


Oowasn xapakmepucmuxka
y2.160008

Yr1eBoAbl — OPTaHUYECKUE COCAUHEHUS, COICPIKALIINE
aJIbJIETUIHYIO WJIM KETOHHYIO TPYIIITY U HECKOJILKO
TUIPOKCHIBHBIX TPYIIIL.

MX seMeHTapHBIM COCTaB BBIpaKaeTcs: (hOpMyIIoin

Cm(HZO)n’ HO OHa HE COBCEM BEPHA, T.K. CYILIECTBYIOT
COCJIMHEHHUS B KOTOPBIX BOJIOPOJI U KMCIIOPOJ COAEPKATCS B
HECKOJILKO MHOM MPOTIOPIIUH.

Hanpumep, nezoxcupudosza — C:H,,0,.

B 1927 1. MexayHapoaHas KoMHCCUS 110 pedopme
XUMHYECKOM HOMEHKJIATYPhI MPEATI0KUIIAa TEPMUH «YIJICBOIbBI»
3aMEHUTh TEPMHUHOM «IVIMIUAbD> (M «TIFOLUIBD)).




DyHKUUU Y2.1600086 6
op2aHu3me

Kanonuueckue (0o6uwue) pynkuuu:
> JHepreTruvyeckKas

> CrpykrypHas (mjiacrudeckas)
> Mertaboaunueckas

Hekanonuueckue pynxkuuu:

> 3ammrHas (IIpumep: MyKoIoaucaxapubl)
» Peryastopuas (IIpumep: xieryarka)
» QOoOecnieyenune cnenn(pUuIHOCTH TPy KPOBH
(I’ pynimoBeI€ BelIECTBA KPOBU — INIMKOIIPOTEUHBI)
> Penentopubie GyHKIUN
OpMAallMOHHAA



IIpoueccwt y2aeao0HO20
oomeHa

1. Pacmensienue nmoJim- u aucaxapujios 10 MOHOCAxXapu0B B
JKK'T. BcacsiBanne MOHOCaxapua0B U3 KUILICYHUKA B KPOBb.

2. CunTes m pacnaj riiMKoreHa B TKaHsX (B IICUYECHN).
3. AHa’po0Hoe u a3podHoe pacuieieHe INII0KO03bI.

*aHa’pOOHBIN NyTh — ZIUKOJIU3 (IUXOTOMUYECKUU ITYTh);

~a3pobHbIil IyTh — HEHMO30POCHammHbIil UK
(aIIOTOMHYECKHUM MY Th).
4. BzaumonpeBpanieHue rekcos.
5. A3pooubii meradoausm IIBK.

6. IrokoHeorenes — o0pa3oBaHUE YIJIEBOJIOB U3
CYIJTICBOIHBIX BEIIICCTB.







IlepeBapuBaHVE HAYMHACTCS B POMOBOU NOJIOCHIU.

[ uapoiis kpaxmana yCKOPSICTCA aMUIAZAMU
vo-amuiaza yCKopseT ruapoims 1,4-
IMIMKO3UAHBIX CBA3EH B MOJIEKYIIE KpaxMalia
0€3 Kakoro-i1m00 ONnpeIeIeHHOrO NopsaKa, B
PE3YJIBTATE YETr0 CHAYaJla BOSHUKAIOT
oJMrocaxapuabl. KOHEUHbIM IPOJYKTOM €€
NEHUCTBUSA ABISICTCS O-MAIbINO3A.




vB~amunaza

OTIIEIIISAET OT MOJIEKYJIBI KpaxMmalia
OCTaTKU [FMa/ibmo3bl HAYWHAS C
HEPEAYLMPYIOIIETO KOHIIA MOJICKYJIBI
KpaxMmaia. Ee nencrBue
IPEKPAIIACTCSI B MECTax
PA3BETBJICHUH B MOJICKYJIE Kpaxmalia.




W-amunaza (2n1Koamuiasa)
IlociaenoBareIbHO OTIHICILISET

OCTATKMH TJIIOKO3bI OoT

HEBOCCTAHABJIMBAIOIIECIO KOHIIA
MOJICKYJBI KpaxMalia Wid IJIMKOI'CHA,
OJIMTO- ¥ JAXXE AUCAXapHUI0B
(MaJIbTO3EL).




Cxema @epmeHmamueHo20 2udpoausa
Kpaxmaaa nood deucmeuem amuias pasHulx
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Pomoseas noaocmu

-depMeHTH — aMuw.1a3a cArHbL (o-aMuaas3a) u
maabmaasa.

°*o-AMMIIa3a CJIOHBI B OCHOBHOM OCYIIECTBJIAET epBble (ha3bl

pacnajza Kpaxmasia (UaIu IJIMKOTeHa) 40 JeKCTPUHOB U YaCTUUHO
MaJIbTO3HI.

eManpTO3a € IIOMOIIBI0O MAaJbTa3bl pacIleIlIsIeTcss 10
TJTFOKO3bI:




Keayoox
JKeynouHbIN COK HE COAEPKUT (hepMEeHTHI,
PACIIEIUIAOIIUE CIIOKHBIE YIVIEBOJIBI,
AaMIJIa32 CJIIOHbI MHAKTUBHPYETCH KUCIIOHN
cpenou (pH xemynounoro coka 1,5-2,5, Tornga
Kak ontumMyM pH a-amunassl 6,8—7,2).
OpHako B 0051€€ NIYOOKHX CHOSX ITHILECBOIO
KOMKa, KyJa HE Cpa3y MPOHUKAET XKEIYIOUYHbIN
COK, JICUCTBHUE aMMJIa3bl CJIFOHBI HEKOTOPOE
BpEMS MIPOHAOJIKACTCA M IIPOUCXOTUT
acmenﬂeHHe IOJIUCAXAPUIOB 10 JIEKCTPUHOB
) 1 MAJIbTO3BI.




