npu yuactun ADP/ATP tpaHcinoka3ssl K HApyKHOM MOBEPXHOCTH MUTOXOHIPUATEHON
MeMOpaHBL.

Bonpocul ona camoxkonmponsa:

1. B  4emM BbIpaxkaeTCs  XapaKTEPUCTHKA  M3MCHEHHMS  CBOOOMHONH  OSHEPrUHM  OKUCIHMTEIbHO-
BOCCTaHOBUTEILHOTO Tporecca?

2. Bripaszurte B3auMOoCBs13b dHeprun [ mO0Oca U OKHCIUTENTFHO-BOCCTAHOBUTEILHOTO TTOTEHIHANIA CUCTEMBI.

3. UYro Ttakoe Ouonmornyeckoe okuciacHue? Kakue BUbI OKMCICHHS CYIIECTBYIOT?

4. Yto TaKoe TKaHEBOE IbIXaHue?

5. B dem 3akimtoyaercs MeXaHHM3M IEpeadd BOJOPOJIa U SJIEKTPOHOB B OKHCIUTEIHHO-BOCCTAHOBUTEIIBHON
rerm?

6. Kakum oOpasom kxodepmentst HAJ], HAJAD, ®AJl, ®MH yyacTtByloT B miepenade 3JCKTPOHOB M

Bojopoaa’?
7. Kak paboTaeT nuToxpomHas cuctema?
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8. Ommmmure 3Tanel conpsukeHus Apixanust u cuate3a ATP.
9. Yro Takoe IbIXaTe/bHbIH KOHTPOJIbL?

3adauu 0nsa camocmoamenbHoil padomol:

1. JlaiiTe XapaKTEpHCTUKY OKCHpPEOyKTa3, OOECIeUMBAIONINX IeTUAPHUPOBAHWE CyOCTpaTOB W TMepenady
aTOMOB BOJOpPOJIa HEMOCPEACTBEHHO Ha KUCIOpoA. HamwmmTte TmONMHOE ypaBHEHHE peakiuu
MPEeBpaILeHNs TIUKOIEBOH KUCIOTHI B TTHOKCUIIOBYIO, OKa3aB y4acTHe (pepMeHTa.

2. Hamummre TONHBIC YpaBHEHHsS PEAKIU OKHCICHUS W30JUMOHHON KHCIOTHI 0 O-KETOTIYyTapOBOM
KUCIOTHL. [lokaxuTe yyacThe MepBUYHON M BTOPUYHOM JETHAPOreHa3 B 3TOM IPOLECcCe U MOJICUUTATE
KOJMUYECTBO CUHTE3UPOBaHHbBIX MoJieKyl1 ATO.

3. OcymiecTBUTE NpeBpallleHHE (-KETOTJIYTapOBOW KUCIOTHI B SHTApHYIO KHCHOTy. llokaxkurte ydactue
MEPBUYHOM M BTOPUYHOM JEruaporeHas M IUTOXPOMHOM CHCTEMbl B 3THX peakuusx. [lomcuuraiite
KOJMUYECTBO CUHTE3UPOBaHHbBIX MoJieKyl1 ATO.

4. Tlokaxxute OTAMYUE OKHUCICHHS HA YPOBHE SIHTAPHOW KHCJIOTBHI OT OKHCJICHUS Ha YpOBHE S0JIOUHON
KHCIIOTHl B IHKJIE TPHU- M IWKApOOHOBBIX KHUCIOT. HamwimmTe MONHBIE YpaBHEHUS ITHX pPEaKIHH C
Y4acTHEM JIETHIPOTEeHA3.

5. JlaiiTe XapaKkTEepUCTHKY OKHCIMTEIBHOTO (OCHOPHIMPOBAHUS HA NpPUMEPE OKHCIUTEIBHOIO
NeKapOOKCHIIMPOBAaHUS  MHUPOBHUHOTPATHON KHCJIOTBI. Uem OTITNYAETCS OKHUCIIUTETBHOE
(dhocdopumpoBanue oT POTOCHHTETHIECKOTO (pochopunmupoBanms?

6. INokaxwure otmuune (oTocUHTETHYECKOro (ochopmiupoBanuss U GocHopuIupoBaHusl HAa YpPOBHE
cyoctparta. [IpuBenure npumepbl. HanuimTe ypaBHEHUs peaKIiMii HAa3BaHHBIX IPOIIECCOB.

7. OnumunTe JOKAIM3ANHI OKHUCIUTENsHOTO ¢dochopunupoBaHust B KIETKE, CTpOCHHE M (DYHKIIUH
CYOKJICTOYHBIX YaCTHII.

8. ComocraBbTe dHEpreTUUECKU OalaHC AECTPYKIHMH YIICBOAOB MpHU TIUKONM3e U OpokeHun. Crenaiite
COOTBETCTBYIOIIIHE PACUETHI.

9. OObsicHuTe dHepreTHdeckuit d(h(deKT mporecca ABIXaHUSA TPU TUXOTOMUYECKOM pacrlajie YTIICBOIOB.
IIpousBoauTe pacyeTsl.

10.PaccuuTaiiTe KOJTUYECTBO CHHTE3UPOBAHHBIX MOJieKysl AT® npu necTpyKTUBHOM pacmaie MaJlbMUTHI-S-
KoA.

11.Paccumnraiite sHepreTrdeckuii 3 QeKT Npu MOTHOH AECTPYKIMU TPHOJIEHHA.

12.Paccumnraiite sHepreTndeckuii 3 QEKT NpH NOJHON ACSCTPYKIHUN TUTATBMUTOOICHHA.

13.Paccuunraiite sHepreTdecknii >(pQGEKT peakuii OKWUCICHHS XOJNWHAa B O€TanH, YYHTHIBasS B OTOM
MIPOIIECCE CUCTEMBI JIBIXaTeNbHBIX (hepMEeHTOB. HanmuimTe moHble ypaBHEHUS ITHX PEaKIni.

14.TTponsBoauTe pacueT 3HEPreTUIECKOTO pacxojia B Mmpolecce OMOCHHTE3a TPEX MOJIEKYI MaJbMUTHHOBON
KHCIIOTHI, yYUTHIBAs y4aCTHE COOTBETCTBYIONINX AETHUAPOTEHA3 B 3TOM IIPOIIECCE.

15.IlpousBoaute pacuer pacxona sHeprun ATD B mporecce dhoTocuHTe3a IIIIOKO3bI. Pacder monreepaute
HAaIlMCaHUEM COOTBETCTBYIOINUX YPABHEHUN PEaKLUK.

1.4. CTpykTypHasi opranu3anus KJIeTKH

Knemka — snemenmapnas eOuHuua cmpoeHus u JHcu3HeoessmeabHOCHU 6CexX OP2aHu3mMos (Kpome
eupycos), oonaoarwwans CcoOCMEEHHLIM O0OMEHOM 6Geuiecme, CHOCOOHAA K CAMOCHIOAMETbHOMY
CYULeCmMB08AHUIO, CAMOBOCHPOU3BEOCHUIO U PA3GUMUIO.

Bce *uBbIe OpraHU3MbI THOO COCTOSIT U3 MHOXECTBA KJIETOK (MHOTOKJIETOYHbBIE )KUBOTHBIC, PACTCHUS
Y TpUOBI), 1100 SBJISIOTCS OJJHOKJICTOUHBIMH OpraHu3MaMu (MHOTHE TIpocTeiinue u 6akrepun) (puc. 11).

s 0

ALVENIES =,
usi pona Micrasterias radiata

a & :
Kinerku kpoBu uenoBeka OpnHOoKJIeTOYHAs! BOJIOPOCIIb Hudyzop
Puc. 11. Knetku pa3HbIx opraHu3MoB
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Kierounass Teopusi SBIIIETCS HEOIPOBEPKUMBIM JOKA3aTEIHCTBOM EIMHCTBA BCEX JKHBBIX
OpraHu3MoOB. OCHOGHbBIE NOIOHCEHUA KIIeMOUHOU Meopul:
1. Knerka — aneMeHTapHasi CIUHHIIA CTPOCHUsS, (DYHKIMOHUPOBAHUS, Pa3MHOXKCHHS W Pa3BUTHUS BCEX
JKUBBIX OPraHU3MOB, BHE KJIIETKU HET KU3HHU.
2. Kierka — 11enocTHasI CHCTeMa, CoieprKalas 00JbIIoe KOIUYECTBO CBSI3aHHBIX JIPYT C IPYTrOM OpPTaHelll.
3. KneTku pasnuyHbIX OPraHM3MOB IIOXOKH II0 CTPOCHHIO, OCHOBHBIM CBOMCTBAM M HMEIOT 00IIee

MIPOUCXOXKICHUE.
4. YBenndeHWe KOJTMYECTBA KIETOK MPOMCXOIUT ITyTeM UX JelieHus, mocie perumkanmn ux JHK.
5. MHOTOKJIETOYHBIHi OpraHU3M — JTO CIIOKHBIM aHcaMOJIb M3 OOJBIIOr0 KOJWYECTBA KJIICTOK,

OOBEIMHEHHBIX M WHTETPUPOBAHHBIX B CHUCTEMbl TKAaHEH M OpPraHoOB, CBS3aHHBIX MEXIy CO00H ¢
MTOMOIIBI0 XUMUYECKHUX (PaKTOPOB: T'YMOPAaJIbHBIX U HEPBHBIX.

6. KileTkn MHOTOKJIETOYHBIX OpPraHU3MOB OOJaJar0T OJWHAKOBBIM IOJHBIM (OHJOM TEHETHYECKOTO
MaTepuaja 3TOr0 OpraHu3Ma, BCEMH BO3MOXKHBIMH MOTCHIIMSIMU JJIS MPOSBICHUS 3TOTO Marepuaia, HO
OTJIMYAIOTCS TI0 YPOBHIO 3KCIPECCUH OTIENIBHBIX T'€HOB, YTO MPHUBOJUT K UX MOP(OJIOTHYESCKOMY U
(HhyHKIIMOHATBPHOMY Pa3HOO0pa3uio.

Bce knetounsie GpopMBbl KU3HE Ha 3emile HA OCHOBAaHUH CTPOEHHSI COCTABIISIOIIUX UX KIETOK MOYKHO
pa3nenuTs Ha MPOKApHOTHI (IOsSAEepHBIE) W AYKApUOTHL (smepHbie). Hecmorpss Ha mMHOTrOOOpasme ¢opwm,
OpraHu3anys KJIETOK BCEX KHUBBIX OPraHU3MOB IIOAYMHEHA €MHBIM CTPYKTYPHBIM IPHHIUIIAM.

ConepxuMoe KIETKH OTHENIEHO OT OKpYXKalolled CpeApl IUa3MaThdeckoll MeMOpaHo#, WIu
1asManeMMoil. BHyTpu kieTka 3amojiHeHa UTOIIa3MOM, B KOTOPOM pacrlookKeHbl pa3InyHble OPraHON/ bl
Y KJICTOYHbIC BKITIOYEHUsI, & TAK)KE TeHETHUECKHi MaTepuai B Buze Mosekysbl JTHK (puc. 12).

Kaxxnpiii 13 opraHoWIOB KJIETKM BBITIOJIHAET CBOIO 0COOYI0 (DYHKIMIO, 2 B COBOKYIHOCTH BCE€ OHHU
OMPEAENAIOT KU3HEAEATENbHOCTh KJIETKHU B 1IEJ0M. [[0BEpXHOCTHBIN KOMIUIEKC KMBOTHOM KJIETKU COCTOUT
13 TIIMKOKAJIMKCA, IIa3MajieMMbl U PACIIOJIOKEHHOTO MO HEH KOPTUKAIBHOTO CJIOSI LUTOILIA3MBI.

TI'nukokanukc npeacTaBiseT coOOH «3asKOPEHHbBIE» B IUIA3MaleMME MOJICKYJbl OJUIOCaxapuaoB,

MOJINCAXaPHUIOB, TIAMKOMPOTEHHOB U MIMKOMUNHI0B. OH BBIMOJHSET PELENTOPHYIO K MAPKEPHYIO (QYHKIIIH.
LMTO30/1b
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Puc. 12. CtpykTypa 3yKapuOTUIECKOUN KIETKH

Ilnazmamuueckas memopana (InazManeMMa, HapyXHas KIeToOdHass MeMOpaHa) oOecreunBaeT
pasrpaHnYHTENbHYI0 (YHKIHMIO KIETKH K BHEUIHEH cpejie W TpaHCHOpTHYI0. Ha coxpaHeHue IeOCTHOCTH
cBOEH MeMOpaHbI KJIETKa HE TPATUT SHEPIHU.

B kopmukanvnom cnoe (MpuieramomeM K IUIa3MaTHYECKOH MeMOpaHe) LUTOIIa3Mbl HAXOISATCS
cnenn(UYecKue JIIEMEHTHI IIMTOCKENIeTa — YIOPSJIOYCHHBIC ONpENeEHHBIM 00pa3oM aKTHHOBBIE
MukpopunameHTel. OCHOBHOW W caMOW BakHOM (QYHKIMEH KOPTHKAJIBHOTO CIIOSL  SIBJISIOTCS
MICEBIONIOIMANIbHBIE PEAKIMHU: BHIOpAachIBaHUE, IPUKPEIUIEHUE U COKpalleHHe nceBaonoauii. OT cTpyKTypbl
[IUTOCKEJIETa KOPTUKAILHOTO CIIOS 3aBHCHUT Takxke (hopMa KISTKU (HarpuMmep, HaTHIre MUKPOBOPCHHOK).

Kuaxyro COCTaBISIOIIYI0 HUTOIUIA3MBI TAKXKE HA3BIBAIOT YUMO301emM. BHyTpeHHEe IPOCTPaHCTBO
9YKapuOTHYECKON KIIETKH CTPOTro ynopsnodeHo. [lepensmxenne opranon10B KOOpAUHUPYETCS TP MTOMOIIH
CHEUMANM3UPOBAHHBIX ~ TPAHCIOPTHBIX  CHCTEM, TaK Ha3blBAEMBIX  MHKPOTPYOOYEK,  CIyKallux
BHYTPHUKJIETOYHBIMH «IOPOTaMM», W CHEIHAJIbHBIX OEJIKOB [WHEMHOB W KWHE3WHOB, WTPAIOIIMX pOJIb

20


http://ru.wikipedia.org/wiki/%D0%9E%D1%80%D0%B3%D0%B0%D0%BD%D0%BE%D0%B8%D0%B4%D1%8B
http://ru.wikipedia.org/wiki/%D0%A0%D0%B5%D0%BF%D0%BB%D0%B8%D0%BA%D0%B0%D1%86%D0%B8%D1%8F_%D0%94%D0%9D%D0%9A
http://ru.wikipedia.org/wiki/%D0%9C%D0%BD%D0%BE%D0%B3%D0%BE%D0%BA%D0%BB%D0%B5%D1%82%D0%BE%D1%87%D0%BD%D1%8B%D0%B9_%D0%BE%D1%80%D0%B3%D0%B0%D0%BD%D0%B8%D0%B7%D0%BC
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http://ru.wikipedia.org/wiki/%D0%9F%D0%BE%D0%BB%D0%B8%D1%81%D0%B0%D1%85%D0%B0%D1%80%D0%B8%D0%B4
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http://ru.wikipedia.org/w/index.php?title=%D0%90%D0%BD%D0%B0%D1%82%D0%BE%D0%BC%D0%B8%D1%8F_%D0%BA%D0%BB%D0%B5%D1%82%D0%BA%D0%B8:%D1%80%D0%B5%D1%86%D0%B5%D0%BF%D1%82%D0%BE%D1%80%D0%BD%D0%B0%D1%8F_%D1%84%D1%83%D0%BD%D0%BA%D1%86%D0%B8%D1%8F&action=edit&redlink=1
http://ru.wikipedia.org/w/index.php?title=%D0%90%D0%BD%D0%B0%D1%82%D0%BE%D0%BC%D0%B8%D1%8F_%D0%BA%D0%BB%D0%B5%D1%82%D0%BA%D0%B8:%D0%BC%D0%B0%D1%80%D0%BA%D0%B5%D1%80%D0%BD%D0%B0%D1%8F_%D1%84%D1%83%D0%BD%D0%BA%D1%86%D0%B8%D1%8F&action=edit&redlink=1
http://ru.wikipedia.org/w/index.php?title=%D0%90%D0%BD%D0%B0%D1%82%D0%BE%D0%BC%D0%B8%D1%8F_%D0%BA%D0%BB%D0%B5%D1%82%D0%BA%D0%B8:%D1%82%D1%80%D0%B0%D0%BD%D1%81%D0%BF%D0%BE%D1%80%D1%82%D0%BD%D0%B0%D1%8F_%D1%84%D1%83%D0%BD%D0%BA%D1%86%D0%B8%D1%8F&action=edit&redlink=1
http://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D1%82%D0%BE%D1%81%D0%BA%D0%B5%D0%BB%D0%B5%D1%82
http://ru.wikipedia.org/wiki/%D0%90%D0%BA%D1%82%D0%B8%D0%BD
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http://ru.wikipedia.org/w/index.php?title=%D0%9F%D1%81%D0%B5%D0%B2%D0%B4%D0%BE%D0%BF%D0%BE%D0%B4%D0%B8%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B5_%D1%80%D0%B5%D0%B0%D0%BA%D1%86%D0%B8%D0%B8&action=edit&redlink=1
http://ru.wikipedia.org/wiki/%D0%9F%D1%81%D0%B5%D0%B2%D0%B4%D0%BE%D0%BF%D0%BE%D0%B4%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D1%82%D0%BE%D1%81%D0%BA%D0%B5%D0%BB%D0%B5%D1%82
http://ru.wikipedia.org/wiki/%D0%9C%D0%B8%D0%BA%D1%80%D0%BE%D0%B2%D0%BE%D1%80%D1%81%D0%B8%D0%BD%D0%BA%D0%B0
http://ru.wikipedia.org/wiki/%D0%9C%D0%B8%D0%BA%D1%80%D0%BE%D1%82%D1%80%D1%83%D0%B1%D0%BE%D1%87%D0%BA%D0%B8
http://ru.wikipedia.org/wiki/%D0%94%D0%B8%D0%BD%D0%B5%D0%B8%D0%BD
http://ru.wikipedia.org/wiki/%D0%9A%D0%B8%D0%BD%D0%B5%D0%B7%D0%B8%D0%BD

«aurareneit». OTaenbHbIe OCIKOBBIC MOJIEKYIIBI TAKXKE HATIPABIISIOTCS B HEOOXOIUMbIE KOMIAPTMEHTHI TIPU
MTOMOIIY CTIEIIMATBHBIX CUTHAIOB Ha UX TIOBEPXHOCTH, Y3HABAEMBIX TPAHCIIOPTHBIMU CHCTEMAaMH KIICTKH.
Auoonnazmamuueckuii pemuxyaym (OIP wmu OIIC) sTto cucrema, mepexoAsuiMx APYr B Ipyra
MEMOpaHHBIX OTCEKOB (TpyOok u mnuctepH). Ty uacte JOIIP, x MemOpaHam KOTOpOTO NPUKPEILICHBI
prOOCOMBI, OTHOCST K Zpauyaapromy (wepoxoeamomy) >HIOIUIA3MATHYECKOMY PETHKYJIyMY, Ha €ro
MeMOpaHaxX MPOUCXOMUT CHHTE3 OelkoB. Te KOMIapTMEHTHI, HA CTEHKaX KOTOPHIX HET pHOOCOM, OTHOCST K
azpanynapuomy (enaoxomy) DOIIP, npuHHMAiONIeMy ydYacTHe B CHHTE3¢ JIMIHAOB. BHyTpeHHHE
MPOCTPAHCTBA MNIAJAKOT0 u Tpanynsipaoro JI1P He H30IHUpOBaHBL, a EPEXOIAT APYT B APYTra U COOOIIAIOTCS C
MIPOCBETOM SIIEPHOU 0OOJIOUKH.
Annapam (komnnexc) [ITonvoxycu — opraHemna, IpelIHAa3HAuYCHHAs JUISi BBIBEJICHUS BEIICCTB,
CHHTE3MPOBAHHBIX B 3HJOIUIa3MaTHYeckoM petukynayme (puc. 13). IpeacraBnser coboil CTOMKY TUTOCKHX
MEMOpPaHHBIX [UCTEPH. BBINENAIOT TpU OTHena IMHUCTEPH, KOTOPhIe Pa3IUYalOTCS MEXIy CO00H HabopoMm
(hepMeHTOB.

Fpanynapras >nponnasma
A

THYEecKas m
. A

{ \

\ O6onouxa appa

fAaeprue nopu

“Pubocomu
\ / *lCnapxas >nponnasmarnueckans |

Besmxynw

’ T“Nnsocoma

= KneTounas membpane

AnnapaT lNonb axw

Puc. 13. Annapar ['onbmxu

B uuc-otnene nepByro HUCTEPHY HA3BIBAIOT "LIUCTEPHOU cnaceHus", T.K. C €€ MOMOIIbIO PELETTOPHI,
MOCTYTAIOIINE U3 MPOMEKYTOYHON 3HJOTUIa3MaTHUECKONW CETH, BO3BpamiaioTcs oOpatHo. depMeHT mmc-
otnena: ¢ocdornukosuaaza (npucoenunser ¢ocdar K yrieBoay — MaHHO3e). B MeaualbHOM OT/ee
HaxoxuTcs 2 (depMeHTa: MaHHaszuzAa3a (OTILEIUIieT MaHHa3y) W N-aleTHINIIOKO3aMHUHTpaHcdepasa

(mpucoemuHsIET OMpE/CICHHBIC YIIEBOJAbl — TIHKO3aMHUHBI). B TpaHc-oTaene (epMeHTH: menTuaasa
(ocyIIecTRIISICT IPOTEONIN3) U TpaHCchepasa (OCYIIESCTRIAET NEPEHOC XUMUYSCKUX TPYIIIT).
I'maBHas ¢yHkiMs anmnapara [0JbPkM — COPTHPOBKA MPOXOMASAIIMX 4depe3 Hero OenkoB. B Hem

MPOUCXOANT (HOPMHUPOBAHHE «TPEXHANPABIEHHOTO OEIKOBOTO TOTOKA»: CO3PEBAHUE W TPAHCIOPT OEIKOB
TUTa3MaTHYECKOH MeMOpaHbl, CO3PEBaHHE W TPAHCIOPT CEKPETOB; CO3pEBaHHME M TPAHCIOPT (EPMEHTOB
JTU30COM.

Knemounoe aopo BaxHeWmas opraHeiuia KIETKH, BBIIONHSAET (YHKIUH XpaHEHUS W
BOCIPOM3BOJICTBA TEHETHUYECKOW MH(POPMAIINH, TAKXKE PETYISAINN OOMEHa BEIECTB, COIEPKUT MOJIEKYIIBI
JHK, Ha KoTOpBIX 3amucaHa reHeTuueckas nHdpopMaius opranusma (puc. 14).

B sanmpe mpoucxomut permmkanus — ynsoeHue Moyekyn JIHK, a Taxxke TpaHCKpHUITIIUS — CHUHTE3
monekyn PHK na marpuue JJHK. B sape sxe cuntesupoBanHbie Moniekyiasl PHK nmpetepnieBatoT HekoTopbie
Moau(UKalMKM B TpOIiecce CIUIAHCHHIra, MOCJIe Yero BhIXOAAT B IuToIuiazmMy. COopka pHOOCOM TaKke
MPOUCXOJINT B SIJIPE, B CIIEIHATBHBIX 00Pa30BaHUX, HA3bIBAEMBIX SIIPHIIIKAMH.

HAopviuuko — 310 MecTto CcOOpKM pubocoM U3 puOOCOMHBIX OenkoB W pubocomubix JIHK,
CHHTE3UPYEMBIX B IMTOIIIa3Me (MOKET ObITh OTHO MJIM HECKOJIBKO).

JIuzocompl TIpENCTABISIIOT HEOOJNBIIME TENblla, OrPAaHWYEHHBIE OT [WTOIIa3MBl OJAWHAPHON
MeMOpaHOH, B KOTOPBIX HAaXOAATCS JUTHYECKUE (EPMEHTBI, CIIOCOOHBIE PACLICTIUTH BCE OHMOMOTUMEPHI.
OcHoBHas ux (QyHKUUS — aBTOJU3, TO €CTh PACUIEIJICHUE OTAEIbHBIX OPTaHOMIOB U YYaCTKOB LIUTOILIA3MBI
KIIETKH.
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http://ru.wikipedia.org/wiki/%D0%A4%D0%B5%D1%80%D0%BC%D0%B5%D0%BD%D1%82
http://ru.wikipedia.org/wiki/%D0%9A%D0%BB%D0%B5%D1%82%D0%BE%D1%87%D0%BD%D0%BE%D0%B5_%D1%8F%D0%B4%D1%80%D0%BE
http://ru.wikipedia.org/wiki/%D0%94%D0%9D%D0%9A
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http://ru.wikipedia.org/wiki/%D0%A1%D0%BF%D0%BB%D0%B0%D0%B9%D1%81%D0%B8%D0%BD%D0%B3
http://ru.wikipedia.org/wiki/%D0%A0%D0%B8%D0%B1%D0%BE%D1%81%D0%BE%D0%BC%D0%B0
http://ru.wikipedia.org/wiki/%D0%AF%D0%B4%D1%80%D1%8B%D1%88%D0%BA%D0%BE
http://ru.wikipedia.org/wiki/%D0%A4%D0%B5%D1%80%D0%BC%D0%B5%D0%BD%D1%82%D1%8B

K snemenTaMm yumockenema OTHOCAT: MUKPOTPYOOUKH, aKTHHOBBIC U MIPOMEXYTOUYHBIE (PHITAMEHTHI.
MHUKpPOTPYOOUKH YYacTBYIOT B TpPaHCIOPTE OpraHell, CTPOUTCS MUTOTHYECKOE BEPETEHO MAEJICHUS.
AKTHUHOBBIE (PUIIAMEHTHI HEOOXOAMMBI JJIs1 TOAAep KaHus (POPMBI KIETKH, MICEBAOMOANANBHBIX PEaKINH.

Brewnasa memBGpana R
Buyrpennasa membpana

Hapeiwro

Kapuonnasma

levepoxpomarnn
Jypomantun

Puc. 14. Crpoenue siapa

Mumoxondpuu 310 0coOble OpraHesuIbl KJIETKH, OCHOBHON (hyHKLIMEH KOTOPBIX siBisieTcs cuare3 ATP
(puc. 15).

Monekyno:
Mexmembpannoe ATD-cuHTasbl
NPOCTPaHcTBO ™

Kpucrel

BHyTpeHHas

membpana

T HapyxHasn
Mpanyner 0 membpana

Puc. 15. CrpoeHre MUTOXOHAPUH

BHyTpeHHUII DPOCBET MMTOXOHIPWM, HA3BIBAEMBIA MATPUKCOM, OTTPAaHUYEH OT LUTOINIA3MBbI
Hapy>KHOW W BHYTpeHHeW meMOpaHamu. B MexxmMeMOpaHHOM MPOCTpaHCTBE HAXOIATCS aJlcHUJIaTKHHA3a U

KpeaTHHKUHA3A.
Hapyxnass MemOpaHa, mpoHHUI[aeMa s OOJIBIIMHCTBA METa0OJIMTOB, XapaKTEPU3YETCs HaIHMIUEM
MOHOaMHUHOKCH/Ia3bl, arn-KoA-cuHrerassl, riunepodocdar-auntpancdepassl,

MoHoauunrmuepodocdar-anuntpancdepassl, pocdonumnazsl u 1p. GepMEHTOB.

BHyTpenHsisi memOpana oOpa3yeT CKIaiKd, TaKk HasblBaeéMble KpHCTB. B Hell Jokamu3oBaH
dochomunuy kapauonunuH. CyKIHMHATIETHIPOTeHa3a JIOKATW30BaHA HA BHYTPEHHEH MOBEPXHOCTH
BHYTPEHHEH MHUTOXOHIPHAJIbHOM MeMOpaHbl, Tlleé OHa IepelacT BOCCTAHOBUTEIbHBIE HSKBHUBAJICHTHI
JIBIXaTeIbHON 1IeTI Ha YpOBHE YOMXHWHOHA (MUHYS MIEPBYIO OKHUCIUTENFHO-BOCCTAHOBUTEIIBHYIO METIIIO).

B matpukce comepxarcsi pepMeHThI, IPUHAMAIOIINE ydacTHe B AbixaHuu u cuHreze ATP, ¢pepmeHTsI
LUK JIMMOHHOM KHCIOTHI U (PepMEHTHl [3-OKHCIEHUS >KUPHBIX KHCJIOT, B CBSI3M C OTHM BO3HHKAET
HE0OX0MMOCTh B MEXaHN3Max TPAHCIIOPTa METa0O0INTOB U HyKJICOTH/IOB Yepe3 BHYTPEHHIOI0 MEMOpaHy.

Llenmpuonu nipeacTaBisiIOT COOOH LHMIMHAPUYECKHE OEIKOBBIE CTPYKTYpHI, 00pa30BaHHbBIE JEBSTHIO
Habopamu MukpoTpyOouek. Ilepen neneHmeM KieTka COOEPKUT JABE LEHTPHOJIM, PACIIOJIOKEHHBIE MOJ
OpSAMBIM YIJIOM JpYyr K ApYry. B Xome MHTO3a OHM pacxondTcs K PasHBIM KOHIIAM KIIETKH, (HOpMHUPYS
noJjiroca BepereHa jeneHus. [locine HUTOKKMHE3a Kaxaas JOYEpHss KJIETKa [0JIydaeT IO OJHOM LieHTpHoIy,
KOTOpas yBauBaeTCs K CIEIYIOIEMY JEJIECHUIO.
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http://ru.wikipedia.org/wiki/%D0%9C%D0%B8%D1%82%D0%BE%D0%B7
http://ru.wikipedia.org/wiki/%D0%92%D0%B5%D1%80%D0%B5%D1%82%D0%B5%D0%BD%D0%BE_%D0%B4%D0%B5%D0%BB%D0%B5%D0%BD%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D1%82%D0%BE%D0%BA%D0%B8%D0%BD%D0%B5%D0%B7
http://commons.wikimedia.org/wiki/File:Diagram_human_cell_nucleus_ru.svg?uselang=ru

Knemounaa memobpana (TMTONEMMA, IUIa3MOJIEMMa, IUTa3MaTHYecKas MeMOpaHa) OTIeIsIeT
COJICPKMMOE JIF0O0OH KIIETKH OT BHEUTHEW cpelibl, odecrieunBast e€ MelIOCTHOCTh; PErYIUPYeT OOMEH MEKIY
KIJIETKOW U cpenoii (puc. 16). BHyTpukiIeTOUHbIe MEMOpPAHBI Pa3ICAIOT KISTKY Ha CHCIMATU3UPOBAaHHBIC
3aMKHYThIC OTCEKM — KOMITAPTMEHTHI WJIM OpPraHe/UIbl, B KOTOPBIX IOIJICPIKUBAIOTCS OINPEICIEHHBIC
YCIIOBHS CPEJIbI.

ALPL L PROTON
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HYOROIHORC
SEGAMINT OF
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O ESTERC

Puc. 16. Knetounast MeMOpaHa: MalieHbKHeE TOTyOble 1 OeIbie IIapUKH COOTBETCTBYIOT THAPO(DHIEHBIM
«T0JIOBKaM» (hOCGOIUIHIOB, a IPUCOSANHEHHBIE K HUM JIMHUH — THAPOGOOHBIM «XBocTam». KpacHbie
I‘J'IO6YHI)I 1 KCJITBIC CITUPAIN — UHTCTPAJIbHBIC MCM6paHHI)IC 6CJ'IKI/I. KenTele oBalbHBIE TOYKHU BHYTpHU
MeMOpaHBI — MOJICKYJTBI X0osiecTepoia. JKenTo-3eJeHble eNoYKH OyCHHOK Ha Hapy)XKHOHW CTOPOHE MEMOpaHEI
— LETIOYKH OJIUTacaxapuioB, GOPMHUPYIOMINE TITHKOKATUKC.

Krnerounas MmemOpaHa mpeacTaBiisieT co00 TBOMHOM ciioi (OMCIIOl) MOJICKYJI JIMITUIOB TPEX KIacCOB:
¢dochonunuaoB, IMUKOIMNUIOB U XojdecTepo. Pochoaunuabl U TIUKOIUIUIBI COCTOAT U3 ABYX AJIMHHBIX
THIPOPOOHBIX YIIIEBOJOPOAHBIX «XBOCTOBY, KOTOPHIE CBS3aHBI C 3apsSHKEHHON THIPOGUIEHON «TOJIOBOIY.

doconmunuapl  cay)kaT TIaBHBIMH KOMIIOHEHTaMHM OWoJIorTH4ecKkux MemOpaH. Hx oOmum
OTIIMYUTEIbHBIM IPU3HAKOM SIBJISIETCS] HAIMYKE ocTaTka (PocOpHON KUCIOTHI, IO3TOMY OHH B HEUTPaIbHOM
obnactu pH HecyT oTpumaTenbHbIH 3aps.

HauGonee npocras ¢opma dochonunumor — docharumoBsie KuciaoTel. DochaTumoBas Kuciaora
CITYHT MCXOJIHBIM BEIIIECTBOM JIJIsl CHHTE3a APyrux ¢ochomummmaoB. OctaTok GochopHOI KUCIOTH MOXKET
00pa30BBIBATE CIOKHOIMDUPHYIO CBS3b C THMIPOKCHIBHBIMH I'PYIIIIAMHA aMHHOCIIUPTOB (XOJIMH, 3TaHOJIAMUH
WIA CEepUH) WIH MOTUCcIupToB (MUOMHO3UT). Hanpumep, docdarnamixonrd (IEHUTHH) SIBISETCS MIMPOKO
pacnpocTpaHeHHBIM QOCOIHUITUIOM KIETOUHBIX MeMOpaH. B pocdarnaunstanonamune (kedainne) BMecTo
ocTaTKa XOJIMHA CONEPXHUTCA JTaHOJaMHMH, B ¢ochaTHIWICEpUHE — OCTaTOK CEpHHA, B
¢dochaTHIMINHOZUTE — OCTATOK HUKIMYECKOI0 MHOTOATOMHOI'O CIIUPTAa MHOMHO3HTA.

Hpyrotii Tan ¢pochonunuaoB — cUHTOIUIH/BI TPUCYTCTBYIOT B MEMOpaHax KJICTOK HEPBHOW TKaHU U
Mmo3sre. Ilo cTpoeHuto 3TH coeqMHEHHUs] OTINYalOTCsl OT OOBIYHBIX (hochonmnuaoB. OyHKINM TIIMIEpUHA B
HUX BBINOJHIET aMUHOCIIUPT C AJTMHHON anugaTnyeckoil nenbio — chuarozut. [Iponssogusie chuHrosmnHa,
AIMIIMPOBAHHOTO TI0 AMUHOTPYIITIE OCTATKAMHU YKHPHBIX KUCIIOT, HA3BIBAIOTCS IIEPAMUIaAMHU.

Imukonumuapl cojpepkaTcs BO BCEX TKaHAX, TJaBHBIM 00pa3oM B HApYKHOM JHIHIHOM CJIOE
I1a3MaTHUecKux MeMOpaH. OHU MOCTPOEHB! U3 CHUHIO3MHA, OCTATKA KUPHOW KHCIIOTHI M OJIMTOCAaXapHa,
MPU 3TOM B HHUX OTCYTCTBYeT QocdarHas rpynna. K Hauboyee mMpocTbIM MPENCTABUTENSIM 3TOH TPYIIIBI
BEIIECTB OTHOCSATCS TalaKTO3WINEepaMH] U TIIOKO3WiIepamMuy, (Tak Ha3bIBacMble IepeOpO3HIbI).
["anrnmosnapr — npeacTaBuTend Haubosee CI0KHO MOCTPOSHHBIX TIIMKOIUITNI0B, OHU ONPEAEISIOT IPYIIITy
KpOBU Y JIIOJICH.

Xomectepon mpumaét MemOpaHe JKECTKOCTh, 3aHMMas CBOOOAHOE TPOCTPAHCTBO  MEXKIY
rUAPOQOOHBIMA XBOCTAMH JIMIIWAOB M HE MO3BOJSISI UM M3rHOaThbca. MeMOpaHbl ¢ MajbiM COJEpKaHUEM
xonectepoia 6onee rubkue, ¢ 60IBIINM — 0oJiee )KECTKHE U XPYIKHE.

OcHOBHBIMH (DYHKIIUSIMH KIIETOYHBIX MEMOPaH SIBIISIOTCS:

bapvepnas — obecrnieunBaeT peryNIHPyEeMbId, W30HUpATEIbHBIN, MACCHBHBIA W aKTHBHBIA OOMEH
BEIIECTB C OKpYyXatoulei cpenoil. 30uparenpHass NpPOHMIAEMOCTh O3HAYaeT, YTO MPOHUIAEMOCTh
MeMOpaHbl JIIsl Pa3IUYHBIX aTOMOB HMJIM MOJIEKYJI 3aBHCHT OT HMX Pa3MepOB, AJIEKTPHYECKOTO 3apsja U
XUMUYECKUX CBOWCTB.

Tpancnopmnasa — 4epe3 MeMOpaHy HPOHMCXOAMT TPAHCIOPT BELIECTB B KIETKY M M3 KIETKH,
yIaleHue KOHEYHBIX MPOAYKTOB OOMEHA, CEKpeLUsl pa3IMyHbIX BEIIECTB, CO3AaHUE MOHHBIX T'PaJUECHTOB,
noJyiep’kaHre B KJIETKE ONTHMalIbHOro PH M KOHIEHTpanuu WOHOB. YacTHIlbl, MO KaKOH-THOO0 MpUYHHE
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HecrmocoOHbIe Tepecedb (HOCHONHMIHUIHBIN OUCIONW, HO HEOOXOAUMBIC IS KJIETKH, MOTYT TPOHUKHYTH
CKBO3b MeMOpaHy 4epe3 CleluajibHble OCIKH-IEPEHOCUUKH (TPAHCIIOPTEPHI) U OCIKU-KaHAIbI WM IIyTEM
sHIoUNTO3a. [Ipy MacCMBHOM TpaHCIOPTE BEIIECTBA MEPeceKaloT JTUMHUIHBIN OUCoi Oe3 3aTpar SHEpruu 1o
IpaJeHTy KOHLIEHTPaUUU MyTeM o0nerdéHHol qud@y3un. AKTUBHBIA TPaHCIOPT TPeOYET 3aTpar SHEPIHH,
TaK KaK MPOHUCXOUT MPOTHB I'PaJUEHTa KOHIICHTPAIIHH.

Mampuunas — obecrieuuBaeT ONpPEICICHHOS B3aUMOPACIIONOKCHAE W OPUCHTAIIMI0O MEMOPaHHBIX
0€eJKOB, X ONTHMANBbHOE B3aUMOICHCTBHE.

Mexanuueckasa — o0OecnieuMBaeT aBTOHOMHOCTh KJIETKH, €€ BHYTPHKIETOYHBIX CTPYKTYP, TaKkKe
COeIUMHEeHHNE C APYTMMHU KJIeTKamH (B TKaHsX). Boiblryio ponb B oOecriedeHre MEXaHWYECKOW (PyHKIINU
WUMEIOT KJIETOUHBIE CTEHKH, a Y )KUBOTHBIX — MEXKJIETOYHOE BELIECTBO.

Duepzemuueckan — npu POTOCHUHTE3E B XJIOPOIIACTAX U KIETOYHOM JBIXaHUU B MUTOXOHJAPHSIX B
X MeMOpaHax JeHCTBYIOT CUCTEMbI IEPEHOCA SHEPTUH, B KOTOPBIX TAKXKE YUaCTBYIOT OCIKH.

Peyenmopnas — HexoTOpbIe OENKH, HAXOAIIKECS B MEMOpaHe, sSBIAIOTCS perentopamMu. Hanpumep,
TOPMOHBI, LUPKYJIUPYIOIIME B KPOBH, ACHCTBYIOT TOJIBKO Ha TaKHe KJICTKU-MHILIEHH, Y KOTOPHIX €CTh
COOTBETCTBYIOIIME OTUM TOPMOHaM pelenTopbl. HeipoMeauaTopbl TOXe CBS3BIBAIOTCS C OCOOBIMH
PeleNTOPHBIMH OEJIKaMH KJIETOK-MUIIICHEH.

Depmenmamuenan — MeMOpaHHBIe Oelkd Hepeako sBisoTcs Qepmentamu. Hanpumep,
MTa3MaTHYECKUEe MEMOPAHBI AMUTETUABLHBIX KJIETOK KHICUHHKA COJIEPKAT MUIICBAPUTEIBHbBIC ()ePMEHTHI.

Mapxupoeka Kiemku — Ha MEMOpaHe €CTh aHTHIEHBI, JCUCTBYIOIINE KaK MapKephl, MO3BOJISFONIUE
OIIO3HATH KIJICTKY. 9t0 TJIMKONPOTCUHBI HUI'pArOMIUe pPOJIb «aHTCHH». C MMOMOIIbI0 HUX KIJIICTKU MOTYT
pacro3HaBaTh JpYyrue KJIETKH W JCWCTBOBaTH COTJIACOBAHHO C HHUMH, HampuMep, Nnpu (QOpMHUPOBAHUU
OpraHoOB U TKaHEH. DTO ke MO3BOJSET UMMYHHOI CHCTEME Paclio3HaBaTh Yy>KEPOTHbIC AaHTUTCHBI.

Ocywecmenenue zenepauyuu u npoeeoenue ouonomenyuanog. C momMonipi0 MEMOpPaHbI B KIIETKE
TO/IIepKMBAETCs MOCTOSHHAS KoHLeHTpaius HoHoB K™ 1 Na*, 4To odenb BakHO, Tak Kak 3TO 00ecredyrBaeT
MOJIepIKaHNe PA3HOCTH MOTEHIMATIOB Ha MEMOpaHe W TeHEPAIHI0 HEPBHOTO UMITYIThCA.

[Ipocreitme#t Gpopmoii Tparcmopra yepe3 MeMOpaHsI siBisieTca cBoOomaHas nuddysus (obmeraeHHast
muddyszus). OHa obnerdaercst onpeaecHHBIMA MEMOPaHHBIME OelTKaMH, KOTOpbIe MOXKHO TOJpa3IeIUTh Ha
JIBE TPYIIIBIL:

1) xamampHBIE O€NKM O0pa3ylOT B MeMOpaHaX 3aroJHEHHbIE BOJOW IOPHI, MPOHHUIAEMBIC IS
OIpe/iesICHHBIX HOHOB. Hampumep, umerorcs cnenuduyecKkue HOHHBIC KaHaJbI JIJIi HOHOB Na*, K7, Ca’'u
Cl;

2) TpaHCHOpPTHBIE Oelku W30MpaTeNbHO CBS3BIBAIOT MOJEKYJIy cyOcTpara ©W 3a  CUeT
KOH(POPMAITHOHHBIX U3MEHEHHI TIEPEHOCAT UX Yepe3 MEMOPAHBI.

CpoOoanast auddy3us u TPaHCHOPTHBIE MPOIECCH, OOCECICUUBAECMble WOHHBIMH KaHaJlaMU H
MEPEHOCYUKAMH, OCYIIECTBISFOTCS MO TPAJAUCHTY KOHIICHTPAIMU WM TPATUCHTY DICKTPUYECKOTO 3apsia
(97eKTpOoXUMHUYECKU TpajueHT). Taxkue mexanuzmvl mMpPAHCHOPpMA HOCAM HA36AHUE NACCUGHDBLI
mpancnopm.

TepMuUHOM yHuUROpm 0003HAYAIOT TIEPEHOC JIIOOBIX PACTBOPEHHBIX BEIIECTB WM HMOHOB C OJHOMN
CTOPOHBI MEMOPAHBI Ha JIPYTYIO C YYACTHEM CIIEIHATU3UPOBAHHBIX TPAHCIIOPTHBIX OIKOB (pHc. 17).

IoMocTh KHIIETHHKE
[lnoko3a : [Toko3a DpyKkTo3a
Na*\ laaakrosa '
Na* Na* lMaakrosa
[CoKo3a Faaxaxkrosza A Fmoko3a DpyKTO3a

O 7 @
Na®, K"-AT®a3a B kposn SreponuT
Puc. 17. IlaccuBHBIN M aKTUBHBIN TPaHCIIOPT

B mpoTHBONOSIOKHOCTE NMACCUBHOMY TPAaHCHOPTY AaKTUBHBIM TPaHCHOPT HMJAET NPOTHB IpajHeHTa
KOHIIEHTPAallMM WM 3apsafa, MO3TOMY TpeOyeT MpUTOKa JONOJHHUTEILHONW 3HEPruH, KOTOpas OOBIYHO
oOecrieunBaeTcs 3a cueT rujponusa ATP.

ITprMepOM aKTUBHOTO TPaHCIIOPTa ABISETCs Tak HasbiBaeMblii Na'/K -Hacoc, KoTopblil oGecrieunBaeT
aKTUBHBIN TpaHcnopT HoHoB K n Na' uepes kiieTouHble MeMOpaHbl ¢ MCHIOJIL30BAHMEM SHEPIMH THAPOJIN3a
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ATP, monnepxuBasi TEM CaMBIM TIOCTOSTHCTBO AJIEKTPOJIMTHOTO COCTaBa BHYTPH M BHE KIETKH. J[eno B TOM,
4TO KOHIIEHTpalus MoHoB K BHYTpH KIETKH IPUMEPHO B 35 pa3 BHILIE, YEM BHE €€, & KOHIIEHTPAIUs HOHOB
Na' Bo BHeK/IeTOUHOM KUAKOCTH B 15 pa3 Gonbliie, 4eM BHYTPH KJIETKH.

CocrasHoii yacTeio Na'/K* — nacoca ssnsercs Na'/K* — ATPa3za — ¢pepment runponusyromuii ATP B
npucyrcreun uonos Na* u K™ 10 ADP u Pi.

Na'/K* — nacoc pacronokeH B MeMOpaHe KIETKH H IIPeICTaBISET co00ii CI0KHbI OEOK, COCTOSIIHMIA
u3 yeThlpex cyoreaunun. OH UMeeT 1BE SHEPTeTHUECKH BHITOAHbIe KoHGopManuu. OnHa u3 KoHpOopMaLuii
(EY) xapakrepmsyeTcsi HaJMuMeM TOJOCTH, OOPAIICHHON BHYTPh KICTKH H 007ajaromieil BBICOKHM
CTEPECOXMMUIECKHM CPOACTBOM K moHaM Na* | a npyras xondopmarms (E?) mMeer moiocTh BHE KIETKH U
o6aaeT cpoacTBOM K HoHam K.

CassbiBanue MOHOB Na' Ha BHyTpeHHel MOBEPXHOCTH MeMOPaHBI C HATPHEBBIM YUaCTKOM (pepMeHTa
3amyckaeT nporecc ruapoin3a ATP u dochopunmupoBanust ¢pepmenTa, 4To, B CBOIO O4epeNb, MIPUBOIUT K
u3MeHeHHIo KoHpopmaruu ¢ E' Ha E? B pesynbTare yero Tpu nosa Na* mepeGpachiBaloTCs HApyKy.

BHe KJ1eTku cBsi3biBanMe HOHOB K ¢ KalMeBbIM y4acTKOM 3aIlycKaeT mpolecc aedpochopuanpoBaHus
OeIKa, MPUBOAAIINN K H3MEHEHNI0 KOH(POpMAITUH C E’na E'n nepedpocy AByX HoHOB K* BHYTpb KJIETKH.

Takum oOpazom, mpu rumponm3e omgHoi Monekynsl ATP Bbimensercs sHeprus, IOCTaTOYHAS IS
TpaHcropTa Tpex HoHoB Na' u3 kieTku u aByx uonos K* BHyTpb kneTku. TpancMeMOpaHHbIii rpaauent Na*
, cosnaBaeMbiii Na'/K® — ATP-azoii, sBnserca (opmoii 3amacanus sHeprueil. Ecnm momsl Na® cHoBa
BO3BpAIAlOTCA B KIETKY, TO OHH MOTYT 3TO CAENaTh BMECTE C IPYTHMH MOJIEKyJIaMu. Takoi COBMECTHBIN
MEPEHOC HA3BIBACTCS CUMBOPHIOM.

Ecmm xe BXOJl MOHOB HATpHd B KIICTKY COIIPSKCH C BbIKAYMBAHWEM, HAIIPUMEP, MOHOB KaJlblUA, TO
TaKOW MPOTHBOTOK HA3BIBAETCS AHMUNOPMOM. B 3TOM ciiydae WOHBI KalbIHUS TPAHCIIOPTHPYIOTCS MPOTUB
COOCTBEHHOTO KOHIEHTPALMOHHOTO TPaJMeHTa 3a CUET SHEPTHH HATPHEBOTO I'PaJEHTa, KOTOPBIH, B CBOIO
ouepeb, BOHUKAET Oonaronaps ruapoiausy ATP.

Bonpocwl ona camoxkonmponsa:
Uro Takoe kietka? ChopMynupyiTe OCHOBHBIE TOJI0KCHHS KICTOYHON TCOPHH.
YeM 0TIHYAIOTCS POKAPHOTHI U 3YKAPUOTHI?
W3 kakux opraHess COCTOUT KieTKa? YKaXuTe uX OHOJorHIecKre GyHKIIHH.
Kakyto ponb BemonssitorT mutoxouapun? Kak oHa moctpoena? Kakue ¢pepMeHTHI B HEll JIOKATN30BaHbI?
Kakyto ponb BbimonHsieT kjierouHas MemOpaHa? OnumuTe OCOOCHHOCTH CTPYKTYpHOW OpraHH3alluu
KIIETOYHBIX MeMOpaH. M3 kakux OHOMOJIEKYI COCTOSIT MEMOPaHbI KIIETOK?
6. HazoBute ¢ochonunuasl — mnpousBonHble (ocaTupaHoi KUCIOTH, W TPYHNbI, KOTOPHIMH OHH
OTIINYAIOTCA.
7. Yem uepedpo3u ¥ TaHTIMO3U OTIIMYAIOTCS OT COUHIOMUENNHA?
8. B uem cocrour (QyHKIMOHAIbHAS pOJb LHMC-HEHACHIIEHHBIX >KUPHOKHUCIOTHBIX XBOCTOB B
dbochonunumax memopan?
9. Yewm obnerdennas auddysust 4epe3 MeMOpaHbI OTIUYAETCSI OT CBOOOIHOM?
10.CxonbKO HYKHO 3aTpaTUTh SHEPrHM Uil NEepeHoca OHOTO MOJIS BELIECTBA, €CIM CHAapyXH €ro
KOHIIGHTPAIMS B IECATh Pa3 MEHbIIIE, YeM BHYTPHU KIIETKU?
11.Kakue BUBI TpaHCTIOPTA OMOMOJIEKYJ Yepe3 KIIeToOYHble MeMOpaHbl BaM H3BeCTHBI ? B yeM ux orinune?
12.K xakoMmy BHIy TPaHCHOPTa OTHOCUTCS NEPEHOC HMOHOB KaJlMsl M HATpUs depe3 MeMOpaHy KJIETKH C
momomisio Na'/K* — macoca?

grwdE

1.5. XuMnyeckuii COCTaB KJIE€TKH U OPraHU3MOB
Ka>1<11a$[ KJIIETKa COACPKUT MHOXCECTBO XUMHYCCKHUX OJOJIEMCHTOB, YYAaCTBYIOUNIUMX B PpPa3jIMYHbIX

XMUMUYECKUX PEAKIMAX. XUMHUYECKHE MTPOLECCHI, TPOTEKAIOIINE B KIETKE — OJHO U3 OCHOBHBIX YCJIOBHH €€
pa3ButHs ¥ QyHKIHOHUpOBaHUs. OTHUX SIIEMEHTOB B KJIETKe OOJIbIIe, APYruX — MeHsblIie (Tadi. 3).

25



Tabnuma 3
XHUMHYECKAH COCTaB KISTKH

Coennnenus
Heopranuyeckue Oprannyeckne

Benkn 10—20%

__ 900
Boa 7080 % VrieBoasl 0,2 5,0 Yo

MuHepaibHbIE COIN 1,0—15% Kupri 1—5%

! ! HyknenHOBBIE KUCTOTHI 1,0—2,0%
AT®, conu u ap. BeliecTa 0,1—0,5%

Ha aromHOM ypoBHE pa3nmuyuii MEXIy OPTaHUYECKHIM M HEOPTaHWIECKUM MHUPOM KHUBOU MPHUPOIBI
HeT. JKuBble OPraHU3Mbl COCTOST U3 TEX KE aTOMOB, YTO M TEJIa HEXXUBOU Mpupoabl. OJHAKO COOTHOIICHUE
Pa3HBIX XUMUYECKUX 3JIEMEHTOB B )KMBBIX OpPraHU3Max U B 3¢MHOM KOpe CHIIBHO pa3indaeTcs.

VCI0BHO BCe 37IEMEHTHI KIICTKA MOKHO pa3/iesuTh Ha Tpymisl (puc. 18).

SJEMEHTEI B OFT AHH3ME
YFTIOBEKA (31)

CTPYKTVEEIE 3MEMERTEL WL TP AMIHE) 0 AME MEHTEL
('3 — BCE SCCEHUHATL HEIR, 3 Marcpoanementsrs, M3 (39) W3 — Bee yeIoEHo-
{121 — 99%, macceI TENA TOKCHYHEIE, YT (30)

| —

(JCHOEHBIE ANEMEHTEI ‘JCCEHIHATE HEIE, 3
| (4-H O N,C) — (8- Cr, Cu, Fe, J, Mn, Mo,
Se, Zn)

Marxposnenente: (8 — Ca,
— CL F K, Mg, Na, p, S) W CIIOEHD- ACCEHOHANMEHEIE,

— 3 (1l -Br, Cr, Cu, Fe, J,
Ni, Mn, Mo, Se. Zn)

—{ WLIOEHO- TOKCHY HBIE (2EI)

] —

Tarzm obpazont, 8 HMI wcenenyrorea 70 wosg 03 18 MEHTOE, 2 HIT
1. DcoeHMHATEHEIE AMeMeHTED — 14 (12 Hix 6 MakpoanemenTor & M3)
2. YCIOEHO-3CCEHIHATE HEIE aMeMerTeI— 11 (Boe — M3)
3. YCIOBHO-TOKCHYHEIE aNEMEHTRI — 45 (20 M3 5 25 VI3

Puc. 18. DneMeHTHI B OpraHU3MeE YeJIOBEKa

K maxpoanemenmam otHocst kucnopon (65—75 %), yrnepon (15—18 %), Bomopon (8—10 %), azor
(2,0—3.0 %), xammit (0,15—0,4 %), cepa (0,15—0,2 %), dochop (0,2—1,0 %), xmop (0,05—0,1 %),
marauit (0,02—0,03 %), sarpuit (0,02—0,03 %), xansiuit (0,04—2,00 %). Takue snementsr, kak C, O, H,
N, S, P BX0AsT B cOCTaB OpraHU4YECKUX COCAUHEHUI.

Yenepoo — BxonuT B cOCTaB BceX OpPraHMYECKHX BEIHIECTB; CKEJIET U3 aTOMOB YTJIEPOJia COCTABIISIET
ux ocHoBy. Kpome toro, B Buge CO, pukcupyercs B nporiecce GOTOCHHTE3a U BBIJCISICTCS B XO/€ JbIXaHHS,
B Bujie CO (B HU3KUX KOHLEHTPALUAX) YIaCTBYET B PETYJIILNHN KIeTOYHbIX GyHKIMiA, B Buae CaCOz BXOIUT
B COCTaB MUHEPAJIbHBIX CKEIIETOB.

Kucnopoo — BXOJHUT B COCTaB MPaKTUYECKH BCEX OPraHMYECKUX BeIIeCTB KieTkh. OOpasyercs B
xoxe ¢orocunTesa npu ¢Goronuse BoAbl. [y a’poOHBIX OPraHU3MOB CIYXHT OKHCIHMTENIEM B XOJE
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KJIETOYHOTO JbIXaHus, oOecreunBas KJIETKH JHeprueid. B HamOONbIINX KOMUYECTBaX B JKMBBIX KIIETKAX
COJIEP’KUTCS B COCTaBE BOJBI.

Booopoo — BXomuT B COCTaB BCEX OPraHMYECKUX BEIIECTB KIETKH. B HanOONBIIMX KOIHYECTBaX
COJEP)KUTCSI B cOCTaBe BOABL. HekoTopble OaKTepHH OKUCISIOT MOJICKYJSIPHBIA BOIOPOA AJISl TOJIyYSHHUS
SHEPTHH.

A30m — BXOOWT B cOCTaB OEIKOB, HYKJIEMHOBBIX KHCIOT U MX MOHOMEPOB. 3 opranmsma KHBOTHBIX
BBIBOAMTCSl B COCTaBE aMMHaKa, MOYCBHHA MOYEBHHBI, TyaHHHA HWJIM MOYEBOH KHCIIOTHI KaK KOHEUHBIH
IOPOIYKT a30THOrO oOMeHa. B Bume okcuaa azora (l1) (B HU3KMX KOHIIEHTPAIHUIX) YYaCTBYET B PETYJISIIIUH
KpPOBSIHOTO JaBIICHUSI.

Cepa — BXOJHT B COCTaB CEPOCOJICPIKAINMUX aMUHOKHCIIOT, COACPKHUTCS B OONBIIMHCTBE OcikoB. B
HEOONBIINX KOJIMYECTBAX MPHUCYTCTBYET B BUAE CyIb(ar-MOHA B LUTOMJIA3ME KIETOK U MEXKKIETOYHBIX
KHUIKOCTSX.

@Docghop — Bxoaut B coctaB ATP, npyrux HyKI€HHOBBIX KHCJIOT, B COCTaB KOCTHOM TKaHU U 3yOHOI1
SMaiu (B BUIEC MUHEPAJTIbHBIX COJe), a TAK)KE MPUCYTCTBYET B IUTOILTA3ME U MEKKJIETOYHBIX JKUIAKOCTSX (B
Buze hochar-noHOB).

Macznuit — xodakTop MHOTHX (PEpMEHTOB, yUACTBYIONIUX B 3HEpreTndeckoM oomene u cuarese JJHK;
MOJICP’KUBAET IEIOCTHOCTE PHOOCOM M MHUTOXOHAPHH, BXOOUT B cocTaB xJjopodwria. B >KMBOTHBIX
KJIETKaX OH HeOOX0uM ISl (PYHKIIMOHUPOBAHUS MBIIIIEUHBIX M KOCTHBIX CHCTEM.

Kansyuii — yaacTByeT B CBEPTHIBAaHUH KPOBH, a TAKXKe CIYKUT OJHUM W3 YHHBEPCATBHBIX BTOPUYHBIX
MOCPETHUKOB, PEryNUpysl BaKHEHIIME BHYTPUKICTOUHBIE MpOIEcCH (MoAaepx)anue MeMOpaHHOTO
MOTEHIIMANa, HE0OXOIUM MJisi MBIIICYHOTO COKpAIlEHHsT M 3K301MT03a). HepacTBopumble cOMM KanbLus
Y4acTBYIOT B QOPMHUPOBAHUN KOCTEH 1 3y0OB IIO3BOHOYHBIX M MUHEPATHHBIX CKEJIETOB OECIIO3BOHOYHBIX.

Hampuii — ydacTByeT B MOAJEp>KaHUM MEMOPAHHOTO MOTEHIIMAa, TeHEpaIlli HEPBHOTO UMITYJIbCa,
nmpoleccax OCMOPEryJSIMU (B TOM 4Hcie B paboTe MOoYeK y 4YelnoBeKa) W COo3AaHuM Oy(pepHOW CHCTEMBI
KpPOBH.

Kanuiit — ydactByeT B MoAIep)KaHUU MEeMOPAHHOTO TOTEHIMANa, TeHepalud HEPBHOTO WMIYJIhCa,
pEryJsIMY COKpALICHHUs CepIeYHOM MBIIILL. COAEPKUTCS B MEKKIIETOUHBIX BEIIECTBAX.

Xnop — noJIAEPKUBACT DIIEKTPOHEHTPATLHOCTD KIETKH.

K mukponemenmam, cocrapmstonmm ot 0,001 % mo 0,000001 % maccel Tema XUBBIX CYIIECTB,
OTHOCST BaHAIUH, repMaHui, HOX (BXOAMT B COCTaB TUPOKCHHA, TOPMOHA IIIMTOBUIHOM JKee3bl), KOOAIbT
(ButamuH Byp), MapraHerl, HUKeIb, PyTEHUM, celleH (PEryaATOPHbIE MPOIECChl Oopranu3Ma), Gprop (3yoHas
sMalb), Melb (OKHCIUTETbHbIE (PEPMEHTHI B CHHTE3€ IIMTOXPOMOB), XpOM, IIMHK (B cocTaBe ()epMEHTOB,
Y4YacCTBYIOIINX B CIIUPTOBOM OPOYKEHUH U B COCTABE WHCYJIMHA).

Ynempamukposnemenmur cocrasistor menee 0,0000001 % B opraHu3Max >KUBBIX CYILECTB, K HUM
OTHOCIT  30JI0TO, cepedpo, KOTOpble OKa3blBalOT OaKTEpUIMIHOE BO3feicTBHe, Takke K
YIBTPaAMHUKPORJIEMEHTaM OTHOCST IUIATHHY W 1e3uil. HekoTopsle K 3TO# rpynme OTHOCAT U CelleH, MPH ero
HE/IOCTaTKe Pa3BUBAIOTCS paKOBbIe 3a00eBanus. OYHKIUH yIbTPAMHKPOIIEMEHTOB €I MaJIOMTOHSTHEI.

MHoru4rcIeHHbIE MAKpPO— U MUKPOJIEMEHTHI, 00pa3yIollue KUBYI0 MaTEPHIO, IPUCYTCTBYIOT B BHJIE
pa3HOOOpa3HbIX XMMHUYECKUX coenuHeHuil. [Ipumepno 70-78 % Ouomaccel cocraBiseT Boga. OHa urpaer
OTPOMHYIO POJIb B JKU3HEAEATEIFHOCTH OPTaHU3MOB M 00pa3yeT Ty cpeiy, B KOTOPOW MPOTEKaoT (PHU3NKO-
XMMHUYECKHE MPOIECChl, 00eCIIeUnBaIOIINE TIOCTOSIHHOE BO30OHOBIICHHUE KHBOTO BEIIECTBA.

BTopbIM 10 KOJIMYECTBEHHOMY COJIEPKAaHHIO, IEPBBIM U TTIABHBIM IO 3HAYSHHIO KIIACCOM COEIMHEHUI
SBISIIOTCA  Oenku. PacTuTenbHOMYy MUpPY CBONCTBEHHO OTKJIOHEHHE OT CpeJHEH BEIMYMHBEI B CTOPOHY
MOHW)KEHUSI, & )KUBOTHOMY — MOBBIIIEHHS. MUKpOOpraHu3Mbl Oorade 0ekoM (HEKOTOPbIE BUPYCHI SIBIISIOTCS
TTOYTH YUCTHIMU OETIKAMHU).

Octanpabie 50 % cyxoro BellecTBa OPraHU3MOB COCTaBJICHBI COCMHEHMSIMH JPYTHX KJIACCOB. DTO
HYKJIEMHOBBIC KHUCIOTHI (MX COAEp)KaHHE OBOJIBHO CTAOWIIBHA), YTIEBOABI M JUMUILI (MX COACpKAHUE B
OpraHu3Max CHJIbHO BapbHUPYET, MPUYEM B PACTHTEIHHOM MUpE TPEOONaaloT YIiIeBObI, & B )KHBOTHOM —
JIUTIHUIBI) 1 MUHEPAJILHBIC BEIIECTBA.

Kpome 0enkoB, HYKJIEHHOBBIX KHCIOT, YIJIIEBOJIOB, JIMIIMIOB ¥ MHHEPAJIbHBIX BEIIECTB B COCTABE
OpPTraHN3MOB HalIeHbl B HE3HAYMTEIHHBIX KOJMYECTBAX YIIIEBOJIOPOABI, CIHPTHI, allbJCTHIbI, KETOHBI,
KapOOHOBBIE KHCJIOTBI, KETOKHCIOTBI, AMHHOKMCIOTBHI, 3(UpPbI, aMHHBI M JpyrHe pPa3sHOOOpa3HbIe
coeAMHEHHA. Y HEKOTOPBIX BHJIOB JXHMBOTHBIX, PACTEHHMH M MHKPOOPraHW3MOB TaKHe BEIIECTBa
HAKaIUTMBAIOTCS B 3HAYUTEIHLHBIX KOJIMYECTBAX H MOTYT CIYXHUTh CHCTEMAaTHIECKUM MPU3HAKOM (Hanpumep,
AMUHOKHCIIOTHI).

MHorue u3 HuX 001aJa10T MOLTHBIM (PU3HUOJIOTUUECKUM IECHCTBHEM M BBIIOJIHAIOT POJIb YCKOPHUTENIEH
WIM 3aMeJUTHTeNIel JKU3HEHHBIX TpoleccoB. X wHOrna OOBENUHSIOT TOj HA3BaHHEM OHMOJIOTHYECKU
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AKTHBHBIX COCAMHCHHM, XOTS OHH XUMHUYECKH OYCHb Pa3HOOOPA3HBI, 3TO — BUTAMUHBI, TOPMOHBI, POCTOBEIE
BEIIECTBA, OMOCTUMYJISATOPbI, KOOH3UMbBI, aHTUOMOTUKHU, PUTOHIIMIBI U JP.

Bonpocut ona camokonmpon:

1. IIpuBemuTe XUMHYECKHHA COCTAB KICTKHU.

oUW N

~

Kaxue ameMeHTBI BXOIAT B COCTaB XUBBIX OpraHm3MoB? JlailiTe XapakTepHUCTHKY IO KaueCTBEHHOMY
KOJIMYECTBEHHOMY COACPKAHUIO PA3IMYHBIX XUMUYECKUX DJIEMEHTOB B OPraHU3ME KUBOTHBIX, PACTCHUIA
Y 4eJIOBEKa.

Jaiite XxapakTeprucTHKy OHOJOTHIECKAX (PYHKIINH OCHOBHBIX MAaKpPOIJIEMEHTOB.

JlaiiTe XxapaKkTepuCTUKY OUOJOTHYECKUX (PYHKIIUH OCHOBHBIX MUKPO3JIEMEHTOB.

JlaiiTe XapakTepuCTUKY OMOJOTHYECKUX (PYHKIIUHA OCHOBHBIX YJIBTPAMHKPOAJIEMEHTOB.

[lo xakomMy mnpuHIHITY KIacCH(PHUIMPYIOT SIEMEHTH Ha 3CCEHIMAIBHBIC, YCIOBHO-3CCEHIHAIBHBIC,
YCIIOBHO-TOKCHYHBIC?

Kakve xumuueckue COeIUHEHUS BXOISIT B COCTaB KUBBIX opranu3smMoB? [lokaxkure mnpumepHOe
KOJIMYECTBEHHOE COJIepKaHne OeNKOB, HYKJIEHHOBBIX KHCJIOT, YTJIEBOJOB, JIMIUAOB U MHHEPAITBHBIX
BEIIECTB B COCTABE KUBBIX OPTraHU3MOB.

ConocraBbTe KOJUYECTBEHHBIC COOTHOIICHUS OCIIKOB, YIIIEBOIOB U JIUIMUAOB, TIOCTYMAIONUX B OPraHN3M
YeIoBeKa.

OxapakTepr3yiiTe OCHOBHBIE MTUIIEBHIE MPOTYKTHI C TOUKH 3PEHUS HX XUMUIECKOTO COCTaBa.
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I'naBa 2. DEPMEHTDBI

Lenu uzyuenusn:
Ymemn:
1. OOBsCHATH cBOMCTBA (hePMEHTOB B OCOOCHHOCTH ()ePMEHTATHBHOTO KaTajln3a UX OCTKOBOM TIPHPOIOH.
2. OneHuBaTh POIH BUTAMHUHOB B MUTAHUH YeJIOBEKA KaK CyOCTpaToB ISl CHHTE3a KOPEepMEHTOB.
3. Ompenensth NPUHAAICKHOCTh (PEPMEHTOB K OMPENEIIEHHOMY KJIACCy M MOAKIACCY B COOTBETCTBHH C HX
HOMEHKJIaTypOil.
4. PaccuuTeIBaTh aKTHBHOCTH (DEPMEHTOB U OIIEHUBATH CPOACTBO (pepMEHTa K cyOCcTpary.
3uamo:
1. OcobenHocTH cTpoeHUs HEPMEHTOB KaK OEIKOBBIX KaTalu3aToOpOB.
2. Bugsr crieruduaaocTr PepMEHTOB.
3. OcHOBBI KiaccupuKanuu (PEepMEeHTOB, Kiacchl (EPMEHTOB, MPUMEPHI KaTaTIU3UPYyEMBIX (epMEeHTaMH
pEaKLHUi.
4. Ctpoenne KopepMEeHTOB U KO(PAKTOPOB U UX POJIh B (DEpMEHTATUBHOM KaTajan3e, POjb BUTAMHHOB B 3TOM
mporiecce.
5. OcHOBBI (pepMEHTATUBHOW KHHETHKH.
6. EnuHUIEI akTHBHOCTH (DEPMEHTOB U CIIOCOOBI X ONpeIeIeHUs.

OcHoéHble mepmMuHbl U NOHAMUA:
OH3UMOJIOTHS
Crreru¢uaHOCTH (hepMEHTOB
XosnodpepMeHT
AnodepmeHT
Kodakropsr pepmerTOB
AKTHBHBIH IeHTp (hepMeHTa
Cyocrpar
depMeHT-cyOCTpaTHBIH KOMITIIEKC
WNuruburop
0. depMeHTAaTHBHBIN KaTaln3
1. Kuneruka (hepMEHTaTUBHOTO KaTain3a
2. MakcumanbsHasi CKOPOCTb PeaKIHU — V gy
13. Koncranra Muxasmuca — K,
14. EnuHUIBI aKTUBHOCTU ()EPMEHTOB

BERBOONOoOR~WNE

Cokpawenus:
E — depment, S— cy6erpar, P — npoaykr, | — nHrnéurop;
ES— ¢epmenT-cyOCTpaTHBIH KOMIIIEKC;
EP — dhepMeHT-TIPOIYKTHBIN KOMILIEKC;
El — hbepMeHT-UHrHOUTOPHBIN KOMILIEKC;
ME — MexxayHapoiHas eauHuIa GepMEHTaTHBHON aKTHBHOCTH;
V max — MAaKCHUMaJIbHasi CKOPOCTh PeaKun
Km— KoHCTanTa Muxasnuca

2.1. ®epMeHTHI KaK 0eJIKOBbIE KATAIU3ATOPbI

XWMHYECKHEe peakmuy B OWOJIOTHYECKHMX CHCTEMax TMPOTEKAIOT TOJBKO B  MPHUCYTCTBUH
Kartaau3aTopoB. Poilb  TakMx KaTalM3aTOPOB BBINOJHSIOT — CHENU(pUYECKHE O€lKH, Ha3bIBacMble
hepmenmamu v IHZUMAMU.

Depmenmamu, unu IHZUMAMU HA3BLIEAIOM CHOMCHBIE OUOI0ZUYECKUE KAMAAu3amopsvl 06enKoeoil
npupoosvl, UIMEHAIOUUE CKOPOCHL XUMUYECKOU PeaKuuu.

IH3umonozua — pazoen, uzyHAIOWUIL CMPOEHUE, MEXAHUZM KAMATUMUYECKO20 O0elicmeus u
MONEKYNAPHYIO CMPYKmYypy hepmenmoe.

Onu 00s1aJ1aI0T BCEMU CBOMCTBAMH, XapaKTEPHBIMU JIjIsi OCJIKOB, U ONPEACICHHBIMH OCOOCHHOCTSIMH
CTpoeHHs, 00yCIOBINBAIOIINMH WX KaTaJTUTHYECKUE CBONCTBA.
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@epMeHTHI, KpPOME TOTO, IMOAYUHSIOTCS OOIMM 3aKOHaM Kartaim3a W 00JanaloT CBOWMCTBaMH,
XapaKTEepPHBIMH ISl HEOMOJIOTHUECKUX KaTaJn3aTOPOB:

1. YBennumuBalOT CKOPOCTh PEaKIHH, HO HE PAacXOAYIOTCA B XOJAE IMpolecca W HE MPETepIeBaroT
He0OpaTHMbIX U3MEHEHHUIA,

2. He W3MEHSIOT COCTOSIHAE PaBHOBECHS XHMHYECKOW PEaKIWHU, YCKOPsis KaK MpSIMYyl, TaK |
00paTHYIO peaknrio B PaBHOH CTEIIEHH;

3. TloBBIIAIOT CKOPOCTH PEAKLNH, TIOHNUKAsA SHEPTUIO AKTUBAIIHH.

OmauuumenvHole c60licmea (hepmennmoe ot KaTann3aTopoB:

1. Cneyughuunocms. buonormdeckas ¢yHkus (epmenta, xkak W Jro0oro Oenka, 0OyclOBIeHa
HIMYMEM B €ro CTPYKType aKTHBHOTO LEHTPa, C KOTOPBHIM B3aMMOJACHCTBYET OMNpelesICHHBIN JUraHm.
Jlurann, B3anMOIEHCTBYIOIINI ¢ aKTUBHBIM LICHTPOM (hepMEHTa, Ha3bIBACTCS CYOCHPAMOM.

2. Kamanumuueckana 3ghpexmuenocms. BONBIIUHCTBO KATATU3UPYEMBIX (DepMEHTaMHU peakiui
BBICOKO((eKTUBHEI, oHu TpoTekator B 10%-10™ pa3 GuicTpee, yem HekaTammsupyembie peakiuu. Kaxaas
MoJIeKyia ¢epMeHTa crocoOHa 3a cekyHay TpaHchopmuposath oT 100 g0 1000 mosekyn cyOctpata B
MPOIYKT.

3. Kongpopmauuonnaa nadounvnocme. Karanuruueckas 3¢ ¢GekTuBHOCTh (pepMeHTa, KaK U JIH000i
0eJIKOBOI MOJIEKYJIBI, 3aBUCUT OT €r0 KOH(POPMAIUH 1, B YaCTHOCTH, OT KOH(POPMAILIMK aKTUBHOTO 1eHTpa. B
KIIETKaX HMMEIOTCS BEIIeCTBA, KOTOpPBIE MOTYT BBHI3BIBATH HE3HAUWTENbHBIE H3MEHEHHsS KOH(pOpMAaIH
MOJIEKYIBI (hepMEHTa 3a CUeT pa3pblBa OJHUX M 00pa30BaHUS APYTUX CIA0BIX CBSA3EH; 3TO MOXET BBI3HIBATH
KaK IOBBIIICHHE, TAaK U CHI)KEHHE aKTUBHOCTU ()epMEHTA.

4. Axmuenocms ¢hepmenmos modzicem pezynuposamvca. JleiictBue (EepMEHTOB B KIETKE, Kak
MPAaBHUIIO, CTPOTO YIOPSIOYSHO: MPOAYKT OTHOW (DEPMEHTATUBHOW PEAKIIMH SIBIISETCS CyOCTpPaToM IpYTou;
TakuM 00pazoM oOpa3zytorcst memabdonuveckue nymu. Cpein MHOXKeCTBA (PEPMEHTOB PAKTHUECKH KAKIOTO
METa0OJIMUYECKOTO MTyTH UMEIOTCS KIIIOUYEBEIE, WITH pecyasmophble, pepMeHTbI, aKTHBHOCTh KOTOPBIX MOXKET
M3MEHATHCS B 3aBUCUMOCTH OT TIOTPEOHOCTH KJIETKH B KOHEUHOM IMPOAYKTE META0OINIECKOTO MyTH.

5. Onmumansusie ycnoeus npomexanusa ¢pepmenmamusnvix peaxyuii: temuneparypa 37-38° C;
HOpMasibHOE aTMochepHoe aasienue, pH 6,9—7,7, xapakTepHoe 1 OOJBIIMHCTBA TKaHEeH. B oriauune ot
3TOrO A7 ()(HEKTUBHOIO XMMHUYECKOTO KaTalii3a 4acTo TpeOyroTcsl BBICOKHE TeMIepaTypa H JaBlicHHe, a
Tak)Ke IKCTpeMallbHbIe 3HadeHus pH.

2.2. CTpyKTypHasi opranusanus (pepMeHTOB

Bricokast Ouonornueckasi akTUBHOCTh (DEPMEHTOB B IEPBYIO OUEPE/Ib ONPEICIIICTCS XapaKTePHBIMU
CBOMCTBaMHU 00pa3yromux ux 0eiakoB. PepMEHTATUBHONW aKTHBHOCTBHIO MOTYT 00JIa/IaTh KaK MPOCThIC, TaK U
cioxHble 6enku (puc. 19).

IIpocThie — OTHOKOMITOHEHTHBIE COCTOSIT TOJBKO M3 IMOJIMIICTITUAHBIX IETICH U TUAPOJIU3YIOTCS 110
AMUHOKHCJIOT (MPUMEPaMU MOTYT CITY)KUTh (PEPMEHTHI MIETICUH, TPUIICHH, ypeas3a | T. II.).

/ OEPMEHTbDI \

OJHOKOMIIOHEHTHBIE JABYXKOMIIOHEHTHBIE
NPOCThIE 0eJIKH CJI0KHBIE 0eJIKH

Puc. 19. Bunsr hepmentoB
JIBYXKOMIIOHEHTHBIE ~ ()epMEHTHI ~ TPEJACTABICHBI  CIOXKHBIMH  OeNKaMHu, Ui  TPOSIBICHUS
KAaTAINTHYECKOH aKTHUBHOCTH KOTOPBIX TpeOyeTcs MpPHCYTCTBHE BENIECTB HEOENKOBOW MPHPOABI —
MPOCTETUUECKUX TPYII, SBISIOMIMXCA MO XHUMHUYECKOH MNPHUPOJE CIOXHBIMUA OElKaMH, Ha3bIBalOTCS
kodakropamu (puc. 20).

JIBYXKOMITIOHEHTHBIY ®EPMEHT
X0J10pepMeHT / CUMILTIEKC

BEJKOBAS YACTb HEBEJIKOBASI YACTb
anogepment / pepon KodakTop / aron

Puc. 20. Ctpykrypa CIOXXHBIX OETKOB
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depMmenT, coaepkaiiuid KodakTop M obOmamaromui (GepMEHTaTHBHOM aAKTUBHOCTHIO, HA3bIBAIOT
xonoghepmenmom. beaxoByro 4acTh Takoro (pepmMeHTa Ha3BIBAIOT AnOPeEpMeHmom, KOTOPBIN B OTCYTCTBHE
KogakTopa He 00IagaeT KaTaTuTHIECKOW aKTUBHOCTHIO. Peakuus oOpa3zoBanus xoinohepMeHTa o0paTimMa:
Anogepment + Kodakrop 2 Xoaodepment
He aKTUBEH aKTHBEH

PasnuuaroT aBe Tpymibl KOQAKTOPOB: UOHBI MEmMA08 W Koghepmenmpl, TPEICTABISIONNE CO0O0i
opraHnueckue BemecTsa (Tadi. 4).

Tabnuna 4
Bugpl kohakTopoB
MOBBIIIAIOT KATATUTHYECKYIO aKTUBHOCTh (PepMeHTa,
CTaOWIIM3UPYIOT OEITKOBYIO YacTh U JIENIACT €€ YCTOWYMBOM K ICHATYpaluu
HMOHEI METAIIIIOB BUTAMHHBI KODH3UMBI pasHbIe
HS-rayratnon
Zn*?, Mg+2, Co"?, KOBH3HUM A, HYKJICOTHU]IBI U UX
Cu*? Ni*?, Fe?, Mn*? E. K, Q, By, Bz, Be, HAJI, NPOU3BOJIHBIE,
By, C, H.... DAJL bocdo
pHBIC Y(OHUPBI
MOHOCaXapHJI0B

[IpumepHO TpeThb M3 BCEX H3BECTHBIX B HAcTofllee BpeMs (PEpPMEHTOB aKTHBHUPYETCS HOHAMH
METAJZIOB, OHM TaK U HAa3bIBAIOTCA (hepMeHmbl, aKmugupyemvie UOHAMU MeEmaniog WIn
memannoghepmenmot.

Honb! MeTaia y4acTBYIOT B (yHKIMOHHPOBAHNUH (pepMeHTa pa3IMYHBIMU CIIOCOOAMHU:

1. W3menstor KoHGOpPMAIMIO MOJEKYIsl cyOcTpara, d9To oOecrednBaeT KOMILIEMEHTapHOe
B3aMMOJICHICTBUE C aKTHBHBIM IIGHTpOM. Hampumep, B KauecTBe cyOcCTpaTa BBICTYNAaeT KOMILIEKC
Mg?—ATP.

2. OGeCreunBaOT HATHBHYIO KOH(OPMAIMIO aKTHBHOTO IeHTpa (epmenta. Momer: Mg®, Mn?,
Zn*, Co®, Mo* yuacTBylOT B CTAOWIM3ALHH AKTHBHOTO LEHTPA (EPMEHTOB M CIIOCOOCTBYIOT
MPUCOCAMHCHUIO KOPEPMEHTA.

3. Crabunmm3upyroT KoHpopManuoo 6eIKoBor MOneKyibl pepmenta. Hampumep, anms cradumuzanumn
YETBEPTUYHOW CTPYKTYpPHl (PEpMEHTa alKOTOJIBJCTHIPOTECHA3bl, KAaTANU3UPYIOIIEH PEeaKIUi0 OKHCICHUS
3TaHOJa, HEOOXOUMBI HOHBI ITUHKA.

4. HemocpeJCTBEHHO Y4acTBYIOT B (hepMeHTaTHBHOM KaTammse. Mombl Zn®*, Fe”, Mn*, Cu*
NPUHAMAIOT y4acTHE B 3JIEKTPOPHIBHOM Katanuie. VIOHBl MEeTaJuIoB ¢ NMEpEeMEHHOW BAJICHTHOCTBIO MOTYT
TaKXKe Y4acTBOBaTh B MEpPEHOCE 3JEKTPOHOB. Hampumep, B muroxpomax (remcojiepammx OeiKax) MOH
’Keje3a CIOCOOCH INMPHUCOSNUHATh W OTJaBaTh OJMH JJIEKTPOH. biaromaps 3TOMY CBOWMCTBY LUTOXPOMBI
Y4YacTBYIOT B OKHCJIUTEIbHO-BOCCTAHOBHUTEIBHBIX PEAKIIHAX:

—€
Fe > Fe™
+e

MHorue KoepMeHTHI SBJISIOTCS TPOU3BOTHHIMI BUTAMHHOB — HE3aMEHUMBIX MUILEBBIX (HakTOpOB.
BurtamuHbel U npyrue KopepMEeHTHl B KAaueCTBE >KU3HEHHO HEOOXOIMMBIX COCAMHEHHMH BXOIST B COCTaB
KOMIIOHEHTOB IMIIM M, KaK MPaBWJIO, HE CHHTE3UPYIOTCS (WIM CHHTE3UPYIOTCS B HEIOCTATOYHBIX
KOJMYeCTBax) B oOpraHusMax (MO0 KpaiiHeil Mepe, B OpraHuM3Max BBICIIMX >KUBOTHBIX). BuTamMuHsl
HETIOCPEJICTBEHHO YYacTBYIOT B (DEPMEHTATHBHOM KaTain3e, TaK KaK HaXOIsATCS B aKTUBHOM IIEHTpE
(hepMeHTOB.

CrnenuduaHOCTD IeHCTBHS (EPMEHTOB OOBSICHSIETCS HATMYAEM aKTUBHOTO IIEHTpA.

AKmMueHbIL yenmp hepmenmoe — 3mMo ONPeOeneHHBL YUACHOK 0EIKOBON MOIEKYbl, CHOCOOHDLIL
KOMNJIEMEHMAPHO  C6A3bIBAMBCA € CYOCMpamom u 0Oecneqyusamwuil €20 KamaiumuiecKoe
npeepawjenue.

CrpykTypa akTUBHOTO LIEHTpa c(OpMHUpPOBaHA paJWKalaMH aMHHOKHCIOT, TaK )K€ KaKk M B Clyd4ae
aKTHUBHOTO IIEHTpa Jo0oro Oenka. B akTuBHOM LeHTpe (epMeHTa MMEIOTCS aMUHOKHCIIOTHBIE OCTaTKH,
(YHKLIMOHANBHBIE TPYMIBI KOTOPBIX OOECIEUYnBAIOT KOMIUIEMEHTApHOE CBs3bIBaHUE CyOcTparta (Y4acToK
CBSI3bIBAHUS), W AMHHOKHCJIOTHBIE OCTaTKH, (QYHKIHOHAIBHBIE TPYIIBl KOTOPBIX OCYIIECTBISIOT
XUMHYECKOEe TIpeBpaleHne cyocTpaTa (KaTaTiTHIeCKid yaacTok) (puc. 21).
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Puc. 21. Cxema cTpoeHHUsT aKTUBHOTO IIEHTpa pEepMEHTA:
KpacHBIM [IBETOM OTMEYEHBbl aMHUHOKHCIIOTHI, 00pa3yIolye akTUBHBINA HEHTpP (epMeHTa:
1 - y9acTOK CBS3BIBAHUS; 2 - KATATUTHIECKANA yIaCTOK

CrnenuUYHOCTh OTpenenseT OMONIOTHUECKYI0 3HAYMMOCTh (pepmeHTOB. Paznuyaror cybctpaTHyo u
KaTAINTHYECKYIO CIIEHUPUIHOCTH (PEPMEHTA, KOTOPBIE ONPENENAIOTCS CTPOSHUEM aKTUBHOTO IICHTPA.

Cyocmpamuasa cneyughuunocms 310 CIIOCOOHOCTH KaXIOTO (hpepMEeHTa B3aMMOEHCTBOBATH JIUIIIH C
OJTHUM WJIM HECKOJIBKUMHM OPE/ICICHHBIMU cyOcTpaTamu. Pasnigaror:

- abcomoTHYI0 CyOCTpaTHyl0 cnenr(UYHOCTh, €CIM aKTHUBHBIM LEHTP (epMeHTa KOMIUIEMEHTapeH
TOJIBKO OJHOMY cyOcTpary. Hampumep, ¢pepMeHT apriHasa KaTalu3upyeT TOJIBKO THIPOIN3 aMUHOKUCIIOTHI
apruHuHa, EepMEHT ypeasa — TOJIBKO paclIelUICHHe MOYECBHUHBI M HE ICHCTBYIOT Ha JpyrHe cyOCcTparTHl,

- TPYMIIOBYIO CYOCTPaTHYIO CHEUU(PUIHOCTD, eCii (PEPMEHT KaTaTU3UPyeT OJHOTHUITHYIO PEaKIHUIO C
HEOONIBIINM KOJMYECTBOM (TPYINOH) CTPYKTYPHO TIOXOXKHX cyOcTparoB. Tak, Hampumep, pasHble
THAPOJIUTHYECKUE (PepMEHTHI ICHCTBYIOT Ha ONPEICIEHHBIA THII CBSA3EH: aMuIa3a — Ha TIIMKO3HUIHBIEC CBSI3H;
MIETICHH M TPUIICHH — Ha MEeNTUAHbIE CBS3M; Muna3a u Gocdonumnaza — Ha coKHOIPHUPHEIE CBS3H;

- cTepeocnenn(UIHOCTD, €ClTU (PepMEHT MPOSBIISIET a0COMIOTHYIO CIEHU(PUIHOCTD TOIBKO K OJHOMY
W3 CYIIECTBYIOIIUX CTepeon3oMepoB cyOctpara. Hampumep, o-ammnaza pacmierisieT o—1,4-TIHKO3UIHBIC
CBSI3HM B MOJIEKYJIE Kpaxmalia, HO He JeHCTBYeT Ha 0—1,2-TJIMKO3UIHBIE CBS3H B MOJICKYJIE CaXapOo3bl.

Kamanumuueckan cneyugpuunocms, wim CHnelMPpUUHOCTh MYTH TNpeBpalleHus CcyOcTpara,
obecniednBaeT MmpeoOpazoBaHWE OJHOTO W TOTO K€ CcyOcTpaTa TOA JEWCTBHEM pPa3HBIX (PEepMEHTOB. DTO
obecneynBaeTcsi CTpPOCHHEM KaTATUTHYECKUX YUYaCTKOB aKTHBHBIX IIEHTPOB COOTBETCTBYIOIIHNX (DEPMEHTOB.

Hanpumep, monekyna Tiroko30-6-gocara B KIETKaxX IEYEHH YEIOBEKa SBISAETCS CyOCTpaToM
YEeThIPeX pa3IMYHBIX (hepMeHTOB: (dhocdorimokoMyTassbl, TIII0K030-6-hocdardocdarassl,
(hocdormoxonzomepaspl U TITIOK030-6-hochaTaerunporenassl. OgHAKO 3a c4eT OCOOCHHOCTEH CTPOEHUS
KAaTAINTHYECKUX YYaCTKOB 3THUX (DEPMEHTOB MPOMCXOAT Pa3lIMuHbIEe MPEBpaIICHUs TII0K030-6-Qocdara ¢
00pa3oBaHMUEM UYEThIpeX Pa3TMYHBIX POILYKTOB.

CrnenuduyHOCTh IIyTH TpEeBpaIleHusi cyOcTpara oOecHneyMBacT BO3MOXKHOCTH IPeoOpa3oBaHMs
OJIHOTO W TOTO e CyOcTpaTa Moj JeHCTBHEM pasHbIX GpepMeHTOB. MoleKyia TiroK030-6-pocdara sBusercs
cyOCTpaToM pa3HbIX EPMEHTOB, YTO MPUBOJUT K 00Pa30BAHUIO PA3HBIX MPOAYKTOB.

Hnzubuposanue axkmuenocmu pepmenmos — cneyuguueckoe cHudceHUe KAMAIUMUYECKOU
AKMUBHOCMU, 8bI36AHHOE ONPEOE/ICHHBIMU XUMUYECKUMU 8CULECIEAMU — UHCUOUMOPAMU.

WNuruburopsl crocoOHBI CBA3BIBATHCS ¢ GEPMEHTAMHU € pa3HOM CTeNeHbIo MpoYyHOCTH. Ha ocHOBaHuMM
3TOTO PA3INYAIOT 00pamumoe U Heodpamumoe uHeudbuposanue.

Oopamumsle unecuOUMOPLI CBA3BIBAIOTCSA C (EPMEHTOM CIIA0BIMU HEKOBAJIECHTHBIMH CBSI3SIMU M TIPU
OIPE/ICIIEHHBIX YCIOBUSIX JIETKO OTIEISIOTCS OT (hepMeHTa:

E+1 2 El

rae E — pepment, | — uarNOHTOD

Heoopamumoe unzubupoeanue HaOIIONACTCS B Cllydae 0Opa30BaHUS KOBAJICHTHBIX CTaOMIIBHBIX
CBsI3EH MEXK]Iy MOJICKYJIOH HHTHOUTOpa U (pepMeHTa:

E+1— E-I

[To mexaHu3My JAeHCTBUS OOpaTHUMble WHTHOMTOPHI IOAPA3JCISIOTCS HA KOHKYPEeHmHble W
HEKOHKYpeHmHble.

