OcobeHHOCTH NepeBapBaHUA
N BCaCbIBaHNA NUNNOO0B.

P — oKHCJIeHHEe dKUPHBIX
KHUCJI0T B MUTOXOHAPHUSIX.

ABTOpP — goueHT PbicknHa E.

A.




IlepeBapuBanne JMNKUI0B COCTOUT U3
IMYJILTHPOBAHNE H THAPOJIH3A KHPOB

— AMynbrupoBaHme MpoucxoauT
comemnxmmencos) B TOHKOM KULLEYHMKE NOS,
#/ OENCTBMEM COSEN XENMYHbIX
: KUCNOT. KenyHble KUCNOThl
IS CUHTE3NPYIOTCA B NeYeHN 13
s XOflecTepuHa, CEKPETUPYIOTCH B
KRR XEN4YHbIN My3blpb, 3aTEM O
£ g XXEN4YHbIM NPOTOKaM nornagatoT B
" ErR R KMLWEYHUK, N BO3BpaLLaloTCs B
nevyeHb (peunpkynauuns).
i B KenyHble KUCNoTbl AENUCTBYIOT
G “EF KaK JeTepreHTbl, pacnonarascb
Ha NOBEPXHOCTU Kanersb Xupa u
Konmase CHWXXas NnoBepxHOCTHoe

oo HaTsaXeHue. B pesynbrarte
KPYMNHble Kanmun Xwupa

RS - wonexynt Tovaunmaseponos pacrnagatoTca Ha MHOro Merkux.

AKTUBHLIN UEHTP
nunasbl




KeJJUHBbIEe KHCJIOTHI

Pasnunuaiot: 1.CBoOOAOHBLIE XeNn4YHble KNCNOTbI:
XorieBasi, Jie3oKcuxorneBasi,XxeHoAe30Kcunxonensas

2. [lapHble UNN KOHLIIMMPOBaHHbIE C MULUUHOM UMK
TaypUHOM Xen4yHble KUCNOTbI:

rMUKoXxorsieBas, TaypoxXorieBasi.

Hanbonee achdekTnBHLI NapHble Xen4vHble KUCMNOoTbI T.K. bonee
rmapocoOHbI.
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Xernoae3lokcrnxoneBan xucnorta



I uapoJn3 ;xuposB
MAHKPEATUYECCKOMN JIUIIA30U.

[lpeBpalleHne nponunasbl B aKkTUBHYO 11Mnasy
[lpeBpalleHne nponunasbl B akTUBHYIO nunasy
NPOUCXOOMUT NPU Yy4acTUN XKENYHbLIX KNCIOT
[lpeBpalleHne nponunasbl B akTUBHYO nmnasy
NPOUCXOOMUT NPU Yy4aCTUN XKEMYHbIX KNCIOT U eLle O4HOro
benka [lpeBpalleHne nponunasbl B aKTUBHYO Nunasy
NPOUCXOOMUT NPU Yy4aCTUN XKEMYHbIX KNCIOT U eLle O4HOro
benka naHkpeaTnyeckere-coka—koenunasbl. Konunasa
npucoeonHAeTca K nponunase u aunasa [lpespatlleHue
nponnnasbl B aKkTUBHYIO NMnasy NpoucxoauT nNpu y4acTuu
XXEeN4YHbIX KNCIOT U1 ewle ogHoro 6enka naHkpeaTtnyeckoro
coka — konunasbl. Konmnasa npucoeguHseTca K
nponunase n nnnasa CTaHOBUTCA aKTUBHOW U YCTONYMNBOU
K ENCTBUIO TPUMCUHA. + Konunasa




JIMnaza ruapoJiu3yer Kupbl 10 f -
MOHOAIUJITJIMIEPOJIOB M BbICIIUX

"KUPHBIX KUCJIOT.
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Tpuanrmyepon RLCOOH 2 MOHORLIMNITHLBPON



BcacbkiBaHHIO BCEX ATUX NPOJYKTOB IIEpEBapUBAHUS
’KUPOB NPEAIICCTBYET 00Opa30BaHUE CMEIIAHHBIX

MHUAICJ1JI.

