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BCTYII B BIOXIMIIO

1. bioximia sk Hayka. O0’ekTH, 3aBJaHHS Ta Po3aijam Oioximil. hioximia — 1€ HayKa, siKa
BUBYA€ XIMIUHUI CKiIajg, OOMIH pEYOBMH Ta C€HEprii, a TaKoX MOJEKYJISIpHI OCHOBU
(GYHKIIOHYBaHHS JKMBHX OpraHi3MmiB. Q0’ckmamu 6ueueHHs 0ioximii € XWUBI OpraHi3MU Ha
pI3HUX eTamax EeBOJIIOLIKHOTO PO3BHUTKY: BipycH, OakTepii, pOCIMHHU, TBapUHH, JIOJAWHA.
OCHOBHUMM 3a80aHHAMU OioXimii €: 1) BUBUEHHS XIMIYHOTO CKJIaly )KHBUX OpPraHi3MiB B HOpMi
Ta TpPHU MATOJNOril; 2) NOCHiIKEeHHS OOMiHYy PEYOBHMH Ta €HEprii B KMBHX OpraHizmax; 3)
BCTAHOBJICHHS 010XiIMIYHUX OCHOB (Di310JIOTTYHHX MPOIIECIB; 4) MTOCIHIKEHHS CTPYKTYPH TCHOMY
Ta BUBYCHHS MOJICKYJISIPHUX OCHOB IMATOJIOTIYHUX IMporeciB. BinmoBifiHo 10 3aBAaHb BUIUISIOTH
TaKi po3odinu oioximii: 1) cmamuuna 6ioximis — BUBYAE XIMIYHUN CKJIaJl KUBHUX OPraHi3MiB Ta
CTPYKTYPY OCHOBHHUX OioMoOIIeKyl; 2) ounamiyna 0Oioximia — AOCTIJKYE OOMIH PEYOBHH Ta
eHeprii B TKaHWHAX 1 opraHax; 3) ¢yuKyioHarbHa OioXimisi — BUBYAE 3B’ SA30K METAOOIYHHX
IPOIIECiB B OpraHax i TKaHWHAX 3 ix ¢izionoriyauMu QyHKIiAIMU. OKpeMO BUAUIAIOTE OiOXiMil0
MHOOUHU (MeOudHa Oioximis) — MAPO3ILT 010XiMil, IKMI BUBYAE XIMIYHUHN CKJIa], OOMiH pEUYOBUH
Ta €Heprii, a TakoX MOJIEKYJSIPHI OCHOBH (i3ioNoridyHuX (YHKLIA B 30POBOMY i XBOPOMY
oprasi3Mi moauHu. OJTHAM 13 TAPO3AUTIB MeANYHOT O10XiMil € Kainiuna Gioximis, STKa BUBYAE
0l0XiMIYHI MeXaHI3MU BUHUKHEHHS 3aXBOPIOBaHb, J1IarHOCTUKY, IPOrHO3YBaHHS Ta 010XiMiuHI
OCHOBH JIIKyBaHHS Pi3HHUX ITaTOJIOTIH.

2. Mertoau pociimxkenHss B Oioximii. 3 MeToro BUpINICHHS OCHOBHUX 3aBJaHb B 0ioXiMii
KOPHUCTYIOTHCS XIMIYHUMH, (iI3MYHUMHU, O10XIMIYHUMH, O10JOTTYHUMH, IMyHO(DEPMEHTHUMH Ta
IHIIMMHU METOJIaMH.

Ximiuni memoou. Cepen XiMIYHUX METOJIB BUAUISIIOTH PI3HI BHUIU E€KCTPAKIIii, TMEPErOHKH,

nepeKkpucTamiszaiii, SKi O03BOJISIOTh IMPOBOAWTH BHIUICHHS Ta OYUCTKY PEYOBUH. Takox

BUKOPHUCTOBYIOTh METOJH SIKICHOTO Ta KUTbKICHOTO (TUTPUMETPUYHI METO/IM) aHAITI3y PEUOBHH.

Dizuuni memoou. B 610xiMii IIMPOKO BUKOPUCTOBYIOTh HACTYMHI (pi3U4HI METOIH:

v Xpomarorpadisi: 6a3yeThCcst Ha Pi3Hiil 31aTHOCTI PEYOBUH PO3MOAUIATHCS MiX PYXOMOIO i
HEpyXOoMOI0 (azamu. BUKOPHCTOBYETHCS /ISl BUAUJICHHS Ta OYHCTKHA PEYOBUH, BU3HAYCHHS
MOJIEKYJISIPHOI MacH pEYOBUH, KUIbKICHOIO BH3HAu€HHS MeETaboliTiB B 0i0JOriYHOMY
MmaTepiaJi.

v' Enextpodopes: OCHOBaHHMN Ha 3JaTHOCTI 3aps/DKEHHX DPEYOBHH 3 PI3HOK IIBHIKICTIO
pyXaTHCh 10 MOJIOCIB (KaTOAy YM aHOAY) B €JNEKTPUYHOMY MoJii. BUKOpHCTOBYeTbCs Uis
BUJUJICHHS Ta OYMCTKU PEYOBUH, BU3HAYCHHS iX MOJIEKYJIIPHOI MacH.

v’ VabrpanentpudyryBannsa. B OCHOBI IIbOrO METOMY JEKHUTh Pi3HA MIBUIKICTH OCAHKEHHS
PEUYOBMH IiJ BIJIMBOM BiALIEHTPOBOTO MPUCKOPEHHS. BUKOpPHCTOBYEThCS 11 BUAUIECHHS Ta
OYHUCTKH PEUOBHH, BU3HAUYEHHS 1X MOJEKYISIPHOI MacH.

v OnTuuHi MeTonu 6a3yrOThCs HA 3MaTHOCTI PO3YMHIB MOTJIMHATH YU BUMPOMIHIOBATH CBITJIO B
NEBHOMY CIIeKTpi. BOHM BUKOPUCTOBYIOTBCS Ui KUIBKICHOTO BH3HAYEHHS PEYOBHH B
610J10riyHOMY MaTepialli, OCKIJIbKM IHTEHCUBHICTh MOTJIMHAHHS YW BUIIPOMIHIOBAHHS CBITJIa
OpsIMO TIPOMOPIIifHA KOHIEHTpalii pedyoBMH B po3unHax. Cepea ONTUYHMX METOJIB
BUAUIAIOTE a0CcopOIiiiHy Ta emiciiiHy Qortomerpito. Ewmicitina ¢pomomempis OCHOBaHA Ha
BHUMIPIOBAHHI CBITJIOBOIO MOTOKY, L0 BUIIPOMIHIOETHCS JOCIII)KYBAaHOI PEYOBHHOIO B
EHepreTHYHo 30y/KkeHOMYy cTaHi. B 0CHOBI  abcopbuyiiinoi  ¢omomempii  NeXKUTH
BUMIPIOBAHHS CTYyNEHs oOcjia0jJeHHs CBITJIOBOIO MOTOKY BHACHIJOK MOTJIMHAHHS CBITJIA
PO3YHMHOM JOCIIIKYBaHOI PEUOBUHU. AOCcopOyitina ghomomempisi MOTUTSIETbCS HA TaKi BUIH:
¢omokonopumempia (BUMIPIOBaHHS TOTJIMHAHHS 3a0apBIEHUMHU pO3YMHAMHU CBITJIA Y
BUAMMIA 4YacTUHI CHEKTpa) Ta cnekmpogomomempis — 1€ BUMIPIOBAHHS ITOTJIMHAHHS
pO3UMHAaMU CBITJIa B yibTpadiosieToBll, BUAUMIN Ta iHPpayepBOHiN niasHKax crekrpa (220
— 1100 am). CnektpodoToMeTpist Mae psia nepesar nepea (HoTOKOIOPUMETPIED: Tae 3MOTY
MPOBOAMTH BHUMIPIOBaHHS B IIMPOKOMY Aiama3oHi A0BkUH XBWIb (Big 220 no 1100 HM),




JIOCIIIJDKYBAaTH 3a0apBieHl Ta Oe30apBHI PO3YMHHM Yy BY3bKid YacTHHI crekTtpa (B 30HI
MaKCHMaJIbHOTO MOTJMHAHHS MOHOXPOMATUYHOT'O TTOTOKY CBITIIA).

v ENeKTpoHHWIA MapaMarHiTHUN PEe30HAHC Ta SUICPHUN MArHiTHUHA PE30HAHC: OCHOBAaHWMN Ha
3MaTHOCTI PEYOBMH Ta sA€p aTOMiB, ILI0 MalOTh HECHapeHi eJNeKTPOHH, IOTIUHATH
€JICKTPOMAarHiTHE BUIIPOMIHIOBAHHS y 30BHIITHBOMY MAarHiTHOMY T0J1i. BUKOpHCTOBYIOTBCS
JUTSL BA3HAYCHHS CTPYKTYPU PEUOBUH.

bBionoziuni memoou. J103BOJISIIOTH HA TAOOPATOPHUX TBAPUHAX BUBYUTH OCOOJMBOCTI XIMIYHOTO

CKJIaxy, OOMiHYy PEYOBHMH Ta €HEprii B PI3HMX TKaHMHAX Ta OpraHax B HOpPMi Ta 3a yMOB

MaTOJIOTIi.

Bioximiunuii memoo. OcHoBHUM B 0ioXiMii € MeTOA (epMEHTATHBHOIO aHAJI3y, B OCHOBI

SAKOTO JIeKUTh BUKOPUCTAaHHS (EPMEHTIB JUIsl KUIbKICHOTO BHU3HAYEHHS PI3HUX PEYOBUH B

0i00riYHOMY MaTepiai.

Imynogpepmenmnuit memoo. B 0OCHOBI IIbOTO METOAY JIEKUTh PEAKIiss MDK AaHTUT€HOM Ta

AHTUTLIOM, TOOTO crienu(ivyHe 3B’SI3yBaHHS AHTUTIN (MIYCHHX CHEMiaIbHUMU (EepMEHTaMH) 3

MIEBHUMH PEUYOBHMHAMU. BUKOPHCTOBYIOTH JUIsl BUSIBJIEHHS O1JKiB, TOPMOHIB, OHKOMapKEpiB Ta

IHIIMX PEYOBHH, IO MICTATHCS B 010J0TTUHOMY MaTepiaii B Ay)Ke MAIUX KUTbKOCTSIX.

