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. lunnabl. Knaccnoukaumna. GyHKUUN.

[NoTpebHOCTN opraHnama B nuUnugax.

[lepeBapuBaHne NMNMOOB. PEPMEHTLI, POSib
XKENMYHbIX KUCIMOT, 3Ha4YeHNe KULLIEYHOWN CTEHKN,
perynsaumna cekpeunm nuieBapuTenbHbIX COKOB.

: XI/IJ'IOMI/IKpOHbIZ CTpOEeHne, 3Ha4eHne,

MeTadbonn3m.
Jlnnonus: xoa peakuumn, perynauung, 3HadeHue.

JlnnoreHes: xod peakuun, perynsums, 3Ha4yeHue,
TKaHeBble OCODEHHOCTW.



XumMmumnyeckasa knaccudukauma nmnugoB

OMbIJIfAeéMblie
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npocTble CITIOXHble U3onpe- 91ko3a- cTepouAabl
Houabl HouAabl
o mMuko-
XWUpbl || cTepuabl|| Bocka ocdo- R
nunuAabl
Fnuuepo-| | CcuHro- FaHrnuo-| [Llepe6po-
cdoccho- | | hocgo- 3uAabl 3uabl
nnugbl | | niMnuabl




IHepeemu4eckasi: nNpu okucrneHun 1 r xumpa
BblOensaeTca okomno 9,3 Kkan aHepruu.

Pe3epe aHOo2eHHOU 800kbI: MPU OKNCIEHUN
1 r >xmnpa obpasyetca 1,07 r sBoagbl.

NcmoYHuUK xxupopacmeopumMbix
eumaMUHOa.

TepmopeayrismopHasi.

Jawummuas: bapbep, NpeaoxpaHsaoLwWwnn oT
MEXaHNYECKUX BO3OENCTBUN.



o o o ™

Mem6paHHast.
obecne4vnBaloT n3dnpaTesribHy MPOHULAEMOCTb
y4acCTBYIOT B aKTUBHOM TpaHCMopTe

HeobOxoanMbl Ans ynopsiaodYeHuns
depMeHTATUBHbLIX Lienewn

HeobxoOouMbl ANA co3aaHus dbuonoTeHUnanos

BXOOAT B COCTaB peLenTopoB ANs ropMoHOB U
obecne4ymBaloT MexaHu3M ycurneHusa adeKToB



Cneuyuguyeckue pyHKUUU:
obecne4ynBatloT yCTONYNBOCTb
SPUTPOLINTOB
raHrnmMo3unabl CBSA3bIBAOT TOKCUHbLI U
A0bl

IJHep2emuyeckas (He UMeeT
OO0SbLLOro 3HAa4YEeHUSA)



PecynsmopHas

cTeponaHble TOPMOHbI (MOSI0BblE U FTOPMOHbI
Hagno4Ye4YHUKOB)

rOPMOHbI, MPON3BOAHbIE
MOJSIMHEHACBILLEHHbIX XXUPHbIX KNCMNOT

. BumamuHHas

ButamuHbl A, E, K, Q (nponsBoaHble
N30npeHa)

BuTamuH [1 (nponssBogHoOE XorecTtepuHa)
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CtpoeHue XKen4HbIX KUCNOT

Hesoxcuxonesas kKucnora NuToxonesan KMcnora



1. Amynbaupyrom Xup, pacnonarasicb Ha
NOBEPXHOCTU Kanesnb XXnupa n CHMUxas
NOBEPXHOCTHOE HaTSAXXEHME.

2. AKmueupyrom naHkpeaTU4ecKyro niunaasy.

3. Heob6xo0umbl 0511 ecacbieaHUSs
NPOAYKTOB NepeBapuBaHUS Xunpa,
XXNpopacTBOPUMbIX BUTAMUHOB.



NepeBapuBaHue NUNUAOB B TOHKOM KUILEYHUKE

l
1. SMyNbrupoBaHm MembpanHas
(m!:et-lzml.xa'mne}%A / BOPCHHKA

U ﬂ; | S v

L4

2. DopMupoBaHMe MULenn




JHTepo-renaTnyeckas
LUPKYNAUNA XKeNYHbIX KUCIOT

NevyeHb
Xonecrepus Peabcopbums,
90% or BCero
Konuvecrsa
WENYHbIX KHCNOT
Xenuuee
KWCNOTHI

XKenuusie KMCNnoThl

MoaBs3a0WIHANA KMWIKA \

BuiBegeHwe
0,5 ricyr



[lepeBapuBaHue hochonmnmnaoos

®ocgonunasza Aq

\

CHZ —R4

CH-['O%—Rz

/1 CQD“N
IJTAHONAMMM
®ocPonunaza A2 O+ ® tC u°..'<',§':mn

®ocgonunaza C Ooccpommna D



NEPEBAPUBAHWE CTEPUAOB

CH,

N,C V\/T
CH M

I hvp xonecTepuma

CH




HapylweHue nepeBapnBaHus u
BcacbiBaHUA XunpoB. CteaTopes.

HapylueHne nepesapuBaHna U BcacbiBaHUA
XXMPOB NPUBOAUT K YBENMUYEHUIO KONMMYecTBa
XNPOB B pekannax — BO3HUKAET cmeamopes.

llpu4yuHbI cmeamopeu:
1. HapyweHuUe cekpeuuu Xemn4u N3 XXen4yHoro
Ny3bIpA NPY MexXaHN4YeCcKoM NPenATCTBUN OTTOKY

Xenyum (KaMHu, onyxosnb 1 gpyrue),
2. HapyuwieHuUe ceKkpeuuu coka rnooxemnyoo4yHou

)KeJie3bl.



Obwan cTpyKTypa nUnonpoTenHoB ninasvbl

Pocchonunug
» / _~Xonectepon

3?? Tpuauun-
YT ;>,/<’?nuuepon

AnonpoTteunH

»
»
.
\
.

