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Introduction
Beryn

Buknananns 6i0XiMii B MEIUYHUX BUILAX BIIHOCUTHCS JI0 aKTYaJIbHUX MPOOIeM
3arajibHOi MIJATOTOBKH JIiKapiB. BiJCyTHICTh CAMOCTIMHOTO KypCy KJIIHIYHOI O10XiMmii,
CKOpPOYEHHS TOJIMH Ha MPpeaIMeT 3 6,5 MOAYJIIB JI0 5, 3MiHA CITIBBITHOIIEHHS JEKIIIHHUX
TOJUH Ta TOJWMH Ha CAMOCTIHHY poOOTy BOIK Jpyroi- yCKJIAQJHIOE BUKIIAJAHHS
npeaMery. 3 OoJHOTrO OOKy, 3allpOollaHOBaHHUM Kypc MOBUHEH 30epiraTH XapakTep
byHIaMEHTAIBHOI JUCIUILTIHK, COPHUATH (HOpMYyBaHHIO “Kapkacy’ 3HaHb TOJOBHHUX
3aKOHOMIPHOCTEH Ta MEeTOIiB 010XiMii, 3 JPYyroro- BUKOHYBaTH MOTHBALIMHY POJIb,
BMIIIyBaTH €JEMEHTH MaTOXiMli Ta akIeNnTyBaTH yBary CTYJAEHTIB Ha 3HA4YeHHI
O10x1Mii /711 BUBUYEHHS KIIHIYHUX AUCIUILTH 1 MaOyTHBOT MPAKTUYHOI JISTIBHOCTI.
Kpim Toro, ¢yHKiis JekTopa B CydyacHOMY TMOTYXXKHOMY TOTOll iHMOpMaIrii-
JOTIOMOTTH CTYZCHTY BipHO PO3CTaBUTH aKIICHTH.

PO3/1JI 1. 3AT'AJIBHI 3BAKOHOMIPHOCTI METABOJIN3MY

TeMatuueckuii miaH po3ainy:

1. Bioximis ik Hayka: O10MOJIeKyJId; MeTa0omuHl nuisixu. depmeHTu : Oya0Ba,
BJIACTUBOCTI, KJacuDiKaIlis.

2. Perynsis metabosiyHuX MpoiieciB: perynaropHi gepmentu. Kodakropu i
koepmentu. KodepmenTtHi QyHKIIT BiTaMiHIB.

3. bioeHepretuka: 3arajbHI UUISIXM ~ KaTabOJi3My  BYTJIEBOJIB, JIMIIB,
aMiHOKUCIOT. [{uK1 TpukapOOHOBHUX KHUCIIOT.

4. bioeneprerrka: 010J0TIYHE OKHUCJICHHS 1 OKHCIIOBajgbHE (OCHOPUITIOBAHHS.
JlaH1TIOT TPAaHCTIOPTY €MEKTPOHIB B MITOXOHIPISIX.

_ PO3ALI 2. METABOJII3BM BYIVIEBOAIB, JHIIAIB, AMIHOKHCJIOT
I 1OT'O PEI'YJISAALIIA.

TeMaTuuHM TUTaH PO3ALTY:

1. Merabomizm ByriieBofiB-1: ['mikomi3, aepoOHE OKHCICHHsS TJIOKO3H,
aJIbTepHATUBHI LUISIXU OOMIHY MOHOCAaXapHu/IiB.

2. MerabomnizM ByrieBoaiB-2: OOMIH TJIIKOTEHY; TJIOKOHeoreHe3. Perymsmis i
MaTOJIOTIsl ByTJIEBOAHOTO 00MiHy. LlykpoBuii fgiaber.

3. Merabomizm mimimaiB-1: Kartabomism TpurmiinepuiiB; OKUCIEHHS >KAPHUX
KHCJIOT, TJIIEPUHY; KETOTEHE3.

4. Metabonizm mimigie-2: Jlinorene3. OOMiH xonectepuHy. Perymsmis 1
MaToJIOT1s JIMiAHOTO 0OMiHY. OXUpPIHHSA. ATEPOCKIIECPO3.

5. Meraboiii3M aMIHOKHMCIIOT: 3arajbHl HUISIXH TEPETBOPEHHS aMIHOKHCIIOT.
OOMiH amiaky: 010CMHTE3 CEHOBUHU Ta MOTO MOPYIIEHHS.

Merabonizm  amiHokucioT-2:  CroenianizoBaHi — HUIAXM — [EPETBOPEHHS
aMIHOKHCIIOT; CIaJKOB1 eH3umMornarii. MeraboJi3m nophipuHiB.
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Lecture N1

BIOXIMIS - OGiosoriyHa XiMis- Ile HAyKa, [0 BHBYA€ OioximiuHumii ckaan i
nepeTBOpeHHs1 0ioMoJIeKyJ1, 110 BXOJATH /10 CKJIALY "KUBUX OPraHi3MiB.

BIOMOJIEKYJIH - 0060B’s3K0B1 KOMIIOHEHTH KWBHUX OpraHi3MiB, III0 HAJAAKOTh M
XapaKTEpHI BIACTUBOCTI, 31aTHICTh J10 OOMIHY PEUOBHUH 1 €HEPTii, CAMOBIITBOPEHHSI.
TI'osoBHi ki1acm OioMoJiekyJ- OUTKM Ta aMIHOKUCIOTH, HYKJIETHOBI KHUCJIOTH Ta
HYKJICOTH/IW, BYTJICBOAM Ta 1X MOXIJIHI, JIIMIINA Ta iX MOXiAHI, BITAMIHU, TOPMOHHU.
dyHkuii 0i0MoJIeKyI- y4acTh y 010XIMIYHUX peakiisiX 0OMiIHy pe4OBUH, B yTBOPEHHI
OB CKJIAIHUX MOJIEKYJ, B peryisuii O10XIMIYHMX MpOIECiB Ta (Pi310J0TrTYHUX
(GyHKLI OKpEMHUX KIIITUH Ta OPTaHi3My.

OB’EKTU BUBYEHHSA BIOXIMII- xuBi opramisMu Ha pi3HEX piBHAX
€BOJIIOLIIMHOTO PO3BUTKY: BIpyCH, OaKTepii, pOCIMHH, TBAPHUHH, OPTaHi3M JIFOAUHU.

MEJAUYHA BIOXIMISA- (6ioximisi JroguHu)-po3ain  Oioximii, IO BHUBYAE
3aKOHOMIPHOCTI OOMiHY PEUYOBHH Ta iX MOPYIICHHS Y HOPMI Ta MPU MATOJIOTIYHUX
mpolecax.

BIOXIMISA- nyxe BaxiIMBa y CUCTEMI TEOPETHYHOI MIATOTOBKH JKaps 1 B HOro
MpaKTUYHINA pOOOTI.

BIIJIUB CYYACHHUX BIAKPUTTIB Ha po3BUTOK MEIUIIMHU (AIIONTO3, TPIOHOBI
XBOpOOH, YOIKBITHH, HAaHOTEeXHOJIOT11, MiIKpoPHK Ta 1H11.)

BIAKPUTTS AITIOIITO3Y- 3anporpamMoBaHoi 3aru0ei KIiTHH

Lle#t Tepmin Bnepuie- 1972, craTts B KypHaii «Sciencey, Mepila peakilisi Ha IIe
BIJIKpUTTS- « HE MOxe OyTu! ». He Bu3naBanu a0 ki 90-x poki. Y 2000 p. Oynu
chopMyIbOBaH1 BIIMIHHOCTI y 2 BHJIaX KJIITUHHOI CMEPTI, IO ICHYIOTh Y TIPUPOJI -
amomnTo3 U HEKPO3.

AIIOIITO3 HEKPO3
I[MEPEJIBAUYYBAHA 3AT'UBEJIb BUITAJIKOBA 3AT'MBEJIb
3anucaHa B TeHOMI ( mopi3 pyKu )

ITo30aBieHHs OPpra”i3My BiJ KJIITHH,

1[0 HEe CIIPOMO:KHI (PYyHKIIOHYBaTH

3Ha4YHa YacTHUHA 010JI0T14- MOPYIICHHS IIJIICHOCTI

HOTO MaTepiary BUKOPHC- KJIITUHA, KIITUHHOT MEMOpPaHH,
TOBY€THCSI TOBTOPHO aKTHBaIlis (pepMeHTIB, pO3MIET-
HaIMPUKJIIA], JIAJIEUKa Tepe- JIOI0YUX MAKPOMOJIEKYJIO 10

TBOPIOETHCA B MeTeNuKa- e Ha 70%  BYIJIEKUCIIOro rasy 1 BOOu

Copyright © Knyazyeva M.V. -5- ISBN 978-3-98924-016-2
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HOBHUM Oprani3m, OlJIbIlIa YacTUHA 3ananapHU mporec,
MaKpOMOJIEKYJI BUKOPUCTOBYETHCS aKTUBAaLll1 Makpoaris,
JUTSI HOBOT'O MOp(OTeHe3y. SHUIICHHS KJIITHHHUX
AnonTo3 cnpsMOBaHUI Ha YJIaMKIiB- «CMITTSD»

MOKpAILEHHS BUKUBAHHS OpPraHi3mMy

[Ipuknanu anonro3sy:

- B kiaituHax cam3oBoi IHIKT Jerko CcruMy/ilo€eTbesl amomro3, BHUHHUKAE
BI/IMIAPYBAaHHS IIJIMX TMOMYJISMIN KIITHH 1 pereHeparlis CJIW30BOi, IO 3HUKYE
HeOe3MeKy BIUIMBY XBOPOOOTBOPHUX MIKpPOOIB, IO MOXYTh MOCTYMAaTH 3 TDXKEIO.
MenikaHili HECHPUSTIMBUX B CAHITAPHOMY BiJHOUIEHHI paloHIB (TyCTOHAceJeHi)-
Inaii, Kuras, flnonii- cnoxkuBaoTh NPAHOII- 1€ IHTYiTUBHO 3HAWJEHUN MUISAX
cTUMyJIsLii anonrto3y kiaituH [HKT.

- npu (OPpMYBaHHI MO3KY Y HEPBOBY TKAHMHY 3aKJIAJA€ThCA B 2 pa3u Oinblue
HelipoHiB, Hi’K HeOOXiIHO, « HAa BCAKUN BUMAIO0K». M0O30K MOXIIMBO MOPIBHSITH 3
naByTHHHSIM [HTepHeTy. BiH Mo)ke BUKOHYBAaTH CBO1 (PYHKIIi TUIBKH aHaIi3yl04H
HaBKOJIMIIIHI SIBUINA, a JUIS IIbOTO HEOOXITHO 00’€IHAHHS HEHUPOHIB B JIOKAJIbHI
accolliaTi, a HuX - B cynepcucrteMy. Hannumok HeMpoHiB y MO3KY, III0 PO3BUBAETHCS,
CTBOPIOETHCS JIJISI FapaHTii, 10 B Mpolieci Horo popMyBaHHS HAUOLIBII 3pi1l HEUPOHU
BCTYIUISITH BO B3a€EMOJIIO OJIUH 3 OJIHUM, CTBOPIOIOYH MPOAYKTUBHI MI>KHEUPOHAIIbHI
3B’si3ku ( cuHancu ). bigbm cinalOki KIITMHH HE BCTUTAlOTh — BCTYIIUTH B
MDKHEUPOHAIbHY MepekKy. BoHM mOMpyTh 3a HIISXOM amonTo3y, HE OTPUMYIOUH
(hakTOpiB POCTY HEPBIB Ta IHIIUX KIITHHHUX PETYIISTOPIB.

BcranoBneHno, 1Mo B maToreHe3i paky JiKapchKa PE3UCTEHTHICTh MyXJIUH
[IOB’513aHa 3 HECHPOMOJKHICTIO KJIITHH migaaBaTucs anonrosy. [IpuunHu nporo —
MyTarlis abo medinut reHy pS53, KOAyrdoro cuHTe3 Ouika pS53, mo BIAMOBIIAE 3a
aKTHUBAIIIO0 anonTo3y abo rirnepekcnpecis reHy bel-2, Koayrdoro CHHTE3 JAEKIIbKOX
O1JIKIB, 1110 BIAMOBIAAIOTH 3a 1HT1OyBaHHS allONTO3Y.

BusgBunoch, 110 HIUTOTOKCHYHA [isi OLIBIIOCTI NMPOTHMYXJUHHHUX
npenaparis BiI0yBa€TbCs HIJISIXOM IHAYKIIII anonro3sy. Taxum YUHOM,
HEOOXI1JTHO JIeTajbHE BUBYEHHS (DYHKILIOHYBaHHS OUIKIB, 1110 KOAYIOThCS FreHaMu pS3 1
bcl-2, pi3HOCTIPSAMOBAHO BIUIMBAIOYUX HA PO3BUTOK AMOITO3Y, 3 METOIO MOIIYKY HOBUX
niaxoaiB g0 ximiorepamii (XT).

Ha mosexkyasipHoMy PpiBHI amonrTo3- 1€ CKJIAaJHUWA KacKajJ peakiid 3 ydacTio
dbepMeHTIB MPOTEIHKIHA3, MPOTEa3 1 €HJAOHYKJI€a3, KIHIIEBUM PE3yJIbTaTOM SIKOTO €
JECTPYKIIisl KIITUHU 3 YTBOPEHHSIM allONTUYHUX T1iJI.

BIAKPUTTS ITPIOHIB- Stenley B. Prusiner (Prion Pioneer)
Hob6emniBcrka npemis — 1997r.
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[Tepmia cTaTTs ipo npioHu 3’ siBuacs B 1982 1 BUKIIMKaia XBUIIO CKENTUIIA3MA,
OCKUIbKM OroJiollyBajia ICHYBaHHA iH(eKUiliHUX AareHTiB, 10 BUKIUKAIOThH
nerenepatvBHi 3MiHu B [{HC TBapuH 1 ifoauHM i MalOTh TUILKU OIJIKOBY MPUPOY.

Lle cTBepaKEHHS BUTIIAIAI0 €PETUYHUM, OCKUIBKH BIKUAIAJIO AOTMY PO T€, L0
HU3Ka TEPEeTBOPEHb B XOJ1 XBOpPOO, IO MepelaroThCs, MOTpedy€e T€HETUYHOIrO
matepuany ( JHK u PHK). BinkpuTTs noBruii yac He BU3HaBauIoCs.

IMPIOHM ( B mepeknaai Ha YKp.- «IPOTETHOMOMIOH] 1H(EKITIHHI YACTUHKI )-
HaWpiOHIIII O1JIKOB1 MOJIEKYJIH, MPUYMHA HU3KH (haTalbHUX, TOBUIHHO MEepediratounx
XBOPOO TBapHH 1 JIOJIUHU.

VY TBapuH- npuurHa Scrapie- XBopoOu oBellb, Onuayoi dhopmu eHuedanonarii

(XxBOpo0a KOPOB'SAYOT0 CKAa3y).
VY nroauHU TIp1OHU- MPUYKMHA XBOPOOM Kypy y MemikaHIliB ['BiHei. Jlo TenepinmHboro
yacy Biziomo 10 Ho30J10TiYHEX (pOopM (BU3HAUEHHUX HA IT1/ICTaBl €TI0JIOT1i, TaTOTCHE3Y
1 KJIIHIYHOT KapTUHU XBOpOOH) NMPioHHOI eTioJiorii. 3 HUX 4 — 116 XBOpOOU JIIOAMHU:
xBopoOa  Kperusenpaa-fko0a, kypy, cungpom I'eprcmanna-llTtpeyccnepa-
[Ieiinkepa 1 paTasbHA ciMeitHA THCOMHISI.

IIpionu icHyIOTH B ABYX i30(popmax- HOpMaIbHiii i indekuiitniii. Hopmansai
MPIOHK- 3BHYAlHI KOMIIOHEHTH JiMponuTis. [lepeTBopenns B iHbeKIiHY 130popMy
B110yBA€THCS i BILTMBOM 30BHINIHIX (DAKTOPIB 200 € Pe3yIbTaTOM Jii MyTareHis, 1o
BUKJIMKa€ MOP(OJIOTIYHI 3MIHU Y TKAHHHAX MO3KY.

AK IPIOHU BUKJIMKAIOTH XBOPOBY?

[1ix BIMBOM MyTareHiB MpioH NEPETBOPIOETHCA B iHPEKIIIHY (GOpMY 3 Ty’kKe MIITHOIO
KoH(popmMmaliero. BiH BUKIMKaE B HOpPMajJbHUX OUIKax JaHIIOKHY PEaKLHIO,
TpaHc(hOpMy€e HOpMaJIbHI OLJTKH B «MEPTBY (POPMY».

BIIKPUTTSA BIJIKA YBIKBITIHA - (ot anrn. Ubiquitous- Bcroaucyumi) -
HEBEJIMKOTO0 KOHCEPBATUBHOTO (BO BCIX €yKapiOTUYHUX OpraHi3Max B OJIHOMY 1 TOMY
*Ke BUTISAAl ) Ouika 3 76 amiHokucior BigOysocs y 1975p. B 1980p. Oymno
BCTAHOBJICHO, 110 M MOMIYAIOTHCS BCl OLTKM, SIKI HAINPaBIISIOTHCS Ha JEerpajarliio B
creriajgbHl KJIITUHHI OpraHeu- MPOTeacoOMHM.

VYOIKBITIH € «MITKOIO cMepTi» Jyu1st OukiB. OHa 3 hopM yOIKBITIHA € MAapKEPOM
nerpajaiii O1JIKiB, 1110 BUKOHAIM CBOIO (PYHKIII0 a00 «mojaMaHux» OuikiB. [Ti3Himne
OyJi0 MoKa3aHo, MO «yOIKBITUTIPYBaHHS» OUIKIB HU3KH CUTHAJIBHUX IUISIXIB PETYIIOE
iX aKTHUBHICTb, B PE3YyJbTaTl OMOCEPEIKOBYE TMepefady CUrHaidy y sapo. byino
BCTAHOBJICHO POJIb YOIKBITIHA B PETYJISIIl TPAHCKPUIIIIT T'eHIB IMIJITXOM MOAUdiKaii
PHK-nomimMepasHoro komiuiekcy. I3painbcbki BueHi Aapon YexaHoBep, ABpam
['epmiko 1 amepukanens 1. Poys ( HoGeneBcka mpemis 3 ximii, 2004) mokazanu, 1o
came npueaHaHHs yOIKBITIHA 0 OUIKIB BUKJIMKae iX pyiiHyBaHHs. Panine BBaxkamnm,
0 O1IKH, 110 BUKOHAIH CBOIO POJIb, PO3MIEIUIIOIOBCS cami 1Mo co0l, MOTPAIUIIIOYHN B
Ji30coMy a00 pO3LIEIUIIOIYNUCHh HA aMIHOKHUCIIOTH 1HIIIMM YHHOM.

3Harouu poJib yOIKBITIHA B TOMY a00 1HIIOMY MPOIIECi B HOPMAJIbHIM KIITHHI, MOKHA
3pO3yMITH MOJIEKYJIAAPHI NPUYMHHU BUHUKHEHHS eBHUX XBOP0O0. BruBoM Ha 11eit
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Opouec MNpu XBOPOOl, MOXHA JOCSIraTd il BWIIKYBaHHS, a TaKOXX IPOBOAMUTU
npo(dTIaKTUKY XBOPOOH.

[Ipu BpyueHHi mpemii BueHUM OyJI0 3a3HAUYEHO, IO PO3YMiHHSI PoJi YOiKBiTiHa
npu3Bejae 10 CTBOPEHHs HOBUX BHUAIB JikiB. Bueni OyayTh 3MiHIOBaTH MpOIIEC,
3aro6iralouu BUXOJy 3 Jaay OUIKiB, a00 3MYIIyI0Y KIITHHY 3HHUILYBAaTH Ti 3 HUX, SKi
BeIyTh 710 XBopoO. lle BIAKPUTTS BaKJIMBE, OCKUIBKU IMOKA3ajo, 10 PyHHYBaHHS
CKJIJIHMX YaCTHUH KIITHHH ITIIA€ThC KOHTPOMO. KOXHUN 3 €JIeMEHTIB KIIITHHH
MOBMHEH 3aJMIIATHCS B HIA MEBHUM BIAPI3OK Yacy, a MOTIM- BUBEIEH 3 Hei
MIJKOHTPOJIbHO, THAKILIE BIH MOKE CTaTH KaHLEPOTeHOM. BiakpuTTs, 110 3pobiu i
BUCHI,, TIPU3BEJIO 10 CTBOproBaHHA 3aco0y Bix paky B CIIIA Velcade, sxuii 6’¢
MPUIIIBHO IO XBOPUM KJIITUHaM. J[0 HETaBHHOTO Yacy MpH JIKyBaHHI paKy KJIITHHH
3HEIIKO/[KYBAIUCS HEBUOIPKOBO, 10 YACTIIIE MPU3BOAMIO 0 TSIKKUX YCKIATHEHD 1
JIETAJILHOT'O KIHIIA.

PO3BUTOK HAHOTEXHOJIOI'TA - HAHOTEXHOJIOI'Ii- HAHO (rpem.)-
KapJIUKOBUIA, HAHOMETP- 1/MiJliapiHa MeTpa- TEXHOJIOT1i, 110 ONEPYIOTh 00’ €EKTaMu 3
Jy’K€ MaJIeHbKUMH PO3MIpaMH.

Po3po6ka TexHONOrii CTBOPIOBaHHS OJHOBYIVIEEBHX HAHOTPYOOK Ha OCHOBI
¢ysaepeny ( HoGemiBcrka mpemist 3 ximii TBopisiM pynepery Kroto H.W., Smalley
R.E., Curl R.F. u np., 1996 r.) 3HauHO miABUCHIIAa MOXKJIUBOCTI XiMmioTeparii paxy,
OCKIJIbKM JIO3BOJIMJIA JIOCTaBIISITM XIMiompenapaTd Oe3nocepeaHbO0 B IYXJIUHY.
Monekyna ¢yaepena Ceg Haragye 3a CBO€O OyIOBOIO OJIHY 3 KOHCTPYKIIH,
3aMponaHOBaHUX aMEpPUKAaHChKUM apxiTekTopoM bakminctepom dynepom. [Hoai fioro
Ha3uBalOTh PyTOOJIEHOM Yy 3B'SI3KY 31 CXOXKICTIO HOTO CTPYKTYPH 3 (DOPMOIO HIKIPSHOT
06010HKH PyTOOIBEHOTO M'stua. DyJIepeHu Majo peaKkIiiHOCIPOMOXKH1, BOHU MOXYTh
BCTyNaTH TUIbKU B peakilii npuegHaHHsA. B monekyni dynepeHa € nopoxHuHa, Kyau
MOXKYTh TOMICTUTHUCS AESIKI aTOMH, HAIPUKIAI a30Ty, OCpuiIiio, KajbI[il0 Ta 1HII.
ATOMHM, BKJIIOUEHI B IOPOKHUHY, BUABIIAIOTHCS HAJIIHHO 3aXOBaHUMHU, SIK pEYOBHHA B
3amasiHii aMIyJi, 1 BUXOASATh 3BIATH JIMILE NIPU PYHHYBaHHI 000J0HKH (ynepeny. I3
camo10 000JIOHKOIO BOHU HE PearyioTh. XiMikM HaBYWINMCHA TNepPeTBOPIOBATH
rpagir y ¢yJiepen, a ii y Byrieup 3 Tpy04acTUMU MOJIEKYyJIaMu (HaHIPOCTIIIa MOJIEINb
TpyO4acToOro BYIJIEIIO- 3TOPHYTHH Y TPYOKyY JHCT rpadiTy)- HAHOTPYOKH. Bennka
IIoIa MOBEPXHI Ta HASBHICTh BHYTPIIIHBOTO 00’ €MY JIOMYCKAIOTh «3aBAHTAXKCHHS»
JIKIB Ta 1HIIUX APIOHUX MoJieKysl. HaHoTpyOKkM MaroTh yHIKaJIbHI BIaCTUBOCTI. BoHu
3MaTHI TOTPAIUIATH OApa3y 10 IUMTOIUIa3MHM PI3HUX THIMIB KJIITHH. Ix moxmHa
BUKOPUCTOBYBATHU B POJIi IEPEHOCHUKIB PI3HUX MOJIEKYJI, HEOOXIAHUX JIJISl JTIKYBaHHS
Ta JIIaTHOCTUKMU JIJIsl 3aM00IraHHsl POCTY MyXJIMHU MPU XIMIOTepamii Ta rineprepmii.
[Ipy npOoMy 110 KiHIM HE AOCIHIPKEHAa 1X TOKCHYHICTH 1 MOMIJIMBI MAaTOJIOTIi, 110
BUKIIMKAIOTHCSI HUMHU.

['pyna BUeHHUX 3allpoNOHyBaJla MOKPUBATH OBEPXHIO HAHOTPYOOK MOJIIMEpamH,
nepudepiiHuil KiHelb SKUX 3B'SI3YE€ThCS 3 MOJICKYJaMH, IO BXOASATH JO CKIIaTy
XiMiOTIperaparis.

OCKUJIbKM HAHOTPYOKHM 37aTHI MEPETBOPIOBATH EHEPTII0 €JIEKTPOMArHITHOTO
TOJIsl Ha TEIJI0, Ha OCHOBI HAHOTPYOOK MO>KE MPOBOJAUTHCS TIMEPTEPMIs MyXJIUH TIPH
PaIiOXBUILOBIM aKTHUBAIT].
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@dakTopoM, 10 CTPUMYE 3aCTOCYBaHHS HAHOTPYOOK y  MiJABUIICHHI
MICJIs 3aBEPILICHHS Tepallii.
Oaun 13 cnoco6iB BUpIilIEHHS TpoOiieMu - ogHoByrieneBl HaHOTpyOku (OBHT)
nokpuBarThcsi mometmwienrmikonem (IIET) ans mokpamienHs 6i0CymicHOCTI
HaHouyacTuHOK. [IEI'-OBHT nerpanytoTs mij BrumBoM rinoxjoputy. Ilpu aktuarii
HEUTpOPLITIB y HUX aKTUBYEThCA PepmeHT mienonepokcuaasa (MIIO) ta cuatesyeTbes
HOCI. BuyrtpimnsouepeBue BBefeHHss wMumaMm [IET-OYHT mpusBoguio 1o
30UTbLIEHHS YaCTKU HEUTPOPLIIB cepel O1IMX KPOB'SHUX KIIITHH, @ TAKOK BUKIUKAJIO
aKkTHUBaIlil0 HeuTpodimB Ta MakpodariB. TakuM YUHOM, AKTHBOBAHI Mi€JIOIIHI
KJIITHHHU 3/1aTHIi JIOKAJbHO NPOAYKYBAaTH BHCOKI KOHueHrpauii MIIO, nepekucy
BoaH10, HOCI, cTBoprooyu ymoBu A4 Oiogerpagauii OBHT.
OnHi€r0 3 OCHOBHUX KaTeropit 010XiMii € KaTeropisi «OOMiH pEUOBUH.
OBMIH PEYOBHUH (meradoai3M) - CyKynHICTh OIOXIMIYHHMX  pEakIlii
MEPETBOPEHHS XIMIYHUX CIIOJYK (METaboJITIB), CYKYNHICTh pEaKiiii CHUHTE3y Ta
PO3IICTUICHHS] 010MOJIEKYJI, IO MIPOTIKAIOTH 13 BUTPATOIO a00 aKyMYJISIIIE0 €HEPTIi.
CykynHicTh npoueciB po3ienieHHs: 0ioMoJIeKyJa 31 3BUIBHCHHSM €Heprii
HasuBaeThcsi KATABOJII3M, cykynHicth mnpouneciB cuHTe3y 010MOJIEKYJI-
AHABOJII3M.

OOMiH pe4oBHH Y JIOJIMHUA MOKHA YSIBUTH y KiJIbKA eTaliB:

- HAJXOJ/KCHHS B OpraHi3M O1UIKIB, JIMiIB, BYIJIEBOAIB (OpPraHIYHUX PEYOBHUH) Y
CKJIaal 1Ki;

- pyiiHyBaHHS OUIKIB, JIIMIiB, BYTJIEBOAIB 1K1 Y IIUTYHKOBO-KUIIIKOBOMY TpakTi (JKKT)
710 IPOCTUX CIOJYK;

- TPAHCTIOPT MPOCTUX CHOIYK- MPOIYKTIB MEPETPABICHHS XapuOBUX PEUOBUH- KPOB'IO
Ta 1iM(pOI0, 0 OpraHiB Ta TKAHUH, HATXOJKEHHS iX Y KIIITUHH,

- BHYTPIIIHBOKIITUHHUNA MeTab0113M 610MOJIEKYJI B OpraHax Ta TKaHHHAaX;

- Buninenns (exckperiisi) KiHIEBUX MpoaykTiB oOmiHy pedoBuH (CO,, amiaky,
cedoBuHHu, H>O, npoaykTiB KOH'IOraIli ASSIKUX OpPraHiYHUX MOJIEKYJ 1 MPOIYKTIB iX
OKHCJICHHS1) Yepe3 HUPKH, JIETeH1, MIKIPY, KAIICUYHUK.

INPUHIIUITIOBA CXEMA OBMIHY PEYOBHH B OPI'AHI3MI

I Cranisi — nepeTpaBiieHHS XapuOBUX PEUOBUH y IITYHKOBO-KUIIIKOBOMY TPaKTI

binku--------=-------- AMIHOKHCJIOTH
Henomimepizaris  Jlimigu-------------- XKUPHI KUCTIOTH
Byraesoau----------- MOHOCaxapuIbl
I Cragis — BCMOKTyBaHHS aMIHOKHCJIOT, JKHPHHUX KHCIOT, TJIIEpoIy,

MOHOCAaXapuAiB, iX TPaHCIOPT KpoB'tO Ta JiMpOI [0 OpraHiB Ta TKaHUH,
TpaHcMeMOpaHHE NePeHECEHHS
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Tpancriopt
III Cragis - MmeTabomi3M y TKaHMHAX

A. CrnoxvBaHHSI MOHOMEpIB Yy Mpolecax CHUHTE3y OUIKIB, JIMiJiB, BYTJIEBOIIB Ta
010JI0T1YHO aKTUBHUX CIIOJIYK

b. OxucnoBanbHO-BITHOBIIIOBAJILHUIN pO3Mal;

Jenonimepu3zariis binku Jlimamn Byrnesoau
(I cragus ) / /o /
aminokuciot KK i rminepon  MoHocaxapuau
YTBOpEeHHS \ / /
3a2ANIbHO20 | Auemin-KoA _/

Metabomita- C2-pparmenta |
I'nmuboke okucneHHs- Byraekucnora ( CO2 )

Y TBOpEHHS KIHIIEBOTO |

MPOIYKTY |
PEYTHINIZAIIS ISl -----===-m=mmmmmmm- BUBEJICHHS 3 CHUHTE31B
Opraizmy

BaxxnuBy poabs B 0OMiHI peUOBHH BIAITPatOTh PEpPMEHTH

TEMA: ®EPMEHTHU- CTPYKTYPA, BJJACTUBOCTI, MEXAHI3MH /I,
KJIACUPIKAIIA. MEAUYHA EH3UMOJIOI'TA

1. IToHATTA PO pepMEHTH Ta HAYKY, L0 iX BUBYAE

®epmenTH, ab0 eH3UMHU- OiloKaTadi3aTOPU, BBICOKOCIEIIaNi30BaH1 OUIKH, IO
3/110H1 IPUCKOPIOBATH XIMIUHI peakiii 0e3 CKIIbKU-HEOY b MOMITHOTO CIIOXKUBAHHS X
caMuXx.

2H,0,—2H;0 +0:
|
IlnaTuna
abo
Karagnasa
Karanaza npuckoproe peaxiiito B 1 Mapa pasis

Tepminu — 3H3UM- “en zyme” ( Tpey.)- y IpLKIKax
(pepment- “fermentatio”(naT.) - OpoaiHHS
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Biosoriuna poab ¢epMeHTIB- pepMEHTH 3HAYHO 3HWKYIOTh €HEPreTUYHUN Oap’ep
XIMIYHHUX peaKIii.

Hayka o d¢epmenTtax- ensumosoris ( QepMeHTONOTIS )- HA CTUKY XIMIYHUX,
010JIOTTYHHX 1 MEIUYHHUX HAYK

HenTpanbHa poJb (pepMeHTIB B €H3UMOJIOTiI, 0loJIorii i MennuuHi

depMEeHTH BUKOPUCTOBYIOTHCS B BUPIIIIEHH] TPOOJIEM- BPOIPKEHHUX MOPYIIIEHb 0OMIHY
pedoBUH, (Pi310JI0T1YHOT peryiAiii, 610XIMIYHOT €BOJIOLI, KIITUHHOTO METaboIi3MYy,
dapmakosiorii, XapuyBaHHS, YJIbTPAaCTPyKTypu MeMOpaH, OIOCHMHTE3IB, KIHETHUKU
peaxIriii Ta iHiIl.

2. IcTopist BUBYEeHHS XIMiYHOI Mpupoau (pepMeHTIB

1814 r. K.C. Kupxrod
1871 r. M.Mamnacceina
1897r. Byxnep u JleOenen
1926 r.- Ixeiimc CamHep 3 criBaBT.- BIIEPIIIE BUIMB O1JIKOBI KpUCTAIHN YpeasHu.
Puxapa Buasmirerep
30-e r.r. zxon HopTpon mnoctaBuB Kpaliky B cymnepeuli : hepMeHTH- e O1IKu!

0,1mm

Kpucranu ximoTpuncuny Ouka

3. 3rigHo 3 O0y/10BOIO (hepMEHTH AUIATHCS Ha!

a) MpOoCTi 0) cxmamHi

IMOBHICTIO OLIIKHA CKJIAIAIOTHCS 3 2-X KOMIIOHEHTIB

OJITHOKOMITOHEHTHI 1) 6inkoBoro ( anoepmenTa )
2) HEO1IKOBOTO

HalnpukiIaa, puOoHyKieasza ( kopepmMeHTA, TPOCTETUYHA

anb0J1a3a, TPUIICHH rpymna )

X0J10pepMEeHT- BECh AKTUBHUI
KOMIUIEKC, CKJIaieHui 3 1) 1 2)
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Tpancaminasu, JIJI
anoepMeHT + kKopepMeHT«>X0I0PepMEHT

Kodaxkropu i xodepmeHTH
Terpaniponbai / Metamm \ [ToxiaH1

(umroxpomu ) ( Cat++Mg++...)  BOHOPO3YMHHUX BiTaMIHIB
(C,BI1,B2,B12 ...

Bitaminwu 1 X moxijiHi- kKohepMeHTH

Biramin KodepmenTna ¢popma Peakuisi, o karaiizyerbest

B1 (Tiamin) Tiamingudochar (THD) [exapOokcuitoBaHHS

B2 (pubodnasin) OMH, ®AJ] JerinpupyBaHHs

B3(manToTeHoBa KoA (xoeHn3um A) ITepeHeceHHs alUIbHUX TPYIIT

KHCJIOTA)

B5 (PP, nikorunora HAJl 1 HA® JlerigpupyBaHHs

KHCJIOTA)

B6 (mipugokcun)  Ilipunokcansdocdar [lepenecenHs aMiHOTPYTI,
JekapOOKCUITIOBaHHS

aMIHOKHCIIOT, 130Mepi3aiis
B, (nanko6amamin) KobGamian [Tepenecenns CHs-rpyn
(metun By,

Kodepmenrt By»)

Bc (pomieBa k-Ta) TerpariapodosieBa [Tepenecenns Gopminy
kuciora (T OK)
H (6ioTun) biotun IlepenecenHs KapOOKCHUIBHUX
rpyn
N (JmiroeBa k-Ta) JlimoeBa kuciota OxucHe nekapOOKCUITFOBAHHS

Mm depmeHnTiB, sk y OuikiB ~ 12000-1 man [a

4. BaacTuBocti ¢pepMeHTIB:
1) 3anumaroThCs HE3MIHHUMH MiCJIA peakii
2) BHIHSATKOBA AaKTUBHICTH
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B cepennromy 1 monekyna depmenta 3a 1 xBununy nipu 37 rpagycax 3a Llembciem
Moske neperBoproBati Bia 1000 mo 1 muiH Mosnekyn cydcTpaty
depMEeHTH MPUCKOPIOIOTH PEAKITii, AII0YU B AY>KE MaJTUX KOHIICHTPAITISIX

3) cnenudgivyHicTh aii

e abcomoTHa cenu@igHICTh- ypeasa- Ji€ Ha 1 cyOcTpar

® BiJIHOCHA crielU(IYHICTh —eCTepas3u- Ha 3(QipHUIN 3B’SI30K, METICUH- HA MENTUAHUN
3B’SI30K

e crepeocnenudpiuHicTb- (PepMEHT BUOUPAE B SIKOCTI CyOCTpaTy OJMH 3 130MEpIB,
HANpUKIAJ, TIeposikiHaza- (oCcQOpHIIOe TIILEpUH, 3aBXAU CcUHTE3ye L-
rimineposdocdar

4) 3mi0HICTh KaTalli3yBaTH SK MpPsMY, TaK 1 3BOPOTHIO peakilii - 00OpPOTHICTHL

(hepMeHTATHUBHUX peaKIliif 3aJI€KHO BIJl YMOB

5) TepMoabiNIbHICTBL- YYTIUBICTh 10 TeMIIEpaTypH- MEpeayMoBa JI0 YIIPaBIIHHS
XOJIOM XIMIYHHX PEaKIliil B OpraHi3mi, BAKOPUCTOBYEThCS B Kap10X1pyprii

6) uyTauBicTh 10 3MiH pH cepenoBuma

Koxnuit pepment- mae ontumym pH. s 6utbiocti pepmentis ue pH~6-7, a
B KHCJIOMY 200 JTYy>)KHOMY CEpEeOBHIII iX aKTUBHICTh MaJIaE.
Buiinsatku: nencun- pH~1,5-2
Aprinaza -pH ~9,7-10

7) 3a/1esKHiCTh IBUAKOCTI peakuii Big yacy

8) 3aJIe:KHICTh IIBHAKOCTI peakuii Bi KOHIeHTpauii (pepMeHTa— BHPAKAETHCA
JHIAHUM BIAPI3KOM JI0 TEBHOI MEXi KOHIICHTpAIlid, MOTIM-IPUPICT MIBUIKOCTI
YHOBUIBHIOETHCS.

9) 3asexkHicTh IIBUAKOCTI hepMeHTATHUBHOIL peakuii BiJl KOHIleHTpail cyocTpaTy
Mixaenic 1 MeHTeH- BUBYAJIW SIBUIIIC HACHYEHHSI, PO3POOMIIN 3arajbHy TEOPit0
(epMeHTATHUBHOI KIHETHUKH.

10) 3ni0HicTh hepMeHTIB 3MiHIOBATH AKTHUBHICTH B IPUCYTHOCTi AKTUBATOPIB Ta
IHri0iTOpIB

5. OnuHuIi BUMIPIOBAHHS AKTUBHOCTI (pepMEHTY
HIBuakicTh peakmii BUMIPIOIOTh KUIBKICTIO MPOAYKTY, IO YTBOPUBCS MIA €0
dbepMeHTy, a00 KIJTBKICTIO 3HUKAI0YOTO CyOCTpaTy (3a OJAMHHUITO Yacy)

MO- MiXKHapOAHA OJMHUIA- KUTBKICTh (PEPMEHTY, KaTali3ylouoro nepeTBOPEHHs
1 MKMOIst cyOCTpaTy 3a XBUIHHY ( MKMOJIB/XBHJI );
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Karana(kar)- kiapKicTh KaTanuzatopa ( pepmenTa ), mo 3110Ha nepeTBoproBaTu 1
MOJIb CyOCTpaTy B CEKYHIy)(MOJIB/C).
Konu BuCIOBUTH KIIBKICTE (EPMEHTY Yy BICOBHX BEJIMYMHAX HEMOXHa-
BUKOPUCTOBYIOTh EA-yMOBHI OAUHHUIli AKTHBHOCTI.

IInToMa aKTHBHICTH- MKMOJIB/XBHJI/MI O1IKa BpaxoBye uuciio EA, criBBiAHOIIEHE
70 Macu O1Ka B TOMY K MaTepiali.

MouisipHa aKTHBHICTh- KUIBKICTh MOJIEKYJI CyOCTpaTy, IEPETBOPEHE OJIHIEIO
MOJIEKYJIOI0 (pepMeHTa 3a 1 XBUIMHY (YMCI0 000POTIB).

6. Knacugikauis ¢pepmentin

1) Cucremarnuna HomeHkaaTypa.- Kineup XIXcr.
JI10KJ10- 3aMpoTOHyBaB J101aBaTH 10 HA3BH CyOCTpaTy
cydikc «aza»
VYpeaza- runipoii3z ceuoBUHU ( BIJ] aHTJIL. «ureay )
ApruHaza
2) TpusianpbHa HOMEHKJIATypa - Ha3BHU, HE TIOB’s13aHi 3 Ha3BOIO CyOCTpara:
[Tericun, TpUnCUH, TPOMOIH.
3) MixHapomHa HOMEHKiIaTtypa- 3rofa 1961r.- 6 kiaciB 3ajeXHO BiJ THUITY
KaTaJli3yeMO1 peakxiiii.
1 xkmac. OKCUJAOPENYKTA3U- nepeHeceHHs €JIEKTPOHIB 1 MPOTOHIB
2 xnac. TPAHCOEPA3U- nepeHeceHHs TPYII aTOMiB, BIIMIHHUX BiJl aTOMIB BOJHIO
3 knac. 'TAPOJIA3U- rigpoi3 pizHUX 3B’SA3KIB 3 YUaCTIO BOJIH
4 xnac. JITA3U- yrBopeHHs ab0 BUAQJICHHS TTOABIMHUX 3B’ A3KIB
5 xnac. IBOMEPA3U — BHYTpillIHbO-MOJIEKYJIIPHUN MEPEHIC TPy 3 YTBOPEHHSIM
130MepiB

6 xmac. JIMA3U (cunrterasm)- yrBopenns 38’ s3kiB C-C, C-O, C-S, C-N.

7 xmac. TPAHCJIOKA3U. — dhepmenTH, 110 KaTami3yloTh MEPEMIIIeHHS Ta pyX 10HIB
a00 MoJeKyn uepe3 MmeMOpanu abo ix po3auIeHHs BcepeanHi MmeMOpad. TpaHciaokasu
€ HAWUTIOMIMPEHINIO CUCTEMOIO BUIIJICHHS y TPaMIO3UTUBHUX OakTtepiit. Lleh kmac
depmenTiB chopmyBaBcs 3 (epMEHTIB, SKI paHille HaleKald IHIIAM KiacaM
depmenTiB. Y cepnri 2018 poxy MixHapomHuii coro3 0ioxiMii Ta MOJEKYISPHOI
61ostorii BiaHic 111 hepmenTH A0 HoBoro kjacy dhepmentiB (EC) tpancnokas (EC 7).

