5. KATABOJIM3M YIJVIEBOIOB,
JIMIIUAOB U BEJIKOB

Metabonu3m npeacTaBiasieT co00H COBOKYMHOCTh MPOIECCOB, B KOTOPOU
peakuuu, MOTPeOIIoIUe SHEPrUI0 U3 BHEIIHEW cpelbl (IHIIPrOHUYECKHUE),
CONPATAIOTCA C DJHEProJalolUMU  (PK3IPrOHMYECKUMH) pPEAKIUSMHU, YTO
MO3BOJISIET KUBBIM CYIIECTBAM OKa3blBaTh IOCTOSIHHOE COIPOTHUBIICHHE
HapacTaHUIO SHTpoNHH. VCTOYHMKOM »SHEPruM CIyXaT peakluH, B XOJe
KOTOpPbIX  COEIMHEHMs, COJEp)Kallue aTOMbl  yrjepojla B  BBICOKO
BOCCTAaHOBJICHHOM COCTOSIHMM, TOJBEPraloTCs OKUCJIEHHUIO, a CIelUaJbHbIe
JbIXaTeNIbHbIE  MEPEHOCYMKH  MPHUCOCIUHAIOT MPOTOHBI U DJIEKTPOHBI
(BOocCcTaHABIMBAIOTCA) U B TaKOM BHUJAE TPAHCHOPTUPYIOT aTOMBI BOAOpOJA K
JbIXaTEeIbHOU LIETIH.

DOHepreTuuecKkre MpeBpalieHus] B KUBOM KIIETKE MOAPA3ACISIOT Ha JIBE
IpYNIbl: JIOKAJIU30BaHHbIE B MEMOpaHaxX W NPOTEKAIOUIME B IIUTOIIA3ME.
B kaxaom ciydae [Uisl «OIJIaThD» IHEPreTUUYECKUX 3aTPaT UCIOJIb3YETCsI CBOS
«BamIOTa»: B MeMOpaHe 3To rpagueHT Konuentparmuu (ApH™ mm ApNa'), a B
nutomazme — AT®, kpeatundocdaTt u Apyrue MakKpoIPrudecKue COeTUHEHHUS.
HenocpencrtBenHbIM UCTOUHUKOM AT® SBISAIOTCS NMPOLECChl CyOCTpaTHOro M
okucnurenbHoro ¢ocdopunuponanus. Ilpoueccel cybcTpatHoro docdopu-
JUPOBaHUS HAOJNIOAAIOTCS MpU TJIMKONM3€ M HAa OAHOW M3 CTaaud ILMKIa
TPUKApOOHOBBIX KUCHOT (peakuusi cykuuHui-KoA — cykununar). ['enepanus
ApH" u ApNa’, ucrmonb3yeMblX s OKHCIUTENIBHOTO (hochOpHINPOBAHNS,
OCYIIECTBIISIETCSI B TPOILIECCE TPAHCIOPTa 3JIEKTPOHOB B JbIXaTENIbHOW LENU
HHEPrOCOMNPATAIOLUIUX MEMOPaH.

DOHeprusi pa3HOCTH TMOTEHIMAJIOB HA COMPATaloIUX MeMOpaHax MOXKET
oOpatumo mpeBpamarbest B 3Hepruto AT®D. DTu nporecchl KaTaau3upyroTcs
H'-AT®-cunTasoii B MeMOpaHax, TeHepUPYIOIUX TIPOTOHHBINA TTOTEHIUAIN, UITH
Na'-AT®-cunrazoit  (Na'-ATdaszoit) B «HAaTPUEBBIX  MeMOpaHax»
anKano(pUIbHBIX OakTepui, MOJIJIEP>KUBAIOLIIUX AuNa', bynyun
MaKpO3PrU4eCKUM COCIMHEHHEM, ATO BBITIOJIHAET byHKUIMIO
aKKyMYJIMpPOBaHUS  OMOJIOTMYECKOW  HHEPrMM W €€  IOCIEeAYIOUIEro
WCIIOJIb30BaHUS JUIsl BBIMOJHEHUS KJIETOYHBIX (PYHKIUH. «Makpo3prudyHOCTh
AT® o00bscHAETCS PsSAOM OCOOCHHOCTEM €ro MOJIEKYJIbl. DTO B TEPBYIO
ouepe/lb BBICOKAs IUIOTHOCTh 3apsiioB, CKOHUEHTPUPOBAHHAS B «XBOCTE»
MOJIEKYJIbI, 00ecreynBarolas JIETKOCTh TUCCOLMAlMU TePMUHAIBHOTO QocdaTa
npy BOAHOM ruaponusze. [IpoayKThl 3TOro ruapoiu3a MpeACTaBISIOT co0oit
AJ1® u Heopranuueckuit pocdat u ganee — AMD u Heopranuueckuii pocdar.
Or1o obecrnedynBaeT BBICOKYIO BEJIMYHMHY CBOOOJAHOW HHEPruu TUAPOIU3aA
tepmuHanbHoro gocdara ATD B BogHOI cpene.

5.1. TkaneBoe IbIXaHHE U OHOJIOTHYECKOE OKHUCJICHHE



Pacnmag opraHmyeckux COCIMHEHUH B JKMBBIX TKaHAX, COIMPOBOXKA-
IOMUICS TOTPeOJCHUEeM MOJIEKYJISIPHOTO KHUCIOpOJa U TIPUBOASIIMN K
BBIJICJICHUIO YTJIEKHUCIIOrO Ta3a M BOALI M 00pPa30BaHUIO OUOJOTUYECKUX BUJIOB
DHEPI'HH, Ha3bIBACTCSI TKAHEBBIM JIbIXaHHWEM. Ero mpenctaBisitoT Kak KOHCUHBIH
ATall MyTH MPEeBpaIleHU MOHOCAaXapoB (B OCHOBHOM TJIFOKO3bl) O YKa3aHHBIX
KOHEUHBIX IMPOJYKTOB, B KOTOPBIM Ha Pa3HBIX CTAUSAX BKIIOYAIOTCS JPyTHE
caxapa M WX TMPOW3BOJHBIC, a TaKXKe MPOMEXKYTOYHBIE MPOJIYKTHI pacliaja
JUTA0B (CKUPHBIC KHUCIOTHI), OCNKOB (aMUHOKUCIOTHI) W HYKJICHHOBBIX
OCHOBaHMH.

BrnepBoie cymHocTh nbixanus oObsicHun A.JL JlaByaswse (1743—1794),
oOpaTUBIIMI BHUMAHHUE Ha CXOJICTBO MEXJy TOPECHUEM OPTraHUYECKUX BEIICCTB
BHE OpraHu3Ma M JbIXaHHEM >KUBOTHBIX. [lOCTENIEHHO CTaHOBWIJIMCH SICHBIMU
MPUHIUIHAIBHBIC PA3IUYUS MEXKAY dTUMHU JIBYMS NpPOIIECCaMU: B OPTraHHU3ME
OKHCJIEHHUE TIPOTEKAET MPHU OTHOCUTEIPHO HU3KOU TEMIIEpaType B MPUCYTCTBUU
BOJIbI, & €r0 CKOPOCTh PETyIUpyeTcss OOMEHOM BellecTB. B HacTosimee Bpems
OMOJIOTMYECKOE OKHCIICHHE ONpEeAeISIETCS KaK COBOKYIHOCTb — peaKIui
OKHCJIEHUSI CYOCTpaTOB B KHUBBIX KJETKaX, OCHOBHAs (DYHKIMS KOTOPBIX —
HEpreTHIecKoe obecreyeHne MeTadboanu3ma.

[ToTpebyienre Kuciaopoaa TKaHSIMH 3aBUCUT OT MHTEHCUBHOCTH PEAKIIUM
TKaHEBOrO0  JbixaHus. HauOompielt  CKOPOCTBIO  TKAHEBOTO  JIBIXAHUS
XapaKTEePU3YIOTCS TMOYKH, MO3T, TEYeHb, HAMMEHBIIECH — KOXKa, MBIIICUHAs
TkaHb (B 1mokoe). Hmkecnenyriiee ypaBHEHHE ONUCHIBACT CyMMAapHBIi
pe3yiabTaT MHOTOCTYIEHYATOro0 TMpollecca, MPUBOIAIIETO K 0O0pa3oBaHUIO
MOJIOYHOM KHMCJIOTHI M ITPOTEKAIOIIETO O€3 yJacTus KUCIopoa:

C6H1206 — 2C3H603 + 65 KI[)K/MOJIB. (1 1)

Hcnonb3oBanue KuCIopoAa KIETKAMU OTKPBIBAET BO3MOXKHOCTU IS
0oJiee TOJHOTO OKHUCJIEHUs cyOcTpaToB. B a’spoOHBIX YCIOBHSX NPOAYKTHI
OECKUCIOPOIHOIO OKUCIICHHS CTAHOBSITCS CyOCTpaTaMy IUKJIA TPUKAPOOHOBBIX
KHCIIOT, B XOJE€ KOTOpPOro O0Opa3yloTCsi BOCCTAHOBJIEHHBIE JbIXaTEJIbHbIC
NepPeHOCYMKH HUKOTUHaMuJ nunykieotun dochar (HAJADPH), nuxotunamuz
munykneotuns (HAJAH) u  ¢naBunoBbie KodepMeHTH — (hJIaBUHAJIECHUH
munykneotun (PA) wu  duaBuamononykieorun (OPMH)  (puc. 22).
Cnoco6uocts HAJI" u HAJI®" urpats pons MpoMexyTOYHOrO IEpEeHOCYHKA
BOJIOPO/Ia CBA3aHA C HAJIMYUEM B UX CTPYKTypE aMuJa HUKOTUHOBOU KHCIIOTHI.
[Ipu B3auMoAEMCTBUU 3TUX KO(PAKTOPOB C aTOMamMu BOJOpPOAA UMEET MECTO
oOpatumoe rugpupoBanue (puc. 23).
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Puc. 23. BoccraHoBNeHHE AbIXaTEIbHBIX CYOCTPaTOB
[pu »>tom B monexyny HAJI" (HAJI®') BkmouaroTcs 2 37IeKTpoHA U
1 mportoH, a 2-i mpoToH ocTtaercs B cpeae. Bo (uaBuHOBBIX KodepmeHTax
(PAd wmm OMH), akTUBHOM YacTbl0 MOJIEKYJT KOTOpPBIX  SIBIIsIETCSA
M30AJJIOKCa3UHOBOE KOJIBIIO, B pE3yJIbTaTe€ BOCCTAHOBJICHMS 4Yalle BCETO



HAOJIFOMAeTCsl TPUCOCIUHCHUE 2 TPOTOHOB M 2 DJICKTPOHOB OJTHOBPEMEHHO
(puc. 24).
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Puc. 24. BoccranoBnenue ¢piaBUHOBBIX KO(DEpMEHTOB

BoccranoBinennsie  GopMbl 3TUX KO(MAKTOPOB CIOCOOHBI TpPaHCIIOP-
TUPOBATh BOJOPOJ U AJIEKTPOHBI K JAbIXaTEIbHON e MUTOXOHAPUM MIIM MHBIX
HHEPrOCONPATAIOIINX MEMOPaH.

