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CMNCOK CKOPOYEHb

ASK-1 — Curnan-peryiroroua kinasa 1 anornrrosy (apoptosis signal-regulating
kinase 1)

FeS-nentpu  — 3anizo-cipuani ueHTpu

H,S — CipkoBOjicHb

HO’ — Pajuxan rigpokcumy

LOO’ — TlepokcuaHuii pagukan

LOOH — Ilepoxcun ninixy

NOS — CuHTa3a OKCHIY a30Ty

02" — CymepoKCHIHHI paguKa

ONOOCH — Ilepokcunitput

OSCN’ — TinoTiomiaxar

PGG — Ipocrarnanauu G

ROOH — Timponepokcua mimiiB

SCN’ — Tiouianat

ucp — Binku-pos'ennyBadi 6ypoi aqMIIO3HOT TKAHUHH

ApH+ — EnextpoxiMidHMi TOTEHIIaN

AJl® — Anenosungudocdar

AM®D — AnenosuamoHodocdar

ADK — AKTHBHI ()OPMH KUCHIO

ITI0 — I'myratioHnepoxcumasa

JAO — JliamiHOKCHa31

EITP — ExjonnazmMaTUYHUN pETUKYIYM

KoA — Kodepmenr (koenzum) A

KoQ — Kodepment Q (abo yOixiHOH)

JIK — JlinoeBa xucnora

JIIIE — JuxanpHuii naHmor (abo JaHIIOT epeHECeHHs eIEeKTPOHIB)

MAO — MoHoaMiHOKCHIa3U

MJIA — MajoHoBHit Jiadbaeriy

HAA-AT — HAJI-3anexHi neriaporenasu

HAJIH — HikoTuHamigaIeHIHMHYKICOTH/T

HAL®H — HikoTrHamiganeHIHAMHYKICOTHT hocdar

IOJI — IlepekncHe OKHUCICHHS JIMiAiB

P/O — Koedimient ¢pochoprmroBanas

CK — CeuoBa KHCIOTA

coa — CynepokcuaaicmyTasa

TAD — Tiamin nudocdar

a-Tp-O — a-Tokodepor

DOAJIH, — OaBiHaICHIHIMHYKICOTHT

OMH — ODaBIHMOHOHYKICOTH

XO03J1 — XpoHiuHi 06CTPYKTHBHI 3aXBOPIOBAHHS JICTCHIB

ul M® — Luxiynuit ryano3us MmoHogocdaT

HITK — Iukn TpukapOOHOBUX KHCIOT



BCTYN

JKutts — 11e XiMidHHH Tpoliec, MO BKIIFOYAE TUCSYI PEaKIii, SKi BIOPSI-
KOBaHO MPOTIKAIOTh: MeTabOMigHi peakiii — Metabomi3M. bioxiMiuHi cTpaTerii
BiztiOpaHi 1 BiguutioBaHi 3a MIIBHOHH POKIB €BOJIIOLIT BIINOBIIHO 10 poOiieM,
3 SKUMH TIOB'sI3aHE caMe iCHYBaHHS JKUTTS.

KuTTeqisuTbHICTh IUIIXOM CaMOBIATBOPEHHS — 1€ BIIACTUBICTH )KUBOTO
OpraHi3My, 1[0 BU3HAYAE MEXY MK JKUBOIO Ta HE)KHBOIO MaTepieto. 3MaTHICTh
BiATBOpIOBaTH co0i MozaiOHe yHiKanbHa 1 yHiBepcalbHa came JUlsl )KHUBOI IpH-
POJIH, TOYMHAIOYH BiJl OTHOKITITHHHUX OPTaHi3MIB 1 3aKiHUYIOUYH JIFOAUHOIO.

Jlis miaTpuMaHHS JKUTTS BCI KJIITHHH OpraHi3My MOTpeOyIOTh eHeprii.
HagiTe mig 9ac cHy Hamomy opraHi3My HEOOXiJHAa eHepris Uil AWXaHHSA, Mif-
TPUMaHHS TeMIEpaTypH Tija, NepeKayyBaHHS KPOBi, BUIAICHHS TOKCHYHHX
PEUYOBHH 1 3a0€3MEUCHHS IHIINX MPOIECIB KUTTEAISITEHOCTI. EHEprisa XiMiTHUX
3B'I3KiB BYTJIEBOJIB, JIMIIB, OUIKIB y nporieci Oe3iiui GpepMEeHTaTUBHUX peaKIii
(MeTabomi3My) BUKOPHUCTOBYEThCS KIITHHAMH OpTaHi3My IOOMHA. B OCHOBI
OTPUMaHHS €HEpTii JISKUTh NpoLec 610JIOTIYHOTO OKHCIICHHS.

OCHOBHA YACTUHA

O06MiH peyoBHH (MeTa60J1i3M) — CYKYITHICTH YCiX XIMi4HHX 3MiH i BCiX
BUJIIB [IEPETBOPEHb PEUOBHH 1 €HEprii B OpraHizmax, 1o 3a0e3neuytoTh PO3BHUTOK,
KUTTENISIIBHICTE 1 CAMOBIITBOPCHHS OPTaHI3MIB, iX 3B'30K 3 HaBKOJIWIIHIM
CepeIOBHUILEM 1 aJIalTallilo 10 3MiH 30BHILIHIX YMOB.

CyTHICTh IFOTO TPOIECY CTAHOBUTH BCS CYKYIHICTH XiMIYHHX PEaKIlii
i3 3aCBOEHHS (ACUMUISILIT) 1 PO3UICIUICHHS (IUCUMIIAIIT) PEYOBHH, 110 HAAXOIATH
330BHi 260 CHHTE3yIOThCS B KIITHHAX, 10 YTBOPEHHS KiHIEBHX MPOAYKTIB. Moro
HIBHUKICTh 3aJICKHTh HE BiJl KUIBKOCTI «I1ajMBay, a BiJl PiBHS €HEprii, HeoOXiaHOT
JUTSL KUATTENISUIBHOCTI KITITUHHA.

Eneprist XiMiuHMX 3B’SI3KIB BYIJIEBOJIIB, JIiITi/IiB, OUIKIB y mporeci Oe3mniui
(epMEeHTaTUBHUX PeaKLiil, CYKYNHICTb SKHX 00'€JHYIOTh 3arajJbHUM MOHATTAM
«memaoonizm» ado «0OMiH peuosun», BAKOPUCTOBYETHCS KITITHHAMHU OpPTaHi3My
JIFOJTHHH.

PO34l1 I. OCHOBHI ETANU METABONI3MY

MeTab0J1i3M — 11e CyKYNHICTh BCIX XIMIYHMX Peakiii B OprasiaMi, siki
HEOOXIIHI 1)1 3a0€e31eYeHHs KATTEXISTILHOCTI.

OcHoBHI QyHKILIT MeTaboIIi3My:

1. CuHTe3 MaKpoepriyHux CHOIYK, BUKOPUCTAHHS €HepTii I pi3HOTro
BUAY poOIT (MexaHi4Ha, eJIeKTPUYHA, XiMiUHa Ta iH.).

2. IlepeTBOpEHHS XapuOBHX PEUOBUH JI0 HU3bKOMOJICKY/IIPHIX METAa00IITIB.

3. CuHre3 OinKiB, ByIJIEBOAIB, JIMiIIB 1 HYKJIETHOBUX KHCIOT 3 «OyIi-
BEJBHUX» OJIOKiB, 3 BUKOpUCTaHHSIM AT®.

4. CuHres 1 po3naJ 0i0JI0TIYHO aKTUBHUX PEUOBHH.



MeTabo31i3M CKIATaeThCs 3 IBOX MPOIIECiB — KaTaboi3My i aHabomi3My.
VY mpoueci anabonizmy opraHi3M CHHTE3Ye BIACHI CKJIAaTHI OpraHidHi pedyoBH-
HHU 3 TPOCTHUX TONEPenHUKIB. s endepzoniunux peakuyiii acuMinAmii HeoO-
XigHa XiMiuHa eHepris (puc. 1).

Kamabonizm € nporiecoM, B SIKOMY BiZOyBa€eThCSI OKHCICHHS Ta PO3IIe-
IUICHHS! CKJIQJHHUX OPTaHiYHHX MOJICKYJ IIOKMBHUX PEUOBHH (HYmpicHmig) N0
MPOCTUX KIHIEBUX INPOAYKTIB. ByrmeBomu, mimigu 1 Oinku, oo Hamiinuim
3 DKero ab0 HasBHI B caMiil KIIITUHI SK 3alacHi PEYOBHHHM, PO3MATAIOTHCS IO
Takux cnoiyk, sk H,O, CO, i amowniak (puc. 1). Ex3epzoniuni npouecu nucu-
MUILIT CyNpOBOKYIOThCS BUBUIBHEHHSIM BUIBHOI €HEprii, sika BKJIIOUCHA
y CTPYKTYPH CKJIQJIHMX OPraHIYHHX MOJIEKYJ. Y pe3ylbTaTi OTPUMYEMO XIMiYHY
eneprito y popmi AT®, HAZTH, PAJTH, i HAJIDH.

[TOXWBHI peYOBUHH, KniTuHHI
nxepena edepriu MaKpOMOJIeKYIu:
Binku
o Monicaxapuau
Kupn ' puAl
Biaxm HyKHE!H.OB| KUCNoTH
Jlinign
<« XinmigHa
| enepris .
KATABO.TI3M — I AHABO.II3M
ATP —>
NADPH [———>
HuzbkoeHepreTuuHi Monekynu -
noBiuHi NpoayKTU: nonepegHUKU
COa AMIHOKUCNOTH
XH_S A30TUCTI OCHOBMK
HO YKUpHI KUCTIOTH
L Modocaxapupw |

Puc.1. B3aeMo3B's130K €HIEprOHIYHHX | €K3epPrOHIYHNX peaKIiif

depmMeHTaTHBHE PO3IIEIVICHHS! OCHOBHUX IOKMBHUX PEYOBHH (ByTJIe-
BOJIiB, JKUPIB 1 OUIKIB), sIKi € JPKEpEeJIOM EHeprii AJsl KIITHH, BiOyBa€ETHCS T1OC-
TYHoBO (puc. 2).

OcHoBHi eTanu MeTad0ai3My

Ha mepuriii (eHtepanpHiii) cramii karabomismy (nepempaenenuns i
6CMOKMYBAHH) MAKPOMOJIEKYJIM PO3MAJAl0ThCS Ha BiAMOBIAHI «OymiBeNbHI
OJIOKM»: TOJTicCaxapuan — 0 MOHOCAXapHIiB, TN — /10 )KUPHUX KHUCIOT, TIi-
LIEpOITy Ta IHIIUX KOMIIOHEHTIB, O1TKM — IO aMiHOKHCIIOT, 10 TPAHCHIOPTYIOTHCS
3 KAIIEYHUKY B KPOB 1 JIiMQy 1 Jaii IpOHHUKAIOTH Yepe3 MeMOpaHn KPOBOHOC-
HUX CYJUH 1 KJIITHH B OpraHy i TKAHUHU.
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Ha apyriit cragii (6uympiwnsvoxnimunnuit memaoonizm, a6o npomisic-
Huil 00min peuosun) 1i «OyniBenbHI OJOKM» MeTabOMI3yIOThCA (3a3HAIOTH P
XIMI9HHX 3MiH) 1 IEpETBOPIOIOTHCS B OJIMH 3araTbHUI MPOIYKT — aneTHJI-KoA.

IIeBHA MOCIIIOBHICTD TAKHX XIMIYHHUX 3MIH Ha3UBACThCI MemMaOOIiUHUM
wiiAxom, a IPOMKHI TIPOTYKTH, IO YTBOPIOIOTHCS, — Memadonimamu.

Ha tperiii craaii pi3Hi kaTabomiyHi NUIAXH 37THBAIOTHECSA B 3aralbHUN
HUIAX (CrineHi waaxu Kamaooaizmy — MK TPUKapOOHOBUX KUCIIOT 1 JIAHIIOT
TPaHCIIOPTY €JIEKTPOHIB Y MITOXOH/IPIsIX), € BiAOYBAETHCS MEPETBOPEHHS EHe-
prii B moctynHy mist Kmitud popmy — AT® (puc. 2).

BUIKH | | BYIDIEBOIH |

GMIHOKUCTOMIL ) oHOCAXAPUOU

- I JHXAJIBHHH JaHOIOT MiTOX0HIpiH | > -

| Temmao m Al + @ —*ATD ]

Puc. 2. Cragii kaTaboivHUX IePEeTBOPEHb OCHOBHUX MOXKUBHHX PEUOBUH y KIIITHHI

BionoriyHe okucneHHs. PyHKLii 6ioNoriYHOro oKMCNeHHs
BiosioriuHe oKMCIEHHS — II¢ CYKYITHICTh BCIX OKUCHO-BITHOBHUX PEAKIIii,
0 TIPOTIKAIOTH B 010JIOTTYHUX 00'€KTaX 3 00OB'SI3KOBOIO YYACTIO KHCHIO Ta 3a0e3-
MIEYYIOTh 1X SHEpPri€ro i MeTaboiTaMu JUIs 3IHCHEHHS MPOLIECIB KHUTTE AISUTHHOCTI.
@DyHKUil 0i010TYHOr0 OKUCIEHHS
1. Eneprernune 3a0e3ne4eHHs MPOLECIB KHUTTEAISIIBHOCTI:
— NATPUMAaHHS TEMIICPATyPH Tija;



— XIMIYHI CHHTE3H;

— TPAHCIIOPT 10HIB;

— SIIEKTPHUYHI MIPOIIECH;

— peaizamis TeHeTHYHOI iHpOopMaii;

— MexaHiuHa po0oTa;

— KOOpIMHALISA PYXiB Ta iH.

2. YCcyHeHHs KiHIIEBUX MPOAYKTIB )KUTTEAISIIBHOCTI OpraHi3my.

3. 3HEUIKOKEHHS KCEHOO10THKIB.

4. IInactinuHa GyHKUIs (CHHTE3 HalBaXJIMBILIMX META0OIITIB).

5. Perymsnist 0OMiHy peqOBHMH IIUISIXOM 3MiHHU CITIBBIZHOIIEHHS OKUCIICHUX
1 BITHOBJIEHUX (POPM KO(EPMEHTIB.

IcTopis po3BUTKY ysiBNEHb NPO 6ionoriyHe OKMCNEHHA

Hanpukinni XVIII cr. A. JlaByasbe nokaszas, 10 TBApUHHUKA OpraHizm
CIIOXKHMBAE 3 MOBITPSI KUCCHb 1 BUAUISLE BYIJICKUCIU ra3. BueHuil niimos Bu-
CHOBKY, III0 TOPIHHS 1 OKHCJCHHS — CXOXI MPOLECH, TUIbKH 010J0TriYHEe OKHC-
JICHHS — 1ie "NOBiJIbHE TOPiHHA", M0 BiAOYBAE€THCS y MPUCYTHOCTI BOJM 1 3a
HU3BKOI TEMIIEpATypH.

Hampukiami XIX cr. mocmigauku O. M. bax i B. I. [Tamnanin, mparoroun
HE3aJIe)KHO OAWH Bifl OJHOTO, 3aIPOIIOHYBANH JBI OCHOBHI Teopii IS IOsIC-
HEHHS MPOIIECiB, IO MPOTIKAIOTh Y X0/l 010JIOTIYHOTO OKUCIICHHS.

Teopia O. M. baxa: y XWBHX KIIITHHAX iCHYIOTh OCOOJIMBI (epMEHTH —
"oKcuzenazu", sKi B3a€EMOJIIIOTh 3 KUCHEM, yTBOpIOOUH mepekuc. Came mepe-
kucH ("axmusnuti Kucens") € y’Ke CUILHIUMHU OKUCIIOBAYaMH 1 3[1aTHI miepe/a-
BaTH KUCEHb PEUOBHMHAM, 1[0 OKUCIIOOThHCS. Ll Teopis Bigoma sik "nepexucua™
a6o "meopis axmusayii kucuwo"":

Teopia B. I. ITannadina: yHiBepCaTbHUM IIISIXOM OKHUCIICHHS € BiJIIIEI-
JICHHS BiJl pe4OBUH (CyOCTpaTiB) BOIHIO 3@ YYaCTIO CICI[ialIbHUX (PePMEHTIB —
xpomoeenis. Tlicis 1IbOTO BOJIEHb MOXeE MepeaBaTUCs a0 Ha MOJIEKYITy KUCHIO
3 YTBOPECHHAM BOJTH, 200 Ha 1HIII MOJIEKYIH, BiTHOBIFOIOYH iX:

1/20,
E +AH,—vEE, H

B
A
EH,
3rogom Teopis B. L. [Mammanina mis mponeciB  MiTOXOHJIPialbHOTO
OKHCIJIEHHs €KCIIEpUMEHTAIBHO MiATBEpAMiIacs, a GpepMeHTH, mo OepyTh Oe3-
ITOCEPETHIO yYacTh y BiALICIUICHHI BOJHIO BiJl CyOCTpaTiB, 3apa3 Ha3UBAIOTHCA
oeziopozenazamu.
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Biojioriune oxuciaeHHsl, 32 CyJaCHHUMHU IOHATTSAMH, € 0araTOCTYIIiH-
YaCTHUM TPOIIECOM IIEPEHECEHHS €JIeKTPOHIB 1 MIPOTOHIB (aTOMIB TipOreHy) Bix
cyOcTpaTiB OKHCIIEHHS 4Yepe3 psA MPOMDKHUX MEPEHOCHUKIB Ha KUCEHb IS
YTBOPEHHS BOJH i €HepTii.

PO3Ain Il. OCHOBHI WWIMAXN BUKOPUCTAHHA KACHIO
B OPIrAHI3MI

3aranbHi LIAXH BUKOPUCTAHHS KHCHIO B OPraHi3Mi:

1. Oxenaa3umii nuIsX: okucHe GochOPHITIOBAHHS € OCHOBHIM DKEPETIOM
AT® B aepoOHMX TKaHMHAX, IO CIIOKUBAOTh 90 % KHCHIO, SIKUH HAIXOIUTH
B OpTaHi3M.

2. llepoxcuaa3Huii NIIAX: KICEHb Oepe ydacTh B YTBOPCHHI ITEPEKICIB
1 aKTHBHHUX paJWKalliB, SKi HEOOXiMHI B MEpPOKCHCOMAaX IS BHYTPIIIHBOKIII-
TUHHOTO TpaBJICHHs, PyHHYBaHHs Makpodaramu OakTepiii, BipyciB, perymsuii
MeTaboJIi3My TOIIIO.

3. OkcurenasHuil mUISIX 3a0e3Me4ye BKIOYEHHS OJHOTO aTOMa KHCHIO
(monooxcuzenasnuil) abo IBOX aTOMIB KHMCHIO (OioKcueenasnuil) 10 MOJIEKYIIH
cyOcTpaTy; BUKOPHUCTOBYETBHCS JJIsl CHHTE3y HOBHX PEYOBHH, 3HEUIKOIKEHHS
KCEHOOIOTHUKIB 1 TOKCHYHUX MPOAYKTIB OOMIHY B MITOXOHJAPISX 1 €HaoIIa3Ma-
tinaHOMY peTukyaymi (EITP).

4. BinbHOpaaMKAIBHMI HLIAX. KUCEHb Oepe y4acTh B YTBOPEHHI aK-
THUBHHX PaJHKAIIB.

®depMeHTH, M0 KaTali3yTh peakiii Oi0JOTiYHOTO OKHCIICHHS, BiTHO-
CATBCS JI0 KIAcy okcudopedykmas (kiac 1), ski miapo3aiNSOTECS TAKUM YHHOM:

1. Okeuaasu BUIy4aoTh aToM rigporeny (HY) i3 cy6erpary, Bukopuc-
TOBYIOTB K akienTop H' Tinbku KuceHb, OJHUM 3 IPOXYKTiB PEaKIii € BOJA.
Bci okcumasu MicTATh aTOM Mifi (IIMTOXPOMOKCHIa3a):

AHZ + ]/202 — A+ HzO

2. Aepo0Hi nerinporenasm, abo ®AJl-3anexHi OKCHIa3H, BITHOCATHCS
nmo meranoduasomnpoteiniB (Fe, Cu, Mo), ki 3HaXOHATBCA B MEPOKCHCOMAX
i Ha 30BHimHIN Mem6pani mitoxompiit. Boru 3a6upators H' Bin cy6erpary
i mepenaroTh oro Ha O, 3 YTBOPEHHSIM IIEPEKHUCY.

v' Jlerinporenasa L-amiHOKUCIIOT (OKcHa3a L-aMiHOKUCIIOT) Y HUPKax
31IHCHIOE OKHCIIIOBAJIbHE J1e3aMiHyBaHHS.

v Kcaurunokcugaza (Mo-3ajie)xHuli (EPMEHT) IEPETBOPIOE MYPUHH
B CEYOBY KHUCJIOTY.

v Mounoaminokcunasu (MAQO) iHAKTHBYIOTh KaTEXOJIAMiHHM, 30KpeMa
aJipeHaNiH Ta iHII O10TeHHI aMiHH.

v’ Niaminokcunasu (JJAQO) OKUCIIIOKOTE TicTaMiH Ta 1HLI JiaMiHHM i 1moJTi-
aminu. Ilepekcu BOJHIO, 110 YTBOPIOETHCS B LIUX PEAKILisNX, Ma€ OAKTEPULIUAHY
JIO:

AH2 + 02 — A+ H202



3. AHaepoOHi JerigporeHa3m — 4HCIECHHA Tpyna, K KOYEPMEHTH BH-
kopuctoBytoth HAJTH HAJI®H, ®AJI, ®MH. Bonu Buiyuators H' i3 cy6-
CTpaTy Ta He UKOPUCIOBYIOMb SIK aKIETITOP KUCHIO. AHaepoOHi JieriaporeHasn
BUKOHYIOTH JIBi FOJIOBHI (DyHKIIT:

1) nepenecenns H' 3 oxgnoro cy6eTpaty Ha inmmii y criomydeHiit okuc-
JIIOBAJIbHO-BITHOBHIH peakiiii (OBP);

2) y4acTh y TPAaHCIOPTi ENIEKTPOHIB Y TUXaJIbHOMY JIAHITIO3I.

v’ i3ouutpar aerigporenasza (HAJH);
v’ cykumHar gerigporenasa (PAIH,):
AH2+B2—>A+BH2

4. OxcureHasy BKIIOYAlOTh KHCEHb 10 MOJIEKYJIH CyOCTpaTy, € KOMIIO-
HEHTOM MYJIbTH(EPMEHTHOTO KOMILIEKCY, 110 MicTHTh DAJl-3anexHy aeriapo-
reHasy, 3ajizo-cipuani Ginku (FeS-0inku), uutoxpomu Py abo bs. Lleit kom-
uiekc BOynoBanuii B MeMOpany EITP abo BHyTpilHIO MeMOpaHy MiTOXOHAPIH.

