JIbBIBCHKWI JEP)KABHMI VHIBEPCUTET ®I3MYHOI KYJIBTYPU

Kadenpa 6ioximii Ta ririeHu

IMapansaxk H.M.

OO0MminH JimigiB
Jlek1isa 3 HaBYaJIbHOI JUCIUILIIHA

«bioxiMmisg»

JUISL CTY/ICHTIB crierianbHOCTI 227 DizuyHa Tepamis, eprorepanis

(mmdp i Ha3Ba creliaIbHOCTI)

«3ATBEPIDKEHO»
Ha 3acijjaHHi kadenpu
010x1Mii Ta TirieHH
«31» cepnnst 2018 p. mpoTokoa Ne 1
3aBimyBau kadenpu 1O.P.bopenbkuii




Jlekmis
OO0min gimigiB
IInan
1. Metaboi3M JimiiB y TKAaHUHAX
2. OKHMCHEHHS TPUALMITIIIEPOITIB:
- TJEPOITy
- JKUPHUX KUCJIOT
3. biocuHTe3 )XUPHUX KUCTIOT
4. MeTab0:113M KETOHOBHUX T1II

5. Perynsiiist oOMiHY JIiMiIiB

1. Meta00.1i3M JinigiB y TRAHMHAX

OOMIH mimiAiB y TKaHMHAX € OI0JIONIYHO HaWOUIBII BaXJIMBUM €TAloM iX
nepeTBopeHHs. Ha 1miit ctagii BiAOyBaeThCs aCHUMUIAIS JIHMIAIB y BHAI IIACTHUYHOTO
Martepiaily 1 po3UIEIJICHHS iX 3 BUBUIBHEHHSIM €HEPTIi.

['07TOBHUM €HJIOT€HHUM JIKEPEJIOM JIMiiB, IO BIIITPAaIOTh POJb METAOOIIYHOTO
NajanBa, CIYXUTh PE3EPBHUM JKUP, IO MICTUTHCS B MPOTOIUIA3Ml KIITUH Y BHU/II
KparneyboK. 3 1€ METOI0 BUKOPUCTOBYIOThHCS TakoX (ocdoiniau MemMOpaH.

VY «KUpOBHUX JENo» 3a ydacTi TKaHWHHUX Jina3 BiOYyBa€ThCS TIAPOJI3 MPOCTHUX
YKUPIB Ha TJILEPOJI 1 BUTbHI )KUPHI KUCIOTH.

VY BUIIANI KOMIUIEKCY 3 albOyMiHaMH BUTbHI JKMPHI KHUCJIOTH 3 TUIMHOM KpOBI
MOMAJal0Th B OpraHu 1 TKAHWHM, JI€ KOMILIEKC PO3MAJA€EThCs, a >KUPHI KUCIOTH abo
NIJAI0ThCA  [3-OKMHIOBAaHHIO, 200 BUKOPUCTOBYIOTHCS B CHHTE31 TPUALMITIILEPOJIIB,
xoJiectepody, riirnepodocdominiaiB, ChIHTOMIIMIIIB 1 T. 1.

['minepon docdopumoetses 3a paxyHok AT®, uvepe3 psia NPOMDKHHMX PEaKIIIi
nepeTBOPIOETHC Y (HOChOTrIIILEepPOIOBUNA albAEri/l, 110 MOTIM OKHUCHIOETHCS B TPOLECI
rmikom3y 10 (ocdormineponaoBoi 1 MipoOBHHOTPaAHOI KHCIOT. OCTaHHS, MiITA0YUCh
OKHCHOMY JEKapOOKCHIIOBAHHIO, TIEPETBOPIOEThCS B  aneTwi-KoA, mo y muki

TpUKapOOHOBHX KHCIOT OKHCHIOETBCS 10 CO; 1 Hy0.



2. OKHCHeHHSI TPHALIMJITJIIIEPOoJIiB:

e OKHCHEHHS IJIinepoJry

Criouatky TIiLEepoJ He3aJeKHO BiJ] TOTO, YU HaJii/Ie BIH Ha PECHHTE3 )KHUPIB a00
Oyne miagaBaThCs  TONANBIIOMY  pO3Maay, MIAJA€TbCS — aKTUBAIll  HUISTXOM
dbochopumoBanHs. JloHopom 3amumiky ¢GochOpHOI KUCIOTH B IiH peakiii CIyXKHUTh
ATO. [Ipomiec  MPUCKOPIOETHCS  BIJMOBIIHOIO docdhorpanchepazoro  —
[IIEPOJIKIHA3010, TIPH IIbOMY YTBOPIOETHCS TTilepuHdochopHa KUCTOTA.

Ile#i mporec HaWiHTEHCHUBHIIIE BimOyBaeThcs B mediHIi. [ minepuHdochopHa
KHCJIOTa TEePEeTBOPIOETHCS B JilOKcianieToH(ocdaT 1 1ani MmepeTBOPEHHs BIIOYBAETHCS
TaK, SK B T[JIIKOJITUYHOMY UMKl [IpoMIXkHI TPOAYKTH OKHUCHEHHS TJILEPOITy
(rminepundocdopHa KucIoTa, JlokcuaneToHdocdaT) MOKYTh BUKOPUCTOBYBATHUCS J1JIS
YTBOPEHHS KUPIB 1 pochomimigiB, a TAKOXK JIsl CAHTE3Y BYTJICBO/IIB.