B knerkax syKkapuoT JbIXaTelibHasl IeNb Pacrojio)keHa BO BHYTpPEHHEU
MeMOpaHe MUTOXOHJIPUH, Yy HABIIIANUX OaKTepHil — B IUTOIIA3MaTHYECKOM
MeMOpaHe U CIIeMAIM3UPOBAHHBIX CTPYKTYpax — ME€30COMax, UK THIAKOUIAX.
MonsipHble COOTHOIIICHHS KOMIIOHCHTOB JIBIXaTEJILHOW 1€MW  SIBJISIOTCS
MMOCTOSTHHBIMH, €€ KOMIIOHEHTHI BCTPOEHBI B MUTOXOHIPHAIBHYIO MEMOpaHy B
Bujsie 4 6enkoBo-munuaHbiX koMiuiekcoB: HAJIH-KoQH,-peaykrasza (koMIuiekc
I), cykumnat-KoQ-penykraza (xomriuiekc II), KoQH,-mutoxpom c-pemykrasa
(xomrnekc I11) u muToxpom a-niuroxpomokcuaasa (komrieke IV) (puc. 25).

Ecaum cyOctparoM OKHCIIEHHS CIIy)KaT O-KETOKHUCIOTBI, B TEPEHOCE
snextpoHoB Ha HAJ]' y4YacTBYIOT JHMIOATCOAEpIKAIME IETHAPOTEHa3bl.
B cnydae okucieHust mpoJjiiHa, TiiyTaMmara, U30IuTpaTa U Jpyrux cyocTparoB
IepeHoc  SIEKTPOHOB  TNIPOMCXOMMT  HEMocpeacTBeHHo  Ha  HAJT.
BoccranoBnennsii HAJ[ B apixatenbHoM 1ienu  okucisiercss  HAJIH-
JeruAporeHa3ou, conepxaiiei kenezocepubiii 6enox (FeS) u ®MH u nmpouno
CBSI3aHHOM C JIBIXATEJIILHOM LIEIBIO.

KoQ (yOuxuHOH), HEOOXOIUMBIM KOMIIOHEHT JbIXaTeJIHHOW IIETH,
SBJISIETCS. TMPOU3BOJAHBIM OCH30XMHOHA ¢ OOKOBOM II€MblO, KOTOpas y
MJIEKOIMTAIONIMX Yallle BCEero npejcrarieHa 10 u30npeHOUIHBIMU €IMHUTIAMH.
Kak mro6oit xuHoH, KoQ cmocobeH HaXOAUTHCS M B BOCCTAaHOBJICHHOM, U B
OKHUCJICHHOM COCTOSIHUM. JTO CBOMCTBO ONPEAEISAET €ro pojb B AbIXATEIbHOU
IEMU — CIYXUTh KOJUIEKTOPOM BOCCTaHOBUTEIBHBIX SKBHUBAJICHTOB, IMOCTaB-
JSeMBIX B JIBIXaTEJbHYIO Il 4Yepe3 (JIaBUHOBBIC JIETUIPOTCHA3HI.
ConeprxaHue ero 3HaYuTEIbHO MPEBOCXOAUT COJICPKAHUE APYTUX KOMIIOHEHTOB
JIBIXaTeTbHOU LIETIH.
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Puc. 25. PacnonosxeHrne KOMIIOHECHTOB AbIXaTSJILHOM LICH

JIOTIONMHUTENbHBIM ~ YYaCTHUKOM  JbIXaT€IbHOM  LEeNmu  SBIsSIeTCS
KenezocepHblii  Oenok  FeS  (HeremoBoe xkene3o). OH  yuyacTBYyeT B

OKHUCIIUTEIbHO-BOCCTAHOBUTEIILHOM mporecce, IIPOTEKAIOIIEM o
OIHORJIEKTPOHHOMY TuIy. llepBbiii ydacTok Jokanu3auuu FeS HaxoauTcs
Mexay ®MH u KoQ, Bropoit — wMexay unuroxpomamu b u c;. IT0

COOTBETCTBYET TOMY (hakTy, uTo co craguu ®MH myTh NIPOTOHOB U AIEKTPOHOB
pasnenseTcs: TepBble HAKAIIMBAIOTCS B MHUTOXOHAPHAIBLHOM MAaTpUKCE, a
BTOPBIC UAYT Ha ruapodoOHbIe TepeHocunku — KoQ u mUTOXPOMBL.
[{uToXpoMBl B ABIXaTEIbHOW IIEMH BBICTPOCHBI B TMOPSIAKE BO3pacCTaHUS
OKHUCJIMTENbHO-BOCCTAHOBUTENIBHOTO MoTeHIHana. OHM MPeACTaBIAIOT OO0
T€MOIPOTEUHBI, B KOTOPBIX MPOCTETUYECKAsI TEMUHOBas rpymnmna OJM3Ka K remMy
remoryioouna (y muroxpoma b uaentruHa). MoHbI jkenne3a B cocTaBe reMa mnpu
MOJIYYEHUU U OTJa4ye JIEKTPOHOB 0OPATUMO U3MEHSIIOT CBOIO BaJIEHTHOCTb.

5.2. OxucanrtenbHoe pochopuinpoBaHue
U AbIXaTeJbHbIH KOHTPOJIb

@yHKIHS ABIXaTEIbHOM LIENW — YTWIM3ALMs BOCCTAHOBJICHHBIX [bIXa-
TEJIbHBIX TEPEHOCYUKOB, OOpa3yIOUIUMXCs B peaKkIusiX MeTadoIMuecKoro
OKHUCJIEHHsI cyOCTpaToB (IJIaBHBIM 00pa3oM B LIMKJIE TPUKAPOOHOBBIX KHUCIOT).
Kaxnas  okucinuTenbHass peakuuss B COOTBETCTBMM € BEJIMYHMHOM
BBICBOOOXKIa€MOM PHEPIUU «OOCITY>KHUBAETCS» JIbIXaTE€IbHBIM MEPEHOCUUKOM:
HAQ®, HAJA wmm @DAJ[. CoOOTBETCTBEHHO CBOMM  OKHMCJIHUTEIBHO-
BOCCTaHOBUTEJILHBIM MOTEHIIMATaM 3TH CO€IMHEHUS B BOCCTAHOBIIEHHOH (hopme
MOJKJIIOYAIOTCS K JAbIXaTeslbHOW uenu (cMm. puc. 25). B Hell mpoucxoaut
OUCKpUMHUHALKA TPOTOHOB M DJJIEKTPOHOB: B TO BpeMs KaK IPOTOHBI



nepeHocsarcs yepe3 MeMOpany, coznaBasi ApH, 31eKTpoHBI IBMXKYTCS MO LIETH
MEPEHOCYUKOB OT YOMXMHOJA K IIMTOXPOMOKCHJIa3e, TE€HEpUpysd pa3HOCTh
ANEKTPUUECKUX TMOTEHIMANOoB, HeoOxoaumyro nnsi  oOpazoBanus AT
nporoHHOM AT®-cunrtazoil. Takum 00pa3oM, TKAHEBOE JIbIXAaHUE «3aPSKACT»
MUTOXOHAPUATIbHYI0O MeMOpaHy, a OKHCIUTeIbHOEe (PocPopuInpoBaHme
«paspsiKaeT» ee.

CornmacHO XEMHOCMOTHYECKOM KOHLEINLMWHU, JBWKEHUE JJIEKTPOHOB 10
JBIXaTEJIbHOM LIENN SIBSIETCSI HICTOYHUKOM DHEPIHUM JUIsl TPAHCIOKALMU MPOTOHOB
yepe3 MUTOXOHApPUAIbHYI0 MeMmOpaHy. Bo3HuKaiomiass npu 3TOM  Pa3sHOCTh
MEKTPOXUMUYECKUX ToTeHmanos (AuH") npusoaut B neiictue AT®-cunTasy,
Kataam3upymoiyto peakiuio dochopunupoBanus AJD. B neixarensHON 1enu
€CThb TOJBKO 3 YyYacTKa, IJI€ IMEPEHOC 3JIEKTPOHOB COMPSIKEH C HAKOIUICHUEM
SHEPruu, J0CTaTOUHbIM JUIst 0OpazoBanust AT®. Ha npyrux srtanax Bo3HUKaromias
pa3HOCTh MOTEHUMAIOB JUIsI 3TOrO Ipollecca HEAOCTaTO4Ha. MaKchMallbHas
BeNMYMHA Kodpduipenta GpochopuarupoBaHus, TaKUM 00pa3oM, COCTABIISIET 3,
€cli peakius okucieHus uaer ¢ yuactuem HAJL, u 2, ecau okucienue cyOcTpata
MpOTEKaeT yepe3 (PJIaBUHOBBIE IETUPOTE€HARbI.

Omna w3 3agad  CcBOOOJHOTO  (HECONPSDKEHHOIO)  OKUCIEHUS —
MpeBpallleHue MPUPOJHBIX WIH HEMPUPOAHBIX CYOCTPAaTOB, Ha3bIBAEMBIX B 3TOM
clly4yae KCEHOOMOTHMKaMHM (KCEHO — HECOBMECTHUMBIN, Ouoc — »xwu3Hb). OHO
ocyliecTBisieTcs: (epMEeHTaMH  JUOKCUT€Ha3aMHM W  MOHOOKCUT€Ha3aMHU.
OkucCleHHE TPOTEKAET MPU YYACTHUU CHENUATU3HPOBAHHBIX LUTOXPOMOB,
JIOKaJM30BaHHbIX yaile Bcero B JIIP, mo3ToMy MHOrJa 3TOT MPOLIECC HA3bIBAIOT
MUKPOCOMAJIbHBIM ~ OKUCJIEHWEeM. B peaknusx cBOOOAHOrO  OKHUCICHHUS
YYacTBYIOT TaK)K€ KHCJIOPOJ M BOCCTAHOBJIEHHBIE JBIXaTEIbHBIE MEPEHOCUUKH
(vame Bcero HAJI®H). Axuentopom 3J€KTPOHOB SIBISETCS LUTOXPOM Pysg
(uHOTH@ 1IMITOXpOM bs). B mporiecce CBOOOAHOTO OKUCICHHS BCIICICTBUE
0COOEHHOCTEW HCHOJb3yEeMbIX IIeNell mepeAauyud 3JEKTPOHOB HE MPOUCXOJIUT
oOpa3zoBanus AT®; Ouonorumyeckas poyib 3THX MPOIECCOB 3aAKIIOYACTCS B
MeTaboM3Me psla MPUPOIHBIX U KCEHOOMOTUYECKUX CyOCTpaTOB.