A. Monookcueenasu 3a0e3neuyloTh BKIIOUEHHS OJHOTO aToMa KHCHIO
JI0 MOJICKYJIH cyOcTpary. bepyTs ydacTb y CHHTE31 CTEpOiTHMX FOPMOHIB, XO-
JIECTEPOITY, 3HEUIKOPKEHHI KCCHOOIOTHKIB!

v’ DeHinanadin-4-MOHOOKCHTEHA3a OKUCIIIOE (DeHINaNaHiH Y THPO3UH.

v TIposiH-TiApOKCHIa3a TiAPOKCUIIIOE TIPOITIH Y TIPOKOJIATEHH 32 YIaCTIO
Bitaminy C:

AH+02+ZH2—>AOH+H20+Z

b. Hiokcueenasu 3a0e3meqyroTh BKIIFOUSHHS IBOX aTOMIB KHCHIO JIO MO-
JIEKyJIU cyOCTpary, OKUCIOIOTh [UKIIIUHI CIIOIYKH 3 PO3PUBOM LIUKITY:

v' TpunrodaH-OKCHreHasa nepeTBOPIoe TPUNTO(aH 10 (PeHiIKIHypEHiHy:

A+ 02 i AOZ

5. Tigpokcumepokcuaasu pyHHYIOTh IEPEKHUCH BOJMHIO 1 OpraHivHi
nepeKkucu. Po3pi3HsIoTh:

A. Ilepoxcudasu, BiTHOBIIOIOTh NEPEKUC BOAHIO IO BOIM 33 y4acTIO
xiHOHiB, BiTaminy C ab0 UTOXpOMY C.

v' TIyTaTioHNEepOKCHIA3a, KA MICTUTh CElIeH, BiJIHOBIIIOE MEPEKUC 10
BOJIY 33 PaXyHOK IJyTariony (Z):

HzOz + ZH2 — 2H20 +7Z

b. Kamanasa — remonpoTein, BUKOpUCTOBYe oaHy Mosiekyiry H,O; sk moHOp
eNneKTPoHiB (€), a APYry — K aKUEenTop €, y pe3yibTaTi peakiil yTBOPIOITHCS
BOJIa 1 MOJIEKYIApHUM KuceHb. KaTanasyu BUSIBICHI Y BEJIMKUX KOHIIEHTPAIIisIX
y KPOBIi, KICTKOBOMY MO3KY, Ha CIIM30BHX 000JIOHKaX, B HUPKaX 1 MediHIIi:

2H202 — 2H20 + 02

6. IInTOXpOMH — reMOoIpoTeiHy, 0 MICTATh aTOMH 3aJ1i3a, 3/1HICHIOIOTH
TPAHCIIOPT €JIEKTPOHIB Y TUXATLHOMY JIAHITIO31. Y TIPOIIeci OKUCIEHHS — BiTHOB-
JICHHS aTOMa 3aJ1i3a IUTOXPOMIB 3MiHIOE€ 3BOPOTHO CTYIIHb OKHCIICHHS Bim +3
no +2. Ilutoxpomu BHABICHI B MITOXOHAPIaJFHOMY IMXaIbHOMY JIaHIIO3i
(umt. b, c1, ¢, aa3) ta B EITP (Pys, bs).
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3aranbHi WnaAxuM metadonismy
OkucnioBanbHe AekapOOKCUNIOBaHHA NipyBaTy

Jesxi «OyniBenbHI OJOKM» OpraHIYHUX MOJIEKYN METaboIi3yIOThCS
B MipOBHHOTPaAHY KHucioTy. HeoOxinHa 1oaaTKoBa peakyis 0ekapOOoKCUmMo8anHs
mipyBaTy 10 KJIIOYOBOI'O MeTaloJiTy po3maiy BYTJIEBOJIB, JIIIJIB i OLJIKIB —
ayemun-KoA, sikuii Hajani OKHCITIOETHCS B LIUKIII TPUKapOOHOBUX KUCIIOT.

Ok¥uciroBajbHe AeKapOOKCHITIOBAHHS MIPYBaTy KaTalli3ye€ThCs MYJIbTH-
(epMEHTHHM KOMIUIEKCOM MipyBaT-erigporeHason. Bin ckianaeTbes 3 TppoX
tepmenri (E1, E2, E3) i m'stir kodepmenTis: Bitaminy B1 (tiamin mudocdar, TID),
Bitaminy B2 (@A), B3 (HS-KoA), B5 (HAJ) i nimoesoi kucnotu (JIK) (puc. 3).

o}
I

; ~S—C—CH

Nipysar o Lip_ : CoA
SH

fipysar Auwmn -ninoata

peripporeHasa JHrigpoinoia-

TPAHCANeTH/IA3A

.S . SH
Acyl-TPp~ Lip] ! Lip = Acetyl CoA

Jurigpoinoin-

FADH, JerigporeHasa FAD

Puc. 3. OxucnroBanbHe 1eKapOOKCHITIOBaHHS MIpyBaTy

E1-TA® (nipysamoeziopozenaza) xatanizye IeKapOOKCHIFOBAHHS Ii-
pyBaTy 3 YTBOPEHHSM TiIPOKCIETHIILHOTO MMOXITHOI0, IPUETHAHOTO 10 Kodep-
menty T/I®. Leit mpoMi>kHMIA MPOAYKT Ha IpyTid cTanii peakmii B3aemomie 3
JIIOEBOIO KUACIOTOIO, MMPOCTETUIHOIO TPYIIOI0 APYroro ¢pepmeHty — E2.

E2-AJIK (ouzioponinoinauemunmpanceepasa) xarainizye nepeHeceH-
Hs TiapokcwibHOro 3anumky Binx TA® Ha npocrernuny rpymy JIK, mo cympo-
BOJIKYETBCS PO3PUBOM IHUCYIB(DITHOTO 3B’ 3Ky Ta MPUETHAHHSIM alETHIIBHOTO
samumky i Boguto a0 JIK. Jlani anetunpHuA 3amumiok nepeHocutbes 3 JIK Ha
HSKOoA 3 yrBopennsam anetmin-SKoA, a JIK BigHOBMOETHCS 10 Auriapo-JIK.

E3-®AJl (Ouzioponinoinodeziopozenasa) xataiizye NepeTBOPEHHS Bif-
HOBJICHOTO JIiMOaMily (IMTiApOTimoamiay) 10 OKHCIEHOTO JIinoaMiay, mepeHo-
cuTh BigHOBNEHI ekBiBanenTH Ha PAJI’. Bimnosnenuit ®AJTH, nepenae mpo-
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ToHu it enextponu Ha HAJ[" 3 yrBopennsam HAJIH' + H', nonopa enekTpoHiB
Y MITOXOH[piaTbHOMY AWXaJbHOMY JIaHIT031 A1 yTBOopeHHT ATO.
CymapHa peakiis:

Hipvear + HAJI*+ HS-KoA — CO:+tAperan-KoA +HAJH +H™
Anerun-KoA € 3arajJilbHMM KiHIEeBHM HPOAYKTOM APYroi cramii ka-

TaGoi3My, SKUH BCTynae B KiHIEBUH erar, yTBOprooun npu okucienHi CO,
i BinnoBneni kopepmentu HAJIH+ H' i ®AJH,.

Linkn TpukapOOHOBMX KUCIIOT (LIMKN NUMOHHOI kucnotu, uukn Kpebca)

OxwucnenHs oxHiel Mmonekynu aneTnia-KoA B mukiti Kpebca npuBomuts 1o
YTBOPEHHs BiHOBIEHNX KodepmenTi: 3 mosekya HAJTH+H' i 1 moneky.n
DAJ/IH,. BoHH OKHCIIOIOTHCS B MITOXOHPIATEHOMY TUXAIBHOMY JIAHIIO31,
yrBoprotoun 11 momekyn AT®: 3 monekynn AT® Bin koxuoi HAJIH+H"
i 2 monexyiu — Bix DAH, [(BAT® x 3) + 2ATD] = 11 AT®). Lleit mexanizm

HA3UBAETHCS OKUCTIO6ALHUM hochopunrosannam (puc. 4).
CH;—COw5—KoA

Auernn-KoA
g
C— OO0 KoASH

Manarerigporenasa

|
CH;— COO

CH;— COOr
|
HAJIH + H' Oxcanocanerar 0 HO—C—-CO0"
HO—CH-C L " |
: COO" yan CHy—COO"
CH,—CO0O" Uprrpar \
L-M
e re
HO
HO " CHy—COO"
= 1
HC—COO (I-_ Ro
—CooO” I
| CH—COOF
“00C—CH Lnc-axonitat
Dymapar
DATH, H.0
B
DAL
CHy—COOr
. 1 = |
ﬁ H,—C00 CH-COO
. = Wi |
CH,—COO HO=CH-COO"
CyrumHar I'Td HATL IsoumTpar
T+ Pi HAZHH" Isoumrpar-
CH,—COOr Jerigporexasa
tn CHy—CO07
‘H, i |
| HAJIH+H ] CH—COO
O=Com5— KoA co, Lo
Cyrunnin-KoA 0=C—CO0

HAL® e
i (I H,—C00 OxcanocykouHaT

-— CH, P -
O0=C—C0o0

a-Kerornyrapar

a-Ketornyrapar-
neri,nporcna'nmii KOMILIEKC

KoA'SH co,

Puc. 4. Cxema UKITy TPUKapOOHOBUX KHCIOT
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Kpim mporo, 1 monekyma I'T® cunresyerbes B camomy rmukim Kpebea
NUIIXOM cyocmpamnozo gocgpopuniosanna (peaxuis 5). Enepris cykiuai-KoA
BUKOPUCTOBYeThCS At yrBopeHHs ['T® 3 I'I® i meopraniunoro ¢ocdarty,
3 moganemuM oTpuMaHHsIM ATD 3 AID i I'TO.

Takum uuHOM, 32 ofuH 00epT nukiIy Kpebca yrBoproeTscs 12 Moseky.
AT®, 3 sxux 11 MakpoepriB CHHTE3yeThCS MUIIXOM OKHCHOTO (hochopmiro-
BaHHJ 1 OIMH — NIIIXOM cybcTparHoro dochopmmoBanns (11 + 1 =12 ATD).

Biojsoriuna poas nukiay Kpeoca:

1. Inmezpamusna — MeTaOOJIYHUH KOJIEKTOP BCIX LIIAXiB OOMiHY PEUOBHH,
Ha piBHi 1Ky KpeOca 00'e THyFOTBCS IIUIIXH PO3MaJLy BYIJICBO/IIB, JIITI/IB 1 OLTKIB.

2. Amghiboniuna:

a) anabogiuna: Merabonitn nukiny KpeGca BHKOPHUCTOBYIOTHCS IS
CHHTE3Y iHIINX PEYOBHH (OKCAJIOAIETAT — JUISl CHHTE3Y IUIIOKO3H, acCIapariHoBOi
KHUCIIOTH; 0-KETOIITyTapoBa KUCJIOTa — IIyTaMiHOBOI KHCIIOTH, CYyKIMHIT-KOA —
— remy; CO; — B peakimisax KapOOKCHITIOBaHH);

0) kaTadoJIiuHA: ICPETBOPCHHS PI3HUX CyOCTpaTiB Y METaOONITH IUKITY:
JKUPHI KHCJIOTH — B MipyBaT; aMiHOKHUCIIOTH JICUIINH, (CHIANAHIH — B alleTHII-
KoA; aprisiH, rictuans, TIyTaMaT — B 0-KETOTJIyTapaT; alliuIbHI 3aJIMIIKH OKH-
CITIOFOTBCS JI0 KiHIIeBUX MPoayKTiB kaTabomizmy (H,0 1 CO,).

3. Bodenveenepyioua — TOJIOBHA CUCTEMA, sKa IIOCTa4a€ BOJCHb JUI AU-
XaJILHOTO JIaHIFora MiToXoHApil y Burnsai HAJTH+H' u ®AJTH,.

4. Enepeemuuna.

Kirouosi pepmenty nukiy Kpebcea Ta iforo perynsiuis nokasati Ha puc. 5.

KniouoBi hepmeHTu umkny Kpe6- Perynsuis umkny Kpe6ca

ca:
Mipy:
1. UutpatcuHTasa. ] i
. MNipyBaT:, NAD" HSKoA -
2. IsoumTpataerigporeHasa. NAh et S e
3. a-KetornytapatgerigporeHasa. ©O, o As HADHSH®
Augaman-KoA
MexaHiam perynauii  Knio4oBux 2 e
E€PMEHTIB: anoCTEPUYHNIA. T
thep p i 57 S e
) MNADH+H" ATo
1. Uutparcunrasa: . Cyummnkoh .
AKTUBaTOpM: OKCanoalerar. Moviar
[nriGiTopu: umutpat, HAOH, ATO, & Ao -
. _ @W 3
CyKUmHIn-KoA. . o b oo
2.I3oumntpargerigporeHasa: ymaapar
. a-KeTormyTapaT
AKTM.BaTOpI/I. Al®, Ca2+. 5 thmcamio st -1
IuriGiTopu: HAOH, AT®. FADH: © ATe £ ot
. NADH
3. a-KetornyraparaerigporeHasa: it S ey NADH:H'
Axtusatopu: AT®, Ca2+, HAIH. Cymumminkon OO

IHriGiTopu: cykumHin-KoA

HSKoA

M o roe

Puc. 5. LIk TprkapOOHOBUX KHCIIOT i HOTO peTyJIsIis
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Hani HAJTH(+H") i ®AJTH, OKHCIIOIOTECS KOMIIOHEHTAMH JNXAIEHOTO
JIAHITIOTA, KIHIIEBAM aKIIENTOPOM BOJHIO € KHCEHb, SIKHH BiTHOBIIOETHC 10 H,0.
Enepris TpaHCHIOPTY €JIEKTPOHIB i IIPOTOHIB 10 AWXAJIHHOMY JIAHIIIOTY BUKOPHC-
TOBY€EThCS 17151 cuHTe3y AT®, HeBenrKa YacTHHA PO3CIIOETHCS Y BUTTIAL TEIUIA.

OCHOBHIM MAaKpOEPTiYHHM KOMIIOHEHTOM B XMBHX OpTaHi3Max € aje-
HosuHTpHUOoCchar (ATP), sKuilt BUKOHYE PONb MOCEPEIHUKA IPH IIePEHECEHHI
(docdaTHUX TPy BiJg BUCOKOEHEPreTHYHUX (HOCHOPHILOBAHUX CIIONYK Ha aK-
LenTopHi Monekynu (puc. 6).

NH,
Nk/ | 't> Pezonanc
= -
NN o/ o \0
| 22N 2 N
(9 CH,—O—T;QN?;QNTEO
O (on O

OH OH
Puc. 6. Ctpykrypa ATD

XimiuHi 3B'S3KH, IPH TiJPOJIi31l SKUX BUBUILHEHHS BUILHOI €Heprii cuc-
Temu ckianae Ourbire 21 k/[x/MoJb, HA3UBAIOTHCS MAKpPOEp2iuHuMU 1 TIO3HAYA-
FOTBCSI 3HAKOM ~ (THJIBJI), & CIIONYKH, SIKi MAFOTh TaKi 3B'SI3KH, — MAKPOEP2AMU.

Moszekyna AT® MicTUTH JBa MaKPOSPTiYHUX 3B'SI3KH, IIPH T1IPOIi3i Tep-
MiHaneHOTO (hocarHOro 3B's13Ky AT Buninserscst AGq = -30,5 kIx/MOIb.

Jo crionyk, siKi MaroTh MakpoeprivHi 3B's3kH, kpiMm AT®, BinHOCSTECS YTO,
HT®D, I'TO, TTD, a Takoxk kpeatuHochat (AGq = -43,1 kJx/Momb), pochoeHon-
mipyBat (AGy = -61,9 k/lx/monb), kapbamoindochar (AGy = -51,4 k/[x/Moib),
1,3-6ichocdorminepar (AGq = -49,3 J[x/Moib).

3amac AT® y xiIiTHHI MOXXe 3a0€3MEYUTH EHEepriero podoTy KIIITHHH
nurre Ha kinbka cekyHa. Huka AT®-AJI® npairioe mocTiiiHO i 32 100y B op-
raHi3Mi JTIOAMHHA YTBOPIOETHCS 1 po3nagaeTbes 0m3bpko 60 kr ATO.

Enepris, akymynsoBana y ¢popmi AT®D, BUKOPHUCTOBY€EThCS B OpraHizmi
JUIs 3a0e31eYeHHs Pi3HOMaHITHUX Oi0XIMIYHHMX 1 (i310JI0Ti9HUX MPOIIECiB:

1) cuHTe3y CKJIAIHMX XIMIYHUX PEUOBHH 13 IIPOCTININX (peakLii aHaboIizmy);

2) cKOpoueHHs M's13iB (MexaHiuHa po0oTa);

3) yrBOpeHHs TpaHCMeMOpaHHUX O10IOTEeHIialiB;

4) aKTUBHOTO TPAHCIIOPTY PEYOBHUH Uepe3 010JI0TiyHI MeMOpaHu;

5) miaTpuMaHHA TEMIIepaTypH, KOOPAMHAII] pyXiB TOIIO.
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Bioximiuni Mmexani3mu cuntesy AT®

1. Oxucnmiosanvhe ¢ocopuniosanns: OCHOBHHM NUIIX CHHTE3Y, IO
3IHCHIOETHCS B MITOXOHIPISAX KIIITHH.

2. Cybcmpamue ¢hocopuniosanns: MaKpOEpriuHUIA 3B'I30K BUHHKAE
B MOMEHT 0e310CcepeTHhOTO OKHUCIICHHS CyOCTpary, a MOTiM IepenaeThes Ha poc-
(haTHUIT 3aNHIIOK, KWK, y CBOIO 4epry, BUKOPHUCTOBYETHCS I (ochopriro-
BaHHs AJ1D.

3. Cunre3 AT i3 ageH0o3uH 14- 1 MOHO(OCDATIB MM TIEX0 A0eHIIAmMKIHA3U.

PO34i1 lll. MITOXOHAOPIAJIbHE OKUCIIEHHA

CucremMa MiTOXOHAPIAIEHOTO OKUCICHHS — I MYJIbTH(EpMEHTHA CHC-
TeMa, sKa TPAHCIIOPTYE MPOTOHH M ENEKTPOHH Bix cyOCTpaTiB Ha KHCEHb
3 YTBOPEHHSM MOJICKYJIH BOJIH.

MitoxoHpii € BHYTPIIIHFOKIITHHHUMH OpraHeliaMy, sIKi MaloTh JBi MEM-
OpaHU: 30BHILIHIO 1 BHYTPIIIHIO. BHYmMpiuHs MimMOXOHOPIAIbHA MeMOpPaHa yT-
BOPIOE YHCIICHHI CKIaJKu — Kpucmu. IIpoctip, 0OMexeHni BHYTPILIHBOIO MITO-
XOHJpiaJbHOT MEMOpPaHOI0, HOCUTh HAa3BY MAMPUKC, POCTIp, OOMEXEHUH 30B-
HILITHBOIO 1 BHYTPILIHBOIO MeEMOpaHaMu, — mexcmembpannui npocmip (puc. 7).

Mimrembpanrmii
npocTip
! Marpmre

BHyTpiwHA
membpaHa
3oBHIWHA
AHK  membpana

Puc. 7. Bynosa MiTOXOHpii

VYci epMEHTH MITOXOH/IPIANBHOTO OKUCICHHS BOYIOBaHI y BHYTPILIHIO
MeMOpaHy MiTOXOHAPiH. [ToBHUI KOMIUIEKC X (HEPMEHTIB YTBOPIOE OUXAIbHULL
nanyioe (abo nanyioe nepenecenns enexkmponis, JIIIE), y Mexax sIKOTO aTOMHU
riporeHy BiJ cyOCTpaTiB INepemaloThesl IOCIIIOBHO Bif OJHOTO (epMEeHTy
(mepeHOCHMKA) 110 IHIIOTO i, HAPEWITi, TPAHCIOPTYIOTbCS Ha MOJEKYIAPHUN
KHCEHB (KiHYyesull aKkyenmop eleKmpoHie) 3 yTBOPSCHHAM MemaboaiuHol 600u.

