OcHOBHBIE KJIACChI
OpPraHUuYeCKHX
COeIMHEHUH
OpPraHMU3Ma 4eJI0BeKa

HYKJVIEMHOBBIE
KHNUCJIOTHBI

KUPbI
YIJIEBO/JbI

DyHKIHUN VIJIEBO/I0OB:

-JHepreTuyeckas (KJIeTOYHbIE «JIPOBa»),
-CTpyKkTypHas (NIMKO3aMHHIVIMKAHBI MEKKJIETOYHOI0 MAaTPHKCA,

BbICOKOCIENM(PUUHBIE ITTHKONPOTEHHbI(EePMEHTDI, 0eJIKH-TPAHCIIOPTEPHI))



3 OCHOBHbIE I'PYIIIbI:
(0T KOJIMYECTBA COCTABJIAIOMIMX

MOHOMEPOB)
 MOHOCAXAPHUJIBI
- MPOU3BOAHBIC MHOI'OATOMHBIX CITUPTOB,
coziep Kallre KpoMe TUAPOKCUIBHBIX TPYIII,
e (bYH;(IHHOHaHBHym IpyImmy:
dVXVD |
OHOIN a) anpaeruanyo: - C=0 (anbao3bl);
19X/ 0) kerounaym : -C=0 (keTo3bI)
NdVXVOOIUIro

Hanpumep, PppykTo3a — KeTorekcosa, IHOKO3a —

aJbI0Te€KCO3a,

[ UdVXVOUIOILT




[ 1oK03a — HEeHTpanbHBIM MOHOCAXapU/l, CYLIECTBYIOUIUI KaK B IMHEWHOM, TaK U B HUKINYECKON popMme. Kak 1 Bce rekcosbl, umeeT 4
aCUMMETPUYHBIX aTOMa YIJIepo/ia, 00yCIIaBIMBAIOLINX HAaINUne crepeon3oMepoB. D, L — Haubonee BaxHbIE (ONIPEAEIISIFOTCS 110

pacgonoxxenuto H- u OH- rpynn oTHocuTeNnbHO 5-ro yriepoaHoro aroma). B opranuszme MmoHocaxapuabl HaxoasTes B D-
KOH(pUTypauu

B pactedpe npu 06pazoBaHuK IUKIMYECKOH GopMbI 0bpasyeTcs emme 2 u3omepa (G U B - ©30Mephl), Ha3bIBAEMBIE AHOMEPAMH,

o0o3HaudonIMe orpeesieHHoe pacnonoxeHue rpymmnbl OH- oTHOCHUTENBHO epBOro yriepogHoro aroMa. Tak y & —D- mmroko3sl OH-rpynna
pPacOI0KEeHa HUXKE TUIOCKOCTH KOJIbIA, Y 3 —D- IIt0K03bI — HaJ| TIIOCKOCTHIO.

H
I
C=0 H CH20H
| H CrOH
HO - C -H /4— Q g o, oH
| H Iy \
H-C |— OH O - H
OH-C l— H [ L - miroko3a ] H OH
C-H ¢ —D- nroko3a B —D- mroko3a
|
CH>OH
[ MUKO3§IHAS CBS3b UMEET BAXKHOE OHMOJIOTHYECKOE CH20H CH20H

3HAYCHJIE, T.K. C €€ TOMOIIBIO IPOUCXOJUT KOBAIECHIHOE 0 0
ces3blGgHIIe MOHOCAXapoOB B COCTABE OJIMTO U

MOJIUC3KAPUIOB. Y UaCTBYIOT anomMepHas OH- rpynmna

oHOTQyMOHOCcaxapuaa u OH- rpymnmna apyroro. .

[IpoucgoauT OTIIETIEHHE BO/1bI U 0Opa3oBaHue (- 0

2NIUKO3BOHOU CBA3U.