5.3. Karadonu3m yriesoaoB

Metabonu3zm (0OMEH) YIJIEBOJOB B OpraHM3Me YeEJIOBEKa COCTOUT B
OCHOBHOM U3 CIICAYOIINX MPOIIECCOB:

1. PacmierieHre B MHIIEBAPUTEIBHOM TPAKTE MOCTYIMAIOIIMX C IHUIICH
MOJINCAaxapuJaoB H  JHCaXapuaoB JO  MOHOcaxapuaoB. BcacwiBaHme
MOHOCaXapHJI0B U3 KUIIICYHHUKA B KPOBb.

Pacmierienne kpaxmana (M TIIMKOT€HA) HAYMHACTCS B MOJIOCTH pTa IO
JCHCTBUEM aMWJIa3bl COIOHBL. VI3BeCTHBI TpWU BHJA aMHiia3, KOTOpPBIC
pa3IUYarOTCAd TJABHBIM 00pa3oM IO KOHEYHBIM MPOAYKTaM HX (epMeH-
TATUBHOTO JCHCTBUSA: O-aMHWiIa3a, f-aMuiasa u y-amuiasza. [lepBast pacmierisieT



B TOJIMcaxapuaax BHYTpeHHHE o-1,4-CBSI3M, MOATOMY €€ WMHOTJa Ha3bIBAIOT
sHJ0aMuIa30i. Mosekysa o-amMuia3bl COACPKHUT B CBOMX aKTHBHBIX IIEHTpax
nonbl Ca™’, HeoOXoaMMBIE [UTs1 (hepMEHTATHBHOM aKTHBHOCTH. 1101 AeficTBHEM
B-ammia3bl OT Kpaxmaja OTHICTUISIETCS Jucaxapuj MaibTo3a, T.e. [-ammiaza
SBJISIETCSL 9K30aMmI1a30il. TpeThs amuiasza, T.€. y-amuiasa, OTHISIIISeT OJUH 3a
JIPYTUM TIIOKO3HBIE OCTATKU OT KOHIIA TOJIMTIIMKO3UIHOM 11enouku. Paznuyaior
KHUCJIbIE M HEUTpaJbHbIE Y-aMHJIa3bl B 3aBUCUMOCTH OT TOT'O, B Kakoil obJyacTu
pH oHUM TIPOSIBISAIOT MAaKCUMaIbHYIO aKTUBHOCTb.

Haubonee BakHas ¢aza pacmnama kpaxMana (M TJIMKOT€HA) MPOTEKAEeT B
JIBEHAIIIATUNIEPCTHON KHUIIIKE TOJA JEWCTBUEM O-aMUJIa3bl TMOJKETYA0UYHOTO
coka. 3nech pH Bo3pacTtaeT mpuOJIU3UTENIBHO 10 HEUTPAIbHBIX 3HAUCHUH, MPU
ATUX YCJIOBHUSIX O-aMWiIa3a TaHKPEaTH4eCKOro coka oO0JjiagaeT IMOoYTH
MaKCUMAaJIbHOW AaKTUBHOCTBIO. OJTOT (EPMEHT 3aBeplIacT IMpeBpalleHHE
KpaxMmalia ¥ TJIMKOT€Ha B MaJIbTO3Y, HauaToe aMi1a3oi citonbl. HamoMuanm, 4to
B MOJICKYJIaX aMUJIOTIEKTMHA U TJIMKOT€HA B TOUKAX BETBJICHUS CYIIECTBYIOT
takke o1 —6)-TTUKO3UIHBIE CBSI3U. DTH CBSI3M B KUIIEUHUKE THUIPOJIU3YIOTCS
ocoObIMU (pepMeHTaMU: amMujIo-1,6-TI0K031aa30H U OJIUTO-1,6-TIIFOKO3U1a30M
(TepMuHANTBHOM AeKkcTpuHA30i). Takum o00pa3om, pacHieIUICHHE Kpaxmajia U
[VIMKOT€HAa J0 MaJbTO3bl MPOUCXOAUT B KHUIICYHUKE TMOJ JEHUCTBUEM TpeX
(hepMEHTOB: MaHKPEATHUYECKON O-aMujIa3bl, aMUIO-1,6-TIIFOKO3UIa3bl U OJIUTO-
1,6-rimoko3uaasel. OOpasyromiascs MaiabT03a OKa3bIBA€TCS TOJBKO BPEMEHHBIM
MPOAYKTOM, TaK Kak OHa OBICTPO THUIPOJIM3YETCS MOJ BIUSHUEM (pepMeHTa
MaJbTa3bl (O-TJIIOKO3WAAa3bl) Ha 2 MOJIEKYJBl TUIIOKO3BL. JlakTo3a, KoTOpas
COJICP)KUTCSI TOJBKO B MOJIOKE, TOJ JEMCTBHMEM JIaKTa3bl KHUIIEYHOTO COKa
pacuieriseTcs Ha III0KO3Y U TallaKTo3y.

B pesynbrare yrieBoabl MHUINM paclajarlOTCsd Ha COCTABISAIOININE HUX
MOHOCaxapuabl (MPEUMYIIECTBEHHO TIIIOK03Y, PPYKTO3y U TajakTo3y), KOTOPhIC
BCACBIBAIOTCSI KUIIIEYHOM CTEHKOW M 3aTeM TomajalT B KpoBb. bomee 90 %
BCOCABIIIMXCSI MOHOCAaxXapua0B (TJIaBHBIM 00pa30oM TIIFOKO3a) Yepe3 KaIllUJUISPBI
KHUIIIEYHBIX BOPCUHOK IOMAJaeT B KPOBEHOCHYIO CHUCTEMY M C TOKOM KpPOBH
yepe3 BOPOTHYIO BEHY JOCTaBisieTCss B TiedeHb. (OCTalbHOE KOJMYECTBO
MOHOCAXapHJI0B MOCTYMHAET MO JUM(PATHIECKUM IyTSIM B BEHO3HYIO cucTemy. B
MeYEHU 3HAYUTEIbHAS YaCTh BCOCABIIEHCS TIFOKO3bI IPEBPAIAETCs B TJIUKOTEH.

2. CuHTe3 u pacmnaj IVIMKOTeHa B TKaHSX, MPEXK/e BCETO B MEUCHH.

OO6pazoBaBmiasics Ha TEpPBOM  CTaJAuM  TJIOKO3a  TOJABEpraeTcs
dbochopunupoBaHuio Mpu ydacTun (pepMeHTa N'eKCOKHMHA3bl, a B MEUCHH — U
rIoKokuHas3el.  Jlanmee  rimroko30-6-pochar mom  BausHHEM — depMeHTa
dbocdorarokoMyTasbl IEPEXOIUT B IITIOK030-1-pocdar (puc. 26).



CH,OH CH,0OPO3H,; CH,OH

ATD ()
o) \ }% o) o)
OH > NoH ~ = NoH
0) OH I'ekcokunasa 0) OH  ®ochormoko- O OPO3H,
OH OH MyTasa OH
['moko3a I'moko030-6-docdar I'moko30-1-docdar

Puc. 26. IIpoueccel npeBpaiieHus riIKo3bl B TI0K030pocdar

OObpazoBaBmmmiicst TIIIOK030-1-pochar HemocpenCcTBEHHO BOBJICKACTCS B
CUHTE3 TJIMKoreHa (riukorene3). Ha mepBoil cranmuu cuHTE3a TIIIOKO30-1-
docdar BcTynaet Bo B3auMoeiictBue ¢ ypunuarpudpocdarom (Y TD), oOpazys
ypunuaaudocdarriaokosy (YAd-rmoko3a) u nupodocdar. JanHas peaxius
KaTtanu3upyeTcss  (QpepMeHTOM  IUI0K030-1-pochar-ypunununrpancdepasoit
(Y ADPTI -mupodochopunazon):

I'moko3o-1-pocdar + VTD « YV [D-rmoko3a + [Mupodocdar. (12)

Ha BtOpoii crammm oOpa3oBaHWs TJIUKOI'€HA IPOUCXOJHUT TEPEHOC
TJIFOKO3HOTO OCTaTKa, BXOMASIIEro B cocTaB Y D-rimroko3bl, Ha TIIOKO3UIAHYIO
IIeTb TJIMKOTeHA («3aTpaBoyHOe» KoaudecTBo). [Ipu aTom obpazyetcs o-(1—4)-
CBSI3b MEXKIY TEPBBIM aTOMOM YTJIEpoJa J00aBISIEMOTO OCTaTKa TIIFOKO3bI U
4-TUAPOKCHJIBHOM  TPYNIIOM  OcTaTka TJIFOKO3bI  IIEMU. OJTa  peakius
Katanm3upyeTcs: (pepMeHTOM TIHMKOTeHCHHTa3oi. Heobxomumo eme pas
MOTYEPKHYTh, YTO PEAKIUsS, KaTaIu3upyeMasl TJIMKOTEHCHHTA30H, BO3MOJKHA
TOJNBKO TpPH YCJOBHM, YTO TMOJHCaxapuaHas IENb YK€ COIEPKHUT Ooiee
4 octratkoB D-riroko3sl (puc. 27).

CH,OH CH,OH CH,OH

o) o) o)

0] 0] + E—
OH I I OH OH
@) Oo— ll’—O—ll’—O—U @) @) OR
OH OH OH OH OH
Y/®-rioko3a ['mukoreH (n ocTaTKOB)
CH,OH CH,OH CH,OH

0] 0] 0]
—
I'nukoren- OH OH OH + UDP
cuaraza O (0] o) OR
OH OH OH

I'mukoren (nt+1 ocraTtkoB)

Puc. 27. CuHTe3 nonucaxapuIHOW LIENH TJIMKOTeHA



O6pazyromuiics ypununaudocdar (YD) 3arem BHOBb (ocdopu-
nupyercs B YT® 3a cuet AT®, u Bech ITUKII NMpEeBpalleHUH TI1I0K030-1-docdaTa
HauMHaeTcs cHadana. B memom oOpasoBanue o-1,4-TJIFOKO3UIHON BETBU
(«aMHII03HOM» BETBHM) TJIMKOTEHA MOXKHO TIPEJCTaBUTh B BHJIC CICAYIOMICH
cxemsl (puc. 28).