/leeHaduamunepcmHan Kuwka

KpaxMmai (1 MHUKOTreH) pacIIeILIsICTC IO
NEVCTBUEM RAHKPEAMUYECKOU O-AMUIA3bL.
pH O0n1m30K K HEUTpAILHOMY,

[IO3TOMY OL-AMHMJIA3a MaHKPEATUYECKOTO
COKa MAaKCUMaJIbHO aKTHUBHA. JDTOT (P€PMECHT
3aBEpIIACT IIPEBPAIICHUE Kpaxmana (1
IJIMKOTCHA) B MAJILTO3Y.
ManbTro3a ruipoIM3yEeTCA 10 TIIFOKO3bI IO/

BIIUSIHUEM MATbMA3BL.



KuiliedHbIU COK COZIEPKUT TAKKEe AKTUBHYIO

caxapas3y, ruapoan3yolryro caxapoasy:

CHZOH
CH,OH
VO + H,0
@) >
CH.,OH
CHZOH
CHOH

‘( y CH,OH

BRI LR



JlakTo3a (MOJIOUHBIN caxap) IO/ JIeliCTBUEM

JAAKMA3Bbl KUIIEYHOT0 COKa paclIeIIgeTca Ha
[JIFOKO3V U TaJIaKTO3YV.:

OH \ . \/’ + H,0

OH OH -
OH
OH OH
CH,OH CH,OH
OH l O._ OH | O
— OH ¥ OH

OH OH




~ e S\WEg
OCBOD0RTEHIE TTHOROSH




I 1TaBHBIM B pacnaje rIUKOTCHa SIBISICTCS
polecc pocghoponusza, a He TUAPOIU3A.

dochoponn3 IporuCcCXoauT o4 ASHCTBUEM
(GbepMEHTOB hocghopunaz, KOTOPbIC NEPEBOASAT
OJIMCaxapu bl U3 3alaCHOM (DOPMBI B
METa0O0INYECKH aKTHBHYIO.

B nipucyrcrBun pochopuiiazbl NIMKOTEH
pacnagaercs ¢ oopaszoBanuem [ -1-D:

(CsH,(O5), + H,PO, — (CsH (O5),, 4 + T'-1-D.




I'roxozeHes

Docghopunaza a oTmenaseT OCTATKH TIIFOKO3BI OT
nepru(pepUICCKOTrO KOHIIA HAPYKHBIX BETBEU
MOJICKYJIbI TJTUKOT¢HA

[Tpn npubmmkennu K 1,6-cBsA3IM HaYMHACT PadOTATh

epMEHT amuio-1,0-enroKko3uoas3a, nocie 4ero
ocopuitaza a mpogomKaeT ASHCTBOBATH 10 HOBOM
TOYKH BETBIICHUS.

OoOpa3zoBaBmuiics '-1-® npepamaercs B ['-6-® nop
nericTBUeM PocChoziroKomymasnl, KotTopas
AKTUBUPYETCS IH0K030-1,6-nudocdarom (I'-1,6-1D),
BEITIOJTHSIONTAM (DYHKIIMIO KO()EPMEHTA.

OOpa3oBaHue MOKO3bI U3 I'-6-@ B mieyeHM
IIPOUCXOUT IO BIUSIHUEM 2/TIOKO30-0-

hochamaswt.
k- D + H,0 — CgH,,06 + HyPO,.







I TuKou3 — cnoxusiit pepMeHTATHBHBIH

IIPOLECC NIPEBPAILCHUS TTTFOKO3bI, IIPOTEKAOIIUN B
TKaHAX YEJIOBEKA U JKUBOTHBIX 0€3 MOTPECOICHHUS
KM CIIOPO/A.

[ TrKoIn3 SBISIETCS IIEPBBIM, a4 B aHA3POOHBIX
YCIIOBUSX OCHOBHBIM 3TaloOM Ha IIYTH UCIIOJIb30BaHUS
TJIFOKO3BI U APYTUX YIJICBOAOB JAJIsl 00ecneueHus
OMOdHepreTHYEeCKUX MOTPEOHOCTEN KUBBIX

OPraHM3MOB.
Ha npoMeKyTOUHBIX CTaIusIX ITIMKOIN3a 00Pa3yroTCs

Tpexyrjiepoanbie pparMeHThbl, UCTIOJIb3YEMBIE IS

HTE3a PAiZia BELICCTB.




I dochopuruposarue

I'NIFOKO3a

depMeHT 2eKcoKuHna3a CoCOOCH KaTallu3UpOBaTh
dhochopuanpoBaHue U IPYTUX IEKCO3.

B nmedeHu eCThb 2I0KOKUHA3a, KaTalld3upyromas
(dhochopuIpoBaHUE TOJLKO D-TIIHOKO3HI.

ML NEP6aAA RNYCKO6AA peaKUA JJTUKOIU3A.