3. Bioximiuni gocaimkenns B jgadoparopii. bioximiuHi gOCHiKEHHST CKIanaloTe Oibmie 1/3
BCIX J1a00OpaTOpHUX KIHIYHMX JOCTiIKeHb. BOHUM BHKOPUCTOBYIOTHCS ISl AIarHOCTHKHU Ta
MPOTHO3YBaHHsI Iepediry pi3HUX 3aXBOPIOBaHb, 4 TAKOXK JUISI MOHITOPUHTY €(EKTUBHOCTI
JTIKYBaJIbHHUX 3aXO/IiB.

Marepianom s O10XIMIYHMX JOCHTIDKEHb € KPOB, CHPOBAaTKa, Iia3ma, JiiMda, ceda, Kai,
JKOBY, CJIMHA, UUIYHKOBUM 1 KWIIKOBUHM CiK, TIT, J>XIHOYE€ MOJIOKO, CIM’SiHa piauHa,
CIIMHHOMO3KOBA PiJliHA, BHYTPIITHHOCYTIO00BA PiIMHA, BHINIT 13 CEPO3HUX 0OOJIOHOK, Oi0MTaTH
(LIMAaTOYKM TKAHWMH, B3STI MPUKUTTEBO MiJl Yac XipypriuHuUX ormepaiiiii abo 3a J0MOMOro
CreniaJbHUX MPUCTOCYBaHb). Haifuacrime maTepianom Juist KIIiHIKO-010XiMIYHUX JOCIHIKEHb €
KpOB 1 ceya.

Ipunyun 3a60py Kposi 0151 OIOXIMIUHUX OOCTIONHCEHD
v KpoB peKoMeH/I0BaHO OpaTh B yMOBAaX OCHOBHOTO 06MiHy, To6T0 Bpanmi (8% - 10%) mo

BUKOHAaHHS ()13MYHUX HaBaHTaXXEHb, B CIOKIHHOMY IICUXOJIOT1YHOMY CTaHi, HATIIE.

v' TactpymenTapiit st 3a60py Mae OyTH [e3iH()IKOBAHUM Ta CyXUM, 00 YHUKHYTH TeMOITi3y.
v' TlonoxeHHs Tila pu 3a00pi KPOBi — CHJIsUE, OCKIIBKM y BEPTUKAIBHOMY IMOJOKEHHI —

3pocTa€e, a B TOPU3OHTAIBHOMY — 3HMXKYETHCS BMICT 3arajJlbHOro Oilka, XOoJecTepoily i

aKTUBHICTb psiiy pepMeHTIB (J1ykHOi (hocdaTaszu, acapraTaMmiHOTpaHcepasn).

v' UYac CTHCKaHHS CyAWH [pPU BEHOMYHKIi Mae OyTH MiHIMalbHUM (OCKIIBKH TilOKCist

CIPUYUHSE 3MIHM OKpEeMUX 010XIMIYHUX MOKA3HUKIB).

4. IcTopisi po3BUTKY Oioximii. B cBoeMy icTopudHOMY pO3BUTKY O10XiMis Ipoiiuia 4 OCHOBHI
eTanu:
= [ eranm (3 maBHIX 4YaciB 10 15 cT.): Le mepioA MPaKTUYHOIO BUKOPHUCTAHHS O10XIMIYHHMX
MPOIIECIB [yl BUTOTOBJICHHS %K1, OJIATY, IPEIMETIB JIOMAITHHOTO BXKUTKY.
= [l eran (3 15 cr. 10 2 monoBunu 19 cT.) - nepioj HakonW4YeHHs O10XIMIYHUX 3HaHb. Tak, B
16 cr. Ilapanenbc 3aKkiaB OCHOBH ATPOXiMiil (Mean4HOI XiMii). BiH mepiuii mouas JikyBaTH
BEHEPHUHI 3aXBOPIOBaHHS Mpenapatamu pTyTi 1 cipku. B 17 ct. Ban-I'enbMonTOM OYyno
3anpornoHoBaHo MOHITTA (hepmeHTH. B 18-19 cT. mounHae po3BUBATHCH CTaTHYHA O10XiMisl.
= [II eran (2 nonoBuHa IX cromiTrs - 1 monoBuHa XX CTOMITTS) - 1€ MEPiOj CTAHOBIIECHHS
6ioximii sik Hayku. B 1eil mepiog mpomoBXKyeTbCs HarpoMa/KEHHsI 3HaHb 10 CTATHYHIN
61oximii. Ha py6exi IX - XX cT. mopsn 31 cTaTHYHOIO MOYMHAE PO3BUBATUCH AMHAMIYHA
6ioximig. B 1903 p. Bnepie Kuelibeprom 0ysn0 BUCYHYTO MOHATTS «O10XiMis», X04a IIe y
1886 p. danuneBchbkuii (BITYM3HAHUIN 010X1MIK) 3alIPOMIOHYBAB 110 Ha3BY.
= [V eran (cyyacHHH mepioJl) XapaKTepU3YETbCS OYPXJIMBHM PO3BUTKOM (YHKIIOHATIHHOI
610x1Mii, MOJIEKYJSPHOI 010J10T1i Ta T€HHOT 1HXKEHePIi.



Bceceimnvogioomi nobeniecovKi naypeamu no oioximii
1. Dxeiimc CamHep — aMepUKaHChKUN 010XiMiK, JOBIB OUIKOBY mpUpoay (pepMeHTiB — BrepIie
BUJITUB (PEpMEHT ypea3y B KpUCTATIUHIN GopMi.
2. Ortro BapOypr — HiMelpkHii 610XiMIK, 3’ gCyBaB 010XiMIYHI MEXaHI3MU TKAHUHHOTO JTUXAHHS.
3. Ilitep Mituen — aHIIIACHKUKA OI0XIMIK, aBTOp XEMIOCMOTHYHOI Teopii OKHCHOTO
dochopunyBaHHs.
4. Tanc Kpebc — HiMenpbkuii 010XiMiK, BIIKPUB IIUKJI TPUKAPOOHOBUX KHCIIOT, & TAKOX ITUKII
CHHTE3Y CEYOBUHHU.
I'ycraB EMOnen Ta OTTo Meiieprod — HiMenbKi 010XiMiKH, BIIKPHIIA TIIIKOJTI3.
6. Jbxeiimc Yorcon ta ®@pencic Kpik — amepukaHchkuil 0i0XiMIK Ta aHTIHCHKHHA (i3uK —
dbyHIaTOpU MOJIEKYJISIpHOI 610J10Tii, pO3KpHIM BTOpUHHY CTpyKTYpy JJHK.
7. Mapman Hipenbepr — amepuKaHChbKHIl 010XiMiK, 3p0OOMB 3HAYHUN BHECOK B PO3IU(POBKY
TEHETUYHOTO KOJTY.
8. @penepix Cenrep — aHrmiicbkuil 010XiMiK, 3aIpPOIIOHYBAaB METOJ BH3HAYCHHS IMEPBHHHOL
CTPYKTYpH OLIKiB, po3mmdpyBaB IEPBUHHY CTPYKTypy IHCymiHy. /JIBiui Jjaypear
HoGemniBcbkoi npemii.
Ykpaiucoki eueni dioximixku. bioximiuni wikonu ¢ Yxkpaini
JlaHumneBcbkHii — chOpMyYITIOBAB MOJIOKEHHS PO CTPYKTYPY OLIKIB.
I'op6aueBchbkuii (i3 TepHONIBIMHN) — BIIEPIIE BUALIMB aMIHOKUCIIOTH 3 O1JIKIB.
[Mamnaain — MOSICHUB 3HAYSHHS MTPOIECIB AETIAPYBaHHA CyOCTpaTiB B TKAHWHHOMY JMXaHHI.
['pabap — y @paniiii 3acHyBaB 010XiMIYHUN IHCTUTYT, BIAKPUB METOJI IMyHOETIEKTPO(hope3y.
bax (i3 3omotonomi Yepkacbkoi obnacti) — B MockBi 3acHyBaB IHcTuTyT OioXiMmii Ta
010XIMIYHHI KypHaII, pO3pOOUB MEPOKCHUIHY TEOPit0 010JIOTTYHOTO OKUCIICHHS.
Enrenprapar — mokaszaB, IO MPOIeC TKAHUHHOTO IUXaHHS CYIPOBOIKYETHCS CHHTE30M
ATO.
7. benmimep Ta LmbakoBa — Biakpuiam koedimieHT P/O, Skl € TOKa3HUKOM CIPSDKEHHS
TKAaHMHHOTO JIUXaHHS 1 OKUCHOTO (pochoprryBaHHS.
8. Ilapnac (1bBIBCHKMI 010XIMIK) — BIAKPUB MEXaHI3M TJIIKOI3Y.
9. Yapradd (i3 YepHiBuiB) BUABUB, 110 B Mosiekyni JJHK cyma mypuHOBHX 1 MipUMiAMHOBUX
OCHOB OJIHaKOBa.
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bioximMiyHI IIKONMM Ta TOBAPUCTBA PO3BUBAIOTHCS MpU Kadenpax O10xiMmil MEAUYHUX,
NEearoriyHuX Ta CUIbCBKOTOCHOJAPChKUX YHIBEPCUTETIB, y O10XIMIUHMX JabopaTopisx Ta
criemianizoBanux 3akiagax. B micti Kuesi 3Haxoguthest iHcTUTYT Oloximii iM. O.B. Tlannanina,
Ha 0a3l SKOTO BUIYCKAETbCA «YKPAaiHCHKUU O10XIMIYHMNA KypHall», IO BXOAWTH IO HU3KHU
CBITOBUX BUJaHb 1 LUTY€EThCA B elNeKTpoHHIN Mepexi PubMed. Ha 6a3i xadenpu Oionoriunoi Ta
3arayibHOi XiMil BIHHMIIBKOrO HalllOHAJIBHOTO MeAMYHOro yHiBepcurery iM. M.I. Iluporosa
¢yHkiionye Binnuipke oOnacHe 6ioxiMiyHe TOBapucTBO. OCHOBHHMH HampsIMKaMU pPOOOTH
BinHunpkoi  0loXiMIYHOI IIKOJAM €  HAcTymHI: po3poOka mpemapaTiB  Ha  OCHOBI
BHCOKOJIUCTIEPCHOTO KpeMHe3eMy («Cuiike»); JOCHiKEHHs TMpoleciB  OioTpanchopmartis
KCEHOOIOTHKIB B HOPMI Ta MPHU Pi3HUX MATOJOTIYHUX CTaHAX; BUBUEHHS METAOOJIYHUX IIUIAXIB
00MiHY CIpKOBMICHUX aMIHOKHCIIOT Ta TIpOreH Cynb(iay B HOpMI Ta 3a p13HUX NATOJIOTIH.