KoHkypeHTHOE WHTHOMpOBaHHE BBI3BIBACT OOpPaTUMOE CHUKEHHE CKOPOCTH (hepMEHTaTUBHON
peakuK B pe3ysibTaTe CBA3bIBAHMS MHTUOUTOpPA C aKTUBHBIM LEHTPOM (hepMEHTa, KOTOPOE MPENATCTBYET
o0pa3oBaHHIO pepMeHT-CyOCTpaTHOrO KoMIuiekca (puc. 22).

Takoli THN WMHTHOWPOBaHMS HAOIIOAAETCS, KOTJA WHTHOWUTOD SIBISCTCS CHIPYKHYPHbIM AHAI020M
cybcmpama; B pe3ynbTaTe BO3HHKACT KOHKYPEHIMS MOJIEKYJ CyOcTpaTa M MHTHOMTOpa 32 CBSI3BIBAHUE C
aKTHBHBIM LEHTpoM ¢epmeHTa. B 3TOM ciywae c¢ ¢epMeHTOM B3auMOAEHCTBYeT MO0 cyOcTpar, Jubo
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HHrHOUTOp, 00pa3ys KoMiuiekchl (depment-cyoctpar (ES) wimum  depment-unrubutop (EI). Ilpm
(dhopMupoBaHuu KoMIniekca pepmenTa u uaruouropa (EI) mpoaykr peakiuu He 00pa3yeTcs..
Hexoukypenmnsim 0OpaTHMBIM Ha3bIBAIOT TaKOC MHTHOWpPOBaHUE (PEPMEHTATUBHOW PEAKIUH, MPH
KOTOPOM WHTHOUTOP B3aUMOJICHCTBYeT ¢ ()EPMEHTOM B Y4YacTKe, OTIMYHOM OT AaKTHBHOTO IICHTpA.
HekoHKypeHTHbIE WHTHOWUTOPBI HE SIBISIFOTCS CTPYKTYPHBIMH aHajioramMu cyOcTpara; NpHCcOeIUHEHUE
HEKOHKYPEHTHOTO WHTHOWTOpa K (DepMEHTY M3MeHSIeT KOH(OPMAIWIO aKTUBHOTO IIEHTPAa W YMEHBIIIACT
CKOpOCTh (DEPMCHTATUBHOW peakIuy, T.€. CHWKaeT (EPMEHTATHBHYIO aKTUBHOCTh. lIpumepom
HEKOHKYPEHTHOTO HMHTHOMTOpa MOXET ObITh JIeHiCTBUE WOHOB TSDKEIBIX METAJUIOB, KOTOpBIC
B3aUMOJICHCTBYIOT C (DYHKIIMOHATBHBIMU TPYIIIIAMU MOJICKYIBI (DEPMEHTA, MPETIATCTBYSI KATAIN3Y.

VHacCTOK KaTtajia- Y4HacToK
CBSI3BIBA- THUYCCKHI CBS3LIBAY

YHacToOK Kartaiv- YHacCToOK
CBA3BIBA- THYCCKHWA CBSISBIBA-
YHacrtox HHsL

VHACTOK KaTaiaiv- YHacToxK
CBSI3BIBA- THYCCKHI CBI3LIBA
HMsL Y4HacCTOK HHsL

E+P

Puc. 22. Cxema KOHKYpPEHTHOTO HHTHOMPOBaHUS aKTUBHOCTH (hepMeHTa

2.3. OcHOBBI KMHETHKH (ePMEHTATHBHOI0 KaTAIHU3a

s ompeneneHusi konuuecTBa (epMeHTa B aOCOJIOTHBIX BEIWYMHAX MOJIB3YIOTCS YCIOBHBIMHU
BEIIMYMHAMH, XaPAKTEPU3YIOIIMMHU aKTUBHOCTh (PepMeHTa.

AKmuenocmy epmenma — onpedensnemcs CKOPOCHbI0 PeaKyuu, KAMaiuzupyemou epmenmom
HpuU CMAHOADMHBIX YCa06uax (onpedenennas Oygepnas Konyenmpauus, uonHnas cuna, pH,
memnepamypa) 6 NPUCYMCHEUN HACLIAIOWUX KOHYeHmpayuu cyocmpama u Kogepmenma.

1 medrcoynapoonas eounuya akmugnocmu obosnavaemesi kaxk ME:

1 MKMOJIb TMpeBpallleHHOro cyocTpaTa
1 ME= peapat e , [MKMOJIB/MUH |
1 MuH
B 1973 r. Obuta BBeleHa HOBas eauHUIlA (EPMEHTATHMBHON akTMBHOCTHM — Kaman (kat). OHa

COOTBETCTBYET KOJIMYECTBY )epMeHTa, CIOCOOHOTO nMpeBpamaTh 1 Moib cybcTpara 3a 1 c.
Meoswcoynapoornasn edunuya gepmenmamusnou axmusnocmu (ME) cBsi3aHa ¢ KaTaioMm CIEAYIOIIAM
oOpa3zom:

1 xar = 1 Moxb cy6eTpata/c = 60 Mons/mMus = 60-10° Mxmons/mMus = 6-10° ME

B xone karanmza cyOcTpar, CBs3aHHBIN C aKTHBHBIM IIEHTPOM (epMeHTa B (epMEHT-CyOCTpPaTHBIN
(ES) xommexc, mpeTeprieBaeT XUMHUIECKOE MPEBPAIEHNE B IPOAYKT, KOTOPBIH 3aT€M BHICBOOOXKTaeTCsl.
CxeMaTHYHO IpoLIecC KaTalu3a MOXKHO MPEACTaBUTD CIEAYIOIINM 00pa3oM:
E+S2 ES2 ES 2EP 2 E +P
1 2 3 4
rae E — ¢epment, S— cy6erpar, P — npongykr
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Iporiece pepMEHTaTHBHOTO KaTalN3a yCIOBHO MOXKHO PA3JeIUTh HA STAIIBI:

1 sTam: mpoucxoauT COMMKEHNE U OpUeHTANUs cyOcTpaTa B 00JaCTH aKTUBHOTO LIEHTpa (GepMeHTa.

2 dram: B pesyabTaTe MHAYLMPOBAHHOIO COOTBETCTBHS (M3MCHEHHE KOH(popmaiuu cyberpara (S) u
aKTHBHOTO LIeHTpa (epmeHTa) obpasyercs pepmeHT-cyocTpaTHblii komiuieke (ES).

3 9Tam: MPOUCXOIUT JCCTaOMIU3aIHS CB3el B cyOcTpaTe u 00pa3oBaHue HECTAOMIILHOTO KOMILIEKCa
¢dbepment-ponyxT (EP).

4 sram: nmpoucxoaut pacmaz kommiekca (EP) ¢ BeicBoOOXKA€HHEM NPOJYKTOB PEAKIIUKA U3 aKTUBHOTO
[ICHTpa 1 0CBOOOXKIeHHEM (epmenTa (puc. 23).

(N e EP
1 i

Puc. 23. Dtansl pepMeHTaTUBHOTO KaTalu3a:
| — 1 aram; 11 — 2 aram; III - aram; IV — 4 sTan

Jis moHMMaHMsI SPHEPreTHKH XUMHUYECKOW peakiMyd HEOOXOAWMO YYHTBHIBATH M3MEHEHUE SHEPrUu
CcyOCTpaToOB M MPOAYKTOB PEaKIUy, a TaKKe Poib (EPMEHTOB B 3TOM Ipouecce. MI3BeCTHO, I TOro 4To0bl
nponuia peaknus, CcyOcTpaTbl JOJDKHBI TIONYYHTh TaKO€ KOJIMYECTBO JOMOJHHUTEIBHON SHEpPTruH
(na3piBaeMoil sHeprueil aktuBanuu E,), xoTopoe HEoOXOAMMO sl BCTYIJIGHHMS MOJEKYJd cyOcTpaTta B
peakuuio (puc. 23).

CraaGoisas
DICPrus
A

Hcxomrmie cyocTpaTsl

KoHeuHbie HMPOJAVKTED

Bpeast
E, — 3Heprus akTHBaUMH HEKATAIMIUPYEMOH peakuuu
E', — sHeprusa aKTHBaAUMH KATAIHMIHPYEeMOii (hepMEeHTOM peakuuy

Puc. 23. M3mMeHeHne cBOOOAHON SHEPTUH B X0/1€ XUMHUYECKON peaKiy, HEKaTATU3UPyEeMOn 1
KaTalIum3upyemoii hepMeHTaMu.

B cnydae ¢epmMeHTaTHBHON peakiMu MPOUCXOAUT CHH)KEHUE SHEPTUH aKTHUBALMH, YTO 00eCIIerBaeT
Oonee 3¢ ¢dexTHBHOE MpoTeKaHue peakuud. PepMEeHT MOHMKAET PHEPrHI0 aKTHBALWU E,, T.e. CHUXKAET
BBICOTY SHEPreTHYECKOro Oapbepa; B pe3yibTaTe BO3PAcTaeT N0 PEaKIHMOHHO-CIOCOOHBIX MOJEKYT U
HOBBIIIACTCS. CKOPOCTh PEAKLIUH.

Kunernky ¢epMeHTaTUBHBIX peakUuii MCCICAYIOT B ONTHMAIBHBIX YCJIOBUSX IPOBEACHUS
SH3MMATHYECKON peakuuu. ONTHMalbHBIE YCIOBUS HHIMBHIAYaJbHBI JUIi Kaxnoro ¢epMenra wu
OIPENIENIAIOTCS. B NIEPBYIO OYEpE[b TEMIEpaTypol, NpU KOTOPOH NpOBOIUTCA peakuusi, U 3HaueHueM pH
pacTBopa.

1. Hoevimuenue memnepamypsl 10 ONPEAEICHHBIX INPEAEIOB OKa3blBaeT BIMSHHE HAa CKOPOCTD
(epMEHTaTHBHON peaKkIHH MOJOOHO TOMY, KaK BIIHMSET TEMIepaTypa Ha JIIOOYI0 XMMHUYECKYI0 PEaKIHIo: C
YBEJIUUYEHHEM TEMIIEPATypPhl MOBBIIAETCS CKOPOCTh (PEPMEHTATUBHON PEaKIH.
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OpnHako CKOpOCTh (DEPMEHTATUBHOM XMMHYCCKOM PEaKI[MM HMEET CBOW TEMIIEPATyPHBIH ONTHMYM,
MPEBBIIICHHE KOTOPOT'O COMPOBOXKJIACTCS TOHIDKEHHEM (EpMEHTATHBHOW AKTHBHOCTH, YTO CBSI3aHO C
TEPMHYECKOM JIeHaTypaliel 0eTKoBoi MOJIeKyIbl (puc. 24).

MaxkcuMaILHast

V., KATATUTHYCC KA

M K.\(O.'ll;/,\ﬂ(l{ AKTHBIOCTD

Karaaruaeckast
AKTHBHOCTE

Qu KACTCH

Karanuruueckas
AKTHBHOCTEH
BO3PACTCT

0 L0 20 30 40 50 60 t,°C

Puc. 24. 3aBucHUMOCTE CKOPOCTH (epMEHTATHBHOM peakuuu (V) OT TeMIepaTyphbl

Jnist 6onmpIIMHCTBA (PEPMEHTOB ONTHMAIBHOM Temrepatypoit sieisiercs 37 — 38 °C.

2. Akmuenocmo hepmenmos 3aéucum om pH pactBopa, Ipu KOTOPOM TPOTEKaeT (epMEeHTATHBHAS
peakimsa. [ns  kaxaoro ¢epMeHTa cymecTByeT 3HadeHne pH, mpu koTopom HaOmogaercss ero
MaKCHMasIbHas aKTHBHOCTH (pHcC. 25).
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Puc. 25. 3aBucumocTs ckopoct pepMeHTaTHBHON peakimu oT pH cpenst

Biusuue pH Ha akTHBHOCTH (DEPMEHTOB OOYCJIOBJIEHO M3MEHEHHEM HOHHM3AIMU (DYHKIIHOHATBHBIX
IPYII AMHHOKHCIIOTHBIX OCTAaTKOB JaHHOrO Oeika W cyOcTpara, 00ECICUMBAIOIINX ONTHMAILHOE
oOpa3oBaHue (HEPMEHT-CYOCTPATHOIO KOMILJIEKCA.

3. Konuenmpayuu peazupyrowiux éeugecmes. Ecin KOHIIGHTpaInio (epMeHTa OCTABUTh TIOCTOSIHHOM,
M3MEHSS TOJIKO KOJMYECTBO CyOcTpara, TO TpaduK CKOPOCTH (DEPMEHTATHBHOW PEAKI[HMH OIMHMCHIBACTCSI

runepbosoii (puc. 26).

<

Havamnas ckopocTs

4

= = = —— -

K S|

m

Puc. 26. 3aBUCMMOCTH CKOPOCTH PEAKIIUU OT KOHIIEHTPAIIUH cyOcTpara:
V max — MaKCHMaJIbHAs CKOPOCTh PEAKIIUU PH JTaHHOW KOHIICHTpaIiK ()ePMEHTa B ONITUMAIIBHBIX YCIOBUSIX
npoBeaeHus peaknuy; K, — KoHcTaHTa Muxasuca
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[Ipu yBennyeHHH KOJIMYECTBA CyOCTpaTa HavyalbHas CKOPOCTh peakiuu Bo3pactaceT. Korma gpepmeHT
CTAaHOBUTCS TIOJHOCTHIO HACKHIIMICHHBIM CyOCTpPaTOM, T.€. IPOUCXOIUT MaKCUMAaJILHO BO3MOXKHOE TIPH TaHHOM
KOHIIeHTpaIuu GepmenTa GopmupoBanue HepMEHT-CYOCTPATHBIX KOMILICKCOB, HAOIIOACTCS HAUOOIbINAS
CKOpOCTh 00pa3oBaHMs MPOAyKTa. JlanbHeilee MOBBIICHHE KOHICHTpAIMH CyOCTpaTa HE MPHUBOIUT K
YBEIMYEHHUIO KOJWYECTBA O0pa3yrolerocss MpoayKTa, T.e. CKOPOCTh peakiu He Bo3pactaer. JlaHHOoe
COCTOSIHHE COOTBETCTBYET MaKCHMAaJIBbHOW CKOPOCTH PEAKIHU V max

BenmuunHa Vi JaeT XapaKTEPUCTUKY KATATUTHYECKON aKTHBHOCTH (epMEHTa U ONpEACIsieT
MaKCHMaJIbHYIO0 BO3MOXXHOCTh 00pa30BaHUs MPOIYKTa NPU TAaHHOW KOHIEHTpAIui (hepMEHTa U B yCIOBHSIX
M30BITKA CyOCTpaTa; Vma — BEIMYMHA, TIOCTOSIHHAS [T JAHHOM KOHIIEHTpaInu (pepmenTa.

3aBUCHMOCTh CKOPOCTH (DEPMEHTATHBHOM peakiMd OT KOHIICHTpAaIMd CcyOcTpara BBIPAKAIOT
ypaBHeHUeM Muxasnuca-MeHTeHa:

- Vinax'[S]
Km + [S]
VYpaBaenne Muxasnuca-MeHTeHa SBISETCS OCHOBHBIM YpaBHCHHEM (DEPMEHTATUBHOW KWHETHKH,
MOKA3bIBAIOIICH 3aBUCUMOCTh CKOPOCTH PEaKIIMK OT KOHIICHTpAIuK CyOcTparta.
4, OCHOBHOM KMHETHYCCKOW XapaKTEPHUCTUKOH A((DEKTUBHOCTH (PEepMEHTA SBISICTCS KOHCHIAHMA
Muxarnuca — K. DepMeHTaTUBHBIN TIPOIIECC BBIPAXKAIOT YPaBHEHUEM:

1 K,
E+S 2 ES 2 E+P
K11
rae Ky — mocrosiaHas ckopocTr o6pazoBanus ES-komiiekca;

K11— MOCTOSIHHAsI CKOPOCTH 00paTHMOi peakimu pacmaga ES-komrmuiekca;

K, — mocrosiHHasi CKOpOCcTH 00pa30BaHus MPOJAYKTa peakiuuu P

Koncranta Muxasmnuca YHCIEHHO paBHA KOHIEHTpAMW CyOCTpara, MPH KOTOPOH JOCTUTAETCS
MOJIOBHHA MaKCHMAJIbHOM CKOPOCTH, TOTa COOTHOIICHHE OCTOSIHHBIX CKOPOCTEH:

ki1+k
Km = kit k2
k1

Km XapakTepusyeT CpOJICTBO JaHHOTO (epMEHTa K AaHHOMY CyOCTpaTry M SIBISICTCS BEIWYHHON
nocrosHHOH. Yem menbme Ky, Tem Oomnblne cpoacTBO (epMeHTa K NAaHHOMY CyOCTpaTy, TeM BBIIIE
HavaJlbHasl CKOPOCTh PEAKITNH, H HA000pOT, 4eM Oobire K, TeM MeHbIIe cpocTBO (pepMeHTa K CyOCTpaTy
Y MEHbIIIC HaYaJbHasi CKOPOCTh PEaKIIUH.

1. ecnu [S] 3uHauntenpHo 6ombie Ky, T.e. [S] >> K, To yBennueHne KOHIEHTPAIUK CyOCTpaTa Ha
BesmunHy Ky He BimsieT, Torna V =V gy, peakiys IMeeT HyJICBOH MOPSII0K;

2. ecmu [S] 3HauymrtenbHo MeHbimie Kp, T.e. [S << K, , TO CKOpPOCTb peakmud  MpsMO
max - [S]
Km

Takum oOpazom, Vmax u Km sBISIOTCS KUHETUUECKUMH XapaKTEPUCTHKaMHU IPPEKTHBHOCTH
depmenta. Km mokaszsiBaeT cpoactso E u S, uem menbie Km, tem Gombinie cpoJicTBO epMeHTa K JaHHOMY

cyOcTpary, TeM BbIIIE HadyaJlbHasi CKOPOCTh U HA00OPOT.

\'% .
MIPOIOPIIMOHATIbHA KOHIIEHTpaluu cyoctpara: V = , PeaKLMs UIMEET MEPBbII NOPAA0K

2.4. Knaccudukanusi ¥ HOMeHKJIaTypa pepMeHTOB

HazBanus epMeHTOB OTpaxaroT UX (QYHKIHUIO U B MPOCTEHIEM ciydyae GepMEHT UMEHYIOT WU 110
cyOcTpaTy, WM 10 peakiuu, J00aBiisis okoHuyaHue "a3a". Hanpumep, nekapOokcuiasa, ruponiasa, ypeasa,
caxapasa, Jiuma3a, HykJiea3a WM K Ha3BaHUIO XMMHYECKOro IMPEBPAIlCHHS ONMPENeICHHOro cyOcTpara,
HaTpUMep: JaKTaTACTHIPoreHas3a, aJIcHUIATINKIIa3a.

OnHAKO COXPAaHWIICS PSJ TPUBHATBHBIX, HCTOPUYECKH 3aKPETUICHHBIX HAa3BaHHH (DEPMEHTOB, KOTOPHIE
HE JAIOT MPEICTaBJICHUS HU O cyOcTpare, HU O THIIE XUMHUYECKOTO NpEeBpalleHHs (HampuMep, TPHUIICHH,
NETCHH, PEeHWH, TPOMOWH, JIM30IMM U Jp.). Bce QepMeHTHl AensaTcs Ha IIecTb OCHOBHBIX KJIACCOB B
3aBHCHUMOCTH OT THIIA KaTAIN3UPYEMO XMMHUYIECKO# peakuuu (Tabi. 5)

Tabnuua 5
OcHOBHBIE KJIACCHI H NMOAKJIACCHI (PePMEHTOB
Kaace Peakuuu OcHOBHBbIE MOAKIACCHI, TPYNNBI
CTUJIPOTCHA3BI

OKuCIUTENHHO- Herunp ’

OKCHU/Ia3bl,
1 | OxcupenykTassl BOCCTaHOBUTEIIbHbIE
PEIoyKTa3Hl,
peakiuu

THIPOKCHIIA3bl (OKCUTEHA3BI)
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I'muko3unTpancdepassl (epeHOC IIIMKO3UIHBIX OCTATKOB)
AmMuHOTpaHCchepassl (TpaHcaMUHa3bl) (TIEpEeHOC
AMUHOTPYTIII)

AnmnrpaHcdepasbl (IepeHOC OCTaTKOB allAIOB)
Metuntpancdepassl (TlepeHOC METHIBHBIX U JIp. TPYIIIT)
®Dochorparchepassl (kuHa3BI) (TIEPEHOC OCTATKA
hocopHOH KUCIOTHI)

Ilepenoc

2| Tpanchepaset (YHKIIMOHANBHBIX TPYIIT

[IpoTeass! (ruapoIN3 TENTHAHBIX CBS3EH)
JIumassl (ruaponu3 (CUHTE3) TIUICPUIOB)
®docdarassl (ruapoians GpochopHBIX IPUPOB)
HyxkJeassl (THIpoIU3 HyKJICOTH/IOB)

Tuonassl (rugpoans —SH rpymmn)

OcTepasbl (TuApon3 (CUHTES) CIIOKHBIX 3(QUPOB)
I'muko3unassl (rUAPOIIHU3 ITUKO3HUIOB)

Amuzassl (THIPOIN3 aMHJIOB)

I'mnponus cesaseit
3 | I'uapomnassr (3¢upHBIX, MENTUIHBIX,
rauko3ugHeix, C-C,

Hexap6okcunassl (otmeruienne CO; )
Pa3priB cBszeit Herunparassl (otmemierne H,0)
C-C, C-0, C-N, C-S I'unpatassl (mpricoeTMHEHNE BOHI)
MyTeM dIMMUHHUPOBaHUs | Anbaeruanuasel  (oOpatumasi — peakuusi — pacuieruieHHs

4 | JInaser ¢ 00pa3oBaHMEM TBOMHBIX | allbI03)
CBs3EH WiIn Anpnonasel (anbpIofbHAS KOHACHCAILMsT W oOpaTHas ei
MPUCOCTMHEHUE BOJBI 10 | PEAKITHS)
JIBOMTHOM CBSA3U dymapassl (peBpaienue pymapara)
Enonasbl (00paTuMoe OTINEIUICHUE BOJIbI)
W3omepassl  (B3aMMOTPEBpAIICHUS  albl03,  KETO3,

B3aumonpespaiie-Hust

5 | N3omepa3sl
H30MEpOoB

KETOHHBIX U €HOJIBHBIX TPYII)
MyTa3sl (M30MepHu3alis BO BHYTPEHHEM IIepeHoce TPYII)

CoenuHeHue IByX
6 | JIuraser MOJIEKYJI, COTIPSDKEHHOE C
ruaposuzom ATP

Cunterassl (cunre3 C-C, C-0, C-S, C-N csseit)
Kap6okcunassl (npucoenunerne CO,)

Kaxnprii kmacc COCTOMT M3 MHOTOYHMCICHHBIX ITOJKJIACCOB M MOAIOIKIACCOB, B 3aBHCUMOCTH OT
npeoOpa3yeMoii XMMHUYECKOH TpyMNIbl cyOcTpara, JOHOpa W aklenTopa Npeodpa3yeMbIX TPYNIHPOBOK,
HaJu4us JOTOJIHUTENbHBIX MOJIEKYd U T.0. Kaxkaplil U3 IIECTH KJIACCOB MMEET CBOM MOPSIKOBBIA HOMED,
CTPOTO 3aKperUieHHBIH 3a HUM: 1-il Kilacc — OKCHAOpEmyKTas3bl, 2-ii Kiacc — TpaHcdepassr; 3-i Kiacc —
ruaposassl; 4-ii kjaace — nuassl;, 5-i kilacc — u3oMepasbl; 6-if Kjace — Turassl.

Ora ki1accudukanus HEOOXoaUMa Ui TOYHOI'O OTpeleNieHus] (epMeHTa: sl Kaxaoro QepmeHTa
UMeeTCs KOJIOBOE YHCIO M3 4eThlpex Imdp, rae mepsas muppa oOO3HayaeT Kiacc, BTopas mudpa —
MOJIKJIACC, TPEThS — BOSMOXHBINA KOEPMEHT, YeTBepTasi — CyOCTpaT peakiyy.

Hanpumep, depmenT rmunepansaerua-3-pocdaraerunporesasza KO 1.2.1.12 Hago npoyurars Tax:

K® — Komuccus no ¢pepmenrtam (6su1a coznana npu [UPAC);

1 — depmeHT oTHOCHTCS K Kaccy 1 (OKCHpemyKTas3bl);

2 — TOHOPOM 3JIESKTPOHOB It (DePMEHTa CIIY)KHUT aJIbJICTUIHAs IPyIIa CyOcTpara;

1 — aKIenTOpPOM 371eKTPOHOB ABnsercss NADP';

12 — xummueckas npupozaa cyocTparta (B COOTBETCTBUU C OPHUIMATBFHON HOMEHKIATYpoil (hepmMeHTOB
1992 IUBMB).

XapakTepUCTHKa OCHOBHBIX KJIACCOB ()EPMEHTOB:

1. Okcuoopedykma3zvt KaTanu3HPYIOT OKHCIUTEIEHO-BOCCTAHOBHUTENbHBIE peakuuu. [loxkimacchl
OKCHIOpeayKTa3 (GOpMHUPYIOTCS B 3aBHCUMOCTH OT NMPHUPOBI (YHKIIHOHAIBHON TPYIIIBI JOHOpPa BOJOPOIA
(amexTponOB). Beero Beimemsitor 19 moakimaccoB. OCHOBHBIMH U3 HUX SIBIISTFOTCS:

a) okcuodopedykmaswvl, Oeiicmeytowiue na CH-OH-zpynny 0onopos. DepMeHTHI, OTHOCAIIHECS K
3TOMY HOAKJIACCY, OKUCIISIOT CIUPTOBBIE TPYMIBI [0 albAECTHIHBIX WIM KETOHHBIX Tpynn. Hampumep,
dbepMeHT ankozonvoezuopozenaza (ankorons:HA/[-okcumopenykraza; K@ 1.1.1.1), yuactByromas B
METa0O0IM3Me ITAHOJA B TKAHSX:

CH,OH cZ
2 4 HAAY ~ ["H + HAQH+ H™
CHj3 CHj3

B AHAT AL e AN bIezd
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Kpome oxucrnenusi cmnuptoB, (epMeHTBHl STOro TOAKIacca YYacTBYIOT B JCTHAPHUPOBAHUHU
OKCHKHCIIOT (MOJIOYHOMH, S0JTOYHOMN, N30IMMOHHOMN ), MOHOCAXapHIOB U IPYTHUX COSTUHEHUH, COMEpIKaIIuX
TUAPOKCHIILHBIC TPYIIITHI,

0) okcuoopedykmasvl, Oelicmeylowjue HA AAbOCZUOHYIO UIAU KEMOHHYI) ZPYRNY OOHOPOE. OTU
(epMEHThI OKHCIISIFOT AIBACTHIBI M KETOHBI JO KapOOHOBBIX KHUCIOT. Hampumep, eauuepanvoezuo-3-
docpamoezuopozenaza (D-rnunepansaerua-3-pochar:HAl-okcumope-nykrasa (hochopunupyrorias), KO
1.2.1.12) — kaTanu3upyeT OHY M3 MPOMEXKYTOUYHBIX PEaKLUi paciaia ritoKO3bl:

H“c¢0 O%C/ONP03H2
éH—OH + HAAT + H3PO4 éH—OH + HAOH+ HT

H>C—0O—PO3zH- H,C—O—PO3H,,

SMALEP AL O EZ1i0- 1, 3-ouchocgho-

S-chaccham ZmiEpan

8) okcuoopeoykmasuvl, oeiicmeyroujue na CH-CH-zpynny oonopoe. B pesynbrate KaTaIu3upyeMbIX
nmu peakiuit  CH-CH-rpynmer  mpeBpamatorcsi B C=C-rpymibl, TO €CTh NPOUCXOAWT 0Opa3oBaHHe
HEHACBHIIIICHHBIX COEIWHEHWN W3 HaCHIIEeHHBIX. Hampumep, depMeHT muKiia TpPUKapOOHOBBIX KHCIOT
CYKyuHamoezuopozenasa (CyKIMHAT:aKIENTOp — okcumopenykraza, KO 1.3.99.1) yckopsier okucieHue
SIHTAPHOMN KUCJIOTHI C 00pa30BaHUEM HEHACHIIICHHOW (JyMapOBOW KHUCIIOTHI:

CH, COOH » CH—COOH
+ A - I + ®ANH-
H;C—COOH HC—COOH
CF RN P ALIRI

2) okcuoopedykmasul, oeiicmeyrouiue Ha CH-NH ;-2pynny oonopos. Otu hepMeHTHI KaTalTn3UPYIOT
OKHCIIMTEJIBHOE A€3aMUHUPOBAHIE AMUHOKHUCIIOT M OMOT€HHBIX aMUHOB. AMUHBI IIPH 3TOM NIPEBPAILAIOTCS B
anbJeruapl WJIM KETOHBl, AaMHUHOKHCIOTBI — B KETOKHUCIOTBI M BBIAENAETCS aMMHuak. Tak,
nymamamoezuopozenaza (L-rmyramar:HAJ(D) — okcumopenykraza (mesamuuupyromas), KO 1.4.1.3)
MPUHUMAET Y49acTHE B IPEBPAILECHUH ITIyTamMara:

COOH COOH
CH—NH> ?::o

?H2 + HAQ' + H,0 ?Hz + NH3 + HAOH+H™
CH2 CH2>

COOH COOH

SITVH ML QL - KEFFE OZTV FH O (L

0) OKcuoopedykmaswl, Oelicmeyloujue Ha cepocooeprcaujue Zpynnvl OOHOPO8, KATATUZUPYIOT
OKHCJICHHE THOJIOBBIX (CYJIb(QTUAPHIBHBIX) TPYIN IO AUCYIbQHIHBIX, a CYIb(QHUTOB — N0 CYJIb(HaATOB.
Hampumep, oucuoponunoun-oezudpozenaza (KO 1.8.1.4), xatanmusupyomias OJHY W3 MPOMEKYTOUHBIX
peaxknuii OKUCIUTENBHOTO 1eKapOOKCHIINPOBaHHS IUPYBaTa:

CH._—SH CH.,—S
/ /
H->C H>C
(l:H —SH (|:H — S
+ dAS] -
('|:|3H2)4 (?H2)4 + AAOH2
HN—R HN—R

F AN ELLS FHFRBLE @ALLLO FAAELLEHHBIE AALILA
AL AP AL IO S S 0T IR ESOLE KLLC T OFFIBL

WLL OO L
e) oKcuoopedykmasvl, Oelicmeylouiue HA NEPOKCUO 6000p00a 6 Kauecmee axKuenmopa,
CPaBHHUTEIPHO HEMHOTOYHUCIIEHHBI M OOBECIMHEHBI B OTICNIBHBIM IOJKIACC, M3BECTHBIM TaKKe IOJ
TPUBHAILHBIM HAa3BaHUWEM nepokcudazvl. Hanpuwmep, zaymamuonnepoxcuoasa (rmyratuon:H,O, —
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okcumopenykraza. K@ 1.11.1.9), ygacTByromas B WHAaKTHBAIIMM TEPOKCHAA BOIOPOJA B JPUTPOIINTAX,
MEYEHN U HEKOTOPBIX JIPYTHUX TKAHSX:
2F—SH+H,0,——> F—S—S—T + 2H-50,
ENPHITHILOH ENPHITHILIOH
E0CEHIIHOEN TR ORLCRE HEBL

Je)  oxcudopedykmasvl, Oelicmeywuiue Ha napy OOHOPO8 C GKIIOYEHUEM MONAEKYIAPHO20
Kuciaopooa, in MOHOOKCU2eHA3bl — PEPMEHTHI, KaTaJN3UPYIONINe OKUCIEHNEe OPTaHMYECKUX COCTUHEHHN
MOJICKYJISIPHBIM KUCJIOPOJOM, MPUBOAAIIEE K BKIIOUCHUIO OJHOIO M3 aTOMOB KHCIOPOJa B MOJEKYJBI 3TUX
coenuHeHU. IIpu 3TOM BTOpPOM aToM KHCIOpPOLAa BKIOYAETCA B MOJEKYJdy BOAbl. Tak peakuus

mpeBpamieHns (QeHmIalaHnHa B THPO3WH KaTalusupyercs ¢penunananun-4-monooxcuzenazou (KO
1.14.16.1):

HQN—(llH—COOH H2N—(|3H—C00H
CH-» CH3
+ HAQ®H+H '+ 0y — + HAOQ®' + H0
(P ERUR NI
OH
FRLIOILH

Y HEKOTOpHIX IOJeH TeHeTWYeCcKui Ae(eKkT 3Toro ¢epMeHTa CIyXHUT NPUINHON 3a00ieBaHW,
KOTOpOE HOCUT Ha3BaHNE (CHUIKESTOHYPUH.

K MoHOOKcuTeHa3aM OTHOCHTCS Takke (EepMEHT, H3BECTHBIN MO/ Ha3BaHueM yumoxpom P450 (KO
1.14.14.1) OH comepXUTCs, TIABHBIM O0pa3oM, B KIETKaX MEYCHH W OCYIIECTBISET TUIAPOKCHUIHPOBAHUE
JUNO(UIBHBIX COCTUHEHMI, 00Pa3yIONIMXCs B KAUSCTBE MOOOYHBIX MPOIYKTOB PEaKIMi WIIH MO atoluX
B opraHusM wu3BHe. Hampumep, mHmon, oOpasyrommuiics M3 TpuntodaHa B pe3ysibTare AEATEIbHOCTH
MHUKPOOPTraHU3MOB KHUILIECYHUKA, IOJBEPraeTCs B IEUCHN THAPOKCUIMPOBAHUIO IO CIEAYIOIIEH cXeMe:

OH

) + HAAPH+H + O, Nt HAA®" + H20
N N
H H
UHAAT LMD ORCLLT
[osiBneHrne THUAPOKCWIBHOW TPYIIBI TOBBIIIAET THUAPOMUIBHOCTh BEIIECTB W OOJErdaeT Hx
MOCJIEIYIOUIUH BBIBOJ U3 OPraHu3Ma.
3) oKcuoopedykmaswl, Oelicmeylouiue Ha 00UH OOHOP C GKIAIOUEHUEM MOJIEKYAAPHO20 KUCA0POOa,
WA OUOKCU2EeHA3bl, KATATM3UPYIOT MPEBPAlICHUs, B X0€ KOTOPhIX 00a aToMa MoJieKyIbl O, BKIIIOYAIOTCS B
cocTaB okucisiemoro cyocrtpara. Hampumep, B mpoliecce katabonu3ma (eHWITaIaHMHA W THPO3UHA
MPOUCXOAUT O0pa3oBaHHE W3 TOMOI'CHTU3MHOBOW KHCJIOTHl MAaJlEMJIAIIETOAleTaTa, B COCTaB KOTOPOIo

BKJIIOUAIOTCS 00a aTOMa KUCIOpoa:
HO CH,—COOH

o]
Il
+0; — HOOC—(E:(E— C—CH z—fll—CHz —COOH
H H
OH AL CTELLIT AT EFFL QO € FFL CLFFL
ZOMAZEHIASLHOG 2R
KLLC QR
depMeHT, KaTaM3UPYIOIINA 3Ty PEakIuio, HaszblBaeTCs 2omozenmusam-1,2-ouoxcuzenazon (K®

1.13.11.5).

2. Tpancghepaszvr — KaTanu3upPyIOT PEaKIMK MEpeHOca (PYHKIMOHAIBHBIX TPyMIl. B 3aBUCHMOCTH OT
MEPEeHOCUMON  TPYNNbl  MOAPA3NENSAIOTCS Ha IIONKIACCH aMHHOTpaHCdepasbl, anuirpanchepassi,
MeTunTpancdepassl, TIUKO3UITpaHCchepas3sl, KHHA3H (hochoTpanchepassr).

a) mpancgepaszvl, nepenocawiue 00Hoy2nepoouvie Ppacmenmst. K 3T10My moaxigaccy OTHOCATCS
(dbepmenThI, yckopstomue nepeHoc MetwibHbIX (—CHj), mernnenoBeix (—~CHz-), merenmnbHbix (—CH=),
(GOpPMUIIBHBIX U POJCTBEHHBIX UM Tpyril. Tak, MpU y4acTHU ZyaHuouHauemam-memuampancgepasot (S

39



aZICHO3WIMETHOHWHTYaHU IUHAIIeTaT-MeTHATpancdepaza, KO 2.1.1.2) mpoucxoauT cUHTE3 OWOJIOTHIECCKH
aKTHBHOTO BEIIECTBA KpeaTuHa:

CHs
+T’—AAEH03MH Ii'I Ho |S—AAEH03HH Iiﬂ H->
CH-> C=NH CH- C—NH
| + | . | + |
CH-> I|\I H (|3H2 I|\I CHgz
|
III|3H—NH2 CH- (|3H—NH2 (|3H2
COOH COOH COOH COOH
S-aderasiLn- 2P AHILOTIFH~ S-@OEHAILLT- K EQHILLR
M EHIILOHIIN CLLL R CEFR 2OM OLLLCHE ELLH

0) mpancepepaszvl, nepenocawue ocmamxu Kapoonoevix Kuciom (auyunmpaucgepaser). OHu
KaTaJu3upyloT pa3HOOOpa3HbIe XMMHUYECKHE TMPOIECCHI CBSA3aHHBIC C TEPEHOCOM OCTATKOB Pa3lIUYHBIX
KHCJIOT (YKCYCHOM, MajJbMUTHHOBOW W JIp.) MPEUMYIICCTBEHHO OT THOA(QHMPOB KOBH3MMa A Ha pa3iH4HbIC
aknentopsl. [IpuMepoM peakIMd TpaHCAIETUIUPOBAHUS MOXET ObITh 00pa3oBaHKMe Meauaropa
AllCTHIXOJIMHA TIPU YYaCTHH XoJuH-auemuampancgepasol (anetun-KoA:xonun-O-anerunrpanHcdepasa,
K® 2.3.1.6):

CH CHs CH CHs
0 Atz o, SH2
HyC—C7 + HO' CH,-N'*—CHz ——HSKoA + c O CH,N"*—CHj3
SKoA AN HaC” A
CHs CH3
aypemiin-Kod T OAH
aqemmmuﬂ

6) mpancgepaszvl, nepeHocAuUe  2IUKOZUNbHBIE  OCMAMKU  (2IUKO3UIAmMPAHcHcpasoi),
KaTIM3UPYIOT TPAHCIOPT TIMKO3WIBHBIX OCTATKOB M3 MOJEKYN (GochOopHBIX 3(UPOB K MOJEKYyJIam
MOHOCaXapHJIOB, MOJMCAXapUA0B U JPYTrUX BelecTB. DTH (HEPMEHTHI UTPAIOT OCHOBHYIO POJIb B CHHTE3E
TIMKOTeHa W Kpaxmana, a Takke B rmepBod (asze wux gectpyknumm. Hanpumep, Y/@-
anokypornunmpancgpepaza (Y J1®O-rmokypoHaT-TIIIOKYpOHWI-TpaHcdepasa (HecneluduuHas K akienTopy),
K® 2.4.1.17) yuactByer B npomeccax 00e3BpeKUBAHUS SHIOTEHHBIX U YY)KEPOJHBIX TOKCHYECKHX BEIIECTB

B [ICYEHU:
COOH COOH

H OH H OH
H prAMH + ¥OA®

OH 1
OHHA on o | H0—4<::>
HO o—P-o— B—
I Lo

H OH O OH henan
YD -znrwonyponain P HELAT-2T O KV O HILED
2) mpancgepaszvi, nepeHocawjue azomucmvle 2pynnel. B 3TOT  momKimacc  BXOHAT
amuHompancgepasvl, YCKOPSIOMNE TEPEHOC O-aMHHOTPYIITB aMHUHOKHCIOT K O-YIJIEPOJHOMY AaToOMYy
KeTOKUCI0T. Hanbosee BaXXKHBIM U3 3THX (DEPMEHTOB SIBIISCTCS atanunamunompancgepasa (L-ananun: 2-
okcoriyrapaT-amuHoTpancdepasa, K 2.6.1.2), kaTanusupyromias peakiuio:

OOH COOH
COOH ?ZZO COOH (|:H-—NH2
éH—NH2+ ?Hz - $__o + ?Hg
CHs CH- CH3 CH-
LML COOH MY 6 QR COOH
a-Kem OV ap an Sy aatan

0) mpancegepaszvl, nepenocawue ¢hocpamnuvie cpynnwvt (hocpompancgepazvr), KaTanuzupyroT
OMOXMMHYECKHE MPOIECCHl, CBSI3aHHBIE C TPAHCIIOPTOM OCTATKOB (OCHOPHON KHCIOTHl HAa pa3iuvHbIC
cyoctpatel. Dochorpanchepassl, UCONIb3YONIME B KauecTBe JoHOpa dochara ATD, npuHITO HA3BIBATH
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kunazamu. Hanpumep, cexcoxunaza (ATD: D-rekcosa-6-dhochorpanchepaza. Kd 2.7.1.1.), yckopser
nepeHoc pocdarHoi rpyrisl ¢ ATD Ha MOHOCaXapUIbL:

CH5>OH CHO0—PO3H>
H OH H OH
H H
OH H + AT —— ANOHH + A0d
HO OH HO OH
H OH H OH
ZnrKosd 2AIOR O A-O-chacghar

B HekoTOphIX ciydasix BO3MOXKEH M 00paTHBIH niepeHoc (ocdarHoit rpynmel ¢ cyocTpata Ha AJ[D ¢
obopasopannem AT®D. Tak, depment  ocpoeruyepamrkunaza  (ATD:D-3-bochormumepar-1-
dhochotpanchepaza, KO 2.7.2.3) ocymectpisier nmpeBpamenue 1,3-gudocdorumepara:

O /ONPOBHZ

‘“‘*‘a.i: COOH
CH—OH + A0 — CH—OH + AT®
H,C—O—PO3H-> H,C—0O—POgH->
I3-ducpacgo- J-chocdhoznepam
amiL P a

[lomobupie peaknuu  ¢ochopumupoBanmst AJIO ¢ obOpazoBanmem AT®D, conpskEHHBIE C
npeBpaieHreM cyOcTpara (a He ¢ MEPEHOCOM JJIEKTPOHOB B JIBIXATEIBbHOM IIETH), MOJYYHIN Ha3BaHUE
peaxyuii cybcmpamnozo gocghopunupoeanun. Ponb 3TuX peakiuii B KIETKE 3HAYUTEIFHO BO3pacTaeT Mpu
HEJOCTATKE KMCIOPOa B TKAHSX.

3. Tuodponasst KaTaIM3UPYIOT PEAKIMH THIpOM3a (paclICIUICHUS KOBAJCHTHOH CBS3U C
MPUCOCTMHEHNEM MOJICKYJBI BOJBI IO MECTY pa3pbiBa). PazmemsiroTcss Ha MOAKIACCH B 3aBUCUMOCTH OT
cyoctpara. HasBanums o00pa3yloTcss B 3aBUCHMOCTH OT MOJIGKYJBl CyOcTpata WM KOHKPETHOW
THJIPOJIN3YEMOM XUMHUYIECKOM CBSI3M: MPOTEa3bl, aMUIA3bI, MINKO3UIa3bl, HYKIIeasbl, 3cTepasbl, hochaTassl U
ap.

a) 2uoponasvl, elCmeyIouue HA CIOMHCHBLE IPUpPbL (1Y ICHepazbl) TUAPOIU3YIOT CIOKHBIE SPHUPBI
KapOOHOBOM, (GochopHOH, cepHOil U npyrux kuciot. Hampumep, mpuayuneauuyeponnunaza (rugponasa
a¢upos rurepoina, K 3.1.1.3), yckopsromas rupoiin3 aluirvieposioB:

(o]
H2C—0—C{i
CisHaz H2C—OH o
o ~
— + 3Cy{sH;—C
CH—O—C{C . + 3 H;0 CH—OH 15H37 “OH
‘ o 157931 H,C—OH M BMUFILH O8O
CJ/ KLICTOML
Ho,C—0—C Emuepan
CisHz
LA bMIGHLH

Jpyrue mnpencTaBUTENM 3CTEpa3  PACLICIUISIOT  CIOXHO3(UpHBIE CBS3M B alleTHIIXOJIMHE
(ametmnxonmuHacTepaza), (Gochomunumax (pocdonunazel), HYKIEHHOBBIX KHCIOTax  (HyKJEasbl),
dochooprannyeckux dpupax (pocdarasbr).

0) 2udponaswl, deiicmeayroujue Ha 2IUKO3UOHbBLE CEA3U (2TUKO3U0A3bl) YCKOPSIOT PEAKLIMU THAPOIH3a
OJIMTO- W TOJHMCAaXapHIOB, a TaKkKe IPYruX COCOUHEHHUH, COIEpXallMX MOHOCAXapUIHBIE OCTaTKU
(HanpuMep, HYKIEO3WAOB). XapaKTepHBIM TIpelcTaButTeieM sBisiercs caxapaza (B-D-dpyxrodypanosum-
dbpykroruaponaza, KO 3.2.1.26), kataau3nupyromas paciieruieHne caxapo3bl:

CH-OH CH-OH CH>OH CH-0OH
H}f—OH 2 H H}—OH o. H
H © H
H OH OH H H ©OH OH H
CAXap o ENFORAIA Ppyrmaza
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8) 2uoponasvl, Oelucmeyrwuiue HA HEenmMUOHble C6A3U (nenmuoasvl), KaTaIu3UPYIOT pPEaKIUU
TUAPONN3a TENTHIHBIX CBsi3edl B Oenkax u menTtuaax. K 3Toil rpymme OTHOCATCS HencuH, MPUnCUH,
XUMOMPUNCUH, KAMENCUH W JPYTHe MPOTCOIUTHYCCKUE (QEepMEHTh. [MApPOIU3 TENTHIHBIX CBs3eH

MMPOUCXOOUT I10 CHCIIYIOHICﬁ CXEMC!

I I
m—N—CH—g—T—CH—%<"+HQO———+~~—N—$H—C—OH + HZN—?H—C—n"

| | |
H R]_ H R2 H R]_ R2
2) euoponaswl, Oeiicmeytoujue na C-N-cea3u, omauuarowjuecas om nenmuoHvlX, YCKOPSIOIINE

THIPOJIM3 aMHUIOB OpraHdudYecKux KuciaoT. Hampumep, eaymamunaza (L-rnyramun-amumoruapoinasza, KO
3.5.1.2), ydacTByeT B MOJJCP>KAHUU KHUCIOTHO-OCHOBHOT'O COCTOSIHUS OpraHuM3Ma, KaTalu3upys B MOYKAX

TUAPOJIN3 IIyTaMUHaA:

(o]
= COOH
| "NH>
CH-> CHo
| + H-0 | + NH3
CHo> CHo>
CH—NH- CH—NH-
COOH COOH
aﬂymmrs aﬁymmam

4. Jluazel — X nrazaM OTHOCSTCA (DEPMEHTHI, OTLICTIIOIINE OT CyOCTPaTOB HETMAPOIMTHUECKUM
nytem onpenenennsie rpynmsl: CO,, H,O, NH,; SH; u ap., nnu npucoenunsiomue (HarpuMep, MOJISKYILy
BOJIBI) TIO TBOMHOM CBSI3U.

a) yznepoo-yenepoo-iuaszbl KaTaIU3UPYIOT paspblB CBSI3M MEXIY IBYMsS aTOMaMH YIJIEpOAa.
Kapo6okcu-nuazel (0exapbookcunaspy) — OCYUICCTBISIIOT NEKapOOKCHMIMPOBAHUE 0-KETO- M aMHUHOKHCIIOT,
Uazpl KemoKucaom, K KOTOPbIM OTHOCHUTCS IIUTPATCHHTA3a, aibdezuod-auasvl (anvoonassr). Hanpumep,
¢dpykmozoougpocpamanvoonaza  (Ppyxroso-1,6-mudochar-D-rmunepansaernn-3-pochar-nmaza, KD
4.1.2.13), kaTanu3upyromas peaxiiu:

HQ(I:_O_p03H2

— H O
¢=0 H2C—O—PO3H> ~c”
HO—CH | I
| C—0 + CH—OH
H(|3—0H
H(|3—0H H;C—OH HC—0O—PO3H->
o OLLOK I S1 O H- S EP AT ESTL-
H>C—0—PO3H> hacdam 3-pocdiam

dpyrmoza-i,6-
duhacgam
0) y2nepoo-Kucaopoo-1ua3sl KaTaIu3upyOT Pa3phbIB CBSI3M MEXKIY aTOMaMHU yIJIepoJa M KHCIOpOJa.
B aTOT moakiacc BXOAAT, MpPEXKAE BCETO 2UOPO-1UA3bl, YYACTBYIOIIME B pEaKUUAX NeTUApaTaluv u
rufparaiuu. Hanpumep, cepunoezudpamasa (L-cepun-ruaposuasa (nesamunupyromas), K® 4.2.1.3),

OCYIICCTBIIAIOIIAA IMPECBPALICHHUC:

COOH COOH 'I:|ZOOH
CH—NH, ————* 'I:|:|—NH2 + H,O0 ———* (|3=0 + NHs3
CH>—OH CH- CH5

CEDILH a—mnoanpmam FILLENF S OLFFL

Wuorga 3a ocHOBY pabodero Ha3BaHHS MOXKET OBITh MPUHATA OOpaTHAs peakuus C MPUMEHEHUEM
TepmuHa "eudpamaza’. Tak, mis QepMeHTa IUKIA TPUKAPOOHOBBIX KHCIOT L-Manar-ruapo-iuassl (Ko
4.2.1.2) pekOMEHIOBAaHO Ha3BaHUE ghymapameuopamasa:

CH—COOH . CH,COOH
| | + H 2 0 a4 |
HC—COOH HO—CH—COOH
MR MR
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8) y2n1epoo-a3om-aua3pl y4acTBYIOT B OTHIEIJIEHUU a30TcoAepKaiux rpymnm. Hanpumep, cucmuoun-
ammuak-nauaza (L-ructuauH-amMmmuak-nmaasa, KO 4.3.1.3), yuacTByromas B [e3aMUHAPOBAHUN THCTHIAMHA!

H
N CH,—CH—COOH N (E:C—COOH
Y, LT T
N 2 N
H H

ZLLCHILLOLH FPORGHILHAOS QA
HLLO IO

2) yenepoo-cepa-nuazpl KaTalu3upyIOT OTILICIUICHUE CynbGTUAPUIBHBIX rpymil. K aTtomy noakmaccy
OTHOCATCS 0ecyibgheudpaszvl CepycoepKaIux aMHHOKUCIIOT, Hampumep, yucmeunoecyrvheuopaza (L-
[UCTENH-CEPOBOIOpO-Tnasa (ne3amuanpytomas), KO 4,4.1.1).

5. H3omepa3zwl — knacc GepMEHTOB, YCKOPSIOUIMX MPOLECCHl BHYTPUMOJICKYISPHBIX MPEBPAIICHUH C
oOpazoBaHMeM HW30MepoB. l3oMepasbl CpaBHUTEIBHO HEMHOTOYHCICHHBIH Kiacc (EepMEeHTOB, OH
mozpa3fensieTcsl Ha CJIeIyIIhe TIOAKIACCHI B 3aBUCHMOCTH OT THIIA KaTaU3UPYEeMOW peakInuu
M30MEPHU3AIIHAHN:

a) pauemaszvl U INUMEPA3bl KATATUIUPYIOT B3aMMOIPEBpAILEHHE HM30MEPOB, COIEPMKAIINX
aCMMMETPHYECKHEe aTOMBI yriepoaa. Pauemazamu HazpBatoTcsi pepMeHTHI, JeHCTBYIOMIHE Ha CyOCTpaThl C
OJTHUM aCHMMETPHUYECKUM aTOMOM, HallpUMep, peBpaniaromue L.-aMHHOKICIOTE B D-aMIHOKHUCIIOTHI.

OpnHuM U3 Takux (HepMEHTOB SBNISICTCS atanunpayemasa (ananuH-panemasa. Kd 5.1.1.1).

0) 3Inumepazamu Ha3BIBAIOTCA (EPMEHTHI, [EHUCTBYIOIIME Ha CyOCTpaThl C HECKOJIBKHMHU
aCUMMETPHUYECKHUMH aToMaMH yriepoxa. Hampumep, Y/ ®@-znwko3zo-anumepasza (Y 1®-rmokoza-4-
snumMepaza, KO 5.1.3.2), yuacTByromias B mporeccax B3anMOIPEBPAIIEHUSI MOHOCAXapHIOB:

CH-OH CH-OH
H O H HO O H
H H
OH H OH H
HO O—¥Aw H O—¥A®d
H OH H OH
Vid _znrwwosa VID _zanawriosa

8) yuc-mpauc-uzomepaszsl — GEPMEHTHI, BHI3BIBAIONINE U3MECHEHNE TEOMETPUICCKOW KOHPUTYparuu
OTHOCUTENbHO JBOWHOW cBsi3u. Hampumep, maneunauemoauemamuzomepasza (MaleunareroaneTar-muc-
TpaHc-uzomepasa, K® 5.2.1.2), yuacTByromas B karaboiau3Me (eHWIATaHWHA U TUPO3UHA U TEPEBOIAIIAS
MaJIeWJIaleToaneTar B pyMapuiianeToaneTar:

H O
~c” H,C—OH
(|3H—OH (|::0
HzC—O—PO3H> H;C—O0—PO3H->
S e AN b D8~ SHORCIL AL EFFL QH-
I-ocgam docam

2) GHYMPUMONEKYIAPHbIE OKCUOOPEOYKMAaA3bl — N30Mepasbl, KaTAIM3UPYIOIIUE B3aUMOIIPEBPALLCHUS
anps03 U kero3. Ilpu atom npoucxoaut oxucnenne CH-OH-rpynmsl ¢ 0JHOBpEMEHHBIM BOCCTAaHOBJICHUEM
cocenneit C=O-rpymnmbl. Hanpumep, mpuozogpocpamuzomepaza (D-riuuepanbaerui-3-pocdar-keron-
n3omepaza, KO 5.3.1.1) karanusupyer oJHY U3 peakiuii yraeBoIHOT0 OOMeHa:

H2(|3—COOH H2(|3—COOH H,C—COOH

HO—C—COOH H,0 + C—COOH CH—-COOH

H,C—COOH HC—COOH HO—CH—COOH
YLUMP A YIAC- @HOHLLH AR USALLFP Qi

K m3omepazaM OTHOCATCS TAaKKE GHYMPUMOIEKYAAPHbIE MPAHCPHEPA3bl, OCYIIECTBISIIOINE TEPEHOC
OJTHOM TPYyNIIBI C OJHOW YacTH MOJEKYJbl CcyOcTpaTa Ha JOPYryl0 dYacTb TOW JK€ MOJEKYJbl, H
SHYMPUMOJIEKYIAPHbLE THA3bL, KATATU3NPYIOUINE PEaKINH JEIUKIN3aNY, a Tak)Ke TPEeBpaIeHus] OJHOTO
THUTIA KOJIbIIA B IPYTOH.

Crnenyer MOAYEepKHYTh, YTO HE BCE OMOXMMHYECKHE MPOIECCH PE3yIbTaTOM KOTOPBIX SBISETCS
M30MepU3aNys, KaTaJu3upyroTcsl n3oMepazaMu. Tak, n3oMepu3anys JUMOHHOM KHCJIOTHI B M30JIMMOHHYIO
MPOMCXOAUT IpHU ydyacTuu (epMeHTa akonumameuopamasvl (UUTpaT (U30UMTpAT)-TUAponunaza, KD
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4.2.1.3), KaTaau3upyIONICH peakiuyd MEeTHAPATAIUHA-THAPATAIINH C IPOMEKYTOYHBIM O0pa3oBaHUEM IIHC-
AKOHUTOBOM KHUCJIOTBI:

O H H H O H H
HOOC—(E=(|:—£|:—(:3—(”3—(::—COOH — HOOC—(|:=(|3—Q:—(::—(”:—(::—COOH
H H HOH H HOH
M ARSI AL I QAL 1 AP yMaprayen oayen am

6. Jlucazvr (CUHTETa3bl) KATAJU3UPYIOT PEAKIMM YCIOKHEHHS MOJIEKYNBI 332 CYET NMPUCOECTUHEHHS
JpyT K IpYyry OBYX MOJIEKYJ ¢ 00pa3oBaHHEM KOBAJICHTHOH CBS3M; NPU 3TOM HcIoib3yercs sHeprus ATO
WM JPYTAX MaKPOIPTHUECKUX COCTUHEHHA.

a) uzaszvl, 006pazyrujue céA3U y2nepoo-kuciaopod. K Hum oTHOCHTCS TpyIia (epMEHTOB, H3BECTHBIX
kak amuHOKUcnoTa-TPHK-muraszer  (amunoanmn-tTPHK-cuHTeTa3b1), KOTOpBIE KaTanM3UPYIOT pEaKIuu
B3aMIMOJICMCTBUS aMHHOKHCIIOT W COOTBeTCTBYIomuX TpaHcnopTHex PHK. B aTux peakmmsax oOpasyrorcs
aKTHBHBIC (OPMBI aMHUHOKHCIIOT, CITOCOOHBIC ydYacTBOBaTh B IIPOIECCE CHHTE3a Oelka Ha pHOOCOMax.
Hanpumep, mupozun-mPHK-cunmemasa (L-tupo3un:TPHK-nmuraza (AM®-o6pasyromas), KO 6.1.1.1),
y4YacTBYIOILAsl B pEaKIIUU:

I
Ho N—(FH—C—O—TPH K™P 4 AM®D
CH-

Ho N—(FH—COOH + TPHK™P + AT®

CH |
OH OH
L0 3LH ML asiLa-mr PR

0) nuzaszel, oobpazywuue ceazu y2nepoo-cepa. DepMEHTHI, KaTaIH3UPYIOIUEe O00pa3oBaHUE
THOZ(hUPOB KHUPHBIX KUCIOT ¢ KO3H3UMOM A. Ipu ydacTun 3TMX (HEepMEHTOB CUHTE3UpPYIOTCs armia-KoA —
aKTHBHBIC ()OPMBI XKHUPHBIX KUCIOT, CIOCOOHBIC BCTYMAaTh B PAa3lUYHBbIC PEaKIMd OWOCUHTE3a M pacraja.
Hanpumep, peakiusi akTHBallMM >KUPHBIX KHCJIOT, MPOTEKAIOmas B MPUCYTCTBUU (epmeHTa ayui-KoA-
cunmemaswt (KapOOHOBAs KMCIOTA: KO3H3UM A-nuraza (AM®-o6pa3ytoras). KO 6.2.1.2):

0
C15H31—</ + HSKoA + AT c15H31—c< + AM® + o,
OH SKoA

FIT b MU ILH Q8 R FIL B 01T-Foa A
KICAGHI

6) 1uzaszvl, 00pazylouiue céA3u y2nepoo-a3om, KaTau3nupyoT MHOTOUNCIICHHBIC PEAKIIUH BBEACHUS
a30TCO/IEPKAIINX TPYII B OPraHWYECKHe coeauHeHus. [IpuMepoM MOXKET CITy)KHUTh 2IymaMUHCUHMEmasa
(L-rmyramun:ammuak-y-nurasa (AJ[d-o6pasyromast), K® 6.3.1.2). yuactByromas B 00€3BpeKHBAHHU
TOKCHYHOTO MPOAYKTa 0OMEHa — aMMHAaKa B PEaKIMU C TNTyTAMHHOBOW KUCIOTOM:

e
COOH c”

[ "NH2
CH» (|3H2

-

?Hz + NH3 + AT® ?Hz + AO® + B,
CH—NH- (|:H—NH2
COOH COOH
ZUTYFH QAL P STV FH AIALEF

2) awmeasvl, obOpazylowue ceazu yanepoo-yziepod. W3 osrtux depMmMeHTOB Hambosiee H3ydYeHBI
Kapookcunaszwl, 00ecreurnBarone KapOOKCHINPOBAHHUE Psiia COSAMHEHUH, B PE3yIbTaTe Yero MPOUCXOIAUT
YIJMHEHHE  yIJIEPONHBIX  Ilemnei. BaxHelmum  mpeacTaBUTeNeM — JTaHHOIO — Kilacca  SIBJISIETCS
nupysamkapookcunaza (mapysat: COp-muraza (AdD-o6paszyromast), KO 6.4.1.1), yckopstomasi peakiuio
o0pa3oBaHHs OKcajoaleTara — KIFOYEBOTO COEAMHEHHUS IHKIA TPUKApOOHOBBIX KHCIOT W OHOCHHTE3a
YTIEBOJAOB:



COOH COOH
C=0 + COy + AT® +H0 ——— C=0 +AA® +,

CHs (|3H2
HLpY e COOH
OXCanOAYEm A

Peakiuu ¢ yuactuem AT® kaTtamusupyrorcs He Tojibko pepmeHTamu VI Kimacca, HO U HEKOTOPBIMH
¢dbepmenrtamu Il knacca (pochorpancdepazamu wim kuHa3aMu). BaxKHO yMeTh OTJIMYATh 3T THITHI PEaKIIUH.
WX paznmnuume 3aKIr04aeTcs B TOM, 9TO B TpaHChepa3HbIX peakiusiax AT® sBuseTcs donopom pocghammuvix
2pynn, TIO3TOMY B PE3yJIbTaTe 3TUX PEaKIUio He mpoucxoaut Beinenenus HzPO,4 Hao0opoT, B cMHTETa3HBIX
peakiusax AT® CIy)XUT ucmouHuKom 3IHepeuu, BHIICIICMONH Tpu €€ THIPOJH3E, MO3TOMY OJHUM U3
MPOIYKTOB TaKOW PEaKIMH OYAET SABISATHCS HEOPTraHMUECKUH OpTO- Witu mupodocdart.

Jokanuzayus epmenmos 6 kKiemke. B KIETOUHOM COIEPXKUMOM (EpMEHTHI pacIpenesieHbl He
Xa0THUYECKH, a CTPOrO YHOPSAOYCHHO. [Ipy momomm BHYTPHUKIICTOYHBIX MeMOpaH KJeTKa pa3/ieiicHa Ha
OTCEKH WM KOMHApTMeHThI (puc. 27). B kaxaoM HW3 HUX OCYIIECTBISIIOTCS CTPOTO OIpEIesICHHBIC
OMOXMMHUYECKHE TMPOIECCHl W COCPEJOTOYEHBI COOTBETCTBYIOIIME (EepMEHTHl WM TOJU(EepMEHTHBIE
KOMIUIEKCHI. BOT HECKOJIbKO XapaKTEePHBIX TPUMEPOB.

SHOONAASMATHUYECKHI
PETUKYAYM i &
BMOCUMHTER XOAECTEPQAA, d\'l -

CTEPOWA08, AVNAe8, o
BMOTPAHCPOPMALMA Aok
D ot
of

KCEHOBMOTVKDEY

DEPMEHTDI

Puc. 27. BuyTpukierouHoe pacnpe/esicHie GepMeHTOB

B nm3ocomax cocpemoToueHbl NPEeUMMYILIECTBEHHO pPa3HOOOpasHble THIPOJIUTHYECKHE (EPMEHTHI.
3/1ech MPOTEKaloT TMPOLIECCHl PACIIEIUIEHUSI CIOXHBIX OPraHWYeCKHX COEIWHEHMH Ha MX CTPYKTYpHbBIE
KOMITOHEHTHI.

B MUTOXOHIpPHUSAX HAXOIATCS CIIOKHBIE CHCTEMbI OKUCIUTEIbHO-BOCCTAHOBUTEbHBIX (JEPMEHTOB.

@depMeHTBl aKTUBUPOBAHUSI aMHUHOKHUCIIOT paclpeeieHbl B rHajolula3Me U B sape. B ruanoruiazme
MPUCYTCTBYIOT MHOTOYMCIICHHBIE METa0OJIMThl TIHKOJN3a, CTPYKTYPHO OOBEAMHEHHBIE C TaKOBBIMH
neHTo30(¢ocdarHoro MUKIiIa, YTOo 00ECIeYrBaeT B3aUMOCBS3b AUXUTOMUYECKOTO U allOTOMHUYECKOTO IMyTeH
pacrnaza yriieBoJIOB.

B 10 ke Bpems QepMeHTHI, YCKOPSIOIINE TIEPEHOC aMUHOKUCIIOTHBIX OCTaTKOB Ha PACTYIIMH KOHEIT
MTOJIMNIENTHIHONW LTI W KaTaJM3UpPYIOIINe HEKOTOpBIE OPYTHE peakiu B Mpollecce OMocuHTe3a Oernka,
COCPEIOTOYEHBI B pUOOCOMAIBHOM amapare KIETKH.

B xyeTouHOM siipe JIOKaNnM30BaHBI B OCHOBHOM HYKJICOTHAMITPAaHC(Epaspl, YCKOPSIONIINE PEAKIIUIO
MepeHoca HyKJIEOTHAHBIX OCTATKOB IMPH HOBOOOPa30BaHUH HYKIEMHOBBIX KHCIIOT.

Jlokanu3anuio naHHOTO (epMeHTa B TKAaHM MM KJIETKE YacTO YAaeTcs YCTaHOBUTH N Situ
THCTOXMMHUYECKHMHU METOaMH. [ MICTOSH3MMOJIOT Y JaeT HArJISIAHYI0 U B U3BECTHOM Mepe (DPU3NOJIOTHYHYIO
KapTHHY pacnpejieieHus pepMeHTOB.

B 1908 roay anrnuiickuii Bpau Apunbansa ['appon BeICKa3asl NpeANoNoXKeHNe, YTO NPUIMHON paja
3200JI€BaHUI MOXKET SIBIISITHCS. OTCYTCTBUE KAaKOTO-TMOO U3 KIIIOYEBBIX (DEPMEHTOB, YUAaCTBYIOIIMX B OOMEHE
Bemects. OH BBEN mousitue «inborn errors of metabolismy (Bpoxaéuubiii nedext oOmena BemiecTs). B
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JabHENIIIeM 3Ta TeopHs ObLTa MOATBEPKIeHA HOBBIMU JTaHHBIMH, ITOTyY€HHBIMU B 00JIACTH MOJIEKYJISIPHOM
OHOJIOTUH U MTATOJIOTHYECKOH OMOXUMUH.

Bonpocut ona camokonmpon:
Uro Takoe ¢epmenTsr? Kakyio pob OHH BBITIONHSIOT B OMOJIOTHYECKHX Tporieccax?
OxapaxTepusyiiTe 0011Me YepThl KaTaIHn3aTOPOB U (JePMEHTOB
B 4yem ortnnume pepMEHTOB OT KaTalu3aTOPOB?
UTto Takoe MPOCTHIC U CIOKHBIE PepMeHTHI? 13 KaKuX KOMITIOHEHTOB COCTOSIT CIIOKHBIC (DepPMEHTHI?
Kaxue dynkimm BeimonHsoT kKodakTopsr? Kakue BemecTBa OTHOCITCS K HUM?
Kakoe BnusiHEE OKa3bIBalOT HOHBI METAIUIOB Ha aKTUBHOCTH (DEPMEHTOB?
JaiiTe XapakTeprUCTUKY OCHOBHBIM BUAaM KOhepMeHTOB?
. Uro Takoe akTHUBHBIN IIEeHTp PpepmeHTa? OXapakTepru3yiTe aKTHBHBIN EHTpP (PepMeHTa: KaTaTuTUIECKHH,
CyOCTpaTHBIN, AJUIOCTEPUICCKHIA.
9. Yem otnmuaercsi cybcTpaTHas M KaTaluTHUECKast crenu(puiIHocTs pepmenTa?
10.Yrto takoe nHrnouTOphl? Kakue BUIbI MHTMOUPOBAHHUS CYIIECTBYIOT?
11.Yto Takoe akTHBHOCTH (hepMeHTa? Kak BEIpaskaeTcst eqMHUIIA aKTHBHOCTH GepMeHTa’?
12.Yro takoe katan? Kakas B3auMocBs3b Mexay katajgom u ME?
13.3anmumure cxeMy (pepMEHTaTUBHOW PEaKIUH U €€ ITaIlbl.
14. Kakum 00pa3oM (hepMEeHT yCKOPSET XUMHUECKYIO PEaKITHIo?
15.Kakum 00pa3oM BIHsIET TEMIepaTypa Ha CKOPOCTh (pepMEHTaTUBHON peakin?
16.Kak Brusier pH cpeabl Ha ckopocTh (pepMEHTATHBHOM pEeaKIum?
17.Beipazure rpaduuUecKyr0 3aBHUCHUMOCTh CKOPOCTH (DEPMEHTATUBHOW pEaKIWd OT KOHIICHTPAIlUU
¢dbepmeHTa.
18.ITpuBenute ypaBaenue Muxasnuca-MenTeH. Uto Ha3pIBalOT KOHCTaHTOW Muxasnuca?
19.M306pa3ute cxeMmy OeHCTBHS alleTHIXOIWHACTEPA3bl, YIACTBYIOMIEH B THAPOJIHM3E alleTHIIXOINHA. B yem
3aKIIroUaeTcs (PU3M0I0ro-OnoIOTHYECKas POITb ATOM peaKInu.
20.1300pazute cxeMy MexaHH3Ma Peaklny epeaMHUHUPOBAHNS C YUaCTHEM MUPUIOKCATb-PEePMEHTA.
21.Ha ocHOBaHMH KaKKX IPU3HAKOB IIPOBOJIAT HOMEHKIATYPY PepMEeHTOB?
22 IlpuBenute kmaccupukanuio ¢epmeHToB. lIlpuBenanre mpuMepbl (EpPMEHTOB K KaXAOMY Kiaccy H
3alUIIATE YPABHEHUSI PEAKIIUM.

ONOOAWNR

3adauu 011 camocmoamenbHoi padomol:
1. Ykaxure 0coOOCHHOCTU CTpOeHHs (DEPMEHTOB-TIPOTEMHOB U (PepMEHTOB-IIpOTen0B. [lokaxure pazinuyue
MEX]y MPOCTETUYECKUMH TpynnaMu U Kopepmentamu. [IpuBeaure mo ognomy npumepy. Omnpenenure, K
KaKoMY KJ1acCy M MOJKJIaccaM OTHOCATCS! JepMEHTHI, IPUBEACHHBIC BAMH B KaU€CTBE IPUMEPOB.
2. Ha npumepax XMMOTPHIICMHA M HUTOXPOMA MOKAKUTE CTPOCHUE KAaTATUTHYECKUX LEHTPOB (PEPMEHTOB.
Omnpenenure Kiacchl U MOAKIACCH (DEPMEHTOB.
3. Pacmmdpyiite MynbTUMEpHOE CTpOCHHWE TiyTamaTAeruaporeHassl. Hamummre xumudeckue (OpMyIIbl
Ko(epMeHTOB MOHOMEPOB. OmpeaenuTe Ki1ace 1 NOIAKIACCH KAKI0Tro U3 (EepMEHTOB
4. Tlokaxxute pPa3HOKAYECTBEHHOCTh CYOBEIMHUI] B MOJIEKYJaX M303UMOB JIAKTATACTHPOreHa3bl.
Omnpenenure kiacc u mojaknacc ¢epmenta. OOBSCHUTE 3HAUYEHUE H3YUYCHHUS COCTaBa HM303UMOB JIJIS
MEIHIHMHBI, TEHETUKH U CENEKIUH.
5. Hanunmmure xumuueckue Gopmyiisl KOGEPMEHTOB YH3UMOB CHHTETA3bl BBICIIMX KUPHBIX KUCIOT U JaiTe
MOHSATHE MYJIBTUIH3UMHOTO KOMITJIEKCA. YKaXKUTE KITACCHI M MOJKIACCHI TIEPEUUCIISIEMbIX BAMH (PEPMEHTOB.
6. maiitTe cxeMy MexaHM3Ma JEHCTBUS ALETWIXOJIMHICTEPA3bl. YKaXKUTE 3HAUCHHWE JAHHOIO IIpolecca,
oIIpeneNuTe Kiacc U NoaKiacc hepMeHTa.
7. Vcnonp3ysi KOHKpETHBIE TPUMEpPHI, TMPUBEANTE CXEMbl KOHKYPEHTHOTO W HEKOHKYPEHTHOTO
nHrHOMpoBaHus GepmenTa. Onpenenure Kinaccsl PEpMEHTOB, IPUBEICHHBIX BAMH B KAUYECTBE MPUMEPOB.
8. JlaiiTe cxemy MexaHM3Ma JAEHCTBHS MUPHUIOKCAIb()EPMEHTa B PEaKUMH NepeaMUHUPOBAHUs aJlaHUHA C
IIaBEJICBOYKCYCHOM KUCIIOTOW. YKaKUTE KIIacC M MOJKIIAcC (hepMeHTa.
9. llpu neiictBum a30TUCTOM KHUCIOTHI Ha HAJl mpoucXoauT Ie3aMHUHHMPOBAHMS aJCHMHUHOBOW YacTH
MOJIEKYJIBI ¢ 0Opa3oBaHMEM T'HIIOKCAHTUHOBOTO TMPOM3BOAHOrO 0€3 JaJbHEHIero M3MEHEUs] MOJEKYIbI
HAJl. Hanumute ypaBHEeHME 5TOH peakuuu M OOBSCHHUTE, KOEPMEHTOM KakKoro Kijacca M IOIKJacca
tdhepmenToB sBisercs HAJL.
10.®DepmMeHT NaKTaTACTHIPOreHas3a, B KOTopoM (pepmenToMm siBisiercst HAJI, okucisieT MOJIOYHYO KHCIIOTY B
NUPOBUHOTPagHy0. [lokakuTe ¢ MOMOIIBIO ypaBHEHHUS TaHHOM peakLny MEXaHU3M ACUCTBHs KOpepMeHTa
HAZ.
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11.8-OxcubytupaTaeruaporeHaza oOkucisgeT [-D-okcumacisHyto KHCIOTY (IIepeHoCs BOAOPOI Ha
koepment HAJI) B ameroykcycHyro KuciioTy. Hamuimmre ypaBHEHHE 3TOM peakiii, OOBICHUTE MEXaHU3M
JecTBUS KoepMeHTa.
12.Antapnas xucnora okucisercs QuaBomnporennoM (¢ kopepmentom DAJl) mo (hymMapoBOi KHUCIOTHI
Hamumwmre ypaBHenme »To# peaknnu. Ompenenute Kiacc W MOAKIACC HAa3BaHHOTO BhINIE (hepMeHTa U
OO0BSICHUTE MEXaHN3M JICHCTBUS €TO.
13.HanwumuTe MoJiHOE ypaBHEHUE PEaKIUH:

0O

I

KoA — S C— CHj + rmyramunoBas kuciora — KoA — SH + N- anerunrinyraMuHoBasi KHCIoTa —
VYkaxuTe Kiacc ¥ noakiacc GepMeHTa, IMEIOIIET0 KOPEepPMEHTOM KOIH3UM-A.
14. Tlon BmmsaneM ¢depmenta docdormuuepardochomyrassl 2-pocho-D-rmunepar npeBpamaercs 3-
¢doctho-D-rimunepar. Hanummre cxemMy S5TOro MpeBpalleHUs W YKaXHTE KilacC W MOJKIAcC (epMeHrTa,
YCKOPSIOIIETo AaHHBIN Mpolecc.
15. IlupyBarkapOOKCHIIa3a KaTAIN3UPYET PEaKIIHIO:
AT®d+mmposunorpagnas kuciaora+CO,—AM®D+oprodochar+okcamoanerar

Hanumwure ypaBHEHHE 3TOM peaklMi U YKaXHUTE KJIACC U MOAKIace (hepMeHTa, YCKOPSIIOWIETO MPOoIiecc
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I'nasa 3. METABOJIN3M HYK/IEMHOBBIX KUCJIOT

Lenu uzyuenusn:
Ymemy:

. OOBSICHATD OMONIOTHYECKUE CBOWCTBA HYKJICMHOBBIX KHUCIIOT.

. OrmpenensaTs MpUHAUISKHOCTD HYKJICO3UI0B U HYKJICOTHIIOB, THCATh UX CTPYKTYPHBIE ()OPMYITBI
. YMeTh nucaTh ypaBHEHUS peakuii OMOCHHTE3a MyPUHOBBIX U MUPUMHUANHOBBIX HYKJICOTHAOB.

. OOBSICHATH MEXaHHM3M PEIUTMKALNH ¥ TPAHCKPHITIHH.

3namo:

. Ocobennocty ctpoenus HykinenHoBbIx kucioT: JJHK u PHK.

. Bugs! cienudpuunoctu monekyn JJHK u PHK, ux 6uonorunueckue GpyHKIUH.

. OcHOBHBIE 3Tamnbl ¥ NPOAYKTHI KaTaOOIM3Ma HYKJICHHOBBIX KHCIIOT.

. OcobeHHOCTH OMOCHHTE3a MyPUHOBBIX U TUPUMHUIMHOBBIX HYKJICOTHIOB, X OOIIME YEPTHI U OTIHYHSL.
. CymHocTb aHabonu3Ma A€30KCUPUOOHYKIICOTH/IOB.

. MexaHn3M peluKanuy U TPaHCKPHUIILHH.

OcnogHble mepMUHbL U ROHAMUA:
Hyxneunossie kucnotsl: JJHK u PHK.
[IpuHUMOB CTPYKTYpHOM OpraHv3aluud U THIBl CBSI3€M B IMEPBUYHOM, BTOPUYHOM U TPETUYHOU
CTPYKTYp€ HYKJIEMHOBBIX KUCJIIOT.
buocunres IIYPUHOBBIX U TUPUMHUINHOBBIX HYKJICOTHUIOB.
Perumnkamust:  gepMeHThl, pemIMKaTHBHAs BHJIKA, JUAUPYIOIAS M OTCTAloIlasl Lenu, (QparMeHThI
Oxka3zaku, OpUIKUHBI PEIUTUKAITIH.
Tpanckpunuus:  ¢epMeHTbl, HHUIMALMWS, OJOHTalMs, TEPMHHAIMSA,  IOCTPAHCKPHUIILIMOHHAS
Moau(HUKaIHsL.

Cokpawenusn:

JTHK (DNA) — ne30kcrprOOHYKICHHOBAsE KUCIOTA;
PHK (RNA) — puboHyKI€eHHOBAsI KUCIIOTA;

AM® (AMP) — ageno3uaMoHOOCHAT;

I'M® (GMP) — ryano3unmoHodochar;

YM® (UMP) — ypuauamonodocdart;

[IM® (CMP) — iuruauaMonodocdar;

TAM® (dAMP) — ne3okcuanenosuamonodocdar ;
Al'M® (dGMP) — ne3okcuryanosnaMonodocdar;
AlIM® (dUMP) — ne3okcunutuanamMoHopocdar;
ATM® (dTMP) — ne3okcutumunuaMonodocdar ;
MPHK — marpuunas PHK;

TPHK — tpancnoprhas PHK;

pPHK — pubocomansnast PHK;

NM® — uno3un-5-monodocdar.
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3.1. CTpyKTypHasi oOpranu3anus HyKJIeHHOBBIX KHCJIOT

K HyKJIEHHOBBIM KHCJIOTAaM OTHOCST BBICOKOMOJICKYJIAPHBIE COCIMHEHHS, XapaKTEePU3YIOIIHECS
OMNpEICICHHBIM JJICMCHTAPHBIM COCTABOM W PACMAJAlONIMecs MPH TUAPOJIHM3e HAa IIyPHHOBBIC |
MHUPUMHUINHOBBIC OCHOBAHMS, IEHTO3Y U (PoCHOPHYIO KUCITOTY.

Crpykrypa JTHK (DNA) u PHK (RNA) mnpencrasiser coboii crmoco0 «3amucd HH(DOpMaium»,
obecneunBaromiee (HOpPMHUPOBAHUE pPEIUIMKAIMK  (BOCHpPOW3BECHHE HMH(GOPMAIIMHU), 3aKJIOYCHHOH B
mostekyne JIHK wu Tpanckpumnimu (cuuthiBaHne HH(GOPMAIMKA) TEHOB B BHAE MOJMHYKICOTHIHBIX
rocinenoBatenbHOocTeld MPHK 1 ricmmop30BaHre WX B KaUeCTBE MATPHIT Ul CHHTE3a OeKa.

Hykneunoevle Kuciomel — IMO bICOKOMONCKYNAPHbIE COCOUHEHUA, MOHOMEPHbIMU 38CHbAMU
KOMOPbIX AGNAIOMCA HYKI€OMUODL.

Kaxaplii HyKJICOTHI COCTOMT W3 TPEX KOMIIOHCHTOB: a30THCTOTO OCHOBAHHS, SIBJISIFOIIETOCS
NPOU3BOIHBIM IyPHHA WIIM MUPUMHUIMHA, TEHTO3bI (PUOO03BI WM JE€30KCHPHUOO03bI) M ocTaTKa (GochopHOi
KUCIIOTHI (pHC. 28).

CTpoeHHe M COCTABHBIE YACTH HYKJIeOTHUAA

NHo
AsoTHCTOE ==y
OCHOEBaHHE ! N O
|
H
Moxocaxapua: sm1o—ori, O H HO
pubosza (R=0H) o
Tt — depMexTH
nesoxcHpubosa -2Hy0
- 0 R
(R=H) i
oH
dPochopuas |
HO—P—0—H
KHCIIOTa 1

O
Puc. 28. Crpoenue HykieoTuaa

I'erepouyknnyueckie COEIUHEHUS MUPUMHIMHOBOTO M IIyPUHOBOTO pPSAAOB OOBIYHO Ha3bIBAIOT
HYK1euHo6bimu 0cHoéaHuamu. HyknenHoBble OCHOBaHUS B Ka4eCTBE 3aMECTHUTEINIEH B I€TEPOLIUKIIE MOI'YT
COJIep>KaTh:

- 11060 OKCOTPYIIILY, KaK B ypauuie 1 THMHUHE;

- MO0 aMHMHOTPYIIITY, KaK B aJICHUHE;

- 1100 OJTHOBPEMEHHO 00€ ITH TPYIIIBI, KaK B IUTO3WHE U I'yaHHHE.

Kucnoponconepxamue OCHOBaHMS TPEJCTABICHbI JIAKTAMHBIMH TayTOMEPHBIMH (QopMamu, B
KOTOPBIX apOMAaTU4YHOCTh He HapymieHa (puc. 29). 1 Bcex OCHOBAaHMM NPHUHATHI COKpPAIIEHHBIE
TpexOyKBEHHbIE 0003HAYCHUS, COCTABIICHHBIE U3 TIEPBBIX OYKB UX JIATUHCKUX HA3BAHHH.

TMMMPUMUINHOBBIE HYKIIEWHOBBIE OCHOBAHWSA

0 O NH,
5 f\ﬁm CH3T\NH SN
s N2 A
IN,k 0 N/k\ o "0
H H H
ypauun Ura Tusue Thy uMTO3uH Cyt

ITYPUHOBBIE HYKITEMHOBBIE OCHOBAHUA

NH, 0O
6 7 3
1 5_N N
N~ | \>8 HN | \>
ZK\ 9 ,/J\\
3
aneHuH Ade ryaaud Gua

Puc. 29. [lupuMuauHOBEIE ¥ TyPHHOBBIE OCHOBAHUS
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HyknenHoBBIE OCHOBaHHS 00pa3yroOT CBSI3b 32 CUET OJHOTO W3 aTOMOB a30Ta ¢ AaHOMEPHBIM I[EHTPOM
neHTo3bl (D-prb03b! win 2-1e30KcH-D-prb03b1). DTOT THII CBSA3M aHAIOTHYCH OOBIYHOMN IJTUKO3UIHOMN CBSI3U
u u3BecTeH Kak N-2iuko3uonasn cea3n, a caMu TITUKO3UIBI — KaK N-TIMKO3UIB! WIH HyKaeo3udamu (puc 30,
31).

OBIIAA CTPYKTYPA HYKITEO3UIOB
sl
HOCH2 OH H()C[-I2 B -« 28mepOyuURIUMECKOE
0 OCHOgANUE
' B-N-auuxosudnas cas
OH R
[-p-pubodyparosa (R = OH) puborykieosn (R = OH)
2-nesoxcu-B-p-pubodyparosa (R = H) aesokcupubonykaeosun (R = H)
Puc. 30. CtpykTypa HyKJICO3UA0B
PUBOHYKITEO3WUIbI
ypudun O yumozun NHy adenun  NH, Zyarus ?
NH N N Sy N~ NH
J [\ </ f\ \] </ A
HOCH, L\’go HOCH, "&o HOCH, nN~y% HOCH, N~ \\;’/k.\m2
OH OH OH OH OH OH OH OH
ypraud Urd (U) uurugus Cyd (C) aneHosuH Ado (A) ryaunosud Guo (G)
JE30KCHUPUBOHYKIEO3HUbI
mumun O uumosun  'NH; adewurs NH; ayaruy O
e i SN My NS
‘ ‘ A
“Hy SNTSo » NS0 HOCH, f’\\/) HOCH, NN SNH,
OH OH OH OH
mamuaeH dThd  aesoxkcuimTwmdH dCyd  mesokcHaaeHoauH dAdo  mesokcuryaHoauH dGuo
(dT) (dC) (dA) (dG)

Puc. 31. Pu6o- u 1e30KCUpUOOHYKIIC03HUIbI
Hyxkneomuoamu nazvieéarom ¢pocghpamul Hykineozuoos. dochopras KUcIoTa 0OBIYHO ITEPUPUIIPYET

cruptoBblid THApOoKcH npu C-5' mimm C-3' B ocratke pubo03bl (PUOOHYKIICOTHIIBI) HIIM JI€30KCUPHOO03BI
(me30KcHpHOOHYKIIeOTH IBI) (pHC. 32).
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NH,
CAOMHONPUPHAR N =
CERA3b NH2 </ j\/'\ )N
% NN HOCH, NN
iy s { | ®
HO - P-0CH, N
. 0 %

0O ™~ N-2auxo3udnaz
OH RE cassb
5 *\, 3
™ N-aauxosudnasn o }. \9 OH
CaA3b OH ™ croxeno supras
OH OH CBR3Ib
AUCHO3UH-S"-docdar agaeHoauH-3 -drocdar
(5'-aacHMIOBAS KRCIOTA) (3'-aacHmnoBas KACAOTA)

Puc. 32. CTpykTypa HyKJI€OTHIOB

3a cuer docdaTHOro ocraTka HYKJICOTHIBI TMPOSIBIISIOT CBOMCTBA JBYXOCHOBHOW KHCJIOTBI U B
(PM3UOJIOTMYECKUX YCIOBHSIX MPU pH ~7 HaXOASITCS B IOJHOCTHIO HOHU3UPOBAHHOM COCTOSHHUM.

? H' i -H' ®
RD—II" —OH =—= RO- IT— 0 =—= RO —]T -0
OH OH o

R — ocraTok Hykneosnga

s HyKJICOTUIOB MCTIONB3YIOT /1B BUAA Ha3BaHWH. OJHO BKIIOYAaeT HAMMEHOBAaHHE HYKJICO3HIA C
YKa3aHHEM IOJIOKEeHHA B HeM (ochaTHOro ocTaTka, HampuMmep, aneHo3uH-3-(ocdat, ypuaua-5'-pocdar;
ApYroe CTPOUTCS C J00ABICHUEM COYCTAHUS -W106AA KUCIOMA K HA3BAaHUIO OCTaTKa MHUPHMHUIANHOBOTO
OCHOBaHMs, HampuMmep, 5'-ypuIuioBas KUCIOTA, WKW MyPUHOBOTO OCHOBAaHMS, Hampumep 3'-aJleHUIIOBas
KHCJIOTA.

I[To oTHOMIEHHIO K CBOOOHBIM HYKJIEOTHAaM B OMOXMMHUUYECKOH JIUTEpaType IMHPOKO MCIOIB3YIOT UX
Ha3BaHMA Kak MOHO(Ooc(haTOB ¢ OTpaKEHHUEM ITOTO MPU3HAKA B COKPAIIECHHOM KoJie, Hanpumep AMP (unu
AM®) mis aneno3un-5'-pocdara u T. /. (Tadi. 6).

Tabmuua 6
Ha3BaHus HyK1€03UI0B U HYKJIEOTHUIOB
Asorucroe IlenTo3a Hyxkieo3un Hyxaeorun OZIHoquBeH-
OCHOBaHHE HBIH KO
PHK
AneHuH Pu6o3za AICHO3MH Anenozuamonodocdar (AMD nim AMP) A
I'yanun Pubo3a I'yanosun I'yanosunmonogochar ('MD nin GMP) G
Ypauun Pubo3a Ypuaux Ypuauamonodochat (YMD unmu UMP) U
urto3uH Pubo3a Hutuaun Huruauamonodocdar (LMD uun CMP) C
JHK
Anennn | [lesokcuprbosa | n-Anenosun | Jlesokcuanenosuamonodpocdat (tAM® uim dAMP) A
I'yanun | Jlesokcupu6osa | a-I'yanosun | Jleokcuryanosuamonopocdar (i’ M®P wau dGMP) G
Iurosun | Jlesokcupubosa | a-Llutuaun | Jesoxcunuruauamonodocdar ((IIMD wmu dUMP) C
Tumun Hesokcupubosza | a-Tumumuna | Jesokcutumuguamonodocdar (TMD wim dTMP) T

[IpocTpaHcTBEeHHAas CTPYKTypa HYKIIEHMHOBBIX KHCIOT COCTOMT W3 TIIEPBUYHOM, BTOPUYHOH W
TPETHYHOU CTPYKTYP.

Ilepsuunasa cmpykmypa HyKI1eUHO8bIX KUCIAOM — IMO NOPAOOK HepedOo8aHus HYKI1eo0muoos 8
RONUHYKNIEOMUOHOI YenU, CA3AHHBIX Mexcdy coboil 3',5"-¢hocghoourpupnoii ceazvio.

OO0pasyromuecss moauMepsl UMEIOT (QochaTHbIi ocTaTOK Ha S5'-KoHIlE U cBOOOmHYyrO -OH-rpymmy
nmeHTo3bl Ha 3'-koHne (puc. 33). lltpuxamu 0003HAYAIOT YIIIEpOIHBIE ATOMBI MEHTO3BI IJISl TOTO, YTOOBI
OTJIMYATh UX OT aTOMOB, BXOJISIINX B a30THCTHIC OCHOBAHUSI.
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Jiist  KpaTKoro M300pakeHHsl TOCIE0BATEILHOCTH HYKJICOTHJOB B HYKJICHHOBBIX KHCIOTaX
IIOJIB3YIOTCS. OXHOOYKBEHHBIM KOXOM. [IpH 3TOM 3aIMch OCYIIECTBISIOT: 5' — KoHery (ronoBa) — docdaTHas

|
rpymmna; 3' — koHel (xBocT) — cBoboanas OH rpymnma.
JluneliHyIo ociea0BaTeIbHOCTD Ae30KcupruOonyKineoTnaoB B nenu JJHK cokpaiienHo 3amuchIBaioT ¢

2

nomMopio 6ykBenHoro koma: -A—G—-C—-T—A- or 5'— x 3'—konmy
N

_\\/\ q
3 </ | ) A 5-xoney
y o COHE.
OCH, N N~ ’
3¢ NH, NEeHTO3a — OCHOBaUME
/‘§ : §
o I N €
Y0 dochar
IIEHTO34a — OCHOBaHue

OH
0
N~
e NH
CI) </. J|\/L\/ G docdar
P AN, I—

O=P—OCH, NN
OH o IIEHTO3a — OCHOBAHHWE
CHy~ A NH
? 5 s I docdar
0=}l’—OCH2 N” SO |

OH IIEHTO3a — OCHO
3 I
(I) docdar

O=P—._.. |

Puc. 33. [lepBuuHas cTpyKTypa HyKJIEHHOBBIX KHCIIOT:
X =H mna JHK, X = OH nns PHK Css3u B MoJieKyse HyKJIEHHOBBIX KUCIOT
1 - 5-pochordpupnas; 2 — N-rimukosugnas; 3 — 3',5'-bochoauddupnas

Bmopuunaa cmpykmypa /IHK tmpencraBnsier coOoil npasozaxpyuennyr cnupans (puc. 34), B

KOTOPOI JIB€ TIOMHHYKJICOTHIHBIE I[N PACTIONIOKEHB AHMURAPAINETIbHO T YISPKUBAIOTCS OTHOCUTEIHHO
JPYT IpyTa 3a CYET 6000POOHBIX C6:A3€ll MKy KOMIUIEMEHTAPHBIMU a30TUCTHIMH ocHOBaHusMU: A =T u G

=C.

