KA®EOPA XMMUU

OucumnnuHA: «BUoOXummns»
BUONOMMMYECKASA XMMUSA - BUOXUMUSA NMOINOCTU PTA»
JNNEKTOP: K.B.H., OOLUEHT KA®EOPbI XMMUUN
30NUHA J1.B.

OBMEH JIMIIN1O0B: ACCUMMWJIAIINA
IIMIMMEBOI'O sKUPA. JINTIOITPOTENHDI
IIJTASMbI KPOBU. KATABOJIN3M JIUIIN10B




AKTYANBHOCTb TEMbI PA3AEJIA
«OBMEH nNnMnuaooB»

JIunuabpl HMrpamoT BasKHYIO POJIb B (PYHKINMOHUPOBAHUU
JKUBBIX OPraHU3MOB:

dochorunuarsl — oCHOBA KJIETOYHBIX MEeMOpaH

3Hanne OHMOXMMUU JIMIIHAOB HEOOXOOMMO IJIA IMOHUMAHUI
HaYYHBIX OCHOB INPO(PHMIAKTHKU 3200 IeBaAHUII:

He3ameHnumsbie KK - kapauonporekTopsl

3HaHue OMOXMMUWU JIUIUIAOB HEOOXOJAMMO IJid IMOHUMAHUSA
maroreHe3a 3aboJieBaHUI, B OCHOBE KOTOPLIX — HAPYIIEHUE
oOMeHa JIUIINI0B.

3HaHNe OMOXMMHUHU JIMIIHIO0B HEOOXOOMMO /I IMOHUMAHUA
rmaroreLHe3a 3a00JieBaHUIl, OOBEIMHEHHBIX B IIOHATHE
«MeTadOJUIeCKUl  CHHIPOM», MIPUYHHA  KOTOPBIX -
yBEeJIUYEeHHUEe  MACChl JKHPOBOM TKaHuU  (OKHpeEHUe):
caxapubiii guader II Tuma, runeprommdyeckasa 00JI€3HB,
aTepPOCKJIEPO3



AKTYAJIbHOCTb TEMbI JIEKLIUA

Hapymrenne nmepeBapuBaHusa 1 BCACBIBAHUS
*KUPOB IIUINHU SABJISETCS IPUYMHOU paga
3a00JIeBaHUH YeJIOBEeKa, CBA3aHHBIX, HAIIPUMED, C
IepUIIITOM KUPOPACTBOPHUMBIX BUTAMIHOB 1
He3aMeHUMBIX sKUPHBIX KUCJIOT

Hapymmenue TpanciopTa JUINI0B 1 00MeHA
JINIIOIIPOTEMHOB IIJIA3MbI KPOBH — TPAHCIIOPTHOM
(bopMBI TUIIMIOB — TAKKE UTPaeT BaKHYI0 POJIb B
rmaToreHese psga 3a00JIeBaHUN YeJI0BeKa,
COIIPOBOKIAIOIINXCSA JUCIIAIIOIPOTEMHEMU MM



NMNAH NEKUUK

OO01mue noHATHUAI O JJUIIKUIAX
Knaccudpurkammua nunumos

Buogornueckas poJsb JUINIOB

ACCI/IMI/IJIHI_II/IH ITNIIEBBIX ;KNPOB

JInmnonporenHsbl JIa3MBI KPOBU



OnNPEOENEHME NOHATUSA
«JiMnnabi»

JInonuner (rped. «KHp») - 9TO XUMHUUYECKU
reTeporeHHasd rpyuma OpraHUYECKUX
COeINHEHNH, HEeIIOCpeICTBEHHO NJIn
OIIOCPEJOBAHHO CBSA3aHHBIX C KUPHBIMU
kucgoramu (JKK)

OO0mmue cBOMCTBA JUIINIO0B:

OTHOCHUTEJIbHASI HEPACTBOPUMOCTE B BOJI€

PaACTBOPUMOCTDH B HEIIOJIAPHBIX
PaACTBOPUTEIAX

HAJINYH e BbICHINX AJIKUJIbHBIX PAOJHUKAJIOB B
CTPYKTYPE MOJIEKY.JI



XXUPHBIE KMCNOThbI
AJNIMOATUMECKME KAPBEOHOBBIE KMCNOTDbI

Hacoimennsie: C_ H, .,COOH

® a 1
H,C - (CH,),,- CH,- CH, - COOH

terpagekanoBas (mupucruaoBas C,;H,-COOH)

Henacuimennsie: C H, 11y, COOH

m — KOJIMYECTBO IBOMHEBIX CBsA3el (MOHO-, IIOJIMEHOBEIE)

13 12 10 9
H,C-(CH,),-CH=CH-CH,- CH=CH- (CH,);, - COOH
okranekanmenoBas (muHoseBas C,,H;;COOH)
18:2; A9, 12 pan w-6

B IPHUPOIHLIX :KHPaX — yeTHoe yucjo atromoB C (12 — 24)
HpupoaHble mojarueHoBbie JAK nMeroT 1uc-koHUrypaImmo



®PU3NONIOrMYECKU BAXHBLIE HACBILWEHHLIE KK
(~ 40% B COCTABE IIOJJKOKHOI'O JKHUPA)

KK Yucmao atomoB Conep:xaHnue B
yrjaepojaa JKUPOBOU
TKaHU, %
MHUPHUCTHIHOBASI Cl4 3
IaJIBMUATUHOBAS C16 20

cTeapruHOBasI C18 5



®U3NONIONMUYECKU BAXKHbIE HEHACBILWEHHBIE KK

PacnpocTpanenue
Conep:xaHue B )KUPOBOU TKAHM,

Yucjio aToOMOB
yrjiepoaa, YucJjao

H IO0JIOKEHHE %0

JABOUWHBIX CBA3eH Bbuogornueckas poJb

nmajpMuTOOJIenHOBasg 16:1; A9 IIOYTH BO BCEX JKHUpax, 5%

-7

OJICHOBAsI 18:1; A9 MOYTH BO BceX kupax, 46%
®-9

JINHOJIEBAA 18:2: A9,12 pacTUTEIbHBIC MacJia, 10%,
®-6 Hezamennmas KK (Burt. F)

O-JIMHOJICHOBAs 18:3; A9,12,15 pacTuTelbHbIe Macia (JbHSHOE),

®-3 He3amenumas KK (Buramun F)

apaxuI0HOBast
(911K030TETpACHOBAS)

THUMHOJO0HOBAsA

20:4; A5,8,11,14
-6

20:5;

(aiikozoneHntaeHoBas) Ab5,8,11,14,17

®-3

pacTUTEIbHbIE Maciia (apaxmucoBoOe),
yciaoBHO  He3amenumasa KK
(cuHTE€3 W3 JIMHOJIEBOWM W Y-
JMHOJIEHOBOW),  MPEAIIeCTBEHHUK
AUKO3aHOUIOB

peiOMii  Kup,  3IPPeKTUBHBII
aHTUTPOMOOTHYECKH (pakTOp




KNnACCMOMKALIMA NUNUOOB
KIIACCU®OUKAIIUA BJIOPA

MpepwecTBeHHUKMU U NPOU3BOAHDIE NMUNUAOB:

KK, couprer, anpmerunsr /KK, kKeTroHoBBIEe Te/ia, :KHMPOPACTBOPHUMBIE BUTAMHHBI,
CTEpPOUTHBIE TOPMOHBI

MpocTtbie nunuabl: XKK + cnupTt — cnoxHobie acpmpbi
HKupot (macna): KK +znuueposnr — auunaiuueposive
Bock: KK + BpiciIne oqgHOATOMHBIE CIIMPThI

CnoXxHbie nunupabl:
XK + cnupT + apyrue rpynnbl — CJIOXXHbI€ 3¢pMpbI

(Docdio.nunudbt (@JI): iIKK + cruuprt + P u apyrue KOMIIOHEHTBI:
raunepodgochdoIunuabl (COUPT - IVIMILEPOJI);
cunrodocdonrunuael (cunupt - chunrosun); IKK + chunrosun — nepamus

I'nuxonunuodwt: KK + c(pHTO3UH + yIriI€eBOAHBIII KOMIIOHEHT

raJakTO3UJINEPaMu, INIIOKO3UJIEePaMu], TAaHIVINO3UAbI (CHAJIOBAas KHUCJIOTA)