II H3omepusauus I'-6-D 6o D-6-D

AG® = 1,67 xJI:x/MOJIb
(dhepMeHT 2ekcozoghochamuzomepasza (I'-6-D-uzomepasa)




III Dochopuruposarnue P-6-D

AG® =—-14,23 k]I>x/Monb
depMeHT 6-ghocghoppykmoxunaza

Peakuus mpoTekaeT B IpucyTcTBrr MQ?*, HasLIBaeTCs émopoil
RYCKOGOU peaKyueul 2nUKOaU3a v sIBJIsIeTCA JUMUTHPYIOLIEN

____eﬁ BCETO IIpoLecca




IV Pacnaod @-1,6-0P Ha 2 pochompuo3ul

OH
/ N OH o

__P—0—CH, CHOP.  H,c-0-PEE0  HC-0-PE0
07 Non| o / TN TN

0
H2C_OH
TIOA®

AG® = 23,85 xJ[>x/MOIb

DepMEHT — alb0on1a3a
Peakuus oOpaTuma




V Hzomepusauus mpuosogocghamoes

TIOAD 3-BTA
AG® =7,53 kJI:x/MOJIb
DepMeHT — mpuozopochamuzomepasza
PaBHoBecue ciBuHyTO B cTOpoHY JIOAD (ero 95%)
OHaKO, B MOCJICAYIOIIHE PEAKIMH ITINKOJIU3Aa MOKET
BKJIKYATHCA TOJAbKO 3-PI'A, mo3TOMY IO MEPE
norpeodnenus 3-OI'A lﬂOA(D npeBpamiaercs B 3-OI'A
Oopa3zoeanuem 3-DI A 3aeepuiaemcn nepeas cmaous
~ 2JIUKOIU3A.




VI Oxucaenue 3-PI'A 1,3-0DPI'K
OH

H,C-0-R=0
2| \

) He-oH

+2H,PO, + 2HALl === (|:¢O oH +2HAJH,

<. /
0°P=0
AN
OH

AG® = 6,28 kJI:x/MOJIb

depMeHT - enuuepanvoezuo-3-gpochamoezudpozenasa
(Koqbepmeﬂm HAJ)

~ 1. 3-1PI'K — Makposprudeckoe CoeAuHEHNE




VII Cyocmpamnoe ¢hocghopuruposarue

depMeHT — hochocnuuepamrkunasa

Takum 00pa3om, SHEPrus, BEICBOOOXKAAOIIASICS OPU
OKMCJICHHH alibjeruaaou rpynmsl 3-OI'A, 3amacaercs B
bopme 3Hepruu ATD




VIII U3omepusauun 3-OPI'K 6 2-DI'K

DepMeHT - ghocghoenuuepam-gochomymasa
Peaknus gerko oOparnuma, IIpoTEKaET B
npucyrctBun Mg<*




IX /lecuopamauua 2-OI'K

= CH
HpC~OH /OH | 2 /OH
7?7 HC-O—P=—0 ——— 2?2 C-0OvP=—0
O N\ O N\
z OH -2H)O z OH
Cl ~
OH OH

AG® = 1,67 xJI>x/M0OJIb

depMeHT enonaza, akrusupyemast nonamu Mg+ mim Mn?*




X Cyoecmpamnoe ¢pochopuruposaHue

CH, CH-
| OF A |
2 C—OV‘P\:O » 7 C=0
| 0O OH -2ATO® | 0
Cl Cl
OH OH
IIUPOBUHOIPATHAS

kuciora (I1IBK
AG® =-31,38 xJI)x/MOIb

depMeHT nupysamxkuHasa; njs €€ ASUCTBUSI HEOOXO MBI
nousl Mg?* 1 Mn?*, a Taxyke HOHBI IET0YHBIX METAJIOB

RS KY PEAKIUs IIPaKTUYECKH HeoOpaTuma

R
) e ] v
\ A\ \\
\\
.3-.



CxeMa riimKoJIMN3a

+ AT + AT
CeH1206 > [-6-0 —— ©-6-O > O-1,6-10
- AJI® - AJlI®
PATID + 2H;P0Oy,
T + 2HA
2 3-®I'K 21,3-ndI'K = 2 3-Or'A =— HOA®D
‘ - 2AT® -2HAJIH,
/ + 2A1D
22-OI'K = = 2 ®OEII 2 [IBK

- 2H,0 _2AT®




CyMmmapHoOe ypaBHEHUE IVINKOJ/JIN3a

CH,,O; +2HAJl + 2A1® + 2H,PO, —
— 2CH,~CO-COOH + 2HAJIH, + 2AT®




/)6 \\N




AHa’poOHBIE YCI0OBUA

Boccmanoenenue 00 moounou
Kucaomwl (MOJIOYHOKHCIIOE
OpO’K€HHE, OKOHYAHNE ITINKOJIN3a);
Cnupmoeoe opoxcenue,

APYTUE BUBI OPOKCHUSI.




I B aHaspoOHBIX YCJIOBUAX —
goccmaHos.a1eHue 00 MOAOUHOU
KUucaomuwl

COOH COOH

C=0 +HAJH,=— HO—CH + HAJI

CH, CH,

DepMeHT — 1akmamoezuopozenasa

Jlpyrue Ha3BaHUSA IPOLECCAa — MOJIOYHOKHUCIIOE
OpOKE€HHE, OKOHYaHUE TTINKOIN3a (B 3aBUCUMOCTH OT
QKT3I )




MostouHass KUCJIOTa HAKAIJIMBAETCA MPU aKTUBHOU
MBIIIIEYHONW PAa00TE M BBI3BIBACT YTOMJICHHE MBIIIIII.

YacTe MOJIOYHOM KHCIIOTHI B @3POOHBIX YCIOBUIX
okucnsiercs 1o CO, u H,O (1/5 — 1/6) nnm naer Ha
PECUHTE3 ININKOTEHA.