Hanpumep, coenHeHne 0CTaTKOB ITIFOKO3bI BOBMOXHO 32 1,4 — IJIKO3M/IHAS CBSI3bL MEXK/Y OCTATKAMU IIIOKO3bI
cueT o@pazoBanus umu 1,4 — 1ubo 1,6-IIHKO3UIHBIX (MansT03a)
CBsI3€lg

YK



X
. C%JII/IF OCAXAPUJBI (ot 2 mo 10 ocTarkoB MOHOCAXapOB, COEAMHEHHBIX [TIMKO31IHOM CBA3LIO)

. %PIC&X&pHI[LI- HamOoJee pacnpoCTPAHEHHBIE OJIMTOMEPHBIE YIJIEBOMbBI, BCTPEUAIOIIMECS B CBOOOAHOW (HE CBS3aHHOW C APYTUMH
coenuueHusmMu) gopme. Cozpepxar 2 MOHOCaxapujia, CBSI3aHHBIX TITMKO3WUIHOW CBSI3bIO B G- uiu B-xoHdurypaumu. B mumie vamie
MPEJICTABIIEHBI CaXap0o30i, MaJIbTO301, JJAKTO30M.

CH20H CH,OH CH,0H

O H O H H O H
OH H H HO OH H
CHp_OH

H HO H HO H OH

Caxaposa (rmoxosa +dpykrosa; d,B-1,2-ruKosuanas Ceass ) Marnbro3a (Troko3a + mioko3a; 6-1,4-rmko3uaHas CBsI3b)

CH,OH CH,0OH

HO J—O B |y 4—0
@O \4@ OH  Jlaxrosa (ranakrosa + mokosa; B-1,4-IIMKo31IHAS CBA3B)
H H
H OH H OH

B mume yenoseka copepxarcs [IOJIMCAXAPUJIbI pacTuTenbsHOro NpoUCXOXKACHUS (pa3BETBICHHBIA KpaxMmall, TUHEHHas
LEJUTI0NI032), MEHBIIIE — MOJIMCAXapH/]l KUBOTHBIX — ITIMKOTEH (pa3BETBICHHBIN). DTO rOMOIIOIMCAXaPH/Ibl, COCTOSIIIUE U3 OCTATKOB
rroko3el. K rerepononmcaxapuiaM, COCTOAMMM U3 PA3JIMYHBIX MOHOMEPOB OTHOCSTCS, HAIIPUMED, THATTyPOHOBAsI KACIIOTA, TEIIAPHH.



[Tponiecc nepeBapuBaHus yIIeBOAOB 00ECIIEUNBACTCS
crnenu(pUIecKUMHU I'1IpoIa3aMu, JIOKATU30BaHHBIMHY,
COOTBETCTBEHHO: (I-aMUJIa3a CIIFOHBL;
naHKpeaTnyeckas (-aMuiia3a u MajbTa3a, caxapasa,
nakTasa, pabOTaIOUIMMU B TOHKOM KuIlleuHuke. Ero
npoaykraMu SBISIOTCA MOHOCaxapu/sl. [roko3a —
OCHOBHOM MPOJYKT IIepeBaprBaHUsL, JPyTUe
MOHOGAXapu/sl B IIpoliecce MeTaboau3Ma MOTyT
IpeBpalaThcs B NIIOKO3Y WK ee MeTabonuTsl. Bo
BpeMs MTUILEBAPEHUS YPOBEHB INIIOKO3bI B KPOBU
npesbfiiaer HopMy (3,3 — 5,5 MMouIb/11),
bu3noIIornyecKas THIepriIMKeMus B CpeIHEM
cocragiseT 8 — 10 mmonb/a. I1o cucreme BopoTHOM
BEHBI OOJIbIIIAsl €€ YacTh MONAaaeT B eueHb. Ee
BBICOKHE KOHIIEHTPALUU aKTUBUPYIOT [IIIOKOKHHA3Y U
CHHTE3 IVIMKOIreHa — INIMKOI'€HOTeHe3 (B 3TOM OpraHe
IJII0KO3a ICTIOHUPYETCS).