Puc. 34. BomopoaHbie CBS3M B KOMIUIEMEHTAPHBIX OCHOBAHUSIX
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Hernu monexynsl JIHK He MIEHTHYHBI, HO KOMRAEMEHMAPHbL IPYT NPYTY: €CIIA U3BECTHA NIEPBUYHAS
CTPYKTypa OJHOW IEMH, TO IOCIEIOBATEIILHOCTh HYKJICOTHIIOB JAPYrOod IENH 3aJaeTcsl PaBUIOM
KOMILIEMEHTApHOCTH OCHOBaHUIt: oiHOM 1ienu cooTBeTcTBYeT T — A, a C — G B Apyroit nemnu (puc. 34).

IMosaromy B w™monekyiae JIHK komuvecTBO aJCHUIOBBIX HYKICOTHUIOB PAaBHO KOJUYECTBY
TUMHUJIWIOBBIX HYKIEoTHoB (A = T), a KONMYECTBO TYaHHJIOBBIX PABHO KOJWUYECTBY ITUTHIMIOBBIX
Hykieotunos (G = C).

OcCHOBaHUSI HYKJICOTHUIOB OOpAICHBI BHYTPh MOJICKYJBI M JIKAT B OJHOW IUIOCKOCTH, KOTOpas
MPAaKTUYECKU MEPIICHIUKYIISIPHA OCH CIIHpalii. MeXly OCHOBaHHUSMH, PACTIONIOKEHHBIMU JPYT MOJ APYTOM,
BO3HUKAIOT 2UOpoghooHbie B3anmMoeiicTBus. Jle3okcnprbo3odochaTHbie OCTATKH 00pa3yIOT OCTOB CITMPAIIH.
Ha onun BuTOK crimpanu npuxoautcs 10 HykimeoTuansix map (puc. 35).
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Boneirast
Sopoaaka

-,

3
Puc. 35. IBoitnas cnupans JJHK

Ilpasuno Yapzagpgpa:

1. Ywmcno mypuHOBBIX OCHOBAaHHH paBHO MUPUMUAMHOBEIM: A + G =T + C

2. Coornomenne moisipsix cyMmm A + C / G + T B monekyne AHK — seruuuna nocmosunas u

AGNIACMCA BUOOCHEYUPUYECKOU XapAKMEPUCMUKOL OP2AHUIMA.

Taxue coorHourenus He cBovictBeHHbl PHK. Brnaronmapst docdataeim ocrarkam monexyna JJHK Hecer
CUJIBHBI OTpHLATENbHBIH 3apsa. [le3okcupnbo3a ¢ ee THMAPOKCHIBHBIMH TPYNIIAMH TaKXe HPOSBISET
rUIpOoQUIbHBIE CBOMCTBA. A3OTUCTBIE OCHOBAaHHMS, HAO0OOPOT, MOYTH HE PACTBOPHUMBI U HMMEIOT SIPKO
BBIpa)KEHHBIE THIPOPOOHBIE CBOWCTBA.

Tpemuunan cmpyxkmypa /IHK Gopmupyercs B pe3ynprare ee B3amMOAeUCTBUsA ¢ Oenkamu. Kaxmas
monekyida JIHK ynakoBaHa B OTZENBbHYIO XpOMOCOMY, B COCTaB€ KOTOPOH pa3HOOOpa3Hble OenKu
CBsI3bIBAIOTCS ¢ OTAENbHBIMU ydacTkamu JJHK u obecmeumBaioT cymnepcrnupain3alniio U KOMIIAKTH3AIHIO
Mouiekynbl. B nepuoxa mokost komiuiekcbl JJHK ¢ Oenkamu pacripenesieHbl paBHOMEPHO 1O 00beMy sjipa,
00pasys xpomamun. benku XpoMaTHHa BKIIIOYAIOT JIBE TPYIIIBI: THCTOHBI 1 HETMCTOHOBBIE OETIKH.

Tucmonst — nHeOonbme Oenku ¢ MoseKyisipHoi Mmaccod ot 11000 mo 22000 I u BhICOKHM
coJiep)KaHNeM JIM3WHA U apruHUHA. YeThIpe THIa THCTOHOB B KOJIMYECTBE BOCKMH MOJIEKYJ (IT0 IBE KaXXI0TO
BUAa) OOpa3ylOT KOMIUIEKC — HYKACOCOMHBIE KOp. OTOT KOMIUIEKC 32 CYeT MWOHHBIX CBs3eH
B3aMMOJIEHCTBYET C OTPHLATENBHO 3apsHKeHHBIMU (ocdartHeiMu rpynmamu ydactka JJHK mnmmHol okono
146 HykieoTuaHblx map (mpumepHo 1,75 BUTKa BOKPYr Kopa) W o0Opa3yeT CTPYKTYpPY, Ha3bIBaEMYIO
HyK1eocomoii (puc. 36).
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+«— JTHK

i W
e
e~ ‘*‘g
Hyxneocomi N
.

xop (H2A, H2B, H3 u H4)2\

~§ T, lwcron H1

Puc. 36. Ctpykrypa HyKII€OCOM

Mexny HykneocoMamu Haxonarca ydactku JHK nnunoit okono 30 Hykia€oTHOHBIX map —
JIUHKEPHble YUacmKu, K KOTOPbIM IPUCOEIUHSIOTCS MOJIEKybl ructona H1.

Hezucmonogule 6enku NpeACTaBICHbl MHOKECTBOM ()EPMEHTOB U O€JIKOB, yJaCTBYIOIIUX B CHHTE3€
JHK, PHK, perymsuuun aTux npoueccoB u komnaktuzanuu JJHK.

IIpocmpancmeennaa cmpykmypa PHK. B xnerke cymectByer Tpu Buma PHK: pubGocomnas
(pPHK), tpancnioptaas (TPHK) u matpuunas (MPHK), kaxxmas W3 KOTOPBIX BBINOJIHSIET CBOIO OCOOYIO
($yHKIHIO B cHHTE3e OemKa.

MPHK cocraBnser oxono 2% Bceit PHK kierku, comepxxut 400-6000 HYKICOTHIOB M SBISIETCS
kommieMeHnTapHod komuei JJHK u mmeer omnocnupanbHoe ctpoeHue. MPHK mepeHOCHT reHeTudeckyro
ungpopmaruio ot JIHK, Haxomsimelicss B KJIETOUHOM S/Ipe, B IIUTOILIA3MY.

pPHK cocrasnser okono 80% Beeit PHK knetku, comepxur 120-5000 HykneoTnaoB BcTpedaercs B
pas3nuuHBIX (hopMax U obpasyeT ¢ OETKOM pudocomy — CIOKHBIN HATMOJIEKYISIPHBIA KOMITIEKC, B KOTOPOM
MPOUCXOJUT ONOCHHTE3 OerKa.

Hawubonee cnoxnoe crpoenne umeroT TPHK (puc. 37), koTopbie BBICOKOCTIEMGUYHBI U IS KOKIOH
aMUHOKHUCIOTHI cymecTByeT cBosi TPHK.

QK LENIMOnHLIE
cmedens

aodopodHble

e canau
BE 1 I P
G‘IS C

55
G 19 21 g N7
\-i-_____,-r'/ -----
duaudpoyvpudlHoear ..., —’4‘ aapuadensHas
nemng nemns

(

armurkodoqoeas U
nemns

AHTHEOOOH

Puc. 37. Crpyxrypa TPHK
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Monexkyna TPHK HeGonbias, comepikaiias B KaueCTBE HEPEUUHOU CHMIPYKHIYPbL TIPUMEPHO 75
HYKJICOTHIIOB M HMEIOMas MOJEKYIApHyI0 Maccy okono 25000. XapakrepHoit ocobenHocThio TPHK
SIBIIICTCS] HAJIMYKE B HUX PEIKUX (MUHOPHBIX) OCHOBaHHU (IICEBIOYPUIUH, TUTHAPOYPHIIUH ).

Bmopuunaa cmpykmypa TPHK umeer Bun «xneepHoro nucra». Bce TPHK naunnarotcs ¢
¢dochopumpoBaHHOro 5'-KOHIIA M TIEPBBIM OCHOBaHHWEM OOBIMHO siBisiercss TryannH (G). Ha 3'-OH-
CBOOOTHOM KOHIle HaxomsaTrcss oO0bprgyHO Tpu ocHoBaHus: A,C,C. VMMeHHO »TOT KOHEIl Ha3bIBAOT
aKyenmopHviM — 3/1€Ch TIPUCOECTUHSIOTCS IEPEHOCUMBIE OCTATKH AMHHOKUCIIOT.

OpnocrupanbHble yaacTku Monekyinsl TPHK HaswsiBatoTcs konuamu, unm eéemeamu, a yqacTku, Tae
Mapbl OCHOBAaHUH COEIUHSIOTCS BOJOPOJHBIMH CBS3IMHU W 00pa3ylOT BTOPHUYHYIO CTPYKTYPY, Ha3bIBAIOTCS
nemaamu. Boigensior D-, T- u anmuxooonoevie eéemeu, conepxamme creun(pUUECKU YYacTOK —
AHMUKOOOH.

IleTnm cocToAT U3 ABYX aHTHITAPAIIIENBHBIX IENeH, BCIEACTBHE YEro B METISX BOSHUKAIOT YYaCTKH
JBOWMHON crnivpanu. AHTHKOIOH Mojekyasl TPHK — 3To Tpu mocienoBaTenbHBIX HYKJICOTHIA, C MIOMOIIBIO
KOTOPBIX PACIIO3HAETCSI COOTBETCTBYIOIINN KOMILIEMEHTAapHbBIN KOoH MaTpuuHoii PHK.

Tpemuunana cmpykmypa TPHK nHamommHaeT BBITAHYTYI0 OykBy | M He Tak KOMIIaKTHa, Kak
rI00yIIsApHBIE OSTKH TOH e MOJIEKYJISIpHO# Macchl (puc. 38).

CTPYKTYPA TPHK

AKLEenNTOpHbIN A 3 wouey
. — cTebenb Ty
TP e <
. ’(‘-r e 5'KoHeU Pur
LY -qj. pG_._
Pur T A =

LY C
-~ \.‘W/
- b Y
=P ~
L A |
- S -
Pur
Ay

Pyr
f
U

‘ ,U B : : H .
T oo o oG
X
G‘*—A

u

AHTUKOAOH _,_.__——»——f——_’ ..............
Puc. 38. Tpernunas ctpykrypa TPHK

Bonpocul ona camoxkonmpona:
1. HanumuTe ypaBHEHHs CTaauid, Yepe3 KOTOPbIe TPOXOAHUT THIPOJIN3 aJICHHHC30KCUPUOOYYKIIEOpHIa JI0
Je30KCUpHUO03bl U aZieHnHa. B KkakoM pacTBOpe — KHCJIOM WM ILEIOYHOM — Peakuusi OyneT MpOXOIAUTh
opIcTpee?
2. B IHK conepkutcs deThlpe pa3nuyHbIX OcHOBaHUs — aneHuH (A), nurosud (C), ryanus (G) U THMHH
(T). Obcyanute BO3MOKHOCTh KOJAUPOBAHUS KKA0H 13 20 aMHHOKHCIIOT TIPU CHHTE3e OelKka 24 «CIIoBaMm»:
ACGT, ACTG, AGCT, AGTC, ATCG, ATTCA, CAGT, CATG u 1.a. C xakuMu mipobiieMaMH TPUAETCS
CTOJIKHYTbHCSI TIPH TIOCTPOECHUH M MCIIOJIB30BAHUHU KOJa Ha OCHOBE IIPHUBEICHHBIX BhILIE «CiI0B»? Hanummre
CTPYKTYPY AMHYKJICOTH/IA.
3. Useectno PHK nosiBunace panblie 1e30KkCHpruOOHYKIenHOBOM KucnoThl. Kak nosBuiaces JJHK?
4. OcuoBanus B JJHK ruapodoOHBI, 00BsCHUTE, KaK 3TO BIUSIET Ha CTPYKTYpy AByuenoueynoit JJHK.
5. HazoBute ocHOBHBIE XapakTepuCTHKH ABoWHOUW crnmpamu JJHK. DT10 neBo- wmnm mpaBo3akpydeHHas
crimpaiib? CKOJIBKO Tap OCHOBaHWH GOPMUPYIOT OJMH BUTOK cripanu JJHK?
6. OOBsicHHTE, YTO O3HAYACT aHTUNapauienbHOCTh neneit JIHK B gBoiiHoi crimpa.
7. OOBsICHUTE, YTO O3HAYACT HalpapiieHue 5'—>3' B uHeHO# Monekyne JTHK.
Ecmu B BuguTe crpykrypy JAHK, 3amucannyio kak CATAGCCG, 9To 0Ha 03HAYaeT, HCXOMAS U3 CTPYKTYPHI
JBOWHOH CIIMPaJIM U MOJISIPHOCTH ee 1eneii? OObsACHUTE CBOIl OTBET.
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3.2. KaTa60413M HYKJIEHHOBBIX KUCJIOT

[IuieBble HYKJICONMPOTEWHBI, IMOMAaAasl B OPTraHU3M YEJOBEKa, B JKEIyAKE JACHATYPUPYIOT TIOJ
JIEHCTBUEM COJITHOM KHCJIOTHI JKEIYJJOYHOTO COKAa W OTIICIUISIOT OeNKOBBIN KoMmoHeHT (puc. 39). Jlanee
MOJIMHYKIJIEOTH THAS YACTh dTHUX MOJIEKYI THAPOIHU3YETCS B KUIIEYHUKE O MOHOHYKJICOTHIOB.

Porosan nonocre AHK v PHK nmum
Xenyoox, pH=1,5 Aenartypauwst AHK u PHK
OHK-a3w HO

CoK NoMpKenyaosHON Xeness

PHK-aast \

OnuroHykneoTwibs

Docdoamacrepasnl \ H.O

TOHKMIA KMLLISYHWK

Knerkyu cnmaucron
OB0ONONKM XMLLeYHUKE

Moua
Puc. 39. IlepeBapuBaHue HYKJIEUHOBBIX KUCIOT

B pacuieruieHur HYKIEHMHOBBIX KUCIOT TpuHHMAaroT ydactue (epmentsl JHK-a3er m PHK-a3br
MAaHKPEaTHYeCcKoro COKa, KOTOpble, OyAy4d OSHJIOHYKJI€a3aMH, THUIPOIHU3YIOT MAaKpOMOJEKYJbl 10
onuronykneorunoB. lIlocnemnue mox  geiictBueM  (docdoandeTepas NMAHKPEATHUECKOHM  JKENe3bl
pacIIeruIsiFoTes 10 cMecH 3'- 1 5'-MOHOHYKIJIEOTH/IOB.

Hykneotunasel u Hecnienuduueckue Gocdarasbl THAPOIUTHYECKH OTHICTUISIOT (GocdaTHBI ocTaToK
HYKJICOTHIOB M NPEBpallaloT HUX B HYKICO3WIbl, KOTOpbIE JMOO BCACBIBAIOTCS KJIETKAMH TOHKOTO
KHLIEYHHKA, JINOO paclIeIIsitoTes HykiIeosuadochopruiazaMn KUIIEYHHKA ¢ 00pa3oBaHHEM puO030- MU
ne30kcupr0030-1-hocdara, IypHHOBBIX U MUPUMHINHOBBIX OCHOBAaHUH.

[Mumessle MypuHBI U TUPUMUJAHHBI HE SIBISIFOTCS HE3aMEHHMBIMHU TMMUIIEBHIMUA (AKTOpaMH U OYEHBb
MaJI0 MCIIONB3YIOTCS Ul CHHTE3a HYKJICHMHOBBIX KHCIOT TKaHed. B sHTepouurax oOHapykeHa BhICOKas
AKTHUBHOCTh KCAaHTHHOKCHA3bl — ()epMEHTa, KOTOPHIH OOJBINYIO0 YacTh MYPUHOB, TIOCTYAIONINX B KIIETKH,
npeBpamaeT B MOYEBYIO KHUCIIOTY, YIAISIONIYIOCS ¢ MOYOH. [IMpUMUIMHOBBIE OCHOBAHWS, HE YCIEBIIHE
MOCTYIIUTh B SHTEPOLMTHI, MOJ JieiicTBUEM MHUKpoQopsl kuieyHuka pacmeruisitores a0 NHs, CO,, B-
JlaHNHA U J-aMUHOU300yTHpaTa.
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3.3. AHa00/IM3M MYPHHOBBIX H MMPUMHIUHOBBIX HYKJI€0THI0B

B pasnuuHbIX KJIETKaX OpraHu3Ma cuHTe3upyercs a0 90% NypHHOBBIX W MTHPUMHIAHOBBIX
HYKJICOTHIOB M3 MPOCTBIX MPEIIECTBEHHUKOB de novo. Tax, oOpa3yeTrcs OCHOBHOE KOJIMYECTBO MyPUHOBBIX
HYKJICOTHJIOB, TOTJIA KaK HYKJICOTHIbI, CAHTE3UPYIOIIUECs 32 CUET MOBTOPHOTO HCIIOIB30BAHUS a30THCTBIX
OCHOBAHUH WM HYKJICO3HIOB, cOocTaBOT He Oonee 10-20% obmero ¢onma 3THX coenuHeHuil. beuio
YCTAHOBJICHO, 4TO B (POPMHUPOBAHHH KOJIbIA TPUHUMAIOT ydacTHe aMHUHOKUCITOTeI Act, I'nmu, Tnx, CO, u 1Ba
OJTHOYTJIEPOJHBIX MTPOU3BOAHBIX TeTparuapodonara: mereHmt-Hy-donat u popmmi-Hy-pomar.

Smanuvt 6uocunmesa NypuUHOBbIX HyK1€0Mu0s:

1. Oépazosanue 5-gpocgpopubosun-1-ougpochama. ®dochopudosmnaudocpar (OPAD), wmm
dbochopudosunmupodochar (OPIID) 3aHMMAaeT IEHTPAIILHOE MECTO B CHHTE3¢ KaK ITYPHHOBBIX, TaK U
MUPHUMHUINHOBBIX HYKJICOTHIOB (pHc. 40).

®
v ‘g> PR AM®
BP D +
2 1] O-¢H, o OP®-curTaeTasa CH, o o
N H v AT : I i
H 8 0-P-0-P-0C
HO H ,/’ ! H H o o}
Pu6oso-5-pocpar -~ :
@ .- | ©
- |
ol ¢ 5-bochopuboann-1-audoctar
P, | (oPA®)
AM® ™o

Al®, AT, Mo, Mo
Puc. 40. O6pazoBanue 5-pochopudoszmn-1-mudocdara.

On oOpasyercst 3a cu€r mepeHoca [,y-nupodocdarnoro ocratka ATD nHa pubdo3o-5-docdar B
peakuuy, karanuzupyemon OPJ[D-cunTeTasou.

Ucrounmkamu pubo30-5-pocdara mMorytr ObITh: meHTO30(0CPATHBIN MyTh MPEBPAIEHHUS TIFOKO3EI
W KaTaboIM3M HYKJICO3UIOB, B X0 KOTOPOro MO AeWCTBHEM HyKieo3uadochopuiassl nepBoHaYaIbHO
oOpa3syercsi pu6030-1-pocdar, a 3aTreM ¢ TOMOIIBIO COOTBETCTBYIOIICH MyTas3bl (hocaTHBIM OCTaTOK
MEPEHOCUTCS B S-TIOJIOKEHUE.

@®P/I® ygacTByeT HE TOJNBKO B CHHTE3€ ITyPHHOBBIX M HMHPHUMHUIMHOBBIX HYKJICOTHIOB M3 MPOCTHIX
Hpe/ecTBeHHUKOB (T.e. & NOVO), HO HCHoJb3yeTcs Ha O00pa3oBaHHE IyPHHOBBIX HYKICOTHIOB IO
"3amacHOMY" ITyTH U B CHHTE3€ HYKJICOTHTHBIX KO(PEepMEHTOB.

2. buocunmes nypunosvix nykaneomudooe DE NOVO. COopka mnypHHOBOTO TI€TEpOLMKIA
OCYIIECTBIISIETCSl HA OCcTaTKe pr0030-5-pocdara npu yyacTuu pasIuuHBIX JOHOPOB yriiepoja U azora (puc.
41).

CO; soanyxa
l mu
Acnaprar e\
N O N\
NZ6 | C/7><
1 15 e il
|{ 4 || ; 8 C\N,, Nio-MeTenun
/_C\ s:‘(_(}kg Hs-®onar
Nig-Popmun "
Hs-®onar

AmMugHan rpynna
nH

Puc. 41. IIpoucxoxaenne atoMoB C u N B ITypHHOBOM KOJIBIIE

BrutoyeHrne TpOCTHIX MPEIIIECTBEHHUKOB B IIYPUHOBOE KOJIBLO C OOpa3OBaHUEM UHO3UH-S'-
monogpocpama (MM®). llepBas crnenuduyeckas peakuusi oOpa3oBaHUsl IMyPUHOBBIX HYKJICOTHIOB —
MEPEHOC aMUHOMN TpyIIbl riryramuHa Ha ®PJID ¢ obpazosanuem S-pochopudosmi-1 -amuna (puc. 42).
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Puc. 42. CuHTe3 MypHHOBBIX HYKJICOTHIOB de NoVo

Oty peakiuio kKaranuzupyer pepMmeHt amuaodochopudosmnirpanchepasa. [Ipu atom Gopmupyercs [3-
N-TaMKo3uaHas CBA3b. 3aTeM K aMuHorpymmne S-gocdopubos3mi-l-aMuHa NPUCOCTUHSIOTCS OCTaTOK
TJIVLUHA, N°, N1°-MeTeHnn-H4-(1)onaTa emé oJHa aMujHas rpynna IIyTamMuHa, JUOKCHUJ YTJIEpoja,
AMMHOTpYITIA acmaprata U  (opMmumbHBI octatok N'’-popmun  Hy-omara. Pesymsrarom  3TOi
JECSITUCTAJUIHON CEpUU peakUHid sBJIsETCS 00pa30oBaHUE MEPBOr0 IMYPHHOBOIO HYKJIEOTHAA — MHO3UH-5'-
monogpocpama (UIM®), Ha cuHTE3 KOTOPOTO 3aTpaynBaeTcsi He MeHee miecTu mosekynl ATP. B cunrtese
MYPUHOBBIX HYKJI€O0TH10B d€ NOVO 310 peakiuu 3,4 u 6, 7, 8 u 10-11 cOOTBETCTBEHHO.

UM® B ocHoBHOM ucnonb3yerca Ha cuHTe3 AM® wim I'M®. HeGomnpuioe KoJM4ecTBO 3TOrO
npoaykTa oOHapyxuBaercs Takxke B TPHK B kauecTBe 01HOTO M3 MUHOPHBIX HYKJIEOTH/OB.

Ilpespawenue UM® ¢ AM® u I'M® B o0oux ciy4asx BKIIOYAeT 2 CTaAuM U WAET C 3aTPaTou
sHepruu (puc. 43).
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Puc. 43. Cuarez AM® u 'M® u3 UMO®: 1 - aneHunocyKIMHATCHHTETA3a;
2 — apenunocykiunasa; 3 — UM®-neruaporenasa; 4 — TM®-cunTerasa

Aoenunocykyunamcunmema3sa, ucnonwsdys sHepruto I'T®, npucoenunser acnaprar k UMD c
00pa3oBaHUEM a/ICHIIIOCYKIIMHATA, KOTOPHIH B PEaKLMH, KaTaTU3UPYeMOl a/leHUJIOCYKIIMHA30!1, OTIIEIUISET
¢dbymapar u npeBpamiaercs B AM®.

Bropoit mypunoBbiii Hykneorun (I'M®) obpasyercs Tarxke Bo 2-ii ctaguu. CHavama VMO
okucasercs NAD'-3apucumoit MIM®-neruaporenasoii ¢ o0pa3oBaHMeM KCaHTO3MH-5'-MoHO(pOChaTa
(KM®). Ilocnenyromiee TpaHCaMUAMPOBAHUE THAPOKCHIBHON rpynmbl npu Co-lypuHOBOTO Kojblla KM®
karanusupyetr | M®-cuHTETa3a ¢ NCMOMB30BaHNEeM aMUAHON rpynns! ['mH u sHeprun ATO.

[Ipu oOpa3zoBanuy mypuHOBBIX HyKIeoTH10B I T® pacxonyercs Ha cuate3 AM®, a AT® — Ha cunTe3
I'M®. TIlepekpécTHOE HWCIOJIIL30BaHHE MYPHHOBBIX HYKIICO3HATPUGPOCHATOB Ha 00pa30BaHWE KOHEYHBIX
MPOJYKTOB CHHTE3a IOMOTAET MOJICPKUBATD B KIIETKaX OaaHC aJICHHIIOBBIX U TYaHWIOBBIX HYKIICOTHJIOB.

[leuens — OCHOBHOE MecTO 00pa30BaHMs MYPHUHOBBIX HYKJICOTHIOB, OTKYJa OHH MOTYT IOCTYNaTh B
TKaHH, HE CIIOCOOHBIE K X CUHTE3Y: 3puTpounTsl, [I51J] n wacTiuuHO MO3T.

3. Oopaszosanue Hykneo3uo oOu- u mpugocghamos. B 00pa3oBaHMM HYKIEUHOBBIX KHCJIOT,
HEKOTOPBIX KO(EPMEHTOB M BO MHOTUX CHHTETHUECKHX MPOLECCax HYKICOTHABI HCIIONB3YIOTCS B BUIE AU-U
tpudocdaroB, CHHTE3 KOTOPHIX KaTalu3UpylOT (epMeHThl Kiacca TpaHcdepas. AM® u I'MO
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npeBpamarorcs B Hykiaeosumaudpocdarsl (HAD) ¢ momompio cnenuduyIHbIX K a30THCTOMY OCHOBAHHIO
Hykieosuamonodocharkunaz (HM®D-kuna3) u AT®. Tak, ageHuUIaTKHHA3a KaTAIU3UPYET PEAKIIHIO:
AM® + AT® — 2 A1D,
a ryaHuJIaTKUHA3A:
I'M® + AT® — T'1® + AAD

AneHwIaTKMHa3a OCOOEHHO aKTHBHA B IIEUYCHM M MBIIIIAX, [€ BBICOK YPOBEHb 3HEPrOEMKHX
nponeccoB. DyHKUUs 3TOro GepMeHTa 3aKiIo4aeTcss B TOM, YTOOBI MOAACPKHUBATh B TKAHSX PaBHOBECHE
(honna aneHMNOBHIX HyKIeoTHAO0B: AM®D, AJID u ATO.

Bsanmornpespamenns Hykieo3uanndocatoB u HyKIeo3UATPHPOCHATOB OCYIIECTBISET HYKICO3HI-
mudocdarkunaza. Itor ¢epment B ommmune oT HM®D-kuHa3 obnagaer mupokod cyOcTpaTHOM
Ceun(UIHOCTBIO U, B YACTHOCTH, MOXET KaTaJHU3HUPOBATh PEAKIIHIO:

I'i® + AT® - T'TD + AJID

[IpeBpamenne AJJ® B AT® npoucxoauT, B OCHOBHOM, 32 CUET OKUCIUTENBLHOTO POCHOPUITUPOBAHUS
WK B peakiusx cyocTpaTHoro hochopunupoBanus TIAMKOIN3a WIK HUTPATHOTO LUKIIA.

4. "3anacuwvie” nymu cunmesa nypuHoeblxX HyK1eomuooe (peymuiu3ayusa a3omucmslx 0CHOBAHU
U HYK1€031008)

OrpoMHBbIe 3aTpaTbl JHEPrHMU JUIi CHUHTE3a IyPHHOBHIX HYKJICOTHAOB (€ NOVO He CHOCOOHBI
MOJIHOCTBIO O0ecHeunTh CyOCTpaTaMH CHUHTE3 HYKJIEHHOBBIX KHCJIOT B IEPHOJ PaHHEro pocTa peOEHKa.
[ToTpeObHOCTH B OONBIIOM KOTWYECTBE HYKICOTHIOB MPUBENA K PA3BUTHIO "3alMacHBIX" MyTeH CHHTE3a 3TUX
"noporux" Monekyn. HaumOonplliee 3HaueHWe B 3TOM Mpolecce HUMEIOT (PEPMEHTHI, OCYIIECTBISIOLINE
MpeBpalleHne MypuHOB B MOHOHYKJICOTHIBI ¢ Hcnoib3oBaHrneM OP/ID kak moHopa octatka pochoprbo3bl.

Cunmes AM® u I'M® u3 adenuna u czyanuna. OPJID-3aBucumoe Qochoprdo3mmupoBaHue
MypUHOB  KAaTaJIM3UPYIOT 2 (QepMeHTa: adeHuHgpocghopubosuimpancghepaza, OTBETCTBEHHAsT 32
oOpazopanue AM®D U 2UNOKCAHMUH-2YAHUHpochopubozunmpancghepasa, KataaTuzupyromas
obpazoaare UM® u 'M® 13 rumokcaHTHHA U TYaHHHA COOTBETCTBEHHO.

OpnHako B OpraHuM3Me IpH JIOOBIX CHUTyalUsX 3TOT IIyTh CHUHTE3a IIyPUHOBBIX HYKJICOTHIOB,
MOJIyYMBIINM Ha3BaHUeE "TIyTh ClIaceHUs'", IMEeT BCIIOMOTaTeIbHOE 3HaUeHHe.

Hyxkneo3uokunaszwl. Hykiieo3unpl, monydaromiecs Mpu KaTabodu3Me HYKJICHHOBBIX KHCIOT H3
HYKJICOTHJIOB IO/ ACWCTBHEM HYKJIEOTHIa3, MOTYT MOBTOPHO (hocopumnpoBaThcs, 00pa3ys HyKIC03ua-5'-
MoHOQocharel 3a cyér mnepeHoca y-pocdarHoro octatka ATD Ha cooTBeTcTByMOmUI cyOcTpar. Y
MJIGKONIUTAIOMIMX TaKoW TWyTh IIOTOJNHEHHs 3alacoB IyPUHOBBIX HYKJICOTHAOB B KIETKE HE HMEET
CYIIECTBEHHOr0 3HaueHus. OCHOBHBIM (DEPMEHTOM STOH TIpyNIbl SABISETCA aJCHO3MHKHHA3a, KOTOpas
YCKOPSIET PEaKIHIO:

AneHo3uH + AT® - AM® + AJlD

U3  Bcex  cmoco0OB  peyTWiaM3alMMd — [ypUHOB  HauOojiee  aKTHBHA  T'MIIOKCAaHTHH-
ryanuHpochopudosmiTpaHchepasHas peakuus, Hockoiabky MM®, oOpasyromuiics B 3TOH peakuuu,
BoBiiekaeTcss B cuHTe3 AM® u I'M®. lMcnonp3oBaHue THUIOKCAHTHHA M TyaHHHA IO 3allaCHOMY IIyTH
CTaHOBHTCS KU3HEHHO BRKHBIM COOBITHEM B KIIETKaX, HE CIIOCOOHBIX K CHHTE3y IYPHHOBBIX HYKJIEOTH/IOB
de novo. 3uauenue aneHuH(pochopudo3mITpaHChepa3sl B MOBTOPHOM HCIOIb30BAHMU AJCHHHA MEHEe
cymecTBeHHO. [lo cpaBHEHMIO C aJ€HO3MHOM KOJMYECTBO aJeHMHAa B KIETKax Maio, a [epBbIi
BO3BpaIiaercs B (JOH] HyKJICOTHIOB C IOMOIIBIO aJICcHO3MHKHHA3BI.

5. Pezynayusa cunmesza nypunogvlx HyKaeomuoog. OCHOBHBIM I0Ka3aTeNeM, OT KOTOPOro 3aBUCUT
CHHTE3 ITypHUHOBBIX HYKJIEOTHIOB, cIyHT KoHUeHTpauus OP/I®, kotopas, B cBOIO ouepenb, 3aBUCUT OT
CKOpPOCTH €ro CHHTEe3a, yTwim3anuu u pazpymenus. Komuuectso OPJID ompenensieTcss AOCTYMHOCTHIO
pubo030-5-pocdara u axrtuBHocThio OPID cuHTeTa3Bl - (hepMeHTa, YYBCTBUTEIBHOTO K KOHLIEHTpaLUU
¢dochata 1 MypHHOBBIX HYKJIEOTHIOB. BHyTpukierounas konuenrpauusi ®PIP crporo perymupyercs u
oopryHo HU3Kas. OPJID cunTeTaza - ammocrepudeckuit ¢epmeHT. OH aKTHBHUPYETCS HEOPTaHMYECKHM
¢docharom (P)) m mHrHOMpYeTCS MypUHOBBIMH HYKJIEO3HA- MOHO- AHM- W TpudochaTamu, KOTOpPHIE IO
3¢ GEKTUBHOCTH HHIMOUPOBAHUS PACTIPENIEIISIOTCS B CIIEAYIOIIEM MOPSAKE:

HM® > HJA® > HT®

OPJ[® ciayXUT HE TOJIBKO CyOCTpPaToM, HO W aUIOCTEPHUECKUM aKTHBATOPOM BTOPOW pPEaKINH
CHHTE3a IypHHOHYKJICOTHIOB de NOVO, KOTOopyr Karamusupyer amunodochopudosuntpancdepasa (puc.
44).
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Puc. 44. Perynsauus cuHTE3a MyPUHOBBIX HYKJICOTH/IOB :
1- ®PJI® cunTerasa; 2 - amunodoodopudosmiTpaHchepasa;
3 - UM® neruaporenasa; 4 - aJlcHUIOCYKIIMHATCUHTETA3a.

[TypunoBbie HykIeoTuasl, ocobeHHo AM® u 'M® no MexaHW3My OTPHUIATEIHHONH 0OpaTHOHW CBS3H
MHTHOUPYIOT amu0(pochoprudo3unTpanchepasy, KOTopas KaTaIU3UPYeT NePBYIO CICIU(DUUSCKYIO PEaKIUI0
CHHTE3a IMyPUHOBBIX HYKJIEOTH/IOB.

Mertabonmyeckas nenb obpazopanns AM® u [M® perynupyercs Takxke B MecTe e€ pa3BETBICHUS:
AM® uHrHOHNpYyeT aJeHIIOCYKIIMHATCHHTETa3y, a | M® — peakiuio o0pa3oBaHUsT KCAHTHIOBOW KHCIIOTHI,
kotopyro karanusupyer UM® nerunporenasa. IlepekpéctHas perymnsuus nyrtedl ucnosb3oBanus MM
CILy>KUT JUIs1 TOTO, YTOOBI CHU3UTH CUHTE3 OJHOTO IyPUHOBOT'O HYKJICOTUAA NP IeHUIUTE JPYToro.

@oHA NHUPUMUAMHOBBIX HYKJIEOTHAOB, NOAOOHO MYPUHOBBIM HYKJIEOTHIAM, B OCHOBHOM
CHHTE3UPYETCSl M3 MPOCTHIX MPEANIECTBEHHUKOB, U TobKO 10-20% oT o01iero koiauyecTBa o0pa3yercs 1o
"3amacHpIM" MyTSAM U3 a30TUCTBHIX OCHOBAHUHN MM HYKJIEO3HJIOB.

Obpazosanue nUpUMUOUHOGHIX HYKI1€0Omud06. B oTianyne OT CUHTE3a IyPUHOB, rae GpopMupoBaHue
TeTEPOIMKINYECKOT0 OCHOBAHHUS OCYIIESCTBIISIETCS Ha OCTaTke prub030-5-gocdara, MIPUMUANHOBOE KOIBIIO
CHUHTE3HPYETCS M3 NMPOCThIX NPEIIeCTBEHHUKOB: riryramuHa, CO, M acmaparuHOBOM KHCIOTHI U 3aTEM
CBsI3BIBaeTCs ¢ prb030-5-hocdaTom, moryueHHbM 0T DPIID.

[Iponiecc mporekaer B uuTo30ie KieTok. CHHTE3 KIFOUEBOr0 MUPUMHUIMHOBOTO HyKieotuaa — YM®
UAET C yuacTueM Tpex (pepMeHTOB, JIBa 3 KOTOPHIX MO YHKIIMOHATBHBI.

1. Oépasosanue ouzuopoopomama. Y MICKONIUTAIOLUNX KIIOYEBOH, PETYJSTOPHONW peakuuell B
CHHTE3€¢ MUPUMUANHOBBIX HYKJICOTHJIOB SIBJISIETCS] CUHTE3 KapOamouidocdara u3 rimyramuna, CO, u ATO, B
peakiuu KaTanusupyemoit kapOamomndocharcunrerasoin I (KOC II), xotopass mporekaer B IIUTO30JI€
KIETOK (puc. 45).
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Puc. 45. Cunre3 kapbamounsdocdara
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B peaknun NHo-rpynmna kapoamounndocdara obpasyeTcs 3a CUéT aMHUIHON TPYIIIbI MIyTaMHHA, YTO
OTJIMYAeT 3Ty PEaKLMI0 OT PeakLUU CHHTe3a KapObamoumndocdara B MUTOXOHAPHUSIX B IPOLIECCE CUHTE3A
MoueBuHbI U3 COz, NHz 1 AT® ¢ yuactuem KOC 1.

2. Obpazoeanue YM®. B unto3one opotaT cTaHOBUTCS CyOCTpaToM OM(pYHKIHOHAIEHOTO (hepMeHTa
— YM®-cuHTa3b1, KOTOpas mposiBisieT oporatdochopudosmi-rpanchepazayio u OMOD-nekapObokcHIa3zHyIO
aktuBHOCTU. [lepBoHagansHo pochoprnbo3umbpHbIil octaTok 0T @PJID nepenocurcs Ha opoTaT U 0Opasyercs
HYKJICOTHA — OpOTHIUH-5-MoHOdochar (OMD), nexapOOKCHIMpOBaHHWE KOTOPOro HaéT YpHIUH-5-
MoHodochat (YMD) (puc. 46).

Takum 00pa3oM, IIECTh IOCIENOBATENBHBIX PEAKIMH CHHTE3a HHUPUMHUIMHOBBIX HYKJICOTUIOB
OCYIIECTBISIIOTCSA TpeMsi (hepMEHTaMH, KOTOpBIE KOAWUPYIOTCS B TE€HOME YENOBEKa TpeMs pPa3IHYHBIMH
CTPYKTYpHBIMHU T€HAMHU.

3. Buocunmes Y/I®, YT® u yumuounosvix nyxieomudog. YM® noj nevictBreM crielupuIecKux
nykiaeosuamoHopochatr (HMDP) u nyxneosugaudpochar (HAD) kuna3z npespamaercst 8 YAD u YTD B
pesynbraTe mepeHoca Y-hocdarHoro ocratka AT® Ha coorBercTByromuii cyocrpar. HMd-kunaza
KaTaJIn3UPYyeT CIEAYIOILYIO PEaKLIHUIO:

YMO® + AT® — YD + AlD,
a H/I®-kunaza:
VI® + AT® — YT® + AID

HT® cuareraza karamusupyer amugupoBanue YT (puc. 47): ocymectBisis AT®d-3aBucumoe
3aMelIeHNe KEeTOTPYNNbl ypaluia Ha aMHIHYI0 TpyHdlmy TiAyTaMHHAa ¢ OOpa3oBaHHMEM IUTHIAWH-S'-
tpudocdara (LITD).

4. "3anacuvie” nymu cunmesza nuUpuMuUOUHOGHIX HYKI1€0muodos. Vcronp3oBaHue TUPUMHINHOBBIX
OCHOBaHUI M HYKJICO3HJOB B PEAKIUAX PEyTHUIIM3AIUHU MPEMSATCTBYET KaTaboNM3My ITUX COSAMHEHHH 10
KOHEUYHBIX TPOAYKTOB C paclIeTIeHHEM MMPUMHUINHOBOTO KOJbIla. B pecnHTe3e MUPUMUIMHOB y4acTBYIOT
HEKOTOpbIe GepMEHTHI KaTabomm3Ma HyKIeoTHaA0B. Tak, ypuanHpochopuiaza B 00paTuMOil peakiiui MOXKET
PpUOO3UIMPOBATH ypalwi ¢ 00pa3oBaHUEM ypUIMHA.

Ypanua + Pu6o3zo-1-pochar — Ypuaun + HsPO,
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OpaTruamss-5'-monococdar (OMD)

©<t\‘°°:

HN

oA, 2

N —— puGoso-5'-hocchar
Ypuaus-S-monocdocdar (YMSP)

Puc. 46. buocuntes YM®D
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LinTuaun-5-tpudocdgar (LITD)
Puc. 47. Cunre3 L[T® u3z YTD

[IpeBpamieHre HYKJICO3UOOB B HYKJICOTHIbl KaTaJu3UpyeT YpUIWH-UUTUAUMHKHHA3a. Yacte LIMOD
MOKeT mnpeBpamarbcsi B YM® mnon aeicTBUEM UWTUWMHEC3aMHUHA3bl M TOIOJHATh 3arachl YPUIUIOBBIX
HYKJICOTH]IOB.

IM® + HO — YM® + NH;

5. Pecynayua cunmesza RUPUMUOUHOGHIX HYK1eOmMUo0e. PerynsTopHbIM (EepMEHTOM B CHHTE3E
MUPUMHUIMHOBBIX HYKJICOTHIOB siBisieTcss nonupyHkunoHanbHeid KAJl-pepment. YM® u mypuHOBBIE
HYKJICOTH/IBI alJIOCTEPUUECKH HHTHONPYIOT, a OP/1® akTuBHpyeT ero kapOaMOMJICHHTETa3HYI0 aKTHBHOCTB,
TOTJa KaK aKTUBHOCTH acmapTarTpaHckapOamowmnasHoro nomeHa uHruoupyer LITD, o aktuBupyer ATD

v

Puc. 47. Perynsiuust cuHTe3a MUPUMHUANHOBBIX HYKJIEOTH/IOB!

KAJI-bepmeHnT karanusupyet peaknuu 1, 2, 3;

IUTHAPOOPOTATIAETHAPOTEeHA3a — peakiuio 4; YM®D

cuHTeTa3a - peakuuu 5 u 6; HM® kunasa - peakuuto 7; HAD kunaza - peakiuio §;
HT® cunterasa - peakuuio 9.
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DTOT CIOCO0 PETYISIINY TO3BOJISIET MPEIOTBPATHTD H30BITOYHBIN CHHTE3 HE TOJIRKO YM®, HO U BCexX
OPYTUX THUPUMHAIUHOBBIX HYKJICOTHAOB M OOECHEYUTh COAJIAHCHPOBAaHHOE OOpa30BaHHE BCEX UETHIPEX
OCHOBHBIX ITYPUHOBBIX M MMUPUMHUIUHOBBIX HYKJICOTHUIOB, HEOOXOAMMBIX iist cuHTe3a PHK.

3.4. AHa00JHM3M 1€30KCUPUOOHYKIEOTHIOB

CuHTe3 1e30KCUPHUOOHYKICOTHAOB MAET C 3aMETHOM CKOPOCTBIO TOJBKO B TE€X KJIETKaX, KOTOpPbIE
BCTyMaT B S-(ha3y KIETOYHOTO IMKiIa U ToToBiTcs k cuHTedy JHK n nemenuro. B mokosmmxcs kieTkax
NE30KCUHYKIICOTU B! IPAKTUYECKH OTCYTCTBYIOT.

1. PuOonykieoTHapenyKTa3HbIi KOMILJIEKC. Peaknuto BOCCTAHOBJICHUSA HID B
JI€30KCUIIPOU3BOAHBIE KaTAIM3UPYET PUOOHYKICOTHIPENYKTa3HbI KOMIUIEKC, B COCTaB KOTOPOTO BXOIST:
cobcTBeHHO puboHykieoTHapeaykraza (PHP), Oenox TtnopemokcuH M (epMeHT THOPEIOKCHHpPEdyKTasa,
00ecneyrBaroIInil pereHepaluio BOCCTAHOBICHHOM (POpMBI THOpETOKCHHA (puC. 48).
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Puc. 48. Boccranosnenne pubonykineo3nmudocdaToB B 2'-1€30KCHPHO0-HYKIe03uIIuPOoCchHaThI:
1 - pubonykneoruapenykraza (PHP); 2 - TnopenokcuHpeaykTasa.

HemnocpencTBeHHBIM ~ TOHOPOM  BOAOpPOAA B  pEaKIUM BOCCTAHOBIEHHUS PHUOO3BI  CIYXKUT
HU3KOMOJIIEKYIISIPHBIN O€lIOK THOpeIOoKCHH. B pabouyro dacTh 3Toro Oenka Bxoaar 2 SH-rpynmsl, KOTOpHIE,
0TJIaBast BOJIOPO/I, OKUCIISIFOTCS ¢ 00pa3oBaHUEM JUCYIb(QHTHOTO MOCTHKA.

Bropoii ¢epMEeHT KOMIUIEKCA THOPEIOKCHHPEAYKTa3a — KaTalH3UpyeT THAPUPOBAHHE OKUCIEHHOTO
THOPENOKCHUHA ¢ ucnoyibzoBanuemM NADPH.

[Ipu yuyactuu xommuiekca PHP o6pasytorcs: nAJlD, nl 1D, nYAD u all/IP, koTopble ¢ TOMOIIBIO
H/1®-xuna3 npespamarorcs B 1HT®, 3 u3 xotopsix (kpome Y /D) HEMOCPEACTBEHHO HCIIONB3YIOTCS B
cunrtese JIHK.

AHA® + AT® — gHT® + AP

2. Buocunme3 mumuounogvlx Hykieomuoos. Tumuann-5-monodpochar (1TMD) obpasyercs u3

AYM® B peakiiuu, KaTaJu3upyeMoil THMHIU-JIATCHHTa301 (puc. 49).
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O6pazoBanue cyoctpara 1Y M® ocymiecteisiercs (puc. 50):

e oy * aUMo
H.0 HsPO4 1QH’°

ayae / \

H20 HaPO4 N3, N'%-meTunen-He~cbonar rnH
2 P

Hz-cbonavﬁo He-ponar Cep

NADPH+H" NADP*

-
%

aTT®
Puc. 50. O6pazoBanue TTO uz glII® u nY 1D.
- nlIM® ne3zamuHaza; 2 -TUuMUAMIIaTCUHTA3a; 3 - IHM®- u aHID;
4 - nuruapodonarpenykTasa; S - CCpUHTHAPOKCUMETIITPaHC(epasa.

JIOHOPOM METWIILHOM TPy, NOSBISIFOLIEHCS B S-II0J0KEHUN TUPUMHUANMHOBOIO KOJIbLA B MOJIEKYJIE
ATM®, ciy)xur KOGEpPMEHT THUMHIUIATCUHTA3bI - N5, NlO-MeTMJIeH-H4-q)0JIaT. C IIOMOIIBID 3TOTO
ko(epMeHTa B Monekyiny 1Y M® BKIFOYaeTCs METWJICHOBAs T'PyNIa M BOCCTAHABIMBAECTCS B METHUIHHYIO,
WCTIONB3ys 2 aToMa Bojoposia ot Hy-¢omara.

OOpa3oBanue cyOcTpaTa THMUIWIATCHHTA3HON peakiuu — 1YM®D oCylIecTBIAETCS ABYMS ITyTSIMH:
nedochopunmpoBanuem nYP u rumpomurnyeckuM nezamuHupoBaHueM nlIM® ¢ momompio alIM®-
nezamuHasel. nlIM® mnonywaercs mnpu gedochopunmupoBannm  all/I® — omHOrOo W3 MPOTYKTOB
PUOOHYKIICOTHIPEIYKTa3HON peakiny. B opranusmMe deaoBeka 3T0 OCHOBHOM MyTh oOpa3oBanus 1Y MO,

3. "3anacnvie” nymu cunmesa 0e3oKkcupuooHyKieomudos. B ObICTpOAEISAIINXCS KISTKaX HapsILy C
CHUHTE30M  JIE30KCHHYKJICOTHIIOB C  TOMOINBI0  PHOOHYKJIEOTHA-PEIYyKTa3HOTO  KOMIUIEKCa U
TUMUAWIATCUHTA3bl aKTUBHPYIOTCS PEaKIuM, 00eCIeUMBAIONINE TOBTOPHOE HCIOJIb30BAHMEC TUMHHA U
JIe30KCUIIUTHIMHA B PEAKIUAX, KaTaIU3UPyeMbIX (pepMeHTaMy "3amacHeIX" MyTed U 0OpaTUMBIX peakiui
karabonu3ma. I[lox BrussHIEM TUMUANHGOCPOPHUIA3HI MPOTEKAST CIEAYIOIas PEaKIUs:

TumuH + Jle3okcupuodosa-1-pochpar — Tumuaun + HzP0,
TuMUAMHKHHA3a KaTaTU3UPYET CIETYIONIYI0 PEaKIHIo:
Tumuaud + AT® — aTM® + AJ[D
Je30KCULIMTUIMHKUHA3A KaTATU3UPYET CIEAYIOUIYIO PEaAKIIUIO:
Jdezoxkcunuruann + AT® — alIM® + AJID
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3.5. Peruinkanus (anadonausm JJHK)

Pennuxayua — mampuunviii npoyecc ouocunmesa /JHK. Bo BpeMs pernMkanuy Kaxnjas U3 JBYX
uenert JJHK cnyxut matpunei ans obpasoBanust HOBoi 1ienu. CyOcTpaTaMu U UCTOUHUKAMH HEPTUH IS
cunresa JJHK sBisrores nezoxcupudbonykineozuarpudocdarst ({HTD: tATO, al TO, alITD, nTTD).

[Ipomecc BKIIIO9AET CIIEAYIOINE OCHOBHBIE JTAITHI.

1. ®opmupoBaHue PETIIMKATUBHON BHJIKH.

2. Cunres noBeix 1emneii JTHK.

3. HckmoueHwue mpaiiMepoB. 3aBepilieHue GOPMHUPOBAHMS OTCTAIOIICH LU

1. @opmuposanue pennuxamuenoii eunxku (puc. 51) uner npu yuacruu: JHK-monousomepaset,
KOTOpast sSIBISICTCS «00paTHUMOi HyKieas3oi». CHauana gepMmeHT paspeiBaeT 3',5'-hochoansdupHyto cBs3b B

oxuon u3 neneit JJHK

SSB-6eikn @@ @

JTHK-xemmkaza

AT® ®-Tup-OH

Puc. 51. Yuactue JIHK-Tomonzomepasbl B 00pa3oBaHUH PETLTUIKATHBHON BUJIKH:
1 - pepmenr pacmeruiset 3',5'-hpochoanadupnyro cBs3b B ogHol u3 neneii JJHK u npucoenuusiercs k 5'-
KOHIIy B TOUKE pa3pbiBa; 2 - B 00J1aCTh pa3pbiBa LEMH NPUCOSAUHSIOTCS ABe MoJieKynbl JJHK-xennka3 u
o0ecrnednBaroT JJOKadbHOe pasjenenre npoiHon crmpanmu JJHK.

JIHK-Tonon3omepasa BoCCTaHABIMBACT paclieiicHHy o 3',5'-hochoauadupHyro cBsi3b U OTIEIsICTCS,
a K OJHOLENOYEYHBIM YYacTKaM HpucoeauHstoTcss SSB Oenku u mpucoenuHsiercss K 5'-KOHIY B TOYKE
paspbiBa, BbI3bIBasg cOpoc cymepcnupaneii JJHK-xpomatuna. D10 obsieryaer mpucoeIuHEHHE B 00JacTh
paspeiBa 1enu AByx Mosiekyn JIHK-xemnkaz um o0pa3oBaHme periMKaTUBHON BWIKW. [lo okoHUaHWHU
¢dbopmupoBanus perumkatuBHOW Buikk JIHK-Tomomsomepasa BoccTaHaBIMBaeT IEIOCTHOCTh MOJIEKYIIBI
JHK u otnensercs;

JAHK-xenuxkaz — JIHK-3aBucumbix AT®da3, ucnons3yromux sHepruio ATD ana pacnnerenus
nBoitHoil crimpanu JJHK;

SSB (single strand binding)-6ekoB, cBsi3bIBarONMXCs ¢ OgHOIENOYeYHbIMU ydacTkamMu JIHK. Dtu
OeJKu, HEe 3aKpbIBasi OCHOBAHUI, NPEAOTBPAILAIOT TOBTOPHOE KOMIUIEMEHTApHOE CKPYYMBAHUE MATPUYHBIX
erneit 1 00pa3oBaHUE IIMUIICK.

2. Cunmes noewix yenent /IHK. Ha stoii cranuu nouepuue nutu JJHK obpasyrorcs Ha 00enx HUTIX
marepuHckon JTHK.

[Iponecc kartanuzupyer Heckoibko JHK-nonumepas, KOTOpble cuHme3upyom NOIUHYKICOTHIHBIE
uyenu uz OHT®: nATO, nI' TO, n”TT® u nlUT® ¢ nHanpaenenuu om 5'- k 3'-Konyy aHTHUTIAPATUIETHHO
MaTpuile, HMEIOIIeH HanpaBiieHue oT 3'- k 5'-koHIty (puc. 52).
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PHK-tpatinvep

nmupymu.mn *

uens JHK-moamsepasa &

PHK-npammep yuiHsaeres SSB-aeikn
AHK-momesMepason O wn g

JIO BCTPCUH C JIPVEHAL HDAHMEDOM

JUTK-xemurasa

PHK -niparivep peipesasres
PHKas01% \

bpems yerpatiacres
JUTK -nransaepasoni 3

*+— SSB-Goom

MERHYEICOTHIRIC
papL
RULS 4 PHK -tipaiivep
Orcraomas 2 JAHK-nommsepasa 8 (oo g)
Hets. ey

AHK-mormesvepasa 3

Puc. 52. PocT HOBBIX 1ieTicii B 00JIaCTH PETUTMKATUBHOMN BHIIKH

Hogrie nienu cunTe3upyrotes no-pazsomy. Ha matpure JIHK ¢ manpaBnenuem ot 3'- k 5'-KOHILY IIeIb
pacTeT HENpPEPHIBHO 10 XOAY IBM)KECHUS PEIIMKATUBHON BIJIKU M HA3bIBACTCS JIUOUDPYIOU4€lL.

Ha matpune ¢ nanpasieHueMm oT 3'- K 5'-KOHIy BTOpas LEMb CUHTE3UPYETCS MPOTUB IBUKECHUS
PEIUIMKATUBHOMN BUJIKHM B BHJE KOPOTKUX OTPE3KOB - ¢hpazmenmoe Oxazaxu. PocT 3Toil 1ieny HauMHaETCs
TONBKO Torja, korma Ha wmatpune JHK mosBisercss omHolenodeyHbsl y4dacToK MHONW okoio 200
HYKJICOTHZIOB, IOITOMY €€ Ha3bIBAIOT 3ana30bléarouieil iy Omcmarouiell.

Jlupupytomasi HUTh pacTeT HEMPEephIBHO, a oTcTaiomas — B Buae pparmentoB Oka3aku, KaKIbld U3
koTopbix BriIrouaet: PHK-mpaiimep ( ~10 mykneotunos) u yuacrok JHK, npumepHo paBHBIH [1inHE Hend U3
150 HyKJI€OTHAOB.

JIHK-nonumepasut o, f u £ He CIOCOOHBI MHALIMUPOBATh cHHTE3 HOBBIX nerneit JJHK, onu MoryT mumib
YATUHATH UMEIOUTYIOCS HYKJICOTHIHYIO LIETIb.

CuHTe3 NMHUIUPYIONIeH W OTCTAIONIel HUTEH HadyWHaeTcs ¢ oOpa3oBaHUA 3aTPaBKU WIH Hpailmepa-
omuropudonykieotunaa (PHK), Bxkmowaromero okoixo 10 wmonoHykneotunoB. Ero oOpasoBanue
KaTaJIu3upyeT npaiimaza — cyoveounuya /[HK-nonumepasel a.

Jaiiee 3TOT *e (epMEHT, UCTIONB3Ys B KadecTBe cyocTparoB nHT®, nepekimouaeTcst Ha oOpa3oBaHue
JIHK u BKJIFO9YaeT BO BHOBb CHHTE3HPYeMY0 HUTH 20-50 1e30KCHpHUOOHYKIEOTHIOB, TIOCIE YET0O 3aMEeHSIETCS
npyrumu  JIHK-nomumepaszamu. Cunre3 smpupyromed nenu mnponoxkaer /JHK-nonumepasza 0, a
orcratonieii — JHK-nonumepaza 6 wiu g O0a ¢epMeHTa, MOMUMO, MOJMMEPA3HON 00JIaJal0T eIie U
9K30HYKJICa3HOM AaKTUBHOCTBIO. B Xome CHHTE3a OHM MOTYT HCHpPaBIATH JONMYLICHHYIO OIIMOKY |
OTIIEIUIATH HEIIPAaBUIBHO BKIIIOYEHHBIN HYKJICOTU, YTO 00ECIIEYNBAET BHICOKYIO TOYHOCTH cuHTe3a JJHK.

3. Hcknrouenue npaiimepos. 3asepuienue gpopmuposanus omcmaioweii yenu /[HK. B otcraromeit
HUTH TpaiiMep ynansercs 3HOooHykneazoi wnu PHKazon. 3atem /JHK-nonumepasza [ 3anonHsier
00pa30BaHHYIO «Operby, MPUCOCTUHSAS o OPUHLMIY  KOMIUIEMEHTapHOCTH MaTpuLe
N€30KCUPUOOHYKIIEOTHIBI B KOJHYECTBE, PAaBHOM BbIpe3aHHOMY mpaiiMepy. CasaspiBanue 3'-OH-rpynms
onHoro (parmenra ¢ 5'-ocharom mpenpiayiero ¢gparmMeHra U obpazoBanue (GochoaudhUpHON CBI3U
karanusupyetr JHK-nuzaza. @epmvent, ucnonssys sHepruo AT®, u3z mHOxkecTBa (PparmMeHToB OKazaku
oOpa3yer HenpepbiBHYO 1enb JJHK.

Pesynerarom mpomecca sBiseTcss oOpa3oBaHME JIOYEPHUX  IIeTel, KOMIUIEeMEHTapHbIX |
anTunapaienbHpix HuTsM MatepuHckod JIHK. CymmapHoe ypaBHenue cunreza JHK moxer ObITh
3allUCaHO CIEAYIOMINM 00pa3oM:

JIHK-matpura, Mg®*
M@AT® + aTT®) + n(al TP + L[ TD) > TTHK + 2(m+n)H4P.0-
PEIIMKaTUBHBIA KOMIUIEKC

B akruBHOM nentpe Beex JJHK- 1 PHK-nmommmepas naxoxutes non Zn? (kodakrop depmenta). s
B3aMMOJIEHCTBIS TIOTMMEPA3 C CyOCTpaTaMi HEOOXOIMMO TAaKKe MPHCYTCTBHE HOHOB MO, KoTOpbIe
00pasyroT ¢ HyKJI€OTHIaMU KOMIUIEKCHI U TTOBBIILIAIOT X PEAKIMOHHYIO CLIOCOOHOCTB.

Monekyna JJHK uenoBeka umeeT odeHb OOJblIME pa3Mepbl, MOdTOMy HMHUIManus cuHte3a JJHK
MIPOUCXOANT B HECKOJBKHX TOYKAX XPOMOCOMBI, KOTOpPble HAa3bIBAIOTCS TOYKAMH WHHUIMALMU PETUTUKAIINU
WK opuodrcunamu («ovigny) penauxayuu (puc. 53).
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UpLKuH

CITHKATNHH
P . OrcTannmas uenn JIvsHpyomas nere

Peiiukon Orerannmas ienn

Puc. 53. O6Gpa3oBanue peIINKaTUBHBIX BHJIOK,
MIEPEMEIIAIOIIUXCS B POTHUBOIIOJIOKHBIX HATIPABICHHUIX OT OPUKUHA

OpumKuHBl pEeIUIMKallMd HMEIOT CHEeUU(HUUECKYI0 HYKICOTHIHYIO IOCIeqoBaTeNbHOCTh. CHHTE3
HauyuHAaeTcsl B 00JAacCTH OPHIKMHA M HAET B IPOTHUBOIOJIOKHBIX HalpaBleHUAX. B KaxaoM opupKuHe
oOpasyeTcsi Be pelUIMKaTHBHBIE BHJIKHU. [Ipoliecc MOMyKOHCEPBATHBHBIM, U KaKAas AOYEPHSAS MOJEKyia
JIHK nony4aer ofHy pOJUTENBCKYIO U OIHY BHOBb CUHTE3UPOBAHHYIO HUTbD.

Enununa pemmukanuuu y 3YKapuoOTOB Ha3bIBaeTCsl penaukonom — 370 ywactok JHK Mexny
COCETHUMH OpUIKHHAMH. Ha opwIKNHAX WHUIMUPYETCS ByHANpPaBJICHHAs peruIuKanus, T.e. 00pa3yroTcs
JIB€ PEIUIMKaTUBHBIE BHJIKH, TIEpPEMEIIAIONIUecs B MPOTUBOMOIOKHBIX HAMPaBIEHUSX, 10 T€X MOp, MOKa He
BCTPETSTCS CO CIAEIYIOIUM PEIUTUKOHOM.

[To 3aBepineHnn peruIMKauy 00pa3yeTcsl TEeTPaIUIOWAHBIN HaOop Monekyn aByxcrmpanbHoil JTHK,
KaXaas W3 KOTOPBIX CONEPKUT OJHY «MATepUHCKYI0» HHTb U OJHY <«JOYEpHIO» - BHOBb
CHUHTE3UPOBaHHYI0. B pe3ympraTte MuTO3a AOYEpHSA KJIETKAa IOAy4daeT AMIUIOMIHBIA HabOp XpoMOcoM,
WACHTHYHBIA MaTepuHCKON kieTke. TakuM o00pa3zoM, perumkanus oOecleYnBaeT BOCIPOU3BEACHUE
TeHOTHUIA B HOBBIX TMOKOJICHUSX.

Perumkanust mporcxout B S-¢azy KIETOYHOTO IUKIA. B perymsuuu KIeTOYHOTO IUKIA YIaCTBYIOT
oenku yukaunol. Paznmmyarotr nukinuasl A, B, D, E. LIUKITUHBL ABISIOTCS aKTUBATOPAMU YUKAUH-3A6UCUMBIX
npOmeuHKuHa3z, KOTOpble B akTUBHOH ¢Gopme MoryT QocdopunrpoBath cnenupuieckue Oenky,
yYacTBYIOIlME€ B TOATOTOBKE M MPOJABIKEHHMM KJIETKH IO KJIETOYHOMY IMKIY. B Kaxaom 1uKie
KOHIIEHTPALMs IUKJINHOB IIOCTETIEHHO BO3PacTaeT OT HyJId, a 3aTeM PEe3KO MaJaeT OMATh 10 HYJIS.

Penapayus owuoox u nospexncoenunt JIHK. Monekyna JIHK mnocTtosHHO mnoaBepraercs
pa3HooOpa3HbIM U3MEHEHHUSM, BEI3BAHHBIM JICHCTBUEM Pa3IMYHBIX BEIIECTB BHEIIHEH W BHYTPEHHEH Cpelbl,
pazmanmedl u ynbTpaduoneToBbiM ob0nmydeHueM. llox BnustHmeM 3THX ¢aktopoB B crpykType [JHK
MPOUCXOIUT:

* 0e3aMUHUpPOBAHUEe OCHOBAHWIl, TIPU KOTOPOM IIUTO3WH MpEBpallaeTcs B ypauus, aJeHWH - B
TUIOKCAaHTHH, a TYaHHH - B KCaHTHH. Yalle Bcero 1e3aMUHUPYETCs IIUTO3HH;

* denypunuszayus, Wi 0eRUPUMUOUHUIAYUA, PE3YIBTATOM KOTOpOU sBisgerca nosisienue B JJHK
OCTaTKOB JIE30KCUPHOO03BbL, JINIIEHHBIX OCHOBAHUS;

» oOpa3zoBanue moj jAeiictBueM yibTpaduonera (YDPO) nupumudunosvix oumepos Mexiy psjaioM
PAacIoNIOKEHHBIMHU B LIETTH OCHOBAHUSIMU;

* Pa3pulé HYK1eOMUOHbIX yenell;

* TIOSIBJIICHUE KOBAIEHMHBIX CUIUBOK MEXKIY TETISIMUA WIIH HETSIMU U THCTOHAMU;

* BOBHUKHOBEHUE OUIUOOK PenauKayuu;

» oOpasoBanue npodykmos anxkunupoeanus JIHK (6-mertwiryanuna, 7-MeTWI-TyaHHHA, 3-
METHJIaJICHIHA) TI0/] BO3/ICHICTBHEM HEKOTOPBIX XUMHYECKUX BELIECTB.

[oBpexnennsie ocuoBanusi JIHK oOnapyxuBatotrcs u yapanstores /JHK-N-zauxozunazamu.
@DepMeHTBl THAPOIUTHYECKH PAcLICIUISIIOT N-TJIMKO3UIHYIO CBSI3b MEXIY MOBPEKICHHBIM OCHOBAaHHEM H
OCTaTKOM Je30KcHpu003bl. YuacTku Ha mousiekyne JHK, numieHHble a30THCTOrO OCHOBAaHUS, MOIYYHIH
HazBanne All-caiimoe (0T aHra. «apurinicy). All-caliTel MOTYT TaKKe BO3HHUKAaTh B pe3yjbTare
CaMONPOU3BOJILHOIO THAPOIUTHUECKOTO OTUICIUICHHUS IyPHUHOBBIX WIIM TUPUMUIMHOBBIX OCHOBAHUH.

JanbHeimuii Xo1 penapaluuy UAET 10 OJJHOMY U3 IBYX ITyTEH:

« mubo d¢epment JHK-uncepmaza MOXeT TPHUCOSAWHATHL K JI€30KCHPUOO3€ OCHOBAaHHE B
COOTBETCTBHH C MPABUIIOM KOMIJIEMEHTAPHOCTH;

* 100 IHOOHYKIeaza ONpeaessieT MECTO MOBPEXIEHHs (ecid 3TO Je30KCHpH003a, JIMIICHHAs
ocHOBaHUs, TO ¢epMeHT HasbiBatoT All-sHponykieasoit) u rumponumsyer 3', 5'-bocdoamddupHyro cBs3b
(puc. 54).
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Puc. 54. Penaparnus sykapuotudeckoit JJHK

DK30HyKNea3a HaXOOUT MECTO Pa3phIBa LETH U yJAJISET MOBPEKICHHBINA Y4aCTOK.

JIHK-nonumepaza [ mupucoenunsercs kK 3'-KOHIy oOpa3oBaBIIEHCS «Opemn» U J0CTparBacT
HEJOCTAIOMINNA yYaCTOK Heny (JTMKBUANPYET «Opemtby). Matpuiieit ciryxuT HeroBpexaennas rens JJHK.

JIHK-nuzaza coenuHseT HENOBPEKICHHBIM U BHOBb CHUHTE3MpOBaHHBIM yuyacTku wenu JJHK.
Penapanus Bo3MmokHa Ojaromapsi CyIIecTBOBaHUIO JByx Ienedt B Mosiekyne JHK - nByx kommid
reHeTrueckord mHpopManyu. Eciav oHOBpEMEHHO MOBPEXIAETCS KOMIUIEMEHTapHas Tapa HYKJICOTHJIOB,
pemapauusi B TalUIOMIHBIX KJIETKaX HEBO3MOXKHA, a B JUIUIOMIHBIX MOXET MATH 32 CYET MPHUCYTCTBUS
UACHTHYHOT'O TeHa B TOMOJIOTHYHOH XPOMOCOME.

Penapayus HeodXo0uma 014 COXPAHEHUA 2eHEMUYECKO20 MAMEPUAnNd Ha NPOMANCEHUU BCEH
JHcusnu opzanuzma (COXpaHeHHUE CTPYKTYpHI reHoMma). Bee hepMEeHThI MOCTOSIHHO aKTHUBHBI U MIPOLIECC UAET
HenpepbiBHO. CHIKEHHE AKTUBHOCTH (PEPMEHTOB pernapanyy NPUBOIUT K HAKOIJICHUIO IOBPEXKICHUI
(myranwmit) 8 JTHK.

3.6. Tpanuckpunuus (anadoausm PHK)

Tpauckpunyus — ouocunmes PHK na J/[HK-mampuye B pe3ynbraTe, KOTOpoil 00pa3yroTcs
nepBuuHble TpaHckpunTel MPHK, TPHK, pPHK, xommiementapusie matpuunoil nenu JAHK, umeromei
HarpaBjeHHue oT 3'- K 5'-KoHITy.

CyOcTtpataMu ¥ UcTOUHMKaMu SHeprum mis cuHre3a PHK sBisrores pubonykiieosuarpudocdarst
(ATO, I'TO, UTD, YTD).

Karamuzupyrot cunre3 PHK depmentsl PHK-nonumepaswi. B snpe Ki1eTok 3yKapuoToB 00HAPYKEHBI
Tpu epMeHTa:

* PHK-nonumepasa I, cunresupyromas npe-pPHK;
* PHK-noaumepasza I1, orBercTBeHHas 3a cuHres npe-MPHK;
* PHK-noaumepasa I1l, cuaresupyromas npe-TPHK.

B ocHoBe mporecca J€XUT MPUHLUIN KOMIJIEMEHTAPHOCTH OCHOBAaHUHM B NOJIMHYKJIEOTHIHOW LENH

MatpuuHoit JIHK u cuntesupyemoit PHK, xoraa nmpotus A Beraet U, npotuB G — C, a npotus T — A.
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CymMmapnoe ypaBHeHHe cuHTe3a PHK MOXHO mpecTaBuTh CIIeIyIONTM 00pa3oMm:
matpuuHas HuTh JJHK
al'T® + bAT®) + cYT® + mIT®) » PHK + (at+b+c+tm)H4P,0-
Mg, PHK-nonumepasa

Crnemmduaeckas mocienoBatenbHocTh JIHK (caitt), B xoTopoit PHK-monmmepasa cBs3piBacTCs C
Matpuued u HaunHaeT cuHTte3 PHK, HaseiBaetcs mpomomopom, a mocnenoBaTenbHOCTb, Ha KOTOpOH
3aBepuaerca cuHte3 PHK — caiimom mepmunayuu.

VYyacrox JHK, orpaHn9YeHHBII TPOMOTOPOM M CaTOM TEPMHHAILIWH, MPEICTABISET COOOU EIUHHUILY
TPAHCKPUIILUU — MPAHCKPURMOH. Y SYKapHUOTOB B COCTaB TPAHCKPUIITOHA BXOJUT TOJIBKO OVH I'€H.

CymectBoBanue Ha Mosiekyne JJHK MHO)ecTBa TpaHCKPUNITOHOB MO3BOJISIET C pa3HOM aKTUBHOCTHIO
MIPOBOINTH WHAWBHyaTbHOE CUHTHIBAHHE (TpaHCKpHUIMIHNIO) pa3HbIX reHoB. PHK-mommmepassr — Oomnpimme,
OJIMTOMEpHBIe (EPMEHTBI, COCTOAIINE W3 HECKOJBKAX CYyOBEOUHHMIl M HMMEIOIIME HECKOJIBKO ILIEHTPOB
CBSI3BIBAHUS PETYJITOPHBIX (akTopoB. B mpomecce TpaHCKpUNLIMK pa3iuvaloT CTaAud UHUUUAWUU,
anonzayuu u mepmunayuu (puc. 55).

«AKTHBallAs» TPOMOTOpPA MPOUCXOAUT C TMOMOIIBI0 Oenka, KOTOpbIi momyuna Ha3Banue TATA-
¢axmopa, MOTOMY 4YTO OH B3aUMOJAEUCTBYET CO CIEHU(PHUECKON MOCIEAOBATEIHLHOCTBIO HYKIICOTHIOB
npomotopa -TATA-. TATA-pakmop ob6nezuaem e3aumoodeiicmeue npomomopa ¢ PHK-nonumepasoil.
CesizpiBanne PHK-iomMepasbl ¢ mpoMOTOpPOM YBEIHMUHBAET CPOJICTBO (pepMeHTa K ghakmopam unuyuayuu
(A, B), xoTopbie 00eceurnBalOT packKpy4rBaHue IPUMEPHO OJHOTO BUTKA 06oiinou chupanu /[HK.

Daxmoput rnonzayuu (E, H, F) noBeimator aktuBHOCTs PHK-onumepassl u 061eryaror JoKajibHOe
pacxoxJieHue HyKJICOTHIHBIX IIeTIeH.

Cunmes monexynvr PHK udem om 5' - k 3-xonuy na mampuunoii yenu JJHK no npunyuny
Komnnemenmapnocmu u aumunapanneavnocmu. 1lo mepe npoasmwkenuss PHK-nommmepassl mo nenu
JHK B Hanpasnenuu ot 3'- K 5'-KOHIly BIEPEIH HEE MPOUCXOAUT PACXOKICHHUE, a 03311 - BOCCTAHOBIICHHE
JBOMHOM crivpaiu.

Pacxoxnenue nporinoi crmpanu JHK B obmactu caiita TepMUHAIMKM JEJIA€T €r0 JOCTYITHBIM JUIS
axkmopoe mepmunayuu. Korma PHK-mommmepaza pocturaer caita TepMUHAIUH, TPAHCKPHUIIIIUSL
npekpamiaercs. @akTopbl TEPMUHALIMN OOJIETYAIOT OTENIEHNE TIEPBUYHOTO TPAHCKPHUIITA OT MATPHIIHL.

Hocmmpanckpunyuonnsie moougpurkayuu. Ilpexne dem BBIATU U3 sAApa, KKIBIM MEPBUYHBIN
TPAHCKPHIIT IOCIIE Psiia KOBAJICHTHBIX MoAu(UKaIuil mpeBpamaercs B «3penyio» Moiekymry PHK.

TIpomorop Caiit TepMHHALH
= ‘O SO § W-Q& IJHK
/'[’ATA—dJax'rop
@ [

CaliT TepMHHALH
ool ooy soooliliac i

PHK-nosmmepaza

@ / DakTopH HHULMAUKH
ro>IERC 1K
nHT®D

DaKTOPEI TMOHTAIHH
PP,
©)
5!
¥ IS =aSTUS
5 @
1pe-PHK AKTOPB TEPMHHALMA

@ Ao oI 1

: N‘i 5' PHK-nosmmepasa
3!

tpe-PHK
Puc. 55. Cranguu TpaHCKPHITIIAN:
1 — npucoenuHenue B 061acTh mpoMoTopa Oenka, KoTopblil HazeiBaeTes «TATA-dakTopy;
2 — Brxmouenue PHK-monnmepasbl B poMOTOpHBIN y4acTOK, IpH 3TOM B 30He npucoeauaenus: PHK-
MOJIMMEpasbl MPOUCXOJIUT JIOKaIIbHOE paciieTeHre JBoiHoM criupanu JJHK;
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3 — poct nutH npe-PHK; 4 — ocBoboxnenue B caiite Tepmutanuu npe-PHK u PHK-nonuMepassr u3
komiutekca ¢ JIHK yckopsitoT akTopsl TepMHUHAILTUH
Moougpukayuu npe-wPHK mnaunHaroTcss Ha craguu djioHranuu. Korma nnuHa MOEepBUYHOTO
TPaHCKPHUIITA JOCTUraeT NpuMepHO 30 HYKICOTUIOB, IPOUCXOAUT «KInuposanue» 5'-konya. Octatok I'TO
MIPUCOEANHACTCS CBOMM S'-KoHIIOM K S'-koHIy ¢parmenta npe-MPHK c¢ oOpasoBanmem 5'-, 5-
tbochommupnoit ces3u. [locnenyromee MeTrupoBaHue ryannHa B coctase | Td 3aBepmaeT oOpa3oBaHue
«KIMay:

3'- KoHey,
pA-GCH

7-MetnnryaHosuHTpuchocdpar (kan) o MPHK NMonnA-nocnefqeBaTensHOCTE

rjae 7-MeTHIryaHo3UHTpUdochaT NprucoeTuHeH K 5'-KOHIy TiepBoro Hykieotuaa (X) B coctaBe mpe-
MPHK.

Ilo 3aBepuieHMu TpaHcKpunuuu Ha 3'-koHUEe mepBuyHoro Tpanckpunta MPHK crnenumanbabsiM
(hepMEeHTOM noJiu-A-noaumepasoii CHHTEIUPYETCS TOIH-A-TIOCIEeIOBATEIFHOCTh, KOTOpast coctout u3 100-
200 ocTaTKOB aJeHHIOBOM KHCIOThI. Hamuuue nonu-A-nocnedosamenvnocmu na 3'-konye oOerdaer
Beixoql MPHK u3 sampa u 3amennsier ee ruaponu3 B mutomnasme. Monekynsl TPHK u pPHK we comepxar
«K3Ma» 1 MOJIH-A-TI0CIEI0BaTEIbHOCTH.

[lepBuunselii Tpanckpunt win mpe-MPHK koMiiemeHTapeH TreHy, COAEPXKHUT Kak IK3IOHbL -
MOCJIEIOBATENILHOCTH, KOAWUPYIOIIUE OIpeIcleHHbIe YYaCTKH MOJIEKYJbl Oelika, TaKk W UHMPOHBL -
HEKOAMPYIOIINE TOCIE0BaTeNhHOCTH. B mporecce oOpasoBaHus Monekyn «3penoity MPHK wHTpoHEI
BBIPE3A0TCS U3 MEPBUYHOTO TPAHCKPUNTA, KOHIBI SK30HOB COCIMHSIOTCS IPYT C APYIOM - 3Ty PEAKLUIO
Ha3bIBAIOT cuaaiicunzom PHK (puc. 56).

5 Bx3on 1 3

MopmupoBaune
CHalcOCOMBI

3!

«3penas» MPHK

Puc. 56. Crnaiicunr npe-MPHK

[Iponiecc BbIpe3aHUs] WHTPOHOB MPOTEKAET MPHU YYACTHH MaJbIX SAEPHBIX PUOOHYKIEONPOTEHHOB
(MaPHII), xoTopbie 00pa3yrOT KOMIUIEKCHI - craaiicocomwl. MAPHII coctost n3 manoit simepnoit PHK
(MsPHK), cBszanHOi ¢ OenkoBbiM octoBoM. OtnensHble MAPHII mo mpuHIuMmy KOMIUIEMEHTapHOCTH
Y3HAIOT crenu(prUecKre MOoCIeA0BaTeIbHOCTH HHTPOHOB B MEPBUYHOM TpaHckpunTte. [locne 3aBepuieHus
crutaiicudra «a3penas» MPHK cTaHOBUTCS NpHMEpHO B YEThIpE pa3a KOpode IMEPBUYHOTO TPAHCKPUIITA.
CrutaiiCUHT TPOMCXOINUT B sIPE, B UTOILIA3My MepeHocuTces yxe «3penas» MPHK (puc. 57).
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S5-Kan
— SHon)

—_—
S-K311
SnepHast 3’ -nonuA
nopa JHK
3’ -nomA
SinepHas MeMGpaHa MPHK

Puc. 57. O6pazoBanue u BeIxof 13 siapa 3penoit MPHK

Moougukayuu npe-mPHK. B mponecce MOCTTPaHCKPUILIMOHHBIX MOAMMUKALNA MEePBUYHBIX
tpanckpuntoB TPHK: monekynbl ykopaunBatores ¢ 5'- 1 3'-KOHIIOB U yaanseTcs HHTpoH; 10-15% azotucthix
OCHOBaHWH B MOJIEKyJlax MoAudHUIupyercs; Ha 3'-koHIe dopmupyercs akuenmopuwtii yuacmok (-CCA)
ISl TPUCOCIMHEHHS aMHHOKHCIIOT, a B CPEAHEH 4YacTH @HMUKOOOH — TPHUIUICT HYKJICOTHIIOB,
obecnieunBaroiuii B3aumoseiicreue TPHK ¢ komonom MPHK (puc. 58).

. 3] 3
D/ pHK TPHK
3 npe-tPH Y 3r/
JHK |§)

Hurpon
TpaHcKpUATTOHAS

Iluromnasma

Puc. 58. Tloctrpanckpunimonnsie Moaudukaun npe-TPHK: 1 — ynansrorcst y4acTky MOTUHYKIEOTHTHON
nenu Ha 5'- u 3'-koHnax Mosekynbl mpeTPHK v HTpOH B IeHTpaiibHOM 007acTH MOJIEKYIIBL; 2 —
MOIU(PHULIUPYIOTCSA a30TUCTBIE OCHOBaHUS, K 3'-KOHIy npucoenunsetcs tpumier-CCA; 3 — B nuromiasmy
BbIXoAT 3penbie TPHK.

Hocmmpanckpunyuonnsie mooupuxayuu npe-pPHK conpoBOXIa0TCI 00pa30BaHUEM «3PEITbIX)
pPHK, Bxoasmux B puboCcOMy - OpraHeuly KJIETKH, YYaCTBYIOIIYIO B OMocuHTe3e Oenka. B cocrtaB pubocom
BxogsaT pPHK wu Oeinku, BBHIMOMHSIOMIME CTPYKTYPHYIO, PETYISATOPHYIO U KaTaIUTUYECKYH0 (YHKIIHH.
Pu6ocoma sykapuoros (80S) cocrout u3 AByxX (600N 1 Masoi) cyobequnui - 60S u 40S (puc. 59).

Bennunna S XxapakTepusyeT CKOpPOCTb OcelaHHs (CeIUMEHTauuu) cyObeOuHUI] pubOCOM NpH
yinbTpanenTpudyrupoannd. OHa NPONOPIMOHANBEHA  MOJIEKYJSIPHOW Macce dacThil. Pubocoma
npokapuotoB (70S) cocrout u3 50S m 30S. Pubocombl 3yKapuOTOB M NPOKapHOTOB PAa3JIMYaIOTCS IO
MOJIEKYJISIpHOU Macce cyonennuutl, konuaectsy pPHK, macce pPHK, konmmuecTBy u pasHooOpa3nio OENKoB,
CIIOCOOHBIX CBSI3BIBATH CHIEU(UIESCKUE JTUTAH]IBI.
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Pubocoma
80S

/ \.
CyGseauHIIE o 608 Qms

588 o

PPHK~_~\_/\_\_/ 285
+50 6enxos
pPHK—" \_/"\_/" 188

+33 6enxa

Puc. 59. Ctpoenue sykapuoTudeckux pudoocom

Bonpocwt on1a camokonmpona:
1. Iokaxwure cxemy rugpommtudeckoro pacmana JJHK n PHK. Kak mpoumcxomnT nmampHEWHINi pacmai
HyKIeoTHI0B. [TokaxuTte cxeMy pacmaja ajeHo3uH-5'-pocdara.
2. Kak npoucxoauT pacnaj MUPUMHUIAHOBBIX ocHOBaHMI? [lokaskuTe cxeMy pacmiaja HUTO3WHA.
3. Kak mpoucxoaut pacman mypruHOBBIX ocHoBaHHN? Kak oOpa3yercst ModeBasi Kuciora?
4. TlepeuncnuTe OCHOBHBIE YEpPTHl CXOACTBA M pa3iMiMs B MeXaHW3Me OWOCHMHTE3a ITypHHOBOTO WU
MUPUMHUITHOBOTO ITUKIIOB.
5. CocraBbTe (HOpMyNbl MHPUMUANHOBBIX OCHOBAaHMH M YKa)XKMTE, KAKOH M3 HUX UIPAET Belyllee MECTO B
OnoCHHTE3€ MUPUMHUINHOBBIX HYKJICOTHAOB.
6. IlpuBemuTe cXeMy GHOCHHTE3a ypuaHH-5-hocara. YkakuTe ()epMEHTHI KaXI0T0 3Tana MPEBPAIICHHUL.
Kakue MeTaGonuThl IPHHUMAIOT ydacTHe B OHOCHHTe3e YpuaHH-5-(ocdara.
7. Tlpuseaute cxXeMy npeBpaiieHns ypumuH-5-docdara B ypummn-5-tpudocdar, nanee B HUTHANH-5-
¢docdar.
8. Ilpusemure cxemy npespametns YD (YM®) B nesokcuypunus-5-tpudochar.
9. Hammmmre ypaBHeHHs peakiuii amuaupoBanus Y T® ¢ oopazoBanuem L[TD: a) c momomrsio ammuaka; 6)
C MOMOIIIBIO TIyTaMUHa.
10. Kakre aMHHOKHCIIOTHI Y4acTBYIOT B (popMupoBanuu S-pocopudosmi-1-rmunuinamMuHa?
11. Ilepeuncanre Bce COEANHEHHUS, KOTOPBIE YUACTBYIOT B (HOPMUPOBAHUH ITyPHHOBOI'O KOJIBIIA.
12. TlokaxuTe cxemy 0Opa3oBaHUsI HHO3WH-S'-(hocdara.
13. Kak mpoucxoauT npeBpaiieHiue nHO3uH-5'-pocdara B aieHo3uH-5'-hocdar?
14. Kak npoMCXOMT NpeBpalieHie THnokcanTHHa-5'-gocdara B ryanosun-5-hocdar?
15.Kak npoucxoaut oOpa3oBaHne HykIeo3ua-5'-tpudocdaTon?
16.I1epeunciuTe Bce HEOOXOAMMBIC BEIECTBA M HA30BUTE YCJIOBUS, MPU KOTOPHIX MPOUCXOAUT OMOCHUHTE3
JHK. TTokaxuTe MexaHu3M 00pa30BaHMs MOJIMHYKIICOTHTHON IICTIH.,
17. Kak mpowmcxomutr Omocuuted JIHK? Uro Takoe perumkanmonHas Bumika? Kak mpoucxomgut pocT
Benymieil menu u orcraromel nenu? YUro takoe ¢parmentsl Okazaku? HazoBute 3Tambel OMocwWHTE3A.
HazoBute epMeHTHI, y4acTBYOIINE B peruikKaiu. YTo Takoe 0eJIkoBbie (HakTophI?
18. Kak mpoucxomutr Omocuute3 PHK (Tpanckpumnmms)? IlpuBemute mexanmm3m OumocuHTe3a PHK Ha
matpuue JTHK.
19. Yro Takoe rer? Yro Takoe mpoMoTop?
20. Ectb 1 otnumne B 6nocunTe3e pa3ubix BunoB PHK? B uém sto BRIpaxaercs?

3aoauu onsa camocmoamenvHoil pabomot.
1. Hanwmmmure xumudeckue (HopMysbl MHHOPHBIX OCHOBAHWH S5-METHIIUTO3WHA, S5-OKCHMETHIypaIuia,
1-metmnypanmia, Ng-METHIILUTO3MHA U COOTBETCTBYIOLIME UM (POPMYJIIBI HYKI€O3UIOB.
2. Hamumure xumuueckue Gopmysisl MUHOPHBIX ocHoBaHMH Ng-MeTunanenuna, Ng-numernnanennna, Ng-
METHITYyaHWHa, |-MeTWIypaIuia i COOTBETCTBYIOIIUE UM (POPMYITBI HYKIICO3UIOB.
3. Hamumute crpykrypHyto ¢opmyny ¢parmenra mnonuHykiaeoTuaHod wnenoukun —ITAILl-. VYkaxwure
MOCJIEeI0BAaTEILHOCTh HYKJIEOTHI0B KOMILIEMEHTApHOM eMy (hparMeHTe.
4. VYKaxuTe TIOCIIEOBATEeIbHOCTh HYKJIEOTHAOB BO (hparMeHTe TIOJUHYKICOTHIHOW  IEMOYKH,
koMmruiemenTapaoM —L{[I'TY-. Hanmmmute ero cTpykTypHyto hopmyiy.
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5. Vkaxwure cxomctBo u pazmmuns B xumudeckoMm coctaBe JJHK m PHK. Omummre KonmmdecTBEHHOE
coaepxxanue JIHK u PHK B opranusme u Mecta JIoKajlu3aluy UX B KIIETKE.

6. /[aiite moHsATHE O NPUHLMIE KOMIUIEMEHTAPHOCTH Aa30THUCTHIX OCHOBaHHM, BXOJIIMX B COCTaB
HYKJIEMHOBBIX KUCIIOT. YKaXKUTE XapaKTep CBA3H MEXTy KOMIUIEMEHTAPHBIMU OCHOBAaHUSIMU Ha KOHKPETHBIX
npuMmepax.

7. Yxaxwure ocobeHHOCTH HyKieoTHaHoro coctaBa JJHK. Onmmmure npasuia Yapradda u oOwpscauTe Hx
CYLIHOCTb.

8. OmummTe XapakTepHble YepThl BTOpHUYHOI cTpykTypbl JJHK, O0bscHUTE PUPOIY CHII, YACPKUBAIOIIIHX
monekyiy JJHK B Takom coctosiHun.

9. J[laiite cpaBHuTEenbHYIO xapakTepucTuky Bcex BuaoB PHK. Odopmwure orBer B BuIe TaOiHIBL:
MOJIEKYJISIpHasi Macca, MUHOPHBIE OCHOBAHUSI, YIIIEBOJBL, CTPYKTYpa, MECTO JIOKANU3aUH, (PYHKIIUH.

10. Hanumute  TayroMepHbie  (GOpMBI  KOKAOrO M3  CICAYIONIMX  OCHOBaHWH: TyaHWHa, 5-
OKCHMETHJIINTO3MHA, Ng-METHIaJeHHHA, S-MEeTHIypaluia.

11. Hanummre xumudeckue (GOpPMyNbl YPUIMIOBOH M ICEBAOYPHIWIOBOM KHCIIOT. YKaKUTE, B COCTaB
KaKHX HYKJIEHHOBBIX KUCJIOT OHU BXOAAT. OOBSICHUTE POJIb IICEBAOYPHIMIOBOM KUCIOTHI KaK CTPYKTYPHOTO
MOHOMepA.

12. Hanumure xumuueckue Gpopmysbl TyaHo3uH-3 -MoHOGOChaTa, TUMHANH-5 -MOHO(OCchaTa ¥ ypUIUH-
3 -monodocdara. YkaxkuTte, Kakue U3 HYKICOTHIOB SBISIOTCS TOJIBKO MPOAYKTAMH JETpajalliu
HYKJICMHOBBIX KUCJIOT U KaKH€ U3 HUX MOTYT y4acTBOBATh B PECHHTE3E.

13. T'. Temun u C. Musyraunu, uakyoupys npu 37° C ouninennbie npenapatsi PHK-conepskamiero Bupyca
capkombl Payca B 1 wmn cycnensum (tpuc-HCl Oydep, pH=8,3; amerar maruus, XJIOpua Hatpus,
Ne30KCUPUOOHYKIIeo3uATpruGochaThl — OAMH W3 HHUX MEUYEHBIH), MONYyYWIH KHCIOTO-HEPacTBOPUMBIN
npoayktr JIHK, uyBcTBuTenbHbIN Kk nmaHkpearnueckoi /IHK-aze. Ilonb3ysach kapToil reHeTHMYECKOro KoAa,
onpexnenute ¢pparment marpuunoii PHK, yuacTBoBaBmuii B 6uocunrese gpparmenra JJHK:-gA-all-nl-al -
nT-nA-nll-. HazoBute pparment, kaTanuzupyronuii mporecc. OObsICHATE 3HAaYEHUE TaHHOTO OTKPBITHSL.

