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ObmeH TpnauunrnmuepmHoB

C nuwien B cyTkm noctynaet 70 r TT.
AQHOOreHHbIN cuHTes TI noeT B:

* MNeYvyeHwu,

* XXMPOBOW TKaAHW,

e CTEHKe KULUeYHUuKa.

B nnasme KpoBu cogepntcs 1-2,3 MMOrnb/n
TT.

TI — pe3epBHOE TOMNNMBO, KOTOPOE
HaKannMBaEeTCA B LMTOMNMAa3ME XXUPOBbIX
KNETOK.

B coctaB membpaH Tl He BXxoaqarT.



OYHKUMN pe3epBHbLIX XKUPOB

« pe3epByap 3Hepruy,
* TEennousonsaumnoHHas,
 3alyMTa OT MEXaHNYECKUX TPaBM.



TpaHcnopT TT ocylwecTBnAOT

« XM,
« JINOHTI.



INlvnonpoTtengnunasa

* ocyuwlectengaet rmgponuns TT.

B XXnpoBoWu TKaHU XUp HaKannBaeTcs 3a cYeT

* noctynneHua us Jill,

* 0Opa3oBaHUA U3 IMIOKO3bl B XXUPOBbIX KNETKaX.

B XXUpoBLIX Oeno rmgpornns ocyLLecTBNSAT
TKaHeBble nMnasbl.



TkaHeBble n1Mnasbl dKTUBUPYHKOTCH

* aZpeHanuHom,

* [THOKaroHom,
* AKTT.



MoObununsauunsa 4enoHNPOBaHHbLIX XNPOB

* NMPOUCXOAUT NYTEM UX rMOpPONM3a 0o XXUPHbIX
KNCNOT U rMnLepuHa nmnasamMmm }KXMpoBbIX
KNETOK.

* J)KXUpHbIE KNCNOTbI MOCTYNAatoT B KPOBb U
TPAHCMNOPTUPYIOTCHA B COEAUHEHUN C
anb0byMMHOM K pa3HbIM OpraHam.

* [InLEepUH NOCTynaeT B KPOBb 1 TaM
npeBpaLllaeTcs B rmmuepodocdat, KOTopbIU
MCNONb3yeTCcH B MNKONM3e Unu
[MIOKOHeoreHese.
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LMK TPUKAPOOHOBBIX KHCJIOT
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BanaHc aspobHoro pacnaga rnvuepuHa

* OT rmuuepwuHa go raA

3aTparta - 1ATO

n nony4veHue + 3 ATO (okucnmtenobHoe
doocdopunmpoBaHme).

« Ha BTOpOM 3Tane rnmkonunsa npm OKUCreHmm

1 monekynobl ®I'A nonydyaem 2 AT® n 1 HAOH+H,
TO €CTb 2+3=5 ATO.

Taknm obpasom ot rnuuepuHa go NBK nony4yaem
(3-1) + 5 = 7ATO.

« OkucnutenbHoe gekapbokcunuposaHue MNBK paet
3ATO.

. LTK gaér 12 ATO.

_|_
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OKUCJ/IEHUE KUPHbBIX KUCJ/IOT

- a3pobHbIN Npouecc.
- B katabonuame XuUpHbIX KUCIOT BblOENSIOT 3

YyacTu:
1. [B-okucneHue,
2.  UTK,

3. AblXaTernbHag uensb.

[1T03BOHOYHbIE MOMOBMHY 3HEPTNKX MOMNYy4YatoT 3a CYE
OKUCNEHUS X KMPHbIX KNCITOT , OCOBEHHO B CMNSIUKE
1 MPW rosiogaHum.



« KHOON yCTaHOBWI, YTO OKMUCIIEHNE MAOET B
B-nonoxxeHun.

 leHnHoxep n KeHHegn yctaHOBUNK, YTO
NpoLecc NpPoTeKaeT B MUTOXOHAPUAX C
ncnonb3oBaHnem ATO.

* JlunHeH, I'pnH, O4yoa ycTaHOBUNK ISTanbI
okucneHus, ponb KoASH



AKTI/IBaLI,I/IFI XNUPHbIX KNCJ10T nponcxoauT Ha

HapYy>XHOM NOBEPXHOCTN MEMOpPaHbI
MUTOXOHOPUMN.