B ocHoOBe natonoruu nepeBapuBaHUs U BCaChIBAaHUS
YIJIEBOJOB MOTYT OBITh JINOO 1ePEeKThl PEPMEHTOB,
YYaCTBYIOILIMX B IEPEBApPUBAHUU, TUOO — HAPYILIEHUS
BCACHIBaHUS MMPOYKTOB MEPEBAPUBAHUS B TOHKOM
KHILIEYHHUKE. B 11060M ciiyuae orMevaeTcsi pa3BuTue
OCMOTHUYECKOH IHapeu, T.K. YIJIEBO/bI, OCTYyIas B
JUCTAJIbHBIE OT/EIbI KUIIIEYHUKA MEHSIOT
OCMOTHUYECKOE JIABJICHHE, a TIOJ] ICUCTBUEM
MUKpPOOPraHU3MOB 00pa3yroTcs ra3bl U
OpraHM4ecKre KMCIOTh. Bce 3To MpuBOAMT K
MPUTOKY BOJIbI B KUIIEYHUK, YCUIICHUIO
NEePUCTANBTUKH, ClIa3MaM, MeTeopusmy. [Ipumep-
HEJ0CTATOYHOCTD JIAKTa3bl: ) MepPBUYHAs (Pa3BUTHE
CUMIITOMOB cpa3y nocie poxaenus. [Ipuem Monoka
— pBOTa, AMapesi, cra3Mbl, 00U B )KUBOTE); O)
HEJ0CTATOYHOCTh U3-3a CHHXKEHHUS SKCIIPECCUU T'eHa
B OHTOr€HE3€ (CUMIITOMBI aHAJIOTUYHBI, HO
pPa3BUBAETCS C BO3PACTOM BCJIEACTBUE BO3PACTHOTO
neduunTa 1akTassl); B) BropuyHas (00yciaoBieHa
natosiorueit XKKT- surepokonutsl, 1160 onepariuii)

oty |

caxaposa, —

naKToza

a-aMunasa
CMOHDBI

Kpaxman,
DeKCTPUHSLI

 KeENyaok

nogskenygoyHan
>Kenesa

ManeT033,
M30ManeTO34a,
TPH- ¥ ONUrO-
caxapuaw

KULWWEeYHWUK

3HTepounT

/

@a 1 A@ ManeTasa =g

Manero3a

1,6 M30MansTasa
S

WN3omaneTo3a

- & D
- &

@(ﬂ 2 caxapasa " @
Caxaposa é\ — (bpyKTo:s‘
O[M .4@ nakrasa \
Nakrosa

ITHFOKO3a

r—

Q_ rajJakTro3a




AMUHOKHCIOTBHL [ THIIEpUH KUPOB,

JIAKTaT, NUPyBar
Pacnaa rmukorena

\ NIIDKOHEOTreHe3 |
|
TIJIIOKO3A

Cufimes I Jl}tKOﬂu3 HoIll

2UKO2eHa
HaxkoruieHne 3HI0T€HHOMN TIIFOKO3bI BO3MOXKHO B PE3YJIbTaTe Friokooaa
IIPOLIECCOB pacaja IIMKOTeHa U IIIOKOHEOTeHe3a (CUHUM 1IBET). 200
Kpachvim yeemom 0603HaAUCHBI OCHOBHBIC MyTH €€ YTUIIU3AIINH. 4 o_H
NB! IlepBas u yHuBepcaiibHas peakns yTHIN3AIWH TITIOKO3bI B OH H
KJIETKE — peakuus ¢pochopunupoBanusi. Ee katanu3upyror L o
reKCOKMHA3a, a B [I€YEHU — U INIFOKOKMHAa3a. @epMEHTHI UMEIOT AT re?:'omasa
Pa3IMYHYI0 CYOCTPATHYIO CIEU(PUUHOCTh U (PUBNKO-XUMUYECKHE A® ir MIOKOKMHA3A (neueH)
cBoiicTBa. Koncranra Muxasnuca (Km) miist rekcokrunassl — 0,1 i 2
MMOJIb/JI, a 11 DIFOKOKUHA3bI TledyeHn — 10 Mmornb/n. [Tpuyem E EH20POs* ;
TocyeHss He HHTHOUPYETCsl MPOIYKTOM PEAKIMU — NIIIOK030-6- 7 % 1
dbocdarom! i o OH H 1 |
OOpa3oBaHue DIIOKO30-6-Pocdara B KIETKE — «JIOBYIIKA JJISI ' ’
[JIFOKO3bI, T.K. MEMOpaHa HEeMpOHUIaeMa JJisl STOM aKTUBHOU (hOPMBI rmo.(oH:,o_ﬁ_goHcd)aT
[JTFOKO3BI.