¢ OKHCHEHHS JKMPHHUX KHCJIOT

XKupHi KuCIOTHM B KUBOMY OpraHi3mMi TMEpEeTBOPIOIOTHCS B pe3yJabTaTi iX
OKHCHEHHsI. OKMCHEHHS KUPHUX KUCIIOT BIOYBa€ThCs Yy OaraTb0X TKaHWHAX, OCOOJIMBO
B IIE€UIHII1, JICTEHSIX, HUPKaX, CEpIIi.

Bumii KupHI KUCIOTH KaTaOOMi3yIOThCS MEPEBAXKHO MUIIXOM [3-OKHCHEHHS.
Henacuyeni BuIll >XKUpHI KUCIOTH (0JICTHOBA, JIIHOJIEBA, JIIHOJICHOBA 1 1H.) 3a3/ajeriiahb
BiTHOBJTIOIOTHCS 10 HACHUEHUX KHCIIOT.

OKHMCHEHHS HACHUYCHHUX BWINUX >KUPHUX KHUCIOT 3IIHCHIOETHCS CTYIMIHYACTO,
IUISIXOM BIJUIETUICHHS B1J] IX MOJIEKYJI JIBOBYTJIELEBUX (DparMeHTIB.

Bci peakmii 6araroctafiifHOTO OKHCHEHHS TPUCKOPIOIOTHCS Crienu(piaHUMH
dbepmeHTamu,

Bci KupHI KUCHIOTH Tepell OKMCHEHHSM NUisIraioTh axktuBauii. Lleld mpouec
BIIOYBa€ThCSl TOJIOBHUM YHMHOM Yy TeYiHI 1 3aikcHioeThess 3a ydacTio ATD 1 KoA.
CxemaTHyHO IIeW MPOIEC MOXKHA TOJATH TAKUM UYHWHOM: CIOYATKy >KHpHA KHUCIOTa
B3aemojiie 3 AT® 3 yTBOpPEeHHSIM alMIaJeHIIATy SKAW, B3a€MOJIIOYM 3 KOCH3UMOM A,
yTrBOpioe auui-KoA - aktuBHy (opmy skupHOi Kuciaotu. Aumi-KoA mami BcTynmae Ha

IUISIX OKUCHEHHSI, SIKUM 1HTEHCUBHO B1J0YBAETHCS B MITOXOH/IPISIX.
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R—~CHy—CH,—COOH - KoA—SH + AT® MY | R_CH,—CH,—C—S—KoA + AM® + PP,
Yupna xmcaora Anua-KoA

Hactynui eranmu [-OKUCHEHHS KHPHUX KHUCJIOT TMPOXOAATH Ha BHYTPILIHIN
MeMOpaHi MITOXOH/APIM, TOMYy CIHOYaTKy HeoOximHo, 100 anuin-KoA mnepeiimnios
BCEpENHY MITOXOHApii. Monekynu anmn-KoA He 31aTHI caMOCTIHHO NMPOHUKATH Yepes3
MeMOpaHy MITOXOHAPINA, TOMYy iX TPaHCHOPT B CEpEAHHY MITOXOHJpIM 3M1MCHIOETHCSA B
KOMIUICKCI 3 KAPHIMUHOM.

Tpancropt KK uepe3 MeMOpaHy MITOXOHAPI:

®epMeHTH [(-OKMCHEHHS JIOKAJII30BaHI BCEpPEAMHI MITOXOHJIpid. BHyTpimiHs
MITOXOHJIpialbHa MeMOpaHa HENpOHMKHA MJisi JOBro- jaHuoroBux ammi-KoA. Ha
BHYTPIIIHIM ~ MITOXOHJApIanpHIA MeMmOpaHi (YHKIIOHye croemiaibHa 4YOBHHMKOBA
TPAHCIIOPTHA CUCTEMA, SIKa MICTUTh AMIHOCHUPT KapHITUH, L0 MEPEHOCUTh MOJIEKYIU

ari-KoA 110 MmaTpukCy MITOXOHIPIH.

/O H,C + H,C\ +
KoA—S—C~CH,—CH,—R +- H,C}N—G{,—CH—CH,-COOH " H,C7N-CH,—CH—CH,-COOH
H,C H H,C b—CO—CH,—CH,—R
Aman-KoA Kapriven AnnaxapniTux

A) yTtBOpeHHs edipy auuI-KapHITUHY Ha 30BHIINIHIA MOBEPXHI BHYTPIIIHbOI
MeMOpaHu MITOXOHAPIN

b) nepeHeceHHs anuiIKapHITHHY Yepe3 MITOXOApialibHy MEMOpaHy

B) 3BopoTHS peakiisi PO3IIEIUICHHS KOMIUIEKCY alWJIKApHITUH Ha BHYTPILIHINA
MOBEPXHI MEMOpaHU MITOXOHIPIH

Aunn-KoA BcTynae Ha HisiX B-OKMCHEHHS, @ BUIbHUWA KapHITHH BUXOAUTH 3 MITO-
XOHJIpiH 1 Oepe ydacTh y TPaHCIIOPTYBAHHI HOBOI MOJIEKYJIH KUPHOI KUCIOTH.

Peaxiii OeTta-OKWCHEHHS.