AG®;,y pacIIeIIeHus TIOKO3bI 10 MOJIOYHOU KUCIIOTBI

(CeH,05 — 2C3H;O3) cocraBmser 210 klax/moub. U3

3TOro0 KOJIW4eCcTBa SHEeprun ~126 k/Ik paccenBaercs B

BUJIE Tema, a ~84 k/l:xk nHakannuBaercs B popme ATO.
Konneas Mmakposprudeckas cBsizb AT® COOTBETCTBYET

npumMmepHo 33,6—42,0 xk/I>x/moinb. Takum oopazom, KI1]

ITIMKOJIK3a (10 MOJIOYHOM KHCIOThI) cocTaBiseT okono 0,4.
MoJ10YHOKHCIIOE OPOXKEHHUE OCYILECTBIISICTCS
JHOKHCIIBIMU OAKTEPUSIMU.




I1 B aHa’pOOHBIX YCJTOBUAX —

cnupmoesoe OpoliceHue

OCyIIECTBISACTCS APOXKKETTOAOOHBIMU OpTaHU3MAMHU 1
HEKOTOPBIMH IJICCHEBBIMU I'PUOAMU:

CeH 1,05 — 2CO, + 2C,H;OH.

[To MexaHu3my OJIM3KO K IJIMKOJIHU3Y.

IIpu cnuproBom Opoxkennu [IBK BHauase moaBepraercs
NEeKapOOKCUIIMPOBAHUIO MO JCMCTBUEM (PEpMEHTA
nupysamoexapooxcuiasol, Koropas Tpedyer Haauuus Mg
1 Ko(hepMeHTa THaMHUHIIpodocdara:

CH;—CO-COOH — CH4;—CHO + CO,

3aTeM YKCYCHBIN aJIbJCTU]l BOCCTAHABIMBAETCA B 3TAHOJ P
y4aCTUHU (PEPMEHTA A1K0201b0e2UOPO2EeHA3DL.

CH,—CHO + HAJIH, — CH,—CH,—OH + HA

LBYIOT M IDYTHE BU/IbI OpOXXEHMS, OTIINYAIOIIHECS




III B aspoOHBIX YCIOBUAX —
oKucAumeavHoe dexapooxucauposaHue
(npIxanue)

IIBK noasepraercsa OKUCIUTENbHOMY

NEeKapOOKCUINPOBAHUIO C 00Opa30BaHUEM
aneTuJ1-KoA, KOTOpBIU 3aT€EM MOXKET
okuciitecs 10 CO, u H,0.

CH,—CO-COOH + HAJl + HSKoA —
— CO, + CH,—CO~SKoA + HA/IH,
MynbTUIH3UMHBIN KOMILJIEKC —
RUPYBAMOE2UOPO2eHAZH LI



Moodeav de2udpoz2eHa3Ho20
noAu@epmMeHmMHO20 KomMnaexkca

12 muMepHBIX MOJIEKYII
RUPY8AMOeKapOOKCUIA3bl

6 TUMEPHBIX MOJIEKYII
OUZUOPOSUROUIOCZUOPO-
2eHA3Dbl

24 MOJEKYJIbI
JAUROAm-
auemuampancghepasot




MexaHUu3m oxKucCAUMEAbHO20
JdexapooxkcuauposarHun IIBK

Tuamunnupodocdar (Buramus B )

Rl\ Rl\ N+ R2
|| HO 7\
H,C— c COOH — |H,C—C Rs




R

_|_
+ S N
oo AN ™™ /—&
- 0N
S

HS |
H - >n|/|noaT CHs
HS Anerunrravuamapodocda

2

R3




If& ' HS\HMHOHT I-|S\J'|I/II'IOEI
yd
OXCJ“J HS HSC—CWS/

S Rs > [
| _TI®
CH, 0

ALETHITHAPOINIIOAT

HS (ﬁ

>J'II/II'IOaT + HSKoA HS

H3C_CWS - JIANOAT + HSC_C‘N\SKOA

S Anernn-KoA
(HS),—mumoar + ®AJl — S,—aunoar + ®AJIH,;
~___DAJH, + HAJl — HAJTH, + ®A/L.




MexaHu3m deiticmeus
nupyeamoez2uopo2eHasHo20 KomMnaekcea

IIBK

CO, OxcustunITI®

Jlumnoar
\ ALEeTUNTUAPOTUNIOAT
®AJTH, *
A /\\ JUrUApOMNIIOAT . KoA
A AT
AnermiiKoA

HAJIH,







[{ykn Tpu- ¥ TMKApOOHOBBIX KHCIIOT BIIEPBBIC OBLI OTKPHIT
AHITIUMCKUM OHOXUMUKOM Xaucom Aodonvgpom Kpeocom B
1937 .

B 1953 r. on ymocrtomncs HoOeneBckoil mpeMuu 1o
(bU3UOJIOTUH U MEOUIIHE.

X.A. KpeOc BrmepBbie HOCTYJIMPOBAJl 3HAYCHUE JAHHOTO
[UKIa JJIs IOJIHOro «cropanus» IIBK, rimaBHBEIM HCTOYHHMKOM

KOTOPOU ABJISIETCS INIMKOJIUTUYECKOE MPEBPAIICHUE YITIEBOIOB.
B pganepHeleM ObLIO mOKa3aHO, 4To LUK KpeOca sBisercs
«poKycoMm», B KOTOPOM CXOIITCA IIPAKTUYECKHU  BCE
METa00JINYECKUE MY TH.
LMK cOCTOUT U3 8-MM MOCIIEA0BATEIbHBIX PEAKIIHH.
depMeHTHI [UKJIA COOpaHbl B MeTa00JI0H, JIOKAIN30BAHHBIN
B KPUCTAX MUTOXOHAPUHA.