Hrak, r1rok030-6-pochar MoxkeT
MCIIOJTb30BaThCS B KJIETKE B PA3TMYHBIX
IPEBPaIISHUSIX, OCHOBHBIMHU M3 KOTOPBIX
SBJISIFOTCSI: CUHTE3 INIMKOTeHa, KaTaOoIn3M
¢ oopazosanuem CO , u H,0 win nakrara,
CHUHTE3 MEHTO3 B IEHTO30-(ochaTHOM
ke, KataGoam3M TIIOKO3bl — HCTOYHUK
sHepruu Juis opranuzma. OH COCTOUT U3
€€ creru@uYecKoro pacnajaa B peakiusx
IJIMKOJIN3a U, TIOCIIe 00pa30BaHUs
nUpyBaTa, IPOXOAUT B OOIINX MYyTIX
Karabosr3mMa OEIKOB, )KUPOB U YITIEBOOB,
T.€ — OKUCIUTEIILHOM
NeKapOOKCUIIMPOBAHUY NTUpyBaTa u
CropaHuu 3arem ero anuia -AuetuiiKoA B
nukie Kpeodca.

B T0 xe Bpems, n1roko30-6-pocdar — He
TOJIBKO CyOCTpar JjIsi OKMCIICHUS, HO 1
MaTepHuaj sl CHHTe3a HOBBIX
COEJIUHEHMH (CM. puC.).

T MoKOoKUHa3a
(neveHn)

_______________

H
ATo jrexcommasa

AMUHOKUCNOTH!

Apyrue
MoHoCaxapuab!

FnuwuepuH

HykneoTnab

Ferepononu-
caxapuabi

gt Xupbt

/

Auetun-KoA ———— 3  XuUpHbie KUCNOThi

l

Merabonn3m rnroko3o-6-¢pocgara.



I'IMKOI'EH

C
HanmoMuauM, 4T0 3TOT romornonaucaxapu/ - JIero IHKO3bI, A’QOH
IpeICTaBICHHOE, TJIaBHBIM 00pa30oM, B TICYCHU U MBIIIIIAX.

[Tpu 3 TOM MOJIEKYIa TNIMKOTeHA MEHEE PaCTBOPHMA, YeM IITIOK03a, TI0ITOMY OA/ C -

%0 6-1,6-
HE BITUSET HA OCMOTHYECKOE JIaBlICHHE B KJIETKE; cOeperaeTcsi KOMIIAKTHO B ~N >
BHJIC TPAHYJI B IIATO30JI€; pa3BETBICHHAS CTPYKTypa ¢ OOJIBIINM o ITIMKO3uIHAsA
KOJIMYECTBOM KOHIIEBBIX MOHOMEPOB ONTUMH3UPYET 3(pPekTHBHOCTD b O O/‘/ CBS3b
paboThl HepMEHTOB Kak MPU €ro CUHTE3E, TaK M MPH pacraje.

JIuHeliHbIe y4acTKH IIIMKOreHa 00pa3oBaHbl 3a cuer - 1,4- 0 /
ITIMKO3U/IHBIX CBA3EH, TOUYKU BETBIICHHUS - a-1,4-

CBS35IMH MEXKJYy OCTaTKaMH IJIFOKO3BI. [JIAKO3HUIHAA
CBsI3b

CH,OH CH;
DOYHKINH [JIMKOTEHA 8 neueHu — pe2yisiyus YPoeHs 210K03bl 8 KPOBU 8 o o
abcopomuenbvlil u NOCMabCcoOpOMUBHDBLLL NEPUOD; 8 MbIUUYAX — Pe3epP8
2NHOKO3bl — UCMOYHUKA IHEPSUU NPU MBILUEUHOM COKPAUEHUU. . OH OH

T'x.¢hyHkyuu enukocena 8 newenu u Mbllyax Omiudaromcs, mo
UMEIOmCA U OMIAUYUA KAK HA Imane cuHmesd, max u pacnaoa . " OH OH
21uKozena 6 Imux mxauax!!! P T

Ileuens Mbtuuni
CuHTe3 TIIOKOKHHA3a Ir¢KCOKHHAa3a
(Km 10 mmob/11, mosTOMy (Km 0,1mmorb/i)

oOecrneynBacT YTHWIN3AalHI0 ITTFOKO3bI

MIEYEHBIO MIPU NEPEBAPUBAHNN YTIIEBOJIOB) G-1.4-
b
L1
Pacnan ¢docaraza HeT (ITOATOMY MpHU a=1,0° l ITTUKO3HUTHAs
TJTIMKO3UH CBS3b
I1I0K030-6-(bocdara pacnaje fie obpasyercs

as ‘\

CBOOOTHOM TJIHOKO3HbI) CBSI3b




CHUHTE3 IJIMKOI'EHA -
TJINKOT€HOT eHe3

I'excoknHaza (MbILIIBI), [FOKOKKWHA3a (TIEUYEHbD)
docdorrokomyTasa

Y@ mrokozonupodocdopuiiaza

b=

«(pepMEeHT BETBIICHUSD -1,6-TIIMKO3UTHASL CBA3b,
IIMKOTEeHCHHTAa3a — 1,4 CBs3b, peryJsiTOPpHbIM
(«+» UHCYIUH, «-» aJIpeHaJINH, [JIIOKAroH)