Koxxnomy pepmenty-HagaeTbes 4- 3HauHUN UG p, HAIPUKIA:

JIAT - 1.1.1.27

1.- HOMep KJ1acy- OKCUIOPEAYKTa3H;

1.- miakiIac- OCHOBHI BUAM CyOCTpaTiB, 110 OEPyTh Y4acTh B
JaHOMY THIII XIMIYHUX niepeTBopenb; JIJII™ nie

Ha CH-OH-rpynmy 10HOpOB;

1.- mamiaknac-akinentopom H+ cinyrye HAJL a6o
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HAJI® ( y riaponas us qudpa yTOUHIOE THIT T1APOIII3yEMOTO
3B’SI3KY );
27.- nopsaakoBblid HoMep- L-nakraT:HAJl-okcunopenykrasa.

AcAT-2.6.1.1

2.- kiac TpaHcdepasu

2.6. —TiepeHOoCcATh a30TUCTI TPyIU

2.6.1- aminoTpaHcdepazu

2.6.1.1- L-acmaprart:2-okcoriyTapar-amiHoTpaHcdepasa.

MixunaposHa crninka Oioximii 1 MosekysapHoi Oionorii (IUBMB) 3anponanysana B
2018 p. Bxmountu B kinacudikamito 7 kmac ¢epmentisB- TPAHCIIOKA3U, mio
KaTaJi3yloTh IEPEHECEHHs 10HIB a00 MOJIEKYJ uepe3 MeMOpaHU, OCKIJIbKU KOJIEH 3 6
KJIaCIB HE OMHUCYE TaKy BAKIIUBY Ipymny (DEepMEHTIB.

Hesiki 3 Hux 3anyueni y rigponiz AT i knacudikyBamucs sk AT®D-a3u, ane x
peaxiisi TiIpoIi3y He € X MPSAMOI0 (PYHKITIETO.

AT®-3u — dpepmentu kinacy rigponasz KO 3.6.1.3 — kaTanizyoTh BiAILIEIIICHHS
Bil AT® onnoro abo 2-x 3aiumnikiB pochopHOT KUCIOTH 3 BUBLILHEHHSIM €HEprii, 110
BUKOPHUCTOBYETHCSI B MPOIECAX M SI30BOTO CKOPOUEHHS, TPAHCIIOPTY PEYOBHUH Yepe3
MeMOpaHH, 010CUHTE3Y PI3HUX CIIOJYK.
K'Na*-AT®-a3a
depMEeHT-TIEpEHOCHUK, KaTtanidye riapoii3 AT® 3 BUAUICHHAM C€HEPruu, sKa
BUKOPUCTOBYEThCs st iepenocy K i Na™ uepes masmatnuny MmeMOpaHy, BiIIOBI1a€
3a MiATPUMKY B KJIITHHI HH3bKO1 KOHIIeHTparii Na“ Ta Bucokoi K .
Ca ?*- AT®-a3a
TpancmemOpanuuii  pepmeHT B MeM6paHax EpUTPOLIUTIB, KIITUH CKEJIETHOI Ta
cepLeBol MYCKyJIaTypH. Enepris rmpomsy AT® BUKOPHUCTOBYETHCS JJIsI BUBEJACHHS
Ca*" 3 knituH i Hl,Z[TpI/IMKI/I Bcepe):[HHl KJITHH HOTO HU3bKO1 KOHIICHTpAIlii.
Cepnens 2018p.- BueHi yHiBepcuteTy Makkyopi (ABcTpais) 3anpornaHyBain 7 Kiac
dbepmentiB TPAHCJIOKA3U (EC 7.X.X.X), dbyHKIis SKux —Tiepenecenss ionis. Ta-
MiAKJIacH:
7.1- TpaHCIOKa3H, 110 KaTali3yloTh IEPEHECEHHsI TPOTOHIB;
7.2- hepMeHTH, 1110 KaTaIi3yI0Th IEPEHECEHHS] HEOPTraHIYHUX KaTIOHIB Ta iX XeJaTiB;
7.3- KaTani3yloTh IEPEHECEHHS aHIOHIB;
7.4- nepeHeceHHs] aMIHOKHUCIIOT 1 MENTHU/IIB;
7.5- mepeHeceHHs BYTJIEBO/IIB Ta iX MOX1IHUX;
7.6- IepeHeCeHHs 1HIIL. CIIOJIYK.
Higmiakaacu- 3a peakiisgmu, 1mo 3a0e3MeuyoTh pyIIiiHY CUITy TPaHCIIOKaIli.
EC 7.X.1- Tpancnokartii, moB’si3aHi 3 OKUCIIOBAILHO-BITHOBIIIOBAIOYMMH PEAKIIISIMH;
EC 7.X.2- Tpancnokaiiii, moB’s3aHi 3 TiApoIi30M HykieosiaTpudocdaris;
EC 7.X.3- Tpancnokaiiii, moB’s3aHi 3 Tiapomizom audocdaris;
EC 7.X.4- Tpancnokaiiii, MoB’s3aH1 3 TUKapOOKCUIA3HUMHU PEaKIIIsIMHU.
Howmenknarypui Homepu depmentiB AT®-a3 3minsatees 3 3.6.1.3 va 7.2.2.X.
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B 7 xitac He BXOATH TPAaHCTIOPTEPH 10HIB, IO MPAIIOIOTH 32 MPUHIIUTIOM OOMiHY
1 HE 3aJIeXaTh BiJ] pEaKIlii, 10 KaTali3yloTh (EepMEHTH.

7. lHoHATTS MPO i30pepMeHTH

IBO®EPMEHTU-pi3Hi MonekysipHi (GopMu (epMEHTIB: 00yMOBIIEHI F€HETHUYHO
a00 B pe3yibTaTi MOCTTPAHCIAIIHHOT Moaudikaii.

«I30»- 3HAaUNTH «OJJHAKOBHUI», «CXOKH
[30epmMeHTH- MOKHA TOPIBHATHU 3 OJIM3HIOKAMH, aJIe HE OHOSUIIEBUMU
Knacuunum npuknagom 13odepmeHTiB € 130pepmentu JIAT

MM JIAT'S
MM

MM JIJIT4
MH

MM JIIAI'3
H H

MH JIAI2
H H

HH JIAI'
HH

[IepeBaxaroTh:

JIAL'1, JIAT2- cepue, HUPKU, EPUTPOLIUTH, TOJIOBHUN MO30K;

JIAI'3 — sseyHUKH, JICHKOLIUTH, CeIe31HKa, TIM(OBY3IIH, €IITEIIH, TJIaKa MyCKyJiaTypa
KUILIEYHUKA, CEYOBOJIM, MATKa, MIILIYHKOBA 3aJ1034;

JIAT4,JIJII'S- medinka, CKeJIeTHI M s3H, IIKIpa.

JiroTh Ha O1MH 1 TOi1 e cydcTpar, ane BIAPi3HAKTHCH 3a:

3a XIMIYHOIO TPUPOJIOI0 CyOOIUHUILb, 1110 BXOAATH 10 CTPYKTYPH

- eJNeKTPOOPETUIHOIO PYXIUBICTIO

- aJICOPOIIMHUM BJIACTUBOCTIM

- ontumymy pH

- TepMOCTab1TBLHOCTI

- YYTJIHMBICTIO JO IHT10ITOPIB

CIOPIJTHEHOCTI A0 cyOcTpaTy Ta IHIIL.

Biosioriunmii ceHc icHyBaHH# i30(pepMeHTIB- TOHKA pETyJIAIis OOMIHY PEUOBHH.
Kuainiune 3HaueHnHsi- nudepeHIfiiiia JiarHOCTUKA 3aXBOPIOBAHb.
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8. IlousTTSI NP0 AKTUBHUI LIEeHTP pepMeHTa

AKTUBHUH ITEHTP depMenTa- yHikansHa KOMGiHALisS aMiHOKHCIOTHHX 3aJIIIKIB B
MOJIEKYJl (epMeHTa, 1o 3abe3neuye Oe3MOCepeqHIO B3a€MOMAII0 1 3 MOJIEKYJOIO
cyOcTpata ( 30Ha MOJIEKyIH (PepMeHTa, siKa CeudIuHO B3aEMOJIIE 3 CyOCTpaToM ).

E.®imep: pepmenT i cydbcTpaT BiANOBIIAIOTH OJUH OJHOMY SIK KJIIOY 0 3aMKY.
J.Konuiana: sik pyka i pyKkaBu4Ka

B akTUBHOMY LIEHTp1 BUJILISAIOTh
a) KaTaJiTH4YHA AUIAHKA, 0€3M0oCcCepe/IHb0 BCTYIMAIUMA B XIMIYHY B3a€MOIIO 3
cyocTpatom
0) 3B’s3yl0ua JdiISHKAa- SIKOPHA JUISHKA, 10 3a0e3nedyye Oe3MoCcCepeIHIo
CHOPIJTHEHICTh JI0 cyOCTpaty i (opMyBaHHS MOr0 KOMILIEKCY 3 PEpMEHTOM

Kpim akTUBHOTO IIEHTpPY, B MOJIEKYJIi (pepMeHTa
MO’K€ OYTH NPUCYTHIN aJOCTEPUYHHIA LIEHTP
( Bix rped. AJOC-1HIIUN, CTepeoc-

IIPOCTOPOBUI, CTPYKTYPHHH )

AJtocTepu4Hi (peryJIATOpHi) (pepMeHTH.

AJslocTepudHi ¢epMeHTH- 1€ PIZHOBUJ PETyISATOPHUX (PEepMEHTIB, 110, KpiM
AKTUBHOTO IIEHTPY, MAalOTh aJOCTepUUYHUN (IHIIMN) LEHTp peryisiii, 3 SKUM
B3a€EMOJIIIOTh aJTOCTEPHUUHI PETyasaTopu (edheKTopU, MOIYIATOPU) — aKTUBATOpU abO0
1HT101TOPH.

3a MOJIEKYJIApHOI0 OYJI0BOIO 111 (PEPMEHTU CKJIAAIOThCSA 3 KITBKOX MOJIMEITHIHBIX
JIQHITIOT1B- MAIOTh Y€TBEPTUHHY CTPYKTYPY.

Jlo iX cki1azly BXOMSITh KATAJNITUYHMHA Ta PeryJSTOPHUH HEHTPH, 110 3HAXOASITHCS
Ha PI13HUX OUIKOBUX CYOOTUHUIISX.

Moaundikaniss kaTaJiTHYHOI aKTHMBHOCTI Takoro (epMeHTy BiI0yBaeThCs
HUIIXOM Iepe/iayl Ha KaTaliTU4YH1 cyOoIMHUI KOH(POPMAIIHHUX 3MIH PETYISATOPHUX
CcyOOIMHUIIb, 1€ BOHH B110YBaIOTHCS M1 BILTUBOM €(EKTOPIB.

Jlo ckJIaly aKTUBHUX LEHTPIB Pi3HUX (PEPMEHTIB BXOIATh PAIUKAIU MIEBHUX
aMIHOKHUCIOTHUX 3aiuiikiB: OH-rpynu cepuHy, TpeoHIHY, TUPO3UHY; 1MiJ1a30JIbHE
kinble rictuauny; SH-rpyna nucreiny, COOH-rpynu nukapOOHOBUX aMiHOKHCIIOT,
NH;+ rpynu apriHiHy Ta Ji3uHy. B yTBOpEeHH1 aKTUBHHMX IIEHTPIB O€pyThb ydacTh
KoakTopu gaHOTO (DEpPMEHTY: MPOCTETUYHI TPYIH, 10HU METaJIiB.

KpuBa 3anexHOCTI MIBUJAKOCTI peakilii BiJ KOHIEHTpalli cyOcTpary i LHX
dbepmeHTiB Mae popMy He TinepOosu, a S-o0pasHy, 110 MOB’A3aHO 3 KOOTIEPATUBHUMHU
edexTaMu B3aeMOii MK CyOOIUHULIAMU (PEPMEHTY .

9. Meau4Ha eH3MMOJIOTisI
4 HanpPSIMKH:
e Ensumomnarosoris
e FEunsumomiarHocTuka
e Ensumorepanis
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e Bukopuctanss pepMeHTIB B KOCTI CielU(PiuHUX XIMPEAKTUBOB
10. IlepciekTUBH MeIUYHOI €H3UMOJIOTIT
[IpakTH4HO 3HAYYIIMMH MapKepamH 3aru0elni MiOIUTIB €:
depmentu KOK, JIJII', AcAT, rmikorenpocdopunasa, i3opepmentu JIJI'l 1 KOK-
MB (B xomruiekci 3 BU3HAYCHHSIM KOHIICHTpAIli MIOTJIOOIHY, JIAHIIIOTIB MiO3WHY,
kapaiotponoHuHis T u I ).

[Tix wac giarHoctuku IM (1HdapkTa Miokapay) Tpeda BpaxoByBaTH 4ac MicJas
AHTIHO3HOI0 HAMAaJy OCKUIbKHM BiJi MOMEHTY 3aruoOeiii MIOLUTIB /10 MOSBH y KPOBI
MapKepiB MUHA€E TPUBAIMI yac.

Hurto30abHi (hepMEHTH BUXOAATH IIBUAIIE, CTPYKTYPOBaHi HA MeMOpaHi-
MTOBUIBHIIIE, MITOXOHAPiaJdbHi- HAUTIOBIIBHIIIII.

Tepmini Hali0lnbIO IHPOpMaTHBHOCTI (pepMeHTHHX TecTiB npu IM

depmMeHT [TouaTok Max ak-ctb | BigHoBnen. | CtyIiHb
IT1IBUIIEH. 1o Norma Max
aK-CTl1 M IBUIIICHHS
KoK 2-4 ron 12-14 ron 1-4 nusa 50 paziB
OI' 3roxg 12-14 rong 14 nuiB 30 paziB
AcAT 6-12 rox 24-36 rox 3-5 nuiB 15-30 pa3ziB
AnAT 12-24 ron 24-48 rox 7-14 nHiB 15-20 pa3iB
JIAT 16-24 ron 36-72ron | 10-12 nHiB 20 pa3ziB

barato cnagkoBux Bajg OOMIHY € pe3yiabTaToM Je(ekTy MmeBHOro (HEepMEHTY-
eH3uMonarii (peHIIKeTOHYpisl, MyKOBICIIUI03).

OauH 3 HampsMKIB MEAMYHOI €H3MMOJIOT1i-eH3UMOTEepalisi-BUKOPUCTAHHS
(epmeHTIB fIK JiKapcbKUX 32C00iB:
[Namyponinasa, enacrasa, KojJareHasa — npu o0pooii paH.
Di6puHOIITHYHI TpenapaTu-GiOpHUHOTIZUH-00POTHOa 3 TPOMOO3aMU.
Bubopui inribitopu-tpacuion (iHTIOITOp TPUICHHY, XIMOTPUIICHHY Ta KaJeKpeiHy
NPH JiKyBaHHI TOCTPOro NAHKPEATHUTY).
IIpenapaTu-inriditopu Tupo3nnkinasu C.
®epmeHT TUpo3uHKiHa3a C € 4acTHHOIO OUIKOBOTO pELEeNnTopa Ha MEMOpaHi KIITHH.
bepe yuwacTe y mnepeaadl amonTUYHOIrO curHaiay. Yepe3 peuentop y KIiTHHI
MepeAAEThCS CUTHAJ 330BHI. MOKHA 3arajibMyBaTH NMyXJIMHHE 3POCTAHHS HJIAXOM
IHTiI0OyBaHHS HBOT0 pepMeHTY.
[Ipenapartu-inriditopu Tupo3unkinazu C- ZD1839;CP358, 777; SU 101, CGP57148.
®epMeHT apomMarta3a- akTUBYeTbcs npu PM3 (pak MOJIO4HOI 3ayi03HM), KaTamizye
MEPETBOPEHHSI TECTOCTEPOHA B €CTpalioy- po3poOisieHi 1HTIOITOpU apomaTasu-
apoMa3uH (EK3eMeCTaH) Ta 1HIII.
Tag-JHK-noaimepasa- [1JIP (monimepasHa JaHIIOKHA PEAKIIis).
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Kacna3su- MaroTh 3HaueHHs TpU amnonTo3l, KaramidzyrTh ¢parmentaniro JHK
MyXJIMHHUAX KJTITHH.

JlociKkeHHIO (PepMEHTIB BEIHMKY yBary npuauisitorh Ha Kourpecax FEBS (deneparii
€Bporneiicbknx bioXIMIYHUX TOBapUCTB).

B sunui 2015p.- 40-it FEBS xonrpec y bepnini (Himeyunna). Tema koHrpecy
«010XIMIYHA OCHOBA KUTTS».

depMeHTH, 10 MPAIIOI0Th Y CIIOMYYHINA TKaHUHI MeTanonporeinazu (MMP)

VY 3B'13Ky 3 po0JIEMOI0 BUBYEHHS ITyXJIMHHOTO POCTY, 1HBA31i MyXJIMH
Mertanonporeinasu Konarenasu I tunna- MMP1, MMP-8, MMP-13

Komarenasu IV tuny-xenarunazu- MMP-2, MMP-9

Enacrazu- MMP-12 Ta iHm1.

['emapanasza

I'emapunasa

[Namyponinasa

[MTPUKJIAJ] KIMHIYHOT'O 3ABJAAHHAI.

VY XBOpOro BHUSBIEHO MIJBUIICHHS aKTUBHOCTI 130()€pPMEHTIB JaKTaTAETIAPOTreHa3u
(JIAD) — JIA'1, JIAI'2, acnapraraminotpancepasu (AcAT), kpeatundocdoxinazu
(K®K). ¥V sskomy oprani (opranax) MOKJIUBUNA PO3BUTOK MATOJIOTTYHOTO MPOIIECy?

*B ceprieBoMy M’s131 (TouaTKoBa cTajis iHpapkTa Miokapay)
- B CKEJIETHBIX M’si3ax (auctpodis, aTpodis)

- B HUpPKax Ta HaJHUPKOBHUX 3aJ103aX

- B CHOJYYHIi TKaHUHI

- B IICYIHII Ta HUPKaAX

PEI'YJIALUA METABOJIIYHUX HHPOLECIB: PEI'YJIATOPHI
®EPMEHTH. KO®AKTOPH 1 KO®EPMEHTH. KO®EPMEHTHI
®YHKUII BITAMIHIB.

Kineruka ¢QepMeHTATUBHHUX peakmid - po3Ail EH3UMOJIOTii, SIKUM BHUBYAE
3QJIKHICTh IIBUJKOCTI peakilii BiJ XIMIYHOI NPUPOIU pearyruux peyoBUH
(bepMeHTy, cyOCTpaTy) Ta yMOB iX B3aEMOIII.

3anexnicts MBUAKOCTI (QepMEHTATHMBHOI peakuii Bil KOHUEHTpauii
cy0cTpary - i 9ac po3rJisiy i€l BIaCTUBOCTI CIIij] BpaXOBYBaTH e(peKT HACUYEHHS
(pepMmenTy cydcTpaToMm.

Mixaenic Ta MeHTeH- BUBUYAJIU SIBUILIC HACUYEHHSI, pO3POOUIIN 3arajbHy TEOPII0
(hbepMEHTaTUBHOI KIHETUKH, IIOCTYJIIOBAJIM YTBOPEHHS MPOMDKHOrO (DEepMeHT-
cyocTparHoro koMmiuiekcy ES.

Marematuuna 00poOka — piBHsiHHA Ta rpadgik Mixaenica-MeHTeH.

Bueni bpirrc ta XoJujeilH BpaxyBaJjiu BIUIUB NPOAYKTY peakilil.
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Jlaiinyiep i bepk mneperBopunu piBHsSHHS bpirrca-Xomnjaeitna 3a MeTOA0M
NOABITHNX 00epPHEHUX BeJTUYHH.

wl<

&

M [SI

3ajiekHiCTH MIBHAKOCTI peakuii Bil KOHIEHTpaii cyocTpary

I'pagix Mixaenica-MeHTeH

Bynp-sixka xiMiuHa peaxiis

A+B <>C+]I— Keq =[C] [D]/[A] [B]- koHCTaHTa
TEPMOAMHAMIYHOT
PIBHOBArHU.

3aKoH Ail04YUX Mac.
E + S <= ES, Ks= [E][S]/ [ES]- konctanTa nucomiariii ES

YTBOpeHHs hepMeHT-cyOcTpaTHOTO KoMIUiekcy ES- romoBHa ymoBa
(hepMEHTaTUBHOI peaKIlii

Mixaeuqic i MeHTeH piBHSIHHSI- BpaxyBaiu €()eKT HaCHUEHHs (pepMEeHTI cyOcTpaTomM
V = Vmax [S]/ (Ks+[S]), ne Ks koncranta nucomiarii ES

Skio BpaxyBaTy BIUIMB IIPOIyKTa peakiiii Ha V, To

E+S«<> ES«<> E+P

PiBusinna bpirrca-Xosageitna

V =Vmax [S]/ (Km+[S]), ie Km — koHcranTa MixaeJica

Axmo V =% Vmax, To Vmax/2 = Vmax [S]/ (Km+[S]), 3 yoro

Km+[S]=2[S], Km=[S], To6To koHCTanTa Mixaeica- e KOHIICHTPAITis
cyOcTtparta, npu sKii MBUAKICT (HEPMEHTATUBHOI peakKiiii TOpiBHIOE /2 Vmax

3akon JlaiinyiBepa-bepka- Bukopucraau MeTo NMOABIIHUX 3BOPOTHIX BeJIMYNH,
nepeTBopwiv piBHsAHHSA bpirrca-Xoageiina
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1/v=Km/ Vmax [S] + 1/Vmax — 11e piBHSIHHS eKBiBaJI€eHTHO PiBHSIHHIO MPSIMOIL

JiHii y=ax+b

Peryasiniss akTHBHOCTI (pepMEHTATHUBHHUX NPOLECiB: aKTUBaLis Ta IHriI0yBaHHs.

Perynsiisi akTHBHOCTI (PEpMEHTIB MOXe 3AIMCHIOBATHCS 32 JOTIOMOTOK) XIMIYHUX

eeKTOopiB, SIKI MPUCKOPIOIOTH (pepMEHTATUBHI peakilii (aKTuBaTopu) abo raabMyIOTh

ix (1Hr161TOpHM).

MexaHi3Mu akTUBaNil (pepMeHTIB

1) nuIAXoM 4aCTKOBOTO PO3IIEIIIICHHS

2) NUIIXOM MpHU€ETHAaHHS KodakTopa (KodhepMeHTa);

3) UUISIXOM BIUTMBY Ha CyOOAMHUII MOJIEKYJTH (PEPMEHTY

4) nuUIsXoM XiMI4yHOT Moaudikarii

5) perynsuis akTUBHOCTI (PEPMEHTIB 32 MIPUHIIUIIOM 3BOPOTHOTI'O 3B'SI3KY

6) IHILI MEXaHI3MU: KOHKYpEHI[isl (PEPMEHTIB 3a 3arajibHUi CyOCTpaT, BUKIIIOUECHHS
AKTUBHOCTI OJHOTO 13 130()epMEHTIB, KOMITAPTMEHTAJT13aIisl.

Mexani3m aktuBarlii (EepMEHTIB MUIIXOM YaCTKOBOTO PO3MICIUICHHS (O0OMEXEHOTO
MIPOTEOJIIY) :

YactuHa GepMeHTIB CeKpeTyeThes K HeakTuBHI 3uMoreHu. HCl nuryHKOBOTO COKy —
(bakTop, 110 NEPETBOPIOE HEAKTUBHUMN MENICHHOTEH B AKTUBHUM TETICHH.

[lin BMJIMBOM EHTEPOKIHA3M TOHKOTO KHUIIIEYHUKA - HEAKTUBHHM TPHUIICHHOTCH
MIEPETBOPIOETHCS HA AKTUBHUMA TPUTICHH.

MexaHi3M akTUBalli HUISIXOM PUEAHAHHS KOpaKTopa (KOPEepMEHTY):

Jliist OaraTthoXx (pepMEHTATUBHUX peakiiiii HeoOX1AHUM KopakTop - npocTuil metai: Fe
++, Fe +++ - akTuBy€e IMTOXPOMOKCH1a3y, KaTajasy, epokcuasy; Mn++ - aprinasy,
13ouMTparaeriiporenasy; Zn++ — JIAI'; Mg++ - nyxuny docharazy, I'-6-DJII-3y,
reKCOKIHA3Y;

Ax  xodaktopu (KopepMEHTH) MOXKYTh BHUCTYNATH TMOXiAHI BITaMIHIB.
Hampuknan, tiamiamipodocdar- noxigHe Bitaminy Bl TiamiHy (aHTUHEBpUYHUN)-
kodakTop dhepmenTiB ByriieBoHoro oominy-I1BJIT, ansda-KI'AI', TpanckeTonasu.
Biacytnicte BiTaminy Bl (abo Hemosik) BUKIMKAE HAKOIMYEHHS MIPYyBaTy B MO3KY,
KpOBI Ta HIIUX piAuHaX 1 mpu3BoAuTh A0 posnaay [IHC ta mepudepuunoi HepBoBoi
CUCTEMH.

Tiamin. Tiaminnipogocdar (tiamingigocdar)

NH

2
-
N 7 Cr,[OoH  HIN; 7 CH,
)é-s 2 II{ v S
H,C ™~ s CH;— CH,OH

A-METHIN-5-TMAPOKCU-3TIN

Z-MeTNMN-5-rMaApPOoKCH-MeTHN
-Thaazon

—G-amuHONUPNMMANH

THamMuHangacchaT (TO®P)
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MexaHi3M akTUBaIlli epMEHTY IIJIIXOM BIUIMBY Ha CyOOUHUIII MOJIEKYJIH (DepMEHTa:

Mosnekyna ¢depMeHTa CKIAAA€ThCsl 3 NBOX CcyOoamHMIb Ar-b, akTUBHUIA TIEHTP
npuxoBaH. [licns mpuenHaHHS akTUBAaTOpa a BiAOyJacs AucoIiaris cyOOauHUITL i
aKTUBHUU IEHTP BinkpuBcs — A + b*a

Mexani3m akTuBalii GepMEeHTY IMUIIXOM XIMIYHOI (CTPYKTYpHOT) MOAU(IKAITi:
Huzska OinkiB npu GopMyBaHHI TPETUHHOI CTPYKTYPH MiAIA€ThCA MOCTCUHTETUYHOI

Moaudikamii (KJIOUOBI (PEPMEHTH EHepreTuyHoro ooOminy - (docdopuiasa,
[NIIKOTEHCUHTa3y Ta 1H - KOHTPOJIOIOThCA HUIAXOM  (ochopuiitoBaHHA —Ta
nedochopuiroBaHHs ).

MexaHi3M peryJssiii akTUBHOCTI (PepMEHTY 3a MPUHLIMIIOM 3BOPOTHOTO 3B'SI3KY:
[Ipunyctrmo, MO y KIITHHAX 3A1MCHIOETHCS 0araroCTymiH4acTU O10CUHTETUYHHMA
MpoIIieC, KOXKHA CTaisl SKOTO KaTami3yeThest BacHuM depmenToMm : A.... E1, E2, E3,
E4 ... P. llIBuakicTh momi0HOT CyMapHOi MOCIIOBHOCTI PEaKIlii MOYKEe BU3HAYATUCS
KOHIICHTpAIlI€l0 TomnepeaHuka (A) - axkTuBallisl TMOMEPETHUKOM, a MOXE -
KOHIICHTpAIlI€I0 KiHIeBOTO MpoayKTy (P) - iHri0yroya mist Ha mepiry CTajiiro Iporecy,
dbepment El.

6. InrioyBanus pepMeHTIB- 3aJI€KHO BiJl MEXaHI3My rajbMyBaHHS (epMEHTAaTUBHOL
AKTHUBHOCTI IUIATHCS Ha

36opomHue He360pOMHE
3ycmpiuaemuvcs yacmiuie CMIUKT 3MIHU
/ \ Mmoougikayis epyn
Koukypenmne(izocmepuune) Hexonkypenmmue(aiocmepuumne)
InrioyBanHs cnosykamu, IurioyBanHs cnosykamu,
CTPYKTYPA AKMX CX0Ka SIKi 3B’ A3y10ThCA 3 (pepMeHTOM
3i CTPYKTYpPOIO cyOCcTpaTy HEe B AKTUBHOMY IIEHTPI
3B’A3YIOTHCS 3 AKTUBHUM LEHTPOM Ba:xki metanu- SH-rp.
ManonoBa kucjaora —inrioirop CAT HHMCTeIHOBUX (pepMeHTiB.
COOH -CH;-COOH Hianiau 38’ a3y10ts LHO-3y,
BypmitnHoBa kuca0Ta- cydcTpat HEMAa€ CTYKTYPHOI ¢X0sKocTi 3 [S]
COOH -CH; CH:- COOH minuHe cnoay4enns 3 Fel+
Cyabpaninaminn- ananorun IIABK,  ¢epmenra, 1uxaHHs 3araJibMOBaHO
sIKa HeOoOXIIHA /Il CHHTEe3y Ha 90%

($oJ1i€BOI KHUCIOTH KOKIB

CHT'-cyxkuunataeriaporenasa, [IABK- napaamiHoOeH30iHA KHCIIOTA

3BOpPOTHE 1HT10yBaHHS MOXHA BUCJIOBUTH fIK:
E+I—EI
Konkypenre inridyBanus E+I—FEI
Hekonkypentne inri0OyBanus: ES+I«—IES
He3BopotHe iuridysanns: E+I—El — mpouec, mo BinOyBaeTbcs mpu
pyHHYBaHHI YU HE3BOPOTHIN XIMIUHIN Moaudikalli GyHKIIIOHATBHUX TPYIT (DEPMEHTY.
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3a TaKUM MPUHIIMIIOM AII0Th KIITHHHI OTPYTH, Hanpukiaz, wonameramin ICH2-CO-
NH2 neo6opotno pearye 3 SH-rpynamu aktusHoro uentpy; @OC (pochopopraniuni
CIIOJIyKH) B3aEMOIIFOTH 3 alleTUIIXOIIHECTEPA30IO.

IHri0yBaHHsl HA/UIMIIKOM cyOCTPaTy-iMOBIPHO, MOJIEKYJIH CyOCTpary IMpH HOTro
HAJUIMIIKY 3/1aTHI 3aliMaTH HEBIPHE CTAHOBUINIE B aKTUBHOMY LIEHTpPi. Y 3B’S3KY 3
HAJJIMIIKOM CyOCTpary JiBi HOr0 MOJIEKYJI MOXKYTh 3B S3aTHUCA 3 PI3HUMH YaCTHHAMU
aKTUBHOTO LIEHTPY Ta )KOJHA 3 HUX HE MOKe OpaTH ydacTi B XIMIYHOMY MIEPETBOPEHHI.

KodepmenTHi pyHkuii BiTamiHiB
Kodepmentu (koeH3uMM)- 0100pTraHivyHi CIOJIYKH HEO1JIKOBOI MPUPOAH, HEOOXITHUX
nii pepmeHTy, TOOTO. /171 MEPETBOPEHHS CyOCTpaTy y KaTaITHIHOMY ITPOIIECI.
KITACUDIKALIA KO®EPMEHTIB
1) 3a ximMiuHOI0 IPUPOI0I0
- Iloxigni BiTaMiHiB
- JAMHYKJeOTHAM-TIoXigHI HikotuHaminy-HAJ[+, HAJ®D+, mnoximne BiT B2-
pubodnasina-OA/J]
- HYKJeoTHIM- moxiaHi nypudiB 1 mipumiguHiB (ATO,AJO,UTO,IHAD,YTO,
YD)
- KOMILIeKCcH nopgipuHiB 3 ioHaMH MeTaliB
2) 3a TMIIOM peakuil, IKy BOHM KaTAJi3yIOTh
- Ko(epMeHTH- MEPEeHOCHUKH aTOMIB BOJHIO Ta enekTpoHiB-HAJl, HAJI®, ®A/,
®MH, KoQ, rnyrartioH, reMiHOBI KOepMEHTHU-METATONOP(ipHHH
- Ko(epMEeHTH- MEPEHOCHUKH PI3HUX XIMIYHUX Tpyn-Hykieozuadocharu-ATD,
AJlD, YVTO, YD, HTO, [IJID; ITAJID; [IAM®; TT'®K; mnoeBa kuciorta
- Ko(epMeHTH CHHTE3y, i30MepH3aIlil Ta PO3MICIUICHHS BYTJICIb-BYTIICIIEBHX
3B'A3KiB - TiaMiHAidochaT, MeTHIKOOaTaMiH,
JI€30KC1aJICHO3MIKOOaIaMiH,kKapOOKCHO10THH

Kodepmentu- noxiani B2-pubdodaaBiny-Bxoasts 10 CKIaay AETiIporeHas i OKCuaas
Butamun B2
{pnbocdhnaeunH)

EI:HZ(CHE)H):‘CHon
H,C ™ N o
I = Y
O
KodepmenTtu- noxiani Bit PP (HikoTHMHaMI1a)- BXOAATH 0 CKJIaAy JETiIporeHas
Biramin BS(nikoTHHOBa KHCJI0TA, HiaUMH, BiTamid PP, anTunenarpiynmnii)

= l COOH o | CONH,
\N \N

[TipunokcaneBi kodepMeHTH- moXiaHi BiTaminy B6-Bxomsare 10 ckiany
amiHoTpaHcdepas, nekapOokcuiIas3
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S H,OH CHL L,

C"O
TE
HO CH,_OH HO - CH O HO CH,OH
b S R e -
2 s 2 g B Y
H,C ™~ H.,C ™ H,C ~

Mnpnackcon Mupnaokcans Muprackcann

=P

< -
~H oH CHL, N, ] LOH
HO S, CH—Q—pP=0O - HO =S, CH;—O—P=O
] OH ] - od
e .
H,C ™ H, < ~=

Biramin B12 (ko0anamiH, aHTHAHEMiYHMH BiTaMiH)

KM BUTaAMMH)

COMNH,,
1

[Toxigui B12-Metnnkob6anamin-B peakiiisix METUIIFOBAHHSI, 130MepHr3aIlii

Biramin H-BioTuH-K0(depmMeHT peakiliii KapOOKCHIIOBAHHSA

H(l:;'"'—3 CH
H,C ! _CH—(CH,)~ COOH

Terparigpogo.tieBa kucora (TT'PK)

oy 74
N CH;N C—-N—C—CH—CH=—
NZ ~cir Tt ,‘Q S CH;-CH;~COOH

e | ] H COOH
N ~CH 2

TI'®K mepeneceHHs Ta OKCUIOPEIYKITisI OJHOBYTIICIIEBUX PATUKAIIIB

Biramin C (ackop0iHoBa KMCJIOTA, AHTUCKOPOYTHHMI BiTaMiH)
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. - LO
C c
i ]
HO—C o=cX|
i —2H* i o
HO—?/J — =?/’J
nd +2H nd
HO—CH HO—CH
CH,OH CH,OH
JlimoeBa kucJjora (Bitamin N)
SH SH S——S
Cs CH.,) En S —=2H Csc—(ccHy EH En
Sc—(CH )~ —— ~Cc— — 5
HO 274 \CH: 2 +2H HO 274 \CHT -

Sk BimOMO, ICHYIOTh 2 TPUHIIMIIOBI NMUISIXWA PETYJAIIl MIBUIKOCTI 010XIMIYHUX
(bepMEeHTaTUBHUX peaKLii:

1. HInsixoM 3MiHM KATAJITUYHOI AKTUBHOCTI epMeHTy

a) aJIOCTepUYHA PEryJIsilis

0) peryJisiiis akTUBHOCTI 3a paXyOK KOBaJIECHTHOI Mo udikarii

B) aKTHBAIIis IUISIXOM 0OMEKEHOI0 MPOTEOITI3y

I') aKTUBAallid 1 TaIbMYyBaHHS 32 PaXyHOK CIELIAIbHUX PETYJIATOPHUX O1JIKIB

2. 3miHa KinbKOCTI pepMeHTy

Jist peryasiTopHux OUIKIB.

Hampuknan, kaneMmomymnin (KM)-Ca-uyTnuBuii poTeiH-3MIHIOE 1TUTO30IbHUI BMICT
kanbiito. [licns 3B's3yBanHs HuMm 4Cat++ (yrBopeHHs komiuiekcy KM-4Cat++)-
3MaTHUM 10 aKTuBailii OulbmocTi depmeHTHUX OUIKiB. [IporeinasHi 1HTIOITOPH-
OJIOKYIOTh aKTHBHICTh TKAHWUHHUX MPOTEIHA3 (41-anTUTpUIiCHH, G-2-
MaKpOTJIO0YJIiH).

Y4yacTh HUMKJIIYHUX HYKJICOTHIIB y peryisiuil pepMeHTATHBHUX NPOLECIB.
HAMO®-3",5"-AM®-nuknigynuii anenosuaMonodocdat, ul Md-3',5'-I'MO-uuknigyHui
ryaHiIMHMOHO(oc(aT-1X BUHUKHEHHS B1IOYBA€THCS I1J1 BIUIMBOM aJI€HLIATIUKIIA3H
ta ryanuiariukiasu 3 AT® 1 ['TO, sianosigno: AT®—3",5 + dDu, [ TO—-3",5'-TMD
+ OOH PosmierieHHs ix BiAOyBaeThcsa MijJ BIUIMBOM (epMeHTy-(hochoaiecTepasu
HUKTIYHUX HyKiIeoTuiB. DepMeHT aieHIaTIuKIIa3a 3HaX0AUThCA B IJIa3MaTUYHIN
MeMOpaHi 1 CUTHAJIOM JIJIsl MOro akTHBAIll CITY>KUTh 3'€IHAHHA NENTUIHOTO TOPMOHY
31 cnenudiuHuM  perentopoM. UTAM®D, 10 yTBOpPUBCA, aKTHUBYE (GEpMEHT
POTETHKIHA3Y, MOJIEKYJIa SIKOT CKIalaeThes 3 4-X CyOOANHUIIL (IBOX KaTAIITUYHUX,
IBOX-pEryisiTopHux) - TAM® mnoB'szye peryiasatopHi cyboaunuili. BigkpuBaerbes
JOCTYIl  JI0 AaKTUBHOTO IIEHTPY TMPOTEIHKIHA3U, fAKa aKTUBYE  PEaKIlio
dbochopuaroBanHs OLIKIB.

En3zumonarii- Bpo/KeHI MOpylIeHHsT OOMIHY pEYOBHMH, MOB'A3aHlI 3 JedeKToM
dbepMeHTIB, BUKJIMKAaHUM MYTaIllIMH B CKJaJl Te€HIB, 10 BIAMOBIAAIOTh 32 CHUHTE3
dbepMeHTHUX OLIKIB.

Cepen eHzuMomnariii MOKHA BHIUJIUTH BPOJKEHI MOPYIIEHHS OOMIHY aMiHOKHCIIOT,
BYTJICBO/IB, JIMIAIB, MOP(IpUHIB, TypUHIB Ta MIPUMIIUHIB.
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deHinkeTOHYPIis- nePexT dhepMeHTy QeHlTaTaHIHT1IPOKCUIa3u-3aXBOPIOBAHHS, SKE
MoB'I3aHEe 3 HAJAMIPHUM HAKONMYEHHSM Yy KpOBI Ta BHBEIEHHSIM 13 CeEuelo
deninananiny, 0coOJIMBO TOKCUYHOTO JIJIsl HEPBOBOI CUCTEMH. TOMY 3aXBOPIOBAaHHS
NPOSIBIISIETHCS  BIAXWJICHHSAMU 3 OOKYy HEPBOBOI CHUCTEMH, aX JO PO3yMOBOI
BijgcTanocTi. JliTH, XBOpi Ha (DEHOJIKETOHYpPIiIO- CBITJIIOBOJIOCI, CBITIOOKI (T.K.
MOPYIIEHO YTBOPEHHS MITMEHTY), COPUNUHATINBI JO CTpPECy, T.K. MOPYLUIEHO CHHTE3
KaTeXOJIaMIHiB.

MykoBicumnao3 (mankpeodiopo3) — MOPyIICHHS IPYNH €H3UMIB Y KIIITHHAX CIIM30BUX
000JIOHOK — MOPYIIEHHS CEKpeIlii MYKOIOJicaxapuIaiB, 3HUKEHHS CITIBBIIHOIICHHS
ciajjoBa KucIOTa/(pyko3a 3a paxyHOK 301ibIIeHHS (YKO3W, IO MPU3BOJAUTH 0
30UIBIIIEHHST  B'I3KOCTI  CEKpeTiB. IIposBIsS€TbCS KICTO3HUM  IEPEPOKCHHSIM
MiANITYHKOBOI 3271031, 387103 KUIIIEYHHWKA Ta TUXAITBHUX IIJISXIB .

3acTocyBaHHs JaHOTO PO3aiiy 0ioXimii 10 BUPillIeHHS KJIAIHIYHUX 3aBaHb

PanionanbHa ximioTepamnisi — yCBIOMIIEHE 3aCTOCYBAaHHS JIIKAPCHKUX 3aC001B y
MEIUIIMHI, MAa€ CIIUPATUCS HA TOUYHE 3HAHHS MEXaHI3MY iX Jii.

[HOA1 MeTox NiKyBaHHS XBOpPOO JIFOJWHHU BKIJIIOYA€E 3aCTOCYBaHHS BHOOPYHMX
iuri0itopiB. Tak, 1HTIOITOp TPUINCHHY, XIMOTPUIICMHY Ta KaJeKpeiHy Tpacuiioln
BUKOPUCTOBYETHCS IPH JIIKYBaHHI TOCTPOTO TAHKPEATHTY .

Tumnosi 3aB1aHHs MO TeMi: pepMeHTH

Kuiniune 3aBnanns 1.

V ceui XBOPOTO piBeHb MPOBUHOTPAIHOT KHCIOTH y 5 pa3iB nepesuitye Hopmy. Homy
MIPU3HAYEHO NapeHTepajbHE BBEACHHS KOKapOOKCUIIa3U. YKaXiTh CTPYKTYPY LIOTO
npemnapary.

-Jludocdar Tiaminy

-noxijHe BitTaMiny B6

- moxiJiHe (oJIEBO1 KUCITIOTH

-CKJIQIHUM OUTOK, 10 MICTUTH TiamiHaudocdat

- TiamiHa Gpomi

KuiniyHe 3aB1anns 2.
XBOpOMy TMpHU3HAYEHO cylib(aHuiaMian (cylbdaaumeTrokcut, oOicenton). BxaxiTh
(apMakoOriyHy Jit0 Mpenapary.
-KOHKYpPEHTHHI  1HTIOITOp  (epMeHTIB  yTBOpEeHHA  (OJIIEBOI  KUCIOTH 3
napaaMiHOOEH30HO1 y MIKpOOpPTraHi3MiB
1HT101TOp TpaHCTAIIT OUTKIB y OaKTepiid

HEKOHKYPEHTHUH 1HT101TOP IIMTOXPOMOKCH/1a31 BIPYCiB

OJI0KaTOp 1HIIKALIIT TPAHCKPHUITIIIT

HE3BOPOTHIH 1HTI01TOp 1HIIKALT TPAHCKPHIIIIT peIUIMKallii Y BIpyCiB
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Kainiune 3aBnanuga 3.