ﬂpyeue CJL0JHCHbLE JIUNUODBL: cyabgoaunuabpl, aMUHOJIUIUIbI, TUMOIPOTENHbI



TAI -

HeUTpaJIbHBIU
JKUP, OCHOBHAA
macca
MIUIIEBOTO
JKupa

B opranunsme
2 dbopMBbI:
+TIPOTOILJIA3M
aTU4YeCKUum
SKHUP
~pe3epBHOE
«TOILJILBO»
(agumoImuTHI)
R1-3 — KK,
HaJbMUTHIHOBA

sI, cTeapuHOBAad,
0JIEMHOBAsI

0
=
1
©
m
5
=
m
=
1
S
>
=
=
5
=1
=
=
m
1
©
=
©
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R 1-2 - JKK

X - xoymH
(dbocaTumuaxomm)

9TaHOJIAMHH
(dbochaTumumoTaHOIAMIH)

cepuH
(bocdhaTuauacepmH)

UHO3UT
(bochaTnauImHEO3UTOIT)
TJINIEepUH
(bocdharTumuaraniepo.s)
OTCYTCTBHE TI'PYIIIEL X —
docharuguas kucaora




PU3NONIONMUYECKU BAXHBIE
®O0CP®0- U NNMUKoNnIMnNabl

DJ1

DochaTnanIxo e
(JIeIuTHH)

DochaTUuaIIdTaHOIAMUH
(kedpamn)

DochaTuauacepuH

DochaTUuaUIIMHOIUTOJI

JInzodochomunuapr

OcHoBa KJIETOYHBIX MeMOpaH

Muorue odnamaror ceoricreamu BAB
CocraBaser ~50% cymmsbr Bcex DJI kimerku.
@opmupoBanue, paspurue u Qyurimoauposanne [[THC,
pemaparus, OOWH M3 OCHOBHBIX MAaTepPHUAJIOB II€YEHH,
TPAHCIIOPTHOE  CPEICTBO  IIMTATEJIbHBIX  BEIeCTB,
BUTAMHUHOB u JIEKapPCTB, AHTUOKCH/IAHT,
aHTHATEPOTeHHBIN (PaKTOp.
JnraIbMUTHILIIITATHH — COCTABJIAIONIAA cypaKTaHTa
JIETKHX

[IpenmiectBeHHUK B cHTe3e (pochaTUAHIXOIHNHA

JnddeperiimpoBka HEHPOHOB, pereHepalus, CHHTe3 1
CeKpelus HeHpoMeaInaTopoB, IPOBeIeHe HePBHOIO
MMIIYJIbCA

DochaTuauanHO3UTOIIuPOCHAT - IIPEIIIeCTBeHHUK
BTOPHMYHBIX ITOCPEIHHUKOB TPAHCMEMOPAHHOM IIepegadun
curnasa (JIAI' + 1D,)

JIM30eIUTUH - IIPOAYKT OTINEIJIEHHS OT JIeIUTHHA
OOHOM MOJIEKYJIBI KHPHOM  KHCJIOTEI BO BTOPOM
moyoxkenuu. Hawmbosblllee KOJIMYECTBO OTMEYAETCSI B
KPOBM M HAaOIIOYeYHMKAX. Peryjmpyer IpOHUIIA€MOCTH
OMOJIOTHYECKUX MeMOpaH, COCyJd0B, BBISBIBAET I'€MOJIH3
OPHUTPOIIMTOB, CHHKAET YyBCTBUTEJIBHOCTHL cepAla K
AIeTHUJIXOJINHY .



PU3NOJNIONMYECKU BAXHBIE

®0CP®0- U NNMUMKosiMmnuAabl
(NPOAOCINKEHME)

®DoccaTuaHAST KHCIIOTA

DocchaTHIUIITIUIIEPOJIBI

I1;1azmastoresn:

Cduuromuena

I'mukonununer

IIpomeskyTounoe coemuuenue B cuaTesde TAI'
DJI

Kapamonunuu (mudocdhaTu uiriniepos)
y4acTBYeT B IIPOIleccaxX TKAHEBOTO OBIXaHUA U
OKHCJINTEJILHOTO (pocOopUINPOBAHMS

B cTpykTypHOM = OTHOIIIEHHMH  POJCTBEHHEI

ocharunuasTanosaMuny, Ho B moso:xkenun Cl

MMEIOT IIPOCTYIO d9PUPHYIO CBSA3b, 00pa30BaAHHYIO

anpaerugoM JHK. VYuacrByloT B KJIeTOUHOM

oOMeHe moJimHeHachImeHHBIX KK

Copmep:xut xoamH. BpIcokoe comep:kaHue B

HEPBHOU TKAHU

Bremuaas mosepxuocth [[IIM, mexKIeTOUYHBIE
B3aMMOJENUCTBUA, PEIEeNTOPhl, OIpPeaesIaioT
rpymmy kposu (ABO). Bricokoe comep:xanue B
HEPBHOU TKAHU



BUOJIOFrTMYECKASA PONb NUNUAOB
OCHOBHbBIE ®YHKLUX U NPUMEPbI

JHepreTmueckaa (1 r :xkupa - 9,3 kkaa = 38,9 k/l:x) u sanacHaa (TAI

JKHPOBOH TKAHU — JEIIOHUPOBAHHOE «TOILIHBOY)

CrpyxrypHaa (riuunepodgochonunuapl, IrIUKOJIUIUOABI, XOJIECTEPOJ -

KOMIIOHEHTHI OMOMEMOpPaH)

NMnacTuuyeckan (xoJiecTeposi HCIOJIb3yeTCH IJIA CHHTE3a JKEeJIYHBIX KHCJIOT,
CTEPOUIHBIX TIOPMOHOB, BurtamMuHa JI3; gurnmapoHadTOXMHOH, WIH

BoccTaHoOBJIeHHBIN BUTaMuH K — kopakTop riayramMmuiakapOooKcuiIasn)
TennoumsonauMoHHana (IoOKOKHA KU POBAd KJIEeTIYATKA)
MexaHMueckana 3awmTa (BuCIepaTIbHBIHN KHUP)

ANeKTpon3onNALMOHHan (HemmosIgapHLBIE JIAIUIBI o0ecreuynBaoT
pacCIpoOCTPAHEHHE BOJH JOeNOJIPU3aldy BIOJbL MHUEJINMHU3UPOBAHHBIX

HEPBHBIX BOJIOKOH)

TpaHCnoOpTHaA (IepPeHOCYNKHU JKUPOPACTBOPUMbBIX BUTAMUHOB)



BUOJIOFMYECKASA POJIb NUNUAOB
OCHOBHbBIE ®YHKLUM U MPUMEPbI (NPOAOMKEHME)

PerynaropHas

BHYTPHKJIETOUHASI IIepeaadya ropMOHAJIbHBIX CUTHAJIOB
(mHO3UTOJIPOChaTHAS crcTeMa)

PeTyJIaInsg aKTUBHOCTU (pepMeHTOB (dhocdornanicepus —

nporenuknHasa C, pakTop akTHBAIIMH TPOMOOITUTOB -
dbocdomumasza A2)

peryadaiusa amnonTrosda (mepamun, cPUHTo3uH-1-dpoccar)
AHTUTPOMOOTHUYECKUH d9(pPeKT (kapauoInIIiH)
Ba3ouJIaTUPYIOIIIHA adpPeKT (chmurosnu-1-docdar)
MMMYHOMOIYJIHUPYIONINHA 3PdeKT (3iik03aHOUIEI)

BO3MOJKHOe yuacTue (padoThl IOCIeTHUX JIeT!) B
PEeTYJISAIINN aKTUBHOCTH TPAHCKPHUIIITUMOHHBIX (paKTOPOB
1 9KCIIPECCHUU I'eHOB (chpUHTO3MHIPOCHOPUIIXOJINH —
snepHbId paxkTop NF-kxB — sKcripeccus MosieKyJ1 aare3mn)

CyrouHasa noTpebHoOCTb B XXupax ~ 70 r



IJTANbI OBMEHA NUNnUaOoB

I. MogroTtoBUTENbHbLIN (NULLEBAPEHMNE)
-NOCTYNMEeHne NMNMOOB C NULLEN
-rmapornna TAI, ©J1, 3XC
- BCacblBaHWE NpOoAYyKTOB NnepeBapuBaHUS

- pecuHtes TAIl, @J1 B SHTEpoOUUTE KULLEYHMKA,
TpaHcnopT ak3oreHHbiX TAI, ®dJ1, OXC, XC B coctaBe XM
MO KPOBU K OpraHam 1 TKaHaM

||.BHYTPUKNETOYHbIN OOMEH (NMNonus, NUnoreHes)