IcHye cyBopa MOCHIZOBHICTh PO3TAIyBaHHS KOXHOI JaHKH B JIAHIFO3i
MepeHOCHUKIB. LI MOCHiOBHICTh BU3HAYAETHCS BEIMYMHOIO PeOOKC-HOMIEH-
yiay (OKMCHO-BIJTHOBHOI'O TIOTEHIIaTy) KOXKHOT JIAHKH.
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Okucnioganvho-6ionosnuti nomenyian (OBII) — XiMiYHa XapaKkTepHCTHKA
3[ATHOCT] PEYOBHMHH MPUAMATH 1 YTPUMYBATH CIICKTPOHH (BUMIPIOETECS Y BOJIBTAX, B).
PeuoBunu 3 nosutuBHUM OBII OKHCITIOIOTH TiZpOreH (BiIHIMAIOTH BiJ] HBOTO
€JIEKTPOHH), pe4oBUHHU 3 HeraTUBHUM OBII OKHCITIOIOTBCS CAMUM TiAPOT€HOM.

IlepeHeceHHsT MPOTOHIB 1 EIEKTPOHIB MOXKJIMBO TUTBKH B OJHOMY HaIl-
PAMKY — 6 nopsaoky 3pocmanns OBII nepenocnuxie: Bin -0,32 B y HikOTHH-
amigHuX jerigporenas (nepmoro komnonenra JIIIE) no +0,82 B y kucHro, mo
BOJIOJTi€ HAWBUIIIAM PEAOKC-TIOTEHIIIATIOM.

Ha oxromy 3 eramiB JITTE BinOyBa€eThCs mMOIiT aTOMIB BOJHIO Ha IPOTOHU
(H") i enextponn (). [IpoTOHM 3aNMIIAIOTECA THMYACOBO B HABKOIMIIHBOMY
CepeNOBHUII, a SIEKTPOHI ﬁnyTb nami Y3ZIOBIXK JIaHIIora MIEPEHOCHUKIB 1 BUKO-
PHUCTOBYIOThCA I akTUBaLii O,. KI/ICGHB € KIHIICBMM aKLEIITOPOM €JIEKTPOHIB:

O, + 4& ----- > 207 (moBHE BiIHOBJICHHS KHCHIO)

depMeHTH, 10 KaTali3yIOTh OIOJOTIYHE OKHCICHHS B MITOXOHIAPIAX,
MPE/CTaBIICHI HACTYIIHUMH OKCHUAOPETyKTa3aMHu:

1. Hixomunamio-3anexucui oeziopozenazu (HA/-/II') mictath sk Kodep-
ment HAJT" (HiKOTHHAMIa/IeHiHAMHYKIEO0TH T), HeMIlHO TOB's3aHi 3 anodep-
MEHTOM.

H
o H— -H =0
= i

,a.-:-ﬁ““‘] — S, +2H*, 2e- e Tk,
[ | . —_ -+ - - W +
%ﬁr, 2H*, 2e " +H

R R

HAI+ HAOH + HY

VY peakiisix JIeripyBaHHs JiBa aTOMH TiJJPOTeHY BiJILIETUIIOITHCS BiJ| MO-
JeKyIH cy6crpaTy Onun NMPOTOH 1 OZIMH €JIEKTPOH IEPEeHOCAThCS Ha HIKOTHH-
aMiJHe KiJbIle 3 yTBOpeHH:M BinHOBieHOT hopmu kopepmentis HAJT™ (HAH),
a immmii mpotoH, mo BrpaTuB enekTpoH (H'), 3BiIbHAETHCS B HABKOJHIIHE
cepenosutie. BinaoBirorouncs, HAJITH Binminserses Bin anmodepMeHTy i ciry-
XHTb JJOHOPOM T1JIPOTEHY [UIsl HACTYITHOT'O aKIIENTopa JUXaJbHOTO JIAHIIIOTA.

HAJ-AT, sixi 6epyTh y9acTh y MITOXOHAPIaTbHOMY OKHCIICHHI, 3HAXO0-
JSITBCSL B MATPHUKCI MITOXOHAPiH, Ha BiAMiHY Biff OLTBIIOCTI iHIINX KOMITOHEHTIB
JUXAJIBHOTO JAHIIOTa, SIKi BOyI0BaHi y BHyTpimHio MemOpany. HAJ[-/II" Buss-
JIeHi 1 B muToriasmi kKiitiH. MeMOpaHa miToxoHapil HenporukHa 11 HAJL (D),
TOMY MITOXOHIpiaNTbHAH 1 nprrorutasmaTraanid mya HA /L (D) Hikomm He 3MIMIyIOTBCS.

HerinporenasHi peakuii 3a ydacTio kogepMmeHTiB 380poTHi. Kodepmentu
HAJZ" i HAJI®" 31aThi akienTyBaTu Ti[poreH Bil BEJIMKOI KiUTbKOCTI CyOCTpaTiB,
OKHCITIOBAJIbHO-BITHOBHHMI MOTeHmian skux Huwkde -0,3 B. Jlo uucnma Takux
cyOcTpaTiB BiTHOCSTHCS MPOAYKTH PO3LICIUICHHS BYTJICBOJIB, XHUPIB 1 Pi3HUX
aMiHOKHCIIOT:

Cyberpar-H; + NAD(P) <> Cy6erpar + NAD(P)H + H'
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2. Dnasgin-3anexcni oeziopozenasu (parasonpomeinu) MicTATh AK MPO-
creTnuHi rpynu ¢unaBinmMoHoHykKiIeoTH (PMH) abo ¢rraBiHageHiHIMHYKICO-
g (DAN), xodpepmenTHi popmu BiTaminy B2.

AxtuBHOIO yactuHOO Moyekynmu ®AJl abo ®MH e i3oamokca3mHOBE
KiJIbIle puO0QIIaBiHy, 1O ATOMIB HITPOTEHY SKOTO MOXKYTh IPHEIHYBATHCS 1B
aTOMH TiIPOreHy 3a paxyHOK BHYTPIITHBOMOJIEKYJIPHOTO IeperpyInyBaHHSI
nozABiHuX 3B8'13kiB. DMH i @Al minHo 3B's13aHi 3 BiAOOBIAHUMU O1TKOBUMU
YacTHHAMH ()EPMEHTIB.

T ] T
HaC N /N 70 ol og— HaC /IN | N“WJ’O
—_—
— |
Hat N7 NH ot o3 JHge % N MNH
L I a |l
0

AL DANH2

H

o0

Peakuii, mo katamizyroTscs (IaBiH-3aJeKHIAMHA JIETiIpOTeHa3aMH, Ba-
K03BOpOTHI. PIaBOMPOTETHN MOXKYTh aKIIETITYBaTH BOJCHD TakoX 1 Bim HAJTH.
[Ipu okmcneHHI CYKIMHATY, o-Tiinepodocdary i armuiniB-KoA XKHPHUX KHACIOT
(hmaBiH-3a€XKHI (PEPMEHTH MOXXYTh TPaTH POJIb TEPBHHHUX ICTiApOreHa3 i
Oe3mocepeIHLO OpaTH eICKTPOHHU 1 IIPOTOHM BiJl OKMUCIIIOBAHUX CyOCTpariB 0e3
yuacti HAJI" i HOB'A3aHHX 3 HUM JIETiIporeHas:

NADH + H' + s, incenii geapmenm —NAD + Puasii nogHii  pepmenm

| |
FMN FMN-H;

3. Tpemiii mun nepeHocHuKié eISKTPOHIB Ta MPOTOHIB y AUXAIBHOMY
JAHLIO31 TMPEACTaBICHUII OCH30XIHOHOBOIO CIIOJNYKOK, IIO HOCHUTH Ha3BY
kogepmenm Q (abo yOiXiHOH), JKUPOPO3UNHHA HU3BKOMOJIEKYIIPHA PEYOBHUHA
3 JIOBTUM i30TIPEHOBHM JIAHIIOTOM, III0 HE Ma€ OLIKOBOT YaCTHHHU.

OH
CH O~ Al en +2H* 2a- CHgO~. =~ __—CHy
| — |
. -2H* 2e- - -
CH 0 ~R CHy0~ ‘R
(n ] oOH
v6ixi HOH (KoQ) V6i xinon (KoQHp)
CHgy

R= [l.‘.H;z—c H=(I:—C H-z];H
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[Ipu BimHOBIIEHHI BiH NPHEIHYE ABa €NEKTPOHH i Ba MPOTOHA, yTBO-
protoun rimpoxinon KoQH,.

KoQ 3maTHuMit npuitMaty TiAporeH Bin pisHUX ¢uaBonpoteiniB. Cucmema
KoQ € «xonekmopomy» 2idpozeny, 10 HAAXOIUTh B JUXaNbHUH JIAHIOT Bif
camux pizHuX cyocrpariB. Tomy KoQ B muxampHOMY JIAaHITIO31 IIPECTaBICHHHA
y OLIBIII BUCOKUX KOHIEHTPAISX, HIX OUTBIIICTH 1HIINX MEPEHOCHHUKIB EJIEKT-
poHiB. J[oOpa po3YMHHICTG Yy JIiMiHiH (a3l MeMOpaHHUX CIIOJYK i BITHOCHO He-
BEJIMKa MOJIEKYJIIpHa Bara HajaoTh KoQ BIacTHUBOCTI pyxomoeo nepeHocHuxd,
mo B3aeMoji€ 3 (hIKCOBaHMMH OUIKaMH, IO TPAHCHOPTYIOTH EJIEKTPOHH, —
xoMruiekcamu JIIIE.

4. Yemeepmuii mun NepEHOCHUKIB CICKTPOHIB y TUXAIbHOMY JIAHITI031
Bix KoQ Ha KHCeHb Npe/ICTaBICHU IPYIO0 OUIKIB, IO MICTATh TeM (eemonpo-
meinu), a00 yumoxpomu. Binpi3HAIOUNCH OAWH BiJ] OTHOTO CTPYKTYpOrO Oij-
KOBOT'O KOMITOHEHTA, BCI BOHH MAIOTh IPOCTETHYHY T'€MOBY IpyILy, 38 OYyIOBOIO
ONMU3BKY IO TeMy reMorioOiHy. Y meHTpi mopdipHHOBOTO KiNbLA KOXKHOTO
reMy 3HaXOIUTHCS 10H 3ai3a.

—Cys .
" LlToxpomu oauH Big 0AHOTO

CHs 'HCH, BiAPI3HAOTLCS:
1) 6ynoBoto 6inkoBoi YacTUHY;
2) 3HauveHHsm OBIT;
3) 6ynoBoto pagukanis, poaraLlo-
BaHWX MO nepudepii reMoBoro
fapa;
3acobom NPUELHAHHA remy
A0 BinkoBOI YacTUHK.

CHa

CHLCH,CO0 -4)

CHs CH.CHCOO™

LuToXpoMu TPaHCIIOPTYIOTh MiNbKU ereKmpoHu TochinoBHO Bix KoQ
Ha KIiHIICBUU aKIENTOp — KUCEeHb. BOHM po3TamoBaHi y BiIIOBIIHOCTI 3i 3017b-
MISHHSM BEJIMIMHH PEIOKC-TTOTSHITAIIB:

nx b — uxcl - ux ¢ — nx a — nx a3.

IIpu oMy BinOyBaeTbcs 3BOPOTHE OKHMCHEHHS-BITHOBICHHS aTroma

3aj1i3a MPOCTETHYHOI TPYIIH, 110 TIepexoauTh 3 Fe?* B Fe**:
="
Fe’t < Fe2t

-
=1

[{uroxpomu a i a3 IpanioloTh K OJUH GEPMEHT — YUMOXPOMOKCUOA3d,
AKa € KiHIIEBUM JJOHOPOM €JIEKTPOHIB Oe3MocepeHh0 Ha MONEKYJISPHUHA KHCEHb

18



(kiHIIeBHH aKMenTop eJIeKTpoHiB). LluToxpoMokcnnaszn MicTaTs 6 cyOOoINHUI
3 TEMOBHUM 3aJ1i30M Ta i0HU Mili, IKi TEX TPAHCTIOPTYIOTh EIEKTPOHH:
+e”
Cu®t < Cu*
- t -
5. 3anizo-cipuani komnnexcu (ghepedokcunu) MicTITh Hecemose 3ai30,
B MOJIEKYJIaX SIKMX 3aJ1i30 3B'I3yETHCS 3 OLIKOM-HOCIEM Yepe3 aToM CipKu abo aToM
CIpKH, [0 BXOIUTH JI0 CKJIay LUCTETHOBUX 3aJIMIIKIB NENTHIHOTO JaHIIOTa.
Hattnipocritmmii i3 3amizo-cipuanux teurtpis (FeS-uentpu) (pyopedokcur)
MICTHTh OMH aTOM 3aJIi3a, HEKOBAJICHTHO TIOB'SI3aHUH 3 MOJIEKYJIOI0 Oinka depes
4oTHpH 3aMUIIKKU ucteiny (puc. 8). Pemura FeS-0inkiB MaroTh OiblI CKIAAHY
opranizaiito FeS-nieHTpiB, 10 ckiaay SKUX BXOIUTh HEOpraHiuHa cipka. Bimo-
Mi Fe,S,-1ieHTpu (MIiCTATh MO 1Ba aTOMH 3ajli3a 1 HEOpraHiuHoOi cipku), FesS;z-
i Fe4Sy-uentpu (puc. 8).

A e

T Tyug S —Fy

Puc. 8. LieHTpu 3ammi30-Cip9aHUX KOMIUIEKCIB, IO MICTSTh 3aJ1i30:
A — 3anizo-cipuaHuii IEHTp pyOpenokcuny; b — 3amizo-cipuannii neHTp Fe,S,-Tuiy;
B — 3anizo-cipuanunii ueHTp Fey,S,-tummy

MouJiekyasipHa opraHizaiis januiora nepetocy ejekrponis (JITTE)
Komnaexe I — HA/[H-KoQ-okcudopedykmaza (HAJIH-nerinporenasa) —
katanizye okucnenas HAJIH y6ixiHoHoM. Y cknani ¢pepMEeHTY BHUSABIEHO KiJbKa
penokc-komnoneHTie, ®MH (mpocrernuna rpyna), m'stb Fe-S-6iakiB, 1o
6epyTs yuacTs y neperecerHi enextpoHis 3 HAJIH na y6ixinon KoQ.
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Peakuist cynmpoBOIDKY€ETECSI TpaHCMEMOPAaHUM NEePEHECEHHSIM YOTHPBOX
NMPOTOHIB 1IpH okucIeHH] oxHiel Monekynn HAJTH (2 enexkTpoHm) i reHepariero
Ha BHYTpIIIHIH MeMOpaHi MITOXOHAPIi Pi3HUI eIeKTPOXiMIYHUX MOTEHITialiB

(puc. 9).

JIAHIOT TPAHCTOPTY eIeKTPOHIB
AIOr: A0 P Tl OKHCHOBATbHE

[ | dochopumysanns

4 H* 4 Ht

2H*

Musavenmp asmmmt
npocTip

S| F m FAD fome
»’i Matrix
4H* NADH 2H Succinate 150, 2Ht 4 H
NAD Fumarate o H H,0
Kommutexc I I‘_?M_““"‘T [ Konvmurexe IT K IV
(HAJTH - (CoQ -muroxpom (cykuumat-CoQ OMILIERC L ATP'
Aerizporenasa) € peJyKTa3a peykTasa) (ILHTOXPOM OKCHA3A) Fontinexc v

(FFy-ATPase)

Puc. 9. Cxema opranizaiiii OCHOBHUX KOMIIOHECHTIB
JIMXaJIBEHOTO JIAHIIOTA MITOXOHAPIN

Komnaeke II — cyxyunam KoQ-oxcuoopedykmasza (CyKIMHATIETIIPO-
reHasza) — npenacrtaBineHuin ®AJI-3aj1e;KHUMH JeTiIporeHa3aMu, po3TamloBa-
HUMH Ha BHYTPIIIHIA MeMOpaHi, SKi KaTalli3yIoTh OKHCICHHS cyOocTpary. Kowm-
IUIeKe ckianaerbes 3 (maBompoteiniB (PAJ) i Fe-S-6inkiB. Peaxis oxwuc-
JICHHS CYMPOBOJKYEThCs mepesaucto enekTpoHiB Bix ®AJ[H, Ha 3amizo-cip-
4aHi OUIKM BHYTpPILIHEOT MeMOpaHU MiToXoHpiil. Jlai ui eaekTpoHu morpar-
JISIOTH Ha KOeH3UM Q.

Takum ymHOM, nerimporeHasu komiuiekcy I 1 II Ge3nmocepenHbo OKuc-
JIFOIOTh CYOCTpAaTH, 110 3HAXOATHCS B MATPHKCI MITOXOHAPIH, IUITXOM JETi/I-
pYBaHHS, a aKIENTOpOM rifporeny € koeHzuM Q. [loumnaroun 3 koeH3UMy Q,
MOTIK 3apSAIKCHUX YaCTUHOK PO3IMONUIAETHCS HA JIBI YACTHHU: €1eKMpPOHU PY-
XarOThCS 32 JIAHIFOTOM IUTOXPOMIB JI0 KHUCHIO, & 2idpoceH [oHu TePEHOCIThCS
y TIPOCTip MiXk MeMOpaHaMHu.

Komnaeke III — KoQH; — yumoxpom ¢ — oxcudopedykmasza (KoQHo-
Jerimporenasa) — BKio4ae yumoxpomu b (b, mo Bonomie GBI HU3BKUM
OBI]I, i by 3 Bucokum OBII) i yumoxpom cl, a Takox 2 3aizo-cipuani OLIKH.
DYHKIIE€I0 KOMIUIEKCY € Tiepeiada eleKTPOHIB Bil KoeH3uMy Q Ha IIUTOXPOM C.
Yomupu npomonu nepekuaaroThest komruiekcoM III i3 marpukca MiTOXOHAPIH
y MixkmemOpanuuit mpoctip. Tomy xomrurekc III, sk i komruteke 1, € npomon-
HUM 2eHepamopom, i METOI0 HOTO POOOTH TaKOXK € CTBOPEHHS €IEKTPOXiMid-
Horo notentiany (ApH") Ha BHyTpimHii MiToXOHApiabHil MeMOpaHi.

Kommnaexe IV — yumoxpom ¢ — O, — okcuoopedykmasa (IATOXPOMOK-
cunasa) — 37aTHUH 3aXOILTIOBATH 3 MAaTpUKCY 2 npoToHH. Lluroxpomokcnnaza
YacTKOBO 3aHypeHa B MeMOpaHy, a YaCTKOBO €KCIIOHOBaHa B MaTpHKc. EyekTpoH,

20



MPUAHATHI BiI IUTOXpOMY ¢, TEPEHOCUTHCA Oe3mocepenHro Ha atoM Cuy,.
Pyxatounce Bix moBepxHi Briaud MeMOpaHH, eIEKTPOH HepexomuTh Big Cua 1o
reMy IUTOXpPOMY a i nmami 1o KoMiniekcy reMy a3 i Cug — OCTaHHBOTO KOMIIO-
HEHTa IUXAJBHOIO JIAHIIora, IKUi BigHOBIOE O):

Cu®* +e— Cu'.

Sk HAMOUTBII CHITBHUHA OKUCITIOBAY (Ma€ HAMBHUINY BEIMYUHY PEIOKC-TIO-
TEHLIaTy), MOJIEKYJSIPHIH KUCEHb aKIENTYe EIEKTPOHHU, CTBOPIOIOYN OCHOBHY
pYWIiiiHy CHy Ul TEPEHECEHHs EJICKTPOHIB Y3IO0BXK IMXAIGHOTO JIAHIIOTA,
B pe3yJIbTaTi YOTO BCi BHIEPO3TALIOBaHI MEPEHOCHUKH MiATPUMYIOTHCS B OKUC-
JICHHOMY CTaHi 1 BUSIBJISIIOTHCS 3AaTHUMU NMPUHAMATH ITPOTOHHU I €l1EKTPOHH, 10
MOCTAa4YalOThCS Bil OKUCITIOBAaHUX cyocTpatis (puc. 10).

BiibHa eHepris,

Pedokc HOTeHIIAJ, KKaJI/MOJIb

MB
— 60
HATH-KoQ- %
-400 e
NADH NAD* + H*
= dymapat i
2e ymapat 4+ 2 H Jdso0
-200 H'in FMN CyKnuHAT
H‘oul
26
FAD.
i |
2 FADH/;lS
a0
ol- coq——
H+in l Cyxnunar - KoQ-
F e_gem‘xra;a (xommaexc II)
- 130
200 out
Cyt C 1 KoQH2-uuroxpom cI-
eaykTaza (xoymaexc I
Cu,
400 l g i
H+m CYI &
H+out Cub
—110
600 |- Cyta,
Iuroxpom C-oxcaxaza
(xovmaexc IV) 2e
800 120,+2H* H,0 0

Puc. 10. 3miHa peoKCc-TIOTEHINIAMIB Yy JIAHII031 IEPEHECEHHS eIEeKTPOHIB
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Takum 9uHOM, TIepeaada BOIHIO BiTOYBAETHCS B HANIPSIMKY BiJl HIKIOTO
mo Bumoro OBII: Big HIKOTHHAMIZHHX NeTigporeHa3 (MEpHIIoro KOMITOHEHTa
JITTIE) no O, KAl € KiHIIEBUM aKIEIITOPOM EJICKTPOHIB!

O, + 4e — 207 (10BHE BiXHOBIICHHS KHCHIO)

Bci peaxii, mo BigOyBalOTECS B ANXAJFHOMY JIAHIFO31, TIOB'A3aHI (Bil-
OyBalOTHCS OTHOYACHO i CHHXPOHHO).