[Ticas TpuBamoro Kypcy cyib(aHUIaMiIHUX MpEnapariB y XBOPOTO PO3BHHYJACS
MakKpoOILMTapHa aHEeMis. Y TBOPEHHS aKTUBHUX (POPM SIKUX BITaAMIHIB MOPYILIYETHCS Y
XBOpPOro?

- ¢omi€eBOi KUCTOTH

- TiamiHy

- pubodapiny

- peTHUHOITY

- TMIPUAOKCUHY

Kuainiune 3aBaanns 4.

[Ticns enientoopMHOTO HanaAy MeaiaTpoM OYJI0 OTJISTHYTO HEMOBIIS, SIKE OJEPIKYE
mTyuHy 1Ky. [Ipu nmaGopatopHoMy 0OCTEKEHHI BCTaHOBJIEHO 3HIKEHHS ANAT Ta
AcAT akTuBHOCTI epuTponuTiB. Hepomik aKoro BiTaMiHy MOXKHA MPUITYCTUTH?

- TIPUAOKCUHY

- acKOpOIHOBOI KUCIIOTH

- Kkobamaminy

- puboduaBiny

- Kaubludpeposy
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Lecture N2

BIOEHEPI'ETUKA: 3AT'AJIBHI IIVIAAXW KATABOJII3MY BYTJIEBO/IB,
JIHIAIB, AMIHOKHNCJIOT. HUKJ TPUKAPBOHOBUX KUCJIOT

CXEMA 3ATAJIbHUX HIJIAXIB KATABOJII3MY BIOMOJIEKYJI

binku Byraesoau Jlinmiau
/ / / /

aMIHOKHUCJIOTH MOHOocaxapu riinepos KK

\ \ ! /

NHz3<—\ — — MMIPYBA T« «—«—«—
\ |—CO>
- !
Anerni-KoA (C,)

d
COz <—H TK— COz

R
2H"2H* 2H"2H"
| |
l

O;—auxaabaui Janmor—H>;O
3anacaHHs il BAKOPUCTAHHS eHePril B TBAPMHHOMY OPraHi3Mi
ByraeBoau- Ha nepioMy MicIIi y SKOCTI JyKepelia eHeprii
CuniseigHomenHst H 1 O take came, SIK y MOJIEKYJIi BOJIH.
Ixnsa emnipuuna gpopmy.a mosxke 6yTu npeacrasiena y Burasai Cn (H:O)m, ae n
AOPiBHIOE 200 OlIbIIE TPHOX.
Haii0inbm nommpeHuili BYIJIEBOJA TBapUH-TVIIOK03a 3 TUIIOKO3M MOXKYTh
YTBOPHUTHCS BCi iHIIII MOHOCAXapHUAH, i HABNAKU — Pi3HI MOHOCAXapUIH MOKYTh
NEePeTBOPIOBATHCH HA IVIIOKO3Y.
JlxepesioM BYIJIEBOAIB OPraHi3My CJIyKaTb BYIJIEBOAUM DKi - IlepeBaKHO
KpoXMaJib, HyKpo3a i Jakro3a. Kpim Toro, riamkoza Moxxe yTBOPHUTHCH B
OPraHi3Mi 3 aMiHOKHMCJIOT, 4 TAKO0XK 3 IIiLlEPUHY, 110 BXOAUTH 0 CKJIALY KHPIB
(Tpuraiuepuuain).
3aranbHa cxema MeTadoJI13My TIIFOKO3H:
ByraeBoau ki  AMIHOKHMCJIOTH, TJIiLlEPUH
1/ / TIIIOKOHEOTeHe3
I'NIKOTEH <> TJIIOKO3A (7) — CO:+H:0 + 3Hepris
2

3/ 4/ 5/ 6/
neHTo3n iHm.MmoHo- AK Jimigm

caxapuau
/ /
HYKJICOTHIH rerepomnoJjicaxapuimn
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-3amacaHHsl BYTJIEBOIB y BUIJIsLAL TutikoreHy (1)
-Mo01i3ais Taikoreny (2)

-aHa0oJIIYH1 epeTBOPEHHS TIIoK03H  (3-6)
-xataboi3M rioko3u (7)

[lepeTpaBiieHHs BYTiaeBOAIB Y IITYHKOBO-KUIIIKOBOMY TPAKTI.

[TopyieHHs-HENEPEHOCUMICTh MOJIOKA MPU HEAOCTATHOCTI (hepMEHTY JiakTaszu (Ipu
3axBoproBanHsax KT, indekmisx, pesekuii nutyHka) - aiapes (MpoOHOC) MICHs
MpPUHOMY MOJIOKa-METEOPU3M (3IyTTH).

3 MPOCBITY KUIIIEYHHUKA 10 BOPOTHIN BEHI 3 KPOB'IO TITI0K03a HAJIXOIUTh y MEUIHKY, 1€
YyacTHHA 11 3aTPUMY€ETHCA, a YACTHHA Yepe3 3araibHUI KPOBOTIK HAIXOAUTh JI0 KIIITHH
THIITMX OpTaHiB 1 TKAHUH.

TpancnopT rj0Ko3u 3 KpOBi Yy KJIITMHH 3aJI€KUTh BiJl TOPMOHY HiAIIITYHKOBOI
3aJI03U-1HCYJIIHY y BCIX OpraHax, KpiM MO3KY Ta MEYIHKU: MBUJKICTh HAJAXOKCHHS
TJIFOKO3M /10 KJITHH I[UX OpPraHiB BU3HAYAETHCS 11 KOHLEHTpPALE0 B KpOBI. [HCYMiH
30UIbLIY€E MPOHUKHICTD MJIa3MATHYHOT MEMOPAHU KIITHH IJI5 TJIFOKO3U

I'osioBHUI IJIAX KATA00JII3MY IJIIOKO3U
OcHOBHUI NUISAX KaTa0oI13My TIIOKO3U y aepOOHHUX OpraHi3MiB-1€¢ aepoOHUH
po3naj, B SKOMY BHIIISIETHCA 3 YACTHHH
- cienrivH1 AJIs TJIFOKO3U MEPETBOPEHHS 110 MipyBaTy (aepOoOHMI TII1KOI3)
- 3arayibHUM NUISIX KaTtaboli3mMy (OKUCITIOBAIbHE J1eKapOOKCUIIIOBAaHHS MipyBaTy
1 IUTPATHUM LUK~ UKJI TPUKAPOOHOBUX KUCIIOT )
- MITOXOHJIp1aJIbHUM JIAHITIOT TIEPEHOCY €JICKTPOHIB.

B pesynbTaTi mux mpoieciB riaroko3a posnanaerses 10 CO, 1 H,O, a enepris, mo
3BUIbHSAETHCS, BUKOPUCTOBY€EThCA 11 cuHTe3y ATO.

IMosicaxapuam- BUCOKOMOJIEKYJISIDHI CHOJIYKH, T[OOYJIOBaHI 3 BEJIMKOI
KUIBKOCTI MOHOCAaxXapuIiB Ta iX MOXIAHUX. 3aBXJIW MOHOCaXapwJu B JIAHIFO31
MOB'sI3aHl  TIIKO3WAHUMHU OeTa-a00 anb(da-3B's:3kaMy, YTBOPIOIOYM JIiHIMHY a0o
PO3TallyXKEHY CTPYKTYPY
3asie’KHO BiJl MPUPOJUM MOHOCAXapUJIiB, IO BXOAATHh IO CTPYKTYPH MOJICaXapu/iB,
PO3PI3HAIOTH ToMomoJicaxapuam (TIiKOreH, KpoXMalb, KIITKOBHUHA-IIEI003a, 110
CKJIaIal0ThCs 13 3aJUIIKIB TUIIOKO3H; 1HYJIH MOOYAOBAaHUN 13 3aJMIIKIB MOJIEKYJI
GpykTO3M) 1 rerepomoJiicaxapuau (HAMPUKIA, TIIKO3aMiHOTJIIKaHU-T1aTypOHOBA
KHUCJIOTA, XOHJIPOITHHCYh(DATH, nepMaTaHcyibdaru, KepartaHcybdaT,
renapancyiabdaru, TemapuH, M0 MICTITh 3ATHIIKHA MOHOCAXapHIiB ICKIIbKOX THITIB).
laiko3aminorjikanu  (MykomoJsicaxapuam)- 1oOyJOBaHI 3  TOBTOPIOBAHUX
JUCaXapyuIHUX OJIMHUIIb, K1 HAWYacTIIIe YTBOPEHI 3 TJIFOKYPOHOBOI KHCIIOTH Ta
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aleTUITIIFOKO3aMiHy (T1alypoHOBa KHCJIOTa) ab0 3 TUIFOKYPOHOBOI (11ypOHOBOT)
KHUCIIOTU Ta CyJIh(OBAHOTO allETHIITAIAKTO3aMIHY (alleTUITTIOKO3aMIHY ).

I'enapun

I'ianmypoHnoBa kuciaora

XoHapoiTuHcyabpaTu

IIporeorsikanu- yTBOpEHI TIJIIKO3aMIHOTJIIIKAHAMHU CTPYKTYPH, B SIKMX KUIbKICHO
nepeBakae noJjricaxapuaHa YacTHHa.

HUKJI TPUKAPBOHOBHUX KHCJIOT: CXEMA ®YHKIIOHYBAHHAI.
BIOXIMIYHE 3HAYUEHHSA
KPEBC (Krebs) XAHC (1900-1981). HoOesieBcbka npemisa 1953r.

HTK ( umxn Kpebca, HUKI JMMOHHOI KHUCIOTH ) - 1€ HMKJIIYHA TOCHIJOBHICTh
(dbepMeHTaTUBHUX peakuii, B pe3ynbrari skux anetuia-KoA ( CH3;-CO~S-KoA)-
OPOAYKT KaTaOoJ13My OCHOBHMX BHJIIB META0OJIYHOIO NajuBa (BYIJIEBOJIB, KHUPIB,
aMIHOKHUCIIOT) OKHCIoeTbess 10 CO, 3  yTBOPEHHSM aTrOMIB BOJHIO, SIKI
BUKOPHUCTOBYIOTBCS /IJIs1 BIJHOBJICHHSI IEPBUHHUX aKLENTOPIB AUXaJIbHOTO JAHIIOTa
MITOXOH/IP1H-HIKOTUHAMITHUX 200 (haBIHOBUX KODEPMEHTIB.

ITK- ne 3arajbHuil KiHIeBHIl HIJIIX OKMCHOT0 KATA00/1i3My KJIITUHHA B
aepoOHMX YMOBaXx.

METABOJITYHA KAPTA ITK. 3B’S30K 3 JUXAJLHUM
JAHIIIOTOM
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OKcanoaneTar Lutpat
HAL" IsoumTpaT HAT
HAZH,
LR . OKcaIOCyKIIHHA
& CO;
Dymapat a-Ke

2H

Mwm = — — — — i — - — -

LHTOXPOM B
AL D

T®
LHTOXPOM C

UMTOXpoM & (az)
D

TD

2H" +1/20; H0

Po3riisiHeMo geTajibHO I0JIOBHI eTanM i XiMivuHi peakuii nukiay Kpeoca.

1. CuHTe3 JUMOHHOI KHCJI0TH. Peakiito karanizye HUTPATCUHTA3a-PEryIITOPHUM

dbepment, mo iHriOyeTbest AT®, HAJIH, cykiuuiin-KoA, H0OBroiaHItoroBUMu
anm-KoA.

Auerun-KoA + IOK — numonna kucnora (uutpart) + KoA-SH
(okcamoarieTar)

CH3-CO~S-KoA + CO-COOH — CH,-COOH + KoA-SH

| |
CH-COOH  C(OH)COOH

|
CH,-COOH

2. I3omepu3auis B i30JJUMOHHY KHCJIOTY.

CH-COOH — CH-COOH —  CH,COOH
| L [ H0—-H™+OH"
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C(OH)COOH- H,O C-COOH +H, 0O CHCOOH

| | |
CH,-COOH CH-COOH CHOH-COOH

Hurpar uc-akoniToBa  [30o1mmoHHA

3. HderiapyaHHs Ta 1eKapOOKCUJIIOBAHHS 30 JMMOHHOI KMCJIOTH 3 YTBOPEHHSIM O-
KeTorjayrapary. @epMeHT 130LIUTpaTAErHIporeHas3a, Juisi 4oro Heooxigui Mg+
a6o Mn++, HAJIH,

CH,-COOH HAJ"HAJIH CH,-COOH CH,-COOH
| Vool | -CO, |

CH-COOH — / CH-COOH —  CH;

| | |
CHOH-COOH CO-COOH CO-COOH
[3onmtpar OkcaloCyKIMHAT  O-KETOrJayTapar

4. OxuciaoBajibHe 1eKapOOKCUIIOBAaHHS O-KeToriayrapary. Peakiito kaTanisye o-
KeToTJyTapaTaeriiporenasnuii kommieke- smimrye TII® 1 minoeBy kucnory, HA/J,
®A/I. IIporiec Haraaye OKUCIIIOBAIBHE 1eKapOOKCUITIOBAaHHS TTIPYBaTy.

CH,-COOH +HAJ" + KoA-SH — CH,-COOH + HAJIH +H" + CO,
| |

CH2 CHZ

| |

CO-COOH C=0

0-KeTOrTyTapar \ ~SKoA |

Cyxmuain-KoA
HAJIH, sikuii yTBOPIOETHCS B MMl peakilii, OKHCIIOETHCA B JAUXAIbHOMY JIAHIIOTY
MITOXOH/IpiH 3 yTBOpeHHIM 3ATO.

5. HeammmoBanHs cykuuHUI-KoA-cy6cTpaTHe (pocopuiaoBaHHs - 3 YTBOPEHHSIM
cykiuHary. @epMeHT CyKIMHIITIOKIHA3a

CH,-COOH + I'JI®o+®u—CH,COOH +T'T®
| |

CH, CH,COOH
| CYKIMHAT (STHTapHa-OypIITHHOBA KUCJIOTA)
CO~S-KoA
Cykmunui-KoA
I[TO+ALD—-T TO+ATD

6. Jderinpyannss sinTapHoi (OypIITHHOBOI) KHCJIOTH 3 YTBOPeHHAM (pymaposoi
KHCJIOTH
®depMeHT CYKIIMHATIET1IporeHas3a
OAJ] PAJIH,
CH,-COOH | 1t CH-COOH
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| = |
CH,-COOH HC-COOH
CykuunHat bymapar ( TpaHC-CIIOTyKa)

7. llpuennanns moaexkyan H>O 1o pymapary 3 yrBopeHHSIM A0Iy9HOT KMCJIOTH (
MaJjiara).
depmeHT pymapasa

CH-COOH +H,O HC(OH)-COOH
| — |
HC-COOH CH,-COOH
dymapar Manar

8. derinpyanns manary (a0ay4Hoi kucjaotu) 3 yrsopeHHsm IIIOK-maseneso-
OLTOBOI KHCJIOTH (OKcaJI0aleTary).
®depmeHT manataeriaporenasa, HAJIH,

HC(OH)-COOH HAI'—HAJH CO-COOH
| — |
CH,-COOH CH,-COOH
Mauat IIIOK (okcamarnerar)

Oxucnenns HAJIH y nuxansHOMY J1aHIF031 MITOXOHAPiM cripusie cuate3y 3ATO.

Eneprernunmnii 6ananc LH{TK
Oxuciaenns 1 mouexkynan ametwi-KoA go CO: i HO B IITK npuzBoautrs 10
cuHre3dy 12 mosexya AT®D

Peakuisn Kodepment Kinbkicte AT®
HAJI 3 Mo

[3ommuTpar-oKI'

' HA/JL 3
AKT -cykuunin-KoA
cykiuHLI-KoA- Ir'’i® 1
CYKITMHAT
Cyknunat-pymapar DAL 2
MaiaTt-okcanoarnerar HAJI 3
Pazom 12 ATDO

BIOXIMIYHUM BAJAHC II[TK
IT mpuznauenns TK-cunTe3y neskux mpoMiKHUX IPOAYKTIB METa0OII3MY.
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ITK mocTiiiHO BHUKOPUCTOBYE CHOJYKH, SIKI HAIXOJATh 13 PI3HMX META0OJIUYHHUX
nanmroriB. [lpu npomy nesxi komnoneHtd L[TK MOXyTh BHKOPHMCTOBYBAaTHCH IS
CUHTE3Y METa0OJIITIB.

1) TIBK( mipoBuHOTpagHa KUCTOTA) —aJlaHIH

2) Auetuin-KoA—>xupHi KUCIOTH, XOJIECTEPUH, CTEPOiIHI TOPMOHH, BIT/(3

3) oKI'—rnyramar, riayTaMil, IpOdiH

4) cykmuHinKoA- nonepeanuk remy B HP, mutoxpomax

5) YK (okcamoanerar)- MONepeaHUK BYIJICBOJIB, acClapariHOBOi KHCIOTH Ta

acnapariny

Bioximiuni pynkuii nuukiay Kpeoca:

1. InrerparuBHa- nuki KpeOca- 11e cBOEpIIHUNA METAOOMIUHUM «KOJIEKTOP», STKHUM
MOEAHYE MIJISIXW PO3MAy BYTJICBOJIB, JIIMIAIB Ta OLIKIB.

2. Awm¢ibomuna- mukia KpeOca BuUKOHye MOJBIMHY (QYHKLIIO- 3 OZHOTO OOKY,
KataOoiuHy Ha TpuUKIaal posmany aneTwi-KoA, 3 npyroro- aHabomidHy,
OCKLTbKM cyOcTpaTu 1ukiy KpeGca BHUKOPTCTOBYIOTHCS JUIsl CHHTE3Y 1HIIHAX
pedouH ( Hanpuenan LYK e Ha cunTe3 acmapariHoBO1 KUCIOTH 1 TITFOKO3H ).

3. Emneprernuna- B xoai LITK ytBoproetscst I'T® ( cyberpaTHe GocdopuiatoBanHs,
cykiuHiI-KoA-cuHTeTazHa peaxiis ).

4. Boanbo-noHopHa- nuki Kpebca € reHepaTopoM BOAHIO U1 IUXAIBHOTO JIAHITIOTa
MITOXOHAPIM.

Anernii-KoA, mo oxucmoerscss B L[TK, yrBoproerbcsi 3 mipoOBHHOTrpPaaHOI
KHMCJIOTH IIJISIXOM ii OKHCIIIOBAJIBHOTO JIEKapOOKCUITIOBAaHHS 32 y4acTiO PEPMEHTHOIO
nipyBataeriaporenazoro (IIBJII') komrmuiekcy y JaBa 3Tamu: JETIApyBaHHS 1
JeKapOOKCUITYBaHHS.

H;C-C-COOH + HAJT'+ KoA-SH— H;C-C-SKoA +CO»+ HAJTH+H"

I I
0 0

IMipyBaTaerigporeHasHuii KOMILUIEKC CKJIAaJa€ThC 3 TPbOX PI3HUX (HepMEHTIB-
nipyBaTaeriiporeHasu, IUT1apoinoaTaleTHITpaHchepasi,

JUT1IPOITIMOoATAETiAporeHasu 1 5-tu kopepmenTiB- tuiaminaudocdar (TAD), KoA,
minoeBa kuciaora, HAJI,DAJI.

OckinbKM TiepesiiueHi KOPepMEeHTH € TMOXIJHUMM BIAMOBIIHUX BITaMiHIB, 1X
HEJIOJIIK TPU3BOJUTH [0 TallbMyBaHHS OKUCIIOBAJILHOTO JEeKapOOKCUIIOBaHHS O-
KeToKucaoT. Hakonu-ueHHs JIakTaTy Ta mipyBaTy BUKJIMKAE alli]103.

Peryasinisi mpouecy nekap00KCHIIOBAHHS

anetmin-KoA, HAJIH ta ¢dpykro3o-1,6-nudocdar-iHridiTopu boro KOMILIEKCY.
[Hmmit croci6 perymsmnii mporecy-yTBopeHHsl (pocdopunboBaHoi (HEaKTHBHA) Ta
nedochopusiboBaHO1 (aKTUBHOI) (hOPMHU MIPYBATIACTIAPOTCHA3H.
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AkTHBaTOpH TA iHTi0OITOpHU peryasaTopuux ¢pepmentis L{TK

¢bepmenr aKTUBATOPH
iHridiTopm!

I{uTpaTcuHTaza AT HAJIH, cyknunin-KoA

[3o1muTparaerigporeHasa AT®, HAJIH AJl®, AMD

0-KEeTOTJIyTapar- AT HAIH, cykuunin-KoA

JeriporexHasa

KJITHIYHE 3ABJIAHHA 1.

Y nutuHu 6 POKIB 3HM)KEHA aKTUBHICTh, € O3HAKHU MOPYIIEHHS KOOPAMHALI]
pyxiB. [Ipu oOcTexeHHI BCTAaHOBJIEHO TE€HETHYHUN Je(peKT OAHOrO 3 (HEpPMEHTIB
nipyBataerigporenHazHoro (IIBKI') kommiekcy. BkaxiTh, sikuit 13 HAaBeI€HUX HUXKYE
71a00paTOPHUX MOKA3HUKIB OyB BUPIIIATBHUM B OOTPYHTYBaHHI1 11arHo3y?

- mipyBaT BuUIlle HOpMU ™
- aJaHIH HUXKYe HOPMU
- MipyBaT HUXKYEe HOPMU
- aJlaHIH BHILE HOPMH
JIaKTaT HIDKYE HOPMH
K.JIIHI‘IHE 3ABJAHHA 2.
LleHTpanbHUM OPOMIXHUM MPOTYKTOM 0OMiHY (O1JIKIB, JiMiA1B, ByTJIEBOAIB) €:
- Anetmi-KoA*
- Cyxkmunain-KoA
- IlaBenpHO-o11TOBa KHcaoTa (II[YK)
- Jlakrar

- Hwutpar

KJIITHIYHE 3AB/IAHHA 3.

VY xBoporo 57 pokiB, SIKMI CTpa)KJa€ Ha IIYKpPOBUW J1a0€T, pO3BHUHYBCS KETOALUA03
(HarpoMaJI>KeHHSI B KPOB1 KETOHOBUX T1I-all€TOOLITOBO1, 0€Ta-OKCUMACIISIHOI KUCIIOT 1
aneToHy). bloXiMIYHOIO OCHOBOIO LIBOIO CTaHy € 3MEHIUEHHS CTYIMEHs yTHiIi3auli
anetin-KoA, 10 4oro npu3BoAUTh HECTAYA!

- okcanoarerara (II[YK)*

- 2-okcoriyrtapara

- IJIyTamara

- acmaprara

- CyKIIMHATa

BIOEHEPTETUKA: BIOJIOT'TYHE OKUCJIEHHS 1 OKUCHE
OOCOOPUITIOBAHHA. JAHIIOI EJIEKTPOHHOI'O TPAHCIIOPTY B
MITOXOHAPIAX

OCBO€EHHS 1ILOTO PO3/1TY 010X1Mil HEOOX1THE JIJIsT PO3YMIHHS
MEXaHI3MIB IaTOre€HEe3y 3aXBOPIOBaHb, OCKUIBKA MEXaH13M BUHUKHEHHS OlJIBIIOCTI
3aXBOPIOBAHb PEATI3yETHCS YEPE3 CTAH TIMOKCIi.
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I'inokcisg- Haifyacrila MpUYMHA TIMOCHEPreTUYHUX CTaHIB (TOJIOAYBaHHS,
rifnoBiTaMiHO31B, HECTa4l KUCHIO y MOBITPI, 1[0 BAUXAETHCS, MOPYIIEHb KPOBOOOITY,
rinoryio6iHeMit, mopyueHHss QYHKIIA MITOXOHAPINH 1HTrIOiTOpaMu (EepMEHTIB
JUXAJIBHOTO JIAHITIOTa Ta 1H.), a TIMOKCis MO3KY-HalvacTiIa MpUIuHa CMEPTI.

Knituna noctiitHo notpedye AT®-makpoeprivHOMY 3'€THaHHI, 3aM1aciB SIKOTO B
Hil IpaKTUYHO HeMae (HarpuKiaz, 3anaciB AT® y ceprieBoMy M'si31 BACTAUUTh JIMIIIE
Ha KIJTbKa CEeKyHJ, fKImo Hemae cuHTely AT®). Tomy KIiTHHa BeCh 4Yac Mae
OTPUMYBATH XapyOBl PEUOBUHHU (JOHOPH BOJIHIO) Ta KMCEHb JJis cuHTE3y ATO.
IIpuxkiaaau 3aBAaHb HA IO TEMY:
1. JluxanpHUM JIAHIIOT, pO3TAIlIOBAaHUN Y MITOXOH/IPISIX BUKOHYE (DYHKIIIO:
a) MEPEHECEHHsI eIEKTPOHIB HA TUTOXPOMHU
0) okucnensia pedoBuH 10 CO, u H,O
B) IIEPETBOPEHHSI PEUOBUH 1 €HEPrii
r) 3abe3meucHus kmitnH HAJ[ u ®AJL"
1) nepenecenns aromiB BoaHio 3 HA/IH, Ha kucens 3 yrBopenasm AT® u H,O

2.V nporeci TKAaHUHHOTO JUXaHHS CyOCTpaTaMu € BC1 pEYOBUHH, KPIM:
a) CyKUMHAT

*0) nmakrtar

B) 1301IUTpaT

r) Majiat

1) 0-KETOrIyTapaT

3. Hait6inp11 eHepreTMyHUM CyOCTpaTOM JUXaJbHOTO JIAHIIIOTA €:
a) KOQH2

*0)HAIH,

B) CyKIIMHAT

r) ackopbar

1) PAIH,

4. TTocni10BHICTh KOMIIOHEHTIB AUXAIBHOTO JIAHI[FOTa BU3HAYAETHCS:

a) BUOIPKOBOIO 3JIaTHICTIO aKIENTYBAaTH Ta MEePeIaBaTH €JIEKTPOH

0) MOJIIOHICTIO Y CTPYKTYPI CYCIJIHIX IEPEHOCHUKIB €JICKTPOHIB

B) PO3YMHHICTIO Y BOJ1

*T') 301IBIIIEHHSM 3HAYCHHS! OKUCHIOBAIBHO-BITHOBHOTO

MOTEHITIaTy MK CyCITHIMU KOMITIOHEHTaAMU JIAHITIOTa

1) MparHEeHHSIM TIap OKUCJICHHSI-BIAHOBIICHHS 10 TIOIIUPEHHS BITLHOT €HEeprii
TkaHuHHEe JUXAHHSA-TIPOIEC, MOB'SI3aHUN 3 TOTJIWHAHHSAM KHCHIO Ta BHUJIUICHHSM
ByIJIeKUCIOro rasy. llornuHaHHS KHUCHIO BiJOYBA€ThCSI B MITOXOHAPIATILHOMY
JIAHLIOTY TEPEHECEHHS €JIEKTPOHIB 1 MPOTOHIB (3BIJICK Ha3Ba-IUXaJbHUN JAHIIIOT).

EnexTponun Ta aTtoMH BOJAHIO, sIKi O€pyTh y4acTh B OKHCHIOBAJIbHO-
BIIHOBJTIOBIBHUX PEAKIIISIX - HA3UBAIOThCS «BiITHOBIOBAJIbHI €eKBIBAJIEHTH.
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OKHUCHE ®OCP®OPUJTIIOBAHHS TA AT®-CUHTETA3A MITOXOH/IPII
MITOXOH/IPII- ManeHbKi e1eKTpOCTaHIIiT KIIITHHH.

JuxajJbHUil JAHOIOT MIiTOXOHIAPi - CYKYIHICTH MOJEKYJISPHUX KOMIIOHEHTIB
(pepmenTiB Ta KOpEepMeHTIB), sfKi BOYyAOBaHI B JIMIAHUM MAaTPUKC BHYTPILIHIX
MITOXOHIpiaIbHUX MEMOpaH, BUKOHYIOTh OKHCJICHHS O10JIOTiYHUX CyOCTpaTiB Ta
MOCIIJOBHUM, CTYIHYACTHI TPAHCHIOPT BIJHOBIIOBAJILHUX €KBIBAJCHTIB HA KUCEHb 3
YTBOPEHHSM MOJIEKYJIA BOJM.

JIuxaabHU JJAHIIOT - JIAHIIOT TIEPEHECEHHs €JIEKTPOHIB 1 MPOTOHIB Bij cyOCTpary,
10 OKUCITIOETHCS, HAa KUCEHB, III0 MOYKHA YSIBUTH SIK:

HAl->®aasonporeiagn— Y oixinon— Illuroxpomu b —c— a+ a3—0z
(-0,32 B) (-0,06B) (+0,1B) (+0,26B) (+0,29B) (+0,81B)

CyOcTpaty OKMCHEHHS
(SHy)

l

HAIH

| —Ad®O—AT®
S"H,— KoQ <« S’H,

!

B
|—=Al®—AT®
C1

l

C

!

aas
|—=Al®—ATD
0;

®EPMEHTHU BIOJIOI'TYHOI'O OKUCJIEHHS - BigHOCATHCH [0 KJIacy
OKCUJOPEAYKTA3

B nporiecax 01070T1YHOTO OKUCJIECHHS Y KHUBHUX OpraHi3Max po3pi3HSIOTh TaKi
THUIIN PEaKIlin
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1. Ilepenaua cybcrparom, 1o okucitoerbest (SHy), meBHomy akiuenTopy (A) BOJHEIO
(TOOTO IPOTOHIB Ta EIEKTPOHIB)

SHz + A S + AHz

Herinporenasu- HAJ[-3anexni 1 @A J[-3anexHi

3asiexHO BiJ XIMIUYHOT MPUPOAM aKIIETITOPA:

1.1. Peakuii neriapyBaHHs, aKIIEITOPOM B SIKMX CIIY>KUTh XIMIUHA CIOJIyKa, BIIMIHHA
B1J] KUCHIO:
SH2+ R— S+ RH2
AHaepoOHi gerigporenasu
1.2. Peakii neriipyBaHHsl, Jie aKIENTOP - 11€ KUCEHb:
SH,+ O, — S + H>,0,
AepoOHi aerigporenasu (0KCHAa3M )

Jerigporenasu, 3ajie:KHi Bil HIKOTHHAMITHUX KOG epMeHTIB.
SH:; + HAJIH+ —S+HAJIH +H+

Kogepment HAl a60 HAJI®
Biramin BS (HikoTMHOBA KM CJIOTA, HiaLMH, BiTaMiH PP, nporunesarpiyaumii)

N
\N N

Tigpun-ion H (1.e. H" +2¢°) npueanyeTbes A0 TpUAMHOBOTO KilbI, a IPOTOH
H+ nepeTBoproeTbes Ha peakiiiiiHe cepeioBUIIe

daBiH3aMekKH1 ACTIIPOTESHA3H.
Kodepmentu- ®AJl u ®PMH

SH, +DAJ] —S+DAJTH,

Biramin B2 (pubodiasin)

(IZHZ(C HOH), CH,OH

[30amokca3rHOBE KiJblie aKIENTye 2 aTOMHU BOJHIO Bia cyocTpatiB ( 2H™+2e).
daaBonporeiHu-aHaepoOHi aeriaporenasu-cykuunat/ll -3a Ta i
daaBonpoTeiHU-aepoOHi AerigporeHa3sn-okcy1a3a aMIHOKICIIOT Ta 1HIIL.
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2. Peakuii, o0 mMpoTiKawTh i3 nepeaayero 1 a00 1eKijIbKOX eJIeKTPOHIB AKIENTOPY
Se- + A — S + Ae-
HuToxpoMu JUXAJBHOIO JAHIIOTa MITOXOHAPIil
HuToxpomu- 3ami30BMICHI OUIKM MITOXOHAPINA, 3ai30 BXOAUTH O CKIIATy
MeTanonop(pipuHOBOrO KOMIUIEKCY (T€MIHOBE 3ajii30), B OCHOBI CTPYKTypH
IIUTOXPOMIB.

[uroxpom(Fe*") +e— Iuroxpom(Fe*")
Icnye 3 kmacu 1UTOXpOMIB-a,b,c- 3aJIe)KHO B OCOOJMBOCTEH iX CIEKTPIB
NOTJIMHAHHS.

Y MITOXOHAPISAX €yKapioTiB PO3PI3HAIOTE 5 PI3HOBHUIIB IUTOXPOMIB - b, ¢, Cy, a,
asz.

B EIIP (enmomuiazMatuyHOMY peTUKYJIyMmi) -mutoxpomu P-450, b5, OepyTh
y4acTh B OKUCHOMY T1JIpOKCHJIFOBAHHI.
3. Peakuii, fiKi MOJIAraTh y 0e3nocepeHbOMY NPUEIHAHHI 10 Cy0CTPaTy aTOMIB
kucHIo- B EI1P (MikpocomalibHE OKUCIICHHS )
[Huroxpomu P450 u B5

SH + 1/202 — S-OH

OxkcureHnasu
S+ 0,— SO,
Juoxcurenasu ( peaxiii [TOJT)

OxkpeMi (epMeHTH Ta KOPEPMEHTH, IO BXOJATh O CKIIAQy JUXAJIbHOIO JAHIOra,
CTPYKTYpHO 00'e€HaHI Mk COO0I0 B HaJIMOJEKYJSApHI (MYJIbTICH3UMHI) KOMILIEKCH,
pO3TalllOBaHl B JIIMIJHOMY MATPUKCI MITOXOHAPIH, IO CTBOPIOE YMOBU IS
e(eKTUBHOTO Nepediry OKMCHO-BITHOBHUX PEaKIIIi:

Kommaeke I -HAJIH-KoQ-penykraza-pepMeHTHUI KOMILIEKC, A0 CKJIAay SKOTro
BXoauTh (rmaBomporein, mo wmictute ®OMH, oxucmoe HAJIH, mnepenae
BIIHOBIIOBaJIbHI ekBiBajeHTH Ha KoQ. Jlo ckiamy mbOro KOMIUIEKCY BXOJWTH
nerigporeHasa, mop's3ana 3 FeS.

Kommieke II- cykmunar-KoQ-penykraza - (hepMEHTHUN KOMIUIEKC, IO MICTHTh
®A/Jl-3anexxHUi TIPOTEiH, OKHUCIIOE CYKIUHAT, BimHOBIo0uM KoQ. o ckmamy
KOMILJIEKCY BXOJIMUTh CYKIIMHAT/IETIpOoreHas3a, mos's3ana 3 FeS.

Kommieke III— KoQ-mmutoxpom-c-penykraza-hepMeHTHUH  KOMILIEKC, IO
CKJIQZAa€ThCs 3 HUTOXpoMy b, FeS-06inka, uuroxpomy cl. Lleit koMIiekc nepeHOCUTh
eJeKTpoHU BiHOBIeHOro KoQ Ha muTOoXpOom C.

Kommiexce IV- I[{utoxpoMm-c-okcumaza-GepMEeHTHUN KOMIUIEKC, M0 CKIAAa€EThCs 3
IUTOXPOMIB a 1 a3 BIJANOBIJA€ 3a OCTAaHHIO CTaJlit0 O10JIOTTYHOTO OKHUCJIEHHS-
BI/IHOBJICHHSI €JIEKTPOHAMH MOJIEKYISIPHOIO KUCHIO, MICTUTbh 10HU MiJl.
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SH2 mipyBat CyKuHHaTJ, L
I3ountpar, ———- E-OA]T |
Manar, FeS | Komm II
A-KT' —
B-I'O-ammi-KoA —> HAJI-E-®PMH—FeS— KoQ—————
I'myramar L Komm I )
! FeS
T
ATD E-®A]]
T
Anun-KoA

I'n-3-®

1T b— FeS—uur ¢;— uut c—uur atas;—1/20, — H,O
Kommuexce III  Kommiaexke I'V

l l
AT® AT®

TpancnopT NpOTOHIB 1 €IEKTPOHIB JAHIIOIOM 3a0€3MeUy€eThCsl PI3HULICIO
MOTEHLIATIB MK IuxalbHUMU ¢epMmeHTamMu.  KoxkHe 30UTbIICHHS MOTEHIAy Ha
0,16B 3BUIBbHSE €HEPTil0 Y KIIBKOCTI, TOCTAaTHbOMY JJIsI CHHTE3Y OJHIET MOJICKYJIH
AT® 3 A1D Ta hochopHOT KUCIOTH.

[lepeHeceHHs: mapu €JIEKTPOHIB Ta MPOTOHIB Ta YTBOPEHHS OJHIET MOJIEKYJIU
BOJY CYIIPOBOJIKYEThCA CUHTE30M 3 MosieKkya ATO.
Cunre3 AT® Ha3MBAKOTHh OKUCJIIOBAJIBHUM (POCHOPUIIOBAHHAM (CHOJIYYEHUM
dbochopuiaroBanHIM)

Cunre3 AT® 3 AJ/I® i ®H oTpuMaB Ha3BY - CHOJYYEHHSI JAUXAHHA
(€JIeKTPOHHOI0 TPAHCIOPTY B MITOXOHAPISIX) TA OKHUCHOTO (pochopuIrOBaHHA.

Cunre3 1AT® norpedye BuTpar 7,3 KKaJI.

Koeoiuient oxucHoro ¢ocopmioBaHHsI-BiIHOMIEHHSI KiJbKOCTI IOB'S3aHOI0
HeopraniyHoro ¢ocdary (Moab) A0 KiJIBKOCTI NOIJIMHEHOT0 MITOXOHAPiSIMHU
KucHIO (M0Jib) OH/O- uMcelbHO AOpPiBHIOE KinbkocTi Mojiekya AT®, saki
YTBOPIOIOTHCSI MPH NEpPeHEeCeHHI ABOX BiIHOBJIIOBAHUX €KBIBAJIEHTIB HA OJMH
aTtoMm KucHio- ATO/O.

1. Xemioocmotnuna Teopis-3a  MiTuemnom (amTmiiicekmii  Gioximik, maypear
HoGeniBcrkoi npemii 1978p.)- nmosicHioe MOJIeKyJIsipHI MexaHi3Mu yTBopeHHsI AT®
Yy MITOXOHJPISIX Y X0/l 610JI0T1YHOTO OKUCIICHHS.

2. TloemnaHHS MiK IEPEHECEHHSM €JIEKTPOHIB Y INXAIbHOMY JAHIIOTY Ta CHHTE30M
AT® BinOyBaeThCs 32 paXyHOK YTBOPEHHS MTPU (PyHKIIIOHYBAHHI TPOTOHHUX TTOMIT
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rpajieHTa KoHIEeHTpamii H+ Mk aBoMa TOBEpXHSAMHM MITOXOHJIPIabHOI
MeMOpaHu.
AT®-cuHTeTa3a,  TPAHCHNOPTYIOUM  MPOTOHM Yy  HampsAMKy (1o
€JIEKTPOXIMIYHOMY TPAIIEHTy) MNPU3BOAUTH JO 3BUIBHEHHS XIMIYHOI €Heprii, 3a
JOTIOMOTOI0 SIKOT YTBOPIOIOTHCSI MakpoepriuHi 3B'a3ku ATO.

MDKMEMBPAHUI
IMPOCTIP S—SH;
|  BHYTPIIIHA /
MEMBPAHA | e | MATPUKC MX
2HY « | — le |« SH, »S « |
2HY  « | — le | «2H"
2H" « | «— — | | «2H"
— 0,—0~
—— 2H —»— | 2H+
| FO | F1 ATO |

SENENEENENEENEN——) - M —-—] —

Bynp-axi ¢i3uyHi, xiMiuHi Ta O10J0Ti4HI (DAKTOPH, K1 YIIKOJPKYIOTH IIIICHICTH
CHpATAIOYNX MEMOpaH MITOXOHpiid, BUKOHYIOTh POJb PO3'€IHYBadiB TPAHCIOPTY
€JIEKTPOHIB Ta OKUCHOTO PoChHOpUITIOBAHHS.

IHI'TBITOPU EJIEKTPOHHOI'O TPAHCIIOPTY TA
OKUCHOT'O ®OCPOPUJIIOBAHHSA B MITOXOHIPIAX

[le meBHI XIMIYHI CHOJYKH, IO MOPYIIYIOTh €JIEKTPOHHHUM TPAHCIIOPT Ta OKHUCHE
dhochopumroBanHs.

IHridiTOpH €JIEKTPOHHOI0 TPAHCIIOPTY

POTEHOH- incexTenu iHTi61TOp TpaHCHopTy ennekTpoHiB uepe3 HAJIH-koeH3um-Q-
PENYKTa3HUN KOMILIEKC

AMOBAPBITAJI-CEKOBAPBITAJI

(CEKOHAUJI)- cHopiitHi 3aco0u, 0apOiTypaTH-MEXaHI13M TaKHU e, IK Y pPOTEHOHY
[MEPUTLTANH- anTHO10THK, MEXaH13M TOMH Ke

AHTUMILIMH A-6nokye kommieke I11- B-c;

HUAHIAU- 1ari0yioTh Ha piBHI HUTOXPOMOKCUIA3HOTO KOMILIEKCY
CO-1muToXpoMoOKcH1a3a-reM

[ariGiTopu okucHOrO (HoCHOpPUITIOBAaHHS

OJII'OMILUH- iari6yBanus AT®d-a3u

Po3'eanyBa4i okucHoro gochopunroBanus
2-4-nuHiTpodeHOo, AMHITPOKPE30J1, IeHTaxI0pPeHo
TupokcuH, TpUHOATUPOHIH
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Porenon Antuminue  [uanin
! ! !
HAl1->®naBonporennbi— Y ouxuHon—Luroxpomsr b —c— a+ a3—0;
JTHD JTH®D JTH®D
oJIiroMinuH OJIIrOMilIMH  OJIIrOMIiIMH

Makpoepriuauii 3B'130K-M03HAYAETHCS 3HAKOM ~ (TWibaa) Cucrema AT®—A /D
Bilirpae posib y NOEAHAHHI eK3eProOHIiYHUX PeaKUiil Ta eHePpreTUYHUX peaKuii
VY Monekyni AT® € qBa MakpoepriuHi 3B's13KU
OH OH OH
|
AJTEHIH-pu6o3a-P-O~P-O~P-OH
Il
O O O
VY monexyn AJI®-Tinbku oauH BUCOKOeHepreTuuHui 3B's130K. [Ipu cuntesi AT 13
AJ1® nomaeThes 11e OJMH TaKHUM 3B'SI30K.
lNonoBuuil nwisax cuntesy ATD 3 AJI® - okucHe ¢ochopuioBaHHsa. Y 1UbOMY
BUKOPUCTOBYETHCSI HEOpraHiuHUi docdart:
AJ1®+H;PO4+EHEPTISA—-AT®+H,0
Peaki1ist enepreTH4HO MOB'sA3aHA 3 IEPEHECEHHSIM BOJHIO 3 BIIHOBJICHUX KOPEPMEHTIB
Ha KUCEHb.