Ill. OGpa3oBaHMe KOHEYHbLIX NMPOAYKTOB U BbiBeAeHue
U3 opraHu3sma



ACCUMNMIIAIINA (YCBOEHUE)
IIMIIIEBOI'O sKUPA

IIEPEBAPUBAHUE
BCACBIBAHUE
TPAHCIIOPT




ycnoBusa NEPEBAPUBAHUSA

1. Hanu4yne akKTUBHbLIX NUNONMNTNYECKUX (DepPMEeHTOB:
- MaHKpeaTUn4YecKou nunassbl,
- pocconunasbl A,

2. Ontumym pH =5,5-7,5

3. AMYNbrMpoBaHHbIN XUP

9mn yCrnoBwus obecneynBaloTcs
XXeNn4HbIMU KUCNOTaMM B COCTaBe Xeniun



ISTAMNbI ACCUMUNALMA NMULLEBBLIX XXUPOB

OMyJIBTUPOBAaHNE — IIOJATOTOBKA KUPa K
IIepeBapHUBaAHUIO C 00pa30BaAHIEM MUIIEJILII
IIepeBaAPUBAHUS

IlepeBapuBanme (ruaposna) :KUpa B TOHKOM
KUIIEYHITKE

O0Opa3oBaHMe U BCAaCBIBAHNE CMENIaAHHBIX MUIIEJII
Pecuures :xupa B saHTEeporuTax

DOopmupoBaHue XUJIOMHUKPOHOB (XM) 1 nx
TPAHCIIOPT Yepes3 JUM@PY B KPOBb

Metaboanam XM: «co3peBaHUe» 1 OEHCTBUE
nunonporenuaunadel (JII1-mmmassr)

Tparcmopt npoaykros ruaposausa TAI' B Tkanu



OTAII 1.
IMYNIbr MPOBAHUE MULLEBOIO XXUPA

OMYJBTAPOBAHIE — 00pas3oBaHre MeJKHX KalleseK sKupa (o
0,5 MKM) M3 OOJBIINX JHWIIMOHBIX KaleJb ¢ y4YacTheM
aMPUPUIBHBIX COeIUHEHUN B 12-IIepCTHOM KUIIIKE.

3HaueHNe IIpollecca — Co3gaHue YCJIOBUM JJIsI 3(p(peKTHBHOIO
1epeBapuBaHusa (oOeciieueHHe B3aWMMOJIEHUCTBUSA KUpa C
bepmenTaAMM]):

obpa3oBaHMe THOIPATHOM OOOJIOYKM, T.K. (pepMeHTEHI
paboTaioT Ha paszese a3 «KHP-BOIA»

YBEJINYCHHE IIOBEPXHOCTH KOHTaKTa rmapoJjias C
MOJIEKYJIaMHU KHpPa

MexaauaM mpoiiecca: THUAPOPOOHAS dYacTb aMpUPUILHBIX
COeIUHEHUH IIOTPYKaAeTCsa B JINIUIHYIO KAIlJIio, a IoJsSpHbBIe
(rugpodpuIibHBIE) TPYIIILI, MMEIINe OTPUIIATEIbHBIN
3apan, OTTAJIKMBAIOTCA, pas3phbiBasg ee U CTAOMIN3UPyd
(oOpaTHOEe ciInIIaHNe HEBO3MOKHO).



AMOUNOUNBHLIE COEAMHEHMSA

Conep:xar ruapo¢o0HbIe U rHAPOPUIbHBIC IPYNIIBI

B 3MyJIbrupoBaHUM MUILEBOTO )KUPA YYACTBYIOT:
" KOMITOHEHTBI MUIIEIIT KETUH:
scenunvte kucaomut, OJ1, xonecrepon (12,5:2,5:1)

HKenvuxbie
KMCNOTHI

Xonecmepon-scmepasa
®oconunasza C
®oconunasza A2

Mankpeamuvecxkan nunaza
(axmuensill xoMNNeKC)

>

IMYNBIMPOBAHHLIN Muuennsi, obpasosanHse
NULEBOW XKHpP nNpoayKTaMu NepesapuBaHns



KENYHLIE KMCNOThLI

CHUHTE3UPYIOTCSI U3 XOJIECTEpUHA B MEUECHHU (PEaKIIMM MOHOOKCUTE€HA3HOIO
OKHCJIeHUs ¢ oOpazoBanueM OH-rpyri)

[lepBudHBIC KETIHBIC KUCIOTHI: XOJIEBas, XCHOIE30KCHUX0JIEBas U

UX KOHBIOTAThI ¢ NIMIIUHOM (IIpeo0IafaroT IIpH YIJICBOIHON JTUETE)

U TaypuHOM (Mpeo0s1aiatoT Mpu OCITKOBOM JIUETE)

3Ha4YeHHUE KOHBIOTAIIMY C aMUHOKHUCIOTAMM. MOBBIIIEHHE aM(PUPUITbHOCTH

U SMYJIBTUPYIONIEH CIOCOOHOCTH KETYU
) |

,C00" . €007

XeHOne30KCHX0ERas KICIOTA

?H

|
C-N-CH,-CH,-S0%"

['nukoxomesag Kucyora TaypoxeHOAE30KCIXONEBAT KUCTIOTA



XEJNTYHbIE KUCINOTbI — 3TO NPOU3BOAHLIE
XONAHOBOW KUCNOThbI

Obpa3syloTca B NeYeHn n3 xorecrtepuHa
CeKpeTUpyrTCs C XKeNn4bto
Lnpkynupytot oo 10 pas

POJ1b XEJTYHbIX KUCJIOT
OMYNbINMPYIOT XUPb
AKTUBMPYIOT nNmnasy

ObpasyoT XONENHOBLIE KOMMSIEKCHI ON14
BCaCbIBaHUS



XOJNNAHOBAA KUCJIOTA

H+
|
CH— CHE.'_ ':HE.—C[:][:]H

Hs
HsC ﬁ




XOJIEBAA KUCJIOTA
(-OH B MNONOXEHMN 3, 7, 12)

CH=
I
HO  CH—CH=-CHs-COOH

Hal
12 /H
Hi=
K | T
H H




[1E30KCUXONEBASA KUCIIOTA
(-OH B NONOXEHWMMK 3, 12)

Ha
|
HO  CH—(CHe-CH--COOH
HsC

11

Hs -

HO



XEHOOE3OKCUXONEBAA KMCINOTA
(-OH B MONOXEHWW 3, 7)

CHs
|
CH—CHs- CH5-CO0H
HaC

11

Hs -

HO OH



NMAPHbBIE XEJIYHbIE KUCITOThbI

COCTOAT N3 ABYX KOMINOHEHTOB:
KEJTUHOW KNCNOTHI

[MAUNHA Nnn TAYPUHA
CHs 0 |H CHs 0 [H
| ]l | i
HO CH-CH-CH-CN-CH;COCH HO  eH-CH-CH=C-N-CH-CH.-S0H
H3[3 2 HHC A 272 773

HaC “
HO .‘ OH




PoOnb XXENYM B NMPOLLECCAX
NEPEBAPUBAHUA U BCACbBIBAHMA XXUPOB

» SMYJIBIMPOBAHHUE KUPOB M CTAOMIM3AIUS
TOHKOJAUCIEPCHOU AMYJIbCUU —
obJieryeHue B3auMoAeiucTBUs MojieKyln TAT
C MMAHKPEATUYECKOU JIMIIA30H1

» akThBanusg (EPMEHTOB IIepECBapPUBAHMS
MTUIIIEBOTO KUPa

» HEeWTpamm3aiusg Xumyca (FKEITyIodHOTO
conepxkumoro) 3a cuer HCO;™ u coznanue
onTuMaabHoro pH s numnas

» o0pa3oBaHHE  CMCIIAHHBIX  MUICILI
(MHULIEIT BCACHIBAHMS )




MEXAHU3M 3MYJIbIM’MPOBAHUSA

AMynbrupoBaHue

MapogunbHas

YacTb MoneKynbl

3aMynbraropa
MmapodobHas OMynNbLraTopbI-NOBEPXHOCTHO-
Hacrhb Monexyrnb! aKTMBHbIE B-Ba CHMXAIOT
3Mynbraropa,
XUPOBYIO Kannio pe3ynbTaT Apoo6neHue XXupoBown

Kannu u obpasoBaHue amMynbLCUn



POJIb XKETYY B SMYIIbMMPOBAHUU

Conu KEIMYHBIX KHCIOT, MblIa, (Pochoaumupl,
OCIKM M IIEIOYHAS Cpela KeJI4u JICMCTBYIOT Kak
nerepreHTol (IIAB), OoHM CHMXKalOT MOBEPXHOCTHOE
HATSKCHUE JIMITUIHBIX Kallellb, B PE3YyJbTaTe KPYITHBIC
Kaljid pacrnajgarTcs Ha MHOXECTBO MEJIKHX, T.€.
IIPOUCXOJIUT SMYIBIUPOBAHHUE.