Mix KOMIIJIEKCaMH €JIEKTPOHH TIEPEHOCATHCS 3a JOIIOMOTOI0 PYXJIMBUX
nepeHocHuKIB: yoixiHoHy (KoQ) i muroxpomy c. Pyxatounce audysHo uepes
mimigHui Oimrap memOpanu, yOixiHoH mnoB'sizye komrutekcu | i II, a Takox
xommekcu 11 1 I11.

LuToXpoM ¢ BUKOHY€E aHAJIOT1YHY YOBHUKOBY (DYHKIIIIO Ha JUISHII MiX
kommuiekcamu 11 1 IV, nudyHnyroun y3108x NOBEpXHi BHYTPIIIHBOT MEMOpaHH.

Komnaexc V — H' -3anescna AT®-cunmasa (H'-3anexna AT®-aza) —
iHTeTpa bHUN OIKOBUI KOMIICKC BHYTPIIIHROI MEMOpaHU MITOXOHIPIH, IO
CKJIAIaeThes 3 ABOX cybomuuuis: Fo i Fy (puc. 11).

Fo (omiroMinuH-9yT/IMBa CyOOAMHUIIS) Ma€ KaHAIOYTBOPIOOUY (PyHK-
Ii0: TIPOTOHU 3 MIXKMEMOPAHHOTO MPOCTIPY BEPTAIOThCS B MaTPUKC 3a Tpaie-
HTOM KOHIICHTpAIIii.

MixvemOpaHHTH
H* npocTip

Puc. 11. Bynoa AT®-cunTaszn

Cy6omununs F; ATP-cunTa3u € nosiyHKI[IOHAIBHAM MPOTETHOM, SIKMH
Ma€e CKIaJHy 4eTBepTHHHY cTpykTypy (303Pyde). OcHoBHa #oro (yHKIis —
karamitnyHa. Came Fi-CyOOQMHHMII, BHKOPHCTOBYIOUM CHEPTi0 IPOTOHIB,
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cuaresye AT®. Baxators, mo mnsd cuaTe3y 1 Momekynu AT® HeoOXimHO
TIPOXOKEHHs MPHOIH3HO TPHOX mpoToHis H'.

3aBnsgkn 0araToCTyIEHEBil Iepenadi €Hepris B AWXaIbHOMY JAHITIO3i
BUAUISETECSA HE MHUTTEBO, & OuckpemHo (MAICHBKAMH TOPIISAMH) TIPH KOXKHIN
peakuii mepenecenss. Lli mopii eHeprii He OJHAKOBI 3a BENMYMHOI. IX
BeIMYMHA BH3Ha4daeThCcs pizHHIEI0 MK OBII mBOX CycimHIX MepeHOCHHUKIB.
SIKIIo 1 Pi3HUIA HEBEHKa, TO EHEePTii BUALIIETHCS Majlo — BOHA PO3CIIOETHCS
y BUTJISII TEIUIa.

Ane na Tprox minsHkax JIITE eneprii BUIinse€Tbest JOCUTH, OO CHHTE3Y-
BaTW MakpoepriuHi 3B's13ku B MoJiekyai ATD (puc. 12). Takumu ALISTHKaMHU €.

1) xommekc I — HAJTH/Ko Q: pisuuiis norenmianis gopisaioe 0,25 B;

2) xommiekc 11T — ruroxpomu b/c,: pizuuis morenmianis 0,18 B;

3) xommuiekc IV aa3/O'2: pizuuns norexmiania 0,5 3B.

TaxkuM 9MHOM, Ha KOJICHY napy amomie 2iopozeny, OTPUMaHHX Bijx cy0-
CTpAaTiB, MOKJIMBHI CHHTE3 mpbox monexyir ATD.

CrapgapTHER BilHOBHEE BiibHa eHepris
noTexnial, B HABHIHAL €JeKTPOHIB, KKa

Boikayusanue
uoros H+ 10

_\y Boivavuean
2§ N uowoe H+

+0,4

Bsixavueanue

40
+0.6 uokoe H+

+0,8 H20/0, 50

HanpsaMoOK MOTOKY e1eKTPoHiBE —>

Puc. 12. 3MeHnIeHHs BiTbHOT €HEPTii P TPAHCIIOPTi Iapy €JIEKTPOHIB
y3nox JIITE Bigx HAJ/TH 10 MoneKynspHOTo KHCHIO

TakuM 4nHOM, B ANXAJILHOMY JIAHITIO31 iICHYIOTb TPH AUISHKH CIIOIY4YEHHS
okucieHHs 1 pochopmmoBanaa. ToMy TIpH TPaHCIIOPTi ABOX aTOMIB BOIHIO BiJ
HA/I-3anexHux zeriaporeHas yTBOPIOIOThCsS TpH Moiiekynu AT®; okucneHHs
DAJ]-3a1eKHUX CyOCTpaTiB J]a€ EHEPTilo Ul YTBOPEHHS 1BOX MoJiekys AT®.

CryniHb CrONy4eHHsI OKHCJICHHS 1 (hoc(OpHIIOBaHHS B MITOXOHIPISX
xapakTepusye Koegiuienm cocgopunrosannsn (P/0). Bin nopiBHIOE BigHO-
MICHHIO KUTBKOCTI MOJIeKys HeopranigHoro ¢ocdaty (HsPO,), sxuii nepeitmon
B AT®, 10 KiIBKOCTI aTOMIB CTIOKHUTOTO KUCHIO (Oy).

V peakiisix okucHOro (HochOopUITIOBaHHS YacTHHA €HEPTii MOXe He Te-
pPEeTBOpPIOBATUCS B €HEPrio Makpoepriunux 3B's3kiB ATP, a poscitoBaTtucs
y BUTIsAAl Teruta. Temso, 3BiIbHEHE B PeakIlisiX eHepreTHYHOTO OOMiHy, Oepe
y49acTh y MiATPUMII TEMIIEPATYPH Tijla Y TEIUIOKPOBHUX TBAPHH.
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Hesixi ninodinpHi pedoBuHU (AUKyMapod, 2,4-muHiTpodeHon, Jiku abo
MeTa0oJITH, IO YTBOPIOIOTECS B OpraHisMi — THpeoigHi ropmonu (T3, T4),
6iipy0OiH, TOBrONAHIFOTOBI )KUPHI KUCJIOTH Ta 1H.) MOXYTh NEPEHOCUTH 10HU
TiIporeHy yepe3 BHYTPIIHIO MeMOpaHy MiToXoHapii, muratoun ATP-curTasy,
3HIDKYIOUHM TAKMM YHHOM elIeKTpoXiMmiunmii notenuian (AuH®). Bonu pos'eo-
HYIOmb TIPOLIEC TIEPEHECEHHS ENCKTPOHIB M0 AWXaNbHOMY JIAHIIOTY 1 CHHTE3
AT® i TOMy Ha3UBAKOTHCS Po3'€OHysauamu OKUCHozo gocghopuniosanns.

Ipu nii po3'ennyBauiB xoedimieHT P/O 3HMKyETbCSA, YacTHHA €HEPTii
BUBUIBHIOEThCA y BHIIISAL Temuia. Pos'eHyBadi € claOKUMM KUCIOTaMu, 10
PO3UMHSIOTECA B XKHpaX. Y MDKMEMOpaHHOMY IPOCTOPi BOHH 3B'SI3yIOTH IIPO-
TOHM 1 TIOTIM JUQYHIYIOTH B MaTPUKC, THM caMuM 3HWKyroun ApH". Tloni6-
HOIO JI€F0 BOJIOAIFOTH BUCOKI PiBHI HOJOBMICHHX TOPMOHIB IIUTOIONIOHOI 3a-
JIO3U — TUPOKCHUH 1 TpuioaTupoHiH. [Ipu craHax, o cympoBOIKYIOThCS Trine-
pbyHKIIEIO MATOMONIOHOT 3am03u (Hampukian, baszemoBa xBopoba), XBOpHM
He BucTrauae eHeprii AT®: BoHM CHOXHMBaKOThL Oarato ixi (IOTpiOHA BelMKa
KUTBKICTh CyOCTpaTIiB JJIs OKUCIICHHS), alie IPH [OMY BTpPAYalOTh Bary, OCKi-
JIbKM BEJIMKA YacTHHA €HEprii BUIUIAETHCS y BUINIALI TeIia (CIOCTepiracThes
cyO¢eOpunpHa TeMIepaTypa Tina).

IIpoTodopu 306iNbIIYIOTH MPOHUKHICTE MEMOpaH A OJIHOBAJICHTHUX
iomis K" i Na', miacumoroTs TpaHCHOpT iOHIB uepe3 MeMOpaHH, 3HIKYIOUH
esnekTpoximMiunuil norenuian (AWHY) na memGpani.

Baninomiyun 3xiicaroe nepenecenns K i sumxye ApuH™,

Hizepun taxox 3xiiicHioe nepenecenns K B o6min va H' i smmxye pH
Ha BHYTPIlIHI MeMOpaHi MITOXOHPIH.

Crnernudivni iHri0iTOpH TKAHMHHOTO TUXAHHS — € PEYOBUHH, IO
MIPUITUHIIOTH POOOTY TOTO UM iHIIOT0 KOMIIIEKCY AWXAJIBHOTO JIAHITIOTA.

Komnnekc | PoteHoH, amobapbitan, amitan

Komnnexc I Kap6okcuH, TTFA (xenaToyTBOPIOKYMIA peareHT Ha Fe)
Komnnexc IlI AHTUMILMH A, oumepkapon

Komnnekc IV Llianign, yaghun ras (CO), cipkoBoaeHb (H2S), asuau
Komnnekc V OniromiumH

XemiocmoTrnyHa Teopis II. MiTueanaa

3rizHo 3 XeMiocMOTHYHOIO Teopieto I1. MiTuenna croixydeHHs TKaHUH-
HOTO TUXaHHS 3 OKHCITIOBATLHAM (pOCHOPHITIOBAHHAM 3a0€3MeUy€eThCs IITICHICTIO
BHYTPIIIHBOI MITOXOH/IpiaJbHOT MeMOpaHH, HEPOHUKHICTH SIKOi AJISI 10HIB T'iJI-
pOTeHY 3yMOBIIIO€ BUHHKHEHHS pyIIiifHO1 cvum cuHTe3y ATP-npoToHHOTO 110-
teHuiany (puc. 13). Tpu xomiekeu quxaipsoro nanutora — |, 1111 IV — dynkuio-
HYIOTB K 3aJIeKHI BiJI TPAHCIIOPTY €JEKTPOHIB MIPOTOHHI MTOMITH, TOOTO BHKO-
PHCTOBYIOTh €HEpriio esleKTpoHiB. L{i KoMIuiekcu 3a0e3nedyroTh nepeHeceHHs
H" i3 MaTpukcy B MixkMeMOpanHuii mpocTip. Y pe3ysibTaTi BUHHKAE MPOTOHHMUI
enekTpoximiunmii notenmian (ApH").
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MixveMOpaHHIE Cyvte e mmm—
_ mpocTip -~ e
(«+*-cropoua)

\ ¥
‘ (0 '+ 30, H0

Marpuxc | \o N
(«-»-cTopona) | \[_V

s \ ADP + P, Fo
/ Cyxuunar Dymapar
ATPATL A
A *

<> NAD * R
NADH + H Voo

Ximiganit CunaTe3 AT® EaxexTpuaHmii
moTeHIia1 $ mia  aico c noTeHmia1
A H NPOTOH - PYIIBHOI CH.IH

P Ay

Puc. 13. Crionydenns quxanss i cuare3y AT® B MITOXOHIIAX

VY pesynbTaTi nepekauyBaHHS MPOTOHIB i3 MATPUKCY B MiXXMEMOpaHHHUN
NPOCTIp 3MEHIIYEThCS KOHLEHTpALSl TPOTOHIB y MaTpukci. MeMOpaHHUiA mo-
TEHLiaJl CTae OUIbII HEraTUBHUM, BOJHOYAC MMOTEHIIAN MeMOpaHH 3 OOKY Mixk-
MEMOpPaHHOTO MPOCTOPY CTA€ OUIBbII MO3UTHBHUM (Y pe3yJbTaTi MiIBUIICHHS
KOHIIEHTpAIil MPOTOHIB). SIK pe3ynbTaT BUHHMKAE €IEKTPUYHUI MeMOpaHHMI
MOTEHINIa]l Ha BHYTpPImHIN MemOpaHi mitoxoHapid. Komm mocsraeTscsi meBHe
snavennsi AuH', aktusyerbes AT®-cunTasa, 10 NPU3BOAUTS 10 GOPMyBaHHS
KaHally, 10 SIKOMY IPOTOHH BEpPTAIOThCA B MaTpPHKC MITOXOHApiil. Takum um-
HOM, eHeprist AuH " BuKopucTOBYyeThCS /11 cunTe3y ATD.

PO3A0in IV. MIKPOCOMAJIbHE OKUCIIEHHA
(MOHOOKCUIEHA3HA CUCTEMA OKUCJIEHHS)

depMeHTH MIKPOCOMAIBHOTO OKHCIICHHS:

1. MoHOOKCHT€Ha3H.

2. JliokcureHasu.

3. Hutoxpomu Pysp 1 bs.

Biojioriyna posib MikpoCcOMAJILHOT0 OKHCICHHSI:

1. Cunmes pisnux peuwosun. Po3unHHi GepMeHTH 3a ydacTio acKopOiHO-
BO1 KHCIIOTH SIK JIOHOpA TiAPOTEHY 3[iHCHIOIOTh CUHTE3 aJpeHaTiHy 1 Hopaape-
HaJliHy B XpoMa(iHHI TKaHUHI; MrMEHTY MelaHiHy 3 THPO3HUHY B LIKipi, paii-
JTyKIIi 1 CITKIBIII OKa; OCHOBHOT'O OiJIKa CIIOJNydHOT TKAHWHH — KoJlareny. dep-
MEHTH MIiKpOCOM OepyTh y4acTh B YTBOPEHHI HEHACHUCHHX JXHPHUX KHCIOT;
KOBYHHX KHCJIOT 1 CTEPOITHUX TOPMOHIB HAJIHUPKOBHX 3aJI03 i3 XOJIECTEPHHY,
JEWKOTPI€HIB 3 apaxiZJOHOBOI KUCIIOTH.
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2. 3HewKo0cen s PI3HUX MOKCUYHUX peuo8uH 8 newinyi. OCOOINBO 1Ie
BiTHOCHUTBCS 10 IYKOPiTHIX PEYOBUH HETIPHPOTHOTO IOXOKECHHS (KCeH0bio-
muxku). [Ipr MiKpOCOMAITBHOMY OKHCJIEHHI TOKCHYHI PEYOBHHH CTAIOTH BOIOPO3-
YUHHUMH, BOHH HE HAKOIIMYYIOTECS Y KIITHHAX, & JIETKO BUBOASATHCS 13 CEUeto.

depMeHTHA cHCTEeMa MIKpOCOMAIBEHOTO OKHCIICHHS BOYZOBaHa B MEM-
6panu EINP writunu (puc. 14).

I nagwmii ETTP

IToperrmii EITR

TToposxuusa EITP
Puc. 14. Bynosa ennomazmatnunoro peruxyiyma (EITP)

OCHOBHUM OLJTKOM € TeMOTIPOTEIH HHTOXPOM P,so. Y Tpupoi icHYE 110
150 i30popm 1pOTO OiNKa, MO OKUCITIOTE O0mm3bKo 3 000 pi3sHUX CyOCTparTiB.
ChiBBiiHOIIEHHS Pi3HUX 130OpM LHUTOXPOMY P50 PI3HUTBCS 3 OISy Ha ce-
Hemuuni ocobausocmi. BBaxkaeTbes, 110 oaHI i30popmMu OepyTh y4acTh B 0i0T-
paHcdopmarlii KCeHOOIOTHKIB, IHIN — METa0OJI3yIOTh CHAOTCHHI CIOIYKH
(cTepoimHi TOPMOHH, IPOCTATJIAH MHHY, KUPHI KHCIOTH Ta iH.).

OpnHa 3 roa0BHHX 0C00aUBOCTEN Pa5y — 1€ 3maTHICTE OlKa 3MIHIOBATH
CBOIO KOH(OPMAIIiIO y BIAMOBIIb HA MOSIBY B OPraHi3Mi TOTO YH iHIIOTO KCEHO-
6ioTnka, 3a0e3Mevyroud TUM CaMHM €(EKTUBHY B3a€MOJII0O 3 HUM. 3aBJSIKH
Takiii IPUCTOCOBHOCTI, TUTOXPOM P50 € yHIBepcaabHUM (EepMEHTOM IETOKCH-
Kallii, 3JaTHUM B3a€EMOJIATH MaiiKe i3 CrodykamMu Oyab-sKOi XiMi4HOI CTpYK-
TypH. €IMHOI0 BUMOTOIO JIO CyOCTpaTy, IO OKHCIIOETCS, € HOTO HenoasapHa
npupooa, OCKIIbKN IUTOXPOM P50 3HAXOMUTHCS B JTinigHOMY Oimrapi MemOpaH.

JlanIror MiKpOCOMAaIFHOTO OKUCIIEHHS BKIFo4ae (puc. 15):

1) uuroxpom P50 Ta 1iuTOXpoM bs;

2) HATH-tturoxpom bs-okcumopeaykrasa (nmpocretuyna rpymna ®AJ);
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3) HAJI®H-tmtoxpom Pysp-okcumopenykrasa (mpocrernana rpyna @MH
1DAJD;

4) MONEKyJISIPHUI KHCEHb.

HALOQ®
HALOQ®H + H* A HALOH +~ H* o

HALQ®H-P,

HALQH-yumoxpom bg -
oxcudope

350 -
yxmasa oxcudopedyxma3sa

Fe3*/ Fe2*

Paso

R—H R—OH
Puc. 15. CxemMa MOHOOKCHUI€HA3HOIO JIaHIIOTa OKucjaeHHs B EITP

JIkepenoM eJIeKTPOHIB 1 MPOTOHIB y IbOMY JIAHIIO31 € BiJHOBJICHUI
kodpepment HAJADH, sxuii yTBOPIOETBCSI B peaklisfix MeHT030(ochaTHOro
IUIAXY OKHMCJIEHHs IJIIoKo3M. [Ipomikuumu axuentopamu H' i enextpoHis €
@nasonpomeinu, mo Mictath kopepment ®AJI. Kinnera aHka B JIaHIF031 MiK-
POCOMAILHOTO OKHCIICHHS — 11€ HUTOXPOM P 5.

Hurtoxpom P45 BEKOHYE Bi (HyHKIIIT:

— 3B'sI3y€ CyOCTpAaT, 10 OKHCITIOETHCS;

— aKTHBYE MOJICKYJISIPHUI KHCEHb, IMOJIETIIYIOYHM IX B3a€EMOJII0 OJUH
3 oxHKUM (puc. 16).

Ha BigmiHy BiJ MITOXOHIPiaJbHOTO AUXATHHOTO JAHITIOTA, MIPH MIEpeHe-
CCHHI €JICKTPOHIB Y MOHOOKCHI'CHA3HOMY JIAHIIIO31 He 8100)8acmbCsi aKyMYJTIO-
BaHHs eHeprii y Burisini AT®. Tomy MikpocoMmalibHE OKHCICHHS BiJIHOCUTHCS
JI0 GiIbHO20 OKUCTIEHHAL.

CyTTEBOIO OCOOJHBICTIO MIKPOCOMAJIBHOTO OKHCICHHS € 3IaTHICThH [0
IHAYKIi1 200 MPUTHIYEHHS, TOOTO JI0 3MiHU TOTY>KHOCTI MPOTIECy.

Inoykmopamu € pe4oBUHH, IO aKTUBYIOTh CHHTE3 P45 1 TPaHCKPHUIIIIiIO
BinnoBigaux MPHK. Boru OyBaroTs:

1. lnpoxoro cnekTpa Aii, Ki MAaIOTh 34aTHICTH CTUMYJIIOBATH CHHTE3
Psso 1 HAJIOH-tutoxpoM Pgsp-penmykTas, a Takox TIHOKypoHLUITpanchepas.
KnacnunuM npencTaBHUKOM € IMOXigHI 6apOiTypoBoi KHcaoTH — GapOiTypaTH,
a TaKoX Jiiazernam, kapbamaserid, pudamITiiyH Ta iH.

2. By3bkoro cnekTtpa Aii, TOOTO CTUMYJIIOIOTH TUTBKH OAHY 3 GopM P50 —
apOMaTHYHI TONIIUKIIIYHI BYTIE€BOIHI (METHIXOJAHTPEH, CITiPOHOIAKTOH Ta iH.)
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HAQ®H HAQ® HALH HAL
®ALQ ®ALHZ oAl ®ALH

PMHH2 OMH Yumoxpom bs u“m"x‘}f“ bs
-

Fi J'

2e
R-H R-H
s Ty 4"
o
2 74
R-H i %
R-H 0oz
CrR P
R-OH 6 a 2-it anexTpon
2-
R-OH = R-H /02
N

H20 2 H+
Puc. 16. [TocnimoBHICTh peakiliif riAPOKCHIIOBaHHS CyOCTpaTiB
3a Y4acTIO IIUTOXpOMY Pysq

Inzioimopu MiKpOCOMaTBHOTO OKUCIICHHS 3B'SI3YIOTHCS 3 OLTKOBOIO Yac-
THHOIO ITUTOXPOMY a0 i3 3a1mi30M reMy. BoHM MOAINSAIOTHCS Ha TaKi:

1. O6oportHi:

»  npsamoi 0ii (yajHuii Ta3, AHTHOKCHJIAHTH);

»  Henpsmoi 0ii’ (BIUIMBAIOTH Yepe3 MPOMIXHI MPOIYKTH CBOr0 MeTabo-
Ti3My, 10 YTBOPIOIOTH KOMILIEKCH 3 IIUTOXPOMOM P450) (epuTpomiriu).