["mroko30-1-pocar

['mroxko30- 1-ocdat- Y1
ypuauarpancdepasa AD
Hyxneorun-
IMupodocdar mgocdat-
KHWHa3a
Y]1D-rnoko3a
ATD

I mikoren
(n ocTaTKOB)

VD

I'makoreHcunTaza

I'nukoreH
(n+1 ocTarkoB)

Puc. 28. Cxema rimmkoresesa

VYCcTaHOBNEHO, YTO TJMKOI€HCHMHTa3a HE CIOCOOHAa KaTalu3upoBaTh
oOpazoBanue 0-(1—6)-cBsi3u, UMEIOMIEHCS B TOYKAX BETBJICHUS TJIMKOTEHA.
OTOT mpouecc KaTaau3upyeT ClelralbHbld (DepMEHT, NMOJYUYMBIIUNA Ha3BaHUE
rIIMKoreHBeTssmero  gepmenra (wim  ammio-(1—4)—>(1—06)-rpancriio-
ko3unassl). [locaeaHuil kKaranu3upyeT MepeHoC KOHLEBOIO OJUT0CaXapUaHOIO
¢dbparmMenTa, cocTosero u3 6 win 7 OCTaTKOB TJIIOKO3bl, C HEPEIYIHPYIOLIETO
KOHIIa OJTHOM U3 OOKOBBIX 1IeTel, HacUUThIBatolIeil He meHee 11 octaTtkos, Ha 6-
THJIPOKCHIBHYIO TPYIMIY OCTaTKa TJIFOKO3BI TOW e WIM JAPYyrol IemH
rivkoreHa. B pesynbrare o0pasyercs HoOBas OOKOBasi LICTIb.

[Ipu pacnage rTiauMKoreHa (TJIUMKOTEHOJM3E) KIIOYEBYIO poOjib B
MOOMIIM3AIMK TOJUcaxapuoB urpaet Qgocdoponuruueckuii pacnan. docdo-
puiIa3pl MEPEeBOAT MOJIMCAXapuabl (B YaCTHOCTH, TJIMKOTEH) W3 3amacHou
dbopMbl B METaOOJIMYECKH aKTUBHYIO (QopMy; B MPUCYTCTBUU (ochopuiiassl
IJIMKOTEH pacnajgaercs ¢ obpazoBanueM (¢GochopHoro »sdupa TIHOKO3BI
(rmrox030-1-¢ocdara) 6e3 npeaBapUTEeILHOTO paclieieHus Ha 0ojiee KpyIHbIe
00JIOMKHM MOJIEKYJIbl Ioficaxapuaa. Karanuzupyercs 3ta peakiust GepMeHTOM,
KOTOpBIN Ha3bIBaeTCsl KMHA30M Gocdopunasbl b. YcTaHOBIEHO, UTO 3Ta KUHA32
MOJKET CYIIECTBOBATh KaK B aKTUBHOM, TaK U B HeaKTUBHOU (popme. HeakTupHas
KMHa3a Qocdopuiasbl MpeBpaniaeTcss B aKTUBHYIO MMOJ BIMAHHEM (pepMeHTa
MpOTeUHKWHA3bl (KWHa3a KuHa3bl (ocdopunasel), TpUYEM HE IMPOCTO



npoTenHKUHa3bl, a NAM®-3aBucuMoOil TpoTenHKUHa3bl. OOpa3oBaBIIMIACS B
pesynbrare (HocHOopoIUTHUECKOro paciaja TJIHUKOreHa TIoKo30-1-pocdat
mpeBpamiaeTcs moj JeucTBueM (GocdoriokoMyTassl B TIHOK030-6-docdar.
OOpa3oBaHue CBOOOJHOM TIIOKO3bl M3 TIIIIOKO30-6-pocara B medeHu
NPOUCXOANWT TIOJ BIUSHUEM TIIOK030-6-pocdarazel.  Jlanapii  pepmeHT
KaTaIM3UPYyeT THAPOIUTHYECKOE oTiieruieHue hocdarta (puc. 29).

CHZOH CH20P03H2
O 0]
docdormarokomyrasa
OH - OH
O OPO3H, 0] OH
OH OH
['mroxo30-1-dochar ['mrox030-6-gocdar
CH,OPOsH, CH,OH
0] Hzfz iP 0]
OH [moko-6-ocdaraza [ NOH
o OH O OH
OH OH
I'mrok030-6-docdar oKo3a

Puc. 29. TlpeBpaienus riaroko3zopocdara B IIUKOTEHOIN3E

3. I'muxomu3 (oT rped. glycys — cnaakuii u lysis — pacTBopeHue, pacman).
OTO MOCNenoBaTeNbHOCTh (EPMEHTATUBHBIX PEaKIUi, NPUBOIAMIMX K
MPEBPAIICHUIO TIIOKO3bl B MUPYBAT C OJHOBpEMEHHBIM oOpa3oBanueM ATO.
[lepBoHaUanbHO 3THUM TEPMHUHOM O0O3HAYAIM TOJBKO aHa’dpoOHOE OpoKEeHHE,
3aBepiuaronieecs o0pa3oBaHUEM MOJIOUHOW KUCJIOTHI (JIaKTaTa) WM ATaHOJA U
CO,. B Hacrosiiee BpeMs MOHSTHE «TJIHUKOJW3» HCHOJb3YyeTcs 00Jee MUPOKO
JUIsl ONIMCAHUA pacraja TII0KO03bl, POXOIAIIETo Yepe3 00pa3oBaHKE IITIOK030-6-
dbocdara, Ppykrozobuchochara u mupyBara Kak B OTCYTCTBHE, TaK U B
NPUCYTCTBUM KHCIOpoja. B mocinegHeM ciydyae ymnoTpeOsisioT TepMHH
«adpOOHBIM  TJMKOJIKU3» B  OTIMYME OT «aHA’pOOHOT0  IIIMKOJIM3a»,
3aBepIIAIOIIErocs: 00pa3oBaHUEM MOJIOYHOM KUCIIOTHI (J1aKTaTa).

AHa’pOOHBIN TIMKOIU3 — CIOXKHBIA (EPMEHTATUBHBINA MpOLECC pacnaia
TJIFOKO3bI, TTPOTEKAIONMIMN B TKAHIX YEIOBEKa W KMUBOTHBIX 0€3 MOTpeOIeHHS
kuciaopoga. KoHEYHBIM MPOAYKTOM TIIMKONU3a SIBISIETCS MOJIOYHAs KHCIIOTA.
B nponecce riukonuza odpazyercs AT®. B aHaspoOHBIX YCIOBUSX TIIUKOIU3 —
€IMHCTBEHHBIM TMPOIECC B JKMBOTHOM OpTaHU3MeE, IMOCTABISIONUINN IHEPTHIO.
[poriecc rmuKoNMM3a KaTalTu3upyeTcsl ONMHHAIATHIO (PePMEHTaMU U TIPOTEKAeT
B ruanoriazMe (IuTo30J1€) KIETKH.

[lepBoil depmeHTaTUBHON peakuuend IMKoau3a sBisercs Qocdopu-
JUpOBaHUE, T.€. MEpPeHOC ocTaTtka oprodocdara Ha riaoKo3y 3a cyer ATO
(puc. 30). Peaknus katanuszupyeTcsi pepMEHTOM reKCoknHa30il. OOpa3zoBaHue



TIII0K030-6-(hocaTa B TEKCOKMHA3HOW PEAKIMH COMPOBOXKIAETCS OCBOOOXK-
JICHUEM 3HAYUTEIBHOTO KOJMYECTBA CBOOOJHON JHEPTHH CHUCTEMBI U MOXKET
CUHMTATBCS TPAKTHYECKHM HEOOpaTHMMBIM TiporieccoM. Hawmbonee BakHBIM
CBOMCTBOM T€KCOKHHA3bl SIBJIACTCS €€ MHTMOMpOBaHUE TIIOK030-6-hochaTtom,
T.e. TOCICAHUN CIY’)KUT OJHOBPEMEGHHO M TPOAYKTOM pEakluu, |
aIJIOCTepHUECKUM  WHTHOMTOpOoM.  (DEpMEHT  TeKCOKHMHa3a  CIIOCOOCH
KaTaau3upoBaTh (HochHOpHIMpPOBAaHUE HE TOIBKO D-TIIOKO3BI, HO M JIPYTHUX
r'eKC03, B YaCTHOCTH D-ppykTo3bl, D-MaHHO3HI U T.1I.

CHZOH AJI CH,OPO3H,
o)
OH
OoH [exkcoknnaza (O OH
OH
['mroxo3a ['rox030-6-pocdar

Puc. 30. Cxema nepBoi cTaiuM rIUKOIU3A

Bropoil peakimuell TriauKoiu3a SBISIETCA NPEBPAICHUE TIIOK030-6-
dbochara monm gedictBuem depMeHTa TIHOK030-6-hocdaT-u3omepassl  BO

bpykT030-6-Pocdat (puc. 31).
CH201>03H2
H,0;P0—CH, o CH,0H

OH TI'moko30-6-¢pocdar-
nu3omepasa

FJHOKO30-6-(1)0C(baT CDPYKTOSO -6-pocar

Puc. 31. CxeMa BTOpOIi CTaauu IIIUKOJIN3A

Tperbs peakuus karanuzupyercs ¢epmeHToM (HochodpyKTOKMHA30I;
oOpa3zoBaBiuiicsa PppykTo30-6-pochar BHOBB pochopunupyercs 3a cueT BTOpOon
monekynbl AT®. JlaHHas peakius aHAJIOTHYHO TeKCOKMHA3HOW MPaKTUYECKH
HeoOpaTuMa, TPOTEKaeT B MPUCYTCTBUM MOHOB MarHus W SIBISETCS HambOosee
MeJICHHO TeKYIIeH peakiuei raukonusa (puc. 32).

H,O3PO—CH; 0 CH,0OH H,03;PO—CH, 0 CH,0POsH,
HO ATD AJlD HO
OH . OH
OH 6-Gocdpo- OH
(dpyKTOKHHA32
®pykT030-6-hocdar ®pykro3o-1,6-6uchocdar

Puc. 32. CxeMa TpeThell CTaiuu TJIMKOJIN3a



YeTBepTyI0 peakIHio TIMKOIN3a KaTaau3upyeT GepMeHT anbaonasa. [lox
BIIUAHHEM 3TOro (pepmenTa (pykTo30-1,6-O0ucdocdar paciiemisercs Ha JBe
dbochorpuossr (puc. 33). DOrta peaknus oOpatuma. B 3aBucumocTtH OT
TEMIIepaTypbl PaBHOBECHE YCTAHABJIMBACTCS HA pPa3IMYHOM ypoBHe. Ilpwu
MOBBIIICHUH TEMIIEPATYPbl PEAKIUs CABUTACTCI B CTOPOHY OOJIBIIETO
oOpazoBanus TpuozodocharoB (auruapokcuarneTonpochara U TIHICPATH-
nerua-3-pocdara).