Becw mporiec okucHeHHst anuii-KoA mossrae B moctiitHOMy JieTipyBaHHI MOTO 3
BiIIETUICHHSAM Bi anmi-KoA >KMpHOI KHUCIOTH NBOBYIJICIIEBUX (DPAarMEHTIB y BUTIISAII
arnetii-KoA (axtuBHOI opmu o1roBoi kucinotr). OCKIIBKA BECh MPOIIEC ACTiIpyBaHHS
CYNPOBOXKYETHCS BIAIICTUIEHHSM BiJl )KUPHOI KUCIOTH JABOXBYTJICLIEBUX ()parMeHTiB y f3-

TIOJIOKEHHI, BIH Ma€ Ha3BY [-OKUCHeHHS, SIKUU TIPOTIKA€E B 4 cTali.
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1.Ilepwe oxucnenus (nerigpyBanHsi) anui-KoA BigOyBaeTbcs mia Ji€r0

cnenudivHux geriaporeHas 3a yuactio kopepmentis ®AJ". TIpu 11bOMY YTBOPIOEThCS
nerigpoanmi-KoA 12 AT®.

Oxucuenns auwin-KoA min miero  amwi-KoA-geriaporeHasw, 10 MICTUTH
¢bnasinaneninaunykiaeotusn (PAJl) B sikocti kodepmeHTy. IcHye, moHaiimeHie, Tpu
anun-KoA-nerigporenasu, mo JiI0Th HA KOPOTKi, CEPEAH] 1 JIOBI1 allWJIbHI paguKau
B1/IMOBITHO.

Ha npomy etami Bix anuia-KoA BiiIIEIUTIOETHCS JABAa aTOMH BOJHIO B a- 1 f3-
MOJIOKEHH] 3 YTBOPEHHSAM MOABIMHOTO 3B's13Ky. B pe3ynbrari yTBOproeThecsi eHoin-KoA

(a,B-merimpoanmi-KoA).

2. l'iopamayis — peaxiiis NpUeTHAHHS MOJICKYJIM BOJH 3a MICIIEM PO3PHUBY MOJBIMHOTO

3B’SI3KY 3 YTBOPEHHSM Tipokcuanui-KoA.

[TpuenHaHHs MOJIEKYJIM BOJIM 32 MICIIEM PO3PHUBY MOJBIIHOrO 3B'13Ky eHO1I-KOA mif
TEI0 €HOLNITgpaTa3u (3-oxcuannn-KoA-rinponasn) 3 YTBOPEHHSIM

T'IPOKCUIILOBAHOTO POAYKTY peakilii — B-riapokcuanui-KoA.



[{s peakiisi TPUCKOPIOETHCS BIAMOBITHUMHU Tiaponazamu. OCKUIBKU TPHUETHAHHS
BOAM (TiAparairisi) Hae 3a MICIIeM TOJBIHOTO 3B'A3KY, TO Ii PEPMEHTH 32 CY4acCHOIO
HOMCHKJIaTypOIO0 Ha3uBarOTh eHOLT-KoA-rimparazamu. OmHa 3 HUX crenudivyHa 10

uc-gopm enoin-KoA, inma — g0 tpanc-hpopm.

3.  /pyee oxucHenns (IeriApyBaHHS) CYyNPOBODKYETHCS BiAIICIIICHHSIM

JIBOX aTOMIB BOJHIO BIJ BYIJICIIEBOIO aToMa B [3 MOJIOKEHHI (3BIJICH Ha3Ba
npouecy B-okucHenns) 3 yaactio HAJ['. Y1Boproerses keroanun-KoA i 3 AT®.
OxucHenHs B-rimpokcuarni-KoA nmuisixoM BUAAJICHHS ABOX aTOMIB BOJHIO Bij
B-ByrierneBoro atomy (3BiJICM BECb MEXaHI3M HOCUTH Ha3By [-OKuUCHEHHs). SIK 1 B
JPYTii cTajii Mpouecy, BIAHATTS aTOMIB BOJHIO 31HMCHIOETHCS OKCUIOPEAYKTA3010 —
3-rizpokcuanun-KoA-nerigporenasu, ane 3 HAJI' B skocti kodepmenty. depmeHt
cnerudiunuit auie 10 L-popmu B-okcuanmn-KoA.
B pesynbrari rigpokcuiibHa rpyna -okcianui-KoA neripyerbcsi 10 KETOHHOI 1
yTBOPIOETHCS B-keToanmi-KoA.

4. Tionazna peaxyis MpU3BOIUTD A0 BiameruieHHs aneTmin-KoA Bix anuin-KoA mpu

B3a€MO/I1i OCTaHHBOTO 3 OAHIEI0 MoJeKyno KoA. B pesynbrari orpumyemo anetmii-KoA
1 aruin-KoA 3 BKOpOUYEHHM Ha JIB1 MOJIEKYJIM BYTJICIICBUM JIAHITIOTOM.

[lepeneceHHs nepeTBOPEHOI B MOJIeKyJl -keToauuia-KoA HOBOT aMiIbHOI ITpynu
Ha MoJiekyny KoA, B pe3ysibTari 4oro BiIIEIITIOEThCS aneTuia-KoA.

Le# i mporiec MpUCKOPIOETHCS BIAMOBIIHOI aluiITpaHcdepas3oro, iKYy Ha3UBAIOTh
T10J1a3010, OCKUJIBKU cama peaxilisi, 1o cyTi, mpeacTaniisie posierieHHs: C—C-3B’ 53Ky 3
MIPUETHAHHSIM 32 MICLIEM pO3pHUBY eneMenTiB HS-rpynu (Tiomnis).

