OO0MeH yIJ1eBO0Ba
IlepeBapuBaHue u
BCACHIBAHUE YIJICBOJAOB Y
nerers MeTadomsm
I[JIMKOTCHAx

INMekuma npodoeccopa Kadoeapbol
broxumun um. I.A. Nlopoancckou
ObyxoBou Jlapucbl MnxannoHbl



YLiIeBoAbI= aJIbJeruAbl H KETOHLI MHOIOATOMHBIX CIIHPTOB H
noauMepsbl 3Tux coenunenniia CmM(H20)n

DYHKIMK VIJICBOIAOB:

1.3HepreaneCKaﬂ (npu oxucienun 1 r yrneBonos Buiaeasiercss 17 k/x snepruu
(4,1 xxkaun))

2.1TnacTuueckas

3. 3amuTHan

4. 13 yriieBoaoB 00pa3yloTcsi OpraHu4YecKue COeIMHEHNsIy KOTOPhIE
CJIYKAT HCXOAHBIMH CYOCTPATAMM JJIsl CHHTE32 JIMIH/I0B,
AMHHOKHCJIOTy HYKJICOTHIOB

5. PesepBHan

6. Jeroxkcukanuonuas



YrNEBOADI

/ \

MoHocaxapupab! Onurocaxapupgbl Monucaxapuabl

COCTOAT U3 OIHOMU COCTOAT U3 HEeCKONMbKUX copepxart ot 10-20 go
CTPYKTYPHOU € AUHMULbI, (ot 2 no 10) ocTartkoB HECKOMNbKMX ThiCAY
Npou3BoOAHbIE MOHOCaXapuaoB, MOHOCaXapUAHbIX
MHOr0aTOMHbIX CIUPTOB, COEAUHEHHbBIX 0CTaTKOB, COEAUHEHHbIX
copepxalue rMUKO3UAHOW CBA3bIO FMUKO3UAHLIMM CBA3AMM
Kap6oHuNnbHYIO rpynny
[ NtoKo3a, ppyKTo3a Caxaposa, nakrosa [ MUKOreH, Kpaxman
CH,OH CH,0H CH;OH /7093}

a(1.4)-rnuxo3ngHas censsb a(1,6)-rnuxoanaHan ceass



MOHOCAXAPU/IDBI

B SaaBMCHMMOCTM OT MOJFIOKEeEHMHA B MONekKyne KapGOHHﬂbHOﬁ rpynnbli

ANbo3bl KETO3bl
copepi>XaT PYHKLLMOHANBHYO copepixarT
ansoermaHyro rpynny -HC=0 KeTOHHYo rpynny >C=0
H : o
H \\ ¢%7(_)
c H—C OH
H—C—OH C—— O
HO—C——H HO C H
H—C——CH H C OH
H_
e Sle ! H ——— C—— OI1I
H PR——
G OH H C OH
H
H
rnaroKos3a PpyKTOo3a

B 3aBMCUMOCTHM OT YMCTa YrNnepoaHbIX aTOMOB
C3:TPUO3bI C4:TETPO3bl CS:NMEHTO3bl C6:rEKCO3bl

: CH,OH H HOCH i
Cl HO I . \fﬁo 2.0 o "
CHOH C=0 CH=OH H H
| (‘:H-—OH HO
H H

CH,OH CH,OH Hz2—OH
raMuepansaerun AUFMAPOKCHALETOH 9JpUTpO3a puboza rnoKosa



OJUT'OCAXAPUIDBI

)

GH:OH

NsomanbTO3a




IHOJINCAXAPU /DI

B JABUCMMOCTM OTCTPOEHMA OCTATKOB MOHOCAXAPH0B

FOMOMONUCAXAPUAbI
MOHOMEPbI HACHTHYHbI
GCH0H ‘OH;NI GCHON  Som0H
. ‘" Ouhc-u“" HaH H
dhILT03d \)@?0@0/@ 04@{0”
KOMNOHEHTbI T [ T ol
Kpaxmana
(CoH1o0s)n