14. Hanummre BO3MOXHbIE CXeMbI (PEpMEHTAaTUBHOI'O THAPOJIN3a HYKICHHOBOMH KUCIOTHI MO LIEHTPATIbHOMY
¢parmenty —all-nT-al-. Ykaxure QepMeHTHI, yCKOpSIOUIME IAaHHBIA TpOLEcC, ONpeAcinTe, K KaKhuM
HyKJIea3aM OHH OTHOCSTCS, Ha KaKHe XHMHUYECKHE CBS3M JEHCTBYIOT M B 3aBUCHUMOCTH OT JAEWCTBUSA
00BsiIcHUTE, 00Pa30BaHUIO KAKHX KOHEUHBIX MTPOYKTOB OHU CIIOCOOCTBYIOT.

15. Hanummte ypaBHeHWEe peakiud (EpPMEHTATHBHOTO JIE3aMUHUPOBAHMS BCEX MYPHHOBBIX U
MUPUMHUIMHOBBIX OCHOBaHWH, HA30BHTE KOHEUHBIC MPOJYKTHI PEAKUUi U (PEepMEHTHI, KaTalu3upyYIOIIHe
mpoiecc.

16. Ykaxure pasnuuue B NECTPYKLUUH A€3aMHUHMPOBAHHBIX IYPUHOBBIX M HMUPUMHIUHOBBIX OCHOBAaHHIL.
[MpuBeauTe cXeMbl JANBHEWIIETO JECTPYKTHBHOTO TPEBpAIIeHUs S-MeTwiypanuia A0 KapOaMHHOBOH
KHCJIOTHI M THUIIOKCAaHTHHA 10 MOYEBOM KUCIOTHL. Hanumre ¢epMeHThI, yCKOPSIOMINE 3TH MIPOLECCHI.

17. Hanuummre ypaBHeHus: peakuumii gectpykuun ['M® B opranusme ampuOuil M pacTeHHH. YKaKuTe
(hEepPMEHTBI, YCKOPSIOIINE TIPOIIECC.

18. Jlaiite xapakrepuctuky JIHK-monumepassl. [IpuBeaure cxemy OnocuHTe3a )parMeHTa Ha MaTPUIIE © —
IA-nT-nl-nA-nT-gl-nI"-nT-aT- npu ee yuactuu.

19. IpuBeauTe cxeMy MexaHH3Ma oOecrieueHHs CeNUPUIHOCTH BOCTIPOU3BEICHUS IEPBUYHON CTPYKTYPHI
npu OnocuHTe3e Oenka. Ykaxute ponb pasnuuHbix BuoB PHK u JIHK B aToMm mporecce.

20. Oxapakrepu3yiiTe cTpoeHHe, cBoicTBa W MexaHu3M jaeiictBusi PHK-monmumepassl. Ilpusenute cxemy
MOCJIEI0BAaTENIFHOTO PaCIIONIOKEeHHUs HyKJIeoTH10B BO (parmente u PHK, cunresnpoBanHoM Ha Matpuie: -
nl-nA-nl'-nT-all-nT-nA-al"-nT- npu yuactuu JIHK-3aBucumoii PHK-niomumepassr.

21. OObsicHUTE, KaK BBl IOHMMAETE KOHCEPBATHBHBIH M IOJIYKOHCEPBATHUBHBIM MEXaHU3M DEIUIMKALIUH
JHK. TaiiTe COOTBETCTBYIOIIUE CXEMBI.

22. Tlokaxure poib S-hochopubdosmi-1-nmupodocdara B GHOCHHTE3E HYKICOTHUIOB C MUPUMHUINHOBBIMU H
ITypUHOBBIMH OCHOBaHUSAMH. Hamuimmre cOOTBETCTRYIONIHE ypaBHEHHUS peaKInii.

23. HanumuTe ypaBHeHHs1 peakuuii o cieayromuM cxemaMm: a) YM® —1IM® — [[JI® — LUTO; 6) YMD
— IYMO® — 1TM® — nTAD. Ykaxure GpepMeHTbI, KATAIN3UPYIOIINE dTH PEaKIIUH.

24. Tlokaxute CXOJCTBO M pa3iMuMe B OWOCHHTE3e MYPHHOBBIX W NHPUMHIMHOBBIX OCHOBAHUH.
[IponymepyiiTe MypHHOBBIE U MUPUMHIUHOBBIE IMKIBI U YKA)KUTE MPOUCXOXKIEHHE KAKIAOIO M3 aTOMOB
YIIEpoaa U a3oTa.

25. IpuBenute cxemy OuocuHTe3a OaktepuanbHoit PHK npu yuactum mnonuuykieotuadochopuiassl.
YKaxuTe XxapakTepHble 0COOEHHOCTH JTAHHOTO TIpoIiecca.

26. Hanumute ypaBHeHHMs peakuuii mo cienyommMm cxemam: a) UM® — AM®; 6) KMd— I'MO.
VYxkaxurte GepMeHTHI, yCKOPSIONIHE 3TH PEaKIHH.
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I'naBa 4. METABOJIN3M BEJIKOB

Lenu uzyuenusn:

3namo:
1. OCHOBBI TIOJTHOTICHHOT'O OSIKOBOTO IMUTAHMSI, 00ECIICYNBAONINE TTOAICP KaHIE a30THCTOTO OataHca.
2. DTambl TiepeBapuBaHUS OEIKOB B JKETYJOYHO-KHAIIEYHOM TpaKTe, OCOOEHHOCTH CHHTE3a M aKTHBAIHU
MPOTEOIUTHYECKUX MUIICBAPUTEIEHBIX (PEPMEHTOB.
3. Kiraccudukariuto aMHHOKHCIIOT 110 BO3MOKHOCTH UX CHHTE3a B OPTaHHU3ME.
4. ®uznonornyeckre QyHKIUH OMOTEHHBIX aMUHOB, ITYTH X 00pPa30BaHUS U HHAKTHBAIINH.
5. Ilporecc TpaHCAMUHUPOBAHHUS U CIIOCOOBI JC3aMUHHPOBAHUS aMHUHOKHCIIOT, OMOJIOTHYECKOE 3HAYCHUE
ATHUX TPOIIECCOB.
6. Peakrum mporecca OMOCHHTE3a MOYEBUHBI (OpPHUTHHOBBIA IUKN). [lyTH Mcmonap3oBaHus 06€3a30THCTHIX
OCTAaTKOB aMHUHOKHMCIIOT JUIsl CHHTE3a TJIFOKO36I U KETOHOBBIX TEJ.
8. YpOBHU CTPYKTYpHOW OpraHu3aiiu OeNKOB. 3HAUECHUE NMEPBUYHON CTPYKTYPBI OCIKOB, OMPEICIISIONICH
WX CTPYKTYypHOE U (PyHKIIMOHAIEHOE MHOTO00pasue.
9. [IpuuuHBI U cIeACTBUS ACHATYpaIiu OeIKOB, (aKTOPHI, BBI3BIBAIOIINE JIEHATYPAIHUIO.
10. Peakiuu 1 MeXaHU3M TPaHCIISIUA OCITKOB B OpraHU3Me.

Ymems:
1. Ucnonp30BaTh 3HAHHUA O COCTaBE OEIKOB MUIIH /ISl IOHUMAHHUS OCHOB PAIIMOHAILHOTO MTATAHWSL.
2. O6’I)}ICH$1TI) pOHB AMHUHOKHUCIIOT B O6€CH€‘-I€HI/II/I opraHmMa 3HepI‘OHOCI/ITCHHMI/I B YCJ'IOBI/ISIX TOJIOJaHUS.
3. O6’I)}ICH$1TI) HpI/I‘II/IHI:»I TOKCHUYHOCTH aMMHAKa U MECXaHHU3MBEI €TI0 O6€3Bpe)KI/IBaHI/I$I B OpFaHI/ISMe.
4. MUcmomp3oBaTh 3HaHHS 00 O0OMEHE HEKOTOPHIX AaMHHOKHCIOT (CepHHA, TIUWIMHA, METHOHHHA,
(deHuNnanaHuHa, THPO3WHA W THCTHIWHA) U1 TMOHMMAaHHA WX cHenuuiecKux (QyHKIWHA B OpraHu3Me
3JI0POBOTO YEIIOBEKA.
5. Hcnonp3oBaTh 3HaHHWS O CTPOCHWH M KOH(MOPMAIMOHHOW NAaOMIBFHOCTH OEIKOB IS TIOHUMAHHS WX
CTPYKTYPHO-(YHKIIMOHAIEHON HEYCTONYNBOCTH 1 CKJIOHHOCTH K JICHATYPAIH B U3MEHSIONUXCS yCIOBHSX.

OcHognble mepmunsl U HOHAMUA:
Knaccudukanys aMMHOKHCIOT.
YPOBHU CTPYKTYPHO!H OpraHu3aiiiu OSIKOB.
[Tytu karabonu3ma 1 aHabOIM3Ma AMHUHOKHUCIIOT.
Karabonu3m 6enxoB u hepMEeHTHI — IPOTEaskl.
[Iponecc TpaHCISIUNMU: MHULMALMSL, SJIOHTALUs], TEPMUHALUSL.

agrLODDE

Cokpawenus:
HTK — nukn TpukapOOHOBEIX KACIOT
UAA, UAG, UGA — TepMHUHHUPYIOIINE TPUILIETHI
Mer-tPHK™" —tpancniopraas PHK, HecyIas akTHBHPOBAHHBII METHOHHH.

76



4.1. CTpyKTYypHasi opraHu3anus 0ejJKoB

benxku — amo nonumepnvie MoneKynvl, MOHOMEPAMU AGAAIOMCA A-AMUHOKUCTIOMBL.

HabGop u mopsimok coeauHeHHWs aMHHOKHCIOT B Oenkax ompenensercs cTpoeHueMm reHoB B JIHK
nHABHIAyMax. Kaxaerii OETOK B COOTBETCTBHH C €ro Crenu(udecKod CTPYKTYpPOH BBIITOJIHSET
CBOMCTBeHHYIO eMy (yHKI0. Habop OenkoB AaHHOTO OpraHm3Ma OMpeAenseT ero (EeHOTHITHYECKHe
0Cc00EHHOCTH, a TaKKe HaJIM4YKe HACIIeICTBEHHBIX 0OJEe3HEH HITH MPEapacIIONOKEHHOCTh K UX Pa3BUTHIO.

AMMHOKUCIIOTHI Pa3In4atoTCsl 10 CTPOEHHIO, pasMepaM, (HPU3UKO-XUMHUYECKUM CBOMCTBAaM PaHUKaJoOB,
IIPUCOEIUHEHHBIX K a-yriiepoaHoMy atoMy. Kimaccudukanus aMuHOKHUCIIOT:

1. Ilo pacmeopumocmu 6 600e, CBA3aHO CO CIIOCOOHOCTBIO PaTUKAIOB B3aUMOJICHCTBOBATH C BOJOH
(ruppatupoBatbes):

- 2u0p0¢uﬂbﬂblM OTHOCATCA paJduKajibl, COACpXAIMUE AaHWOHHBIC, KAaTHUOHHBIC W IIOJIAPHBIC
HE3aps’KCHHBIC Q)yHKHHOHaJILHI)IC T'pynmnbl.

HeﬁT’paﬂbHLIe l"I/I)IpO(bI/IJ'H)HI)Ie AMHWHOKHUCJIOTBI

COOH COOH
|
HN'—C —H HeN*—{C —H
| o
H—rT —0OH CH,
B
CH;, SH
Threonine (Thr, T) Cystemne (Cys, C)
Tpeonun Hucrenn
COOH COOH
|
HN*—C—H HN—C—H
| ! |
» v 0 %
OH
Glycine (Gly, G) Serine (Ser, §)
I'mnye Cepun
clzn-:m [[I(MH
HN*—C—H HN—C —H
CH, Cl.HE
I
&
FN
0 NH,
OH
Tyrosine (Tyr, Y} Asparagine (Asn, N)
Tupos3un Acnaparud
(|.'{)()H
H Nt—C —H
|
'3|Hz
'3|Hz
G
PN
0 NH,

Glutamine (Gln, Q)

I'mytamun

- 2uOpohoOHBIM OTHOCSTCS PaJUKAJIbI, COJCPIKAIINE METUIbHBIE TPYIIILI, AJIM(ATUUCCKHUE LS UK
IUKITBL.
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Heiitpansable rupodoOHbIe aAMUHOKHCIIOTHI

(l.'()(}H

HN'—C —H

" i

]
Methionine (Met, M)

COOH
HN—C—H

CH;
|
O
H
NfC
H

Tryptophan (Trp, W)

MetHnoHuH Tpunrodan
COOH COOH
HN*—C —H Hj_\‘f—(|: —H
CH, Hsc—é —H
CH,
i,

Phenylalanine (Phe, F)

Isoleucine (e, I)

¥
&
2

denunananud H3oneiinun
COOH COOH
HN—C—H HiN—C—H
'THz HG ~ CH,
e
p i Ci,
s
H,C CH,
Leucine {Leu, L} Proline (Pro, P}
Jletinuu [Iponun
COOH COOH
| |
HN—C—H HN—C —H
S L O '
CH, CH
OO
CH, CH,
Alanine (Ala, A) Valine {Val, V)
Aanun Banun

2. Ilo padukanam amunokuciom:

- KAmMUuoOHHblE cpynnbl

—NH;3", =NH", NH,-C=NH,"
- nonsapHule nesapsidxcennvie epynnvt —OH, —CONH,, -SH

- Henoaspruvle epynnvl —CHg, anudarnveckue nenu, apoMaTHUECKUE [IUKIIBI

Ilponun, B oTiivuue oT Apyrux 19 MOHOMEpPOB, HE aMUHOKHCIOTA, a UMHHOKHUCIIOTA, paguKal B
MPOJIMHE, CBA3aH KaK C O-YIJIEPOJHBIM aTOMOM, TaK ¥ C UMHUHOTPYIIIOM:

(0
HN — CH — COOH
TReuge

T,

Iposa
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IMpu oOpazoBaHuu menTHAa KapOOKCHIIBHAs TPYIa OJHOW aMHHOKHCIOTHI B3aUMOJCUCTBYET C
AMHUHOTPYIIOH IPYroll aMHHOKHUCIIOTEI C 00pa30BaHUEM HEHMUOHOU CEAA31U:

HN, (I':n COOH 1 HN, (ltn COOI1 I, (l‘.ll CO - HN (|TII COOI
R R, 1,0 R, R,

Benku npencTaBiisitoT coOO0 MOJIUMIENTHIBL, T.€. TUHEUHBIC MTOJIMMEPBI 0.-aMUHOKHCIIOT, COSMHEHHBIX
MENTUAHOM cBsA3bI0 (puc. 60).

[Herrruag rpyiia IHetrrmiaapiit ocToB
Pasukaint (0OKOBBIC) TTETTH
R,| HiR, H R, H }
H,N-CHiC;NiCH-C-N-CHC-... NC CH-C OH }
o] ) 8] (“)
N- kKoHert A\;mmKuc:m'rl[I,m C-xorren

OCTATOK
Ilerrrumrast CBA3L
Puc. 60. Ilentuanast cBsA3b

MoHOMepbl aMUHOKHUCIIOT, BXOISIIMX B COCTAB IOJMICTITHIOB, HAa3bIBAIOTCS AMUHOKUCIOMHBIMU
ocmamkamu.

Hers mostopsitonuxcst rpynn —NH-CH-CO- obGpasyer nenmuouslii ocmoe. AMUHOKWCIOTHBIN
OCTaTOK, MMEIONINI CBOOOJHYIO 0-aMHHOTPYIITY, Ha3biBaeTcsi N-KoHyesvim, a MMEIOMMA CBOOOIHYIO O-
KapOOKcHIbHYIO rpyniy — C-konyeevim. [lentuapl 3amuceBatoT 1 4nTatoT ¢ N-koHna Kk C-KOHILy.

[entuanas cBsi3b, 00pazyeMasi IMUHOTPYIITION MPOJIMHA, OTIMYAETCSI OT APYTUX MENTUAHBIX CBS3CH:
y aTtoma a3oTa IENTHAHOW TPYIIBl OTCYTCTBYET BOJOPOJ, BMECTO HEr0 MMEETCS CBS3b C PAaIUKaJIoM, B
pe3yJsbTaTe 0JlHa CTOPOHA IUKJIA BKIIFOUAETCSI B IENTUAHBINA OCTOB:

(l‘,l 1
H M -—CH — 00— Ty g‘,ll COOH
II,JI H.

= 7z
}‘.l I,
" A% = ol
Alla I[Ipo
A,'Iauu.'mpo.mu

[lenTuapl pa3nMyarOTCsl aMUHOKHMCIOTHBIM COCTaBOM, KOJMYECTBOM aMHMHOKHCIOT W IOPSAKOM
COEIMHEHHS aMUHOKHCIIOT, Harpumep, Cep-Auna-I'my-I'uc u ['nc-I'my-Ana-Cep — 370 /1Ba pa3HbIX MENTHA.

Ilepeuunas cmpykmypa oenkoe. Jluneiinaa nocieoogamenbHOCmb UIU HOPAOOK UePeOO0BAHUA
AMUHOKUC/IOMHBIX OCIAMKO8 6 ROTUNENMUOHOU Yenu HA3bl8AeMCs NEPBUYHOI CIPYKMYPOIL fenKa.

AMHWHOKHUCIIOTHBIE OCTAaTKH B MENTHIHBIX IEMAX pa3HbIX OEIKOB UepeAyloTCs He CIy4alHbIM
00pa3oM, a pacrojoKeHbl B OMpelleIeHHOM mopsiyike. [lepBUYHAas CTPYKTypa Ka)IIOTO WHIWBHYATBHOTO
Oenka 3akogupoBaHa B Moiekyiae [IHK (B ywacTke, Ha3plBaeMOM TI'€HOM) M peajM3yeTcs B XOAe
TpaHckpumniuu (nepenuceiBanus nHPopmanun Ha MPHK) u TpaHcnsuum (cMHTE3 MEepBHYHON CTPYKTYpPHI
Oenka). CnenoBaTenbHO, TMEPBUYHAS CTPYKTypa OJIKOB HMHAMBUIYalbHOTO YEJIOBEKA — HACIECICTBEHHO
nepeaaBaeMasi OT POAUTENEH AeTsIM HHPOPMALHs, ONpeneoniasi OCOOEHHOCTH CTPOEHUS OEIKOB TaHHOTO
OpTaHu3Ma, OT KOTOPBIX 3aBUCHUT (DYHKLUSI UMEIOIINXCSl OEIKOB.

JHK (ren)
1 peam3anug reseTHYecKoil HAGOpMATIHNA
[lepeiynasa ¢cTpyKTYpa DeKa
L doaanur
Kondopmauua denka (npocTpaHCTBEHHASA CTPYKTYpA)
Kaxxpriii n3 npumepro 100.000 nHAMBHAYaIEHBIX OSIIKOB B OpraHU3Me YelIOBEKa UMEET YHUKATbHYIO
NEPBUYHYIO CTPYKTYpPY. B MOJICKYJIaX OJHOI'0 THIIa Oenka (HaHpI/IMep, aJ'II)GYMI/IHa) OAUHAKOBOE

4yepeI0BaHNe aMUHOKUCIIOTHBIX OCTATKOB, YTO OTJIMYACT albOYMHUH OT JIFOOOTO IPYroro WHAWBUAYAILHOTO
Oeka.
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[TocrenoBaTeTbHOCTh AMUHOKHCIOTHBIX OCTATKOB B TENTHAHOW LEHM MOXHO paccMaTpuBaTh Kak
dopmy 3ammcn umHbOpMarmu. OTa MHGOPMAIMS ONpENeseT MPOCTPAHCTBEHHYIO YKIAAKY JHHEHHON
NENTUAHON 1enu B Oojiee KOMMAKTHYIO TPEXMEpPHYIO CTPYKTYpY, Ha3bIBaeMYyIO KoHghopmayueit Oeika.
[ponecc popmupoBanus GyHKIHOHAIEHO aKTUBHOM KOH(QOpMau 6eJKa HOCUT Ha3BaHUE ¢ho10uHe.

Kongpopmayus denxos. CBoO01HOE BpanieHHe B MENTHIHOM OCTOBE BO3MOXKHO MEXTy aTOMOM a30Ta
HEeNTHIHON TPYNIIBI M COCEAHUM O-YTJIEPOAHBIM aTOMOM, a TaKKe MEXKAY O-YIJIepOAHBIM aTOMOM H
yIIIepOAOM KapOOHWIBHON Tpynmbl. BenencTBue dero, mepBUYHas CTPYKTYpa OEMKOB MOXKET HMPUOOpETaTh
Oosee CIIOKHBIE IPOCTPAHCTBEHHBIE CTPYKTYPHI: BTOPHYHYIO U TPETHYHYIO CTPYKTYPBI.

Bmopuunaa cmpykmypa — TPOCTPaHCTBEHHAs CTPYKTypa, (QOpMHpYIOIasics B pe3ysbTaTe
00pa3oBaHMsl BOAOPOIHBIX CB3ed Mexnay ¢(yHknuoHanmbHbIMEH rpymmnamu —C=0 um —NH— nenrtuagnoro
ocroBa. [Ipu 3TOM menTUAHAS LENb MOKET IPUOOPETATh PETYIAPHBIE CTPYKTYPHI ABYX THIIOB: d-CHUPAIU U

p-cmpykmypot (puc. 60).

N-komen

[i-M3rud

C-korerr

Ilerrrinrit
ocTOR

1

2

Puc. 60. BropuuHas cTpykrypa Oenka:
1 - a-cnupanw, 2 — napasienbHble U aHTUITAPAIUISIbHBIE f-CKaa0uamole CTPYKTYPHI:
A — anTHnapamiensHas B-cTpykTypa, b — mapamiensHbie B-CKiaayaThie CTPyKTYPhI

B a-cnupanu BonopoaHbie CBsI3H 00pa3ylOTCS MEXKAY aTOMOM KHCIOpPOAa KapOOHWIBHON TPYIIBI U
BOJIOPOJIOM aMHIHOTO a30Ta 4- OT HEro aMHHOKHCIIOTBHL, OOKOBBIE M€ AMHUHOKHCIOTHBIX OCTaTKOB
pacronararoTcst o nepudepun Crupaly, He y4acTBysl B 00pa3oBaHIH BTOPHYHOM CTPYKTYpHI (puc. 60, 1).

OOBeMHBIE paluKaIbl UM PaJIMKaNbl, HECYIINE OJJMHAKOBBIC 3apsibl, IPEMSATCTBYIOT (POPMUPOBAHUIO
a-crimpanu. OCTaTOK NMPOJIMHA, UMEIOLIHI KOJIBIIEBYIO CTPYKTYPY, TPEPHIBACT O-CITUPah U3-32 OTCYTCTBUS
BOJIOpOJIA Y aTOMa, T03TOMY MENTHIHBIH OCTOB B 3TOM MECTE IPUOOPETAET U3THO.

f-cmpykmypa  dopMmupyeTrcs MeXIy JIMHEHHBIMH 00JacTsMH TENTHUAHOTO OCTOBAa  OJIHOMU
NOJMNENTHIHON [enu, o0pa3yst NpH OTOM Rapaniesibhble VI AHMURAPALIENbHble CKIIaT4aThie
cTpyKTyphl. B mepBom ciydae N- n C-KOHIBI B3aUMOJICHCTBYIOIINX MENTUAHBIX LIENel COBIAIAIOT, & BO
BTOPOM — UMEIOT MIPOTUBOIOJIOKHOE HarpasieHue (puc. 60, 2).

B Oenkax Taike BCTPEHAIOTCS 00acmu ¢ HepeZyNAPHON 6MOPUYHOU CTPYKTYpOH, K KOTOPBIM
OTHOCAT M3TUOBI, METIH, MOBOPOTHI MOJUIENTHIHOIO ocToBa. OHM YacTO paclojylaraloTcsl B MecTax, IIe
MEHSIETCSl HallpaBlieHUWE TENTHIHOW IIeNd, HarpuMmep, Npu (OPMUPOBAHUU MAPAJUICIBHOW f-cKiadyamoti
CTPYKTYPBHI.

[lo nanmuuuio a-cnupaneti u f-cmpykmyp TIOOYIApHBIE OEJIKH MOTYT OBITH pa3/eleHbl Ha YEThIpe
KaTeropuu. B nepeyto kamezopuio BxinoueHs! OENKH, B KOTOPBIX UMEIOTCS TOIBKO G-CHupanu, HalpHMep,
MHOTJIOONH ¥ reMoryioonH. Bo émopyto kamezopuio Bxonar 6e1ku, B KOTOPBIX UMEIOTCS M o-chupanu, u f3-
cmpyKkmypbl, HaupuMmep TpuoszodochaTruoMepasza WIKM MOXOKHHA MO0 CTPYKTYype JAOMEH NMUPYBaTKUHA3bL. B
mpempio Kamezopulo BKIIOUEHB! OEIKH, UMEIOIIUE TOJIBKO BTOPUUHYIO f-cmpykmypy. Takue cTpyKTypbl
OoOHapy)KeHbl B MMMYHOINIOOynIMHax, (epMeHTe cymnepokcuiaucMyrase. B uemeepmyio kamezopuio
BKJIIOYEHBI O€JIKM, WMEIOIIME B CBOEM COCTABE HE3HAYUTEIBHOE KOJIUYECTBO PErYISAPHBIX BTOPUYHBIX
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crpyktyp. K Takum OenkaM MOXKHO OTHECTH HeOoJblMe, OOraTble IIMCTCMHOM OCIIKH WM
METaJJIOPOTEHHBI.

Tpemuunan cmpykmypa 6Oeaxa — TN KOH(OpMaIuu, oOpa3yrOIIMICS 332 CYET B3aMMOICHCTBUN
MEXIy paJuKalaMd aMHHOKHCIOT, KOTOpbIE MOTYT HaxXOJIWUThCA HAa 3HAUUTEIHHOM pPACCTOSHUU APYT OT
IpyTa B MENTHIHOW LIEMH, IIPU 3TOM (OPMHUPYIOT MPOCTPAHCTBEHHYIO CTPYKTYPY, HAITOMHHAIOIIYIO TTI00YITy
(TnoOymspHbIe Genkn) (puc. 61).

: cir, en : o

s 2 3 ! G +  H-O+«  T%gg °° '

.. 7 CH,! ' . T
®: ‘1 o | ", |

o ( ll‘ (ll‘ . N 3 . \ ::

:\/ : v S x \||~'

o, H . SO IO SEL SR St R ’

Puc. 61. Tumer cBsizeil, BO3HUKAIOMUX MEXIY paAWKaIaMHd aMHHOKHCIOT TpU (OPMUPOBAHUH
TPETHYHOU CTPYKTYPHI OeIKa:

1 - HWOHHAaA CBA3b BO3HHUKACT MCXKAY IOJIOXKUTCIBHO KW  OTPULATCIBHO 3apsKCHHBIMU
(YHKIMOHANBEHBIMU TPYIIIAMH;
2 — BOIOpOmHAas CBS3b BO3HUKAET MeXIy THIPOGWIBHONH He3apsbkeHHOW u Jro00i  apyroi

THIPOQUILHOHN TPYTIIO;

3 — runpooOHbIe B3aUMOACHCTBHS BO3HUKAIOT MEXIY THAPOPOOHBIMU PaHKaIaMu;

4 — nmucynpdumHas cBsi3b (QOPMHUpYETCS 3a c4eT OkucieHus SH-Tpymm ocTaTkoB IMCTEMHA W WX
B3aMOJICHCTBHSA IPYT C IPYTOM

I'unpodobHbIe pagrKaibl CIOCOOHBI K 00BEAMHEHHIO C TIOMOIIBIO 2UOPOhodHbIX 83aumodelicmeuii 1
MEKMOJIEKYJISIPHBIX BaH-IEP-BaallbCOBBIX CHII, 00pa3yst BHYTpH OEIKOBOW III00YIbI IUIOTHOE THApodoOHOE
saapo. ['unpodunsHple HOHU3UPOBAaHHBIE M HEMOHW3UPOBAHHBIC PaJIUKANIbl B OCHOBHOM DacIojiararoTcs Ha
MOBEPXHOCTH O€JKa W ONPE/ICISIIOT €ro PacTBOPUMOCTh B Bojie. [ mapoduibHbIe aMUHOKHCIIOTHBIE OCTATKH,
OKa3aBIINecs BHYTPU TUAPOGOOHOTO sApa, MOTYT B3aUMOAEHCTBOBATH JIPYT C IPYTOM C TIOMOILBIO UOHHBIX
U 6000pooHbIX ceazell (puc. 61).

HoHHble 1 BOJOPO/HBIC CBS3H, a TaKKe THIPOPOOHbIE B3AUMOACUCTBHS OTHOCSTCS K YHCITY CIa0bIX:
UX SHEPIusi HEHAMHOTO MPEBBIIIAECT SHEPTUIO TEIJIOBOTO JIBIKSHHUST MOJIEKYJI IIPH KOMHATHOM TEMITepaType.

Kongopmarus Oenka moiepKUBaeTcsl 3a C4eT BO3HUKHOBEHMS MHOXKECTBA TAaKMX CIA0BIX CBS3EHl.
Tak xak aTOMBI, U3 KOTOPBIX COCTOUT GGHOK, HaxogdaTCsa B IMOCTOAHHOM JIBMIKCHUH, TO BO3MOKCH pa3pbiB
oHUX cNalbIX CBs3ed W 00pa30BaHWE JPYTHX, YTO MPHUBOAUT K HEOONBIINM IMEPEMEIIEHHSIM OTAEITBHBIX
YYacCTKOB HOJMIIENTHAHON LenHu. DTO CBOHCTBO OENKOB M3MEHSITh KOH(POPMAILMIO B PE3yJIbTaTe pa3phiBa
OJTHUX M 00pa30BaHMs APYTHX cIaObIX CBA3EH HA3BIBACTCS KOHGOPMAYUOHHOU NaOUILHOCHBIO.

OyHKIIMOHATBHO aKTWBHass KoH(opMmarms Oenka Ha3blBACTCS HAMUGHOU  KOHopmayueil.
W3meHeHne BHyTpeHHEH cpelbl (HampuMep, KOHUEHTPALUH T[JIIOKO3bl, HOHOB KalblLUs, TPOTOHOB U T.1.)
MPUBOIUT K U3MEHEHUIO KOH()OpMAIMU 1 HApYLICHUIO GYHKIUH OETKOB.

Tpetnunast CTpyKTypa HEKOTOPHIX O€NKOB CTaOMIM3HPOBAHA  OUCYAbPUOHBIMU  CEA3AMU,
oOpasylomuMucst 3a c4eT B3aumopelcTBus —SH rTpynnm [IByX OCTaTkoB IHCTEHHA. bBOJBIIMHCTBO
BHYTPUKJIETOUHBIX OEJNKOB HE MMEET B TPETUYHOM CTPYKTYpe KOBAJICHTHBIX AUCYIb(PUIAHBIX cBsizel. Mx
HAJIMYME XapaKTepHO JUIs CEKPETUPYEMBIX KIIETKOH OENKOB, 4TO 00ecreunBacT UX OOJBIIYIO CTAOUIILHOCTD
BO BHCKIICTOYHBIX YCJIOBUAX. TaK, Z[I/ICYIII)(I)I/IIIHI)Ie CBjA3M HMMCIOTCA B MOJICKYJIaX HWHCYJIMHA U
HMMYHOTJIOOYJTHHOB.

Hucynun — OeNKOBBII TOPMOH, CHHTE3UPYIOUIMHCS B [-KiemKkax TIOJDKEIyJOYHOW JKene3sl u
CEKpETUPYEMBIIl B KPOBb B OTBET HA IOBBIIIEHUE KOHLICHTPALMU IIFOKO3bl B KPOBU. B cTpyKType MHCYyIIMHA

81



HUMEIOTCS JIBE TUCYIIb(GUIHBIC CBSI3H, COCTUHSAIONINE MONUIEITHIHbIE A- 1 B-1ienu, u oxHa aucyabduaHas
CBs3b BHYTpH A-tien (puc. 62).

Puc. 62. lucynbpuaHbIe CBS3H B CTPYKTYPE HHCYJIMHA

Cynepemopuunas cmpykmypa 6enkoe. B pazHBIX 10 NMEPBUYHOIN CTPYKTYpe M (QYHKIHAM OenKkax
UHOT/Ia BBISBIISIIOTCSL CXOOHblE COYEMAHUA U 63AUMODPACNOJIONCCHUE GMOPUYHBIX CHIPYKIMYP, KOTOPbHIE
HAa3bIBAIOTCS CYHEPEMOPUUHON CIPYKIMYPOI.

OHa 3aHMMaeT NPOMEXKYTOUYHOE TMOJIOKEHHE MEXIy BTOPHYHOH M TPETUYHOH CTPYKTYpaMH,
MOCKOJIBKY 3TO CIEIH(UUECKOe COYETaHHE 3JIEMEHTOB BTOPUYHOM CTPYKTYpHl TIpH (HOPMHUPOBAHUH
TPETUYHON CTPYKTYpHI Oenka. CylnepBTOpUYHBIE CTPYKTYPBI UMEIOT CIIeHU(pHUECKIe Ha3BaHUS: «O-CITUPATTb-
MOBOPOT-Q-CTIIHPAbY,  «JICHIMHOBAas 3aCTeXKa MOJHHS», «IUHKOBBIE TaibleD» © 1p. Takue
CyTIEpBTOPUYHBIE CTPYKTYPHI XapakTepHsl st JIHK-cBs3piBarommx 0enKoB.

«leityunosasa 3acmexncka-moaHUA» STO BUA CYNEPBTOPHUYHOM CTPYKTYpBI, HCIOJIB3yeTCS M
coenHeHus AByX OeskoB. Ha moBepXHOCTH B3aMMOAEHCTBYIOMIUX OEIKOB UMEIOTCS O-CRUpAIbHble YIaCTKH,
cojieprKalie He MEHee YeTHIpeX OCTAaTKOB JeWIuHA. JICHIMHOBBIE OCTAaTKU B O-CHUpAiu PACIIONAraroTCs
yepe3 IIeCTh aMHHOKMUCIOT OAUMH OT apyroro. Tak Kak KakIblii BUTOK o-cnupaiu COAEPKUT 3,6
AMHHOKHCIIOTHBIX OCTaTKa, paJnuKaibl IEHIIMHA HAXOIITCS Ha MOBEPXHOCTH KaXX/I0TO BTOPOTO BUTKA.

JleWMHOBBIE OCTATKU (-CHUpAnu OJHOTO OeNKa MOTYT B3aUMOJEHCTBOBATH C JICHIIMHOBBIMH
ocratkamu Apyroro Oenka (ruapodoOHBIE B3aMMOAEHCTBUS), coemuHss ux BMecTe (puc. 63, 1). MHorue
JHK cBsazpiBatonme Oenkud (YHKIUOHUPYIOT B COCTaBE OJMIOMEPHBIX KOMIUIEKCOB, T/ OTIENIbHBIE
CyOBETMHHUIIBI CBA3BIBAIOTCS JIPYT C APYTOM «JICHIIMHOBBIMH 3aCTEKKAMMI.

[aapodiodsic paHkats E

Jet VoK

)

-CrHpanbibif yaactok— — (=CIHpATRIRIR Y9aCTOK
Apyroro Hetka OIHOTIO BelIKa

é
OCTATKH \ /é 0 \()mu(u

[Tie [ic

\\V

_® N-

1 2
Puc. 63. Buasl cynepBTOPHYHON CTPYKTYpPBI:
1 - «JleiinuHoBas 3acTEXKa-MOJIHUS» MEXIY G-CHUPATbHLIMU YIACTKAMU JBYX OEIIKOB,;
2 - «lIuakoBbIit nanely (OykBaMu 0003HaYCHBI AaMUHOKHCIIOTHI, BXOJISIIIIME B COCTAB 3TOH CTPYKTYPHI)

? | (-Crmpa; s yaacTtok
A IMHKOBOIO [A/IBIA»,
@ esanmaronuiies ¢ JIHK

[IpumepoM Takux OEJIKOB MOI'YT CIYXHTb T'MCTOHBI. I ucmomnst — siiepHbie OCIKH, B COCTAB KOTOPBIX
BXOJIUT OOJIBIIIOE KOJIMYECTBO IMOJIOKUTEIBHO 3apsDKEHHBIX aMHHOKHUCIIOT - apruHuHa u jmsuHa (10 80%).
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Mornekynbl TUCTOHOB OOBEIUHSIOTCS B OJUTOMEpPHBIE KOMIUIEKCHI, COZIEpIKallie BOCEMb MOHOMEPOB C
MTOMOIIBIO «ICUIIMHOBBIX 3aCTEXKEK», HECMOTPS HA 3HAYUTEIBHBIN OHOMMEHHBIH 3aps]] 3TUX MOJIEKYIL.

«unkoewlil naney — BapuaHT CyNIEpBTOPUIHON CTPYKTYpbI, XapakTepHblid 1t JJHK-cBs3pIBarommx
0eJKOB, UMEET BHJI BBITSHYTOT'O ()parMeHTa Ha MOBEPXHOCTH OelIKa U CONEPKHUT OKOJI0 20 aMHUHOKHCIIOTHBIX
ocTtaTkoB (puc. 63, 2). ®opMy «BBITIHYTOTO MANBIAY MOICPKUBACT aTOM [IMHKA, CBA3AHHBIHN C pauKaTaMu
YeTHIPEeX aMHUHOKHUCIOT — JBYX OCTaTKOB IMCTEWHA M JIBYX — THCTHUAWHA. B HEKOTOPBIX CIydasX BMECTO
OCTaTKOB THCTH/IMHA HAXOJATCS OCTAaTKU [IMCTEHHA.

Jenamypayusa 6enxoe. HatuBHas KoHpopMmamms O€IKOB TOAAEPKHBAaETCS 3a cYeT ciaabbix
B3aMIMOJICHCTBUN, M3MEHEHHE COCTaBa M CBOWCTB OKPYJKAIOIMIEH OENOK Cpebl, BO3AEHCTBHE XUMHUYECKHIX
peareHTOB W (U3MYECKMX (AKTOPOB BBI3BIBAIOT H3MEHEHHEe WX KoH(popMmanmu. PaspeiB Oonblioro
KOJINYECTBa CBSA3CH MPUBOAMT K pa3pyIICHUIO HATUBHOM KOH(QOPMAIMH U IeHaTypannun OenKoB.

Jlenamypayusa 6enkoe — 3mo paszpyuienue uUX HAMUBHOU KOHopmayuu noo Oeiicmeuem
OeHamypupylouwjux  a2eHmos,  6bI36AHHOE  PA3PLIGOM  CAAOBIX  C6A3el,  CMAOUTUUPYIOUUX
npocmpancmeennylo cmpykmypy o0enka. JleHaTypauus CONPOBOXKAACTCA pPa3pyIIEHUEM YHUKaJIbHON
TPEXMEPHOH CTPYKTYPhI M aKTUBHOTO IIEHTpa OeJIKa U MOTepeil ero ONOIOrnIeCcKOil aKTHBHOCTH (pHC. 64).

HaTtupHRI GE10K

JICHATYPHPOBAHIILIC
MOJICKVIIRL TOTO Ke Oe/TKa

Puc. 64. CtpykTypa HaTHBHOTO O€JIKa U JICHATYPUPOBAHHBIX MOJIEKYJI

Bce penarypupoBaHHBIE MOJEKYIBI OJHOTO Oelka MpHOOpeTarT CiIydaliHyr KOH(MOpMAIHUIO,
OTJIMYAIOIIYIOCS OT JPYTUX MOJEKYJ TOTO ke Oenka. Pajgukanbl aMHHOKHUCIIOT, (OPMUPYIOIINE aKTHBHBIN
LIEHTP, OKAa3bIBAIOTCS IMPOCTPAHCTBEHHO YAAJIECHHBIMM Jpyr oOT napyra. Ilpum nenatypauuu nepBHYHas
CTPYKTypa OEIIKOB OCTaeTCsl HEM3MEHHOIA.

B OMOXMMHYECKHMX HCCIEIOBAaHUAX TMEpel] OnpeielieHneM B OHOJOrMYeCKOM Marepualie
HU3KOMOJICKYJISIDHBIX ~ COCIMHEHWH OOBIYHO W3  pacTBOpa BHaudale YAAISIOT  O€llKd, 3aTeM
JICHATYPUPOBAHHbBIC OCITKH BBIMAAAIOT B 0CA/IOK H JIETKO YAAISIOTCS QHIbTpoBaHueM (Tabi. 7)

Taomuua 7
PeareHThI 1 yc10BUS, BEI3BIBAIONINE JICHATYPAIIHIO OEIKOB
JeHaTypupyIOlllHe areHThI OcoGeHHOCTH 1eliCTBHS peareHTa

Bricokas remneparypa (coie 60°C) | Paspymienue cnaObix cBsizeil B Oenke

Kucnots! u menoun V3meHeHne MOHM3AaLUN NOHOTEHHBIX TPYII, pa3pblB HOHHBIX U
BOJIOPOJIHBIX CBSI3E

MoueBuHa PaspynieHue BHYTPUMOJIEKYJIIPHBIX BOAOPOJHBIX CBSA3€H B
pe3ysbTaTe 00pa3oBaHusl BOJOPOJHBIX CBsI3€H ¢ MOYEBUHOM

Cruprt, dheHoI, XJOpaMuH Paspymienne ruipooOHbIX, BOZOPOIHBIX CBs3EH

Conu TSHKETbIX METAJIIOB OO6pazoBaHne HEpPACTBOPHUMBIX COJIell OEIKOB C HOHAMH
TSDKEJIBIX METaJJIOB

B MeaguumHe neHaTypHpYIOIIME areHThl YacTO MPUMEHSIOT JUIsl CTEPUIN3AlMH MEIULUHCKOTO
WHCTPYMEHTa M MaTeprala B aBTOKJIaBax (JI€HATYPHUPYIONINI areHT — BBICOKas TeMIlepaTypa) U B Ka4ecTBe
AHTUCENTUKOB (CIUPT, (eHon, xyopamuiH) sl 00pabOTKHM 3arps3HEHHBIX MOBEPXHOCTEH, COJepKaIIUX
MaTOreHHYI0 MUKpOodIIopy.
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4.2. KaTta6oamu3Mm 0eJ1K0B

B muimeBbIX MpoayKTax coiepikaHhue CBOOOIHBIX aMHHOKHCIOT O4YeHb Mano. [lomaBisromee ux
KOJINYECTBO BXOAUT B cOCTaB OeKoB, KoTopsie Tuapoiusytotcs B JKKT nox neiictBueM hepMeHTOB mpoTeas
(menrruarupomnas). CyocTpaTHas cienuUIHOCTE STHX (PEPMEHTOB 3aKITFOYAETCS B TOM, UYTO KaXKIbIH U3 HUX
C HanOONbIIEH CKOPOCTHIO  pACHICTUIET TMENTHAHBIE CBS3M, OOpa3oBaHHBIE OMPEAEIEHHBIMHU
AMHHOKHCIIOTAMH.

[IpoTreaspl, rUAPOIMIYIOMIME TENTHIHBIC CBS3M BHYTPU OEIKOBOW MOJEKYNBI, OTHOCAT K TpyIIe
Inoonenmuoas. OepMeHTH, OTHOCSIINECS K TPYIIe IK30nenmuoas, THAPOIH3YIOT IENTHIHYIO CBS3b,
00pa3oBaHHYI0 KOHIEBbIMU aMuHOKHciIoTamu. [lon neiictBuem Bcex mnporeaz JKKT Oenku nwmm
pacnagaroTcsi Ha OTAeIbHbIE aMHHOKHCIIOTHI, KOTOPBIE 3aTE€M MOCTYMAIOT B KIICTKH TKAHEH.

Ilepesapusanue 6enkoe 6 dcenyoke. KemymodHBII COK — TMPOIYKT HECKOJIBKUX THIIOB KIIETOK.
OOknanouHble (MapHeTaTbHBIE) KICTKH CTEHOK JKelylIKa oOpasyloT COJSIHYIO KUCIIOTY, TJIaBHBIE KIIETKH
CEKPEeTUPYIOT TencuHoreH. JlobaBouHble W Jpyrue  KJICTKM  SIUTEIHS  OJKEIyJKa  BBLICISIOT
MYIHHCOEPKAIIYI0 Ciu3b. [lapueTranbHbie KIETKH CEKPETUPYIOT B IOJIOCTH JKEIyAKa TaKKe TIIHKOMPOTEHH,
KOTOpBIA Ha3pBalOT "BHyTpeHHUM (akTopoM" (dakropom Kacma). DtorT Oenok cBs3bIBaeT ''BHEIIHWH
¢akTop" — BUTaMuH Bj,, mpenoTBpaiaer ero pa3pyuieHue 1 CocoOCTBYET BCACHIBAHUIO.

OcHOBHasl TMIIEBapuUTeNbHAs (YHKIUS JKEeTyJKa 3aKiFoyaeTcss B TOM, YTO B HEM HadWHAeTCA
nepesapuBanue 6enka. CylIeCTBEHHYIO POJib B 9TOM MPOLIECCE MIpaeT consHas KucaoTta. Mcrounukom H
spisiercst H,COs, koTOpas o0pa3yercs B 00KJIaA04YHbIX KieTkax kenynaka u3 CO,, n1udGyHIUpyIOIIEero u3
kpoBH, 1 H,O nox aetictBueM GepMeHTa KapOoaHTH/pa3kl (KapOOHATACTHAPaTashl):

H20 + C02 — H2C03 — HC03_ + H+

Huccormanust H,COz npuBoauT K 00pa3oBaHuio OMkapOOHATa, KOTOPBIA ¢ Y4acTHEM CIEIUAIbHBIX
6eNKoB BhIENseTCs B I1asMy B o6Med Ha C1°, u noHos H', koTopble OCTYHAIOT B IPOCBET KeMyaKa ITyTéM
AKTUBHOTO TPAHCIOPTa, KaTanusupyemoro membpannoii H'/K'-ATd-azoii. IIpuy 5TOM KOHILEHTpalus
MIPOTOHOB B MPOCBETE JKEIMyIKa YBEIUUUBACTCS B 10° pa3. Monsl Cl” mocTymnaroT B IMPOCBET JKENTy/IKa Yepes3
XJIOPUIHBIN KaHaJl.

Konnenrparnus HCI B xenymounom coke Moxker mocturath 0,16 M, 3a cuér yero 3naueHue pH
camkaercs mo 1,0-2,0. Ilox metictBuem HCIl mpowmcxoanut meHaTypamnus OEIKOB IMHUIIH, HE MOIBEPTIIHXCS
TEPMUYECKO 00paboTKe, YTO YBEIMUMBACT JOCTYTHOCTD NENTUAHBIX CBS3EH ISl TPpoTeas.

Ilepesapusanue 6Oenkoe 6 kuuieunuxe. KenynodHoe coaep)XKMMOe B Mpoliecce INepeBapUBaHUS
MOCTyMaeT B ABEHAAUATHIIEPCTHYIO KHIIKY. Hu3koe 3Hadernme pH XuMmyca BBI3BIBAa€T B KHIIICUYHUKE
BBIJIETICHHE OEJKOBOTO TOPMOHA CEKpeTHHA, MOCTYIAIOMIEr0 B KPOBb. DTOT TOPMOH B CBOIO OdYepenb
CTHUMYJIPYET BBIJIENICHUE W3 IMOJUKETYAOYHOW JKele3bl B TOHKHH KHWIIEYHHUK ITaHKPEaTHUECKOIO COKa,
coxepxantero HCOg', uto npuBoaut K Heitrpanmusarmu HCl jkey104HOro coka 1 HHrHOMPOBAHHIO TIETICHHA.
B pesynwsrare pH pesko Bo3pacraer ot 1,5-2,0 mo ~7,0.

IMox neiictBueM (GEpPMEHTOB IOKENYAOYHON JKeJIe3bl W KJICTOK KHIICUHUKA 3aBEpIIaeTCs
nepeBapuBaHre OenkoB. B ToOmkenmymouHON Kene3e CHUHTE3UPYIOTCS TpodepMeHTHl psija MpoTeas:
TPUIICHHOTEH, XUMOTPHUIICHHOTEH, ITPO3JIacTasa, mpokapookcurenTiaassl A u B. B kummeynnke oHU myTéM
YaCTUYHOTO TMPOTEONIH3a TMPEBPAINAIOTCS B aKTUBHBIE ()EPMEHTHI TPUIICHH, XMMOTPHIICHH, 3JacTa3y H
kapOokcurienTuaassl A u B.

Tpuncun TPEUMYIIECTBEHHO THIPOJM3YeT TIENTHIHBIE CBA3HM, O00pa30BaHHBIC KapOOKCHIILHBIMH
rpynIaMy apruHUHA U JIM3MHA.

Xumompuncunsl Haubonee axkTHBHBI B OTHOIICHWM TICITUIHBIX CBs3eH, 0Opa3oBaHHBIX
KapOOKCHIILHBIMU TPYIITIAME apPOMaTHIECKHX aMHHOKHUCIIOT ((eHWIaIaHuH, THPO3UH, TpUNTO(aH).

Kapooxcunenmuoasvst A u B — nuHKCOnepxamue (GpepMeHTHI, OTIEIUIOT C-KOHIIEBBIE OCTATKH
AMHHOKHCIIOT.

[Nocnemuuii 3Tan mepeBapuBaHUs — TUAPOIM3 HEOONBIIMX TENTHIOB, TMPOUCXOAUT IO JCHCTBHEM
(hepMEHTOB aMUHOIIETITHAA3 U JUIENTHIA3, KOTOPhIE CHHTE3UPYIOTCS KIIETKAMH TOHKOTO KHIIEYHHUKA B
aKTHUBHON (Qopme. Amunonenmuoaszpl T10CICIOBATEIFHO OTUICIUIIOT N-KOHLEBBIE aMHUHOKHCIIOTHI
MENTUAHOW TenH. /{unenmuodazpl paclleIUIAIOT OWNENTHIH Ha aMHUHOKHCIOTBI, HO HE JEHCTBYIOT Ha
TPUIIETITUIBI.

B pesynprare mnocnenoBaTeNbHOTO JACWCTBUS BCEX NHINEBAPUTEIBHBIX IMPOTEa3 OONBIIMHCTBO
MUIIEBBIX OEJNKOB pacIIeIUIsIeTcs JI0 CBOOOJHBIX aMHUHOKHCIIOT. AMHHOKHCIIOTBI, 00pa3oBaBIIMecs NpU
nepeBapruBaHiK OENKOB, OBICTPO BCACHIBAIOTCS B KHUINEYHUKE. TPaHCIOPT MX OCYIIECTBIAETCS ABYMS
MyTSAMU: 4e€pe3 BOPOTHYI) CHUCTEMY IIEUEHH, BEAYIIYI0 MPSIMO B IMEYEHb, U MO JUM(PATUYECKUM COCYAaM,
COOOIIAIONIMMCS C KPOBBIO Uepe3 IpyTHON TUM(ATHIECKUHT TPOTOK.
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Pazmuunas CKOpPOCTh NPOHUKHOBCHUA aMUHOKHCJIOT 4YE€PE3 MeM6paHBI KJICTOK YKa3bIBaCT Ha HAJIMYUC
TPAHCIIOPTHBIX CHUCTEM, 06eCHe‘II/IBa}OH_II/IX NEPEHOC aMHUHOKHCIIOT KaK 4€pE€3 BHCIIHIOKO IJIa3MaTHYCCKYIO

MeMOpaHy, Tak U 4yepe3 BHYTPHKIICTOUHbIC MeMOpaHsI (puc. 65).

Toukas
AmmHo- . KMiuxa
Kucnora Na
UiéTouHan kanma
TpaHcnokasa | SNUTeNnsa KMeYHuKa
AmMUHO-
KMcnora

Na' K'-AT®-asa
Na*

K

Tpancnokasa K"

AMNUHO- BoporHan seHa

Kmcnorta

Puc. 65. Mexanu3m BcachlBaHHUS aMHHOKHUCIIOT B KHINICUHHUKE:
AMMHOKMCJIOTA HOCTYIAET B SHTEPOLUT ITyTéM cuMmnopTa ¢ nonoM Na'. Jlanee crnenududeckas TpaHCIOKa3a
MIEPEHOCUT aMUHOKHCIIOTY Yepe3 MeMOpaHy B KpoBb. OOMEH HOHOB HATPUS MEKAY KICTKaAMU
OCYIECTBIIAETCS TyTéM HEePBUYHO-AKTUBHOTO TpaHcHopTa ¢ momornbio Na* K -ATd-a3sl.

4.3. Kata0011u3M aMHHOKHCJIOT

K o0mmM mnyrsM wmerabonu3mMa aMHHOKHCIOT OTHOCATCSI PpEakIMU TPaHCAMHUHHUPOBAHMUS,
Ne3aMUHUPOBAHUS U JeKapOOKCHUIUPOBAHUSI.

1. Tpancamunuposanue amunoxuciom — nepenoc NH- amunozpynnot om amunoKuciomsl Ha d-
KemoKuciomy 6e3 npomexcymounozo 00pazoeanus amMmuaxd.

Peaknmn TpaHcaMHHUPOBaHUS KaTaTH3UPYIOT (EepPMEHTH aMHHOTpaHC(epasbl (I TpaHCAMUHA3BI).
Kodepment amunoTpancdepas — nupuaokcanbpochat (mpon3BogHoe BuTaMruHa Bg). B peaknyun npuHiMaeT
yuacTHe alpJeruiHas rpynma kodepmeHtra. Peakuums jerko oOpartuma. [lpumepbl  peakmmii
TpaHCAaMUHUPOBAHMA:

nlzooH ?OOH
CHa f.{?Hz I CHa
s -— -
CH—NHy + CH, - (=0 ¢t CHa
COOH C=0 gpancpena COOH CH—NH
aNaHKH | clrepaaa OHPYBAT | 2
COOH COOH
g-ReTormyrapaT royTamMaT
COOH COOH
COOH | COOH I
oH M2 —— o 12
— +
| 2 * CH» acmaprar- | “ CHz
CH—NH» I arumo - C=0 I
| C=0 <7TpaHcpepasa | CH—NH,
COOH | COOH |
acnaprar COOH G COOH
a-KeTormyTrapaT augeTaT rayTaMaT
Mexann3m epeHoca AMHUHOT'PYIIIBI C AMHWHOKHCJIIOTBI Ha 0-KETOKHCIIOTY B peakuumn

TpaHCAMHUHUPOBaHUS.
Ponp peaknuii TpaHCAMUHHUPOBAHUS B OpraHU3ME:
- y4acTHE B HEMPSIMOM JI€3aMUHUPOBAHUN AMHHOKHUCIIOT;
- TyTh CUHTE3a 3aMEHUMbIX aMUHOKHCIIOT;
- oOpa3yrolnmecsi B PeaklMu (-KETOKHCIOTHI MOTYT BKJIFOYaThCsS B OOHIMIA IMyTh KaTabomu3ma u
[JIFOKOHEOTeHE3.
2. /Jde3zamunuposanue amMunHOKUCIOmM — OmMuUjenieHue aMUHOZPYNNbL OM AMUHOKUCIAOMbL C
oopazosanuem ammuaxa NH.
B TkaHsx uwenmoBeka mpeo0iagacT OKHCIMTENBHOE Je3aMHHUPOBAHUE, TO €CTh CONPSHKEHHOE C
nepeHocoM  Bopopoaa. OcHOBHasg poidb B OKHCIUTENBHOM  JE€3aMHUHHMPOBAHWU  IPHUHAIJICKHUT
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TITyTaMaTeruiporeHase, KoTopas KaTallu3upyeT npamoe OKUCTUmeNbHoe 0e3dMUHuposanue riryramara. B
+ +
kadecTBe KopepmenTa ucronb3yroTes HAJL™ wimn HAI® (mpousBoansie Butamuna PP). Peakius o6parmma:

EIEOOH Cltf.}DH
ik — [
+ HAAY + H,0 + NHg + HAAH+H*
Gy * M0 - O T
(|:H—NH2 RerMOporesasa ?=D
COOH COOH
raoyraMarT Q—KETGFH?TEPAT

3. Henpsamoe oezamunuposanue XapakTepHO Ui OONBIIMHCTBA aMUHOKHCIOT. OHO Ha3bIBaeTCs
HEMPSIMBIM, IIOTOMY YTO TPOMCXOIUT B 2 3Tara:

1. Ha mepBOM 3Tare aMUHOKHCIIOTA MOABEPracTCs TPAaHCAMUHUPOBAHUIO ¢ 00Pa30BaHUEM TIIyTaMara;

2. Ha BTOPOM 3Tale MPOUCXOJUT OKHCIUTEIHHOE AC3aMIUHUPOBAHUE TIIyTaMaTa:

NH3
AMMHOAC NOTA a-Kerormyrapar HADH+H*
1 2
a-Kerokncnora Fryramar +
#epMeHTH: 1 - aMMHOTpaHcdepasu
2 - royTaMaTaersgporeHasa.

VYdyacte amuHOTpaHcdepa3 B 3TOM IMpolecce IO3BOJSIET COOpaTh aMUHOTPYIIBI Pa3TUYHBIX
AMHMHOKHCJIOT B COCTaBE€ OJHONW aMMHOKHCJIOTBHI — INIyTamara, KOTOPBIA 3aTeM IOJBEPraeTcsi OKUCICHHUIO C
0o0pa3oBaHHEM aMMHaKa U 0-KeTorayTapaTa.

3. Jlexapbokcunuposanue aMUHOKUCIOM — OmMU{enieHue KapOOKCUNbHOU 2PYRnbl  OM
amunokucaomsl ¢ oopazoganuem CO,. llpogykramy peakuuil IeKapOOKCWINPOBAaHHUA aMHUHOKHCIOT
SBISIIOTCS.  OUO2€HHble AMUHBI, YYACTBYIOIIME B PETYSIUIMM OOMEHA BEIIECTB M  (DU3HOJOTMYECKHX
MIPOLIECCOB B OPraHU3ME:

I'mctuaua — I'ucramus;

I'myramat — y-amuaOMacsHas kucinota (ITAMK);

Tuposzun — JodamuH;

Tpunrtopan — Tpunramun; Tpunrodan — CepoTOHHH;

Hucrenn — Tuostunamun; Huctenn — Taypus.

Peakiuu nexapOOKCHIIMPOBAHUS AMHUHOKHUCIIOT M MX MPOU3BOJIHBIX KaTAIH3UPYIOT 0eKApOOKCUIA3bL
amuHokucior. KodepMmeHT —nupudokcanvghocghpam (nponsBonHoe ButamuHa Bg). Peakuuu sBnstorcs
HEOOpaTHMBIMH.

HekoTopsle aMHHOKHCIOTHI HEMOCPEACTBEHHO IIO/BEPTalOTCs JeKapOOKCHIupoBaHuio. Harmpumep,
peakius I1eKapOOKCUIMPOBAHNS TUCTUINHA:

,H_"l. ‘CHE—CI:H—CQC'H X .-!:I I"n:' GHE—CHE—NHE
¢ Y NH rHcTHmI- [
N S < nexapbfoxcunasa ! + €Oz
N N
I'II |
MPHCTHAKE FHCTAMHH

T'ucmamun o61agaeT MOIIHBIM COCYJOPACIIMPSIIONIMM JeHCTBUEM, OCOOEHHO KamMUIIPOB B ouare
BOCHAJICHUS; CTUMYJIUPYET KEITYIOUYHYIO CEKPELHIO KaK MENCUHA, TaK U COJITHON KUCIIOTBI, U UCTIONb3yETCs
JUIs1 KICCIIEOBAaHUsI CEKPETOPHOU (DYHKIIMU JKETyIKa.

Peakumsa nexapOoKCHINPOBaHUS TITyTaMara:
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C!:O OH COOCH
CH» CH2

| _— + €O
CH» TayTaMaT- CHa

| Aexapboxcmmasa |
CH—NH, CHa—NH,
COOH Y-aMMHOMaCNSHAaS

- am kHcanoTa (CAMK)

TI'AMK — TopMO3HBII MEIHaTOP B IEHTPATHHOW HEPBHOM CHCTEME.
Psan amMmHOKMCIOT TOmBepraeTcsl IeKapOOKCHIMPOBAHHUIO IIOCIE MPEABAPUTENIFHOTO OKHCIICHUS.
Hanpumep, MpoayKT TUIPOKCUIMPOBAHMS TPUNTO(PaHA MPEBPAIIACTCSA B CCPOTOHHH;

HO - WCHQ—CH—CDCH HO CHz_CHz
|/ Y : |
S NH2 gexapboxcinasa NH5
N apoMATIIE CKIX : |
H

+ COs
H AMMHOKHCITOT
S5-oxcHTpHOTODaH CEpOTOHHHE

(oBpasyeTca M3
TpunTodaxa)

Cepomonun o0pasyercs TTaBHBIM 00pa3oM B KJIETKaxX HEHTPaJbHOH HEPBHOW CHUCTEMBI, 00JajaeT
COCYZOCY>KUBAIOLIUM JCWCTBUEM. YUaCTBYET B PETyJSALUN apTepHAIbHOTO JaBJICHUs, TeMIlepaTypbl Tena,
JBIXaHUS, TOYCUHON (PUIBTPALIHY.

[IpoayKT rUIPOKCUIUPOBAHHUS THPO3UHA IEPEXOAUT B JO(DaMHUH:

4

HO CHy —Cr—CO0H i KECHz—CHz—HHz
mexapboxcinana +
HO™ - NH2 apmﬂemecm HO™ ™ €02
3,4-auoxcHdennnananuu AMIHOKMCIIOT Rodamuy
(Do#A, oBpasyeTca M3
THPOIHHEA )

Jogamun ciyxut NpeAmIecCTBEHHHKOM KaT€XOJIaMUHOB; SIBISCTCS MEIHAaTOPOM HHIHOUPYIOIIETO

THIIA B IEHTPAJILHOW HEPBHOM CUCTEME.
Tuorpymnna nucTeMHa OKUCIAETCS A0 CyIb(GOrpyIIbl, MIPOAYKTh ITOH peakuuu JeKapOOKCHINPYETCs
¢ 00pa3oBaHUEM TaypUHA:

HS- CHy~CH-COOH [o] HOgS- CHy-CH-COOH HO3S- CHg-CHa-NH5
W, o NH,  -co; raypis
IHCTEHH UHCTaHHOBAR
KHCnoTa

Taypun o0pasyercsi TIaBHBIM 00pa3oM B IIEUCHH; YYaCTBYET B CHHTE3€ IMApPHBIX JKEIYHBIX KUCIOT
(TaypoxoJIeBOi KUCIIOTHI).

4.4. KaTa00au3M aMMHuaKa
Kara®omm3M aMHHOKHUCIIOT B TKAHAX MPOUCXOIUT MOCTOSHHO €O CKOpocThio ~ 100 r/cyT. [Ipu sTom B
pe3yJibTaTe JIe3aMUHUPOBAHMSI aMUHOKHUCIIOT OCBOOOXKIAeTCs OOJBIIIOE KOJIMYSCTBO aMMHaKa.

CHy-OH HO0  cH, CHs H0 CHy
c::H-NH,——-Z——o c'IE-Nn,——o 9=NH—5~——» C=0 + Ny
COOH °°°m""“°m”'“"“ COOH COOH COOH
L-CepuH MNupysar
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CHs ?“3 ?Ha CH

|
CH,~OH Hz0 CH CH, HO cH,

Il I |
CH ~ NH, —— G-NH,— C=MH ., C=0 + N,
COOH TpeoHunpernapa- COOH COOH COOH
L-Tpeowun Tasane a-KetoByTupar

N—CH,-CH-COOH N—-CH=CH-COOH
ey Tworwassa |
N - N
NH;
rucTuamH YpokawuHoBan kucnora

3HAYUTENEHO MEHBIIINE KOJIUYECTBA €ro 00pa3yroTcs MpH Je3aMUHUPOBAHUM OMOTCHHBIX aMHHOB U
HYKJICOTH]IOB.

Yacms ammuaxa oopazyemca 6 Kuuie4HUKe B pe3ynbTaTe JIeHcTBUS OaKTepuil Ha MHUIIEBBIE OETIKU
(eHuenue 6enko6 B KMIICYHUKE) U MTOCTYIAET B KPOBb BOPOTHOM BEHBI. B medueHn 3aepikuBaeTcsi O0JIbIIOe
KOJIMYECTBO aMMHUaKa, 4TO TOJAJICPKUBACT HHU3KOE COJICp)KaHUEe ero B KpoBU. KoHIeHTpalus amMMHaka B
KpoBH B HOpMe penko npesbimaet 0,4-0,7 mr/n (uau 25-40 MxMoib/i). B KpoBH M IIUTO30JI€ KIIETOK HpHU
¢usnonornueckux 3HadeHusx pH ammuak nepexomguT B uHoH ammoHus - NH,', kommuectBo
HenoHm3upoBanHOTO NH3 HEeBenmuko (~ 1%).

Ammuaxk — moxcuuHnoe coedunenue. J{axxe HeOONBIIOE MOBBIIIICHHE €T0 KOHIIEHTPAIIUN OKA3hIBAET
HEOJIaronpuaATHOE JCHCTBHE Ha opraHusM, u npexae Bcero Ha [[HC. Tak, moBbIlICHHE KOHIICHTPALIUU
amMuaka B mosre j0 0,6 MMob BBI3BIBACT cygoporu. K cumnTomaMm rumnepaMMOHHEMHH OTHOCSIT TPEMOD,
HEWICHOPA3JECNbHYIO PEUb, TOIIHOTY, PBOTY, FOJIOBOKPYKEHUE, CYTOPOKHBIC IPUIIAJIKHU, TOTEPIO CO3HAHUSL.
B Tspx€npIX ciiyyasix pa3BUBAETCSl KOMA C JIETATbHBIM HCXOJOM.

Ilymu  ceasviganua (oobe3spexicusanue) ammuaxa. Brpicokas WHTEHCHBHOCTb IIPOLIECCOB
J€3aMHUHUPOBAHUS AMUHOKHUCIIOT B TKAHSIX U OYEHb HU3KUH YPOBEHb aMMHAKa B KPOBU CBUAETEIBCTBYIOT O
TOM, YTO B KJETKaX AaKTHUBHO TNPOUCXOJIWUT CBS3bIBAHHE aMMHaka ¢ 0Opa30oBaHHEM HETOKCHYHBIX
COCIMHECHUM, KOTOPHIE BBIBOASTCS W3 OpraHU3Ma C MOYOW. OTH PEaKIUd MOXHO CUUTATh PEaKIIUSIMHU
00e3BpexXMBaHKs aMMHUaKa. B pa3HbIX TKaHSIX U OpraHax 0OHAPYKEHO HECKOJIBKO THUIIOB TaKUX PEaKIIUi.

OCHOBHOU peakuueld CBS3BIBAHMS aMMHaKa, MPOTEKAIOUIEH BO BCEX TKAHSIX OPraHU3Ma, SIBISIETCS
CHHTE3 TIIyTaMHUHa MOJ1 JIEUCTBUEM TIyTaMUH-CUHTETA3bI:

(|:OOH (I:O ~NH2
(‘:Hz C‘:Hz
C|:H2 9H2
ch: —NH2 ) H(l3 ~ NH2
COOH ATO ANS+ P COOH
MmyramuscunTeTasa
Mmyrtamar MmyramuH

I'myramMuHCHHTETa3a JOKaNW30BaHa B MHTOXOHJPHSIX KIETOK, JJIs paboTel (epMeHTa HEoOXOAMM
KO(GaKToOp - HOHBI Mg2+. mytamMuH JlerkO TpaHCHOPTUpPYETCs uepe3 KIETOYHble MeMOpaHbl MYyTEM
obneru€énnoit quddysun (s riryraMaTa BO3MOKEH TOJIBKO aKTHBHBIA TPAHCIIOPT) U IMOCTYMAET U3 TKAaHEH B
KpoBb. OCHOBHBIMH TKaHSMH-TIOCTABIIUKAM: 1 TIIyTAMHHA CITY>KaT MBIIIIBI, MO3T U nedeHb. C TOKOM KPOBU
[JIyTaMUH TPAHCIIOPTUPYETCS B KUIIEYHUK U MOYKH.

B knemkax Kuwieunuka mon JeiicTBueM (epMeHTa TIyTaMHHA3bl MPOUCXOIUT TUAPOIUTUYECKOE
0CBOOOKAEHNE aMUIHOTO a30Ta B BUAE aMMHAKa!
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CO-NH; @ COOH
CHa g CHa

(;7Hz K 2 > (::Hz
H(a: — NH2 MmyramuHasa H?— NH2
COOH COOH
FnyramuH nyramar

OOpasoBaBiimiics B peakIUy TIyTaMaT IOJABEPracTcs TPAHCAMUHUPOBAHUIO C IHPYBATOM.
AMUHOrpyINa TIyTaMAHOBOM KHCIOTHI MEPEHOCHUTCS B COCTaB ajlaHWHA. boibline KoinyecTBa ajaHWHA
MOCTYMAIOT U3 KUIIIEYHUKA B KPOBb BOPOTHOH BEHBI M MOTJIOMIAIOTCS MTedeHbpr0. Okono 5% obpa3oBaBiierocs
aMMHaKa yJnausieTcs B cocTaBe (eKasuif, HeOOJbIIas YacTh Yepe3 BOPOTHYIO BEHY IONAJacT B IICUCHB,
octanbHbie ~90% BEIBOASTCS MOYKAMH.

B noukax Taxxe NPOUCXOAUT TUAPOIHU3 IIyTaMUHA MOJA AEHCTBUEM INIyTaMHHA3bl C 00pa3oBaHUEM
aMMHaKa. DTOT MPOLECC SBISIETCS OJHUM M3 MEXaHHU3MOB PETYJIALMU KHUCIOTHO-IIEIOYHOIO PaBHOBECHUS B
OpraHM3Me€ M COXPAHEHWS BaXXHEHIINX KaTHOHOB JUIA TOAAEP)KAaHUA OCMOTHYECKOTO JIaBJICHHS.
I'myramuHa3a modek 3HAYUTENBHO HHIYLUPYETCS MPH aluno3e, oO0pa3yroIuiics aMMHAaK HEUTpaau3yeT
KHCJIBIE TPOAYKTHI 0OMEHa U B BUJIE aMMOHHUIHBIX COJIEH SKCKPETUPYETCSI C MOYOH.

nyramun
H.0
FnyramuHasa >__, ——+  BKCKpeumn
@ (awoauﬁuue conu)
Cnyramar Anmons! (CI, SO%)

DTa peakiys 3allMINAeT OpraHu3M OT M3JHIIHeH moTepu MoHOoB Na' m K', KOTopble Takike MOIyT
HCIIOJIB30BaThCA IJId BBIBEACHHA aHMOHOB U YTPAaunMBaTbCH. B moukax o6pa3yeTc;1 1 BBIBOJUTCA OKOJIO 0,5 r
COJIE aMMOHHUS B CYTKH.

Bricokuii ypoBeHb IIyTaMHHa B KPOBH W JIETKOCTh €r0 MOCTYIUICHUS B KIETKA OOYCIOBIUBAIOT
WCIIOJIb30BaHMUE INIyTAMHHA BO MHOTHX aHA0OJIMYECKUX MpoLeccax.

I'nymamun — ocHo6HOll 00OHOp azoma 6 opzaHusme. AMUIHBIA a30T TTIyTaMHHA HCIIOIB3YETCS IS
CUHTE3a IyPUHOBBIX M MAPHUMHIUHOBBIX HYKJICOTHIIOB, acllaparuHa, aMHHOCAXapOB U JIPYTHX COSAMHEHUN
(puc. 66).

Benku
?: MypuHb
Fnyrammn ~___— TMvpywmuamne!
——— AcnaparvH

R AmuHocaxapa
\ r
TIOKO3a

Puc. 66. Ilytn ncnons3oBanusl NIyTaMHHA B OPraHU3ME.

Emg onHolt peaknuelr 00e3BpeKUBAHNSI aMMHaKa B TKAHSIX MOKHO CUUTATh CUHHME3 ACRAPAZUHA TIO]T
JIEHCTBUEM aclaparuHCUHTETA3bI:
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(':OOH C'20 — NH,
CH. (wnm w) CH,

(l:H — NH, > (|:H — NH,
Cl:OOH AT® AMD+PP ('JOOH
Acnaprar AcnaparvH

Haunbonee 3HauMTENbHBIC KOJNMYECTBA aMMHaKa OOC3BPEKHBAIOTCS B TICUCHH NYTEM CuHMe3d
Moueeunwvl. Moueeuna - 0CHOGHOU KOHEUHbLI NPOOYKM A30MUCHMOZ0 00MeHA, B COCTaBe KOTOPOTO W3
opranu3Ma BbiensieTcs 10 90% Bcero BBIBOAUMOTrO a30Ta. DKCKpELHs MOYSBUHBI B HOPME COCTaBIsIeT ~25
r/cyT. [Ipn MOBBIIICHUHN KOJIMYECTBA MOTPEOJIIEMBIX C MUMIEH OENKOB 3KCKPEIHsS MOYCBHHBI YBEITHYHBACTCSL.

CuHTEe3 MOYEBHHBI MPEACTABISIET COOOH MUKIMYECKHUI MPOLIECC, COCTOSIINI U3 HECKOJIBKUX CTaJui,
KJIFOUCBBIM COCTMHEHHEM KOTOPOT0, 3aMBIKAIOIIUM MK, SBISETCS OpHUTHH. [loaTOMy mporecc cuHTe3a
MOYEBHHBI ITOJTyYWIT Ha3BaHUe " opuumunossil yuxn' v "yukn Kpeoca-I'enseneitma' (puc. 67).

1.Peakyuu cunmesza mouesunsl. B epBoil peakiiuy aMMHAaK CBSI3bIBACTCS C JHOKCHJIOM YTIIEpOJa C
obOpa3oBanueM kapOamowindocdara, mpu 3ToM 3aTpaynBaroTcs 2 Mosiekysibl AT®. Peakius nmpoucxoaur B
MUTOXOHJPHAX TENATOIUTOB O] IeicTBHEM (pepMeHTa kKapbamomnhocohaTCHHTETa3bI:

2ATG  2AN0+Pi M2
Kap6amoundocga : | (l:= e
TCUHTETa3a
M2 OPO3H;

Kap6amoundochar

Kapbamounndocdar 3arem BKiIOUaeTcss B OPHUTHHOBBIA LUKI M MCIONB3YeTCsl JAJS CHHTE3a
MoueBuHBL. Jlamee mom  gmelicTBUEM — OpHUTHHKapOamownTpaHcdepassl  kapOaMowbHas — TpyIina
kapOamomndocdaTa epeHOCUTC Ha 0-aMHHOKHCIIOTY OPHHUTHH, U 00pa3yeTrcst ApyTras O-aMHHOKHCIOTa —
LUTPYJUINH:

NHs + CO; + HO

NH2
NH; NH2 H}PO‘ C=0
| . 1 2 i
CI:— 0 * ((i:th OpHATHH- d ':'H
OPO3H; CH —NHz kapGamounrpancepasa (CH2)s
COOH éH ~NH;
I
KapBamoundochar OpHUTHH COOH
Uutpynnus

B crnenyromell peakunu apruHHHOCYKIMHATCHUHTETa3a CBS3bIBAET LUTPY/UIMH C acmapratoM M
00pa3yeT apruHMHOCYKIHMHAT (APTMHUHOSHTAPHYIO KUCIOTY). DTOT (DEepMEHT Hy>KIAaeTcsl B MOHAX Mg2+. B
peakiuu 3aTpaunBaercs 1 Mmonb AT®, HO UCTIONB3yETCS SHEPTUS ABYX MAKPOIPTUUECKUX CBA3ZCH.

Acnapmam — uCMOYHUK 6MOPO20 AMOMA A30MA MOUEGUHDL.

e COOH 1o AM®+H.P0; O oo
(‘:=0 NH2 — (;:H L » = Cl:——NH - <'3H
R =~ -l I
(C'3H2)3 COOH (Cle)a COOH
(:,H —NHz ?H ~NH2
COOH COOH
UnTpynnuu Acnaprar AprvHNHOCYKUMHAT

Jasiee GpepMeHT aprUHUHOCYKIIMHATINA3a (APTMHUHOCYKIIMHA3a) PacUICIUIAET aprMHUHOCYKIIMHAT Ha
apruHuH U hymapar, mpu 3TOM aMHUHOTPYIIA acrapTara 0Ka3sIBaeTCsS B MOJIEKYJIC apTHHHUHA.
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NH COOH ?lelH ?OOH

('::—NH - CH . C—NH, CH

'I"" CHz  Aprunumocyxumuar- ""H = CH
(CH2)s COOH nuasa (CHz)s COOH
?H ~—NH2 C'JH —NH;2

COOH COOH
ADrMHUHOCYKLMHAT AprvHuH dymapar

I[ane APruHUH NOABEPracTCda ruApojIn3y moa I[eﬁCTBPIeM apryuHa3sbl, [Py 3TOM o6pa3y10TC$1 OPHUTHH U
MOYCBHHA. KO(I)aKTOpaMI/I ApruHa3bl ABJIAIOTCA MOHBL C3,2+ niIn Ml’l2+. Bricokue KOHLOCHTpaluu OPHUTHHA U
JIN3UHA, ABJIAIOIUXCA CTPYKTYPHBIMH aHAJIOTaMU apruiruHa, NoAaBJIAI0T aKTUBHOCTH 3TOI'O (I)epMeHTa:

NH;
|
C=NH  H0 NH: NH;
1
o \ , (GHs  + c=0
(CHz) P CH—NHz  NH;
CH —NHz COOH
COOH
ADruHmMH OpHATHH Mouesuna

OO6pasyromuiicss OpHUTUH B3aMMOJCHCTBYET C HOBOW MoJeKynod kapOamowmndocdara, u LUK
3aMBIKAETCS.

[lepBble nBE peakiuy TpoIecca MPOUCXOIAT B MUTOXOHAPHSX TEMATOIMTOB. 3aTeM LHUTPYJUINH,
SBJISIONIMACS TIPOAYKTOM JTHX PpEAKLIUH, TPAaHCIOPTUPYETCS B LUTO30Jb, IN€ W OCYIICCTBISIOTCS
JlaJbHEHIINE NPEBpalCHMUS.

Cymmapnoe ypagnenue cunmesa Mo4e6uHbL:

C02 + NH3 + AcnapTaT +3ATD +2 H20 —
MoueBuna + ®@ymapar + 2 (AI® + H;P0,) + AM® + H,P,O-

OxucnuTeNnbHOE JIe3aMHUHUPOBAaHHE TiyTamMara MPOUCXOAUT B  MHUTOXOHApUsX. DepMeHTHI
OPHHUTHHOBOTO IIMKJIA pACIpeeseHbl MEXIy MUTOXOHAPHAMH M LuTo30iIeM. [loaTomMy HeoOXxomum
TpaHCMeMOpPaHHBIH MePEeHOC IITyTaMaTa, UTPYJUIMHA 1 OPHUTHHA C TIOMOMIBIO CIIEU(pUUECKIX TPAHCIOKA3.

Ha cxeme (puc. 67) moka3aHsl IyTH BKJIIOYEHHS a30Ta JBYX Pa3HBIX aMUHOKHUCIOT (aMHUHOKHCIOTa 1 U
aAMHUHOKHCIIOTA 2) B MOJIEKYJIy MOYEBHHBL: OJJHa aMUHOTPYIINIa — B BUI€ aMMHaKa B MaTPUKCE MUTOXOHIPHUH;
BTOPYIO aMHHOTPYIITY MOCTABIISIET aCHapTaT IIUTO30JIS.
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Movesusa
H0
P OpHuTuy 2AT® + Pi
®ymapar Kapbamoundgocpar

ApPruHUHO- OpHyTHH-
CyXUMHAT- OpHHTHHORLIR

nuasa o m

Pi
ApPruHUHOCYKUMHEAT
Unrpyrnmn
APrvHHNOCYKLIMHAT-
cuHTeTasa
AMD + PPi M
ATS Lprpyno
Acnaprar
]’ TpaHcaMUHUPORaHWE
C oKkcanoaueratom
nyramar
I TpaHcaMuHKpoBaHwe
C a-KaTOrTyTaparom
AMUHOKMCNOTE,

Puc. 67. Opaurunossiii ukn Kpebea-I'enzeneiira.

HcToYHMKOM OKcalioareTaTa, HeOOXOAUMOrO Ui ITOW pPeakluH, MOKHO CUYMTATh IMPEBpAICHHE
(bymapara, obpasyromerocsi B peakiusix OPHHUTHHOBOTO nukiaa. dymapar B pe3yibTaTe IBYX PEaKIuid
[MTPATHOTO [HMKJIA MMPEBPAIACTCs] B OKCANOAIETAT, U3 KOTOPOro IMyTéM TPAaHCAMHUHHUPOBAHHS 00pa3yercs
acmaprart (puc. 68).

KapGamoundocar
OpHuTHH Lisrpynnund
Mouom<\I
=K
APrvHAH ADTMHUHOCYXUMHAT Mupysar
AnasuH
rny
Dymapar ——» Manar Oxcanoauerar

+ +
NAD  NADH+H
Puc. 68. Lluxi perenepariuu acaprara, CONPsHKEHHBIA ¢ OPHUTUHOBBIM ITHKIIOM.
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Takum 00pa3oM, ¢ OpHUTHHOBBIM LIUKJIOM CONPSDKEH YUK pecenepayuu acnapmama u3 gpymapama.
[Tupysar, 0Opa3yroLMics B 3TOM LUKJIE U3 aJlaHUHA, UCHIOJIb3YeTCs IS TIIFOKOHEOreHe3a.

Emé omHuM HCTOYHMKOM acmapraTta AJs OPHUTHHOBOTO IUKJIA SBJIseTcs TpaHCaMHUHHUPOBaHHE
[JIyTaMara ¢ OKCaloareTaToM.

2. Onepzemuueckuii o6ananc npoyecca. B peakuusix OpHUTHHOBOTO IMKJIA PACXOAYIOTCS UETHIPE
MaKpO3prudeckux cBsizu Tpex mosiekya AT® Ha kaxneiii 00opor nukna. OZHAKO HPOLECC MPEBPAIIECHUS
AMHHOKHCIIOT B 0€3a30TUCTBIE OCTATKH U MOYEBHUHY MMEET IMyTH KOMIICHCALIUN SHEPro3aTpar:

e mpu BkmodeHnn (ymapara B LTK nHa cragmm nmermnmpumpoBanms mamata oOpasyercss NADH,
KOTOpBIN o0ecnieunBaeT cuHTe3 3 Monekyn ATO;

® TIpU OKUCIIUTEIHHOM JIe3aMUHUPOBAHUM TIyTamMara B Pa3HBIX opraHax Takke oopasyercs NADH,
COOTBETCTBEHHO — elé 3 monekyiasl ATO.

3ampamul Inepzuu TPOUCXOAAT TAKKE U IPU TPAHCMEMOPAHHOM IIEPEHOCE BEIIECTB, CBSI3AHHOM C
CHHTE30M M DJKCKpeuueidl ModeBHHBL [lepBble JBe peakuWd OPHUTHHOBOTO IMKJIA TPOUCXOIAT B
MUTOXOHJIPUSIX, & TOCIEAYIOIIKE TpU — B LUTO30Je. LluTpymimH, 0Opa3yromuicss B MUTOXOHAPHH, TOJDKEH
OBITH NEPEHECEH B LIUTO30/1b, @ OPHUTHH, O0pa3yrOIUiicad B IIMUTO305€, HEOOXOOUMO TPAaHCIOPTUPOBAThH B
MUTOXOHIpHI0. Kpome Toro, B movkax nepeHoc MOUYEBUHBI U3 KPOBU B MOUY NPOUCXOIUT IIyTEM aKTUBHOTO
TpaHCIOpTa 3a CYET TpajJMeHTa MOHOB HaTpus, cosaapaeMoro K',Na'-ATd-a30if, uTo Toke COMPSIKEHO C
SHEpro3aTpaTamMu.

[lonueiii HaOOp (epMEHTOB OPHUTHMHOBOIO LUKJIA €CTh TOJNBKO B remarouutax. OTAenbHbBIE Ke
(epMeHTbl OPHUTHHOBOTO LWKJIa OOHApYKHBAIOTCS HE TOJHKO B TEUCHHW, HO M B JPYyrux KieTkax. B
SHTEPOLMTAX, HANpUMep, uMmeercs KapOamomndocdaTr-cuaTeTaza | u opHHTHHKapOaMounTpaHcdepasa,
CJIEOBATEIbHO, MOKET CHHTE3UPOBAThCS HUTPYJUIMH. B moukax oOHapy>KeHbl aprMHUHOCYKLIIMHATCHHTETa3a
W apTUHUHOCYKIMHATIHA3a. L{uTpyinnun, o0pa3oBaBIIMiACS B SHTEPOIMTAX, MOXKET MOCTYNaTh B MOYKH U
MpeBpaIarbesi TaM B aprHHUH, KOTOPBIA MEPEHOCUTCS B MEYEHb W TUAPOIU3YETCS aprHHA30i. AKTHUBHOCTb
3THUX PacCesHHbBIX 0 Pa3HbIM OpraHaM ()epMEHTOB 3HAUUTEIILHO HIKE, YEM B IIEUCHHU.

3. Buonozuueckaa ponv opnumunoeozo yuxia Kpeoca-I'enseneiima. OpHUTAHOBBIA IIUKJ B IEYECHU
BBHITOJNTHSET 2 (DyHKIIWU:

e MpeBpallleHle a30Ta aMHHOKHCIOT B MOYEBHHY, KOTOpash SKCKPETUPYETCS W IpedoTBpaliaeT
HAaKOIJICHWE TOKCHUYHBIX IPOAYKTOB, IJIaBHBIM 00pa3oM aMMHAaKa,

e CHHTE3 aprMHHHA U TIOMIOJTHEHUE ero OH/Ia B OpraHu3Me.

O dexTHBHOCTh paboThl OPHUTHHOBOTO LIUKJIA MPH HOPMAILHOM MUTAHWUU YEJIOBEKAa U yMEPEHHBIX
¢u3nuecKkux Harpys3kax coctaBisieT npuMmepHo 60% ero MOIIHOCTH. 3amac MOLIHOCTH HEOOXOOMM IS
n30eKaHusg THIIEPaMMOHHEMUH INPH H3MEHEHMSAX KoludecTBa Oeslka B MUIIE. YBEIWYEHHE CKOPOCTH
CHHTE3a MOYEBWHBI MPOUCXOJIUT MpPU JJIMTENbHOW (U3MUecCKOH paboTe WM JUIUTENILHOM TOJIOJaHUH,
KOTOPOE COINPOBOXKAAETCS PacnagoM TKaHeBbIX OeskoB. IIpu n30bITOUHOM OEIKOBOM HMUTAaHHH KOJIUYECTBO
(epMEHTOB OPHUTHHOBOI'O LMKJIA B I€UYEHH YBEIMYMBAETCS, YTO NPUBOJUT K MHTEHCHU(HMKALUHN CHUHTE3a
MOYEBHHEI.

ObOmen ammuaka u AMUHOKUCIOM Mexcoy opzanamu u mranamu. B xarabonusmMe aMUHOKHCIIOT U
00pa3oBaHMM aMMMaKa YYacTBYIOT MHOTHE TKaHH. B KieTkax NpOHMCXOIWT CBs3bIBaHME aMMuaka. M3
OpraHu3Ma a3oT BBIBOJUTCS IOYKAMH B BUJE JIBYX KOHEYHBIX MPOJYKTOB a30THCTOr0 0OMEHa, aMMOHHUIHHBIX
cozeii (~ 0,5 r/cyT), KoTOpbIe 00pa3yIOTCS B MOYKAX, U MOYEBHHBI (~ 25 T/cyT), KOTOpas coaepkut o 90%
BBIBOAMMOro as3ora. CHHTE3 MOYEBHMHBI INPOUCXOMUT B II€YEHH B OPHUTHHOBOM IMKJIE, NPUYEM Ha
obpazoBanue | MOJII MOUEBHHBI HCIIONB3yeTCsl 1| MOJIb aMMHaka U 1| MOJb acniapariHOBOM KUCIOTHL. Takum
o0pasom, JJis cuHTe3a 25 T MOYeBUHBI B CYTKH 3aTpaunBaeTcs 6,3 T ammuaka u 50 T acnaprara.

[locne nmpuéma NI W3 KUIIEYHHKA B IUIa3My KPOBH IIOCTYIIa€T MHOI'O aMHUHOKHCIIOT, HPUYEM
npeo01aJaroT aMUHOKHUCIIOTHI € Pa3BEeTBIEHHON 00KOBOI 1emnbio (10 20% oT 00111ero KoJnM4ecTna), KOTOpbIe
MIOTJIONIAIOTCSI B OCHOBHOM, IE€YEHBIO, MBIIIAMU U MO3roM (puc. 69). OCHOBHOE KOJIWYECTBO TIyTaMHHA
MIOCTABIISIOT B KPOBb Mblliybl U M032. 113 KPOBEHOCHOTO pPyCia €ro MOTJIOIA0T MeUeHb M MOYKH, TAe OH
noJBepraercsi JCUCTBUIO TNyTaMuHA3bl. Ilouyku - OCHOBHOW HMCTOYHHMK CEpUHA M YAacTUYHO AJIAHHMHA,
KOTOpPBIE COPOUPYIOTCSI U3 IIJIa3MBI TIEYCHBI0. 1 010610 MO032, B OTIIMYHE OT BCEX JPYTHX TKaHEU, criocoOeH
MOTJIONIATh M OKHUCIATH OOJBIINE KOJMYECTBA aMUHOKHCIIOT C pa3BETBIEHHON OOKOBOH Iienbio (BaJvH,
JICHIINH, N30JICHIIHMH).
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Puc. 69. O6GMeH aMUHOKHUCIIOT MEX Ty TKaHSIMH ¥ OpTaHaMH B a0COPOTHBHOM ITEPHOJE.

B MbImmmax mpoucXoauT yCHICHHBIH KaTaOOMU3M 3TUX aMHHOKHCIIOT, NMPUYEM OHHM BHICTYHAIOT
OCHOBHBIMHU JIOHOPaMH aMHUHOTPYIIIBI B CHHTE3€ aJJaHWHA M3 MHPYyBaTa (TII0K030-aJaHHHOBBIA ITUKIN).

4.5. Iyt oOMeHa 6€3230THCTOr0 OCTATKA AMUHOKHUCJIOT

B xone karabonm3zMa aMUHOKHUCIOT MPOUCXOIUT OTIIEIUICHHE aMUHOTPYIIIBI M BBIACTICHUE aMMHaKa.
JpyruM TMpOAYKTOM JAE3aMHUHHPOBAHUS aMUHOKHCIOT CIYKHT WX 0€3a30THUCTBIA OCTAaTOK B BHAE O-
KEeTOKUCIOT. KaraGomm3M aMHHOKHCIOT MPOWCXOMUT IMPAKTHYECKH IOCTOSHHO. 3a CYTKH B HOpME B
OopraHu3Me dYelioBeka pacmagaercs mpumepHo 100 r aMHHOKHCIOT, M TaKO€ XK€ KOJIUYECTBO JOJDKHO
MOCTYNATh B COCTaBE OCJIKOB IHIITH.