-
.........



PYHKLMUN anonpoOTEUHOB:

GopmunpyroT cTpyktypy JII1.

B3anmoagencTByroT C peuenTtopamMmm Ha
NOBEPXHOCTU KIMETOK U T.0. ONPEOENnStoT,
KakKuMM TKaHAMU OyaeT 3axBaTbiBaTbCH
naHHbin Tun J.

CnyxaT doepMeHTaMn Unu
aKTuBaTopamn EPMEHTOB,
gencteyowmx Ha JIIl.



MeTabonnim XMnoMmKpoHa

XUNOMHUKPOH

/ NTwnonporennnunasa @)

AnoBenok C-l (4)

I MUKOIAMUHOIMKUKaH

MemOpana
IHAOTENHNANBHOW KNEeTKMH



Jlunosnus

Jlunosiu3 — 31O pacuienneHune Xxupa go
rMUUEPUHA N XKUPHbIX KNCNOT.

Tpuanuuepuodnuna3a ABASETCA
NMUMUTUPYIOLLM PEPMEHTOM JTUMONM3A.
OHa nveet ase OopMbI:
dbochopmnmMpoBaHHYO (aKTUBHYIO) U
HedboocopUnMpoBaHHY (HEAKTUBHYHO).



Jlunonus3s

CH2-0O-CO-R1 CH2-OH

| T nunasa | -Al nunasa
CH-0O-CO-R2 » CH-O-CO-R2 >
| - R1-COOH | - R3-COOH
CH2-0O-CO—-R3 CH2-0-CO-Rs3

TAl OAT



Jlunonus3s

CH2 - OH
| MI" nunasa
CH-0-CO-R2

| “RZ7=COOH—>
CH2 - OH

MATI

mMuuepuH



Perynauua nunonusa

AKmueupyrom Jiunonu3:

KA, ritokaroH, CTI, AKTI, TMpOKCUH,
nvnoTponuH rmnodgpusa, UAMP
NHaubupyem:

NHCYIWNH



AKTUBaLUuA rnvuepuHa

[leyeHb: XupopBas
TKAdHb.

CH2 - OH CH2-OH CH2 - OH

| rmuuepon | ar |

CH-OH kuHa3za CH-OH cC=0

| = as - |

CH2 - OH CH2 - O - PO3H2 CH2 - O - PO3H2

>
ATO A0d HALD*®  HALOH+H+

rnuuepon rnvuepon- OOAD

3-cbocar



AKTUBaUuA XXUPHbIX KNCNOT

Auun- KoA-
CUHTeTa3a
R-COOH + HS - KoA >

>

ATP AMO+DDH

0
___.R-C ~SKoA



JlnnoreHes

Auunn-KoA-
CH2 - OH TpaHcdepasa CH2-0-CO -R1
| + 2 R-CO~SKoA |

(IIH—OH N fH—O—CO—Rz 4
CH2 - O - PO3H2 - 2 HS-KoA CH2 - O - PO3H2
munuepon-3-O© dPoccaTnaHasn

KUCJIOTAa



JlnnoreHes

Aunn-KoA-
CH2-0-CO-R1 TpaHcepasa CH2-0-CO - R1
doccaraza | + R - CO ~ SKoA |
- CH-0-CO-R2 - CH-0-CO-R2
- H3PO4 | - HS-KoA |
CH2-OH CH2-0-CO-Rs3

OAT TAI



Perynauua nunoreHesa

AKmusupyrom:
MHCYINWH, acTporeHbl n AT®

AHa2ubupyrom:
KA, CTT, UT, AKTI, Add



OKucneHwve rnuuepuHa:

CH2 - OH rmuyepon CH2- OH CH2 - OH

| KMHa3a | ar |

CH-OH » CH-OH > g30 _——p

I I I

CH2 - OH » CH2- O -POs3H2 CH2-0-POs
ATO AOP PAN CDAEHZ

Muuepon Muuepon-3-® 2 ATO OOA®D
CHs

Mmukonus | nar LUTK + AL

- C=0 > CH3-CO~SKoA - CO2 + H20
2ATO | HAO+ HAQOH
HAOH COOH 3 ATO 12 ATO

3 ATO MNMupyBat Auetun-KoA



OkucneHue rnuLepuHa:

CH2-OH rnuuepon- CH2-OH CH2 - OH

| KMHa3a | ar |

CH-OH >CH—OH EaC=0F 2

I I I

CH2 - OH CH2 - 0O -PO3H2 > CH2-0 -PO3H
ATD®  AQD ®AL DAOH2

MmMuuepon Muuepon-3-®© OOAD



OKucneHue rnuuepuHa:

CHs3
Mukonus | nar UTK + AL

» C=0 » CH3-CO~SKoA » CO2 + H20

2 AT® | RAOF HARH
HAOH COOH

NMupyBaT Auetun-KoA



OkucneHue XKNPHbIX KUCJIOT

1. AKTUBaUUSA XXNUPHbIX KACIOT
AKTUBHaga popmMa XUPHbIX KUCMNOT aunn-KoA
obpasyeTcsa B uutonnasmMme nog AeUcTBUeEM ayusi-

KoA-cuHmemasbli
auunn-KoA-

CUHTeTa3a
XupHasa + HS-KoA + AT® __Auun-KoA + AM® + OPH

KUCIIOTAa



AKTUBaUuA XXUPHbIX KNCNOT

Auunn-KoA-
CUHTeTa3a
R-COOH + HS—KoA >

P
AT® AMOD+DDH
O
R-C~SKoA



2. MNMepeHoc XNPHBLIX KNCNOT B MUTOXOHAPWUMN

HapyxHas membpaHa BHyTpeHHsis membpaHa

ERMTO30Mb MaTtpukc

R-C~KoA
i

O

KapHﬂTVIH .o ...... ......... Kapnm'nﬂ R-C~KoA
. i

KapHuTuHauun -
TpaHctepasa |

KapHutuHaywn-

e - N
Manonun-KoA--.-~-- »O Paictiepasa ]