[Ipu uboMy nepeHeceHH1 3BUIbHIEThCSI OCHOBHA YaCTHHA €HEPTii PeUOBUH, 1110
okucioroThes. Enepris cuntedy Boau 3 Hp ta O, nopiBHroe 230 kJIk/Moib;
NPAKTUYHO CTUIBKHU K BUXOJUTb, SAKIIO BUKOPUCTOBYETHCS BOJEHB, IO BXOJIUTH 0
CKJIQJly OPTaHIYHUX CMONYK. EHepreTuyHe CHOJy4YEHHA peakiliil MepeHeceHHs
BOHIO Ta cuHTe3y AT® BiOyBa€eThCs 32 y4acTIO MITOXOHApiaabHOT MeMOpanu Ta H+-
AT®-cunTterasu.

Enepretnune crioyydeHHs peakiii mepeHeceHHs Boaopoay Ta cuHTesy AT
BiJI0YBA€THCS 32 yUaCTIO MITOXOH IpianbHOT MeMOpanu Ta H+-AT®-cunrterasu.
CXEMA EHEPTETUYHOI'O OBMIHY

Eneprist pe4yoBHH, 110 OKUCITIOIOTHCS

/
/
AJld+ H3POsy ——ATD+ H:0
\ —«/
/
EHEPTII A
/ / \ \

MEXAHI- EJIEKTPUYHA OCMOTU- XIMIYHA POBOTA
YHA POBOTA YHA
POBOTA POBOTA

Eneprist xapuoBux peuoBHH Yy KJIITHHI MEPETBOPIOEThCS Ha eHeprito AT®, a motim
AT® cayxuTh mKepeaoM eHeprii mns 3A1ACHEHHS pPI3HUX BUIIB pPOOOTH B
OioximMiuynmx Ta ¢izionoriunnx npouecax. ILli mepeTrBOpeHHs] CTAHOBJIATH CYTh
€HePreTH4YHOro OOMiHY.
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3arajibHUM [IISAX KaTa0o0J1i3My PEUYOBUH B €HEPreTUYHOMY OOMiHI- I1€ TIepII 3a BCE
IIUISIX TTOCTaBKH BOJIHIO OPTaHIYHUX PEUOBUH y NUXATHHUH JIAHITIOT.

CymapHuii pe3yJbTaT peakuiid 3arajJJbHOr0 HIJISIXy KaTa00J/1i3My MOKHA fK:

CH;3-CO-COOH+H4HA I +PAI+T 1d+H3PO4+2H,0=
=3CO+4(HAJH+H)+®ATH+T'TD

Jist GesnepepBHOro Hepediry npouecy 3i1iBa HalpaBo KOQEPMEHTH, O Nepeiium y
BiIHOBJICHMII CTaH, NMOBHMHHI 3HOBY OKHMCIHTHCS. IXHE OKMCJIEHHS BiIOyBaeThCs
HUISXOM TIEPEHECEHHS BOJHIO 3 KO(PEpMEHTIB Ha aTMOC(HEpHUN KHUCEHb Y
MITOXOH/IpiaIbHOMY TUXAJIbHOMY JIAHIIIOTY.

4HAJTH; +20,—4HA [+ +4H,0 +®ATH; +'/,0:—>®PAT +H20

3aranpHUN NUIAX KaTa0OJI3My 1 TUXaTbHUHN JIAHITIOT € €MHUM MPOIECOM, 1 ITi
JIB1 MOT'0 YaCTHUHU HE MOXKYTh ()YHKIIIOHYBAaTH OKPEMO OJHA BiJl OJHOI.
HIBuakicTe auxaHHsg Ta (ocPOPUIIOBAHHA B MITOXOHAPIAX 3aJ€KUTH Bil
koHuneHTpauii A/{® Ta mBuakocTi BuTpayanus ATO.

3HIKEHHSI JAMXaHHS MITOXOHApPIM mpu3BoAUTh A0 MeHmoi BuTpatu HAJIH2 Tta
YHOBUIbHEHHS PEaKIiil 3arajJbHOro NULIXY KaTtadbomizMmy.  Jleski peakilii 3arajbHOro
NUIAXY KaTaboji3My 3ajieXaTh BiJl KOHLIEHTpalii afeHUIOBUX HYyKieoTuaiB: ATO,
A1O, AMO.

VYV OaraTbox KiiTHMHAX ixHe cmiBBigHOIIeHHS Biamosizae 100:10:1. O1ke, HeBeEIHKI
3miHd KoHLeHTpauii AT® MOXyTh CIPUUMHUTH 3HAYHI 3MIHU KOHUEHTpaLii 1HIINX
HYKJICOTHU/IIB.

[H111 BUIM 610710T1YHOTO OKMCHEHHS. MiKpocoMaibHE OKUCIICHHS.

I'osioBHA BIAMIHHICTH peakuiid 0i0JIOTiYHOT0 OKMCJIEHHSI Bil TKAHUHHOIO
AUXAHHSA TOJISiTa€ B TOMY, 1[0 BOHU HE CYIPOBOKYIOTHCA CHHTE30M
BHCOKOEHEPTeTUYHHUX CHOJYK, aJleé MalOTh TUIACTUYHE Ta 3aXUCHE 3HAYEHHS.

Y pani peakuiit okuciaeHHs ( mpuoau3Ho 10%) aTomu KUCHIO BKIOYAOThCS

0e3mocepeIHbO B MOJIEKYITy CyOCTpaTy 3 yTBOPEHHSIM TlIPOKCUIBHOT, KapOOKCHUIBHOT
a00 1HIINX TPYII.
Y wMemOpaHax €HIOIUIa3MAaTHUYHOTO PETUKYJIyMYy TEUiHKH, B MITOXOHIpPISAX 1
MIKpOCOMax KOpPH HaJHUPKOBHX 3aji03, CTAaTEeBUX 3aji03aX Ta iH. JIOKAJi30BaHi
(hepMeHTHI cucTeMHU, IKi KATAJI3yI0Th MOHOOKCUTE€HA3H] peaKilii, KOJIM OJIMH aTOM
3 MOJIEKYJIM KUCHIO BKITIOYAETHCS B CYOCTpaT, a 1HIINA - MOJIEKYJTy BOJIU.

RH+O,+ HAJI®OH+H*— ROH +H,0 +HAJI®*
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JloHopoM aToMiB BOJHI0O B peakUifAX MIKPOCOMAJBHOI0 OKHCHEHHS €
HAJI®PH, siknii He BUKOPUCTOBYETHCH Y AUXATbHOMY JIAHIIO3I.

HInsxom yrBopenns HAJI® e nenTozodocdaTHmil nuisx.

I'0/1I0BHUM KOMIIOHEHTOM MOHOOKCUI'€HA3 € IeMOIPOTEIH -LHUToXpom P-
450; iioro BigHOBIIEHA (POpMa Mae MaKCUMyM MOTJIMHAHHS TIpU TOBXHHI XBUJl 450
M. Jlitepa P moxoauts Bix Ha3Bu Micta Philadelpia, ne Bin OyB BiIKpUTHIA.

Mikpocomy ne4iHKH MiCTATH MOHOOKCUT€HA3H, AKI cCkiIagalnTbes 3 ®A -
3asies;kHoro  mporeiny- HAJJI®H-uutoxpom-P450-penykrasu, HereMiHOBOIO
3aJ1i30CePHUCTOrO Oijika Ta reM-TiosaTHoro Oiika P-450.

AKTUBHUI LEHTP MOHOOKCUT€HA3 Ma€ AUISHKY 3B'A3yBaHHS AJi CyOCTpary Ta
MOJIEKYJISIPHOTO KHCHIO. Tak CHHTe3ye€ThbCs THPO3UH, OIOTeHHi aMiHH, CTEpPOIaHI
TOPMOHHU, ’KOBYHI KHCJI0TH, YTBOPIOETHCH KOJIATreH.

Mo:KIHBO TAKOK BKJIKYEHHSI JBOX ATOMIB MOJIEKYJISIPHOTO KHCHIO B
cy0cTpaT- IMOKCUTeHa3H1 peakilii 3 y4acTI0 IMOKCUTeHa3 (HANPUKJIA/J, OKHCJIEHHS
apaxiIOHOBOI KHCJIOTH JIIMOOKCUT€HA30ii, OKUCJICHHS HUCTEIHY i TpUnTodany).

MOXJIMBO TaKOX BiTHOBJICHHSI MOJIEKYJIH KHCHIO 10 NEPEKHCY BOJHIO €
BKJIIOYEHHSAM KHCHIO B cyOCTpAaT.

RH + O; + HO —-ROH + H»0:;

Karanizytots peakuii pepMeHTH 0OKCHAA3U-KCAHTIHOKCUA31, aMIHOOKCHIa3H.
[IponykT OKCHMAA3HUX pEaKIiii-epeKuc BOJHIO, 3HUIIYETHCS KaTajlazol Ta
IIEPOKCUA3aMH.

AKTHBHI GOpMH KHCHIO i MEXaHI3MH 3aXHUCTY BiJl iX TOKCUYHOI Hil.

Jlo akTUBHMX ()OPM KHCHI0O MOKHA BilHecTH: cynepokcuiaHuii pagukan (O,.),
nepekuc BogHoO (H,0;), riapokcunpHuii panukan (‘OH), Momekyiu KHUCHIO B
cuHrietHomy ctani (‘O»).

YTBOpeHHsI aKTUBHUX (OPM KHUCHIO JICKUTh B OCHOBI OaKTEPHUIMIHOCTI
noJIMOP(PHOAAEPHUX JICHKOIUTIB, MakpodariB Ta €o3MHO(QLIIB. Y IIUX KIITHHAX Y
npoueci (arouuTo3y MOCHIIOETbCA TMOTJIMHAHHS KUCHIO, IO BUTPAYAEThCS HA
YTBOpPEHHS Horo akTuBHUX GopM. HykeTHOB1 KUCIIOTH, OLIKH, JTiMiAn OaKkTepiaTbHUX
KJIITUH YIIKOKYIOTBCS AaKTHUBHHUMHM (OpMaMH KHUCHIO, 3 SIKHUX OCHOBHY pOJIb
BIIIrparoTh nepekuc BoaHo Ta rimoxmoput (HOCI).

J1y1st 3amo6iraHHs BIUITUBY HAIMIPHUX KOHIICHTPAIIM aKTUBHUX ()OPM KUCHIO Ha
MaKpOMOJIEKYJIM OPTaHi3My B HbOMY ICHYIOTh AHTHOKCHIAHTHI CHCTEMHU.

Bucoka axkTUBHICTL Ta CHOpPIAHEHICTb N0 cyOcTpaTiB (EepMEHTIB -
CYNEepOKCHUITUCMYTa3! Ta KaTanas3u - 3a1001ra€ HAKOMMYEHHIO B KJIITUHI CYTIEPOKCUILY
Ta TIEPEKHUCY BOJIHIO.

IayraTionnepokcuaasa xatamizye BimHoBIeHHS H,O, 3a paXyHOK OKUCIICHHS
[IIyTaTIOHY-TPUIIENITUY, 110 CKJIAJA€ThCSA 3 Y-TIIyTaMIHOBOI KUCJIOTH, LIUCTEIHY Ta
TIIAHY
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HOOC-CH-CH,-CH,-C-NH-CH - C-NH—CH,-COOH
| |
NH; O CH; O
|
SH
BinnoJsiena ¢opma riyTationy yMOBHO mo3HauyaeThes sk ['-SH, okuciiena gpopma-
['-S-S-I" - npu 1bOMyY JB1 MOJIEKYJIU [NIyTaTIOHY 3'€ THYIOTHCS AUCYIb(PIAHUM MICTKOM.
['myTatioHnepokcugasza KaTajizy€e peakuiro:

2I'-SH + H:02 —I'-S-S-T' +2 H:0
depMeHT BITHOBIIIOE TAKOK OPTaHIYHI IEPOKCHU/IH.

[leit pepmeHT 3HaMACHUN y KPUIITAIUKY OKa, EPUTPOLIMTAX, MediHii. DepmeHT
13 KpUILITAJINKA OKa MICTUTh Y NENTUIHOMY JIAHIIOTY CEJICHOLMCTETH, B IKOMY aTOM
CIPKH 3aMIIIEHUI CEJIEHOM.
BigHOBNIEHUH TIIyTaTIOH pereHepy€eThCs MPH M1l IIyTaTIOHPeXyKTa3M.

I'-S-S-T + HAJI®H+ H'—2 I-SH +HAJI®"

Bitamin E (Tokodepo.) - rpymna BiTaMiHIB, HAHTOIIUPEHIIIUM 3 SIKUX € 0-TOKO(hepo,
1110 BUKOHYIOTh aHTHOKCHIAHTHY (BYHKIIiI0. [X HaliBaKNMBilIa BJIACTUBICTH MOJATAE y
3IaTHOCTI BIJIaBaTH €JIEKTPOH (OKUCIATUCS) 3 YTBOPEHHSM BLILHOIO pajuKala.
AKIlenTopaMu €JIeKTpOHA MOXYTh OYTHU >KMpHI KHUCJIOTH, TOMY, BIJIHOBIIOIOYH iX,
BiTaMiH E 3ynuHse€ TaHIIOTOBY Peakilito OKUCICHHS KUPHUX KUCIIOT.

IIpu Hectaui BiTaminy E po3BuBaeThcs aTpodist M's31B y 3B'S13KY 3 MOCUIICHHSIM
IHTEHCUBHOCTI TIE€PEKHMCHOTO OKMCJICHHS JIMIAIB 1 B Pe3yJbTaTi YIIKOJKCHHS
MepeKrucaMu JT30COMalIbHUX MeMOpaH, sKi BUKHJIAIOYM B IMTOIUIa3My AaKTHUBHI
riipoJia3u, pyHHYIOTh KIIITHHY.

Y wMemuuuHi K (QapMmipenapaTd MpU JIKyBaHHI pI3HUX 3aXBOPIOBAHb
BUKOPHCTOBYIOTHCS AHTHOKCHAAHTH, SIKI MOKHA PO3ALIUTH HA:
AHTUOKCUJIAHTH NMPAMOI Iil
- Jrcupopo3uunHi - Tokoepoiry arerar, yoixiHoHu, AuOyHOI (10HOJ), aeBIT, EKCTPAKT
€Iy TEPOKOKY
- 8000pO34UHHI - ACKOPOIHOBA KUCIIOTA, PyTHH, KBEPIETHH, (IIaKyMiH
- mi0j106i AHTUOKCUIAHTH - BIIHOBJICHUH TJIyTaTIOH, JIINIaMiJl, IUCTEaMIH.
AHTHMOKCHUIAHTH HeNpsIMOi il MonepeaHUKH TIIyTaTioHy (TioyTamar, LUCTEiH,
METIOHIH); TOMNEPEIHUKH MIPUIUHOBUX  HYKJICOTHU[IB-KOMIUIaMiH  (Ipenapar
HIKOTUHOBOI KMCJIOTH; 1HAYKTOPH NEPOKCUAA3- HAIPUKIIAJI, CEJIeHAT HATPIIO.

B ocraHHi pOKM AHTHOKCHJIAHTHA AKTHUBHICTHL BHSIBJIEHA Yy [eSIKHX
OioreHHux amiHiB, HampuKiIaa, aJpeHaliHy, HEUPOTPONMHUX  IMpernapariB-
OKCUMNOXiAHUX amiHazuHy. Cepen CHHTETUYHHMX AHTHOKCHJAHTIB Yy  KIIIHILI
HaANOIBIIOI0 MOMYJISIPHICTIO KOPUCTYETHCS JUOYHOI (10HOJ), 0COOIMBO MPH 1HPAPKTI
MiOoKap/a.
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Lecture N3

PO31JI 2. METABOJII3M BYTJIEBOAIB, JIIIJAIB, AMIHOKUCJIOT TA

HOI'0 PEI'YJISIIIA

METABOJII3M BYTJIEBOAIB-1: I'VIIKOJII3, AEPOBHE OKUCHEHHS

NIFOKO3U. AIBTEPHATHUBHI JIAXW OBMIHY MOHOCAXAPU/IIB
Jlanuii po3ain 610Ximii € qy’ke BaXIJIMBUM IS Cy4aCHOTO JIIKapsl.

Ipuxiaaam 3aBiaHb:
BHacJ1iioK 40ro po3BUBa€ThCH rinepriikeMivHa KOMa Npu Aiaderi?

A. I'imepxonecrepuHemii

B. I'imepraikemii

C.*Keronemii

J1. I'inepkanbiiemii

E. Bce nepeniuene

Ha3BiTh HUPKOBHIi MOPIT IS TJIIOKO3M:

A. 5 MMOJIB/TT

B. 2 Mmomb/nt

C. 15 mMonb/10

. *10 mmoms/a (180 Mr%)

E. 20 mmonb/n

IHepesiunTu BCi MOKAa3HUKM, 1110 HEOOXIIHI /ISl TIarHOCTHUKHU IyKPOBOIO aiadery:
A. PiBeHb I'TIIOKO3U KPOBI1

B. I'moko3a B ceui

C. Ketonosi Tina

J1. I'miko3uab0BaHMi TeMOTIIO01H

E. * Bce nepeniuene

XBopa Jl., 46 pokiB, CKap:KMUTbCA Ha CYXiCTh Yy POTi, cIpary, NpPHCKOpPeHe
CEYOBHIIYCKAHHS, 3arajibHy cjaa0KicTb. [Ipu GioxiMiYHOMY JOCTiTKEHHI KPOBi
BHM3HA4Y€HO TinepriiikeMilo, runepkeroHemMusi. B cedi- rjioko3a, KeToOHOBI TiJia.
Ha snexkTpokapaiorpami- 1udy3Hi 3MiHl B Miokap/i. ¥ XBOpoi, BUPOTiIHO:

A. *IlykpoBuii niabder

B. AnimenTapHa rinepriikemis

C. OcTpblii MAHKPEATUT

J1. Hecaxapusrii tuadbet

E. Umemudeckas 60Je3Hb cepaia

Ha3BiuTh maTo/10rivyHi CKJIa10Bi YaCTHHH cedi NPU HYKPOBOMY JAiadeTi:
A.* I'moko3a, arieToH, areTooTOBa KUCIIOTa, B-T1APOKCUMACIITHA KUCIIOTa
B. ®eninmipysar, alieToH, TiI0K03a

C. I'moko3a, kpoB, O111pyOiH

J1. Bis1ok, KpoB, )KOBUHI MITMEHTH

E. )KoBuHi mirMeHTH, MHIUKAH, TOMOT€HTU3UHOBA KUCJIOTA
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BHYTPIIIHGOKJIITUHHE 3ACBOCEHHS I''TIOKO3U

OCHOBHMM JKEpEJIOM TJIIOKO3W B OpraHi3Mmi JIOAMHU € KpPOXMajb POCIMHHHUX
MPOAYKTIB XapuyBaHHS.

[Hmm1 mpocTi ByriieBoau, sSiKi HANXOAATh JI0 OpraHi3My 3 ke (PpykTo3a, ragakrosa y
CKJaal JWcaxapuiiB) MIANAIOTbCS METa0ONIYHUM MEPETBOPEHHSIM Ticas  iX
Tpanchopmariii y pochopni edipu riroko3u.

SKI110 B KPOB HAJAXOIUTH TIIFOKO3H OLIbIIIe, HIXK HEOOX1HO ISl €eHEPTeTUYHUX
noTped opraHi3My, BOHA BIJKJIAJAEThCA NPO 3amac y BUIVISAL TJIIKOreHy abo
BUKOPHUCTOBYETHCS [Isl CHHTE3Y TPUTIIILIEPHU/IiB )KUPOBOi TKAHWHHU.

YacTuHa TIIIOKO3M HAAXOAWTHh y BEIUKE KOJO KPOBOOOITY 1 CTPyMOM KpOBI
JIOCTABJISIETHCS 0 KJIITUH PI3HUX OPTaHiB Ta TKAHUH.

BTOPUHHI IVIAXHW NEPETBOPEHHS I'VIIOKO3U

- nmeaTo3opocharamii msx (ITDII)

-IIEPETBOPEHHS B TIIIOKYPOHOBY KHCIIOTY

- IEPETBOPEHHS TIIOKO3U B aCKOPOIHOBY KHUCIIOTY (TUIBKH y JI€IKHX TBAPHH)

CyMapHe piBHSIHHSI aepOOHOI0 OKMCHEHHSI TJIIOKO3H:

C6H1206 + 602—> 6C02 + 6H20

ETanu aepoOHOro OKMCHEHHS ITHOKO3M:

1) po3mensieHHs rjiwKo3u 10 niposuHorpaaHoi kucjaotu (IIBK)- rnikomitruannii

erar. IIpoaykTu po3iernieHHs:
[M1BK, 2HAIH, +2AT®
CsH1,06t2HAJI+2 A JD+2DH—2C3H4O3+2HATH,+2ATD
OKHCHEe JeKapOOKCHJIIOBAHHA MipyBaTy 3 yTBopeHHsiM ameTuwia-KoA - mporiec,
SKUW KaTtam3yeThes nipyBataeriaporenasnum (ITBJII7) kommiekcom, 10 CKI1ay sIKOro
BxoAaTh 3 (depmentu: mipysataerigporenasa-IIBAI' (E1), agurigpominoinaneru-
tpancepaza (E2), pgurigpomimoingeriaporenaza (E3) Ta 5 kodepmeHTIB:
tiamingudochar (THAD), KoA, minoesa kucinora, HAJ, DAJ]

CyMmapHe piBHSHHS JIeKapOOKCHUITyBaHHS:

CH;-CO-COOH + HAJI+ +SH-KoA— CH;3-CO- S-KoA + HA/IH,+ CO,

2) Oxucaenns aneTmi-KoA 1o CO2 ta H20 B nuukii Kpeodca, saxuii nos'a3anuii 3
JIAHIFOTOM E€JIEKTPOHHOI'O0 TPAHCIOPTY B MeMOpaHax MITOXOHJIpiH, 3aBepuiye
aepoOHE OKHUCJICHHS ITI0K03U, TeHepyoun 12AT® 3 1 anetuin-KoA.
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IJIKOJI3 (IIISIX EMBJAEHA-MENEPTO®A)-IIEHTPAJIBHUN HIJISIX
KATABOJII3MY TJIIOKO3W, CYKYIHICTh ®EPMEHTATUBHUI
PEAKIIIA, B PE3YJBLTATI SAKHX MOJIEKYJA TJIIOKO3M, IO
CKJIAJACTHCSL 3 6 ATOMIB BYIJIELIO (6C) PO3LIEILIIOCTLCS 10
JBYX 3C-MOJIEKYJI IIPOBUHOTPAJTHOI KNCJIOTH ABA JIAKTATA

VY npixmxax BiiOyBaeThCs OPOIHHSA:
CsH 1,06 — 2C,H50H +2 CO,
III0 BUKOPHUCTOBYETHCS JIJII BAPOOHMIITBA AJIKOTOJIBHUX HAITO1B.
METABOJIIYHA KAPTA TJIIKOJI3Y
I''TIIOKO3A
| > Al® ['EKCOKIHA3A
l— AT® (IJTIFOKOKIHA3A)
I'TIOKO30-6-OOCDAT (I'-6-D)
1T @OCDPOI'EKCO-
I30OMEPA3A4
DOPYKTO30-6-OOCDAT (P-6-D)
1= AID POCDPODPYKTO-
l— AT® KIHA3A4
®PYKTO030-1,6- ITUPOCDPAT (P-1,6-/1D)
11 AJIBJ]OJIA3A4
Hiokcianerongocdar —Iainepoanbaeria-3-pochar
(JAD « TAD ) TPIO30I30OMEPA3A
11 H3POy I'AD-JIEI'T/[POI'EHA3A

11— HAJ — HAJ/[H;

1,3 ]OI'K ®OCOOIJIIIEPATKIHA3A
|—AIlDd ATO—
3PI'K
11T ©OCDOIJIILIEPOMYTA3A
20I'K
| EHOJIA34
OOCOOEHOJIITNIPYBAT (®EIIBK)
V—A® IITHPYBATKHUHA3A
|—>ATD
HIPYBAT (IIBK)
|—HAJ+ JOII
|— HAIH,
MOJIOYHA KUCJOTA (JJAKTAT)
Po3miensieHHs TII0K03M MOXE HpOTiKaTH ABOMaA HNIUIAXAMM:

AEPOBHUM- Y I[MTPUCYTHOCTI KNCHIO (BA
JNOCTATHBOI'OHACHUMYEHHA HUM TKAHUH) 10 CO, I H,O

YMOBU
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-aepoOHMil rJikoJi3, koau 1 mons rimoko3n — 2 [IBK #ioro MoxkHa po3risigatu sk
OpOMDKHUI eran (TTIKOMITHYHUN eTam) aepoOHOr0 OKHCICHHS TUIIOKO3U [0
BYTJICKHCIIOTO Ta3y Ti BOAM.

CsH1,06—2C35H405 (mipyBar)

AHAEPOBHUMM- BE3 YYHACTI KUCHIO, B PE3VJIBTATI HOI'O I'JTKOKO3A
YTBOPIOE ITPOMDKHI [TPOAYKTU KATABOJIM3MY

- aHaepoOHMH IJIiKO0JII3 1 MOJIb TIIIOKO3U — 2J1aKTaTa

CsH1206—2C3HsO3 (nmakrat)- y M'si3ax mp 1HTEHCUBHIM (i3W4HIA poOOTI, TpHU
BITHOCHIM KHUCHEBI HENOCTATHOCTI B JEIKUX BHCOKOCIIEI[IATII30BaHUX KIITHUHAX
(HampuKIIaa, B EpPUTPOLMTaX — HEMae MITOXOHJPIK), MPH MATOJOTIYHUX CTaHaxX
(370SIKICHUX MyXJIMHAX ).

Peaxkuii riikosizy Big0yBanThest y HUTO30J11

depMeHTAaTUBHI peakilii aHaepoOHOro TIIKOJI3Y MOBHICTIO 30Iral0ThCs 3 PEaAKIISIMHU
aepoOHOr0 TJIKOJII3Yy Ta BIAPI3HAIOTHCS TIJILKHM Ha €Talll Mic/isl YTBOPEHHS MipyBaTy.

B aepobHux ymoBax BiOyBa€ThCS OKHMCHE JEKapOOKCHUIIFOBAHHS IMIPyBaTy J10
auetni-KoA, sikuii HaaxoauTh y K TprukapboHoBux kucior (L[TK).
EHEPT'ETHUKA TI'JIIKOJII3Y U AEPOBHOTI'O OKUCJIEHHSA I''TIOKO3U

EHEPTETUYHMI BUXIJ TJIKOJI3Y 2AT® (upu posmemieHHi |
MOJIEKYJIU [JIFOKO3H )
- EHEPTETUYHMI BUXIJ] AEPOBHOI'O OKUCJIEHHS 1 MOJIEKYJIU
['JIFOKO3U CKITIATAE 38 ATD
JIBI MOJIEKVJIM IITPOBUHOI PA JTHOM KMCJIOTH, BXOI YU 1O [IUKITY
KPEBCA, 3ABE3IEUYIOTh CUHTE3 2x15=30AT®.
JABI MOJIEKYJIM HAJH,, 3HOB OKHUCJAIOUYUCA CHHTE3YIOTH
2x3=6ATO.
TAKHM UHMHOM, JIO 2AT®, CUHTE3VIOTHCS HA AHAEPOBHIN CTAJIII,
JNOJAETHCA LLIE 36 ATO
PA30M, B PE3VJIBTATI OKUCJIEHHA 1 MOJIEKYJIN I'NTKOKO31 MOXE
YTBOPUTUCA 38ATD

PEIYJIAIUSA T'JIIKOJII3Y - Ha piBHI (hepMEeHTIB

- TEKCOKIHA3H- taribiTopoMm € poaykT peakiii-I'-6-®

- @OCDPODPYKTOKIHA3H- inriditopamu € uutpat i ATD, aktuBaTopu - O-
6-® u AMO

He-mBHAKICTD JIMITYI04a peakiis [VIiKOJIi3y.

-IIIPYBATKIHA3H-1uri0yetbesa ATO i1 cyoctparamu LI TK-anernn-KoA 1 xxupHumMu

KHCIIOTaMU
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Y nmediHmi (TemaToLMTH)-KOBaJleHTHa Mojaudikailis 1poro ¢GepMeHTty
PEryIIOEThCA 3a JOTMIOMOT OO uAM® HUIIXOM dochopumroBaHHs-
nedochopumoBanus  (dochopunroBana (opma HeakTuBHa, nedochopunboBaHa
¢dbopMa-aKkTUBHA).

[anpMyBaHHS ~ peakiliifi TIKOJMI3y 3a paxXyHOK TPUTHIYEHHS aKTUBHOCTEH
dochodpykTOoKiHA3M Ta MipyBaTKIHA3M B YMOBAX 1HTEHCUBHOTO KJIIITHHHOTO JIUXAHHS
(mpu IHTEHCUBHOMY HaJX0 keHH1 KucHIO) Ha3uBaioTh E@EKTOM IMTACTEPA.

YOBHUMKOBI MEXAHI3MHU OKUCJIEHHS HA/TH

MemOpanu miToxoHapii HenponukHi 11t HA JIH»

Jlnst okucnennst muto30asH0r0 HAJIH, iCHYIOTH 4OBHMKOBI cHCTEMU

HAJIH, BigHOBIIOE TIEBHMI METAOONIT, SKUW 3AaTHUM TPOHHUKATH Yepe3
BHYTPIIIHIO MeMOpaHy MITOXOHIPIN, 1€ BIH OKUCIIOETHCS, BiJHOBIIOIOYH
MmitoxoHapianbauii HAJI+ 1 3HOBY epexoIuTh y UTO30JIb.

MAJIAT-ACIHHAPTATHA I INIIOEPO®OCPATHA YOBHHUKOBI
CUCTEMMH

VY muromiasmi 3a paxyHok HAJIH, Bi10yBa€eThbCs BITHOBICHHS I1aBJIEBOOIITOBOT
kuciotu (IIIYK) no s6myunoi (Manary), ska 3aKMIa€ThCS B MATPUKC MITOXOHIPIH 3a
nonomoroto Tpanciokasu (T), ae oxucmoerses 10 LYK, mo cynpoBomxyeThes
yrBopeHHsIM HAJIH (BiTHOBIEHOTO0) 3 BHYTPIIIHBOT CTOPOHN MEMOPAH MITOXOH/IPIH.
Y 3BoporHomy Hanpsmky II[OK mnepeHocutbcs Tmiciis TEpPETBOPEHHS 11 Ha
acrmapariHoBY KHCJIOTY LUISIXOM TpaHCaMiHYBaHHS

IUTO30JIb | MEMBPAHA | MATPUKC MX

MX
| |
MAJIAT — — T — — MAIJIAT
o-KI «— T « «oKI J—HAI+
T 1 | | | 2 »HAJIH,— nuxaJj.jiaHi.
1«—HA/l acnaprar «— acnaprat — |3
—HAJH, |1 4 T« IOK

MOK  rayramar «— T <« <« miyramar

1. ManaraeriaporeHasHa peakiiisi y UTOIIa3Mi

2. ManaTtaeruaporeHasHa peaxiiisi y MiTOXOHIPIsSX

3. AcnapraTtamiHoTpaHcdepa3Ha peakxilisi y MiITOXOHIAPIAX
4. AcnapraramiHoTpaHcdepazHa peakilis y MUTOIIa3Mi

IainepodochaTHa 4OBHUKOBA cHcTeMa (DYHKIIOHY€E LUISIXOM BiJTHOBIICHHS
(3a paxyHok raikomituaHoro HAJIH) JIA®D no I'minepon-3-® (uuro3oasHUM nporiec),
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tpancnopty [minepon-3-®@ y MITOXOHIpiI0 Ta HOTrO OKUCIEHHS B JAUXAILHOMY
nauiory 10 JJA®D, sskuii 3HOBY MOBEPTAETHCS A0 MITOXOHIPII.

OUTO30J1Ib | MEMBPAHA | MATPUKC MX

MX
| |
I'mroko3a A3 » » » » » - —»T'A3D
l— HAI" <« 1 | DAL+
| — HAIH, — 1 1 2 |->DAIH2
2I1BK JAD ————————— JIAD |

JUXAJLHUH JaHIIOT
1.- murorazmatuyaa HAJ[-3anexxHa riineposn-3-d-gerigporenasa
2.- mitoxonapianpHa DA JI- 3anexHa riinepos-3-d- aerigporeHasa

INEHTO30®0OCPATHHUH IIJIAX (MPII)
[1®III yTBoproeThes BigHoBiaeHU HAJI®H, ( 1s cuaTe3y MMmiaiB ) 1 meHTOo3u ( 71
CUHTE3Y HYKJIETHOBUX KHUCJIOT ), TOOTO IHITUN THIT METaOOIIYHOT eHeprii

CYMAPHE PIBHSAHHS I1®II:
6 I'-6-O+12HAJ1d+ +7H,0 —
SI'-6-®+12HAJI®H,,+6CO,+Du

2 craxaii

I CTAAISA OKUCJIFOBAJIBHA

6 I'-6-®+12HAJ®+ +7TH20 —6-pudyno3o-5-O+12HA TP H,+6CO;

a) riaoko30-6-d-nerigporenasa (I-6-O/II) 3 yuactio kopepmenta HAJID™, skwuit
BIJIOBIMIOETHCA TTpH IboMy Y HAJI®DH, .
rJII0K030-6-P——————TJII0KOHOJAKTOH

Bpomxena myTariis reny, kogyrodoro ['-6-O /1T

[Tpu npuitomi cyibhaHiIamMiTHUX MIPENapaTiB Ta X1HIHY CIOCTEPITraeThCs TeMOJIi3
EPUTPOILIUTIB.

3HUKEHHSI aKTUBHOCTI (PEpMEHTY MPU3BOJIUTH 10 3HUKEHHS IHTEHCHUBHOCTI
MPOIIECIB BIIHOBJIEHHS Ty TaTIOHY, IO € OCHOBOIO aHTHOKCcHAaHTHOI cucteMu (AOC).
Toni npouiecu nepekrcHoro okucieHHs ainiaiB (ITOJI) B eputpornurax nepepaxarTh
HaJ akTUBHICTIO AOC, y 3B'SI3KY 3 UMM 30UIbIIY€ETHCSA JJAMKICTh MEMOPAH IIUX KJIITHH
KpOBI, 110 BEJIe 10 TEMOJII3Y
0) mig BIJIMBOM ()€pPMEHTY JIAKTOHA3! 3 y4acTIO BOJU
[NIFOKOHOJIAKTOH ——————>6-O-TIIIOKOHOBY KHUCIIOTY (6-D-TIIIOKOHAT)

B) OKHCHE JIeKapOOKCHITIOBaHHS 6-D-TIIOKOHATY y JIBa TAITH:
JleriapyBaHHs 1]l BIUIMBOM (epMeHTYy 6-D-TioKOHAT-JeriAporeHasu (3a y4acTio
kodepmenty HAJID+, sikuii BiqHOBIIOETHCS TIpH IIboMy B HAJIOH )
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JlekapOOKCHITFOBaHHS 3 YTBOPEHHSIM 3 yTBOpeHHsIM SC-Mosekyia prudyno3o-5-O.
r) emiMepusamis puOyno30-5-@ mix BmmMBoM (epMmeHTy ¢ocdormeHToeniMepasu 3
yTBOpeHHsM SC-130Mepy, Kemryno30-5-.
n) pudbymno3o-5-®@ mepetBoproeThcsi Ha SC-i3omep, pub030-5-O. depmeHTy
dbochonenToizomepazu
I CTAAIA TIOUI- He moB'si3aHa 3 BUKOPUCTAHHSIM KHCHIO- Ma€ 3 KJIKOY0Bi
MOMEHTH:
a) TMepilla TpaHCKETOoJIa3Ha peakiiis 3a y4yacTio kogepmeHTy Tiaminmipodgocdary
(TH®D)
Kcuninyio3o0-5-®@+ pu6030-5-®— cegorentysno3o-7-®+ I'A3D
(5C) (5C) (7C) 3C)

0) TpaHcaJbJ0J1a3HA peaKia

Cenorentynoso-7-®+ ['A3DP— spurtpo3o-4-O+ O-6-O

(70) (k10 40) (6C)
B) Ipyra TpaHcKeToJI1a3HA peakilisi, 3a ydacTio kodepmenty TIID Bix kcmnyno3o-5-
@ BigmemmoeThest 2C-GparMenT i MepeHOCUThCS Ha epUTpo30-4-D 3 yTBOpeHHSIM D-
6-O.
Kcunynozo-5-®+ sputpo3o-4-O— I'A3D + O-6-O
(50) (4C) 3C)  (6C)

r) mig BiimBoM ¢gepmenty gocdorexkcoizomepasu
O-6-O— 1III0K030-6-D
Takum ynHOM, 6-prOyn030-5-O+ H20—51"-6-O+DH

IO BaxiuBuUA ISl AAMIOUMTIB, NMEYiHKH, MOJOYHOI 3aJI103U, KOPH
HA/THUPKOBMX 32J103.
Biosoriuna pous IOII
- Jlxepeno HAJI®H?2 nnst cuHTE3y )KUPHUX KUCIIOT
- JI>xepeno NeHTo3 ISl CHHTE3y HYKJIETHOBUX KUCIIOT

METABOJII3M ®PYKTO3U I 'AJTIAKTO3HN)
METABOJII3M ®PYKTO3U
['excoxinasza

®pykroza— P-6-D

!

AT®AJID

I ntoxo30-6-ghocghamasa

l

I'mrox030-6-O— 1I1I0K03a

!

H>,O —H;3PO4
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YTBOpeHUH PpykT030-6-O MOXKE MEPEXOAUTH Y TIFOKO3Y Uepe3 CTait0 YTBOPCHHS
TJTIFOK030-6-D.

Kpim Toro, ppykT030-6-® Moxe mia BIIUBoM 6-pochodpykToKiHA3ZU
nepeTBoputrcs Ha PpykTo30-1,6-11-D Ta MeTabOII3yBaTHCS Y TIIIKOJII3I.

VY mediHii iICHY€ HIINH NUTSIX TEPETBOPEHHS (PPYKTO3H: BIAOYBAETHCS
dochopuntoBanns ppykro3u 3a nepuum C-atoM 3 yTBOpeHHIM PpykTo30-1-D.
Peakuis katanizyerbcst pepmenToM PochodpykTokiHazorw. OpyKTOKIHAZHHUM MUTSIX
MEePETUHAETHCS 3 TIIIKOJI130M Ha piBHI Tpio3y (['AD).

DOPYKTO3A+ATO—OD-1-O+A /1D
+ATO — / \aapaonaza B IMEYIHIII
TFT'A®—-JAD
Tpuo3odochartizomepasa

Gocghogpyxkmoxkinaza

!
®pykroza—P-1-O

!

ATOATD

Anvoonaza

l

DO-1-O—JJAD + I'ninepuHoBHUIl anabaeria

I nuyepoxinaza

I'ninepunoBuii anbaerin —I'A®—peakuil riaikoan3y

!

ATOSAID

Yactuna ¢pykTo3u (eHAoreHHa (PpyKTO3a) CHHTE3YETHCS B CHEliadi30BaHMX
TKAHUHAX-CEMEHHMX 32J103aX I KPUIITAJIMKY OKAa.

VY cniepmaro3oinax Gpykro3a € OCHOBHUM JDKEPEIIOM €Heprii

Cunresyerbes 3 J[-TmioK03u yepe3 MpOMiIKHY CTaIil0 YTBOPEHHSI COPOITOIY -
mectuatroMuoro cnuptTy. [lepetBopenns Jl-rimoko3u B copbiton katamizye HAJIOH-
MICTUTH PEPMEHT arb0030pedykmasy, a neperBopeHHs J[-copoitony Ha JI-ppykrosy-
HA/I-mictuth hepMeHT copbimondeziopocenasy.
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D-I'/IIOKO3A < D -COPBITOJI~ D -®PYKTO3A
E1l E2
Aabao3zopenykrasa CopOiTosgernaporesasa

bioximiuHMii MeXaHi3M pPO3BUTKY [1a0€THMYHOI KaTapakTd TMOB'A3aHUM 13
HAKOMMYEHHSIM Y KPUIITAIUKY, MOPsiA 3 (PYKTO3010, - COpPOITONY, SIKHWA TOTaHO
IIPOHUKAE Yepe3 KIITUHHI MEMOpaHHU.

Icnye psa cnagkoBUX MaTOJIOTIH OOMIHY (PPYKTO3M-€H3IMOIIATii, TOB'SA3aHI 3
T€HETUYHUM JIe(PEKTOM OJTHOTO 3 (PEPMEHTIB, 1110 OEPYTh YUaCTh B il OOMIHI.

HeNepeHOCUMICTh  (PPYKTO3M-CH3UMOMATIsA, TMOB'I3aHa 3  HeJ0JiKOM
agbaoJasu ppykroso-1-gochary (P-1-®), mo npu3BOIUTH 10 HaKONU4YeHHS D-1-
®, sxkuil radbMye€ allbJIoIa3Hy PEaKIlilo, a 3HAYUTh CHUHTE3 1 PO3MaJ TIIOKO3H
(BUSIBIIAETHCS OJIFOBOTOIO Ta CyJIoMaMu) ki, 6araToi Gppykro3oro. J{is mikyBaHHS 3 TKi
BUKJTIOYAETHCS QPYKTO3a. Enzimonarisa ¢pykro3emiss nos'sizaHa 3 HeCcTader
dochoppykrokinazu. I[lpu mpoMmy 3axBoproBaHHI (PPyKTO3a, IO HAAXOAUTH Y
BUIBHOMY BUTJISiI 200 y CKJaAl IyKpPO3u, HE METa0OMI3yEThCS: HAKOMUYYETHCS B
KpPOBI, BUBOJIUTHCS 13 CEUEIO.

METABOJII3M I'AJIAKTO3U

['amakTo3a BXOAWTH 1O CKIaAy JAWCaxapuay JIAaKTO3W (pO3MAJaeThCs Ha
rajakTo3y Ta TIIOKO3Y 3a JIOTIOMOTO0 (pepMeHTy JakTazu-f-ramakro3unaszn). Lmsax
MIEPETBOPCHHS TaJaKTO3U MOYKHA YSIBUTH TaK:

l'anakmokunasa

!

IN'anakroza—TI anakro3o-1-®

l

ATOATID

T'anaxkmo3so-1-@-ypuodinmparncghepasa

l

I'anakro3o-1-®+Y IP-riwko3a— Y IP-ranakrosa +I'-1-®

Docghoanrokomymasa

l

r-1-& — r-6-@
Ham I'-6-®@ wmoxxe 3ropith B riikomizi Y/ ®d-ramaktoly 3a3Hae emMepHOTo
nepetBopeHHs Ha Y ®D-rmoko3y mia  BimBoM ¢gepmeHty Y D-Tir0k030-4-
emiMipa3sy. Peakiiis 060poTHa.
VY noauHu 3yCTpIYaeThCsl MaTOJIOrIs (€H31MOIIaTis ), MOB'sI3aHa 3 MOPYIIEeHHIM
cuHTe3y ¢epMeHTy rajgakro3o-1-O-ypuauiarpancdepasu, - rajakrozemis, 1o
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CYIIPOBOJIKY€ETHCSI HAKOMMUYEHHSIM TajlakTO3M B KPOBI Ta BHYTPILIHIX OpraHax Ta
MPOSIBIISIETHCS  30UIBIIEHHSAM TEYIHKH, MOMYTHIHHSIM KpPHILITAIUKA, 3aTPUMKOIO
PO3YMOBOTO PO3BHUTKY. 3aXBOPIOBAaHHS MOYKHA BUSIBUTU y PAaHHBOMY AUTSIYOMY BiIli
micis BKUBaHHS MoJsioka. [1pu jikyBaHHI ji€Ta, 1110 BUKIIOYA€ MOJIOKO.

