OcHOBHBIE KJIACCHI
OPraHM4YeCcKHX
COCIMHEHUH
OpraHM3Ma 4eji0BeKa

KUPbI
YIJIEBO/bI

DyHKIHUN VIJIEBO/I0OB:

-JHepreTuyeckas (KJIeTOYHbIE «IPOBa»),
-CTpyKkTypHas (NIMK03aMUHIIMKAHBI MEKKJIETOYHOTO MATPHUKCA,

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



3 OCHOBHbIE I'PYIIIbI:

(0T KOJIMYECTBA COCTABJIAIOIINX
MOHOMEPOB)
 MOHOCAXAPH/IBI

- TIPOM3BOJHBIE MHOTOATOMHBIX CITUPTOB,
coJiepkKalirie KpoMe riIPOKCHIIbHBIX TPy,
(YHKIMOHATBHYIO TPYHITY:

H
a) aIbJICTUIHYIO: - CIZO (aJIb103bI);

0) keroraym : -C=0 (keTo3bI)

Hamnpumep, ppykTo3a — keTOrekcosa, IIHOKO3a —
aJbJ0TeKCO3a,




['mioko3a — HeHTpalbHBIA MOHOCAaXapu/l, CYIIECTBYIONIUN KaK B TMHEWHOM, TaK U B IUKINYecKol (hopme. Kak u Bce rekcosbl, umeet 4
ACUMMETPHUYHBIX aToMa yIJIepoja, 00yCIaBIMBAIOIINX HaIu4Kre crepeon3zomepoB. D, L — Hanbonee BaskHbIE (ONPEAEIISIOTCS MO
pacnonoxxenuto H- u OH- rpynn oTHOCUTENBHO 5-10 yriepoaHoro aroma). B opranuszme MmoHocaxapuasl HaxoasTes B D-
KOH(pUTYypauu

B pactBope npu oOpazoBanuu UKINYECKOH GopMbI 0Opa3yetcs emre 2 uzomepa (6 u f - u3oMepsl), Ha3bIBAEMbIE aHOMEPAMHU,

o003Havaronye orpeaesieHHoe pacnonoxenue rpymmnsl OH- oTHOCHTENBHO MepBOro yriepogHoro aroMa. Tak y & —D- mmroko3sl OH-rpynna
pacmnoio’keHa HUXKe IIOCKOCTH KOJbIa, Y 3 —D- IItoK03bI — HaJ| TIIOCKOCTHIO.

H
Ic=0 H CH20H
! ’ i O_ oH
HO - C -H / I Q g
' NI
H—-C—OH H
H
i HO o
OH-C l— H L - mroko3a ] H OH
C - ¢ —D- m1roko3a B —D- mroko3a
CH>OH
[MUKO3UAHAS CBSA3b UMEET BaKHOE OMOJIOTHUECKOE CH20H CH20H

NUKO3ZUOHOU CBA3U.

Hampumep, coeanHeHNE 0CTAaTKOB TIIFOKO3BI BO3MOXKHO 32 G 1,4 — riiko3nHas CBs3hL MEXKIYy OCTaTKaMH IIIIOKO3BbI
cuyeT oopazoBaHus uMu 1,4 — 1ubo 1,6-IIIHKO3UIHBIX (ManpTO32)

CBs3eU

3HAYEHHUE, T.K. C €€ MOMOIIBIO POUCXOIUT KOBAIEHIHOE 0 0
C6513b16aHI/C MOHOCAXApPOB B COCTABE OJIUIO U

MOJIUCAXapUIO0B. Y YaCTBYIOT anomMepHas OH- rpynmna

OJTHOr0 MOHOcaxapuzaa u OH- rpymma apyroro. :

[IpoucxoauT oTILIEIUIEHHE BO/ILI U 00pa3zoBanue (- 0



«  OJIMI'OCAXAPUIBI (ot 2 no 10 ocTaTrkoB MOHOCaXapoOB, COEAUHEHHBIX ITIMKO3M/IHON CBI3ELI0)

*  Jlucaxapunpl- HamOoJee pacHpOCTPAHEHHBIE OJIMTOMEPHBIC YIJIEBOMBI, BCTPEYAIONIMECS B CBOOOAHOW (HE CBSI3aHHOW C APYTUMH
coenuueHusmMu) gopme. Copepxar 2 MOHOCaxapujia, CBSI3aHHBIX TITMKO3UIHOW CBSI3bIO B G- uiu B-xkoHpurypanmu. B mumie vamie
MPEJICTABJIEHBI CaXap0o30i, MaJIbTO30M, JJAKTO30M.