OMYJIBrAPOBAHUIO TaKXKe CITIOCOOCTBYET
NEePUCTATBTUKA KMIIICYHUKA

Bolaensonmmuncs, mpyu B3aUMOJCUCTBUM XUMYCa
1 OukapOonaros, CO,:

H*+ HCO;— H,CO;— H,0 + 1CO.,.



ITuiueBbie TAT

' —

Bosnpiiue TUNMUOHBIE KAIUl

OMyYJIBTUpOBaHUE Com
ARG TYHBIX
KHC/I0T

TOHKOlIPICIICpCHaH IMYVYJIBCUA



OTAII 2. FnaPONMU3 NUILEBOIO XXUPA

OCHOBHO¥ KHUP MUK TPUAIAITIUAIIEPOJIBI, (PocoauIrabl (JICITUTHH) U a(pUPHI X0JIeCcTepoJIia

OcHoBHBIE
dbepmenTHI

JluursasgpHag
JIAIIasa

ITarkpeaTtue
CKas JIUIIa3a

I[TarkpeaTtmue
cKas
docdonmumnasza

XoJjiecTepoJ-
acTepasa

MecTo
CUHTE3a

KeJ1e3bl
A3BIKa

TIOIKETY
msxese3a

TIOJIKE Ty
I sKeJie3a

HOKeTY

pa
JHejre3a

MecTo
OEeMCTBUSI

SKeJIy 0K

(TpyOHbIE
JIEeTH)

12-mepcTHasa

KHUIITKa

12-nmepcTHasa
KHUIITKA

12-mepcTHasa
KHUIITKA

OnrumainbHbIe
yCJIOBHUS
MNPOABJIEHUS
AKTUBHOCTH,
AKTUBATOPHI
/MHTrUOUTOPHI

pH ~ 4-5
MHTHAOUTOPHI:
TPUIICHUH, KeJTIb

pH ~ 8,0
AKTHUBATOPHI:
SKeJTIb
KOJIMIIa3a

pH ~ 8,0
AKTHUBATOPHI:
TPHUIICHH, KeJTUb

pH ~ 8,0

AKTHUBaTOPBLI: KeJIYb

CyGcerpar

KOPOTKOIIETI.
TAT,
adpupHAas
CBSI3b Sn-3

TAT
(sn-1 u sn-3)

DJI

OX

IIponykT

KK
1,2-JAT

KK
2-MAT

TJINITePHH

KK, mmso-
docdomun
MBI

X, KK

XKenynoyHas n knweyHaa nunasbel MmanoaktmeHbl. KopoTkouenodeyHble XKK, obpasytouimecs B

pes3yrnbrarte rmaporin3a B XXenyake, y4acTtByroT B SMYIbrmpoBaHnn



MEXAHU3M AKTUBALIMM NAHKPEATUUYECKOM JNIUNA3bI —
OCHOBHOIO ®EPMEHTA NEPEBAPUBAHMA NMULLEBOIO XXUPA

_ TpuricuH
Tomxenynounas |
xKejesa — Komunasa ,,,-— Koaunasza
—> Ilanxkpearuyeckas =y
o JIuTasa Heakr.
: IMankpearuyeckas - Koimnasza | axTUBHBIA
JIHnasa (epMeHT

MexaHn3m akTuBaLuum Konmnasbl — YaCTUYHbIWM NPOTEOSN3
MexaHn3M aKkTuBaLUUK NaHKpeaTU4eCKon nunasbl — Oenokx-
benkoBble B3anmoaencTeus (npucoegnHeHne denka-aktmearopa)




'moponu3 TAI

Ocroeroti nymb — nenosinwiil 2uoponud ( ~ 72% TAI):

TAI' + 2 H,O — 2-MAT' + 2 JKK (mankpearudeckasa aumnasa)

Jlonositnume.ibHbLii nymb — nOJiHbLL 2uopoaud (~ 22% TAI):

2-MAI' — 1-MAI' ( naakpearunuyeckas naomepasa)
1-MAT' + H,O — /KK + rimunepuH (maHkpeaTudecKas JiMnas3a)

JlonosiHumeJ ibHbLU RYMb
C GBHYMPUKJTICMOUHBIM 2uopoiudom 6 anmepouumax (~ 6% TAI):

1-MATI' + H,O — KK + rimunepuH (kumievHas umasa)

KK (< 10C) BcacsiBarorcsa camocroaresibHo (KK mosioka)

KK (> 10C), 2-MAI' BcacwsIiBaloTCa B COCTaBe€ CMENIaHHBIX
MUIIEJIJI 1 YIACTBYET B PECUHTE3E sKHUPAa B JHTEPOIUTAX

I'munepur mocrymaer B KPOBb WJIM YYAaCTBYeT B PECHHTE3€e
JKHIpa B 9HTEpPOIUuTaXx



[naoPonn3 TI

Muwa AKTMBaTOP: Xen4Has kucnora +
Il Konunasa
- - - T 1
0 Mankpeamuyeckas
I
o  HXL—O0--C—R; nunasa o  HC—O—H
[ A ——— : I
RECOTH:D| R,—C—O0—CH
NI
|
H =00 ETRs H,C—O0—H
Tr 2 R-COOH 2-MIC

BepxHue otaenbl TOHKOM KULLKW
70%



I'mnaproans 2-MI

| t|:|:= :
————— . H.C—O—H | |
ﬁr B Hg(lj—O—:-C—Rg |
I I
I 0 S —
R,—C—0—CH 30% Heo TH
—
H,C—O0—H H,C—O0—H

aHKpeamu4yeckas
Jsiuna3sa
R-COOH H,C——OH

% HC——OH

H,C——OH
MMuuepuH




I'maposins dJ1

Xenub MNuwa
11-12 r/lcyt  1-2 r/cyT

@ 0 ﬂ docgponiunasa A, ﬁ

ol ByC—0—C—R; [NaHKkpeaTnyecknn cok H,C—0—C—R;

I

U T’

: RE I:::||:I CH ) H‘D_CH
e ® il @

H, C=O=P-0—=CHy CH N{CHz )5
I R-COOH  EpC-O-P-O—CHCHN(CHy);

NeunTuH x @ @ J'||/|3OJ'|eLI,I/ITI/IH




I'apoJing JN30dDJI

. ﬂu3ocpocd)onuna3ﬁ -

-_——— [TaHKpeaTUyecknn cok

H-O-CH H-O-CH
| @ I ®

HzC-G-P O=CH; CH;N(CHz)3 H,C—-O=P-0—CH,CH,N(CH;);
R-COOH ali)H

JlnsoneynTtnH N @ [ MnuepodocdoxXonunH

OcTanbHble dboconunuabl He TMAOPOIN3YIOTCS



I'MIPoJing 9XC

NMuwa
XC, OXC
0,3-0,5 r/cyt

Xonecmeposnacmepasa

[MaHKpeaTnyecknm
‘3|] N KULLEYHbIN COK

H—Ilj—D T’ HO
Adup xonectepuHa XonecTepuH
R-COOH @

Kenub
XC 1-2 r/cyt



OTAII 3.