Bonpmass dacteh 0€3a30THCTHIX OCTAaTKOB aMUHOKHCIOT TpeBpamaeTcss B MHPyBaT JHOO
HernocpeacTBeHHO (Ana, Cep), mubo B pesynbrate 0ojee CIOKHOTO MyTH, MPEeBpaIlasch BHaJale B OJUH U3
metabonutoB LI[TK. 3ateM B peakuusx IUTPATHOTO HHUKJIA HPOMCXOAUT 0Opa3oBaHHE OKCAJIOAlETaTa,
KOTOpBIH TipeBpamaetcs B ¢pochoenonnupysat. 13 dhocdoenonmupypara noj AecTBUEM MHUPYBATKHHA3KI
oOpa3yercst upysart. [lupyBar moaBepraercss OKHCIUTETFHOMY J1eKapOOKCHIIMPOBAHHUIO W MTPEBPAIIAETCS B
anetun-KoA, xoropsrit okucisiercs B LUTK no CO, u H,O ¢ BeaenenueM sHepruu. Takoil myTh MPOXOIsT
MPENMYIIECTBEHHO aMUHOKHUCIIOTHI MTUIIIH.

[Ipu HemocTaTke TIOKO3BI B OpraHu3Me (ochOeHONMUPYBAT BKIOYAETCS B TIIOKOHEOTeHe3. JTO
MIPOUCXOANT TPU TOJIONAHUH, JIINTENBHON (GU3HUECKOW paboTy MpH caXapHOM JnuadeTe M JPYTUX TKETBIX
XPOHUYECKUX 3200JIEBaHUSX, COMPOBOXKIAIOIIMXCS PaciagoM cOOCTBEHHBIX OenkoB oprannzMa. CKOpocTh
TIIFOKOHEOTeHe3a U3 aMHHOKHUCIIOT PETYINPYETCS TOPMOHAMMU.

I'nuxozennvle u KemonHbvle amunokuciomsl. KarabommsM BceX aMHHOKHCIOT CBOJIUTCS K
00pa30BaHMIO IIECTH BEUICCTB, BCTYNAIOIIMX B OOIIMH MyTh KatabojusMma: nupyeam, auemun-KoA, o-
kemoznymapam, cykyunui-KoA, pymapam, oxcanoauemam.

AMUWHOKHCIIOTBI, KOTOpBIE MPEBPAIAIOTCS B NMUpyBaT W Ipomexyrounble mpoiayktel L[TK (a-KT,
cykiuHuI-KoA, ¢ymapar) u 00pa3ylOT B KOHEYHOM MTOI€ OKCaloalleTaT, MOTYT HCIOJb30BaThCS B
TMpoliecce IIIOKOHeoreHe3a. Takre aMUHOKHUCIIOTEL OTHOCST K TPYIIIE 2IUKOZEHHBIX AMUHOKUCTOM.

HekoTopsie aMHHOKHUCIIOTHI B TIpoliecce KaTabom3Ma mpeBpamatorcs B areroarerar (Jlus, Jleit) nmmn
anetnn-KoA (Jleit) u MOTYT MCHIONB30BaThCS B CHHTE3€ KETOHOBBIX Tell. Takne aMHHOKHCIOTHI HA3BIBAIOT
KemozeHHbIMU.

Psit aMHHOKHCIIOT HCITONB3YETCS W /ISl CHHTE3a TIFOKO3bI, U JIJIS CHHTE3a KETOHOBBIX TEJN, TaK KaK B
mporecce MX Karabonmsma oOpasyloTcst 2 NpOAyKTa - ONpeneNEéHHBI METa0ONUT LUTPATHOTO IMKIA U
arteroarierart (Tpu, ®en, Tup) mwm anetmn-KoA (Mne). Takne aMHHOKHCIOTHI HA3bIBAIOT CMEIIAHHBIMHU WU
rJauKoKeToreHusiMu (puc. 70).
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Cepun
nvumH
!'_lncreun
Imiokosa Neiuwn
Q Tpunrodan
MuanH
\ Mupysar CO: Waonefumm DeHnNanaHwH
Nefuru TwposuH
\ CO:
\ Auarun-KoA /—Ax\moaummKoA
mm" Oxcanoauerar
KeToHoBbiE
i Linrpar Tena
Tupoam > Gywapar LTK , Y
Fnyramar
TpeoHrH / yTamuwy
MeTnoruy —3» Cyxummni-KoA a-Kerornyrapar mu
Banuu FueTvnmn
Mponnormn-KoA

Puc. 70. BrirodueHnue 6€3a30TUCTOrO OCTaTKa aMHUHOKHUCIIOT B OOIIUH MyTh KaTa0oau3ma.

Anannepomuueckue peakyuu. be3a30THCTbIE OCTaTKU aMHHOKHCIOT —HUCIOJB3YHOTCA UL
BOCIOJIHEHHUS TOTO KOJIMYECTBAa METa0OIUTOB OOLIEro MyTH KaTaboau3Ma, KOTOPOE 3aTpaunuBaeTCs Ha CHHTE3
OMOJIOTMUECKH AaKTUBHBIX BEIIECTB. Takue peakuuu Ha3bplBalOT aHamuepoTudeckumu. Ha pucynke 70
BBIJICJICHBI TISITh aHAIUIEPOTHYECKUX PEaKLHi:

CO,
Amntoucnomss —+  MMupysar - Okcanoauerar

1. depmeHnT mnmpyBaTKapOokcmiaza (KopepMeHT — OHOTHH), KaTalIM3HUPYIOIIUH 3Ty peakUuIio,
O0OHapyeH B MEYCHU U MBIIIIIAX.

2. AMuHokucnotel — ['myramatr — a-Kerormytapart. IIpeBpaiieHre mpoucxoauT BO MHOTHUX TKaHSAX
o[ IefiCTBHEM IIIyTaMaTIeruAPOreHasbl WM aMmuHoTpaHcdepa3. OOpazoBaHue TIIyTaMUHA U acTiaparuHa 13
riiyraMaTta U acriaprata COOTBETCTBECHHO IMTPOUCXOINUT BO MHOI'MX TKaHAX, BKJIKOYasd TOJIOBHOM MO3T":

O, NHz
?GDH tI:
CHo CH2
] - ] + ALD + Dy
?Hz + NHg + AT® —> (;-:Hz
Ei‘.H—NHz crRTeTasa l:i':H—-HHE
COOH COOH
ray raMaT roy ramMHH
H
o‘\nc/ﬂ 2 Omcf""z COOH
?OOH lLE':H + AT® fl.'.'H + ?Hz HaPaO)
—_—
l|:H2 * 5 2 i o= i 2 CHy + AM® + HgP207
CH—NH, CH2 20 cmmTeTrasa CH—NH» [
[ | CH—NH,
COOH ?H“NHz COOH
acnapTaT acnaparun  COOH
COOH
raOYTaMMK royraMaT
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I'mytamuH, TOMHUMO y4acTHs B CHHTE3e OelKa, CIYKHT HCTOYHUKOM a30Ta B OMOCHHTE3€ TUCTHIUHA,
TJIIOKO3aMHHA, TyPUHOBBIX ¥ MHUPUMHUANHOBBIX HYKJIEOTHAOB. C KPOBBIO TIyTaMUH TOCTYIIAeT B MEUYEHb U
MOYKHW. 37IeChb OH MOA JAcHCTBHEM (pepMeHTa TIyTaMHHa3bl NpeBpaliaeTcs B IiIyTaMaT W aMMuak. [lpm
y4acTUH aclaparuHasbl TaKKe MPOUCXOTUT 00pa3oBaHNe aMMHUaKa U3 acraparuHa.

3. Iponmonnn-KoA, a 3atem n cyknumHHI-KOA MOTryT 00pa3oBaThCsl TakKe MPH PAcCIajie BBICIINX
KUPHBIX KUCJIOT C HEYETHBIM YHCIIOM aTOMOB YTJIEpOJIa.

4. AMuHOKHCIIOTEI — DyMapar

5. AmuHOkuCcToTHl — OKcanoarerar
Peakmmn 2, 3 mpomcxomaAT BO BCeX TKaHAX (KpoMe TII€YeHH © MBIIII), TA€ OTCYTCTBYET
nupyBaTkapOOKcuiasa, a peakiuyu 4 u 5 - B ocHOBHOM B neueHu. Peakuuu 1 u 3 (puc. 70) — ocrnosenbie
anannepomuyecKue peaxyuu.

4.6. AH200/1M3M 3aMEHHUMbIX AMUHOKHCJIOT

B oprammsme demoBeka BO3MOKECH OMOCHHTE3 BOCHBMH 3aMCGHHUMBIX aMHHOKHCIOT: Ama, Act, AcH,
Cep, I'mu, I'nmy, I'nh, Ipo.

YTrrnepoaHbIil CKeNneT STUX aMHHOKHCIOT 00pa3yeTcsl W3 TIIFOKO3BI. (-aMHHOTPYIIA BBOAUTCS B
COOTBETCTBYIOIIHE O-KETOKHCIIOTHI B PE3YNIbTaTe PeaKIUii TPaHCAMUHUPOBAHUS. YHUGEPCATbHBIM OOHOPOM
O-AMUHOZPYRABL CTLYHCUM 2TIYIAMA.

OTH peakIuy 00paTUMBI M HTPAIOT OOJIBIIYIO POJIb KaK B MPOIIECCE CUHTE3a aMUHOKHUCIIOT, TaK U MPH
nx KkarabonmusMme. Takue peakiuu, BHITOIHSIONINE TBOMHYIO (DYHKIIMIO, HA3bIBAIOT aM(pHOOTNIECKIMHU.

AMmuosl enymamun u acnapazuH CUHTE3UPYIOTCS U3 COOTBETCTBYIOIIUX TUKAPOOHOBBIX aMUHOKHCIIOT
I'my u Acn.

* AnaHuvH:
?Ha ny a-KIr ?Ha
fMiokoza —» — C=0 e F —  HC —NHz
I AmuHoTpascdepasza |
COOH no COOH
Mupysar AnanuH
* Acnaprar:
COOH (.ZOOH
| 3
CH, y o-KI™ CHa

é‘o \j — Hé‘NHz

miokoza — —_— - 7
COOH A"""mpﬁz,”e"a” COOH

Okcanoauerar Acnaprart
* [nyramar:
EOOH (':OOH
AmuHo- a-Kero-
é:"' KMcnoTa kucnota 2:2
2 2
fMiokoza —» —» é=0 \j » Hé—NHz
I AmuHoTpaHcdepasza |
COOH no COOH
a-Kerornyrapar nmyramar

Cepun oOpasyercss u3 3-ocdorauiepara — MPOMEKYTOYHOIO MPOAYKTAa IIIMKOJIM3a, KOTOPBIM
okucisiercs 10 3-hocdonupysaTa u 3aTeM TpaHCAMUHUPYETCS ¢ 00pa3oBaHUEM CEpHHA:
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NAD' NADH+H'
COOH ) COOH fny oKl
Fmokoza —» —» H(:;-QH i naa; |=o \/' N
H,C~ OPOH; HCLORO;; MWMITTPRICEepeIs

3-hoccpornuuyepar 3-pocdpornapoxcs-

—*HC NHz —&—Aa HC NH;

HzC OPO;H: HzC' OH
3-pococepum Cepuu

CymiecTByeT 2 MyTH CMHTE3a TJIMIHHAS
1) w3 cepuHa ¢ YydYacTHeM WIPOM3BOJHOTO (OIMEBONH KHCIOTHI B pe3yiabTaTe IeHCTBHA

CEepUHOKCUMETUITPaHCEePa3bI:
Hethonar  N°N'"“metunen-Hi-honar
CepwH e Ry
CepuHoxcumemwiTpaxcdepasa

2) B pe3ynbTare neicTBUs JepMeHTa TITUIUHCUHTA3EI B PEaKIIH:

He-thonar  N°N'Umerunen-He-bonar
CO; + NH; A Tt FnuuUmMK
MuuMHCHHTa3a R -
NADH+H" NAD
Ilponun cuHTE3WpyeTCS U3 TIAyTaMarta B LENH 00PAaTHMBIX PEaKLUid. DTH K€ PEaKIUH HCIOIb3YIOTCS
Y TIpY KaTaboIM3Me MPOJIUTA.

CH2 CHz CH:‘ CHz
é-oéu cooa—’——o HC= OCH cooH & [ |
NH

'—T‘T

OH NH; NADH+H' NAD' NH; COOH
Mnyramar Monyansperna Mponux
rnyramara

KpoMe BOCBMH TMeEpeUHCIEHHBIX 3aMEHHMBIX aMHHOKHCIIOT, B OpraHW3ME 4YeJIOBeKa MOTYT
CHHTE3UPOBATHCH €€ YEThIPe aMUHOKHCIIOTHI.

Yacmuuno 3amenumole amunokuciomol Apr u I'uc CUHTE3UPYIOTCS CIIOKHBIM ITyTEM B HEOOJBIIIAX
KoJm4yecTBax. bonbmias uX 4acTh JIOJKHA MOCTYNATh C MHIICH: CHHTE3 aprHHWHA MPOUCXOANT B PEAKIHIX
OPHUTHUHOBOTO IHKJIA; TUCTUANH cuHTe3upyercs u3 AT® u pubo3sl.

Yacte mmugazonsHoro mnukia ructuanaa -N=CH-NH- oOpa3syercss u3 mypuHOBOTO sapa aJieHHHA,
HMCTOYHUKOM KOTOporo ciy:xutT AT®D, ocrasbHas 4YacThb MOJICKYJBl - W3 aTOMOB pu0Oo03bl. [Ipu sTOM
obpasyercs S-hochoprubo3uITaMHuH, KOTOPBIH KPOME CHHTE3a TUCTHUAMHA HEOOXOIUM JIJIsi CHHTE3a ITyPHHOB.
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5-®occhoprboann-1-gaudocgar

Fnu AT®
ny 1 PPi
5-®ochopuBoann-1-amuH
MMcTnawH Myputb

O6paSOBaHI/IC Apyrux aMHUHOKHUCJIOT TAaKKXE€ BO3MOXXHO IIpU HAJIUYUKA COOTBETCTBYIOIIHUX Q-
KETOKHUCJIOT, KOTOPBIE MOTYT TPAaHCAMHUHHUPOBATLCA C TIIyTaMaTOM.

nyramuHcuKTeTa3a
* [nyramar + NH; + ATO + H,0 v Tnyramud + Al® + PP

AcnaparMHcHHTeTasa
* Acnaprar + [nH (wnu NHs) + AT® + H,0 —— Acnaparus + [ny + AM® + PP

Takum 00pa3oM, HE3aMEHHMOMN YaCThI0 MOJIEKYJIBI aMHUHOKHCIOT SBIISETCS MX YIJIEPOMHBIA CKeEJeT.
VCTOYHUKOM TaKUX HE3aMEHHUMBIX OC-KETOKHCIIOT CIIYXAaT TOJIBKO OCITKH MUIIH. VICKITIOUYEHHE COCTABIISIOT
JU3UH W MPEOHUH, KOTOPbIE HE TOJIBEPraloTCs TPAHCAMHUHHPOBAHHIO, HMX a-KETOAHAIOTH C MHINCH
MPAaKTHYECKH HE IMOCTYMAlOT W B OpPraHM3ME HE CHHTE3UPYIOTCA. EJWHCTBEHHBIH HCTOYHHUK OSTHX
AMUHOKMCJIIOT — [UILEBbIE OCIKU.

Cunmes ¢ yuacmuem He3AMEHUMBIX AMUHOKUCIOM. 3aMEHUMAass aMHHOKHCIIOTa THPO3HH MOYXKET
00pa3oBaThCs U3 HE3AMEHUMOM aMHUHOKHCIIOTE! (PeHUTaTaHNHA:

HAAOH+HT 0y  HAA®T H20

D—CHE-CH-C{J{)H HO—D&H:- CH-COOH
] denroraranm - I‘:lH
2

NH3 THOpOKCHTaSa
peHUNANAHKE THPOSHH

3aMeHnMas aMHHOKHCIIOTA OUCTCHUH CHUHTC3UPYCTCA IIPpU YHYACTUH HE3aMECHHUMOH aMHUHOKHCIIOTHI
MCTUOHUHA, KOTOpas HCIIOJB3YCTCA KaK HCTOYHHMK aroMa CEphI. Ilocme OoTIHa4uYu MCTHIILHOM Tpymnibl B
peaKkuuAaAX TPAHCMETHUIIMPOBAHUA MCTUOHUH MPEBpalliacTCsd B NOMOLMCTCUH. HpI/I €ro BSaI/IMOI[efICTBI/IH C
3aMEHUMOM aMHHOKHCJIOTON CCpUH o6pa3yeTc;1 OUCTAaTUOHHUH!

CIJHE—DH
CH—NH; Hay0
{EHQ—S—CHg f.'l:Hg—ﬁH COOH (IZHz-S—(l:Hg
GH2 > —p—p (12 cepxr \ » CHz  CH—NH)
CH—NHy TP e CH—NHy ™ NHy~CH  COOH
COOH COOH COOH
MeTHOHHH roMOoOmHCTENH OHCTATHOHHHE

LucTaTHoHWH MOABEpraeTcs pacileIUIeHuI0 ¢ 00pa3oBaHMEM IUCTEHMHA M TOMOCEPUHA, KOTOPBIN
MIOABEPTaeTCs Je3aMUHUPOBAHUIO B (I-KETOOYTHPAT:
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(H2-3-Ch2 CHy-sH 2

_ ] CH
(2 (MR ———— CH—NHy + ;]:i;:. + NH3
= UHCTATHOMMH - =
NHy f” COOH masa COOH I
COOH OHCTEHH COCH
OIHCTATHOHHH Q'EEWEWHFET

Takum o6pa30M, q)eHI/IJ'IaJ'IaHI/IH 1 MCTHOHHH, IOCTyHAaromue ¢ HHIIIeﬁ, YaCTUYHO HCIOJBb3YIKOTCA IJIA
CHUHTEC3a 3aMCHHUMBIX aMHHOKHUCIIOT. HO3TOMy CyTO4YHasA HOTpC6HOCTL B (beHI/IHaHaHI/IHC 1 MCTHOHHHC MOXCT
OBITh CYHIECTBCHHO CHMI)XCHA IPU IMOCTYIUJICHUHU B OpPraHuU3M OJOMNOJHHUTEIBHBIX KOJHMYECTB THUPO3WHA U
OUCTCHHA COOTBCTCTBCHHO.

4.7. Tpancasiuus (anad0m3M 0e1KOB)

Tpancnayua KakK MEXaHU3M NeEpPeeooa 2eHUMUYECKoY UH@opmayuu 6 penomunuueckue
npusnaxu. Cunte3 OeliKa OTIMYACTCA OT APYTMX MAaTPUYHBIX OMOCHHTE30B TE€M, UTO MEXKAY MaTpHueil
(MPHK) u npoykTOM-0€7IKOM HET KOMIUIEMEHTAPHOTO COOTBeTCTBHsI. [locKOoNbKy MaTpuiia mocTpoeHa u3 4
HYKJICOTHIOB, & IPOIYKT — MOJUIENTHIHAS Lenb 13 20 aMHHOKHUCIIOT, TO CYLECTBYET OIpEAeICHHbIN 3aKOH
M poBaHUsE aMUHOKHUCIIOT B HYKJIEOTHIHOM MOCIEI0BATEIbHOCTH MAaTPHULIBL, T.€. OMOIOTHYeCKUil Kof (puc.
71).

Buonozuueckuii k00 - 310 cnoco0 3anucu WHGOPMAIMK 00 AMHUHOKUCIOTHON MOCIIEA0BATSIIBHOCTH
0enkoB ¢ moMoIIpio ocnenoBarensHocTy HykineoTra0B B JIHK nmm PHK. Ero xapakTepusyroT crienyromniue
CBOICTBA: MPUNIEHHOCIND U HATUYUE MEPMUHUPYIOUUX KOOOHO8, CREUUPUUHOCHIb, 6bIPOIHCOEHHOCHD,
YVHUBEPCAIbHOCMb, 0OHOHANPAGIEHHOCMb, KonuHeapHocmy (Tad. 8).

Tabmuma 8
CBolicTBa OMOJIOTMYECKOr0 KOIa

Tpuruternocts u Hanmuumne | Kogosoe umncio pasHo 3. Tpu HYKIEOTUIHBIX OCTaTKa (TPUILIET) KOAUPYIOT

TEPMUHHUPYIOIIHUX onHy amuHOKHcnoTy. Tepmunupyromue tpuruietsl - UAA, UAG, UGA =He

KOJIOHOB KOJMPYIOT aMHUHOKHUCIIOT, a SIBJISIOTCS CUTHAJIaMU K MPEKpalleHHI0 CHHTE3a
Oenka

CrnenmduvyHOCTh Kaxkplii TpUILIET KOAUPYET TOJBKO OJHY aMUHOKHCIIOTY

BrIpoxieHHOCTB OnHy aMHHOKHCIIOTY MOTYT KOJMPOBATh HECKOJIBKO TPUIIETOB (0T 2 10 6)

YHUBEPCaTbHOCTh [louyTn y Bcex BHIOB OpPraHU3MOB OMOJIOTHYECKUI KOJ OJTMHAKOB

OnHOHAMPaBIEHHOCTH Wudopmarus, 3anucanHas B 3penoit MPHK B Bume nuHelHO#M

MOCJIEZI0BATEIbHOCTH KOJIOHOB (TPUILIETOB), CUNTHIBAETCS] B HAINPaBJICHUU
ot 5'- k 3'-koHIY

Konuneapuocts [TocnenoBarensHOoCcTh  KOmOHOB B 3penot  MPHK  coorBercTByer
110CJIE/10BAaTE/IbHOCTH AMHUHOKHUCIIOT B CUHTE3UPOBAaHHOM Oellke
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Puc. 71.I'eneTnueckuii Koz

OcHO6HbIMU KOMROHEeHmamu cunmesa oeaka saBistorcsa: amuHokucaoTsl, TPHK, amunoammi-TPHK-
cunrerasbl, MPHK, puOOCOMBI, MCTOUYHWUKM SHEprud, OCIkH - (AKTOPbl HHULMAIMM, SJIOHTAIMHA U
TEpMHHAIMU U KOhaKTOpsI (Tabi. 9).

Tabmuua 9
OCHOBHBIE KOMIIOHEHTBI OEI0K-CHHTE3UPYIOIICH CHCTEMBI
1 MX QYHKIMH B IPOLIECCE TPAHCISIIAN
KoMnoueHTsI DyHKINH
1. AMUHOKHCTIOTHI CybcTpartsl 151 cuHTE3a OEITKOB
2. TPHK BEIMONHAIOT (GYHKIUIO aJanTOpoOB - MPHCIOCOOWTENer aMWHOKHCIOT K

kogonaM MPHK. AxuenrtopusiM koHIIOM (-CCA) OHM B3aMMOJEHMCTBYIOT C
AMHUHOKHCJIOTaMH, a aHTHUKOJIOHOM - ¢ KojjoHoM MPHK

3. AMHHOALUII- Kaxnpiii hepMeHT KaTaau3upyeT peakiuio CHeU(PUIecKOro CBA3bIBaHus |

TPHKcunrerassr n3 20 aMHHOKHCIOT ¢ cooTBeTcTBYytomeil TPHK

4. MPHK Martpuna CoAep>KUT JTUHENHYO IT0CIIEN0BATEIbHOCTh KOJJOHOB,
OIIPEIEIISIOMIMX IEPBUYHYIO CTPYKTYPY O€IIKOB

5. PuGocomsr PubonykneonpoTenHOBBIE CyOKIETOUHBIE CTPYKTYPBI, SBJISIOIINECS MECTOM
CHHTE3a OeJIKOB

6. ATO, I'TO HcTouHMKHM 3HEprun

7. benkoBbie (aKTOPEI Crnenuduryeckre BHEpHOOCOMHBIE OEIKH, HEOOXOAMMBIE AJIS TIpoLiecca

nannuanuu (IF), TPaHCISAIUU

anonrauuu (EF),
tepmuHanuu (RF)

Wonpl Maruus KodaxTop, cTabunusupyoumii CTpyKTypy pubocoM

Amunoayun-mPHK-cunmemaszsl xatanm3upyioT cuHTe3 amuHoammi-TPHK coenmHenmii, koTopbie
00ecreYnBalT BKIOYCHHE aAMWHOKHCIOT B TOJHIENTHAHYI Uenb. OHU 001anaroT  abCONMIOTHOM
cHenuUIHOCTHI0 K aMHUHOKHUCIIOTe U oTHOcUTenbHON K TPHK, Tak kak B CBSI3U C BBIPOXIEHHOCTBIO KOJa
pazubix tunoB TPHK Gomnbie, uem amuHokucior. CymectByrot nzoakientopasie TPHK, oTimyatonmecs no
CTPOEHUIO AaHTUKOJI0OHA, HO CBSI3BIBAIOIIIMECS C OJTHOM U TOH K€ aMUHOKHUCIIOTOM.

VYkazaaneM Ha criocoOHocTh TPHK mpucoeanHATh onpeneneHHy0 aMUHOKHICIOTY CITY>KUT WHJCKC B
BepxHeM npaBoM yrity: TPHK, cBsi3bIBaromascs ¢ riayramaroM, obosnauaercs kak TPHK'™, a ¢ amannnOM -
TPHK*™, Haspanue kaxmoit w3 20 amumHOoamun-TPHK-cuHTETa3 oTpakaeT Ha3BaHWE aMUHOKHCIIOTHI,
KOTOpasl aKTUBUPYETCA B XOJA€ OSTOM peakiuu. Tak, peakUHIO AaKTUBALMK acrapTara KaTalu3UpyeT
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actaparun-TPHK-cunTeTasa, xortopas mpucoemuuser o-COOH-rpynmy amuHokucnotrel K 3'-OH koHIry
TPHK 3a cuer sneprun AT®D:

A-on A-0 ('r?
S'C C— o —?H_NHJ
\JC CH
HN—?H coou Acunpmm -TPHK crmerasa (q =4 COOH
éoou ( m AM® PP, Cg
Actt TPHK™ AcrPHK™

CoOpITHs Ha puOOCOME BKITFOYAOT 3TAIIBI: MHUIMALIAH, SIOHTalliH M TEPMUHAINH (puC. 72).

UAA AUG GUU CCA CAA

MPHKS’ (G 4 BB Bha nakel Dmee’ BT 3 | - Rl el (RSS! [ R | 73'
Mer
40S-cyOopenMHHALLA S
PHUBOCOMEL
D (a4 AUG GUU cCa CARY
\ /
M 1F
e I'T® 60S-cyOopemuHEALIIA
(_k pHOOCOMEL
Mer-TPHK =" rAMd+P,
IF
P-1eHTp.
5’ > 37

Puc. 72. Naunmanus 0eIKOBOro CUHTESA.

Kommuieke, cocrosuii n3 40S-cyObequHUIIBI PHOOCOMBI, MeT-TPHKMeT, (hakTOpOB HMHHUIHAIIMH U
mousiekynbl ['T®, mpucoenunsercs k MPHK u mepememiaercs mo Hell A0 BCTpeud € WHHUIMHPYIOIIUM
komouoM AUG. AHTHKOIOH Mer-TPHKM"  cBsasbiBaercs ¢ komoHoM AUG, 3TO cOmpoBOXKIaeTCs
MpHCOeIMHEHNEM K KoMIUIekcy 608-cyOobenuHuibl pubocoMel, ruaponu3zoM ['TO u ynanenuem (aktopos
ununmanuy. Ha puGocome (opmupyiorcss A- um P-nentpsr. Mer-TPHKY" okasbiBaercss B P-lientpe
puOOCOMBEL.

Hnuyuayus wnaunnaercs c¢ npucoenunenuss k MPHK B obnmactu «ksma» manoil cyObeIUHMIIBI
pubocombr 40S, dakropop mummmanuu (IF), wxunmupyromeir Mer-TPHK™™ u I'T®. B pesynsrate
ABIKeHUd dToro komiuiekca nmo MPHK antukomon Met-TPHKM" cesxercs ¢ WHULIAUPYIOIIUM KOJOHOM
AUG, xomiuteke octaHaBiuBaercs. Ilpoucxoautr mnpucoeaunenne 60S-cyObeaMHUIBI PHUOOCOMBI,
conpoBoxaaroieecs ruaposinzom ['TO u ornenenuem dakropor ununuaiuu. ®opmupyercs 80S-pudocoma
C JBYMs aKTMBHBIMH IEHTpaMu: P (IeNTHIUIBHBIM) yenmpom, B KoTopoM Haxoautcs Mer-TPHKM, u A
(aMUHOALMITEHBIM) YeHmpPOM, B 00JaCTh KOTOPOTO IMOCTYMAET MEPBbIA cMbIcIoBOi kKogoH MPHK.

DTar 910H2ayuu BKIIOYACT TPU MOCIIeI0BaTeNbHbIe cTaauu (puc. 73).
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Puc. 73. DioHranus nojJumnenTHIHON e

Ceazvieanue aa-mPHK™ ¢ A-yenmpe.' B cBoGOIHBIN A-LICHTp MpUcOeIUHsIETCs TiepBast aa;-TPHK™;
(1a pucynke 510 Ban-TPHK®), y kotopoii aHTHKOIOH KoMIieMeHTapeH KonoHy MPHK, Haxonsmemycs B

obnacTu 3TOTO IIeHTpa. JT1a (asza nmporecca TpedyeT 3arparbl sHepruu [ T u yuacTus dakropa 3JI0Hraluu
EF1.

Dnonzayus nonrunenmuoHou yenu:

1 — cesseiBanne aa-TPHK™ B A-tnientpe tpebOyer 3arpatel sHeprum [T u yuactus (aktopa
snonraruu EF1 (Ha cxeme aa-TPHK™ - Ban-TPHKBa”);

2 — oOpa3oBaHue NENTUAHON CBSI3M KaTalU3UpyeT MenTHAMITpaHc(epasa, aKTUBHBIA LIEHTP KOTOPOi
¢dopmupyetcs pPHK, Bxozsiieii B coctar 00JIbIION CYObEIUHHUIIBI PUOOCOMBI;

3 — nepemerenue pudbocombl mo MPHK Ha oquH KOJOH B HampaBlieHUH OT 5'- K 3'-KOHIYy HJET C
ucnonb3oBanueM 3ueprun ' T (Tpancnokanus) u npu yuactuu ¢pakropa EF2
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Puc. 77. TepmuHanus cunTe3a Oernka.

[Ipu nonaganuu B A-IIEHTp CTON-KOAOHA BHOBb CUHTE3WPOBAHHBIM NENTHA BEICBOOOKAAETCS U3 CBSI3U
¢ TPHK u pubocomoii ¢ yuactiem paxtopoB TepmuHanuu u saepruu [ TO.

Obpazosanue nenmuonou  nenmuoun-mPHK ceazu. Ha »>TOol cragum  NpOUCXOAUT
nenTuaMITpaHcdepasHas peakims, B XojAe KOTopoil MeTHoHmH oT Mer-TPHK™®, Bxomsuieir B P-ueHTp,
MEPEHOCHUTCS Ha (-aMHUHOTPYIITY aMHHOKHCIIOTHI (BaIMHA), HaXOIsMIeNcs B A-ieHTpe B cocraBe aa-TPHK™,
c obpazoBanuem aunentuauntPHK. B nenmuounmpancgepaznoii peakyuu GpepMeHTaTHBHYIO aKTUBHOCTD
nposiensieT pPHK 6ob1m10#i cyObe IMHATIBI PHOOCOMBI.

Tpaucnokayusn - nepemerienne pudocomsl mo MPHK. B xoxe 3toit ctanuu pubocoma crBuraercs Ha
OJIMH KOJIOH B Hampamienuu ot 5'- k 3'-xoniy MPHK 3a cuer snepruu I'T® u npu yuactum dakxtopa
anonrauuu EF2. B pesynprare nunentunni-TPHK (Mer-Ban-TPHK) u3 A-nientpa nonanaer B P-ueHTp, a B
A-tieHTpe OKa3bIBaeTCs cienyrmuil koqoH. CBoOomHas TPHKM TepsieT CBS3b C P-LIEGHTPOM M MOKUIAET
pubocomy. [lanee mporiecc mpoaoKAETCS 110 OMUCAHHOM cXeMe, MOBTOPSIS CTaAuu oT 2 10 3.

Tepmunayusa TpaHCIAIMHA IPOUCXOINT MIOCIIE BKITIOYCHHS B A-IIEHTP OJTHOTO U3 cTom KomoHOB: UAG,
UGA, UAA (puc. 73). benxossie ¢dakxtopsl Tepmunanun RF1 u RF3, B3aumoneicTBys ¢ 3TUMH KOZOHAMH,
IpU y4acTUHM NenTuauiTpaHcdepasbl 00eCHeyrBaOT THMAPOJUTHYECKOE OTLICIUICHHE CHHTE3MPOBAHHOTO
noymnentuga or TPHK, a Taxke ocBoboxaenne TPHK w3 mentuauibHOrO IEHTpa M JTUCCOLUAIIUIO
pubOCOMBI Ha CyOBETMHUIIBI C 3aTPaTON 3HEPTUU MoKyl [ TO.

Haspanue ¢axropoB mpoucxoautr ot anri. releasing factor — RF, a uudpsl ykaspiBaroT Ha HX
cX0JICTBO M0 cTpoeHuto ¢ RF-hakropamu 1-ro u 3-r0 MpokapruoToB.

OMHOBPEMEHHO HECKOJIbKO PUOOCOM MOTYT ydacTBOBaTh B TpaHcisiuu ofnoit MPHK. Kaxnas
pubocoma 3aHMMaeT y4acTok, paBHbI mpumepHo 80 Hykmeorumam MPHK. Takum oOpazom, pubocomsr
pacnonaratotrcst Ha MPHK ¢ wmHTepBanamu okono 100 HykieoTHaoB, 0Opa3ys KOMIUIEKC, Ha3bIBAEMBIH
nOAUCOMOIL.

OyHKIMOHATBHO  aKTUBHbIE O€nKu  00pa3yloTcsi B pe3yilbTaTe  HOCHMPAHCAAUUOHHBIX
MOOugpuKayuii noaUNEenmUOHbIX Heneil, CAHTE3NPOBAaHHBIX Ha puOocoMax. OHU BKITIOYAIOT:

* YACMUYHBLIL NPOMEONU3;

* honounz, v GopMHpoBaHHE MPOCTPAHCTBEHHOM CTPYKTYpPbI, B KOTOPOM NPHHUMAIOT Yy4acTHE
Oenku-mIanepoHsl, o0ecreunBaromMe  oOpa3oBaHMe  (DYHKIMOHAJIBHO  AKTUBHOM  KOH(OpPMAaLUH
TOJTUIICTITHAHON ICTIH;

Moouuxkayuu  amunokuciom. KapOokcunupoBanue, (QocdopunmpoBanue, HOIUPOBAHUE,
THAPOKCUIIMPOBAHUE, Al[MIIMPOBAHUE U [NINKO3UINPOBAHUE;
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> o0pazosanue OucyibuonvIx cesn3eill MEXIy OCTaTKaM{ IMCTEWHA, YYacTBYIOIIUMH B
(hopMHUpPOBAHUN TPEXMEPHOU CTPYKTYPHI OEITKa;

* npUcoeOuHenue NPOCMEeMUYECKUX ZPYNn;

* 00pa3zosanue 01U2OMEPHBIX CMPYKMYP, KOTOPOE TAKXKE OCYIIECTBISETCS IPH yYaCTHUH LIAIEPOHOB.

Bonpocwt ona camokonmponn:
1. 'maponus 6enkoB. GepMeHTHI THAPOIH3a: NENTUATUAPONA3EIL.
2. Pacnag nentunoB. @epMEHTHI: 3HAOTUAPONA3HI U 3K30THIPOJIA3KL.
3. Ilepeuucnute OCHOBHBIE HANIPABICHUS IPEBPAILIEHUS] aMUHOKHUCIIOT.
4. Hanummure ypaBHEHHs peaKUUi Je3aMUHIUPOBAHUS alaHUHA.
5. Hanumure ypaBHEHHs AeKapOOKCHIMPOBAaHUWS: BallMHa, (eHHIaaHWHA, TUPO3MHA, TUCTHAMHA. Kakue
aMMHBI SBJIIFOTCS OMOT€HHBIMU?
6. Hamummrte cxemy oOpa3zoBaHusi BamwiageHwiata. Kakoe 3HaueHWe HMeeT 00pa3oBaHHUe
aMUHOAIWIAICHUIIATOB?
7. Kakue aMUHOKHUCIIOTHI Ha3bIBAIOT IEPBUYHBIMH, KAKHE BTOPUYHBIMH?
8. Kakne aMHHOKHCIIOTHI Ha3bIBAaIOT He3aMeHUMBbIMH? Kakue 3aMeHIMBbIMU?
9. HanmummTe cxeMy peaknuu MEpeaMHUHUPOBAHMS ajaHWHA C O-KETOTJIyTapoOBOW KHCIOTOW. YKaKUTe
¢depment. Kakyro posib Urpaer o-KeTOIIyTapoBas KUCJIOTA B J1€3aMUHHUPOBAHMU OEIKOBBIX aMHUHOKHCIIOT
MyTEM [IepeaMUHUPOBAHMSA?
10. Hanmure ypaBHEHHWE peakUuM TIEPeaMHUHUPOBAHMS C YYacTHEM MNUpUAOKcalbpochaTa MEKITY
H30JIEHIIMHOM U IIaBEJIEBOYKCYCHOM KHUCIOTOM.
11. AcmaparmHoBasi KHCIIOTa OTHOCHTCS K IEPBHYHBIM aMHHOKHCIOTaM (modemy?). llokaxkurte cxemy
MpeBpalleHns acllapariHOBOW KHCJIOTHI B allaHUH.
12. OcyiecTBUTE NPEBPALICHNS: ApTMHUH—OPHUTHH—TIOTyaJIbAET U/ TTyTAMUHOBON KHUCIOTHI—IIPOJIHH.
13. Kakne coemuHeHHsT 00pa3yroTCs B Ka4ecTBe KOHEYHBIX MPOAYKTOB pachaga aMuHOKUCIOT? KakoBa mx
JabHEHIIas cyIp0a.
14. lepeuncnute crocoObI CBSA3bIBaHUSA aMMHaKa. [I[puBennuTe mpuMepsl.
15. Uzobpa3ute cxemMy OpHHUTHHOBOTO LWKJIAa. HamummTe ypaBHEHHs BCeX pEaklWii, MPOUCXOSIINX B
OPHUTHMHOBOM LIMKJIE. YKaxuTe pepmMenTsl. Kak mporucxoauT perysus a30TUCTOro ooMeHa?
16. Ha xakue 3Tansl genuTcst mporecc OMocuHTe3a 0eNKoBOH MoJeKynbl? JlaliTe KOPOTKYIO XapaKTePUCTUKY
MPOIIECCOB, MPOUCXOAANINX HA KKAOM dTare ONnocuHTEe3a.
17. CocraBbTe (opMysbl ajaHWIaJeHWIATa, TPUNTOGAHWIAACHUIIATA, a TAKXKE CXEMy M YCIOBHUS HUX
o0pa3oBaHUsI.
18.Kak mpoucxoanuT nepeHoc akTHBUPOBAaHHBIX aMUHOKHUCIIOT Ha TpaHcnopTHeie PHK?
19 Jlatite xapaktepuctuky T-PHK (MomekymsipHas macca, Jiokanu3anus B KIETKE, BTOPHYHAS CTPYKTYpa,
CBsI3b CTPYKTYpHI ¢ dyHKImer T-PHK). Uto Ha3pIBaloT aHTUKOAOHOM?
20.Yro Takoe pudocombl? CTpoeHHe pubOCOM.
21. Jladite xapakTepucTHKy uH(popMmannoHHod, MatpuuHod PHK (MonekynsipHas macca, cojliepkaHue B
KIIeTKe, cTpykTypa). Kak npoucxomut cunte3 matpuunoit PHK. Yro Takoe xomoHbI?
22.O0BsICHATE MEXaHWU3M MaTpuuHOro OnocuHTe3a. KakoBa ponb Gopmunmernonui-t-PHK B 6uocunTese
Oenka? UTo Takoe MHUIMALIMS, SJIOHTAIMS U TePMUHAIHS?
23 KogupoBanue OenkoBoro cuHre3a. Kak ompenenwin, 9TO BCTYIUIGHHME B OCJIOK ONpeneeHHON
AMUHOKHUCIIOTHI KOAUPYET TPUILIET HYKICOTUIOB B coctaBe M-PHK?
24.Yto Takoe TeHeTUYeCKU KO/ (TeH, TeHOM)?
25. llepeuncuTe CBOCTBA KOZA U JaliTe OOBSICHEHUE CYIIHOCTH OT/ISITBHOTO CBOWCTBA.
26.CymHOCTb HOHSTHN: «T€HHAsi HHKEHEPUS», «KIOHUPOBAHUE», MyTalUs, MyTarcHbl.
27. Perynsmus 6eIKOBOr0 0OMeHa.

3adauu 01 camocmoamenbHoil padomol:
1. Ha ykcycHBIN anpaeru] mMocIeI0BaTeIbHO MOACHCTBOBAIM CHHIIEHON KUCIIOTOW, aMMHAKOM U BOJIOH B
MPUCYTCTBUH COJSHOW KHUCIOTHL. (CoCTaBbTE CXEMBl NpPEBpalleHHH W [JaidTe Ha3BaHWE MOJYYEHHOTO
HIPOJYKTA.
2. JleiictBueM Ha XJOpaHTWAPHUJ ANaHUHA AUMETHIOBBIM 3(QUPOM TIIyTAMHHOBOM KHCIIOTHI IOJYYHIIH
munentuz. CocTaBbTe CXeMy NMpeBpalleHuil U JaiTe Ha3BaHUE MMOTy9eHHOTO MPOIYKTA.
3. JleiicTBys Ha TIHMIUH MATHXJIOPUCTHIM (ocopoM 1 Ha METHOHHH YKCYCHOM KHCIIOTOH, OTIPE/ICIUTE MPH
MOCJEAYIOUIEM B3aUMOJEMCTBUM NOJMYYEHHBIX IMPOAYKTOB, KAaKO€ KOHEYHOE BEIIECTBO CHHTE3UPYETCS.
Harnmmure ypaBHEHHS 3TUX pEaKLMi.
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4. Hamumure ypaBHEHHE PEAKIIMX MOTYUYSHHS IUAHTUIPUHOBBIM METOJOM 0-aMUHOMACIISTHON KHCIIOTHI.

5. Hanmmure ypaBHEHHS pEaKIMH B3aMMOACWCTBUS TaJOTEHAHTHAPHAA 0-OpOM-B-OKCHUIIPOTHOHOBOM
KHCJIOTBl C TpoiuHOM. [IpeanonokuTe, YTO MOJIYYEHHOE BEIISCTBOBEIIECTBO 00padoTamu H30BITKOM
aMMHaKa ¥ Ha30BUTE KOHEYHBII MPOIYKT.

6. Hamumure ypaBHEHWE peaklMyd B3aUMOJACUCTBHS TaJOTCHAHTHAPHIA 0-OpOM-f-THONPOMTUOHOBOM
KucnoTel ¢ Tpunrtodanom. llpeamonoxure, 94TO MONydeHHOE BEMIECTBOBEMIECTBO 00padoTanmu M3OBITKOM
aMMHaKa ¥ Ha30BUTE KOHEYHBII MPOIYKT.

7. [B-OKCHUIIPOITMOHOBBIA aNbACTHI ITOCIEIOBATEIHFHO 00padoTaay CHHHJIBHON KHCIOTOW, aMMHaKOM H
BOJOW B NPUCYTCTBUU COJSIHOM KHUCIOTHl. HamummmTe XUMUYECKHE YpPaBHEHHUS U HA30BUTE KOHEUHBIN
MPOAYKT.

8. HamumuTe ypaBHEHUs peakUWd MOMY4YCHHS JU3UHA U3 O-aMHHOBAJIEPUAHOBOTO  allbAerHaa
[IUAHTUPUHOBBIM METOIOM.

9. HamumuTe ypaBHEHHs peakUWd MOJMY4YeHUS THCTUAWHA W3 [-UMHUIa30JIMIYKCYCHOTO allbAernia
UHUAHTUAPUPOBAHHBIM METO/IOM.

10. Hanumute ypaBHEHHS pEaKIMid TONYyYCHHS TPHUICNTHIA W3 XJIOPAHTWAPHIA BaJHI-TIUIMHA H
apruarHa. Ha30BHUTE MOTyYEHHBIN TPUIIETITHL.

11. HanumuTe ypaBHEHUE PEAKIMU IMOJIYYCHUS TPUIICNITHIA U3 TaJIOTEHAHTUPUIA METUOHWI-TPEOHUHA U
METHIIOBOTO d(upa TupoznHa. HazoBuTe mMoydeHHOE BEIIeCTBO.

12. HammmmTe ypaBHEHUS peaknuid TMOMYUYSHHS STHIOBOTO dhupa o-0poM-B-heHnImponnoHOBOH KUCIOTHI
Y €T0 MOCJIeIOBATEIbHOIO B3aUMOJICHCTBYS ¢ U30BITKOM aMMHaKa U BoJibl. Ha30BUTE KOHEUHBIH MPOAYKT.
13. HanmmuTe ypaBHEHHMS peakIMi: a) JIM3WHA C MATUXJIOPUCTBIM (ocopom; 0) deHmnamanuHa ¢
YKCYCHOH KuCnoToi. OmnpenenuTe KOHEUHBIH NMPOAYKT CHUHTE3a, €CJIM IMOJYYCHHbIE B YKA3aHHBIX BBIILIE
peakuusax BeulecTBa BCTYISAT BO B3aUMO/JIEICTBHE APYT C IPYTOM.

14. Hanummre XUMUYECKYIO (OPMYITy MENTHAA BATAI-TIUIHI-METHOHHUII-TITyTAMHUHA.

15. HammummTe XUMIYECKYRO (JOPMYITY TIETTHIA CePIIT-IICHITI-TPEOHII-TIPOITNHA.

16. HammmmmTe XUMIYECKy 0 (OPMYITYy TIENTHA THPO3UI-THUCTHANI-BaJIII-acTIaparuHa.

17. Hanummre XuMUYECKYIO (GOpPMYITy MENTUAA TPUNTODUI-H30IeHIIII-TUPO3UIT-aJIaHHHA.

18. Hanmmmre xumudeckyto popMmyiry nentuaa GeHualaHuI-MeTHOHUII-CEPUIT-IIICTENHA.

19. HammmmmTe XUMIYECKYRO (POPMYITY TENTHIA UCTEHHII-TUCTHANI-apT UHIII-TH3HHA.

20. I[IpuBeauTe MPUMEPHI 3aBUCUMOCTH OMOJIOTHYSCKOM aKTUBHOCTH OCJIKOB OT NICPBUYHON CTPYKTYPHI.

21. Ykaxure, K Kakoil rpymre OelKOB OTHOCSTCS anbOyMuH, KazewH, (uOpouH, rinoOynuH. [lokaxkute
pasnuure uX B CBOMCTBAX U CTPOCHHH.

22. Yto o01Iero u 4eM OTINYATCS XPOMOTIPOTEUIBI OT METAJUIONPOTEH IOB? YKaXKUATE HA OMOJOTHIECKYIO
POJIb TAaHHBIX OEITKOB.

23. Kakne amuHBI 00pa3yrOTCs B pe3ylbTaTe JeKapOOKCHIMPOBAaHWS alaHWHA, JIU3WHA, THUPO3HHA,
ructuguHa u  Tpuntodana? KakoBa poms uxXx B opranm3me? Hanmmmre ypaBHEHHS peaknuid
JIeKapOOKCUITMPOBAHNUST HA3BaHHBIX aMUHOKHUCIIOT M YKKUTE (DEPMEHTHI, YCKOPSIOIIHNE TaHHbBIE TPOIECCHI.
24. Kakue MeTa0onuThl 00pa3yloTcsi B pPe3ylibTare OKUCIUTENBHOrO JI€3aMHHUPOBAHUS TIIyTaAMUHOBOU
KHCIIOTHI, acHaparvHOBOW KHCIOTHI W anaHuHa? Hanummmre ypaBHeHHsS peakuid JallbHEHIIero
npeBpalieHus MeTaboIuToB B opranusme. Hazosute GepmMeHTEHI..

25. CocTaBbTe ypaBHEHUS peakiUii MepeaMUHUPOBAHHS TMCTHINHA M TJIMOKCHIOBOW KHUCIOTHI. [lokaxuTe
Ha JIaHHOM TIPUMEpe MEXaHU3M JIEHCTBHS MAPHUI0KCATb(epMeHTa.

26. JlaiiTe BO3MOXKHBIE TyTH OMOCHMHTE3a aJlaHWHA, acllaparvHOBOW KHCIOTHI M OPHUTHHA B OpPTaHU3ME.
Hanummure coOTBETCTBYIOIINE YPABHEHUS PEAKIIUH.

27. YyacTok npaBoit Henu JIHK HUMEeT TaKyO HOCJIEN0BATENbHOCTD HYKJICOTHJIOB:
I'TAALHALTATTTAAAATALI'... KakoBa BO3MOKHAas IOCIIEIOBATEIbHOCTh AMHHOKHUCIOT OeclKa,
cunaTe3upyemoro npu ydactun U PHK, Tpanckpubupyemoii nanusiM ¢pparmentom nenu JJHK? O6bsicauTe,
WCTIONIB3YSl TAONINIly TEHETHYECKOTO KOAa.

28. ®parmenr nepor umenm JIHK wMmeer cheayromyro  MOCIENOBaTENBHOCTh  HYKJICOTHIIOB:
TITTTATHAATTAALL... KakoBa BO3MO)XHas NepBUYHAs CTpyKTypa (parmenra Oejka, (parMeHTOM
JIHK? W300pa3utre CcXeMaTU4eCKH IOCJCA0BATSIbHOCTh AMHHOKHMCIOT B Oejke. YKaKUTe JTallbl
TPAHCKPHITIUU U TPAHCIIAIHH.

29. Vcnonb3ysi TEHETUYECKAN KOJI W MPHUHIUIBEI MAaTPUYHOTO MEXaHW3Ma OMOCHMHTE3a Oellka, HAIUIINTE
BO3MOJKHYIO TTOCJIEIOBATEIHHOCTh HYKJICOTHAOB B T€HE MENTHIA Ba30IIPECCHHA.

30. HanuimiuTe mocie0BaTe/IbHOCTh HYKJICOTHIOB B o0eux Iemsx (parmenra monekyisl JHK, eciou
W3BECTHO, YTO MEPBUYHAS CTPYKTypa (parMeHTa KOAMPYEMOro Oejika COOTBETCTBYET: ana-Tpe-ITu3—acH-
Cep-TIH-TIIy-acIl. ..
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31. ®parment aesoit nenu JHK nmeet Takyro crpykrypy: ... TATTUTTTTI THALLI ... KakoBa nepBuuHas
CTpyKTypa ¢(parmMeHTa Oeika, €CIIM OH CHHTE3HUpPYeTCS COIVIACHO TEHETHYeCKOM WH(popManum B
nportuBononoxuoi nenu JAHK?

32. YacTe MoneKybl OeKa UMEET TaKylo CTPYKTYpY: ...cep-ana-Tup-nei-aci... C KaKMMU aHTUKOJJOHAMU
TPHK y4actByroT B OmocunTese 3toro 6enka? OObsICHATE MEXaHU3M TPACIISIIHH.

33. C kakumu antukomamu TPHK ywactByror B cuHTe3e mentuaa okcutonuHa? OOBSICHUTE MEXaHH3M
3JIOHTaLlUH.

34. Yuactrok mpaoii menmu JIHK  wmMeer cieayroniyr0  TOCIEAOBAaTEIbHOCTh  HYKJICOTHIIOB:
. AOAATAAAATTTTULLL ... KakoBa mepBmuHas CTpykTypa (parmMeHra Oeika, COOTBETCTBYIOIIETO
Takoi reHernueckoi mHpopmaunu? Kakoii craHeT mepBUYHAs CTPYKTypa CHHTE3MPYEMOro Oelnka, eciii B
stoit nenu [IHK BrinagaeT BocbMON HyKI€OTHUT?

35. Kako#i cTaHeT TMepBHYHAsI CTPYKTYpa CHHTE3HPYEMOTO ydacTka Oenka, ecnu B ydactke nermu JTHK
... ITTTAAOATTLILHAATIT... Beimagaer aecsAThIil HyKJI€oTH? YKaKUTE HA KAKOM YPOBHE OCYIIECTBUIIACH
peryisius OMocHHTe3a yJacTka OEITKOBO MOJIEKYJIbI?

36. HavanmpHass dYacTh OJHOW IIEMM MaKPOMOJICKYJIBI HOPMAJBHOTO TeMOTJIOOMHA 4YeIOBEKa MMeeT
CTPYKTYpY: ...THC-Bal-JI€H-Iel-Tpe-Mpo-Iiy-riay... KakoBa CTpPyKTypa COOTBETCTBYIOIIEM 4YacTU TIeHa
remoriioouna? [loctpoiite cxemy M ompeenuTe 3Tanbl TPAHCISIIUN | TPAHCKPHUIILINH.
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I'nasa 5. METABOJIN3M YIJIEBOJIOB

Lenu uzyuenusn
Ymemn:
1. OOBSCHATH POJIb YTIEBOJAOB B METAOONIM3ME YEIIOBEKA.
2. OOBICHATD 0COOCHHOCTHY TIEpEBAPUBAHMS U BCACHIBAHUS YTIIEBOIOB B )K€y JOYHO-KHIIIEYHOM TPAKTE.
3. UHTepnpeTupoBaTh CBsI3b MEPEKIIOUCHUS MPOIIECCOB CUHTE3a U Pacrajia TIIFOKO3bl C pUTMOM IUTAHUS U
(hM3HYIEeCKOI HATPY3KOM.
4. OnicHWBAThL 3HAYCHUE CHHTE3a U paciiaja IIIUKOTeHa TS MOIACpKaHUI TOMEOCTa3a TIIFOKO3BI.
3namep:
1. CTpoeHure OCHOBHBIX YTJIEBOJIOB MUIIIH, UX CYTOUYHYIO HOPMY.
2. [IpuamHBI ¥ TPOSIBIICHUS HAPYIIEHUH ITepeBapUBAHUS JTAKTO3BI U IPYTHX AUCAXAPUIOB.
3. OCHOBHBIC 3Tanbl (CXeMy M pEaKIuy) TIFOKOHEOTeHe3a.
4. Ilytm BKIIOYCHHS B TJIOKOHEOTEHE3 JIAKTaTa, AMUHOKHCIOT M TJIMIEPOia B 3aBUCUMOCTH OT
(hM3HOJTIOTHYECKOTO COCTOSHUS OpTaHNU3Ma.
5. Dranbl cuHTe3a riukoreda. OCOOEHHOCTH MOOMIIM3ALIMH TVIMKOTreHa B IIEY€HH U MBIIII[AX.
6. Perynsinuro rimkonu3a v TIIOKOHEOTeHe3a B IICYCHH.
7. MexaHu3Mbl BIUSHUS HHCYJIMHA, TIIFOKaroHa v aJipeHalnHa Ha 0OMEH TJIMKOTeHa B TIEYeHN M MBIIIIIIAX.

OcHogHble NOHAMUA U MEPMUHDBL:
MoHO-, 0TUro- U MoAUcCaxapuasbl.
BoccranaBnuBaromye 1 HeBOCCTaHABIMBAIOIINE AUCAXAPHIBI.
I'omo- n monucaxapupl, 1 ©X OMOJOTHYECKHE PYHKIIH.
Karabomusm yrineBozoB, pepMeHTaTUBHBIN KOMIUIEKC THAPOIIN3a YTIIEBOIOB.
Ob6neruennast mudGy3us ¥ aKTUBHBIA TPAHCIIOPT.
dochopunrpoBaHre MOHOCAXapHUIIOB.
AdpOOHBIN 1 aHAIPOOHBIN KaTa0OIH3M TIIFOKO3BI.
Buonornueckoe 3HaueHne KaTabOIM3Ma TIFOKO3HI.
. IlenTo3odocdarHbriil myTh MIpeBpaIeHAs YTICBOIOB.
10 ['mokoHeoreHes u ero peryssusl.
11.Iuxn Kopu.
12.I'nukoreHoreHe3 u riIUKOJIH3.
13.Drambl cMHTE3a TIIMKOTEHA M €10 PeryJIsius.

©COoNOO~WNE

Cokpawenus:
I'JIYOT (raroxo3HbIE TPAHCTIOPTEPHI) — OENKU-IEPEHOCUUKH TITIOKO3bI;
HIID — memnb mepeHoca IEKTPOHOB;
TAI" — TpranuITIUIIEPOITB.
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5.1. CtpykTypHasi opraHu3amnusi yrjeBoaoB

YTIeBOIbI BXOAAT B COCTaB KIIETOK U TKAHEH BCEX PACTUTENBHBIX M )KUBOTHBIX OPTaHU3MOB U UMCIOT
00JIBIIIOEC 3HAUCHUE KaK WUCTOYHHMKH SHEPrUU B METa0OJMYECKHX TMpolleccax. YTIEBOAbI O0Opa3yroTcs B
pacTeHHsx B Ipoliecce (OTOCHHTE3a U3 TUOKCUAA YIiiepoaa u Bozbl. JlJis yemoBeka OCHOBHBIM HCTOYHUKOM
YTIIEBOJIOB SIBIISIETCS PACTUTENHHAS TIHIIA.

VYraeBoapl NENATCS HAa MOHOcAxapuowvl u noaucaxapuodvl. MoHOcCaxapuIsl HE THAPOIU3YIOTCA C
oOpa3oBaHreM 0oJiee POCTHIX yriaeBooB. CIIOcOOHBIE K THAPOIN3Y TOTMCAXaprUIsl MOKHO paccCMaTpUBaTh
KaKk TIPOAYKTHI TOJWUKOHIEHCAIIMM MOHOCaXapuaoB. [IpoMexyTouHyr0 TpyIIly MEXAYy MOHO- H
MOJICaXapuiaMi COCTABIIAIOT O0JULOCAXAPUObl, WMEIOIINE OTHOCUTEIHHO HEOOJBINYI0 MOJEKYISPHYIO
Maccy.

Momnocaxapuowst — BemecTBa ¢ 00TaTOM pEaKIMOHHON CIOCOOHOCTHIO. B MX MoJekylax MMeroTcs
CJIeYIOIME Han0OJIee BAKHBIC PEAKIIMOHHbBIE IICHTPHI:

* [OJTyareTaabHBINA TUAPOKCUIT;

* CIIUPTOBBIC THAPOKCHIIBHBIE TPYIIIHI (BCE, KPOME MOJTyaneTaabHOMN);

* KapOOHWIbHAS TPYIIA AIUKINIECKON (DOPMBI.

CH,0H CH,OH
@ o1 == C( =0
LHETHYECKHE = H f-hopmMel ATTHKTHIECKAR |:D-opm

I'noko3a — comepXuTcs B PACTUTENBHBIX COKax, Iuonax, Gpykrax u ocoOeHHO B BuHOrpaze. OHa
SBIISIETCSL 00sA3aTEIbHBIM KOMIIOHEHTOM KpPOBHM M TKaHEH >KMBOTHBIX M HEMOCPEACTBEHHBIM HCTOYHHKOM
SHEPTHUH TSI KIIETOYHBIX PEaKIHii.

CH20OH

H OH H ©OH OH H
TANKEOSa ramaEmTosa PpyETOIAa
I'nuxo3uobt — OTHOCATCS TIPOU3BOIHBIC IUKIMYECKUX ()OPM YTIIEBOJIOB, B KOTOPHIX IMOJTyalleTalbHas
THAPOKCUIIbHAS Tpynmna 3aMeHeHa rpynmoii OR. HeyrneBogHbIi KOMIIOHEHT TJIMKO3HMIa HAa3bIBAIOT
aznuxorom. CBS3b MEXKIy aHOMEPHBIM IIEHTpOM (B anmpgo3ax 3To C-1, B kero3ax - C-2) u -OR rpymmoit
Ha3bIBAIOT TJIMKO3UIHOM.
['MuKo3uIBI ABISAFOTCS alleTASIMA IUKITHYECKUX (DOPM alb103 MK KETO3.

CH,OH
O R <€---——-- Q2AUKOH
OH -
HO ™~ 2auxo3udnas CRATL
OH
I'muko3uanpl TIIOKO3BI HA3BIBAIOT TIIFOKO3UIAMH, pI/I603LI — pI/I6031/I)Z[aMI/I h T.aI. [JMKOo3uanI

00pa3yrTcs Ipy B3aUMOJICHCTBIH MOHOCAXapHJIOB CO CITUPTaMU B YCIOBHUSAX KHUCIOTHOTO KaTalln3a; MpU
ATOM B PEaKITHIO BCTYMAeT TOJIBKO MojyarieTanbHas rpymma -OH.

CH,0H 2OH
o) O OCH;
H OH + CH;OH —"
HO C )( H; HO
OH
D-TMIOKOTTHPano3a METHII-0~D- Mc'nm-[!- D-
[TEOKONUPAHO3HL IITHOKOTMPAHO3UA

@EpMEHTATUBHBIA TUAPOJIM3 TJMKO3MIOB JIEKUT B OCHOBE pACILCILICHUS IOJINCAXapHiOB,
OCYLIECTBIISIEMOTrO B )KUBOTHBIX OpraHU3MaXx.

Cnoxcnote 3pupor. MoHOCaxapuIpl JIETKO AaIWJIUPYIOTCS AHTHAPUIAMH OPraHMYECKUX KHUCIIOT,
o0pazyst croxHble 3QUPBI C y4acTHEeM BCeX THIPOKCHIBHBIX Tpymil. bolblnoe 3HaYeHHe UMEIT 3QHPHI
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HEOPraHMYECKUX KUCIIOT, B 4aCTHOCTH 3hupbl GochopHoit kuciaoTel — hocharel. OHU comepikaTcs BO BCeX
pacTUTENBHBIX W JKUBOTHBIX OPraHW3Max W MPEACTABISIOT COOOH MeTabONMYecKd aKTHBHBIE (HOPMBI
MOHOcaxapua0oB. Hanbomnee BaxxHyro poib urparot pocdarsl d-riaoko3sl u d-GpyKTO3bI.

DOCDPATHI MOHOCAXAPHUIOB

H20 —-PO 3 I lj
CH,0H CH,0~PO;H, C=0
0o (o) HO——H
OH H OH H——OH
HO 0—PO;H, HO H——OH
OH OH CH,0—-PO;H,
1-thoedrar 6-dbocdar 1,6-muocdar
A-D-TTIOKOMAPAHO S D-ITIOKOMMHPAHOSB D~bPYKTO3EL

D¢dups! cepHOI KHCTOTH (CyIb(aThl) — BXOAST B COCTaB MOJIMCAXAPUIOB COSTUHUTETFHON TKAHH.
Boccmanoenenue. 1lpn BOCCTAaHOBICHHH MOHOCaXapH0B (MX ajbJACTHIHOW WM KETOHHOW TPYIIITHI)
00pa3yrTCs albIUTHL

CH=0 CH,OH
H——OH (H] H—|—OH
HO——H ———> HO——H
H——OH H——OH
CH,OH CH,OH
D-KCHUIIO3a KCHITAT

Illectnatomusie crupthl - D-erroyum (copbut) m D-mannum - momydaroTcss pu BOCCTaHOBJICHUH
COOTBETCTBCHHO TJIFOKO3bI U MAaHHO3bI. AJII)ZII/ITI)I JICTKO paCTBOPUMEI B BOAC, O6Ha[[aIOT CJIaIKUM BKYCOM,
HEKOTOpbIE M3 HUX (KCHJIUT U COPOUT) MCIIOJIB3YIOTCSA KaK 3aMCHUTENHM caxapa Jjisi OOJIBHBIX CaXapHBIM
I1abeToM.

[Tpu BoCCTaHOBIECHUH ANBI03 MOIYYASTCs JIUIIL OJUH MOJIHOJ, IPH BOCCTAHOBIEHHH KETO3 — CMECh
JIBYX MOJHOJIOB; HaHpHMeg,HH?(J dl_-ltbpyKTom,I o0pazyroTcs d-Tronut 1 d-MaHHHUT:

2 CH,OH CH,OH
C=0 H——OH HO—H
Ho——H _ M _ gyo 1w , BO—+—H
H——0OH H——OH H—T—O0H
H——OH H——OH H——OH
CH,0OH CH,0H CH,O0H
D—PpPYKTO3a D-TITROTIAT T-MAHHAT

Okucnenue. Peakuuy OKUCIICHHSI HCIOJB3YIOT Ui OOHApYKEHHS MOHOCAXapHIOB, B YaCTHOCTH
TIIFOKO3BI, B OMOJIOTUYECKUX KHUIKOCTAX (MOYa, KPOBb). MSTKHUMHU OKHCIAHUTENIMHU (OpOMHAs BOJIa) MOXKHO
OKHCJIUTh aNbJETHIHYIO TPYIITy B KapOOKCHIIBHYIO, IIPH 3TOM 00pa3yloTCsl allbJJOHOBBIE KUCIOTHL. Tak, mpu
OKHUCIICHUHU d-TJII0KO03bI OpOMHOM BOJOH MomydaeTcs d-TJII0KOHOBAsI KUCIIOTA.

B MenunuHe ucnomnb3yercs ee KalblMeBas COIb — IITIOKOHAT KaJIbITHs:

CH=0 COOH COOM

H——OH H——OH H——OCH
HO——H Br,, H,O HO——H CaCO; = HO——H
H——OH H—OH H——OH
H——OH H——OH H—OH
CH,0H CH,0H CH,0H
D-II0KO38 D-IHOKOHOBAS KHCAOTA LOOKOHAT Kabims {M=0,5Ca)

[eticTBre 6osee CHIIBLHBIX OKHCIINTENICH (a30THAS KUCIIOTA, IEpMaHTaHaT Kallvs, U JaXKe HOHOB Cu’+
i Ag+) MPUBOIUT K TIYOOKOMY pacIiajly MOHOCAaXapHAOB C Pa3phbIBOM YIJIEPOJ-YIIEPOJIHBIX CBS3CH.
YrinepoaHas 1enb coXpaHSIeTCs TOJIBKO B OTACIBHBIX CIyYasX, HaPUMep MpU OKHCIeHUH d-TJIFOKO3bI B d-
TITIOKAPOBYIO KUCIIOTY WK d-TajaKTO3bl B TANAKTAPOBYIO (CIM3EBYIO) KHCIOTY.
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CH=0 COOH

H——OH H——OH
HO——H HNO; (as6) .~ HO——H
HO——H HO——H

H——OH H——OH

CH _‘(_) H COOH

D-TaTaKkTo3a TANAKTApOBaAg KUCIOTa

AJBI03BI JIETKO OKUCIISIOTCS KOMIUICKCHBIMH coeauHeHms MU Menu (11) u cepeOpa — cOOTBETCTBEHHO
peaktuBamu Denunra m Tosenca. Takue peakuuud BO3MOXKHBI B CBSI3U C NPUCYTCTBHUEM ANIbJETHUIHON
(OTKpBITOI) GOPMBI B TAYTOMEPHON CMECH.

Braronaps CrocoGHOCTH BOCcTaHaBIHBaTh HOHBI Cu®* Himm Ag' MOHOCAXapHBI M HX MPOM3BOJHBIC,
coJiepKalliye MOTCHIUAIBHYIO abACTUAHYIO TPYIIIY, Ha3bIBAIOT 60CCHIAHAGIUGAIOUIUMU.

I'muko3uasl He MPOSIBISIOT BOCCTAHOBUTEIBHOW CIIOCOOHOCTH M HE JAIOT IOJIOKHUTEIBHOM MPOOHI ¢
OTUMHU PCAKTUBAMU. O,Z[HaKO KEeTO3bl CIIOCOOHBI BOCCTAHABINBATL KATHUOHBI METAIJIOB, TaK KaK B HIGJIO‘IHOI‘/’I
CpeZie OHU U30MEPU3YIOTCS B ajIbJI03bI.

[Ipsmoe oxucnenune 3sera -CH,OH mMoHOCaxapumoB B KapOOKCHIIBHYIO TPYIITYy HEBO3MOXKHO H3-32
NPUCYTCTBHA Oojiee CKIOHHOM K OKHCJICHHIO aJbJETWAHON TpyNIbl, HOITOMY AJsl NPEBPALICHUS
MOHOCaxapH/ia B ypOHOBYIO KUCJIOTY OKUCIICHHIO IOJBEPral0T MOHOCAXapuJ ¢ 3allUIIEHHON albJerUIHON
IpyIION, HAIPUMED, B BUAE TTIMKO3UIA.

CHZOH COOH COOH
0 H 0, H'
ITHIT- D-TIMOKOTTHPaHOIH STHJI-D-TIMIOKYPOHM D-TIIOKYPOHOBAA
KHCA0Ta
OOpa3oBaHie TJIMKO3UIOB TJIIOKYPOHOBOW KHCIOTBI — 2RIOKYPOHUOO0G SIBISETCS TIPUMEPOM

OMOCHHTETHYECKOr0 IMPOLEcca KOHbIo2ayuy, T.e. TPOLecca CBA3BIBAHUS JIEKAPCTBEHHBIX CPEICTB WMJIM UX
METa0O0JNUTOB C OHMOreHHLIMU BCIIECTBaMH, a TaKXE C TOKCHYHBIMU BCHICCTBAMHU C MOCICAYIONIUM
BBIBEJICHUEM U3 OPraHu3Ma ¢ MOYOH.

TITIOKYPOHHWIBI
COOH cudponies COOH | COOH
E—
- CH;COOH EI 1
OCOCH; OH OH
ameTWICATHIHIIORAsT CATHOWIOBAs BHBESACHWE CATMIIFIOBOM KHCIIO
KHCJIOTa KHCIIOTa B (hopme O-TIOKypoOHUIa

Onuzocaxapuowvt — yrieBo/ibl, TIOCTPOCHHBIC U3 HECKOJIBKUX OCTATKOB MOHOcaxapuaoB (ot 2 go 10),
CBSI3aHHBIX MEKAY COOO0H TTTMKO3UIHOMN CBS3BIO.

[IpocteliimmMu onHMrocaxapujaaMu SIBISTIOTCS AUcaxapuibl (0MO3blI), KOTOPBIE COCTOSIT M3 OCTaTKOB
JIBYX MOHOCAXapHIOB U MPECTABISIOT COOOM TIUKO3UIBI (TIOTHBIE alleTain), B KOTOPHIX OJWH U3 OCTATKOB
BBITOJIHSIET POJIb arjMKOHA.

CYIIICCTBYI-OT JIBa THIIa CBA3bIBAHWA MOHOCaXapuJIHBIX OCTATKOB!

- 3a cyeT nojyaierainbHol rpynmbsl -OH ogHOrO MOHOCaxapua u JiF000l CIMPTOBOW TPYIIIBI APYTOTro
(B mpumepe HiKe — rugpokcui npu C-4); 3To rpyIna 60CcCmanasiusaoujux oucaxapuoog,

- ¢ yyactdeM nmoiyaueTanbHbeIXx rpynn -OH  o0oux  MoHOcaxapumoB, 3TO  TIpymmna
HeGOCCMAaHAsIUBAIOMUX OUCAXAPUOOE.
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HEE0CCMARAGBAUCATOEE goccmanasaueanouyee
38EHO

36€HO
ik A& 0
0
2 3 20H 2 2
BOCCTAHARTHBRIOIH TACAXAPUIT HEBOCCTAHARTHBAIOTTHH IRCAXAPWIT

Boccmanasenusarouwjue oOucaxapudsl. B nucaxapupe wuMeeTcs CcBOOOTHAas —TONyaleTambHas
THIPOKCUIBHAST TPYINa, BCIEACTBHE UYEro COXPaHSIETCs CIOCOOHOCTh K  PACKPBITHIO — ITUKIA.
[IpencraBuTensiMu BOCCTaHABIMBAIOLINX IUCAXAPUAOB SBIISIIOTCS MaJIbTO3a, LIEI00M03a, JTAKTO3a.

Manvmosa (conomoBbriii caxap (or jar. maltum — comom)), SIBASETCS MPOMAYKTOM PACIICIUICHUS
Kpaxmalia Toj JcHcTBHEM ¢epMeHTa [-amunassi, BBIACTISIEMOTO CIIOHHOW JKEJe30H, a Takke
coJiepKallerocsi B coioje (MpopocCIInX, a 3aTeM BBICYHICHHBIX U M3MENBbYCHHBIX 3epPHAX XJICOHBIX 371aKOB).
ManpTo3a UMEET MEHEE CIAAKUN BKYC, YEM Caxaposa.

ManbTO3a — gucaxapul, B KOTOPOM OCTaTKH ABYX MOJIEKyn d-TJrOKO- mHpaHo3bl cBsizaHbl o(1,4)-
[JIMKO3UHOU CBA3BIO.

ILlennobuosza — nucaxapuj, B KOTOPOM OCTaTKH JBYX MOJeKyn d-Tiorokomupanossl cBsizaHbl B(1,4)-
IJIMKO3UIHON CBsI3bI0, OOpa3yeTcs NpH HENOJHOM THAPOJM3€ IOJMcaxapuaa Leuloio3el. OTanuue
1EeJTI00MO03bl OT MaJIbTO3bl COCTOUT B TOM, YTO aHOMEPHBIH aTOM yTiepoja, Y4acTBYIOUIMH B 00pa30BaHUU
TJIMKO3UTHOU CBSI3U, IMEET [3-KOH(PUTYpaIHIO.

B(1—4)-2auxosudnas ceass HOJLYAUCTANLL: MECMO occ eAusaioug: gpa
! PACKPUMUR YuKaa i
CH,OH CH,OH e 2 CH,OH CH,OH
o ¥ O & o - OH ¥
OH -\0\ N = OH \o OH CH=0 ==
HO (’ JH o HO
OH OH OH 1 OH 1
p-pD-rmoxkonupaHosua-(1—>4)- orkprras Gopma

O-TITMOKOIMTHPAano3a
(o-Lnewobuosa)
CH,OH CH,;OH

O~ o OH g
= OH 1 o, +£ OH ‘
Ay
HO
OH OH

B-pD-rmmoxonmHpaHo3’it-(1—-4)-B-D-moKomHUpano3a
(p-uennobuosa)

ManbTo3a pacuieruisieTcss (pepMeHTOM 0-TTFOKO3U1a30i, KOTOPhId HE aKTUBEH IO OTHOIIEHHIO K
nemtobunose. llemnoOmo3a crmocoOHa pacHieruIsIThess (epMEHTOM [-TIIOKO3WAA30M, HO 3TOT (EpPMEHT B
YeJIOBEYECKOM OpraHu3Me OTCYTCTBYET, IIO3TOMY LEJJIOOM03a W COOTBETCTBYIOLIMH TOJHCAXapHLI
HEJUTI0NI03a HE MOTYT TepepadaThiBaThCsl B OpTaHM3ME uelioBeKa. JKBauHbIE KHBOTHBIE MOTYT IMUTATHCS
LEJUTI0NI030H (KJIeTYaTKOW) TpaB, MOCKOJIBKY HaXOASLIMECS B MX JKEIYAOYHO-KUIIEYHOM TpakTe OaKTepuu
00namaT B-TIOK03MIa30H.

Jlakmo3a — nucaxapuji, B KOTOPOM OCTaTkd d-rajJakTONHPaHO3bl U d-TIIIOKOMUPAHO3bl CBsi3aHbl B(1-
4)-rIMKO3UHON CBSI3bIO, COJCPIKUTCS B Mosioke (4-5%) W mosydaercss U3 MOJOYHOW CHIBOPOTKH MOCIE
OTIeNIeHHs TBOPOra (0TCI0[a U ee Ha3BaHUE «MOJIOUYHBIN caxapy).

CH=2OH CHo>OH
HO» ] O
H H H M
OoH H O OH H
H H OH
oOH H OH

JIaKmoSa

Hegoccmanasnueatowjue oucaxapuosl. BaxHeWmMM H3 HEBOCCTAHABIWBAIONIMX JIHCAXAPHUIOB
SIBISIETCSI caxapo3a.
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OH
B-D-hpyrTodypaHOINN-(26> 1 )-0-D-TMIOKONMAPAHOIH
(caxaposa)

Caxapo3a — aucaxapuji, B KOTOPOM OCTaTku o-d-rimrokomnupanossl u B-0-GppykrodypaHo3bl CBsI3aHbI
TJIMKO3UTHBIMU CBS3SMH 32 CYET MONyaleTATbHBIX THIAPOKCHIIBHBIX TPYIIT KaXKIOro MOHOcaxapuma. Ee
HUCTOYHUKOM CIY’KaT caXxapHbIi TPOCTHHK, caxapHas cBekia (10 28% OT cyXoro BeulecTBa), COKH PACTCHUI
Y TUTOJIOB.

IHonucaxapuost COCTaBISAIOT OCHOBHYIO MacCcy OpraHMYeckoil marepun B Omocdepe 3emmu. OHH
BBITIOJIHAIOT TPU BAXKHBIC 6I/IOJ'IOFI/I‘I€CKI/IC Q)YHKHI/II/I, BBICTYyIIasd B POJIM CTPYKTYPHBIX KOMIIOHCHTOB KJICTOK U
TKaHel, JHePreTHYECKOTO Pe3epBa U 3alIUTHBIX BEIIECTB.

B monmcaxapugax pacTUTENBHOTO TPOUCXOXKICHHS HanOomee gacto Berpedatorcs (1,4)-rmuko3naHbie
CBA3H, a B IMoJIMCaxapuaax )XUBOTHOI'O U 6aKTCpI/IaﬂbHOI‘O IMPOUCXOKACHUA UMCIOTCA CBA3U U JPYIrUX THUIIOB.
Ha omHOM KOHIIE MOJIMMEPHOH HeNH HaXOAUTCSI OCTATOK BOCCTaHABIMBAIOLIETO MOHOcaxapuaa. [lockombky
€ro Jons BO BCEH MakpOMOIIEKyJIe O4YeHb Maja, IOJHCaXxapuAbl TPAKTHYECKH HE MPOSBISAIOT
BOCCTaHOBUTENHHBIX CBOHCTB.

[MonucaxapumaM XapakTepPeH TUIUYHBIA I BBICOKOMOJICKYJISPHBIX BEIIECTB 00Jee BBICOKUI
YPOBEHb CTPYKTYPHOH OpraHM3aluMyd MakKpoMoyieKyJd. Hapsgy ¢ mnOepBHYHOH CTPYKTYpoH, T.e. €
OTIPEIETICHHOH TOCIeI0BATEIFHOCTHI0 MOHOMEPHBIX OCTATKOB, BAKHYIO POIIb UTPAET BTOPUIHAS CTPYKTYpa,
orpenensieMas MPOCTPAHCTBEHHBIM PACIIONIOKEHHEM MaKpOMOJIEKYIsipHO# 1emu. [lonmcaxapuaHbie nenu
MOTYT OBITh pa3BETBICHHBIMH WIIM HEPA3BETBICHHBIMHU (JTMHEHHBIMHU).

[lomucaxapunbl [enaT Ha TPYNOBL 20MOROAUCAXAPUOOE, COCTOSIIMX M3 OCTAaTKOB OJHOTO
MOHOCAXapHia U 2emeponoIucaxapuoos, COCTOANNX U3 OCTATKOB Pa3HBIX MOHOCAXapHIOB.

K zomononucaxapuoam otHOCATCS MHOTHE TOJNHCaXapuabl PACTHTENHLHOTO (KpaxMal, eJuTioNo3a,
MEKTUHOBBIE BEIIIECTBA), )KUBOTHOTO (TJIMKOTEH, XUTHH) M OaKTEPUATBHOTO (JIEKCTPaHbI) TPOUCXOXKIICHHSL.

Kpaxman cocTouT M3 MOJMMEPOB JBYX THIIOB, MIOCTPOCHHBIX U3 d-TIIFOKOMHUpPaHO3bl: amuaozbl (10-
20%) u amunonekmuna (80-90%). Kpaxman obpasyeTcs B pacTeHHsX B Iporecce (HOTOCHHTE3a U
«3arnacaercs» B KIIyOHSIX, KOPHAX, CEMEHAaX.

B xomoano# Bojie Kpaxmall HEpacTBOPUM, a B Topsueii HabyXaeT W HeKOTopas 4acTh €ro IMOCTETIEHHO
pactBopsieTcs. IIpu OBICTpOM HarpeBaHWHM Kpaxmaia u3-3a cozepskarieiics B Hem Biarn (10-20%)
MPOUCXOJUT THAPOIUTUYECKOE paclIeIUIeHHe MaKpOMOJEKYISApHOH menu Ha OoJjiee MENKHE OCKOJKU M
o0pa3yercsi CMeCh MOJIMCaxXapuIOB, HAa3bIBAEMBIX deKcmpuHamu. JIeKCTpUHBI JTydIlle PaCTBOPSIFOTCS B BOJE,
4eM Kpaxmall.

(CGH, 0y, —ZPU 5 (CH,O,),, tem<n
0~%n 610 5 mt
EpPaxmasn JEKCTPHIBL

Taxoli mpouecc pacienyieHns: Kpaxmana, Wi 0eKCmpuHu3ayusi, OCYIECTBISIETCS IPU XIeO0eUeHUH.
Kpaxmain Myku, npeBpaiieHHbIi B IEKCTPUHBI, JIETYe YCBAaUBAETCS BCIICICTBHE OOJbIICH pACTBOPUMOCTH.

Amunosa — mnonucaxapuji, B KOTOPOM OCTaTKH d-TJIFOKOMHPaHo3bl cBsi3aHbl 0 1-4)-TIHKO3UIHBIME
CBSI35IMH, T.€. IUCaXapuAHBIM (ParMEeHTOM aMUIIO3BI SIBIISIETCS MAJIBTO3A.
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AMMIIO3A

CH,OH CH,OH
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OH | OH
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Lens amMuno3sl Hepa3BETBICHHAs, BKIIOYAET IO THICAYM TUIIOKO3HBIX OCTAaTKOB, MOJIEKYJIIpHAsl Macca
1o 160 Teic. MakpoMomneKys1a aMII03bl CBEpHYTa B criupaib (puc. 78, 1).

¥
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1
1
1
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Puc. 78. CrpykTypa aMHI03bl U aMHUJIOTIEKTHHA!
1- CrupaneBumHas CTPYKTypa aMUJIO36I (BT BIOJIb OCH CITUPAJIH);
2- PazBeTBICHHAss MAKpPOMOJIEKYJIa aMIJIOTIEKTHHA (IIBETHBIE KPY)KKHU - MECTa OTBETBIICHHSI OOKOBBIX IIETICH )

Ha xaxxaplii BUTOK cniMpaiv MPUXOAUTCS WIECTh MOHOCAXapUAHBIX 3BEHBEB. BO BHYTpEeHHHI KaHAI
CIMpay MOTYT BXOAWUTH COOTBETCTBYIOIIME IO pa3Mepy MOJIEKYJIbl, HApUMEpP MOJIEKYJbl noaa, oopasys
KOMIUICKCBHI, Ha3bIBAEMBIE COCOUHEHUAMU @KatoYeHusA. KoMIleke aMuIIo3bl ¢ MOJAOM HUMEET CHHHN IIBET.
910 HCIIOJIB3YCTCA B aHAJIMTHUYCCKHUX HEIAX JISI OTKPBITHA KAaK Kpaxmajia, Tak U uoJa (I/IO)Z[KanMaJ'II)Haﬂ
mpooa).

Amunonekmun B OTIMYHE OT aMWIIO3bl HMMEET pa3BeTBIeHHoe crTpoeHue (puc. 78, 2). Ero
MOJICKYJIIpHAsl Macca JOCTUraet 1-6 MiH.

AMWIIONIEKTUH — PAa3BETBJICHHBIA IOJIMCaxapui, B LEMsSX KOTOPOro OCTaTKW D-TiroxonupaHo3sl

cBsi3aHbl 0(1,4)-TIMKO3UIHBIMY CBSI3SIMH, a B TOoukax pasBeTBiieHus — of1,6)-cBa3aMu. Mexay ToukaMu
pasBeTBiICHUS pactonaraotcs 20-25 TIIFOKO3HBIX OCTaTKOB.

AMWJIOITEKTHAH
CH,OH CH,OH

BOK06AR UeNnb ~~-~~T=
0

OCHOGNUAR Yenp -—-- Jo-

-.‘0

lumponu3 kpaxmana B KENyJOYHO-KHUIIEYHOM TPAKTE MPOUCXOIUT IOJ JCHCTBUEM (DEPMEHTOB,
pacmemsromux o1-4)- u o1-6)-rnuko3uansie cBs3u. KOHEUHBIMH TPOMYKTAMH THAPONIN3A SBIISIOTCS
[JII0K03a U MajbTO3a.

I'nuxozen B >XKWBOTHBIX OPTaHWU3Max SIBISIETCS CTPYKTYPHBIM H  (PYHKIMOHAIBHBIM aHAJIOTOM
Kkpaxmana. [lo cTpoeHWro oH MOAOOEH aMHIIONIEKTHHY, HO HMEeT elle OOoibllee pPa3BETBICHUE IIETIEH.
CubHOE  pa3BETBICHHE  CIIOCOOCTBYET  BBIMOJHEHHIO  IJIMKOTCHOM  SHEPreTHUYSCKOM  (PYHKIIMH.
MonekynsipHast macca riaukoreHa jgocturaet 100 muH. Tak, MakpomoseKyia TIIHKOreHa H3-3a OOJBIIOro
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pa3Mepa He MPOXOIHUT Yepe3 MEMOPaHy M OCTaeTcs BHYTPH KJIETKH B Ka4eCTBE PE3EpPBHOTO YTIIEBOA, MOKa
HE BO3HHUKHET ITOTPEOHOCTH B YHEPTHH.

AHaNOTUYHO TJIHMKOTeHY B JKHBOTHBIX OpraHU3Max TakKylo K€ pojb PE3epBHOTO IMoyMcaxapujaa B
pacTeHUsIX BBHIMOJIHACT aMHJIONEKTHH, IMEIOIINN MEHEEe pa3BETBICHHOE CTPOEHHE. DTO CBI3aHO C TEM, YTO B
pacTeHHAX 3HAYWTENIbHO MEIJIEHHEee IMPOTEKAI0T METa0OJMYecKre MPOIEcCH UM He Tpedyercss ObICTpPOro
MPUTOKA JHEPTHH, KaK >XHBOTHOMY OpPTaHH3MYy (CTPECCOBBIC CHTyalnd, (PH3HMYECKOe WM yMCTBEHHOE
HanpsHKEHUe).

Hennionoza (xneryatka), Hamboyee pacHpOCTPaHEHHBIM PACTUTENbHBIN monucaxapun. OOmamaet
0O0JIBIIION MEXaHNYECKOH MPOYHOCTHIO M BBHIMONHACT (DYHKITUIO OMOPHOTO MaTepualia pacTeHuil. JlpeBecuHa
coziepkuT 50-70% 1eITI0N03kl; XJIOMOK IMPEACTaBISeT COOON MOYTH YHCTYH IIeJUTroio3y. llemmonosa
SBIISIETCS. BAYKHBIM CHIPHEM JUTS Psiia OTpacield MPOMBIIUIEHHOCTH (LeJUTI0JI03H0-0YMasKHOM, TEKCTUIIBHON 1
T.IL.).

Llemtono3a — JIMHEHHBIN MoOJKMCaxapull, B KOTOPOM OCTaTku d-TJIFOKO- MHPaHOo3bl cBsizaHbl P(1-4)-
TTIMKO3UIHBIMHU CBS3IMHU. MaKpOMOJIeKyJsipHasl Lenb He MMEeT pa3BeTBICHHH, B HEW coaepxkutcs 2,5-12
TBIC. TIIFOKO3HBIX OCTATKOB, YTO COOTBETCTBYET MONEKysipHOM Macce oT 400 Teic. 10 1-2 MutH.

>OH >OH H,OH
™~ a ™~
o OH b OH > OH S
o 1 AC ~J & el
OH OH OH

B-Kongurypanus aHoMepHOTO aToMa yriepo/ia MPUBOIUT K TOMY, YTO MaKpOMOJIEKYJa [EJUTIOILIO3EI
HUMEET CTPOro JHMHEHHOEe CTPOCHUE H3-3a BOAOPOIHBIX CBSI3€H BHYTPH LIETIH, & TAKXKE MEXKAY COCETHUMHU
LETSIMU:

CH,OH CH,0H
Q) O H-\ 0 H\O
HO 0 H/
OH

CH,OH CHZOH
O H 0 H\
0- H/O
CH,0H (,H20H

Takas ymakoBka Ieneil oOecreunBaeT BBICOKYK) MEXaHHUYECKYHO IPOYHOCTh, BOJIOKHHUCTOCTH,
HEPACTBOPUMOCTh B BOJE M XUMHYECKYI0O MHEPTHOCTH, YTO JIENAET LIEJUTIONI03y MPEKpPacHBIM MaTepHajoM
JUIsSL TIOCTPOCHHSI KJIETOYHBIX CTEHOK pacTeHmid. Llemmrono3a He pacmieruisiercss oOBIYHBIME (epMEHTaMH
KEITYTOYHO-KUIIIEYHOTO TPAKTA.

Bonpmoe mpakThyeckoe 3HaueHWE WMEIOT A(QUPHBIE MPOW3BOAHBIE IEJUTIONO3BL:  aleTaThl
(MCKyCCTBEHHBIN 1IENK), HUTPAThl (B3phIBUATHIE BEIIECTBA, KOJUIOKCWIMH) U Apyrue (BUCKO3HOE BOJIOKHO,
nemtodan).

I'emepononucaxapudsl, X 4YACITY KOTOPBIX OTHOCSTCSA MHOTHE JXWBOTHBIE W OaKTepHalbHBIC
MOJICaXapy/ibl, U3yYeHbl MEHbIIE, HO HMIPAIOT BaXKHYIO OHMOJIOTHYECKYIO poiib. | eTepornomucaxapusl B
OpraHu3Me CBsI3aHbI C OeTKaMK U 00pa3yroT CIIOKHBIE HAJIMOJIEKYIISIPHBIE KOMIUIEKCHI

Honucaxapuovt  coeounumenvnoii  mrkanu. Cpean HuX  Hawbollee  IONHO  W3YYEHBI
XOH/IPOUTHHCYIb(ATHI (KOXKa, XPSIIM, CyXOXHIUS), THaTypoHOBash KHCIOTa (CTEKJIOBHIIHOE TEJIO TJiasa,
MyTIOBHWHA, XPSIIM, CyCTaBHAas XHUAKOCTh), remapuH (medeHs). [lo cTpykType 3TH monmcaxapuisl HMEIOT
HEKOTOpBIE OOIIMe YepThl: MX HEPa3BETBJICHHBIC LIEMU COCTOST W3 JAUCAXapUAHBIX OCTATKOB, B COCTaB
KOTOPBIX BXOIAT YpOHOBass KucioTa (d-rmokypoHoBasi, d-ramakTypoHoBasi) W amuHocaxap (N-
aIeTHITIIIOKO3aMuH, N-aneTwirairakro3aMrH). HexkoTropele M3 HHX COAEP)KaT OCTATKH CEPHOM KHCIIOTHI
[Tonmcaxapuabl COEIMHUTENHHON TKAHW WHOTAA HAa3bIBAIOT KUCIBIMHA MYKOTIOJHCcaxapuaaMu (OT J1aT. mMUcuUs
- CJIN3b), MOCKOJIbKY OHH COJEPKAT KapOOKCUIIbHBIE TPYIIIBI U CYJIb(OTPYIIIb.