5. Micue 6ioximii cepea iHIIMX AUCUMUILTIH

bazoBumH mucHMITIIHAMU AJs1 PO3BUTKY O010XiMii € (Pi3MKO-KOJIOiHA XiMisl, OpraHiuHa
ximis, 610¢i3uKa, 610J10r1s1, METOAU AKHX HIMPOKO BUKOPUCTOBYIOTHCS JUISI BUPILIICHHS! OCHOBHHUX
3amay  OlomoriyHol ximii. bioxiMmig TICHO TIOB’A3aHa 3 IHIIUMHA MEQUKO-010J0TYHUMU
TUCIUTITIIHAMA: I (pi3iosorii BOHa € OCHOBOIO JUIsl TOSICHEHB (Di310JIOTTYHMX (PYHKIIIH Ha
MOJIEKYJISIPHOMY PiBHi; 711 (papMaKosorii — METOI0JIOTIYHUM MiIPYHTSAM BUBUCHHS MEXaHI3My
Iii JmikapchKux 3aco0iB. TiCHO 3B’si3aHa 3 G10XIMIEIO 1 TICTOJIOTIS, TIPO IO CBIMYUTH HASIBHICTH
TICTOXIMIYHHX METOJIB JOCHIDKEHHS CTPYKTYPHUX KOMIIOHEHTIB KIITHUH. bioxiMmis po3kpuBae
MOJICKYJIIPHI MEXaHi3MH PO3BUTKY IMaTOJOTIYHUX CTaHIB, JA€ MOXJIHMBICTh IMMATOTCHETUYHO



OOTpyHTYBaTH BHOIp METOJIB JIarHOCTUKH Ta JIKYBAaHHS 3aXBOPIOBaHb, TOMY € TEOPETUYHOIO
0a3010 7151 TATOJOTIYHO1 (i31010T11 Ta KIIHIYHUX AUCIMILIIH.

6. 3navenns Oioximii. CydacHa Giosoris i MeaUIIMHA HEMOXJIMBAa 0e3 3HaHb MOJEKYISAPHOI

Oiostorii 1 reneTuku. Ha X OCHOBI BUHMKIJIAa TEHHA 1HXEHEPis Ta OI0TEXHOJIOTIS, SKI BUBYAIOThH

MOYJIMBOCTI CHPSIMOBAaHHX 3MiH T€HETHYHOro amapary. CTBOPIOIOTHCS Di3HI peKoMOiHAHTHI

JHK, siki BUKOPHCTOBYIOTH ISl CHHTE3Y (hi310JIOTTYHO aKTUBHHX CIIOJYK 1 JIKAPCHKUX PEYOBHH

- aHTHO10THKIB, TOPMOHIB, (DEPMEHTIB Ta IHIIHX.

bioxiMmis € BaXXJIMBOIO TEOPETUYHOI MUCIMIUIIHOW JUIsi MalOyTHIX JiKapiB, ajpKe

JOTIOMArae 3pO3yMiTH MOJICKYJISIpHI OCHOBM 1 MeXaHi3MH (Di310JIOTIYHUX 1 MAaTOJOTIYHUX

MIPOIIECIB, CIPHUSE€ BUPOOJICHHIO KIIHIYHOTO MUCICHHS. bBIOXiMIYHI METOIW JOCIIKEHHS

IIUPOKO BUKOPUCTOBYIOTHCSI JJISi JIarHOCTHKH 33aXBOPIOBaHb, KOHTPOJIIO e(eKTUBHOCTI

JIKyBaHHS.

7. JlocSiITHEeHHsI Ta NepCleKTHBU PO3BUTKY 0ioximil

Hocaznenna oioximii

Po3kpuTO CTPYKTYpY OCHOBHHX 010MOJEKYI Ta iX (pyHKIII].

JocnimkeHo 0coOMMBOCTI XIMIYHOTO CKIIaay, OOMiHY PEUOBUH Ta €HEprii B pi3HUX OpraHax

Ta TKAaHWHAX.

3. PosmmppoBaHO T'E€HETUYHUH KOJ, PO3KPHUTI €Tamud Iepeaadi TeHEeTHYHOl iHdopmarlii,
ONMCAHUI T€HOM JIFOJUHU.

4. 3nidicHeHuil xiMiyHMiA Ta GlomoriyHuil (hepMeHTaTUBHUI) cUHTE3 TeHy in vitro. IIpoBeneno
NEpEeHECEeHHs TeHIB i3 OIHOTO OpraHi3My B iHIINH (reHeTHYHa MoAM(DiKalis), B TOMY YHCHI 1
B OpraHi3M JIIOIMHU.

5. Ha ocHOBI mpuHIMIIB TeHHOI iH)KEHepii CTBOPEHI JIKapChKi IMpenapatd (BakIHHA MPOTH
renatuty B, iHTepdepoH, iHCyNiH, TKAHUHHUN aKTUBATOp IJIa3MIHOTEHY, €PUTPOINOETUH Ta
iH.)

6. Buxopucranus J[HK-texHomorii 703BOIUIO CTBOPUTH HOBUI HAMPSAM JIKYBaHHS CIIaIKOBUX
Ta 1H(QEKUIHHUX XBOPOO — FeHOTepaIlio.

7. 3aBISKM BUKOPMCTAHHIO MOHOKJIOHAJIBHMX AHTHUTLA Ta JIAHLIOTOBOI IMOJIIMEpPa3HOi peakiii
OyB 3aiiiCHEHHWH HAyKOBHUH TMPOPHB Yy JIarHOCTUINl OaraTthox 3axBopioBanb: CHI/,
TyOepKyIbo3, BIpyCHI F'eaTUTH, CIIaIKOBUX XBOPOO TOLIO.

8. Tlosiea iMyHOMEpPMEHTHHUX METOIB JOCTIIKEHHS 3po0uiia JOCTYIHUM Ta IIBHAKUM
BU3HAYEHHS AHTHUIeHIB 30YyAHUKIB I1H(EKIIMHUX XBOpoO, TOPMOHIB, AHTUTUI, MapKepiB
MYXJIMHHOTO POCTY.

N —

Ilepcnekmueu pozeumky oioximii:
PO3KPUTTS MOJICKYJIAPHO-TEHETHYHUX MEXaHI3MIB  (PI310JIOTIYHUX Ta TATOJIOTTYHHUX
MIPOLIECIB;
YIOCKOHAJIEHHS JIarHOCTHKU XBOPOO Ha paHHIX CTaJisiX Ta MOHITOPUHTY €()EeKTHBHOCTI
TKyBaHHS;
3aCTOCYBAHHS Cy4yacHUX O10TEXHOJIOT1H /Il CTBOPEHHS HOBHUX JIKaPChbKUX PEUOBUH;
BUKOPHUCTaHHSA METOJIIB T€HHOI 1H)KeHepii /Ui OOpOTHOM 31 CBITOBUMH «EMIAEMIIMU» -
CEepLEBO-CYAMHHUMH, 3JOSKICHUMH, aJepriYyHMMH Ta IMyHHUMH XxBopoOamu (CHIJ),
IYKPOBHM J1a0eToM Ta Jisl JTIKyBaHHS CIIaJKOBHUX 3aXBOPIOBAHb;
BUBUEHHS YMOB TPHXHUBJICHHS IE€pECcCaKEHUX TKAaHWH Ta OPraHiB 3 METOI0 PO3BUTKY
TPaHCIUIaHTOJIOT].

vvVv VYV 'V

A\

8. lIpunuunu opranizanii Ta pyHKIiOHYBaHHS KUBOI MaTepii.

Ipunyunu opzanizauii sxcueoi mamepii
1. TIpuHIMIT MONEKYNAPHOi €KOHOMIii - KOMOiHAIlisl HEBEJIMKOrO YHMClia MOJIEKYN Jae Oe3niu
MakpoMmosiekys. Hampukmnan, minbiionn OUIKiB ckiaaeHi 3 20 aminokucior, a a0 ckiaxy JHK
BXOJISITh YOTHUPHU a30TUCTUX OCHOBH.



2. IlpuHIMn mpocToi CKIATHOCTI - BCi OIOMOJIEKYIM CKJIAAlOThCS 3 KUIBKOX EJIEMEHTIB -
opranoreniB (C, H, O, N, S, P).
3. TlpuHOMO KOMIJIEMEHTAPHOCTI — JUIsl YTBOPEHHS Ta B3aeMojii O1OMOJEKyJl HeoOXigHa
IPOCTOPOBA BIAMOBIAHICTH MK iX OKpeMHMHU YacTUHaMu. llpukianu: po3MilIeHHS a30TUCTHX
ocuoB B JIHK 3a mpaBunamu Yapradda; B3aemomaiss MakpoOMOJICKYJ SIK «KJIKOY Ta 3aMOK» IPU
YTBOPEHHI KOMILUIEKCIB aHTUT€H-aHTUTII0, PEPMEHT-CYyOCTpaT TOIMIO.