2. HeoGopoTHI: ayonypuHO, aMiHA3WH, MPOTeCTEPOH, OpaibHI KOHT-
palenTuBH, TETypaM, pTopyparmi.

OcHoBHI (hakTOpH, 1O BIJIMBAIOTH HA AKTUBHICTH MOHOOKCHUTEHA3HOL
CHCTEMH TI€UIHKH, SKi CIIiJ] BpaXOBYBaTH NPH BHOOPI JO3YBaHHS JIKAPCHKUX
pEeUOBHH:

a) GiK: B IUTSYOMY BIlll Ta y JIITHIX JIIOJIeH aKTUBHICTh (PEPMEHTIB MiK-
POCOMAIILHOTO OKHCIICHHS HIXKUE, HIXK Y JIF0/Iei CepeIHbOTo BiKY;

0) cmamp: JOIJIOBIYI CTATEBl TOPMOHHM iIBUIIYIOTh IIBHIKICTh PEAKIIiH
T1JIPOKCHITIOBAHHS CyOCTpaTiB y MEYiHIl, a )iHOYl CTaTeBl TOPMOHH, HABIAKH,
3HWKYIOTB;
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B) Xapakmep Xapuy8awHsA. TIPH HEAOCTATHROMY HAIXOIDKCHHI O1NIKiB
3 DKero B MEUiHIl 3HIWKYETHCS CHHTE3 (PEPMEHTIB, Ki OepyTh y4acTh y MiKpo-
COMaJbHOMY OKHCJICHHI,

T) BIUIMB JIKAPCLKUX peuosuH i ompym:. NEsKi JKapchKi IpernapaTH
(penobapOitai Ta iHmI GapOiTYpaTH, NesKi aHTUOIO0THKY) € iIHOYKmopamu MiK-
POCOMANBHO20 OKUCIEHHA | TIPUCKOPIOIOTH NPOLECH TiIPOKCHIIIOBAaHHS CyO-
CTpartiB; iHII peYyoBUHHM (YaJHHH Ta3, aMi3wi, JE3HUIPaMill) 3HWKYIOTh IIBUJ-
KICTh MIKPOCOMAJIEHOTO OKHCIICHHS.

PO34INn V. BUNIbHOPAOUKANBbHE OKUCIEHHA

Binbni pagumkanm — 1e BHCOKOPEAKTHBHI MOJIEKYNIH ab0o aTOMH, IO
MalOTh HECTIApEHi CJICKTPOHHU Ha 30BHINIHIN 00OJOHII 1 TOMY MParHyTh HOBEP-
HYTH LIeH eNIeKTPOH BiJl OTOUYIOUMX MOJIEKYJ AJIsl CTBOPEHHS CTa0lIbHOT eNeK-
TpOHHOI mapu. Mosekysia KUCHIO Ma€ JIBa HECTIAPEHUX €JIEKTPOHU Ha 30BHILI-
Hilf opOiTaji, TOMY JUIsl EpEeTBOPEHHSI B HEUTPAIbHY MOJIEKYJy 1 HeoOXiqHO
NPUETHATH YOTUPU €ICKTPOHH.

KuceHb
02 "0:0°

Sk KiHIEBHH MPOAYKT Oi0JOTIYHOTO OKHCIICHHS, KHCEHb JIETKO BiJJHOB-
JIOETHCS IO BOJM, 3aXOILTIOI0YH €JICKTPOHU:

H 2HY e 3 H* @
0p ,L_, cf_\‘ﬁ-_, Ha03 _\va-_,. Hn"é-_,, Hy0
Cynmepoxcun  IlepokcHI  Tigpokcmn Boga
AHIOH-pagmKan  BOTHHO paTHEAT

Y 6i0JIOTIYHHUX CHCTEMaxX 4acTO YTBOPIOKOTHCS MPOAYKTH HEIOBHOTO Bi-
JIHOBJICHHSI KUCHIO, Tak 3BaHi akmuegni popmu xuctio (A®PK). ADOK e necrabi-
JHHAMHU MOJIEKYJIaMHU, 0 1 BU3HAYa€ iX BUCOKI peaKIliifHi BIaCTUBOCTI.

YmeoperHs padukarie BudaneHHsi padukanig
MepBuHHi pagukanu: Oz, NO+, KoQ BigHosntoBayi, COJl, remorno6in, anbbymin
Monekynu, wo yTBOpHOTL pagukanu: |Katanasa, nepokcupgasa, rnyTaTioH-nepokcuaasa,
H202, LOOH, HOCL, Fe?* Liepynionnasmid, eprUTMH, KOMMIIEKCOHM

BropuhHi pagukanu: HO., Le, LO, LO¢ | lNacTku pagukanis
TpeTUHHI paguKanu: pagukanu aHTMOKCK- | AHTUOKCUOAHTM | iHriGiTopu BinbHOpaAMKanbHUX
[aHTIB Ta iH. npoLecis

ITpw 3MiHI yMOB pyHKIIIOHYBaHHSI ANXAJILHOTO JIAHIIOTa (HAPUKIIaM, npu
2inoxcii) B HbOMY TaKOX MOJKJIMBO OJJHOEIEKTPOHHE BiJHOBJICHHS KHCHIO, IO

29



NPU3BOAUTE 10 YTBOPEHHS CyNEepOKCHI-aHIOHY KHcHIO. Lleit pamukan moxe yT-
BOPIOBATHCS 1 TiJ] BIULTHBOM yJIbTPagioIeTOBUX IMPOMEHIB, a TAKOXK IIIIIXOM B3a-
€MO/IiT KUCHIO 3 i0HAMH METaJIiB 3MiHHOI BAJICHTHOCTI (HaiyacTimie i3 3aji3oM).

DiImTIHA AKTHBALIA

: fwv

KuceHe CHHrIeTHHII
KHCEHE
XimigHa akTHBALIIA
Kucenn Cynmepokcnyg

AHIOH-paAIHKAT

Hapemrri, BiH MOke NpOJIYKyBaTHCS Yy KJIITUHaX TaKUMH (pepMEHTaMH,
sIK KcaHTuHOKcuaza abo HA JI®H-okcniaza.

YTBOpPEHHS cynepokcud-anioHy KHACHIO Ma€ BaXKIHBE 0i0JOTiUHE 3Ha-
4yeHHs. BiH € BHCOKO peakmiifHOIO CIIONYKOFO, SIKa BHACTIOK BUCOKOI TiIpoQib-
HOCTi He MOe 3aIHIIaTH KITHHY i HAKONMIYeThCS B IMUTOIUIa3Mi. Moro mepe-
TBOPEHHS NMPU3BOAATH 10 YTBOPEHHS Psly aKTUBHUX OKHCITIOBadiB. BiH 31at-
Hui akTHBYBaTH NO-CHHTa3y, 5ika YTBOPIOE B TKAHWHAX PaJHKal, IO BOJIOJIIE
BJIACTUBOCTSIMHA BTOPUHHOTO MeCEH/XKepa (aKTHBY€E PO3UMHHY T'yaHUIATIHKIA3y,
NponyKT sikoi — y/ M@ — nposiBiisie Ba30JMIaTaTOPHI BIACTUBOCTI). 3 IHIIOTO
00Ky, NepOKCHI-aHIOH 31aTHHI 3HIWKYyBaTth BMicT NO-paaukaia, epeTBOproo-
un fioro B nepokcuniTpur ONOOH (puc. 17).

NO ONOO~
Oxcuma asora IlepokcnuiTpHT
aHioOH

Puc. 17. Mosnekyiu, o yTBOPIOIOTh PaUKaIn

Ilepokcuo 600HI0 € HEWTPAIBLHOIO CIIOJNYKOIO 1 TOMY JIETKO HPOXOAUTH
yepe3 KIITHHHI MeMOpaHu. KoBaneHTHUIT 3B'SI30K MK aTOMaMHU KHCHIO MOXXE
pO3pHUBATHCS MiA BINIMBOM iOHI3YyI0HOTO ab0 ymbTpadiosleTOBOTO BHIIPOMIHIO-
BaHHsI, [IPH CIIOHTAHHii B3aeMOii 3 ioHoM 3amiza Fe’* a6o 3 cymepokcn-aHion
paouxanom (puc. 18).

Paoukan ziopoxcuny (HO') nagzsugaiino peakuiiino spatauii i 3adupae
€JIEKTPOH BiJl MEPIIOi MOJEKYJH, 10 3YCTpiJiacsi; € OCHOBHHUM aKTHBaTOPOM
niepexucHoro okucienns aimigis (ITOJ).
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hv

™\

Hz02 HO' + HO'
Pearuyia Denmona Fol+ Fed*
Hz02 HO" + HO™

Pearuyin Xabepa-Batica of 02

Hz03 ———3% HO"+ HO™
Puc. 18. Peaxuii, B IKUX YTBOPIOETHCS NEPOKCUI BOTHIO

Jlxepesia aKTHBHUX PaJMKAJIiB

1. OcnoBHuM mxepenoM ADK e ouxanvuuit nanyroz mimoxonopii.
Bcei 1 koMmmjiekcu 34aTHI «BTpayaTh» €NEKTPOHU 1 IHAYKYBaTH YTBOPEHHS
AO®K. Haiibinpimoro Macintady el mporec J0CsArae 3a y4acTio KoeH3umy Q.

o : o

HaC CH3 1\1 H3C-0 CHy

HsC R H3C-0 R
CnoNmaNHo o-

KoQ (y6ixiHoH) oy CeMixiHOH

05~
Puc. 19. BigHoBIeHHS Ta OKHCICHHS KOeH3UMY Q

Tak, ciMeHCTBO MITOXOHApianbHUX 6LiKig-po3'conysauie (UCP) Bigirpae
BOXJIMBY pOJIb y MiATpUMaHHI HeoOxinHoro piBHs ADK y kiituHi uepes pery-
JSILIO IIBUJIKOCTI PyXY €JEKTPOHIB Y3J0BX AMXaJIbHOTO JIAHLIOTA. Y Pe3yiib-
TaTi TAKOTO KOHTPOJIIO PyX €JICKTPOHIB 3MIHCHIOETHCS TIJBKH IS [TOTIOBHEHHS
EHepreTHYHuX MmoTped KiIiThHU. | HaBmakw, iHTiIOITOpH OUXanbHUX (EepMEHTIB
a6o AT®-cunTa3u € iHgYKTOpamu yreopeHHs ADK.

2. Jlesika xinbkicte ADK cuHTE3yEThCS 3a yUacTiO MUTOXPOMIB Pysg 1 bs
B CHCTEMi MiKkpocomanbHOro okucieHHs (puc. 20). Lle okucneHHs BigOyBaeTbes
B MeMOpanax EIIP Bcix TkaHWH, KpiM M'Si30BO1, 1 BHKOPHCTOBYETHCSI B CHHTE31
Ta MeTa0oIi3Mi PSAAY PEUOBHH (KOBUYHHX KHCIIOT, CHKO3aHOINIB, XOJIECTEPOIY)
a0o U1l OKHCIJICHHSI PEYOBHH NPH X feTokcudikauii. B oxHii 3 peakuiii BinOy-
BAETHCS CIIOHTAHHA Iepe/iada eJICKTPOHY Ha KHCEHb 1 YTBOPIOETHCS CYIEPOK-
CHJI aHIOH-paJTUKaI.
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Cnonwmanso

CyGerpar
R-H & R-H 8 0 R-H
WL WG gt
Pysg (Fedt) = =, (Pysg (Fe2¥) == . " Pygp (Fedt)
| 3 . &
o SEWY AFHME LT - g
T. _nepeTeopeHHA cyboTpata -7
H,..__:_____ _____..rt'-:.‘
7 2 H*
¥ ¥
IMpoayxr H2°
R-0H

Puc. 20. MixpocomaibHa cHCTeMa OKUCIICHHS CyOCTpaTiB

3. B epurpouuTax OCHOBHHM He(epPMEHTATUBHUM JDKEPEIIOM CYNEepPOK-
CHI-aHIOH pajMKalla € OKUCICHHS reMOTJIo0iHy 32 y4acTIO aToMa 3alii3a remy.
Cam remorto0iH Ipu EOMY IIEPETBOPIOETHCS B METTEMOTIIO0IH:

CrIoHmanHo

Hb-Fel+ = Hb-Fad*

02 o5
4. Tlpu cHOHTaHHIA AWCMYTAIlil JBOX CYMEPOKCHJ aHiOH-paJHUKaiB

MOXKJIMBC YTBOPEHHS CUHTJIETHOI'O KUCHIO i TNEPOKCUAY BOAHIO:
CnoHmasMo

0z" + 07" + 2H* ——————» 102 + Hz02

5. Paoioniz é0ou. Ilpu nii i0HI3YIOYOTO BUIIPOMIHIOBaHHS (HAIIPUKIA],
anb(ha-BUMPOMIHIOBAHHS) MOJICKYJIa BOJM 10HI3YETHCS, BTPAYAIOUd EJICKTPOH.
BuBiIbHEHNIT €EKTPOH MOXKE IPHEIAHATUCS 1O CYCITHBOT MOJIEKYJIH BOJIH.
OG6u/IBi i0HI30BaHi MONEKYJIH BOAM MOXKYTh po3KkiagaTucs Ha ionn H' ta HO™
1 Ha BUIbHI pajiukaiid. Bcl yTBOpeHi YaCTUHKH IIBUIKO PEKOMOIHYIOTHCS OJHA
3 OJIHO0, OTPUMYIOUH 1 BiIJAI0UN CIICKTPOHH:

te H20

* _'l\;;. HO* + Hyo*

H:O:H & H:0:H H:O:H

H

H+ + HO*

6. Mesiki epMeHTH BHACHIIOK KaTajily BHPOOJSIOTH aKTHBHI (OpMHU
kucHio. [Ipu npomy ADK MOKyTh OyTH K LiTBOBUMH MPOAYKTAMHU (HAMpPHU-
knan, it HAJI®-okcunasu, mienonepokcunasu, NO-cuHTa3m), Tak i HOOIYHUME
MIPOJyKTaMH peakiii (MOHOaMiHOKCHa3H, Ji3MJIOKCHIa3d, KCaHTHHOKCHa3a,
LUKJIOKCUTEHAa3H, JIIMOKCUTeHa3n, okcuaasu D- 1 L-amiHOKHCTIOT).
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HAJ]DH-okcudasa nokamizyeTbesl Ha TUIa3MaTHYHIN MeMOpaHi MOHOITH-
TiB 1 TPaHyJONHUTIB 1 Biirpae BaXKIMBY poib Ipu ¢aromurosi. Bona € mynsTu-
KOMITOHCHTHOIO CHCTEMOIO, IO CKJIAJAETHCS 3 6 T€TEPOTeHHUX CYOOIUHHIIb:
IIBOX MeMOpaHHO-3B's13aHUX (gp91, p22) i 4 muro3ompruX (p47, p40, p67, Rac),
AKI i Ji€I0 CTUMYIIATOPIB (akTHBaLis (aromuTiB) 00'enHYIOTECS y pepmeHTa-
THBHHI KoMIuieke, mo rerepye O, . Oxucmoroun HAJI®OH, HAJIOH-okcu-
Jla3a OJHOYACHO IOB'A3y€e Mo3akimiTHHHUN O, 1 BiAHOBIIOE HOTO JO CYNEpOK-
CHJI-aHIOH paJyKala, 10 3abe3neuye OakTepuuIHul edeKT mpu Gparourosi:

HAOQ®H oxcudaia

HAA®H /, /q\ » HAO®D
Oz 05°

H20

HatiBaxxnusimum kommnoHenToM HAJIOH-okcumasu € muToxpom bssg,
IO CKJIANAETHCS 3 TIIKOMPOTeiny — B-cyoomumaumi (gp91l) i a-cybomunumi (p22),
JI0 CKJIaJly TaKoX BXOAMTh 2 remu. C-kiHelp P-cyOOIMHUII Mae CaTu Juis
3B's3yBanns ®AJL i HAJ[OH.

Iopymenns BnactuBocteit HAJI®H-okcuaasn Moxxe OyTH MPHUUKUHOIO
NaToreHe3y AEsSKUX 3aXBOPIOBaHb!

1. Xponiunuit zpanynemamo3s («1utsaunii GpataabHAR XPOHIYHHN TPaHy-
aeMaTo3y; yactota mytanii 1 : 200-250 THc.): reHeTHUHI NedeKTH CyOOTUHUIIb
HAJI®H-okcnmasn mpu3BOIATE O HEMOXKIIHBOCTI PO3BUTKY «IUXAIBHOTO
BHOYXY» JICHKOIIHTIB.

2. JTimgpozpanynemamos (xBopoba X0IKKiHa, 37T0SKICHA TPaHYIHOMA):
3JI05IKICHE 3aXBOPIOBaHHS JIM(}OINHOT TKAHUHHU, XapaKTEPHOIO O3HAKOIO SIKOTO
€ HasSBHICTH TiraHTCHKUX KITHH bepesoBchkoro—lllTepHOepra i iHriOyBaHHS
HAI®H-okcunaszm.

Mienonepoxcudasu — hepMeHTH HEUTPOGIITIB, 10 MAIOTh Y CBOEMY CKJIai
TeM, MICTATBCSI B a3ypO(iIbHUX IPaHyJiax i CEKPETYIOThCS 3 HUX MPU (aromurosi.
YTBOpEHUIi B PEakllii 2inoxX/10pum-ion € CUILHAM OKHCITIOBAYEM, 33 arPECHBHICTIO
nopisasiauM 3 HO™ panukanom. Biu pearye 3 aminorpynamu MeMOpanHux Gif-
KiB OakTepii 3 yTBOpeHHAM xyopaMiHiB. KpiM 1poro, TimoXIOpUT-iOHH 37aTHI
reHepyBaTH TIAPOKCHI-PaIMKAIN B PEaKii 3 CyIIepOKCH/T aHIOHOM.

Cl" + H,0, = 0CI- + Hz20

B3aemonis cynepokcuI aHioHy 1 THOXJIOPHOi KUCIOTH:

09~ 09
H* + OCI- l\-——') »= HO" + CI-

33



Sk TINOXJIOpPHUT-aHIOH, TaK 1 TiIAPOKCHUI-PAIUKAN € CHIBHUMH OKHCIIO-
Bagamu. BoHu 31atHi MoaudikyBaTH OLIKH, HYKJICIHOBI KHCIOTH, iHAYKyBaTH
[TOJI (Ha#GiNbII CHIIPHO «CTPAaXKAAIOTHY IOJIIHEHACHYEeHI MEeMOpaHHI JIIIiIn),
a1l JAHIIOTOBI peakiii MPU3BOAATH JO MHOXXHHHHX IOPYIIEHb MeMOpaH
1 1o 3arn6eni KIiTHH.

NO-cunmasza — e rpyna HAJI®H-3anexxnux i30pepMeHTiB, sKki KaTaii-
3YIOTh CKJIaJIHy 0araTocTyNEeHEBY PeaKilif0 OKUCICHHS apriHiHy 3 YTBOPEHHAM
okcuny azory (NO). BusBneHi HelipoHalbHA, CHIOTENIaTbHA I HHAYIIUOUTHHA
(opMu 1BOTO (hEepMEHTY.

ArTaka THNIOBEX Ta

i M

BusimHeHHA

apaxi GOHOBO1
KMCIIOTH 3
membpanmoro doxpa
KINTHH, YTEOPEHHA
BTOPHHHIX
MeCeHIKePIB

Puc. 21. B3aemonepeTBopeHHs BUILHUX PaIUKaliB i IX OCHOBHI (DyHKIIIi B TKAHUHAX

Oxkcua a30Ty B OpraHiaMi BUKOHYe Oe3itiu pyHKILii: Bij peryssiuii ToHycy
CYJIMH JI0 OaKTEepUIIMIHOTO eeKTy.

“‘I-I3N—{|:H—COO— *HaN— CH— COO—
CH: NO-cunwmaza CH
TH2 u T2 + NO
i i
(I:Hz HAGQ®H HALG® li“.Hz
nH oz H20 i
?=NH2" ?=o
NH2 NH3

Aprigin IMaTpyV.aia

[Ticns yrBopeHHs Monekyna NO mpu B3aeMOJIii 3 CyNepoKCH/I-aHiOH pajii-
KaJIOM MOX€ NEePETBOPIOBATUCS B CUIBHUI OKHUCIIIOBAY HEPOKCUHIMPUM-AHIOH:

07
NO ONOO—
Oxcwg .
azoTa IMeporcaHITPHET

AHIOH
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[lepokcHHITPHT MOKe IHAYKYBaTH TaK 3BaHHUN anonmo3 (3amporpaMoBaHa
3aru0enp KIITHH), a B XOIi CBOTO CIIOHTAaHHOTO PO3MAaAy MEpEeTBOPIOBATHUCT
B TiIPOKCHII-paUKall.

Monoaminookcuoaszu, DAJl-3anexxHull (EepMEHT, pPO3TAIIOBAHWN Ha
30BHIMIHIA MeMOpaHi MITOXOHIpil, OKUCIse OioTeHHI aMiHU (TicTaMiH, cepo-
TOHIH, Jo¢aMiH) 10 BiOIOBITHUX ampAerigiB. Ha 1o peakmito BUTpadaeThCs 10
2 % KHCHIO, SIKUI CIIOXKUBA€EThCA 1 epeTBoproeThesi B HyO,.