AMILTONCEKTHH HOH L
Lt * "
\l:lx' 1 o+
h" H3 ZCH? TOYKa BETENEHNA

CHOA
I nuKoreH, Lenniono3a

For FhE F

b a0 0
Tuips
/!
0 gt 0 I'g

FETEPONONUCAXAPUADI

MOHOMEpbI pa3NnuYHbl

[ NHKO3aMUHOrIHKAHDI- NOCTPOEHbI
H3 NOBTOPAIOWKXCA AHCAXAPHAHBIX

efIHHHL
ruanypouoian KUcnora

Hoﬁ::ﬂg

-

HO H

H

OH
f-rntoKypoHoBan
Kucnora

0

00 F/ H \ 0
H/i—o r‘q H/"

H \ /,/ H
L ‘
\'\UH H)HI

NH=CO-CHy
N-aueTunrioko3amuu

3

1 1. THanypoHosas K-Ta

2. XOHAPOUTHHCY NbehaThl

| 3. flepmararcynbgarbl

4, Kepatancynbearbl
5, [enapaHcynbehartbl

o

" 6, FenapuH



HO FNAKONPOTEWUHDI
o yrneBoAHbIX KOMNOHeHT-5-40%
\ n Q onurocaxapupgpl
—C~CH; 1
N-rnuko3uaHasn
C8R3b

¥

NPOTEOrIUKAHbI

yrneBoAHbIN KOMNOHEHT-80 95%
[MMKO3aMUHOrTUKAHBI



Mukoaunassl

l/m

IlepeBapuBaHue YIJIEBOA0By HMEIOIIUX OJIMIO= HJIH
MoJMCAXapH/IHOe CTPOEHHE, 3aKI0ouaeTcss B rujaposause 1,2 win
1,4 v 1,6-riuKo3uaHbIX cBsizeil mox aAeiictBueM GepMEHTOB
KJ1acca THAPoJIa3 MOAKIACCA MIMKO3HIa3

QH HQ/YI'HEBOAH nuum\

NEPEBAPUBAEMbIE
-Kpaxman (0CHOBHOM YrneBoa NuLu)

-Caxapo3sa
-Jlakto3a
-ManbTo3a
I noKo3a
-QpyKTO3a

HEMNEPEBAPUBAEMbIE

B opraHu3Me HeT hepMeHTOB, KOTOpbLIE
yyactBoBanu 6bl B U3 nepeBapuBaHUM.
-Llennionosa

-fleKTHH

-FemMuuennionosa, BKnovaioLas
-ranakraH

-KCUNaH

-apabuHaH



IIEPEBAPUBAHUE YIJVIEBOJAOB

Jlakrola

| Kpaxman

v

AMunasa cromn

v

JacTHuno

FHAPOTHIOBAHHLR
Kpaxman

v

lNanxpearmuecxkan

/ aMmunasa \

[Caxaposa

JlaxTo3aa I ﬁaouamgoaa

MansroTpHosa

Mansro03a

Caxagoaa

!

Jlaxrasa

29

Maomansrasa

.

.

lanakrosa

w

.

MansTasa Maneraza Caxapasa
Nl P )
W[Tmoxosa ¥ @pyxTO3a
-3




Tpchnop'r MOHOCaxXapuaoB B KIeTKHU CIIU3UCTOMU

J_\7 o6onouku KMLeYyHuKa

. . O b, 4
nyTém obneryénHon guchpysmmn nyTem akTUBHOro TpaHcnopra
(npy BbICOKOW KOHLLEHTPaLMUM FIOKO3bl) (Np¥ HU3KOW KOHLEHTPALMM rNIOKO3bl)

Us SHTepPOLUMTOB B KPOBb IMOKoO3a nocrtynaet nyrem obneruenHon gudhdpysum

3 KpOBOTOKA B KNETKU TKaHeM rnKo3a nocrynaer nyrem obneruenHon audcdysum (6enku-neperHocumuxku NMIOT)

Tumw [THOT Jloxamesanus B opranax
[IOT-1 [ peMymecTEeHHO B Moare, MIAIEHTe, MOTKAY, TONCTOM SIMETHHERS
[H0T-2 [ perMymeCTEEHHO B TIEHeHH, MOYEA, i-ENIBTEAY 0CTPOBKDE