PWOPXOSOI >V

HSKoA R R'ﬁ; KapHUTNH HSKoA

O

R-iC‘) KAPHUTIAH - - - N




[lepeHOC XUPHbIX KUCIOT B
MUTOXOHOPUN

KAT |
R-CO~SKoA + KapHWUTUH <

» R—-CO—kapHutnH + HSKoA




[lepeHOC XUPHbLIX KUCIIOT B
MUTOXOHAPUN

KAT II
R-CO—kapuutnH + HSKoA +

» R—-CO~SKoA + KapHUTUH



3. Xoa peakuumn B-OKUCNEHNA XUPHbIX KUCNOT

B o 9
. = === CH; ~—~_CH, -CH, - CH, - C~SKoA Auun-KoA
-7 C=n
i FAD Aunn-KoA-pernagporeHasa
I
: FAD-H, — 2AT®
]
: B S
' CH; ~~—~_ CH, - CH = CH - C~SKoA Ernonn-KoA
1
1
: H,O
: EHoun-KoA-rmgparasa
B-Okucnexwne B CI)H (®)
"
: CH;~—~_ CH, - CH - CH,, - C~SKoA B-mapokcuaumn-KoA
1
: NADT B-Mmapokcnaunn-KoA-
' pernpporeHasa
1 NADH + Ht — 3 AT®
:
: S it
: CHaw CH2 -C - CH2 - C~SKoA B-keToaunn-KoA
~
1
HSKoA
: B-keToauunn-KoA-tuonasa
'\
\
N < (") O
~ 1l
T = --- CH; ~~_CH, - C~SKoA + CH, - C~SKoA
C=(n-2)

UTK



Xoa peakuuu B-oKUcreHus:

aunn-KoA Al
R-CH2-CH2-CO~SKoA >
auunn-KoA

®AL ®A H>

» R-CH=CH-CO~SKoA

eHoun-KoA



Xoa peakuuu B-oKUcreHus:

rmgparasa
R-CH=CH-CO~SKoA + H20 >
eHoun-KoA

» R—CH-CH2-CO~SKoA

OH

B-rnapokcuauun-KoA



Xoa peakuuu B-oKUcreHus:

B-ruopokcuauun-

KoA I
R—(FH—CHZ—CO~SKOA Y
OH
B-rmapokcuaumn-KoA HAO+ HAOH+H+

R-C-CH2-CO ~ SKoA
o

B-keToauun-KoA

_>



Xoa peakuuu B-oKUcreHus:

TUonasa
R—(|)|—CH2—CO~S KoA + HS-KoA >

B-keToauun-KoA

__» CH3—CO~SKoA + R-CO~SKoA
auetTun-KoA aunn-KoA



OOLwee ypaBHeHMe B-OKUCneHUn
NaribMUTUHOBOW KUCHOThLI

C15H31CO~SKoA + 7 A + 7 HAl+ +
7 HS—KoA— ™ 8 CH3:—CO~SKoA +

+ 7 ®AQH:z + 7 (HAQH+H-)



Perynsauusa B-oKMcneHUs XKUPHbIX KUCHOT

- Knto4yeBbIM MpoUueCCOM ABJTIAETCA NOCTYIJIEHNE
XUPHbIX KUCJ10T B MUTOXOHAOPUN

- KapHumuHayunmpaHcgepa3sa | aBnsieTcs
anfocrtepmnyeckum oepMeHTOoM,
annocTepn4eCckMMm NHIMOUTOPOM KOTOPOTro
aBngeTca manoHun-KoA

- CKopocmb [B-OKUCJsIeHUSsI 3aBUCUT OT
cooTHoweHna ATO/AO0P n HAOH/HAO®



Perynsiumsi B-oKncrneHust XXKMpHbIX
KUCHOT

akmusupyrom [3-oKucrneHwue:
KA, CTT, rntokaroH
mopmMo3um:
MHCYINWH



CUWHTE3 XXNPHbIX KNCIOT

[TponcxogunT rnmaBHbIM 0OpPa3oM B XKMPOBOW TKaAHW,
MOJIOYHOW Xere3e N NeYeHun.

MecTtom cuHTE3a KUPHbIX KUCJI0T ABJIAETCA LNTOMJ1a3Ma.

[Insa cnHTe3a XUPHbIX KNCNOT Heobxoanmbl aueTun-KoA,
ATO, HAODH.

CUHTES XUPHbIX KUCNOT NPONCXOOUT LUMKNUYecKku. B
Ha4yane Ka)xgoro umkna ns auetun-KoA v yrnekmucnoro rasa
c 3arpaton AT® obpasyetca marnoHun-KoA.

[lepeHoc auetun-KoA B umtonnasmy npoucxoguT B
COCTaBe uuTpara, KoTopbin 0bpasyeTca B MUTOXOHOPUSAX
noa AEUCTBUEM LUUTPATCUHTA3bl C MCMOMb30BaHUEM
okcanoaverara.

. Ans cuHTesa ogHon Monekynbl C. . noTpedyeTcs 8 Moneky’
aueTnn-KoA, (13 KoTopbixX 7 NpOXO4AT CTaguio
obpasoBaHus manoHun-KoA), 7 AT® n 14 HA®H.