Ipunyunu ghynkuyionyeannsa xcueoi mamepii
1. Bei peakmii B KMBHX OpraHizMax MiInopsaKoBYIOTbes Il 3akoHy TepMOIMHAMIKH i
B1I0YBAIOTHCS 33 3aKOHOM JIIFOUYHMX Mac.
2. bimpmiicTe peakuidi B JKMBUX OpraHismMax € (epMEHTaTUBHUMH, TOOTO BiOyBalOThCS 3a
y4acTio (hepMEHTIB - O10KaTaIi3aTopiB MepeBaKHO O1IKOBOT MPUPOJIH.
3. Peaxmii B ®HMBHX OpraHi3aMax MpPOXOJATh y BOAHOMY CEPEOBHUIII MPHU BITHOCHO HEBUCOKHUX
TeMIepaTypax.
4. E”eprig B )KMBHUX OpraHi3Max BUAUISETHCS MPU OKMCHEHHI MOKUBHUX PEYOBUH (BYIJIEBOIB,
O1IKiB, )KMPIB) 1 3HaYHA ii YaCTHHA aKyMYJIIOE€ThCS y BUTIIsAI ATO.

BIOMOJIEKYJIN TA KUIITUHHI CTPYKTYPU

1. OcobsmmBocTi XiMiuHOrO cKiIany :kMBUX opraHizmiB. IloHaTTs nMpo Oiomosekynau Ta ix
POJIb B KMBHUX OpraHizmMax.
XiMIYHHHN CKIJIaJ] )KUBOI Ta HEKHBOI IPUPOJIH CYTTEBO BiJPI3HIETHCS:

* B xuBiif Ta HEKUBIM NMPUPOJIl ICHYIOTh BIJIMIHHOCTI y CHIBBIJHOIIEHHI OKPEMHX XIMIYHHX
eneMeHTiB. Tak, y HEXHUBIH TpUpOAI HAWOUIBII PO3MOBCIOKEHI €IEMEHTH - OKCHUTIEH,
KpeMHiH, 3a1i30, Maruiii, anromiHid. B Toii e 4yac y »XuBUX oprasizmMax 99% XiMiuHOTO
CKJIaqy NpHIajgae Ha Taki eneMeHTH, sk kapOoH (C), okcuren (O), rigporen (H), mirporen
(N), docdop (P) i cynedyp (S). 3 uux XiMiuHUX eleMeHTiB (OioeneMeHTiB a00 OpraHOTeHiB)
YTBOPIOETHCS BECh CIIEKTP O100praHIYHUX CIOJYK.

* 'V HeXMBIH NpUPOAl 3HAYHA KUJIBKICTh XIMIYHUX €JIE€MEHTIB 3HaXOJAThCS Y BUIBHOMY CTaHi,
TOM1 SIK Yy )KUBUX OpraHi3Max OuTbIlla YacTHHA €JIEMEHTIB rnepedyBae y 3B’s3aHOMY cTaHl (y
BUTJISAII O10MOJIEKY).

* Opradiydi CHOJYKH, 10 3YyCTpiHalOThCcsl B HEXHUBIA MNOpPUPOIl, € MPOAYKTaMHU
KUTTEISAIBHOCTI KUBUX OpraHi3miB. bioopraHiuHi MoOJeKynau, IO BXOASATh /0 CKiIany
KHUBHUX OpPraHi3MiB, MalOTh CBO{ XapaKTepHi 0COOIMBOCTI 1 BUKOHYIOTh MEBHI (DYHKIII].
biomonekynu - opraHiuHi CHOJYKH, $IKI BXOJSATh JIO CKJIaAy OpraHi3MiB, YTBOPIOIOTh

KJIITHHHI CTPYKTYpHU 1 OepyThb ydacTb y OlOXIMIYHHMX peakuisix oOMiHy pedyoBHH. OCHOBHMMHU

OloMoJIeKyJaMH JKMBUX OpraHi3MiB € aMIHOKHCIIOTH, JKUpPHI KHUCJIOTH, HYKJIEOTU]H,

MOHOCaxapuaM, OUIKW, TN, HYKJIETHOBI KHCIOTH, Hojicaxapuau. B kMBHX opraHizmax

OioMosiekyau OepyTh y4yacThb B: a) peakiisix OOMIHY PEYOBHH B pOJIi NMPOMDKHHMX IMPOIYKTIB

(metaboiTiB); ©) YTBOPEHHI CKJIaJHUX MoJeKya (OinKiB, HYKIETHOBUX KHUCIOT, JIMiJIiB,

noJiicaxapuziB) abo 610J0TTYHUX CTPYKTYp (MemMOpaH, pubocoM, SiAEpHOTrO XPOMATUHY Ta iH.);

B) peryssuii 610XiMIYHUX MPOIECiB 1 PYHKIIH OKpEeMHUX KIIITHH 1 OpraHi3My B LIOMY (BiTaMiHH,

TOpPMOHHU, TUKIIYH1 HyKJIeoTHau TAM®, nl M@ Ta iH.).

2. IloxomkeHHus1 Giomosiexya. OyHIaMEHTAIBHOW TPOOIEeMOr0 010XiMii € BUHUKHEHHS JKUTTS
Ha 3emuli. 3TiIHO ICHYIOUMM YSIBJIEHHSIM, YTBOPEHHS 010MOJIEKY 1 IEPIIUX MPUMITUBHUX >KUBUX
KIITUH BigOyBamocs Ha 3emuni mia nai€r0 ¢izudHux (akTopiB arMochepu mpuOIM3HO 3 MIIPA.
POKIB TOMY 32 CXEMOIO:



Heopraniuni MosiekyJin nepBUHHOL IepBuHHi 6ioMoeKyIH:
arMocdepu Ta okeany: CH, (MeTaHn), | — = | aMiHOKHCJIOTH, MOHOCAXAPH/IH,

NH, (amiak), H,O (Boaa) HYKJICOTH/IH TA iH.

!

I ] L. Bionoaimepu: 0iiku, mogicaxapuau,
POTOKJITUHM (MePBUHHI KIITUHH) |<*— HYKJICTHOBI KHCIIOTH

BcranoBiieHo, 1o mpu Aii €MEKTPUYHUX PO3PSIIB HAa CYMIIl METaHy, amiakKy, BOIHIO 1
BOJISTHOT mapu BiiOyBaeThesl yrBopeHHs 1ianicroro BoaHio - HCN (CH4 + NH3; — HCN + 3H»)
ta ¢opmanpreriny (CHs + HO — CHO + 2Hb»). IlianicTuii BoJieHb BUKOPHCTOBYETHCS IS
CHHTE3y aMiHOKHCJIOT, HyKJICOTH/IIB, a (popMabAeTi - JUisl yTBOPEHHs ByrieBoiB. L1 mepBuHHI
010MOJICKYJIH € JKEPEeJIoM JUIsl CHHTE3y OiomoniMepiB — OUIKIB, MOJicaxapuaiB Ta HYKISTHOBUX
KUCJIOT. B3aemomis OiomomiMepiB Mik Cco00K0 J1a€ TMOYATOK MPOTOKIITHHAM (TIEPBUHHUM
KIIITHHAM).

3. XapakTepucTHKa OCHOBHHMX 0i0OMO0JIEKYJI ;KUBHX OPraHi3MiB

3.1. Ximisi aMiHOKHCIOT Ta OiKiB. AMIHOKHMCJIOTH — 1€ TTOXi/HI KapOOHOBHUX H

KHCJIOT, y SIKHX OJWH a00 KiJbKa aTOMIB T1IpOT€Hy y BYIJIEBOJAHEBOMY paJHKali R—(ITOLCOOH
3aMillIeH] Ha aMIHOTpyIly. 3aeXHO BiJl pO3TalllyBaHHsS aMiHOTPYIH BUIUISIOTH O, I

B, vy Ta iHmi amiHokucaoTu. Jlo ckiamy OUTKiB BXOASTH JIMIIE O-aMiHOKUCIOTH, Y NH,
AKUX aMiHOTpYIa MPUETHYETHCS 10 0-BYTJICIIEBOTO aTOMa.
Bynosa ta knacugikanis a-aMmiHoKHCI0T
1. CtpykrypHa kaacugikaunis (ocHoBaHa Ha OyJ0B1 paHKaly).
I. Anukiaivyai aMiHOKHCJIOTH
1. MoHOAMiHOMOHOKAPOOHOBI KMCJIOTH
A) Hezamiweni
HZ?—COOH H3C\ H3C—CH2—(|3H—(IIH—COOH
NH, /CH—(IEH—COOH CH,; NH,
Lninun (roi) H,;C NH, I3oaelinun (is1e)
Bauxin (Bas)
H3C—(IJH—COOH H3C\
NH, /CH-CHZ—(IEH—COOH
Auanin (asia) H;C NH,

JledumH (J1ei)

b) I'iopoxcuaminokuciomu B) Tioaminoxucnomu
HO—CHZ-(ISH—COOH HS—CHZ-(IJH—COOH
NH» NH,
CepuH (cep) Hucrein (uc)
H3C—$H—H(|?—COOH H3C—S—CH2—CH2-(IZH—COOH
OH NH, NH,

Tpeonin (Tpe) MerTioHin (MeT)



2. MoHoaMiHOAUKAPOOHOBI KHCJIOTH

HOOC—CHZ—H?—COOH O\\
NH, /C—CHZ—H(IT—COOH
AcnapariHoBa KucJoTa (acm) H,N NH,
Acnaprin (amig acnapariHoBol KHCJIOTH, ACH)
HOOC-CH,-CH,- (IZH— COOH O\\
I'nyraminoBa kuciaora (riy) H,N l
NH,

I'myramin (amix riryraMiHOBOI KMCJI0TH, IJIH)

3. InaMiHOMOHOKAapOOHOBI KHCJIOTH
H,N—-CH,—CH,-CH,-CH,- (IIH- COOH INH
NH, HZN—C—NH—CHz-CHZ—CHZ—(;H—COOH
Jlizun (71i3) NH,
Aprinin (apr)

I1. Hukjaiuydi aMiHOKHCJI0TH
1. ApoMaTH4Hi aMiHOKHMCJI0TH

@CHfEE'COOH HO—@—CHZ—CH—COOH
2 1

NH,
®Deninananin (pen) Tuposun (Tnp)
2. I'eTepONUKJIiYHI AMiHOKHCJIOTH
) \ CH,mGH-CO0H CHy HC—COOH
/ _S NH: | 2 NE
2
H N

H

Ti i
icrmaun (ric) Tpunrodan (Tpm)