Mgﬁ\ Mwuvuennbel cogepxaT B
b KayecTBe OCHOBHOIO
ﬁf*% KOMMOHEHTAa COMW XXENYHbIX

A KWUCIOT, B KOTOPbIX
4 fo PacTBOPEHb! XUPHbIE
; N kncnotbl, MAI, xonectepuH u
; apyrme nunuabl. Muuennbi
& conmxaroTcs ¢ KneTkamm
/ﬂgﬂa CINU3NCTON 0GOMOYKM
j KMLLIEYHMKA N KOMMNOHEHTHI
T i e MULenn auddyHANpYoT

CAMIHCTOI 000109KH KHIICUHHKA B H yT p b KJ_I eTO K ]



JTanebl MNOCTYIVICHUSA SHAOI'CHHbIX
/AKHUPOB B OPraHnuiM




PecuHTe3 JIMIIUI0B B CTEHKE
KHIIIEYHUKA

MexaHn3mM pecuHTe3a 3aKnr4vaeTcs:

a) B obpa3oBaHuUu aKTUBHOU (hopMbl
XXUPHOWN KUCHOTbI

0) cuHTe3e Xxnpa uns I -
MOHOAaUMUNIILuepuHa U akTuBHou hopmbli
XUPHOWU KUCSIOTbI

0 g
O O CHy0-C-R O  CHyO-C-R
R'&'O'(TZH RCO-KOA: R'é-O"C'ZH RCO - KoA . R'C’O'(PH Q
CH;OH \ CHg-OH R CHz-0-C- R
HS-KoA HS-KoA

2-MoHoauunrnuuepon OAuayunrnuuepon TpHBuHﬂU'ML(BDOﬂ



CTpoeHHE JIMIONPOTEHHA




Knaccudgmkauma n ocHoBHblIe CBOUCTBA
NIVNONPOTENHOB CbIBOPOTKE KPOBU

YeJioBeEeKa.
TUIIbI JIITOHII JIITHII JITIBII
JIIIOIIPOTEMHOB (JIL): | XITJIOMIIK- (JIII oueHn (JIII mmskoit || (JIII BbICOKOI
HOBIEIRAY, HU3KOM IIOTHOCTH) ILIOTHOCTH)
ILTIOTHOCTH)
COCTAB %:
BEJIKU p) 10 22 S0
OOCOOJIUIINJIBI 6 18 21 27
XOJIECTEPUH 7 17 S0 20
TAT 85 33 7 3
TTIAMETP YACTHII B
HM boabme 120 30 - 100 20 -100 7-158
(DyHKIlHI/l Tpancriopt Tpancriopt Tpancnopr Y,f%aﬂeﬂne
HTONPOTENHOB JIMITHI0B H3 JINTIH/IOB, :gi‘:el’"“i‘ B EEHZLTTIZZ‘
KIEeTOK CHHTE3HPOBAHHbIX pHHA H3
KHIIEeYHHKA B NMeYeHH JKﬁI_‘;TO“ H 1ap.




O0MeH TpUAMJITITIMIEPOJIOB
(TAI') Cunre3 TAI

HenocpeacTtBeHHbIMM cyOcTpaTamMm Ans CUHTe3a
TAI asnatoTca aumn — KoA v rmmuepon-3— ¢ocdar.

MeTabonnyeckum nyTb CUHTE3a OOUHAKOB B NeYeHU
N XKNPOBOW TKaHU, 3a UCKITIOYeHUeM obpasoBaHusA
rnuuepon-3— docdarta
Mmuuepon — 3 — chocchat moxeT 0O6pa3oBbLIBaTLCA
pa3HbIMU NYyTAMMU (UX 3):
1 — MOHOAUUNINNLEPOSIOBLIN
2 — anokcuaueToHdochaTHbIN
3 - MUUEepPNHOBbLIN

CuHTe3 TpnaumnrnmueponoB CTUMYyNUpyeTcs

UHCYJTUHOM.