R-COOH + HS-KoA +AT® - R-C0-=S-KoA + AM®D + ODH

Armmn-KoA-
CUHTETa3a




TpaHCcnopT XXUPHbIX KACMOT

B MUTOXOHOPWUN U3 LIUTOMNSIa3Mbl OCYLLIECTBIAET
KapHUTUH.

R=C0=5-KoA + (CH3);N=CH,=CH(OH)~CH,~COOH -
Anui-KoA Kapuutnn KapuuruHaiui-
TpaHcdepasa
HS-KoA + (CHa) 3N+—CH2—CIJH—CH2—COOH
O— ({.I? —R
O

AIIMIKAPHUTUH
(B IMTOILJIA3ME)



HS-KoA + (CH3)N+—CH2—CIH—CH2—COOH
O—%—R

AIMIKApHUTHH O
(B LIUTOIIa3ME)

R—C0 —8-KoA + (CH3)sN'=CH;—CH(OH)—CH;,—COOH

Kapruumammn- AIMI-KoA Kapuautun

Tpancdepasa (B MUTOXOHIPHSIX)



B-OKHNCJIEHUE ) XMPHBIX KHUCJIOT

B MUTOXOHAPUAX BKIIFOUAET CTaJIUN
- IIepBas CTaaus AETUAPUPOBAHMS,
- cTaaus Tuaparaluu,
- BTOpad CTagus AETUAPUPOBAHUA,

- THOJIA3HAA PCAKIIHAI.



[NepBas cTagus oernapupoBaHms

B o
R—CHy;—CH;—CH;—C0 —S-KoA T PAJL

Annn-KoA JII'
Aimmin-KoA

B«
‘R—CH;—CH=CH—-CO —=S-KoA + O®AJIH,

Enoni-KoA



Cragus rugparanuu

B«
R—CH,—CH=CH—-CO—S-KoA + H,0

Enomn-KoA Enonn-KoA-
ryujparasa

B o

R—CH;—CH(OH)—CH;—C0 —S-KoA

B — Okcuamuin-KoA



BTopas craaus JeruapupoBaHUs

p o
R—CH,—CH(OH)—CH,—CO —S-KoA *+ HAI

B-okcuanuia-KoA B-rugpoxcuarmin-KoA-
B JEeruaporeHasa
o

R—CH,—CO—CH,—=C0O —=S-KoA + HAIH"™ + H'

B-keroanui-KoA



TnonasHas
peakuuns

B o
R—CH,—CO—CH;—C0O —S-KoA + HS-KoA

Tuomnaza
B-keroanui-KoA
CHEI
|
R—CO—S-KoA + =0
S-KoA

Annii-KoA BHOBB IIPOXOAUT NYTh [3-OKUCIICHUS
BILIOTh JI0 0Opa3oBaHus OyTupuia-KoA,
KOTOPBIN OKMCIISIETCS 10 ABYX MOJIEKYJI aneTuia-KoA.



banaHc 3-oKncneHns nanbMmMTMHOBOM

KncnoTtbl (Cas)
[1pn OKUCNEHUU XKNPHOM KUCNOThbI, coaep Kallen n
yrnepoaHbIX aToOMOB

* niony4aetcs n/2 auetun-KoA,

* npomncxoaunT (n/2 — 1) UMKNOB B-OKUCIIEHUS],
TaK Kak rnpu okucrneHmm oytupun-KoA nosnyyarotcs
cpasy 2 Monekynbl auetun-KoA.

PacueTt ons nanbMMTUHOBOW KUCHOTbI:
 16/2 = 8 aueTun-KoA,

* 16/2 —1 =7 UMKNOB [3-OKUCINEHUS,

e 7*5=35

e 8*12 =96

96 + 35-1=130 AT®.



B-OKMcreHue XUpHbIX KUCITOT
C HEYETHbIM YMCIIOM aTOMOB yrnepoaa

B KOHEYHOM HTOre 00pa3yroTCs
anetii-KoA n nponmmonnin-KoA.

AT®, onotua-CO2

[Iponmmonun-KoA - Merunmanonnin-KoA

MyTa3a
KapOokcuiasa Y

- CykumHmi-KoA - uxi Kpebdea




B-OKI/ICﬂeHI/Ie HEHACbILWEHHbIX XKUPHbIX
KUCJ10T

Hann4yne ooNoONMHUTENBHLIX PEPMEHTOB
n3omMmepasbl U annmepasbl obecneymBaeT
BO3MO>XHOCTb NMOJIHOIO OKUCINEHUA BCEX
HeHacCbILWEHHbIX XXUPHbIX KUCIOT.