TpaHcnopT aueTun-KoA

Auetunn-KoA + okcanoauetat + HOH —

LintpatcmHtasa
> uuTpaTt + HS—KoA




TpaHcnopT aueTun-KoA

UuTpartnnasa
Lintpat + HS—-KoA + AT® >

_, Auetun-KoA + AP + H3PO4 +

+ OKCalioauetart



Xoa peakuumn CUHTe3a XXUPHbIX KUCNOT

Ha kaxdom eumke
AueTtnn-KoA-
O Kapbokcunasa

I
CH, — C~S-KoA + co, ———  HOOC _CH, — C~S-KoA
Auetun-KoA ManoHun-KoA

O

>
ATO A0®+H,PO,



Xoa peakuumn CUHTE3a XXUPHbIX KUCHOT

1-bI1U sUMOK:

(0) o) Co,
| | | |
CH, — C~S-KoA + HOOC —CH, — C~S-KoA —4»
Auetun-KoA Manonun-KoA HS-KoA
o)

||
CH, — C—CH, — C~S-KoA
||
o

B-keToauun - KoA




Xoa peakuun CUHTe3a XUPHbIX KUCNOT

O O

Peaykrasa

|| ||
CH, — C—CH, — C~s-KoA * CH, —CH—CH, — C~S-KoA
| > |
o) HAO®H+H* HAO®* OH

B-keToauun - KoA B-rmapokcuaumn - KoA




Xoa peakuun CUHTE3a XXUPHbIX KUCIOT

O OerunppaTtasa (0)

|| ||
CH, _c||-| —CH, — C~ S-KoA T CH, —CH =CH — C~S-KoA
OH HOH

B-rmapokcuaumn - KoA EHoun - KoA



Xoa peakuun CUHTE3a XXUPHbIX KNCHOT

0
Peaykrasa O

CH, —CH—CH—C S-KoOA ——————————y CH, —CH—CH—C S-KoA

HAO®H+H* HAJZI.CIJ+ Auun- KoA (C,)
EHoun - KOA



Xoa peakuMn CUHTE3a XXKUPHbIX KNCHOT

2-0U 8UMOK:

0 0 co,
|| ||
CH,—CH,—CH,— C~S.KoA + HOOC —CH, — C~S-KoA e’
ManoHun-KoA HS-KoA

Auunn- KoA (C))

O

||
CH3 _CHZ_CHZ —— (|:|_CH2 - C - S'KOA e — S
o)

B-keToauun - KoA

o
||
«aa CH, CH, CH, CH,—CH, — C~S-KoA

aumn — KoA (C/)



Pel'yHFILIMFI CUHTE3a XUPHbLIX KUCJIOT

INTnmutnpyrowinmm depmMeHT —
AueTtun-KoA-kapbokcunasa
Annoctepunyeckue aktuBaTopbl —
AT® n umutpat
UHrmbuntopbl —
KK ¢ AnnMHHON uenbto



[opMOHanbHaga perynauus
CUHTE3a XXUPHbIX KUCIOT

AKTUBUPYIOT:
MHCYNWH, 3CTpOreH.bl
UHrmbupyitor:

KA n cTpecc



[lyTn obpasoBaHua auetTun-KoA

1. U3 nupyeama e xode lQIM-peakyuu

DTOT NyTb NpeobnagaeTt npu KPaTkoBPEMEHHOMN U
HaNpPs»XXeHHOW MbiLLeYHOW paboTe

2. B-OKucneHue XUPHbIX Kucsiom
OTOT NyTb Npeobnanaer:

- NpU ONUTENBbHON MblLLEYHOW paboTe

- Ha xonoae

- MPU rofiogaHnu

- bepeMeHHOCTU

- caxapHom gmnabete



[lyTn ucnonb3oBaHusa auetun-KoA

1. Auetnn-KoA okucniaetca B umkne Kpebca
2. Ncnonb3yeTtcs B CUHTE3E XKUPHbIX KUCIOT

3. Mcnonb3yeTcsi Ha CUHTE3 XOnecTepuHa U
KETOHOBbIX Ter

llymu ucnonb3o0eaHusi auemusi-KoA
3asucsim om 3Hep2oobecrie4yeHHocmMu
K/iemku u nompebHocmu op2aHuU3mMa 8 amux
eeujecmaeax.



KeTOHOBbLIE Tena

[log KeToOHOBbIMU TEMAaMM NOHUMAIOT TP BeELLECTBA.

CH, — C—CH, — COOH
||
o

AueTtoaueTaT

B-rmapokcubyTunpar CH, — CH —CH,— cooH
|
OH

AueToH

O

KemoHoebie mena obpa3ytomcsi 8 rne4yeHu



CuHTEe3 KeTOHOBbLIX Ten

0 O Tuonas3sa O

I
CH, —C S-KoA + CH, —C SKOATCH —C—CH — C~ S-KoA
Auemn KoA Au,eTvm KoA HS-KoA O

£ auetoaueTun - KoA
o) OA- CH 0

! CUHTAa3a
+ CH, — C~ S-KoA —T HOOC CH = C —CH - C S-KoA
A -KoA
Sy HS-KoA OH

I'MrI" - KoA



CuyHTEe3 KeTOHOBbIX Ter

CH
| ||

Hooc —CH, — C —CH, — C~ S-KoA —
|

f o)

OH
'MIC - KoA
ar
TCH?’ — C—CH, — COOH ——— CH,  CH —CH, — COOH
| . |
O >
\ 0 HAOH HAL' OH
CH, — C~S-KoA auetoaueTar B-rmapokcnbyTupar

Auetun-KoA CH. _Cc—CH

co, o aLeToH



OKMCNEHUWE KETOHOBbIX TEN
(=Inapokcnbyrupar

NAD’
AETIPOrennla C
NADH+H - s I3 IAT®

.