2+
R—CHy—NHg ?:oaa?_orf:diaa{u h pAg R_cf,fl
Biorennmii H0 02 Hz0z NH3 Aaegeria

aMin
Oxcuoasu D- u L-aminokuciom J0KaJi3yIOThCS B IEPOKCUCOMAX MEYiHKU
1 HUPOK, MIcTATH (aBiHOBI kopepmeHTn — @A/ (okcunmaza D-aMiHOKHCIOT)
i ®MH (oxcupaza L- amiHOKHCIIOT).

oo Owcudaza 1:00'
H—NH3* D-aminoxucmom, ®AL =0
R—IHz / \\1 —\ R—éHg
. H20 H202 NHg
AMIHOKHCIOTa KeTokucnota

Honiaminokcuoasu, GpepMeHTH EPOKCUCOM TIEHiHKH, KaTalli3yIOTh OKHUC-
JIFOBAJTHHE JIC3aMiHYBaHHS MOMTIaMiHIB (CIIepMiHy, criepMimuHy) 3 yrBopeHEsSM H,0; i
BIIIIICTIICHHSIM aMiHOAIBETiiB. [T00iYHIM MpoayKTOM Tpotiecy € yrBoperts H,0,.

14 1

NH3* CHa—CH2—CH2—CH3 NH3*
Hy—CHy—CHy—NHy* NHzii-CHg—CHg—CHz
10 .8
CHEpM]H
I
Cnep.ufﬂoxcuaﬂm \_, Sc—CH;—CHy
H202
14
NH3* CHa—CH2—CH2—CH3
J:Hz—criz—cug—wuz NH3*
10 5

Cnepmizne

Puc. 22. Y1BOpeHHS MoTiaMiHiB

Kcanmunoxcuoaza — QepMeHT, IO MICTHTb Yy CBOeMYy ckiami DA/,
MonibdeH i 3aniz0, 6epe ydacTs y kaTaboJi3Mi MypuHIB 1 KaTaji3ye peakxmii me-
PETBOpPEHHS TIMOKCAHTHHY i KCAHTHHY B CE€UOBY KUCIIOTY. B aepoOHUX ymMoBax
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(epMeHT BUKOPUCTOBYE sK akuentop enekrpoHiB HAJI 3 yrBoperrsm HAJIH.
YTBOpeHnit kcaHTHHOKCHIa3010 H,O, CTaHOBHUTH ICTOTHY YacTKy B 3aralibHIi
Maci aKTUBHUX (OPM KHCHIO KIIITHHH.

AM® Mo
1 I
] | . .
y Tinoxcia ' T'inokcia
Keanmun- Kcanmuw-
oucudlal, oA oxkcudaia, AL
; ; ‘r’;\ it NH ; ; oéi\ﬂ
TinokcasTHH KeanTun C‘fzwm Kucioma

Puc. 23. [lepeTBOpeHHs TIIOKCAHTUHY i KCAHTUHY B CEYOBY KHUCIIOTY

Jlizun-okcuoasa € 6IIKOM, IO MICTUTE Midb, KOpepMeHTOM BUCTyTIaE PA/].
@DepMeHT Tpaiioe B MDKKIITHHHOMY CEPEIOBHINI i HEOOXITHUHA U CHHTE3Y
¢i0pmn konareHy. BiH OKHCIs€ 3aUIIKA JT3HHY B OITKOBOMY JIaHITIO31 KOJa-
TeHY JI0 aubACTiMHUX TPy (ani3un), i Aaji 3a0e31euy€eThCsl KOBAJICHTHE "31IU-
BaHHA" MOJIEKYJI KOJIareHy MiK COOO0I0 1 YTBOPEHHSI MIIIHUX HEPO3YMHHHX (Pi0-
put konareny. J{ist mboro mporiecy nyke HeoOXinuuit eimamin C (ackopOiHOBa
kucioTa). [lepokcu BOAHIO € MOOIYHUM MPOTYKTOM MPOIIECY:

0 o)
‘,,JH H—gm /H HJ'-&u
P
:2 Jlizmaokcuaasa, Cu?*, oaj :2
2 > 2
Ha £ € % X Hy
Hp HO 02 H202 NH3 R
NH3‘
Jizan Amizanr

Jlinoxcuzenasu — 3a1i30BMICHI (PepMEHTH, 1110 JOJAIOTH JBa aTOMH KHUCHIO
JI0 TIOJTIHCHACHYCHHX JKHUPHUX KUCIOT. [IpoaykToM peakiii € zidponepokcuod
JHCUPHOT Kuca0mu, SIKUHA y MOAANIbIIOMY BUKOPUCTOBYETBCS Ul CUHTE3Y JeH-
KOTpi€HIB, HABAXKJIMBILIMX PETYJISATOPIB aKTHBHOCTI JIEHKOLNTIB:

5
—_ — COOH  5_Tinokcnrenasa
— — 20 ;

" 14 0,

ApaxiIoHOBa KHCJI0TA Tigporep oKcHeNKO30TeTPAEHOEA
KHMCI0Ta

Luxnookcueenasu NPUEAHYIOTH 10 TIOJIHEHACHYEHHUX >KUPHHUX KHCIIOT
YOTHPH aTOMH KHCHIO 3 yTBOpeHHIM npocrariaananHis G (PGG), ski iayTs Ha
YTBOPEHHS IHIIMX IPOCTArJIaHIMHIB, MPOCTALMKIIHY i TpoMOokcaHiB. Tpom-
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OOKcaHM, IO MAlOTh IMOTY)KHUH BIUTMB Ha BIACTHBOCTI TPOMOOIUTIB i MiKpoO-
MUPKYIBALIIO, TaK 1 3aIUIIAIOTHCS TiAPOIEPEKUCAMH.

TakuMm 9WHOM, y TIPOIECi JKUTTS KIITHHH BiIOyBaeThcs (OpPMyBaHHS
Benukoro posMaitTrs ADK, mo BoOifOTE K pyHHIBHOIO Ji€l0, TaK i MalOTh
KOpHCHE (QYHKITIOHANBHE HAaBaHTaXeHHs (maba. 1).

Tabuuus 1

AKTHBHI ()OPMH KHCHIO B OPTraHi3Mi JTIOAMHH

30ymkeHa i MyTareHHa (hopMa KMCHIO, TeHepYETbCs Mpu MOTu-

CUHIMETHMIA kncers | 102 ' LS .
HaHHi eHeprii pagiauii abo coHsyHoro cBiTNa
. DOPMYETLCA, KONMW KNCEHDb BiGHOBMIOETLCS NMPY NEPEHECEHH] OAHOMO
Cynepokcuz aHioH . y .
SOMKAT Oz~ |enekTpoHa Ha WOro 30BHiLHK 060M0HKY. OCHOBHE [Xepeno —|
P [aMXanbHUA NaHLOT eNEeKTPOHIB. PyiHiBHa aKTUBHICTb HEBenvka
Haibinblu akTMBHUA KUCHEBMIA pagukan, Lo pearye 3 GinbLLUicTio
iomonekyn.
lppokcun pagukan | HO® € ocHOBHMM areHTOM, sIKWIA YLLKOKye Npu pagiobionoriyHomy
YpaXeHHi BCi TUMW MakpOMOIEKyn: BYIIEBOAM, HYKMEIHOBI KUCOTH
(BMHUKHEHHS MyTaLiin), ninigw, 6inku
CrabinbHa akTBHa dopma KucHI0. Jlerko NpoHUKae Yepes KNiTuHHI
MemOpaHK. YTBOPIOETLCS B KIITUHI 3a y4acTio hepMeHTiB okcuda3.
lMepokeua BOLHIO H20: |, HaBnaku, nepokcaasn BUKOPUCTOBYHOTb NEPOKCUA BOAHIO SIK OAMH
i3 cybcTpaTiB y peakLisix OKUCTEHHS.
€ OCHOBHUM [)XEPENOM AyXe arpecuBHOTO rigpoKCcUn pagukana
. , YTBOpIOETLCS Y NpoLeci MOJT (KUPHUX KUCTOT) i € AOr0 MPOMIXHIM
NlinonepokcugHui | : L
" L-O0 |metabonitom. bepe akTuBHy yyacTb y po3ranmyXeHHi i po3BUTKY
P npouecy MOJ1
. € kiHuesum npogyktom MOJT (xupHux kuenot). Mpu neBHUX BNnMBaX,
Ninonepokeug L-OOH HeE poay Orp - T
30aTHUA 3HOBY NEPETBOPHOBATICSA B paamkanbHy hopmy
' CexpetyeTbest noniMopdoHykneapamu B ¢haromiaocomn sik FoNoBHMiA
lnoxnopHa kucrnota| HOCI peTy; , PeporyKreap Cb
DaKTepULMAHNIA areHT.
[inoxnoput aHioH OCI- |Moxe npoxoauTh Kpisb MemOpaHu i pobuTi BHECOK B PO3BUTOK|
3ananbHNX YLIKOMKEHb
la3ononiBHMit paaukan, YTBOPIOETLCA 3 apriHiHy. Voro cuHtes
CTUMYMIOETLCS LIUTOKIHAMU, (DAKTOPOM HEKPO3Y MyXnMHW, iHTEp-
OKCMHITPUT aHioH NO neiikiHy Ta isnyHumMmu BnpaBamu. 3rigHO 3 OfHIE 3 (yHKLN
(okeup asory) Ha3nBaeTbCA eHAomerianbHUM PO3CiabiodumM aKkmopom.
SHIKEHHS Oro NPOLYKLT 3HWKYE MIKPOGIOUMAHY | MPOTUMYXITMHHY|
AKTUBHICTb Makpodaris
. YTBOPIOETLCS B peaKLii OKCUAy asoTy Ta CynepoKcug aHioHy.
[MepoKCuHITPUT _ y
aHiOH ONOO-(3gaTHuit NOLIKOAXYBATY LLMPOKE KONO peyqoBuH, Brtovaoun JHK

i 6inkw. Bepe yyacTb B npoLieci anonToay.
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Iepexucue oxkucaenns Jgimiais (ILOJI)

MHOJI — e BimpHOpaAWKaNbHI JAHIIOTOBI peakiii, mo 3a0e3nedyroTh
BiITBOPCHHS BUIFHUX PAJMKAIIB, SKi iHIIOIOTh YTBOPEHHS IHIINX PaIUKaliB.
Peaxmii I[TOJI mocriitHO BinOyBaroThCA B OpraHi3Mi, TaKOX AK 1 peakmii yTBo-
penns ADOK (puc. 24).

OcHnoeni pynxuii ADK:

1. InpykytoTs anonTo3. Y mpoueci [10J] okucIO0THCS SIK BiIbHI XKUPHI
KHCJIOTH, Tak 1 y ckiaai ¢ochomimigiB Ta INIIKOJIMIAIB KIITHHHIUX MeMOpaH
3aJIMIIKY TOJIIHEHACHYCHUX JKUPHHUX KHCIIOT;

2. PerymoloTh CTpyKTYpy KIITHHHUX MeMOpaH i THM caMuM 3a0e3re-
4yI0Th ()YHKI[IOHYBaHHS I0HHUX KaHaJiB, pEleNTOpiB, (epMEHTHHX CUCTEM.

3. 3a0e3neuyIoTh 3BUIbHEHHS 3 MEMOPaHHU apaxiJIOHOBOI KHUCIIOTH, 3 SIKOT
CHHTE3YIOThCS O10perynsaTopH (IIPOCTariIaHIMHNA, TPOMOOKCAHH, JICHKOTPIEHN).

4. BepyTh y4acTh y TpaHc(opMarii CHTHAIIB i3 30BHIITHBOTO 1 BHYTPIII-
HBOTO CePEeIOBHILA OpPraHi3My, 3a0e3MeuyroUH iX BHYTPIIIHBOKIITHHHY Nepenady.

5. bepyTh y4acTh y KIITHHHOMY IMYHITETi 1 paronnTosi.

s HAL®H+H®
e _-on
0, =
o Fe Uuroxpom P,q,
2
HO3 HO*
? ll‘ 2panix B
ADK MIRPOCOM, MiTOXORTDiH T3 B
o-c/VVVWA LRI TOORCR
1 vH

0®® \‘N\= =K A—
Pamman KK 77 \ ROOH

(R)
Bimm, ° ek TAPoneposcua KK
HyK1einosi [ —— Anserim Ta 1
KIHCIOTH, MicTaTs NH2 N\ V/ KeTOHH
BYTJAeBOAH P an XK (R')
Muddosi

OCHOBIL
Puc. 24. KopoTka cxema MepeKnCHOr0 OKHUCICHHS JIilTiIiB

Cragii nepeKnCcHOro OKMCJIeHHs JimigiB
1. Iniyiayia. IHiNiIOE peakiiito HAWYACTIIIE CIOPOKCUNLHUL PAOUKA, IKUI
3abupae BoneHb Big CH,-rpyn HeHacHYCHO! XHPHOI KHCIOTH L, mo mpusso-
JUTH 10 YTBOPEHHS JIMiTHOTO paguKaity Le:
L++OH — Le
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2. Po3sumok nanytoza (enouzayis) BinOyBaeThCS TIPH TPUEAHAHHI KHUCHIO,
B PE3YIbTaTi YOTO YTBOPIOETHCS nepokcuonuu paouxar LOOe abo nepoxcuo
ninioy LOOH:

Le + O, — LOO-
LOO+ + LH — LOOH + LRe

3. Obpue nanytoza. PO3BUTOK JIAHITIOTa MOXE 3YITUHATHCS TIPH B3a€EMOIi1
BUIBHUX paJHKaliB MK co0010 a00 3 pi3HMMH aHTHOKCHJIAHTaMH, SKi BIJIAI0Th
€JIEKTPOHU, TIEPETBOPIOIOYHCH NIPH [IbOMY B CTaOUIbHY OKUCIIEHY (opMmy.

LOO* +Les — LOOH + LH
Le+ Bitamin E — LH + Biramin E*
Biramin E¢ + Le — LH + Bitamin E (oxuci.)

IIpoayKkTn nepeKnucHOro OKUCJIeHHs JinigiB
IHepsunnumu npodykmamu I1OJI € zioponepexucu sHcuprux Kuciom, siKi
i JIAI0THCS MOJANBIIOMY PO3IIaay 3 YTBOPEHHSIM émopunnux npodykmie I10J1
(pi3Hi CIMPTH, KETOHM, aTbAETIAHN 1 AiabICTIIH, EMOKCHIM T4 1HIII CIIONTYKH).
Haii6inpim peakuifHOCIpOMOKHIAM cepell BTOpHHHUX poxyKTiB [1OJ] €
manonosut dianvoecio (MAA), sikuit 31aTHUI YTBOPIOBATH KOBAJCHTHI 3B'S3KH
3 NH,-rpynamu OLIIKiB Ta iHIIHMX MOJICKYI 3 YTBOPEHHsM I PoBrX 0CHOB (puc. 25).

- == COOH

IMoainenacHYeHA AHNPHA KHCI0TA

[ .

O—0 H
_— = . - - COOH
JlimomepoRcILTBHEI pa irEasT
¥
D_
o - — - .- COOH

EHJDI‘IEpERIIC ;l:ll'plll:l-l' EICTTOTH

e

- . ; W

e M2 ; Hzo™ " ~~---COOH
i
p—o—CHz—C_
Mamomosimi giaremeria (MIA)
Puc. 25. Cxema peaxiiiif yTBOPEHHS MaJIOHOBOTO JiajIbIeriay

MUA, mro yrBoproetscst ipu [1OJI, 3naTauit pearysatu 3 £-NH,-rpynamn

ni3uHy 260 N-KIHIIeBUMH aMiHOKHCIOoTaMu OuKiB, 3 NH,-rpymamu docomimiais i

riiko3amiHiB. MJIA dopmye MiCTKHM BCepeauHi MOJNEKYI i MK HUMH 3 yTBO-
pennsM mugdooi ocHoH (puc. 26).
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ML o
o c—cuz—c o

T )
TF

2
|
NH3* N N
2H20 Nc—cHp—cZ
Jlizun H ’ H
{y ck100i iaka) Mnddosi ocuosn

Puc. 26. Pons MJIA B yTBOpEHHI 3IIMBaHHS MiX OiIKaMH

[Micns oxucHOT ataku B OLTKax 3'IBIAIOTHCS MOIEPEUHI 3IIUBAHHSI BCe-
penuHi OHIET MOTIEKYIH, MK Pi3HUMHE OLTKaMu, MK OlTKaMu 1 ¢ocdoimgaMu
(puc. 27). Yepes 1ie akTUBHICTh (pepMEHTATHBHUX OLNKIB 3MIHIOETHCS, MOMKIIH-
BOCTi CTPYKTYPHHX i CKOPOUYBILHUX OLNKIB 3HIKYIOTHCS, KaHAJIOYTBOPIOIOUi
Oimkn MeMOpaHu AeOpMYIOThCS i MPOHUKHICTE MEMOpaH 3pOCTaE, JKUTTEZNAT-
HICTh 1 ()YHKIIOHYBaHHS KIITHHU 3MEHIIYIOThCs. [losiBa B MeMOpaHax Takux
MOMIKO/KEHUX TUISTHOK IMPU3BOIUTH JI0 BUXOAY HAa30BHI BMICTY SIK CaMUX KIli-
THH, TaK i IX opraHer.

o
::}c—cmz—cfH
& °!! MIA "2T-°$=—R1
> 4 — HE—0X—,
2
Hp GHa—CHz—0—(F)—0—CH,
H2 NH3*
14 "z
NHA* PochoaHTHIETAHOTAMIH
oyt MeMOpaHH
Jlizue
(v ck1adl 6inKa)
o 2Hp0
/HN&CH—EM
iﬁz ”20-0&—'?1
:2 H -o%c-az
2
iﬂz ?Hz—CHz-O—-®-—O— Ha
N
o
C—CHy—CT

Puc. 27. Pons MJIA B yTBopeHHi 31mMBaHHs Mix Oinkamu Ta pocdomimigamu
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IIpu B3aemonii MJIA 3 amiHorpymamu (ocQomimiaiB yTBOPIOIOTHCS
kinnesi npoaykt [10J] — wughghosi ocnosu. Ilpukiamom X CIOIYK € MrMEHT
ninogycyun, Mo 3'SIBIETECA HA 000IOHII OKa, mKipi 3 BikoM. JlimodycuH €
CYMIMI JMifAiB i OIKIB, OB'A3aHUX MK COOO0IO MTOTIEPEKOBIMH KOBaJICHTHUMH
3B'SI3KaMU 1 JICHATYPOBAaHUMHU IIiJ] JTi€f0 XIMIYHO aKTUBHHUX PEUOBHH IPOIYKTIB
[TOJI. Le#t mirMeHT parouutyeThest, alie He TiAPOIi3yeThes (hepMEHTaMH JTi30COM,
TOMY HaKOIIMYYETHCS B KINITUHAX, TOPYIIYIOUHX 1X (QYHKIIIO.

HerarueHi Hacainkn akruBanii I10JI

1. IIpn nomkomKeHHi JliniiHOTO Oinrapy MeMOpaH B KJIITHHU NPOHUKAE
BOJIa, 10HU HATPiI0, KaJIBIIiIO, 10 MPU3BOJIUTH 10 HAaOyXaHHS KIITHH, OpTraHes
11X pyliHyBaHHSI.

2. [lepeauacHe cTapiHHA KIITHH 1 Opra”i3My B IIJIOMY.

3. B3zaemoist BucokopeakTuBHHUX NpoayKTiB [10JI 3 amiHOTpymamu OiIKiB
3 YTBOPEHHAM MHUPPOBUX OCHOB.

4. 3MiHa TUIMHHOCT1 MeMOpaH 3 MOPYIICHHSAM TPAHCIIOPTHOT (PYHKIIi.

5. IopymieHHst aKTUBHOCTI MEMOpPaHO3B's13aHUX (DEPMEHTIB, PEIeTITOPIB.

BinbHi pagukanu B naToreHesi pisHux 3aXpopoBaHb

VY pasi aii BenmuKuX KOHIEHTpalliil ek3orenanx ADK abo HammipHOI mpo-
nykuil enporeHanx ADK BHHUKAE CTaH, 1110 MAa€ Ha3BY OKUCTIO8AbHUIL CHIpEC.

Pi3Hi cTumynu, Taki sK 10HI3ylo4a pajiamisi, 3amajeHHs, TPOMHCIIOBI
1 HIOOYTOBI TOKCHMHH, IiJBUIICHA a00 3HW)KEHA KOHIICHTPAI[iS KUCHIO, aKTHBY-
I0Th MPOLIECH YTBOPEHHSI BIJIbHUX PaJIMKaIiB.

T'omoBHOKO 0COONMBICTIO paTuKaTFHUX (POPM KHCHIO € X 3IaTHICTH Mpak-
TUYHO MHUTTEBO pearyBaTH 3 MOJICKYJIaMH, [0 KOHTAKTYIOTh 3 HUMH. Y IIbOMY
BUTIAJIKY BOHH iHILIFOFOTH MPOIECH OKHUCICHHS 0€3MOCePEIHhO B MICIIIX CBOTO
YTBOPEHHS — MITOXOHIPISAX, UTOIIa3MaTHYHI MemOpaHni, memOpanax EITP.
[1ig BruIMBOM BITBHUX pamuKaliB BiIOYBa€ThCSI OKUCICHHSI MOJIEKYI — SIIEPHOL
ta mitoxouapiansHOi JIHK, PHK, 6inkiB, ¢pocdomimiaiB i riaiko3amMiHOTIIIKaHIB,
TOOTO BiJIOYBAIOTBCS NEPBUHHI MEXAHIZMU OKUCHO20 CMPECY.