METABOJII3M I'VIIKOT'EHY

Buau peryJssinii BMiCTY IVIOKO3M Yy KPOBIi:

1.  IlenTpanpHa HepBOBa cucTeMa (JOBracTUH MO3OK).

2 EnnoxpunHa cucrema (iHCYJiH, TJFOKOKOPTHKOIIW: KOPTHU30J, KOPTH3OH,
KOPTUKOCTEPOH;  KaTexoJlaMiHU-aJpeHaTiH, HOopaJpeHaiiH, aodaMiH;
TJIFOKaroH, THPOKCHH)

3.  OpranHa (me4iHKA-CMHTE3 Ta pO3Maja TJIKOTeHy, HHUPKH-peadcopOIis

TJIFOKO3H).

CUHTE3 I'JIIKOI'EHY- TJIIKOI'EHOI'EHE3
CKJIaIa€THCS 3 KIJIBKOX €TAaIllB:

1. ®ochopuioBaHHSA IIIOKO3H
['mokoza + ATO — I'-6-® + AJ[D

!

2eKCOKIHa3a ( 21I0KOKIHa3a )

2. YrBopenns I'-1-@
I-6-d— I'-1-®

T

Docoznrokomymasa

3. BiocuHTe3 rJikoreny- Mae 2 0Co0JMBOCTI -
- 3IIACHIOETHCS IIJISTXOM MPUETHAHHS 10 B)KE HAIBHOTO (PparMeHTy
- YTBOPIOETHCS MPOMiKHMMA NPoayKT-Y AdP-riawoko3a (YAPI):
[-1-® +YTO-YIPI'+ O-O-O
T
Y[ @- 2nwoko3onipogpochopunaza
Y®I nepenae rimroko3y Ha GparMeHT IIIIKOTeHY 1] 9ac PeakKilii, o KaTami3yeThCs

2NIKO2eHCUHMA301l.
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3ATAJIBHA CXEMA CUHTE3Y I'JIIKOT'EHY

VA®-TIIKOTEHTPAHC®E- TJIIKOTEH
PA3A(IJIIKOTEHCHHTA3A) (n +1 rmokosa)

T

Al ATO—/«—«—«—«—«—yY]Id«\ — I'IIKOI'EH

/ \T (n-rmoxo3a)
/ 3 viIer
! O-O-D- «—<«—<«— 1 VAD-ITTIOKO30-
! 1 IIIPO®OPHIIA3A
|- VT

_|_
JIIOKO30-1-®
2 |T@ocaooriroko-
1 11 MyTA34

INIIOKO3A +AT®---------- —TJIOKO030-6-®
TI'EKCOKIHA3A
I'nikozencunmasa- icaye y 2-x ¢hopmax:

HeaxtuBHa (pochopuiaboBana)
AxkTuBHA (1eochopuIbLOBaAHA)

[Tepexin Bix HeaKTUBHOT POPMH 10 aKTUBHOI B1A0OYBA€ETHCS Mi]T BILIUBOM (hochamaszu
2N1iKO2eHCURmMa3u, Ka BIALEIUTIOE 3TMIIOK (PochOopHOT KUCTOTH.

3BopoTHMii mepexin Big akTuBHOI (GopMHM 10 HEAKTHBHOI-NLISXOM
dpochopunoBanna  ¢gepmenty 3a paxyHok ATD. Peakuiro kamanizye
npomeinkinaza, Mo akTUBY€eThCsi TAMO.

HAM® cunTe3yeThcsi B M'si3i B pesyibrari (pikcamii Ha KIITHHHIA MeMmOpaHi
aJipeHaJIiny, a B eviHui-B pe3ynbTaTi (ikcallii aqpeHaiHy Ta IJIIOKATOHY.

®epmeHnT amiiio-(1,4-1,6)- TpaHCIII0KO3MAa3a- MJIKY0YMi (BeTBAIIINIT) pepMeHT-
BiJIpi3a€ BiJl JIAHIIIOTA TJIIKOT€HY KOPOTKI ()parMeHTH, MO MICTATH 5-7 3aJUIIKIB
TJIIOKO3H, IEPEHOCATD iX Ha 1HIII JUITHKH MOJIEKYJIH, € 1 IPUEIHYE 3 YTBOPEHHAM 1-
6-3B'sI3KIB

I''IIKOTI'EHOJII3 (PO3IIEIVIEHHSA I'VIIKOI'EHY)

[Ipu HEOOX1THOCTI TIIKOTEH PO3LIEIUIIOETHCSA. Po31IeIIeHHsT MOXe UTH JBOMA
[UIIXaMH, 10 MalOTh CHUIbHY MTOYATKOBY JIJISHKY.

Y neviHli-TIiKOreH MOXe MepeTBOPIOBATUCS Ha IIFOKO3Y, SIKa MOTIM — Y KPOB.

Y m's13ax riikoreH posuieruioerbes 10 [IBK. Toukoro po30i>KHOCTI ITUX HUTSXIB
€ I'-6-D.
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[IOCJIIJOBHICTD ITOI
I'NIIKOT'EH
(C6H1005)Il
L «—enixocengpocpopunaza
I-1-©
l—ocpoenroxomymasa
I-6-®
M's13m / \ Ileuinka I'-6-®-ta3a
| Hemae I'-6-®Drazn !
IBK(;1akrar) IJII0K03a— B KPOBb

I'nikozenghocghopunaza- xmouoBuii (HepMeHT po3maay TIIKOTEHY, IO KaTai3ye
docdopoi3 riikoreHy — po3puB MOJIEKYJIH IJIIKOTeHY Mix JBOMA 3aJIUIIKAMH
TJIIOKO3M..

[i akTuBHa Qopma- dochopuanosana (pochopunasa a)— TeTpamep, HeAKTHBHA
dbopma HedocopuaboBana (pochopuiiaza B)- tumep.

dbochopunaza b + 4ATD— dochopunaza a +4A 1D

(mumep) (Terpamep)

Heit pepmenT «Biapizae» I'-1-@ Big Hepo3raay:KeHUX JAHIIOTIB IJIIKOT€HY.

PenunpokHa (mepexpecHa) peryJjsilis  aKTHMBHOCTI  TUIIKOT€HCHHTa3d  Ta
riikoreHpocdopuiazu BiAOYBaETHCS HUIAXOM (PepMeHTATUBHOTO (ochopriitoBaHHS
Ta aedochopuITtoBaHHS.
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A apeHaii
[ moxarox
AneHiiar asa
AT®D LHAM®D
|
LA MD-3anesnHi
ATD npoteinkinasn  ALD
(HeaKTHBHA) (aKTHBHA)
|
ATQ\ l AHD
dochopunaza b » Mocdopiniasa a
(HeaKTHBHA) ' (ax|ru3ua)
[ rikorer : > ['moko30o-1-bocdar
['nrokosa
(CO,., H,O)

®epmenTHI Kackan ochoponisy IHKOreHY.

VY M's3ax € MexaHi3M CTUMYJIALIT TTKoreHoi3y 6e3 pochopumtoBaHHs- 3B'I3yI0YUChH
3 4Cat+ kiHazy ¢ocdopunasu B aKTHUBYETbCA B aKTUBHOMY IIEHTpi 0e3
dbochoputoBaHHs (TIPOSBIISLE BIACTUBOCTI THUITY KAJIbMOJYJIIHY)- IEH THIT aKTHUBAIIii
BUKOPUCTOBYETHbCSI TMpPU M'SI30BOMY CKOpPOYEHHI npu HakonuyeHHI AMO-
aJIOCTEPUYHOTO aKTUBATOPA- B M'si3aX B YMOBaX HaBaHTAKCHHS
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151 TOPMOHIB HA T'JIIKOTEH

I'ikorenoJis
['mixoren (n)
Anpenanin(+) }/ ®n I'nikozen-
I'mokaron (+) ,l,\ — [ moko030-1-® ghocghopunasza
['mikoren (n-1)
CuHTe3 IJIiKOreny
['mikorex (n)
[Hcymin(+) l/ Y 1 ®O-rimoko3a
I\ > VYD Iixkozencunmasa
['nmikoreH (n+1)
Cumnmomu X80poo6 HAKONUUEHHA 2NIIKO2eHY (2/1IK02eH0318)
Tun OcHoBHI Hedimut ¢pepmenty | Cumnromm
TKAHUHH,
3aJIy4eHi 10
npouecy
I (¢on I'ipke) [Teuinka ['1110K030-6- [Nnormikemis,
docdarasza JIAKTOAIUI03,
rermaToMeraiis,
rinepypikemis
IT (ITomre) Ceprie, nedinka, JlizocomanbHa M’s130Ba cnabKiCTh,
M’sI31 (1,4)rniko3unasa rineptpodis cepii,
HOPMO-TITIKEMIS
III( Kop1) [Teuinka, M’s13u Jerinkyrounii [Nnormikemis,
dbepMeHT renaroMerais
IV(Annep- [Teuinka ['nmikoreHruiky-touuii | ['imormikemis,
ceHa) dbepMeHT renaroMerais
V(Mak- M’s3u dochopunasza [upos, m's130Ba
Apnns) BTOMA ITICJISA
HABAHTAKCHHS
VI(Xepca) ITedinka dochopriraza I'enaTomerais
VII M’s13u dochodpykTo-KiHA3a | M'130Ba BTOMA MICHs
(Tapy1) HaBaHTaKEHHS
MI10TJIOOIHYPist
VIII [leuinka, M’s131 Kinasa ¢ochopunaszu | ['emaromeranis

Armikorenosu (0 THIT) - CraJKOBI XBOPOOW HAKOMUYEHHS TJIIKOT€HY, MOJICKYJISIPHOIO
OCHOBOIO SIKMX € TeHETHYHi JNedeKTH, IO MPU3BOIATH IO MOPYIICHHS YTBOPCHHS
[JIIKOT€HCUHTA31
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3aBaanns 1.

XBopa JI., 46 pokiB, CKap>XuUThCS Ha CYXICTb Y pOTI, cCOpary, HpPHUCKOpPEHE
CCUOBHUITYCKaHHS, 3araibHy cnaOkicTb. [Ipu O6ioxXiMIYHOMY JOCTIIKEHHI KpOBI
BUSBIICHO TINEPIIIIKEMiI0, TIMEPKETOHEMIl0. Y Cedi-IJII0K03a, KeToHOBI Tina. Ha
eJIeKTpoKapaiorpami-audy3Hi 3MiHH y Miokap/i. Y XBopoi, UMOBIPHO:

A. *Lyxkposuii qiabet

B. AniMeHTapHa TinepriiikeMs

C. I'ocTpuit naHKpeaTuT

J1. HertykpoBuii niabet

E. llmemiuna xBopoba cepus

3aBaanus 2.

[TepepaxyiiTe 610XiMI4H1 METOAM, HEOOX1THI JIJIsl IArHOCTUKH I[yKPOBOTO Jia0eTy:
A. PiBeHb TJIIOKO3HU Y KpOBI

B. I'mtoko3a B ceul

C. Keronosi Tina

J1. I TMKo3uI50BaHUM TeMOTIIO0IH

E. *Bce nepemniuene

3aBnanns 3.

VY IUTUHM 3 TOUKOBOIO MYTAIlI€l0 TEHIB BUSBIICHO BIJICYTHICTH IIFOK030-6-(pocdarasmy,
TIOTJIIKEeMit0 Ta renaTomeraiito. s skoi maTosorii XapakTepHi 111 O3HAKH:
A.*XBopoba I'ipke

B. XBopo6a Kopi

C. XBopoba Anjicona

J. XBopooOa ITapkincona

E. XBopoba Mak-Apnns

3aBnanns 4.

XapakTepHOIO 03HAKOIO TIIIKOreHo3y Tumy V (xBopoba Mak-Apaiis) € Outh y M'si3ax
nig yac pizuyHoi podoTH. BpomkeHa HETOCTAaTHICTh SIKOTO (PEPMEHTY 3yMOBIIIOE IO
MaTOJIOT110?

A. *T'nixorerdocdopinazu

B. I'moko30-6-docdarazu

C. I'mikoreHcuHTETa3U

J1. Amino-1,6-rniko3iaa3u

E. JlizocomanpHOi riniko3uaa3u

3aBaanng 5

Sxi peakirii 0OMiHYy aKTUBYIOThCS 3a JeDINUATY THCYITIHY ?

A. Po3nan 61n1kiB

B. I'moxoneorenes

C. Jlinomi3

J1. Ketorenes

E. *Bci Bianogizal BipHi
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METABOJII3BM BYIVIEBOAIB -2: I'VIIOKOHEOI'EHE3. PEI'YJIALIA 1
HATOJIOT'TA BYI'VIEBOJAHOI'O OBMIHY. HYKPOBUU AIABET

VY pa3i HeoOXiZHOCTI CHMHTe3y IJIIOKO3M 3 MPOIYKTIB ii po3magy Ta IHIIUX
MeTaboMITIB BiI0OyBa€ThCS NMPOLEC, 3BOPOTHMI /10 IJ1iKO0JIi3Y (TJIIKOJII3 HABMAKH)
I''IIOKOHEOTI'EHE3-Bin0yBa€eTncsl B me4iHIi, HUPKax

METABOJIITYHA KAPTA TVIIKOJII3Y

'IIOKO3A
| > AI® ['EKCOKIHA34 ITJIIOKO30-6--
}— AT® (IJIFOKOKIHA34) @OCDATA3A ]
I'TIOKO30-6-POCPAT (I'-6-D)
11T @®OCDPOI'EKCO-
I30OMEPA3A
DOPYKTO30-6-POCDPAT (D-6-D)
|=>A® OPOCOOPPYKTO- @®PYKTO30-1,6-
l— AT® KIHA3A4 AUDOCDATA3A |
®PYKTO30-1,6-IUD®OCDAT (P-1,6-1D)
11 AJIBJ]OJIA3A4
Hiokcnaunerondochar —Iainepoansaerua-3-pochar
(JAD® — T'AD ) TPIO30I30MEPA3A
11 H3POy I'AD-JIET'T/JPOTI'EHA3A

{1« HAl — HA/IH,

1,3 A®I'K @OCDOIJIIIJEPATKIHA3A

|—AIlDd ATO—
3OI'K
1T @OCOOIJIIIIEPOMYTA3A
20T'K
1 | EHOJIA3A
GOOCOPOEHOJIIIPYBAT (®EIIBK)
V—AJl® I[ITHPYBATKHUHA3A
|—AT®  ITHPYBATKAPBOKCHIIA3A |
@DEIIBK-KAPEOKCHKHHA3A |
Anetui-KoA < ITIPYBAT (IIBK)
! 1 |<—HAJ+ JIAT
LTK 1 |— HAIH,
MOJIOYHA KUCJIOTA (JIAKTAT)
I'mokokinazHa, QochodpyKkTokiHa3Ha, TIpyBaTKMHA3HA peakili He WAyTh Y
3BOPOTHOMY HampsiMKy. ToMy JjIsi KaTajdizy 3BOPOTHHX peakiiii moTpiOH1 1HIII
dbepmenTu. OOXiTHI MUIIXU.
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1. IleperBopeHHs mipyBaty Ha (oc(OoeHONIPYBAT BiA0OYBA€THCS Yy 2 eTaNN:

a) IlipyBaTkapOokcuia3za, kopepMeHT- KapOOKCHOIOTHH, KaTalli3y€ pEeaKIiio
(TpoTikae B MITOXOHIPIAX):

HipyBar+CO2+ AT®—okcanoanerar (I[YK)+A[DO+Du

CH3 COOH

| |
C=0 +CO2+AT® — CH2 +AJl®+du

| |
COOH C=0

|
COOH

0) DochoenonnmipyBatkapookcukinaza (PEIIKK3a) xkaramizye peakiiro

(mpoTiKae B IUTO30J11):

Okcanoanerat (ITYK)+['TO—-DEIIBK +CO,+ I'1®

J1ist nepeHeceHHs OKcajlaleTary 3 MX JI0 IIMTO30J1I0 BUKOPUCTOBYIOTHCS YOBHUKOBI

CUCTEMH MajaTHa, aclapTaTHa, [IUTPATHA.

KomnapTtmenTanizaiis neperBoperns nipyBary B @EITBK.

2. IleperBopennst ppykro30-1,6-1udochara B ppykro3o-6-gochar. DepmeHT
bpykTo30-1,6-1udocdarasa.

3. IlepeTBOopeHHs TrJI0K030-6-pochaTra B ra0K03y. DEpMEHT TIIOKO30-6-
docdarasza.

CyOcTpaTn TrJIIOKOHEOTeHe3a- TipyBaT, JAKTaT, TJIIOKOT€HHI aMIHOKHUCIOTU
(HampuKJIa, ajdaHiH, CEpUH, IIUCTETH, TIIUH, TPEOHIH), TUIIEPOJ Ta 1H.

Tpancnopt oxkcagoaneraty (IIIOK) y 1uro3ons 3a0e3nedyeTbcsi podOTOIO
YOBHMKOBHMX CHCTEM

Cunte3 1 MoJneKkydud TJIIOKO3dW 3 2 MOJIGKYJd MipyBaTy BHUMarae BHUTpaTu 6
MakpoepriyHux 3B's13KiB (4 AT® ta 2 ['TD).

TJTIOKO30-JAKTATAHUMA TIAKJ (IIUKJ KOPI)-  moB's3ye mnpomnecu
YTBOPEHHSI JTAKTATy B KJIITHHAX M'S30BOi TKAHUHHU B X011 aHAEPOOHOTO TITIKOII3Y, HOTO
BUXIJ] Y KPOB uepe3 IIa3MaTWuyHI MeMOpaHU M'S30BHX KIITHH Ta BUKOPHUCTAHHS
nakrtary (micns okucienns y [1BK) y remarormurax juist riitokoHeorenesy. Yactuna
[1BK mig BrmuBoMm TIBKJIT mepeTBoproeThes Ha aneTrii-KoA
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M’A3U KPOB INEYIHKA
I''TIIOKO3A «— «— TJVIIOKO3A «—«—« TI'JIIOKO3A
! T
! T
IIBK IIBK
JIAT | «—HAJIH; T— HAJI+
|>HAI+ T — HAJIH;

JAKTAT—->—»—— JIAKTAT—->—>—>—JIAKTAT

AMIHOKHUCIIOTH, K1 B pe3yJIbTaTi Je€3aMiHyBaHHsI MOXYTh nepeTrBoproBatucs Ha [1JOK,
[1BK, ®EIIBK Ta rmoko3y - T'JIOKOTI'EHHI

AMIHOKHCIIOTH, $IKI TIEpEeTBOPIOIOTHCS Ha areroanerar abo ametuin-KoA -
KETOI'EHHI

TJIIOKO30-AJTAHIHOBUM ITUKJI

AnaHiH-cyOCcTpaT IIIOKOHEOTeHe3y B MEYiHIll, YTBOPKOETHCA B M'A3aX
[IBK+rnyramar—L-ananin+ o-KI'

(ITipyBat + romyramar<—— ajaHiH + 0-KE€TOTIyTapar)

BinOyBaeTbcs peakiiisi TpaHCaMiHyBaHHS

I''TIOKO3A(m'sa3u) —IIBK(m's3u) —AJIAHIH (M'si3u) —AJTAHUH (neuinka)
—I[IBK(neuinka) — I''ITFOKO3A (newinka) —-I'JIFOKO3A(M'si3m)

OPI'AHHI MEXAHI3MU CTABLII3AIII PIBHS I'TIOKO3U B KPOBI

1. TIpouecu cuHTe3y i po3naay rJIiKoreHy B MeviHimi.

[Ipu wHamMipHOMY BMICTI TIJIFOKO3M B OpraHi3Mmi ii HaJMIpHa KIJIbKICTh MOXeE
HAKOIMYyBaTUCS B MEUiHIl Yy BUTJISAL TIIKOTEHY-pE3EpBY IIIOKO3U. Y pa3l morpedu
[UIIKOTEH PO3MICTUTIOETHCS JI0 TJIOKO3M, 30UIBIIYIOYM 11 KOHILIEHTPAII0 y KPOBI.
IIpornecu cuHTE3y Ta po3Maay INIKOTeHY BiOYBalOThCs (DEPMEHTATUBHUM IIUIIXOM Ta
perymorotbesi [HHC Ta €HIOKPUHHOIO CHCTEMOIO. [JIIOKaroH — CTUMYJIIOE
[IIKOT'€HOJTI3 Ta TAJIbMYE TJIIKOT€HOTE€HE3 32 THM CaMHUM MEXaH13MOM, 1110 aJipCHaTIH Y
M's13ax.

[HCYNiH-TIABUIIYy€ aKTUBHICTh (DEPMEHTATUBHUX PeaKlliii CHHTE3Y TIIKOTEHY.

TakyuM YMHOM, CIIBBIJHOIIECHHS TJIIOKAroH/1HCYJiH-(1310JIOTTYHUA MEXaHi3M
KOHTPOJTIO 32 PIBHEM TJIFOKO3U B KPOBI Ta TJIIKOTEHHO1 (DYHKIIIT MEYiHKH.

Jlesika KIJIbKICTb TJIIKOTeHY JACTIOHY€EThCS B CKEJIETHIN MyCKYyJIaTypi Ta CEpLEBOMY
M's3l. Y M'si3ax agpeHalliH — CTUMYJIIOE TIIKOTEHOJI3 Ta TajdbMy€ TIIKOTEHOTEHE3
IUIIXOM  aKkTuBaIli riaikoreHdocdopunazun 3a paxyHok i HAM®D-3anexHOro
dbochoputoBaHHS;

- 1HriOyBaHHS  TJIKOTEHCHHTAa3W  3a  paxyHok i1  nAM®-3anexxHoro
dhochopuntoBaHHs.

[HCYTIH- CTUMYJIIOE TTIKOT€HE3 1 TAlIbMY€ TIIIKOT€HOJII3 IIJIIXOM:

- MIJBHILEHHS MPOHUKHOCTI MEMOpPAH M'SI30BUX KJIITUH AJIS [JIIOKO3H;
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- 3HIDKEGHHS BHYTPIIIHBOKIITUHHOTO HAM® 3a paxyHOK akTuBaIlli Horo
po3ierieHHs i aiero gochoaiectepasu.

2. Ilpouecu cuHTe3dy i po3naay :kKupiB. Y 1ux mpoiiecax o6epe ydactb
neviHka Ta >Kuposi jeno. [Ipun HaaMipHOMY HAJXOIKEHHI BYTJIEBOJIIB 3 DKEIO Ta
JIOCTaTHBROIO HACHYEHICTIO OpraHi3My €HEpTri€l0- TOCUIIIOIOTHCA — IPOLECH
minoreHe3dy. HeoOxigHi [js1 CHHTE3y JKUPIB TJILUEPUH Ta >KUPHI KHUCIOTH
YTBOPIOIOTHCS 13 MMPOJIYKTIB PO3Ma Ly ByIJIeBOAIB. | HaBnaku, mpu AeilUTi eHeprii
B OpraHizMi Ta JAe(ilUTi BYIJIEBOAIB y 1K1 MOCHIIIOETHCSI PO3LICIICHHS KUPY.
[TpoaykTu po3namy >KUpiB BUKOPUCTOBYIOTHCS AJIsSI €HEPTOMPOAYKIIii, a TAKOXK IS
CUHTE3y TIJIKOTeHY. 3HW)XEHHS BHYTPIIHBOKIITHHHOrO HAM®D 3a paxyHOK
aKTHBALlll Oro po3IIeTUIeHHS i i€ GocdoaiecTepazu

3. HupxoBa memOpana. [Ipu nogansiiii pecopOIiii mepBUHHOI ceul y
3BUBUCTHX KaHaIbLSIX HEPPOHY IJIIOKO3a BCMOKTYETbCS Hazal y Kpos. lle
(bepMeHT3aNIeKHIIM Ta BUCOKOCHEPTO3aJICKHUN MPOLIEC.

IlIaTosorist Byr;1eBOIHOro 00MiHy

[Ipy HaaMipHOMY BMICTI TJIFOKO3M B KpOBI1 (TiMEpriikeMii), HUPKU HE MOXKYTb
3a0e3MeynTH NOBHY peadcopOLIiio TIIFOKO3H 3 IEPBUHHOI CeYl; III0K03a MOTPaIUIseE y
BTOPUHHY ceuy. PiBeHb TJIIOKO3HM, MpPH SKOMY IOYMHAETHCS TIIOKO3Ypis; MOsBa
TIFOKO3H B C€Ui; HA3UBAlOTh HUPKOBHUM MOPOroM riawko3u (8,8-9,8 Mmmoun/i).

IMpouecu, siki Norma IIpouecwu, siki

1 piBeHb rioko3u  4,2-6,1 | piBeHb IJ1I0K03H
B KPOBi MMOJIBb/JI B KPOBI
Pe3opOiiist riiroko3u OKUCJIEHHS TITIOKO-
B KUIIIEYHIKY 3 B M'sI3aX, MO3-
Mo6imizaris - Ky Ta IHIIL.

KOTEHY B MEUiHII CuHTe3 TIKOTeHy
I'mroxoneorenes B IEYIHII, M'g3aX

Jlinorenes B *Up.TKaHUH1

IIYKPOBUIM JIABET - ne rpyna MeTaGoNmiuHHX pO3IafiB IIOTi€THOIOTiUHOI
PUPOJIU, IO XapaKTePU3Yy€EThCS TIMEPTIIKEMI€I0 BHACTIIOK JAeheKTIB ceKkpellii Ta/abo
Jii IHCYJIIHY.

IIYKPOBUM JIABET - 1e eHIOKpPHHHE 3aXBOPIOBAHHS, SKE XapaKTEPU3yEThCS
TCHETUYHO JETEPMIHOBAHUM aOCOJIOTHUM Y BITHOCHUM Je(IIIUTOM TOPMOHY
niauurynkoBoi 3ano3u (IT3) iHcyniHy. B OCHOBI pO3BUTKY-3HMKEHHS MPOAYKLIT
1HCYJiHY P-kimiTuHamMu octpiBkoBoro amapary I3 ab6o He3maTHICTH KIIITUHHUX
pelenTopiB pearyBaTd Ha 1HCYJiH. BHacmiok 1poro BiOyBa€eThCs MOPYLICHHS
peryJsiii iHCy 1iIHOM OOMIHY PEYOBHH.

XpoHiuHa [ia0eTWYHA TIMEPIIIKEMIs BeAE M0 TPUBAIOTO YIIKOKEHHS,
nucyskiii abo BiAMOBHM B po0OOTI Oararbox OpraHiB, OCOOJMBO O4YE€H, HEPBOBOI
CUCTEMH, CEpIIS Ta CYIUH.
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dakTopaMH, 10 CXUISAIOTh 0 I[yKPOBOTO J1a0€Ty, € OOTSKEHa CIaJKOBICTh, BAXKI
MICUX19HI TPaBMH, HAUTUIITKOBE XapuyBaHHS Ta OKUPIHHS, 3aXBOPIOBAHHS MEUIHKHU Ta
MIIIUTYHKOBOI 3aJ1031, TTOPYIIIEHHSI 0OMiHY C€YOBOi KUCJIOTH, PO3BUTOK ayTOIMyHHUX
MIPOIIECIB 3 BUPOOJIEHHSAM aHTUTLI J0 IHCYIIHY Ta 1H. TJIFOKO3Ypii Ta KETO3Yy.

VY martoreHesl IyKpOBOTO Mia0eTy MepIIoMy IUIaHI BUXOIWUTH MOPYIICHHS
IIPOIIECIB BHYTPIMIHBOKIITHHHOTO 3aCBOEHHS TIIIOKO3H. Yepe3 nedinut iHCyaiHy abo
1oro QyHKITIOHATHHY HEMOBHOIIIHHICTH CTPAXKIA€E €Tl AKTUBAIIIT TJIFOKO3H 1 mpor1iec ii
TPAHCIIOPTY BCEPEANHY KIIITUHU Yepe3 KIITHHHY MeMOpany. [ Tioko3a HaKOMTUIyEThCSI
y KpOBi, CTBOPIOIOYH TIMEPIIIKeMit0. SKIO piBEeHb IIIOKO3U MEPEBUILYE HUPKOBHUI
MOPIr, PO3BUBAETHCS TIIOKO3Ypisd. HakonmuueHHs TIOKO3W B MUKKIITHHHIN PiHHI
BUKJIMKA€E edeKT Aeriaparariii KIITHH, KOJW BOJa 3 KIITUH HAIXOAUTh Y HABKOJIUIITHE
CepeIoBHIIE, 10 Mae€ OUIbIIMKA OCMOTHYHHMN THUCK. LI mpouecu nexaTh B OCHOBI
MoJTypii, 0 CYMPOBOJIKYE IIYKPOBUH J1a0eT.

OCKUIbKM Ha TJ1 TimepriikeMii KIITHHU TKaHWH BiJ9yBalOTh HECTady TIIFOKO3HW Ta
€HEPTeTUYHUH T'0JIOJ, 1110 Y MOEAHAHH] 3 HECTAa4YeI0 1HCYJIIHY MTPU3BOIUTH /10 aKTHBAITI]
MPOIIECIB JIMOMI3y Ta TIIOKOHeoTreHe3y. OpraHi3M HaMara€ThCs MOMOBHUTH CBOI
E€HEPTrOPECYPCH 3a PaXyHOK KMPOBHUX JICTIO Ta po3naay OumkiB. B pesynbTaTi, mopsn 3
MOPYIIECHHSMU BYTJEBOAHOTO OOMIiHY, PO3BHBAIOTHCS MOPYIIECHHS JIIMIJIHOTO Ta
O1IKOBOTO OOMIHIB.

[ToBHOTO PO3MIETIIICHHS KUPIB 10 KIHIIEBUX MPOIYKTIB HEMAE, T.K. Y IIbOMY BUIAAKY
OpraHi3My He BHCTa4dae eHeprii. Y 3B'A3Ky 3 UM HaKOMUYYIOThCS HEIOOKHCIICHI
NPOAYKTH pO3Maay XUPHUX KHUCIOT-KETOHOBI TiJla, MO B TMOEAHAHHI 3 BTPATOIO
JTy>KHUX 10HIB MpU MOJ1ypii (HATpid, Kamii, aMOH1H) MPU3BOAUTH J0 allU03y-3CYBY
pH kpoBi B kucity cropony. Metabomiunuii 1ucOaianc MOXKe TTPU3BECTH 10 PI3HHUX
YCKIIaJIHEHb, $IKI CYNPOBOJKYIOTH Jla0eT-aHrionaTii, CKJIEpO3yBaHHS CYJIUH,
KaTapakTy, HEBPUTH.

THCYJITHO3AJIEXKHUMA IIYKPOBUHM JIABET (IUI) aiaéer I Tumy-
MPOSIBIIIETBCA B paHHBROMY Bimi-10 30 pokiB, 9YacTo y MAiTeH Ta MIITTKIB 1
CYIPOBOJKYETHCS BHPAKCHHM 3HIDKCHHSM a00 TOBHOIO BIJICYTHICTIO CEKperii
BJIacHOTO 1HCYMiHY. CHocTepiraeTbes AECTPYKINS B-KIITHH MANUTYHKOBOI 3aJI03H
(TT3III) — ayroimyHHUI TIpotiec, 3HKEeHHS 1HCYmiHY — 10-15% Bumankis miadety. Lle
3aXBOPIOBAHHS CYMPOBOJKY€E TINEPTIiKeMis, CXWIBHICTh /IO KETOHeMii Ta
ketoanuao3y. €nunnii cnoci6 mikyBanus [[J] I Tumy - moBiuHi iH'extii iHCYMiHY, 0€3
IILOTO JIIKYBaHHS XBOP1 MIOMUPAIOTH BiJ KETOAIIUI03Y.
JIATHOCTHUKA NYKPOBOI'O JIABETY
Paunni mposiBM — nostiypis, cripara, miJBUILICHUH alleTUT, CXYIHEHHSI, CIT1a0KICTh,
Criouatky HaJIMipHaA Maca 3HIKYEThCS 0€3 BUIUMOI IPUYUHHU.
ITi3Hi o3HaKuU — aHOpEKCis, OJIOBaHHS, MPUTHIYEHICTh, MIISIBICTh, COHJIMBICTD
MOB'SI3aHI 3 PO3BUTKOM KeToanmuao3y. Ilpm orisai 4acto  BHSIBISIOTH
renaToMeraiio, JKOBTSHUIIO, PIJIIIE KaTapaKTy Ta YOBrarody Xoay (Hacmigok
N1a0eTUYHOI HeWpomarii).

JJABOPATOPHI JOCJ/ILIKEHHS
* IMIBUIIICHHS PiBHS TIIOKO3W B KPOBI, B3STIH HATIIE
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* Mij] Yac aHali3y cedyi: IIFOKO3ypis, MABUIEHHS IIUIBHOCTI CeYl; KETOHYPIs
* HEPIIKO BiJI3HAYAETHCS IMIBUIIICHHS PIBHS aMiHOTpaHCc(epa3, X0JIECTEPHHY Ta
CEYOBHHH.

MMATOT'EHE3 11

* VYV marorene3i IIJI mepmomMy miaHi BHUXOIWTH TOPYIIEHHS MPOIECIB
BHYTPILIIHBOKIITHHHOTO 3aCBOEHHS TIIOKO3H.

* [Ipu nediuuri iHCYyMiHY a00 HOro (PYHKIIIOHATBHIN HEMOBHOIIHHOCTI MOPYIITYHOThCS
IPOLIECH TPAHCTIOPTYBAHHS ITIOKO3M BCEPEMHY KIIITUH Yepe3 KIIITUHHY MEMOpaHy Ta
aKTHUBAIIIS TJIFOKO3U.

* ['7mO0KO3a HAKOMUUYYETHCS B KpPOBi, CTBOPIOIOYM TIMEPTIIKEMIIO, IO HEPIAKO
NEPEBUIILY€ HUPKOBUI MOPIT, IO CYMPOBOIKYETHCS TIIFOKO3YPIETO.

* V KJIITUHI 3MEHIIYEThCS KOHIIEHTPAIS TIIIOK030-6-Pocdary: TioKo3a HE MOXKE
BCTYIIUTH B PEAKII0 3 TEKCOKIHA3010, PO3TAIIOBAHOIO HAa BHYTPIINIHIA CTOPOHI
KIIITHHHOT MEMOpaHHU.

» HarpoMa Ky rOunch y MIKKIITUHHINA PIIMHI TIIOKO3a BUKJIHKAE e(EeKT meriaparartii
KIJIITAH, BOJIa 3 KJIITHH HAIXOIWTh Y HABKOJIMIIIHE CEPEIOBUINE, IO MA€ BEITUKHMA
OCMOTHYHUH THUCK.

* [le sBHIIIE € OCHOBOIO MOJIYPii, KA CYMPOBOJIKYE IYKPOBUI Jia0eT.

* YV HOpMI 1HCYJIIH CHpUs€ TPAHCIOPTY INIIOKO3HU Y KIITUHY Yepe3 MeMOpaHy.

e [Ipu 111 Ha Ti11 3HA4YHOI TiNEpriIiKeMii TKAHUHU BiIUyBalOTh Ie(PIIUAT TIFOKO3H 1 5K
HACJIJOK IbOT0 — €HEepPreTUYHU rojoa. KimTuHu 3MyllleHl myKaTd 1HII JpKepesa
MOKPHUTTS CBOIX MOTPEO B €HEPTii.

3MeHIIIeHHsI KJIITHH TII0K030-6-hocdaty (I'-6-D) mae BenmmKi HACHI KK JJ1s 11a0eTHKa,
T.K. IIe MeTa0oIT-BYy3JOBUM IMYHKT B OOMIHI TIJIIOKO3U. TOMY 3MEHIIEHHS HOTo
KOHIICHTpAIlii OOMEXye pO3IIEIJIEHHS 0 BCIX INUIAXax OOMIHY, JIe¢ BIH CTOITh
NEepIIOMY MICII.

I'IIKOJII3

T

NEHTO3HUM NUKJI «— I'-6-® — YTBOPEHHSI

! IJIFOKO3AMIHY
CUHTE3 I''IIKOT'EHY |
BIOCUHTE3

FJIIKO3AMIHOIJIIKAHIB (I'ATN)
* 3MeHIeHHsT KoHIEHTparii [-6-® Ta HecTaya IHCYNiHY BHKJIUKA€E TOCUJICHHS
IIPOIIECIB JIIOI3Y Ta TNIFOKOHEOTeHe3Yy.
» Oprati3M Ipartie NOMOBHUTH CBOi €HEPreTUYHI PECypCH, MOOLTI3YIOUH PE3E€PBH, 110
3HAXOJIATHCS B KUPOBUX JETIO Ta 33 PaXyHOK PO3Mary OiJIKiB.
* P03BUBaIOTHCS MOPYIICHHS )KUPOBOTO Ta O1JIKOBOIO OOMIHY.
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MNOPYIUIEHHA ) KUPOBOI'O OBMIHY

* Uepes Opak eHeprii B OpraHi3Mi MOBHOTO PO3IICIUVICHHS JXHUPIB JO KIHIIEBUX
MPOIYKTiB HE B1IOYBA€THCA.

* HakonmaytoThCsi HETOOKUCIIEHI TTPOYKTH PO3MAAY KUPHUX KHCIOT-KETOHOBI Tijia
(6eTa-okcuMacisiHa, alleTOOLTOBA KUCIOTH Ta all€TOH).

* KinbKiCcTh KETOHOBUX T1J1 30UIBITYETHCS 1 32 PAXYHOK MPUTHIYEHHS TIPOIECY CUHTE3Y

KETOALIN103

* 301IbIIEHHS KUIBKOCTI KETOHOBHUX Til Ta 3HIWKEHHS pH kpoBi, 110 mos's3aHe 3
BUJIUICHHSM JTy>KHUX 10H1B (HaTpiH, KaJliii, aMOH1i) 3 OpraHi3My 13 ceuero MpH MoJlypii,
PU3BOJIUTH 0 AIUI03Y.

* ANMa03-3CyB peakiiii BHYTPIIIHLOTO CEPEJOBHINA OPTraHi3My B KHUCJIHK OIK, II0
MOpYIIye HOPMAIBHUI Mepedir ycixX peakiliii opraHizmy.

YCKUIIAJHEHHSA HYKPOBOI'O JIABETY

* MertaGonmiunuii aucOananc MpU3BOAUTH 10 PI3HUX YCKIAHEHb, K1 CYTIPOBOIKYIOThH
[[/I-rocTpuM Ta XpOHIYHHUM.

* JIo rocTpux ycKiIaJHEHb HaleXaThb KOMU. BOHU BHHHMKAIOTh PAalTOBO 1 CTAHOBIIATH
3arpo3y >KUTTIO.

* Jlo XpOHIYHMX YCKJIQJHEHb BITHOCSATHCS MOJIHEHpONaTisi, peTUHONATIS.

I'MIIEPTJIIKEMIYHA KOMA

* limepriikemMiyHa KOMa pPO3BUBAETHCS BHACHIJIOK TPUBAJIOrO 301IBIICHHS PIBHS
TJIFOKO3H B KPOBI Ta 3aBXKAH CYTPOBOJIKYETHCS KETO30M.

* Ketonogi Tina € Tokcuunumu ju1s [IHC, Tomy nekomreHcalist ByrjeBoHOTO 0OMiHY
MPU3BOJIUTH 10 BTPATU CBIJOMOCTI.

* V nmoBitpi Ta Big xBoporo Ha [1J] maxHe areToHOM.

JIABOPATOPHA NIATHOCTHUKA :
Bupaxkena rimepriiikemis, K€TOHEMIsI, TIIOKO3ypis, arieTonypis. [laginas pe3epBHOI
JY>KHOCTI KpPOBI.

CYYACHI HIAXOAU 10 JIATHOCTUKHU HYKPOBOI'O JIABETY I TUITY
e BiakpuTTs IMyHOJOTIYHMX MapKepiB JNECTPYKIi B-KIITUH (ayTOAHTUTLT N0
aHTUTEHIB OCTPIBIIIB JlaHrepranca).
PanioiMmyHos0T14HI Ta IMyHO(GEPMEHTHI METOAY BU3HAYEHHS Y CUPOBATIII KPOBI TUTPY
TPHOX ayTOAHTUTLL: 110 iHCYJiHY (IAA), 10 nekapOoKcuiIa3u TII0TaMIHOBOI KHCIOTH
(GADA), no niporeiny tuposuadocdarazu-2(I1A-2A).
e Bu3HaueHHs TJIIKO3WJILOBAHOTO TEMOIMIOOIHY-TECT [JIsl PETPOCHEKTUBHOI
OLIIHKH TJIKeMIi.
e BusHaueHHs (PYKTO3aMiHY-TIOKa3HUK CTYNEHS TJIIKO3WIIOBaHHS OLJIKIB
1a3Mu
e BusHaueHHs IVIIOKO3Ypil
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THCYJIHOHE3AJIE)KHUM IIYKPOBUM TIABET - niaGer II Tumy - BuHMKaE
B CEpEIHHOMY BIIli. 3aXBOPIOBAHHS, MPHU SKOMY [B-KIITHHH 30€pEKEHI Ta CHUHTE3
1HCYJIIHY HE MOPYIICHUH, ajie OpyIIeH] crenudivni peakilii KIITUH Ha IO IHCYIIHY
(HampukIam, CTPYKTypH Ta (DYHKINT 1HCYJIHOBUX PELENTOPiB) ab0 peryJsilis Horo
CEeKpellii mij] BIUTMBOM T ABUIIICHOTO PIBHS TJIFOKO3U. BBEEHHS €K30M€HHOTO 1HCYIIIHY
mpu I[JI Il Tumy HEoOOB'A3KOBE; dYACTINlE BHKOPUCTOBYIOTh TEPOPAIbHI
IyKPO3HWXKYBaIbHI TpemapaTu. KeTtoauao3 po3BUBAETHCS PIAKO.

OOuaBa TUMM TPOSIBISIOTECS K HEJOCTATHICTh 1HCYNIHY. M'si3u Ta nediHka
Py HECTadyl 1HCYJIIHY He 37]aTHI BUKOPHCTOBYBATH TJIFOKO3Y HaBiTh 3a 1i BUCOKOIO
BMICTY B KPOBI.
CynpoBOKY€EThCS TIMEPIIIKEMi€0, OKUPIHHAM. Jlerka opMa 3axBOpIOBaHHS -KOJIU
HEMae MMiBUIIICHHSI PIBHS TIFOKO3U B HOPMI, a € - TIPH IIyKPOBOMY HaBaHTaKEHHI1
[Ipu miaBUIIEHH] TJIFOKO3W BHUIINE 32 HUPKOBHM mopir (8,8-9,8 MMoib/i1) Mae Micie
TITFOKO3YPisl.
Tsxka opma IyKpoBOTo AiabeTy — KETOHEeMIs, KeTOHYPis, MIABUIIEHUN KaTaboi3M
O1JIKIB-a30TeMisl, a30Typisl.