PACITAA INTUKOI'EHA- riimkoreHosim3

l.I'nukorengochopunaza- 1,4 cps3p,

peryasTopubIii 3u3uM («+» aJpeHalvH,
[JIFOKArOH, «-» WHCYJIMH)

G-1,6-mmko3uaasa («aeBeTBammii pepment») -1,6-
TIIUKO3UTHAS CBIA3b

2.DocdormokomyTaza

3.I'mrok030-6-pocdarasa (HeT B MbItIax!)

ITIMKOT'EH
3
docpopnnaza / «(pepMeHT BeTBJICHUSD
Dn "
NINKOT€HCHHTA3a
rmoko030-1-gpocgpar ¥ Ae~-TTOKO3A
ocdoraoko h,P,0, —_—

b (bMy 4277 ) YAP-1110K030

Ta32 L | nupodochopuiaza

A

LTIOK030-6-hochaT

—e | DH

HET B

I JWRIS0-T-20CEAT

dochorimrokomyT
aza

|

TDKO30-6 000RAT

RV ETRN

ATQ

I'ekcoxkuna3sa,

\
IJIIOKO3A



ITIMKOI'EHOBBIE 06oJ1e3Hu- HaclieICTBEHHBIE ()epMEHTONIATHH, CBSA3aHHbIE C HAPYIIICHHEM JIMOO CUHTE3a

IVIMKOT€HA (AIVIMKOTeHO3bI),

e

-AIJIMKOTeHo3 — 1eQeKT INIMKOTEHCUHTAa3bl. B
MEUYEHHU U TKaHSIX — KpalfHe HU3KOE CO/IepIKaHne
IIMKOTeHa. Pe3ko BhIpaskeHHAs TUTIOTIIMKEMUS B
MOCTa0COPOTUBHOM Mepuoie. XapaKTepHbI
cyaoporu, ocodbeHHo yrpoM. Heo6xonumo gactoe
KOpMJIEHUE peOeHKa.

-b-Hb AHJIepceHa- CHUKEHUE CUHTE3a WU
orcyrcTBre «(PepMEHTa BETBICHUS.

Hakoruienue CTpyKTypHO U3MEHEHHOTO
[JIMKOT€HA C OYE€HBb JJIMHHBIMU HAPYKHBIMU
BETBAMHU, T.H. JINHEWHOTO TJIUKOTE€HA. JTO
IIPUBOAUT K ayTOMMMYHHOMY [OPAXKECHUIO
[IEYCHU, LIUPPO3Y, IEUEHOYHOU
HEJ0CTAaTOYHOCTHU, CMEPTHU.

1160 pacnaaa (IJIMKOTreHO3bl)

.

-b-ub ['upke — HacJIeICTBEHHBIN 1€EKT
r1r0K030-6-(hocdarazel. BetpeuaeTcs Hanbomee
4acTo. XapaKTepHa euno2iukemus (0CoOeHHo
Hamowlax, 6n1oms 00 KoMbl) U KOMIIEHCATOPHbIC
TUIEPTPUALIMIITIIAIICPOJIEMUS U TUIIEPYPUKEMUS. Y
OOJIBHBIX JIETEH KOPOTKOE TYJIOBHIIE M OOJIBIION
KUBOT, PE3KO yeenuuena nevensb. OTCTAIOT B
bu3ndeckoM pa3Butud. [lokazaHO NCKITFOUCHHE
IIPOYKTOB, COAEPKAIIMX Caxapo3y, JaKTO3Y;
OTpaHUYEHHUE TTFOKO3HI.

- b-ub Kopu — nedexrt «aeBeTnsiero pepMeHTay -
a-1,6-rmuko3nnasel. bonee nerkoe TeueHue
2Uno2iuKemMusi MEHEE BbIpaKEHa.