CH20H CH,OH CH,0OH

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 ) MarnbTo3a (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-IIMKo3uIHAs CBA3B)
H H
H OH H OH

B mume yenoseka copepxarcs [IOJIMCAXAPUJIbI pacTuTenbHOro NpoUCXOXKACHUS (pa3BETBICHHBIA KpaxMmall, TUHEHHas
LEJUTI0NI032), MEHBIIIE — MOJIMCAXapH]l AKUBOTHBIX — ITIMKOTEH (Pa3BETBICHHBIN). DTO TrOMOIIOIMCAXapH/Ibl, COCTOSIIIIUE U3 OCTATKOB
rroko3el. K rerepononmcaxapuiaM, COCTOAMMM U3 PA3JIMYHBIX MOHOMEPOB OTHOCSTCS, HAIIPUMED, THATTyPOHOBAsI KACIIOTA, TEIIAPHH.



[Ipouecc nepeBapuBaHus yIrieBo0B 00€CIEUNBACTCS
cnenu(pUUEeCKIUMH THAPOIIa3aMi, JIOKAIN30BAHHBIMH,
COOTBETCTBEHHO: (I-aMM1JIa3a CIIOHBI;
naHKpeaTnyeckas (-aMuiia3a u MajbTasa, caxapasa,
JaKTa3a, paboTaloIMMU B TOHKOM KuieyHuke. Ero
IPOYKTaMU SIBJISIFOTCSI MOHOCaxapuabl. [roko3a —
OCHOBHOI1 POJYKT MepeBaprBaHus, Ipyrue
MOHOCaXapubl B MPOLECCE META0OIU3MA MOTYT
MpPEBPAILATHCA B IIIIOKO3Y WIH €€ MeTabonuThl. Bo
BpeMsl MUILEBAPEHUS YPOBEHB TIIIOKO3HI B KPOBU
npeBbIaeT HopMmy (3,3 — 5,5 MMoIb/1),
¢busnonornyeckas TUIEePIIIUKEMHUs B CPETHEM
coctaBisieT 8 — 10 mmons/n. Ilo cucteme BOpOTHOI
BEHBI OOJIBIIIAsI €€ YacTh MOMAaaeT B meueHb. Ee
BBICOKHE KOHIICHTPAIIUN aKTUBUPYIOT TIIIOKOKWHA3Y U
CUHTE3 INIMKOT€Ha — INIMKOT€HOT€HE3 (B 3TOM OpraHe
IJTI0KO3a ICTIOHUPYETCS).

B ocHoBe natonoruu nepeBapuBaHUs U BCaChIBAaHUS
YIJIEBOJOB MOTYT OBITh JINOO 1ePEeKThl PEPMEHTOB,
YYaCTBYIOILIMX B IEPEBApPUBAHUM, TUOO — HAPYILIEHUS
BCACHIBAHUSA MMPOYKTOB MEPEBAPUBAHUS B TOHKOM
KHILIEYHUKE. B 1r000M ciiyyae orMevaeTcsi pa3BuTue
OCMOTHUYECKOH IHapeu, T.K. YIJIEBO/bI, OCTYyIas B
JUCTAJIbHBIE OT/EIbI KUIIIEYHUKA MEHSIOT
OCMOTHUYECKOE JIABJICHHE, a TIOJ] ICUCTBUEM
MUKpPOOPraHU3MOB 00pa3yroTcs ra3bl U
OpraHUYecKre KMCIOTh. Bce 3To MpuBOAMT K
MPUTOKY BOJIbI B KUIIEYHUK, YCUIIEHUIO
NEPUCTANBTUKH, ClIa3MaM, MeTeopusmy. [Ipumep-
HEJ0CTATOYHOCTD JIAKTa3bl: a) MepBUYHAs (Pa3BUTHE
CUMIITOMOB cpa3zy nocie poxaenus. [Ipuem Monoka
— pBOTa, AMapesi, crna3Mbl, 00U B )KUBOTE); O)
HEJ0CTATOYHOCTh U3-3a CHMXKEHHUS SKCIIPECCUU T'eHa
B OHTOr€HE3€ (CUMIITOMBI aHAJIOTUYHBI, HO
pPa3BUBAETCS C BO3PACTOM BCJIEACTBUE BO3PACTHOIO
neduunTa 1akTassl); B) BropuyHas (00ycioBieHa
natosiorueit XKKT- surepokonutsl, 1160 onepariuii)