1 myTh - MOHOAMJITJIMIIEPOJIOBBIA
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2-MoHoauunrmMuepon [uauunrauiiepon TovauuarnuLepon



2 13 nytu cuHTe3a TAI -
ATHOKCHALETOH(DOChATHBIN
1 IIMIEPUHOBBIN

MmokKo3a

OA®  [nvuepwH

NADH+H>\ /:<.T¢ :
f : Peakumus naér Tonkko
NAD : ADG: ® KNeTkax neveHu |

— Aumn-KoA

A

~— Auun-KoA

4
dochaTvgHas Kucnora

I o,
OAT
l/ Aumn-KoA

TAT



Pacnmaa TpranuirinieposioB

Pacnapg TAl npoucxoout B KULLEYHUKE U XXUPOBOU
TKaHU - agunouuTtax (nmnonus).

B agunouutax TAIl — chopma aenoHNMpPOBaHUSA XKUpa,

pacnagaroTcsl Ha rmuuepuHa n XXUpHble KUCNOoTbl noA
aencrtememMm TAlN- nunasbl. [MUUepuH NnepeHOCUTCH B
NneYyeHb, a XKMPHble KUCIIOTbl OKUCIIAKOTCA B
agunouuTax Ui NepeHocsATcs anboyMMHOM C
KPOBbLIO B pa3Hble OpraHbl — NeYeHb, MbiLWLUbI U AP.

B agunouuntax TAlN- nunasa - ropmoHO3aBUCUMA.
——  AKTMBUMpYeTCSH — rnrokKaroHom, agpeHanmHom un AKTT,
a UHrIMoMpyeTCcA — UHCYJNINHOM.

O ! 4 -
"
-0O-C- H.OH 000!
Q Ge-Giih 2’30 MaHKpeaTuieckas 0 GO
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Tpwauunrnuuepon R2COOH 2-MoHOoauuNrNuuepon



I IpeBpanieHus riumnepuHa.
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JHepreTuYecKum 3pdexT
[peBpalleHus] INIMIEePUHA

Ntoro: 3 AT® (HAOH(H+) B peakuymnax
npeBpalleHna + 5 ATO B rnunkonuse + 3
AT® (HAOH(H+) B okucnmtenbHoMm
nekapbokcunuposaHum MNBK +

12 ATO B LUTK =23 ATO — 1 ATD (1 peakuus
— aktmBaunsa BXKK) = 22 ATO

Ecnun npeBpallaetca pocpaTuaHas KMcnora,
TO 23 ATO, T.K. He HyXHa 1 AT® Ha
aKTMBaLUIO B NepBOU peakumu.



[} — OKHCICHHE )KUPHBIX KHUCIIOT B
MUTOXOHIPHUSIX

B okucneHue - crneunduyeckuin nyTb Katabonnama
XXUPHbIX KNCNOT, NPY KOTOPOM OT XUPHON KNCNOThI
nocnenoBartenbHO OTLeENNAeTcs nNo 2 atomMa yrnepoaa
B Bnage Auetun — KoA.

MeTabonnyecku NyTb Ha3BaH Tak NOTOMY, YTO peaKkuus
OKUCNEHUS XKXNUPHOW KNCIOTbI MPOUCXOAUT Y B — yrnepogHoro
aToma. Peakuusa B — okucneHusa v nocnegoBaTenibHOMo
okucneHus auetun — KoA B LITK cny>ut MCTOYHUKOM 3Heprum
Ana cuHtesa AT® no mexaHU3My OKUCNUTENbHOro
¢doccopunupoBaHus.

B — OKMCNEHNEe aKTUBHO B pasHbIX opraHax, Ho 0CobeHHO B
cepaeyHon Mbllue.