OBPA30BAHME U BCACbIBAHUE CMELUAHHbIX MMLIENN
(MMLIENN BCACbIBAHUA)

Mutiesibl BcachiBaHUS (QOPMUPYIOTCS CaMOIIPOU3BOIBLHO

Cocras: 2-MAT, XK, xonecrepoi, au3odocdaTuiHas KUclIoTa,
KHUPOPACTBOPUMBIC BUTAMHUHBI, KETUYHBIE KUCIOTHI

Anpo muneibl ruapodoOHO, 000J109Ka — TUAPODUIbHA

MexaHu3M BCachIBaHMS: MUHOLMTO3 WK TU(Pdy3us

JKeaynbie KMCTOTHI MO JeUCTBUEM (DEPMEHTOB OAKTEPUM TEPSIOT TIULIMH,
TaypuH, 7-OH — BTOpHYHBIE KEIUHbIE KUCIIOTHI (JINTOXOJICBAs,
JI€30KCHUXO0JIeBas ), KOTOPhIE BO3BPAIIIAIOTCS B IIEUCHb

JNUTEpOorenaTHYCCKAs NHPKYASIHA Keaunbix Kueaor (FKK)

/\

.\\

CHHTE3 R
a - y. L
XC N ;omcan
/ HIDKa
/ XC

. ( 1

o L 1 +
(nonas Bena) \?KK-l-'rayp W
b Y rﬂlim_l!f/'_ /

e
s SRS

Hpupoaiit sexaniam 0
.\'(!.'lt‘ll"l".‘])llII()HOI‘(! {XC) roveorTasa 3% KK NMoTCpH 3a 1k




BcacbiBaHue JUNMU/I0B B TOHKOU KHIIKE
[Ipocser
KUIIICYHHUKA

P
o (00T
@A/Q@ B kan

&
XC, nn3odJl, O
O

dJ1, 2-MI, KK O OHTEPOLUTHI
XXen4yHble K-Tbl 5 Minvarieckii
— \

Aprepus B noprajibHyI0 BEHY



BCACbIBAHME BOOOPACTBOPUMbIX
NMPOAYKTOB NaPOJIN3A

1. aeT B TOHKOM KHUILIKE 0€3 y4acTHsl MULICIIIL.

2. (bocdopHas kuciaoTa - B Buje Na+ u K+ conen

3. DIMLEPOI - B CBOOOJHOM BHU/IE

4. XOJIMH ¥ 3TaHOJIaMMH BcachiBarOTCA B BUe 1[JI® mpou3BoaHBIX
ATO Al T Odu

Hz H2 Hz H2 / H2 H2
HO— C—C—N'(CHy); =y H,0;PO0— C— C—N'(CHy); . IJ1®—O0— C—C—N'(CHy);

XosmH Xoaunxunasza Docpoxoun L /AP-xoauH



HAPYWEHME NPOLIECCOB NEPEBAPUBAHMUSA

HEIE HENYHEIE

DWW HeayHeE

MEYEHONHEI MpoToK. | TMLLEBRIE MACCHI
W3 Henyara

EHAOLATHNEPCTHIA

HenuHed KWK

nya&IpE

MyzkIpHEE
MpOTOK,

MogenynouHan

CopmHETER wEEaS

Opom

JlJIsi TOJIHOLEHHOTO TepeBAPUBAHUS W
BCACHIBAHUS KUPOB HEOOX0AUMO:

v HopMmallbHas ~ pabora  I€YeHH |
KETYEBBIBOISIIIIUX Ty TEH

v/ HalM4pe MaHKPeaTH4eCKuX (PepMEHTOB
u menoyHoro pH B 12-nepcTHol Kuike

v/ HOpMajbHOE COCTOSHHE DHTEPOILIMTOB,
TuM(paTUYEeCKONM CUCTEMbl KHUIIEYHUKA WU
pPETUOHAPHOM KHUIIEYHO-TICYEHOYHOMN
HUPKYJISIITAN

Hapylienue nepeBapuBaHUs XUPOB — HapylIEHUE BCAaCbIBaHUA —»> CHIEAMOpes

(CKUpPHBIN CTYN)

IHocaeacrBus crearopeu:
enepunut HezameHUMbIX KK (JTuHONEeBass, JIMHOJICHOBAS, apaxyI0HOBAs)

1eHUIUT KUPOPaCTBOPUMBIX BUTaMUHOB (A, E, I, K) Q




OTAII 4. PECUHTE3 XXUPA B 3HTEPOLIUTAX
(OBPATHI:IVI CUHTES3 XXUPA)

bBuosiormyeckmii  CMBICIT: CUHTE3UPYIOTCA  KHPHI,
cHelIM(pUIHbIe [JITI dYeJoBeKa U  KadeCcTBEHHO
OTJIMYAIOIIHECS OT ITUIIEBOIo KUPa (3 KUPHOKMCIOTHBIN
COCTaB, IOJIOMKEHMHE IKUPHBIX KMCJIOT B MOJIEKYyJax

TAT)

Jranbl:

oopas3osanue axrusHoun ¢opmer KK - anwmi-
KoA:

KK + HS-KoA + AT® — ammr-KoA +AM® + H,P,0,
(PP

dbepmenrt: ammia-KoA cunrerasa (imrasa),

HS-KoA — xodepment A (mrpom3BomHoe BuTaMuHa BS,
IIAHTOTEHOBOM KIICJIOTHI)

pecunre3 TAI', ®JI, achupor xorecrepuna



PECUHTE3 TATI

MOHOaLUMNIIT, ﬂ”"épﬂﬂﬂﬂblﬁ nyrs
(rmagkuit JP):

2-MATI" + ammmn-KoA —
1,2-JIAT" + HS-KoA
(MAI-auunmpancgepa3sa)

1,2-JIAI" + amtmin-KoA —
TAT + HS-KoA
(IAI-auunimpancghepasa)

!

rnmyepodpboceharHbIv nyrs

(mmepoxoBat. OP, MuroxoHIpHN):

raniepos + AT® —raunepos-3-P + AJID
(cnuueponikurna3sa)

rinieposa-3-P + ammin-KoA — 1-MATI'-3-P

(mu3odocdarumar) + HS-KoA
(cnuueponighocgham-auunimpancghepasa,
MUMOXOHOPULL)

1-MAI'-3-P + ammmn-KoA — 1,2-JIAT'-3-P
(pocharuguasa xkuciaora) + HS-KoA

cdocdharmnras kuciora + H,O —

1,2-JIAI' + P
( gﬁocgﬁamuéamgﬁocgﬁozu@ponasa)

1,2-JAI" + ammuia-KoA — TAI' + HS-KoA
(IAI-auunmpancghepa3sa)



PECUHTE3 30UPOB XOJIECTEPOJIA

xonecrtepon + aumn-KoA — aumnxonecrepon + HS-KoA
anu-xoJsecreposi-amuiarpancdgepasa (AXAT)

Pe3TepI/I(bI/IRaHI/IH XoJiecrepoJia B KUINIEeYHUKE HAaIIPpAMYIO BJIMAET
Ha ero BCaCblBaHHE B KPOBb

IlomaBiieHne AKTHUBHOCTH JTOH pPeaKnuu CHU3UT
KOHIIEHTPAIIMIO XOJIeCTepoJia B KPOBHU (JIeKapCTBEHHLIE
IIpeliapaTsl IJId JIeYeHUs aTePOCKIIepo3a)

IIyTu pecunre3a pochorunuagoB B KUIMIEYHUKE
(kaKk U CHUHTE3 B IPYruX TKAHAX):

1. C ucnoanszosauuem 1,2-JIAI' 1 mpucoequHeHEM aKTUBHOM
(dbocdhoputrmpoBarHHOM) POPMBI XOJIMHA U dTaHOJIAMUHA (pEeCHUHTE3
JIeITUTUHA 1 POCPOTUIMIIITAHOIAMITHA)

2. C ucmosib3oBauueM pochaTUIHON KUCJIOTHI U IPUCOeIMHEHHIEeM
MHO3UTOJIa UK cepuHa (pecuHTe3 (pocdhaTUIMIIMHO3HUTOJIA,
dochaTuauiacepuma)



PECHHTES JIMIINJIOB B DOHTEPOIIUTE

0 HS-KoA

O
Il |
R— C—OH %—\\ P R— C— O—SKoA
KupHas kuciaora Amun-SKoA
ATD AMOD+DDu

auun-KoA-cunmemasa

PecnHTes dJI

0

| - |
HyC—0—C—R; : ol HyG—O—C—R,

R-CO-SKoA HS-KoA | |
I
-O- F—C~ O-CH
IIDTH o o NS IR, o @
HZC—D—IIJ-@—GHECHEN(Cﬂj Agunmpancepaa HEC—D—II’-D—CHE CH,M(CHz)s
OH CH

JlnzoneynTuH

JleynTnH



PecuHTtes TI

I
o HCTO0—H 5pcoskea 2 HSKoA

REHDCH N S I I——

: I
- . R,—C—O0 (|3H o
H,C—O0—H H,C—O0-

2-MI™ T
PecuHTtes OXC

R-CO-SKoA HS-KoA

N

Ayunmpancgepaza
i

HoO R—C—0

-

XonectepuH Odup xonecrepuHa



OTAII 5. ®OPMHUPOBAHUE XNJIOMUKPOHOB (XM)
1 X TPAHCIIOPT YEPE3 JINM®Y B KPOBb

Mosexyabr pPEeCHHTE3NPOBAHHOTO JKUIpa
ruapoOOHBI MM aM@U@PUIBHBI, II09TOMY B
KPOBOTOKE HYKIAIOTCSI B IIePEHOCUHKE

XM - TpaHcnopTtHasa ¢dopMa OJK30reHHOTO
JKUpa

XM — sgunompotemHoBble yvactuilbl (100 — 1000
HM, IIJIOTHOCTL MeHee 1)

Coctas: 85% TAI, 5% X u OX, 3% DJI, 2% Oenka
(MHTerpaJIbHBIHA armoB-48, moBepXHOCTHBIA aIroA-
1)

TpaHCIOPT 9K30reHHOI'0 KHUpa M3 KUIIEYHUKA B
KPOBOTOK OCYIIIECTBJIIETCSI II0 JIMM(QPaTHIECKUM
IIyTSM, a He Yepe3 CUCTEeMY BOPOTHOH BEHBI, YUTO
CBSI3aHO C 00JIBIIHM pa3mepoMm XM



OTAII 6.