Aucroaucrar
Cykumamn-KoA

Tpancepnia

Cyxummar
Aneroanernia-KoA

Twoaasa l/‘ HS-KoA . |

2 Auerua-KoA — 5 LITK 2x12 =24 AT



PYHKLMU KETOHOBbIX Ten

1. OHepecemu4eckasi (CKeneTHas u
cepaedHas MblllLbl, FONOBHOW MO3T U
apyrue BHene4YyeHoYHble TKaHn)

2. KemoHoeblie mesnia Heob6xo0umbi
ors1s1 o6pa3zoeaHUsT MNENNHOBBIX
obosiovek HeEPBOB K Benoro BeLlecTBa
rOSI0OBHOIMO MO3ra



Keto3

Kemo3 — 310 HakonfeHne KETOHOBLIX Ten B
opraHname. ConpoBoOXXOaeTcs kemoHemueu
U KemoHypueu.

Pa3nuyarom:

1. dusuosiocuvdeckul Kemo3 (BO3HUKAET Mpu
ronogaHun, oJnTenbHOW MblLLEYHON paboTe
Ny HOBOPOXAEHHLIX)

2. [Tlamonoau4yeckuu kemo3 (BO3HUKaET Npw
caxapHom anaberte)



Perynauua cuHTe3a KeTOHOBbIX
Ten

Knroyeeou chepmeHm -
I'MI'-KoA-cuHmaa3sa

AKmusupyrom:
KA, rntokaroH, CTI

NHaubupyem:
MHCYNWH



Perynauuna cuHTe3a KeTOHOBbIX
Ten

1.AkmueHocmb I'MI-KoA-cuHmas3ssbi
noBblLLaeTca npu noctynneHnn XK B
renatounTbl NeYeHw.

2.CuHme3 I MI'-KoA-cuHmassbl
ycusiugaemcsi rnpu NOBbILLEHNU
KOHUeHTpauun XK B KpoBW.



Xonecr.epma



UCTOYHUKK XOnecTepUuHa

1. lMNuweebie NMpPodyKmabI (KENTOK
KYPUHOro aunia, ronoBHOU MO3r, NeYeHb
XMBOTHbIX, CIIMBOYHOE Macsio v Aap.)

2. CuHme3s u3 auemus-KoA:

- B ne4eHmn (50%)

- B CIIU3UCTOWN TOHKOIo KuLlevHuka (15-

20%)

- B KOXe, Kope Haano4e4yHnKoB, NonoBbIX
xenesax (30-35%)



CuHTe3 XonecrtepuHa

0 0 Tuona3sa 0
CH—C S-KoA +CH—C SKOA—TCH—C CH—C S-KoA
Auetun-KoA Auetun-KoA HS-KoA 0
auetoaueTun - KoA
0 CH, o

'MI'-KoA-cuHTasa |

||
+ CH, — C~ S-KoA —T HOOC —CH, —C —CH, —C S-KoA ——01,;
|
Auetun-KoA HS-KoA OH

'MI" - KoA



CuHTe3 xonecrtepuHa

CH, (0]
| ||

HooC —CH, — C —CH, — C~S-KoA —
|
OH

'MI" - KoA

CH
'MI-KoA-peaykTrasa |
—————— HooC - CH,  C —CH, — CH,0H — XornecTepuH

>
2HAO®H 2HAO®? OH

3

MeBanoHoBas KMcnoTa



Perynauuna cuHTe3a xonectepuHa

Knroyeeou (numumupyrowuu)
gpepmeHm

AKmuesupyrom cuHmes:
KA, CTT, 'KC, aHaporeHsbl
HacblWeHHble KK
nuwia, boraras yrnesogamMmu
CTpecc
rmnognHamMmums



Perynauuna cuHTe3a xonectepuHa

CHu)xarom cuHmes:
* NHCYJTUH, TUPOKCUH, 3CTPOreHbI
* HeHacblweHHble KK

* XONIeCTEPUH (MO NPUHLINNY
oTpuuaTtenbHon obpaTHoOM CBA3N)

* XXEenYyHble KNCMNOThbI
* pusnyeckasa Harpyaska



®

Ponb xonectepuHa B opraHu3ame

BxoauTt B cocTtaB KJ1emo4YHbix membpaH
n obecneymBaeT UX TEKYYECTb

CuUHTES3 JKesTYHbLIX KUCJIOm B Ne4YeHu
CuHTes eumamuHa D B Koxe

CuHTE3 CMepouUOHbIX 20PMOHO8
(mMonoBble rOPMOHBI,
MuUHepanokoptukouasbl, [ KC)



NUCTOYHWUKU U YT NCNONb30BAHWA
XONECTEPUHA

cTepubI ﬂl"ll."'"'l ("é.umn 0] opuumu;"w
. (0,3-05 rleyr)  (dreyr)

"~ GoHg
\ xonecrepuHa
. (40r)
& N
WI1eTOMHBbIE BMONOIrHYecKn
MeMOpaMbl BaMHbIE Beyecrsa:
® WEeNYHbLIE KNCNOTHI;
e CTEpOMAHBIE
FOPMOMBI;
e NpoBuTaAMMHK D,

el




CYAbBA XOJIECTEPUHA

/' BblBefleHue |

|xonecrepmaa u3|
 NeveHu
mguuweu'y Wou
7 WenuHble ~NNOHA ™~
| KMCNOTBI + / (cBOBOAHLIN |
’. CBOGOAHBIN \ | XOnecTepuH)
\_XonectepuH nnen
) . (athmpel |

‘xonectepuHa) ‘



/ BbiBefieHne
XonectepuHa U3
. opraHusma

e ¥eNuHble kucnortel (0,5-0,7 1)

e CTEpuAbI kana (0,5-0,7 r)

e 17-kevocreponabl mouu (go 0,05r)
e CTEPUAbI KOXHOro cana (ao 0,1 r)



JInnonpoTeuHbl KPOBU

XUJTOMUKPOHbI (XM)
[ICopepxat 1-2% 6enka n 98-99% nunugos

[ ICamble rmgpodobHbie J1M, MeoT HaMMEHbLLYHO
NOTHOCTb, HE 0bnagatoT ANeKTPogopPETNHECKON
NoaBUKHOCTbIO