Bxknovaer 3 ctagun:

1) AKTnBaUUS XXUPHOW KNCIOThI

2) TpaHcnopT auun - KoA 13 unto3onsa B MUTOXOHOPUU
3) B -OKMCNEHNE XNPHbBIX KUCIOT B MUTOXOHOPUSIX.



1 cragusa - akTHBALMS )KUPHOHU
KU CJI0ThI

CBoboaHasA XUpPHaA KUCIOTa ABNAETCA MHEPTHOMU U He
MOXEeT noaBepraTtbCs OKUCIIEHUIO, MOKa He OyaeT
aKTuBMpoBaHa. AKTUBaLUA NpoTeKaeT Ha HapyXHeun
MeMOpaHbl MUTOXOHAPUMN.

aumn KoA cuHTeTasa
R-COOH+HS KOA+ATO® R-CO-KoA+AM®+ ©ODH
auumn - KoA
(akTuBHaa BXKK)

HeoGpaTMoCTb peakuuun gocTuraeTcs
pacwenrneHuem ®PH Ha gBa PH nop oencreBuem
nupocdocoarasbl.




KupHasi Kuciaora

aANILOYMUH
[NMaazmaruueckas
MeMOpaHa
KupHasi kucaora \
B KOMILIEKCE C DeJIKOM
ATD |
HS-KoA ~
Hapy>xnas @
MemMOpaHa ¥__. Aumnn-KoA
MUTOXOHJAPHUMN _ _ .ess=ss=s=sssssscccccnna,
-

SRS KapHuTuH

HS-KoA

ANMIKAPDHHUTHH

ok

@

BuyrpeHHsIsI
MeMOpaHa
MHUTOXOHIAPHHA

—_—

HS-KoA
Kapuurua

Amnia-KoA

B-OKucaeHue }« FAD (2H)

Anermwia-KoA

®

2CO,
NADH, FAD (2H), I'T®

—2-eTFatia—
TPAHCIOPT
aluJI -
KoA u3
IIUTO30JI51 B
MHUTOXOH/I-
puHu



3 craagus -f} -OKMCJIeHH e JKMPHbIX
KHUCJI0T B MUTOXOHIPUSX.

BknoyaeT HECKONMbKO 3H3MMAaTUYECKUX
peakuum:

1)nepBas peakuusa gernagpmpoBaHue;
2)peakuus rmapartauuu;

3)BTOpan peakuma gerugpupoBaHue;
4)Tona3Hasa peakuums.



P -okucjIeHHe dKUPHBIX KHCJIOT

B a 0

R-CH,-CH,-CH,-C~SKoA - Auni-KoA
Auna-KoA aerwaporenasa (1) FAD
FADH, - B LI19 a Q - 2 AT®

0
R-CH,-CH=CH-C~SKoA - Enon1-KoA

Enonarmaparasa ®% H,0

R-CH, gH CH, C SKoA - B-T'mapokcuanmi-KoA
B-T'napokcrouni-KoA NAD
rermmporenasa O™~ NADH+H' - LT3 a FMN - 3 AT®
R-CH,- -CH,-%“’SKOA - B-Keroaumn-KoA
B-Keroaunn-KoA mnonasa (@) HSKoA