TECTU TOJEPAHTHOCTI A0 I''ITFOKO3HU (TTI)

TonepanTHiCTh (CTIWKICTh) OpraHi3My A0 TIIOKO3H BHBYAIOTh, FOJIOBHUM UYHHOM,
BUSIBJICHHSI T1aTOJIOTIi MiANIIYHKOBOI 3aJI03M 1 MOPYIIEHb BYTJIEBOJHOIO OOMIHY.
BukopuctoBytoTh MeTO I110KO3HOTO (1 T rtoko3u Ha 1 Kr Baru) abo 1ykpoBoro (2 r
IyKpy Ha 1 Kr Baru) HaBaHTaXEHHSA. HeoOXiHy KUIBKICTh TUIFOKO3U (I[YKpH)
PO3UYMHSIIOTh Yy 2-X CKJISHKAaxX BOAM 1 JAlOTh BHUIUTH BUIPOOYBAaHOMY HATIIIE.
Harmecepiie i micis npuiioMy HaBaHTakeHHs yepe3 30 xBuiuH, 1,2,3 roauau 6epyTh
y BUIPOOYBAHOTO KPOB BU3HAYEHHS TJIIOKO3M. 3a 4Yac MPOBEACHHS HABAHTAKECHHS
XBOpU 30HMpae cedy, SKy AOCTIIKYIOTh HAsSBHICTh TJIOKO3H. 3 MPOBEIAEHOTO
JOCIIIKEHHS OYTyIOTh TJIIKEMIYHY KPHUBY.

Y 3mopoBoi momauHM 4epe3 | TOAWMHY TICHS HAaBAaHTAKEHHS PIBEHb TIIFOKO3H
MIBUIIYETHCS 10 3HAYEHHS, 10 HE TIEPEBUIIYE€ HUPKOBUW TOPIT, Yyepe3 2 TOJAWHH
J0CsTaeE HOPMH, a 4epe3 3 TOAWHH TOBEPTAETHCS IO BUXIAHOTO 3HAYCHHS, B cedl
TJIFOKO3a HE BU3HAYAETHCSA. Y XBOPOTO Ha IYKPOBUU Mia0eT 4yepe3 | roawHy piBEHb
[JIFOKO3H MIEPEBUIIYE€ HUPKOBUM MOPIT 1 BOHA 3'BISETHCS B ceyl, a 0 2 1 3 TOJUH 10
HOPMHU HE MTOBEPTAETHCS.

HEIIYKPOBUHM JIABET- 3HMKEHA  cekperis  Bazompecuny  (AIl-
AHTUJIIYPETUYHOTO TOPMOHY ), 110 CYITPOBOIKYETHCS MOJIYPIELO.

THIIT ®OPMHU NIOPYHIEHHA OBMIHY TI'VTFOKO3U

[Nnepriikemiss Moxe po3BuBatucs mpu  xBopoOi  Inenka-Kymmnra
(TimeprpomyKilisi KOPTU30Jy), TaHKpeaTUuTaxX, TInepTupeosi, (HeoXpoMOIMTOMI,
Mepeo3yBaHHl  TOPMOHAJBHUX  TIpemapariB  Mmpu  JIKyBaHHI  (HampuKIa,
TJIFOKOKOPTHKOI/IIB).
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[Nnormikemiss  pO3BMBAETbCS  MpU  MOPYUIEHHI  MEpeTpaBieHHs  Ta
BCMOKTYBAaHHS BYIJVICBOJIB;, AcGIUAT MMAHKPEATHYHOI JIMa3d TpPH MATOJIOTil
MIIUTYHKOBOI 3aJI031, TIPH €HTEPOKOJIITaX, MPOHOCAX, PI3HUX TUIIAX TIIKOTEHO3IB.

HiabeT-sx 00piit. 37a€ThCs, MO OCh-0Ch TH HAOJIU3UBCA 710 HHOTO, a BiH BIAXOAUTH Bij
TeOe 1 CIOHYKae pyxaTucs 3a HUM Jaji. Lle 3axBoproBaHHS NOTpeOy€e IOIAIBIIOTO
BUBYCHHS. | HEBUMAIKOBO BUHMKJIA I11J1a HAyKa-/11a0€TOJIO 1.

A QUICKLOOK( BYI'VIEBOHN)

e 3MICT IJIFOKO3W Y KpPOBi- OJHE 3 HAWBaXIMBIMIMX O10XIMIYHUX KOHCTaHT
oprauismy. [i HopMa B moauHN CTaHOBUTH 4,22-6,11 MMOITB/1T

e VYV peryJsilii piBHA ITFOK03U Y kpoBi 6epe yuacts [IHC, ennokpunHa cuctema,
OpraHHI MEXaHI3MH.

e [ikoreHorenes, IJIIKOT€HOJI3, TNIIOKOHEOIreHE3 - HAaWBa)KIMBIII O10XIMIYHI
MIPOIIECH, 10 OepyTh YUacTh Y MIATPUMII PiBHS ITIOKO3U B KPOBI

e (CuHTEe3 TJIKOTeHYy BiJOYBa€ThCS 3 YTBOPEHHSM MPOMIKHOIO METadoIiTy
Y ®-raoko3u, 3a y4acTI0 PETyIsSTOPHOTO (EPMEHTY TJIIKOTEHCHHTA3H
(rmiko3wi-1,4-tpancdepasu), Mo iCHye B HeakTuBHIN (dochopuiioBaHiii) Ta
akTuBHil (nedochopunboBaniii) popmi

e Posnan rinikoreHy BiIOyBa€eThCs MpU (POCPOPUITIOBAHHI KIHIIEBUX MOJIEKYI
IJIIOKO3U B Iimikoreni o [-1-® 3a ydyacTio peryisiTopHOro (GpepmMeHTy
rinikoreHdocdopunazu, ska iICHye B HeaKTHUBHIN (nedocdopriiboBaHiii) Ta
aKkTUBHIN (PpocpopunboBaHiit) popmi

e [nikoreHcuHTaza Ta TiIiKOreH(pochopuaaza CIIBICHYIOTh y PEIUIPOKHUX
(mepexpecHUX)  B3a€EMUHAxX- TOpPH  aKTUBAIil  riIiKoreHdocdopuiazu
raJIbMY€ThCS aKTUBHICTD TJIIKOT€HCUHTA3HU Ta HABIAKH

e [1r0oKOHEOreHe3 - e mpoiec 00Iry IUIKOJI3Yy, CUHTE3 IJIIOKO3M 3 JaKTary,
MmipyBary, TJIIOKOT€HHUX AaMIHOKHUCJIOT (ajaHiHy), TJileposy Ta 1H.
HeByrneBonuux mnponaykrtiB. BinOyBaeTbes 3 BUTPATO0 6 MaKpOEpriYHUX
3B'A3KIB (€HJEPTOHIYHO)

e VYV XoAl TIJIIOKOHEOTEHE3y TPAIIOI0Th OOXiJHI NUISXH TIJIFOKOKIHA3HOI
(rekcokiHa3zHoi), ¢ochoppyKTOKIHA3HOI Ta MipyBaTKiHA3HOI peakiii. s
00iry ocTaHHBOI HEOoOXimHO 2 QepMeHTH TipyBaTkapOOKCUiIazy Ta
MpyBaTKapOOKCHKIHA3Y, K1 IPAIIOIOTh y PI3HUX KOMITAPTMEHTAaX KIITHHU Ta
BUMAraloTh HasBHOCTI YOBHMKOBHUX MEXaHI3MIB (MajaTHOro, aclapTaTHOIO,
LUTPATHOTO).

e [‘eHernyHi AeeKTH CUHTE3Y (HEPMEHTIB TNIIKOTEHOTEHE3Y Ta TIIIKOTEHOMI3Y
MO>KYTh MPU3BECTHU 0 TJIIKOTEHO31B - XBOPOO HAKOMMYEHHS TJIIKOTEeHY.

e OnHUM 13 HAalBXKYMX IIPOSBIB MOPYIICHHS BYTJIEBOJIHOTO OOMIHY € IIyKPOBHIA
nia0eT, M0 CYNPOBOKYETHCS TIIOKO3EMIE0, TIIOKO3YPI€I0, KETO30M, YaCTO-
ypa’KeHHSM HEPBOBOI CUCTEMHU, peTHHOIATI€E0, mopyiieHHsM CCC, BCiX BUIIB
00OMiHY, TJIIKEMIYHOI KOMOTO.
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e OcCo0OMMBICTIO Cy4YacHUX TIAXOMIB a0 JaboparopHoi miarHoctuku I[IJ] €
BU3HAUEHHS, KpIM pIBHSA TJIIOKO3W B KpOBI Ta ceyl, TIIKO3UJIHOBAHOTO
remorsio0iny, ppykrozaminy, aHTUTLI 10 iHCYIHY ([AA), 10 nexapOokcunazu
rimoTaminoBoi kucnotu (GADA), no npoteiny tupo3undocdarazu-2.

METABOJII3M JHIIAIB-1: KATABOJII3M TPUT'JIIEPU/IIB;
OKHUCJIEHHSA )KUPHUX KUCJIOT, IVIIHEPUHY ; KETOI'EHE3.

Jlimigm-11e HEOJHOPIIHA 3a XIMIYHOIO OyA0BOIO TpyNa peuyOBUH, HEPOZUUHHUX Y BOJI
1 pO3YMHHUX B OPTaHIYHUX PO3YMHHUKAX (edip, Xxa0podopM, OCH3UH, ALIETOH, CHUPTU
Ta 1HIIL.).

OcCHOBHI miAKJIaCH JIITTIB :

1. HeitrpanpHi xupu 1 Macha.
2. Bocka.
3. ®ochommign.
4. T'mikomimian.
5. Crepoinu.
JIHIIANA
/ \
MpOoCTi CKJIaaHi

CKJIQJl TIJIBKY 13 CIIUPTIB  BMIIIYIOTh Y CBOEMY CKJIaJi

1 KUPHUX KUCIIOT KpIM CIUPTIB 1 )KUPHUX
Heitrpanbhi sxupu KHUCJIOT- 3aJIUIIKH hochopHOi
( TpUrIiLIEpUIN), KHCJIOTH a00 a30THUCTI OCHO-
Bocxi (Lepian) BU 200 BYTJICBOAM
Crepian ®dochomimian (rainepodocdo-

miniau, chinrodocdomninianm)

["mikomimiau (TAIKO3WITTIEpPO-
JI, TIKOCHIHT O M)
DyHkuii gimigis:

e CTpyKTypHI KOMIIOHEHTH KJIITUHHHUX Ta CYOKJIITUHHUX MeMOpaH y KOMILICKC]
3 OUIKaMH, y 3B'A3KY 3 YMM BOHM O€pyTh y4acThb y TPAHCIIOPTI PEUYOBHH Yy
KJIITUHU

Eneprernyna

PesepBha

3axucHa

['mikominiau 6epyTh y4acTh B IMyHOJIOTIYHOMY 3aXHUCTI
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e [IpocrarnanavnHu, JEHKOTPIEHH, TPOMOOKCAHH BHUKOHYIOTh PETYJISTOPHY
GyHKIIII0
HeiiTpajabHi :xupu (TpUriinepuan adbo TpHALMITIILEPOIH ) — e CKIaaH1 edipu
TILEPHUHY 1 )KUPHUX KHUCIIOT.

CH»-OH CH»-O-COR

| |

CH-OH +3R-C=0 — CH-O-COR

| \ |

CH,-OH H CH,-O-COR
['mimepuH  KUpHA KACJIOTa  TPUTIIIIEPHUT
(tmitepodn)

[Ipu erepudikariii KUPHUMU KUCTOTAMHU TUIBKHU ABOX CIIUPTOBUX TPYII
TJILEPUHY YTBOPIOETHCS AUTJIiLEPH/, OJIHIET TPYIH — MOHOTLJIiLlepH/

HejiTpaabHi :KUPHU OpraHu3My JHOIUHU

Tpurninepuan, o TUPKYITIOIOTH Y KPOBI AUTSITHCS HA €K30TeHHi (HaIX0IaTh 3 TKi B
pe3yNbTaTi TPAaBIEHHS) Ta eHAOTeHHi (CHHTE30BaHI B CaMOMY OpraHi3Mi).

HopmanbHuii BMicT TpuriinepuiB y cuponarii kposi 0,66-2,20 MMoJb/J1.

/10 OCHOBHUX HIJIAXIiB MeTAa00J1i3MY JIMIAIB BIAHOCATHCH:

- T1ApOJIi3 HEUTPAJILHHUX JKUPIB JI0 KUPHUX KUCIIOT Ta TILEPOTy (JTIIMOIi3)

- OKHUCJICHHS Ta 610CHHTE3 )KUPHUX KUCIIOT

- OloCHHTE3 TPUALMIITIIIEPOJIIB Ta CKIIAHUX JIITIIB

- OloCHHTE3 XO0JIECTEPUHY Ta MOT0 MEPETBOPEHHS HA 010JI0TTYHO aKTUBHI CTEPOIIU
B xoni ninmosmi3y TpuanuiaTIinepoIid, Mo MICTSITHCS B 1K1, pO3MIEIUIIOIOTHCS B
[TyHKOBO-KHILIKOBOMY TPAKTi 10 MOHOTJIIEPUIIB, BITbHUX KUPHUX KUCIOT (CXKK),
TJILEPOITyY, K1 MICs BCMOKTYBAHHS MEPETBOPIOIOTHCSA 1 JCTIOHYIOTHCS B JKUPOBIif
TKAHWHI - B aTATIOITUTAX.

[Tpuban3Ho 65% >XUPOBOI TKAHUHMU - 1I€ HEUTpaIbHi KUPH (TPUTITILIEPUAN ), K1
€ HallO1IbILIOI0 €HEPTeTUYHOIO IIIHHICTIO.

Po3zmierieHHs HEUTpabHUX JKUPIB 3/I1MCHIOIOTH (PEPMEHTH JIiNa3u: ITyHKOBA,
MaHKpeaTUyHa, KUIIKOBA, KJIITUHHA, 110 PO3PI3HIIOTHCA 32 CBOEI (DEPMEHTATUBHOIO
aktuBHICTIO. [IImyHKOBA JTiNMa3a Mae ciiabky (pepMEeHTHY aKTUBHICTh Uepe3 JyKe KUCIIe
CepeloBHUILE IUTYHKA Ta BIACYTHICTh YMOB JIJIsl EMYJIbIyBaHHs *KuUpiB. BoHa nie nuiie
Ha J00pe eMyJIbrOBaH1 )KMPU MOJIOKA Ta S€YHOTO )KOBTKA, Ma€ 3HAUEHHS Y HEMOBJIST.

OcHoBHe po3uIeNUIeHHs TPUTJTilepPU/IiB BiI0YBAETHCS B TOHKOMY KUIIIEUHUKY
IT1]T 1€F0 JIIIMa3H, M0 BUAUISETHCS MIIUTYHKOBOIO 3a5103010. CiK MiIIUTYHKOBO1 3371031
MICTUTh OiKapOOHATH, IO CTBOPIOIOTH omTHMasibHe s jina3u pH. Ilankpeatnuna
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Jina3a BUAUISETHCS Y KUIIIEUHUK Y HEAaKTUBHOMY CTaHi. AKTHBAIIiS i1 B110yBa€ThCS IMiJ1
BIUIMBOM J>KOBUHHMX KHCJOT (XOJIEBOi, JIE30KCHXOJEBOi, XEHOIAE30KCHUXOJIEBOI,
JITOXOJIEBOT), [0 HAAXOAATh y KUIICYHHUK 13 dKOBUIO 3 MEUIHKH.

7KoBYHI KHCJOTH 3HAXONATHCA Yy OKOBUI Yy BHIJISIAI KOH'IOTATiB 3
aMIHOKHUCJIOTaMH TIIIIMHOM Ta TaypuHOM. KpiM Toro, ’KOBUH1 KUCIOTH 3a0€31eUyI0Th
eMyJIbryBaHHA >KupiB. Ilicas posiieruieHHs TPUTIINEpUIIB Ha TIIIEPUH Ta XKUPHI
KHUCIIOTU TJILEPUH JIETKO BCMOKTY€ETHCS CTIHKOIO KuIlleyHHka. Hepo3umnHi y Boai
KUPHI KUCIIOTH B KOMILJIEKCI 3 10HAaMHU HATpil0 a0o0 Kalilo yTBOPIOIOTh MHIIA, 5Kl 3
’KOBYHHMH KHCIIOTaMH YTBOPIOIOTH X0J1€IHOBI KOMIIJIEKCH, 1110 PO3UMHSIOTHCS Y BO/II,
SIKi BCMOKTYIOTBCS KHIITKOBOIO CTIHKOTO.

Y kiiTHHAX KHIIEYHHKA >KUPHI KHUCJIOTH Ta TJIEPUH, 110 YTBOPUIIUCS TIPU
PO3IICIUICHH] TPUTVNIEPUIIB TKi, 3'€IHYIOTBCA MIDK CO00I0 Yy TPUTIILEPUIH,
crieundiyH1 I JaHOTO OPraHi3My.

IIpoaykTH MEePpBUHHOIO CHHTE3Y-TPUTIILEPUIU, POCPOIIIIIIN, XOIECTEPUH,
3'€IHYIOYMCh y KIIITUHAX CMITeNII0 KHUIIEYHUKAa 3 HEBEIUKOI KUIBKICTIO OisKa,
YTBOPIOIOTH XiJTIoMikpoHH-chepuuHi yacTuHkH aiametpom 100-5000 uM, y sikux 80%
ckJanarTh Tpurmnepuad. CroyaTKy BOHU BCTYMAKOTh y JIMGATHYHY CHUCTEMY
KHUIIIEYHUKA, a TIOTIM y BEHO3HY KpoB. YacTuHa HaWO1IbIn APiOHUX X1JTOMIKPOHIB
HAJIXOJUTh Yepe3 CUCTEMY BOPITHOT BEHHU B MEUIHKY 1 PO3MICIUIIOETHCS 1] BIUTMBOM
TPUTIILEPUIIINA3U. Y )KUPOBIM TKAHUHI PO3IIETUICHHS TPUTIIIIEPUAIB 3 X1JIOMIKPOHIB
BIJIOYBAETHCS Mij BIUIMBOM CHPOBATKOBOI JIMOMPOTEIAIINA3U HA MIIIEPUH Ta KUPHI
KHCIIOTH.

YacTkoBO IUIillepUH Yepe3 eTarl MepeTBOPEeHHs Ha PocormiiepuHOBHM abaerija
MOe OyTH BUKOPUCTAHUH JJI1 eHepreTHYHUX MoTped OpravizmMy 3a paxyHOK
OKHMCJIEHHS B TUIiKoJ131 Ta nukii Kpebdca, abo 7151 CUHTE3y TJiKOTeHy.

Cxema riiposni3y TpUTIIILEpU/IIB:
TPUALIWJITJIILIEPOJI— 1,2-TUALIVJIITJIILEPOJI—2-ALIMJITJIILIEPOJT
11 21
—TJIIEPUH
31
I-mpuayunzniyeponninaza,2-ouayuiziiyepoaninaia,3- MOHOAUUIAIUEPoITinasa

CymmapHe piBHSIHHS JIINIOJII3Y:

CH,-OOC-R; CH,-OH R;COOH
| |
CH-OOC-R, +3H,0 — CH-OH + R,COOH

| |
CH,-O0C-R; CH,-OH R;COOH
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I'aponisz ¢pocdominiaiB BigOyBaeThes 3a yuacTio hepmeHTiB pocdominaz Al(1),

O

11|
O CH»-O-C-R;

(.
R,-C-O-CH O

21 1 3l
CH,-O-P-O-CH,-CH,-N* (CHs)s

| 14
OH

dochatuaixoiH (JICIUTHH )

OKMCJIEHHSA /KUPHUX KUCJIOT

bera (P)-OKHCIIEHHSI XUPHUX KHUCJIOT-LI€ OCHOBHUM NUIAX NEPETBOPEHHS >KUPHUX
KHCIIOT B OpraHi3mi JtoauHu. Ha3pa mpoiiecy MOXOauTh BiJ Ha3BU aToma BYTJIEIIO,
SKUM IIPOXOJUTH OKUCIICHHS B MOJIEKYJI1 aKTUBOBAHO1 JKUPHOT KUCIOTH ( armii~S-KoA
)- GeTa-aToM BYTJIELO. AKTHBAIlS >KUPHOI KHCIOTH BiIOYBAa€TbCS B LUTOIIIA3MI
KIITUHY 3 BUTpaToo 1 Monekynun AT® 3a ydactio ¢pepmenty auun-KoA-cunrerasu.
OckibKk MeMOpaHa MITOXOHJPIH, /1€ 3M1MCHIOEThCS OETa-OKUCIEHHS, HETPOHUKHA
JUI JKAPHUX KHUCJIOT-HEOOXIAHUM cneniajJbHUH NMePeHOCHHUK - KAPHITHH, 110 € 32
XIMIYHOIO OyJI0BOIO aMiHOCITUPT:

(CH3);N*-CH,-CH-CH,-COOH

|
OH

CBo10 TpaHCIOPTHY QYHKIII0 KAPHITHH BUKOHYE 32 YOBHUKOBOIO cucTeMor0. Ha
30BHIIIHIN MOBEPXHI MITOXOHpialibHOT MeMOpaHu (hepMEHTATUBHO 3a JOMOMOTOIO
KkapHiTiHanuaTpancgepasu I BinOyBaeTbCsl yTBOPEHHS KOMIUIEKCY AllMJIKAPHITHH,
AKUW 3a JOTIOMOTOI0 BOYIOBaHOTO B MeMOpaHy MITOXOHApIA (pepMeHTy
AIMJIKAPHITUH-TPAHCJIOKA3M TIEPEHOCUTHCS uepe3 MemOpaHy MmiToxouzapiid. Ha
BHYTpilIHiIii moBepxHi MeMOpaHU  MITOXOHAPIA  3HAXOAUTHCS  (HEPMEHT
anuiakapuiTuarpancgepaza  II,  sxkumii  kaTtamizye — peakiiio  po3majy
AIUIKAPHITUHOBOTO KOMIUIEKCY B pEaKIIii:

AmunkapauTuHt+HS-K0oA— anmn-SKoA + kapHuTuH

Anuia-SKoA miggaerbcsi OKUCHEHHIO, 3 KApHITHH BUXOAUTH 13 MITOXOH/IP1i Ha3as y
IIUTOTUIa3My 3a HOBOIO MOJICKYJIOK YHPHOI KHCJIOTH. 3 BHYTPIIIHBOI CTOPOHH
MeMOpaHU MITOXOH/Ip1i MoJiekyia aruia-SKoA mpoxoauTs 00poOKy Ha "KoHBeepi", 110
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BKJIFOYAE KiJIbKa eTariB-peakiii. B pe3yapTari 01HOr0 000pOTYy MPOXOKEHHS Yepe3
1[ell KOHBEEP BiJl IOBrOTO BYTJIELIEBOIO JIAHIIOKKA YKUPHOI KUCIOTH BIAIICTUTIOETHCS
2C-¢dparmenT, sSKui, B3aeMofioud 3 ofHie0 Moyekysnolo KoA-SH B TionasHiii
peakinii, mepeTBoproeThcsi Ha aneTwi-KoA, skuii HagxomuTh B 1mkia Kpebca i
OKHCIIIOETHCS 3 YTBOPEHHSM B IMXaJbHIN JaHItoru eneprii sk ATO.

[Ilo6 wmosieKysa TOBTOJAHITIOTOBOI KUPHOI KHCJIOTH PpO3MIENuiacs IMOBHICTIO,
HaIMpUKJaj, NadbMiTHHOBA Kuciorta-16C, ToOTO. TOBHICTIO po3apobieHa Ha 2C-
(parMeHTH, BOHA TTOBUHHA MIPOUTH 0OpPOOKY Ha KOHBEepi 7 pasiB. SIKIIO B MOJIEKYTI
KUPHOT KHCJIOTU-HemapHe uucio C-aToMiB, TO OCTaHHIM d¢parmeHT Oyae 3-
ByriieneBuil (mpomioHu-KoA) 1 micis nepeTBOpeHHS B MeTUiIManoHI-KoA i
cykunHi1-KoA BiH Hamidige B muki Kpebca Ha piBHI cykuuHUI-KoA, a He anerus-
KoA.

3araabHa cxema -oxkucaeHHs sKUPHUX KUCIOT (uuka Knoona-JlinHeHa )

XonecTeprH JHupipe SHCNI®Thl R—CH, CH,  COOH

AT® KoA-SH
AMebp+ @ 0 @ THOKKNAZE wHPHLY KHEAOT

CH,—Co ~SKeaA BR—Clla CH, C@ -SKaa

Kapuurun ~
Aunna-Ked -kapun THi N
| Tpancihepase A MurexenapuajibHan
KapsiTHil 1embGpana
| P 4 ™ paHa
| R—OH,— @M, CO ~SKoA
i Llmcan anuar-KoA
| HKpe6ca de i
| | p» p AL
| | maeTeHnLe R—C@ ~SH oA
| ekHcaerHnw oA AH, Ara-oA-
| I ,Ilt‘[ll Lpereia ia
3
1 1 k& . R—CH — CH—C® ~SKoA
f- ~LCTOT o masu ﬂern,ﬂ.poauu-!—l\u!\
- ¥ H.®  flermapoaiini-KoA -
Foa—85H ‘{\—/ FHApPATasa

Rfc,_.:lel: CH, CO~SKoA
o —@RCvLA LT -KeoA

N CE CH O ~sSKea
A -pere UL ek HAL  Chapeatia-Hea-
ACi H,l{'li)l'l:t'ajﬁ

FIAZLH.,

=

@depMeHTATUBHI peakiii B-OKUCICHHS HACHYCHHX >KUPHUX KHCIOT
1. HerimpyBanns KoA-moximHuUX >KMPHUX KHUCIOT 3a nomomororo DAJl-
3anexHoi ari-KoA-neriaporenasu

2. Tigparanis nenacuyeHoro KoA-ammny 3a nornomMororo eHoin-KoA-rigparasu
HeriapyBanHs okcumnoxigHoro ammi-KoA 3a qonomororo HAJ[-3anexHoi 3-
okcuanmKoA-aeriaporeHasu 3 yrBOpeHHsIM 3-keToamiKoA

4. TiomituuHe  posuieryieHHs — 3-ketoamwiKoA  3a  jmomomorow  B-

KETOAaIMJITIONA3H.

B pesynbrari yrBoproerbcst KoA-moxiiHe >KMpHOI KUCIOTH, yYKopouene Ha 2C Ta
aretnn-KoA, mo #iae B ukn Kpedca 1ist okucaeHHs.

OKuC/IeHHS HEeHACHYEHHUX KUPHUX KHUCJIOT ( 110 MalOTh y CBOIM CTPYKTYpi
MOJIBI¥HI 3B'sI3KM ) BiIOYBA€ThCS TaK CaMo, SIK 1 HACHYCHUX, aJieé BKIIFOYAE JOJIaTKOBI
cTajii: micias BIAIIEIUICHHS ACKUIbKOX MOJeKyJ auneTtui-KoA yTBoproeTbes aenbTa-
3, 4-nuc-anmin-KoA, a nHe nenpra- 2,3-tpanc-ammi-KoA. CrhemiansHuii (pepMeHT

W
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(Tpanc-eHoin-KoA-i3oMmepasa) nepeMiiiae mojBiiiHi1 3B's13ku 3 3,4-10J0KeHHS B 2,3-
MTOJIOKEHHS 1 3MIHIOE ITUC-HA TpaHC-(hopMmy.
Enepreruka B-okucjieHHs! ’)KUPHUX KHCJIOT

PosrnsiHeMo 11e nUTaHHA 3 NPUKIAAY NaJIbMITHHOBOI KUCIOTH, 1m0 Mae 16 C-
aToMiB. 7 000POTIB MPOXOJKEHHS Yepe3 KOHBEEP 3 BHYTPIIIHBOT CTOPOHU MEMOpPaHU
MITOXOH/IPi¥ MPU3BOAUTH 10 YTBOPEHHS 8 ABOBYTIJICLIEBUX (DpPArMEHTIB, KOXKEH 3 SIKUX,
3ropsifoYM B UK Kpebca, mae 12 AT® B pesynbTaTi okucHOro ¢hochopuiitoBaHHS B
JIUXAJIbHOMY JIAHLIOTY MITOXOHPIi, a 8 Moneky:n anetuii-2A 96 monexkyn ATO.

OCKUTBKHM B XO/1 OJTHOTO 000pOTY Uepe3 KOHBEEP B XOJ1 peakiliil AeriipyBaHHs, K
BUJIHO Ha cxemi, yTBoproeTbes 1 monekyna HAJIH2 1 1 monekyna ®AJIH2, ski,
HaIpaBJISIIOYN B JUXATBHUMN JIAHIFOT TIOTOKU YaCTUHOK, CIIPUSIE TTOEAHAHHIO JUXaHHS
ta pocopumntoBanns Ta cuaTe3y 3AT® 1 2AT BianoBigHo. TakuM unHOM, 1 060pOT
poOOTH KOHBEEPA 3 )KUPHOIO KUCIOTOK J1ae SATD, a 7 o6oportiB nae 35ATD. Ao
BpaxyBaTH, 10 3alyCK MPOIECY MOYMHAeThes 3 BUTpatu 1AT®, TOo eHepreTUHUHU
BUXI1J 3TOPSIHHS MOJIEKYJIM | mambMIiTHHOBOI Kucijotu Oyzae: 96+35-1= 130 ATO.
SAxmo Bpaxysatu, mo AT® i gac 3amycky mpoiiecy po3meritoerbes 10 AM®, a un
He 10 AJl®, To enepretnunuit Buxizg oyzae : 96+35-2= 129 ATO.

OKMCJIEHHA TJIHOEPOJIY. BIOCHHTE3 1 KATABOJII3M
KETOHOBHUX TLJI

['miniepos yepes eran neperBopenHsi HA ¢pocdorinepuHOBHUIl AJIbAErIA MoXkKe OyTH
BUKOPUCTAHMI /11 €HEPreTUYHUX MOTPeO OpPraHi3My 3a PaxXyHOK OKHCJIEHHSI B
rJikoJiisi Ta uukii Kpeodca, ado /11 cuHTe3y pi3HMX KJIACIB IJIiLepPUAiB.

1. Eran. AKTHBaLisA rJiiuepoJy i BILINBOM (epmenrty
riainepoJidocdokinazu
HO OH
\/
CHQ-OH CHz-O-P:O

| |
CH-OH + AT® — CH-OH + AID

| |
CH,-OH CH,-OH

['minepon rinepoi-3-gocdar
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2. Eran. OkucneHHs i BIuiiBoM hepMeHTy riinepodocdaraeriiporeHasu

HO OH HO OH
\ / \/
CH,-0-P=0 CH,-0-P=0
| |
CH-OH +HAJI — CH-OH + HAJTH,
| |
CH,-OH H-C=0

['minepoansaeria-3-pocdar (I'AD)
Hanee: TAD— 1,3 Ilu®I'K—3-OI'’K—2-OI' K—-DEII—-IIBK

BIOCHUHTE3 I KATABOJII3M KETOHOBHUX TIJ1

H;C-C=0 H;C-CHOH-CH,-COOH  H;C-C=0
| B-runpokcuOyTupar |
H,C-COOH (B-oxcumacasna kuciaora) H;C

Aueroauerar AueToH

KETOHOBI TIVIA

Y  medinmi  icHye  (Pi310JIOTIYHMH NUJIAX YTBOPEHHSI  aJbTEPHATHBHOIO
MeTa0O0JMiYHOT0 MAJUBA - KETOHOBHUX Till - IS MIOKapja, CKEJICTHUX M'SI3iB,
KIPKOBOTO IIapy HUPOK, a MPHU TOJOAYBaHHI - MO3KY, KU B HOPMaJIbHUX YMOBax
BUKOPHUCTOBYE B OCHOBHOMY TJIFOKO3Y.

OEPMEHTATHUBHI PEAK]_IIT YTBOPEHHS KETOHOBX TILJI
Y uuTo0304i (mMo4aTKoBi eTanu):
TioJIasza

!
1. Anetmin-KoA+Aneruin-KoA— Aneroanetnin-KoA+HS-KoA

B-I'OMK- cunTeTasa

!
2. Auneroanetmin-KoA+Auerun-KoA— B-rigpokcu-p-merunriyrapii-KoA+HS-KoA

(B-TOMK)

B MiToxoHApifAX BiZ0yBaKOTHCA HACTYIIHI peaKiii:
3. B-'OMK— Anetoarerat+ anetmin-KoA

T

jmasa
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4.Aueroanerar+HA JTH,—B-rigpokcubyripar+HA T
T
B-I'BAT-a3a
[Tpu ronoayBansi, konu croiBBinHomenHss HAJIH2/HAJI+ 1, peakuis 3pyieHa y Oik
YTBOPEHHS B-T1APOKCUOYyTUpPATY

PEAKIII YTUJIBALII KETOHOBUX TL1
[Ticyist yTBOpeHHS B TenaToIMTax KETOHOBI Tija (epeBakHO alleToaleTar) BUXOAATh
y KpOB 1 IEPEHOCATHCS B Nepu(epruyHi TKaHUHU, A€ BOHU BUCTYIAIOTh SIK CyOCTpaTH
010JIOT1YHOTO OKHCHEHHS.
2 ME€XaHU3MU yTBOPEHHs aneToaneTuii-KoA:
1. Auneroarnerat+cykiuHui-KoA— Aneroanetun-KoA+ cykiunar
2. AneroaneratTtSHKoA+AT®d— Aneroanetnii~SKoA+AMO+ODH
B ITK wu3 aneroanernn-KoA+SH-KoA ming giero depmMeHTy Tiona3u yTBOPIOETHCS 2
anetun-KoA
METABOJII3M KETOHOBHUX TLJI B YMOBAX IATOJIOI'TT
VY 3mopoBoi moguau Norma — 0,85-1,7 MMonbs/1 ketoHOBUX Til. [Ipu mmykpoBomy
niabeTi, rojoyBanHi, 0m0BOTI - T (KeToHemisi, KeTOHypisl) - e aKTUBAIliS CHHTE3Y
KETOHOBUX T1JI.

[Ipu Hecrtaui ByrJIeBOJIB B OpraHi3Mi OCHOBHE JIKEPEJIO €HEepTii - TKaHWHHI
pE3EpBHU KUPIB.
[Ipn nopyuieHHi ByrJeBOJHOrO OOMIHY MOPYLIYEThCS YTUJII3allisi KETOHOBUX TII 1
BOHHU HaKOIUYYIOThCS y KPOBI Ta ceul.
[Topymryerbes 3ropsaans anetui-KoA y LITK.
Bxomxenns anietun-KoA B IITK 3anexuts Bix konnentpaiii IIYK ta TIBK.
[Ipu mykpoBomy miaberi depe3 aedIUUT IHCYNIHY TJIOKO3a (HE3BaXKArOUM Ha
FINEPrIikeMil0) HE HAJIXOJIUTh BCEPEAUHY KIITHH 1 TOMY HE MOXE 3a0e3MeduTH
MOTIOBHEHHSI EHEPTrOPECYPCiB OpraHi3my.
KETOHEMIS moxe po3riisigaTucs sk 3aXMCcHa peaxiiisi OpraHizmy, sika IiATPUMYE
€HEPreTUYHUN TOMEeoCTas.
KeTtoHoB1 Tima 3abe3reuyoTh €HEPri€r0 BCl TKAHWHM OPraHi3My, KpiM IEYiHKH, a
TOJIOBHOTO MO3KY — TOJIOBHE JKepesno eHeprii 0e3 riokosu. [lpumyckaroTsb, 110
YTBOPCHHH KETOHOBHUX TUI JII€ K YaCTHHA PETYJATOPHOTO MEXaHi3My 13 3BOPOTHUM
3B'SI3KOM, 3amo0iraroyu MoOiTi3aii KUPHUX KUCIOT 3 JIETIO. HpI/I KOPOTKO4ACHOMY
HAaKOMMMYEHHI KETOHOBHUX TiJ CHPAIbOBYIOThH KOMHeHcaTOle MEXaHI3MH, SIKi
3armo0iraroTh pO3BUTKY arua03y. [Ipu TpuBagoMy miIBUINIEHHI KETOHOBUX TUT Y IJIa3Mi
3HUXKY€EThCA BMICT O1KapOOHAaTIB, pO3BUBAETHCS AIUI03.

METABOJIIBM JIHIAIB-2: JIHIIOI'EHE3. OBMIH XOJIECTEPUHY.
PEI'YJIAIIA I HATOJIOTTA JIHTILIHOI'O OBMIHY. OKUPIHHA.
ATEPOCKJIEPO3

JITIOI'EHES
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BIOCUHTE3 JIIIIJAIB - pi3aux KiaciB 3a0e3nedye oOpraHiaMm pesepBaMu
MEeTabOMIYHOTO TMajduBa Ta € JPKEPENIOM OHOBJEHHS CTPYKTYPHHUX KOMITOHEHTIB
6iomeMOpaH (docdomimiain).

BIOCUHTE3 TPUALTUJITJIIHEPOJIIB
HeiliTpanbhi skupu (TpianmuiarjinepoJiu) - OCHOBHA YacTHHA XapyOBUX JIITIJIB,
HaWOUIbIIAa 1X  KUIBKICTh 3HAXOOUTHLCA B  agunonurax. MeTtaOoaiyHuMA
nonepeauukamMu TI' € akTuBoBaH1 xkupH1 kuciaotu (aumi-KoA) ta riineposn-3-O
ETAIIM BIOCUHTE3Y TPIALJITJIITEPOJIOB
1. VYTBOopenus riinepos-3-O
INIHIEPOJI+ATO—TJIILEPOJI-3-O+A 1D
T
TIIIEePOJIKiHA3a
VY SKHpOBi TKAaHWHI Maike HEMae TIIIEpOJIKiHa3y, TOMY OCHOBHUM JKEpEIOoM
rmnepoi-3-® e raikonitnaauii JJAD.
JMOKCIALETOH-®+HAJIH, — TJIIEPOJI-3-O+HAL"
1
riinepoidocdaraeriiporeHasa
2. AnunyBaHHs riepon-3-® 3 yrBopeHHsIM ¢hochaTuaHOT KUCITOTH
[IIEPOJI-3-®+R;-CO-S-KoA— 1-AHWITJIIHEPOJI-3-®@  +  R,-CO-S-KoA
—OOCDOPATUIHA KH1CJIIOTA

3. INapomu3 docdatuaHO KUCIOTH
OOCOATUIHA KUCIIOTA—1,2-JUALTAJITJIIITEPOJI

4. AmmoBanss 1,2-nianmnriinepony R3-CO-S-KoA. Peakuiro karamizye ¢pepMeHT
Tianuiriinepos-anuirpancdepasy

' CH,~0—CO-R,
ChOH R,—CO ~ SKoA | He o
—0--CO- Ky

CHOH  + R CO~SHA s 7 gy

| /OH s _SH  CH,-0-P=0
.CH‘_O__PigH 2 KoA--SH ) ot

biocunres TI' 3amexuTh BiJl HAAXOIKEHHS TJIOKO3U 10 AIMIIOLMTIB, IO
3QJICKUTH BIJl IHCYJIIHY.
BIOCUHTE3 ®OCOOTJIHHEPUIB
®ocharuamxoniyn, QocharuauieraHonamid, QochaTuami-ceput, KapailodimiH-
CTPYKTYpHI JiMiJIK, 110 BXOAATH B JIMIHUN MaTpUKC 0610710TTYHUX MeMOpaH.
Lle ckianH1 JAiMiAM HA OCHOBI TIILEPOITY.
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I ETAII CUHTE3Y:

['minepun—raiainepon-3-O—docdatuana kucnora— 1,2-AMATUATTIIEPOT
/ \

dochatuninxonin  QocharuaiieTraHoNaMiH

3, —0=CC—R, ' _ «:11,-0-(:0-—121
—0—W —~R, éH—O-—-—(D-——R,
| F | iH e
CH, — O— P=0 g —O —P=0
— CH, — CH — COOH "\O — CH, — CH, — NH}
NH,
‘ docdhaTHIHNITAHONIAMHE
dochaTupniIcepHH | ¢ = &
% CHy— O —CO —R,
H—O—CO—R,
_OH
CH, — O — P=0O .- CHa
O — CH, — CH, — N—CH;,
CH,

dochaTHARAXONAHH (JIEIIHTHH)

1) aktuBamis xomniHy (eranonaminy) nuisxom ATd-3anexxHoro ¢ochopuItoBaHHS 3
yTBOpPEHHSIM (HoCcPOXOTiHy

2) B3aemomis 3 LITO—-IJID-xomna

3) Bzaemonmiss  [[JAd-xomima 3 1,2-guampuiriineposioM 3 YTBOPEHHSAM
docharunainxomnina

AJbTEePHATHBHUI  1mIAX  yTBOpPeHHs  (ochaTHuIAMIXOTiIHY-METHITIOBAHHS
€TaHOJaMIHy, SKUW BXOIUTh 10 cKkiaxy dochaTuauieTaHomamMiny, JOHOPOM
METWJIBHUX TPy € S-aIcHO3UIMETIOHIH:

docharuanieranoaamin + 3-S-aneHo3unMeTioHiH—  dochaTuamixomin +3-S-
TOMOILIMCTEIH

dochaTuaniicepin yTBOPIOETHCA:
docharuannsTaHoaMid+cepiH — dochaTUAMICEpIH + dSTaHOIAMIH

BIOCUHTE3 COIHT'OJIIIAIB- ckinagaux mimiaiB 610J0TIYHUX MEMOpaH,
moOyTI0BaHUX Ha OCHOB1 BUCOKOMOJIEKYJIIPHOTO CIUPTY C(HIHTO3UHY

COIHI'OJIINAN- Busneni B crpykrypax I[HC, mepudeprnunoi HC, miemomamx
000JIOHKaX HEPBIB
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Liepansa, Xoann
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ETAIIN CUHTE3Y
1. Cunre3 c¢inro3uny 3 nanpmitoin-KoA Tta cepuny+HAJIOH2 3a ywactio
¢dnaBompoTteiny
2. YT1Bopenns N-ammicdinro3unis (riepamini)Oopa3oBanue chiHTOMIECITIHIB
3. Hepamig+11I®P-xonia—chiaromienin+1IMD
4. YTBOpeHHS  THIKOCHIHTOMIMIAIB  NUIIXOM  HAPOIIYBaHHS  3aJIMINKIB
MOHOCaxapHIiB Ta ix noxigauxllepamua+Vy JId-

rajakTo3a—rajlakTo3wiepamia(1epedposnm)

TEHETUYHI AHOMAJIII METABOJII3MY COIHT OJIIIIIB

B ocHoBi-reHeTHuHi 1eekTH pepMeHTIB KaTadomi3My - CPIHTOMInmi 03U

XBOPOBA HIMAHA-IIIKA- nopyuieHHsI CUHTE3y (QEepMEHTY chiHroMieniHa3u-
CYIPOBOIKYETHCS HAKOIMMYCHHSIM B TOJOBHOMY MO3KY, CEJIC3IHIIl Ta TCHIiHINI-
chinromieniny. BUSBISETbCS 3aTPUMKOIO B TICUXIYHOMY PO3BUTKY JIUTHHHU, MO
MIPU3BOAUTH 0 CMEPTI

XBOPOBA TESA-CAKCA (ranrmio3uno3 Gmy)- aedekT rekcos3-, aMiHiga3u A, ska
BiAmeruroe N-amneTwiraiakTo3aMin B TaHrmiosuay G2, mo TOpu3BOAWTH [0
3aTPUMKHU TICUXIYHOTO PO3BHUTKY, CIIMOTI, HEBPOJOTIYHUM po3iajgaM, cMepTi y 3-4
POKHU.