METABONU3M XM: «CO3PEBAHME»
(oBMEH AnonunonPOTEMHAMM c JINBI)

XM, epemn (B-48, A-T) XM,.....(B-48, C-11, E)

Ipenlit

JITIBII (C-11, E) JITIBII (A-T)

anoC-11 — aktuBaTop JunonporenHoBoi Junasbl (JIII-1umasbl)
anoE — siurana k B, E-penenropy kjieTrouHod MeMOpPaHbI renarouuTOB



METABONMU3M XM: REMCTBME JIMNOMNPOTEUH-NIUNA3bI

OTAII 7. TPAHCMOPT NPOAYKTOB rMAPONIN3A B
TKAHM

XMerseasins (B-48, C-TI, E)  JITIBII (A-I)

. 3 RCOOH
= I'muuepon
= XM&&:'m-fﬁimmﬂ- JIITBIT
- (B-48 E) (A-1, C-11)
Kietka
SHIOTETUA B [Ie4YeHb
KEAITMWILTA DA

» B aOcopOtuBHbIM mniepuoy cuHTEe3 JITI-HMIma3bl  KUPOBOW TKAHM _ MHIYIIUPYETCS
UHCYJIMHOM.
> K, JIII-nuna3pl _cepana XapakTepusyeTcs HHU3KMM 3HAYE€HHEM, 4YTO CIIOCOOCTBYET
nepepacnpesie/ieHHio cybcTparta B MONb3y TKaHM Cepila B MOCTaOCOPOTHBHBINA IEpHON
(cepaue akTuBHO ucnonb3yeT KK kak sHepreTudeckuii cyocTpar)

Hpoaykrsl ruapoausa TAI' TpaHCHIOPTUPYIOTCH B TKAHU:

KK ¢ yyacTuem ajab0yMuHA, [TIMIEPUH - 0€3 MEPEHOCYHKA




mecBme TAT

Bonbinme THmiTHEe Kariis.

Tonkas

SMYJHamponarme.‘k-)Keuqume ,

Tomtouncuepcnaﬂ SMYJTBCHS

TAT  R,0C-
, _='<30Ré

Iankpearnyeckas
JHna3a

2-MAT ROCH

®opyMupoBaHHE:
CMEILAHHBIX

h 4

Cmemaxmaﬂ MUIea

—COR,

f Funponus

- OH (RCOOH)

/ AKCJIYHBIE
KHCI0TEI

CMelllaHH BIX |
MIEIIIBJUI

Beacssamel
X+ 2-MAT--TAT

KHHIKa

[Texens

RHCIOTRL ~ [~ o o~

Keavusie

- KHCJIOTHEI

Kposb
BODPOTHOI

/| BeHmI

Jlumbatnaeckmit
cocyn

Pecunres

JRCOOH -2 RCOSKOA

2 Kequnsie KHCA0TH

AncnporelmB -48

,E[pyme ML

XmmMmcponu

(XM) -

=

: Koiretku cimsucToit 06010uKku

KMUIEYHHKA—3HTEPOINTH]

B kpoBoTOK

JV .1 BMHVEI9OVo8 U BUHVEUdYE3d3aU YINIXO KYImaQ



HAPYWEHUE METABOJNIU3MA XM

Ckopoctb yaaneHuma XM 3 KpoBOTOKa 3aBMCHUT OT:

conep:xkanus JIIIBII u ctpykrypsr ammoC-1I u anoE
cxkopoctu nepenoca anoC-II u ammoE ¢ JITIBII ma XM

axkTuBHocTH JIII-mummaser

CemeitHaa HegocTaTouHOCTD JIII-mmumaser u / naum

HapylleHue cTpykTypsl / cudte3da ano(C-1I npuBogar k
HacJIeACTBEHHOU cunepaiunonpomeurnemuu I muna:

1XM, 1TAI, conep:xanne JIITIOHII moxxeT OBITH
rmoBuIneHHBIM, a JIIITHII u JITIIBII — nonm:xenubIM

3abosieBaHue COIIPOBOXKIAETCS PA3BUTHEM IaHKpEeaATUTa 1
o0pa3oBaHMEM KCAHTOM Ha KOKe



JIMITOITPOTEWHDBI
IIJTASMbI KPOBHA

CTPYKTYPA
KJIACCU®URAIUAS

@ METABOJIIN3M
BUOJIOTUYECKAS POJTb




TPAHCIIOPT JIUTINJIIOB

TpaHncnopT JUMNKUIOB B OPraHu3Me HAeT HeCKOJIbKUMH
NyTSMH:

1) JIunuapl nepeHOCAT B KPOBU C HOMOIIBIO OCIKOB ()KMPHBIC
KMCJIOTBI TPAHCTIOPTUPYIOTCS aIbOYMUHAMH );

2) TI, @JI, XC, 9XC u a.p. TUIUABI TPAHCTIOPTUPYIOTCS B
KPOBH B COCTABE JIMITIOITPOTEHHOB.

3) B KJIETKaX JUIUABI IIEPEHOCST ClielhalbHble Z-0€IKN



CTPYKTYPA NUNONPOTEMHOB (J1I)

JIN - cnoXxHble 6enKoBO-NMUNUAHbIEe KOMMNIEeKCbl:

XonecTepos docdonunun
[epucdepuueckuii Sdup -
aT[OH POTCHH XoJlecrepomna

XoJecreposl

Mownocnoi u3
T aMOUUIBHbIX
JUOWULOB

HWHTerpasbHbiid
AlIONpPOTEHH

B-100 ( B-48) JInmminmHoe ssnpo  Tpuaumiriviepon

XUMHUYECKHE CBSI3M  MEXKAY OCHOBHBIMM  KOMIIOHEHTaMH  KOMIUIEKCA  HOCAT
HEKOBAJCHTHBIM  Xapaktep (ruapodoOHble W  HOHHBIE B3aUMOAECHCTBHS), YTO
00yCIOBIMBAET OOMEH MEXKY JIMITOIPOTEMHAMMU




Knaccuoukauusa JilN (No NJIOTHOCTU U
3NEKTPO®OPETUYECKOM NOOABUXXHOCTM)
M XMUMMUYECKUM COCTAB

XuMHuYecKHe coeTuHenus, %0

Kaacc
TAIT D2OX+ X dDJI A1io

B 1,063-  200-
| 0 27 50 820 oY 4D
JITHIT 1,006- ;
| T 0 21 2 2025 oo 1310
JIMOH

I 095- 3
opep. 55 718 10 se0 Jo 5
JIIT)

XM

(memox 85 5 3 oy 100 g5

1000

BHUKHBI )




BUONOrMYECKAA ponb JIN

TpaHCnoOpT NMNUAOB:

XM (XMJIOMHUKPOHBI) — 9K30T€HHBIN KUP M3 KUIITeUHNKA
B TKAHU

JITIOHII (sinnomporenHbl OYeHb HU3KOH IIJIOTHOCTH)
— 9QHJOT'€HHBIU KU, CHHTE3UPOBAHHBIN B IIeYeHU

JIITHII (1umonporenHBI HU3KOM IIJIOTHOCTH) —
XO0JIeCTepHH 13 IeUeHU B TKaHU yepe3 B, E-penemnrropr:

JITIBII (iunmonporenHbl BHICOKOM IIJIOTHOCTH) —
xosiectepuH n3 Tkaueil u JIITHII B meuens («o0paTHBII
TpaHcropT) opu yuactuu perenropa SR-BI u ATO-
CBSISAHHBIX KACCEeTHBIX TpaHcrmopTepoB ceMerictBa ABC

TpaHCNOPT CTEPOUTHBIX U TUPEONUTHBIX FOPMOHOB,
KUPOPACTBOPUMBIX BUTAMMUHOB, KCEHOOMOTUKOB,
NieKapCTBEeHHbIX nNpenaparoB, reHeTu4YecKoro
marepuana (paborbl nocnegHux nert!)