[ /OBpasytoTcs B CTEHKE KULLEYHUKA

[IABnsAtoTCA rmaBHOM hopMon TpaHcnopTa NULLEBbLIX
nnmaoos

[IMeTabonuanpyoTca nMNonpoTENHNNMNAa3on



JlunonpoTeunH.bl

npe B-nunonpomeutHsi (unu JITTOHII)

| Copepxat 10% 6enka, 90% nunnoos

| Obpasytotcs B Ne4eHn U 0O4EHb Mano — B TOLLEM
KULLEYHUKE

| ABnsAtoTcsa TpaHCNOPTHOM POPMON SHOOrEHHbIX
nmnuaoB (B OCHOBHOM >XUPOB) B XXKUPOBYHO TKaHb

[l YacTb 13 HMX NpeBpaLlaeTcsa B KPOBAHOM pycrie B
nunonpotenabl HU3Kou nnotHoctu (JIFTHIT),
boratble apupamun xonectepuHa. ITo
npeBpaLlleHne KatanmampyeTcs
siurionpomeuHsunasou.



Ctpyktypa JIINHII:

DochoAnnnabl SPUp xorecTepmHa

Tpuranuepuabl

AnoavnonpoteunH B-100 HeacTepudnUMPOBAHHDBIN

XOAECTepPUH

XOAECTEPUH, CBSIBAHHbIVI C AUMUACMU HU3KOU NAOTHOCTU



CtpykTtypa JINBI1:

AroAunonpotenH A1

XonecTepuH, CBSI3QHHbLIN C
AUMONPOTENHAMU BICOKOU
MAOTHOCTU




JlnnonpoTenHbl KPOBN

Copepxat okorio 25% 6enka n 75% nunuaos.

LIFmaBHbIMM KOMMOHEHTAMWN ABMSAKOTCA XONecTePUH
(npumepHo 50%) B BMAE 3(PUPOB C NMUHONEBON KUCMOTON U
doocdonunugebl.

1Y 3g0poBbIX Nnogen Ao 2/3 BCEro xonectepuHa niasmb
HaxoguTtcsa B coctase JIMNHIT.

LIOHU aBnatoTCca rmaBHbIM NOCTAaBLLUUKOM XOJ1IECTEPUNHA B
TKaHMW.

LINMMHI perynupytoT cnHTE3 XonectepuHa de novo.
|BonbwmnHcTBo JIMHI aBnsoTca npoaykTtaMmm pacLlensieHns

r
il

I

[MOHI1 nunonpoTtenHnunason.

a KNneTo4HbIX MemMbpaHax nmetoTca peLenTopbl Ans
[THI.

1B knetkun JINHI npoHuKaloT nyTemM 3HOOLMTO3A.



JlunonpoTeuHsbl

a-siunonpomeutsi (JI11BI1)

Copepxat 50% 6enkoB, 25% docdonunnaos, 20%
aPMpoB xonecTtepmHa n o4eHb Mano
TpUauunrnmuepuHoOB.

ObpasytoTca rnaBHbIM 0OpPa3oM B MEYEHM.

[locTaBnsalT anonpoTenHbI ApYyrMm nunonpoTtengam
KPOBM.

YyacTBYyIOT B NepeHoce XornecTepnHa n3 TKaHen B
NneyeHb.

CunHTE3NpPYOTCSA B BUAE NPeLLeCTBEHHMNKOB,
KOTOpble He coaepKaT XOriecTepuHa u
TPUaLUMIINULEPUNHOB, UMEIOT ANCKOBUAHYIO hopMmy.

I TIMBI obpa3ytoT KoMniekcbl ¢ PepMeHTOM
neymTmnHxonecrtepon-aymntpaHcgepason (JIXAT).

[ A [ T SIS



IPUP XONECTEPUHA

H,C
CH,

CH

R-CO-0

JMHONCT XA KMCNOTa

CH,



JlunonpoTenHbl KPOBN

JIFTOHTIT u JITMHIT senssromcs
amepo2eHHbIMU, M. e.
ebI3blearOWUMU amepoCK/1epos.

JINBIl -
aHmumuamepo2eHHbIMU.



ATepocKnepos3

Cxema pa3suTvs QTepoCKAep03a 1 0BPQA30BaHMS TPOMOQ:
1 - HOPMQAbHbIE QRTEPUN, 2 — MOSIBAEHUE XKNPOBLIX OTAOKEHUIA, 3 = XPOBbIE OTAOXKEHUS
BbICTUAQIKOT CTEHKI COCYADB, 4 — CY)KEHHQSsT QpTepus 3aKynopUBaeTCs ToOMOOM



ATepocknepo3s

- - -




MexaHuU3MbI 3alUTbl COCYAOB
OT aTepocCKrepo3a

1. ewncTtBme nnunonpoTenHInnasbl
B CTEHKe cocyda

2. Hanunuue JIMNBIT



Buoxnmmuuyeckme NnpuUYnHLI
aTepockrepo3sa

v/ YBenudeHue amepozeHHbIX NMUNONPOTEUHOB
(JINOHIT v JIMHIT);

v/ CHwxeHue aHmuamepozeHHbIx JINBIT;
v/ CHWKeHue akTUBHOCTU JIUMOMPOMeuUHIunassi;

v/ CHWxXeHue KonuyecTtsa u/unu
yyBCcTBUTENLHOCTU peuernmopos K JIFNHIT.