B mnpucytHocTi B-keroTionasu P-keroanetun-KoA miagaeTscs TIOMITUYHOMY
PO3IICIUICHHIO, SIKE 1 MPU3BOJAUTH 10 yTBOpeHHs aneTwi-KoA # ammin-KoA, skuii
MalTh Ha JBa aTOMHU ByTrJemo MeHuie. [lami mpoiiec OKHCHEHHS IMOBTOPIOETHCS 3
JPyroi cTaii.

OTxe, BHACHIJIOK OJHOTO IHKITY [-OKHUCHEHHS BiOYyBAE€THCS BIMIICTUICHHS
onH1€T MoJieKynu aneTui-KoA 1 ykopoueHHs auuia-KoA Ha jBa ByrJieneBi aToMH.

OcTaToOYHUM TPOAYKTOM [-OKHCHEHHSI BUIIMX JKUPHUX KHUCJIOT 3 TapHUM

YuCJIOM ByTierneBux atoMiB € areTwi-KoA. Ilpu OkHMCHEHHI XUPHUX KHUCIOT 3



HEeMapHUM YMCJIOM aTOMIB BYTJIEIIO B KiHII PO3LIETUICHHS 3aJMIIAE€THCS MOJIEKYJa
nporionin-KoA (CH3;—CH,—CO~KoA), mo mnepetBopioeThcsi B CyKUUHLI-KOA 1

BcTynae B iuki Kpebca.
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CKOpOTHBILIUCH Ha JiBa BYTJEIEBl aTOMHU, MoJsiekyia anmi-KoA 3HOBY mianaeThcs
JIBOPA30BOMY JIETIIPYBAaHHIO 3 BIALICTUICHHSIM HOBOI MoJsiekyiu auetui-KoA. 3pemtoro
BCS MOJIEKYJIA BUILOI KUPHOI KUCIOTH PO3LIEIUIIOETHCA 10 MoKy aneTuin-KoA. Skmo
YKUPHA KUCJIOTA MaJla MapHy KIJIbKICTh aTOMIB BYTJIELIO, TO HAIIPUKIHII YTBOPIOETHCS II1JI€
ynciio Mosiekyd anetmin-KoA. Tak, Monekysia cteapuHOBOI KUCIIOTH YTBOPKOE 9 MOJIEKYII,
najgbMITHHOBA - 8 MoJieKy aneTuin-KoA. YTBopeni monekymnu anetmn-KoA «3ropatote» y
nukii KpeOca yxe BIIOMUM HaM HUISIXOM.

[Ipu po3iienieHH] BUILUX XUPHUX KUCIOT 10 MOJEeKyn aueTmi-KoA 3BUIbHAETHCS
omm3bko 30% eneprii, iHmm 70% BUAUIAIOTHCS TTpU okucHeHH1 aneTuin-KoA no CO, 1 H,O
B nukJyi Kpeobca.

Exnepretnunnii 0ajiadnc B-OKUCHEHHS KUPHUX KHUCIIOT

Eneprernunuii 6amanc 0JJHOTO akTy [J-OKHMCHEHHS MOJISITa€ B TOMY, 1110 CIIOYATKY

BUKOPUCTOBYEThCS o7iHA MoJiekyna AT® s akTuBaiiii >KUpHOI KUCIOTH B Pe3yJIbTaTi



npuenHanHg kopepMmeHTy A. YTBopenuit anmin-KoA neriapyerbest ABa pa3u, OJUH pa3 y
npucytHocti  ®AJl, apyrmit  — HAJ'. Bigmosneni ¢opmu  HAJxH, i
DOAJIxH, oKuCII0I0ThCSA, YTBOPIOIOYM Ha OaHy MoJiekyny HAJIXH, Tpu Mosexkynu
AT®, ®AJIxH,— nBi Mmonekyau AT®. Ilpu moBHOMY pO3IICIUICHH] XKUPHOI KUCIIOTH,
10 Mae 271 aTOMIB BYTJICIIO, YTBOPIOEThCS 1 MoieKyn aneTwi-KoA, (N — 1) mounekyn
OAJ1xH, 1 HAIxH,, o yTBOpIOIOTH pazom m'sath (n — 1) mosiekyn AT.

[Tpu oxucHenHni anetmin-KoA B numonnokuciaomy nukii (L{TK) yrBoproerses 12
monekyn AT®. BpaxoByrouu, 110 Ha MOYATKy OKHMCHEHHS BHKOPHUCTOBYETHCS OJHA
moniekyna AT®d, mMoBHE OKHCIACHHS OJHIET MOJEKYJIM SKHUPHOI KHCJIOTH, IO
Ma€e 2N aTOMIB BYTJICIIO, TIOBUHHO TNPUBOJUTH 1O YTBOpeHHS S(m— 1) + 12n— 1,
abo [7n — 6 monexkyn AT®. Hampukian, B pe3yibTaTi OKUCICHHS OJHIET MOJICKYJIU
AKUPHOT KUCJIOTH, 110 Ma€ 16 aTomiB ByrJelto, yrBoproeTbes 130 monekyn ATO.

Heo0xiaH0 BIAMITUTH, 1110 )KUPHA KUCIIOTA, [0 Ma€ 6 aTOMIB BYTJICIIO, YTBOPIOE
45 monexkyn AT®, a moBHE OKUCHEHHS TJIIOKO3H, 110 MAa€ TaKy caMy KUJIbKICTh aTOMIB
BYIJICI[IO, YTBOPIOE TUIbKHU 38 MoJekyn ATO.