Xonopoumuncynvghamost COCTOST W3 TUCAXAPHUIHBIX OCTATKOB N-alleTHIMPOBAHHOTO XOHJIPO3WHA,
coequueHHBIX  [(1-4)-TAMKO3UAHBIME  CBS3SMH. N-alleTHIXOHIPO3WH TIOCTPOEH W3 OCTaTKoB D-
TIIIOKYPOHOBO# KucioThl 1 N-anerui-D-ranakro3amuna, cBsizanHbIX B(1-3)-TIMKO3UIHOI CBA3BIO.
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N-ANTETHJIXOHOPO3MH

NHCOCHS
D-ITOOKYPOHOBAS N-aeran-
KHCIOTAa D-TAamaKTOo3aMIH

Kak cBugerenbcTByeT Ha3BaHHWE, OTH TOJUCAXApUABl SBISAIOTCS 3QUpaMH CEPHOM KHCIOTHI
(cympdaramn). CynedartHas rpymnma obpa3yeT 3GUPHYIO CBS3b C THAPOKCHIBHOW Tpymmoil N-amerni-D-
rajJjakTo3aMHUHa, HaxosIeics B onokeHu: 4 unn 6. COOTBETCTBEHHO pa3invaloT XOHAPOUTHH-4-cynbdar
U XOHJPOUTUH-6-Cynbdar. MonexyisipHast Macca XOHAPOUTUHCYIIb(haToB cocTapmseT 10-60 Toic.

XOHAPOUTUH-4-CYIIbOAT

H() S() [
\
B(1-3) \
Tuanyponoseas kucioma. ITOT TONKCaXapu MOCTPOSH U3 TUCAXAPUIHBIX OCTATKOB, COCTUHEHHBIX
B(1-4)-rIUKO3UIHBIMHU CBSA3SAMH:

H

OH

__HOS0 TH
~ D )

N
B(1—3)

NHOOCH; NHCOCH;,

THAJTYPOHOBASI KHCJIOTA
COOH CH,

B1-3) OH B(1—4) COOH (13 H,OH
—o0 )_0 ~ r—0 j O

H i 3 H :
-0 [ O J
HO HO

OH NHCOCH; OH NHCOCH;

JucaxapuaHplii (parMeHT COCTOMT W3 OCTAaTKOB D-TIIOKYpOHOBOW KHCIOTBI u N-amerwi-D-
TJIFOKO3aMKHa, CBsi3aHHbIX [3(1-3)-TIMKO3UIHOM CBSI3bIO.

I'enapun. B renapune B COCTaB MOBTOPSIOLIMXCSl IUCAXapUAHBIX EIUHMLl BXOAAT OCTaTku d-
[JIFOKO3aMHHA M OJIHOIM M3 YPOHOBBIX KHCIOT - O-IIIFOKYpOHOBO# wiM l-uaypoHOBO#. B KonnuecTBEHHOM
OTHOWICHWH Mpeodnanaet l-umypoHoBas kuciora. BHyTpu aucaxapuanoro gparmenta ocymiectsisiercst o 1-
4)-rnuKo3uaHas CBs3b, a MEXIy JucaxapuaHbiMH (parmentamu - o(1-4)-cBs3p, eciam (parmMeHT
OKaH4MBaeTCs |-uaypoHOBO#M KUCIOTOM, U B(1-4)-CBsi3b, ecii d-TITFOKYPOHOBO#M KHUCIOTOA.

OPATMEHT IIEIMA TETTAPUHA

CHOS0,H c’*‘zO\O H CH,O50,H
NHSO, H 0SO.H NHs0,H NHCOCH;, OSO;H

AMuHOrpynmna y OOJIBIIMHCTBA OCTATKOB TIJIIOKO3aMKHA Cylb()aTHpOBaHA, a Yy HEKOTOPBIX M3 HHX
anerwinpoBana. Kpome toro, cyiab(aTHbie TPYyIIIBI COASPIKATCS Y PAJa OCTaTKOB 1-UAypOHOBOW KHCIIOTHI (B
MOJIOKEHUU 2), a TakkKe TIoKo3amMuHa (B monoxkeHnd 6). Ocratku d-TTIOKYpOHOBOH KHCIOTBI HE
cynbdarupoBanbl. B cpeHeM Ha onWH TUcaxapuaHBIA (parMeHT MpHXOASTCS 2,5-3 cyiab(aTHbie TPYIIIbL.
MonekynsapHast Macca remapuHa paBHa 16-20 Teic. 'emapuH HpemsTCTBYET CBEPTHIBAHWIO KPOBH, T.€.
MIPOSIBIISIET AaHTUKOAryJISTHTHBIE CBOMCTBA.

MHorue reTepornonucaxapu/sl, BKIIOYas pacCCMOTPEHHBIE BBIIIE, COAEpPKATCS HE B CBOOOIHOM, a B
CBS3aHHOM BHJ€ C TOJHUIENTHUAHBIMH LEMAMU. Takue BBICOKOMOJIEKYJSIPHBIE COEAMHEHHS OTHOCAT K
CMELIaHHBIM OHOTIONMMEpaM, 7151 KOTOPBIX B HACTOSIIEE BPEMSI UCIOIb3YETCS TEPMHUH 2AUKOKOHBIO2ATNYL.
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5.2. KaTa6o/u3M yrjieBoji0B

OCHOBHBIM MCTOYHHUKOM YTJIEBOJOB OpPraHW3Ma SBIISIOTCS YIJIEBOJBI MHIIH, K KOTOPBIM OTHOCHTCS
kpaxman. Kpome Toro, B muiie cojepkarcsi TroKo3a, ppykrosa, caxaposa, ManbTo3a U JlakTo3a. Hopma
yraesonoB B nutaHuu cocrasisgeT 400-500 r B cyTku. YrieBonsl obecneunBaror 6oiee 50% kamopui,
HEOOXOIUMBIX YEJIOBEKY B CYTKH.

[TumeBsie yrieBoasl MOABEPraloTCs MEPEBAPHBAHUIO B MHUILEBAPUTEIBHOM TPAaKTE MO NEHCTBHEM
(hepMeHTOB, KOTOpBIE I'MIPOJIN3YIOT IMIUKO3UAHBIE CBA3U U 00pa3y0T MOHOMEDHI, CLIOCOOHBIE BCACHIBATHCS,
MOCTyNAaTh B KPOBB, a 3aTeM B TKaHH (puc. 79).

Awmunaza ciroHbl pacuieruisieT o-1,4-rimko3uaHble CBS3M B Kpaxmane. B poToBoi momoctu
MPOMCXONT JINIIb YACTHYHOE MepeBapuBaHUe Kpaxmaia J0 AeKCTPUHOB.

XKemynouHslil COK HE COOEPKUT (PEPMEHTOB, PACIICIUIAIOLUINX IHIIEBbIE YIJIEBOABI, aMHUiIa3a CIFOHbI
WHAKTHBHPYETCS B JKEIyIKE.

[locnenyromee nepeBapuBaHWE HEPACHICIUIGHHOTO WM YaCTHYHO PACIIEINIEHHOTO Kpaxmala
INPOMCXOAUT B KHUIIEYHHKe. B aBeHagumatumepcTHON Kumke pH  JKelrynoyHOro  COmep:KUMOTro
HelTpanu3yercst OMKapOOHAaTaMH, CONCPXKALIMMUCS B CEKPETe IOMKEeIIyJOYHOH >Kesie3bl, U CO3IaeTCs
ontuMaibHoe 3HaueHue pH 7,5-8 s neficTBrs MaHKpeaTH4ecKon o-aMHIa3bl.

a-Amunaza TOMXKETYyNOYHOM KeJe3bl THUAPOIM3YeT B BEPXHEM OTAENE TOHKOI'O KHIICYHHKA
JEKCTPHHBI U OCTABIINECS HEPACILEIVICHHBIMU MOJIEKYJIbl Kpaxmala, pacienisis ol,4-TJIMKo3uaHbIe CBA3H.
FI/I}Z[pOJ'II/I?) IMPOUCXOJUT ITYTEM IOCJICAOBATCIBHOTO OTHICIITICHUA AUCaXapUAHBIX OCTATKOB.

Ilankpeamuueckan amunaza He TUIpONU3yeT al,6-TTMKO3UAHBIE CBSI3W M MPOAYKTAMHM PEaKIUU
SBISIIOTCS. MajbTO3a M HM30ManbTo3a. ManbTo3a M HM30MalbTO3a BMECTE€ C APYTMMH IHIIEBBIMU
AMcaxapuaMHi - €axapo3oil M J1aKTO30M — TUAPOIU3YIOTCA cheyuguueckumu 2iuKo3uoazamu Ha
MOBCPXHOCTHU KJIICTOK TOHKOT'O KUIIE€YHHKA 1O COOTBETCTBYIOIIMX MOHOMCPOB.
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Puc. 79. [lepeBapuBanue yriaeBoaoB: [k — ritoko3a, @py — ppykrosa, ['an — ramakrosa

Fax

['muko3naa3el TOHKOTO KWIIEYHUKA CHHTE3UPYIOTCS B KJETKaX, 00pa3yloT Ha MOBEPXHOCTH KIIETOK
KpYITHBIE (hepMenmamuenvle KOMRIEKCbl C PA3IUYHON CyOCTpaTHOW CHENM(UYHOCTBIO: caxapaszo-
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uzomanvmasznwtii (THAPOIU3YET CBA3H B Caxapo3e, N30MabTO3€, MAIbTO3€E), 2AUKOAMUAA3HbLH (TIPOSIBIIIET
9K30aMUIIa3HYIO0 aKTHBHOCTH, KAaTaJH3UPYeT THUAPOIN3 OJUIOCAXapUAOB, a TaKKe paCIICIUIIET CBS3H B
MajbTO3¢), ff-e1UK0o3uda3 bl (PaCcIICIUISICT JTaKTO3Y).
Tpancnopm monocaxapuoog u3z npoceema KUWIEUHUKA 6 KAeMmKU CAUZUCMOU OCYIIECTBISIETCA
yTeM odnezueHHou oughyzuu u akmuenozo mpancnopma (puc. 80).
HoTocThE KUNISTHHKE

[Tnokoz3a . [Tokoza DpyKTOo3a
Na*+ laaakrosa .

lMaaxkrosa

IMroko3a FMayaxkrosa A Cmoko3a DpyKTO3a

@m

Na®, K"-ATdas3a B kposh SYreporET
Puc. 80. BcackiBanue yrieBofoB B KHIIIEYHHUK.

OTansl BCaChIBAHUS:

1 - BcachIBaHME IUIFOKO3bI, TATAKTO3bI M (DPYKTO3BI M3 KUIICUHUKA IyTEeM OOJICrueHHOU AuQQy3un ¢
MOMOIIBIO CTICIHATILHBIX OENKOB-TIEPEHOCUUKOB;

2 - TPaHCHOPT IJIIOKO3bl M TajlaKTO3bl B 3HTEPOLUT IyTeM Na-3aBHCUMOIO BTOPUYHO-AaKTUBHOI'O
TpaHcnopTa. BenKu-nepeHOCYMKH YYacTBYIOT BO BCACHIBAHMM TJIIOKO3bI W3 TIPOCBETa KHIIEYHHKA B
SHTEPOLHT NPOTUB IPAJUCHTA KOHIICHTPALH;

3 - sHepruIo, HeOOXOAUMYIO I TpaHcnopTa, obecreunsaer Na*, K'-AT®da3a, koTopas paboTaer, Kak
Hacoc, oTKaumBas U3 kiietTku Na* B o6Men Ha K* u oGecrieunBaeT rpaiueHT KoHueHTpanuy Na';

4 - TpaHCHIOPT MOHOCAXaPHIOB U3 SHTEPOLIUTOB B KPOBH ITyTeM 00JerdyeHHoN au(Qy3un.

B citydyae akTUBHOTO TPaHCMOPTA IIFOK03a M Na' IIPOXOJAT C JIOMUHAIBHON CTOPOHBI, CBA3BIBASACH C
pasHBIMHM yyacTKamM Oenka-iepeHocunka. IIpu 3Tom Na® mocTymaeT B KIETKY MO IPaIHEHTy M «TaIluT
TIII0KO3Y 3a co00i (BTOPMYHOAKTUBHBIN Tpancnopt). ['paauent koHenTpanuu Na* cosmaercs padotoii Na®,
K*-AT®a3b1 (1epBUYHO-aKTUBHBIN TPAHCIIOPT).

I'moko3a 13 HTEPOLUTOB MEPEMEINACTCA BO BHEKIETOUHYIO JKUAKOCTh U Jjajiee B KPOBb C ITOMOILBIO
obneruennot auddysun. IlocTymaromass 13  KUIIEYHMKA TJIOKO3a KPOBBIO  BOPOTHOM  BEHBI
TPAHCHOPTUPYETCS B MEYEHb, TJE YacTh €€ 3aJePKUBACTCs, a YacTh Yepe3 oOmmi KPOBOTOK IMOCTYIAEeT B
KJIETKH APYTHX OPTraHOB M TKaHEH.

Ilocmynnenue 2n10K03bl 8 K1emKU U3 KPOGOMOKA TIPOUCXOIUT IMyTeM oOJierdyeHHon nuddysuu mnpu
YYaCTHH clielHaibHbIX OenkoB-niepeHocurnkoB — [JIFOT (rmoko3Hbie Tpancmoptepsl). [JIFOT oOHapyskeHbI
Bo Bcex TkaHsx. CymiectByer Heckoyibko u3odopm ['JIFOT, xoropble pa3nuyaroTcs IO JOKAJIU3AIUH U
cpoxcty k rimokose. ['JIFOT nponymepoBans! B opsizike ux ooHapysxenus (tadi. 10).

Tabmuna 10
Pacnipenenenue 6eikoB - TpaHcnoprepos rmoko3sl (I'JIHOT)

Tun I'IIOT Jlokanu3anus B opraHax
[ITIOT-1 HpeI/IMyI_HveCTBeHHO B IUIALICHTE, MO3re, MMOYKaX, TOJICTON KHUILIKE, MEHBILE
B )KHUPOBOW TKaHH, MBIIIIAX
TITIOT-2 [MpeumymiecTBEeHHO B TIeUeHH, [-KJIETKaX OCTpoBKoB JlaHrepraHca,
SHTEPOLUTAX
I'JIFOT-3 Bo MHOTMX TKaHsX, BKJIIOYas MO3T, IUIALIEHTY, IOYKU
I'IIOT-4 B Mpimmax (CKeneTHBIX, CepAeUHON), JKUPOBOW TKaHU (HAXOASTCS MOYTH
WHCYJIMHO3aBUCHMBIH TIOJTHOCTBIO B IIMTOIIIa3Me)
TIOT-5 B TOHKOH KuIIKe, B MEHbIIEH Mepe B MOYKaX, CKEJICTHBIX MBILIIAX,
KUPOBOH TKaHU, Mo3re. [lepeHocunk GpyKTO3BHI

[Tocne 3TOr0 BO3MOXKEH 00JIerdeHHBIN TPAHCIOPT TIIIOKO36I B KJIETKU. [Ipy CHMKeHNH KOHIIEHTpAIlul
WHCYJIMHA B KPOBM OCJIKM TPaHCIOPTEPHI TIIOKO3bI CHOBA IMEPEMEINAIOTCS B IIMTO30JIb M IOCTYIUIEHHE
IJIIOKO3bl B 3TH TKaHM Hpekpamaercs. B Meraboinyeckue HyTH IUIIOKO3a M ApPyrHe MOHOCAaxapuabl
BKJTFOYAIOTCS TOJIBKO B BuzE (hochopHBIX 3(hHpOB.
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Docghopunuposanue c60000HLIX MOHOCAXAPUOOB8 — O00A3AMENbHAA pPeaKyus HA HymMu ux
UCROIb306AHUA 6 KIIeMKAX, OHA TIPUBOJUT K 00pa3oBaHUIO Ooliee PEaKIIMOHHOCITOCOOHBIX COCTMHEHUN U
MO3TOMY MOXET PacCMaTPUBATHCA KaK Peaklys aKTHBAIHH.

I'moko3a, moctynaromas B KJISTKH OpPraHoB M TKaHeH, Gocopunupyercs ¢ ucnonb3oBanueM ATO,
npeBpamasich B TIIOK030-6-pocdar. DochopuiupoBaHue TIIOKO3BI — MPAKTUYCCKH Heoodpamumasn
peaxyus. OOpa3oBaHue TIOK030-6-PpocdaTa B KIETKE — 3TO CBOCOOpa3Hasl «IOBYIIKa» JUIS TIOKO3BI, T.K.
MeMOpaHa KJIETKH HenpoHuiaema ajis GocoprunrpoBaHHOM TITIOKO3BI:

ITIOKOKHHA3a
I'moko3a + AT > [moko030-6-gochar+ AJID
reKCOKMHA3a

I'nokokunaza vveet Bbicokoe 3Hadenne K, = 10 mMmonbs/1 u katamusupyeT QocdopunrupoBaHue
TJTFOKO3HI B TEMATOIUTaX B IIEPHOT MTUIIIEBAPEHUS (a0COPOTHBHEIN TIEPHUO.).

T'excokuna3za oTIMYAETCS OT INIIOKOKWHA3BI BRICOKMM CPOACTBOM K IIIFOKO3€ U HU3KUM 3HaueHueM K,
< 0,Immonb/n. CrnemoBatenbHO, 3TOT (EPMEHT, B OTIAMYHE OT TIIOKOKMHA3bI, aKTHBEH MEXIy NpUeMaMu
UM (TTOCTa0COPOTHBHBIN MTEPHOT).

OOpa3oBaBIniics B KIETKax IIIOK030-6-hocdar, MOXKET HCIIONIB30BATHECA B Pa3IMUHBIX IIPOIECCaXx,
OCHOBHBIMHU M3 KOTOPBIX SIBIIsIeTCS: | — cuHTE3 riukoreHa (opma JeMOHUPOBAHHS TIIIOKO3bI), 2 — CHHTE3
HEKOTOPBIX aMUHOKHCIIOT, TeTEPONOINCAXaprIOB, TICHTO3, TUMHIIOB, 3 — KaTabOIM3M TIFOKO3HI JI0 JaKTaTa
i 10 CO, 1 HyO, KOTOpBIH CITy>KUT OCHOBHBIM MCTOYHHKOM DHEPTUH /IS opranusma (puc. 81).

I'mogosa

nukoren «—— I'moko3o-6-docedar YiieBojsl IAIH

/ \Mmomalmu
ITenTo3nl

1 Hpyrue Lunepot
MOHOCAXapUIEL
Eyxmeonsy | JUNUAB
I'erepomonu- iy
s Py JIAKTAT, AT®
CO, HO, AT®

Puc. 81. Meta0oau3M IIIOKO3bI B KJIIETKAX

Heghochopunuposanue 2nioxo3zo-6-ghocghama Bo3MOXKHO B INMEUYCHM, TOYKAX W KIETKAX SIUTEIUSA
KHIIEYHHKAa. B KieTkax 3THX OpraHoB uMeeTcs (epMeHT TIoKo30-6-¢ocdaraza, Karanu3upyromuin
oTierienne (pochaTHOM rPYyIIbl THAPOIUTHYECKAM My TEM:

I'mioko030-6-gochar + H,O — I'moko3a + H3PO,

CB0o0oTHAs TITIOK03a CITOcO0HA MOCTYIATh U3 ATUX OPraHOB B KPOBb.

5.3. KaTa®oau3M rJ110K03bI: a3pOOHBINH U aHA3POOHBII ITNKOIN3

TI'nukonuz — cosoKkynnocms peakuyuii npespauienusn 2nioko3vt ¢ nupyeam IBK. Peaxunu rivkonusa
MPOTEKAIOT B LUTO30JI€, COMPOBOXKIACTCS BBIACICHHUEM JHEPrUH, KOTOpas NPUBOAUT K TCHEPUPOBAHUIO
ATO®. IlpencraBusieT OKUCIUTETHFHO-BOCCTAHOBUTEIHHBIN MPOIIECC U MTPOTEKACT:

1. B a3po0OHbIX yCIIOBHSX B NPUCYTCTBUU KHCIOPOAA, HAa3bIBAETCs JbIxaHueM. KoHeuHbIe TPOAYKTHI -
COz u H20

2. B ana’poOHBIX ycrnoBusax 0e3 JOCTyla KHCIopoaa, Ha3bBaeTcs: OpoxeHrneM. KoHeuHble IPOyKThI —
KHUCJIOTBI M CIIUPTEHI.

Taxum oOpas3oM, eruxkonu3 — cnenuGuIeckuil myTh KaTaboinM3Ma TIIOKO3bI, B pe3yjbTaTe KOTOPOTrO
MPOUCXOJIUT PACHICIUICHUE TIIFOKO3bI ¢ 00pa30BaHKEM JIBYX MOJIEKYJI TUPYBATa — AIPOOHbLI 2AuKou3 (pUC.
82, peakiuu 1-10,) Wi 1Be MOJIEKYITBI JIAKTATA — AHAIPOOHLLI 2nukonus (puc. 82, peakiuu 1-11).

AdpoOHBIN M aHaPOOHBIN MIMKOJIN3 HAYMHACTCS ¢ peakunu GpocopruiarpoBaHust TIOKO3bI (pHc. 82,
peakiusa 1) u oOpa3zoBaHusl TIIOK030-6-pocdara, KOTOPBI sBIsIETCS CBOEOOpa3HOM JIOBYIIKOW st
TIIIOKO3bI, T.K. MeMmOpaHa KJIETKH HenpoHunaema i (ochOpUIMPOBAHHONW  TIOKO3BI  (HET
COOTBETCTBYIOIIMX TPAHCIIOPTHBIX OeNKOB). Bece mpomexyTouHble COeAMHEHNS TIIMKOIN3a TAaKXKe HAXOIATCS
B (hocopunrpoBaHHOil Popme; HCTOUHMKOM (ochaTHBIX TP B peakuiax (ochOpHUIUpOBaHUS SIBISIOTCS
ATOn H3P04.
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Bce aTamnbl TTUKOJIMTHYECKOTO MYTH OKUCIICHHS TIIFOKO3bI MPOUCXOJST B IUTO30Ji€. BOJIBIIMHCTBO
peakIui rIIMKoJIM3a, 3a HCKIYeHHeM Tpex (peakuuu 1, 3, 10), oOpaTuMsI.

B a’poOHOM 1 aHa’pOOHOM TIMKOIM3E MOYKHO BBIACIHUTE /1B dTara:

Ortan A. IlpeBpalieHue rir0Ko36l B IBE MOJIEKYJIbI MIepanbaerun-3-gocdara (puc. 82, peakuun 1-
5). Ota cepus peakiuu npoTekaeT ¢ morpedaeaueM ATO.

Oran b. IlpeBpamenue rnunepaipaeruadocdara B mupyBaT win Jaktar (puc. 82, peakuuu 6-10 u 6-
112).

A

[roKo3a MenOpana
ATD MHTOXOILIPHH

AlD
lokoszo-6-doedar  noxoso-6-gocdar
HaoMepasa 2

lexcokuHaza
Mrokokunaza 1

DpykToso-G-docdar

DocdodpykTo- 3 ATd
KHHasa F AlD

Mpyxroso- 1, 6-ondiocdar

Dpykrozoaudocdar- 4 JlUrapokcu-
4/1h101a34 anerordocdgar

— I'mmpfi_u,- 9

b aerwi-3-ocda |
l)
[muepannierua- :
ocaTaernapo- 0 NAD

: “ X
reHasa NADH HE 3 NADIH! n
L, 3-Bucocdoramuepar
AJID

Dochoranuepar- 7 :
KHHA3A ATO

ATD-
CHHTA3A

—
4

— llupyear IATD

CO; NADH+H'

Alern.1- KO.-\\ @
I

3-Docdormuepar
8

Docdormuepar-
MYTA3a

2-Mocormnepar

Fnoaaza 9 [\‘ H:0

MachocoanpyraT

AJID /Jlax'm 1

Mupysarkuuasa 10 ld/
= Iupyeat CO,” H;O

[Turosonn Muroxosupis

FADH,
AT®D

_
3
e e e e e sl

\

Puc. 82. A3po0OHbIil 1 aHA3POOHBINA PaCIIa]] TITFOKO3bI:
1-10 — peaknuu adpobHOro TIKKOIH3a; 1-11 — peakiyy aHadpOOHOTO TIMKOIN3A;
12 — 4yemTHOYHBIM MEXaHU3M TPAHCIIOPTa BOAOPOJIa B MUTOXOHJIPUHU (MaJlaT-acliapTaTHBIN HITH
rimnepodocdarasiit) X, XH, — nepeHOCUnKH BOAOPOAA U3 LIUTO30JI1 B MUTOXOH/IPHH;
(2) crexmomeTrpuueckuii KO3 HUITUEHT.

Oran A (peakumu [-5) — Mosekyna TIJIIOKO3bI MPEBPAIIACTCS B JIBE MOJEKYJIbl TPHO3BI:
rmnepanbaerua-3-pocdar u auruapokcuaneToHdocdar, KOTOPBIA H30MEPHU3YETCS B TIHIEPaIbAeTHI-3-
¢dochar. B pesynprare oOpasyercs IBE MOJEKYJBI TiuIlepaibaerua-3-pochara u JanbHEUIIHMHA MPOIIECC
y/IBauBaeTCsl.

Ha stom stane mpoucxomsr aBe peakuuu (GochopuiarpoBaHusl ¢ 3aTpaTod IByXx Mosekyn AT
(peakuuu 1 u 3).
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CH20H ?Hz@-@ cH20-(P)
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CHa-0-(P)
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KiASa . ;' \.__?H20‘® P amonaaa/_)
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H MasOoMepasa

AT®  AAD OH H

$pyrTOomO-1, 6~ ¢’
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CHz-0~(P)
raKuepansIerug-
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Oran b (peakuun 6-10) obecieunBaet cuate3 AT®. Peakmus 6 — geruapupoBaHie ABYX MOIEKYI
riunepansaerua-3-gocgara, karanusupyemas NAD-3aBucumoii neruaporenasoii. Perenepanus NAD' us3
obpasyromeiica NADH® H' mnpoumcxoaur B a’poOHOM rimkonmse ¢ yuactueM L[[ID M deTHOUHBIX
MEXaHM3MOB TpPAHCIOpPTa BOAOPOAA U3 IUTO30JI1 B MHUTOXOHApuHM (peakuua 12). B stoll peakuun
cuntesupyerca AT® myrem oxucnutensHOTO QochopunupoBanus AJ[D.

Peakumu 7 u 10 — cyOctparHoe dochopmnmupoBanue AJ[D; nmporekaroT kKak B a3poOHOM, TaK U B
aHa’pOOHOM TIIMKOJIH3E.

Peakmms 11 — perenepamuss NAD B aHa’poOHOM TiMKomm3e. AKIENTOPOM BOJOPOJA SIBIISIETCS
MUPYBAT, KOTOPBIM NMPeBpaIaeTcs B JIaKTaT.

Peakmust 13 — nepeHoc nmupyBata B MUTOXOHAPHH U OKUCIIEHHE €0 IO KOHEYHBIX MPOJYKTOB B 00IIEM
MyTH KaTabonu3Ma

[IpeBpamenne rmunepansaeruadpocdara B nupyBaT win JakTat (puc. 82, peakuuu 6-10 u 6-11). Ot
peaknuy cBsizaHbl ¢ oOpaszoBanuem AT®. Ha sToM Jrane NpPOUCXOAUT peaknus IerHAPHUPOBAHUS
rnepansaerua-3 — gpocdara (cm. peakuus 6) 1 oopasopanne NADH'H™,

0, H rmmepamsgersm- Q. 0O
3-pocpar- b4 docpormarepar- COOH pocpormmepar-
OerMOporeHasa I I rasa
CH OH = 5 CH-OH Kimasa CH-OH — R,
CHz-0(F) / 4 \ Ca-0(P) f m } ip0-F) @
munepanhneru- HAR H3PO, HAQH+He 1/3-mudocdo- AN®  AT® 3-docdormmuepar
3-docdar raKLepaT

e H TAKTAT- CQQH
(FGGH eHOARSA EQOH ﬁﬁw EOQ Jeriporenasa CH e
_) - T . ¢
¢ vl 0 (9) I (10) L ﬁnm
CH2=0H CHz 3 ANHeH®  HAA M““
2-dochornuuepar HoO ¢ocdoemon- g ATO nKpyBaT
nupysaT

Pezenepauyus NAD+, HeoOXoauMOTo Jjsl OKHMCJIEHHUS HOBBIX MOJIEKYJ TIHIEpaibaerui-3-ocdara,
MPOUCXOAMT TPU a3pOOHOM TIIMKOJIHU3E MOCPeACTBOM ero okucieHus B LD (peakuus 12). Ilpu stom
MEPEeHOC BOJIOPOJIAa B MHUTOXOHJIPHH IMPOUCXOJUT C TIOMOIIBIO CIICIUANIBHBIX CUCTEM, HAa3bIBAEMBIX
YeIHOUHbIMU, C TIOMOUIBIO KOTOPBIX BOAOPOJA TPAHCIOPTUPYETCS depe3 MeMOpaHy IpH YYacTHH Map
cyOCTpaToB, OJIMH U3 KOTOPBIX OKHCISIETCSl B IUTO30JI€, a JPYrod — B MHUTOXOHJIPHSX, T.€. C 00EHX CTOPOH
MUTOXOHJIpUANEHOW MeMOpaHbl HAXOAMUTCS crielrdudeckas JeruporeHasa.
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Oébpaszoeanue AT@® 1nipu aspoOHOM IJIMKOJIN3E MOXKET WITH ABYMsI IyTSMHU: IIyTEM CYOCHIPAMHOZ0
docgopunuposanusn, xorna mus cuareza AT uz AJI® u HsPO, ucmons3yeTcs sHEpTis MaKpoIPruIeCcKoi
cBsi3u cyOcTpara (puc. 82, peakiuu 6, 10) v myTeM oKucaumenbHozo gocghopunuposanus 3a CueT SHEPTUN
MEepPEeHoca NEKTPOHOB U MpoToHOB 1o L{I1D (peakuuu 6, 12).

Takum oOpa3zoM, adpoOHBIN pactaj TIIFOKO3bI — 3TO TMporecc moiHoro ee okuciaeHus 10 CO, u H0, a
a’pOOHBIN TIMKOJIN3 — 9aCTh a3POOHOTO pacIaja riIFOKO36I.

OcnosHoe Ouonozuueckoe Ha3HaYeHUE KaTaOONMM3Ma TIIFOKO3bI 3aKIIOYAeTCs B HCIONB30BAHUU
SHEPTHUH, 0CBOOOXKIAOIIEHCS B TOM Iporiecce s cuaTe3a ATO.

AnpoOHBIN KaTaOOIM3M IJIIOKO3bI IPOMCXOAUT BO MHOTMX OPraHaxX M TKAHSIX U CIY>KUT OCHOBHBIM,
XOTS U HE €JUHCTBEHHBIM, HCTOYHUKOM DHEPTUH JJIS KHU3HEJESTeNbHOCTH. HeKoTophle TKaHU HaxOZAsTCs B
HauOOJbBIIEH 3aBUCHMOCTH OT Kara0oiu3Mma IIoKo3bl. Hampumep, kietku mosra pacxoaytor mo 100 r
IJIIOKO3BI B CYTKH, OKUCIISS €€ a3poOHbIM mmyTeM. [1oaToMy HenocTaTogHOE CHaOKEeHHE MO3Ia TIIFOKO30M MU
THIIOKCHSI TIPOSABISIIOTCS ~ CUMITOMAaMH, CBUACTENIBCTBYIOIIMMH O HapylIeHWH (QYHKOUA  Mo3ra
(TONIOBOKPY>KEHHUSI, CYAOPOTH, TOTEPS CO3HAHUS).

bananc AT® npu a’poonom znuxonuse. Peaxkmuu, cBs3aHHbie ¢ cuHTe30M AT®D B a’pobHOM
IJIMKOJIN3€E, MPOUCXOIAT IOCHIe pachazna INoKo3bl Ha aBe (ocdoTrpuosbl. Ha 3ToM 3Tame mpoucxoasrt nse
peaknuu cydctpaTHoro gocdopunupoBanus U cuHTe3upyeTcs aBe MosieKyiasl AT® (puc. 82, peakuuu 7 u
10). Kpome Toro, ogra Mosekyia rimnepansaerua-3-hocdara nerunpupyercs (puc. 101, peakuus 6), a
NADH nepenaer Bogopoa B mutoxouapuansHayto LI13, rae cuaresupyercs mpu unu oee monexynvt AT®
(B 3aBUCHMOCTM OT YEITHOYHOTO MEXaHHW3Ma, KOTOPBIA padOTaeT B KIETKE) IMyTEM OKHCIUTEIBHOTO
(dhochoprupoBaHusi.

CrenoBatesibHO, OKHCIICHHE A0 MUpYyBaTa OJHON MOJEKYIbI IIHuepaibaerua- 3-gocdara conpspkeHo
c cuHTe30M namu monekya AT@® (ecnm ydacTByeT MajlaTaclapTaTHBIM YeTHOK). YYHUTHIBas, 4YTO M3
TIIIOKO3BI 00pasyercst 1Be GocOoTpro3bl, MOTYUCHHYIO BEIUYHHY HYKHO YABOUTH W 3aT€M BBIYECTH JBE
monekynel AT®, 3arpaueHHple Ha TiepBoM »dTame. Takum oOpa3oM, cymMMmapHBIH 3¢ ¢dexT a’podHOTro
raukonu3sa coctaBiseT (5x 2) —2 =8 AT®.

OHepreTuueckas 3((EKTUBHOCTh a’pOOHOr0 KaTaOOJM3Ma TUIOKO3BI JI0 KOHEUYHBIX IPOJYKTOB
ompenensieTcs konudectBoM AT®, cuHTe3MpyeMoro B a’poOHOM TIHUKOJIHM3E€ W OKUCICHHHM MHUpyBaTa B
obmeM myTH Karabonm3ma. B pesynmpTare a’spoOHOrO TimMKoiM3a 00pa3yroTcs IBE MOJEKYJbl IMHPYBata.
Ouneprerudeckas 3((EeKTUBHOCTh OKHCJICHHUS mupyBatra cocTasisier 15 momp AT®, a nByx Momekyn
nupyBaTa — cooTBeTcTBeHHO 30 Mosib AT®.

Takum obpazom, Berxog AT® mpu oxucnenun 1 monp rarokossl 10 CO, u H,O paBra cymme: 8§ Momnb
AT® (suepretmueckuii 3gpdext aspobdHoro rmmkonusa) + 30 moms ATD (3ddexT okuciaenus 2 Moib
nupyBata B OIIK) u cocmaensem 38 monv AT®.

B mpouecce a3pobHOro pacmaza IIOKO3bl IPOUCXOIAT MIECTh peakuuii gerunpupoBanusd. OqHa U3
HUX MPOTEKaeT Ha CTAAWW IJIMKOJIW3a W MATh — B obOmem nyth katabonmu3ma. CyOctpatamu amns
cnenn(pUUecKuX JIeTUApOreHas SBIAIOTCS: IIMIepanpaerua-3-gocdar, mupyear, H300UTpaT, O-
KeTOrIyTapar, CyKIuHat, manar. Kpome Toro, B mporecce aspoOHOr0 pacmaja TIFOKO3bI MPOTEKAOT TPH
peakimu, conpsbKeHHble ¢ cyOocTpaTtHeIM (ocdopunupoBanneM AJl® (nBe peakunu B IIMKOJIW3E M OAHA B
ATPATHOM IIHUKIIE).

bananc AT® npu anapoonom 2auxonusze. AHa>pOOHBIN paciiaj] TITFOKO3bI MPOUCXOJUT B MBIIIIIAX,
BIIEPBbIE MUHYTHI MBIIIEYHOH pabOThI, B 3pUTPOLUTAX (HET MUTOXOHIPHI), a TAaK)Ke B pasHbIX OpraHax B
YCIIOBHSIX OTPAHNYEHHOTO CHAOKEHHS MX KUCIOPOAOM, B TOM YHUCIIE B KJIETKaX OIMyXOJIeil.

AHadpOOHBIN TIMKONM3 IO CpPaBHEHWIO C a’poOHBIM MeHee d3pdexTtuBeH. B 3tom mporecce
karabomu3M 1 MOJb TJIOKO3BI 0€3 y4acTHs MHMTOXOHAPHAIBHON ABIXaTEIbHOM LENH COMPOBOXIAETCS
cutesoM 2 Monb AT® m 2 momp nakrata. AT® oOpasyercs 3a cyeT JABYX pEakKIHid CyOCTpaTHOTO
dbochopunuposanus (puc. 83, peakiuu 7 u 10).
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Puc. 83. TlocnenoBaTeIbHOCTD peakurii B a9p0OHOM IIIHKOJIN3E:

A - TOATOTOBUTENBHBIN dTan (peakuuu 1-5), conpspkeHHBIN ¢ ueronb3oBanueM ATO (peakmun 1, 3);
b - stam, conpsokennsit ¢ cuaresoM AT® (peakuuu 6-10);

X — ManaracnapTaTHasl 4eJIHOYHasl CUCTeMa MepeHoca BOJIOpOoJa U3 LMUTO30JI1 B MUTOXOHIpHY; (2) —
crexuomerpuueckuii kodpduunent; (P) — ¢ocdarnbiii ocraTok. ~ - Makpospruieckas CBs3b C
¢docdarubim octatkoM B 1,3-0uchochornuiepare u GochoeHonnupysare; 11 — TpaHcnopt Bogopoaa
B MuToxoHapuu Ha II1D (rmunepodocdaTHbli Wik MajlaTacapTaTHBIN YSITHOK).

ITockonpky mIIOKO3a pacmagaercs Ha JBe (HOCHOTPHO3BI, TO C YYETOM CTEXHOMETPHUYECKOTO
K03(GHUIMeHTa, PAaBHOTO ABYM, KOJIMYECTBO MOJb CHHTe3HMpoBaHHOTO AT® paBHO 4. YuuteBas 2 MOJb
AT®, ucronp3oBaHHBIE HA TEPBOM JTane IJIMKONM3a, MOJy4aeM KOHEUHBIH 3HEpreTH4ecKuil 3¢ QexT
nponecca, paBHbli 2 Moinb AT®. Takum obOpasom, 10 HHUTO30/IBHBIX (DEPMEHTOB, KaTAIM3HPYIOLIMX
[IPEBpAIlEHHUE IJIOKO3bl B MUPYBaT BMECTE C JIAKTATIEIMIPOTeHa30l, KaTalu3upyoLell BOCCTaHOBJICHUE
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nipyBara B jakrar (puc. 83, peaknus 11), odecrednBaioT B aHadpoOHOM riIuKoym3e cuaTe3 2 Moytb AT® (Ha
1 MOJB TITIOKO3BI) 6€3 yJacTHsl KHUCIIOPO/a.

Jlakmam - KOHCYHBI NPOAYKT aHAdPOOHOTO TJIMKOJW3a TPAHCIOPTUPYETCS B JAPYrUe TKaHHU,
HaIpuMep B NICUEHb, CEPACYHYIO MBIIIIILY, T/I¢ IPEBPAIIACTCs B MUPYBAT, KOTOPHIHA 3aTeM MOXKET OKUCIISATHCS
B OIIK mo CO, u H,0O ¢ obpazoBannem AT®.

(") NADH+H ™ NAD" (“)
o N / 0"
“éf"“l ey
| C— O HEC O,
Ol ]3 JlaxraTaeruaporenasa Cl ]3
[lupysar Jlakrar

OxucneHre MOJOYHOIM KHCIIOTHI B MBIIIIE CepAla HE TOJBKO BEIET K 0Opa30BaHUIO SHEPIUH, HO U
cnocoOcTByeT mnojjaepkaHuto mocrostHucTBa pH kpoBu. KoHmeHTpamusi jnaktata B KpPOBH 3aBHUCHUT OT
WHTEHCUBHOCTHU U JAJUTEIBHOCTH paboThl. B yclIoBHUAX MOKOS KOHIEHTPALUS JIaKTaTa paBHa | MMOJIB/JI, TIpH
TsDKETTor paboTe OHa MOKET TPEBBIIATh 15 MMOJB/J, YTO NPHUBOIWUT K TOHMKEHMIO pH kpoBm —
JAKTOALMI03Y.

Ilpouecc kamabonuzma 2110K0O3bl, KpoMe IHEPEMUYECKO20 3HAUEHUA, UMeem maKyce u
anabonuueckoe 3navernue. MeTaboNUThl THUKOJIN3a UCHOJIB3YIOTCS Ul CHHTE3a psiga COoeAUHEHHH. Tak,
¢bpykTo30-6-pochar m rmnepanpaerua-3-gochar yvacTByrOT B 00pa3oBaHWM puO030-5-pocdara -
CTPYKTYpHOTO KOMIIOHEHTa HYKJICOTHIOB; 3-(ochornuiepaT MOXKET BKIIOYATHCS B CUHTE3 aMHHOKHCIIOT,
TaKMX KaK CEepUH, IJIMIUH, IUCTCHH. B TeueHW M >KUpPOBOM TkaHu aneTwi-KoA, oOpasyromuiics u3
NUpyBaTa, MWCHOJB3YeTCs Kak cyOCcTpaT mpH CHHTE3€ OKMPHBIX  KHCJIOT, XOJIeCTepoia, a
muruapokcuarerondocdar Kak cyocTpar g CHHTE3a TIulepoi-3-¢pocdara, HEOOXOIUMOTO I CHHTE3a
Tpuarmirauiepoios (TAT).

Pezynayua kamabonusma 2ni0Ko3vl ¢ cKenemuvlx muiiyax. OCHOBHOE 3HAYCHHE TJIMKONH3A —
cunte3 AT®, mo3ToMy €ro CKOpPOCTh [OJDKHA KOPPEIHpOBaTh C 3aTpaTaMd SHEPrUd B OpraHU3ME.
BonbmmHCTBO peaknuii TIAMKONINM3a OOpaTHMBI 32 MCKIIOYEHHEM TpeX, KaTaJH3HPYEMBIX 2eKCOKUHA3O0,
docodppykmokunazoii u nupysamxunazoii. Perynstopssie (akTophl, H3MEHSIOIINE CKOPOCTh TIIMKOJIN3A,
a 3Ha4uT, u oopasoBanne AT®, HampaBneHs Ha HeoOpaTuMble peakiun. [lokasatenem motpedienus ATD
spisiercs: HakoruieHne AJI® 1 AM® — npoaykroB pacnana AT®. [laxe Hebonbioi pacxox AT Bexer k
3ameTHOMY yBenuueHuio AJII® u AM®. ITpu Beicokom ypoBHe AT® cHukaeTcs CKOpOCTh LIUKIIA JIUMOHHOM
KHCJIOTHI U ABIXaTEIbHOM Leny. B 3THX yCIOBHSIX mpoLece INTUKOIN3a TAKkKe 3aMeISIeTCsL.

5.4 IlenTo30¢ochaTHblii MyTh NPEeBPALLIEHUS] [VIIOKO3bI

Ilenmo3oghocchammupiii nymp sBnseTCs AIbTEPHATUBHBIM IyTEM OKHCIIEHHUS TMOKo3bl. K cuHTE3sy
AT® »3TOT nyTh HE MPUBOAMUT. DTOT MPOIECC MocTaBisieT kieTkam kopepmeHT NADPH (ucnosb3yromuics
Kak JIOHOpP BOJOPOJIa B PEAKIUAX BOCCTAHOBJICHHS U THIPOKCHINPOBAHUS) U 00ECIIeYnBaeT KIETKH prudo30-
5-¢pocdaroM (KOTOpBI Yy4acTBYeT B CHHTE3€ HYKJICOTHIOB M HYKJICMHOBBIX KHCJIOT). Bee depmeHTHI
neHTo30(ocdaTHOro MyTH JIOKAIN30BaHbI B IUTO30JI€.

CymmapHOe ypaBHEHHE IEHT030(poCc(haTHOTO MyTH BBIPAKACTCS CIIEAYIOLIM 00pa3oM:

3 I'moko30-6-pocdar + 6 NADP*— 3 CO, + 6 (NADPH + H') +
2 ®pykT030-6-ocdar + I'munepanbaerna- 3 -gocdar.

B meHro3odocharHOM TyTH MpeBpalieHHs TIIOKO3BI MOXHO BBIICIUTH OKUCIHUTENIBHBIA |
HEOKHUCIIMTEILHBIN dTarbl 00pa30BaHMs TIEHTO3.

OKucnumenvHblil Yman TOCTABNISET KIETKaM JBa OCHOBHBIX mpoaykra NADPH'H' u neHTo3bL.
OO6pa3zoBaHusi TIEHTO3 BKIIOYAET J[BE peakinuu JeruapupoBanus. KodepMmMeHTOM neruaporeHas sBIseTcs
NADP*, kotopsiii BoccranaBnusaetcss 10 NADPH'H'. TlenTo3bl 00pasyroTcs B pe3ysibTaTe peakiHH
OKHCIIMTEJIBHOTO 1eKapOOKCHIMPOBAHMUSL.

CyMMapHOe ypaBHEHHE OKHCIMUTEILHOTO 3Tarna MeHT030(oc(aTHOro MyTH MOXKHO IPEJCTaBUTh B
BUJE:

I'm10Kk030-6-pochat + 2 NADP' + H,O — Pudynoso-5-pocar +
2 NADPH + H' + CO,.
Peakiuu OKUCITHTENHFHOTO 3TAaIa CIy’KaT OCHOBHBEIM ucTouHnKOM NADPH B kierkax.
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Vo P o)
' H, z Tniokoso-6-choctar- | 1l
L 9__ AermpporeHasa %y o
H-C-0 H-C~- Hi -
| ! MIOKOHONAKTOH -
HO-C-H NADP* NADPH+H" HO- 9 -H | O] rmapaTaaa
H—9~OH H-CI:—OH:_ 3 —7—¢
= = 2+ 2+ de
H—C—OH Mg wm Ca H-C H.O
H,C — OPO3H; H,C — OPO3H:
Fmioxoao-6-chochar FniokoHonakron-6-chocpar
f '(‘) > e
n 6-PocdornoxoHar-
C -OH AernaporeHasa (':HzOH
R )
H ? ~OH C=0
* *> l
HO-C—H NADP NADPH+H - C—-OH
; . , H ('3 0
H- (l; —~OH TN H—=C-0OH
co !
H- C-OH 2 H,C — OPO:H;
H2C — OPO;3H;2
6-docdornixKoHar Pubynoao-5-chocthar

Heokucnumenwvuulii 3man He cBsizaH ¢ ooOpasoBanneM NADPH, oH cimyXuT ansi cHHTE3a IEHTO3.
DTOT 3Tam BKIIOYAeT OOpaTHMBIE PEaKkIWM MEepeHoca OBYX M TpeX YIJIEPOAHBIX (PAarMEHTOB C OJHOM
MOJICKYJIBI Ha JPYTYI0, B Pe3y/bTaTe KOTOPHIX puOya030-5-hocdar mpeppariaercs B pud030-5-gocdar u
KCHITyn030-5-ocdar, u mamee 3a cU€T TMepeHoca YTIEPOAHBIX (parMeHTOB B METa0OJHUTHI TIUKOIN3A -
¢bpykT030-6-hocdaT n raumepanpaerna-3-pocdar. B 3THX mpeBpalIeHnsaX TPHHAMAIOT y4acThue (pepMeHTH
neHro3odocdaruzoMepasbl, TpAaHCKETOJIA3a U TpaHCaIb101a3a.

[NocnenoBaTensHOCTh TpPEBpAlICHUH, MPUBOAAIIMX K 00pazoBaHuio prb030-5-pocdara u3 Takmx
MPOIYKTOB TIIMKOIUTHYECKOTO MYTH, MOKHO ITPEACTABUTH B BHIE:

2 ®pykT030-6-docdar + I'nuepanbaerua-3-pocpar —
2 Kcennyio30-5-¢pocat + Puooso-5-¢pochar 2 Kenmyiiozo-5-pocpatr —
2 Pubymno030-5-pochat 2 Pudymnoso-5-dochar — 2 Pubo3o-5-docdar

Tpanckeronasa B kauecTBe KopepMeHTa ucronb3yeT Tuamuaaudocdar (TAD) — mudocdoprsrii adpup
ButamuHa B;. HeokucmurenbHbiii 3Tan oOpa3oBaHus NMeHTO3 00paTuM. C MOMOIIBIO 3TOrO MyTH H30BITOK
MIEHTO3, MIPEBBIIIAIOIMINI MOTPEOHOCTH KJICTKH, MOKET OBITh BO3BpAIeH B (POH] reKco3.

Q. H
Vol prEoso-5- CH2-0OH pubynoso=5- CHo-OH
[ Pocpar-Kero-— (l.:z o pocpar-3- [
- {_3 CH-0OH e ———— -
CH-CH o ) 3 HO (Ig H
CH-OH CH-OH CH-OH

EHa-0—P)

pHSynoso-5-docdaT

cHz-0~P)

rounynoso-5-docdar

I
CHz-0—~(P)
puBoso-5-docdaT

Crenyromiasi peakiivs MPOTEKaeT MpPU ydacTUU (epMEHTa TPAHCKETONa3bl, KOPEPMEHTOM KOTOPOH
sBisieTcss  THaMuHIudocdar (mpomsBogHOe BUTamMuHA Bji). B 3To#l peakuuu MPOUCXOAUT TEPEHOC
JIBYXYTJIEPOIHOTO (pparMeHTa ¢ KCHiysi030-5-pocdara Ha prud030-5-ocdar:

lI:Hg—GH
QO H =
CHz-OH “‘.;I:" ¢=0
— O H HO-CH
?_D ?H'OH TpANCKeTOTASA ol + (IZH—'D-H
HO-CH *  CH-OH e} CH-OH
- -
CH-OH CH-OH (6) (I:Hz-g_® GH-oH
¢H -o-(P) - CH-OH
2 CHz O‘@ rAaKUepanbIe - [
ECHAYVAOSO- pHESOS0- 3-docdar ':HQ'O—@
S—-gpocaT S=gocdaT CceqorenTynoao—
T-docdat
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O06pazoBaBiirecs: IPOIYKThl B3aUMOACUCTBYIOT MEXAY COOOW B peakiuy, KOTOpas KaTalu3upyercs
TpaHCATB0JIA301 U 3aKITI0YAETCs a IEPEeHOCe OCTATKa TUTHAPOKCHAIIETOHA Ha TIHIepaibIerua-3-pocdar:

CHJI'CII'II]'I"H'JIDHG' I’JlHIIBPI.IIbIﬂI‘Hl' 'IP“WQHEH {pﬁmsn— Bpn'l'pnnn—
7-gocdar * 3-doctar —?'E - 6-gocdar T 4-pocdar
[IpoayxT 3TOM peakunu 3puTpo30-4-hocdart ydacTByeT BO BTOPOM TPAHCKETONA3HOW PEaKIUU BMeCTe

CO CJEIYIOIEH MOJIEKYJION KCHTyno30-5-dgocdara:
TRARCKETOMA34
Kewnynoso-  3puTposo- y ¥pyxToso- ~TaMuEpATbRerin-

5-gocgar * 4-pocgar T 6-gocdar T 3-gocpar

Taxum 00pazoM, TpH MOJIEKYJIBI IEHT030(0c(haTOB B pe3ylbTaTe peakunii HEOKUCIUTEILHON CTaIuu
MpeBpamaTcs B JBE MOIEKYIbl (pyKT030-6-hocdara M OHY MONEKYITy TIMIepabaeria-3-pocdara.
®pykT030-6-PocthaT MOKET H30MEPU30BATHCS B MIIOK030-6-hocdar, a rimnepanbaerua-3-gocdar MoxeT
MOJIBEPraThCsl OKUCIICHUIO B TJIMKOJM3€ WM W30MEPHU30BaThcs B AurHApokcuanetoHdocdar. [locneanuit
BMECTE C JPYroi MOJIEKYJION riumepanbiaerui-3-gochara MoxxeT o0pa3oBeiBaTh GpykT030-1,6-nudocdar,
KOTOPBIH TAKXKE CIIOCOOCH IEPEXOIUTh B III0K030-6-hocdar.

Ilenmo3zoghocpamnupriit. nyms TpeBpalllEeHUs TJIIOKO3bI, KaK OKUCIUTENBHBIM JTam, TaK W
HEOKHUCIIUTENBHBIA, MOXET (QYHKIMOHHPOBaTh B II€YCHH, XHUPOBOM TKaHM, MOIJIOYHOM Kele3e, Kope
HA/IMOYCYHUKOB, 3PUTPOIUTAX, T.C. B OpPraHax, IJi¢ aKTUBHO MPOTEKAIOT PEaKIMU TUAPOKCUIUPOBAHHS U
BOccTaHOBJeHUs. Hanpumep, pu cMHTE3€ )KUPHBIX KUCIIOT, X0JIecTepolia, 00e3BPeIKUBAHHS KCEHOOMOTHKOB
B TICUCHH U aKTUBHBIX (DOPM KHCIIOPO/a B SPUTPOLUTAX U IPYTUX TKAHSIX.

OKUCITUTENbHBIA 3Tal CHHTE3a MEHTO3 W ATall BO3BPAICHHS MEHTO3 B T'€KCO3bl (HEOKUCIUTEIbHBIH
JTam B 00paTHOM HampaBJICHHWH) BMECTE COCTABISIOT IUKIMYECKUH Tporece (meHTo30(pochaTHRIN HKIT) —
3a OIMH 00OpOT LUKJIA MOJHOCTHIO pacmajaeTrcs oJHa MoJieKyda roko3el (puc. 97, B). Cymmapnoe
ypaBHEHUE MEeHT030(0ochaTHOTO IUKIIA:

6 I'moko030-6-dgocdar + 12 NADP' + 2 H,O — 5 I'imioko30-6-docdar +
12 NADPH +12 H" + 6 CO,

3TO 03HAYaeT, YTO U3 6 MOJIEKYI IIIOKO3bI 00pasyroTest 6 Monekyn pudyno3o-5-pocdar (meHTo3s1) U

6 monekyn COy:

CHOH
c=o0
HO— C:: —OH
H—C—OH
o, Hzé —OPOsHz
(IkHzOH Kcunynoao-5-docdar
cC=0
H— (:3 —OH
H=C—0H Visomepasa
H2C — OPO3H2 CHO
Pubynoso-5-dpocdar H~ (l':— OH
H— (13— OH
H—C—OH
Hzé — OPOsH2
Puboazo-5-pocdhar
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(|)H20H

r | C=0
| CHOH | K 0 .
L i C H 0 HO-C-OH
1 C=0 | | N |
Vopemeadd H-C-OH  Tpanckeronasa ? H=C-OH
HO-C-OH + [ -
H-C-OH o e p i s
u -C-OH THo HiC ~OPOsH, H-C-0H
H,C~0PO3H, I
H,C ~OPO;H, H,C-OPOsH,
Keunynoso-5-poccpar  Pubioso-5-hoccpar [nuuepoansaema-3-pocdar Cenorentynoso-7~pocear
:._-__1:--__} \\\\\
: 'CHQOH : AN
! = ' h¢
i C=0 5 ' o H\C 0 CH0H
IHO-C-H | c? 5 . c=0
---------- 4 ' S =
H—('.':-OH ” H—(;J-OH paHcanbgonasa H ? OH HO-(:;—H
H—(':-OH H2C — OPO3H, H-?—OH H-?—OH
H—C—OH H.C—0OPOsH, H-C—-OH
I |
H2C—OPO3H; H,C — OPO3H;
Ceporentynoso-7-pocthar  Mmuuepansgerna-3-pocdar Bpurpozo-4-chocar ®pyxTo3o-6-thocdar
g s
H_ //O ! CH,OH : CH;OH
c L B 59 c=0
H-C~OH {_?_f_o___: TpawckeTonasa c s A
H-C~OH € HOTe-On - heron Y H-C-oH
HQC = 0P03H2 H~ ?"OH Tno HzC = OP03H2 H-= (l:—OH
H2C —OPO3H; 1
H2C —OPO3H;
Spurposo-4-thocdar Kevnynozo-5-pocpar Muuepoansgema-3-ochar  Opykroso-6-octar
[Iporekanne mneHro3odocaTrHOoro LUKIAa TMO3BONSET KieTkam  mpoayuupoBatb NADPH,
HCO6XO,ZII/IMBII71 JJIs1 CHHTE3a )KI/IpOB, HE HaKallJInBas IEHTO3bI.
OHeprus, BbACISIOMASCS NP pacmaje  TIIOKO3bl, TpaHCHOPMHPYETCS B JHEPIHIO

BBICOKOOHEpreTndeckoro goHopa Boxopona - NADPH. I'mppuposanneiii NADPH ciy’)kHT MCTOYHHMKOM

BOJIOpOJIA JUIsi BOCCTAHOBHUTENILHBIX CHHTE30B, a sHeprusi NADPH npeoOpasyercs n
CHUHTE3UPOBAHHBIX BellecTBax (puc. 84).
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Puc. 84. [lenTo3ohocharHblii UK MPEBPALICHUS [IIFOKO3bI:
A — OKHCIHTENBHBIN 3Tan MeHT030(oc(aTHOro myTH;

b — HeokucnUTENBHBIHN 3Tan NeHT030(0Cc(HATHOTO MyTH;

B - nenro3odochaTHblii UK.

Ortan A BKIIOYaeT JIBE PEaKIUM AETUAPUPOBaHUSA. Bo BTOpoil M3 3THUX peakiuil OAHOBPEMEHHO
MPOMCXOJUT JeKapOOKCHIMPOBAaHUE, YIIIEpOIHAasl 4acTh yKOpauuBaeTcs, o0pasys nentos3bl. Kodepmentom
neruaporenas spisiercss NADP+, kotopsrit BocctanaBimmBaeTcst 10 NADPH + H+;

Otan b — HeokucauTenbHbIN 3Tam nenro3zodocdarHoro mytu: @ — ocratok pocdopHoit kucnoTs, Ca-
Cs — uncno yrnepogasix aroMoB. depmenTsl: 1 — TpaHckeTonasa, kopepment THAPD; 2 — Tpancanpaonasa; 3
— TpaHckeronasa, kopepment TIAD; 4, 5 — nenTozodocharrzomepassl.

Oran B — neHro3odochaTHbIi LUK a — OKHUCIUTENIBHBIN 3Tam; O — HEOKCIUTENIbHBIA 3Tall B
oOpatHoM HampasieHud ¢ H,O, mpenoxpaHseT LHUCTEWHOBBIE OCTaTKM B IPOTOMEpax TeMOrjioOMHA OT
OKHUCIICHHsI aKTUBHBIMU (OpMaMH KHUCIIOpPOJa, a 3HAYUT, O0ECIEUMBACT COXpAaHEHUE ero KoH(popManuu u
(GyHKINY.
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i pereHepanyii OKHCJICHHOTO TJIYTaTHOHA B BOCCTAHOBJICHHYIO (POPMY HCIONB3yeTCS B KadecTBE
noHopa Bojgopoga NADPH'H®, kortopslii o6pasyeTcs B peakiMsaX OKUCIUTENILHOro HeHTo3odochaTtHoro
3Tara NpeBpalleHus TIIOKO36], OHA U3 KOTOPBIX KaTalTU3UPYyeTCsl TII0K030-6-pocdaTaeruaporenasoi (puc.

85).

y—GIu—CIys—Gly
S
2¢—Glu—~Cys—G!
e ool (OKWCTeHHEIT)
SH 2y—Glu—-Cys-Gly NADPH+H' FS-S1 2H,0
'-SH I'-8S-r \/ v
Iayratwon- Cayrarwon-
HOOC— FH—CH;—CHz—E —NH-—- E NH—CH;,;-COOH peayKkTasa OEpoKCHIa3a
NH Hy
2 % NADP' W/ N\ 2F—SH/ \
- - F . - " (BOCCTaHOBNEHHKT)
Y-[ayTaMar Lucrens I Buitiiiiis
A b

Puc. 85. BoccTaHoBlIeHHe TiTyTaTHOHA ¢ yyactieM NADPHH™:

A — ctpoenue riryratnona: I'-SH - BoccranoBnennas ¢opma; ['-S-S-I” — okucnennas dhopma;

b — y4acTue riryraTnoHa B 00€3BpeKMBAHIU MEPOKCHUA BOAOPOJA U €r0 pereHepanus:

1 — B3aumopetictBue rinyratroHa ¢ H,O, ¢ 00pa3oBaHreM BOABI M OKUCICHHOM (DOPMBI ITyTaTHOHA,

2 — pereHepalMs TJIYTaTHMOHA C MCIOIBL30BaHHEM B KauecTBe noHopa Bojgopoga NADPH'H',
00pa3yeMoil Ha OKMCIIUTEIBHOM 3Tarle MeHT030(0oC(haTHOro MyTH NPEBPALIECHUS TTTFOKO3bI

5.5. I'1l0KOHeOoreHes u ero peryJasumus

I'niokoneozenez — mo npouecc cuHmesa 2ilOKO3bl U3 BGCUIECINE HEY2Ne600HOU RPUPOObL.
CyOcTpaTaMu TJIOKOHEOTeHE3a SIBISIIOTCA HUPY6am, JAAKmam, 2iuyeposl, amMuHokuciomsl. BaxHelen
GbyHKIMEH TNIIOKOHEOTeHe3a SIBISCTCS noddepiicanue ypoGHA 2/110K03bl B KPOBH B NEPHON AIUTEIHLHOTO
TOJIOIaHUsl M HMHTCHCUBHBIX (DU3ndeckux Harpy3ok. IIOCTOSHHOE MOCTYyIJIeHHEe TJIOKO3bl B KadecTBeE
HUCTOYHUKA 3HEPrUM OCOOEHHO HEOOXOAMMO [UIs HEpBHOW TKaHM W 3pUTpouuTOB. [Ipomecc mpoTekaer
TJIaBHBIM 00pa3oM B TIEYCHW U MEHEE WHTCHCHBHO — B KOPKOBOM BEILIECTBE IMOYEK, & TAKXKE B CIM3UCTON
000JI0UKe KHIIIEYHUKA.

BosnbmMHCTBO peakuuii IMIMKOIM3a U TIIIOKOHEOTeHE3a SIBISIIOTCS OOPAaTUMBIMU M KaTaJU3HPYIOTCS
OOHMMHU U TeMH ke ¢epmentamu. [IpencraBneHa cxema MeTaOOJMUECKUX IyTeH: INMKonau3a (cieBa) M
TIIFOKOHeoreHe3a (crpasa). DepMeHThI yKa3aHbl CHHUM I[BeTOM (puc. 85).

KaranmuzatopoM nmpeBpamieHuss TOHpyBaTa B  OKCalloalleTaT sSIBISETCS  OMOTHHCOACPIKAIINN
MUTOXOHJpHUANbHBIN (hepMeHT — mupyBarkapOokcmnaza (puc. 105). B mutoxonapusx moj neicTBreM
(bepMEeHTOB MayaTIeruIporeHasbl 1 aMHHOTpaHc(depassl oOpa3yeTcs MajaT M aclapTaT U3 OKcajoalerara,
KOTOpBIE TACCHUBHBIM AHTHUIIOPTOM YAAJSIFOTCS W3 MHTOXOHAPUHM. B 1MTO301€ Manar W acmaprar B
pe3yibTaTe COOTBETCTBYIOIIMX PEAKIM MPEeBpaIlalOTCs B OKcaloaleTaT, KOTOPBId AeKapOOKCHINpyeTcs U
dhochopummupyetcs mox AeiicteueM pochoeHonmupyBarkapookcukunaasbl (DEIKK).
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Puc. 85. CxeMa IIMKoIM3a U TIIFOKOHEOTEHE3A.

Bce ocraibHble peakiiny rIIF0KOHEOT'€HEe3a MPOTEKAIOT B IUT030J1¢ (puc. 86).
[Turoszoan

‘ .-‘\(“Zl | ACI AmERoTpaschepasa

Avmnorpancepaia
Iupysar- 3 ‘ ’a—Kl'
pﬁoxcn.uuzm 1y |
NADH +H
NAD'
Aanar

6 Moxo-
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KA
ITupysa HeOreHes

CO2 AT®
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I lupysar

Mutoxoruipis

Puc.86. IIpeBpamienue nupyBaTa B OKcanoarerar

B xone atoro mporecca Ha cuHTe3 1 MOJIB TIIIOKO3BI U3 2 MOJIb MUpyBaTta pacxoayercs 4 moinb AT® u
2 monp ['TO.

OcHOBHBIE 3Tarbl IEPBPALICHUs TUPYBaTa B OKCAlI0aleTar:

1 — TpaHCcHOpT NUpyBaTa U3 LUTO30JI1 B MUTOXOH/IPHIO;

2 — npeBpaiieHre nupysata B okcaioarerar (OA);

3 — mpeBpaleHre okcanoaneTara B Manat uin acnaprat (ACII);

4 — TpaHCHOPT acmapTaTa U Majara U3 MUTOXOHIPHUHU B LIUTO30JIb;

5 — mpeBpaieHne acnapraTa ¥ Majiara B OKcaJjoaleTar B IIUTOILUIa3Me;

6 — mocryruieHue okcaoaneTaTa B TIIIOKOHEOTeHE3

CymMmapHOe ypaBHEHHE Npoliecca U3 MUPyBarTa:

2ITupysat + 4AT® + 2 I'T® + 2 (NADH + H") + 4H,0 —
I'moko3a + 4 AJI® + 2 TJI® + 6 H;PO, + 2 NAD'

Hcnonb3oBaHue jakTaTa B KayecTBE CyOcTpara B IVIIOKOHEOT€HE3€ CBSI3aHO C TPAHCIOPTOM €ro B

NeYeHb W MpeBpalleHueM B nupysar (puc. 87). B mepuoj MBIIEYHOrO COKpAaLleHHs! B MBIIIIE MHAPYBatT
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IpeBpaIaeTcst B JaKTaT, T.K. HANPaBJICHHUE JIAKTATACTHUIPOTCHA3HOH pEeakIUH B PaOOTAIOMINX MBIIIIAX H
redeHH 00YCIIOBJIEHO TIpeobaaHieM BOocCTaHOBIeHHOH Gpopmbl — NADH Haj okuciaenHoi gpopmoit NAD*
W3-3a HEJOCTAaTKa KUCIOpoAa. JIakTaT M3 MBIIIIBI TPAHCHOPTUPYETCS B MEYEHb, TNie OH MpeBpalaeTcs B
nupysart (Oarogapsi XopoueMy cHaOkeHHto kucioponom O, 1 BeIcokoMy coniepxkannto NAD+, a 3atem B
TTIOKO3y (B Tpoliecce TIFOKOHEOTeHe3a), KOTOpash MOCTYNUT C TOKOM KPOBH B MBIIICYHYIO TKaHb H
SPUTPOLUTHI. DTy TOCIEIOBATEIBHOCTh COOBITHI HA3BIBAIOT 27110KO301AKIMAMHBIM WUKIOM WU UUKIIOM
Kopu.

[Tevens Kposb Mbiupt
8 P 3 s & ~
¢ [mokosa——— [nokosa——— 11oKo3 o
5 3 5§ E=
g 23
= Ilupysar [Mupysar =2
£ o o-
= 2 6 He
Jlaktar +——— Jlaktar +— Jlaktar

Puc. 87. Hukn Kopu:

1 — mocTymnieHne JaKkTaTa U3 COKPAIIAIOIIEIiCs MBIIIIBI M SPUTPOIIUTOB C TOKOM KPOBH B IICUCHB;

2, 3 — CHUHTE3 IIIOKO3bI U3 JAaKTaTa B IICYEHH;

4 — mocTyMJICHUE TIIOKO3bI U3 TICYEHU C TOKOM KPOBH B Pa0OTAOIIYIO MBIIIILY U B SPUTPOLIUTHL;

5, 6 — wucmomp30BaHWE TIMIOKO3BI KaK DHEPIeTHYECKOr0 CyOcTpaTa COKpAINAOMmIEHCs MBIIIIeH |
SPUTPOIMTAMH C 00pa30BaHUEM JIAKTATA.

Yacte nupyBara, oOpa3oBaBIlIerocs M3 JlaktaTa, okucisieTcss B meueHu 0 CO, m H,O. DHeprus,
BEICTISTIONIAsICS TIPH  OKUCIICGHWH, WCIONB3yeTcs s cuHresa ATd, HeoOXoammoro B mporecce
rirokoneorenesa. Ilomumo IICYCHHU, HOTpC6I/ITeJI$IMI/I JIaKTaTa SABJIAIOTCA IMOYKU MU CEpACHHad MbIlila, rAC OH
takke okucisercs 10 CO, u H,O ¢ oOpazoBannem AT®. B MpImax B MOKOE OTHOIIEHUE NAD*-NADH
MOBBIIIACTCS W JAKTaT MOXKET TPEeBpaIlaThCsi B MUPYBAT, KOTOpbIH Oymer oxucisatees g0 CO, u H,O ¢
obpazoaaneM ATO.

5.6. '1ukorenorenes

Cunme3s 21UK02eHA HA3bIGACHICA 2NUKO2CHO2EHE3, MOOUIUZAUUA 2NTUKO2EHA — 2TIUKO2EHONU3.

I'mukoreH — OCHOBHOM pE3€pBHBIM IOJHMCAaXapul B KIETKax JKUBOTHBIX W MPEACTaBIACT
Pa3BETBICHHBIM TOMOIIOIUCAXapHl, MOHOMEPOM KOTOPOT'O SIBJISETCS TIIOK03a. CHHTE3UPYETCs B MEPUOJ]
numieBapeHus (depe3 1-2 yaca rocie npyuemMa yriaeBoIHON MUIIK) B OCHOBHOM B ITI€YEHH U B MBIIIIAX.

I'panyinbl TIMKOr€HA IJI0X0 PACTBOPUMBI B BOJE W HE BIMSIOT HA OCMOTHYECKOE JaBJICHUE B KIETKE.
[losTOMY B KJIE€TKe ACTIOHUPYETCS TIMKOIeH, a He cBoOoaHas rimoko3a. C rpaHyigaMy CBSI3aHbl HEKOTOpBIE
(depMeHThI, ydacTBylolIme B OOMEHE TJHMKOreHa, 4YTo o0JierdaeT B3aHMMOJEHCTBHE (EPMEHTOB C
cyOcTpaTamu.

CuHTe3 uaeT AByMs IMyTSIMHU:

1. Tlepenoc onurocaxapuaHbIX GParMEHTOB C OJTHOTO IOJIMcaxapuia Ha CyNIeCTBYIONIMHA TITMKOTeH

2. TlepeHOC OCTATKOB TIIFOKO3BI

Hctounukom ritoko3sl sBisiercst Y dD-rmoko3a, kotopas oOpasyercs u3 riioko3o-1-gochara u YTD
npu yvyactuu ¢epMmeHta rinoko3o-1-pocdar-ypuauntpancdepassl. Korma anumHa cuHTe3sMpyeMod Lenu
yBenmuuuBaercss Ha 11-12 ocTaTkoB TIOKO3bI, (EPMEHT BETBJICHUS — TIroKo3mi-1,4-1,6-tpancdepasa
o0pasyeT OOKOBYIO Llelb IyTeM IepeHoca ¢parMeHTa U3 5-6 OCTAaTKOB TIIIOKO3bI Ha BHYTPEHHHH OCTAaTOK
TITFIOKO3BI (puc. §88).

OCHOBHBIE dTalbl CHHTE3a TIIHKOTeHa:

1 — dochopunmpoBaHue TIIOKO3bI ¢ UCMONb30BaHWEM dHEpruu AT® u obpa3oBaHHEM TIIIOK030-6-
docpara;

2 — u3MeHeHue nojokeHus (hocdaTHON rpymiTel U Mpeodpa3oBaHue IIIOK030-6-hocdara B TIHOK030-
1-bocdar;

3 — oOpaszoBanune YJD-rmoko3pl cyOcTpara Al CHHTE3a TJIMKOTEHa C MCIOJIb30BaHHEM SHEPIUU
VT,
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4 — mepeHOC TIIOKO3HOTO OCTaTKa Ha IpaiMep — «3aTpaBKy» (Ilemb U3 4-8 OCTaTKOB TIIFOKO3BI) C
y4acTHeM TIUKOTEH CHHTa3bl, KOTOpas YAJWHSET TpaiMep, COEOWHSAS OCTaTKh Toko3sl ol,4-
TJIMKO3HUTHBIMU CBSI3SIMU;

5 — oOpa3oBaHue pa3BeTBICHHH B MOJEKyJe TJHKOreHa. [lepeHoc KOHIIEBOTO OJIMTOcaxapHia,
COCTOSIIIETO M3 5-6 OCTaTKOB, HA BHYTPEHHHH OCTATOK TJIFOKO3BI 3TOM WM APYrod memu, oOpasysl TOUKY
BETBJICHHUS, T/I€ KOHIIEBOH OCTATOK TIIFOKO3BI COSMHSACTCS C OJIUTOCAXapuaAOM o.1,6-TIMKO3UIHON CBS3BIO.

[Iponecc TpebyeT 3aTpat PHEPrum, Tak BKIOUYEHHE | MOHOMEpa B MOJIMCAXapUIHYIO LETb COMPSIKEHO
¢ pacxomoBanmeM AT® wu VYT®D. O6pazoBanHas VYJD-rnroko3a sBIsSETCS CyOCTpaToM  UIs
TJINKOT€HCHUHTA3bl, KOTOpasi MEePeHOCUT OCTAaTOK TIIFOKO3BI Ha Ipaiimep (omurocaxapun u3 4-8 ocTtaTkoB
TJIFOKO3bI) M COeTUHSET ero o.1,4-rIoK03HOH CBA3bI0

PasBeTBneHHast cTpyKTypa IJIMKOreHa oOecrieuyrBaeT OOJIBIIOE KOJMYECTBO KOHIEBBIX MOHOMEPOB,
910 cnocobcTByeT paboTe (pepMEeHTOB, OTMICTUISIONIMX WIA MPHCOSAWHSIONINX MOHOMeEpHL. [ nmkoreH
JIETIOHUPYETCsI B IEUEHH U CKEJICTHBIX MBIIIIIAX U XPAHUTCA B IIUTO30J1€ KJIETOK B (hOpMe rpaHyl.

MBIIICYHBIA TJIMKOTEH SIBISICTCS JIETKOJOCTYIMHBIM MCTOYHMKOM TJIFOKO3BI AJISI MBI, MEIedHoe
cozeprKaHue TIIMKOTeHa CHIDKAETCS TOIBKO MOCTIe MPOJOIDKUTEIHHON 1 HANIPSDKEHHON (PM3NIECKON paboThI.

['mukoreH medeHn UCTIONB3yeTCs IS OJAeP KaHNs KOHIICHTPAIIMH TJIFOKO36I B KPOBH B IMTPOMEKYTKAX
Mexay npueMamu numy. Yepes 12-18 4 mocne mprema nuiiy 3anac rIMKOreHa B EUYEeHH IMOYTH MOJIHOCTBIO
HCTOIIAETCH.

Perynsmust ocymecTBisieTcss Ha ypOBHE NIBYX (PEPMEHTOB: TIIMKOTCHCHHTETAa3bl, YYaCTBYIOMIEH B
CHHTE3€ TIHMKOreHa, U pocopuiasbl, KaTAMU3UPYIOIIEH paclleneHrue TIINKOTeHa.
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Puc. 88. Cuntes rimkoreHa:
A — CUHTE3 I'/ITUKOT€Ha;
b — monmuMepu3anus u BETBICHNE MOJICKYJIBI TIIMKOTEHA;
B — ob6pazoBanue Y D-Ta10K035I.
@ ¥ — VIIOKO3HBIE OCTATKH, ‘ — TJIFOKO3HBIE OCTAaTKH B TOYKAX BETBJICHUS.
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OCHOBHBIM MEXaHH3MOM DETYJISIIUU aKTUBHOCTH 3THX (DEPMEHTOB SIBIISETCS MOMU(PHKAIMS IyTeM
tdbochopummupoBanus—nedochopunupoanus. PocopunmpoBanHas ¢ochopunaza unu gocgopunaza a
BBICOKOAKTHBHA, B TO e BpeMst hocoprnrpoBaHHas IIIMKOTCHCHUHTETa3a WK cuHmemasa b HeakTuBHA.

Taxkum obOpaszom, ecnu oba (epmeHTa Haxomarcs B (GochopuiupoBaHHON (opMe, B KIETKE HICT
pacIerieHne TIIMKOreHa ¢ 00pa30BaHUEM TJIFOKO3BI.

B nedochoprnrpoBaHHOM COCTOSIHUH, HA0OOPOT, AKTUBHA 2AUKO2EHCUHMEMA3a d, B STOH CUTyalluH
B KJICTKE MJIET CHHTE3 TNIUKOTeHA U3 TIIFOKO3bI.

[Tpomecchl cuHTE3a W MOOWIM3AIMU TJIMKOT€HA B IEUYCHW IPOUCXOIMT TPH yYaCTHH HHCYJIHHA,
TJIIOKaroHa M aJipeHalINHA, a B MBIIIIAX — WHCYJIMHA U aJpeHaNInHa. BIusHue 3THX TOPMOHOB Ha CHHTE3 H
pacmaj TIUKOTeHa OCYLISCTBISCTCS MyTEM W3MEHEHHS B MPOTHBOIOIOKHOM HAmpaBlIeHHH aKTHBHOCTH
JIBYX KIIOYEBBIX (DEPMEHTOB: TJIHMKOTEHCHHTa3bl W TIHKOreH(pochopmiazbl ¢ TNOMOLIBIO  HX
(dhochopunmpoBanus u nepochopunuponanus (puc. 89).
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Puc. 89. Perynsauus cunTe3a U pacnaja rIMKOreHa B IEYEHU TTIIOKAarOHOM U aJpEHAIMHOM.
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DTaIbl perysius CHHTE3a ¥ pacia/ia TIIMKOTeHa B IIEYeHH TIIIOKaroHOM M aJJpeHaTHHOM:

1 — TIOKaroH W agpeHaJ MH B3aMMOJEHCTBYIOT CO cHenu(pUYecKUMH MeMOpPaHHBIM pPELENnTOpPaMH.
Kommnekc ropMoH-petienTop nepenaeT CUrHail uyepe3 aJeHUIATIUKIa3Hyl0 CHCTEMY Ha MPOTEMHKHHA3Y A,
MEPEeBO/JIsl €€ B aKTHBHOE COCTOSTHHE;

2 — mpoTenHKWHa3a A GocGopHINpYET U aKTUBUPYET KuHa3y dochopuiiassbr,

3 — kuHa3a pocdopminaszsl pochopunupyeT rmkoreHGpochopuasy, nepeBois e B aKTHBHYIO GopMmy;

4 — mportenHKMHa3a A QocopunupyeT TakKe TIMKOTeHCHHTAa3y, MEpeBOJs €€ B HEaKTUBHOE
COCTOSIHHE;

5 — B pesymprate WHTHOMPOBaHWS TIWKOTEHCHMHTA3bl WM AaKTHUBAIMH TIUKOTeH(OChOpHiIa3sl
YCKOPSIETCsl pacnaj IITUKOreHa

AJNpeHaNnH UMEET CXOIHBIN C TIIFOKArOHOM MEXaHW3M JIEHCTBHUS Ha KJICTKH meueHu. Ho BO3MOXHO
BKIIIOUEHHE W JApyroi 3¢¢eKTOpHOW CHUCTEMBI Iepenadyn CUTHaja B KIETKy medeHdn. Kakas cucrema
nepeAaydl CUrHajla B KIETKy OylIeT WCHONb30BaHa, 3aBUCHT OT THNA pPELENTOpoB, C KOTOPBIMHU
B3aMMOJIEHCTBYET agpeHanH. Tak, IpUCoeIMHEHNE apeHaTNHA K Bo-perenTopaM KIeTOK MeYeHH IPUBOAUT
B JeCTBHE aJeHIIATIHMKIA3HYI0 CHCTeMy. B3amMmojeiicTBue e aJIpeHalnHa C 0j-pelenTopamu
«BKJIOYaeT» WHO3UTON(OChHATHRIA MEXaHW3M TPAaHCMEMOpPAaHHOW TMepeqadyd TOPMOHAIBHOTO CHTHAIA.
Pesynprarom neiictBusi 00enx cucteM sBisieTcs GpocopuianpoBaHre KIFOYEBBIX HEpMEHTOB, U3MEHEHUE UX
AKTUBHOCTH M MEPEKITI0UYEeHIE CHHTE3a TIIMKOTeHa Ha €r0 pacmal.

AKTHBanus agpeHaJIMHOM MBIIIEYHON TIHKOTeH(OC)OpHIa3bl MPOUCXOAUT HECKOJIBKO HHAYe, TaK
KakK pacmag r"iuKoréia B CKCJICTHBIX MbIIIIAX CTUMYJIUPYETCA MBIIICYHBIMU COKPAICHUSAMU.

3nauenue pecynayuu o00mena znukozena. Ilpu Tmepegade TOPMOHAJIBHOTO CHUTHANA 4epes
BHYTPUKJICTOYHBIE TOCPENHUKHA TPOWCXOAUT 3HAUWUTENIFHOE €ro YCHWJICHHWE, I[O03TOMY aKTHBAaIlUs
¢dochopuiazsl TIMKOTeHA MPH YYACTHH JIIOOOH CHUCTEMBI Nepeiayd CHT'Hajla B KIIETKY IEYCHHU IO3BOJISIET
OBICTPO TMOJYYHUTH OONBIIOE KOMUYECTBO TIIOKO3bI U3 TIIMKOTEHA. YCHJICHWE TOPMOHAIBLHOTO CUTHAJIA B
MBIIIAX UMeeT OOJBIIOe 3HAUYCHHUE JIJIS1 00eCTIeUeHHSI SHEPTETHYECKUM MaTEPHaJIOM WHTEHCHBHOM pabOTHI B
YCIIOBUSIX CTpecca, HallpuMep MpHu OErcTBe OT OMAaCHOCTH.

Tak, perynsauuss CKOpPOCTEM CHUHTE3a M pAaclaja IIMKOT€Ha B IIEYEHHU IOAJIEPKHUBAECT IIOCTOSHCTBO
KOHIICHTpAI[MK TJIIOK03bl B KpoBu (3,3-5,5 MMmoub/m). Perymsiums oOMeHa TJMKOTeHAa B MBIIIIAX
o0ecredrnBaeT IHEPreTHIECKIM MaTepHajoM, KaK MHTEHCHUBHYIO pabOTy MBI, TaK U IHEPro3arparsl B
COCTOSIHUH TTOKOSI.

Bonpocwl ona camoxkonmponsa:

1. OG61mas xapakTepucTHKa yrieBooB. Kiaccudukaius yrieBoos.

XapakTepucTHKa BaXHEHINX MOHOcaxapuaoB. VX cTpoeHue, KiaccupuKanus.

BaxcHelinve nucaxapuibl: MJIbTO3a, Caxapo3a, 1eio0103a, 1aKT03a, UX CTPOCHHE.

Baxcelinive moymcaxapubl: Kpaxmall, DIMKOTeH, 1eJTio03a. FIX cocTaB 1 CTpoeHHe.

ConepxaHue YIieBOJOB B JKMBOTHBIX M PACTUTEIBHBIX OpraHu3Max. PoJb yriieBOJOB B MUTAHUH

YeNoBeKa U JKUBOTHBIX.

CocraBbre dopmyisl GochopHbIX 3¢UpoB: rmoko30-6-¢pocdara, rmroxozo-1-pocdara, dpykroszo-1,6-

mudocdara, pubdo3o-5-dpocdara, S-hochopudosmn-l-nupodochara, pudynoso-5-pocpara. OrmerbTe

ocobeHHocTH (ochOopHBIX F3PHUPOB MOHOCAXAPHIOB.

7. Ha3oBuTe myTH pacmajia CIOKHBIX YIIIEBOJIOB JI0 MPOCTHIX?

8. M300pa3ute cxeMy CTYMEHYATOr0 THAPOIIH3a Kpaxmara.

9. Kakue hepMeHTHI y4acTBYIOT B THAPOJIN3E Kpaxmana?

10. N300pa3ute cxemy THAPOJIN3a aMHUIO3bl  AMUJIONICKTHHA C YYaCTHEM PA3ITUUHBIX aMHIIa3.

11. Yto Takoe dochoponuz?

12. M3o6pasute cxemy docopoinsa raukoreHa. K kakomy kinaccy GpepmeHTOB oTHOCSTCS (hochopuiiasbl?

13. CocraBbTe ypaBHeHHE peakiuu Ghochoponnsza MaabTO3bl. YKaKUTe (PEPMEHT.

14. CocraBbTe ypaBHEHUE PEaKMy THAPOIN3a JIAKTO3bl. Y KaXHUTE PEPMEHT.

15. Tlepeuncnute KOHEYHBIE MPOAYKTHI pacmajia CIOXKHBIX YIJIEBOJIOB B pe3yibTaTe THUAPOJIH3A H
dhochoponmsa.

16. O6pa3oBaHue TIItOK030-6-pochara u ee B3auMooTHoMmIeHUS ¢ (pochopHBIMU dhUpamMu APYTHUX TEKCO3.
Hanumure ypaBHeHHe peakiuu 00pa3oBaHU TIOK030-6-pocdara. Ykaxure ¢pepMeHT.

17. Tlepeuuciiute yeThIpe HAITPABICHUS MPEBPALICHHS [IIIOK030-6-hocdara.

18. Hamuiure ypaBHeHHE peakiuy THAPOJIN3A TIH0K030-6-pocdara. Ykaxkute pepment. B kakux opranax
KHUBOTHBIX IPOUCXOUT 3TOT mpouecc?

agrLN
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19. HanumuTe ypaBHEHHE PeaKIMM M30MEPH3allMH III0K030-6-hocdaTta B Irok030-1-pocdar. Ykaxute
(hepMeHT.

20. YkaxxuTe nanpHenIIee mpeBpalieHue rirko3o-1-gocdara.

21. buonoruueckuii cMbici eHTo(GocdaTHOrO MyTH MPEBPAICHHUS TIIOKO3HI (CXeMa paciajia 1o Taduuie).

22. Hanumwure ypaBHEHHE pEeakIMU W30MEpH3aluu TI0K030-6-pocharta B Ppykro3o-6-docdar. Ykaxure
(hepMeHT.

23. Hanumute ypaBHEHHE peakuuu odpazoBanus GpykTo30-1,6-nudocdarta u cxemy ero AMXOTOMHUYECKOTO
pacmaa.

24.CoctaBpTe CXEMy  OKHCIHTEIBbHO-BOCCTAHOBUTEIBHOTO  TpeBpamieHus  3-hochoraumepruHoBoro
aJpJeTHIa 10 TUpyBaTa.

25. Kakum 00pazoM MpoUCXOAST NpeBpalieHus MMPOBHHOTPATHON KHCIOTHI B aHA3POOHBIX YCIOBHSX?

26. B 9é€M cOCTOUT MOJIOYHOKHCIIOE OpoKeHne?

27. Kak mpoucXoauT CIUPTOBOE OpoxeHue?

28. llpeBpamieHusi NHPOBUHOTPAIHOW  KHUCIOTHL B  aHa’pOOHBIX  YCIOBHSIX  (OKHCIUTENBHOE
nekapOokcmimpoBanue). M3o0pa3ute cxemy npeBpaiieHus MIPOBHHOTPAIHOM KHUCTIOTHI B alleTHi-KoA.

29. HammmmmuTe peakIiio B3anMOIeHCTBUSA areTHiI-KoA ¢ eHoIoKcamoarneTaToMm.

30. Kak mpoucxoaut oobpa3zoBanue uuTpui-KoA u ganpHeliiee npeBpaiieHle ero B CyKunHuIamnerar?

31. Harmmure cxemy oOpa3zoBaHus J-KeTOTIIyTapaTa B CyKI[MHAT.

32. U300pa3ute cxemy MpeBpaieHuid IByXOCHOBHBIX KHUCIIOT JI0 NIABEICBOYKCYCHOM KHCIIOTEI.

33. Uro Takoe ¢orocunres? M3o0pasure obIIyro cxeMy (HOTOCHHTE3A.

34, Yuactue AT® u oOKCHpEayKTa3 B BOCCTAHOBJICHHH BOJIBL.

35. CocraBbTe Qopmyriy pudyno3o-1,5-mudocdara n n3006pazure ero eHOIBHYIO U OKCH(POPMBIL.

36. Uz00pasute cxemy CBSA3BIBaHUS YTIIEKUCIOrO Taza ¢ pudy030-1,5-mudocdarom.

37. Hanmmwure  ypaBHeHME  peakUuW  TNpeBpamieHuss  3-QpochOorIMUuepuHOBOW  KHCIOTBI B 3-

(hocoporIuIepHHOBBIN aTbIETH].

38. MzoOpazure oOmyro cxemy OwmocuHTe3a (OCPOpPHBIX S(HUPOB MOHOCAXAPUIOB, HCXOOd U3 3-

($hochOoporIUIEpUHOBOTIO AJIbJICTHIA.

39. Yro Takoe riaroKoHeoreHe3?

40.Kak mporcXoauT OMOCHHTE3 caxapo3bl B PACTCHUSIX, JTAKTO3bI B )KHBOTHBIX OpraHu3Max?

41. Kaxk npoucxoaut OuocuHTe3 riukorena? Uto Takoe TpaHCTIIUKO3WIMPOBaHUE?

42. N300pa3ute cCUHTE3 (parMeHTa aMIJIO3bI UCXOJS U3 MAJIBTO3bI.

3aoauu 0na camocmoamenvHoi padomol:
1. B opranm3Me ApeBECHOTO Xy4YKa IEJJI0JIO3a THAPOJIM3YETCS TPH Y4acTHH (HEepMEHTa MeJUTFOJa3bl.
Hammmure ypaBHEHHE peakIMH THAPOJIHM3a IIEJUIIONO03bl (TOJBKO YeThIpe 3BeHa MOJIeKynbl). Kakue
MOJIMCaXapuabl THUIPOIU3YETCS WHYJNA30M, XUTHHA30M M KCWiIaHa3oi? B 4yeM 0COOEHHOCTH CTPOEHUS
COOTBETCTBYIOIIMX (hepMeHTaM monrcaxapuaoB? [laite cTpyKTypy MOHOMEPOB.
2. YcraHoBHUTE CXOJICTBO M pa3iuune Mex1Iy (Hochoponr3oM u MHIPOIM30M Mojucaxapuiaos. [IpuBenure
HPUMEPBI.
3. Hamumure ypaBHeHHs peaknuid (QOCPOPHIMPOBAHUS TaNAKTO3bl MPH YYACTHH COOTBETCTBYIOLICH
KHHAa3bl U JaibHeliero nepexoaa ¢pocopHoro a¢upa rajakrossl Bo Gppykro3o-6-pocdar. Jlaiite moaHoe
Ha3BaHUE MeTa0OJIUTOB M (DEPMEHTOB, YCKOPSIOIINX STH PEaKIHH.
4. ®epmenT L-apabuHo301€THApOTEHA3a YCKOPSAET OKHCIeHHe L -apaOrHO3BI:

L-apabunosa + HAJl — L-apabuno-y-nakron + HAI-Ho.