3. ImiHOKHCJIOTA

COOH

H
IIpoain (mpo)
2. Biosioriuna knacudgikanis (0ocCHOBaHa Ha 3aMiIHHOCTI aMiHOKHUCJIOT JJIsS OPTaHi3MYy JFOIMHH )
e HesaminHi — HE CHHTE3YIOTbCS B OpraHi3Mi (Jieid, i3, ie, ¢peH, Tpe, TpI, MEeT, Bal).
e VYMOBHO HE3aMiHHI — CHHTE3YyIOThCS B HEJIOCTATHIN KUTBKOCTI (apr, Tic).
e 3aMiHHI — CHHTE3YIOTBCS B JOCTaTHIX KUIBKOCTSX (pelTa aMiHOKHCIIOT).
3. ®izuko-xiMmiyHa kaacudikania (0cHOBaHA Ha MOJIIPHOCTI aMIHOKHCIIOT Ta iX 3apsii)
e HenomspHi (rizpodobHi) — ana, Bam, neH, ine, Met, ¢heH, TpI, Mmpo.
o TlomstpHi He3apsIKeH1 — IITi, cep, TPe, IUC, TUP, aCH, TJIH.
o TlonsipHi HEraTUBHO 3aps/KEH1 — acIl, Ty.
e [lonsipHi MO3UTUBHO 3aps/IXKEH]1 — JIi3, apr, Tic.
4. 3a KHCJIOTHO-OCHOBHMMM BJIACTUBOCTSIMH
e Kucmi — acm, riy.
e OcCHOBHI — Ji3, apr.
e HeiirpanbHi — pemra aMiHOKUCIOTH.



OnruyHa i3oMepiss aMiHOKUCJIOT
EnanTtiomepn — ONTUYHI 130MepH, SKI BITHOCATHCS OIMH IO OJHOTO SIK MPEAMET Ta HOro
J3epKaibHE BioOpakeHHs. IX mosiBa 00yMOBIIEHa HASBHICTIO Y aMiHOKHCIIOT XipalbHHUX IEHTPIB
— aroMiB kapOoHy, 1O HepebyBalOTh B Sp° TiOPUAM3ALii Ta MAIOTh YOTHPM Pi3Hi 3aMiCHHKH.
Skmo B mpoekiii dimepa aMiHOrpyIa po3MillleHa 3j1iBa, TO aMiHOKHCIIOTa BITHOCUTHCA 110 L-
psamy, a skmo 3mpaBa — D-psay. Jlo ckmamy OinkiB OpraHi3my JIFOJWHU BXOJIATH juiie L-
aMIHOKHUCJIOTH.

(I:OOH (Ij OOH
HN—C—H H—C—NH,
CH; CH3
L-ananin D-ananin

Kuc10THO-0CHOBHI BJIACTHBOCTI 0-aMiHOKHCJIOT.

AMIHOKHCIIOTH BiTHOCATHCS 10 aM(pOTEpHUX CHOIYK (amoiTiB), H.C—=CH-COO"
10 00YMOBJICHO HAsSBHICTIO B iX CTPYKTYpi KapOOKCHJIBHOI I'PYIH, sKa 3 -
NPOSIBIISIE KACIOTHI BIACTUBOCTI, Ta aMIHOTPYIIH, SIKa BHSIBIISIE OCHOBHI NH;
BJIACTUBOCTI. B KpucTaiYyHOMY BUTJISIAI aMIHOKHCIOTH TIepeOyBarOTh y
dopmi OinmomnsipHoro (UBITTEp) 10HY — BHYTPIMIHS Cijb. Y BOJHOMY
pPO3UMHI aMIHOKMCIOTH MepeOyBalOTh y BUTIIAAI CyMmimii OIMONSApHOTO i0HY, KaTiOHHOI Ta
aHI0HHOT ()OpM, CITIBBITHOIICHHS SKUX 3aJICKUTH Bix pH.

I3oenexkrpuuna touka (IET, pI) — ne take 3HaueHHs pH npu sxomy cymapHU# 3apsif
MOJIEKYJIM aMIHOKHMCIIOTH JOpPIBHIOE HyINIO. B 130€NeKTpuyHiil TO4YIl aMiHOKHCIOTH He
pyxarmoTbcs mix dac enekrpodopesy. s KUCTUX aMIHOKHCIOT —130€JIeKTPUYHA TOYKA
3HAXOAMUTHCS B CWIBHO KucioMmy cepepoBuilli (pH 1-4), 11 OCHOBHUX aMiHOKUCIOT — B
ayxHoMmy cepenoBull (pH 8-10), miga HeWTpanbHMX aMiIHOKHUCIOT — B CJIa0KO KHCIOMY
CEpeNoBHILI Yepe3 BeIHMKY 3JaTHICTh 10 aucomiamii kapOokcmibHol rpynu (pH 5,5-6,5). Tak,
JUISL MOJICKYJIA aclapariHoBOI KHUCJIOTH 130€JIEKTPUYHA TOYKA 3HAXOAUTHCS B CHIIBHO KHCIOMY
CEpeNOBHINI, OCKUIbKH s HeWTpamizamii il HEraTUBHOTO 3apsAay HEOOXIIHWUN HaJJIUIIOK
IIPOTOHIB.

‘00C—CH-CH,—CO0 + H' HOOC—CH-CH,—COO
+ +
NH; NH;
SIkicHi peakuii Ha aMiHOKHCJIOTH

Hinciopunoea peaxyis — BUIbHI 0-aMIHOKHCIOTH JalOTh CHUHBO-(i0JeTOBE 3a0apBIECHHS 3
HIHT1IpUHOM (peakKilisi Ha 0-aMiHOTPYITY).
Peaxyis @ons — CIpKOBMICHI aMIHOKUCIIOTH IIPU B3a€MOJIT 3 IIIIOMOYM aleTaToM JIal0Th YOPHUMA
ocan mmroMOyM cynbdiny (peakuis Ha SH-rpymy).
Hiazopexyis - TAPO3UH, TpUnTo(daH, FiCTUIUH MPU B3a€MOJIT 3 1a30peakTHUBOM (Cyib(aHiIoBa
KHUCJIOTA, PO3YMHEHA B KOHLEHTPOBAHINM XJIOPUAHIA KHCJIOTI) Jal0Th OpPaHkKEBO-UYEPBOHE
3a0apBIICHHS.
Kcanmonpomeinosea peakyis - TpH JONaBaHHI 10 pO3YMHY AapOMATHYHUX aMiHOKHCIIOT
(peninananiny, TUpPO3UHY, TPUNTO(GAHY) KOHIEHTPOBAHOI HITPATHOI KUCIOTH BUHHMKA€E KOBTE
3a0apBIEHHS.
Peaxyis Minnona — po34lH TUPO3UHY 3 PEaKTUBOM MisloHa (PO34YHMH PTYTI B HITPATHIN KUCIOTI,
10 MICTUTh HITPUTHY KUCJIOTY) IIPHU HarpiBaHH1 Ha0yBa€ YePBOHO-KOPUUHEBOIO 3a0apBIICHHS.

IBIiTTEp-i0OH ajaHiHy

Bbinku — e OiononimMepu, MOHOMEpaMH SIKHX € 0-L-aMiHOKHCIIOTH, 3B’A3aHI MIX CO00I0
NEeNTUIHUMU 3B’ I3KaMHU.
BioJsioriuna poab 6iskiB
1. CtpykTypHa (mnactuyHa) ¢yHKis. bijku ckiagaroTh OCHOBY TKAHHMH 1 OPTaHiB.
2. Karanituuna, abo gepMeHTaTiBHa (YHKIIS — OJHA 3 FOJOBHUX (PYHKIIH OITKOBUX CIIOJIYK.
Bona nosnsirae y npuckopeHH1 XiMi4HUX [T€PETBOPEHb PEUOBHH.



3. PyxoBa (mexaniuna) ¢ynkmis. binkm OepyTh ywacTh y 3a0e3mnedeHH] pi3HUX (opm
MEXaHIYHOTO PyXy — y CKOpPOYEHHI 1 po3cialieHHi M's13iB, y poOOTi BHYTPIIIHIX OpraHiB (cepus,
JIETeHiB, NUTyHKa Ta iH.). Lli mpoiecu BinOyBarOThCs 32 y4acTIO TaKuX OLUIKIB, SIK aKTHH, MIO3HH,
TPOIIOMIO3HH 1 PSIy IHIIHX.

4. TpancnoptHa pyHkIis. Okpemi Tpynu OUIKIB TPaHCIIOPTYIOTh B OPTaHi3Mi HEPO3UHMHHI Y BOJII

pPEUOBHMHU (KHCEHb, TUOKCH]I BYTJICIIO, I0HM METAJIIB, JIIMIJH Ta 1H.) 1 TOKCHYHI MPOIYKTH.

5. BaxucHa ¢Qynkiisa. I[lpormec 3cigaHHsS KpoOBi, SKHM 3axuWIa€ OpraHi3M BiJ KPOBOBTPAT,

NPOXOJAUTh 33 Y4acTi0 Oarathbox OiNKOBUX (hakTOpiB. BHYTpIlIHI CTIHKM OpraHiB TpaBICHHS

BKPHTI 3aXMCHUM IIIAPOM CIIM30BUX OUIKIB-MYIHMHIB. BaXIuBY poib B 3aXUCTI OpraHi3my BiJ

iH(eKil BiAIrpaoTh IMyHOTIIOOYITiHY.

6. Perynsatopna ¢yHkiis. Psx ropMoHiB 3a cBo€ro OyI0BOIO HAJIEKATh A0 OUIKIB a00 MPOAYKTIB

iX mepeTBOpeHHs; BOHU OEpyTh y4acTh y Peryisiii pi3SHOMaHITHUX MPOIECIB.

7. PeuenropHa ¢yHkIisa. barato 61IKOBUX CHOJYK BUKOHYIOTh BOKJIMBY (DYHKIIIFO BUOIPKOBOTO

pO3Mi3HABaHHS 1 IPUETHAHHSA OKPEMHUX PEYOBHH.

8. Tpodiuna abo pesepBHa ¢yHKIA. binku mima3Mu KpoBi Ta OKPEMHUX OpraHiB MOXYTh

CIIyTYBaTH JPKEPETIOM aMiHOKHUCIIOT.