OcyliecTBnsercs:

nepemMelleHne OJBOMHOWU CBSA3U U3 MONMOXEHUS
3-4 B NONOXeHwue 2-3,

n3MeHeHne KoHdurypaumm gBouHON CBA3N N3
LMC- B TPAHC-MOJI0OXKEHME NPU MOMOLLN
doepMeHTa Uunc-TpaHc-eHoun-KoA-nsomepassi.



OkucneHune XNUPHbIX KUCJ10T NMPOTEKAET B

* MeYvYeHy,
* MbILILAX,
* XXMPOBOW TKAHW.

MbILLLbI, MMOKapA, Ne4YeHb akKTUBHO
MCMOJb3YHOT XXUPHbIE KUCMOTbI KaK
MCTOYHMKN SHEPTUMN.



Perynauunsa p—okncneHus

PerynatopHbii pepMeHT —
KapHUTUHaUUnNTpaHcdepasa.

Uem nHTeHcuBHee naet pacnag ATO, tem
ObICTpEE OKUCTIAOTCA XKUPHbIE KUCNOThI.

CKOpOCTb f—OKUCNEHUSA 3aBUCUT OT AOCTYMNHOCTM
cybcTtparta aunn-KoA.

B—OKncneHne akTMBUPYETCA B
noctabcopbTMBHbLIN Nepmnoa Unu Npu
OnNnTenbHOM dunsndyeckon paboTe, Koraa B
pes3ynkraTte pacnaga XXuUpoB B XXMPOBOW TKaHU B
KPOBMW YBENNYMBAETCA KOHLIEHTPAUKUA XKUPHbIX
KUCIMOT



buocuHTEe3 NMNMOoOB UOET B

XMPOBOW TKaAHW,
NevyeHmn,
noykax,
HEPBHOW TKAHMW.



BuocuHTes NMNnaoB 3aBUCUT OT
pacnaga rrntoko3bl

« ATO,
« HAO®H,,
e auetun-KoA.




[TyTn 0bpasoBaHNsA 1 NCNONb30BaHUA
AueTtnn-KoA

OpraHun4yeckue KUCroTbl  AueToyKcycHasi Kucriota

K B—OkucneHue
\ /)KMprlx KNCNnoT
AueTunn-KoA
\ CrepouHbIe

T'OPMOHBEI.
Linkn Kpebca / \ CuHTE3 xonecTtepuHa

CUHTES3 >XUPHbIX CuHTE3 auUeToOHOBbIX
Kucnot Ten



BNOCUHTES XKW PHbIX KNCI10T

MaeT B uMTonnasme,

Hy>XeH aueTun-KoA ns MMToxoHapuu,

ydacTtByeT ManoHun-KoA,

npomncxoanTt nepeHoc auetun-KoA B yutonnasmy

y4yacTByeT MyNbTUMEPMEHTHbIN KOMMEKC
CUHTETa3a XXUPHbIX KUCIOT,

TpebyeTca OUOTUH,

Hy>XeH HALJOH,
TpebyeTcs Allb Ha Bcex aTanax.



[lepeHoc aueTun-KoA ns mmtoxoHapumn
B UMTONNasmy

* Auetnn-KoA He NpoHUKaEeT Yepes MemobpaHy
MUTOXOHAPWUN B LMTOMNNAa3My.

Auetun-KoA + LUYK ——uuntpaTt + HSKOA
 LluTtpaT c nomoLlbo TpaHCNoKasbl NePEHOCUTCA B
umtonnasmy.

B untTonnasme:
uutpat + HSKoA +AT® _Auetun-KoA +Ad+PH+LLYK

LHurpariunasza
HAAH+H+  HAQOY HAA®H+H+ HAL®*

WYK N\ _sanat  \._/ NBK+ CO:

Manawnk-dpepment




Peakuun cnHTe3a XXUPHbIX KUCNOT

CH3-CO-S-KoA + omoTtnH-CO:2 + ATO

Anetnin-KoA-kapOokcuiiaza
(MHCYJIMH3aBHCHMAs )

HOOC-CH>-CO-5-KoA + AQld + OH

ManoHun-KoA



Auetun-KoA-kapbokcunasa

* annocTepuyecknmn epmMeHT, akTUBaTopOM
ABMAETCA uUTpar,

* NoOBblWLWEHNE COOEPKAHUA LLNTPATA B
MUTOXOHOPUAX MPUBOOUT K TOMY, HTO MNMPU
NOMOLLUUN HEJTHOYHOIO MeXaHU3Ma OH MNOCTYMNa€eT B
LNTOIMI1Ia3My.