TF'AHIJIIO3U 103 Gmi- nedexT B-ranakTo3uaa3zu-CynpoBOIKY€EThCS
HakonuyeHHsM ranrimosuny Gml, keparancynbgaris, nposiB-sik y Tes-Cakca.
XBOPOBA I'OULIE raroxonepedpo3uaHuit imino3) - AedeKT IroKolepeoposiiasy,
sKa BIIIIEIIIOE TIIOKO3Y BiJI TJIIOKOILEPEOPO31T0B, sIKI HakomuuyroThcs B PEM.
[IposiBisieThCsl  HEWMpoMaTisIMU, YPaKEHHSIM KICTKOBOI TKaHWHHU, 30UIbIIECHHAM
MIEYIHKH.

BIOCHUHTE3 ) KUPHUX KUCJIOT (mimorenes) 3 MOAATBIITNM X BKIIOUEHHSIM JI0
tpurainepuaiB (TT) - e metabomiyHMil TUIAX aKyMyJISLii eHeprii.

@PI3I0JOI'TYHE 3HAYEHHSA NbOI'O B ToMy, 1110 31aTHICTh TBAPUH KIIITUH J0
YTBOPEHHS TMOJICaxapuiB y BHUIUIAAl TJIIKOTeHy oOMmexkeHa. ['miokosza ixki, ska
MEPEBUILY€E MOTPEON OpraHi3My B €Heprii, IepeTBOPIOETHCS Ha KUPHI KUCIOTH.
MICHE CHUHTE3Y - agunonuT >KUPOBOi TKAaHWHH, TEHNATOIMTH, CMiTeTianbHI
KJIITUHU MOJIOYHOI 3aJI03H1 TIPH JIaKTaIlii

METABOJIIYHI JKEPEJIA CUHTE3Y KK

B opranizmi gronunam 1 TBapuH-cuHTe3 HacuueHux KK 3 mapHoro kiibkicTio C-aTOMIB
(mepeBayKHO MAJIBLMITUHOBOI Ta CTE€apUHOBOT). MeTabomiunuil xepeno-aneTmi-KoA,
KU YTBOPIOETHCS 32 PaXyHOK aepOOHOTO OKHCHEHHS TIIOKO3H.
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CHUHTES3 KK-B 1iuTomniaa3Mm, OKMCICHHS- B MX.

OcHOBHMIA TPOIYKT CUHTE3Y- nmanbMiTUHOBA KucioTa CisH3 COOH ( manbmitar).
Honopom 2C-dpparmentiB mis cuaTedy KK B 1muroruiazmi € anetun-KoA, skwii
YTBOPIOETHCS B pe3yIbTaTi OKUCHOTO JeKapOOKCUITYBaHHS MipyBaTy, U0 BI0OYBAETHCS
y Matpukci MX.

Opnak BHyTpimHS MeMmOpana MX HemponukHa s anetwi-KoA. Tomy icHye
YOBHHUKOBA CUCTEMA, SIKa MITOXOHpiaibHUM aneTuia-KoA nepeBoauTh y HUTO30J1b.

1) Bcepeauni MX anerun-KoA pearye 31 IIIYK 3 yTBOpeHHsSIM nMTpary, SKWii
MPOXOAUTH uepe3 MeMOpany MX y IUTO30J1b

2) y nuto3ouai uutpart 3 KoA ta AT® nig aiero muTpaTiiazd po3UIEITIIOEThCS 10
YK+ aneTnaiKoA nmuT030JIbHHUM.

YK nagxomuts y MX 3a 10MOMOTOK0 YOBHUKOBOI CHUCTEMH, SIKa BKIIIOYAE WOrO B
manat (HAJJH2/HA/I+), sixkuii npoxoautk dyepe3 memOpany MX. Ille B OiocuHTe31
(xpim KoA) 6epe ydacts 6iotun (BITH), sikuii KapOOKCHITIOE allUITIEPEHOCHUN O1JI0K
(AITb-86 ak)

ETAIIN CUHTE3Y KK

1. Kap6okcumoBanns anetmin-KoA( CH3;-CO~SKoA )
Anetmin-KoA+CO,—manoninnKoA (HOOC-CH,-CO~ SKoA)
T

Anetmin-KoA- kap6okcunasa, 6iotun, ATD

2. Ilepenecenns Ha AIIb anernyibHOI Ta MaJOHUIBLHOI IPYN 3 YTBOPEHHSM alleTHII-
AIIb ta manonin-Allb (Tpancanunaszn)

3. Konpaencamis anetun-Allb Ta manonin-Allb ( depmenT xonaeHcarii
CH3-CO-CH2-CO~S-AIIb

4.BiTHOBJICHHS KETOHA JIO CITUPTA
Auneroarui-Allb+HAJIOH,— B-oxcnanun-Allb
1 CH3-HCOH-CH,-CO~S-AIIb
3-kero-aumi-Allb-peaykraza

5. Bigmemienus H,O
B-okcumanun-Allb —nerigparasa( - H,O) —
H;C-CH=CH-CO~S-AIIb

6. HacuueHHst moABIHHOTO 3B’ 3Ky

H;C-CH=CH-CO~S-AIIb +HA I®H,;—enoin-Allb- penykrasa
H;C-CH,-CH,-CO~S-AIlb

4C-OyTUpUIBHUHN paguKal

Byrupuiosuii AIlb- 3HOBY BcTynmae B aHANOTIYHUN JIAHIIOT pEAKIi, SKUMA
MOYMHAETHCS  KOHJEHcamiero 3 MajoHun-Allb, BHacmigok dYoro Mojekysia
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noJ0BXKyeThes Ha 2C-aToMa. Lluki TpuBae 10TH, JOKM aliiuIbHA TPyTIa He 301IbIIUTHCS
1o 16C, To0To 10 yTBOpEHHS NaJIbMITUHOBOI KUCIOTH. CyMapHa peakiis

sHC-CO-S-AIIb+7HOOC-CH,-CO~S-AIlb+14HA JI®H —3HC-(CH3)14-
COOH+7CO,+8AIlB-SH+14HAId+ 6H,0

Jlis yTBOpEHHS JKUPHOI KHCIOTH, IO MICTUTh 2n(C)-aTOMiB, ONHCaHA
MOCJIIOBHICTh peakiliii moBWHHA ToOBTOpUTHCA (n-1) pasziB. s mampbMiTHHOBOL
KHUCJIOTH 7 pasiB.

JliHeH — BUSBMB y JpikKIKaxX Ta MEYiHIll YaCTUHKHU JiameTpom 20-25 am, M 2,3x106
Tak, 3maTtHi cuHTe3yBaTH majgbMiTaT. lle BUsBUBCS KoMIUIEKC 6 depMeHTIB-
CHHTETAa3y )KUPHUX KHCJIOT.

V nenrpi kommiekcy — AITB. Horo rinka, yreopena doconanroreinom, micis
MpUETHAHHS TOTMEPEAHUKIB MPOXOAUTh 6 TOJIOKEHb 3MIMCHIOIOYHM TIOBHE KOJIO.
CykymHicTh (DEpMEHTATUBHHUX PEAKI(IA CHHTE3Y MAIbMITHHOBOI KMCJIOTH HA3UBAETHCS
uKJIoOM JIiHEHA.0JI0KEHb.
€ 2 axuenropa MonepeHUKIB )KUPHUX KUCIIOT:

1) nmepudepiuHuii- 3aIUIIOK HUCTEIHA

2) ueHtpanbhHuil- pochonantoreina Allb.

Iepudeprnunuii TioJI NPUEAHYE allETWIbHY I'PYIY, 2 HEHTPAJIbHUA MAJIOHUIbHY.
Jlami aneroaneTun TepeTBOproeThcss Ha Oytupwi. lleit pamukan wmirpye Ha
nepudepuuny SH-rpymny, 3BUIBHSAIOUM MiCLE ISl NPUETHAHHS HOBOTO 3aJUIIKY
MaJIoHTy 10 (hochOonaHTOTEIHY.

KoxeHn noBopot nojoBxkye Mojiekyiny Ha 2C-atoma. HanmpukiHiii 3BUIbHIETHCS
NajabMITUHOBA KACIOTA. [HCYJIIH BUKIIMKAE AKTHUBANII0 CUHTETAa31 )KUPHUX KUCIIOT.

AgnpeHaliH, riokarod, TAM®- iHTi0y€e CUHTETa3y KUPHUX KUCTIOT.

PEI'YJISIUISA BIOCUHTE3Y HACUYEHUX )KUPHUX KUCJIOT

1) Ha piBni anetnn-KoA-kapOokcuiasu-1ie JiMITyro4da CTajis B KOHTPOJI MBHUIKOCTI
010CHHTE3Y JKUPHHUX KUCIOT+ MOAYJISITOP LUTPAT

- MoayisaTop nansMiToin-KoA, creapoin-KoA

2) dbochopuntoBanHs (HeakTBHA hopma)-nePpochoprTroBaHHS (I)epMeHTy aueTu-
KoA-kap6oxkcinazu

3) 3MiHa aKTUBHOCTI CUHTE3y (DEpMEHTY: aKTHBAallisl CHHTE3y B YMOBaX JI1€TH, OaraToi
BYTJICBOJIaMH Ta 3HIKCHHS aKTUBHOCTI CHHTE3Y B YMOBAX JIi€TH, 0aratoi KupaMmu

4) Perynsiiist Ha piBHI KOMIIJIEKCY CUHTETA3H YKUPHUX KHUCIOT

YTBOPEHHS HEHACUYEHUX XXUPHUX KUCJIOT

1. Mononenacuyeni — manbmitooneinoBa C16:1, oneinoBa C18:1 — B oprani3mi
JIOAWHU YTBOPIOIOTBCA 3 HACHYEHUX JKUPHUX KHUCIOT — TMaJbMITHHOBOI Ta
cTeapuHOBOi Tia BIUIMBOM ami-KoA-okcureHasu, 10 BIJHOCHUTBCSA 10
MIKpOCOMaJIbHUX OKCUTeHa3. Bonu mpaitorots 13 kopepmentom HAJIOH

2. TlonmimHeHacHYEH1 KUPHI KUCIOTU

Pocnunna ixa—miHoneBa kuciota Cigo— auHoNeHOBa Cig3—diHKO3aTpUEHOBA

Ca0:3— apaxigonoBa Cyoa
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BIOCHUHTE3 XOJIECTEPUHY

Lle cTepoin, BUKOHY€E CTPYKTYpHI (y CKJIaal MeMOpaH) Ta peryiasTopHi QyHKIIi
(s1x TomepeTHUK O10JI0TIYHO AKTUBHUX CIIOJTYK).

JIKEPEJIA XC

/ ) \
BIOCHUHTE3 DKA
0,5-1,0 r/cyT 0,3-0,5r/cyT

y BCIX KJIITHHAX, KpiM
3pLIUX €PUTPOLIMTIB
50-80% B meuiHIl
10-15% B KumeyHuKy
5%- B HIKIpi

HOITEPEJHUK XOJECTEPUHY (XC)-ALETIJI-KoA

l Ao e riaa-—E oA ] ’ e TrEra— oA j

AcnneToancerHna-KoA

| Aaxernin-oa |

[ B -1TOrK |

MeBanorrar

Iz sz raemzin
Avrimoevyraanin — &) -

<Dapric3Esl

FepaHin

l CrBea e f

JIarroccTreprn

l HomgeocTraepP e l

MeTabo1ivHa KAPTA CUHTE3Y X0JIeCTePUHY
CH,-CH,OH
/
C-C-OH
\
CH,-COOH
MeBaJjloHOBA KHCJIOTA

HQC:C-CH:CHQ
|
CH;
I3onpen
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biocunTes XC BigOyBaeThCs y IIUTO301 KIIITHH.

Moro mepi eranu monsraroTh B ocBiTi 3 2 anerun-KoA B-TOMK (B-rizpoxcn-B-
MeTuariyTapui-KoA).

1. BignoBnenns B-TOMK 3 yTBOpeHHSM MEBaJlOHOBOI KHUCIOTH-KaTali3yeThCs
PEAYKTa3010

2. YTBOpEHHS 3 MEBAJIOHOBOT KUCIIOTH 130TPEHOITHUX OJUHUIIb.

3. Konpnencarist SC mipodochopriboBanux i3ompeHiB 3 yrBopeHHs M 30C - ckBajeHa
XOJIECTEPHH C,7H460

Peaxkmii nukomizaiii BKJIFOYAIOTh MPOIECH: €MOKCHAIlli, OKUCHOTO T1APOKCUIIOBaHHS,
JTEMETUIFOBAHHS 1 KaTalli3yloThcsl (hepMEHTaMU MOHOOKCUT€Ha3aMu (MIKpOCOMaJIbH1
dbepmentn). Brkimouarots utoxpom Paso, motpeOytots HAJI®H, u kucHio.

Cymapne piBHsSHHS cuHTE3y XC:
18CH3CO-SKoA+13HAJI®H+13H+30,+18AT®— C,7;H460
+13HAJ1®"+18KoASH+9CO,+18AJId+6H4P,07+6H3PO4

+H,O

PETYJIALISA BIOCUHTE3Y XOJIECTEPUHY

1. JlimiTyrouunii etan-peaykrasHa peakiiis-ocBita 3 [OMK meBamoHOBOT KUCIIOTH 3a
MIPUHITMIIOM 3BOPOTHOTO 3B'A3KY: 1 XC— | cMHTE3Yy

2. Turibitop dhepmenty-JIITHILI.

besxonectepunona aieta—1 cunte3y XC B renmaTonuTax

3. IHCyniH TOBBIIIAIOT AKTUBHOCTH
T3,T4

4. I'nmrokaroH, rIIOKOKOPTUKOIIN- | aKTUBHICTH (pepMeHTa

BIOTPAHC®OPMALIA XOJECTEPUHY - XxiMiuHI TNEpEeTBOPEHHS
BUIBHOTO XOJIECTEPUHY

ETEPUDIKAILILSA
/ \
I[TO3AKJIITUHHA BHYTPIIIHBOKJIITUHHA
JIXAT- neuurunamun-  AXAT-amun-KoA-anuntpancdepasza
TpaHcdepasza B MemOpanax EITP

YTBOPCHHS BHYTPUKJIITHHHHX
pesepiB XC 1151 CHHTE3Y CTa-
TE€BUX TOPMOHIB, TOPMOHIB
KOpH HaIHUPKOBHX 3aJ103, BIT/]3,
KOBYHHUX KHCIJIOT

BIOTPAHCO®OPMAIIIA XOJIECTEPUHY- 3a paxyHOK BBEIEHHS B MOJIEKYIY
ctepona noaatkoBux OH-rpyn ta peakuiit Mogudikaiii B O14HiHM JIAHITIOT.
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Peax11ii OKUCHOTO T1IPOKCUITIOBAHHS - MOHOOKCUI€HA3! 3a y4acTio IuToxpomy P450
- B MemOpanax EIIP (MikpocomanbHe OKHCJIEHHsS) a00 B MITOXOHAPIAX KIITHH

CTaTEBUX 3aJ103, HAJHUPKOBUX 347103
BIOCHUHTE3 )KOBYHUX KUCJIOT

' XonecrepHH
.,t- - - . = -
- Xoaesa KHCIOTA ' XeHOOS30KCHXoJIeRa KHCIoTA
(3.7, 12-TprmokcHUXOJIAHOBA) (3, 7-mioxkcHuxoaHoBa)
l “
JdeszoxcHuxonepa KMCcaoTa JliToxomeBa KUCAOTA
(3,12-nioxkcuxonaHoBa) 7 (3-okcHMXOonawoBa)

Cxema yTBOpPEHHS KOBUHUX KUCIOT 3 XC

pre=smcmawe

H CH CHy CHy: C NH CH,-C00T

l‘muvm
OH CH—CH2 CH=COOH _ CHy
HO A

Xonesa KHCIIUl‘a

Taypoxonesa kucnora
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Xonectepon (sz)

7-a-1 mpoxcnxbnemcpon llpernexonox (C,)) Biramid [1,(C,,)

Mporecrarenn
Xonesa XeHones- (nporectepoH)
xucnora (C,)  okcHxoaesa (O3
kucnora (C,,) / \
Kopruson (C,,) 17-a-T'inpokcunporecTepox

KoprrkocTepo / \

(Cy)  Aunporenn (C,) —= Ectporenn(C,,)

Anpnocrepon (C,,)

EKCKPELISA 3 OPTAHI3MY
1. BuBeaeHnHs 3 opranizmy y Gopmi >K0BUHHX KUCTOT-0113bK0 500 Mr/m100y
2. 'V dopmi KOIIPOCTAaHOTY-BUPOOISAETHCSA B HIDKHBOMY BT KUIIIEYHUKA T 11€F0

Mikpodopu

3. 'V dopwmi cTepoinHUX TOPMOHIB

[TopymieHHst TMHAMIYHOI PIBHOBAru MiXX MPOLIECAMH, SIKI TOCTAYaIOTh XOJECTEPUHY 1

BUBOJSATh MOro, IO CYMPOBOMKYETbCSI HAKOMMYEHHSM HOro B KIITHHAX Ta

MDKKJIITHHHOMY TPOCTOPI, 10 BUKJIMKAE XOJIECTEPUHO3, TPOSBOM YOTO € CIaIKOBI

rinepxoyiecTepuHeMii Ta aTepOCKIepO3

MMATOJIOI'TA OBMIHY JIIIAIB

1. [TopymieHHst MpoIIECiB TMEpPETPaBICHHS Ta BCMOKTYBAHHS JKHPIB-HEIOIIK
MaHKPEATUYHOI JINa3u B KHUIICYHHUKY;, MOPYIICHHS BHUAUICHHS >KOBYl Y
KHUIIEYHUK; TOPYIIEHHS BCMOKTYBaHHS >XHPIB-€HTEPOKOJITH, EHTEPUTH,
cTeaTopes

2. XKupoBa 1H(DIIbTpalld NEYIHKU-TIEPENIOBHEHHS! Te€NaTOLUTIB >KUPOBUMHU
kpamsiMu.  [Hdekii, crpecu, LyKpoBUM Aia0eT; BUCHAXYIOTh 3alacu
[JIIKOT€HY B TIEYIHIII.

3. Keronemist, KeToHypist

4. OXUpiHHA-BIAKIAJACHHS XKUPY B YCbOMY OpraHi3Mi-OTpHUMaHHS 1k1 Oliblile,
HDXK BUTpaTa eHeprii; TopMOHaIbHUIN aucOaIaHC-TIABUIIICHHS CHHTE3Y XKUPY

3. ATepockiepos - 3arajibHe 3aXBOPIOBaHHS OpraHi3My, MOB'SI3aHE HE TIJIbKH 3

YpaKE€HHSAM apTepiit, ajie 1 3 MOPYUIEHHSIMU BChOTO OOMIHY PEYOBUH.
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IIpuBepratorb 70 po3BUTKY AC-00TsKeHa CHAgKOBICTh, TpPUBAJIl HEPBOBI
HaANPYKEHHsI, IlyKPOBUM A1abeT, KypiHHS, aAMHAMIS.

ETIOJIOT'IA 1 TATOI'EHE3 AC- octatouno He 3'scoBaHo. OmHaK po3pobiieHo

KUIbKa TIMOTE3, BIAMPABHUMU MOMEHTAMH SIKMX € HAJJIAINOK JIMiJIiB, HecTadya

aHTHOKCHJIAaHTIB, ayTOIMYHHI IIPOLIECH. JIlyMKH BUEHHUX CXOAATHCSA HAa TOMY, IO

oIHUM 13 ToyioBHUX (hakTopiB po3BuTKy AC € TpuBana rinmepxosiectepuHemis. lle

MO3ke OyTH MOB'SI3aHO 3 MOPYLIEHHSM PIBHOBAru HaJAXO>KEHHSI 1 BUBEJCHHS:

1) mepeBakaHHs B 1KI MPOAYKTIB 3 MiJBUILIEHUM BMicToM XC

2) nopyiieHHsl poOOTH KOBUOBUBIAHUX LUISX1B, YTPYIHEHUN BIATIK 5k0BUl Ta XC

3) mepeBakaHHA AaTEPOr€HHUX KIACIB JIIMONPOTEiIB HAJ HEATEPOTC€HHUMH, IO
3HIXKYE KOJIOiHY cTaluibHICTh aTteporeHHux JIII ta BumamaHHs ix i3 miasmu 3
MPOHUKHEHHSM y CYAWHHY CTIHKY. TaM BOHM HAaKOMUYYIOTHCA B IHTUMI CYJIUH Y
BUTJISIIL T AHUX OJISAIIOK, IO IPU3BOIUTH A0 Ipotidepaliii KIITHHHUX eJIEMEHTIB
HaBKOJIO cebe, pOo3BUTKY (PiOpO3HUX OJSAIMIOK, SIKI 3BAMHSIOTHCS. 3HIKYETHCS
€JIaCTUYHICTb, M1IBUILY€ThCA JIAaMKICTb. [ lopylilyeThes XapuyBaHHS TKAaHUH 10 [IUX
CYJIMHAX - PO3BUBAETHCS 11IEMisl, HEKPO3, 1H(DAPKTU, TAHTPEHHU.

Ckiaja JinonpoTeiHiB niia3mMm KpoBi

Tun Binoxk % TT % DI % XC%
X1JIOMIKpOHHU 1,7 96 0,8 1,7
JITAHILL (srimonpoTeinu

Hy>xe Hu3bKoi miibHocT) 10 60 18 15
JITHIL (minompoTeinu

Hwu3bkoi 1iibHOCTI) 25 10 22 45
JIIBII (siimomporeinu

Bucoxoi niiasHoCTI) 50 3 30 18

Kaacugikauia dinonpotreinis (JII1) 3acHoBana Ha X HIITBHOCTI, sIKA 3a7ICKHUTh
B1Jl BMICTY JIMIIB: YAM BUIIUN BMICT JIMIAIB, TUM HIDKYA MIIITBHICT JIMOMPOTETHIB.
Icnye 3 Bapiantu kiaacudikamii JIII: 3a rpymamu anompoteiniB (y KIIIHIYHIH
MPaKTHULIl 3aCTOCYBaHHS HE Ma€); 332 BEIMYMHOIO €JIEKTPUYHOTO 3apsly aloNpOTEiHIB
nusixom noauty JIIT 3a momomororw enekrpodopesy; 3a mubHicTio JIII, 1m0
BUMIPIOETHCSI METOJIOM YJIbTpalleHTpu(yryBanHsa. ¥ Bcix Tphox kiacudikarisx JIIT
MOAUIAIOTECA Ha 4 OCHOBHI KJIacH, SIKI MOKHA MOPIBHATH MIX COOOI0 B pI3HUX
KJ1acudiKaIisx.

IIpu noaini meroaom enexkrpogopesy JIII (y nopsinky npocyBaHHs Bif JIiHI1
CTapTy) OTPUMYIOTh TaKi KJIacH: XiJioMikponu, npe-6era-JIIl, 6era-JIIl, annda-JIII.
Enextpodopernyna HomeHkIaTypa HaOyna HaWOIIBIIOTO TOMUPEHHS Y KIIHIYHIN
MpaKkTulli, T.K. Ha HiIM Oa3yerbcs Kjaacudikamis TunmiB rinepmporeinemiii 3a
®penepikconom, npuiinsata BOO3.

IIpu yasTpanentpudyryBanni JIII moausoThCs B 3al€XHOCTI BiF iX
niiapHOCTI Ha: XiJlomikponu, JIIIJAHIL[ (a6o npe-6era-JIII), JIITHIL (6eTa-JIII),
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JIIIBIY (a6o aawga-JIII). Ilg ximacudikaiis 3acTOCOBYEThCS, IMOpyd 13
€JIEKTPOPOPETHUUHOIO.

VY KpoBi, B3ATiii HaTmiecepue, B HOPMi BiACYTHi XigomMikponu. Bonu
3'SIBJIIOTHCS JIUIIIE 33 MOPYIICHHS JIMIIHOTO OOMiHY. Y psijii HATOJOTIYHHUX CTAHIB Yy
KpoBi Moke BusiBisTUCS m'situit kinac JIIITIII- sinonpoTeinu npoMizkHoi miijibHOCTI-
npoMikHI npoayktu nepersopenns JITJHIL s JITTHILI.

Bci kmacu JIII Ginbmioro M MeEHIIO Miporo MICTATh XC, ane HalOiIbII
areporennumu € JINTHII ta JIIIIIII. €1unuii HeaTeporenHui kiac ue JIIIBILI.
Bonu OepyTh akTUBHY y4YacTh Yy BHBEACHHI XOJIECTEPUHY 3 KIITUH MUISIXOM
eTepudikaiii Horo, 1o MOJETmy€e JOCTaBKY XOJIECTEPUHY B NEYIHKY, 3BIAKUA BIH Y
CKJIaJll YKOBYl BUBOJMUTHLCSA B KUIIEYHUK 1 BUAAIIEThCA 3 opra”izmy. Bci inmm JIII,
HaBMAaKW, TPAHCIOPTYIOTh XxoJiectepuH y  kmtuHu. Kpim Toro, JIIIBH] €
TpaHcnoptHoto (opmoro DJI, sxi cnpusaroTs miaTpuMil XC y 3BaXXKEHOMY CTaHi,
NEePEIIKOKatoun HOro BUMaJaHHIO 3 KPOB'STHOTO pycia.

METABOJII3M AMIHOKHUCJIOT (AK): 3TAJIBHI 1 CIIEIIAJII3OBAHI
HJIAXW [NEPETBOPEHHSA AMIHOKHUCJIOT. OBMIH AMIAKY:
BIOCUHTE3 CEYOBUHU TA HOI'O NIOPYIIEHHA

Menuyne 3HaYeHHs1 TeMHM. EKcrnpec-liarHOCTHKa TeMaTUTiB, JlarHOCTUKa Ta
JIKyBaHHS e€H3uMomnaTii ((peHUIKeTOHypis, alKanTOHypis, anb0iHI3M, XBOpoOa
KJICHOBOTO CHPOITY Ta 1H.), IIarHOCTHKA 3aXBOPIOBaHb MEUYIHKA Ta HUPOK, CHIOTCHHA
IHTOKCHKAIIis, T1I10- Ta Tilepa3oTemii Ta iH.

CXEMA 3ATAJIBHUX HUJISAXIB IEPETBOPEHb AMIHOKUCJIOT

IBILJITECTAL
IPOAYKTIOR XQPYBRHES
d
AMIMHOKMCJIIOTH +bezasoTmert
J l MeTatouiTm rkemizy
l !
AHABOQJIITYIHT IRATABOJIMYIHT
AN AN
l l l ! l
CHETE3 &= CHETE3 TpaHCaMi- Me3aMimy- mexapdo-
THEHEX f Q®AC mEyBamES BRHMHS RCHJII0-
O3RN THIE= Glmmeo- l l BAMEHST
mEx Olmds — Bol i mem- l
TEgEOf mpE- | | =»—— |
PO e [FIOTEHIHT
J J CEYOBHMMHA,CO2,NH3  AMIMHIA
TG T
TMETT T AT
OPTAHBMY
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DOAC- }i310JI0TTYHO AKTUBHI CITOTYKHU
Ex30renne qixepeso aMiHOKUCIIOT- OUTKH TKi.

JUJIs1 KOJKHOTO0 KMBOI0 OPraHi3My XapakTepHa cyBopa cnenu@iqHicTb HOro
OiIKiB.

3axucT BiJ YY>KOPiMHUX O1IKIB- OCOOJIMBICTH OpraHi3my, sika 3abes3rnedye Horo
1HIUBI Ty aTHHICTb.
Ilpyu NOBTOPHUX NPOHMKHEHHSIX B OPraHi3M 4YYKOPiAHOro OiJIKA MOXYTb
PO3BHBATHCSH TSAKKI HACJIIIKM, OB’ A3aHI 3i 3MiHAMM i mepe0y10BaMH B peakuifax
iMyHiTeTy, NpUKIIAIOM YOro CIyKaTh aJIEpPTiuHl peakilii, ak 10 aHaPUIaKTUYHOTO
IIOKY Ta 3aru0esni opraHi3Mmy, MpU MapeHTepaIbHOMY BBEACHHI OUIKOBUX Mpenaparis
0e3 3acTepexeHb, a00 BIMBaHHI HECYMICHO1 (1HOTPYIIHOI) KPOBI.

Hivoro moai6Horo He BiaOyBaeTbesl mija 4ac ixi. [loBHOIIHHA ’ka MICTHTh
6arato 615kiB. ToMy monepeaHbO0 YMOBOIO BUKOPHCTAHHS ii € po3naj OijakiB 10
yJIaMKiB, sIKi H¢ BHKJIHKAKOTh 3MiH y peakuiax imynirery. T.k. HallMEeHIIMMH
CTPYKTYpPHUMH OAMHMISIMH OUIKIB, $KI MalOTh BHJOBOi CHEUHU(]IUHICTIO, €
aMIHOKHCIIOTH, CaM€ A0 OKPeMHX aMiHOKHMCJIOT 1 BiIOYBa€TbCsS MPOIEC TPABHOTO
po3ieryieHHst OUIKiB. T1bKH aMIHOKHCIIOTH B HOPMAJIbHUX YMOBaX HaJAXOJATh Yepe3
CJIM30BY O0OJIOHKY TOHKOTO KUIIKIBHUKA B KpoB. [lounHaeThes nepeTpaBICHHS
OUIKIB y HUTYHKY B ayxe kuciaomy cepenosuili (pH 1,5-2,0) y mpucytnocti HCI min
T €10 TIETICUHY .

[TericuHOreH— MErncuH.

[Ipu rimoanmuaHux ad0 aHANUAHUX CTaHAX, KoM nopyieHo BuauieHas HCl,
MENCUH HE BUSBISIE aKTHBHICTh. TpaBHI MPOIECH Yy NUIYHKY MOPYUIYIOTHCS, IO
MPHU3BOAUTH J0 TaCTPUTY.
lacTpuncuH- y TOpPOXHUHI NUTyHKA, aKTUBHUWA Y MEHII KHCIOMY CEpEIOBHIIII.
KommneHncye npoliec TpaBieHHs 3a TmoauJIHuX CTaHiB.

31 HUTyHKa XapyoBa rpy/ika HaJXx0IuTh Y TOHKUI KUIIICUHUK, J€ Jis IUTyHKOBUX
(dhepMEeHTIB MPUIIUHIETHCS Yepe3 Jy)KHE Cepe/IOBHUIIE, CTBOPIOBaHE OikapOOHAaTaMu
[TII3.

[1I1I3 Buaisisie B KUIIEYHUK PEPMEHT TPUIICUHOTEH (TIEPEXOAUTH B MPUNCUH TI1]
niero suTeponenTuaasu coka [1113) 1 ximoTpuncuHoreH (MepexouTh B XEMOMPUNCUH
i aiero Tpuricuna). 1 gepMeHTr po3nIemioTh OKpeMi NENTHAN Ha yIIaMKH J10 2-3
ax.

OcraroyHe pO3IICIUICHHS J0 akK BiIOYyBae€ThCs MiJ €0 (PEPMEHTIB, IO
MPOAYKYIOTHCSI KUIIIKOBOIO CTIHKOIO-EK30MENTH/IA3.

Bces rpyna depmentis LLIKT, 1o BriimnBae Ha OUIKH 1K1, HA3UBAETHCS MPOTEA3H.
binku TXi mepexoldarb y AOCTYNHY JUisl NepeTpaBieHHs (GopMy 3a JOMOMOIOIO
MPOTEOJITUHYHUX (PEPMEHTIB.

i pepmeHTH BXOIATH A0 CKJIaTy IITYHKOBO-KUIIKOBUX CEKPETiB (MENTUATIAPOIa3H,
NEenTHAa3M, IPOTea3u-Ha3BU CUHOHIMH).

Hepo3smeruieni Oiku 11 HagXOJsATh y TOBCTUW KHUIIICYHUK, /€ 3a3HAIOTHh
THUTTA-0AKTEPI1aIbHOTO  PO3KJIAJaHHS 3 YTBOPEHHSIM TOKCHYHUX TMPOAYKTIB
(myTpecuuH, KaJxaBepHH, iHI0J, CKaToJ, (eHoJ Ta iH), SAKi YaCTKOBO
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BUAAISIOTHCA 3 KaJIOM, YaCTKOBO HAJAXOAATH 3 KPOB'I0 MO BOPiTHIi BeHi B
NMEeYiHKY Y CHCTeMi MIKPOCOMAJILHOIO OKUCJICHHS).

[Tporeonituuni GpepmMeHTH

/ \
EHIOINEITUIA3U EK3OIIEIITUIA3HU
[TericuH, TPUIICHH, KapOoxkcurentuaasm,
XiIMOTpPHUIICUH aMIHOTICTITUA3U
PosmenarooTs nenTui- PosmienitoroTs nenTuaHi
H1 3B’ SI3KU BCEPEJICHI 3B’ s13KkU 3 C- 1 N-KiHIg
MOJIIIIENTHAA MIENTHAA

( mericuH- TUP-QeEH,
TPUTICUH- apT-JIn3,
XIMOTPUIICUH- TUP-(PEH-TPH)
CHHTE3YIOThCS YBUTIIAI
[TPO®EPMEHTIB
AMIHOKUCIIOTHUN CKJIaJ] XapaKTepHU3ye XapuoBy IIHHICTh Oi1ka. I1lo
BMICT HE3aMIHHHUX aMiHOKHCIIOT, TO O1JIbIIIe BIIMCYBAJIOCS XapuoBa LIHHICT OlKa.
Hopwma 611kiB y xapuyBanHi npu6au3zHo 100 /o0y

. . |YmoBHO [YacTKOBO . .
He3zaminui . . . . S3aMinHi
3aMiHHI 3amMiHHI

Tpuntoban [Tupo3un |[[icTuauH
Odeninananid [[{ucrein  |AprinuH

) [ mimun
JT13uH 1
) AJaHIH
Tpeonin
.. Cepun
MeTioHIH
. [ tyramar
Jleima i
N [ mroTamin
[30onennuna
: Acnaprar
Bamin :
Acnaparin
[Ipomnin

Heponik mpoTaromM TpuBajoro yacy XapyoBHX OUIKIB, OaraTUX Ha He3aMiHHI
aMIHOKHUCIIOTH, TPHU3BOJUTH JO 3aXBOPIOBAaHHS: WI00 3alOBHUTH  BIJACYTHI
aMIHOKHUCIJIOTH, TKAHUHU MTOYMHAIOTH T1IPOJII3yBaTH CBOI BJIACHI OUIKH 3a JTIOIIOMOTOIO
TKaHUHHHX MpOTeiHa3. B pesynbrati y AiTel nposBiIseTbes MOPYIIEHHS PO3BUTKY Ta
GyHKIIH opraHizMy. BUIKM TKaHWH TiIpoJi3yIOThCS 1 B HOPMI 3 METOIO iXHBHOTO
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OHOBJICHHS, ajieé TMPOIEC TIAPOJIZY Ta CHUHTE3Y OIIKIB TKaHWH Y IIbOMY BHUMIAAKY
BPIBHOBAXKEHI.

3AT'AJIBHI HIJIAXUW NIEPETBOPEHHSA AMIHOKUCJIOT

Oprani3M JIOAUHA MICTUTH Tpubmmu3HO 12-15 kr OinkiB. 3 HuUX 6-7 Kr - 1e
KOJIar€HOB1 OUTKH Ta 1H O1IKM €KCTPaIeTIOIIPHOT0 (MDKKIITHHHOTO) MaTPUKCY .

[Hmi OiNKM - 1€ BHYTPIIIHBOKJIITUHHI OUIKM Ta OUIKM KPOBI 3 BHCOKOIO
IIBUJIKICTIO OOMIHY.

VY I101uHM 1ICHY€E 3arallbHUM MyJ1 aMiHOKUCTOT (AK). BiH ckiamgaeThes 13 IBOX
MOTOKIB

ITOTIK I[TOTIK
HAJIXOIXKEHHA BUKOPUCTAHHA
1. Ak 3 k1 1. Ak niist cunTte3y
O1JIKIB OpTaHU3My
2. AKX 3 BIIacHHUX 2. AK 115 po31IeTUICHHS
TxaHUH OHOBJICHHS no CO, u H,O
3. AK, sIKi CHHTE3Y- (uepes ITK )1y
IOTHCSI B OpTraHi3Mi UKl CEYOBUHU
(3aMiHH1)
AMIHOKHMCJIOTH MOKHA OTPUMATH 3 O -KETOKHUCJIOT HIJISIXOM

TpaHcaMiHyBaHHA (nepeHeceHHs1 NH: rpynu Ha KeTOKHCJIOTY).

[lin yac peaxkuii mpancaminyeanna aMiHOTpyna MEPEHOCUTHCS Bl JOHOPHOI
aMIHOKHUCIIOTH [JI0 aKIENTOPHOI O-KEeTOKUCIOTH. B pe3ymnbrari BHUXOIUTH a-
KETOKHUCJIOTA 3 JOHOPHOI aMIHOKHUCIIOTH Ta HOBAa aMIHOKHUCIIOTA.

Peakuito kaTtanizyiorb (epMeHTH amirompaucgepasu (mpauncaminasu) 3a
y4acTio KoepMeHty nipudoxcanvocghamy (noximue Bitaminy B6). Ila peakmis
JerKo 000poTHA. By ib-Ki aMiHOKUCTIOTH, IKUX Y 1K1 HEIOCTaTHHO, MOXKHA OTPUMATH
3a paxyHOK HaJUJTMIIKY, 32 HASIBHOCTI BIAMOBIAHUX O -KETOKHUCIIOT.

Biakpwmu B 1937 p. bpaynmreitn, Kpunman, [llemskin.

R-C=0 — R-CH-NH>
| |

COO- COO-
anb(da-keto-  anbda-amiHO-
KHUCJIOTa KUCJI0Ta
!

[ayTaMaT AWIHPA-KETOTIYTAPAT

JULA IPAKJIATY :

]]_I]lpy]Ba'][‘—»—»—b—b—b—b—b—b—bAJ][aH]]JEI

H3C-C=0 H;C-CHNH;,
| |
COCH COOH
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!

TnyramaT —-» — — — — — — — — alb(a-KETOTIyTapaT
HOOC-CH2-CH2-CHNH, -COCH
HOOC-CH2-CH2-CO-COOH

Okcanoanerar—» — — — — — — — — aclapTaT

HOOC-COCH2-COOH HOOC-CH NH,CH2-COOH

!
Cnyramar - — — — — — — — — alb(a-KeTormyTapar

HOOC-CH2-CH2-CHNH, -COCH

HOOC-CH,-CH,-CO-COOH
TpancaminyBaHHs BiIOyBa€TbCcsl MPAKTUYHO Yy BCIX opraHax. bimbuiicts
OPOMDKHUX TMPOAYKTIB BaXJIMBUX METAa0OJIIYHUX UUIAXIB — KETOKHCIOTH, IO

BKJTFOYAIOTHCS JI0 IIHOTO MPOTIECY.
Y mpomeci (pepMeHTATHBHOI peakii MepeaMiHyBaHHS BIJOYBAE€ThCS ITHKIIIYHE
neperBopenss [TAJI® (mipunokcansrdocdary) Ha [IAMD (mipunokcamindocdar) y
2 eranu.
BIOXIMIYHE 3HAYEHHSA TPAHCAMIHYBAHHSA
a) y meYiHIill — 30MpaHHs aMIHOTPYII Bl PI3HUX aMiHOKUCIOT y dopmi L-rmyTramary,
SIKUW MIA€ThCS J€3aMIHyBaHHIO
0) y M's13ax-BiJ1I0yBa€ThCsl YTBOPCHHS allaHIHY, SIKM BUMUBAETHCS KPOB'I0, HAJIXOAUTh
y MEUIHKY 1 TaM BUKOPHUCTOBYETHCS B TNIFOKOHEOTeHE31 (TIH0K030-aJIaHIHOBUHM IIUKJT).
AmiHoTpaHcdepasu (TpaHCaMiHA3M) MalOTh JlarHOCTHYHE 3HaueHHs. Y K/IJI
CIPUIMAIOTHCS SIK TIEYiHKOBI (pepMenTu. Excripec-MeTon BUSIBJICHHS TEATHUTIB.
AnAT- ananiamiorpancdepasa. AcAT-acnapraramiorpancdepasa
SKIIo mpu MiABHINEHHI aKTHBHOCTI IIMX ABOX ()epMEHTIB akTHBHICTh ANAT
MIJBUIIYETHCS TEPEBAKHO I1I€ TEYIHKOBA TATOJIOTIS, SKIIO OUIBIIO MipOIo
IiJIBUITNICHA aKTHUBHICTh ACAT-cepiieBa maToJioris.
Kuainiuna 3agaua 1.
V¥ xBoporo BusiBieHo miaBuiieHHs akTuBHOCTI ACAT, JIAI'1, 2, KOK. V skomy oprani
(opranax) MOXJIMBUI PO3BUTOK IMATOJIOTIYHOTO Mpouecy? -* y cepueBoMy M'siszi - y
CKEJIETHUX M's3aX - Y HAPKAX Ta HAJHUPKOBHUX 3aJI03aX - y CIOJYYHIN TKaHHHI - Y
MIEYIHII
Kuiniuna 3axava 2.
VY xBoporo BusiBiieHo miBuilieHHs akTuBHOCTI ACAT, JI/I'1, 2, KOK. V saxomy
oprani (opraHax) MOXJIMBUH PO3BUTOK MaTOJOrIYHOrO Tmpouecy? -* 'y
CEPIIEBOMY M'si31 - y CKEJIETHUX M's3aX - Y HUPKax Ta HQJHUPKOBUX 3aJ103aX - Yy
CIOJIYYHI TKaHWHI
- y TleviHmi*
B CEpIIEBOMY M 5131 (MOKIIUBO 1H(HAPKT)
y CKEJIETHUX M's3aX
y HUpKax
y CIIOJTYYHIM TKAHUHI

Copyright © Knyazyeva M.V. -92- ISBN 978-3-98924-016-2



Lecture notes on biochemistry, Part 1 (for 2nd year students of Medical Faculty)
KATABOJII3M AMIHOKHUCJIOT

BKJIIOYAE JIBa €TaIu:

1. de3aminyeanna , nonArae B BIALICIUICHHI aMIHOTPYIIU 3 YTBOPEHHSIM Ol -
KETOKUCJIOTH

2. Kamabonizm gyzneyeso2o ckenema, ToOTO KETOKUCIOTH
Kata601113M B HOpMaIbHUX YMOBAaX- KOJIA B 1K1 HQJUTUIIIOK O171Ka, aMIHOKUCIIOTH
J€3aMIHYIOThCS, @ BYTJIELIEBUI CKEJIET BUKOPUCTOBYETHCS IJIsl IEPETBOPEHHS HA
3aracHuM >kup, a00 JIsl OKUCIICHHS 1 BUJTyU€HHS €Heprii.
IIpu rosiogyBaHHi-pyiiHYIOTbCSA OUIKM TKAHWUH 1 KETOKUCJIOTH, IO BUSBUIUCS
IpU J€3aMiHyBaHH1, MOXKYTb CIIYKUTH JUIS TJIFOKOHEOT€HE3y a00 OKUCIICHHS.