9. 3Hemko/pKkyBasibHA (QYyHKLIA. BiTkM MOXyTh 3B'SI3yBaTH pPi3HI TOKCHYHI CHOJYKH (BaXKKi

METaJIH, aJIKaJI0iI1, TOKCHHH Ta iH.) 1 3HEMKOKYBATH IX.

10. Enepreruuna ¢yskiisa. [Ipu nosHoMy po3naai 1 r 6inka Bumingerses 17,1 x/Ix (4,0 kkan).

Bukopucrannus OinKiB sIK JpKepena eHeprii BiOyBaeTbcs y BHIAAKY HECTadli BYTJICBOIIB 1

JIITIIB.

11. Korenernyna Qynxuis. Lls (QyHKIIST BUKOHYETHCS HYKJICONPOTEIHAMH, SKi JONOMAararmTh

HYKJIETHOBUM KHCJIOTaM peajizyBaTH 3JaTHICTb JI0 IEPEHECeHHs TeHeTUYHO1 iH(opmarrii.

Kaacudikaunis 6inkis.

1. 3a OyaoBoro OUIKHM MOIUIAIOTHCS HA MPOCTI Ta CKIIAHI.

[TpocTi OUIKM CKIANAIOTHCS JUIIC 3 aMIHOKHCIIOT, TOMAl SK CKJIATHI OUIKH MICTSTh TaKOXK
HEOUIKOBUI KOMIOHEHT. [0 mpocTux OLIKIB BiTHOCATHCS albOyMiHU Ta TNIOOYIiHM; IPOTAMIHU
Ta TICTOHU (sAepHl OUIKHM); CKiIeponpoTeiHu (OUIKM CHOJYyYHOI TKaHWHM); MpOJaMiHU 1
IIIOTENIHU (pOocauHHI O11kK). J{o ckiagHuX OUIKIB BIIHOCATHCS HYKJICONMPOTETHU, JIMONPOTEIHHY,
[JIIKONPOTETHH, METAIONPOTETHH, (hochonpoTeinn, XpoMoIpoTeinu (3adbapBieHi OLIKK) 1 T. 0.

2. 3a ¢hopMoI0 MOAUISIOTHCS Ha:

e  (iOpuisipHi OLIKK YTBOPIOIOTH (iOpHIIN (HAapUKIIal, CKIEPONPOTEiH KOJIareH);

e oOyNsApHI OUIKM MatOTh KYJACTY CTPYKTYpPY (HalpHuKIIaj, anbOyMiHU Ta TIIO0YIIiHH).

Pi3uKo-xiMivHi BJIacTHBOCTI OiIKiB

o Monekynapna maca nentuaiB - no 6000 manpToH, a OinkiB - Bim 6000 mo OGaraThox
MUIBHOHIB ~ JanbTOH.  MoJekynsipHy  Macy  OUIKIB ~ BHM3HA4alOThb  METOAAMHU
yABTpalEeHTPU (YT yBaHHS, refbdiabTpallii, e1ekTpodopesy Ta iHILUMHU.

o  Am@omepnicmsp GinkiB. Ha noBepxHi OinkiB 6arato kapOokcunpHUX TIpyn (-COOH), sxi
NPOSBISAIOTh KHUCIOTHI BiacTUBOCTI Ta amiHorpyn (-NHz), sKi BHUSABISAIOTH OCHOBHI
BJIACTUBOCTI.

o 3apad 6inkosux MmoJieKyn 3alNeKWUTh BiJl CIHIBBIJIHOIICHHS B MOJIEKYNi Oilka KHCITUX Ta
OCHOBHUX aMIHOKUCJIOT. bBinbmiicTe OUIKIB OpraHi3Mmy JIOJUHHU 3apsKeHl HEraTHBHO,
OCKUIBKM B HHX IE€pEBaKalOTh KHUCII aMIHOKUCIOTH (TJIyTamMiHOBAa Ta aclapariHoBa).
[To3uTHBHO 3aps/KeH1 OUIKM - 1€ MepeBakHO OUIKM KIITUHHOTO siapa (TICTOHH), B SIKUX
MepeBaKalOTh OCHOBHI aMiHOKUCIIOTH (JII3UH Ta apriHiH).

o I3oenexmpuunuil cman Oinka - CTaH, TPU SKOMY 3apsn Oika JOPIBHIOE HYIIO.
I3oenekmpuuna mouka — 1€ Take 3HaueHHs pH, npu sikomy OLJIOK € eJIeKTPOHEUTPATbHUM.
Jns xucnux OUIKIB 130€JNEeKTpHYHA TOYKA JIEKHTh y Kuciomy cepenosuuii (pH<7), mns
OCHOBHUX — B JIy’)kHOMY cepenoBuii (pH>7).

e Po3uunnicme 0inkie y 600i. binbiicTh OUIKIB OpraHi3My 3/1aTHI yTBOPIOBATH KOJIOIIHI
po3unHH (aTbOYMIHH, TTIO0YIIIHH), OKpeMi OIKH € HEpO3UMHHUMU (KoJareH, (GiopuH).



e Vuisepcanvnorw peaxuicro na nenmuonuil 36’°a30K B OUIKax € OiypeToBa peakuisi — 1osBa
CHHBO-(10JIeTOBOrO 3a0apBJIEHHS NPHU JOJaBaHHI 10 OlIKa JY)KHOTO PO3YMHY KYIpPyM
cynbdaty (32 paxXyHOK YTBOPEHHS KOMILJIEKCHHX CITOJIYK MiJii).

CTpykTypHa oprasizainis 6i;1KoBOI MoJIeKYJIH1

1. Ilepgunna cmpykmypa — 11€ TOCIIIOBHICTh aMiHOKHUCIIOT B MOJIMENTHIHOMY JaHLOry. s

CTPYKTypa Oinka cTabuni3yeThcs MENTHAHUMH 3B’SI3KaMHU, KOAYETbCS HAa T€HETUYHOMY DIiBHI, €

OCHOBHOIO, OCK1JIbKA BU3HAYa€ BC1 1HII CTPYKTYpH OiJIKa.

Ymeopenna nenmuonozo (amionozo) 36’a3xy
[lenTuanuii 3B’S30K YTBOPIOETHCSI B peakuii KOHAEHcCAlli - TMpU B3aEMOIIT O-
KapOOKCHJIbHOI TpyNH O/Hi€l aMiHOKHMCIOTH Ta oO-aMiHOrpynH iHmoi. HaBememo peaxiiito
YTBOPEHHS MENTUIHOTO 3B’ SI3KY MK aMIHOKHUCIIOTaMH aJIaHIHOM Ta TIIILIMHOM.
IMenTuaHMi 3B'930K

a //O a / i ! /A
H3C_CH'C‘ + HzC_C\ H3C_CH_:'C_IIV_:'CH2_C~OH
|~ “oH |~ “on-H0 g
NH2 NH2 NH2' ------ ]
aJIaHIiH CIMH ATAHLITTINH

IIpu B3aemopii ABOX aMIHOKHUCIOT YTBOPIOETHCS TUMENTHA, TPbOX — TPUIENTHU[T 1 T.II.
Ha3Ba mentuaiB ckiaiaeThcs 3 Ha3B aMiHOKHMCIIOT, SIKI BXOJAATH 10 WOTO CKIALy, NPU IILOMY
3aKiHYEHHS YCIX aMIHOKHCJIOT KpIM OCTaHHBOI 3MIHIOEThCS Ha -i1. Hampukian, numentun
IaHIHY Ta IIIIWHY HA3UBAETHCS aJTaHUITITIINH.

3 0JHOrO KiHIIS NENTUIY 3aBXKJU 3HAXOIUThCS aMIHOKUCIIOTA 3 BUIBHOIO aMiHOIPYIIOK (B
JUTICTITH]II AJTaHUITIIIAHI — aJlaHiH), BOHA HAa3MBA€ThCs N-KIHIIEBOIO, a 3 MPOTUJICKHOTO KiHIIS
HEeNTUY PO3TAIOBYETbCS aMIHOKMUCIOTA 3 BUIBHOIO KapOOKCHJIBHOIO TPYIOI0 (B JAMIENTHII
IAHUITITINKHI — TIIIMH), BOHA Ha3UBa€ThCsl C-KIHIIEBOIO.

2. Bmopunna cmpykmypa — po3MIillIEHHS B IPOCTOPI OKPEeMHUX JUISHOK MOJINENTHIHOTO
nanitora. CtabuTi3yeTbCcsli BTOPUHHA CTPYKTypa IEPEBaXHO BOJHEBUMHU Ta JAUCYIb(IIHUMU
3B’3KaMH. PO3pi3HSAIOTH 0—CcHipajib Ta B—CTPYKTYpYy.

o—cnipajib sBJsie cOO0I0 MPaBO3aKPyUEHY CHipalib, sIKa YTPUMYEThCS B IPOCTOPI 3aBISKU
YTBOPEHHIO BEIMKOI KUJIBKOCTI BOAHEBUX 3B s13KiB Mk —C=0 Ta NH— rpynamu noiinentuaHoro
naHmora. Taka koHpopMalis MOJINENTHIHOTO JaHIIOra €HepreTMYHO BUTAHA, 00 crpuse
IIUTBHIM yNakoBLI B MPOCTOpPI MOJEKYIM Ta 3MEHUICHHIO ii BiIbHOI eHeprii. dakropu, 110
NEPEIIKO/PKAIOTh YTBOPEHHIO O—CITipalieli: PO3MIIICHHS TOpPSA OJHOWMEHHO 3apsKEeHUX
aMIHOKHCJIOT (B3a€EMHE BIJIITOBXYBAaHHs) a00 aMIHOKUCIOT 3 BEJIUKUMHU paJuKaniaMu
(mpoctopoBa HeBIANOBIAHICTE). [lopyilye crmipanizalito TakoX aMiHOKHMCIOTa MPOJIIH, SIKa €
(akTUYHO IMIHOKHMCIIOTOIO 1 Pi3KO 3MIHIOE HANPSAMOK IMOJIINENTHIHOTO JIAHITIOTA.