3axBopIoBaHHS, 110 CYNPOBOKYIOThCsl akTuBaicro [OJI:

1. Atepockiepos Ta iHII ceplueBO-CyINHHI 3aXBOPIOBAHHS.

2. HeiiponereHepaTUBHI 3aXBOPIOBAHHS [IEHTPaIbHOI HEPBOBOT CUCTEMH
(6iurnit amioTpodiunuii ckiepos, xBopoda I'eHTinrTona, xsopoba [lapkincona,
xBOpoba AublreiiMepa, eminerncis, aenpecii, poscistauii ckiepos) (puc. 28).

3. 3ananpHi npouecu Oyab-1KOro renesy (apTpur; (iaeditn).

4. Muctpodis m's3iB (xBopoba [lromieHa).

5. OHKOJIOTI4YHI 3aXBOPIOBAHHS.

6. PamianiiiHi ypaxeHHs.

7. liabet, MeTabOMiYHIA CUHIPOM.

8. bponxonerenesi natosorii (XO3JI, 6poHxianbHa acTMa).
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ﬂ] ALS

Puc. 28. Posnb JITTE MiTOXOHAPI#H Y pO3BUTKY HEWPOAereHepAaTUBHUX 3aXBOPIOBAHb:
PD — xBopo6a ITapkincona; ALS — xBopoba 60k0BOT0 aMioTpo(iuHOTO CKIEPO3Yy;
HD — xBopoba 'enrinrrona; AD — xBopoba Anbureiimepa

PO34i1 Vi. AHTUOKCUOAHTHA CUCTEMA

OpraHi3M Mae MOTYKHUH aHTHOKCHJAHTHHH 3aXHUCT, IO CKJIQJAETHCS
3 JIBOX PIiBHIB:

A. ®epMeHTATHBHHUI (BiOYBacThCsl BIHOBJICHHS! MPOAYKTIB MEPEKUC-
HOT'O OKMCJICHHS 1 1X JIIKBiJallisi 32 JONOMOroto (hepMeHTiB).

1. Cynepoxcuooucmymasza (COJ) (K.®.1.15.1.1.) — cymepcimMencTBO
(hepMeHTIB, 1110 TEPETBOPIOIOTH CYNMEPOKCHI-aHIOH KMCHIO B MEHII PeaKIliiHoO-
3naTHUi 1 61npm rigpodobHuit nepokcun Boanto H,O,. COJI npucyTHs y Beix
aepoOHMX OpraHi3Max.

VY mronuHM 3HalaeHo ABi GopMHu GepMeHTy:

® IMTO30JbHA 1 TIO3aKIIITHHHA, IKi MAalOTh METAIH MiJi i IIHHKY;,

® MITOXOH/piaJIbHUH i30()epMeHT, 10 MoTpedye I0HN MapraHIfio:

Cynepoxcud-

05° + Oz + 2H* ducMymasa » Oy + Hy0

Bci popmu COJI aucmyTyrors O, 3a JOTIOMOTOIO «1iHe-NOH2» MEXAHI3MY,
110 TOJISAITAa€ B HACTYITHOMY. MeTai 31 3MIHHOIO BaJICHTHICTIO, IO 3HAXOANUTHCS
B IIPOCTETUYHIH IpyIli aKTUBHOTO LEHTPY (PEPMEHTY, BiTHOBIIOETHCS CYNEPOK-
cumunmu pagukanamu (0,7) 3 yrBopernsm O,. Jlani MeTan npocTeTUYHOI rpynu
(epMeHTy HerailHO OKHCIIOEThCS iHIOW Monekynow O,”, yrBoprowun H,0,.
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[lepokcua BOIHIO TIOTIM MOKe OyTH BiIHOBIICHHUH MiJ [i€fo KaTanaszu abo Tiry-
TaTIOHIEPOKCHIA3H.

2. Kamanaza, BHyTPIITHBOKIITHHHUIN (PEpPMEHT, 1[0 MICTUTH T€M, MIPH-
CYTHill B IepoKcHcoMax BCiX KIITHH JIOJUHH i Ma€ HaJ3BHYAIHO BHCOKY MO-
JeKYJSIpHY aKTHBHICTh. B epUTpomnmTax BOHA 3HAXOMUTHCS B IUTOILIA3MI i 3a-
XHIIA€ TeEMOTIO0IH Bil OKACIIEHHS.

3. Tnymamionneporcuoasza (I'TI0) — cimeiicTBO (pepMeHTiB, IO Mic-
TUTH reM, 3HemKOKYI0Th H,0,. Bonoairouu B 1000 pa3siB OiNbIiow cropigHe-
HICTIO IO MEPOKCHIY BOJHIO, HIXK KaTaja3a, pepMeHT eheKTHBHUI HaBIiTh NpU
HHU3bKHMX KOHIIEHTpauisx. Po3pi3usors cenenosi i HeceneHoBi I'TIO. Ocobnu-
BICTIO CeICHOBUX 2/IYMAMIOHNEPOKCUOA3 € HASBHICTH B aKTUBHOMY IICHTpI
(dbepMeHTy cenenoyucmeiny, TOOTO TaKOTO IUCTEIHY, B SKOMY Cipka 3aMiHCHA
Ha ceneH (puc. 29).

Sk BigHoBHUK 11t H,0, hepMeHT BUKOPHCTOBYE TPUIICTITH 2Ty amion,
[0 CKJIAAETHCS 3 Y-TUIyTaMiHOBOI KHCIIOTH, HUCTEIHY 1 TminuHy. OKHUCIeHHH
Y pe3yIbTaTi peakilii TIAYTaTiOH BiTHOBIIOETHCS 21YMamMioHpeOyKma3oio.

Frmymam ion-
nepoxcudasza

L N

Myrarion—S

H202 2 H20O

2 NyrvaTnions—SH
Myvari on—-S

MymamiomM-
pedyxma3sa

HADS® HAO®H+H*

Puc. 29. Mexani3Mm Aii TITyTaTiOHNIEPOKCHIA3H Ta TIIyTaTiIOHPEIYKTa3H

4. I'nymamion-S-mpancghepasza 3abe3nedye KOH'TOTAIIO BiIHOBICHOTO
riayTaTtiony 3a ydactio ioro SH-rpymu 3 peuosunamu (puc. 30). IcHyoTs TpH
BU/IN (DEPMEHTY — IUTO30JIBHUHN, MITOXOH/IPiaIbHAN 1 MIKpPOCOMAJIbHUH. Y ccaB-
IiB 1UTO30/IbHA opma cTaHOBUTH 10 10 % Bcix OinkiB muToazmMu. MimeHHIO
(depmenty € nepoxcunu dinifis (ane He H,O,) 1 pi3Hi KCEHOOIOTHKH.
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Tigponmepexmuc xupHoI kucaoTa (L-OOH)
2 Myraron-SH

Mmymamion S-mpancrepasza
Fayran >n—tl‘:

H20 Fyratiow—-S

HO

~ — = J— =
- -
-~ -

Tizpoxcucnoayka xupaoi kucaordl—OH)
Puc. 30. Mexani3m aii riryrarion-S-tpancdepasu

AHTHOKCHIAHTHI 01JIKH

5. Tiopeookcunu — 1e CiMECTBO HEBENUKHUX OLIKIB, IO MICTATH PO3-
TamoBaHi nopyd 3amumku uucreiny (-Lluc-I'nmi-IIpo-Iluc-). BinnocHo auTm-
OKCHAAHTHOTO 3aXHMCTy, iX (YHKIiS mojiOHa OO TIyTaTioHy. 3a JONOMOTOI0

SH-rpyn TiopeOKCHHN BUKOHYIOTh HACTYIHI (DYHKIIT:

v’ Bionoenenns axmuenocmi Oesxux ¢pepmenmis. Hampuknan, nepok-
CUpedoKCUHY € aHTHOKCHIAHTHUMH (pepMEeHTaMH, II0 KOHTPOJIIOIOTH PiBEHb
LUTOKIH-1HyKOBaHNX MEPOKCUIB, 0 OEpyTh ydacTh I Tepenadi KIITHHHUX
curHaniB (puc. 31). B aktuBHOMY LeHTpi (epMeHTy 3HaxomsaTbest SH-rpynu

IUCTEiHY, SKi OKHCIIOIOThCS 10 R-SOH.
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Puc. 31. Cxema MexaHi3My i HEpOKCHPETOKCHHIB



v Kogaxmop pedykmas, sxi BAKOPHCTOBYIOTLCS TIPU CUHTE31 J€30KCH-
pUOOHYKICOTH B Ta pH akTHBaLii BiTaminy K.

v’ Bionoenenns oucynvionux 36'a3xie y 6iikax.

v 3MiHIOE cmyninb OKUCKeHHA CUSHANbHUX OINKI6 KIITAHHUX TPOLECIB,
SIK HampuKiIa:, pepmenty apoptosis signal-regulating kinase 1 (ASK-1), sikuii
MIPUTHIYYE allONTO3 i CTUMYITIOE KIIITHHHAHN PICT.

V' Yuacme 6 ymeopenni mupeoionux 2opmonié y CKiaji OiIKa THPEO-
ro0yminy min aiero hepmenty mupeonepoxcudasu (puc. 32).

HJ
2 H20 / ‘_/\ H202

J2 Tupeonepoxcudaza HJ

FH2 H2
== -HN"C“'\ﬁ,,.. rHN"’CH\ﬁ;:
(o] o
TupoauH B loaTnposuH
Vv cxyIadi THpeoraodvaiaa Vv cKJIadi THpeoraodviiHa

Puc. 32. Yyactb THPEOpPEJOKCHHY B yTBOPEHHI TUPEOITHIX TOPMOHIB

6. Memanomioneinu — HeBenuki, Oarati Ha mucteid (mo 30 % cxmany)
OimKkHM, 3MaTHI 3B'S3yBaTH 10HH METaliB 3MiHHOi BAJICHTHOCTI, Taki SK 3ali3o0,
[OWHK 1 MiIb, BaXKKi MeTanu (HapHUKIAL, KaaMiil 1 pTyTh). ¥ pe3yibTaTi Aii Iux
O1NIKIB MeTaJIH, SIK1 31aTHI BilIaBaTH eNEKTPOHH, "BUXOIATh 3 TpH".

Jlakmonepoxcudasa — TIIKONPOTEiH, SKUH MICHTh T'eM, BHSBISETHCS
B MOJIOI, CJIMHI, CTI3HIN piAKHI, HA CIU30BUX OOOJIOHKAX MUXAJIbHUX NUIAXIB.
Ii ¢pynxmiero € Buxopuctanas H,O, mis yropenns einomioyianama (OSCN),
o Bojiofie Gakrepioctatnunow miero. Cy6erpar peakiii mioyianam (SCN')
B OpraHi3Mi HE YTBOPIOETHCS, a HAIXOJUTh 3 POCIMHHOIO DKero (pimyacTa muody-
JIs1, KaOauKM, TIPUHIIS).
JMaxmo-
nepoKcudala

SCN— + Hz02 » OSCN— + Hz0

7. lHon OUTKM BHSBISIOTh aHTUOKCHUIAHTHY aKTHUBHICTH 3aBISKU 31aT-
HOCTI 3B'3yBaTH i0HU 3ai3a i 3anobiratu peakyii @enmona (puc. 33). Hanpuknan,
yepynonnazmin — aHTHOKCUJIAaHTHUH (PepMEHT IUIa3MH KpoBi, MicTUTh 6—8 10HIB
mizi (II) i oxucmoe ionn Fe®* 1o Fe** Ges yTBOpeHHs riApoKCHI-pauKala, 1o
JTO3BOJISIE 3aiTi3y 3B'I3yBaTUCS 3 OUTKOM mpancgepunom. llepynornasmin 3a-
Oe3mneuye piBHOBAary MiX JCITOHYBAaHHSAM i BUKOPUCTAHHSAM 3aii3a i IMepenIKo-
JoKae iHimiamnii BTbHOpaIUKaIbHUX TPOIIECIB.
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(Oepwmn Imummaw Kpos

| ®e
PUTHH |
Fed* Tpanceheput

|
Tpaucdepun Fed+

Fed+ Fe2+ Fed+
LUepynonnaamin Uepynonnaamin
|
Cu?* Cu*

Puc. 33. Oxucnenns ionis Fe?* o Fe** i €10 TePyIIOTIIa3MiHy

B. HepepMmeHTATHBHI aHTHOKCHIAHTH — L€ CIOIYKH, III0 MalOTh aTOM
BOJTHIO, 3B'A30K SIKOTO 3 aTOMOM BYTJICLIIO B iX CTPYKTypi Habararo ciaOKimuii,
Hixk 3B'130Kk C-H B Mojexymi, HanpuKiIaz, MojiHEHACHICHNUX KUPHUX KUCIIOT.
OCKiJIbKHM pO3pUB 3B'SI3Ky B MOJIEKYJIi aHTHOKCHUAAHTY BUMAarae MeHIIIe eHepril,
TO BOHHU JIETIIIE i MIBUALIE B3aEMOAIIOTh 3 BUIbHUMU panukanamu. Cam aHTHOK-
CHJIaHT TIPH [JbOMY NIEPEXO/IUTh Y paliKallbHy (opMy, ajie BOHA XIMIYHO iHEpTHA,
OCKIJIbKY B3a€MO/Iisl 3 MOJIEKYJIOIO )KUPHOT KUCJIOTH ISl HEl €HepreTHYHO HEBU-
rizHa. MiMoBipHille B3aeMOIisi IIbOTO pajiKaa 3 iHIIMMH BiTbHUMH PaIHKaIaMH.

Linmit psin pedoBHH MOXKYTh BHCTYNATH B POJII «IACTOK» BUIBHUX Pay-
KaJiB — 11e 0eH30iHa i cedyoBa KHCJIOTH, OiTipydiH, OiodraBoHoimM, 0qHO-
i 6araToaToMui cnMpTH, MeJaTOHiH, ecTPOreHH. IX XimiuHa CTpyKTypa
JIO3BOJISIE CTIOHTAHHO BiTHOBIIOBATH aKTUBHI (JOPMH KHCHIO 1 ITOTIM X Manoak-
TUBHI paguKaibHi popMu a0 B3aEMOMIOTH MK c000F0, a00 METa0OMI3YIOThCS,
a00 HEWTpaTi3yIOTHCS CHIPaBXXHIMH aHTHOKCHIaHTaMH.

IMpouecu, 110 MPOTIKAIOTH 0 MOMEHTY YTBOPEHHS TiNOXJIOPUT-aHIOHY
a00 TiIPOKCHII-paKKaa, JOKaIi30BaHi B IIUTOILIA3MI I KOHTPOJIOIOTHCS IIUTO-
Iu1a3MaTuyHUMU (epMeHTaMu abo MPUPOJHMUMHU BOJOPO3YMHHUMH aHTHOKCH-
JaHTamu. Hanpukiaza, TaypuH 31aTHUI 3B'SI3yBaTH TiNOXJIOPUT-aHIOH Y (OpMi
XJIOPaMiHOBOT'O KOMIUIEKCY, JUIENTHI KAPHO3UH 1 H0T0 MOXIiIHI HEHTpaTi3yloTh
T1IPOKCUIT-PaIUKAI, a TaKi CIIOJIYKH, SIK O1TOK KpOBi pepUTHH, 3B'SI3yIOTh 3aI1i30.

Ilpupoonumu anmuoxkcuoanmamu € tokodepon (siramin E), kaporn-
HOTIHM 1 peTHHOJI (BiTaMiH A), ackopOiHOBa KHCIIOTa, JIMOEBA KUCIOTA.

Bimamin E (o-Toxodeporn) — HaWOUIBII MOIIMPEHUH aHTUOKCHIAHT
y IPHPOIi, € TMO(pIIEHOI MOJIEKYJIOI0, 3IaTHOIO IHAKTUBYBATH BUIbHI paiuKaiIn
6e3rnocepeHbO B TrigpooOHOMY miapi MeMOpaH 1 TakMM YMHOM 3aroliraTté
po3eutky nanirora [1OJI. Po3pizHstoTe 8 TumiB TokodepoiB, are o-Tokodhepo
HaHOUIBIIT aKTUBHUI.
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Bitamin E Biggae atoM BOAHIO BUTBHOMY paJHKaTy MEPOKCHIY JIITi Ty
(ROOe), BimHOBmIOIOYM Horo no rigpomepokcuay (ROOH), i Takum 4mHOM
3ynuHsie po3BuTok [10JI. Binbauii paaukan Bitaminy E, mo yTBopuBCs B pe-
3yJbTaTi peakiii, CTabiIbHUH 1 He 3JaTHUI OpaTH y4acTh Y PO3BHUTKY JIAHIIIOTA.
Panukan Bitaminy E Oe3nocepeiHbo B3aeMoie 3 paavKallaMy JIITHAX Tepe-
KHCIB, BIJTHOBJIIOIOYH iX, a CaM MEPETBOPIOETHCS B CTAOLIbHY OKHUCICHY GOpMY —
mokogeponxinon. B aHTHpaIUKaIbHOMY 3aXHCTI JIMOMPOTEIHIB IIa3MU KPOBI
Ta KIITHHHUX MeMOpaH 0-TOKO(Eeposry HaJe)KHUTh MPOBiJHA POJIb — OJHA HOTO
MoJekyia 3axumae ~10 000 MoneKky1 HEHACUYEHUX KUPHUX KUCIIOT.

a-Tokodepou 3naTHui 3HEIIKOAUTH HEe MeHIIe 60 % MepoKCHIBHUX pa-
JIMKaJiB, MO yTBOPIOIOTHCA (puc. 34). OKHCIEeHHS 0-TOKO(EpOIy 3 BiIbHUMH
paarKagaMyd KOMIIEHCYETBCS PEreHEepalli€l0 MOJIEKYJ LOI0 aHTHOKCHIAHTY
B PEaKIIisX BiTHOBJICHHS KO-aHTHOKCHUIAHTAMH (VOIXiHOH, ACKOPOIHO6A KUCIoma,
0inipy6in), pEeNOKC-TIOTCHINAN SKUX HIDKYE, HDK Y paaukaia o-TOKOPEepoIy
(a-T-0O). VY pesynbrari Takoi peakilii He TUIBKH BiIHOBIIOETHCSA BiTaMiH E,
a ¥ TOIepeKAEThC MOXIIMBICTD IHIIIamii 0-TOKO(QEPOKCHIBPHAX paIuKaiB
OKWCJIEHHS JIITIIB;

viixinon ~, NADH
ROO*~, ,a-T§-OH - ﬁ"ﬁ.‘j‘,ﬁﬂm
\‘E]m . .
aurizponimoesa
+ KHCIOTA .
ROOH # % a.Tp0* —_—
ackoplar peRTIRR

Puc. 34. OxucnoBabHO-BiTHOBHI TIEPETBOPEHHS 0-TOKO(EpOITy
i TIOB'13aHKX 3 HUM KO-aHTHOKCH/IAHTIB

Biramin C (ackopbinosa xucnoma) TakoX € aHTHOKCHIAHTOM 1 Oepe
yuacts B iHriOyBanHi [10J] 3a 1ormoMororo 1BoX pi3HUX MEXaHI3MiB.

[To-nepme, Bitamin C BifHOBIIOE OKHcIeHy GopMy Bitaminy E i Takum
YUHOM HiATpEMYy€e HEOOXiTHY KOHIICHTPAIil0 IIbOTO aHTHOKCHIAHTY Oe3moce-
peaHbO B MeMOpaHax KIIiTHH.

TTo-npyre, BiTamin C, ik BOAOPO3UNHHUH BiTaMiH 1 CHUIBHUN BiTHOBHUK,
B3aEMOJI€ 3 BOAOPO3YMHHUMH akTUBHUMU (opmamu kucHio: O, , H,O,, OH 1a
inaktuBye ix (puc. 35).
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KHLIOTA KHCI0TA KHCIOTE

Puc. 35. OxucnoBanbHO-BITHOBHI IepeTBOpeHHs BiTaMiHy C

f-KapoTun, nonepeHUK BiTaMiHy A, TaKOX Ma€ aHTHOKCHIAHTHY Mif0
i mpurniuye [1OJI (puc. 36).
G G

CH=CH-C=CH-CH=CH-C=CH-CH:0H
I | 1 | | |

H;C CH;

CH; BiTamin A1 (peThnon)
|

Puc. 36. Ctpykrypa BiTaminy A

Ioka3zaHo, 1110 POC/IMHHA Ji€Ta, 30arayeHa BiTaminamu E, C, kapoTHHO-
inaMu, iCTOTHO 3MEHIIYE PU3UK PO3BUTKY aTEPOCKIIEPO3Y i CEeplLEeBO-CYANHHUX
3aXBOPIOBaHb, NPHUTHIYYE PO3BUTOK KaTApPAKTH, MA€ AHTUKAHIEPOTCHHY Iif0.
€ Oararo J0Ka3iB Ha KOPUCTHh TOTO, IO TTO3UTHBHA JIisl IMX KOMIIOHCHTIB TXkKi
moB'si3aHa 3 npurHideHHaM [10J] Ta iHMUX MONIEKyH, a 0TKe, 3 MiATPUMAaHHIM
HOPMAaJIBHOI CTPYKTYPH KOMITOHEHTIB KIIITHH.