 [lossBNeHne uutparta B LuTonnasme —CurHarsn
Toro, 4to LI TK neperpyxeH «tonnnMesom» v
n30bITOK aueTun-KoA OomkeH 3anacaTtbCcs B BUae
Xupa.



[lanee pencreyer
MYNbTUdPEPMEHTHbLIN KOMMJIEKC — CUHTEeTasa
XXUPHbIX KNCIOT, KOTOPbIW NpeacTaBnsieT cobom 6
doepmeHTOB, cBA3aHHbLIX ¢ Al'b.

SH

SH




Ponb npocteTnyeckou
rpynnbl B Al'lb vrpaer 4-
doocponaHTETENH. DTO
NOOBMXHAA «pyKa»,
NnepeHoCcALLaa OCTaTKK
XXUPHbIX KUCIMOT OT aKTUBHOIO
LeHTpa pepMeHTa K
opyromy. Bropas SH-rpynna B
monekyne 3-ketoaumn-Allb-
CUHTa3bl OT LLUCTEUHA.

CynbdrngpunesHble rpynnbl
CUHTETa3bl XXKUPHbIX KUCNOT
BHa4yane B3anMMoOencTBYIOT C
auusribHbIMW rpynnamMu:
aueTtunbHas rpynna
npucoeanHaeTcs K SH-rpynne
UMCTenHa, a ManoHumnbHas K
SH-rpynne



CH3-CO-S-KoA + HS-Alb

Allb-aneruntpancdepasa

S-KoA + CHs3-CO-S-Al'lb
auetun-Allb




HOOC-CH2-CO-S-KoA + HS-AIIb
(MmanoHUI-KOA)

Allb-manonunrpanchepasa

HS-KoA + HOOC-CH2-CO-S-Allb

MaJToHWI-AIIB



[lanee nponcxoauT KOHOEHCaLUNUS
manoHun-Allb n auetun-Allb.

CHs-CO-S-Allb + HOOC-CH2-CO-S-Allb  ——
auetun-Allb manoHun-Allb

"~ CH3-CO-CH2-CO-S-Allb + CO»

p-Reroawni- g, | arogueTnn-Alb

AllbcuHTasza



CHs-CO-CH2-CO-S-Al'lb + HAOOH+H*

auetoauetun-Allb B-Keroarmi-
Allb-penykrasa

- CH3-CH(OH)-CH2-CO-S-Alb+HA1®*

B-okcnbyTmpun-Allb



CHs-CH(OH)-CH2-CO-S-Al'b
B-okcnbyTmpun-Allb

B-oxcuanmi-
Allb-geruaparaza

CHs-CH=CH-CO-S-AI'b + H:0

KpoToHUN-AlB



CHs-CH=CH-CO-S-Al'b + HAOPH+H"

KpoToHUN-AIb enomtAIIB
-peayKrasa

- CH3-CH2-CH»2-CO-S-Al'lb +HAO®*
oyTnpun-Allb




 [lanee LMK NOBTOPSAETCH.

* ManoHun-KoA nepeHocutca Ha SH-rpynny
docdonaHTeTenHa Allb.

bytnpun-Allb + manonmnn-Allb
ketokanpoHunAllb + CO:

[TanbMUTUHOBAA KMcnoTa — npeaLwecTBeHHUK
Ona Opyrux XXUPHbIX KNCNOT.




NcTouHukm HAOOH+H

* Ha 50% -NEeHTO3HbIN LUK,
* p3ouuTpaToernaporeHasHasa peakuus,
* ManuK-peakyms.

HAAOH+H+ HAO®*

Manat_\_ZC0- + NBK

MJII" nekapOOKCUIIUPYOIIas




[lonnHeHacbIWEeHHbIE XNUPHblI€ KUCJ10Tbl

* JlnHoneBas, NMMHONMEHOBAS XXUPHbIE KUCMNOTbI B
OopraHn3mMe He CUHTE3UPYIOTCA.