Harnmmire momHoe ypaBHEHHE TOH peakiuu U 0OBSICHHUTE, IO KAKOMY ITyTH AECTPYKLIUH HJIET M0a00HOe
IpeBpaIleHue.
5. ®depment pochodpykTOoKHHAZA YCKOPSAET MPEBPALICHHE:

B.D-dbpykrodypanoza-1-pochar + AT® — B,D-ppykrodypanosa-1,6-audocdar + AJD.
Hanumure nonHoe ypaBHEHHE PEaKIMH M YKaKUTE, B KAKOM IIPOLIECCE 3TA PeaKys sSBISIETCS HaYaJbHBIM
JTAIOM.

6. Ilpu kakoM MyTH JECTPYKIMU MOHOCAXapuJOB IMpPUBEJCHHAs HIDKE PEaKIUsl 3aHUMAaeT ICHTPAIBbHOE
MECTO:

¢dpyxro3a-1,6-nmudochar — pochoanokcuaneroH + 3-pocornuepruHOBLIi anbaeTrua
Hanumwvre momHoe XMMHUYECKOe ypaBHEHHE M OOBSCHHUTE 3HAYCHHE ATOTO MYyTH paclaja MOHOCAXapHIIOB
JUIsL OpraHU3Ma.
7. KaxoBa cynp0a NMpOBUHOTPAJHONM KUCIOTHI B OPraHU3Me B aHadPOOHBIX M adpOOHBIX ycnoBusax? OTBeT
MOJITBEP/IUTE COOTBETCTBYIONIMMHU YPaBHEHUSIMHU PEAKITHH.
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8. Hamwmmurte ypaBHeHus peakiuii (ochopmiupoBanus AJ[® Ha ypoBHe cyOcTpaTa NpH pacmaie
MOHOCAXapHJIOB IO JJUXOTOMUYECKOMY ITyTH.

9. TlokaxwuTe 3HAYCHHWE METAOOJUTOB IMKJIA TPUKAPOOHOBBIX U JUKAPOOHOBBIX KUCIOT B OOIIeM OOMeHe
BelecTB. HanmuimmTe cOOTBETCTBYIONUE XUMUYCCKHE YPABHCHHSI.

10. YkaxuTe, HA KaKuUX dTamax IMKIA TPH- U JTUKAPOOHOBBIX KHCIOT TPOHMCXOJUT BBHICBOOOXKICHHE
OKHCJICHHBIX YTJIEPOJHBIX aTOMOB alleTHIBHBIX OCTaTKOB. OTBET MOATBEPAUTE COOTBETCTBYIOIIUMHU
YPaBHEHUSIMH PEaKIUil.

11. MMokaxxuTe 3HAYCHHWE METAOONUTOB AalOTOMHUYECKOTO paclaja MOHOCAXapHIOB B JIMIUIAHOM H
HYKJICMHOBOM oOOMeHe. Hamuiimrte mMONHBIE ypaBHEHUS pPEaKIUH, yKaKUTe (EPMEHTHI, YCKOPSIOIIUE
COOTBETCTBYIOIIHE ATAIbI IPEBPAIICHUSL.

12. Vcnonb3ys cxemy MpeBpalicHuld METAaOOJHUTOB B IUKJIC TPUKAPOOHOBHIX U JUKAPOOHOBBIX KHCIOT,
HafuTe OTambl JCTHIPUPOBAHUS META0OJHMTOB, HANMINNTE XWUMHYECKAE YPAaBHEHHS W, YYUTHIBAS
0COOCHHOCTHU Tiepenaun dHepruu Ha cuHTe3 AT® uepes cucTteMy IbIXaTENbHBIX ()EPMEHTOB, MMOJCYUTANTE
KOJIMYECTBO CUHTE3UPOBAHHBIX MoJieKysl AT® 3a ovH MUK TPEeBpaIICHUH.

13. IIpy  (HOTOCHUHTETHYECKOM  OHMOCHHTE3€  MOHOCAaXapuaOB  IPOUCXOAUT  IpeBpalleHue  3-
dhochormuriepHOBON KHCIOTH B 3-(hochormuiiepuHOBEIN anpaerua. [IoMHS, 9TO maHHOE MpeBpaIcHHUE
MPENCTaBISIET COOOW OOpalleHHe COOTBETCTBYIOIIErO JTama JUXOTOMHUYECKOTO pacraia TIIFOKO3BI,
HATHIIUTE TTOJIHBIC YPABHEHHS PEaKIUil ¢ yka3aHueM (GEepMEHTOB, YCKOPSIONIUX 3TH PEAKIINH.

14. VYxaxute, B 4eM OTIHYUE TUXOTOMHYECKOTO IMYTH Pacrajia yriIeBOJIOB OT amoToMuieckoro. Haiimure
MyTH B3aMMHOTO IIEpexofa OJHOr0 W3 HHMX B JApyroi. OTBET NOATBEPAUTE COOTBETCTBYIOIIUMU
YPaBHEHUSIMU pEaKLUil.

15. HazoBuTe TOHATOPOB TITUKO3WIBHBIX OCTATKOB MpU OWMocHHTE3e momiucaxapuaoB. OTBET MOATBEPIUTE
MIPUMEPaMH.
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I'naBa 6. METABOJIN3M JIMTIN1IOB

Henu uzyuenusn:

Ymemon:
. OOBACHSTH POJb TUMHIOB B MeTabOIU3ME YeOBEKa.
. OOBsACHATHE 0COOCHHOCTH NEPEBAPUBAHUS U BCACBIBAHNUS JIMIIUIOB B JKEITYAOUYHO-KUIIEYHOM TPAKTE.
. OnieHnBaTh 3HAYEHUE CUHTE3a U Pacliajia JIMIUIO0B /11 MeTa00INYeCKUX IPOLIECCOB OPraHU3Ma.

3uamp:

Crpoenne nunuaoB. CyTOYHYIO HOPMY JIMIIUIOB B TUTAHUH.
Buonornueckue GyHKINYU TUNNUAOB B OPraHU3MeE YEJIOBEKa.
[IpuunHBI 1 IPOSIBICHUS HAPYIICHUH NEpEeBapUBAHUS JIUTHIOB.
OCHOBHBIE STarnbl CHHTE3a BHICIINX KUPHBIX KUCIOT. Perymnsuus cuaTe3a )KUPHBIX KUCIIOT.
ITyTu ncnonap30BaHus BBICIINX JKUPHBIX KUCIOT B KJIETKAX.
OO6mue »Tanbl OMOCHHTE3a AMIATIANIEPoNIoB U GochonunuaoB. DakTopsl, cocOOCTBYIOMINE Pa3BUTHIO
OKUPEHHSL.
7. VIHTEHCHBHOCTb IIPOLIECCOB JIMIOIN3A U JIMIOCHHTE3a MPH Pa3INYHbIX (PU3MOJOTMYECKUX COCTOSHHSIX.
Posnb ropmoHOB.
8. IlocnenoBaTenbHOCTh peakuuil cuHTe3a (ochaTHIUIXONIMHA M €ro pojb B opranusme. [lonarue o
TUNOTpOoTHOM 3¢ dexTe PochOoNUITUAOB U INTTOTPOITHBIX (haKTOpax.

W N =

ok~ wWNE

OcHogHble NOHAMUA U MEPMUHDBL:
1. KupHble KUCIOTHI. DCCCHINATBHBIE KUPHBIE KHUCIOTHI.
2. ®ochomumuasr  (rmunepodochonumuapl,  COUHTONUMHABI,  IUIA3MAJOTE€HBl,  C(UHTOJHITHIBI,
CUHTOMUETTUHEI).
Crepouppl (X01eCTepo U ero dPUPHI, JKEITIHBIE KUCIIOTHI).
[TepeBapuBaHue KUPOB M APYTUX JIUTHIOB.
BcaceiBanue IpoayKTOB THAPOJIM3a JIUIHIOB B TOHKOM KHIIICYHHUKE.
Pecunres xupos.
CuHTe3 1 MOOMIHM3ALIUS JKUPOB B KHUPOBOW TKAHH U TIEUYCHHU.
['opMoHaIbHAS PETryISIHs CHHTE3a )KUPOB.
[-okucieHue KUPHBIX KUCIIOT.
0. 0- ¥ -OKUCJICHHUE KUPHBIX KUCIIOT.
1. CuHTe3 KETOHOBBIX TEJ B TIEYCHHU.
2. CHHTE3 )XUPHBIX KHCIIOT.
13. Perymsiuust cHHTE3a KUPHBIX KHUCIIOT.

BERRO0NO O AW

Cokpawenus:
MAT, JAT', TAT — MOHO-, TH- WIH TPUAIMIITIUIIEPOJIBL;
TA® — TpoMOOLIMTAKTUBUPYIONITHI (DAKTOD;
XM — XUIIOMUKPOHBIL;
AXAT — anuxonecteponanuiTpaicdepasa;
JIITHIT — siumionpoTenHsl.
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6.1. CTpyxTypHasi OpraHu3anus JUMUI0B

Junuoder — 310 OOmbllas IpyMNNa COCIUHEHUH, KOTOPBIE CYLIECTBEHHO pa3JIMYaloTCs 10 CBOEMY
XHUMUYECKOMY CTPOCHHIO 1 OHOJIOTHYECKOM POIIH.

O6ugumu npusHaKamu JTANAIOB SBISIOTCS:

— HepacTBOPHMOCTD B BOJIE;

— pPacTBOPUMOCTbH B HETIOJISIPHBIX pacTBOpUTEIIX (3¢up, xmopodopM, OeH30:7);

— HaJINYUE B CTPYKTYpE BBICIINX YTIEBOIOPOIHBIX PAJUKAIIOB;

— pacnupoCTPaHEHHOCTH B )KUBBIX OPraHU3MaXx.

OCHOBHBIE KJIaCChI JIMMUAOB MPEICTABICHBI HA CXEMe:

) v

Ia¢npu KHPHHX xncnow‘ | CTepouan

|
f } !

[IpoM=BOOHER IpoM=BO0HEES BPmpel
rAMUEpONa COPUHIOSMHAa HoJe CTepona ZonecTepon
TpHauMiI- rnuuspo— ChMHIO- T'AMEOCHHH MrO—
M IMLUE PO B! GOCHOITMN ML POCHOTIMITM OB JUMITM Ok
| ! !
¥ ¥ ¥

PoCPaTHaAMI- |C¢wHPOMM€ﬂHHm
STaHOIaMHMHE]

|Uepeop03unbl‘| TaHPIHOoEM IR

$OChHaATHIMI-

cepHE TR OLLE D AMM Tk
SOChaTH IMI-
HOJMHEL TanakToLe pamMy Okl

dochaTHgun-
HMHO=SMTONL]

#oc oI H OB

Junuosl évtnonnawm 6 opzanuzme pao QyHKyuii.

1. Duepretrueckas GYHKIUS — MPU OKUCICHUH JIUTHIOB B OpPTaHU3ME BBIJIEIAETCS YHEPTHH OOIBIIIE,
YeM TpU pacmajge TaKOoro >K€ KOJMYECTBa YIJCBOJOB MWIM OenkoB. VCTOUHMKAMHU SHEPTHH CIYyXKaT
TPHALIMJITIIUICPOJIBI ¥ CBOOOIHBIC KUPHBIC KUCIIOTHI.

2. CrpykrypHas (YHKIUS — JIMMAABI O0pa3ylOT OCHOBY KJIETOYHBIX MeMOpaH W IJMIONPOTEHHOB
KpoBH. B 00pa3oBaHum 3THX CTPYKTYP y4aCTBYIOT (POCHOIUTINIBI, TIIMKOIHUITUAIBI  XOJIECTEPOIL.

3. 3amuTHas (QYHKIMS — TKaHEBbIE JUIHIALI (TPHALMITIMIIEPOJIBb) MPEJOXPAHSIIOT BHYTPEHHUE
Oprafbpl OT MEXaHUYECKHUX, TEPMUYECKUX U IPYTHX BO3ICHCTBUH.

4. PerynsatopHas (QYHKOWS — JUMHUIBI CIY»AaT WCTOYHHUKAMH OWOJIOTUYECKH aKTUBHBIX BEIECTB, B
YaCTHOCTH, BUTAaMHWHOB M TOPMOHOB. Hampumep, XoyecTeposl SBISETCS IPEIIIECCTBEHHUKOM KEITIYHBIX
KHUCJIOT, HAJMOYCUYHUKOBBIX M TIIOJOBBIX TOPMOHOB, BuUTamuHa Dj; apaxujoHOBas KHCJIOTa, KOTOpas
OTHOCHUTCS K JKUPHBIM KHCJIOTaM, MOXKET MPEBpAIIaThCs B MPOCTArNIAHAWHBI U JPyTHe TOPMOHONOJ00HBIE
BEIIECTBA.

CTpyKTypHBIMH KOMIIOHEHTAMH PA3TUIHBIX JINITUJIOB SIBISIIOTCS HCUPHbIE KUCIONbL.

Kupuvie kucnomwl, ne cooepicaujue 0BOUHBLIX céA3ell, Ha3vlearom Hacvijernvimu. OCHOBHOU
HACBIIIEHHOM KUPHOU KUCIIOTOM B JIUMHKIaX YeIOBEKa SBISETCs naabMuTHHOBas (10 30—-35%).

Kupnusie kucnomst, codepicaniue 060liHbIE C6:A3U, HA3BIBAIOM HEHACbIU|eHHbIMU. HeHnackImeHHbIe
JKUPHBIE KUCIIOTHI TIPEJCTAaBICHHl MOHOSHOBBIMH (C OJHOM JBOWHOW CBSI3bIO) U IOJIMEHOBBIMHU (C JIBYMS U
0OJIBIIIMM YUCIIOM JIBOMHBIX CBsi3eH). Eciiu B cocTaBe >KMPHON KUCIIOTHI CONEPKATCs JIBE U O0Jiee TBOHHBIX
cBs13eil, To oHM pacmoyararotcs yepe3 CHo—rpymmy (tabdu. 11).

Tabmuna 11
CrpoeHue JKUPHBIX KHCIOT
Ha3BaHue KHCJI0THI Cn:m ) CTpYKTypa KHCJIOT
HacbimeHnnblie
MupucTuHOBas 14:.0 CH;-(CH;):,COOH
ITansMuTHHOBAS 16:0 CH3-(CH,)1,COOH
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CreapuHOBas 18:0 | CH;-(CH,)1COOH

MoHoeHoBbI€
[TanbMUTOOJIENHOBAS 16:1A9 CH3-(CH,)sCH=CH-(CH,)-COOH
Oneunnosas 18:1A9 CHz~(CH,);CH=CH-(CH,);,COOH
IlotuenoBBIE
JluHonesas ] CHz~(CH,)4,-CH=CH-CH,-CH=CH-
18:2A9,12 6 (CH,),-COOH
o-JInHONCHOBAsT , CH;-CH,-CH=CH-CH,-CH=CH-
18:3A9, 12, 15 3 CH,-CH=CH-(CH2),-COOH
DiiKo3aTpUEeHOBas 20:3 A8, 11, 14
ApaxHUIOHOBAS ' CH;-(CH,)s-(CH,-CH=CH),
20:4A5,8, 11, 14 6 (CH,)sCOOH
Diiko3aneHTacHOBAas ) CH;3-CH,-(CH=CH-
(THMHOZIOHOBAs) 20:5A5,8, 11,14, 17 3 CH,)s(CH,),COOH
Jloko3ormmenTaeHOBas 22:5A7, 10, 13, 16,19 3
(KJTymaHoJOHOBAs)
Jloko3arexcacHoBas 22:6A4,7,10, 13, 16,19 3

Cn:m - 4ucio aroMoB yriepoza (n) U YUCIO ABOWHBIX CBS3eH (M) B MOJICKYJIC KHPHOU KUCIIOTHI; ® (6,3) —
HOMEp YTIIEPOJHOTO aTOMa, Y KOTOPOTO HAXOMUTCS TepBas JBOWHAS CBSA3b, CUMTAs OT ® — (METHJIBHOTO)
aToMa yriepoja; D — mo3uiiust ABOHHOW CBSA3M, CUUTAs C IEPBOr0, KApOOKCUIILHOTO aToMa yriepoa;

" - JKHpPHBIE KHCIIOThI, KOTOPBIE HE CHHTE3UPYIOTCS B OPraHm3Me (He3aMEeHHUMBIC);

" - apaxuI0HOBAS KHCIOTA MOXKET CHHTE3UPOBATHCS U3 THHOICBOH KUCIOTHI.

Nmeercst HECKOIBKO CITOCOOOB N300paXKEHUS CTPYKTYPBI JKUPHBIX KUCHOT. [Ipr 06003HaueHUH KUPHOH
KHCIIOTBI LU(POBBIM CcUMBOJIOM (Tabn. 16, BTopas rpada) oOlnee KOJMYECTBO aTOMOB yrjepoja
MIpeICTaBIeHO MU(POH 10 ABOSTOUUS, ITOCIIE IBOSTOUMS YKA3BIBAIOT YHCIIO IBOWHBIX CBSI3EH.

[Mo3uumio ABOWHON CBSI3M O0O3HAYAIOT 3HAKOM A, TOCIIE KOTOPOro YKa3bplBalOT HOMEpP aToMma
yriaepona, Omkaiiiero K kapOOKCHIIy, Y KOTOPOrO HaxXOIWTCs NBOMHas cBsa3b. Hampumep, C18:1A9
03HAYAeT, YTO >KUpHAsl KUCIOTa COACPXKUT 18 aTOMOB yriepona M OAHY NBOMHYIO CBsi3b y 9-ro aToma
YTIepoaa, CanTasi OT YIIIEPOAHOTO aToMa KapOOKCHITEHON TPYTIITHL.

[To3umus IBOMHON CBSI3U MOXET OBITh YKa3aHa M JPYTUM CIIOCOOOM — IO PaCIONIOXKCHHIO MEPBON
JBOMHOM CBSI3M, CYUTAs OT METHJIEHOTO aTOMa yriepojia )KUPHOH KuCioThl. HanpuMep, muHONEBas KHCIOTa
MokeT ObITh oOo3HaueHa kak C18:2A9,12 wmm C18:2w-6. Ilo monoxeHWro MepBOW JBOWHOW CBS3H OT
METaJIBHOTO YIIIePOa HOJIUEHO6bIe HCUPHbIE KUCTOMBL JICIAT Ha ceMelicTBa -3 1 ®-6.

JIBOWHBIE CBSI3M B JKUPHBIX KHCJIOTaxX B OpraHU3Me YelloOBeKa MMEIOT MUC-KOH(QUTypalmio, Aeaer
anmndaTuyeckyro 1enb >KUPHOH KHCIOTHl HM30THYTOW, YTO HApYIIAeT VYIOPSIOYEHHOE PAaCIIOIIOKEHUE
HACBIIIEHHBIX PAJMKAIIOB XHUPHBIX KUCIOT B Qochomumumaax memOpaH (puc. 90) U CHIDKaeT TemrepaTrypy

TIJIABJICHUA.
A H H
cC=C ‘\/‘/\_‘
r(_rr COOH

Puc. 90. Kondurypanuu paaukaioB >KUPHBIX KHCIOT:
A — U3710M pasuKana >KUpHOW KUCIIOTHI IPY ABOMHOM CBSA3M B IUC-KOH(UTypalny;
b — Hapymienne yrmopsiioueHHOr0 PacoIOKEeHUs PaJUKaIOB HACHIIIEHHBIX JKUPHBIX KHCIOT B
ruIpoPOOHOM ciioe MeMOpaH HEeHACHIIIIEHHON KHCIIOTOH ¢ ITUC-KOH(HUTYpallue JBOHHOMN CBS3H.

JKupHble KUCIOTHI C TPaHC-KOH(QUTYpaLue ABOWHON CBA3M MOTYT IOCTYNAaTh B OPraHU3M C IHILEH,
HalpuMep B COCTaBe MaprapumHa. B 3THX KHCIOTax OTCYTCTBYET H3JIOM, XapaKTEepPHBIH ISl LHC-CBS3H,
MO3TOMY JKMPBI, COJAEpKalllMe TaKHe HEHACHIIIEHHbIE KUCIOTHI, MMEIOT Ooyiee BBICOKYIO TeMIepaTypy
IUIaBJICHUS, T.€. Oosiee TBEP/IbIC IO KOHCUCTEHIIHH.
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BoJIBIIMHCTBO YKUPHBIX KUCIOT CHHTE3UPYETCSl B OPraHU3Me YeTIOBEKa, OJJHAKO TIOJIMEHOBBIC KHCIOTHI
(TMHONEBass W O-JIMHOJICHOBAs) HE CHHTE3WPYIOTCS W JIOJDKHBI TOCTYNATh C THIICH, WX Ha3bIBAIOT
He3aMeHUMbBIMU, UTIU ICCEHUUATLHBIMU.

OCHOBHBIC UCTOYHUKH TTOJIMEHOBBIX JKUPHBIX KUCIIOT JUIS YEIOBEKa — KUJIKHE PACTUTENBHBIC Macia 1
PBIOHIA KHUP, B KOTOPOM CONEPKUTCS MHOTO KHCJIOT CeMeicTBa -3 (Tadi. 12, 13).

Tabmuma 12
CocTaB KUPHBIX KUCJIOT ¥ TEMIEpATypa IJIABJICHUS HEKOTOPBIX MTHUINEBHIX )KHPOB

Temmnepa-Typa Hachimenmnbre HeHnacpIleHHb1e zlmpﬂme
Kupbi IJIaBJICHMS], o KHCJI0ThI, %
°C KUCAOTHL % e T 185 | 183 | 204 | 205
Kupnbl
MOIOUHBIH +(28-33) 52-70 27-40 35 <1 cIL -
CauHo# +(36-46) 37-45 37-50 8-10 1 CIL. -
I'oBsoxuit +(44-51) 53-60 42-43 35 <1 - -
Bapanmii +(46-55) 55-65 36-43 3 0 - -
Pri0nit -(2-7) 16-20 20-22 2 3 3 6-8
Macia
[Tonconneuynoe -(16-19) 10-12 21-34 51-68 2 - -
OnuBkoBOE (0-6) 10-19 64-85 4-14 <1 - -
Kykypy3sHnoe -(10-20) 10-14 38-40 43-47 <3 - -

B priObem xupe, KpoMe yKa3aHHBIX KUCIIOT, MPUCYTCTBYIOT 22:5 >KUpHas KUCIOTa (KIyMaHOJOHOBas) - 10
10% u 22:6 (uepBoHoBast) - 10 10%, koTOpble HEOOXOAUMBI 151 POPMUPOBAHUS CTPYKTYP (ochonunuioB
HEPBHOM CHCTEMBI YelioBeKa. B Apyrux TMmax nmpupoIHbIX )KUPOB OHU MPAKTHYECKH OTCYTCTBYIOT;

" - JKUpHBIC KHCIIOTHI C YHCIOM aTOMOB yrieposa ot 4 10 10 comepkaTcst B OCHOBHOM B JIMIHAX MOJIOKA.

XKupsl, comepxamme MPENMYIIECTBEHHO HACHIIICHHBIC KHCIIOTHI, SBISIOTCS TBEPIBIMH (TOBSDKHUH,
Oapanuii), a comepxaiye OOJBIIOE KOJMYECTBO HEHACBHIMICHHBIX — KUAKUMHU. M3 )KMBOTHBIX MHUILEBBIX
KHUPOB HarboJjiee HACKIIEeH OapaHnil KUP, KOTOPBIH MPAKTUYECKU HE COACPIKUT HE3aMEHHUMBIX KHCIIOT.

LleHHBIMH TIMIIEBBIMH JKUPAaMH SBISIOTCS PBHIOWI JKHp M pPAcTUTENbHBIE Macia, COJeprKallue
HEe3aMEHHUMBIC JKUPHBIE KHCIOTHL. B opranmsMe phIO MOJMEHOBBIC )KUPHBIE KUCIOTH -3 M -6 Takke He
CHUHTE3UPYIOTCS, PBIOBI MOTyYaroT WX C MUINEH (BOJOPOCIH, MIIAHKTOH).

Yem Oomblie TBOWHBIX CBSI3eH B KHPHBIX KHCIOTAX JIMITUIOB, TEM HIDKE TEMIIEpaTypa UX IUIaBICHHUS.
B Tabnuue 13 BblIeIeHB OCHOBHBIE KHPHBIE KUCIOTHI B JINIHAAX YEIOBEKA.

Tabmurma 13
CocCTaB KUPHBIX KUCJIOT MOAKOXKHOTO KHPa YeI0BEKa
Ha3paHue KHCJIOTBHI Cn:m Copepxanne, %
MupuctruHOBast 14:0 2-4
ITansMUTHHOBAS 16:0 23-30
CreapuHoBas 18:0 8-12
OsnenHoBast 18:1 20-25
JIunonesas 18:2 10-15
JIunonexoBast 18:3 <2
DK03aTpUEHOBAS 20:3 <1
ApaxugoHoBast 20:4 <2
OHKOo3aneHTacHOBAS 20:5 <1l
O011ee KOJTHYECTBO:
HacrhImeHHbIX KUCIIOT 33-38
HeHachpIeHHbIX KUCIOT 42-58

Auyunznuyeponvt — cioxicHvle IPUpsl MPEXAMOMHO20 CRUPMA 2TUUEPONA U HCUPHBIX KUCTIONL.
['muniepon MokeT OBITH CBSI3aH C OJIHOM, IBYMS WJIA TPEMsI KUPHBIMHA KHCIIOTAMH, COOTBETCTBEHHO 00pasys
MOHO-, - win Tpuanmirunepoist (MAL, AL, TAD'). OcHOBHYIO MacCy JMIHI0B B OPraHU3ME YeIOBEKa
COCTABIISIIOT TPUALMIITIULEPOBL — KUPHL. Y deloBeka ¢ Maccol Tena 70 Kr B HopMe conepxkutcs 1o 10 xr
*upoB. OHU 3amacarOTCsi B SKUPOBBIX KJIETKAaX — aJAUMNOLUTAX M HKCHOJNB3YIOTCS MHpPHU TOJOJAHUU KaK
HMCTOYHHUKH DHEPTHUH.
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MoHO- ¥ THAIMITIIHIEPOIIBI 00Pa3yIOTCsl Ha MPOMEXYTOUYHBIX 3Talax pachajia M CUHTe3a TPHAIUII-
TIUIEPOJIOB. ATOMBI yIJIEpoja B TIHIEPOJIE IMO-Pa3HOMY OPHEHTHPOBAaHBI B IMPOCTPAHCTBE, MOITOMY
(bepMEHTBHI Pa3IUYaAlOT MX U CHCIU(PUYSCKUA MPUCOSAMHSIOT >KUPHBIE KUCIOTHI Yy TIEPBOTO, BTOPOTO H
TPETHETrO aTOMOB YIIIEPOAA.

B Monekyse npupoHOTO KUpa CoaepKaTcs pa3Hble )KUPHbIE KUCTOThL. Kak mpaBuiio, B Ho3uusx 1 u
3 HaxomsITCsI 00JIee HACKHIMICHHBIE )KUPHBIC KUCIIOTHI, & BO BTOPOM TMO3UITMH — ITOJIMEHOBas KHCIIoTa (puc. 91).

1 e
HC-O-C -R,
1’_.\l
0" 2
R-C-OP C--dH
\\\,, 9
HC-O-C-R,

Puc. 91. [IpocTpaHcTBEHHOE PACIIONOKEHUE YTITIEPOAHBIX aTOMOB INIMIIEPOJIA.

B Ha3BaHuMM TpuanMITIMLIEPOJA NEPEUUCIIIOTCS HA3BAaHHUS PAAMKAIOB JKUPHBIX KUCIJIOT, HAYHMHAs C
MIEPBOTrO YIIIEPOAHOrO aTOMa IIMLEPOa, HAIpUMeEpP NaJbMHUTONII-THHOIECHOMWI-0JCOMITTILEPOIL.

Docghonunudvt — pazHoodpazHas zpynna JTURUO0S, COOEPHCAUUX 6 C6OEM COCHIA8e OCHIAMOK
docgpopnon kucnomer. Oochomununsl nenaT Ha TAAIEPO(GOCHOTUNHIABI, OCHOBY KOTOPBIX COCTaBIISIET
TPEXATOMHBIN CIUPT TIHLEPON, U chUHTOPOCHOMUUABI — MPOU3BOJHBIE AMHUHOCIHUpPTA COHUHTO3WHA.
docdonunuasl nMeroT ampudUITbHBIE CBOWCTBA, T.K. COACPKAT aTU(PaTHISCKUE PAAUKAIIBI KUPHBIX KACIOT
W pa3nuyHble TONApHBIE Tpynnbl. brnaromaps cBouM cBoOHCTBaM (POCGOIHMIUABI HE TOJBKO SIBISIOTCS
OCHOBOM BCeX KIIETOYHBIX MEMOpaH, HO U 00pa3yloT MOBEPXHOCTHBINA THAPODHUIBHBIN CIOH JUIONPOTEHHOB
KPOBH, BBICTUJIAIOT TIOBEPXHOCTD AJIbBEOJI, MPEAOTBPAILAsl CIUIIaHUE CTCHOK BO BPEMsI BBIIOXA.

Hexoropeie ¢dochomunuasl  y4acTBylOT B Iepefade TOPMOHAIBHOIO CHUTHama B  KJIETKH.
Cdunromuennnnl sBisitorcs  doconmumuaamu, HOPMUPYIOIMIIMH CTPYKTYPy MHUEIHHOBBIX OOOJOYEK H
JOPYTUX MEMOpPAHHBIX CTPYKTYP HEPBHBIX KJIETOK.

Tnuyepogpochonunuoer  (panee  ucnonb3dyeMble  Ha3BaHUS —  (HOCQOINIMIEPHUIBI WM
(dbochoanIrIUIepoNbl) MPEACTABIAIOT COOOW MOJICKYJbl, B KOTOPBIX JIBE JKUPHBIC KHCIOTHI CBS3aHBI
CIIO)KHOX(UPHON CBS3BIO C TIIHMIEPOJIOM B TEPBOW M BTOPOH MO3UIMSIX; B TPEThEW IMMO3ZUIIMU HAXOIUTCS
ocTaTok (QOocPOpHOIl KUCIOTHI, K KOTOPOMY, B CBOIO OYepellb, MOTYT OBITh NMPHCOCTUHEHBI pPa3IHYHbIC
3aMECTHUTEIIH, Yallle BCEro aMMHOCTIMPTHI (Tadu. 14, puc. 92).

Taonuua 14
Kaaccupukanus raunepodocdonnungoB U CGUHTOJIMIHI0B
Dochoaunuanl Chunroaunuapl
TpuanuIrJIuIepoJibl
CduHroMHeTHHB
['unepodochonunmst ['ukonu bt
Jnanmuaraumeposabl
dochaTuanIXoNIuH IepoOpo3u b
MoHoauMJITIHNLEPOJIbI
dochatuauncepur I'mo6o3uas!
docharuana3TaHOIAMUH CynbdaTtuist
docharuaunriannepos ["aHrIIMO3K Bl
docharnaunraozurondouchochat
®octaruanas kuciora
Kapnuonunun (audocdarununrinnepon)

CuHroMueNnuHbI OTHOCAT KaK K (hocomnuiam, Tak U COUHTOIUTTHIAM
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0 o CHzOCR1
OcrarTok xonuHa
o CH:OCR, RzCOCH of C'

i\ Hs
Ri-C-0-C-H O CHzOPOCHzCHzNCHa
\CHs

CHz O'P -0 0()
Ddocharmanan kucnora DochaTUannNXonuH
o
0 CH; 0~ C Ry o CH; 0O-C-R, Ocrarok cepuna
Rz-COCH 0 R,—cocn 0 /cooc)'
CH, O- P—O CH;-CH;~ NH; CH2 0- P 0O~CH;-CH;-CH
or) o0) “NH,
GochaTnaunaTaHoNaMuH docarmauncepuH

Puc. 92. OcHoBHBIE THLIEpOPOCPOTHUITUAB B OPTAaHU3ME YeTIOBEKa

Ecnu 6 mpemvem nonosxcenuu umeemcsa moisko gpocpopnas xucioma, mo 2nuyepogocghonunud
Ha3zvleaemca ocpamuonoii kucnomoii. E€ ocrarok HazpBaroT "¢dochaTtuauna'; oH BXOIUT B HA3BaHHE
OCTaNIbHBIX MHIEPO(GOCHONUIIIOB, MOCTIe KOTOPOTO YKa3bIBAIOT HA3BAHUE 3aMECTUTENS aTOMa BOAOPOa B
¢dbocdopHoii kucioTe, Hanpumep hochaTuaIUIITaHOIaMKH, (OCchHATHIMITKOIHMH U T. 1.

dochaTraaas kuciora B CBOOOTHOM COCTOSHUU B OPTaHU3ME COJCPIKUTCS B HEOOIBIIIOM KOJTHYECTBE,
HO SBJSIETCS NPOMEXKYTOYHBIM MPOAYKTOM Ha TMyTH CHHTE3a Kak TPUAIWITIHMIEPOJIOB, TaK |
rmtepodochonumuaos. Y raunepodocONUuaoB, Kak U y TPHALMITIMIIEPOJIOB, BO BTOPOW MO3HMIIHH
HAXOZATCSl TPEHMYIIECTBEHHO IOJMCHOBBIE KHUCIOTHI, B MOJEKyJe (OCHaTUINIXOINHA, BXOIIIETO B
CTPYKTYpy MeMOpaH, 3TO Yalie BCero apaxuJ0HOBast KUCIIOTA.

ITnazmanozenst — gochonunudvi, y Komopuix 6 nepeom MNONONCEHUU 2IUUEPONA HAXOOUMCA He
HCUPHAA KUCIOMA, a4 OCMAMOK CRUPpMA ¢ ONUHHOU ANuU(amu4ecKoil uenvlo, C6A3AHHLII RNPOCMON
IpupHoii cea3vro. XapaKTepHBI NPU3HAK IUIa3MAJIOTEHOB — JBOWHAsI CBS3b MEXKAY IIEPBHIM U BTOPHIM
aToMaMH| yTJiepojia B aJKUIbHOM rpymie (puc. 93).

[Inasmanorenst  ObiBatoT 3 BUAOB:  QocdaTuaanbdITaHONAMUHBL,  (QochaTHIANEXONHHEL U
¢dochatunanscepunsl. Ilnazmanorenst coctaBmsitor a0 10% docdonmununos mMeMOpaH HEpBHON TKaHH;
0Cc00EHHO MHOTO UX B MHEIMHOBBIX 000JI0YKaX HEPBHBIX KIIETOK.

O CH-O{CH=CH-Ri] O CHrO-CH~CH:-Ry|
Rz ~C-0-(f— 9 CHs~ C—O—?—H O ,CHy
CH~0-P—0-CH,;~ CH;~ NH; CHz-O-P O-CHy~ CH~ N CH:
I = “CH,
9) 0
A. ®ocharnaanbaTaHoNaMuH B. TpomBoUMTaKTHBUPYIOLMA
daxrop (1-ankun, 2-auetun-
rnuuepon-3-hocdoxonuH)

Puc. 93. Ilinasmasoressl

HexoTopeie THITHI TUIa3MAIOTEHOB BBI3BIBAIOT OUYEHb CHIIbHBIE Onosormyeckue 3(QQexTsl, AeHCTBYS
kak wmeauaropsl. Hampumep, TpomOouutaktusupyomuii ¢akrop (TAD) crumynupyer arperamuro
TpoMbonnToB. TAD oTnMuaercs OT APYrux IUIa3MaJOr€HOB OTCYTCTBHEM IBOWHOW CBS3UM B aJKHIBHOM
paznukane ¥ HUIMYMEM alleTHIBLHOM rpyMIlbl BO BTOPOM IOJIOKEHUH TIULEPOIIa BMECTO KUPHOM KHCIOTHI.

Chunzonunuovr. Avuboctupt cUHTO3WH, cocTosmuii u3 18 aroMoB yriepoaa, COACPKUT
THJIPOKCHIIBHBIE TPYNIBl M amuHOrpymmy. OOpaszyeT OONBHIYIO TpPYIITy IJHUIHIOB, B KOTOPBIX JKHpHAS
KHCJIOTA CBSI3aHa C HUM Yepe3 aMHUHOTPYIIILY.

[IpomykT B3auMoieiicTBUSI CPUHTO3MHA W JKUPHOM KUCIOTHI Ha3biBaloT ""mepamua’ (puc.94).
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H?___/\/\/\/\/\/\/

(;.:H = CH(CH2)12CHs H—C—OH

?H = CH(CH_2)12CHa H— C—OH o
H=¢oH H S H—C_:—_a\/\/\/\/:\/\/\/\
H— ?-NHz H— Cl:— N—CR Ocrarok

=~ upHoW 1 .
CH2OH CHOH KUCNOTH! CHzooPOCHzCHzN(CHs):s
ChUHrosuH Llepamun MHIOMUENUH
N-aumnchuHroauH ch

Puc. 94. TlpousBonubie chuHro3MHa: HiepamMu 1 COUHTOMHUETHH

B nepamuax KupHbIE KHCIOTHI CBSA3aHBl HEOOBIYHOH (aMUAHO) CBA3BIO, & TUAPOKCUIIBHBIE TPYIIIIBI
CHOCOOHBI B3aMMOJICHCTBOBATh C IPYTUMH pagukanamu. Llepamuasl OTIHYAlOTCS paAWKadaMd >KUPHBIX
KHCJIOT, BXOIANTUX B WX cocTaB. OOBIYHO 3TO *KUPHBIE KUCIOTHI ¢ OONBIION MIHHOM 1tenmd — oT 18 mo 26
aTOMOB YIJIepoza.

Cunzomuenunsr 00paszyroTca B pesynbraTe npucoeanHenns k OH-rpynme nepamuaa docdopHoit
KHCIIOTBI, CBsi3aHHOH ¢ xommHOM (puc. 113). ChuHrOMMENnMHBI — OCHOBHBIC KOMIIOHCHTHI MHEIMHA H
MeMOpaH KJIeTOK Mo3ra W HepBHOU TKaHW. CQUHTOMHENIWHBI, KaKk W TAUIepo(ochOmUunuabl, UMEIT
am@uduIbHbIE CBOWCTBAa, OOYCIIOBICHHBIE, C OJHOW CTOPOHBI, PaIUKAIOM JKHPHOH KHCIOTHI H
anudaruyeckol Ienb caMoro cQUHrO3MHA, a ¢ APYroi — MONSIPHOH 001aCThI0 (hOCHOPHITXOIHHA.

I'nuxonunuodst. llepamunbl — ocHOBa OONBIION TPYMIBI JIMIHAIOB — TIHKOJIWMHIOB. Bomoponm B
THIPOKCHIBHON TPYINE LepaMuaa MOXET OBITh 3aMelIéH Ha pa3Hble YIJCBOAHBIE (pparMeHThl, YTO
OIIpeneNsieT MPUHAMICKHOCTh TIUKOJIHWIUAA K ONpeAcnEHHOMY Kiaccy. [THKOMUMUABI HaXOAATCS B
OCHOBHOM B MeMOpaHax KJIeTOK HepBHOH TkaHu. Ha3zBanus "tepeOpo3nuas”" u "TaHTIHO3HUIE" YKa3bIBAlOT HA
TKaHH, OTKy/1a OHU BIIEPBbIC OBLIN BBIJCICHBI.

Llepeopo3uowbi. LepeOpo3uasl UMEIOT B CBOEM cocTaBe MOHocaxapuabl. Haubonee pacnpocTpaHeHbI
nepedpo3uapl, HMEIMe B CBOEM COCTaBe TrajlakTo3y (TallakTolepeOpo3H[), pexe - TIIIOKO3y
(rmroxomepebpo3nm).  llepebpo3uapl  comepar  HEOOBIYHBIE  JKUPHBIE  KHCIOTHI,  HampuMep,
raJIakToIepeOpo3ua (GPPEHO3UH COACPIKUT LEPEOPOHOBYIO KUCIIOTY — 2-TUAPOKCUKHUCIIOTY, COAEpKaIyto 24

aToMa yriepona (puc. 95).
CH = CH(CH2)12CH3,

H—C— OH
I T
H —(13— N—CR
H
CHaOh (N-aumnchuHroanH) CH2OH Ho
HO O, o |
O
2 OH
i (®)
OH OH
Manaxkrouepebposmnant L T

Puc. 95. LlepeOpo3us

Fﬂ0603u0bl OTJINYAKTCA OT uep66p031/1z[013 TEM, YTO UMCIOT B CBOEM COCTaBE HECKOJIBKO yTJ'IeBO,Z[HLIX

OCTAaTKOB, CBA3aHHBIX C I_IepaMH,Z[aMI/IZ
I_IepaMm[—r.moK03a—raJ1aKT03a—raJ1aKT03a—N-aueTHnraﬂaKT03a

LepeOpo3uasl 1 TI0003UABI OTHOCAT K HEHUTpaNbHBIM COUHIOJIMIINAAM, TaK KaK OHH HE COAEpIKaT
3apsDKEHHBIX TPYIIL.

Cynvhamuowsl. I'unpokcun y TpeThEro yTIEpOJHOTO aToMa MOHOCaxapuaa, BXOJAIIETO B COCTaB
epedpo3nua, MOXKET CBS3BIBATH OCTATOK CEPHOM KHCIOTHI, T.e. Cyilb(daTupoBaThCcs. B 3Tom ciydae
06p3,3yIOTC$I CyJ'IL(i)aTI/I,E[LI, 06J'Ia,[[aIOH_II/IC CBOﬁCTBaMH KHUCJIOT H HOBTOMy Ha3bIBACMbBIC KHCJIIBIMU
C(l)I/IHFOJ'II/IHI/I,Z[aMI/I.

H>OH
HO O
SO

(N-aumncduHroamH)

OH
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I[Mpu Qusmonornvecknx 3HaueHusx pH cynbdaTHpOBaHHBIA YIIIEBOAHBIA OCTATOK HWMEET
orpunatensHbiii 3apsa. Oxono 25% 1epeOpo3uaoB Mo3ra TPEACTaBISAIOT co0oi CynbhaTHpOBaHHBIC
npousBoAuble. CynbhaTuibl B 3HAYUTEILHBIX KOJIMYECTBAX HAXOAST B OEIOM BEIIECTBE MO3Ta.

Tanznuo3uowl SBISAIOTCS HanOoONee CIOKHBIMU MO COCTaBy Junuaamu. OHH coaep:KaT HECKOJIBKO
YIJIEBOJHBIX OCTaTKOB, CPEAHM KOTOPBIX NMPUCYTCTByeT N-aleTwiHepamMuHOBas Kuciorta. HelpamuHoBas
KHCJIOTa MIPEICTaBIsIeT COO0H YIieBO, COCTOSILINN U3 9 aTOMOB yIiiepoJia U BXOISIIUI B IPYIILY CHATOBBIX
KHCJIOT.

Crpoenue raurnnosuna G, MOXKET OBITh MMPEICTABICHO CIEAYIOMIEH CXeMO:

Hepamua—riaroko3a—rajakro3a—N-aleTHITA1aKTO3aMHH
I
N-amerniHelipaMUHOBAs KHCJIOTA

lNaarmmosnasr 06o3HavaroT OykBoit G, Hanpumep Gnp. Hmwkuuit naaekc B Buge 6yks M, D, T u Q
03HAYaeT, YTO MOJIEKYJIa TaHTJIMO3uaa cofepxuT 1, 2, 3 wium 4 ocraTka cuainoBbiX kucior. [ludpa y
HIKHETO MHAEKCa 0003HaYaeT crenn(puuecKyto mocie0BaTeIbHOCTh YIIIEBOIOB B TaHTIHO3uAE (puc. 97).

N-aueTunranakrolamumH

CHzOH
H O
o H
OH H

H

N-auetTunHenpamMmuHoBas
KMcnora

Puc. 97. I'auranosun G

["aHrnmo3nap! cogep)kaTcs B OCHOBHOM B I'aHIJIMO3HBIX KJIETKaX HEPBHOM TKAaHU U B IIA3MaTHYECKUX
MeM6paHax MHOTUX KJIETOK — 3PUTPOLHTOB, I'CIIaTOIUTOB, KJICTOK CceJIe3EHKU U JAPYrux OpraHoB. I'maBnas
POJIb TaHTIMO3UAOB ONPENENAETCS UX YIACTHEM B OCYLIECTBICHUH MEKKIETOUYHBIX KOHTaKTOB. HekoToprie
TaHIJIMO3U bl CIIYXKaT CBOCOOPA3HBIMHU PEeLENITOPaMU JUIS psifia OaKTepHaIbHBIX TOKCHHOB.

Cmepouovt 3mo npou3eo0Hble 60CCMAHOGNEHHBIX KOHOCHCUPOSAHHBIX UUKIUYECKUX CUCHEM —
UUKIIONEeHMAHNEPZUOPOhenanmpenos.

OCHOBHOI1 CTEPOU B OPraHU3ME YeJIOBEKA — XOJIECTEPOJI, OCTaJIbHbBIE CTEPOHUIBI — €T0 IPOU3BOIHBIE.
Pactenusi, rpuObl ¥ IPOXKH HE CHHTE3UPYIOT XOJIECTEPO, HO 00pa3yloT pazHooOpa3Hble (PUTOCTEPOIBI U
MHKOCTEPOJIbI, HC YCBAUBACMBIC OPIraHN3MOM YCJIOBCKA. EaKTepI/II/I HE CHOCO6HI)I CHUHTE3UPOBATH CTCPOU/IBI.

Xoiectepos BXOAUT B COCTaB MEMOpAH M BIMAET HA CTPYKTYpY OuCIOs, yBeanunBas €€ >KECTKOCTb.
W3 xonecTteposna CHHTE3UPYIOTCS KETYHBIE KHUCIOTHI, CTEpPOUIHbIE TOPMOHBI U BUTaMuH Dz Hapymenune
oOMeHa XoJIecTepoIia IPUBOJUT K Pa3BUTHIO aTEPOCKIIEpO3a.

Xonecmepon npencraBiseT coOOH MOJIEKYJTy, COJepXKallylo 4 KOHIEHCHPOBAaHHBIX KOJbLA,
o0o3HayaeMble TaTHHCKUMHU OykBamu A, B, C, D, pa3BeTBiI€HHYI0 OOKOBYIO LIENb U3 8 YIIEPOJHBIX ATOMOB
B mostoxkeHuu 17, 2 "anrymsapaeie" MeTanpHbie Tpynns! (18 1 19) u ruApOKCHITEHYIO TPYIIITY B TTOJIOKEHUH 3.

Hanu4ne THAPOKCHIBHON TPYNIBI TO3BOJIIET OTHOCHTH XOJECTEpON K CHHpPTaM, MOATOMY €ro
MPaBUIBHOE XHUMHUUYECKOE Ha3BaHHUE "XoJecTepoi”, OAHAKO B MEIUIIMHCKON JINTEpaType 4acTo UCIOJIB3YIOT
TepmuH "Xonecrepun". [lpucoearHeHHE >KUPHBIX KHCIOT CIOXKHOI(HUPHON CBSI3bI0 K THUAPOKCHIBLHOM
rpyrre IpUBOAUT K 00pa3oBaHmio 3(hUpoB xojecrepona (puc. 98).
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3dup xonecrepona
Puc. 98. Xonecrepoi u ero 3Qpupsl

B HesrepuduumpoBanHoit (opme XoiecTeposll BXOAWT B COCTaB MEMOpaH pa3IHyYHBIX KIETOK.
I'uopokcunbHas rpymma xojiecTepoiia oOpalieHa K BOJHOMY CIIOKO, a >k€cTkas TuapodoOHass 4YacTb
MOJIEKYJIBI TIOTPYy>Ke€Ha BO BHYTpeHHHUU THAPOGHOOHBIH Ci10if MeMOpaHEI.

B xpoBm 2/3 xomectepona HaxoawTcs B dTepudummpoBaHHOW Gopme W 1/3 — B Bume cBOOOTHOTO
xonectepoia. D(upbl XxonecTepona ciykaT GOpMOil ero JeMOHUPOBAHKS B HEKOTOPBIX KIIETKax (Hampumep,
MEeYEeHH, KOPHl HAINOYEYHUKOB, IMOJIOBBIX kKem€3). M3 3THX Aerno XolecTeposl MCIONb3yeTcs s CHHTE3a
KETYHBIX KUCIOT U CTEPOUIHBIX TOPMOHOB.

JKénunvie Kuciomel 00Magal0OT TOBEPXHOCTHO-aKTUBHBIMH CBOWCTBAMH UM YYacTBYIOT B
TepeBapuBaHUM KUPOB, SMYJIbIUPYs UX W JAejas TOCTYHHBIMHU JJsl NeUCTBUS MaHKPEAaTHUECKOM JUIa3bl.
JKEndHbIe KUCIOTHI 3TO MPOW3BOJHBIC XOJECTEPOJa C MATUYTIIEPOTHOW OOKOBOH IETBI0 B TOJOXEHHH 17,
KOTOpasi 3aKaHYMBACTCsl KapOOKCHJIBLHOW TpyIIoi. B opraHusMe uenoBeka CHHTE3MPYIOTCS JBE KETUHBIC
KHCJIOTBI: XOJIeBasl, KOTOpask COAEPXKUT TPH THAPOKCUIIbHbBIE TPYIIBl B mosioxkeHusax 3, 7, 12 (puc. 99), u
XEHOJIE30KEHXO0JIeBasi, COIeprKamias 1B THAPOKCHUIbHBIE TPYIIIHI B TIOJOXKEHHSIX 3 U 7.

OH COO COO
CHs CHs
CH3, CH
HO H OH HO H OH
Xonesas kucnora XeHoae3loKcuxonesan kucnora
SH . S H .
OH C—-N-CHCOO C—-N—-CHCH;-S0O;
CH; CHS
CHJ CH3
HO H OH HO H OH
Fnuxoxonesasn xucnora TaypoxeHOoNe3aoKcHxonesas KMcnora

Puc. 99. XXémuHbIEe KUCIIOTHI

Tak kak KapOOKCWIIBHBIC TPYIIIBI 3THX JKETYHBIX KHCIOT HMeoT pK~6, OHM HE TMOJHOCTEHIO
JIMCCOLIMUPOBAHBI TPU (DU3MOIOIMUYSCKUX 3HA4YeHUsAX PH B KullleYHMKE U He SBIAOTCA S()(HEKTHBHBIMU
SMyJbraTopamu. B reueHu SMyiIbrupyIONIME CBOMCTBA KEMUHBIX KUCIOT YBEIMYUBAIOTCA 3a CUET peakluu
KOHBIOTAIINHU, B KOTOPOH K KapOOKCHIILHOM TPpyHIIe KETUHBIX KUCIOT MPUCOSANHSIOTCS TAypUH U TIUIIVH,
MOJIHOCTHIO MOHU3UPOBaHHbIE NpU pH KUIIEYHOro COoKa.
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6.2. KaTa6oam3m JJUNIUI0B

C numieit B opranusM exeaneBHo noctynaeT ot 80 1o 150 r aunuaos. OCHOBHYIO MacCy COCTaBIISIOT
XKHUPBI, HApSAy C TJIIOKO30W CIyXKallue TJaBHBIMH HCTOYHUKAMH JHEPruH. XOTS KaJOPHUUHOCTH KHPOB
3HAYUTENHFHO BHIIIIE, 9eM YTIIeBOAOB (9 1o cpaBHEeHHMIO ¢ 4,7 KKalI/MOJIb), IPY PallMOHATFHOM MTUTAHUA KHUPHI
oOecneunBaroT He 6omee 30% oT 00IIero KoNU4YecTBa KaJOPU, MOCTYNAOIINX C IHIIEH.

Macna coaepkaT B CBOEM COCTaBe IMOJMEHOBBIE JKUPHBIE KHCIOTHI, KOTOPbIE HE CHHTE3UPYIOTCA B
OpTraHu3Me; IOATOMY KHUIKHE KUPBI TOJKHBI COCTABIIATh HE MEHEe OJHOH TpeTH XKupoB nuimuy. C munuaaMu
B OpraHu3M MOCTYHNalT U xupopactBopuMbie ButamuHbl A, D, E; K. IlepeBapuBanue JuNua0B MHILA
MPOUCXOJNUT B KuIIeYHHKe. OCHOBHBIE MPOAYKTHI THAPOIU3a (3KUPHBIE KUCIOTHI U 2-MOHOAIMITIHLIEPOIIBI)
MOCJIe BCACHIBaHUS MOABEPral0TCs PECUHTE3Y M MOCIEAYIOMIEH YITaKOBKE B XHMJIOMUKPOHBI (XM) B KIeTKax
CIM3UCTOMN 000JI0OYKN KUTICUHIKA.

Imynveuposanue ncupos. Kupwel coctaBimsitor 10 90% JIUNUAOB, MOCTYMAIIMX C MHUIICH.
[lepeBapuBaHue XUPOB MPOUCXOMUT B TOHKOM KHIICYHHKE, OJHAKO, YK€ B Kelyaxe HeOoJbllas 4acTb
KUPOB THIPOIHU3YETCS TOJ AeWCTBHEM 'nMumasbel s3bIKa". DTOT (DEPMEHT CHHTE3MPYETCS JKelle3aMH Ha
JIOPCANBHOM MMOBEPXHOCTH SI3bIKA U OTHOCUTEIHHO YCTOWYMB IPH KUCIBIX 3Ha4eHUAX pH jKemyqouHOoro coka.
[TosTOMY OH AEHCTBYeT B TeueHHE 1-2 4 Ha KHUPHI UM B )KETYAKE.

OcHOBHOI Mpoliecc NepeBaprUBaAHMSI IPOUCXOAUT B TOHKOM KUIIKe. Tak Kak >KUpbl — HEPACTBOPUMBIE
B BOJIC COCTMHEHHS, TO OHA MOTYT TOJBEPTaThCs NEHCTBUIO (PepMEHTOB, paCTBOPEHHBIX B BOJE TOJIHKO HA
rpanue paznena $asz Boga/xup. [loaToMy ASHCTBHIO MaHKPEATHYECKOW JIUIMA3bl, THAPOIU3YIOIIEH KUPBI,
MPEIIECTBYET SMYJIbTUPOBAHUE XHPOB. DMYJIbTUPOBaHHE (CMEUIMBAHUE JKHPa C BOAOH) MPOUCXOTUT B
TOHKOM KHIIIEYHUKE O] AEUCTBUEM COJel )KEMIHBIX KucaoT (puc. 100).

2Kupb! nuwm
MNepesapueaHue Xnpos _—— Conu ©-CO0"
(amynbruposanue, rMaponua) pH7.8 MBITUHBIX KUCIOT
< Smynbmpoéanuuﬁ Xup
5 MaxkpearTuyeckasn
s nunasa
Konwnasa
[ MpopaykTsl rupponusa
3 / OH \ ==
?:_: Ouaumnrmuuepon “{OH JKvpHble KUCnoTs!
B-MoHoauunrnuuepon
g O6pasosaxue mMuuenn (80%)
§  VEcacsiBanue B CUSNCTYI0 % | 3
o6o
(= NOYKY KMLEHHUKA Co»sg &?C{OOSH
~° -
leqt‘{o“‘_ < COO
O 29
Q~
£
CwmeluaHnan muuenna
]
3 Pecurres xupose
3 H,C-OH 2auun-KoA H,C-O-CO-R;
o
§ HC-O-CO-R, e HC-0-CO-R,
ds H,C-OH HSKoA Hzt‘l.:-O-CO- Ry
§ g Ynaxoeka xvupos
g B XUNOMMUKPOHB!
§ anoB-48
2 XUNOMUKPOHBI
5 (Hespensbie) ¥
DopMUpOBaHUE 3penbiX l
XWTOMUKPOHOB
@ anoC-l —————» anoC-ll anoB-48
é. anoE ———» anoE
Ddochonunmpbl

Puc. 100. DTams! TOCTYIIEHNS YK30T€HHBIX )KHPOB B OPTaHU3M
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JKEnmuHble KUCTOTHI CHHTE3UPYIOTCS B TIEYEHU U3 XOJIECTEPOJIa U CEKPETUPYIOTCS B JKEIYHBIN My3bIPb.
ConepkuMoe JKETIHOTO IMy3bIps — KEMUb. ITO BSA3Kas JKENTO-3€NIEHAS KUIKOCTh, COICpIKaIias TIIaBHBIM
00pa3oM KETYHBIC KUCIIOTHI; B HEOOJIBIIIOM KOJUYECTBE UMEHOTCS (DOCHOTUIHIIBI U XOJISCTEPOIL.

JK€nuHble KUCIOTHI PECTABIISAIOT COOON B OCHOBHOM KOHBIOTUPOBAHHBIC KETUHBIC KUCIOTHI, T.C. B
BHJIE COSAMHEHUH C TIIUIIUHOM WA TAyPHHOM:

a) HekoHblornpoBaHHbIe HenyHble KUCNoThi:

Hi:
HO :c-\.\ HO HECRT,«
CHg CHs |

| =0 |
CHa OH CHg | OH
- i P - B
HO- ~~0H HO xj

XoJekad KEMCIOTa Ae30KCHMXOJeEad KMCIOoOTa

/
i

KEHOOeSOK CHXOIeEad KMCIOTa

&) KoHblorupoBaHHbIe MKenyHble KUCNoThI:

HsC HaC
HO = ‘*-j HO ’“\l
CHs ¢=o CHa =0
NH
CHg NH CH3 |
- ‘-II:HZ {I:H2
COOH CHa
HO~ e~ OH HO~ - —"OH SO3H
NMIMECSHOIeRad KMCONOoOTa mﬂypﬂxoﬂeaaﬂ EMCIOTa

XKemdanple KUCIOTHI 0ONANAIOT amuguirbHbiMu CBOWCTBAMHU: TUAPOKCUIIBHBIE TPYIIBI M OOKOBas
uenb TUAPO(QUIBHBI, LMKINYECKas CTPyKTypa ruapodoOHa. OTH CBOHCTBa OOYCIOBIMBAIOT YyYacTHE
KEJIYHBIX KUCIIOT B IEPEBAPUBAHUHU JIUIIH/IOB:

1) em4HbIE KHCIOTHI CIIOCOOHBI 2MYIb2UPOSAMb KUPBI, HX MOJIEKYJIbI CBOSH HEMOJSAPHON YacThIO
a7IcopOUpPYIOTCST HA IOBEPXHOCTH KHUPOBBIX Kallellb, B TO K€ BpeMsl THAPOQUIIbHbBIE TPYNIBI BCTYNAIOT BO
B3aMMOJICHCTBUE C OKpPY’KaloIIel BOAHOW cpenoi. B pesynbprare cHM)KaeTcsl MOBEPXHOCTHOE HATSHKEHUE Ha
TpaHulle pa3jiena JUMUIHON ¥ BOJHOHM (a3, BCIEACTBUE YEro KPYITHBIE )KMPOBbIC Kalllk pa3OMBalOTCS Ha
0oJiee MEJIKHUE;

2) Xe4HbIEe KUCJIOTHI HApsoy ¢ KOJHUITAa30H JKeIUH YUaCTBYIOT B AKMUGUDPOBAHUY NAHKPEAMUYECKOTL
aunazwl, cipuras e€ ontTuMyM pH B KHCITyIO CTOPOHY;

3) KkemuHble KHCIOTHI 00pa3yloT C THAPOPOOHBIMH MPOAYKTAMH TIE€PEBAPHBAHUS KUPOB
BOJIOPACTBOPUMBIE KOMIUIEKCHI, YTO CIIOCOOCTBYET UX 6CACHI6AHUIO B CTEHKY TOHKOTI'O KUIIEYHHUKA.

ITocne mpuéma >KMpPHOW NMINM KENYHBIA Iy3bIPh COKPAIAECTCS W KEMYb W3JIMBAETCS B IPOCBET
JIBEHA/ILIATUTIEPCTHON KHUIIKHU. JKETUHBIE KHCIOTHI JEHCTBYIOT Kak JETepreHThl, pacrojarasich Ha
MTOBEPXHOCTH KallesIb KUpa U CHIDKasg NMOBEPXHOCTHOE HATsDKEHHE. B pesynbTare KpymnHbIE KalulM KUpa
pacnasaroTcs Ha MHOYKECTBO MEJIKUX. DMYJIBIUPOBAHUE NMPUBOJAUT K YBEIMUEHHUIO IUIOMIAIN ITOBEPXHOCTH
pasznena Qa3 KHP/BOAA, YTO YCKOPSET THIPOIU3 XKHpa MAHKPEATHYEeCKOH IJMMa3oi. OMYJIbrUpOBAHUIO
CHOCOOCTBYET M MEPUCTATBTHKA KUIICYHUKA.

T'opmonbi, akmueupyrowue nepesapusanue xcupos. 11pu NOCTYIUIEHNH MUINU B KEIYJOK, a 3aTEM B
KHIIEYHUK KJIETKH CIM3UCTONM OOOJOYKM TOHKOTO KHIEYHHWKAa HAYMHAIOT CEKPETHpPOBaThb B KPOBb
TIENTUIHBIA TOPMOH XOaeyucmoKuHuH (TTaHKPEO3UMHUH). DTOT TOPMOH JEHCTBYET Ha KETIHBINA ITy3bIPb,
CTUMYJIMPYSl €r0 COKpallleHHe, U CTUMYJIHPYS CEKPELHIO MUILEBAapUTEIbHBIX (EPMEHTOB, B TOM YHCIIE
[IaHKPEATHUYECKOH JINIIA3BI.
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Jlpyrue KJICTKHM CIM3UCTON OOOJIOUKM TOHKOTO KHIIEYHHWKAa B OTBET Ha IMOCTYIUICHHWE M3 JKEIyAKa
KHUCJIOTO COAEP)KUMOIO BBIICIAIOT TOPMOH CeKpeTHH. Cexkpemun — TOPMOH IENTUIHON IPUPOIHL,
cTuMynHpyrouuii cekpenuro onkapoonara (HCO3) B cOk mOIKey 10UHOH JKee3Hbl.

Ilepesapusanue cupoé nankpeamuueckoil unazou. llepeBapuBaHUE >XUPOB IMPOUCXOAMT IIPU
THUAPONH3E JKAPOB IMaHKpeaTHdecKod numazoi. OmnruMansHOe 3HadueHme pH~8 i maHKpeaTHmdecKoi
JUMa3bl JOCTHraeTcss MyTEM HEWTpaIM3alud KHUCIOTO COICPKHMMOrO, IIOCTYMAOLIEr0 M3 JKEeNyIKa,
OuKapOOHATOM, BBIICISIIOIIMMCS B COCTaBE COKA MOJKETYA0UHOM KeTe3bl:

H' + HCO; — H,CO; — H,0 + CO? 1
Beinensronuiicst yrileKUCIIblid ra3 CocoOCTBYET HOMOJIHUTEIBHOMY IEPEMELINBAHUIO COAEPKUMOIO

TOHKOU KUIIIKU.
[Tankpeatnueckas Mna3a BbLAEIAETCSA B TOJIOCTh TOHKOM KUIIKH U3 MOKEITYJOYHOU JKEJIE3bl BMECTE

¢ 6emkoM kosumnaszoit (puc. 101).

Mpanuua pasgena
a3 sogaup
(copepXUT XEnNYHbIe KMCNOTbI)

AKTUBHBLIA LIEHTD
nunasst

C-koHeu 0
L

Konunaaa

MuapohoGHbIR

aomeH

ES - monekynet Tprayunrvueponos

Puc. 101. PacrionoxeHne maHKpeaTHIecKon JIMTIa3bl M KOJIMTAa3bl Ha TpaHulle pa3zaena ¢a3 Bojga/sKkup

Konunasa nmonamaer B MOJIOCTh KHUIIEYHHKA B HEAKTHBHOM BHUJAE€ W YaCTHYHBIM IMPOTEOIM3OM IOA
JeCTBUEM TPUIICHHA IIpeBpamaercs B akTUBHYIO ¢opmy. Konmmmasa cBoum ruznpodoOHBIM JOMEHOM
CBSI3BIBAETCSI C TIOBEPXHOCTHIO MUIIEIIIBI SMYJIBTHPOBAHHOTO JKHpa. [pyras 4acTh MOJEKYJBI CIOCOOCTBYET
(dhopMHPOBaHUIO TaKOH KOH(POPMAIMH MaHKPEATHUECKOH JIMIA3bI, IPH KOTOPOH aKTHBHBIN HEHTp GepMeHTa
MaKCUMaJbHO HPUOIIDKEH K CBOMM cyOcTparaM — Moiiekyiaam >xkupoB (puc. 101), mostomy cKopocTh
peakIuu r’uApoIIn3a )KUpa pe3Ko BO3PACTACT.

[TankpeaTnueckas JMnasa TUAPOIU3YET JKUPHI MPEUMYIIECTBEHHO B TMOJOXKEHUAX 1 U 3, mo3ToMy
OCHOBHBIMHU ITPOAYKTaMH THIPOJIN3a SBISIOTCS CBOOOIHBIC KUPHBIE KUCIOTHI U 2-MOHOAMITIINIEPOIHI (-

MOHO&HHJ’IFJ’II/ILIepOJ'ILI)Z

"
-0O-C- H,OH
O CHr0-C-R ‘ H\zo MaukpeaTuyeckas 0 CHO
RZ" 'O-C':H 9 nwnaaa Rz‘C-O'gH
CHz-0O-C-Rs CH,OH
R;COOH
Tpwauunrnuuepon R2COOH 2-MoHoauunrnuyepon

Mosekynbl 2-MOHOALMITIIMIEPOIOB TakKe 001aat0T IeTePreHTHBIMA CBOMCTBAMH U CIIOCOOCTBYIOT
3MYJIbTUPOBAHMIO KUPA.
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Ilepesapusanue opyzux aunuooe. Kpome XuUpoB, ¢ muilei moctynaioT (Gochomunuabl, 3Qups
XOJIecTeposia, OJHAKO KOJWYECTBO 3THUX JIMIUAOB B COCTAaBE MUINMA 3HAYUTEIHHO MEHBIE, YeM KXHUPOB
(=10%).

Ilepesapusanue 2nuyepogpocghonunudos. B mnepeBapuBanum TIUepodocONUITUIOB yIACTBYIOT
HECKOJNIBKO (DePMEHTOB, CHHTE3HPYIOIINXCS B TOKETyqouHOW kemeze. CrennuaHOCTh AeWCTBUSA
dhocdonmmas:

PpocPonunasa L

pocpommnasa A,

ocdonmnaza O
| lOH pocd

CHz-0— P 0 CHz-CHz-NH2z

pocponuna=a D

®dochonumnaza A, TUAPOIU3YET CIOKHOIQUPHYIO CBSI3b Yy BTOPOTO aToMa YIIepoja TIIHUIlepoJa,
npeBpamias TauIepodochoIunuap B COOTBETCTBYROIUE nu3odochomunuasl. Hampumep, ruaponus
(hochaTHINITXOIMHOB TIPH IIepEBapHUBAHUM

O
CHQOC\/\/\/\/\/\/\/\ RCOOH CHzOC\/\/\/\/\/\/\/\ RCOOH CH,-OH

Hz0 | H,0
HC- Q/\/\/\/‘\/W HC-OH HC-OH
docgo- Nusogo-
O ccponunasa cn’
°“2°'° OCHLCH:N'(CHs)s  nunasa Az CH,0p - OCH,CHN'(CHs)s CHZOP~ OCH,CH:N'(CHa)s
0 Xonux 0 o
dochaTUaUNXONTuH Nusodbocarnaunxonud CnuuepodocthoxonnH

®ochonmmaza A, cekpeTupyercst B KUIICYHUK B BUE MPpodepMeHTa U aKTHBUPYETCS YK€ B MOJIOCTH
KUIICYHUKA IMyTEM YaCTHYHOTO NpoTeonn3a. JKupHas KHCIIOTa B MOJIOKEHNH | OTIIEIUISETCS 10| EUCTBUEM
nmu3odochonumnasbl, a rHIEPoHOCHOXOIUH THAPOIUIYETCS Jajiee N0 TIIMIEPONa, XoiauHa u (QochopHOU
KHCIIOTHI, KOTOphIe BcachiBatoTcsl. JIm3ohochomumuasr — 3¢ (heKTHBHBIE 3MYIBraTopbl KUPa, YCKOPSIOIINES
ero nepeBaprBaHue.

Ilepesapusanue 3¢hpupos xonecmepona. B cocraBe My XoJlecTeposl HAXOIUTCS B OCHOBHOM B BUJIE
a¢upos. [uaponus 3pupoB xoJjecreposia MPOUCXOTUT MO/ JACHCTBHEM XoJecTeposidcTepasbl — hepMeHTa,
KOTOPBIH TaKKe CHHTE3UPYETCS B OKEITYA0UHOH JKejle3e U CeKPETUPYeTCs B KMIICYHUK:

+ H,0 Xonecreponecrepaaa .
Q “
R-C-0O RCOOH H

3dup xonecrepona Xonecrepon

[IponykTel THApONM3a (XOIECTEPON W JKUPHBIE KHUCIOTHI) BCACHIBAIOTCS B COCTaBE CMEIIAHHBIX
MHUILIEIII.

Bcacvisanue npodykmoe 2uopoau3a 1unuo0e 6 MOHKOM KuuieyHuKe TIPOVICXOINUT B TPH dTara;

- 00pa30oBaHKME CMEIIAHHBIX MUIIC/UI U BCACBIBAHUE MPOYKTOB THJIPOJIN3a,;

- PECHHTE3 KHUPOB B CIU3UCTON 000JI0UKE TOHKOTO KHUIICUHHUKA,

- oOpa3oBaHue 3(UPOB X0JIEeCTEPOIIA.

Oopazoeanue cCMEUWIAHHBIX MUUENT U 6CACLIBAHUE NPOOYKMOE 2udponusd. IIpoayKTel THAPOIH3A
JUTHUIOB: JKUPHBIE KHUCIOTHI C JUIMHHBIM YTJIGBOJOPOAHBIM  PaJMKAIOM, 2-MOHOAIMITIIUIEPOIIHI,
XOJIECTEPOJ, a TaKKe COJIH KETYHBIX KUCIOT 00pa3yloT B MPOCBETE KUIICYHHKA CTPYKTYPHI, HA3bIBAEMbIC
CMEUAHHBIMU MUUETTAMU.

CMeliaHHbIE MHIIEIUTBI TOCTPOCHBI TaKUM 00pa3oM, YTO THAPOPOOHBIE YaCTH MOJIEKYJI OOpaIleHBI
BHYTPBh MUIICIUIBI, & TUAPOQPUILHBIE — HAPYKY, TO3TOMY MUIIEIUIBI XOPOIIO PACTBOPSIOTCS B BOAHOH (hase
COJICPIKUMOTO TOHKOM KHIIKUA. CTaOMJIBHOCTh MHUIEII O0OECIIEYMBACTCS B OCHOBHOM COJISIMHM JKETUHBIX
KHUCIOT. MHUIEUIBI COMMKAIOTCS €O MIETOYHON KaMMOM KJIETOK CIM3UCTON 000J0YKH TOHKOIO KHMIIEYHHMKA, U
JIUTUIHBIE KOMIIOHEHTH MuIe/UT TupPyHANpYOT Yepe3 MeMOpaHbl BHYTPh KJIETOK. Bmecte ¢ nmpoaykTamu
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TUJPOJIM3a JIMIUJ0B BCAChIBAIOTCS KUpopacTBopumble BUTaMuHBI A, D, E, K 1 conu XEMUHBIX KHUCIOT.
HawnbGoiee akTHBHO cOJTH KETIHBIX KUCIOT BCACHIBAIOTCS B TIOAB3ONTHOM KHUIITKE.

Kémunple KHUCIOTHI Jajnee MOMaAar0T 4Yepe3 BOPOTHYIO BEHY B II€YCHb, U3 IICYCHU BHOBH
CEKpPETUPYIOTCS. B KEMYHBIM IMy3BIPh U JAjl€e OMSATh YY4aCTBYIOT B 3MYJIBIHPOBAHUU >KUPOB. DTOT MYTh
KETIHBIX KUCIOT HA3BIBAIOT ""IHmepozenamuueckan yupkyiayua''. Kaxnas monexyna KETIHBIX KUCIOT
3a CyTKH MMPOXOTUT 5-8 IHUKIIOB, I OKOIIO 5% >KETIHBIX KUCIOT BBIAEISAETCS C (heKaHSIMIL.

BcacbiBaHue JKHMPHBIX KHCIOT CO CpeOHEH JJIMHOW Ienmu, OOpa3yIoUIUXCs, HampuMmep, IpH
TepeBapruBaHUM JINTHI0B MOJIOKA, IPOUCXOANT Oe3 yJacTHsI CMEIIaHHBIX MUIIEIIT. DTH KUPHbBIE KUCIOTHI U3
KJIETOK CITU3HUCTON 0DO0JIOUKH TOHKOTO KUIIEYHHUKA TIOMAJAal0T B KPOBb, CBSZBIBAIOTCS C OEIKOM ajuh0yMHUHOM
Y TPAHCIOPTUPYIOTCA B MICYCHb.

Pecunmes yncupos ¢ cauzucmoit 000104ke monkozo kuwieunuka. Ilocne BcachiBaHUS TPOIYKTOB
THAPOJN3a JKUPOB JKAPHBIE KUCIOTH W 2-MOHOAIMIITIUIEPONBI B KIETKaX CIM3UCTON OOOJIOYKH TOHKOTO
KHIIIEYHUKA BKITFOYAIOTCS B MPOIIECC PECUHTE3a ¢ 00pa30BaHUEM TPUAIWIITIIULIEPOJIOB:

0 9
O  CH;OH O CH,O-CG-R O CHrO-C-R
R—&-O-C':H RCO - KoA R-(":-O-CIJH RCO - KoA R—C-O-QH 9
J 1
CH,;OH CH;-OH CH-O-C-R
HS-KoA HS-KoA
2-MoHoauunrnuuepon Auvayunrnuuepon Tpuauunrnuuepon

JKupHble KHCIOTHI BCTYNAIOT B pEakUui0 3TepU(UKAIMH TOJBKO B AaKTHBHOM ¢GopMme B BUIE
MPOM3BOJHBIX KOSH3UMa A, MO3TOMY IepBasi CTaausl PECHHTE3a >KUPOB — PEAKLUSl aKTHUBALUHU XUPHOMH
KHCJIOTBI:

HS KoA + RCOOH + AT® — R-CO ~ KoA + AM® + H,P,0-

Peakiust karanmzupyetrcs depmenToM anmin-KoA-cuHTeTa3ol (TMokuHa30ii). 3areM anmia~KoA
Y4YacTBYET B peaklMu 3Tepu(uKaiy 2-MOHOALWITIIMIEposa ¢ 00pa3oBaHUEM CHavaja JUalITIMLEeposa, a
3aTeM TpUaIIITINIepoa. Peakiiuy pecnHTe3a )KUPOB KaTaTHu3UPYIOT aliiITpaHc(epassbl.

B peaknusx pecuHTe3a XKMpPOB Y4acTBYIOT JKUPHBIE KHUCIOTHI C JUIMHHOW YTJIEBOJOPOIHON HEMbIO.
Taxoke y4acTBYIOT HE TOJIBKO JKUPHBIE KUCIIOTBHI, BCOCABIIMECS M3 KHILIEYHHKA, HO U JKUPHBIE KHUCIIOTBHI,
CHUHTE3UPOBAHHBIE B OPraHU3ME, IIO3TOMY 10 COCTaBYy PECHHTE3UPOBAHHBIEC XKHUPBI OTIMYAIOTCA OT JKUPOB,
MOJYYEHHBIX C MHUILIEH.

OnHako BO3MOXXHOCTH "aJanTHUPOBATh" B IPOIIECCE PECHHTE3a COCTAB IMHUIIEBBIX KHUPOB K COCTaBY
KUPOB OpraHM3Ma YeJIOBeKa OrPaHWYEHBl, OATOMY HPH MOCTYIUICHHH C MHLICH XHUPOB ¢ HEOOBIYHBIMH
KUPHBIMH KHCJIOTAMH, HalpuMmep OapaHbero JXKupa, B aJUINOLUTAX MOSBISIOTCS >KUPBL, COZIEpIKaline
KHCIIOTBI, XapaKTepHbIe [ OapaHbero krpa (HachIIeHHbIE Pa3BEeTBIEHHBIE KUPHBIE KUCIOTHI).

Obpaszoeanue I3¢pupoe xonecmepona. B xieTkax cIu3uUCTOH 000J0YKH TOHKOW KHIIKH BCOCABILUECS
MOJIEKYJIBI XOJIECTEPOJIa TAKKE MpeBpaIlatoTcs B 3pupsl myTéM B3anumoaeicTeus ¢ anui-KoA. Oty peakuuto
KaTtajausupyer amuixojecrepoianuinTpancdepaza (AXAT). OT akTHBHOCTH 3TOro (epMEHTa 3aBHCUT
CKOPOCTb ITOCTYIIJICHUS 3K30I€HHOTO XOJIECTEPOJIA B OPTaHU3M.

B kneTkax 3nuTenrst TOHKOM KHMIIKH U3 XKHPOB, 00Pa30BaBIIMXCS B Pe3yJIbTaTe PECHHTE3a, a TAKKE U3
3GHUpPOB  XOJIeCTEepONa, KUPOPACTBOPHUMBIX BHTAMHHOB, T[OCTYNUBIIMX C MNUIICH, (OPMHPYIOTCS
JUMOTPOTENHOBBIE KOMIUIEKCHI — XUJIOMHKPOHBI, KOTOpPBIE Jaliee JOCTAaBIISIOT JKUPHI B mepudepuyeckue
TKaHHU.

Hapywienus nepesapueanus u 6cacbléanus HCUpoe MOXeT ObITh CIICICTBHEM HECKOJIBKUX MPUYHH:

— HapylUICHUE CEKPEUWHU JKEMYM M3 KETYHOTO IMy3bIpSA MPU MEXAaHHMYECKOM IMPEMSTCTBHH OTTOKY
KETUH. OTO COCTOSHUE MOXKET OBbITh PE3yJNbTaTOM CYKEHHUS INPOCBETa >KETYHOTO IMPOTOKA KaMHSIMH,
00pasyroImuMucs B KETIHOM Iy3bIpe, WM CAABICHUEM >KETYHOIO MPOTOKA OIMYXOJIBIO, Pa3BUBAIOIICHCS B
OKPYKAIOIUX TKAHSX.

- HapyLICHUE CEKPELMU COKa MOKETYI0YHOM JKesle3bl M HeJOCTaTOYHAasl CEKpels MaHKpeaTHIecKoi
JIMIa3bl TAKXKE MPUBOIAT K CHIDKEHHIO CKOPOCTH THIPOJIN3a SKUPOB.

B o0oux ciydasx HapylieHHE TIepeBapUBAHUS U BCACBIBAHUS JKUPOB IPHBOJUT K YMEHBIICHHUIO
CeKpennu KETIHM, CHIKEHUIO CIIOCOOHOCTH MaHKPEaTHYeCKOW JIMMAa3bl THIPOIN30BATh JKHMPHI, a TaKXKe K
YBETUYEHHIO KOJIMYECTBA JKMPOB B (peKamusx — BO3HUKAET cmeamopes (KuUpHBIA cTyn). B Hopme
CoJIEpyKaHUE KUPOB B (PEKAIUAX COCTABIIAET He Oosiee 5%.

IIpu crearopee HapymaeTcsi BCachIBaHHWE IKUPOpPAacTBOpuUMBIX BuTamuHOB (A, D, E, K) u
HE3aMEHUMBIX JKHPHBIX KHCJIOT, I[I03TOMYy HpU JUIMTENBHO TEKyLIeW cTeaTopee pa3BHBACTCS
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HCIOCTAaTOYHOCTh OTHUX HCE3aMCHHMBIX (1)aKTOpOB nUuTaHuss C COOTBETCTBYIOIIMMHU KIIMHUYCCKUMU
CUMIITOMaMU.

6.3. AHA00JIM3M TPHAIIWITJIHLEPOJIOB

XKupel — Hanbonee BHIrOJHAs W OCHOBHAs (hopMa NEMOHMPOBAHUS SHEPTHH. 3amachl TJMKOTeHA B
opraam3me He mpeBbimaioT 300 r 1 o0ecieynBalOT OpraHu3M dHepruei He Oosee cyTok. JlemoHnpOBaHHEII
KHUP MOXET 00ecreYnBaTh OPraHU3M SHEPIHEH NPH TOJI0JaHUH B TEUCHHE JUIMTEIHHOTO BpeMeHH (1o 7-8
Hezenb). CHHTE3 KUPOB aKTHBUpPYeTCs B aOCOpOTHUBHBIN MEPUOJ M MPOUCXOAUT B OCHOBHOM B KHPOBOM
TKaHU U neyeHu. JKupoBas TKaHb SBISETCSI MECTOM JAETIOHUPOBAaHMS XHUpa. [ledyeHb BBINOIHSAET BaXKHYIO
POJb IPEBPALICHUs] YaCTH YIJIEBOJAOB IHIIM B XKHUPBI, KOTOPBIE 3aT€M CEKPETUPYIOTCS B KPOBb B COCTaBE
JIIIOHIT u goctaBmsiroTcs B Ipyrue TKaHu (B IEPBYIO OYepeab, B dKUPOBYIO).

CuHTe3 KMPOB B TEUEHH M KUPOBOM TKAHW CTUMYNHPYETCS HMHCYIMHOM. MoOumm3anus Kupa
aKTHUBHPYETCS B TeX CIyd4asx, KOIJa TIJIIOKO3bl HEAOCTATOYHO MJsi O0ECHeueHHsS HHEPreTHYECKUX
MMOTpeOHOCTEW opraHu3Ma: B MOCTAOCOPOTHBHBIN IEPHOI, TPH TOJONAHMH W (U3MUECKOW padoTe Tox
NeficTBMEM TOPMOHOB TJIIOKaroHa, aJipeHajlHa, COMaToTponyHa. JKUpHbIE KUCIOTH MOCTYNAaOT B KPOBb U
WCTIONB3YIOTCS TKAHSIMH KaK UICTOUHUKH SHEPIUU.

Cunme3 ycupog 6 s#cupoeoit mxkanu u neyenu. CUHTE3 XUPOB IPOUCXOIUT B aOCOPOTHUBHBIN NIEPUOA
B MEYCHH W KUPOBOM TKaHW. BHOCHHTE3 TPHALMITIHUIEPOIOB U TIUIEpO(HOchOIUIHIOB TPOUCXOIUT B
nuToIIa3Me KieTtok. HemocpeacTBeHHbIMH cyOcTpaTaMHd B CHHTE3€ KHPOB sBIsAOTCA aueTwi-KoA u
rimtepon-3-gpocdar.

Metabonuyeckuii MyTh CHHTE3a JKUPOB B TICUCHH W KMPOBOW TKaHW OJMHAKOB, 32 HCKIIOUCHHEM
pa3HBIX MyTeit 00pazoBanus ruLepo-3-pocdara.

Oébpazoeanue z2nuuepon-3-pocpama. CuHTE3 XUPOB B TEUCHH W JKUPOBOW TKaHW HIET dUepes
o0pa3oBaHKe IPOMEKYTOYHOTO MPOAYKTa — hochaTUIHON KUCTOTHI:

Mniokosa

0AD Fnuuepux

AT

NADH+H*
NAD*

Peaxuus uasdr ronsko
B KNETKaxX NeYeHn

Muuepon-3-docar
l/ Aunn-KoA
Auun-KoA
®ocatgHas kucnorta

Auun-KoA

TAr
[penmectBenHuk ochaTIHON KHCTOTH — rnepoi-3-¢pocdat, oOpasyromuiics B Me4eHN ABYMS
MyTSAMU:
- BOCCTAQHOBJICHHEM JAUTHAPOKCHALETOH(pOChaTa — IPOMEKYTOUHOTO META0O0IINTA TIIMKOJIN3a;
- (hochoprIIMpPOBaHUEM TIIHMIIEPOIKHUHA30M CBOOOJHOIO TIJIMIEPONa, IOCTYMAIOUIETO B IEYCHb U3
KpoBH (mpoaykT aevictBus JII1-nmumna3el Ha xupbl XMIoMHKpoHOB (XM u JITIOHIT).
O6pazoBanue rauuepon-3-¢pochaTt AByMs MyTSIMU:
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T“r':“" ATO AfO HAL" HALH+H" CHz-OH

CH—OH \ /jh ,‘\ // ‘L—O

| ITHIEPOIKHEa A ranepoThochaT- CHz-OPO3Hz
CHz-OH (MedeHs  IOUKH, AerHAporeHasa AMOK CHALE TOH-
MIMUEepon  CTeHKs KHUS YHMES) (DedeHds, MELIE, pocaT
(MpoOyRT FHPOBAF TKAHE) (MeTatonmT
rMaoposa CHz-OH TAMEOIMSa )
WHPOE )
CH-OH
CHz-0OPO3zHz

rAMUepon-3-docdar

[lepBas peaxkuus anuianpoBaHus Taunepon-3-¢pocharta ocymectBisercs 3a cu€T KoA-mpousBogHoi
HACBIIIEHHON KUPHOW KHUCIIOTHI, HampuMep, ManbMHTHHOBOH. OOpasyercs cimokHod(HpHas CBS3b B 1-M
nonoxenuu (puc. 102, peakus 1).

Bropas peaxknust anmnupoBaHus WAET, 3a cuéT KoA-Tnos¢dupa HEHACHIIICHHOW XHPHOH KHCIOTHI,
HarmpuMep, oJlenHOBOH (pucyHok 102, peakius 2).

B mpomecce cuHTE3a TPHAIMITIUIIEPOIOB MPOUCXOIUT AcdochoprmmpoBanne ¢dochaTHIHOMH
KHCJIOTHI ITpH oMoty pochatunatdocdarassl (pucyHok 115, peakius 3).

B panpueitieM 1,2-auanuirianiepon arimpyeTcsl TpeTbe Moiekysol ammi-KoA, KoTopas MOXKeT
COJZIePKaTh OCTATOK KaK HEHACHIIEHHOH, TaK W HACHIIIEHHOW KUPHOU KUCIOTHI (pucyHoK 102, peakums 4).

0
Il o Il
CigHz1—C—SKoA Il CyyHz3—C—5KoA
CHz—0OH O
z nansMuToMI- Kok HSKoA THZ 0-C-CisHa  ;neopn-Kon H%ﬁoﬂ
b,
CH—OH N CH—OH
OH
CHy-O-p_oy  TPHiepon-3-gocgar- | o mAEOPOCdaTHRAT -
z L aipnTpanceepasa ohz 97| OH AUMTTPaHCPEpasa
o]
ausodochaTMaHaA -
ramMuepod-3-docpar
Hep boch (1) KMCIOTa (2)
I
0 s} Cy7H3s—C—SKoA
Il I _
CHz—0-C—CigHa HzO  HaPOa  CH;-0-C—CgHgy CTEAPOMI-KOR HSKoA
0
I 1 KRE J/T
—3 CH-0—-C—Cy7Has3 CH —0— C—Cy7Has -
OH focharmgar- OHA LN T IE DO~
CHz-O—P—0H gocgarasa CHz-OH alnTpargcpepaza
[}
0 3
pochaTUOHAA KUCIOTa (3) 1, 2-nMauunnauue pon (4)

1l
CHz—0—-C—CqygH34
o]

Il
CH —O—S—Cﬁl'l:a

1l
CHz-0—C—Cy7H3s

TPUaAIr IHMLe POJl

Puc. 102. Peakiinu OMOCHHTE3a TPUALIMIITIIAIIEPOJIOB

B opranmsme 370poBOTO UenoBeKa IPOIECCHl OMOCHMHTE3a M KaraDoju3Ma TPHAIMITIUIEPOIIOB
B3aMIMHO YPaBHOBEIICHBI.

B >xupoBOl TKaHU TJIMIIEPOJIKHHA3a OTCYTCTBYET, U BOCCTAHOBJICHHE IUTHMIpOKcUalieToHpochara —
€JIMHCTBEHHBIN IyTh 00pa3oBanus rauiepoi-3-gpocdara. CrenoBaTeIbHO, CHHTE3 )KHPOB B JKUPOBOI TKaHU
MOJKET MPOUCXOIUTH TOJBKO B a0COPOTUBHBIN MIEPUO]I, KOT/A TIIFOKO03a MOCTYNACT B AJUITOIUTHI C IIOMOIIHIO
Oenka-nepeHocurka rioko3bl [JIKOT-4, akTHBHOTO TOJBKO B MPUCYTCTBUM WHCYJIMHA, M PaclallacTcs 1o
ITyTHU TJIMKOJIM3A.

Cunmes nuyepoghocponrunuodos. I'muuiepodoconuuasl sBISIOTCS MPOU3BOIHBIMU (PochaTHIHOM
KHCJIOTBI X OJTHOTO U3 aMUHOCIIUPTOB (HAIIPUMEp, STaHOJIAMHUHA, XOJIMHA WU CEPUHA).
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[Momo6HO IpyruM MpeiIecTBEHHHUKAaM B OHOCHHTE3¢ IUIHOB, aMUHOCIHPTHI, yYacTBYIONIHE B
cuHTe3e  (poconMmUIOB, BCTYMAIOT B pEaKIHWIO B aKTUBHOM (opMe — B BHIE COCIWHCHUS C
muruauHgudocdarom (LD).

Peakiuu akTMBaMyM STaHONAMHHA!

MHz—CHz—-CHz—0H

STaHOJNaMHMH
AT®
STraHONanNgiH—
KHHaza
Ao
P
MNHz—CHz2—-CHz—0O—P—0OH
I
OH
PochozsTaHOITaAMMH
UTe
dochosTa HONMaMEAH—
UHTHOWITpaHcpepasa
HaPz0O%

? 9
NHz—CHz—CHz—D-r—O—FI’—O—CHz o
OH OH

¢ — 3 TaHONaMHMH

OOpaTtuTe BHHMaHHE, YTO B PEAKUUSIX AaKTUBAlMM AaMUHOCIUPTOB NPUHUMAIOT y4acTHE IBa
nykineosuarpudocpara — ATD u LTD. [amee ocratok ¢ochostanonamuna c [Jd-3ranonamuna
MEPEHOCUTCS Ha 1,2-Iualuirianiepos, oopasyomumiics B pe3yibrare AedochopunupoBanus hochaTuaHon
kucnothl (peakun 1 u 2). [IpomykToM peaknuu sBisieTcs GpochaTHaMIITaHOIAMHUH.

(o] o LA®-sTaHon-
I i aAMHH LMD

CHz—0—C—CisHz1 H20 H3PDa  CHz—0O—-C—CysHa1
| i \ IJ | o \ 7
CH —0O— C—Cq7H33 CH —0— C—Cq7Ha3
| ?H thocHaTHTaT— BTAHONANVMI{HPOC DO -
CHz-O—P—OH thocharazsa CHz-OH TpaHchepaza

s
pocharrmidad (1) 1, 2-nouaumn- (2)

EMCIOTE MaMLe pon

3 S-ageHoswn- 3 S-afgeHo3MnN-

T i
THZ _O_E_C‘EH“ MeTHMOHMH roMoLMCTeMH GHZ_O_E_cﬁH*‘
i i
—> CH—O—C—Cy7H3 U CH—O—C—Cy7H34
| o MeTILTTPAHC pepasa OH ~CHa
CHz-O—P—0—CHz~CHz—NHz TP P CHz-O—P—0—CHz-CHz-N-CHy
1 "
o _ fa] CHa
POCPATHIMISTAHOTaMAH (3 Do ChHaTUIMAXOIMH
Cunres dbochaTuauixonnHa MTPOUCXOTUT nyTém TPEXKPATHOTO METHIMPOBAHHUS

dochaTumumdTanonaMuHa. JIOHOPOM METWIBHBIX TPYI CIYXHUT S-aJIeHO3WIMETHOHHH (peakims 3).
dochaTuaANIXOIMH MOXKET 00pa30BaThCS TAKXKe MYyTEM aKTUBAIMU XOJIUHA, TOZ00OHO ATaHOJAMHUHY.

docharuauncepun oOpasyeTcs B peakuy MPSIMOro B3auMoOnAeHCTBUs (ochaTHIMIITaAHOIAMHHA U
cepuHa:

$ocaTnaomn- dochparnaun-

atanonamun * CEPMH —— cepuH + 3ITaHOMaMWH
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Jlunomponusle ¢axkmopsr — BemeCTBa, CIIOCOOCTBYyIONIME cHWHTE3Y (ochonumumaoB u
MPEMSATCTBYIONIUE OTIOKCHUIO TPHALMITITUIICPOIOB B TKAHSX.