Mix MMM TpbOMa BiTaMiHAMHM iCHye B3aeMO3B'A30k: Bitamin C 3abe3re-
4ye BiTHOBHY (opMy Bitaminy E, a U1 miagTpuMKu BiTHOBHOI popmu Bitaminy C
moTpiOHuil Bitamin A. CporojHi iCHye mpemapar aHTHOKCHJIAHTHOTO 3aXHCTY,
0 € KoMIUIeKcoM Tprox BitaminiB (Bit. C = 2 Ogx., Bit. E = 500 000 Opx.,
Bir. A + 140 000-170 000 Op.). Bitamin A IOCHTH TOKCHYHHIA, TOMY SIK 3aMiHa
BHUKOPHCTOBYETHCS 3-KapOTHH.

BaxmiBrMHU MO3aKJIITHHHIMH aHTHOKHCITIOBAYaMH € aTbOyMiHH — IPOCTI
riapodinbHi OLIKH TIIa3MH KPOBI, sIKi € OCHOBHUMH Hocissmu SH-Tpyn. Criomykam,
ki MicTsaTe SH-Tpynu, HaieXnuTh NPOBiAHA poib y 3axucTi KiiTuH Big HO*
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panmkaia, o yTBOPIOEThCA B peakiii @eHToHa abo B pe3ynbTaTi po3KiIa aHHs
MOJIEKYJI BOAH TiJ Ji€10 i0HI3YIOUHX BHIIPOMiHIOBaHb.

Y aHTHOKCHIAHTHUX O1JIKiB BiJ3HAYAETHCS HASIBHICTH XENATYyIOUNX 10HIB
3ajri3a Ta iHIIMX METaliB 3i 3MiHHOIO BaJleHTHicTI0. Hacammepen, e TpaHche-
puH, nmakrodepuH i nepymnomnazmin. OCHOBHa poib TpaHChEpHuHy i OIM3BKOTO
oMy 3a CTPYKTYpOr JakTO(epHHy, MI0 MICTHTHCS B MOJOII 1 BHUALIAETHCS
(arouuramu mpH iX aKTHBALlii, MOJSrae y 3B'I3yBaHHI «BUILHOTO» 3alli3a, L0
HepenIKopKae yTBopeHHIo paaukaniB HOe B peakiisix ®eHTOHa, SIKI KaTami3y-
10Thecsl iomamu Fe?*. Bemuky pons y mpOMy Ipoueci Bimirpae repynomiasMin,
mo mictuts Cu®* Ta 3a6esneuye oxucnenns Fe’* 1o Fe®" i pobuts tum camum
3aJ1130 OCTYITHHUM JUTS 3B'sI3yBaHHS TPAaHC(HEPUHOM.

HaiiBa>xTMBIillIIM aHTHOKCHIAHTOM MO3aKIITUHHOI PIJIMHU € CEYOBAa KH-
ciota (CK). 3Bakaroun Ha HEBHCOKHH 11 BMICT Y IIa3Mi KpOBi JIOAWHU JIEsKi
JOCTITHUKY BBaKAIOTh, IO Ha Hel mpumanae 35—65 % 3axucty minomnpoTeiniB
Bix okucnenHs, 10-15 % inrioysannst HOe 1 12 % — iHriOyBaHHS CHHIJIETHOTO
kucHio0. Kpim toro, CK Moe BHCTYIATH CHHEPricCTOM 3 paguKalaMH 0-TOKO-
(hepoiy Ta ackopOIHOBOT KHCIIOTOXO, IO MiJCHITIOE iX aHTHOKCHAAHTHY Mif0.

BiodaaBoHnoian — e kac pocIMHHUX MONI(EHOIMIB, IKi HAJAIOTh 3a0a-
PBIICHHSI POCIIMHHMM TKaHWHaM. AHTHOKCHJIAHTHY JIil0 BOHH HPOSBISIOTH 3a-
BISIKM 3[aTHOCTI 3aXOIUTIOBATH BUIbHI paJKald Ta TajJbMyBaTH OKHUCHCHHS
ackop6inoBoi kucnortu ta [10JI. HaiiGnbi BifoMUMU € Kéepyemun, pymuH,
peceepampon. 3apa3 6i0(IaBOHOIM BIJHOCATH 70 HE3aMiHHUX YMHHUKIB Xap-
YyyBaHHS. 3HaYHA KIIBKICTh 010()1aBOHOIIB MICTUTBCS B JIUCTI Yalo, KBITKaxX Ta
JIMCTI TpeYKH, cOPOPH SAMOHCHKOI, INTOJaX UTPYCOBHUX, LIUIIIHHI, B YSPBOHOMY
nepili, YOpHi CMOPOI¥HI, BUHOTpali. biogmaBoHOIMN BUABISIIOTE pOTH3aTIa-
JBHY Ta KaIUIIPO3MIIHIOBAIBHY Jif0 1 BIDIMBAIOTh Ha CEKPETOPHY aKTHBHICTH
IIUTYHKA Ta NEYiHKH.
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TEOPETUYHI NMUTAHHA

B3aeMo03B’s130K TporIeciB YTBOPEHHS Ta CHOXKHBAHHSA €HEPTil B JKUBUX
cucremax. EHepris XiMi9HUX 3B’S3KiB K OCHOBHHW BUJ CHEPTii, 10 BH-
KOPUCTOBYETHCS KIIITHHAMU IS 3a0e3MeUeHHs iX JKUTTEAISUTBHOCTI.
Peaknii 6i0JIOTiYHOTO OKMCHEHHS: THITM peakiiii, ¢pepMeHTH (1e Tigpo-
TeHa3H, OKCHJA3H, OKCUIeHa3H) Ta iX OioJsioriuHe 3HaueHHs. CydacHi ysB-
JICHHSI ITPO TKaHWHHE AuxaHHsA. CTajii TKAHWHHOTO AWXaHHS.

CyuacHi ysIBJICHHS TIPO CTPYKTYPY 1 PyHKIIT MITOXOHAPIH.

®depmeHTH 0i0JOTIYHOTO OKMCHEHHS! B MITOXOHJpISX: MipUIAMH- Ta (ia-
BiH3aJIS)KHI JIET1IPOreHas3 , IUTOXPOMH.

[MocnigoBHICTh NepenaBaHHs €JIEKTPOHIB y AMXaJbHOMY JaHIory. Kom-
MOHEHTH TUXANBHOTO JIAHIIOTA SK OKHUCHO-BIMHOBHI Mapd KO(paKTOPiB:
HAJI, bnaBonpoteiny, koeH3uM Q, HUTOXPOMH. [X peoKc-TMoTeHITiam.
MonekynsapHi KOMIUIEKCH BHYTpIIIHIX MeMOpaH MmitoxoHapiit: HAJIH-
KoeH3uM Q-pelykTasa; CyKIMHAT-KOGH3UM Q-pemyKTas3a; KOCH3HM
Q-muToXpoM c-pefykTasa; LUTOXpOM c-Okcuziasa. LImsxu BKIrOueHHS
BiTHOBJTIOBAJIFHUX CKBIBAJICHTIB Y AUXAJTHHHUN JIAHITFOT MITOXOH/IPIi.
OckucHe GochopmtroBanHs. [IyHKTH croTy4eHHs! TpPaHCHOPTY €JIEKTPOHIB 1
tdhochoputroBanns. KoedirieHT okucHOro GocopuaroBaHHs.
AT®-cunreTasa MiTOXOH.pii, OyaoBa Ta NPUHOMIM (DYHKLIIOHYBAaHHS.
F, ta F; cybonuuunii AT®-cunreTasu, ix GyHKIIOHAIBHE 3HAUSHHSI.
XeMi0CMOTHYHA TeOPisi OKUCHOTO (HOChHOPHUITIOBAHHSL.

[HTi0iTOPY TpPaHCTIOPTY €IEKTPOHIB (POTEHOH, amitai, 60apOiTypaTH, aHTH-
MIIMH A, iaHiN) Ta po3’eqHyBavi OKUCHOTO dochoprnroBanHs (2,4-11-
HITPOQEHOI, TOPMOHH IMUTOIOMIOHOT 3aJI03H, BITbHI KHUPHI KHCIOTH),
X 6loMeauYHE 3HAYECHHS.

nsaxu cuaTe3y AT® y kimituHaxX: cyOcTpaTHe Ta OKHCHE (ochoprirro-
BaHHSI.

PeryntoBaHHsI TKAHUHHOTO UXaHHS. JlMXaJlbHUM KOHTPOIIb.

[Mopymienns cunte3y AT® 3a yMOB [iii Ha OpraHi3M JIOAUHA NaTOTCHHIX
(haxTopiB XiMigHOTO, 610JIOTIYHOTO Ta (HI3HIHOTO MOXOPKSHHS.
MikpocoManbHe OKHCHEHHSI, HOTO POJIb B OPTaHi3Mi.

IlepexncHe OKHMCHEHHS JimiAiB: 0i0JOTIYHE 3HAYEHHS Ta POJIb y BHHHK-
HEHHI aTOJOTIYHUX CTaHIB.



TECTOBI 3ABOAHHA ANd CAMOKOHTPOIIO

1. KimituHy 00po0nim pedoBHHOIO, siKa OJI0KYe (poCchOpITIOBaHHS HYKICOTHIIB
Yy MITOXOHApiAX. SIKM Tpomuec XUTTERISIBHOCTI KIITHHH OyAe IOpyIICHHH
B IIepIry uepry?

A. @pacmenmayis eruKUX MimoxoHOPIll Ha MeHWi

B. Cunmes mimoxonopiansrux 6inkie

C. Inmeepayisi QyHKYIOHANLHUX OIIKOBUX MOLEK)YT

D. Oxucne gpocghopuntoganms

E. Bci nepepaxosani
2. Pi3ke miJBUIIEHHS YyTBOPEHHS aKTUBHHUX (POPM KHCHIO (CYNEpOKCH] aHiOH-
paaukana, NMEpOKCHUAY BOJHIO, TiIAPOKCHIIBHOTO pajuKala) CIIOCTEpPiraeThes
B HelTpodinax mig gac garountody. Kpim mporo, y HEX 3a y4acTio (GepMEHTY
MI€JIONEPOKCHIa3H YTBOPIOETHCS 1€ OJJHA PEYOBHHA 3 BHCOKOIO OaKTEpPHLUA-
HOIO Z1i€fo. Takoro pedoBHHOIO €:

A. I'inoxnopum anion.

B. I'ioponepoxcuonuii paouxan.

C. Ilepokcunimpum.

D. Paouxanu HACU4eHux HCupHux KUcaiom.

E. Paodukanu nenacuuenux JCupHux KUuciom.
3. Poz'ennyBauem quxanHs Ta GpocopUITIOBaHHS € aHTHKOATYJISHT:

A. Menaxinon. C. Bapbimypamu. E. Hagpmoxinon.

B. Pomenon. D. Jluxymapoan.
4. TTarieHT 3BepHYBCSI 31 CKapraMi Ha HallaiW YTPYAHCHOTO JUXaHHS, 3aIllaMo-
poueHHs. 3'CyBajyoCs, IO BiH MPAIIO€ Ha XIMIYHOMY IiJIPUEMCTBI 3 BHPOO-
HHUILTBA CHHWJILHOT KHCJIOTH. 3 TIOPYLICHHSIM aKTHBHOCTI SIKOTO (pepMeHTy MO-
KyTh OyTH TIOB'sI3aHi TaHI CHMIITOMU?

A. Kamana3zu. D. ITipysamoeziopozena3su.

B. LJumoxpomoxcuoasu. E. Cyxyunamoeziopocenasu.

C. Jlaxmamoeciopozenasu.
5. TIpu TUPEOTOKCUKO31 MiABUILYETHCS TIPOAYKILS TUPeoiaHuX ropmoHis T3 i T4,
CIIOCTEpITaeThCs CXYAHEHHS, TaXiKapAis, NMCUXiyHa 30yUIMBICTh Ta iH. SK TH-
peoinHi TOPMOHH BILIMBAIOTh HA EHEPreTUYHUH OOMIH Y MITOXOHIPIAX KIITHH?

A. Axmusyromo cybcmpamue pocghopuntosanHsi.

B. Brokyroms cyocmpammue pocopuniosanns.

C. Broxyioms ouxanvHuil 1aHyloe.

D. Po3z'eonyromo oxuchenns ma gpocopuntosanHs.

E. Akmuesytoms oxucne gpocgopuniosannsi.
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6. Oprani3Mu, sIKi y TpoIeci €BOIIOLIi He CTBOPWIH CHCTEMY 3aXHCTy Bif
H,0,, MOXyTh icHyBaTH JHIIE B aHaepOOHHWX yMoBaX. SIKi 3 mepepaxoBaHUX
(hepMeHTIB MOXXYTh PYHHYBaTH TiIPOTeHY MEPOKCHA?

A. Okcueenasu i 2i0poKcunasu. D. Oxcueenasu i kamanasa.

B. Ilepoxcuoasa i kamanasa. E. @nasinzanescni oxcuoasu.

C. Humoxpomoxcuoasa i yumoxpom b3.
7. Ilpu OTpy€eHHI IiaHiTaMi HACTA€ MUTTEBA CMEPTh. Y YOMY MOJIATAE MEXaHi3M
Jii 1iaHiZiB Ha MOJIEKYJISIPHOMY PiBHi?

A. Ineibyroms yumoxpomorkcuoasy. D. Inakmugyroms Kucems.

B. 36’s3ytome cyocmpamu L[TK. E. Incioyroms yumoxpom b5.

C. Brokyroms cyxyunamoeziopozenasy.
8. BiosyoriuHe OKHUCHEHHS Ta 3HCIIKOIKCHHS KCCHOOIOTHKIB BiMOYBa€ThCs 3a
PaxyHOK reM-3aJIe)KHUX (pepMeHTiB. loHH sIKOoro MeTary € 000B'sI3KOBOIO CKJIa-
JOBOIO IUX (pepMeHTiB?

A. Huuky. C. 3aniza. E. Mapzanyso.

B. Kobanemy. D. Maeniro.
9. Ilponec cunresy AT®D, o #ige cupsbKeHO 3 peaklisMi OKHCHEHHS 32 Y4acTio
CUCTEMH JIMXAIbHUX (PEPMEHTIB MITOXOH/IPili, HA3UBAETHCS:

A. BinbHuM OKUCHEHHSM.

B. Cyocmpamuum gpocgopunysanmsim.

C. Qomocunmemuunum gocgopunysanam.

D. Ilepexucnum oxkucnenHsm.

E. Oxucnum pocpopunysamnmsm.
10. Bizomo, 1110 MOHOOKCHT€Ha31 SHAOIIIA3MATHIHOTO PETHUKYJIyMa I'elaToHTIB
OKHUCITIOIOTH YyKOpiaHI pedoBHHU. Ha3BiTh 1eit mporiec.

A. MimoxoudpianbHe OKUCHEHHL. D. Mixpocomanvre oxucnenms.
B. Inoykosanuii cunmes. E. Jleciopysanns.
C. Penpecis.

11. Tpm po3'ennanHi quxaHHs Ta (HocHOPHUIIOBAHHS SHEPTisl OKUCHEHHS PO3-
citoeTbest y GopMi Tera, To0To po3’eqHyBavl MiIBUILYIOTh TEMIIEpATypy Tijia
(miporeHHa Jist). SIKi 3 mepepaxoBaHUX PEUOBHH MAIOTh 110 Jif0?

A. Bci 3a3naueni peuogunu. D. 2,4-Hunimpogenon.
B. Juxymapon. E. JKoona 3 exazanux peuosun.
C. Tupoxkcum.
12. KoakTopoM MiTOXOH/IPiaIbHOTO OKUCHEHHS HE €:
A. DMH. B. ®AJ]. C. HAJ]®. D. HAJJ. E. KoQ.

13. Ilo mpui3ay rpymnu eKCIepTiB Ha MICIE 3JI0YMHY BHSBIECHO TiIO 0e3 03HaK
KUTTS. Y XOJi JOCIHiIKEHHS KPOBi 3aru0JIOr0 BHSBIICHA BEIMKA KOHIICHTPAILIis
10HIB I1aHICTOBO1 KUCJIOTH. [HTiOyBaHHS SIKOTO KOMIUIEKCY AWXAILHOTO JIaH-
IFOTa MITOXOH/Piil cTaJI0 MPUYUHOIO CMEPTi?

A. Il B. II C.Iv. D.V. E I
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14. Y mpucytHOCTI 2,4-MuHITPO()EHOTY OKHCHEHHS CyOCTpaTiB MOXKE MPOIOB-
JKyBaTHUCS, ane cuHTe3 MoJieKyl1 AT® HeMOMBHH. Y 4OMY MOJISTaE MEXaHI3M
#oro mii?

A. Axmusayis pepmenmy ATD-asu.

B. Pos'eonanna oxuchnenns i pocghopuntoganis 6 MimoxoHopisx.

C. Ilepenecennsn cybcmpamis 3a medxHci MimoXoHOpii.

D. Cmumynayis cioponizy AT®, wo ymeopugcs.

E. Incibyeanns gpepmenmy yumoxpomoxcuoasu.

15. TIpu nocnimKeHH] epeTBOPEHHS XapuoBOro OapBHUKA OYJIO BCTaHOBJIEHO,
IO 3HEIIKOJDKEHHSI I[bOr0 KCEHOOIOTHKA BiOYBA€ThCSA TUTBKH B ONMHY (hasy —
MIKpPOCOMAaJIBHOTO OKUCHEHHs. Ha3BiTh KOMITOHEHT 11i€i (a3u.

A. Humoxpom a. C. umoxpowm c. E. Lumoxpomoxcuoasa.

B. [umoxpom b. D. [Jumoxpom P-450.

16. CynoBo-MeqWUHHIA €KCIIEPT ITif] 9ac PO3THHY Tina 20-pigHOi JIBYMHU BCTa-
HOBUB, 1110 CMEPTH HAacTalla BHACIIIOK OTpyeHH LiaHigaMu. [lopymeHHs sikoro
MPOLIECY CTaJI0 MPUYMHOIO CMEPTi AiBYUHU?

A. Cunmesy eemo2enobiny.

B. Cunme3sy ceuosunu.

C. Tkanunno20 OuxamHs.

D. Tpancnopmy xuchio 2emo2n00inom.

E. Tpancnopmy 600mio 3a 00noMmo2010 MA1am-acnapmamuo20 Mexanizmy
17. Y nmpoueci metaboi3My B OpraHi3mi JIFOJAMHU BHHHUKAIOTH aKTHBHI (HOpMHU
KHCHIO, V¥ TOMY YHCIi CYNEepOKCHIHHI aHioH-paaukai. Lleil aHiOH iHaKTHUBY-
€TBCS 32 TOTIOMOTOI0 (PePMEHTY:

A. Ilepoxcuoasu. D. I'nymamionupedyxkmasu.

B. I'mymamionnepoxcuoasu. E. Cnepokcuooucmymasu.

C. Kamanasu.

18. V nikapHIO 0CTaBJIEHUH XBOPHH 3 OTPYEHHSIM 1HCEKTHIIUIIOM — POTEHOHOM.
Slka ninsHKa MITOXOHJIPIajbHOIO JIAHIIOTa NEPEHECEHHs ENEKTPOHIB OJIoKY-
€THCS IIE0 PEUOBHHOIO?

A. Koensum Q-yumoxpom C-pedyxkmasa. D. Humoxpom C-oxcuoasa.

B. HAJ/[H-xoen3zum Q-pedyxmasa. E. AT®-cunmemasa.

C. Cyxyunam-xoensum Q-pedykmasa.

19. YkaxiTh MyHKT CTIPSHKEHHS OKUCHEHHS 3 (POCc(OPHITIOBAHHSIM Y JTUXAIEHOMY
JIaHII031, SIKKIT OJIOKY€EThCS IPU HAKOITMUEeHHI 0ap0OiTypary B KIITHHI:

A. @DMHHJII" — KoQ. D. Lumoxpomoxcuoaza — 1/20,.

B. KoQH, — 2b(Fe*"). E. HAJTH — OMHJT.

C. 2b(Fe**) — 2¢,(Fe*™).
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20. YKaxiTh IyHKT CIPsDKEHHS OKUCHEHHS 3 (POCHOPIITIOBAHHAM Y IUXATEHOMY
JIAHITIO31, IKUH OJIOKY€ETHCS IPU BBEJCHHI aHTHO10THKA aHTUMIIHY A B KIITHHY:
A. DMHHJII" — KoQ. D. Jumoxpomokcuoasza — 1/20,.

B. KoOH, — 2b(Fe*"). E. HAJIH — OMHIT

C. 2b(Fe**) — 2¢,(Fe™).
21. YxaxiTh IyHKT CHPsDKEHHS OKUCHEHHS 3 (POCHOPIITIOBAHHAM Y IUXATEHOMY
JIaHIII031, IKUH OJIOKY€EThCs IPH HaKoNW4eHHi okenay Byriewto (11) y kiitusi:

A. @DMHHJII" — KoQ. D. [Jumoxpomoxcuoaza — 1/20,.

B. KoQH,— 2b(Fe*"). E. HAJIH — ®MHIT"

C. 2b(Fe*") — 2¢q(Fe®).

Mpuknag 3aBAaHHA 3 6a3u TecTiB
United States Medical Licensing Examination (USMLE)

A patient has been exposed to a toxic compound that increases the permeability
of mitochondrial membranes for protons. Which of the following events in liver
cells would you expect to occur?

A. Increased ATP levels.

B. Increased FiFo — ATP synthase activity.

C. Increased oxygen utilization.

D. Decreased malate-aspartate shuttle activity.

E. Decreased pyruvate dehydrogenase activity.
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