I Kondencauun auemun-KoA co IIIYK

DOepMeHT — yumpamcunmasa
IIporecc uaeT B HECKOIBKO CTAIUU

OOH COOH

|
—0 C—OH

= |
CH

H, O

‘ O Cvx,,
OOH COOH // | " SKoA
CH,

+ HBC_CVVI SKOA |

— > HO—C—COOH

|
CH,



I Konoencauua auemun-KoA co I YK

O
cv/g COOH
| "SKoA |
CH, CH,
+ H,0
10— C—COOH ~ HO—C—COOH + HSKoA
c‘:H2 CH,

COOH COOH

JIMMOHHAA KHUCJIOTA




I Kondencauusa auemun-KoA co IHH[YK

CyMMapHO€E ypaBHEHHUE TIEPBOM CTAIUU:

?OOH
%OOH %Hz
— 0
ﬁ o / HO—C—COOH
o+ MO Cangygp F O * HSKoA

AG°® = -31,38 x/[:x/M041b



IT U30Mmepusauus AUMOHHOU
KUCA0OMDbI 8 U3OAUMOHHYIO

DEpMEHT — aKOHUMaAm2uopamasa
IIporuiecc uaer B ABe CTaAUHU
2.1. Jleruaparanust TMMOHHOM KHCJIOTBI

COOH COOH

CH, CIH

C—COOH,+ H,0

HO—C—COOH

CH, CH,

COOH COOH

IHNC- aKOHI/ITOBa}I KHCJIOTA
/ KIDK/Monb




III OxucaeHue u30AUMOHHOU KUCAOMDbL,
conpoeoicoarouieecs
JdexapooxkcuauposaHuem

DEPMEHT UZOUUMPAMOEUOPO2eHA3A
(kobepmenT — HAJ)

COOH . COOH COOH
HC—OH C=—0 C=—0
+ HAJ
HC— COOH HC—COOH| —=  CH,
_ - CO
CH, HAIH, | cpy, ° CH,
COOH . COOH COOH

Ol-KE€TOIrJIyTapoBasi
KHCJIOTa

AG® =—-8,37 xkJI>x/MOJIb




IV OxucaumeavHoe dekapookcuauposaHue

a-Kemo2aymapoeoil Kuc.a10mul
DepMEHT a-Kemoiaymapamoe2uopo2eHasa

COOH
| + HSKOA C//O

CH- B C()> (‘:HZ
oo
2 - HA1H, ‘

COOH

Cykuunuia-KoA



V Cyocmpammnoe ¢pocopuaruposaHue

OepmeHT cykuunam: KoAnuzaza




VI IIpespaweHue SHMapHoi Kucaomul 6
dymapoasyro (decudpuposaHue)

DEepMEHT CYKUUHAMOE2UOPO2EHA3A
(koepmentT — DAJI):




VII I'uopamauus ghymapoeoit Kucaomul ¢
oopa3zosaHuem 26.10UHOU KUCA0Mubl

DepMEHT hymapameuopamasa

COOH COOH

CH HC—OH

|+ HO0 = |
CH CH,

COOH

[ -s1010uHas KUCIIOTA
AG® = 3,77 x]J1>)x/MOJIb




VIII OxucaeHue 20104HOU KUCA0mMbl
do xemodghopmut IIIYK

DepMmeHT manamoezupozenaza

AG® = 29,71 x]JI>x/M0JIb



Cymmaproe ypasHeHue uuxkaa Kpeoca

CH.,~CO~SKoA + 3HAJ] + ®AJ] + AJI® + H,PO, —

— HSKoA + 3HAJIH, + ®AJIH, + AT® + 2CO.,.




3a 1 oOopor nmkiaa Kpebca mpoHCXOOUT IIOJHOE
okucienne 1 Monekynsl aneTui-KoA.

Jlna HempepbIlBHOM pa0OThl IHMKJIA HEOO0XOIUMO
ITIOCTOSIHHOE MOCTYIUIEHHE B CHCTEMY aleTuia-KoA, a
kopepmentel (HAJ u DAJl), mnepeuieamue B
BOCCTAHOBJICHHOE COCTOSIHME, JOJDKHBI CHOBAa M CHOBA
OKHUCJIATHCS B AbIXaTeIIbHOM 1CTIH.

OcBoOOXaaromasicsi B pe3ylabrare  OKHUCJICHHUS
aneTi-KoOA  3Heprud B 3HAUUTEIBLHOU  MEpPE
COCPEIOTOYMBACTCS B MaKpOIPTHUecKuXx CBI3Ix ATD.

IIpu okucineHun 1 Monekyinabl aneTui-KoA B 1ukIie
KpeOca oOpasyercs 12 MOJICKYV/I ATOD.
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PacxoxaeHne nyTen oKNCaeHnsa yrneBo0B -
K/TACCMYECKOro, npu yyactuum uukna Kpebca, u
NeHTO3HOro - Ha4nHaeTCcsa Co cTaamm obpa3oBaHUS
reKCo3oMoHodocparTa.:
, TO
OabHEeNLW NN pacnajg yrnesongoB naet no
c obpa3zoBaHuem [1BK,
KOTOpasa, OKNCNAAChb A0 aueTun-KoA, 3atem
«CropaeTt» B uUmMKie Kpebca.