JaHTepRaHCa, JHTEPOIHTAY

[OT-3 Bo MHOTHX TEAHAX, BRTIOIAT MO, MIALEHTY, IOTKH
[TOT-4 B wmimura (cxeneTHOM, cepeiHoif), sipoBoft TaHH
(MECymIIBHCIMLLT) ComepiaiTea B 0TCYTCTRIE HEICHIMHA OYTH MOTHOCTEIO B LITONIZIME
[THOT-5 B rormon imetHike. Boamonao, TRMAETCA NEpeHOCTIROM DpYRTOZ!




\‘\
N
\
\
\
l
: \
’
’
’,
/

-
‘I

\, Besukyna
TpaHcnopreps!
rniokosel (MOT-4)




Porosas CNHOHB

nonocTb

Amunaasa

YIMEBOAbI B MMTAHUU OETEN

3 I
E|
= = (|p-1axToza
c c e
] 3 (90’0
=t Kucnasa cpena, g VIJTIEBOIOE
% MHrubupyrwasn @ (|TpyaHOro
c aKTUBHOCTb & Unonoxka)
- amunassl =
Kenypok
ToHKWMIA TOHKUIA
KULUEYHUK KULLEYHUK
AmMunasa
NoAXeNyAOUYHOr(
MopxenynoyHas Boxe
xenesa
K neueru [lucaxapuab:: K neyeru
Manbrosa
naxkrosa
caxaposa
Kposb Kposb
ManbTasa
niwoko3a Nakrasa i
i1~ 1®pykTo3a [*---Caxapa3a ]
[anakro3a KULLEYHOro
coka
s .
L 4 17
|Kne'ruarxa|

[lepeBapuBaHue yrneBogoB y

B3POCIbIX

Porosas
nonocTeb

CH;OH
Amuna3sa p-1axTo3a| HO p H
CNHHLI OH H10
H H
OH
Mana
\BKIHBHOCTB
(hepmenTa
pH=4.0-5.0
«’13!&’1‘333
Xenynox I'PYOHOTO MOJIOKA
Amnnéaa
m noAXenya0uHOro
coka -Ci1adad aKTMBHOCTb
JaKTasa
MNopgxenynouHas
xenesa SHICPOLIUTOB
KHIIEYHHKA

IJIDKO03a
rajiakTrosa

«

D-rnioxosza (Gle)
HOCH,

H 0O
H

H
HO
H H

D-ranakrosa (Gal)
HOCH:

OH

[lepeBapuBaHue yrneBogoB y Aeteun oo 6

MeCH

LeB

C nocTteneHHbIM BBEOEHUEM TMPUKOPpMa, cogepXxaLllero nonmMmepHblie yrinesobl, BO3pacTaeT pOJyib aMumnasbl
CJTMIOHHbIX N NaHKpeaTU4eCKNX Xernel, a aKTUBHOCTbL J1aKTa3bl, COOTBETCTBEHHO CHWXXaETCA. AmMunonutunyeckas

aKTUBHOCTb ObICTPO pa3BMBAETCS, U Y AeTel cTaplle 1roga He OTNMYaeTcs OT TakOBOW Y B3POCHbIX.



B ocHOBe NATOJIOIrMY NEPEBAPUBAHNS U BCACHIBAHUS YIVIEBOJOB MOILYT ObITh
NPUYMHBI IBYX THUIIOBS
= 1e(peKThI PePMEHTOBy YYACTBYOIIUX B I'HIAPOJIH3E YIVICBOJOB B KHIICYHHUKE]
=HApPYILIEHUE BCACHIBAHUA NMPOJAYKTOB MEPEeBAPUBAHMUA YIJIEBOAOB B KJIETKHU
CJAU3HUCTON 000/10YKH KHIIEYHNKAx

B 000ux ciay4asix BO3HHMKAET OCMOTHYECKAS AUapesiy KOTOPYI0 BbI3bIBAIOT
HepacllenJIéHHbIe JUCAXAPU/IbI WM HEBCOCABIIMECHA MOHOCAXAPH/Ibla

Manbabcopbuus- HegocTaTo4yHOE BCacbiBaHME NPOAYKTOB
nepeBapuBaHuUA yrneBoAoOB.
Ho NOCKOJIbKY KIMTMHNYECKUE MNMPOABJIEHUA MNP HEAQOCTATOYHOM NepeBapmnBaHnn

N BCacbiBaHUU CXOAHbI, TO TEPMUHOM "Marnbabcopbums” HasbiBaloT 0ba BMaa
HapyLlEeHNN.