BUONOrMYECKAA ponb JiN

Perynauma metabonuueckmx npoueccoB B KreTKax
CTEPOUIOTEHES

YIJIEBOJHBINA OOMeH

OKHCJINTEJbHOEe pocoprmpoBanme

PO / IIPOTHUBOBOCIAJINTEILHEIH dpPEeKT

IIpo / aHTUOKCUIAHTHBIN apdperT
(agTH)IpoaudepaTuBHBINA opPeKT

IIpo / aHTUAIONTOTUYECKUH a(ppeKT 1 Op.

B pane ciayuaes peryiasTopubii adderT JIII peanusyerca
Ha VPOBHE 3KCIPECCHUU I'€HOB:

JITIIBII wmHrnOupyoT sKcapeccuo (PaAKTOpPOB aIare3uu B
OHIIOTEJIUAJBHBIX  KJeTKax  (IIPOTHBOBOCIIAJIHUTEIbHBIN

adpdpexT)

JIIIBII cTuMyupyoT OSKCIpeccHio ITHKJIOOKCHUTeHAa3bI-2
(Ba3oguIaTaTOPHBIN, AaHTUTPOMOOTHUYECKUH o(peKThI)




ANONUNONPOTEMHBDI - BEJIKOBbIE KOMNOHEHTHI JIIN

OcHOBHBIC

anoo0eJIKu

B-48

B-100

C-ll

28300

260000

550000

8800

32500

34000

JIII

XM, JITIBIT

XM

JIITOHII, JITTHIIT

XM, JITIOHII, JIIBIT

JITIBIIT

XM, JIITIOHII, JITTHII,
JITIIBII

B3aumonencrsue
anoInpoTerHa C  JIUIUAHBIM
KOMIIOHCHTOM  IPOHUCXOIUT
MPU yYaCTUU aM@Punamuovix
a-CRUDPATbHBIX oonacmeii
MOJICKYJIbI OeJIka, OIIHA
CTOPOHA KOTOPBIX COJICPIKUT
MOJISIPHbIE AMHUHOKUCIIOTHI, a
apyras  —  1tuapodoOHBbIE.
NmMenHO »9Ta CTpyKTypHas
OCOOCHHOCTH
aTOJIMIIONONPOTEMHOB Ba)KHA
U1t pean3anuu ux
(YHKIIMOHAIBHBIX CBOMCTB.




@®YHKLMM ANTONUNONPOTEMHOB

CTPpYKTYypooO6pa3yrouwan:
urnmezpanvrbie oesiku (armoB-48, arroB-100)
nepugepuuecrkue oenku (amok, amoC, amoA-I)

peuentopHana (anoE-nuramn B,E-perentopa, amoA-1I —
aurauyg JIIIBII-pemenTopa)

kochbakropHaa (anoC-II gma JIII-mumaser, amoA-1 s
JIXAT)

TPAHCNOPTHAA (CBA3BIBAHNE JIMTAHOOB  Pa3JIMYHOM
XUMUYECKOMN IIPUPOIHI)

perynaropHas (cM. caaiig 43, o0ycoBIeHA IIPEsKIe BCEro
0eJIKOBBIM KOMIIOHEHTOM)



SAKJIIOYEHUE

ACCUMMIAINSA — MHOTO3TAIIHEIH IIPOIIECC YCBOSHMSI
MUIIEBHIX sKUPOB OT IIepeBapUBaHUA 10 TPAHCIIOPTA B
TKaHU

O PpeKTUBHOCTh ACCUMMJISIINN 3ABHUCUT OT PaOO0ThI IeUeHU
M $KeJIYeBBIBOIAIINX IIYTEeHU, IIOJKEJIYI0UHOU sKeJie3bl U
KHIIIEYHNKA, AKTUBHOCTH JIUIIOIIPOTEMHJIIUIIA3bI d9HI0TEJINA
COCYI0OB MBIIIIEYHOM 1 sKMUPOBOU TKAHU

Hapyirerue npoireccoB acCCUMUIISAIAN IIUIIIEBOI0 KUPa
SABJISETCS IIPUUYNHON JeUuIInTa He3aMeHIMBIX "KUPHBIX
KICJIOT, sKUPOPACTBOPHUMBIX BUTAMUHOB,
TUIEPXUJIOMUKPOHEMUH (TUIIePTPUAIIUIITJIHIIepoieMun |
TUIIA)

JlumompoTenHEI IJIa3MbI KPOBU — TPAHCIIOPTHASA popMa
JINIHI0B B KpoBu. KpoMme ocHOBHOM PYHKITNI
JINTIOIIPOTENHEI UTPAIOT BAKHYIO POJIb B TPAHCIOPTE
OMOJIOTMYECKH AKTUBHBIX BEIeCTB U B PETryJISIINN
MeTa00JTMYECKIX IIPOITeCCOB



KaTtabonuim nmnnaos

MoOwunu3anusa JMIUA0B M3 KAPOBBIX JE€NO MPEACTABIISIET
coOoi ruaponu3 aunugoB B aagunonuTtax a0 BXKK m mmuepuna
0o/, IcCTBUEM (pepMEHTAa TOPMOH-UYBCTBUTEIbHON TAI -numnassl,
HA3bIBACTCS TPOILIECC JIATIOJIA3OM.

TAI'-nunaza mMoxeT ObITh B aKTUBHOM ((hOCHOPHUITMPOBAHHOMN )
M HEAKTUBHOU (J1eocopunrpoBaHnHom) Popme.

Kpome TAI'-nunasel, B mporecce JIMIOIU3a YYaCTBYIOT TaKKe
aktuBHbIE JIAIl-mumaza m MAI-nmunaza. [Ipoaykramu nunonusa
ABJSIIOTCA rulepuH U BXKK.



Cxema aktuBauum TAl -nmnasbl

AxtuBanuss TAI-nmunaspl TPOUCXOAUT MNPUA YYAaCTUU TOPMOHOB!
aJlpeHaJInHa, T[JIIOKaroHa wu Ip. 32 CUET AaKTUBAlLUHU
aJICHUJIATIIUKIIA3HOM CUCTEMBI
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AgeHunnaTuunknasHasa cMctemMa aktmsauum
ropmMoH-4yyBcTBuUTensHoM TAIl -nunasbl

T opMORL
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TAI'-nmumnasa JTAI'-nmunaza MAI'-numnasa

TAI'm — JALm — MAln
0

[Nmunepun 3 BiIKK+ann0yMuHbBI
- 95% B euens Ha ['HT - B-oxkucienue
- 5% - Ha OKHMCJIeHU!Ee 10 - KeTOTeHe3

CO2 um H20, 22 ATO



Okucnenume BXK

1. Tpaucnopr BJXK w3 1mmrTo30i1s1 B
MHUTOXOHAPHUM (KApHUTHHOBBIM YEITHOYHBIM

MEXaHHU3M )

2. CooctBeHHO [3 — okucienue BXKK
(I- d¢a3za) - coemuduueckuii  MIyTh
Kara0oJIM3Ma

3. Il — daza oOmuit nmyTs karadommzma LI TK



Axtusanusa BJXKK

Annia KoA cuHTeTa3a

RCOOH +HS KoA + AT® — R-CO ~ KoA + AM® + H,P,0,

Aunn-CoA-cuHTEeTa3bl MPUKPENNEHbI K BHELLHEW MeMbpaHe
MUTOXOHOPUN



KapHUTHHOBBIM MeXaHu3M TpaHcnopra BJKK

HapyxHas membpana BHyTpeHHss membpaHa
LinTosone Marpukc
R-C~KoA KapHuntmH < ---- - -~ KapHuTtuH R-C~KoA
I "
T
O
P O
A
H
S KapHutuHauwn- C KapHurunHaumn
RVIORBE IV - = ’O Tpavchepasa | g TpaHcoepasa ll
K
A
3
A
HSKoA R-E KAPHATUH --- - -- 7. - S - - - - » R-C xapHUTUH HSKoA
n
O O