H,03PO—CH, o  CH,0PO3H, CHOPOsH, MO
I

_ . I
HO = =0 + HC—OH
OH Anbnomnasa CH,OH (|2H20P03H2
OH Jlnoxcraneros- Imunepanbaerui-3-
®pykro30-1,6-6uchocdar pocdar -pocdar

Puc. 33. CxeMa 4yeTBepTO CTaANU TIMKOJIN3a

[latast peakmus — 03TO peakius H30Mepu3anuu Tpro3odocdhaTos.
Karanusupyercs depmentom tpuozodocdaruzomepazoil. PaBHoBecue gaHHOM
MU30MEpPa3HON peakiuu CIBUHYTO B CTOPOHY IUTHIpOKcHaneToHpocdara: 95 %
auruapokcuanetonpochara u  okoiao 5%  rmuepanbaerun-3-gocdara
(puc. 34). B mocnenyromme peakiMu TIMKOIH3a MOXET HEMOCPEICTBEHHO
BKJIIOYATHCSI TOJIBKO OJIMH U3 JBYX 0Opasyromuxcs Tpuo3odocdaToB, a UMEHHO
rmiepanbaerua-3-gocedar.

H 0
CH,0PO3H, \$//
clzo _ - on
CH,0H  Tpuosopocdar- |
y CH,0PO;H,
JnoxcuarieTon- HA30Mepasa

I'muuepansaeruna-3-

dochar _bocdar

Puc. 34. CxemMa nsiTOM cTaauy TIIUKOJIN3a

O6pazoBanuem raunepanbaerua-3-pocdara kak Obl 3aBepIIacTcs mneppas
CTanus TIHKOJiW3a. Bropas craamst — HamOojee cliokHas W BakHas. OHa
BKJTIOYAET OKHUCIIUTEIHHO-BOCCTAHOBUTEIBHYIO PEAKIUI0 (PEaKIHio TIHKO-
JUTHYECKON OKCHUIOPEAYKINN), COMPSIKEHHYI0 ¢ cyOcTpaTHbiM (ocdopu-
JUPOBaHKUEM, B Ipoliecce KoToporo odpasyercst ATO.

B pesynbraTe mectod peakiuu Tiauuepanbaerui-3-¢pocdar B NpHUCYT-
ctBum QepMeHTa riaurepaibaeruadocharaeruaporenassl, kopepmenra HAJl u
Heopranudeckoro ¢ocdara moaBepraeTcsi CBOCOOpPA3HOMY OKHCICHHIO C
oOpazoBanueM 1,3-6uchocdorauiiepuHoBoil KHUCIOTHI W BOCCTAHOBJIEHHOMU
dopmer  HAJIT (HAJAH). Mexanusm  paeiicTtBus — mimiepainbaeruadoc-
daTmeruaporeHasbl CBOIUTCS K CIEAYIOIIEMY: B TPUCYTCTBUM Heopra-



Hngeckoro  Qocdara HAJI®  BeIcTymaeT Kak  aKIENTOp  BOJOPOJA,
OTLIEIUISIONIErocs OT rmiepanpaerun-3-gpocdara. B nmponecce obpazoBanus
HAJIH raunepanbaerua-3-gocdar cBs3bIBaeTCs C MOJIEKYJIOH (epMeHTa 3a
cuer SH-rpynn nocnennero. OOpa3zoBaBiiascsi CBI3b Oorata sHepruei, Ho OHa
HEeMpoYyHasi M pacLIEIUIieTcsl MOJ BIUSHHEM HeopraHudeckoro Qocdara, mpu
sToMm obpazyetcs 1,3-6uchocdornunepunonas kuciota (puc. 35).

H\C//O ['nuuepanbaeru- H\C/ O—POsH;
HC—OH 1 NAD' + H;pol LMD b, 61 4 NADH + 1T
CH,OPO;H, C|2H20P03H2
[manepansaerun-3- 1,3-Bucdocdornmuuepar
-bocdar

Puc. 35. Cxema mecTou cTaauy TIIUKOJIN3a

Cenpmasi peakmus Kataiumsupyercss  (ocdorimuuepaTkuHazon, Mpu
TOM MPOUCXOAUT TMepenavya Ooraroro sHepruet QocdartHoro ocraTka
(bocdarnoii rpynmel B mojoxkeHuun 1) Ha AJ[D ¢ obpazoBanmem ATD wu
3-pochornunepunooii kuciaoTsl (3-pochoraunepar) (puc. 36).

H_ O—POsH> - HO\(IZ//
HC—OH  + ADP = = HC—OH =+ ATP
(|3H20PO3H2 Docormuueparkurasa  CH,OPO3H,
1,3-bucdocdoraunepar 3-dochormumepar

Puc. 36. Cxema ceapbMOU CTaIuM TVIUKOJIN3a

Bocemasi peakmmsi COMpOBOXKIAETCS BHYTPUMOJEKYISAPHBIM TEPEHOCOM
ocrapmielics (Gocharnoit rpynmnbl, U 3-dochorauuepuHoBas  KUCIOTA
npeBpamiaercas B 2-QpochorauiepruHoBy0  Kuciaoty  (2-dbocdormunepar).
Peaknus nerkoo6paTumMa, mpoTeKkaeT B IpUCYTCTBUM HoHOB Mg” . Kodakxropom
dbepmenTa siBisieTcs Takke 2,3-OucdocdoriuiepuHoBas KUCJIOTa aHAJIOTUYHO
TOMY, Kak B (OCQOTITIOKOMYTa3HOW peakmuu poiib KO(haKTopa BBITOIHSIET
r1I0K030-1,6-0ucdocdar (puc. 37).
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HO\C// ~NcF
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|
HC—OPO;H,

CH,OH
2-®ocdoraunepar

|
HC—OH dochornumnepomyrasza
CH,OPO3H,
3-docdormmmepar

Puc. 37. Cxema BOCbMOM CTaguM TIUKOIN3a



JleBsiTast peakius KaTalu3upyercs (EpMEHTOM €HOJIa30d, MPH STOM
2-hochornumepuHoBasl KUCIOTa B PE3yabTaTe OTIICIUICHUS MOJEKYIBI BOJIBI
nepexoauT B (PocPOCHOTTUPOBUHOTPAIHYIO KUCIOTY ((hochoeHonnupysar), a
¢docdarHas CBsI3b B MOJOKEHUHU 2 CTAHOBUTCS BBICOKOAPTUYECcKOl (puc. 38).

HO_ 20 —Pjo HO_ .0
I I
HC—OPOsH, =< = |(|?—OPO3H2
CH,OH buronasa +H,0 CH,
2-®ocdoraumnepar docdoeHonmupyBat

Puc. 38. CxemMa neBsTON CTaIUM IIUKOJIN3a

Jlecsitast peakius XapaKTepU3YeTCs Pa3pbIBOM BBICOKOIPTUYECCKOW CBS3HU
u mnepeHocoM ¢dochatHoro ocrarka ot ¢dochoenonnupyBara Ha AJ[D
(cyoctpatHoe dochopunupoBanue). Kartanuszupyercs depmenTom mupy-
BaTKuHa30M (puc. 39).

HO\Cl//O . HO\Cl//
ﬁ—OPosz + ADP S . (=0 + ATP
CH, IMupyBaTknHa3a CH,

®dochoenonnupysat [Mupysar

Puc. 39. Cxema gecsToy cTaauy INIMKOJIN3a

B pesynbrate OAMHHAAIATOW pPEAKIMH IPOMCXOJWT BOCCTAHOBJIICHUE
MMUPOBUHOTPATHON KHUCJIOTHI W 00pa3yeTcs MOJIOYHAs KHUCJIOTa. Peaknus
MpoTEeKaeT NpPH ydacTHH (EepMEHTa JaKTAaTASTHAPOTeHa3bl W KodepMeHTa
HAJIH, o6pa3oBaBiierocs B mecToii peakiuu (puc. 40).

(|:=O + NADH+ H™ =< ~ HC—OH + NAD"
CH; JlaxraTaernaporenasa CH,
[InpyBat Monounas kuciora

Puc. 40. Cxema onuHHAAIIATON CTa NN TIINKOJIN3a

4. BzanMonpeBpaleHue rekcos.

B mnpouecc rnukoinn3a MOTYT TakKe BCTyHaThb JpyrHe MOHOcaxa-
puabl, noctynawpomue ¢ numed. Cxembl MX MeTabojM3Ma Npe/ICTaBIEHbl Ha
puc. 41 u 42.
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Puc. 41. Cxema Metabonu3zma GpyKTO3bI
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Puc. 42. Cxema metaboIn3Ma rajiakrosbl

5. AspoOHblii MeTabonu3Mm nupyBaTa. KileTkn, HenocTaroyHo cHaOxa-
€MbIE KUCJIOPOAOM, MOT'YT YACTUYHO WJIM IOJHOCTHIO CYIIECTBOBAThH 34 CYET
sHEepruu rnukonusa. OaHaKko OOJBIIMHCTBO KUBOTHBIX U PACTUTEIBHBIX KIIETOK
B HOpPME HaXOJUTCS B a’pOOHBIX YCIOBHUSX U CBOE OPraHUYECKOE «TOILIHBOY
okuciser mnonHoctero 10 CO, um H,O. B »3Tux ycnoBusx mNHpYyBar,



00pa30BaBIIMICSA TpPH pACIICTTICHMH TJIOKO3bl, HE BOCCTAHABIMBACTCSA [0
Jaktata, a mocreneHHo okucasietcs g0 CO, m H,O B a’poOHoil craguun
karaboym3mMa, TMpPU D3TOM TIEPBOHAYAIBHO MPOUCXOAUT OKHCIHUTEIHLHOC
nexapOOKCHIIMPOBaHKE MUPYyBaTa ¢ o0pa3zoBaHueM aneTmi-KoA.