oty |

caxaposa, —

naKToza

a-aMunasa
CMOHDBI

Kpaxman,
DeKCTPUHSLI

 KENyaok

nogskenygoyHan
Kenesa

ManeT033,
M30ManeToO34a,
TPH- ¥ ONUrO-
caxapuiw

KULWEeYHWUK

3BHTepounT

/

@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




AMWHOKHCIIOTBI [ muniepuH KUpoOB,

JIAKTaT, NUPyBar
Pacnaa rmukorena

. NIIDKOHEOreHe3 D
e
TJTIOKO3A

Cufimes I Jl}tKOﬂu3 HoIl

2UKO2eHA
HaxkoruieHre 3HI0T€HHOM TIIFOKO3bI BO3MOXKHO B PE3YJIbTATe Friokoaa
IIPOLIECCOB pacaja [JIMKOTeHa U IIIOKOHEOTeHe3a (CUHUM 1IBET). 200
Kpachvim yeemom 0603HaAUCHBI OCHOBHBIC MyTH €€ YTUIIU3AIINH. 4 o_H
NB! IlepBas u yHuBepCcasibHas peakns yTHIN3AWN TITIOKO3bI B OH H
KJIETKE — peakuus ¢pochopunupoBanusi. Ee katanu3upyror L o
reKCOKMHA3a, a B II€YEHU — U INIFOKOKMHAa3a. @epMEHTHI UMEIOT AT re?:'omasa
Pa3IMYHYI0 CYOCTPATHYIO CIEU(PUUHOCTh U (PUBHKO-XUMUYECKHE A® ir MIOKOKMHA3A (neueH)
cBoiicTBa. Koncranra Muxasnuca (Km) miist rekcokunassl — 0,1 i 2
MMOJIb/JI, @ 171 DIFOKOKUHA3bI TledyeHn — 10 MMorb/n. [Tpuuem E EH20POs* ;
TocyeIHsAs He HHTHOUPYEeTCsl MPOIYKTOM PEAKIMU — NIIIOK030-6- 7 % 1
docdarom! i " OH H " |
OOpa3oBaHue DIIOK030-6-Pocdara B KIETKE — «JIOBYIIKA IS ' ’
[JIFOKO3bI, T.K. MEMOpaHa HEeMpOHUIaeMa JJisl STOM aKTUBHOU (hOPMBI rmo.(oH:,o_ﬁ_goHcd)aT

I'TTFOKO3bI.



Hrak, r1rok030-6-pochar MoxeT
MCIIOJIb30BaThCS B KJIETKE B PA3TMYHBIX
IIpPEBpaIIEHUSIX, OCHOBHBIMHU W3 KOTOPBIX
SBJISIIOTCSI: CUHTE3 INIMKOTeHa, KaTaboIn3M
¢ obpazosaruem CO , u H,0 win nakrara,
CHUHTE3 IEHTO3 B NIEHTO30-(ochaTHOM
ke, KataGoam3M TIIOKO3bl — HCTOYHUK
sHepruu Juis opranuzma. OH COCTOUT U3
ee creru@uYecKoro pacnajaa B peakiusx
IJIMKOJIM3a U, TTOCIie 00pa30BaHUs
nUpyBaTa, IPOXOAUT B OOIIMX MYyTIX
Karabosr3Ma OeIKOB, )KUPOB U YITIEBOOB,
T.€ — OKUCIUTEIIbHOM
NeKapOOKCUIIMPOBAHUY NTUpyBaTa u
CropaHuu 3arem ero anuia -AnetuiiKoA B
nukie Kpeodca.

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

H OH
AT® lexcokuHasa
T NOKOKNHA3a
(neyeHs)

(I

AMUHOKUCNOT B!

Apyrune
MOHOCaxapuabi

FnuuepuH

HykneoTtnabi

Ferepononu-
caxapuibi

+ HKupbl

/

Auetun-KoA —————— XUpHbIE KNCNOTb!

1

Merabonniam rnoko3o-6-pocdara.