PaKkTopbl pUCKa pa3BUTUA
aTepockneposa

v’ KypeHue
v/ CT1pecc

v/ Mepeenanune (nuwa, boratas
HacblWeHHbIMK KK 1 yrnesogamu)



PaKTOpbI PUCKa pa3BUTUSA
aTepocKrnepo3sa

v/ SHOOKPUHHBIE daKTOPbI:
- TMNOTNPEOD3
- caxapHbin gnabet
- aHOpPOreHb!
- KNnMakc
- rMnepMyHKUna rmnodmaa
- rmnepdyHKUMA Haano4Ye4HUKOB



PaKTOpbl PUCKa pa3BUTUSA
aTepocKriepo3a

v/ XpoHU4YecKne rmnokcum
v/ TunoguHamms

v/ CemelnHo-HacneacTBeHHbIe
doakTopbl



KoadhdbnumeHT ateporeHHoCTI

Oowun xonecrepuH — xonectepuH JIMNBI
xonectepwuH JINBI

Y 300pOBbIX NMOAEU 3TO COOTHOLUEHUE He
AOJMKHO npeBbIWwaThb 3.

Ecnu Bbiwe — nmeetcsa puck UbC.



OxupeHue

O)xupeHue — 3TO COCTOSAHME, Korga Macca Tena
npesbillaeT 20% oT «ngeanbHOM» AN AaHHOro
yernoBekKa.

lpu4uHbI NepeUYHO20 OXKXUPEHUS:
[ eHeTnyeckune HapyweHusa (oo 80% cny4daes).

*CoCTaB 1 KONn4ecTBO NoTpebnsiemMon nuuin, Metoa
nUTaHnA B ceMbe. [lepeenaHue.

*HN3KMN ypoBeHb PU3NYECKOU aKTUBHOCTMN.
[lcuxonorn4yeckmne akTopbl.



[lIpu4YyuHbI BMOPUYHO20 OXUPEHUS:
* [MNoOTNPEODS3

* CnHgpom NueHko-KyuinHra

* [MNnoroHagun3m

* [pYyrme 3HAOKPUHHbLIE MaTonorun



XWUPOBOE NEPEPOXAEHUE
NEYEHW




XenyHokamMmeHHasa 6one3Hb

* )Kest7yHOKameHHas1t 60s1e3Hb — 3TO
naTosiorns, nNpm KOTOPOW B XKEMYHOM
ny3bipe obpasyoTca KaMHU, OCHOBY
KOTOPbIX COCTaBIAET XONECTEPUH.

 [lpn aTOM Hapywaemcss coomHouweHue
MeXOy CUHTE30M XoJfiecTepuHa (NOBbILLEH)
N CUHTE30M XKESNYHbIX KNCNOT (CHUXEH)



£V, SN L OF

[MTpUYNHbI XXKeNYHOKaMeHHOWU
bone3Hu

[Tnwa, boratasa xonecTtepmuHoOm

[ MnepkanopumnHoe NUTaHne

3acCTom Xen4yu B XXENYHOM My3bipe
HapyLieHune cuHTe3a Xen4vHbIX KUCMOT
MHdekunmn xken4yHoro ny3blips

HapyLlueHne aHTepo-renaTtnyeckomn
LIMPKYNALUN



JiInnnpoo3bl

[Ibone3Hb Tesi-Cakca (2aH2r1u03ud03)

HakonneHune eaHauo3udo08 B KIeTkax Moa3ra,
MEHbLLE B APYrnX TKaHSIX.

[IBone3Hb MNowe (yepebpo3udo3s)

HakonneHnue arrokouepebpo3udos 8
nIn3ocomMax nevyeHmn, ceneseHkn, KOCTHOro
Moa3ra.

[IBone3sxnb HumaHa-lMuka

HakonneHune neuumuHos8 v
CQUH20MUENMUHOB8 B NMN30COMaXx NeYeHn U

Vel m VateaYaYEEVAYW |



HedeKkTHbIN bepMeHT npu
oone3Hn Tea-Cakca

COUHO3UH —— KUPHAR KACNOTA
|

0
|
rMIOKO3A
N-ALIETUN- |
HEUPAMUHOBAA—— FATTAKTO3A
KUCNOTA * fexco3amMunuoasa

N-ALETUNTANAKTOSA



HedeKTHbIN hbepMeHT npu
6one3Hu lowe

COUHINO3HUH —— XWUPHARA KUCNOTA

0
e [-amoxo3udasa

[TIIOKO3A



HedeKTHbIN hepMeHT nNpu
ocone3Hun HumaHa-MNMuka

COUHIMOSUH ——XKUPHAR KUCIIOTA

2 Chunzomuenurasa

XONWH



CI$OOH (IJOOH (l'JOOH (I'}OOH
HzN_(l:H + O=C T — OZC + HzN_C|H

R1 Rz R1 R2

AMUHOKUCOTA o-KeTokucnora a~-KeTokucnora AMUHOKUCNOTA,



[le3aMmnHnpoBaHue aMMUHOKUCHIOT

1. BoccmaHoeumersibHoe:
+ 2H

R —CH — COOH =---m- R — CH2 — COOH + NH3
NH2

2. [uoponumu4eckoe:
+ H20
R-CH-COOH --------- R—-CH-COOH + NH3

NH2 OH



[lesaMnHupoBaHue aMUHOKUCIIOT

3. BHympumosneKynspHoe:

R-CH-COOH -----—--- R-CH=CH-COOH
NH2 + NH3
4. OkucsiumersibHoOE€:
1/2 O2
R-CH-COOH --------- R-C-COOH
NH2 0

+ NH3



OkucnurenbHoOe
Ae3aMMHUpoOBaHUe rnytamarta

C|:OOH + + (l.':OOH cl:ooH
o e T

?Hz =< — CI:HZ — o CI)HZ + NHj
C';H —NH, [InyramataervaporeHasa (l: — NH " (|: —0