B—cTpyKTYpa mpencTaBieHa CKIaI4acTUM JIMCTKOM, B SIKOMY MOJIMENTHIHI JIAHIFOTH
3’€IHaH1 MK COOO0 3a JOIOMOT'OI0 BOJAHEBUX 3B’ S3KIB.

3. Tpemunna cmpykmypa — 1ie croci0 pO3MIIIEHHS B MPOCTOPI BCHOTO MOJIMENTHIHOTO
nanutora. CTalbumi3yeTbcsi BOJHEBUMH, AUCYIb(QIIHUMU, IOHHUMH Ta TiAPpOPOOHUMHU 3B 3KaMH.
['moOynsapHi 61IKM MarOTh KyJenoAioHy, a Gi0pmiIspHi — BUTATHYTY GopMy.

4. Yemeepmunna cmpyxmypa. Bunukae npu 00’ eTHaHHI TPETUHHHUX CTPYKTYp, TOOTO 1BOX 260
OutpIIe ToMNenTHAHUX JaHoTiB. KoxkeH maHmior mae Has3By '"cyOomuuwmis'. Hampuxmian,
MOJIeKyJIa FeMOTI00iHy CKIafaeTbes 3 4 cyOouHMIb: 20~ Ta 23- JTaHIIOTH.

5. lomenna cmpykmypa. Jleski NOMNENTHIH] JaHITIOTH MAOTh JUISHKH, K1 CX0X1 MK COOO0I0
3a aMIHOKMCJIOTHOIO TMOCHTIJIOBHICTIO, ajlé BUKOHYIOTH pi3HI (YHKIIi, BOHHM Ha3MBAaIOTHCA
noMeHaMu. J[oMeHW BUHUKIM B TMPOIECI €BOJIOIIT BHACHTIJOK TMOJBOECHHS TE€HIB Ta 3MIHH iX
OyIOBH.



IousATTSI MpO AeHaTypauio OLIKIB

Jlenatypauis OinkiB — e BTpaTa OimkamMu iX 010J0TiYHUX (HATUBHHMX) BIACTUBOCTEH
BHACIIIZIOK TOPYIIEHHS BTOPHHHOI, TPETHHHOI Ta, NMpPH HASIBHOCTi, YETBEPTHHHOI CTPYKTYP.
Jenarypamiro BUKIHKalOTh (izmuHi  dakropu (Temmeparypa Bumie S56°C, ioHi3yroue
BUIPOMIHEGHHS Ta 1H.) Ta XIMIYHI YMHHWKW (CHJIBHI KHCJIOTH, JIYTH, COJII BaXXKUX METAJiB,
asikanoigu, 6apBHUKH Towlo). JleHatyparis OyBae 3BOPOTHSI Ta HE3BOPOTHsI. SIKIIO B pe3ynbTaTi
nii geHaTypyrdoro (Gaktopy BiZOYBCS pO3pUB MOMINEOTHIHOTO JIAHIIOTA, TO TaKa JeHATypallis
BBKAETHCSI HE3BOPOTHOK (JECTpyKINisi O1NIKa), SKIIO K TEPBHHHA CTPYKTypa 30epexeHa, TO
MO>KHA JIOCSATTH peHaTypaillii 617 IKOBOi MOJICKYJIH.

OEPMEHTH

1. 3aranbHi NOHATTA eH3uMoJorii. @epMeHTH (eH3UMH) — I OiOKaTaIi3aTOPU MEPEBAKHO
OinkoBOi mpHpomH, sIKi OepyTh y4dacTh B XIMIYHHX peakiisix B opranizmi. Haza «pepmeHT»
MOXOJUTh BiJl JJATHHCHKOTO ciioBa «fermentatioy - OpodinmHsa, a «eH3UM» — BiJ TPEIBKOTO «en
zymey» - y Opidcodicax, y 3akeacyi. Jlo OlokaramizaTopiB TakOXX HaJIeKaTh PUOOZUMHU -
monekynmu PHK abo ix ¢parmentu, siki kaTami3yloTh peakiii pO3LICTUICHHS Ta 3IIUBaHHS
BJIACHUX MOJIEKYJ Ta MoJiekyn inmux PHK.

Hayka, sika BHBYae (QepMeHTH, HA3UBAETHCSA eH3uMol02ieto abo gepmenmonozicro. B
€H3UMOJIOT11 KOPUCTYIOThCSI HACTYITHUMU TTO3HAYCHHSIMHU:
E — dbepmenr, en3um (“enzyme”).
S — cybcTpar — pedoBuHa, Ha Ky Ji€ (EPMEHT.
P — npoaykT peakiiii — pe4oBUHa, SIKa YTBOPIOETHCS B pe3yibTaTi (PepMEHTATUBHOI peaKiii.

Hist pepmenty (E) nomsirae B meperBopeHHi cyocTpaty (S) Ha nmpoaykr (P). E

3uaveHHs QepmentiB: 1) depmentu OepyTh y4acts B Oinmbmiocti mporecis, ski S —= P
BII0OYBalOTbCSI B OpraHi3Mi - a) PEaKIisiX CHUHTE3Yy, pO3Maay, B3a€EMOINEPETBOPEHHS
peyoBMH; 0) mpoliecax TpaBJICHHS Ta BCMOKTYBAaHHsS, B) IpoOllecax BHUBUIBHEHHS €Heprii, T)
3a0e3MeuyloTh KOOpJAMHAI0 OiloxiMiuHKMX peakuiid. 2) [lopymieHHs cuHTe3y ab0 aKTHMBHOCTI
(bepMeHTIB CIPUYMHSE PO3BUTOK 3aXBOPIOBaHb. 3) 3a 3MiHOIO aKTUBHOCTI ()EpMEHTIB B KPOBI Ta
cedl MO)XHA [J1arHOCTYBaTH Ypa)K€HHS NEBHUX opraHiB. 4) ®epMeHTH, iX aKTUBATOpU Ta
1HT101TOPY BUKOPUCTOBYIOTH JUISl JTIKYBaHHS 3aXBOPIOBaHb

2. IcTopis en3umo.orii.

Tepmin «hepmenT» 3anmpornonoBanuii B 17 ct. ximikom Ban I'ensmonTom. B 1814 p. Kipxrod
BIIKpUB, W0 COJIOJ SYMEHIO BHUKIUKae OpomiHHA Kpoxmamto. Ilomanpmmii  po3BUTOK
depmenrosorii noB’s3aHuil 3 imeHamu JliOixa, Ilactepa, ManaceiHoi, ikl BUBYaIM HPUPOTY
cnuproBoro OpozinHi. B 1894 p. dimep 3amponoHyBaB TiNoOTE3y «KJIHOYa Ta 3aMKa», sKa
nosicHioBaia crneurdiuxicTs Aii pepmenti. B 1913 p. Menten ta Mixaenic CTBOpUIN TEOPitO
MeXaHi3My Jii (epMEeHTIB Ta MOSCHWIN KIHETUKY (epMEeHTaTUBHUX peakuid. ¥ 1926 p. (pik
Hapo/keHHd (epmenTosorii sk Hayku) CamHep Bmepuie orpumaB ¢epMeHT (ypea3y) B
KpUCTATiuHiil popmi i H0BiB ioro 6GimkoBy mpupoxy. Y 1969 p. Meppidinsa (Hero-Hopk)
BIIEpIIIE CHUHTE3YBaB (epMeHT - puOonykieasy. ¥ 80-x pokax 20 cr. Tomac Yek BiakpuB
katanituuli PHK, sixi otpumanu Ha3By pubo3uMHU.

3. Homenkiatypa gepmentiB. Koxxuuii pepmeHT Mae 2 Ha3BH — KOPOTKY poOouy (3pyuHy Juis
BUKOPHUCTAHHSA) Ta OLIbII MOBHY CUCTEMAaTUYHY (U1 OTHO3HAYHOI 11eHTH(IKalli hepMeHTy).

1. Po004Ya HOMEHKJIATYPA CTBOPIOETHCS 3a TAKMMH TPUHIIUITAMH:

- Ha3Ba (PEpMEHTY CKJIQJAETHCS 3 XIMIUYHOT HA3BM CYOCTpATYy 1 3 ToJaBaHHSM CydiKca «-a3ay.
Hanpuknan: manerasa - hepMeHT, 10 KaTalli3ye MepeTBOPEHHS MaIbTO3H.




- Ha3Ba (DEPMEHTY CKJIAJAETHCS 3 XIMIYHOT HA3BH CYOCTpaTy, THITY XIMIYHOT peakIii Ta cyikcy
«-a3a». Hanpukmnan: nakraT + gerigporeHisaiis + a3a = JakTaTAeriiporeHasa.
- ICTOpHYHO yCTaJIeHa (TpUBiajbHA) Ha3Ba, sIKa HE Ja€ YsABY PO CyOCTpaT Ta TUI XiIMIYHOT
peakuii. Hanpuknan: nerncus, TpoMOiH, TPUIICHH, PEHIH.
2. Cucrematu4yHa _HoMeHkJjarypa. CrBopeHa MIixKHAPOAHUM COI0O30M Oioximii Ta
MoJIeKyJIsApHOI GioJtorii B 1961 pori i 6a3yeThest Ha kiacudikamii pepMenTiB, MOOyI0BaHOI 32
TUNIOM XiMiyHOi peakuii. CucTeMaTHyHa Ha3Ba NPUCBOIOETHCSA JIHIIE J00pe BHBUYCHUM
bepmeHTaM.

CucremaTH4yHa Ha3Ba (pepMeHTA CKIIAJAETHCS 13 HA3BU CyOCTpaTy XiMIYHOI peakilii, Ha siKi
nie  QepmeHTt, Ha3BU KocyOcTpaTy Y KO(akTopy, THUIy XIMIYHOTO TIE€pEeTBOpeHHS (32
MDKHapomHOW  kiacudikaiiero  ¢epMmeHTiB) Ta  cydikcy  «-aza».  Hampukmian,
JAKTAT/ETiAPOreHas3a 3a CHCTEMAaTHYHOK HOMEHKIATyporo HasuBaeThes L-JlakraTt: HAOY -
OKCUAOpeayKTAa3a.