[Ipu nmoBHoMy okwucienHss TAI ciij Takok BpaxOBYBaTH Te, IO BiJOYBaeTbCA
po3nag Tpbox MoJiekyn skupHoi kuciotu (130 x 3 = 390 AT®D) Ta oxucHEHHS

riinepuny (19 AT®).

[TigpaxyHOK €HEpPreTUYHOro OaNaHCy OKUCHEHHS KUPHUX KUCIIOT Ha MPUKIIAII

nabMITHHOBOT KHCIOTH (Cig0):

e Y KO)XKHOMY LIMKJII J-OKUCHEHHS BUBUIbHIETHCS | Mosekyna anetui-KoA, sika
okucHroeTbes B LIJIK 3 yrBopennsam 12 monexkyn AT®. I1ix yac okrMCHEHHS

naiabmiTaty yrBoproeThes (Cn/2) Auernin-KoA:
16/2 = 8 Ayemun-KoA
8x 12 ATD= 96 ATD

o Y KOXHOMY IIUKJI1 -oKMcHEeHHS BinHOBMOOTHCS DA J[H, 1 HAJIH,, ki nepenaroTh

B1IHOBJIFOBAJIbHI €KBIBAJICHTH JI0 JUXAJIBHOTO JaHIIOTa MITOXOHIPIH, B pe3ybTaTi



4yoro renepyrotbes 2ATO® 3a paxyHok ®AJIH, ta 3AT® 3a paxynoxk HAJIH,,

3arajioMm 5 mosiekya ATO.

o+ IloBHe po3miemieHHs JKUPHOI KUCIOTH TPOXOIUTH 3a (1n/2-1) HUKIIIB f-OKHCHEHHS.
VY Bunagky nanemitaty: (16/2-1=7mukmiB). ¥V 7 nukiax yrBoproroTeest 7 DAJH, 17
HAJIH; . BianoBigHo y koxkxHOMY TUKIL: 5 AT®= (5x7)= 35 monexyr ATD.

o Bpaxoryrouu Butpary 1 monekynu AT® Ha eTari akTuBarlii KUPHOT KUCIOTH —

CyMapHHi epeKT -OKUCHEHHS MajJbMITaTy:
(96+35-1)=130 ATD
o CymapHe piBHSIHHSI OKUCHEHHSI TaJIbMITUHOBOI KUCJIOTU B MITOXOHJIPISX:

C15sH3:COOH+230,+130A AP +130DH ®16CO,+16H,0+130ATD

TakuM  9YMHOM, OKHCHEHHSI OJHIET MOJIEKYJIM MaJbMITUHOBOI  KHCIIOTH
CYNpOBOKYEThCSL yTBOpeHHAM 131 monekynu AT® (35 + 96). BpaxoByrouu onaHy
Monekyny AT®, Bukopuctany il akTHBallli MNaJIbMITUHOBOI KHUCJIOTH, ‘‘dUCTUH
npudyTok” AT® cknazae 130 Mosieky, B sKUX akymyiaboBaHO 4353-5442 k]I eHeprii.

OCKUJIBKM B CKJaJl TPUALMITIILEPOTY MICTUTHCS TPU 3aJMILIKH BHINOI KUPHOI
KHCJIOTH, @ OKMCHEHHS TJIILEPOITY TAKOXK CYNPOBOIKYEThCS yTBOpeHHAM AT®, 3aranpuuii
M1JICYMOK OKMCHEHHS OJIHI€1 MOJIEKYJIA TPUALMITIIIEPOITy Oyae 1mie OiIbIIHM.

[Ipy MOBHOMY OKHMCHEHHI1 TPUALMJTIILEPOIIIB CIiJl TaKOK BPaxOBYBaTHU TeE, LIO
B1IOYBA€ThCSL po3maj TPboX MoJiekyd >kupHoi kuciotud (130 x 3 = 390 AT®D) Ta

okucHeHHs rinepuny (19 AT®).

3.biocuHTe3 KUPHUX KHCJIOT

BuxiHOIO CMOTYKOIO B CHHTE31 )KUPHUX KHUCIOT € aneTi-KoA, 3HayHa KUTbKICTh
SKOTO YTBOPIOETHCA B MITOXOHIPIAX NPH [-OKUCHEHHI >KUPHUX KHUCJIOT 1 TpH
OKHCJTIOBAILHOMY JIeKapOOKCUITIOBaHHI MPOBUHOTPaaHOI KuCiIoTH. OJHAK BIJOMO, IO
MITOXOHIpiaNbHUN aneTuia-KoA y BIIbPHOMY CTaHI HE MOXKE MPOHUKATH B IUTOILIa3MYy,
OCKIJIbKM MeMOpaHa MITOXOHJIpi HEMPOHUKHA JUIsl LIbOro cyOcTpaTy. BBaxkaroThb, 110 BiH