TPAHCIIOPT X KUPHbLIX KUCJIOT B MNTOXOHOPUUA

=+
N.(CH)a HS-KoA N (SHg)s
?Hz j ?Hz
— o~ -+ . - —_) — _
Ra ?‘24«3)20A ?H OH ayunkKapHuUImu H- ?H O—-0OC—-R
L CH> mpaHcgepasa CH>
[ yumonnasmamu- |
COOH Yeckasn COOH
KapHUTUH auMn-KapHuUTUH
uumoruiasmMa 5
MampuKkc
MUMoOXoHOpUU +'
+
N (CHs)s ik N. (CH3ls
e gra
. — -+ . e =
Ra ig-KillEOA <|:H OH ayurikapHUMuUH- ?H O-OC—-R
L C H2 mpaHcgepasa CH >
| Mumo- |
COOH XOHOpuanbHas COOH
KapHMUTUH auumMn-KapHuUTUH




CymHoctb f-okuciaenus B/KK

(coupaas Knoomna -JInHeHa)

1.3-okucnenutro noaseprarorcss BXKK ¢ 4eTHBIM 4HCIIOM yITIEpOIHBIX
aTOMOB

2. JleruipupoBaHu€e UJIET B [3 — MOJOXKEHUU

3. Bce JII' HaxoasTCsl B MaTpUKCE MUTOXOHIPUI

4.3a omuH BUTOK crnupanu ortmemsierca C, — (parMeHT B BHUIIE
anetuii-CoA, xotopslii okucisercs Bo |l daze L[TK, npu stom BXXK
yKOpaYMBaeTCs Ha 2 YITIEPOJHBIX aroMa A0 O00pa3oBaHUS OYMUpUl —
CoA oH pacnagaercsa Ha 2 C, —(pparmeHra.

5.bonbmon sHepreTndyeckui Boixoq AT® B OCHOBHOM MO MEXaHU3MY
OKHUCJIUTEIBHOIO (hOCHOPHUIMPOBAHUS

6.0kucnenne BJKK mnporekaeT BO BcexX KIETKax KpOMe: KJIETOK
TOJIOBHOT'O MO3Ta, 3PUTPOLIMTOB, MO3TOBOIO CJIOSI HAJIIIOYEYHUKOB.



XMn3m [3-okmcnenHmna BXXKK

R—CHz—CHz-—CHz—g~$—KoA ALpmn-SKoA
(///" ‘pAzt:>

CALOH2

Ayun-SKoA-dezudpozenasa

L 4 1]
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Ernocoun-SKoA-zudpamasa
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uTK

Auun-KoA-pervaporexsasa

Enoun-KoA

Exoun-KoA-rwaparasa

B-Manpoxkcunauwn-KoA

p-Manpoxcuaumn-KoA-
pervgporexHasa

p-xkeToauun-KoA

p-xeToaunn-KoA-tuonasa




Peryasuus B-oxkuciaenusa B/KK

1. PerynsatopHsiii pepMmeHT B-oxkucienne BXKK KAT — |
Hneuoumop — Manonun CoA , 00pazyronics npu
onocunrese BXKK,
B OTCYTCTBHH €TI0 [3-OKHCJICHUE MOBBIIIACTCS.
- B IIOCTAa0COPOTUBHBIN IIEPHUO]L
- IpU JJINTEJIbHOM (DM3UUYECKOM Harpy3Ke

2. Uem nnTeHcuBHee uaet pacnan ATdD, TeM ObicTpee
OKHCJIAIOTCA >KUPHBIE KUCJIOThI, 00ECIIEUNBAS CUHTES
HOBBIX MOJIEKYJI ATD



JHepreTHYeCKuil 0aJIaHC MOJHOI0
okucjaenusa B/KK

Pacuer BBIIECTIEMONW DHEPIrUM IIPU OKUCIEHUU IKUPHOM  KHUCIIOTHI
IPOU3BOUTCS 10 (popMyie:

(/2 -1)-5+ @/2-12)] - 2 (-1)
rac. N - 4YUCIO aTOMOB yIIEpoJa B KHCIOTE, N/2-1 - umcio BUTKOB [3-
OKHUCJEHUs; S - uyucio mosekyn AT®, obpazyemoe Ha 1 Butke [3-
OKHucieHus; N/2 - ancimo momekyn anetwi-KoA; 12 - guciao monekyn ATO
Opyd  TOJHOM  OKuCIeHMM  aneTui-KoA; - 2 —  KOJHWYECTBO
BBICOKO?HEPreTUUECKUX Poc(haroB, UCHOJIb3YEMBIX HA AKTHUBALIUIO KUPHOU
kuCa0ThI (ipu aktuBanuu AT® pacramaercss Ha AM® u nupodocdar).



3 craaguu OKUCJICHUSA TVIMIEPUHA

1. Coenuduyeckuil MyTh OKUCICHUS OO I
AT®) — 1UTO30/1b KIETOK

2. OkucauTENBbHOE AeKapOOKCUIMpoBaHue |
ATD)

3. Hukn Kpeoca (12 ATD)

K (7

K (3



OxMCcneHme rnmuepmHa

CH,OH
|
?HHOH CauueponkuHasa FHeH
1) CHOH + ATD® F + AdD
| |
CH,OH CH,O —ll’—DI—'I
OH
I'muoepun a-Inauepodgocdar
H O
P
CH,OH HAT CH,OH \C/
CHOH c-FCanuepodocdar- =0 Tprozodocdar- HCOH
2) a JeTHIPOreHasa O HIoMEpaia
1 LI [
CH,.O0—P—0CH HAJIH + H* CH,O—P—0OH CH,O0—P—0OH
| I I
OH OH OH
a1 mauepodmocdar AdnorcHauerortoctaT I'mmepansnernn-3-dwodar

OO6M eH 2AUYePUHT MEeCHD C8a3aH € 2nuxkonuzomi!!



OkucrnnTernbHoe gekapbokcmnnmpoBaHue

nupyearta
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NvTb KaTabonnama — UMK TOUKanOOHOBBLIX KUCI

cH, Il }
par — G
l: CHITass HO (|: COOH Azomn'a:nH OCOOH
SKoA T ?H? ‘\, ’CHz
% ar-
Auegu:l KoA ‘_:'“'R" COOH E—COOH
Iinrpar "
|
CH,
H-H" (|; wuc- Amuu-ra'r H.,O
= Mam:-“‘n Oxcanoaucrar Xcmmuau
= . COOH
COoOH L;
. 1:‘ . H— ~COOH
\ HO—-C—H
CH, {
Lo nrpar
Manar OH Hsow
HAJIT
H3ousmrpar-
PDymapasa & ?OOH ncrmponl‘gﬂm
H,0 Lku ¢ :
¥ HAJIH-H + CO,
: (|:H
ICOOH ;’:=’0 a-Kerormyrapar
Dymapar OOH COOH

?—SKoA HAJ

o/uui,>\r H >

Cyxummmn-KoA
Cyxumnar- ? o CHHTeTa3a H, a-Keto par-
ery resasa acrmaporeHasa
Pal PO ‘AN 1CN, ?Ol

COOH rro A® COOH HAJIHH + CO,
m—— Cyxumnmun-KoA

Auetnn-KoA + 3 HAO" + ®A[ + T + H3PO4+ 2H20 =

2 CO2+ HSKoA + 3 HAOHH" + dAOQH2+ I'Td



ﬂurwnmu:ll “ETDHWI'B e TATES

HESD M EF A TR

= —fpocdpornmuUuepMHOBLINE AN LIS

- - FTEAKCURSEY - -
AoPOBHLER T —__ AHASFOEHLE
T Fheecwaw
¥ mage 4 ATS

......................................................................................................................................................



DHEpPreTudeCcKur 3POEKT NOTHOTO OKHUCICHUS

[JIMLIEpUHA
r | | Y AlreTHsi-
‘/ JIULLepUH DA ITIBK piy
1. CnenuuyecKuil IyTh OKUCICHUS JI0
IIBK (7 ATD)
2. OKHCIIUTEIILHOE HTK

nexkapookcuimpoBanue I1BK (3 AT®D)
3. Huxia Kpeoca (12 ATD)



JHepreTuyeckum acp ekt nonHoro
OKUCJIIeHUS rmuuepuHa

B pe3ynbrare OKUCICHUS TIUIIEPpHUHA
CUHTE3UpyeTcs 23 Moaekyiabl ATO,

ITOJIE3HBIA BBIXOJI C YUETOM 3arpar —
22 ATO



CnACnB0O 3A BHUMAHME!