AaKTa3HAA HEAOCTATOYHOCTD

Aﬂk"l}'l?llaﬂ T CAOCT AT OFITOCTEB — BPOMRACHHOSE HMAM
III)I-IOBPC"I'C‘IIIIOC‘ CHIFARCHIIC AR ITHINBIHOCTIE
PACIIICIIAAIOIIICTO MO AOTIH BI caxap AarKTO3V (:k)(?])l\f[(‘.ll'l'a
AAKTA3ZHBI B TOHKON KHIIIKCE

OH CH,OH
CH,oH B-14- GH2 CH,0OH 2
CBA3L o OH OH o OH
HO o i HO o
aKTasa
OH O i » OH ® o
+ H2O
OH
OH Ot .5 OH
Naxkroaa D-Manaxroaa D-I'moxoaa

HapqueHme PaculienneHnss yrinepojloe B TOHKOWMN KMLUIKE

v

/ MoebiueHmne oCMOTHMHECKOI O AasineHms v obubema
COoOep>xKnmMoro TOHKOM KMULIKW

\ BakrepunanbHbiin rmaAponmMa nakro3dsl ¢ obpazoBsaHmem
KOPOTKOLENOYeYHbLIX XUMPHbLIX KMCOT, MOJMIOYHOM KMCIIOTHI,
VIMEeKMNCcCNoro rasa, sonopona

YMI>SD

Mosuiluerme co- Aucbunos MossileHne CHuxerne pH
nep>xaHns Bo0- KUMLIeYHnKa OCMOTHNHYECKOTIo B TONCTON
pona B Bulasixae- nasneHns B KMLKe

MOM BO3OYXeEe KnuuxKe



AaxTa3Hasa HeAOCTATOUYHOCTD

B BPOKACHHASA (TEHETHUECKH ODYCAOBACHHAS,
cemernan) AH,

B TPAH3HTOPHAA AH neAOHONIECHHBIX 1 HE3PEABIX
K MOMEHTY POKACHUA ACTEH,

® AH B3pocaoro Trmna (KOHCTH TYIIAOHAABHASA

= j};r‘gpnqnaﬂ JIH



I'1ok030=6=ocdar= y30B0ii MeTadoIUT

HoOH Ho,O POgH,
AT®  ALD

Nwgr S

ekcokuHaza H
~ H [ niokokmHasa H H |
H (B neyeHw) H

MMwokoza | Mnwkozo-6-dbocdar

 AMMHOKHCIIOTH!




CHUHTE3 INIMKOT'EHA

I'uKoreH cuHTE3UpPyeTcA B nepuoa numeBapenust (uepes 1-2 4
nocne npuéMa yrjeBoIHOW IMHIIH)

+ 1
t 2
VL

L4

N

' -
Y /
f |
OH . Fexcommean
H OH

[MOKOKMHa3a (B
OH neveHn)

rmoxoza novoao-6-pocdar [mokoso-1-pocdar



CHUHTE3 INIMKOT'EHA

HOCH‘I HOCHz
H OH H
OH H) O
HO -P-0'+ Y10 ' HO
H OH O
Y 1®-rmoxonupodocdopriaza
moxko3so-1-ocdar
OH OH
YpuauHandocdarrniokosa

(YO®-rniokoaa)



CHUHTE3 INIMKOT'EHA

oHOH CH,OH CHQOH
d - —":\' O O
. ‘ A L :
\OH /! 7 I OH 0—-\OH O-R
HO U -P=0Q<=P<=0—ypuan HO
| |
H 6H OH OH OH
Y®-rnoko3a [nukoren {n octaTkos)
CH3 CHQOH CHQOH