MEPEHOCUTHCS 32 yYaCTIO MUTPATCUHTETA3HOI peaKilii, BHACTIIOK YOTO 3aJIUIIOK OITOBO1



KHCJIOTH MIEPEHOCUTHCS Ha HIABEJIEBOOLITOBY KUCIOTY 3 YTBOPEHHSIM IIUTPATY:
Ha mepuriit cranii CHHTE3y RKUPHUX KUCIOT CUHTE3YEThCs MalloHUT-KoA 3 aneru-
KoA 1 CO,. Karamizye neit nporec anetuin-KoA-kapOokcuiaasa, 10 MICTUTh Y BUIJISII
KoepMeHTy O10THH.
Ha wnactynniii cranii anetni-KoA 1 manonin-KoA B3aemonitors 3 AIIb—SH 3a
y4acTio crerudiuHuX PepMEeHTIB CHHTETA3HOTO KOMILICKCY.
biocuHTe3 HAacHYEHMX JKUPHUX KHUCJIOT BiIOyBaeTbcs B  HAIPSIMKY,
NPOTUIICKHOMY X [-OKHCJICHHS, HapOIllyBaHHS BYTJIEBOJHEBHX JIAHIIIOTIB >KHUPHUX
KHUCIIOT 3IHCHIOETbCS 32 PaXyHOK IIOCIHIJIOBHOTO TMPHUENHAHHS JO iX KIHIIB
naBoxByTIeneBoro gparmenTa (C; ) - anerni-KoA
[lepmioro peakiiero 010CUHTE3Y KUPHUX KUCIIOT € KapOOKCHIIIOBaHHS alleTHII-
KoA, nns doro motpiono CO ,, AT®, ionn Mn — nepeHeceHHs1 KapOOKCHIbHOL

rpynu Ha anetii-KoA, B pe3ynbTaTi 4oro yrBoproerbesi Manoniun-KoA:

L0
0 ayetun-KoA- e
He—cD o F AT + G0, + 1,0 kaphorcanaza © .0 TAGP+ O,
S—Hoh {HY bAn - {‘,mS s

RN OHE-K oA

Manonin-KoA € mnepumii cneuu@iyHuil OpOAYKT OIOCHHTE3Y KUPHHX
KHUCJIOT. Y MPUCYTHOCTI BIAMOBIAHOI (pepMeHTHOI cuctemun Manonin-KoA mBuako
MEPETBOPIOETHCS B JKUPHI KUCIOTH.

Jly’)ke BaXJIMBOIO OCOOJIMBICTIO CHUHTE3y J>KUPHHUX KHUCJIOT € Te, W0 BCl
MPOMIXKHI MPOAYKTH CHUHTE3Y KOBAJEHTHO MOB'sI3aH1 3 AIMJINEPEHOCSYUM OLTKOM
(HS-AIIB).

HS-AIIb - HHM3BKOMOJEKYJISpHUNM O110K, SKUH TEpMOCTaO1IbHUMN, MICTHTH
akTuBHY HS-rpyny i B mpocTeTHUHIN Ipymi sIKOTO MICTUTbCS MAHTOTEHOBA KUCJIOTa
(Bitamin B 3 ). @ynkiis HS-AIIb ananoriuna ¢ynkuii pepmenty A (HS-KoA) npu
-oKuCTIEHH] KUPHUX KUCIIOT.

B mpomeci moOynoBM JaHIIOTa SKAPHUX KHUCJIOT TPOMIKHI TPOAYKTH

yTBOPIOIOTH e(ipHi 3B's13ku 3 ABII.
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[{yKJT TOTOBKEHHS JIAHITIOTA KUPHUX KUCIIOT BKIOUYA€E YOTHPH PEAKITIi:
1) kongencanii anetun-Allb (C , ) 3 Manonin-Allb (C 3);

2) BIIHOBJICHHS;

3) nerimparariii

4) npyroro BiITHOBJICHHS >KUPHUX KUCIIOT.

3. biocunmes mpuayuneniyeponis
[Iporiec mpoXoauTh y PI3HUX OpraHax 1 TKAaHMHAX OPTaHi3My MPH HASBHOCTI JBOX

BUXIIHUX CHOJYK — aKTUBHOT'O TJILEPUHY Ta aKTUBHMX >KMpPHUX KHUCIOT (ammi-KoA) i1
BIJIMOBITHUX (PEPMEHTHUX CUCTEM. 3aJIeKHO BIJ THUIy TKaHMH OpraHi3My OlIOCHUHTE3
TPUAIMIITITIIEPOIIB MOKE MPOXOIUTH IBOMA NUIsIXaMH — (ochaTUAHUM 1 B-MOHOTIIIIE —
PUIHUM.

YTBOpeHHS XHpY BIAOYBA€ThCS B PE3yJbTaTl B3a€MOJIl MOJEKYIH TIILUEPUHY 3
TpbOMa MOJIEKYJIAMH BHILUX >KUPHUX KHUCIOT. OCHOBHUM JIKEPEIOM TIJIEpUHy B
OpraHi3mi € MPOMDKHHUI MPOJYKT OKMCHEHHS BYIJIEBOJIB - JlOKCHaleToHMoHodocdar,
KU TUIIXOM BIiJHOBJICHHS TIEPETBOPIOETHCA CIIOYATKY B TiinepuHpochaTHy KUCTIOTY, a
MOTIM Y BUTbHUH Tiinepon. CyocTpaTtoM y 010CHHTE31 KUPHUX KHUCIOT CIIY>)KHTh aKTHBHA
dbopma o1TOBOT KUCIIOTH - aneTuii-KoA.

OTxe, TIILEPOJT BCTYIAE B PEAKINIIO Y BUTIIAII TinepuHdpocdaTy, a >KUpHI KUCIOTH
- y BUIISAL CBO€i akTuBHOI (opmu - anmi-KoA. Ha nepmomy erami OiocuHTE3y

TPUAIWITITIIEPOTIB  BiOyBaeThcs YTBOpEeHHS GochaTUAHOI KHUCIOTH - 3arajbHOTro



MIPOMIKHOTO MPOAYKTY B O10CHHTE31 KUPIB 1 hochaTuais.