COOH COOH COOH

CnyTamar a-MImuHornyrapar a-Kerornytapart



Henpsamoe agezaMmnHnpoBaHue

AMMWHOKUCIIOTA a-KI
I'nyramar-
AMUHOTpaHcdepa3sa aernaporeHasa
e NAD*

a-KeTokucnora I'ny

NH;



[TpoAyKTblI HENPAMOIO
Oe3aMnHMpPoBaHNUA:

O-KETOKUCIIOTA, KOTOPaA MOXET

1) okmcnaTtbesa B uukne Kpebca

2) ucnons3oBartbecs B [ HI Ha cuHTes
[MHOKO3bI

3) npeBpallaTbCs B KETOHOBbLIE Tena
« HAIH
* NH3



BoccTtaHOBUTENbHOE aMUHUPOBaHMe

COOH COOH COOH COOH
| | OH | |

C=0 o HOH C=NH CH,

| | NH, J% N ar_

CH, + NH, ———CH, « —  CH, 7~ o2l <|3H2

| | | HAO®GH HAOOD?

CH, CH, CH, S
| | | EOOH
COOH COOH COOH

2-oKcornyTtapart UMmuHornyrtapar myTtamar



3HaYyeHuUe soccmaHosumesribHo20
aMUHUPOBAHUS:

JyTaMart ABJ1A€TCA UCTOYHUNKOM
dMUHOTpyrn aJjd CMHTe3a 3aMEeHUMDbIX
dMUWHOKUNCIIOT

CIY>XUT ogHUM N3 cnocoboB
CBA3bIBaHMNA aMMMaKa B KIleTKe



NcmoYyHUKU aMMuUaKa :

1) Peakuyuu de3aMUHuUpoO8aHUs
*  AMMHOKUCIOT

 OMOreHHbIX aMUHOB (rMCTaMnHa, CEPOTOHMHA,
KaTexonamMmmHoB 1 ap.)

*  MYPWUHOBLIX N MMPUMUOVNHOBBIX a30TUCTbIX OCHOBaHWN,
* amuaoB (rmyTamuHa, acnaparvmHa)

2) O6bpa3oeaHue 8 KUWeEYHUKe 8 pe3ysibmame
nesaTenbHOCTU MUKPOdriopbl (THNEHUE BENKOB)
BCACbIBAETCH B KPOBb BOPOTHOW BEHDI

CooOepxaHue aMMuaKa 8 Kpoau 8 Hopme 25-40
MKMOJIb/J1.



lIpu4YuHbI MOKCUYHOCMU aMMUaKa

1) Jlerko npoHUKaeT Yyepes KNeTo4Hble MeMbOpaHb|

2) CBA3bIBAETCA C 2-0KCcoa/lymapamom, YTo
Bbl3blBAET YrHETEHNE OOMEHa aMMHOKUCTIOT
(nepeaMmMHNPOBaHUE) N TMMOSHEPIETUYECKOE
cocTosiHue (yrHetenue umkna Kpebca).

3) AMMHaKk ycunmBaeT CUHTE3 a/lymamMuHa u3
ariymamama 8 HepsHoU mkaHu. CHUXeHue
KOHLIEHTPaLUWUK rnytamMaTa BedeT K CHUXXEHUIO CUHTEe3a
[ AMK — 0CHOBHOIro TOpMO3HOIro Mmoaynsartopa. 9T0
HapyLlaeT NpoBeaeHe HEPBHOIO UMMynbLca u
BbI3bIBAET CYO0POrM.



lIpu4YuHbI MOKCUYHOCMU aMMUaKa

4) AMMUaK B KpOBU U LNTO30JS1E
obpasyeT noH NH,*, HakonneHue
KOTOPOro Hapyllaetr TpaHCMeMOpaHHbIN
nepeHoc MoHoB, B YacTHocTn Na™ n K7,
YTO TaKXe BMUSIET Ha NPOBeAEHME
HEPBHOIO UMMYnbCa.

5) HakonneHne ammmnaka MoXeT
cauratb pH B LLENOYHYIO CTOPOHY,
Bbl3blBasi METADOSTNYECKNN asiKasios.



Obe3BpexmBaHMe aMmmMmunaka

e 1. BoccmaHosumesibHoOe aMuHuUpogsaHue (MMeeT
HebOoNbLIOE 3HAYEHNE)

e 2. Obpa3oeaHue amudoe (2rnymamuHa u
acrapaauHa).

COOH NH CO_NH2

| ’ |
(|3H2 c|:H2

T A A T

CHNH, ATO AL®+PH CHNH,
(|JOOH rmyTaMuUHCUHTETa3a (|ZOOH
MmyTtamar rmyTamMuH

. 3. Obpa3zosaHue anaHuHa e MblWyax



[myTammnH — OCHOBHOW OOHOpP a3oTa B OpraHu3mMe

///////// benku
[MypuHbI
mytamuH iy .

. Mnpnmnantbl

s AcnaparuH
\ AMMHOCaxapa

nokKo3a



- OCHOBHaAHA!.

» «buonornyeckaa xumusa» nog pea. E. C. CesepuHa, M., TOOTAP-
ME[, 2005;

« «buoxumua» Kpatkmm kypc, M., TOOTAP-MEL, 2001;
- AOMNOJIHUTerIbHaNA:

 P. Mapu u gp. «bnoxmmmns yenoseka» (B 2-x Tomax), M., Mup, 2004;

« B. Onwuor, . 9nunot «brnoxmumma n monekynsipHaa ononorus», 13a-
Bo HNWN BnomeanumHckon xummumn PAMH, 1999:

* MynbTMMeOUNHBIN KOHCNEKT NEeKUUN;
- y4yebHO-MeTOAMNYECKME nocoousa:

« C. K. AHTOHOBa 1 Ap. «PykoBoACTBO K MPaAKTUYECKUM 3aHATUAM MO
ornoxmumunmny», UMLL «KaCC», 2003.