« ApaxmgoHoBasi KUCIioTa CUHTE3UpyeTCca U3
ITMHONEBOW, €CIN MOCMegHASA NOCTYNaeT B
60nbLLOM KONMMUYECTBE C MULLIEN.

MOHOHEeHaCbILLEHHbIE X PHblE KNCJ10Thbl

* OnenHoBas, nNnarnbMMTOONENHOBAS XUPHbIE
KUCJ10Tbl CUHTE3UNPYHOTCA N3 nanbMUTUHOBOWU U
CTeapI/IHOBOI7I KUCITOT B MUKPOCOMax KIie€ToK
NneyYeHn n )I(I/IpOBOI71 TKaHU MpU y4aCtun
OKCUIreHa3bl N KUCJ10pOo4da.

* 13 0NNEMHOBOW KNCNOTbI MOET CUHTE3 HEBPOHOBOW
N OKCMHEBPOHOBOW KMUCIOT.



buocuHTtes TAIl

* B noykax, cTeHke KULeYHMKa, neyvyeHu
BbICOKa aKTUBHOCTb MMNLIEPOSTKMHA3bI.

CH,-OH CH,-OH
) Mg2+ 0
[JIMLIEPOJIKAHA3A
CH,-OH CHo-O(P)

[ muuepon-3-docdar



* B MblLLLAX, XKNPOBOU TKAHU aKTUBHOCTb
rMUUeponKknHasbl HU3Kast 1 obpasoBaHue
rmuuepon-3-goocgara cBA3aHo C
[MIMKOSIN30M U ITIMKOr€HONMN30M.

CH;-OH CH,-OH

HAAH+H+ HAL" C il -OH

|
C=0

CH 2_0® rmunepoiadocoarl’ CH 2_0@

[ muuepon-3-docdar



O O
CH»OH + R.C? I
1 ~SKoA CH>-O-C-R1
CH-OH - CH-O-C-R>
L0 I
+ . O
CH>-OfF, SKoA  CH,r0®
docdaruanas
['munepon-3-docdar KHCJIO0TA
runeposipocdarammi

TpaHc(hepasa

+2 HSKoA



O
|

CH,-0-C-R1

| H3PO4 C Hz-o-c'c?-R1
CH'O'IC|'R2 / . éH-o-(l:l—Rz
‘ CHz—Oa

o)
CH»-0 ® pocharunardochoruaponasa

docdarugHas

KMCIIOTA 1,2-murminepun



O

O |
CH,-0-C-R H20-C-Rs
2-U-0U-R1
CH-0-C-Ry,  + RiCD e GH-0-5-R2
(I)l 2 ™ ~SKoA s 0
CHZ'OH CHZ'O'(&'R?)
AUTAUIIEPUAAIIIATPAHCEPA3a 0
1,2-murmunepun Tpuanuirnuuepus

Knpbl, CMHTE3POBAaHHbIE B XXMPOBOW TKAHU, TaM U
OTKNaabIiBaKTCA, a U3 NeYeHU Xnpbl
TPaHCNOPTUPYIOTCSA B COCTaBe NUMNONPOTENHOB



[TokaszaTtenu nunmaHoro oomeHa B
KPOBW 300pPOBOro YeroBeka

e OOWwme nunuabl
* Tpurnuuepuabl
« docponunuabl
» XOJ1eCTeEPUH
 JINOHIT
 JIMNBIT

o JIMNHI

« HOXK

4-10 r/n
1-1,5 r/n
2-2,5r1/n
1,5-2 r/n
1,2 1/n
35r/n
4,5 r/n
0,1r/n



B nnasme KpoBu
HOBOPOXOEHHbIX

* copgepxaHue JII'l1 HuKe, YeM y B3pOCHbIX,
npu4emM NOSIHOCTLI OTCYTCTBYHOT XM, a
JIMTOHIT pe3ko CHUXKEHI.

« [lona xonectepuHa B JIN'BIT
HOBOPOXAEHHLIX B 2 pa3a borblue, YeM Y
B3POCIIbIX.

» C Bo3pacTtom ypoBeHsb JIINBI1 cHuxaeTcs, a
JMAIT - noBbIWaeTcs.

* Y HOBOPOXAEHHbIX OCHOBHbLIM Krnnaccom J1I'
B KpoBu asnatotca J1MNBIT.