Jlunomponuwiti 3¢pghexm STHX COCOUHEHUH CBS3aH C TEM, 4YTO OOMIMM MpenIecCTBEHHUKOM
TPUALIMITIIUICPOSIOB B (hocomunumoB sBisercs docharuanas kucinora. [Ipu HemocTaTke JIUITOTPOIHBIX
(hakTopoB (hocdaTraHAs KACIOTA UCTIOIB3YETCS MPEUMYIIECTBEHHO IJIsl CHHTE3a TPUAIITIALEPoIoB. OHU
HEPACTBOPHUMBI B BOJIC M HAKAIUTMBAIOTCS B KJIETKAX, CIIOCOOCTBYSI UX KHPOBOMY MEPEPOKICHHIO.

Cunme3s »cupog 6 dHcupoeoii mkanu. B KUpOBOH TKaHU IUIS CHHTE3a XKHPOB HCIIOJIB3YIOTCS B
OCHOBHOM KHPHBIC KHCIIOTHI, 0OCBOOOIUBIIECS TIPH THApoan3e xupoB XM u JITIOHII (puc. 103).

CreHka KpoBeHOCHOro
Kanunnspa

Mmoxosa

@ .': |

ODA®

|

Muuepon-3-thochar

XNnoMuKpOHbI

Nunonporeunnunasa

#

NunonpoteuHnunasa
XUnNnoMuKpOHb!

OCTaro4Hble

XXupHbie RCOOH — RCO-SKoA

NNoHN KMCNnoTbl

nnnn Mmuuepon
nnHnN MeveHb
KpoBb

Puc. 103. [lenoHupoBaHue Xupa B aAUIOIUTAX B a0COPOTUBHOM IEPHO/IC
TAI" — Tpuanunrnuuepoiisl B cocrae XM u JIIIOHIT;
JA® — nuruapokcuanerongocdar.

JKupHble KHCIOTBI TIOCTYNAlOT B AaTUNOLMUTHL, IpeBpamiaroTcs B mpom3BogHble KoA wu
B3aMMOZICHCTBYIOT ¢ Diniepon-3-pocharoM, o0pasys cHauyana Jnu30GocHaTUIHYIO KHCIOTY, a 3aTeM
docharuguyro. Docharuanas kucinora nocie aehochopruIupoBaHUsS NPEeBpaIlacTcs B JHALMITIUICPOII,
KOTOPBIN aIMIupyeTcsi ¢ 00pa3oBaHWEM TpHANMITIHIepoia. Kpome KHPHBIX KHUCIOT, MOCTYIAIONUX B
QJIMTIOIUTHI U3 KPOBH, B 3TUX KIIETKaX WAET M CHHTE3 XKUPHBIX KUCIOT U3 MPOAYKTOB paciaja ToKo3bl. B
aIMTIONUTAX sl 0OecreueHnsl peakiuii CHHTE3a JKUPa paciaj MIIOKO3bl HAET MO JIBYM IMyTSAM: TIIUKOIH3,
oOecnieunBaronuii  oOpazoBanue rmiepoi-3-pochara u anetwi-KoA, u neHrozodocdarHblii MyTh,
OKHUCIIMTENBHBIE PEakIui KoToporo obecneunBaroT obpaszosanne NADPH, ciyxamero moHOpoM Bomopoaa
B PEAKIUSIX CHHTE3a KUPHBIX KHCIIOT.

MoJeKyIbl )KUPOB B QIUIOLUTAX OOBEAMHSIOTCS B KPYITHBIC JKUPOBBIE KaIlli, HE COJIEP KaIllHe BOJIBL,
Y TI03TOMY SIBIITIOTCS HanOoJliee KOMMAKTHOW (OpPMOH XpaHEHUs TOILIMBHBIX Mojekyi. [lomcuwmrano, 4to,
ecnn OBl DHeprusi, 3amacaeMas B JKUPax, XpaHWIAch B (OpME CHJIBHO THUAPATUPOBAHHBIX MOJEKYI
TIIMKOTeHA, TO Macca Tella YyelloBeKa yBelarnuuiach Obl Ha 14-15 kr.

Cunme3 TAI ¢ neuenu. Oopazoeanue JIIIOHII ¢ neuenu u mpancnopm xcupoeé ¢ opyzue mKaHu.
[leueHbr — OCHOBHOW OpraH, rae HAET CHUHTE3 KUPHBIX KHCIOT M3 NMPOAYKTOB TIHKONM3a. B rimazkom
SHJIOMIA3MATHYECKOM peTukynyMe (DP) remaTronuToB KHUpHBIE KUCIOTHI AKTUBUPYIOTCS W Cpasy ke
WCTIONB3YIOTCS JUIsl CHHTE3a KHPOB, B3aUMOJICUCTBYs ¢ rimnepoi-3-pocdarom. Kak u B KHpOBOH TKaHH,
CHHTE3 )XKUPOB HIET yepe3 oOpa3oBaHue (pochaTHIHON KHUCIOTHI.

Benku, cuntesupoBannbie B mepoxoarom OP (1), B anmapare [Nobmku (2), GOPMUPYIOT KOMILICKC €
TAT', nazeBaemsrii JIITOHII, KoTOpBIN KOMILIEKTYIOTCS B CEKPETOPHBIX TpaHynax (3), TpaHCHOPTUPYIOTCS K
KJIETOUYHOW MeMOpaHe U CEeKPEeTUPYIOTCs B KpoBb (puc. 104).
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LUepoxoBartuin
3HOONNa3mMaTu4YecKnn
peTuKynym

au/%,

L3

\ CexpertopHas

S T

Annapar lNonbaxm

Anonporend B-100
Puc. 104. Cunre3s u cexkpeuus JIIIOHII B neuenu

Tpuaunnrnuuepons!

B cocrap JITIOHII, kpome kupoB, BXOIAT XoJjiecTepoti, Gochomunuabl u 6enok — anoB-100. D10
oueHb "MIMHHBIA" Oenok, coxepkammii 11536 amunokucior. OmHa Monekyna anoB-100 mokpeiBaeT
MOBEPXHOCTH BCEI'0 JIUIONPOTEHHA.

JIIIOHIT u3 neuenu cexperupyrorcsi B Kposb (puc. 104), rne Ha HUX, kKak U Ha XM, neicreyer JIII-
nuna3a. JKupHble KUCIOTHI MOCTYNAIOT B TKaHW, B YaCTHOCTH B aJIUTIOLMTHI, M UCIIOJIB3YIOTCS IJISl CHHTE3a
xupoB. B mponecce ynmanenns sxupoB u3 JIIIOHII mox neiictBuem JIII-nmumassr JIIIOHIT crauvana
npespamatorest B JIT'II, a 3arem B JIIIHIL. B JIITHIT ocHOBHBIMM JUNUAHBIMA KOMIIOHEHTAMH CITY>KaT
xojectepod u ero 3¢upbl, nostomy JIITHIT ABASIOTCS JUNONPOTEHHAMM, JTOCTABISIONIMMH XOJIECTEPOJ B
nepudeprudeckue TKaHu. [Tuiepon, ocBOOOIUBIIMICS W3 JIMIIONPOTEHHOB, KPOBBIO TPAHCIIOPTUPYETCS B
MI€YEHb, 1€ OISITh MOXET UCIIONIb30BATHCS ISl CHHTE3a SKUPOB.

CKOpOCTh CHHTE3a XKHUPHBIX KUCIOT U )KHUPOB B TIEUEHH CYIIECTBEHHO 3aBHCUT OT cocTaBa nuu. Eciu
B nute comepxkutcs oosee 10% KUPOB, TO CKOPOCTH CHHTE3a )KUPOB B TTEUCHU PE3KO CHIDKASTCSL.

Moounuzayua cupoe u3 IHCupoGoll mKanHu, T.€. TUAPOINU3 BHYTPHUKIETOUHOIO JKHpA
OCYILECTBIISIETCS 1O JAeHCTBHEM (epMeHTa TOPMOH YYBCTBHUTENBbHOW Jnuma3bl — TAIl-mumasel. OTOT
(epMeHT OTIIEIUISET OJHY JKUPHYIO KUCIOTY Y MEPBOTO YIIIEPOJHOIO aToMa TIHIeposia ¢ oOpa3oBaHHEeM
JTUALWITIINLEPOIIA, @ 3aTEM JPYrHe JINMA3bl THAPOJIU3YIOT €r0 A0 TIUIEPOoJIa U KHUPHBIX KHUCIOT, KOTOpPBIE
MOCTYMAIOT B KpoBb. [ NTHIIEpoN Kak BOJOPACTBOPUMOE BEIIECTBO TPAHCIIOPTHPYETCS KPOBBIO B CBOOOTHOM
BUJIE, & KUPHBIE KUCIOTHI (THAPOPOOHBIE MOJIEKYJIbI) B KOMIUIEKCE C OEITKOM TUIa3Mbl — AIbOYMHHOM.

[Tocne enpl pH MOBBIIIEHUH KOHIICHTPAIMH TJIIOKO3bI B KPOBU YBEITMYHMBAETCS CEKPELNs MHCYIIHMHA.
WHcynuH akTUBUpPYET TPaHCHOPT TJIIOKO3bl BHYTPb aAMIONMTOB, AekcTBys Ha I'JINOT-4, u cuntes JIII-
nuna3sl B aqunonutax. JIII-numaza, cBA3aHHas € YHIOTETUEM COCYI0B, THAPOIUIYET KUPHI B cocTaBe XM n
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JITTOHII. ArtoC-II ma moBepxaoctr XM u JITIOHII aktuBupyet JII1-munasy. JKupHble KUCIOTHI TPOHUKAIOT
B AIWIONUT, a TJHIEPO] TPAHCIOPTUPYEeTCS B TMedeHb. Tak Kak B agumonuTrax HeT (epMeHTa
TIIUIEPOIKHUHA3EI, TO CBOOOIHBIA TIIMLEPON HE MOXKET HMCHONb30BaThesa A cuHre3a TAIT B sTOl TKaHW.
AKTHBHPOBAHHBIC KHPHBIC KHCIIOTHI B3aMMOJCHCTBYIOT C TIKIEposi-3-hochaToM, 00pasyrIIuMcs U3
muruapokcuanerondocdara, u  yepes ¢ocharuaHylo KuCIOTy mpeBpamairoTcs B TAI, koTtopsie
JNETOHUPYIOTCS B aIUTIONHATaX (MECTO IEMTOHUPOBAHUS )KUPOB).

T'opmonansvnas pezynayusa cunmesa u moounuzayuu xcupos. Kakoit npouecc Oyaer npeodiaanaTs B
OpraHM3Me — CHHTE3 JKHPOB (JHUIOTeHe3) WM WX pacraj (JUMOJH3), 3aBUCHT OT MOCTYIUICHHUS MHIIH U
(m3nyeckoif akTHBHOCTH. B aGCOPOTUBHOM COCTOSTHHH TOJT ACMCTBHEM MHCYJIMHA IPOUCXOIUT JINTIOTEHE3, B
MocTabCcoOpOTUBHOM COCTOSHHU — JIMTIONN3, aKTUBHPYEMBIH TIIOKarOHOM. AJpEHaNH, CEKpEeLHs KOTOPOTro
YBEIMUYUBACTCS NP (PU3NIECKON AKTUBHOCTH, TAKKE CTUMYIUPYET JIUTIONHU3.

Pezynayua cunmesa cupos. B aOCOpOTHBHBIN TIEpHOI TPH YBEIWYEHHH COOTHOIICHHS
WHCYJIMH/TTIIOKaroH B MEYCHN aKTUBUPYETCS CUHTE3 KUPOB. B sxupoBoi Tkanu uHAynupyetcst cunres JIII-
JIUMAa3bl B AUIIONUTAX U YBEIMYMBACTCS MOCTYIJICHUE KUPHBIX KUCIOT B aAUTIOLUTEI.

OmHOBpPEMEHHO MHCYIIMH aKTUBUPYET OeIKU-TIepeHOCUHnKH TTF0K036I — [ JIFOT-4, Takke moctyrmieHune
TITFOKO3BI B /IMTIONHUTHI ¥ TIUKONN3. B pesyipTare 00pa3yroTcs Bce HE0OX0AMMbIe KOMITOHEHTHI JJIsI CHHTE3a
XKHUPOB: TuUepod-3-pocdaT U axTuBHBIE (OPMBI JKUPHBIX KUCIOT. B TeUeHM WHCYNHH aKTHBHPYET
dbepmenTsr myTéM AedochopwIHpOBaHUA W HMHIYNHPYEeT HMX CHHTE3. B pesynprate yBeNIWYHBAIOTCS
AKTUBHOCTb W CHHTE3 (DEPMEHTOB, YIACTBYIOIINX B MPEBPANMICHUH YaCTH TIOKO3bI, IOCTYIAIOMIEH C MMHAIICH,
B JKHPEL.

OT0 — perynsTopHble (EpPMEHTHI TIHMKOINU3a, MUPYBATIETHIPOTCHA3HBIH KOMIUIEKC M (DepMeHTHI,
YYacTBYIOIIME B CHHTE3€ KHUPHBIX KUCIOT U3 aneTmin-KoA. Pesynprar neiictBus WHCynuHa Ha OOMEH
YIJIEBOJOB U KUPOB B MEUEHU — YBEJIWYEHHE CHHTE3a JKUPOB U CeKpeuus ux B KpoBb B coctase JITIOHIIL
JIIIOHIT pmocTaBisifOT >KUpHl B KamMJUISAPBI JKUPOBOM TKaHW, rae aedcteue JIII-numasel obecrieumBaet
OBICTpOE TIOCTYIUIEHHE JKUPHBIX KHCIOT B AIWIONHUTHl, TIE OHU JEMOHUPYIOTCS B COCTaBe
TPUAMITITUIICPUHOB.

3amacanue KHPOB B XKHPOBOM TKaHW — OCHOBHas (hopma JENOHUPOBAHWS MCTOYHHKOB SHEPTUU B
opranuzMe uenoBeka (tadi. 15). 3amackl )kUpOB B Opranu3Me 4esioBeka Maccoi 70 xr cocraBisiroT 10 Kr, HO
Y MHOTHX JIFOJIEH KOTMIECTBO KUPOB MOXKET OBITH 3HAYUTEINHHO OOJIBIIIE.

XKupel 00pa3yloT B aAWNONUTAX S>KUPOBBIE Bakyosn. JKHpOBBIE BaKyold HWHOTJA 3arOJHSIOT
SHAYUTCIIbHYIO 4YaCTb LUTOIIIA3MBI. CKOpOCTI) CHHTEC3a U MO6I/IJII/I33HI/II/I IIOAKOXXHOTO JXKHUpa IMPOUCXOIUT
HEPAaBHOMEPHO B Pa3HBIX YACTSIX OPTaHW3Ma, YTO CBSA3aHO C HEOJAMHAKOBHIM paclpeielieHHeM PEIenTOpOB
TOPMOHOB Ha aJMITOIUTAX.

Taonuua 15
3amacel 3HEpruu B opraHu3Me uenoBeka (mMacca 70 kr)
dopma IHePrUuU Jloxaau3zanus Koan4yecTBO 3HEPruu, KKaJj
['mroko03a 1 )KMpHBIE KUCTOTHI KpoBb 100
I'mukoren [TeueHB/MBIIITIBD 760
Kupst J’KupoBas TkaHb 110 000
Benku CKeneTHBIE MBI 25000

Pecynayun mobunuzayuu ncupos. MoOWnuzanys JCTIOHUPOBAHHBIX JKUPOB CTUMYIIHPYETCS
TJIFOKaroHOM U aJpeHaJIHOM U, B MEHBIIIeW CTeNeHH, HEKOTOPHIMH JIPYTUMH TOPMOHAMHU (COMATOTPOITHBIM,
KOpTU30JI0M). B moctabcopOTHBHEIN MEpHOJ M MPH TOJOJAHUH TIIOKAroH, ACUCTBYS Ha aJHIIONUTHI Yepes3
aJICHUJIATIIMKIIA3HYIO CHCTEMY, aKTUBUPYET POTEUHKHHA3Y A, KOTopas GochopriIrpyeT i, TaKuM 00pazom,
AKTHUBUPYET TOPMOHUYBCTBUTEIBHYIO JIUNA3y, YTO WHULUUPYET JIUIOJNHU3 U BBIACICHUE KUPHBIX KUCIOT U
[JIMIIEPUHA B KPOBb.

[Ipu ¢pusnyeckoli aKTMBHOCTH YBEIMYUBACTCS CEKPELMs apeHalnHa, KOTOPBIH JEHCTBYET dyepes [3-
aJpEHEPrUUECKUEe PELENTOPhl aJUIOLUTOB, AKTHBHPYIOIINE aJCHUIATIMKIA3HYIO CHCTEMy. BeposTHo,
NeCTBUE  aJpeHaIMHA JBOSKO: TMPH HHU3KMX KOHIEGHTPAaUMsX B KPOBH Mpeodiajaer  ero
AHTWJTUTIONUTHYECKOE JEHCTBHE HYepe3 Op-pelenTophl, a MPH BBICOKOW - MpeodsiajaeT JIHUIONIUTHIECKOE
NeicTBHE Yepe3 P-perenTopsl.

Jnst Mplmn, cepiua, ModYek, MeYeHH NpW TONOAAHHM MM (U3NYecKol paboTe >KUpHBIE KHUCIOTHI
CTaHOBSITCSl Ba)KHBIM UCTOYHHKOM 3Hepruu. Ileuenp nepepadarbiBaeT 4acTh KHUPHBIX KHUCIOT B KETOHOBBIE
TeJa, UCIIOIb3yEeMbIe MO3TOM, HEPBHOM TKaHBIO U HEKOTOPBIMH JPYTUMHU TKAHSAMH KaK UCTOYHUKH SHEPTHH.
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B pesynprare MOOWIM3anWMK JKAPOB KOHIIEHTpAIWSA >KUPHBIX KHCIOT B KPOBU YBEIHMYUBACTCS
MPHOIU3UTENHHO B 2 pa3a, OJHAKO aOCONIOTHASI KOHIIEHTPALUS KUPHBIX KUCIOT B KPOBH HEBEIMKA JTaXKe B
3TOT mepuoj. Ty KUPHBIX KUCIOT B KPOBH TOXKE OYCHb Mall (MEHEe 5 MUH), YTO O03HAUYACT CYIIECTBOBAHUE
OBICTPOrO TMOTOKA >KMPHBIX KHUCIOT U3 JKHPOBOH TKaHM K ApyruM opraHam. Korma moctaOcopOTHBHEII
mepuos cMmeHserca aOOpOTHBHBIM, WHCYJIMH akTHUBUpyeT crnemupuueckyro (Qocdarazy, Koropas
nedochopunpyeT rOpMOHIYBCTBUTENBHYIO JIUTIA3y, U PACIA/I KHUPOB OCTAHABIUBACTCS.

[Ipu romomaHuM yBEIMUUBACTCS CEKpEIUs TIIOKAaroHa, nmpu (u3ndeckol padoTe — ajpeHannuHa. JTH
TOPMOHBI, ACUCTBYS depe3 aJeHIIATIHKIa3HYI0 CHCTEMY, CTUMYIHPYIOT MOOMITH3AIIHIO JKUPOB.

Hapywenua »ncuposozo obmena. Xuposas Tkaub coctaBisieT 20-25% ot oOmieit maccel Tema y
xeHIuH U 15-20% y myxunH. OHaKO H30BITOYHOE HAKOTUICHUE KHPa B aUIONUTAX (0KUPEHHUE) IUPOKO
pacmnpocTpaHeHO CpeAr B3POCIOro HaceJeHus, okoio 50% mroael cTpagaeT O KUPEHUEM.

OxupeHne — BaXHEHIMN ¢akTOop pUCKAa pa3BUTHSA HMH(ApKTa MHOKApAa, WHCYIBTA, CaxapHOTO
nua0era, apTepUalbHONH THIIEPTCH3MHM M JKEITYHOKAMEHHOH Oosie3HH. OXUPEHUEM CUUTAIOT COCTOSHHE,
Korga macca teia npesbiaet 20% ot "uneanbHOU" A1 JAHHOTO MHIMBUIYYMA.

O6pazoBaHue aJUIIONUTOB IPOUCXOANT €€ BO BHYTPHYTPOOHOM COCTOSIHUH, HAYWHAS C TTOCIEIHETO
TpuUMecTpa OepeMEeHHOCTH, W 3aKaHYMBaeTcs B MperyOepTaTHeiid nepuoa. Ilocie 3Toro KupoBble KIETKH
MOTYT YBEJIMYUBATHCS B pa3Mepax MpH OXKUPESHUM WU YMEHBIIATHCS MIPH IMOXYIaHUHU, HO UX KOJIHYECTBO HE
W3MEHSIETCS B TCUCHHE KU3HMU.

6.4. KaTa6o1u3M »KUPHBIX KHCJIOT

KupHble KHCIOTHI MOCTYNAIOT C MUIIEH WM CHUHTE3UPYIOTCS B OpraHu3Me (KpoMme IMOJTMEHOBBIX
kucior). CyOcTpaThl, HEOOXOIUMBIE JUIS CUHTE3a KUPHBIX KUCJIOT, 00pa3yIOTCs PH KaTaboIUu3Me TIIFOKO3bI
U TakuM 00pa3oM, YacTh IJIIOKO3bl NMPEBpAINACTCA CHayaja B KHUPHBIE KHUCIOTHI, a 3aT€M B KUPBL. XOT
cneun(UUecKUil MyTh KarabonM3Ma JKUPHBIX KHCIOT 3aKaHYMBaeTcs oOpa3zoBaHueM aneTui-KoA,
CITy>KallliM UCXOIHBIM CyOCTpaTOM JJIsl CHHTE3a JKUPHBIX KUCIIOT, MPOLECCHl CUHTE3a U OKUCIICHHS KUPHBIX
KUCIOT HeoOpaTUMbl. OHHM TMPOUCXOIAT B pa3HBIX KOMIAPTMEHTaX KIETOK (OMOCHHTE3 MNpPOTEKaeT B
LIUTO30JIe, & OKUCIICHHE — B MUTOXOHIPHAX) M KaTaIM3UPYIOTCcS pa3HeIMU (epmenTamu. OKHCIEHUE
XKHUPHBIX KHCIIOT KaK UCTOYHUKOB SHEPTHH YBEITUUMUBACTCS B MOCTA0COPOTUBHBIN TIEPHO/, NIPH FOJIOAAHUH
¢usnueckoii padore. B 3TUX COCTOSHMSAX WX KOHIGHTpAlMsi B KPOBH YBEIMYMBACTCS B pe3yibTarTe
MOOHIIN3ALMH U3 )KUPOBBIX JETI0, 1 OHU AKTUBHO OKUCIISIOTCS MI€UYEHBIO, MBIIILIAMH U IPYTUMH TKaHAMH.

[Ipu rojgomgaHum 4acTh KUPHBIX KUCIIOT B MIEUYEHH MPEBPAILACTCS B Ipyrue "TOIIMBHBIE" MOJIEKYJIB —
KeToHOBble Tena. OHM, B OTVIMYME OT JKMPHBIX KHCJIOT, MOTYT HCIOJb30BaTbCcd HEPBHOM TKaHBIO Kak
UCTOYHUK »Hepruu. Ilpu romomanmy W pnMTenbHONH (U3MUECKOW pPabdOTe KETOHOBBIE TeEla CIIy)KaT
WMCTOYHUKOM SHEPTUH VIS MBIIIL K HEKOTOPBIX APYTUX TKaHEH.

P-Oxucnenue yncupuvix Kuciom — cneyupuueckuii nymov Kamadoausma JCUpHuIX KUCiom, npu
KOmopom om KapOoKCUIbHO20 KOHUA HCUPHOU KUC/IOMbL NOC/1€008AMENbHO OMOENACMCA HO 2 amoma
yanepooa é eude ayemun-KoA.

Mertabonudyeckuii myTh «f-OKMCIIEHHE» Ha3BaH TaK IMOTOMY, YTO PEAKIWU OKUCIICHHS XHUPHON
KHCJIOTBI IIPOUCXOMIAT Y B-yriiepoHoro aToma. Peakum B-oKHCICHUS 1 MOCTETYIONMEro OKUCICHHS alleTHII-
KoA B HUTK cnyxar ogHMM U3 OCHOBHBIX HCTOYHUKOB AHEpruu Ajia cuHTe3a ATD mo MexaHuzMmy
OKHCIHUTEIBHOTO (OChHOPHIUPOBAHUS, IPOUCXOIUT TOJIBKO B a9POOHBIX YCIOBUSX.

Omanwt f-okucnenusa:

1. Akmueayua scupuvix kKuciom. llepeg TeM, Kak BCTYIUTb B Pa3IUYHbIE PEAKINH, >KUPHBIE
KHCJIOTBI IOJDKHBI OBITh aKTUBUPOBAHBI, T.€. CBA3aHBI MAKPOIPTHUECKON CBSI3bIO ¢ KOPEepMEHTOM A:

RCOOH + HSKoA + AT® — RCO ~ KoA + AM® + PPi

Peakmuto katammsupyer depmenT ammwi-KoA cuHTeTaza. BwimenuBImmiics B XO0Ie peakiud
nupodocdar ruaponusyercs pepMeHToM nupodocdarazoi:

H4P;07 + H;O — 2 H3POy4

Brienenue sHepruu Mpu THAPOIU3E MaKpOIPrHUecKol cBs3uM mupodocdara cMemaeT paBHOBeECHE
peaxuy BIpaBo U 00eCHeynBaeT MOJHOTY MPOTEKAHUS PEaKIIMU aKTHBALIH.

Auun-KoA cunmema3zwvt HaXOAATCS KaK B IIUTO30JIC, TAK U B MATPUKCE MUTOXOHAPHNA. DTH (PEPMEHTEHI
OTJIIMYAIOTCS M0 CHEMU(PUUHOCTH K KUPHBIM KHCIOTaM C Pa3IndHON JITMHOW YTJICBOJOPOJIHOW IICTIH.
’KupHble KHCIOTHI C KOPOTKOW M CpefHel AauHoi nen# (ot 4 1o 12 aToMoB yrieposia) MOTYT IPOHHUKATh B
MaTPUKC MUTOXOHApHHA NyTEM Anddy3uu. AKTHBALMs 3THX XUPHBIX KHUCIOT NPOHCXOAMT B MaTpPUKCE
MUTOXOHApHUN. JKHpHBIE KUCIOTHI C ATMHHOH IENbI0, KOTOPBIE MPeobIagaroT B Opranu3Me denaoseka (ot 12
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mo 20 aToMoB yriiepona), aKTUBHPYIOTCS anmi-KoA cuHTeTazaMu, pacmlojOKCHHBIMH Ha BHENTHEH
MeMOpaHe MUTOXOHIPHUHA.

2. Tpancnopm dicupuvix Kuciom ¢ OJIUHHOU Y21€6000POOHOU UENnbi0 6 MUMOXOHOpUAX. [-
OKHCJICHUE >KHPHBIX KHUCIIOT, MPOUCXOAUT B MATPUKCE MHUTOXOHAPHUH, MIOATOMY IIOCIIC aKTUBAIlUU SKUPHBIC
KHCJIOTBl JIOJDKHBI ~ TPAHCTIOPTUPOBATHCSA BHYTPh MHUTOXOHIpWU. JKUpHBIE KHCIOTBI C JUIMHHOMN
YTIIEBOJOPOHON IIETIBIO MEPEHOCATCS Yepe3 MIIOTHYO BHYTPSHHIOW MEMOpPaHy MHTOXOHAPHHA C MOMOIIBIO
KapHUTHHA. KapHUTHH TOCTyMaeT ¢ MUIIEH WM CUHTE3UPYETCS W3 HE3aMCHUMBIX aMHUHOKHCIIOT JIM3MHA U
MEeTHOHHWHA. B peakiusax cuHTe3a KapHUTHHA ydacTByeT BuTaMuH C (aCKOpOMHOBAsI KHCIIOTA).

B HapyxHOI MeMOpaHe MUTOXOHAPUI HaXoMuTCs GepMEHT KapHUTHHAIIITpanchepasa | (kapauTrH-
nanpMuTOMITpaHchepasa ), karanu3upyromnmii peakiuoo ¢ 00pa30BaHUEM allMIKAPHUTHHA.

OOpazoBaBIIMiicS AIWIKAPHUTHH TPOXOJUT Yepe3 MEKMEeMOpaHHOE MPOCTPAHCTBO K HapyKHOM
CTOpOHE BHYTpEHHEH MeMOpaHbl M TPAHCIIOPTUPYETCS ¢ TOMOIIBIO KAPHUTHHAIMIKAPHUTHHTPAHCIIOKA3bI HA
BHYTPEHHIOIO MOBEPXHOCTh BHYTpEHHEH MEMOpaHBI MUTOXOH/JIPUH, rae (dhepMeHT
KapHUTHHanITpaHcdepasa Il kaTanmm3upyeT mepeHoC alia Ha BHYTPUMHUTOXOHApHabHBIH KoA (puc.
105).

HapyxHasn mem6paHa BHyTpeHHsa memGpaHa
Uurosons Marpuxc
H.?aKoA KapHUTUH <o oo lleeeernee KapHuTuH R-C~KoA
I ]
(o]
S KapHutuHaumn- KapHutuHaumn-
M ~KOA: v+ ees
anonun Tpancepasa | Tpancepasa Il

POP>X000I>»TH

HSKoA 4/ Fn.ﬁ; KAPHUTAH .- -8 ..M. oo > R-'cl KapHUTUH HSKoA
o} o

Puc. 105. IlepeHoc KUPHBIX KUCIOT C JUIMHHBIM YIIIEBOIOPOTHBIM PATUKAIOM Yepe3 MEMOpaHEbI
MUTOXOHIpUi: PepMeHT KapHUTHHALMITPaHcepasa | — perynaropHsrii GepMeHT B-OKUCICHNUS;
UHTHOUpYyeTcs MaTOHWI-KOA — IPOMEXyTOYHBIM METa00INTOM, 00pPa3yIOIIUMCS P OMOCUHTE3€ KUPHBIX
KUCJIOT.

* - KAPHUTHHALWIKAPHUTUHTPAHCIIOKA3a.

Amn-KoA  craHoButcss gocTynmHbIM st pepmeHTOB  (-okuciieHus. CBOOOAHBIA KapHUTHH
BO3BpAILlaeTCs Ha IIUTO30JIbHYIO CTOPOHY. Ha BHyTpeHHel MoBepXHOCTH BHYTpEHHEN MeMOpaHbl HAXOJUTCS
(dbepmenT kapHuUTHHANWI TpaHcdepasa I, xatammsupyromuii oOpaTHBIM MEepeHOC aluia ¢ KapHUTHHA Ha
BHyTpUMHUTOXOHIpUanbHbii KoA. TTocne aToro anmn-KoA BkiodaeTcs B peakiyu B-OKUCICHUSI.

[-okucieHre JKUPHBIX KUCIOT — Clelu()UIecKnil MyTh KaTaboau3Ma KUPHBIX KHUCIIOT, MPOTEKAIOIIIHA
B MAaTPUKCE MUTOXOHIPUI TOJIBKO B a3pOOHBIX YCIOBHAX U 3aKaHUYMBAIOMIHICSA 0Opa3oBaHueM aneTii-KoA.
Bognopon u3 peakuuii B-oxucienus nocrymaet B LIID, a anetnn-KoA okucnsercs B IUTPATHOM ITHKIIE,
Takke mocTasistomeM Bogopon s LIID. Tloatomy [-oKuciieHHE >KUPHBIX KHCIOT - BaKHEUIIMH
MeTtabonnueckuil myTh, odecneunBaromuii cuate3 AT® B ApIxaTeIpHOH IETH.

-oxucnenue HaunHaetcs ¢ AeruapupoBanus anmia-KoA FAD-3aBucumoii anmn-KoA geruaporeHasoit
¢ o0pa3oBaHWEM JIBOWHOW CBSI3U MEXAY O- M [-aTOMaMHu Yriepojia B TMPOJYKTE peakiuu - eHomiI-KoA.
Boccranosiennsiit B 3T0i peakuun kodhepmenT FADH, nepenaér aromsl Bogopona B LI1D Ha xodepmenT
Q. B pesynbrare cunresupyrorcs 2 Monekynsl AT® (puc. 106).

B crnenyromeid peakuuu [-OKMCIICHHS [0 MECTY ABOHHOM CBS3HM MPHCOEIUHSACTCS MOJIEKYJa BOABI
TakuM oOpa3om, uto OH-rpynna HaxoauTcs y B-yriaepoaHoro aroma ammia, oopasys B-ruapokcuaiimi-KoA.
3arem P-rugpoxcuanui-KoA oxucisercs NAD'-3apucumoii meruaporenasoif. Boccranosnennsiii NADH,
okucisisack B L1109, obecrieunBaet sneprueit cunres 3 monekyn ATO.
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Puc. 106. B-oxucnenue >KUPHBIX KACIOT

O6pazoBaBimiicss B-keroanun-KoA moaBepraercsi THOTUTHYECKOMY paclICIUICHUIO (HepMEHTOM
THOJIa30H, TaK KaK Mo MecTy pa3pbiBa cBsizu C-C yepe3 aToOM cepbl IPUCOESTUHSIETCS MOJIEKYla KoepMeHTa
A. B pesynpTare 3TOH MOCIENOBATEIHLHOCTH U3 4 peakmuii or anmi-KoA oTaenseTcss AByXyTIepOIHBII
octaTok - anetui-KoA. XXupnas kucnora, ykopoueHHast Ha 2 aroma yriiepoja, OmsATh MPOXOAUT peakluu
NEeTUJPUPOBaHUs, TUApATAllMM, AECTUAPUPOBAHUS, oTwieruieHus aneTui-KoA. DTy mocnenoBaTenbHOCTb
peaxnuii OOBIYHO HA3BIBAIOT "IUKIIOM B-OKHCIEHHA", UMEs B BUY, UYTO OJIHU U T€ K€ PEaKLUHU IIOBTOPSIOTCS
C paiuKaIoM XHUPHOH KHCIIOTHI 10 Te€X HOp, OKa BCSI KMCJIOTA HE MPEBPATUTCS B AllCTUIIbHBIE OCTATKH.

Ilpooykmamu kasxcoozo uyukna f-oxucnenus saeaaiomca FADH,, NADH u ayemun-KoA. Xots
peakuu B KaxJ0M "IUKJIE" OJHU U T€ K€, OCTATOK KUCIOThL, KOTOPbI BXOAUT B KaXKIbIM MOCHEyIOMUN
LUKJ, KOpodye Ha 2 yIJIEpOAHBIX aToMa. B mocieaHeM LMKIE OKHCISIETCS XHUpHas KUCIOTa U3 4 aTOMOB
yriepoja, modToMy oOpasyrorcs 2 Monekyisl anetmi-KoA, a He 1, xak B mpeapyaynmx. CymmapHOe
YpaBHEHHE [3-OKUCIICHUS, HApUMep NanbMUTOMI-KOA MOKeT ObITh IPEICTABICHO TAKUM 00pa3oM:

Ci1sH3CO-KoA + 7 FAD + 7 NAD, + 7 HSKoA —
8 CH3;-CO-KoA +7 FADH; + 7 (NADH + H")

Ecmu paccunteiBaTh Bbixog AT® npu OKHCIEHHWM NaJbMUTHHOBOW KHCIOTBI, TO W3 OOIIEH CYyMMBI
Moniekyl AT®D HeoOXoaMMO BbIUECTH 2 MOJIEKYJIBI, TAK KaK HA AKTHBALMIO >KUPHOW KHCIOTHI TPATHUTCS
SHEPTHs 2 MaKPOIPTHUECKUX CBSA3EH (CM. PEaKIMI0 aKTUBAIIUN YKUPHOU KUCIOTHI) (Tabi. 16).

Taodnuua 16
Cunre3 AT® npu noJHOM OKUCICHHH NaJTbMUTHHOBOU KHCIIOTHI
KouauyecTBo
B-Oxuciienne
MoJiekya AT®
7 NADH (ot mansmutomn-KoA no auerun-KoA), okuciaeHue KakKaoil MOJEKYIIbI 21
koepmenta B LII1D obecnieunBaer cunte3 3 Monekyn ATD
7 FADHa, okucnenwe kaxjaod mosiekynsl kodepmenta B LIIID obecrneunBaeT 14
cunres 2 mosnekyn ATO
Oxucnenne kaxmoit u3z 8 monekyn anetwi-KoA B L[TK oGecnieunBaer cunres 12 %
Mouiekysn ATD
CymmapHoe koJu4ecTBO MOJeKkyJd AT®, cHHTe3MPOBAHHBLIX MPU OKHCJIEHUH 131
0JTHOI MOJIEKYJIBI MAJLMUTOWI-KoA
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Bo MHOTHX TKaHSIX OKHCJIEHHE KUPHBIX KHCIOT — BXKHBIN MCTOYHHUK PHEPTHH. DTO TKAHU C BBHICOKOMH
aktuBHOCTBIO (epmeHToB LITK M merxarenpHOW memwm — KJICTKH KPACHBIX CKEIIETHBIX MBIIII, CepledHast
MBI, TMOYKUA. DPUTPOLMTHL, B KOTOPBIX OTCYTCTBYIOT MHTOXOHIpPWH, HE MOTYT OKHCISATH >KHPHBIE
KHCJIOTHI.

’KupHble KUCIIOTHI HE CITy>KaT UCTOYHHKOM JHEPTHH IJIT MO3Tra W JIPYTHX HEPBHBIX TKaHEH, TaKk Kak
JKUPHBIE KHCJIOTHI HE TMPOXOIAT uepe3 remarolnnedanmueckuii Oappep, Kak W Apyrue ruapooOHbIe
BELIECTBA.

3. Pezynayua cxkopocmu f-oxucnenun. P-OkucineHne 310 MeTabONWYECKHH MyTh, MPOYHO
cBs3aHHBIM ¢ pabororr LIID m obmero myrtu karabommsma. IloaToMy ero CKOpPOCTh peryimpyercs
NOTPeGHOCTBIO KIETKH B 3Hepruu, T.e. cooTHomenusMu AT®/AJIG u NADH/NAD®, tak xe, Kak u
ckopoctb peakiuii L{I[1D u obmiero mytu katabonuzma.

CkopocTh B-OKHCIIEHHS B TKaHSX 3aBHCHT OT JOCTYMHOCTH CyOCTpaTa, T.€. OT KOJHYECTBa >KHPHBIX
KHCJIOT, MOCTYNAIOMINX B MUTOXOHIpUU. KoHIIeHTpauusi CBOOOTHBIX KUPHBIX KUCIOT B KPOBH TOBBILIAETCS
MPU aKTUBALIMH JIMTIONN3a B XKUPOBOI TKaHU MPH FOJIOJaHUM O ASHCTBUEM TIIIOKaroHa v Mpu (U3NIecKon
paboTe mox AeWCTBHEM aJpeHAINHA. B 5THX yCIOBHAX JKHPHBIE KHCIOTHI CTAHOBATCS MPEUMYIIECTBEHHBIM
WMCTOYHUKOM JHEPTWU IS MBIIII] M TIeUYeHH, TaK Kak B pe3ynbTaTe P-okucieHus odpasyrorcs NADH u
anetwn-KoA, HMHrHOMpyMOIIMEe NUPYBATACTUAPOreHa3HBIH  KoMIulekc. [IpeBpamieHue  mupysara,
o0pa3yoierocst U3 IIIOK03bI, B aneTmi-KoA 3amemisercs. HakammuBaroTcs: MpoMeXyTOYHBIE METa0OIUTHI
TJIMKOJNHM3a M, B YacTHOCTH, TIIIOK030-6-hocdar. I'mrokxo30-6-hocdar HMHrHOMpyeT TeKCOKHMHA3y H,
ClIeZIOBATEIbHO, TPEMATCTBYET HCIOJIb30BAHUIO TIIOKO3Bl B TIpoliecce INIMKonu3a. Takum oOpazom,
MPEUMYIIECTBEHHOE HCIOJIb30BaHUE JKUPHBIX KUCIOT KaK OCHOBHOTO HMCTOYHHMKA SHEPIUH B MBIIICYHON
TKaHH U TICUYeHHU cOeperaeT TIOK03Y JUIsl HEPBHOW TKAHU U SPUTPOIIUTOB.

CKopocTh [J-OKMCIICHHS 3aBHCUT TaKKe OT aKTHBHOCTH (hepMeHTa KapHUTHHanmiTpancdepassl 1. B
MeYeHH STOT PepMEHT HHrHONpyeTcst ManoHuI-KoA, BemecTBoM, 00pa3yIommMcs pu OMOCHHTE3E KUPHBIX
KucnoT. B aOGcopOTHMBHBIA TMepHOJ B TIEUYEHH AKTUBUPYETCS TIIMKONIHM3 W YBEIHYUBAETCS 00pa3oBaHUE
anetnn-KoA w3 mmpysarta. IlepBast peakuusi cMHTe3a >KHPHBIX KHCIOT - TpeBpamieHne aneTwi-KoA B
ManoHuI-KoA. Manonun-KoA uHrubupyer -okuciieHue )UPHBIX KUCIOT, KOTOPhIe MOTYT HUCIIOJIb30BATHCS
JUIS CUHTE3a JKUpa.

OKucnenue HeHACbIWEHHBIX HcupHbIX Kuciom. OKOIIO TIOJOBHHBI JKUPHBIX KHCIIOT B OpPTaHH3ME
YelloBeKa HEHACHIIIEHHBIE. [3-OKHCIEHUE THX KHCIOT WAET OOBIYHBIM MYyTEM IO TEX TOp, MOKa JIBOMHAsS
CBSI3b HE OKKETCSI MKy TPETHUM U 4eTBEPTHIM aTroMamu yriepoaa (puc. 107).

9 i / ! o
\/\/\/\/=\/\'/,\'/§L)C’ Oneoun-KoA
v v ’ ~

SKoA
3 ymkna P-oxucneHun
3 auetun KoA
\N\/\;={’/ C/’o Uuc-A%-noaeueronn-KoA
“SKoA
Exoun-KoA-mnaomepasa ] l
/\/\/\/\/H\\/ 04'0 Tpanc-A%-aopeueHonn-KoA
H “skoA
Exoun-KoA-rmaparasa l‘f H0
H
/\/\/\/\/o\/ Céo B-M'npokcu-gexaroun-KoA
\SKoA

5 uwknoe B-okucneHus J

6 ayeTun-KoA
Puc. 107. OxucieHue >KUpHBIX KUCIOT C OHOM ABOMHOM CBS3bIO.

3artem depmenT eHomn-KoA m3omepasa nepemenaeT JBOMHYIO CBSI3b U3 TIOJIOKEHUS 3-4 B MOJIOKECHUE

2-3 ¥ u3MeHsieT 1uc-KOH(QOpMalMI0 ABOMHOHM CBS3M Ha TpaHC-, KOTopas Tpedyercs mist P-okucienus. B
3TOM LMKJIE B-OKHCIEHHS NepBas peakuusl ACTHIPUPOBAHMS HE NMPOMCXOAMT, TaK KakK ABOWHAas CBS3b B
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paauKaie JKUPHOH KUCIOThI yxe uMeercs. Jlanee MUKIbI B-OKUCICHUS MPOJOIDKAIOTCS, HE OTIMYAsACh OT
OOBIYHOTO IyTH.

0-OKUCIeHUe HCUPHBIX Kucaom. B minuaax mMo3ra U Jpyrux OT/AeNax HEpPBHOW TKaHU MPeo0JiaiaroT
JKUPHBIC KUCIOTHI C OUeHb JJIMHHOU 1emnbio — 6onee 20 yriaepoaHbix aroMoB. OHU OKHCIISIOTCS MO THITY O-
OKHCJICHHS, TIPH KOTOPOM OT )KUPHOU KUCIOTHI OTHICTUIACTCS 110 OJHOMY aTOMY yIJIEpO/a, BBIACIISIONIEMYCSI
B Buze CO, (puc. 108).

Gl oHio |
CHy~(CHa)a~CHzt C-O" { —+ CHa~(CHz)- CH{C-O"| —
o io | &

n n

| " e
CHs-(CHa),- CH + C-0" | —* CHs=(CHa)- C-O" + [CO

Puc. 108. a-oxucieHne KUPHBIX KUCIOT

0-OKHCJICHHIO IIOJBEPraroTCsl TAKOKE KMPHbIE KHCIOTHI C Pa3BETBIEHHON YIVIEBOJOPOAHOH LENbIO,
Hanpumep (uTaHOBas, IOCTyHAmOLIasi B OPraHU3M C PacTUTENbHOM mNuiied. JToT myTh KaTaboiam3ma
KHUPHBIX KUCIIOT He cBsizaH ¢ cuHTe30M ATO.

Hapywenus okucnenus HcupHuIx KUciom:

- HapylICHUE TEPeHOCa KUPHBIX KUCIOT B MUTOXOHAPHH BO3HHKAET y JIOZAEH C HAacIeACTBEHHBIMHU
nedexkTaMu KapHATHHAIWITpaHcdepassl | wim ¢pepMeHTOB CHHTE3a KAPHUTHHA,;

- TCHETUYCCKH Ie(DeKT AeruaporeHassl )KUPHBIX KUCIOT CO CPEAHEH JJTUHON YIIICBOIOPOIHON ISHH
HambOoyee pacmpocTpaHEH MO CpPaBHEHWIO C JPYTUMH HacleJACTBeHHbIMH 3a0oneBaHmsimMu — 1:15 000.
YacrtoTa nedexTHOTO TeHa cpeau eBporerickoit momysiwm — 1:40.

Bo Bcex cnmywasix, Korna HapymiaeTcs 3-OKUCIIeHHe, )KUPHbIE KUCIOTH HAKAIUTMBAIOTCS B KJIETKaX U
pacnagaroTcsl M0 MyTH (-OKUCJIECHHs, KOTOpOoe B HOpPME MIET C OYEHb HU3KOH CKOpocThio. OKucIeHHE
MPOUCXOANT IO METHIFHOMY ®-aToMy yriepona (puc. 109), u B pesymprate 00pa3yroTcs AUKapOOHOBBIC
KHCJIOTBI, BBIICJISIONIAECS] C MOYOH.

0
| CHy + (CH,), -C- O

o

0 Mpoaykrel  ©-OKUCNEHUA
0-,; _-_a_';]z_ (CHy), - g o AMKApBOHOBbIE KHCNOTH!, BLIGENSIOIMECS C MOYOM:
| { 00C~CH,~ CH,~ CH,~ CH,~ COO
| 2. 0OC—CH,~ CH,~ CH,~ CH,~ CH,~ CH,~ COO
! 0

|
? i
! 0- C+(CHy, ~C~O'

Puc. 109. w-okuciaeHne XUPHBIX KUCIOT: 1 — aluTUHOBas KUCJIOTA; 2 — CyOepHHOBAs KUCIIOTA.
®-OKUCJICHUE KHUPHBIX KUCIOT aKTUBUPYETCS B T€X CIy4YasiX, KOTJa aKTHBHOCTD B-OKHCIICHUS JKUPHBIX

KHCJIOT CHHMIKCHA. OHpe,I[CJ'IeHI/IC a,Z[HHHHOBOﬁ u CY6€pI/IHOB0ﬁ KHCJIOT B MOYC MOXKET CIYXUTb
AUAarHOCTUYCCKUM ITPU3HAKOM HapyHICHUA ﬁ-OKI/ICJ’IeHI/ISI.
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6.5. AHA00/1M3M KETOHOBBLIX TeJl

[Ipu romonmanum, nnauTensHOW (U3MUECKOW paboTe W B ClydasxX, KOTJa KICTKH HE IOIydYaroT
JOCTaTOYHOT'O KOJMYECTBA IJIFOKO3bl, KUPHBIE KHUCIOTHI MCHOJB3YIOTCS MHOTUMH TKAaHAMH KaK OCHOBHOM
HCTOYHUK SHEPTUH.

B otnnume ot Apyrux TKaHed MO3r U APYTHE OTAEbl HEPBHON TKAHU NMPAKTHYECKH HE MCHOJB3YIOT
YKUPHBIE KHCJIOTHl B KaueCTBE HMCTOYHHMKA SHEPruu. B meueHu 4acTh JKUPHBIX KUCJIOT TNpeBpaliaercs B
KETOHOBBIC TeJa, KOTOPbIE OKUCIJISIOTCS MO3TOM, HEPBHOM TKaHbBIO, MBIIIIIAMHU, 00€CIIeUnBasi JOCTATOYHOE
KOJINYECTBO 3Hepruu i cunte3a ATD u ymeHbIas noTpedaeHue TII0KO3bI.

K keToHOBBIM TenaM OTHOCST PB-TUAPOKCHOYTHpAT, aneroaneTar u auneToH. [lepBeie 1Be MOJEKYIIBI
MOTYT OKHCIIITBCSI B TKaHsX, oOecreunBasi cuHTe3 AT®D. Aneron oOpasyercsi TONBKO IMpPU BBICOKHX
KOHIIEHTPALMsSIX KETOHOBBIX TE€l B KPOBU W, BBIACISSICH C MOYOM, BBIIBIXa€MbIM BO3LYXOM H IIOTOM,
MO3BOJISIET OPTaHU3MY U30aBIISATHCS OT U30BITKA KETOHOBBIX Tell.

Cunme3 Kemonoevix men 6 neyenu. [Ipy HU3KOM COOTHOIICHWM WHCYJIHMH/TJIIOKArOH B KPOBU B
XKHUPOBOH TKaHM aKTHBHUpYETCA pacmal >KUpoB. JKWpHbIE KHCIOTHI IMOCTYHNAIOT B II€YEHb B OOJbIIEM
KOJINYECTBE, YEM B HOpPME, [I03TOMY YBEIMYHBAETCSI CKOPOCTh [3-OKUCIICHUSI.

Ckopoctp peakimii LITK B 3TuxX ycnoBUSAX CHMKEHa, TaK KaK OKCAlOaleTaT HCHOIb3yeTCs IS
TIIIOKOHeoreHe3a. B pesymprare ckopocTh oOpa3oBaHus aneTwn-KoA mpesimaer cmocoOHocTs L[TK
OKHCIATh ero. Aunetwi-KoA HakamimBaeTcss B MHUTOXOHAPHSX IEYEHH M HCHOJNB3YeTcA Uil CHHTe3a
KETOHOBLIX TeJl. CHHTE3 KETOHOBBIX TEN OPOUCXOAUT TOJIBKO B MUTOXOHAPHUAX IMICUCHU.

CuHTE3 KETOHOBBIX TENl HAUMHACTCA C B3aUMOJICHCTBHUS ABYX MOJICKyJN aneTmi-KoA, KOTopeie moj
neiicteueM (hepMeHTa THoMa3bl 00pasyroT areroarneTwia-KoA (puc. 110).

0
|
2 CHy—C~SKoA Auerun-KoA
Twonasa
R
CHz~C—CHy—C~SKoA Aueroauernn-KoA

0
]
CHy—C~SKoA Mr-KoA-cuHrasa

g
.OOC"CHQ—C_CHg-g"SKOA MMrr-KoA
CHs
9
CHa—C~SKoA Mr-KoA-nuasa
(n? b i
CH3~C~CH; +— CH3—C—CH,~CO0O" Auetoauerar
AueToH
NADH+H*
NAD*

OH
|
CHy—=CH=CH,—COO~  p-Mmapoxcubytmpar

Puc. 110. CuHTEe3 KETOHOBBIX TEJN B MUTOXOHJPUSIX FeaTOLUTOB
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Perynsaropusiii pepment cuaTe3a KeToHOBBIX Teln (I'MI-KoA-cuHTaza) mHTHOUpYeTCs CBOOOIHBIM
KoA — peakiust uaét HeepMEHTATUBHO IPU BHICOKOM KOHIICHTPAIIMH KETOHOBBIX TEJI B KPOBH.

C amneroanerwi-KoA B3auMoJeHCTBYeT TpeTbs Mosiekyna anetwi-KoA, oOpasys 3-ruapokcu-3-
MetunriayTapui-KoA (I'MI'-KoA). Oty peakuuto katanusupyet pepment ['MI'-KoA-cunraza. Janee [MI'-
KoA-nmmaza xarammsupyert paciierienre [ MI'-KoA Ha cBoO6oaHbIH amteToaneraT u aneTmi-KoA.

ATeToarerar MOXKeT BBIJISATHCS B KPOBb HIIH MPEBPAIIATHCS B IEYCHH B APYroe KETOHOBOE TEJO — [3-
THIPOKCUOYTUPAT MyTEM BOCCTAHOBIICHHS.

B knerkax TeYeHW NMpPU aKTUBHOM [-OKHCICHWUH co3maéTcs BbICOKas KoHIeHTpanus NADH. Orto
CHOCOOCTBYET MPEBPAIICHNI0 OOJNBINEH YacTH areroarierata B B-THAPOKCHOYTHPAT, MOSTOMY OCHOBHOE
KETOHOBOE TEJIO0 B KPOBU — UMEHHO P-ruapokcuOyTupat. llpu romomaHuu Ajsl MHOTMX TKaHEW XKUpHbBIE
KHCJIOTBl M KETOHOBBIE TeJla CTAHOBSITCS OCHOBHBIMU TOIUIMBHBIMH MOJIEKynaMu. [ JIIoKo3a MCTonb3yercs B
MIEPBYIO OYEpelb HEPBHOM TKAHBIO U DPUTPOITUTAMH.

[Ipr BBICOKOH KOHIIEHTpAalMW aleToaleraTa 4acTb ero He(epMEeHTATUBHO IeKapOOKCHUIHMPYETCs,
npeBpaiasch B alleTOH. AIICTOH He YTUIM3UPYETCS TKaHSIMHU, HO BBIJIENISETCS C BBIIBIXaeMbIM BO3AYXOM U
Mo40#. TakuM myTéM OpraHu3M yJaiseT U30BITOYHOE KOJHMYECTBO KETOHOBBIX Tell, KOTOPhIe HE yCIIEBalOT
OKUCIIATHCS, HO, ABIISISICH BOJIOPACTBOPUMBIMU KHUCIIOTAMH, BBI3BIBAIOT AIHI03.

Kemoayuoos. B HopMe KOHIIEGHTpAlMsl KETOHOBBIX TeJ B KpoBH cocTarisieT 1-3 mr/mn (mo 0,2 MM/n),
HO TIpH TOJIOAHWW 3HAYWTEIIFHO YBEIMYMBACTCSA. YBEIMUYEHHE KOHIEHTPAIMM KETOHOBBIX TEl B KPOBU
Ha3EIBAIOT KemoHeMuell, BRIIeTIeHIEe KETOHOBEIX Tell C MOYOH — KemoHypuell.

Hakomnnenne KETOHOBBIX Tel B OpraHM3Me NPUBOJWT K KETOALUWAO3Y: YMEHBIICHHIO IIEIOYHOTO
pe3epBa (KOMIIEHCHPOBAHHOMY allUI03y), a B TSHKENBIX Clydasx — K caBUTY pH (HekoMIieHCHpOBaHHOMY
anumo3y), TaKk KaK KETOHOBBIE Tena (KpoMe alleTOHA) SBISIOTCS BOJOPACTBOPHMBIMH OpPraHHYECKUMU
kucioramu (pK~3,5), ciocCOOHBIMY K TUCCOITUAIIVIH:

CH3-CO-CH,-COOH <> CH5-CO-CH,-COO + H"

ATN03 TOCTUTAET OMACHBIX BEIMYHMH IPH CaXapHOM IHa0eTe, TaK KaK KOHIEHTPAIHSI KETOHOBBIX TEJ
TIPH 3TOM 3a00JeBaHUH MOXKeT 1oxoauTh 10 400-500 mr/am. Tspkénas dopma amumo3a — olHA U3 OCHOBHBIX
MPUYMH CMEPTH MPH caxapHOM nuabete. HakorieHue mpoTOHOB B KPOBH HAPYIIAET CBA3BIBAHHE KHUCIOPOA
reMOTJIOOMHOM, BIMSCT HA MOHHM3ALWI0 (QYHKIMOHANBHBIX TPYMIN OENIKOB, Hapymas HX KOH(POPMALUIO H

(bhyHKIHIO.

6.6. AHa00JIM3M KUPHBIX KHCJIOT

C numei B opraHu3M MOCTYMAIT pa3HoOOpa3HbIe KUPHBIE KUCIOTHI, B TOM YHCIE U HE3aMEHHMBIC.
3HauUTeNbHAs YacThb 3aMEHUMBIX KUPHBIX KHUCIOT CHHTE3UPYETCS B IICYCHH, B MEHBIIEH CTEHEHH — B
JKUPOBOM TKAaHU U JIAKTUPYIOLIEH MOJIOUHOM kejne3e. ICTOUHMKOM yriaepoja Ajisi CUHTE3a KUPHBIX KUCIOT
cnyxut aneTii-KoA, oOpa3syromumiicss Ipu pacrajie III0Ko3bl B a0COpOTUBHOM mepuojie. Takum o0paszom,
M30BITOK YTJIEBOJIOB, IOCTYNAIOIIUX B OPraHu3M, TPAHC(HOPMHUPYETCSI B )KUPHBIE KUCIIOTHI, a 3aTEM B JKUPBIL.

1. Cunme3s nanvmumunogoii kucnomut. Oopasogeanue ayemun-KoA u eco mpancnopm 6 yumo3ons.

CuHTE3 IKUPHBIX KHCJIOT MPOUCXOJUT B aOCOPOTHUBHBIA TeEpHOA. AKTHBHBIH TIUKOIU3 |
nocjenyonee  OKHCIUTENIbHOE — JIeKapOOKCWIMpPOBAaHME  NHpYyBaTa  CIOCOOCTBYIOT — YBEITUYEHHIO
KOHILIEHTpauuu anetuii-KoA B MaTpUKCe MUTOXOHAPUH.

MecTo cHHTE3a JKUPHBIX KUCIOT — IUTOIIa3Ma KIIETOK, TJIe UMEeTCs MyIbTH(EPMEHTHBIH KOMITIEKC
CHHTETa3a BBICIIMX JKHPHBIX KHCJIOT. OTOT KOMIUIGKC COCTOMT U3 (DEpPMEHTOB, CBSI3aHHBIX €
alnunepeHocs UM  0eJIKOoM, KOTOphIid coaepkur zaBe cBobomubie SH-rpymmer (AIIB-SH). Cunres
MIPOUCXOANT IYTEM TOJUMEPHU3AllUU JBYYTIEPOJHBIX (PPAarMEHTOB, KOHEYHBIM IMPOIYKTOM €ro SBISAETCS
MaJbMUTHHOBAs KHUCJIOTa — HACBIIIEHHAs JKUpPHAs KHUCJIOTa, coaepkam@as 16 aToMoB yriiepoja.
OOs3aTelbHBIMU ~ KOMIIOHEHTaMH, y4acTByOmMMHU B cuHTe3e, sBiustotcss HAJIDPH (kodepment,
o0pasyromuiics B peakusax MeHTo30¢pochaTHOro MyTH OKUCIIEHHs yrineBo1oB) 1 ATO.

Anetnn-KoA, obpasyercs B MHUTOXOHIAPHSIX M3 MHpyBaTa — MPOIYKTa TIIMKOJIMTHYECKOTO pacraja
TJTFOKO3BI, IIOCTYMAET U3 MUTOXOHPHIA B ITUTOILIA3MY HPY TIOMOIIY IIUTPATHOTO MEXaHU3Ma!
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MarpKKc [xronnasua

MHTOXOHTPHH ATd+KoA-SH
HS-KoA Uurpar » Llutpar
ALD + D
Auerna-KoA OKcano- Okcano-
alleTar Hkrmmu?wmu aueTar Aliamu-liuA
HATH+H® Meubpana HAAH+H

HAQL' HAQ'
Manar Maaar

OnHako BHYTpeHHs1 MeMOpaHa MUTOXOHAPHH HenpoHulaema ais anetuia-KoA, moatomy B MaTpukce
MUTOXOHIpUN aneTnn-KoA KOHAEHCHpYETCs C OKCaloaleTaroM C O0pa3oBaHHEM LWTpaTa NPU YIacTHH
HUTpaTcuHTas3sl: B nuTomnasme murpat pearupyer ¢ HS-KoA n AT®, BHOBB pacnagasich Ha anetuin-KoA u
okcasoarerat ((hepMeHT — HUTPATIINA3A).

Anerni-KoA + Okcanoauerar — Hurpar + HS-KoA

3aTeM TpaHCIIOKa3a MePEeHOCUT LUTpaT B IUTOIUIa3My. [lepeHoc nuTpara B HUTOIUIA3My HMPOUCXOIUT
TOJIBKO TIPHU YBEIUYEHHU KOJMYECTBAa IUTpaTa B MUTOXOHIPHSX, KOTJIa H3OLMTPATIETHJIpOreHasa M o-
KeTOTIIyTapaTAeTruAporeHa3a MHrHONPOBaHbI BRICOKMMHE KoHIeHTparmsaMu NADH u ATO.

B muronnasme nuTpaT paciieruisieTcs noj AeiHcTBreM (hepMeHTa HUTPaTInashl:

Hutpat + HSKoA + AT® — Auernia-KoA + AJI® + Pi + Okcasoanerar

Anernn-KoA B muromnasMe CIyXHT HCXOOHBIM CyOCTpaTOM Ajisl CHHTE3a >KUPHBIX KHCIOT, a

OKCaJIoaleTaT B LIUTO30JI€ [TOJIBEPraeTcsl CIACAYIOUINM IPEBPALLICHUSIM:

NADH NAD+ NADP* NADPH

0 Q7 o _Q T ¢

] I
WL e —COH - s .
CH3~ C-CH,-COOH ManaTaernapo- CH;3;~CH-CH; COOHMWT CHs— C-COOH + CO,

Oxcanoauerar renasa Manat Nupysar

[Tupysar TpaHcnoptupyercs oOpaTHO B MaTpUKC MHUTOXOHApHH. BoccTaHOBNEHHBIH B pe3ynbTare
neiictus Manuk-gepmenta NADPH wncnonb3yercs Kak JOHOp BOAOpoJa IS IMOCTEIYIOIUX Peakiui
CHHTE3a XKHUPHBIX KUCIOT. Jpyroit ucrounuk NADPH — okucnutensHble cTagun MeHT030(0ochaTHOTO MyTH
KaTabosu3Ma IIIFOKO3BI.

[epBasi peakiusi cMHTE3a XHUPHBIX KUCIOT — KapOokcuiupoBaHue aneTwia-KoA c oOpazoBanmem
MaoHmI-KoA:

0 0
Il Il
CH3—C—SKoA + CO2 + ATO® > HOOC-CH2-C—SKoA +Alld + @
y 2 auemun-KoA- z Al "
aUETHN-KoA Kap6OKCLUNasa ManoHun-Kok
(kochepmenm -
buomun)

depMeHT, KaTaIn3upyrowuii 3Ty peakuuro (anetnin-KoA-kapOokcuiasa), OTHOCAT K Kinaccy auras. OH
COJEP>KUT KOBAIIEHTHO CBA3aHHBINA OMoTHH (puc. 111).

163



buotun

Anocepment 0 N-kapGokcu-
I é'; GHOTUHMN-
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Manonun-KoA
Puc. 111. Pons OnoTnHa B peaknnu kKapOokcuirpoBaHus anetui-KoA

B mnepeoii craguu peakiun CO, KOBAJICHTHO CBS3bIBACTCA C OMOTMHOM 3a cuéT 3Hepruu ATD, Bo
Bropoii craquun COO™ nepenocurcs Ha anetnid-KoA ¢ o6pasoBannem manoHmi-KoA. AKTUBHOCTE (hepMeHTa
anetwi-KoA-kapOoKcuiasbl onpenenseT CKOpOCTh BCEX MOCIEIYIOINX PEaKi CHHTE3a JKUPHBIX KUCIIOT.

IMocne obpazoBanust MagoHIWI-KOA CHHTE3 KHPHBIX KHUCIOT MPOAOIDKAETCS Ha MyJIbTH()EPMEHTHOM
KOMIUIEKCE — CHHTE3€ KHUPHBIX KUCIOT (MTaIbMUTOWICHHTETa3e). DTOT PepMEHT COCTOHUT U3 2 MIACHTHIHBIX
MIPOTOMEPOB, KAXKBIH U3 KOTOPBIX UMEET JOMEHHOE CTPOCHUE U, COOTBETCTBEHHO, 7 LICHTPOB, 00JI1a1at0INX
Pa3HbIMHU KAaTAJIUTUICCKUMHN aKTUBHOCTAMMU.

3arem aneTmi-KoA u manmonmni-KoA B3auMoaelicTByroT ¢ SH-rpymnamu anuimnepeHocsero oenka:

1l 1l
CHz—C—SKoA HOOC-CHz-C—SKoA

aueTun-Kos BASNOHAN-=F0L
HS—ANB HS—ANB

AMBG-auernun-  AlMB-manoHun-
mpaHcohepazs mpakcihepasa

HS—KoA HS—KoA
it it
CHz—C—SANB HOOC-CH=z—-C—SANB
aueTn-AlNBe ranoHKMN-ANE

Janee MpoMCXOAUT MX KOHIEHCALUs, JeKapOOKCHIMPOBAHUWE M BOCCTAHOBJIEHHE OOpa30BaBIIErOCs
MPOAYKTA:
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O O

Il Il
CHz—C—-S5ANB + HOOC-CHz-C—5ANB
aueTmn-AMNGE manoHKn-AlB

S-xemoayun- HSAMNB
AB-cunmasa cOz

Il ]
CHz—C—CHz—C—SANB

aueToaueTun-AllG

SB-Kermoauun- HAQ®GH+H"
AlNE-pedykmasa HAL®®
OH (o]

GH;—&H-':H;-E—S#I‘IE
B-ruaporcu ByTupun-ANB
o¥cuaLun-Alls-
dezudoamasa \F Hz0
@
CHz-CH=CH-C-SANB
KpoTosmn-AllE
+
eHoun-Afllb- HARGRTH
pedyrmasa HAOO®"
o]
cHg—cHz—cHz—%—SAnE
ByTpun-AlE
[IponykT peaknuu B3auMOJIEHCTBYET C HOBOW MOJEKyJod MaloHWI-KOA W LHKI MHOTOKpaTHO
MTOBTOPSIETCA BILIOTH 10 O0Opa30BaHUS OCTaTKA MaJTbMHUTHHOBOW KUCIIOTHL.

IlepBasi peakuusi — MepeHOC ALETWIBHOW Ipynmbl aneTwi-KoA Ha THONOBYIO Tpymiy LHCTEHHA
aleTUATPaHCaIMIa3HbIM IeHTpoM (puc. 112).
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Mansmurar
Puc. 112. CunTe3 malbMATHHOBOM KUCIIOTEI

CuHTa3a XUPHBIX KHUCJIOT: B MEPBOM MpoToMepe SH-rpynma npuHaaieXuT HUCTEHHY, BO BTOPOM —
¢docthomanterenny. [locie okoHWaHUS IMEPBOTO LMKIA paaWkan OyTupwia nepeHocutcss Ha SH-rpymmy
MIEPBOrO MPOTOMEpa. 3aTeM IOBTOPSETCS Ta KE IMOCIENOBATENbHOCTh PEAKIMH, YTO U B NEPBOM IUKIIE.
[TaneMuTOMII-E — OCTaTOK NAJIbMUTHHOBOW KHCJOTBI, CBS3aHHBIA C CHHTa30M MXUPHBIX KHCIOT. B
CHUHTE3UPOBAHHOW JKUPHOW KUCIOTE TOJIBKO 2 JTUCTAJIBHBIX aTOMa yriepoja, 0003HaueHHbIE *, MPOUCXOIAT
n3 anetuia-KoA, octanpHble — 13 MaToHmI-KoA.

3arem or ManoHWI-KOA ocTarok MaloHMIa TEpPEeHOCHUTCS Ha CyJIbOrUAPWIBHYIO TPYHILY
AIMIITIEPEHOCSINEro OeNKa MaJIOHMITPaHCAIMIIa3HbIM IIeHTpoM. [lociie 3Toro KoMIuiekc rotoB K MEpPBOMY
LUKy CUHTE3a.

AnerunbHas rpynna KOHAEHCHPYETCsl C OCTaTKOM MaJloHWIa 1o Mecty otaenusiierocst CO,. Peaknus
KaTaJu3upyeTcs  KEeTOAIWJICHHTAa3HBIM  IeHTpoM.  OOpa3oBaBmMiACS ~ pagukand  aleToaneTHiia
IIOCJIEIOBAaTEbHO ~ BOCCTAHABIMBACTCS  KETOALWI-PENYKTAa30M, 3aTeM  JETHAPATUPYETCS W OISTh
BOCCTAHABIIMBAETCS] €HOWJIPEAYKTA30i — aKTUBHBIMU LIEHTPaMU KOMIUIEKca. B pesynbpTare mepBoro mukia
peakiuii 00pa3yercs paauKall OyTHPHIIA, CBA3aHHBIN ¢ CyObeIMHUIIEH CUHTA3BI JKUPHBIX KHCIIOT.
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[Tepea BTOpBIM ITUKIIOM pamuKai OyTHpUIIA IEPESHOCUTCS W3 TIO3UITHH 2 B MO3HIHIO 1 (TIIe HaXOIUiICsa
alleTWI B Ha4aje IMepBoro IMKIIA Peakiuii). 3aTeM 0CTaTOK OYTHPHIIA MOJABEPracTCsl TEM K€ TIPEBPaIICHUSIM
Y YJUITHHSETCS Ha 2 YIIIEPOJIHBIX aTOMA, MPOUCXOAIIUX U3 MaaoHWI-KoA.

AHaJOTMYHBIC IMKJIBI PEaKIMi TOBTOPSIOTCS JO TeX Top, INoka He oOpa3yercs paaukal
MATLMUTHHOBOM KHCJIOTHI, KOTOPBIH MOJ JAEHCTBHEM THOICTEPA3HOTO IIEHTPA THAPOJIUTHYCCKU OTACISIETCS
0T (pepMEHTHOTO KOMITIIEKCa, TPEBPAIIasich B CBOOOIHYIO MaJTbMUTHHOBYIO KHCIIOTY (MTANBMHTAT, puc. 113).

(o] 0O
" 1}
CH3-C-S-E 7] HOOC-CH,-C-S-E
AueTun, CBR3aHHbIN ManoHnun, cass3aHHbIn
C hepMeHTOM C hepMeHTOM

KoHpeHcauus
BoccrasoBnenue

Hervgparaums

BoccraHosnenue

S — — s

O
I
CH3-CH»-CH,-C-S-E  Bytupun-E

STv peakuvm NOBTOPSIOTCA 7 pas, BCOro uCnonbL3yeTcs
1 aueTun-KoA n 7 manonun-KoA, yrobei o6pasosars

NansMUTUHOBYIO KucnoTy (16:0)

Puc. 113. Obmras cxema peakiuii CHHTE3a TATbMUTHHOBOHW KHCIIOTHI

CyMMapHO€ ypaBHEHHE CHHTE3a MAJIbMHUTHHOBOW KUCIOTHI W3 aneTwi-KoA u mamonmn-KoA umeer
CIEYIOUIUN BUL:

CH3CO-SKO0A + 7HOOC-CH,-CO-SK0A + 14 (NADPH + H") — C3sH»COOH + 7 CO, + 6
H,0 + 8 HSK0A + 14 NADP*

OcHogHble UCMOYHUKU 6000p00a 0/ CUHME3A HCUPHBIX Kucaom. B KaxJIoM IuKiIe OMOCHHTE3a
MaJTHPMUTHHOBON KHUCIOTHI TIPOXOAST 2 PEaKIMH BOCCTAHOBIICHUS, JOHOPOM BOJIOPOJa B KOTOPBIX CITYKHT
xodepment NADPH. Boccranosienre NADP” mpoucXofuT B peakiusx:

e  JISTMJPUPOBAHUS B OKHCIUTEIBHBIX CTAIUIX MEHTO30(0c(HaTHOrO MyTH KaTa0oIM3Ma IIIFOKO3bI;

e  JISTMJIPUPOBAHUS MajiaTa MaJIUK-(EePMEHTOM;

. JEruApUPOBAHUS U30LUTpaTa HUTO30abHOM NADP-3aBHCHMOl AeruIporeHa3oil.

Pezynayusn cunmesa syncupuvix Kuciaom. PerynatopHblii GEpMEHT CHHTE3a KUPHBIX KHCJIOT alleTHJI-
KoA-kapbOokcumnasza peryianpyeTcs HECKOJIbKIMHU CIIOCO0aMu:

1. acconmanus/auccoranys KOMIUIEKCOB CyObenuHull (epMenta. B HeakTHBHOW Qopme areTni-
KoA-kapOokcunasza mpeacTaBisier cCOOOW OTAENbHBbIE KOMIUIEKCHI, KaXIbIii W3 KOTOPBIX COCTOUT U3 4
cyObeaAnHUI. AKTHBATOp (epMEHTa — IIUTPAT; OH CTUMYJUPYET OOBEIMHEHNE KOMILIEKCOB, B PE3yJbTaTe
4ero akKTHBHOCTH epMeHTa yBennuunBaercs. Hrnourop — manmsMuTomin-KoA; OH BBI3BIBaET JAMCCOIHAIINIO
KOMIUIEKCA Y CHIDKEHUE aKTUBHOCTH (hepMEeHTa

2.¢pochopunuposanue/nedpochopuirporanne amnetmwi-KoA-kapookcuiasel. B moctabcopOTrBHOM
COCTOSIHMM WM TpU (U3NYECKOH padoTe TIIFOKAroH WM aJApCHAIMH aKTUBUPYIOT MPOTEHHKHWHA3y A U
CTUMYJHPYIOT dochopunpoBanre cyObenuHul] anetun-KoA kapOOKCHIIa3bl, KOTOPHIH HEaKTUBEH, U
CUHTE3 XKUPHBIX KUCIOT OCTAHABIMBACTCS.

Hnoykuus cunmesa ¢pepmenmos. JnurenpHoe mnoTpediieHne OoraTod yriieBojaMd HM  O€IHOM
KUPaMU THUIY TPUBOJUT K YBEIUYCHUIO CEKPEIIMH WHCYJIMHA, KOTOPBIH CTUMYJIUPYET UHIYKIMIO CHHTE3a
(hepMeHTOB: aneTmi-KoA-kapbokcuiassl, CUHTA3bI JKUPHBIX KHCIIOT, UTPATIHA3HI,
m3onuTpaTaeruaporerassl. Ciie1oBaTeNIbHO, N30BITOYHOE TTOTPEOIICHNE YIIIEBOIOB IPUBOIUT K YCKOPECHHIO
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IIPEBpAlLllCHUs] IIPOAYKTOB KaraOojiu3Ma IJIIOKO3bI B kKMpbl. l'oojgaHue wim Ooraras >KMpaMu IHIIA
HPUBOANT K CHIDKEHHIO CHHTE3a ()epMEHTOB 1, COOTBETCTBEHHO, KHPOB.

Cunme3 HCUPHBLIX KUCAOM U3 RATbMUMUHOB0U Kuciomul. Yonunenue sycupnovlx kuciaom. B OP
MIPOUCXOANT YJ/UIMHEHUE MaJbMUTHUHOBOH KHCIOTHI C ydactueM ManoHui-KoA. IlocnemoBatenbHOCTb
peaxknuii CXOAHa ¢ TOM, YTO MPOUCXOAUT IPU CHHTE3E MAaJIbMUTHHOBON KHCJIOTHI, OMHAKO B JAHHOM CIIydae
JKUPHBIE KUCJIOTHI CBA3aHbI HE C CHHTA30M KHUPHBIX KUCIIOT, a ¢ KoA.

depMeHTBI, y4acTBYIOIIME B 3JOHTAllMH, MOTYT HCIIOJIb30BaTh B KauecTBE CyOCTpaToB HE TOJBKO
NAJIBMUTHHOBYIO, HO U JPYyTHU€E KUPHBIE KUCIOTHI (puc. 114), mosToMy B Opranu3mMe MOTYT CHHTE3UPOBATHCS
HE TOJIBKO CTEapHHOBAsI KUCJIOTA, HO M )KUPHBIE KHUCIIOTHI ¢ OOJIBIINM YUCIOM aTOMOB YIJIEpOoa.

Pagukan nanbMUTHHOBOM KHUCIOTH YJUIMHAETCS HA 2 YIIEPOAHBIX aTOMa, JOHOPOM KOTOPBIX CIYKUT
ManoHuwI-KoA.

OCHOBHO# TIPOAYKT AJIOHTAIlMU B IedeHn — creapuHoBas kuciota (C 18:0), omHako B TKaHW MO3ra
o0pazyercsi OOJBIIOE KOJIMYECTBO KHPHBIX KUCIOT ¢ Oonee UIMHHON membio — oT Cyy a0 Cpy, KOTOpEIC
HEOOXOIUMBI AJ1s1 00pa3oBaHusl COUHTOTUIHUIOB U TIIMKOIUNHUAOB. B HEpBHOH TKaHW MPOUCXOIUT CHHTE3 U
JOPYTUX XKUPHBIX KUCJIOT — O-TUAPOKCUKUCIOT. OKCHIA3bl CO CMEIIAHHBIMU (DYHKIMAMHU TUAPOKCUIUPYIOT
Cy 1 Cyy KUCITOTHI ¢ 00pa30BaHNEM JIMTHOLIEPHHOBOW U IepeOpPOHOBON KHCIIOT, OOHAPYKUBAEMBIX TOIHKO B
JUIHNIaX MO3ra.

Obpazoeanue 080IIHBIX c8A3€H 6 PAOUKANAX HCUPHBIX KUCI0m. BKIIOYeHWE TBOMHBIX CBS3EH B
panuKanbl XUPHBIX KUCIIOT Ha3bIBACTCS Oecamypayueil.

OCHOBHBIE KHPHBIC KHCIOTBI, 00pa3ylomyecss B OpraHu3Me 4YeJOoBeKa B pe3yibTare JecaTypaluu
(puc. 115), — manemutoonennosas (C16:1A9) u onennoras (C18:1A9).

OOpazoBaHue NBOMHBIX CBsI3ed B paguKaiax XHUPHBIX KHCIOT NpoHcXomuT B OP B peakmusax c
ydacTueM MoJieKysipHoro kuciopoaa, NADH u nuroxpoma bs.

@®epMeHTHl JAecaTypa3bl JKUPHBIX KHCJIOT, HMEIOUIMECs B OpraHu3Me uYelloBeKa, HE MOIyT
00pa30BBIBaTh IBOMHBIC CBSI3M B PaJMKaiax >KUPHBIX KUCIOT AUCTAJIBHOTO JIEBATOrO aroMma yriepoaa, T.e.
MEXIY AEBITHIM U METHIBHBIM aToMaMu yriepoja. I1o3Tomy >KHpHBIE KHCIOTBI ceMeWcTBa ®-3 U -6 He
CHUHTE3UPYIOTCS B OpraHU3Me, SIBISIIOTCS HE3aMCHUMBIMHU U 0053aTeNIbHO JTOJDKHBI TIOCTYNATh C MUILEH, Tak
KaK BBITOJIHSIOT Ba)KHBIC PErYIATOPHBIE (DYHKIIHU.

Jis 06pa3oBaHus JBOWHO CBS3H B paiiKalie >KUPHON KUCIOTHI TPEOYETCs MOJEKYISIPHBIA KHCIOPO/I,
NADH, nuroxpom bs u FAD-3aBucuMas peaykrasa mutoxpoma bs. ATOMBI BOJOPOJIA, OTINCIUISIEMBIC OT
HACBIIEHHON KUCIOTHI, BBIAENAIOTCA B BHJIE BOJbl. OJUH aTOM MOJIEKYJISIPHOTO KHUCIOpOJa BKIIOYAETCs B
MOJIEKYJIy BOJABI, & IPYroil Takke BOCCTAHABIMBACTCS OO BOIBI ¢ ydacTheM 31eKTpoHOB NADH, koropsie
nepenatorcs uepe3 FADH, u nutoxpom bs.

OWKO3aHOUIBI — OWOJIOTWUYECKH AKTHBHBIE BEIECTBA, CHHTE3UPYyEMble OOJIBIIMHCTBOM KJIIETOK W3
MTOJIMEHOBBIX KUPHBIX KUCIOT, conepkammx 20 yriepoaHbIX aTOMOB (CI0BO "3iiko3a" 1Mo rpeyecKu O3HaYaeT
20).
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Puc. 114. Y nnunenue maabMAUTHHOBOM KHUCIOTHI
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aunn-KoA

Puc. 115. O6pazoBaHre HEHACHIIEHHBIX KUPHBIX KUCIOT

Bonpocuwi 0na camokonmpona:
1. Yro takoe nunuabel? Ha kakue Tpymisl, ¥ M0 KaKUM IIPU3HAKAM JIENATCS JTUIHIBI?
. JaiiTe XapakTepUCTUKY IPOCTHIM JINIIHIAM, IPUBEANUTE UX IPUMEPHIL.
. JlaliTe XapaKTepUCTUKY CIIOKHBIM JTUIHUAAM, IPUBEIUTE UX IPUMEPHI.
. Hamummre ypaBHeHNE THAPOIMTUYECKOTO pacTiaga KUPOB, BOCKOB U CTEPHIOB.
. N300pa3ute cxemy P-okucineHuss MUPUCTHHOBOMH (C14) KUCIIOTHIL.
. IIpuBenuTe ypaBHEHHUs HallbHEHIIEro MpeBpamieHus aneTmi-KoA, KOHEYHOro MPOAYKTa [3-OKUCIICHUS
XKHUPHBIX KHCJIOT.
7. KakuM TipeBpalieHUsIM  TMOABEPralOTCsl T[NIHLEPWUH, BBICIIHE M IOJWIHUKINYECKUE  CITHPTEHI,
o0pazoBaBIIuecs IPU THAPOIN3E JTUMUAOB?
8. Hamummmte Bce ypaBHEHHS Nporiecca OMOCHHTE3a KUPHBIX KUCIIOT.
9. Kak npoucxoauT OHOCHHTE3 TPUTIUIICPUIOB U BOCKOB?
10.KakoBbI HCTOYHUKM OMOCHHTE3a TOMULIUKINIECKUX CIIUPTOB?
11.IlpuBemute Tyt pacmana u OwocuHTE3 (ocdaTumoB, cxemy pacmaga (ochomunumos (pocdarua-
JIEIUTHHA).
12 . Kak mpoucxonsT npeBpalieHust XoauHa?
13.Cxema Guocunresa gocdarunos. Pons nurnanamonodocdara.
14.KaxoBa poJib TMNHJI0B B GOPMUPOBAHHUHN KIIETOYHBIX MEMOpaH?
15.ITokaxxuTe B3aUMOCBSI3b OOMEHA JIMITH/IOB U YTJICBOJIOB.

OOk, WwWDN

3aoauu 011 camocmoamenbHoil padomol:
1. Hanumure ypaBHEHHWE peaklWd CTYNEHYaToro (EpPMEHTATUBHOTO THAPOIH3a TPUTIHIIEPHIIOB:
MaJIbMHUTOIHOJIENHA, OJICOINIAYPHHA, TPUOJICHHA.
2. Bpicime JKUpHBIE KHCIIOTBI Pa3pyIIAlOTCs MPEUMYIIECTBEHHO myTeM [-okucieHus. OcyiiecTBuTe
CTYNEeHYaThlld (hepMEHTATHUBHBIN pachaj TMalbMUTOICHHOBOW KHCIOTHl YKa3aHHBIM TyTeM. HazoBute
MIPOMEKYTOUYHBIE TPOAYKTHI U (DEPMEHTHI, YCKOPSIOLINE IPOLIECC.
3. JluHoneBas KHCIOTa paspyliaeTcsd myreM B-okucieHus. Hamummre ypaBHEHUs! peakUuil CTYIEHYaToro
(hepMEHTaTUBHOTO pacIaja JIMHOJIEBOW KUCIIOTHI.
4. HS-KoA HeoOXoauM Jijisi aKTHBUPOBAHHS BBICIITHX JKUPHBIX KUCIOT. YKaXHUTE MYTH €r0 BHICBOOOKICHUS
B OpraHM3Me KUBOTHBIX M HAIIUIINTE COOTBETCTBYIOIINE YPAaBHEHUS pEaKUil.
5. B OuocuHTE3€e NMaJbMUTHHOBOW KHCIIOTHI OJHOW M3 MPOMEXYTOUHBIX CTaJWil SBISETCS NpEBpallCHHUE:
karmpoHunn - S KoA — xkanpun - SKoA. Hanummwmre ypaBHeHHsT peaknmidi W ykaxute (QepMeHTHI,
YCKOPAIOIIUE 3TH PEAKIIUN
6. ®ocharuaHeiM myTeM ocyliecTBUTEe OmocuHTe3 KonamuHpochaTuaa. HanummTe nmoiaHble XUMHYECKHE
YpaBHEHUSI U YKAKHUTE (PEPMEHTHI, YCKOPSIOIINE PEaKIIHH.
7. Tlytem peakumii TpaHcamwinpoBanus riuiepodocdara oCymiecTBUTE CHHTE3 TPHUINIMIEPUIA O,0-
JM0JIe0-B-naTbMUTHHA.
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8. MoOHOIIHMIEepHIHBIM ~ [yTeM OCYIIECTBUTE OHOCHHTE3  0O,0-ANHaIbMUTO-B-cTeapuHa. OTMeTbTe
MPEUMYILECTBO YKa3aHHOTO ThIa OMocHHTEe3a OT (ochaTuaHOro.

9. OcymectBute OnocuHTe3 cepuHpochaTiaa. Hamumure monHble ypaBHEHUS pPEaKUU M YKKUTE
(hepMeHTBI, YyCKOPSIOLINE 3TH PEaKIHH.

10. Hammmmre ypaBHEHHS THAPOJIM3a MAJIBMHUTOAPTOCTEPHIA M CTEAPOCHTOCTEPHIA; MalTe Ha3BaHUS
(dbepMeHTaM, YCKOPSIOLIME PeakiuH. YKaXHUTEe B KAaKUX OPraHM3Max BO3MOXHO IIPUCYTCTBHE IaHHBIX
CTEPHIIOB.

11. OcymiecTBUTe OMOCHHTE3 MEBAIOHOBOW KHCIOTHI n3 anetmwi-S-KoA. Tlokaxkute poilb MEBATOHOBOU
KHCJIOTHI B OMOCHHTE3€ CTEPUAOB.

12. B OuocuHTe3e CTEapUHOBOM KHCIOTBHI OAHOM M3 MPOMEKYTOUYHBIX CTaJUi SIBISIETCS MpeBpalleHHE:
kanpui-S-KoA— xanpuaun-S-KoA. Hanummre ypaBHEHHS peakuuid U YKaKHUTE (EPMEHTHI, YCKOPSIOUINE
3TH IPOLECCHI.

13. LepoTnHOBasE KHCIOTa BXOJUT B COCTaB KapHAyOCKOTO BOCKA. 3aBEpLIAIOLINM STaoM ee OMOCHHTE3a
saBsieTcss mpespameHue: JurHouepuwi-S-KoA— uneporun-S-KoA. Hamummre ypaBHeHust peakuuii u
YKXUTE (DEPMEHTHI, YCKOPSAIOLINE ITU PEaKLHH.

14.3aroMHNTE peaknuu -OKUCICHUS KUPHBIX KUCIOT—OIHOTO M3 IEHTPATBHBIX METaOOINYeCKNX MyTeH,
oOecreynBalONX  KIETKH dSHeprued. Hammmmre peakuuto, karamusupyemyro FAD-3aBucumoii
JIEeTUAPOTeHa30M. YkaxuTe KodaQPuueHT GpochopuaInpoBaHus U STON peaKInu.

15.Paccuunraiite Bboixog ATP mpu okucneHWHm cTeaprHOBOW KHCIOTHI, cpaBHHTE ¢ BbixomoM ATP mpu
OKHCJICHUU JIMHOJIEBOW KUCIIOTHI.

16.HanumuTe peakuuio, KaTalIU3UPYyEMYH PETYISITOPHBIM (EPMEHTOM [-OKHCICHHUSI >KUPHBIX KHCIOT.
VYKaxuTe JTOKaIU3aluIo 3Toro pepmenTa B kietke. Kak H3MeHUTCS! aKTUBHOCTB 3TOTO (DEPMEHTA B [ICUEHU B
YCJIOBUSIX, KOT/Ia B KPOBH KOHIEHTPALUS TIIIOKO3bI paBHA 6,9 MMOJB/I M aKTUBHPYETCS CHHTE3 JKUPHBIX
KHCTIOT?

17.B B-oKHCICHUHU >KUPHBIX KHCJIOT YYacTBYIOT HECKOJNbKO THIOB anmi-KoA-germaporenas: Ha mepBoM
aTare paboTaer GepMeHT, NEerHIPUPYIOMINH KUPHBIE KUCIOTHI C OONBINON ATUHON yriiepoaHo renn (ot Cig
no Cjp), mociae TOro Kak JKUPHBIE KHUCIOTHI ykopauuBawotcs a0 Cip, HaumHaer pabortaTh Ipyras
JETUAPOTreHasa, KOTopasi JETHAPUPYET KUPHBIE KUCIOTHI co cpemnei mmmHou 1enu (ot Cpp mo Cg). D10
HE00XO0MMO 3HaTh, T.K. OJJHO M3 HauOoJee pacpOCTPAHEHHBIX TeHETHIECKUX 3a00JIeBaHU (TETEepO3UTOTHI
1:40)—nedekr ¢epmeHTa IErHAPOreHas3bl XHUPHBIX KUCIOT CO CpelHeil uIMHOW menu. Yactora Takux
6onbHBIX cocTaBisier 1:15000. Hedekt qanHoro ¢hepMeHTa HapymaeT B-OKUCIECHHE KUPHBIX KHCIOT, U 3TOT
BaXHEHIINI MyTh, 0OECIICUNBAIONINN KIETKH dHEPTHUeH, HOpMaabHO He (yHKIHOHUpYeT. [louemy y Takmx
OOJIBHBIX B IEPUOJ] MEX Iy IPUEMaMH MHIIH Pa3BUBAETCS THIIOTJIMKEMUS U THIIOKETOHEMHS?

18.Kakue mONOKEHUS] MPAaBUIbHBI JJISI CUTYallMd, KOTJa YBEJIMYUBACTCS CHHTE3 KETOHOBBIX Tel MpH
TOJI0JaHUMN?

19. Kakue mOJOXKEHUS NPaBWIbHBI UL CHUTyalldd, KOTJIa B KJIETKax IEYEHHM YBEIWYMBACTCS CHHTE3
KETOHOBBIX Tesn?
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