, TO [-6-® MOXeT noABepratbCA
00 bochoneHTOs3

B HOpMe [0/ MeHTO3HOro LMK/Aa B KOIMYECTBEHHOM
npeBpaLLeHNN FKO3bl 0ObIYHO HEeBENNKA U

$AYET Y Pa3HbIX OPraHM3MOB, 3aBUCHT OT TUMA

1 1 CESNMNLKILLNOHA/ILHOMO COCTOAHMSA




SHayeHue rneHTo3HoOro
rnyTu B obMeHe Belyecrs

[TeHTO3HbIN LUKA NOCTABNSAET ,
HeobxoauMbIM ANna BMOCUHTE3A XUPHBIX KNCNOT,
XosiecTepnHa 1 T.4. 3a CY4eT 3TOro uukia
notpebHocTb opraHnsma B HAL®H, nokpbiBaeTcs

npakTnyeckm Ha 50%.

[TeHTO3HbIN LLUKA NOCTABAAET
018 CUHTEe3a HYKJeNHOBbIX KNcnotT (P-5-9) n
MHOIMMX KoOhepMeHTOB.

Ponb MeHTO3HOro L MKna Bo3pactaeT npun paae
(Tak, HAL®H,
3 0na obe3BpexnBaHNA 9008 B MeYeHu).



Peakuunu NeHTo3o@oc@ParHoro nytu
[TeHTO3HbIN LMK HAYNHAETCH C

(OT rekco3odocdaTa oTW.enaaeTcs nepBbin
aToOM yrnepopaa). OTo OKUCAnUTeIbHas
cTagua uukna.

BTopaa ctaana BkaoyaeTr

C obpa3oBaHueM
MCXOLAHOIro rnKo3o-6-doceara.

PeakLLMM MEeHTO3HOroO LLMKJ/IA NpOTeKatoT
. KNeToK.



| erngpupoBaHmne [-6-@

bepMeHT
(KopepmeHT HALD)
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Il Tugaposins 6-gpochor/iiokoHo-6-
J1aKTOHAa

6-pochorntoKoOHO-6-N1aKTOH FrMAPON3yeTCs
NMB6O CNOHTAHHO, NMOO C NOMOLLbIO

6-bochorIroKOHOBasT KMCIO0TA



I erngpupoBaHue u
AekapbokcuinposarHme
6-pochor/itokOHOBOU KUC/10TbI
bepMeHT
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OH OH
3-keT0-6-pocdoraokoHoBas Pudyno3o-5-gochar

KHCIIOTa (Pa-5-®)



IV [Mog gevicreBuem cooTBeTcTBymoLleN
snumepassl U3 Pi-5-® moxer obpazoBarsca
Kcuaynozo-5-gpocgpar (Kn-5-®) uam nos
B/INAHNEM 0cobou nzomepassl — pnbo3o-5-
pocoar (P-5-).

Bce 3TN neHTo30pocdaTbl HAXOAATCA B COCTOAHUU
paBHOBECUS:




[Tpn onpeneneHHbIX YCNOBUAX NEHTO3HbIN NYTb
Ha 3TOM 3Tane Mo)eT ObITb 3aBeplLueH.

OAHAaKO MOXeT HACTYNUTb U TaK Ha3biBAa€MblIU
NEeHTO3HOro LuKna.

Peakuunu 3TOro 3Tana npoTeKkawT

Mpn 3ToM o0b6pa3ywTCcas KAaK  BeL,ecTBa,
XapakTepHble gnga rnunkonmsa (¢-6-¢, ¢-1,6-09,
hbochoTpuno3bl), TaK N crneundunyeckme BellecTBa
- ceporenTtyno3o-7-docodart (Cn-7-®), neHTO30-
5-docdhaTbl, 3puTpo30-4-dochart (3-4-9).

OCHOBHble peaKLUn HEOKNCIUTENbHOIro 3Tana
LMKNa - 7
3aK/1104Al0TCA B NepeHoce ABYXYrnepoaHblX
BRArMEHTOB OT OAHOI0 (POCHOPHOro 3pupa K




DaHCKeTo/1a3Hble

B H—C—OH | /
H—C—OH L, H—C—0H oh H,C-0-PZ0
H,C-0-PE0 / H—C—OH OH
\ H2C_O_P\—O 3-OT'A
OH OH H—C—OH

Ki-5-® P-5-®©

depMeHT
KodhepmMmeHT - , UrpaoWwmm ponb

POMEXYTOYHOrO NepeHoCnKa rnMKonbanbp,ermp,Hom
IR KOTopaﬂ 3aTeM npucoegunHaeTtcsa K P-5-90).



I paHckeTo/1azHble peakLymn




I paHcaibgos1azHaA peakLumng

bepMeHT KaTanun3npyeT nepeHocC
OCTaTKa anrunapokcumauetroHa ot Cn-7-¢ Ha 3-

Ci-7-® 3-OTr'A O-6-D 9-4-0




Takum obpa3om 6 monekyn -6-®, BcTynas B MEHTO3HbIN
LUKN, OAK0T n 6 monekyn CO,, nocne yero
n3 6 monekyn Pn-5-® cHoBa pereHepupytot 5 monekyn [-6-9.