Oxucnenne nupyBara 10 aneTwi-KoA MpOUCXOIUT NMPH y4acTHH psia
dbepMeHTOB W KO(DEpMEHTOB, OOBCIMHCHHBIX CTPYKTYPHO B MYJIBTH-
(GepMEHTHYIO CHCTEMY, IOJYYUBIIYI0 Ha3BaHHUC «IMHPYBATIACTHIPOTCHA3HBIN
KOMILIEKC» (puc. 43).
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Puc. 43. A’poGHoe oKkucieHHe UpyBaTa

Ha nmepBoii craauu 3TOro Impoiiecca MNHUPYyBaT TepsSET  CBOIO
KapOOKCWIbHYIO TpylHmy B pe3yibTaTe B3aUMOJCHCTBUS ¢ THAMUH-
nupodpocharom  (TIID) B cocraBe akTUBHOrO  IeHTpa  ¢epMeHTa
nupyBataeruaporenassl  (E;). Ha BTopol craguu OKCHATWIBHAs TpyIINa
komruiekca E—TII®-CHOH-CH; okucnsiercs ¢ oOpa3oBaHuEM alleTUIbHOU
IPYIIbBI, KOTOpas OJHOBPEMEHHO MEPEHOCUTCS HAa aMUJ JIMTIOCBOW KUCIOTHI
(kodepMeHT), CBsI3aHHOUW ¢ (DEPMEHTOM JAUTHAPOJIMIIOWIALETIIITPpaHChepa3on
(Ez). OToT (pepMeHT KaTadM3UPyeT TPEThIO CTAJAMIO — IEPEHOC AlETHUIHHOM
rpynmnbl Ha kKo3H3UM KoA (HS-KoA) ¢ obpa3oBaHueM KOHEYHOTO MPOIYKTa
anetun-KoA, KOTOphIi SBISETCS BBHICOKOIHEPTETUUECKUM (MaKpOIPTHUECCKUM )
coenuHeHneM. Ha uyeTBepTOW cTaguu pereHepupyercs OKucieHHas (opma
JUTMOAaMUJIa M3  BOCCTAHOBJIEHHOI'O  KOMIUIEKCA  JUTHUIposunoamMua—E,.
[Ipu yyactuu depmenta auruaponunomwiaeruaporetassl (E;) ocymecTBisercs
MePEeHOC aTOMOB BOJAOPOAA OT BOCCTAHOBJIICHHBIX CYIb(TUIAPWIBHBIX TPYII
muruaponaunoamuga Ha DAJ[, KOTOPBIM BBINOIHAET POJIb MPOCTETUUYECKOM
TPYIIbl JTaHHOTO (epMeHTa M MPOYHO C HHUM cBsizaH. Ha mnstoit cramum
BoccTaHoBJIeHHBIH DAJIH, nuruapoaunonnaeruaporeHasbl nepeaaeT Boa0poa



na xopepment HAJ] ¢ o6pazosanuem HAJIH u H'. TIpouecc OKMCIUTENBLHOTO
JIEeKapOOKCWIMPOBAaHUSL THUpPYyBaTa MPOUCXOAUT B MAaTPUKCE MHUTOXOHIPHIA.
B Hem mnpuHuMaroT ydactue (B COCTaBe CIOXXHOTO MYJIbTU(QEPMEHTHOIO
KoMIiekca) 3 ¢epmeHTa (MUpyBaTAETHIPOreHa3a, JIUTHUAPOIUIIOUIIALE-
TuATpancdepasza, AurkapoIunousaeruaporesasa) u S5 xopepmentoB (TIID,
aMHJT JIMIIOEBOM KUCTOTHI, KodH3uM A, DAJl u HAJ).

OOpa3oBaBiIMiicss B pe3yJbTaTe OKUCIUTEIBHOTO JE€KaApOOKCUIMPOBAHUS
nupyBaTa B MHUTOXOHJApHUSAX aneTuin-KoA BCTymaeT B LUK TPUKAPOOHOBBIX
kucnoT (uukia Kpebdcea). JJlaHHBIN IIUKIT TPOUCXOIUT B MATPUKCE MUTOXOHAPUM U
COCTOMT U3 BOCBMH TOCJIEIOBATEIBHBIX peakiuil (puc. 44).
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Puc. 44. Cxema nporeccoB B nukie Kpedca

Haunnaercs mukn ¢ npucoenuHenus anetui-KoA K okcanoanerary u
oOpa3oBaHUs JUMOHHOM KHCJIOTHI (LMTpara). 3aTeM JIMMOHHAas KHCIIOTa
(mecTuyriaepoHOe COCAMHEHHE) TyTeM psiAa JIeTuapupoBaHui (OTHATHE
BOJIOpOZia) U ABYX JAekapOokcwiupoBanuit (otmeruieHue CO,) TepseT nBa
yIIEpOIHBIX aToMa U CHOBa B mukie KpeOca mpeBpamiaercs B OoKkcajioalerar
(4eTBIpEXyTIEPOIHOE COSUHEHHE), T.€. B pe3yJIbTaTe MOJHOr0 000pOoTa UK
onHa Monekyna anetun-KoA cropaetr ngo CO, u H,O, a wmonekyna
OKcaJjioareTaTa pereHepupyeTcs.



[lepBasi peakius KaTaqu3upyeTcs (PEpPMEHTOM IMUTPAT-CUHTA30HM, MPHU
ATOM aleTWIbHasA rpynna anetuin-KoA KOHIEHCUpYETCs C OKCAJIOaleTaToOM, B
pe3ynbTaTe yero oopasyercs JMMOHHas KuciioTa (puc. 45).
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Puc. 45. Cxema nepBoii cranuu nukia Kpedca

OOpa3oBaBiiascss JTUMOHHAs KUCJIOTa IOJIBEPraeTcsl JACTHIPATHPOBAHUIO
c 00pa3oBaHHEM IHC-aKOHUTOBOH KHCIIOTBI, KOTOpas, MPUCOCAUHSIS MOJIEKYITY
BOJIBI, MEPEXOIUT B M30JIMMOHHYIO KHCIOTY (u3orutpar). Katanmsupyer stm
oOpaTUMBbIC peaKIMU THApaTaIMu—ICTHapaTalik GEPMEHT aKOHUTATIHIpaTa3a
(axonuTaza) (puc. 46).
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Puc. 46. Cxema BTopoii ctaauu mukia Kpedca

Tperbs peakius, Mo-BUAMMOMY, JTUMUTHUPYET CKOpOCTh Hukia Kpebca.
MN3onuMoHHas KucioTa Aeruapupyercs B npucyrctBun  HA/[-3aBucumoit
M30LMTPATIICTUIPOTeHa3kI (puc. 47).
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Puc. 47. Cxema Tpetbeii cranguu nukia Kpedca

Bo Bpemsi 4eTBepTOil peakiuy MPOUCXOJUT OKUCIUTENbHOE J1eKapOOKCH-
JUPOBaHUE O-KETOIIYTapOBOM KHCIOTHI C 00pa30BaHUEM BBICOKOIHEpIe-
TAYECKOTO COEAUHEHMs CyKIMHWI-KOA. B peaknuum NpUHUMAKOT ydacTHE



5 kodepmentoB: TIID, amun nunoeBoit kuciorel, HS-KoA, ®AJ] u HAIT
(puc. 48).
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Puc. 48. Cxema uetBeproit ctaguu nukia Kpedca

[IsTas peakuus katanusupyercs pepMeHToM cyKunHuiI-KoA-cuHTeTa3zon.
B xoxe stoit peakunu cykuuHuiI-KoA npu ydactuu I'TO u HeopraHm4eckoro
docdara mpeBpamaerca B SHTAPHYIO KHUCIOTY (CyKuMHAT). OJHOBPEMEHHO
MPOUCXOIUT 00pa3oBaHuEe BhICOKOIprudeckon ocdartnoit cBsa3u ['TD 3a cuer
BBICOKO3PIrudeckoil THorupHoi cBsizu cykinHmI-KoA (puc. 49).
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Puc. 49. Cxema msiToit craauu 1ukiia Kpedea

Cykmunat aeruapupyercss B ¢GyMapoBYIO KHCJIOTY Ha IIECTOW CTaJuU.
OxkucieHne CyKIMHAaTa KaTallu3upyeTcsl CyKIMHaTAeruaporenasou (puc. 50).
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Puc. 50. Cxema mectoii craguu nukia Kpedca

Cenpmasi  peakiusi  OCYIIECTBISICTCS TOJ  BIUSHUEM  (epMeHTa
dbymaparruaparassl  (pymapassl). OOpazoBaBiiasics npu 3ToM  (pymapoBas
KHUCJIOTAa THAPATUPYETCS, MPOAYKTOM pEaKIUW SBISETCS s0J0YHAs KHUCIOTa
(manart) (puc. 51).
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Puc. 51. Cxema cenpmoii craauu mukia Kpedca

B xone BoCcbMOI peakiuy UKIa TPUKAPOOHOBBIX KHUCIOT MOJ BIUSHUEM
MUTOXOHJpuanbHo HAJ[-3aBUCHMOI  MallaTIEruapOreHasbl  MPOUCXOIUT
okucieHue L-manara B okcanoanerar (puc. 52).
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Puc. 52. Cxema Bocbmoit ctaauu mukiia Kpedca

6. AdpOOHBIM MyTh NPAMOrO0 OKHUCIEHUS TJIIOKO3bl (MJIM, Kak €ro
Ha3bIBAIOT, MEHTO30(0C(hHaTHBIN MYTh (IEHTO3HBIN LIUKN)).