2. Ham docharugna kucinora (PEepMEHTATUBHUM MUIAXOM PO3LICTUIIOETHCS Ha
dbocharHy KUCIOTY 1 O-TUTIIIEPHI, IO TAKOXK € 3arajJbHUM IMPOMIKHUM MPOIYKTOM Yy
OlocuHTE31 XKUPIB 1 hochaTumis.

3.YTBOpeHUN O-TUTINIEPU]] B3aEMOMIE 3 TPEThOK MOJEKYJIOo anui-KoA,
YTBOPIOIOYH MOJIEKYITY TPUTIIILEPHUITY.

CuHTe30BaHUH TaKUM NUISIXOM CHeHM(IUHUN A OpraHi3My KHUP BIJIKIATA€THCS B
KHUPOBUX JIETIO.

CTpyKTYypHHM CUHTE3Y >KHPHUX KHUCIOT € aneTmi-KoA, akuii KapOOKCHITIOETHCS 10

MaIoHUT-KOA.

4. MeTa00J1i3M KeTOHOBHX TiJI

J10 KEeTOHOBUX T BIZHOCATH Auemooumogy KUciomy, [f-ei0opoKCumMacisany Kuciony

i _ayemon. CHUHTE3yIOTbCA BOHM B TmeuiHll 3 anetuin-KoA. AneroouroBa 1 -
TiIPOKCUMACIIIHA KUCIOTa HAIXOJATh 3 TEYIHKA y KpPOB 1 TPAHCIOPTYIOTHCS SIK
BOJOPO34YMHHI criosyku. Tam - riipokcuMacisiHa OKUCIIOEThCS 0 alleToaleTaTy, sIKui
MEePETBOPIOETHCSL B aKTUBHY (opMmy — aneroaneTwi-KoA 1 mi3Hile po3maaaerbcss Ha 2
Mosiekyau arneTuin-KoA, skuit okucmoeTbes B 1ukini Kpedca mo CO;, 1 HO. Y HOpMI B
MEYiHIll YTBOPIOEThCS He Outbine 30 Mr/m KeTOHOBUX TuI. OKHUCHEHHS KETOHOBUX TII
BIIOYBA€EThCS Yy MIOKAp/I, CKEJIETHUX M’ si3aX, HUPKAaX 1 HaBITh MPU TPHUBAIOMY
rOJIOJIyBaHHI y KJIITHUHAX TOJOBHOTO MO3KY. TakuM 4WHOM, O10JIOTTYHHM 3MICT YTBOPEHHS

KETOHOBUX TUI TOJISITA€ B TOMY, IO YacTUHA aneTuwia-KoA, sSKuil yTBOPIEThCS mpu [3-

OKHMCJIEHH] KUPHUX KHCJIOT V MEYIHI HE OKHCIKETHCI, a HaOpaBISE€ThCd vV dhopmi

KETOHOBHUX TUI V 1HII OPTraHu 1 TKAHUHHU SIK JOJTATKOBE JHKEPEIO €HEPTII.

5. Peryasinist 0OMiHy JimiiB

OOMiH JimiaiB B OpraHi3Mi 3aJ€KUTh BiJl BIUIMBY Py (DaKTOpiB BHYTPIIIHBOTO 1
30BHIITHROTO CEpeNOBHINA. I[CTOTHY poib TpaloTh TaKOX BIK, CTaTh, XapakTep
XapuyBaHHSA, BUJ TPYAOBOi JISUTBHOCTI, PEXHM JHSA 1 T.O. AKTHBY€E TPOILIECU CHUHTE3Y

JIITTIB 1 MPU3BOIUTH JI0 HAJIMITKOBOTO iX HAKOIMUYCHHS B «KHPOBHUX JCIO», a HaTaIl JI0



NOpYIIEHHS OOMIHY 1 BUHMKHEHHIO 3aXBOPIOBaHb, Takui (HaKToOp, SK HEperyspHe
Xap4yyBaHHS, OCOOJIMBO SKIIO BEJMKA KaJOPIWHICTh PaIllOHY MPUXOTUTHCS Ha JAPYTY
MOJIOBUHY JHS 1 BeUipHI TOAMHUA. HecripuaTinBo BIIMBAE HA OOMIH >KMPIB pi3Ka mepeBara
B paIliOHI 3aCBOIOBAHMX BYTJIEBOIB, MOHOCAaxXapHiB, L0 YTBOPIOIOTHCS 3 HUX, MPHU
MaJOpPyXOMOMY  CIOCOO1  JKUTTA TOBHOIO MIpPOI0O HE BHUKOPHUCTOBYIOTHCS, a
NEPETBOPIOIOTHCSA B KUPH.