[lpn 3TOM Monekyna [-6-¥, BCcTynawwas B LUK,

6 Mmonekyn CO, obpa3sytwTca n3 C'-rpynn wectn monekyn -6-
o.

6r-6-¢ + 7H,0 + 12HAL® — 5M-6-® + 6CO, + 12HALOH, +
H,PO,

NIn;
[-6-® + 7H,0 + 12HAL® — 6CO, + 12HAAPH, + H;PO,.
Obpa3oBaBLUMNINCA HAL®H, NCNnonb3yeTcs Ha

BOCCTAHOBUTE/IbHble CUHTE3bl B UUTOMMA3Me W, Kak 1pasusio,

He Yy4yacTByeT B OKuUCAUTeNbHOM @dochopunnpoBaHum B

AblXaTeNbHOWN LEenn MUTOXOHAPUN, HO eCNn aTOMbl BOAOPOAA

RK1I0YATCA B 3TY UeNb, TO CUHTe3unpyetca 12:-3 =
(L Ha 1 MOieKyny rnKo3bl.
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3dHUMaeT UueHTpa/ibHOE MeCTO B obMmeHe yrnesonos,
a U3 AalbHEeNnLWmnXx MPOAYKTOB Y3J/10Bble MO3ULLNN NMPUNHAONEXAT
U

3aBUCUMOCTUN MexXay pa3/IMYHbIMK NYTAMKU pacnaja
Yr/1€BOZL0OB C/IOXKHbI U ONpenensoTcsa Kak
, TaK ¥

Hanpumep, obbeM ramkonmsa B TKaHAX HaXO4MTCA B
NPAMOUN 3aBUCUMOCTY OT MOCTYM/IEHUA KNCNOPOAA: NOCAeAHUN
nozasngeT npouecc ob6pa3zoBaHUA MOMTOYHOM KUCNOTHI (

Jaxe B pas/MuHbIX TKAHAX M OpraHax OLHOro U TOro xe
OopraH1M3Ma COOTHOLUeHMA NyTen pacnana yrieBoa0B MOMyT
ObITb Pa3/INYHBIMN.

TeM He MeHee MOXHO YCTAaHOBUTb HEKOTOpbIe O6LLI.VIe
3dKOHOMEPHOCTMH.

Y nopaBndawoLLero 6oNbLINHCTBA OpraHN3mMoB










[TpocTble yrnesoabl BO3HUKAIOT rMaBHbIM
obpa3om npwu

Ha 3emM/e.

JTOT NpoL,.ecc ocyL,ecTBaseTcs

- paCTeHUAMM,
hOTOCUHTE3NPYOLWNMU U

XeMOCUHTE3UPYIOWMMN DaKTePUIMN.
[lepBUYHBIN CUHTE3 OpPraHNYeckoro
BelLeCcTBa B Npupoae naeTt nytem
BoccTaHoBNeHUAa CO, aTMocgepsl C
OAHOBpPeMeHHbIM (bopMUpPOBaAHUNEM
OpraHNYeCcKkux Monekyn, Hoeoobpa3soBaHue

\

"OpPb XQUDOBOXKAAETCA NOr/IOWeHneM




XemocuHresupyrowmne bakrepuu

NCTOYHUNKOM JHEPINN CNyxXKart

HUTpPO30baKkTepuUun:
2NH; + 30, — 2HNO, + 2H,0
HUTpobakTepun:
2HNO, + O, — 2HNO,

cepobakTepuu:

2S + 30, + 2H,0 — 2H,S0, (u36bITOK
Kncnopoaa)

2H,S + O, — 2H,0 + 2S (HepocTaTOK

KNcnopozaa)




PoToCcuHTEIUPYOLNe bakrepuu
U 3€/1eHbIe PACTEHUA

Mcnonb3yloT A4 NePBUYHOIO
CMHTE3a OpraHMYeCcKmnx BeLL,ecTB




CBeroBasa gasa
DOTOCUHTE3A

BbicBOOOXAeHne aTOMOB BOAOPOAA:
HAL® + H,O — HAA®H, + 20,
dochopunupoBaHme AAP (aHaNOrnMyHo

okucnmTesnbHoMy hochopunnpoBaHUIO):
Ad® + H;PO, — AT®




TemHoBaa aza
POTOCUHTE3A

CyMMapHoOe ypaBHeHMUe:
6CO, + 12HAAQ®PH, — CH,,0, + 12HALD +
12H,0

No CcTaaunaMm:
Pn-5-¢ + AT® — Pn-1,5-p¢ + AP

Pn-1,5-0¢ + CO, — 2 3-0TK

2 3-OIK + 2HAQPH, — 2 3-¢TA + 2HALP +
2H,0

OACD o-1,6-40 — ©-6-® — [-6-

S NTIAYOTOMMMUCCKAOTFO AVvTIA)




NcxopHbIMUY BellLeCTBaMU A4
CMHTEe3a yrneson0B
MOTYT CNYXUTb
NPOAYKTblI pacnana 1MnnaoBs, benkos
N APYrnx opraHMYecknx coeauHeHunn.







— CUHTE3 TNMKKO3bl N3
HeyrieBoAdHbIX MPOAYKTOB.

[penlwecTBEHHUKAMM FOKO3bl B HEM MOTYT ObITb
Unun noboe coegnHeHne, NnpeppallatoLlLeecs B
npouecce katabonmama B Hee UM OL4UH U3
NPpOMeXyTOUYHbIX NpoAaykToB LLTK.

Y NO3BOHOYHbIX HAanbonee NHTEHCUBHO
FMMIOKOHEOIreHe3 nNpPpoTeKadeT B U

bonbWWHCTBO CTagnn rnokoHeoreHesa
npencTtapnseT cobonm obpalleHre peakuunn
rMMKOM3A.

ToNbKO TPU peakuumn rnmkonmnsa (reKCoOKMHa3Has,
hochodpyKTOKMHA3ZHAA N NMNPYBATKNHA3HAA)
HeobOpaTUMbI, NO3TOMY B NMpoL,ecce rnOKOHeoreHesa

a_ Tpex 3Tanax UCNOoNb3YyKTCA Apyrue oepmMeHTb




| ObpazoBarHune PEIT nz
[IBK

CuHTe3 OEIN ocyuwecTBngeTcs B HECKOJIbKO 3TanoB..