9
Creayrowmuit MK R-CH,-CH2-8~SKOA H,C-(|2~SKOA - Auetnn-KoA - B UTK— 12 AT®
f-oxucnenns Aunn-KoA (nC-2)



JHepPreTuYeCKMil BHIX0A IPHU MOJIHOM
OKHUCJEHUH MAJTbMUTHHOBOM KUCJIOThI

NMpu B - okucneHna BXK, cogepxalien n — yrnepoaHbIX aTOMOB,
npoucxoaut n/2 — 1 UMKNOB B - OKMCIIEHUA U BCero nony4nTcs n/2
AueTtun - KoA
OOLwee ypaBHeHUe B - OKUCIIEHUA NaNTbMUTUHOBOWU KUCTOTbI:
Manbmutonn KoA + 7 A0 + 7HAO+ 7H20 + 7 HSKoA —
8 Auetun - KoA + 7O0AOH2 + 7THAOH + 7H
ndeJX\?J,HIEIﬂOM uunkne obpasyetrca 1 monekyna HAOH(H)+ n 1 monekyna
2.
1 monekyna HAOH(H)+ paet 3 ATO NPU OKNCITUTENBbHOM
1 monekyna PAlH2 — 2 ATD doocdopunupoBaHme
5 AT® 7(umkrnos) = 35 AT®
Bcero nonyuutcsa n/2 - Auetun - KoA T.e. 8 mornekyn.
1 monekyna Auetun — KoA okucnasace B UTK naet 12 ATO.
8 Auetun - KoA 12AT® (LUTK) =96 ATO
96AT®D + 35ATO = 131 ATO — 1 ATO =130 ATO

C yyeToM ofHOM noTpavyeHHoU Mosekyrnbl AT® Ha akTMBauuto
NanbMUTUHOBOM KUCNOTbI, OBLLINKA SHEPTrETUYECKUI BbIXOA MPU NOSTHOM

OKMCMEHWN OOHON MOeKynbl nanbMUTUHOBOM KucnoTel coctasnset 130

Mmonekyn AT®.



Touka
paclierJieHus o

B (lIZ-S—KoA

(04

[Haasmurona- KoA

f -
| 7 NAD )

7 FAD ]

(7 NADH+H "
= 35 AT®
7 FADH,

8 x [ Aueri-KoA |

|

ITK

96 AT®

IToausni Beixoa : 131 AT®

JHepreruyec

KHMHU BbLIXO0/1
PH MOJTHOM
OKHCJICHUH
NAJbMUTHUHO
BOU
KHCJIOTHI



B — okMc/IeHHMEe HEHACHIIEHH O
KUPHOU KUCJIOTHI

[1pn okncneHum
HeHacbIweHHoN BXKK (ecTb
OBOWHasA CBS3b) HET NepPBOro
aoerngpupoBaHus, T.K. eCTb
y>Xe OBOMHasA CBSA3b B
eHounn-KoA.

B nepsom gernapmpoBaHnm
obpasyetca 2 AT (PALH2),
crienosaTenbHO npu
NMOSIHOM OKUCIIEHUNU
HeHacbiweHHon BXXK
obpasyetca Ha 2 ATD
MeHbLUe (B UMKIe, rae ecTb
OBOMHAs CBA3b)



B — okuciaenue BXKK ¢ HeueTHBIM
YUCJIOM aTOMOB «C»

CHfCHr%"SWWA
0
Mponionia-KoA

CH,
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CH,
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Cyxuunin-KoA
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"|p'; Nuosn-KoA-kaplokcunasa
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Merunmanonn-KoA-wmyTasa

H"?—CHJ
C=5+HoA
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0

0-metumanommn-KoA

A Memwnmanosn-

| aMmepas
l
HaC'C—H
C—=S5- HoA

|
0

L-merunmananun-KoA

Mpun okucneHnn BXXK ¢ HeyeTHbIM
yncnom atomoB «C» obpa3sylorcs
HecKonbko monekysn Auetun-KoA
(2C) v nponnoHun-KoA (3C).

Ha nocnegHem atane
pacwensneHus (B-okncneHus)
obpa3yeTcs ogHa MorneKyna
nponuoHun-KoA v ogHa monekyna
auetnn-KoA, a He 2 MoneKkynbl
auetun-KoA (kak npv okucrieHum
BXK ¢ 4eTHbIM Yucrom atomoB
«C»)

Auetnn-KoA okucnsiercsa B LITK.

NponnoHun-KoA npeBpaujaetTcsa B
MeTtunmanoHun-Koa, Kotopbin
Aanee npeBpawiaetca B CyKuuMHun-
KoA. CykuuHun-KoA okucnsiercs
B LTK.