Jlimigauéi  oOMIH B OpraHi3Mi  PETYJIOETHCS YEHMPAIbHOW  HEPBOBOIO
cucmemoro. Kopa rojJoBHOr0 MO3KY BIUIMBA€ Ha KUPOBY TKAHMHY Yepe3 CUMIATHYHY 1
napacUMIaTHYHY HEPBOBY CHCTEMY 1 €HIOKPUHHI 3a103U. KUIBKICTh KUPY B «KHUPOBHUX
JIETIO» 3MEHIIYEThCA TMPU TPUBAIOMY HETaTUBHOMY €MOLIMHOMY CTpeci, IO
CYIPOBOJUKYETHCSI 30UIBILIEHHSIM BHUKHJYy TOPMOHY HaJHUPKOBHMX 3aJl03 a0peHaniny B
KPOBOHOCHE PYCJIO, IO MPU3BOIUTE 0 3MEHIICHHS MacH Tina. Llei edekT mosicHIOEThCs
THUM, III0 )KHUPOBA TKAHWHA PSICHO i1HEPBOBAaHA BOJIOKHAMU CUMIIATHYHOT HEPBOBOI CHCTEMH,
a HOpaJpeHaliH, MO BUIUISETHCS, K 1 aJApPEHAH, 30UIbIIYyE MIBUIKICTH JIMOII3Y B
XKUpOBi TKaHuH1. KpiM TOro, agpeHalin yepe3 CUCTeMY BIANOBIIHUX (PEPMEHTIB CIIpUsIE
YTBOPEHHIO aKTWUBHOI (opmu minazu. [is errokaeony i mupoxcuny noaiOHO BIUTUBY
aJipeHaJIiHy 1 HOpaJpeHaliny (KaTexoJdaMiHIB): BOHU CTUMYJIIOIOTH JIIIOMNI3.

Ha ninmigauii oOMin BruBae eopmorn pocmy (CTI), 0 yTBOPIOETHCS B MEpeaHIN
gacTii rinodiza. [Ipu HemocTaul 1bOro TOPMOHY 30UIBIIYETHCS BIIKIAIEHHS XUPY B
oprasi3mi, po3BUBA€Thbcs rinodizapHe oxupiHHA. [Ipu migBHILEHIH TpoayKUii HOro
30UIBIITYETHCS JIIMOMI3 1 BMICT JKUPHUX KUCIIOT Y IJ1a3Mi KPOBI.

Iucynin Mae iro, TPOTUIICKHY aJPEHATIIHOBI 1 TJIFOKArOHY: BIH 3MEHIIIY€E YTBOPECHHSI
aKTUBHOI JIIMAa3d B KIITHUHAX, MIJCUIIIOE MPOLECH JIMOTEHE3y, CIpHUIE MEPETBOPEHHIO
BYTJICBOIIB Y JKUPH, IPUTHIYYE OKUCHIOBAHHS BHUINUX XKUPHUX KUCIOT Y TKAHUHAX.

Perynsuist oOMiHy, HOpMai3alisi IOpYyIIEeHb

XapyoBi CHONyKH O€pyTh ydacThb y HOpMaii3alli MOopylleHb OOMIHY JIIiJIIB.
JlxepenaMu pyxXJIMBUX METHJIBHUX TPYH, HEOOXIIHUX ISl CHHTE3Y JIMOTPOITHUX PEUOBUH,
€ MeTioHiH, Bitaminu U, Bis, xomiH, nenutuH, 6etain. Ha MeTwitoBaHHs 0aratbox CIOJIYK

BIUTMBAIOTH (hONAIMH 1 BiTaMiH By,.



B okucHeHHi JiniAiB, y TOMY YHCI1 XOJECTEPOy, A0 KIHIEBUX MPOAYKTIB OepyTh
y4acTh HiallMH, TPUNTO(aH, 3 SIKOTO YacCTKOBO YTBOPIOETHCA HIAIMH TMPH HASBHOCTI
BiTaminy Bg, B1y, Bitaminu C, P, ninoepa kucioTa, JEIUTHH, XOJIiH.

Bunanansio xonectepoiy B 0cajl 3 piIKUX CEpeIOBUII] OpraHi3My (3yMOBIIIOIOYOMY
PO3BUTOK  aTE€pPOCKIEPO3Yy, YTBOPEHHS  JKOBUHHUX  KaMEHIB)  MEPEIIKOKAIOTh
MOJIIHEHACUYEHI >KUPHI KHUCIOTH, 10 BXOJATH JI0 CKIIQQy POCIMHHHMX Oiil. Baxnnpa
TaKOX iXHs POJIb y 3HIDKEHH1 (OPMYBaHHS JIMOMPOTEIHIB HU3KO1 IIIIBHOCTI (K1 MICTATH
XOJIECTEPOJI) 1 MOCHIICHHI pyHHYBaHHS LUX YacTok y KpoBi. Biramin C mnomepemxkae
3MEHIIEHHS KIJIBKOCTI JIMOMNPOTEIHIB BHUCOKOI HIJIBHOCTI, Y CKJaJi SIKUX XOJECTEPOJI
MIBUIIE META0O0MI3yEThCS, YAM Y YaCTKaX HHU3bKOI IIUIBHOCTI. YCMOKTYBaHHS LIbOTO
Ty 3 KUIMICYHUKY B KPOB TaIbMYETHCS B-CUTOCTEPOJIOM, IO MICTUTHCS B POCIUHHUX
XKUpax. BuBeIEHHS XOJecTepoidy 3 OpraHi3My dYepe3 TOBCTY KHIIKY CTUMYJIOIOTh
BiTaminu rpynu B (ocob6mmuBo Tiamin), 1HOo3uT, IITHXKK, a Takox marwiii, Oamactosi
pEYOBUHH, COpOIT, KCWIIT. [IpOTUCKIEPOTHYHY Mif0 MalOTh JEAKI MOPENPOIAYKTH

BHaciok BMicTy B HuX [THXK 1 fiony.
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