KapbokcunuposaHue NBK non BanaHmnem
(KohbepMeHT -

BUTaMUH H (BNoTUH))
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[ekapbokcunupoBaHune n dochopunnpoBaHme
LIYK noa BangaHuem
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[lepBbliK 3TAMN IOKANN3yeTCa B MUTOXOHAPUAX. MembpaHa
MUTOXOHAPUN HeENpOHULLAeMa Ana obpa3osaswencs LLLYK.
[TochepnHAa 34eChb e BOCCTAHABAMBAETCA A,0 16/104HON
KNCNOTbI MPU y4aCcTUn

(B MUTOXOHAPUAX OTHOLLUEHNE
HALH,/HA/L Benuko, a B uutonsiasMe - Maso):

/ w VAW J L V TV LG Hy
MI/ITOXOHLI,pI/IVI B LWTOMJ1Ia3My, rne BHOBb OKUCNAETCA MNMPW
y4yacTum




[l [TpeBpalwjeHne @-1,6-4% Bo @-
6-@
®ElN B pe3ynbTaTe psaaa obpaTuMbiX peakLuun
rMNKOnN3a npespauwiaeTtcsa Bo ¢-1,6-a0.
[lanee rnioKoHeoreHes naeT B obxon,

HeobpaTUMOW IHAIPrOHNYECKON peaKL,un
npespaweHna ¢-1,6-0 o -6-0:

depMeHT MHIrMbupyeTcH
AM® n akTnuBmnpyetca ATo

Taknm obpa3om, Korga KoHueHTpauuns AMo
Mana, a KoHueHTpauua AT® Benunka, To
CTUMYNUpPYyeTCa rMoKoHeoreHes. HanpoTwus,

Koraga BeanymHa otHoweHunsa ATO/AMO® HU3Ka,

B KJ1eTKe NMPONUCXoAUNUT paclensieHne ritoKo3sl.




/Il ObpazoBaHmne r/irokossl n3z -
6-@

B nocnenytouier obpatumon ctaguu
bnocmHTe3a rnko3b ¢-6-9¢
npespawaeTca B [-6-®, KOTOPbIN MOXET
nedochopunmnposatbcs (B obxop,
reKCOKMHA3HOW peakLuumn) noa BAUSHUEM
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Mexay rnmKkoan3om, UHTEHCUBHO
NPOTEKAaoLWMM B MbILULLAX MPU NX AKTUBHOWU
0esTeNIbHOCTU, N TNIOKOHEOreHe30M,
0CODOEHHO XapaKTepPHbIM A9 MNeYeHu,
CyLLecTByeT

[Tp MAaKCMMANIbHOW AKTUBHOCTWU MbILLL, B
pe3ynbTaTe YCUIeHUsa MMUKoan3a obpasyeTcs
N36bITOK MOJIOYHOW KUCOTHI,
ANDDYHANPYIOLLEN B KPOBb

3HaYMTeNbHAA YaCTb J1aKTaTa B NeYyeHu
npespaLLaeTca B rOKo3y (rnioKoHeoreHes)

Obpa3oBaBLLAACA B MeYEHU IN0KO3a 3aTeM
MOXXeT ObITb MCMNOJIb30BAHA KakK

HepreTnyeckuun cybcrtpar, HeobXxoAnUMbIN ONS
IRE&ALHOCTN MbILLILL.







Y pacTeHUU U MUKPOOPraH3MOB B
npoL,ecce r1lOKOHeoreHe3a BaXXHYH pOJib
nrpaeT

bnaropaps emy oByxyrnepogHble
MeTabonuntel (M aueTnn-KoA) cnoCobHbI
npeBpaLLaATbCSA B YI/1I€BOAbI.

[MMOKCUNATHBLIN LUK paccMaTpuUBaloT
KaK BMAOU3MeHeHHbIU umnkn Kpebca, B

KOTOPOM u3ouuTpaTaoerngporeHasa v o—
KeTornyrapataeruaporeHasa 3aMeHeHbl Ha
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¢epM€HTbI T7TMOKCUJIATHOINO LUUKJia







bnocnmHTes onurocaxapumpoB OCYULeCTBAAETCH
nyTeM peakuum

[lepeHOC T/IMKO3MNBHOMO OCTaTKa HAa OA4WH
MOHOCaxapua naet ¢ ocopHOro apupa Apyroro
MOHOCaxapmaa W YyckopseTca cneundunyeckon

NCXOOHBIMWU  COeAUHEHUAMU, C KOTOPbIX B
npoL,ecce CMHTEe3a ONIMIrocCaxapuaoB rMUKO3UNbHbIN
OCTAaTOK MNEepPeHOCUTCA Ha MoHocaxapwupn, Cayxar

, ngm rmaponunse
KOTOPbIX U3MeHeHNe YypPOBHA CBODOOAHOW 3HEPruu
3HAYMTENbHO BbIlLE, YeM MNPU TUApPoONU3e APYyrux
LOHOPOB, a HYK/JeOoTUAHaA 4YacTb WX MOJIEeKY/
CnocobHa obecneynTb n3bmpaTesibHOCTb
FMNKO3UATPaHCchepasHOU peakLnn.




CUHTE3 caxapo3bl

bepMeHT
TonbKO B pacTeHunax
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CuHTE3 caxapo3bl

bepMeHT
YOA®-rnwkosa + ¢-6-¢ —
- Yo + Caxapo3o0-6-¢
[anee pencreyet pepMeHT

Caxapo3o0-6-9 + H,O —
— Caxapo3sa + H;PO,




CUHTE3 J1aKTO3b/

YAO-rnwokKo3a + rnoKo3a — NakKTo3a +
YAd