PacxoxaeHnue mnyTel OKHMCIEHHUS YIJIEBOJOB — KIACCUYECKOTro (I[MKJI
TPUKAPOOHOBBIX KHUCJIOT) U TNEHTO30ocPaTHOr0O — HAUYUHAETCS CO CTaJAHUH
oOpazoBanus rekcozomonodocdara. Ecnu rimoko3o-6-pocdar nzomepusyercs
BO (pykTo30-6-hochar, koropwii dochopunupyercss BTOpol paz W
npeBpaiaercs Bo Pppykro3o-1,6-6uchocdar, To B 3TOM ciydae AambHEHUIINM
pacnaj yrjieBOJIOB MPOUCXOAUT MO OOBIYHOMY TJIMKOJUTHYECKOMY MYTH C
o0pa3oBaHWEM MUPOBUHOTPAJAHON KHUCIOTHI, KOTOpasi, OKUCISSCH /0 aleTHII-
KoA, 3arem «cropaer» B mnukie Kpebca. Ecnu BToporo dochopunupoBanus
rekco3o-6-moHodocdara He MPOUCXOAUT, TO (GocopuirpoBaHHAS TIIIOKO3a
MOKET MOJBEPraThCs MPSIMOMY OKHCIEHUIO A0 Qoc@orneHTo3. 3HaueHUue ITOro
myTH B oOMeHe BemlecTB Benuko. OH mocrtaBisieT BocctaHoBieHHbI HAJ[DH,
HEOOXOIUMBIN JJIs1 OMOCUHTE3a KUPHBIX KHUCJIOT, XOJECTepUHA U T.A. 3a CYET
nenrozodocdarnoro nukina npumepHo Ha 50 % mOKpbIBaeTcs MOTPEOHOCTH
opranuzmMa B HAJI®H. Kpome TOoro, on mocraBiser neHTo3odocdaTsl A
CUHTE3a HYKJIEHMHOBBIX KUCJIOT U MHOTMX kodpepmeHTOB. [lenTozodocharubiii
IUKJI HAuYMHAETCd C OKHUCIEHHS TIII0K030-6-ocata W mociemyromero
OKHUCJIMTENIBHOTO  JIeKapOOKCHJIMPOBAaHUSL  MpOJyKTa (B  pe3yiapTaTre oOT
rekcozodocdara OTHICUIAETCS NEPBBIA aTOM yriepoaa). IJTo mepBas (Tak
Ha3blBaeMasl OKHCIWTENbHAs) cTaaus MeHtro3odocharHoro 1ukia. Bropas



CTaJusl BKIOYAa€T HEOKUCIIHMTEIbHBIE MpeBpaIicHus MeHTo30(ochaTtoB ¢
o0pa3oBaHUEM MCXOHOTO TII0K030-6-(hocdarta (puc. 53).
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Puc. 53. Cxema nenrozodpocdaTHoro mnuxia

5.4. KaTa6oau3m JUNINI0B

MeTta0onu3M JUMKUIOB B OpraHW3Me HAaYMHAETCS C UX PACIICIUICHUS 0]
nercTBeM JMnasbl — (EepMeHTa THUAPOIM3a TpUIIHIEpUAoB. Jlumasza
COJICPXKUTCS B KEIYIOYHOM COKe (JKeTyJOouHas JIuMa3a) U B MaHKPEATHIECKOM



coke (maHkKpeaTHuecKkas jumasa). Poib jKelyZo4HOHl Jumasel B THUAPOIU3E
TPUTTIUIIEPUIOB HEBEIUKA, HO JJa)kKe HE3HAUUTEIbHOE 110 00beMy paclieneHue
TPUTJIMIICPUIOB B IKEIYAKE MPUBOIUT K TMOSBICHUIO CBOOOMHBIX >KHPHBIX
KHUCJIOT, KOTOpBHIE TMOCTYMAalOT B KHIIEYHHK W  CIOCOOCTBYIOT TaMm
AMYJBrUPOBAHUIO KUPOB (0OPA30BAHUIO XUMYCA).

B nBeHaAmaTUNEpCTHON KHIIKE HAYMHACTCS SMYJIBCHPOBAaHUE IKHPA.
HaunGonee MoIHoe >MyNbrupylomee ACHCTBHE Ha >KUPHI OKA3bIBAIOT COJHU
KEITYHBIX KHUCIIOT, MOMAJAI0NINe B JIBEHAIIATHIIEPCTHYIO KHIIKY C JKETYbIO B
BUJIC HATPHEBBIX COJICH. Bosblas 4acTh XKEMYHBIX KUCIOT KOHBIOTUPOBAHA C
TIUIUHOM WU TaypuHOM. [lo XMMHYECKOW mNpupoae >KETYHBIE KHCIOTHI
SIBIISIFOTCSI TPOU3BOHBIMU XOJaHOBOM KUCIOTHI (pHc. 54).

CH, COOH

Puc. 54. XomaHoBasg KAcioTa

Xemunble KUCIOTHI MPEACTABISIIOT COOOM OCHOBHOW KOHEYHBIH MPOAYKT
MeraboiM3Ma XoJsiecTepuHa. B jkelmuu denoBeka B OCHOBHOM COJEPIKATCS
xoneBas (3,7,12-TpuokcuxonanoBas), 1e3okcuxonenas (3,12-11oKCUX0IaHOBasl)
U XeHoJe30KcuxoeBas (3,7-IMOKCUX0JIaHOBas ) KUCIIOTHI (pHc. 55).
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Puc. 55. XKenuHblie KUCJIOTHI



CuuTaror, 4YTO 3Ta KOMOWHAIIUSA — COJb JKGITYHOW KHCIOTHI +
HEHACHIIIICHHAs J)KHUpHAs KUCJIOTa + MOHOTJIMIICPU] — MPUIAET HEOOXOIUMYIO
CTCTICHb AMYJIbTUpOBaHUS >kupa. OCHOBHas Macca IHIIEBBIX TJIUICPHIOB
MOJIBEPraeTCsl PACHICTUICHHIO B BEPXHHUX OT/ACIAaX TOHKOW KHUIIKHW MPHU JICHCTBHU
JUNa3bl TAHKPEATHYCCKOTO COKa, KOTOpas pACIICIUIAET TPUTIUICPHIBI,
HaXOJSAIIUECS B OMYJIBIHPOBAHHOM COCTOSHHUU. (OCHOBHBIMH IPOJYKTAMH
pacIICTUICHUST TPUTVIMIICPUIOB TIPU JEHCTBUM TMAHKPEATHYCCKOW JIMITa3bI
ABIAIOTCS  [B(2)-MOHOIIMIICpHUT W JKHPHBIE KHCIOTHL JIWmasza kataau3upyeT
ruaponau3 dpupHeix cBszed B o(l), o'(3)-monoxxkeHUsX, B pe3yJbTaTe 4ero u
o0Opazyrotcs (2)-MOHOTIUIIEPU U ABE YACTHUIIBI (MOJICKYJIbI) )KUPHON KUCIOTHI
(puc. 56).

B maHkpeaTHueckoM COKe Hapsay C JIMIA30H COJCPIKUTCS MOHOTJIH-
HepuaHasl u3oMepa3a — (PEpMEHT, KaTaIM3UPYIOUIUKA BHYTPUMOJICKYJISIPHBIMI
nepeHoc anuia u3 B(2)-mongoxxeHus MoHoruIepuaa B o 1)-mosoxxeHue.
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Puc. 56. Cxema pacuiernieHus: TpUrIMIEprI0B

OOpasoBaBiivecss B NpoLECCEe PACHICIUICHUS  KUPHBIE  KUCIOTHI
nojaBepraroTcsi  okcuieHuto.  IIpomecc  OKHUCIEHUS ~ KUPHBIX  KUCJIOT
CKJIAJIBIBAETCS U3 CIEAYIOUIMX OCHOBHBIX 3TaIlOB:

I. AxtuBammsi >kupHbix KucioT KoA, koropas karanusupyercs
dbepmenTom ammn-KoA-cunrerasoii (puc. 57).
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Puc. 57. Cragus akTUBAIIUU )KUPHBIX KUCIIOT

2. TpancnopT XHUpPHBIX KUCIOT BHYTph MHUTOXOHApuil. IlepenHocunkom
AKTUBHPOBAHHBIX JKUPHBIX KHUCJIOT C JJMHHOM LENbl0 4Yepe3 BHYTPEHHIOIO
MUTOXOHAPUATBHYI0O MEMOpaHy CIYXUT KapHUTUH. AUWIbHAs TCpyIIa
nepeHocurcs ¢ aroma cepbl KoA Ha THAPOKCWIBHYIO TPYIIY KAapHUTHHA C
o0pa3oBaHUEM allUJIKApPHUTUHA, KOTOPBIM IUPPYyHIUPYET Yepe3 BHYTPEHHIOIO
MUTOXOHApPUANIbHYI0O MeMOpaHy (puc. 58). Peakuuss mpoTekaeT HpH y4acTHH
cnenupUYecKoro  IUTOIIa3MaTUYecKoro (epMeHTa KapHUTHH-alMITpaH-
cepasbl. Yke Ha TOM CTOpoHE MeMOpaHbl, KOTopas oOpallleHa K MaTpHUKCY,
aluIIbHas Tpymnmna nepeHocutcs: oopatHo Ha KoA.

(0]
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Il / 4
R—C—S—KoA + (CH3)3N+—CH2-C‘H—CH2—C\/ — (CH3)3N+—CH2~C‘H—CH2—C\ + HS-KoA
Anmn-KoA OH OH R—C—O OH
Kapuutun I

Anun-KapHUTHH

Puc. 58. Cranus TpaHcnopTra XKUPHBIX KUCIOT B MUTOXOHIPUU

3. Ilpouecc OKHUCIEHUS >KUPHOM KHUCIOTHI B MHUTOXOHJPHUSX KIETKH
BKJIIOYAE€T HECKOJBbKO MOCIEAOBATENIbHBIX SH3UMATHUYECKUX peakuuil. Auui-
KoA B MuTOXOHIpUAX No/ABepraeTcs (HepMEeHTaTUBHOMY JAETHIPUPOBAHUIO, TIPH
stoM aimii-KoA Tepsier 2 atoma BoAopo/ia B 0- U B-IOJIOKEHUSIX, TIPEBPALLASACEH
B KoA-3¢dup HeHachlmienHoNW KuCIOTh. Takum 00pa3oM, mepBoil peakuuei B
KaXIOM IuKiIe pacrnaga auumin-KoA sBisercs ero okucienue anwi-KoA-
JErUIpOoreHas3on, npuBoasilee Kk oopasoBanuio eHom-KoA ¢ 1BOHHOM CBSA3bIO
mexay C, u Cs (puc. 59).
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R—CH,-CH,—CH,—C—S—KoA +FAD R—CHyCH=CH—C—S—KoA + FADH,

Annn-KoA-geruaporenasa

Puc. 59. O6pazoBanue eHomsn-KoA

4. Henacoimennsiii anun-KoA (enomn-KoA) mpu ywactum ¢depmeHTa
eHomn-KoA-ruzaparasel  IpUCOEOUHSAET MOJEKYIy BoAbel. B pesynbTare
obpazyercs B-okcuanun-KoA (unu 3-runpokcuaruin-KoA) (puc. 60).
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Puc. 60. O6pazoBanue B-oxcuarmi-KoA

5. Ob6pazoBaBmuiics B-oxcuanmi-KoA (3-runpoxcuanuin-KoA) 3zatem
nerupupyerca. Ty peakuuio KatammsupyioT HAJL -3aBHCHMBIE JETHIPO-
reHassbl (puc. 61).