IJIMKOI'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 ~ >
BHJIC TPAHYJI B IIATO30JI€; pa3BETBICHHAS CTPYKTypa ¢ OOJIBIINM o ITIMKO3uIHAsA
KOJIMYECTBOM KOHIIEBBIX MOHOMEPOB ONTUMH3UPYET 3(pPekTHBHOCTD b O O/‘i 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. [JIAKO3HUTHAA
CBsI3b

CH,OH CH;
DOYHKINH IJIMKOTEHA 8 neueHu — pe2yisiyus YPoeHs 210K03bl 8 KPOBU 8 o 0
abcopomuenvlil u NOCMabcopoOMUBHBLL NEPUOD; 8 MbLULYAX — Pe3epPa
2NIHOKO3bl — UCMOYHUKA DHEPIUU 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 Mbiuuni
CunTes IIIOKOKHHA3a I'¢KCOKHHAa3a
(Km 10 mmosb/11, mosTOMY (Km 0,1mmorb/i)

oOecrneynBacT YTUWIN3alHI0 ITTFOKO3bI

MIEYCHBIO TIPH MEPEBAPUBAHUU YTIIEBOIOB) -1 4-
b

L1
Pacnan ¢docaraza HeT (IMOATOMY MpHU a=1,0° l ITTUKO3UTHAs

II0K030-6-hocdara pacraie fie obpasyercs LSO CBA3b
ast

CBOOOTHOM TIHOKO3bI) CBSI3b




CHUHTE3 IJIMKOI'EHA -
TJIMKOT€HOT €He3

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- riimkorenosim3

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-docdarasa (HeT B MbItIax!)

I'TMKOI'EH

L

dpochopuiaza

rmoko30-1-gpocpar

A

docdoriaroko

MYy
Ta3a

A

LTIOK030-6-hochaTr

—e | DH

HET B

4

«(pepMeHT BeTBJICHU

"
NIMKOTE€HCHHTA3a
m@.—rn?amaa
HyPo0,
4°2 7‘.\] YAP-1110K030
L | nupodocdopuiiaza
I‘IN&)%O—I-@O@'AT
dochorimrokomyT
, aza
!
IVIDKO30 -6 -0000AT
I EEN
I'ekcoxkuna3sa,

ATQ

FJIIOKO3A



ITIMKOI'EHOBBIE 06o0J1e3Hu- HaclieIcTBEHHBIE ()epMEHTONIATHH, CBSA3aHHbIE C HAPYIIICHHEM JIMOO CUHTE3a

IVIMKOT€HA (AIVINKOTeHO3bI),

e

-ATJIMKOTeH03 — 1eQeKT INIMKOTeHCHUHTAa3bl. B
MEUYEHHU U TKaHSIX — KpalfHe HU3KOE CO/IepiKaHne
IIMKOTeHa. Pe3ko BhIpaskeHHAs TUTIOTIIMKEMUS B
MOCTa0COPOTUBHOM Meproie. XapaKTepPHbI
cyaoporu, ocodbeHHo yrpoM. Heo6xonumo yactoe
KOpMJIEHUE peOeHKa.

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

Haxkoruienue CTpyKTypHO U3MEHEHHOTO
[JIMKOT€HA C OYE€HBb JJIMHHBIMU HAPYKHBIMU
BETBAMHU, T.H. JINHEWHOTO TJIUKOTE€HA. DTO
IIPUBOAUT K Ay TOMMMYHHOMY [OPAXKECHUIO
[IEYCHU, LIUPPO3Y, IEUEHOYHOU
HE0CTAaTOYHOCTHU, CMEPTHU.

160 pacnaaa (IJIMKOTreHO3bl)

.

-b-ub ['upke — HacJIeICTBEHHBIN 1€EKT
r1r0K030-6-(hocdarazel. BeTtpeuaeTcs Hanbomee
4acTo. XapakTepHa eunoniukemus (0COOeHHo
Hamowlax, n1oms 00 KoMbl) U KOMIIEHCATOPHbIC
TUIEPTPUALIMIITIIAIIEPOJIEMUS U TUIIEPYPUKEMUS. Y
OOJBHBIX JIETEH KOPOTKOE TYJIOBHIIE M OOJIBIION
KUBOT, PE3KO yeenuuena neuensb. OTCTAIOT B
dbu3udeckoM pa3Butud. [lokazaHO NCKITFOUCHHE
MIPOYKTOB, COAEPKAIIMX Caxapo3y, JaKTO3y;
OTrpaHUYEHHUE TTFOKO3HI.

- b-ub Kopu — nedexr «aeBeTnsiero pepMenTay -
a-1,6-rmrko3uga3el. bonee nerkoe TeueHue
eunoziuKemusi MEHee BbIpaXKeHa.