.l
1 (1)
nukorexcrKHTa 3a \ A /

[muxoren (n+1 ocraTkos)

Pa3BeTBJIEHHAS CTPYKTYpPA INIMKOTeHA o0pa3yercsl nmpu
yuactuu amuio=1,4 —1,6-rmoxosunrpanchepasor (pepment
“BeTBJIEHHUS )



CHUHTES IJIMKOI'EHA
PerynatopHein dpepMeHT CUHTe3a rmukoreHa- MUKOreHCMHTas3a.

AKTBHa B gedocdopunnposaHHon popme.

| MKOreHcHuTaza-0it |
(AKTHBHARA)

Ol
H3PO4 ATD

DI1-docharaza [IpoTeHHKHHa3a A

1LO [g AJLCD

| THKOreHCHHTA 3a-®
(HeaAKTHBHASA)



PACITIA I ITTMKOI'EHA (ITTUKOI'EHOJIN3)

"

AMUNONIUTUYECKUU
rMmogporinTuuecKkoe
oTwenneHue
MONEeKYyIbl NMOKO3bl

0

®OCOOPOJIMTUYECKUMN
pacwienneHme rnmKosmagHom
CBAi3M C UCNONb30BaHUEM
HeopraHuuyeckoro cocdcara

Pacnaja riiMKoreHa nmpoucxoAsiT B OTBET HA MOBbIILIEHUE
MOTPEOHOCTH OPraHU3Ma B IVIHOKO3€Ca

v
NMEYEHDb
Pacnap rnMkoreHa B ne4eHu
obecneuynBaer nogaepxaHue
NOCTOAHHOW KOHLEHTPALMM rMIOKO3bl B

KPOBM, U, CNeaoBaTenbHoO,
NOCTYNNEeHUe rMoKo3bl B APYrue TKaHU

v

MbILULbI
Pacnap rnMkoreHa B MblluLax
obecneuuBaetr ocBobOXAEHUM
rnwkKko3o-6-tpoccara, norpebnaemoro
CaMOMW MbILILOM ANA OKUCNEHUA U
MCNONb30BaHUA SHEPrum



PACITIA I ITTMKOI'EHA (ITTUKOI'EHOJIN3)

CH,0H CH.OK _—
H o\ rnukorendocdpopunasa f B a QH H . Q ;
HBA PR ——= g 1) |+ Kon B |
o OH 0—P—OH
s B H OH /pq4 H OH (I) ;
— [nuKoreH ['moxo30-1-docdar

YKOPOYEHHbIN Ha 1
IMKOKO3HbIN OCTATOK



PACITAI I'TTMKOI'EHA ( FHHK%FEHOHHB)

||
HO—P—O—CH,

l
CH?OHO OH .
) H O docdorawkomMyTrasa H
H H || — H H
o—lr—on - OH
H H OH

H O OH
I'mroko3o-1-dbocdhar I'nioko3o0-6-docdar
O

|
HO—P—O—CH,

OH 5 CHZO}(I)
Kt ki I'noko3o0-6-drocdarasa " H I
H H + HoO — H H + H,PO,
OH OH
H OH H OH
I'nioko30-6-cpocdar oo

I'mrox030-6-hocdaraza HaxogUTCA TOJIBKO B IeueHH (1 MiN B moYKax)

I'IepeHoc TpéX OCTaTKOB [J1I0OKO3bl U yaarieHne MmoHomMepa U3 TO4KM BETBJIEHUA

katanuanpyet "AEBETBALLNN" DEPMEHT, obnagatoLmin 2
doepMeHTaTUBHbLIMW aKTUBHOCTAMMU - TPaHCdEepasHON 1 MMUKO3NOa3HOM.




PACIIA/L ITTIMKOI'EHA
PerynatopHel oepMeHT pacnaga rmmkoreHa-

rnmkoreHdocdopmnasa.