3-T'mnpokcuanui-KoA-
JIeTHIporeHasa
R—CHZ-(le— CH,—C—S—KoA + NAD"

OH O

R—CHZ-ﬁH— CH,—C—S—KoA + NADH + H"

Puc. 61. JlerunpupoBanue B-oxcuammi-KoA

6. TuonaszHasi peakuusi MpejcTaBiIseT co0oil pacuierienue 3-oKcoalu-
KoA ¢ nomomipto THONOBOM rpynnsl BTopoil Monekyiasl KoA. B pesynbrare
oOpazyeTcsi yKOpPOUEHHBIH Ha JBa yIJIEpOAHBIX aroMa amwi-KoA wu
OByyriepoaHsli  (pparmenT B Buae anetwi-KoA. Jlannas  peakuus
Kataym3upyeTcs anetui-KoA-ammitpancdepasoit (B-kerotuonazoit) (puc. 62).
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Puc. 62. Tuonasnas peakuus

7. O6pazoBaBmmiics anetwi-KoA mnoaBepraercs OKUCICHHUIO B IUKJIE
TPUKAPOOHOBBIX KHUCIOT, a anui-KoA, yKOpOTHBIIMIICS Ha J1Ba YIJIEPOJIHBIX
aToMa, CHOBAa MHOTOKpPAaTHO NPOXOJUT BeCh MyTh [-OKHUCIEHUS BIUIOTH MO
obOpazoBanus 0yTupui-KoA (4-yriepogHoe coeiMHEHUE), KOTOPBIN OKUCIISIETCS
no 2 monekyn anetui-KoA. Tlpu kaxnom nukie (-okucieHus oOpa3yroTcs
onna Mmonekyina ®AJIH, u onna monexyna HAJIH. Ilocnennue B mporecce
OKHUCJICHHS B JIbIXaTEJIbHOM LENU U CONPSHKEHHOro ¢ HUM (ochopuiiupoBaHus
nart: DAJTH,; — 2 monexynsl AT® u HA/IH — 3 monekynbl AT, 1.e. B cymme
3a OJIMH UK oOpasyercsa 5 Mmosekyna ATO.



5.5. KaTa6oau3m 0e1K0B

benku, mocTynuBIIMEe B OpraHu3M, B >KEIyJIOYHO-KHUIIIEYHOM TpPaKTE
pacHISIUISIOTCS 10 aMUHOKUCIOT TMOJ JCHCTBUEM  MPOTEOJUTUUECKUX
dbepMeHTOB  (NMENTUATHAPOJIA3bl, MENTUIa3bl, MpoTeasbl). BHyTpeHHUE
MENTUIHBIE CBSI3M PACIICIUISIOTCS SHJIONENTHAa3aMH (TETICUH, TPHUIICUH H
XUMOTPUIICUH), KOHIIEBbIE — OJK30MENTHIa3aMu (KapOOKCUINIENTHAA3bl U
aMUHOIICTITH/1a3bI).

OO6pa3zoBaBivecss aMUHOKUCIOTHI BKJIIOYAIOTCSL B KJIETKAaX B pa3IUYHbIC
MyTH UCIIOJIb30BaHUS, TJIABHBIM U3 KOTOPBIX SIBISIETCS CUHTE3 OCNKOB, a TaKKe
CHUHTE3 a30TCOACPKAIUX COEJUHEHUM — TYPUHOBBIX U THUPUMUIUHOBBIX
HYKJIEOTHUJIOB, KpeaTuHa U JIp. YTJIEPOJHble OCTaTKH aMHHOKHUCIOT 00pa3zyroT
Yarie BCEr0 KETOKUCIOTHI, KOTOpbHIE Jajee IerpagupyroT MO OOIMHUM IyTsIM
Karaboinu3Ma JPYruX OKHCIECHHBIX YrieBoAoponoB. OO6mme nyth oOMeHa
AMUHOKHCJIOT BKJIIOYAIOT PEAKIUM JAE3aMUHUPOBAHUS, TPAHCAMUHHPOBAHUS U
nexkapOokcwinpoBanusi. OCHOBHBIE MYyTH KaTaboJM3Ma aMUHOKHCIOT TIpej-
CTaBJICHBI Ha puc. 63.

CunTe3 U3 yIIeBOA0B
3AMEHUMBIE

AMHWHOKHWCIIOTBI

I'mokoneorenes

\_/\ CHUHTE3 KETOHOBBIX TEIT
Tpanc-
Pacrian AMWHT- J

poBaHme

| AMMHOKHCIIOTBI | | 0-KETOKHCJIOTHI |

N

Jle3amunu-

Cunres poBanue

HEBEJIKOBBIE NH
A30TCOAEPXKALLIME
COEJINHEH M1

Huxmn
MOYEBHHO-
o0paszoBaHus

MoueBnHa

Puc. 63. OCHOBHbBIE yTH UCMIOJIb30BAHUS AMUHOKHUCIIOT

Peakiuu TpaHcaMuHUpOBaHUS (IIE€peaMUHUPOBAHUS) SIBISIIOTCS Hanbosee
BXKHBIMH Cpeu oOIuX NyTed oOMeHa aMUHOKUCIOT. OHU UTParOT OCHOBHYIO
poiab B IpOLECCE TJIIOKOHEOreHe3a W 0Opa3oBaHMsI HOBBIX aMHUHOKHUCIIOT.
TpancamuHMpOBaHWE — 3TO OOpPATUMBIN MMEPEHOC AMUHOTPYMIBl C aMHUHO-
KHUCJIOTBl Ha KETOKHCIOTY ©0€3 IPOMEXYTOUYHOTo OOpa3oBaHMs aMMMAKa,

KaTanu3upyemblii  QepMeHTamMu TpaHcaMHMHa3aMu (aMuHOTpaHcdepazamu)
(puc. 64).



COOH

COOH | COOH COOH
| C=0 AmuHOTpaHcdepasa |
NH2_$_H + | - ~ C=0 + NHZ_C|:_H
CH,
R f 22 R (CHa)
COOH é OOH

Puc. 64. TpancaMuHUpOBaHNE AMUHOKHUCIIOT

Bropoit mpouecc — ne3aMUHUPOBAHME — peakUus, B XOAE KOTOPOHU
aMUHOT'PYIIIAa 0OCBOOOXKIAaeTCs B BUAE aMMHaka. MeXaHU3Mbl JIe3aMUHUPOBAHUS
MOT'YT OBITh Pa3TUYHBIMU:

1. BoccranoButenpHOE J1e3aMUHUPOBaHKE (C 00pa3oBaHUEM HACBIILIEHHON
KUPHOU KUCTOTHI) (pHC. 65).

?00H COOH
I
NH2—$—H + 2H = ~ H—C—H + NH3
R R

Puc. 65. BoccTaHOBHUTENBHOE 1€3aMUHUPOBAHUE

2. I'maponutnyeckoe Ae3aMHHHpOBaHUE (C oOpa3oBaHMEM KapOOHOBOM
TUAPOKCUKUCIIOTHI) (puc. 66).

COOH COOH
I
NH—C=H 4+ 1,0 < >~ HO—C—H  + NHj
R R

Puc. 66. I'unponutnyueckoe 1e3aMUHUPOBAHUE

3. DnuMuHUpylolee Ie3aMUHUpOBaHHE (C 0Opa3oBaHHWEM HEHACHI-
IIEHHBIX JKUPHBIX KUCIIOT) (puc. 67).

$OOH COOH
NH—C—H S
- = + NH
?Hz CH :
R R

Puc. 67. DnuMuHuUpytoliee 1e3aMUHUPOBAHNE



4. OxucnurenbHOE Je3aMHHHpOBaHHE (¢ 00pa3oBaHWEM KETOKHCIIOT)
(puc. 68).

(leOH COOH
|
NHZ—(li—H + 120, =< = (|?=O + NH;j
R R

Puc. 68. OkucnurenbHOE 1€3aMUHUPOBAHUE

Boigenstor nBa THUNA OKUCIUTENBHOTO JE3aMUHHPOBAHUSA: MPSIMOE U
Henpsamoe. Ecnu B Xozie 1€3aMUHMPOBAHUS aMUHOTPYIINA cpa3y IpeBpaniacTcs
B aMMHaK, TO peaKIUs Ha3bIBA€TCA MPSAMbIM OKHCIUTEIbHBIM Ji€3aMU-
HUpoBaHHUEM. [IpsMOe OKMCIUTENBHOE AE€3aMUHUPOBAHUE MOXKET MPOUCXOIUTH
KaKk B adpOOHBIX, TaK M B aHa’pOOHBIX YCIOBUAX. AdpoOHOE MpsIMoe
OKHCIIUTEIBHOE JE3aMUHUPOBAHHME KaTallM3UpyeTcs Okcuaazamu D-amuHO-
KUCIOT W L-aMuHOKHMCIOT ¢ YywactueM kodpepmeHtoB DAl u OMH
COOTBETCTBEHHO. Peakuuu, KaTaau3uUpyeMmble OKCHJa3aMH, B  KIETKax
MPOTEKAIOT MEAJIEHHO. AHa’pOOHOE MPSMOE OKUCIUTENIBHOE JI€3aMUHUPOBAHNE
CYLIECTBYET TOJBKO JUIsi L-TiyTaMUHOBOM KHCIOTBI M KaTalU3UpyeTcs
(epMeHTOM ITyTaMaTIeruaporeHasoil B mpucyTcTBud Kodepmentos HAJL umm
HAID".

Hemnpsimoe OKUCIUTENBHOE 1€3aMUHUPOBAHUE COCTOMT U3 JIBYX JSTallOB:
TpaHCAMUHUPOBAHMUS C O.-KETOIIIyTapaToM ¢ 00pa3oBaHUEM TilyTamaTa; IpsSMoro
OKHCIIUTEIBHOTO J€3aMUHUPOBAaHUs TIiIyTamaTta. B pe3ynprare TpaHCaMu-
HUPOBAHUS AMHUHOKHUCIOTHI TEPSIOT AMHUHOTPYNIBI W TPEeBpAIAIOTCS B
0-KeTOKUCIOTHI. Jlanee WX YIJIEpOJHBIA CKeJIeT KaTabOJIM3UpYyeTCsl CIelH-
(buyeckuMHu MyTSMU U BOBJeKaeTcs B Mk Kpebca.

JlekapOOKCHIIMPOBAHUE aMUHOKHUCIOT —KaTalu3upyeTcss J1eKapOOKCHU-
na3zamu. [IpoayKkTsl nekapOOKCUIUPOBaHMS 00J1a1al0T BHICOKOM OMOJIOrMYeCKOi
aKTUBHOCTBIO (Hampumep, 3tanojamu, AMK u 1.1.) (puc. 69).

COOH H
JlekapOokcunasa |
NH2—$—H > NH,—C—H
R -CO; 1|{

Puc. 69. JlekapOokcuiupoBaHUe aMUHOKUCIIOT

O6pa3OBaBHIHﬁCH AMMHUAK YIAJSICTCA M3 OpraHnu3Ma B BUAC MOYCBHUHBI U
B BUJC CcoJIel aMMOHHUS.