/Jlezaminysanna -0 -KETOKHMCIOTH B pE3yJbTaTl BIAUICIJICHHS aMiHOTPYyHd 3
NEePETBOPEHHSAM 11 Ha aMiak. I1e TIepEeTBOPEHHS aMIHOKHCIJIOT y BIJIIOBIIHI

Peakuiss cynpoBO/DKYETbCS OKHUCICHHSM, TOMY HAa3UBA€ThCS OKUCTIOBATIbHUM
oezaminyeannam. HalOIbll TMOMIMPEHOIO PEAKIEI0 € OKUCHE Je3aMiHyBaHHS
IITyTaMiHOBOT KUCJIOTH, 110 KaTani3yeTbcsi NAD-3a51exHOI0 JIeriiporeHasoro.

COOH COOH  COOH
| | |
(CH2); (CHy:  (CHa)
| - | = +NH;
HC-NH, HC=NH  C=0

| | |
COOH  COOH  COOH

I'myramat  o-Iminorny- a-Kerormyrapar
Tapar
A.TIIVTAMATIAETUJIPOI'EHA3A
HA/JIH— HAJI+
NH4+ + anbda-kerorayrapat — riyraMaT + H,O
HAI+ «— HAJ/IH:

b. TJTIYTAMIHCUHTETA3A / TJIYTAMIHA3A

Fayramat — — — — — — — — — [IyTaMil
AT® — AIID
CHHTETa3a
HOOC-CH2-CH2-CHNH, -COCH — NH,OC-CH2-CH2-CHNH, -COOH

<+

Cmyraminaza H,O
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VY xogi ne3amMiHyBaHHS TJyTaMaTy aMiHOTpYyTa BiJpa3y NepeTBOPIOETHCS Ha 10H
aMOHIIO - 1€ MPsIMe OKHMCHe J1e3aMiHyBaHHSI.
IHmi aMiHOKHMCJIOTH [1€3aMIHYIOTHCS HENPSIMHM HIISIXOM, IO BKJIIOYA€E 2
eTarnu:
JlezaMinyBaHHSI BUIbHMX L-aMIHOKHCIOT 3a MEXaHI3MOM CIPSKCHHS
peakiiii TpaHcaMiHyBaHHS 3 alib(pa-KeTOrJyTapaTOM 1 OKHCIIIOBAJIBHOTO
Je3aMiHyBaHHS
3BOPOTHUM MpPOLEC-BIAHOBHE aMIHYBaHHS AJb(a-KeTorJayTapatry Mo:ke OyTH B
nMTOMIA3Mi 32 yyacTio nuromiazMaTuaHoi HAJI®-3anexuoi I'JII'-3u 1 Mmoxxe OyTH
JOTIOMIKHUM MeXaHi13MOoM 3B's:3yBaHHs1 NHs.
VY meuiHIll aKTUBHO MPOTIKAE HENMPsIMe 1e3aMiHyBAHHS.

JEKAPBOKCUJ/IIOBAHHSA AMIHOKUCJIOT
[TepeOynae y BigmemneHHi CO; BiJ MOJIEKYJIH aMIHOKUCIIOTH 3 YTBOPEHHSIM aMiHIB -
OloreHHUX amiHiB (010JIOTIYHO aKTUBHHUX PEUYOBHH).

JlexapOokcunaza aMiHOKHCIIOT
HOOC-CHR-NH; —->——— RCH,NH, + CO,

nipugokcaibocar

INctuaun — ricramin; ['myraminosa kuciaora — [TAMK
Di3ioJI0oriuHe 3HAYECHHSA 1eKAaPOOKCIIIOBAHHSA

1) yrBOpeHHs (1310JI0TTYHO aKTUBHUX CHOJYK-TOPMOHIB, ME/I1aTOPIB;
2) KaTabo:13M aMiHOKHUCIIOT y MPOIIeCl THUTTA OLIKIB Y KHILIEYHUKY

OKUCJIEHHSA BIOTEHHUX AMIHIB

HakonuuenHs OIOr€HHMX aMiHIB B OpraHi3mMi HOpPU3BOJIUTH [0 CEPUO3HUX

natodizionoriunux 3pymieHs 3 00ky CCC, kuieyHnKa, TJ1akoM's30BUX OPTaHiB.

Tomy HeoOXigHa AeTOKcHKAlliss OioreHHux amiHiB 3a jgomomoroww MAOQO

(MmoHoaminookcuaas) 3 DA/ sk kopepMeHT, 1110 Bi1OYBAETHCS B MEUIHIII.
R-CH,-NH; + ®AJl— R-CH=NH + ®AJIH,

R-CH=NH +H,0 — R-CH=0+NHj3

IIponyktu ne3aminyBanHsa OioreHHux aMiHiB- AJIBJAETTAU- okucjaw00Thes 10

BIAMOBIIHUX KHUCJIOT TA MiIaI0THCA HACTYIHIN OKMCJIIOBAJIBLHIN aerpaaamii a0o

eKCKPeTYIThCH i3 Opratizmy 3 ceuero.

NH; nocrymnae B cuCTeEMy CUHTE3y CEHOBHHM.

HJIAAXW BUHUKHEHHS NH; B OPT'"AHI3MI JIIO/IMHU

1. OcunoBHe mxepeno NH3 B opra”iamMi JIOAMHH — OKHCHeE
Ae3aMiHyBAHHSI AaMIiHOKHCJIOT. A3OT CEUYOBUHM CTaHOBUTH
npubsu3Ho 90% BChOro a30Ty, IO EKCKPETYETHCS 3 OpraHi3My Ta
50% 3anuikoBoro a3ory. JloJaTKoBe JKEPENo — Jie3aMiHyBaHHS
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OlI0OTEeHHUX aMiHIB, a30TUCTUX OCHOB, SIKI YTBOPIOIOTHCS IMpHU
KaTaboi3Mi HYKJICOTHIIB
2. YrtBopenHa NH3 y roioBHOMYy MO3KY :
AM®+H,0 — IM®+ NH;

i lrimyTamar<—riayramiHCcHHTETa3a
aJICHO3MHJIe3aMIHa3a  [IIyTaMiH

BHUBOAUTLECA 3 MO3KY

TOKCUYHICTb AMIAKY - noB'szaHa 3 KHOro 3AaTHICTIO MOPYIIyBaTH
¢dbyukiionyBanss LITK B MiToXoHpisiX HEMPOHIB MO3KY; BiH BUBoauTh 3 L[ TK anbda-
KETOTJIyTapaT 1 3HIKY€E aepoOHE OKUCIECHHS TIIIOKO3H.

Kpim Toro, mkinnuBuii edpekT Ha HEIIPOHU MO3KY Ma€ HAKONUYEHHS TJIyTaMiHY,
KU YTBOPIOETHCS B HAAMIPHIN KUTBKOCTI 3 TIIyTaMary Ta aMiaky.

CIIOCOBU 3HEHIKO/’KEHHA AMIAKY

- aMiHyBaHHS anb(a-KeTOTIyTapary 3 YTBOPEHHSM TIyTaMaTry Ta y4acTio (pepMeHTy
rJr

-YTBOPEHHS IJIYTAMiHY 32 y4acTIO TJTyTaMIHCUHTETa3U-KOMIICHCALIIS allia03y
-BUBEJICHHA 3 OPTaHU3MY Y BHIVISIIi aMOHIITHUX coJieil

-y opmi KpeaTHHIHY, IKUH YTBOPIOETHCS 3 KpeaTUHY Ta KpeaTuHpochaTty

- Haii6inbine aMiak 3HEIIKOIKY€EThCS B UK CEYOBUHU (OPHITUHOBUM ITUKJT).
Icnye 3 Tvnu oprani3MiB, IO BIAPI3HAIOTHCS 32 MEXaHI3MOM 3HUIICHHS amiaKy

A) amMoHioTediYHI-BUBOAATH amiak y BUIJIsAAl 10HY amoHilo NH4OH-xpebetHi, siki
KUBYTbH y BOJI

b) ypukoTemiuni- y BUTIIsII1 c€40BOT KUCTOTH (TITaXH, HA3€MHI1 PENTIITIT

B) ypeoteaiuni-ocHOBHMIT MPOAYKT-cedyoBUHA (OUTBIIICTh HA3eMHUX XPEOETHHX,
JIOAMHA

BIOCHUHTE3 CEYHOBUHMU - Bi1I0yBa€ThCs B TeuviHIll, [{Uka ceuoBuHM

Biakputuit I'.Kpedcom, J[. Xenzenaiitom B 1932.

I'myramat—NH3
CO, HuTpyJain Acnaprar
Kap6amoindochar—/ \ApridiHocyKknuHar / \
1 OpHiTHH / ! Okcanoarierat
T ApriHin dymapar )
! \-----— Manar--------- /

Ce4yoBuHA

DepMeHTH:

1.Kap6amoindocdarcunrerasa.

2. OpuitunkapOamoinTpancdepasa.
3. ApriHiHOCYKIIMHATCUHTETA3a.

4. ApriniHoCyKIMHaT/Iia3a.

5. Aprinasa.
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['mytamataerigporenasa

!
['myramar--------- —anb(a-KeTormyrapar
COy+ NHj ¢—memmeemn
|
H,0, 2AT®
NH2
|
|
OPO; 2
NH,
|
C=0
|
NH
|
(CHy)3
|
HC-NH;
|
COOH
HuTpyJain
Tpuntodan ®eninananid
AnaHiH Tupo3un
[ucrein — [IIPYBAT Tpunrodan
Cepun [3oneiinuua
Tpeonin Jizin
['miuua Jletiniua
I'myramar [3oneinma
[Iponin —anbda- Banin
[Nctunun KEeTOorIyTapar MertioHiH
Aprinin

AcnapTaT —OKcCaj1oanecratr

['mytamin

| Kapbamoindocharcunreraza

C=0 Kapb6amoindocdar

deHIaNaHiH, TUPO3UH — QyMapar — majiar

NH, NH,
| |
(CH2)3 C=NH
| |
HC- NH, NH
| |
COOH (CHy)3
OpniTun |
COOH
ApriHin
H,N
\
C=0
/
H,N
Ce4yoBuHa

— Anetui-KoA

— Cykmunin-KoA
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KATABOJII3M BYIVIEHEBUX CKEJIETIB

OTpUMaHUX B pe3yJabTaTl [e3aMiIHyBaHHS aMiHOKUCJIOT, MPHU3BOAUTH abo [0
yTBOpeHHs aneTui-KoA - cuHTe3y XKHpiB 1 KETOHOBUX TUI, a0 O YTBOPEHHS
MeTaboMITIB, 34aTHUX BKJIIOYATUCA JO TIIOKOHEOTEHE3y Ta MiATPUMYBaTH PIBEHb
TJIFOKO3H B KPOBI MPH TOJI0IyBaHH1

KATABOJII3M BYIVIEHHEBUX CKEJIETIB

['TFOKOI'EHHI AMIHOKUCJIOTU-aMiHOKUCIOTH, SIKI MOXKYTh BKJIHOYaTH cBOi C-
CKEJICTH B MOJICKYJIU TJIFOKO3H Tichs ix BxomkeHHs 10 [[TK Ha piBHi anietnn-KoA, o-
KT, cyknunin-KoA, pymapary.

KETOI'EHHI AMIHOKUCJIOTH- 11, fiKi MOKYTb BKJIIOYATHCS B KaTa0O013M TIIIBKH
yepe3 aineroauetuia-KoA, gxkuil y NediHIl NepeTBOPIOEThCS Ha KETOHOBI Tila-
aleroalerar 1a B-riipokcudyTHpar.

['JIFOKOTI'EHHI KETOI'EHHI I'IIOKO- 1 KETO-
I'EHHI

Amnanin, Jlenuna [3onennun

[mimu JI3UH Tupo3un

apriHiH Tpuntodan

TICTUINH deninananig

acriapari

METIOHIH

acriaprar, poJiiH
BaJliH, CEpUH
riiyTaMart, TPEOHIH
rIIyTaMiH
LIUCTEIH
Kerorenes 3 aMiHOKHCIOT Ma€ HEraTUBHE 3HAYEHHS MPU JEAKUX MATOJOTINX,
HAIPUKIIA], HEKOMIIEHCOBAaHOMY ITyKpOBOMY Aia0eTi.

Takum xBopuM Tpeba 00MeKyBaTH y 1K1 BMICT KETOT€HHUX aMIHOKHCIIOT.
CHHELOIAJII3OBAHI HVIAXW OBMIHY AMIHOKUCJIOT

OBMIH I'JIIHUHY I CEPUHY

CepuH 1 IJTIUH BIIHOCITHCS 10 3aMIHHUX aMIHOKUCTIOT. CepuH CUHTE3YEThCS B
opraHi3Mmi JiroauHu 3 3-ocdoriiepary - METa0OJITY TIIIKOJI3Y IUISIXOM BiTHOBJICHHSI
3a yuactio HAJIH.
CepuH BUKOPHUCTOBYEThCS y cHHTE31 (hochomimiaiB.
Karaboaizm cepuny 3piiicHIO€TbCA 3 muisixamu: 1) riiMMHCHHTA3HMM; 2) 4Yepe3
nipyBar; 3) raiokcuaaTHuM. OCHOBHMM IIIAX KaTabomi3My cepuny (i Tiinuny) - 1)
TIIIIMHCUHTA3HUNA - BIiOYBAa€ThCSl 3a YYaCTIO TJIIMHCUHTA3HOTO KOMILIEKCY 3
YTBOPEHHSIM KIHIIEBUX MPOAYKTIB Ta METHJICHTETpariapodonary.
['minH MOXe TMEepeTBOPUTHCS Ha MipyBaT 4Yepe3 CEepuH, SIKUA 3a JOMOMOTOIO
CEepHUHJIETIpaTa3u TEPETBOPIOEThCS Ha KETOKUCIOTY. HemoctatHicTh depmeHTy
TIIIIMHTPAHCAMIHA3W Ta MOPYIICHHS] OKUCIICHHS TITIOKCUIATy y opMiaT MpU3BOAUTH
70 TinepoKcalarypii- MIJBHUILIEHOI EKCKpEelli OKcajlaTy 3 Ceuel0, YTBOPEHHS
OKCaJIaTHOTO KaMiHHS B CEYOBUBIAHUX MUISXaX, PO3BUTKY HEPPOKAILIUHO3ZY. Y
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IUTSYOMY BIlll 3a TaKoi MAToNOrii MOXKEe HAcTaTh CMEpPTh Yepe3 HUPKOBY
HEJIOCTATHICTH a00 TIMEePTOHIIO.

BIOXIMIYHI HIEPETBOPEHHA I'/IIIAHY

[ BUKOPUCTOBYETHCS JJIi CUHTE3y CEpHUHY Ta TPEOHIHY, OUIKIB, INIyTaTiOHY,
KpeaTHHY, MAapHUX JKOBUYHUX KHUCJIOT, TeMy, MypPUHOBUX HYKJICOTH]IB, TJIIOKO3H B
peaKIisiX TIII0OKOHEOTreHe3y, 3HEMIKOIKEHH O€H30MHOT KMCIIOTH (T1MITypOBa KUCIO0TA),
PO3MATAETHCS A0 KIHIIEBUX MPOIAYKTIB.

CEPHH + — TJIIWH —— — TJYTATIOH
/ / | \
KPEATHIH ITOPIPOPHIAM MTYPWIH XOJIIH
['miuuH y TBapUHHOMY OpraHi3Mi CUHTE3YEThCS 13 CEpUHY —aMIHOKHUCIIOTH, CKEJIEeT
SIKO1 YTBOPIOETHCS 3 IIIIOKO3U.

HAJI"—HAIH;
[''TFOKO3A—...HOOC-HCOH-CH,-O-®——1——
3-pocdormepar
——1—>—HOOC-CO-CH,-O-&—HOOC-CHNH2-CH,-O-®
1T 3-dochorunpokcunipyar  dochocepun
rnyramat—o-KI'
—HOOC-CO-CH;-O-® + HO0—HOOC-HCNH,-CH,OH +

H;PO4 CEepUH
B nepetrBopennsix rainuny Bigirpae pojb TI'®K- TeTpariapodonueBa KUCiIoTa (
Hy-donar)

HJIAXHA KATABOJII3MY TVIIIHUHY

CepuHrigpokcumeTuia- | IUIMHIIEpETBOPIO-

Tpancdepasa | 04U pepMeHT |
CepUH—>—>—>—>—>—>TIIUIUH—> —>—>—>—>—>—> MeTuiIeH- T OK
| / ! | \
| TT®K H,0 | CO,. NH3, HAJTH
| cepunnerinparaza lrinuaTpancaminaza
[TipyBar, ['mokcunatr————————0kcanar, HO,
NH;, H,O / \  rmiokcumaTokcumasa

/ —  ®opwmin-TI'®K
1) YTBOpeHHs IminuHa 3 CEpUHA:
HzCOH—CHNHz—COOH —>—>—> HzC—NHz— COOH
Cepun ) TITIUH

Hy-ponar—NN!"-merunen-Hy-ponar
2) oxucnenns rainuda 10 CO, u NHj:
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HQC-NHQ- COOH——— C02 + NH3
T

T
Hy-dponar+ HA I+—NN'-metunen-Hy-ponar+HA TH,

3) 3BOpOTHE MEPETBOPEHHS IIIILHUHY Y CEpUH
N!%-okcumernn-Hy-ponar— Hy-ponar

Bci  depmenTn, mo KaTami3yloTh TEPEHECEHHS OJHOBYTJICIECBUX TPyTI,
noTpeOyTh KOGEPMEHTY, poiib AKOT0 BUKOHYE TeTpariapodonar (TT'DK, ado H4-
(domar), Mo yTBOPIOETHCS 3 (DOJTIE€BOT KUCIOTH - BAXKJIMBOTO JJIsI JIIOAUHU BiTaMiHY B 2
eTary: CIo4YaTKy YTBOPIOEThCs 7,8-muriapodoitieBa kuciaoTa mija BrumBoM HAJIDOH-
dbonarpenykrazu, a  mnotrim  5,6,7,8-TT®K  mix  BmmmBom  HAJIDH-
auriapodonaTpeyKTasu.

@di3i070TIYHO  aKTUBHI  CHOJNYKH  abo  ¢apmmpenapatu-iHrioiTopu
aurinpodosaTpeyKTa3d MOXXYTh BHKOPHUCTOBYBATHCH SIK TPOTHUIIYXJMHHI 3ac00W,
OCKIJTbKM BOHM TPHUTHIYYIOTH OIOCMHTETHYHI peakilii, 1o MPOTIKAIOTh 3a y4YacTio
TIr' ®K.

Terparinpodornar 3maTHUN MOB'I3yBaTH OJHOBYTJICLIEBI TPYNU 3 aTOMaMu a30Ty B
noJiockeHH1 5 ta 10, yTBoproroun pizHi GopMu 3alIekKHO B OyI0BU OAHOBYTJICHIEBUX
(hparMeHTiB.
/loHopaMu OJHOBYIJIEHEBUX (PPArMEHTIB MOXYTh OyTHM CepHMH Ta TLJIUH. Y
peakIiii mepeTBOPEHHs CEpUHY Ha TMIMH abo katadomizmy rmnuny 10 CO2 ta H20
rpyna -CH2- nepenocutscsa Ha TT ©OK.
PEAKIIII METABOJII3MY [JIMLUHA - OCHOBHUI JOKEPEJIO
OIHOBYTJIEPOJHUX (1C)-PAAUKAJIIB- pi3HOTO CTYIIEHS:
Mertmisai -CHj3
MeTtunenosi-CHs-
MerenunsHi-CH=
OxcnmetnnbHIl-CH,OH-
®opmmnbHi-CHO-
®opmimino -CHNH-
KpiMm Toro, MeTuibHi pagukaiu nepeHocaTses me S-aaeHo3mwmerioninom y LKL
AKTHMBHOI'O METHUJTY.
OBMIH CIPKOBMICHUX AMIHOKHUCIJIOT -meTioHiHy, IUCTEIHY, HUCTUHY. BoHI
BUKOPUCTOBYIOThCS y CUHTE31 O1JIKa a00 po3najaroThes 10 KIHIEBUX MPOAYKTIB Uepes
areTni-KoA. [{ucTein - 3amiHHa aMiHOKHMCIIOTA, CHHTE3YEThCS 3 CEpUHY Ta
TOMOIIUCTETHY Yepe3 IUCTaTIOHUH.
[{ucTaTioHnHCUHTAa3a Hucrationasa | H,O

['omorucrein + Cepup———— llucrationna———————— [luctein

IH0O +2-KeToOyTupar

+ NH4+
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Po3nmag mnucTeiHy Big0yBa€Tbesi OKHCJIIOBAJIBLHUM MLISIXOM 3 YTBOPCHHSIM
IIMCTETHCYNH(IHOBOT Ta ITUCTETHOBOT KHCIIOT, SIKi MIEPETBOPIOIOTHCS HA MipyBaT abo €
mxepesioMm yrBopeHHs Taypuy NH,-CH,-CH,>-SO3H € 0cHOBHUM 1IISIXOM yTBOPEHHS
akTuBHOI (hopmu cipuaHoi Kuciaotu-pochoanaenozunpocpocynbdary (PADC), skuii
BUKOPUCTOBYETHCS IJIs1 CHHTE3Y CYIb(MOMIMIAIB, 3HSITKOHPKCHHS TOKCHYHUX PEUYOBHUH.

Peaktis, B sikiit nepeHocuThest MeTwibHa rpyna (-CH3), HasuBaeTbes peakuicto
Memulo6anna 1 BOHA BiJJOYBa€ThCS 3a yUaCTIO METIOHIHY HE3aMIHHOI aMIHOKHCIIOTH,
akTuBHa (opMa sikoi S-ageHo3uaMeTioHIH (SAM), ciyrye JOHOPOM METHIIBHOT
TPYIIH B peakmisixX MeTHJIIOBAHHSA. VOro yTBOPEHHS y peakiii MOKa3aHO Ha
MAaJIIOHKY.

B xomi peakmii metuimtoBaHHS SAM mNepeTBOPIOEThCA Ha  S-aIeHO3MUJI-
romoructein (SAG). ['omonucTein MOXe 3HOBY NEPETBOPIOBATUCS HAa METIOHIH, ajie
JUTSI LILOTO MOTPIOH1 TOHOPH 1 TEPEHOCHUKHU OJTHOBYTJICLIEBOTO (pparMeHTa.

N

N
O

Tj _ch I‘J

CH;

,Hz HO OH

CH-NH,

COOH

CHUHTE3 KPEATHHY, 3 sikoro cunresyeThbes kpeatundocdat -KD, 1o Bianosigae
3a eHepro3adesneuenusa m'sa3ie) - 3 [JIIIIUHY, APTTHIHY, METIOHIHY. Kpeatun
3aHOCUTBLCS KPOB'I0 y M's13H, JIe BAKOHY€E (DYHKIIIFO TIEPEHOCHUKA €HEPTii 3 MITOXOHIPii
no uumrtoria3Mu. OcHOBHMM 1uisiX YyTBOpeHHsS ATd y wM'sizax - OKHUCHE
dbochopumoBanna. OnHak HakonuueHHs AT® ranpbmye mpolecu MOro yTBOPEHHS.
Tomy B M'si3ax eHepris 3amacaerbcs y BUrsial kpearundocdary (KDP), yrBopeHHs
AKOTO  BIIOyBaeTbcsi mifg aier0  depmenty  kpeatuHdocdokinazn (KOK),
JIOKaJIi30BaHOrO0 B MemOpaHi MiToxoHapik. 3 wmitoxouapii K@ nudynnye B
Mio¢10puiy, Ae 3a yyactio nurorsiazMaruuyHoi KOK perenepye ATO.
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| KOK(mx) JKOK(uuT)
Kpeatun———> kpeatunpocpar—>—>—> ATOD
/] / !
ATO AD ANlD Kpeatun

I cragisi- B HMpKaxX

ApriHiH T IAH TJIIKOIIMaMIH
NH=C-NH; +NH,CH,COOH—opnitin +HN=C-NH2
| 7 |
NH rmnuHaMignHoTpancdepaza NH
| |
(CH2)s CH,COOH
| ryaHiJMHaLeTarT
HCNH,
| l
COOH II crapis- B mewinmi
!

I'yanigunanerarmetuntpancdepasa

HN=C-NH2
N-CH,
i,
C|OOH

KpeaTuH

!

KpeaTHHiH

I'yaninmnanerat—K®—kpearunin HN=C-NH
|
H:C-N |

|
CH,-CO
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Iaikonuamid HAAXOIUTH y MEUIHKY 31 CTPYMOM KpPOBI, METHIIIOETHCS 32 JTOIIOMOTOIO
S-aIeHO3MIIMETIOHIHY, SKUH TMEePETBOPIOETHCA HA S-aICHO3WITOMOIUCTEIH, a MOTIM
B—AJIEHO3HUH
ryaHiiiHaleTaTMeTHITpaHcepaza— |
romonuctein  SH(CH,),CHNH,COOH

HeoOopoTrHa HedepmenTaTMBHaA jAeriaparaunia Ta aepochopuwiaoBanas KO
NPU3BOJAUTH /10 YTBOPEHH —KPEATHHIHY (AHTIAPUAY KPEeaTHHY) — BAXKJIUBOIO
0i0XiMiYHOI0 MOKA3HUKA NMPH TiarHOCTHUIlI 3AXBOPIOBAHb HUPOK TA MEYiHKM.
VY mma3mi KpoBi KpeaThH Ta KpeaTHHIH MICTAThCS B KoHIeHTpallli 50-80 MKkMomb/1. Y
HUpKax, TEeYiHIll, MiAIUIYHKOBIA 3aji031 BMICT kpeaTtuny, 1-0,4 r/kr. HaiiOinbiie
KpeaTuHy B CKeJeTHUX M'si3ax 25-55 r/kr, y cepui 15-30 r/kr, y roioBHOMYy MO3Ky 10-
15 r/kr (uutoBano 3a [.d. Memumiex Ta 4., 2005).

Exckperisi KpeaTHHIHY 3 CE€UYEI0 y 3JI0POBOi JOPOCIOi JTIOJUHU CTAHOBUTH 4,4-
17,6 mMmonb/mo0y, a KpeaTHHY B ce4l HEMae, WOTO TMOsiBa B CE€Yl CBIIYUTH PO
narosiorito. KpeaTun i3 cedero BUAUIAETHCS y MITEH Ta JIIOJCH MOXUIIOTO BIKY, IO
MOB'A3aHO 31 CTAHOM MYCKYJIaTypH.
[JIIUH, nopsa 3 LIUCTEIHOM, Bxomuts no ckiaaxy TJIYTATIOHY, skuii €
TPHUIICTITHIOM - TaMMAariayTaMiI-IACTeTHII-TIIIHH.
CH,-CH-COOH — nuctein- amiHOKUCI0Ta, QYyHKITIS SIKOT
| | CKJIaJIa€ThCS Y MIATPUMII Y BITHOBJICH-
SH NH; HOM cTaHi 1 SH-Tpyn B cki1ajii HU3KU

peryJssiTopiB 1 GepMEHTIB
['1yTaTioH MICTUTBCS Y KIIITHHAX TBAPUHHOTO IMOXO/KCHHS Y BUCOKIM KOHIICHTpAIIIi.
Bin 060p0oTHO MEpeTBOPIOETHCS 3 BITHOBJICHOI (JOPMH Ha OKHUCIIEHY, TPAIOYH POJIh
oydepa SH-rpyn
I-SH — TI-S-S-I

Binnosnena dopma Oxwucnena popma
Karamizyerbest 11 peakiisi TUIyTaTIOHNEPOKCHIA3010, a 3BOPOTHA pEakiis -
TIIyTaTIOHPETyKTa3010.

BIOXIMIYHA ®YHKUIA TJUYTATIOHY B OPT'AHI3MI IMOB’SI3AHA 3
BIZTHOBJIEHHSIM M JETOKCHUKAIIIEIO OPTAHIYHUX INEPEKHCIB
noxigaux nepekucy BogaHo HO-OH, B Moneky:i sikoro oguH abo Ba aTOMHU BOJIHIO
3aMileH] aJIKITbHUMHU pajiiKaiaMu

R-O-O-H a6o R-O-O-R

R-O-O-H + 2I'- SH& R-OH + I'- S- S-T" +H,0O
Tl

IIIyTaTUOHIEPOKCH1a3a

riryratnonpenykrasa-HAJID-3anexna

BuHuKHEHHS OpraHiyHHUX TIIEPEKUCIB TIOB'A3aHl 3 aKTUBAIIEI0 PEaKId BUIBHO-
PajMKaNIbHOrO OKHCIeHHS. Moro cyGcTpaToM € HEHACHYEHi SKUPHI KHMCIOTH
dbocdomimiaiBp MeMOpaH, 0 MPU3BOAUTH 0 MEPEKUCHOT0 OKUcaeHHs JimiaiB-110JI-
010JIOTTYHUX MeMOpaH.
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AKTHUUBALISA ITOJI - OJJUH 13 ®PYHIAMEHTAJIBHUX BIOJOI'TYHUX
MEXAHI3MIB TOIIKO/KEHHSI BIOCTPYKTYP M PO3BHUTKY
KJAITUHHOI MATOJIOI' npu 1ii akTopis, M0 HOMIKOIKYIOTH Pi3HOTO TEHE3Y.
[MPUKJIAJ] TlomkomxeHHS KIITHHHUX MeMOpaH epUTPOLUTIB TMOB'A3aHe 3i
cnankoBoto HenoctatHicTio ['6DNI-3u-reneparopa HAJIDPH2, neoOximHoro ass
[IIyTaTIOHPEIyKTa3u.  3'€HaHHA, K1 TOA10HO J0 IIIyTaTIOHY 3HUILYIOTh IEPEKUCH,
HA3WBAIOTHCSI AHTHOKCHIAHTH. (0-TOKO(epost, ackopoat, ypaT).
TAYPUH- yTBOpIOETHCS 3 LIUCTETHY, BUKOPUCTOBYETHCS, SIK 1 TIIIUH, 1JI1 yTBOPEHHS
KOH'FOTOBAHMX KOBUHHUX KHUCIIOT.
mucTelH —ucreinoBas kucinora — CH,-CH»

| TaypuH

SH NH,
[N H-BUKOPUCTOBYETHCSA B CUHTE31 TEMY

PEAKLII CUHTE3Y TEMY

['mimma + Cykuuain-KoA

0-aMI1HOJIEBYJIMHOBA KUCJIOTA

l

[Topdobininoren

!
Yponopdipunores 11

l
Komnponopdipunoren 111

!
[Tporonopdipunoren 111

!
[Tporomopdipun III (IX)
Fe2+— |
[Ipotorem IX (Tem )
o- 1 P-maHIoru rmobdina |
I'EMOI'JIOBIH

IIpyu mnopymeHHi Tmporiecy CcHUHTE3y Tema (Horo mnornepeaHUuKu-nopgipuHm)
PO3BUBAIOTHCS MATOJIOT1i-1Iopdipii
Hopdgipii- nepextnn Merabomizmy (eH3ziMomarii), Tmpu sSKUX nopdipuHU Ta ix
MOTIEPETHUKN Y HAAMIPHUX KIJTBKOCTSAX HAKOMUYYIOTHCS B TKAaHMHAX JIFOJICHKOTO
Oprasizmy, 30KpeMa B LIKipl Ta MiAIIKIPHIN KIITKOBHHI, Ta €KCKPETYIOThCA 13 Ceuero
Ta peKaIisaMu.

IcHy0Th Kinbka KJiHiK0-0ioXiMiuHUX TUNIB mopgipiii, 10 BiAPiI3HAIOTHCS
TUTIOM Je(EKTHOTO T'eHa 1 XapaKTepoM MPOsIBY €H3MMOIIATI.

OcHoBHuM kJiHivHuM nposiom [lopgipiii € migBuiieHa YyTIMBICTH 0
CBITJIa Ta HEBpoOJIOriyHI mnopymeHHs nepudepuynoi HC (mopymeHHsS MOTOpPUKU
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KHUIIIEYHUKA, HEPBOBO-M'SI30BO1 MPOBIJHOCTI, Mapaiidy AUXAJIbHUX M'S31B Ta 1H.) Ta
I[MHC.

[ixBumena 4wyrauBicth 10 cBiTIa  (poroceHcuOimizamis), 1110
CYNPOBOIKYETHCS PO3BUTKOM JICPMATHUTIB 1] BILTMBOM COHSYHOTO CBITJIa (JIOBKUHA
xBuii 400 HM) — pe3ysibTaT aHOMAJIBHOTO BIAKJIAJACHHS Yy LIKIpl MOPQIipUHIB Pi3HOI
MOJIEKYJISIpHOT  cTpyKTypu. COHAYHI MPOMEHI BHUKJIMKAIOTh Yy MIKIpI XBOPOTO
YTBOPEHHSI aKTUBHUX (POPM KHUCHIO THUITYy CEHTJIETHOTO KUCHI0O O.2 1 MepeKUCHHUX
pamukaniB nopdipuniB Tamy RO.2, ki TOMIKOMKYIOTh KIITHHHI MeMOpaHu 1
MIPU3BOAATH J0 3aru0esi KIITUHH.

Knacudikauis nopgipii

/ \
Epurponoernyi NMe4YiHKOBI
(3aJ1€5KHO BiJl MicIsl POSIBY (hePMEHTHOTO J1e(PEeKTY)
XBopoba I'ontepa- nedexr HeBposoriuni nposiBu y 3B’ 3Ky
ypomnopdipunoren IlI-kocunraszu 3 HAKOIHUYEH. CEPOTOHUHY
3amicteyponopdipunorena 11 BHACIIIJIOK 3HM)KEHHSI T€M-BMIIIYI0UO-
YTBOPIOEThCIyponiopdupunore | ro (pepmenTta TpuntodaHmipposazu
KicTku, 3yom, ceya 4epBOHOTO KOJI. ["octpa 3minuBa nopdipis-ne ekt
ypornopdipuHoreH I nmepeTBoproeTbcs  ypornoppipuHOreH-CUHTa3!
yponoppupus I (nop¢obiniHOreH e3aMiHa3bI)

CnankoBa xonpornopdipis- nedext
KOMpornopg1puHOT€HOKCH 1a3bl

OBMIH AMIHOKHUCJIOT 3 PO3I'AJIY IDKEHUMHU JIAHIIIOI'AMHAX

3araJIbHUMH PEAKIIISIMU TEPETBOPECHHS aMIHOKUCIIOT 3 PO3TaTyKCHUMH JIaHIFOTaMu
(JIewiruH, BasiH, 130JICUITMH):

| 1) TpaHCcaMiHyBaHHS 10 0-KETOKHUCJIOT,
Karanizyerbcs aminoTpaHcdepazoro

| 2) oxucnroBanbpHE NeKapOOKCUITIOBAHHS 3 YTBOPEHHSIMM
Ammin-KoA-tioedipis, KaTaJli3upyeTcs MYJIbTU(PEPMEHTHUM
KOMIUIEKCOM MITOXOHPIH JAET1IporeHa3on po3raiayPKeHUX o-KETOKHUCIOT

| 3) merimpyBanHsS 3 yTBOpHHSM 0,f3-eHOinT-ammi-KoA-Ttioedipos,
karamizyerbess DAJ[-3anexnoro anmin-KoA-gerigporenasoi

/ / \
JIEUIIUH BaJIlH U30JIEHIINH
/ \ \ /
arero- ammi-KoA Cykiunui-KoA
areTar
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XBOPOBA KJUIEHOBOI'O CHPOILY (ueiiunHo03)-1edeKT TeHy, SKUA KOAY€
CHUHTE3 [eriporeHa3s’u poO3rajyI:KeHUX O-KeTOKHMCJIOT-B pe3yJjbTaTli BHHUKAE
keroanuaypis. Ceda Mae XapakTepHHUH 3amax KJIEHOBOTo cupomy. [luera- ixa 6e3
PO3TaTyPKEHUX aMiHOKHCIIOT.

OBMIH API'THUHY
HOOC-CHNH;-(CH,);-NH-C=NH
|
NH,
Ile yacTkOBO 3aMiHHA aMIHOKHCJIOTA, IO YTBOPIOETHCS B OPHITUHOBOMY IIMKJI1
CEYOBHMHOYTBOPEHHS. BukopucroByeTbcst y OlocuHTE31 Oilka, KpeaTuHy. 1)
BUKOPUCTOBYETHCA Y CHHTE31 CEYOBHHU 2) Y TPOMOOIMTAX, KJIITHHAX EHIOTENII0
cynus, LLIKT, HepBOBOi Ta IMyHHOI CUCTEM € MONEPEIHUKOM Y T€HEPAILIlT OKCUY a30Ty
NO- KOpOTKOKMBYYOi MOJIEKYJH, IO BHKOHYE POJb BHYTPIIIHBOKIITUHHOTO
MOCEepEAHNKA CUTHAIB 010JIOTTYHO aKTUBHUX CIOJIYK
O,
HAJI®H,
!

APpriHiH—TIIpOKCUAPTIHIH—UUTPYTHTNO

(NOS)-1- neliponanpHa

2-makpodaraabHa

3- enpoTenianpHa 130Qopma
Mounomep NO-cunTa3u MictuTh Kinbka kodakropiB: ®AJl, ®MH, TionaT3s'sa3aHuii
rem, TI'®K, Ca ++, kampmomymiH. 3a HasgBHOCTI BCIX KOMIIOHEHTIB (EepMEHT
JTUMEPU3YETHCS 1 IEPETBOPIOETHCS HA aKTUBHY (hopmy.

CHEUIAJII3OBAHI HIJIAXW OBMIHY HUKJ/ITYHUX AMIHOKHUCJIOT
(PEHIJIAJIAHIH, TUPO3UH)
HJIAXUW METABOJII3MY ®EHIJIAJTAHUHA

1) xaraGomiuHui NUIAX- nossirae y BTpaTi NH2-rpynu B peakiiii TpaHcaMiHyBaHHS 3
YTBOPEHHSIM (eHImipyBaTy Ta (EHUIONTOBOI KHCJIOTH, SIKI €KCKPETYIOThCS 3
Oprasizmy

2) 1uwiax cuHTe3y (i310J0TIYHO AaKTUBHHX CITOJIYK:

deHinana”ia — — TUPO3UH — TOJIAJBIII MEPETBOPEHHS TUPOIUHY

OEHIJIKETOHYPIS- renernunuii nedekt QeHinagaHiHMiapoKCcHIa3u, ska
KaTajlidye TMepeTBOpeHHs  (eHUIamaHIH——THUPO3WH, 110  MPU3BOIUTH [0
nepeamMiHyBaHHs (EHIJaNaHIHy Ta HaKONWYeHHs (eHutmipyBaty Ta (peHinanerary.
Hakonuuyetbcst B KpoBl (heHunipyBat, ¢peHiyuiakrat, gerinanandin 10 100-800 mr/n
(Hopma 10-40), siki TOCHIIEHO BHAUIAIOTHCS 13 ceyero. KaTabomi3M aMiHOKHCIIOT 10
KIHI[EBUX MPOAYKTIB BIJOYBA€ETHCS YEpe3 alleTOALEeTaT, TOMY ()eHIJaNaHiH Ta TAPO3HH
BIIHOCSATHCS 10 KETOT€HHUX aMIHOKUCIIOT.
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HJIAXU METABOJI3MY TUPO3UHY
1) TpancamiHyBaHHSI THPO3UHY—P-OKCHU(PEHUINIpyBAaT— — TIOMOTe€HTH3MHOBA
KHCJIOTA
2) cunte3 karexoynamiHiB (KA) 1 MenaHuHIB (IITMEHTIB IKIPH)
3) tupo3un—JJODA—auBeprenuias—1CO2—nopamin—HA—A
! ABOX NIJISIXiB  T1pOKCHIIA3a
!
JIODA -XMHOH—MEJIaHIH
HA- nopanpenainin, A- agpeHalin
4) cuHTe3 TUPEOINHUX TOPMOHIB B KJIETHHAX IIUTOMNO110HOT 3271031
Hacnenctennsie HapyIIeHHs] 0OOMEHA MUKINYECKUX aMUHOKHUCIIOT

Jlo eH3uMomnariit 0OMiHy aMiHOKHCIIOT BIIHOCSITHCSI TAKOXK:
AJIKAIITOHYPISA- necraua ¢depmeHTYy OKCHMIa3d TOMOTE€HTHU3MHOBOI KHCJIOTH.
Hakonu4eHHs TOMOTE€HTH3WHOBOI KHCJIOTH- B TKaHMHAX apTPUTH, CEYa-dOpHIE€ Ha
HOBITP1
AJIBBIHI3M- Henonik TUpo3WHA3U-HEJONIK CHHTE3y YOPHUX MITMEHTIB -
BIJICYTHICTh 200 HEJ0JIK MenaHiHiB. [liIBUIIEHa YYTIMBICTh MIKIPH O COHSYHOTO
CBITJIa, OPYIIECHHS 30Dy .
OBMIH TPUIITO®AHY - He3aMIHHOI aMIHOKUCJIOTH, B KaTa0O0J113Mi SIKO1 ICHY€ JIBa
HUISIXU-cepoTOHIHOBUH (1%) 1 KiHypeHiHOBHM (0113bK0 95%).
TPUIOTO®AH———————5-ruapokcurpunropan—CEPOTOHIH

Oz—>l
DOpMUIKIHYpEHIH
H,0— |\—>®opmiar

Kinypenin
Oz—> l
3-rigpokcukinypeHin————HA+

OBMIH TICTUAUHY- He3aMiHHOI aMIHOKHCJIOTH, JeKapOOKCHIIOBaHHS SIKO1
NPU3BOJIMThL JI0 YTBOPEHHsI TiCTaMiHy-MeaiaTopa ajepriuHuX peakiil. A po3mnaj
TICTUIMHY JI0 KIHIIEBUX MPOIYKTIB 31IMCHIOEThCS Yepe3 2-0KcoriyTapar.

( IMBUCH PO3ILIT —1EKapOOKCUIIFOBAaHHS aMIHOKHUCJIOT).
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