AKTUBHa B pocdopunnpoBaHHOU OOpPME.
[korendochopuiaza-0Oll

(HeaKTUBHAA )
Ol
H3PO4 ATD
A Kunaza docdopniassl
Di-gocparan (AKTHBHAA)

. mRorendochopuiaza-(P)
(AKTHBHAA )



[log nencrtBuem NHCYJTMHA NPONCXOOUT akKTUBaLUnNA CUHTE3a

'anKoreHa N TOPMOXXEHME ero pacnaga
HCY.IHH

Muiﬁpaua
p —— @I1-docdaraza.oH
CHCTI '(’p_’ (HeaAKTHRHAS )
Kackan peaimii Al D
docopuauposatiug ——— —————» C
aS-I'IYTbS AJID
' -—
®Il-docharaza-(P)
{(AKTHEBHAA)
I
B
B
DukorencunTaza—P) 1 | mkorendocdopuiaza —P)
(HeakTHRHAS) e (AKTHBHASN)
|
H3PO4 S ST e e e H3PO4
lmKoresewnrasa-OH [-mKorendochopuiaza—-OH

(AKTHUBHAA) (HeAKTHBHAA)



[log oencrtBmem [aoKaroHa nponcxoaunT akKtnBaunda pacnana
MMKoreHa n TopMo>XxeHmne ero CMHTe3a

| moKaros

AdpeHa THH o
: MesmOpana

Perncnrop—
—_— [ Kunaia

l dochopuiazn—-0OH

. (HeaKTHBHAA) [k oren

l ATD dochopirazei—OH

ITeMHKMHA3a A ————— > (HEAKTHBHAA)
| AJLDd .
: K1 - F"nm Imkorren
N I3 - —-———=——_—

I .

I dhrochopu s ) AJI<D

)l AR THEBHAR) a ! TMK reM (‘ H3PO4
" RR N I R TR meesrs Sl
| | TMKOIreHCHMHTA i)l POpH.a -
: I 1 1) | 1M i
| HEH A
Nt e e e e - \ATD 3 .

I noxkoao - 1-hocdar
A<D

-
NMukorencunraza —) I -0k 030 -6-hocdgan

(HeaKTHBHAHA )
[Tpu cTpecce nnn pusnyeckom paboTe K perynaumm
NpoLLeccoB CUHTE3a K pacnaga rnukoreHa N O
noAKnyaeTca agpeHanuH- No ToMy XXe MexaHn3my,
4YTO M MMIOKaroH, NpuBoas B 4EUCTBUE
ageHnNaTuUnKasHyo CUCTEMY.

v

Moxoza



[TIMKOI'EHOS3bI obycrnoeneHbl AedekToM dhepPMEHTOB, Y4aCTBYIOLLNX B
pacrnage rnukoreHa, nposiBhsio 30bITOYHBbIM HAKOMMNEHNEM TIMKOreHa

Hedexrol hepmenTor metabonuama rnukoreHa,
NpUMBOAALLME K FMUKOreHo3aM

‘Bersawmn |
e . hepment” v
, CuHres |

®occhopunasa

Meitys V mun
neyexs VI mun!
T et W AL

r-1-cb C)-MM

Onurocaxapua-
doctornio- TpaHchepasa
KOMyTO3a I mun
v
[nukoreHo3 | Tuna- 6onesHb [MpKe: BO3HUKaET npu  -6-¢ Owwéo&nnno
HacneacTBeHHOM AedoeKTe rMoKo30-6-dpocdarasbl. [-6-chasa MMIoKo311a3a
[MposaBnsaeTcs runormvkemveu, ] X{ 7o it
rmnepTpuaununrnuueponemMmmen, rmnepypukeMmen. I V=
[ioxosa Dwvgxnnxxnoo
bo o ' o e - 4

' Kposb !
AIMMWKOIEHO3bI- 3aboneBaHus, BO3HMKaloOLLEe B'(«f)esyanaTe nedekTos
depMEHTOB CUHTE3a IMUKOreHa, Yalle rimKkoreHCMHTasbl. B neyeHu - oveHb
HU3KOE coaepXaHune rnmMKoreHa.