BignoBimHO 110 CHCTEeMaTH4HOI HOMEHKJIATYpH KOXXHOMY (EpMEHTY TNPUCBOEHHMA
cnemianbHuid mudp, KU CkiIagaeTscs 3 4-X KomoBuUX Ludp, po3auieHux Toukamu. [lepma
mudpa — e kaac GepMenty (8xazye na mun xXimiunoi peaxyii), Apyra — Migkiac (6xazye na mun
Ximiunoi epynu 6 cyocmpami, Ha aKy Oie ¢hepmenm), TPET — MIAMIAKIAC (6KA3YE HA MUN 38 A3K)Y
6 cyocmpami, Ha axutl 0ie pepmenm, abo npupody akyenmopa), 9eTBepTa - MOPSIKOBUNH HOMED
dbepMeHTy B mimiaKiIaci.

Hampuxnan, mmdp nakrataerigporenasu 1.1.1.27. Ile o3Hagae, mo GpepMeHT BITHOCUTHCS
no 1 knacy (oxcudopedykmasu), 1 nigknacy (deziopozenasu), 1 nimnigknacy (HAL -3anescni
OeziopoceHnasu), B IKOMy Mae Homep 27.

4. Knacudikanis ¢pepmentiB. Mi>kHApOJHUM COIO30M 010XiMii Ta MOJEKYJISPHOI 010JIOTii BCI
(dbepMEeHTH TO/IIJICH] 32 THIIOM XIMIYHUX PEaKIliii Ha 6 KJIaciB 3 YITKO BU3HAYCHHUM HOMEPOM.
Kaacu ¢pepmentin (KD):
K® 1. OxkcuaopeayKTa3u: KaTtaai3yloTh OKUCHO-BIIHOBHI peakiii (MIKMOJIEKYISIpHUM TIepeHic
MPOTOHIB, EJEKTPOHIB Ta aTOMIB BOAHIO). [lo HUX Hanexarh AerigporeHasu (KaTami3ylOTb
peakuii AeriipyBaHHs — MEPEHIC MPOTOHIB Ta aTOMIB BOJHIO 3 OJHOTO cyOCTpaTy Ha iHIIUIN),
oKkcHIa3u (TIEPEHOCATh €JIEKTPOHH Ha KHCEHB), OKCHMTeHa3u a00 riapokcuiasu (OKUCHIOIOThH
CcyOCTpaT HNUIIXOM MPHUETHAHHS KUCHIO), HUTOXPOMM (TIEPEHOCHUKHU EIEKTPOHIB).
K® 2. Tpancdepasu: kataaizyloTh peakilii MDKMOJIEKYJSIPHOTO TIEPEHOCY XIMIYHUX TPym. 3a
BUJIOM TPYINH, 110 NEPEHOCUTHCS, MOJUIAIOTECS Ha MeTHJATpaHcdepasu, cyabdorpanchepasu,
aminorpancdepasu, gochorpanchepasu, ammiarpanchepasu, riaiko3uaTpanchepasu.

Jlo TpaHcepas Takox HanexaTb KiHa3M — (epMEHTH, 110 NepeHOoCcATh (ochaTHUI 3anuIIoK
3 AT® na cyberpar (peakiii dochopunyBanns). Hanpuknan, nporeinkiHazu ¢hochopuiIooTh
O1IIKH.
K® 3. Tinposa3u: xaTami3yloTh peakilii TiApodi3y - pO3IMIEIUIEHHS CyOCTpaTy 3a y4acTi BOJIH.
Jlo HuUX HajexaTh menTHAA3u (T1IPONi3 NEeNTUAHUX 3B’SI3KIB), ecTepa3u (TiIpoJii3 CKIAIHO-
e¢ipHuX 3B’s3KiB), (pocdara3m (BiaumemieHHs GocdaTHOTO 3aIUIIKY), IVIiKO3UAA3M (T11poi3
TJTIKO3HUJIHUX 3B’ S3KiB).
K® 4. Jlia3u: katamizyloTh peakilii po3IeryieHHs KOBATCHTHUX 3B s13KiB Mk aromamu C, O, N,
S HerizpomiTHYHMM 1UIIXOM. Jlo HHMX HajeXaTb JdeKapOoOKcWJIa3u  (BiALIEIUTIOIOTH
KapOOKCUIIbHY Tpymy BiA opradidyaux kuciaoT y Bursial COz), aabaodasu (po3IIeIUIIOTh
BYTJICIb-BYIJICIIEBl 3B’S3KM 3 YTBOPEHHSIM allbJIETi/liB), Aerigpara3su (BiALICIUTIOIOTh BiJ
cyOctpatiB Mosekyny H2O 3 yrBOpeHHSIM MOABINHOTO 3B’SI3KY).
K® 5. I30Mepa3u: KaTami3yloTh peakiii i3omepizaiii (MepeTBOPEHHs B MeKaxX OJHI€ MOJIEKYIIN
- BHYTPIIIHBOMOJEKYJIApHI NepeOynoBu). 3a THUIIOM peakIlii i3omepizalii MOAUISIOThCS Ha
MyTa3H, TAyTOMepa3u, panemMasu, eniMepasu Ta iHIIi.
K® 6. Jlirazu (cuHTeTa3W): KaTaJi3ylOTh peakiii 3 €AHAHHS ABOX MOJIEKYJ 3 YTBOPEHHSM
KOBQJIEHTHHX 3B’A3KiB 3a paxyHOK eHeprii AT® abo iHIIMX MakpoepriyHuX CIONyK. SIKIo B




peakinii cuHTe3y Jpkepenom eHeprii cimyrye AT® ¢epMeHT Ha3HBalOTh CHHTETA3010, a SIKIIO
OyAb-SKUI 1HIINH MaKpoepr — TO CHHTA3010.

5. XimiuyHa npupoaa Ta CTPYKTYPHO-(PYHKIIOHATbHA OpraHi3auis (pepMeHTIB

3a XIMIYHOIO TPHUPOJOK (epMeHTH € Oinkamu (3a eunamkom xamanimuynux PHK -
puboszumis). Jlokazamm OinkoBoi mnpupoau ¢epmMeHTIB € a) BUAUICHHI (QEPMEHTIB B
KPUCTAJIYHOMY BUTIJIAAl; O) BHCOKAa MOJIGKYJISIpHA Maca, HE3JaTHICTh 10 Jiamizy uepes
HAIIBIPOHUKHI MEeMOpaHu; B) TiAPOIi3 JO aMIHOKUCIIOT; T') aM(OTEpHI BIACTUBOCTI, 3AaTHICTh
o enekrpodopedy; 1) BTpara aKTUBHOCTI B pPeE3ysbTaTl JEHATypalii Mg €0 BHCOKHX
temneparyp, Y® Ta pEHTreHiBCBKOTO ONPOMIHEHHS, YJIbTPa3ByKa, KHCIOT, JIYTiB, BaXKUX
METaJiB; €) OCaJDKEHHS il JIEF0 COJIeH JIY)KHUX Ta JTY)KHO-3eMEJIbHUX METaiB (BUCOJIOBAHHS )
0e3 BTpaTH KAaTaTITUYHUX BJIACTUBOCTEH; 3) MOMJIMBICTh IITYYHOTO CHHTE3Y 3 aMIHOKHUCIOT
(Bnepie Tak Oyia CHHTe30BaHa PUOOHYKJIEa3a).

Crpykrypa depMmenTiB. PepMEHTH MOAUISIOTHCS Ha POCTi Ta ckiagi. [Ipocti pepmenTu
€ OUTKaMU 1 CKJIQJArOThCS JIUIIE 3 aMIHOKUCIIOT (Hanpukian, GbepMeHTH 3 Kiacy — TiIpoJiasu).
binbmricTs GpepMeHTIB € OiTKaMHu 3 JOMEHHOO Ta YSTBEPTUHHOKO CTPYKTYPOIO.

Ckiaaadi d¢epMeHTH CKIaJalOThcsl 3 OLIKOBOrO KOMIIOHEHTY (amodgepMeHTy) Ta
HeOUIKoBOTO (Ko(hakTopa). AnohepMeHT BiAMOBIae 3a 3B’ sI3yBaHHS 3 cyOcTpaToM (3a0e3reuye
BUCOKY crieniuivHicTh Aii pepMeHTy), a KodakTop Oepe ydacTh B aKTi KaTamizy.

KodakTopn moniisiroTbess 3a XiMiYHOIO TPUPOIOI0 Ha HEOpraHivyHi (MeTaiw) Ta OpraHivHi.
Opranivdi Ko(aKTOpy 32 MIIHICTIO 3B’43KY 3 ano)epMEHTOM MOIUISIOTHCS HAa MPOCTETHYHI
rpynu (MiIfHO, KOBJICHTHO 3B’si3aHi 3 anmo)epMeHTOM) Ta Ko(epMeHTH (c1ab0, HEKOBAJICHTHO
3B’s3aHl 3 amodepmentoMm). B uimomy ckmagHuii depment (amodepmMeHT + KoQakTop)
HAa3UBAETHCA X0J0(epMeHTOM.

6. Llentpu ¢epmentiB. Momnekyna depMeHTY B3aeMOIIE 3 CyOCTpAaTOM HE BCI€I0 CBOEIO
IIOBEPXHEIO, a MEBHUMH JUIsHKaMu. Ha moBepxHi ()epMEHTY € akTMBHMH Ta ajJOCTEpUUYHUN
LEHTPH.

AKTHBHMIl IIEHTP — L€ JUISHKAa MOJIEKYJIU (epMeHTy, y sKiil BiqOyBaeTbCsl 3B’sI3yBaHHS 1
MepeTBOpeHHsT cyOcTpaTy. BiH JokamizyeTbes y 3arMOJeHHI - «IPOCTOPOBIM HIII», sKa
bopMyeTbCcs 3 MPOCTOPOBO 30JMKEHUX JUISHOK TONINENTHIHOTO JaHLora (3a paxyHOK
VHIKaJIbHOI TPUBUMIpHOI KoH(popmarii gepmenTHOro Oinka). CTpyKTypa aKTUBHOIO LEHTPY
MOBMHHA BIJNIOBIJaTH NMPOCTOPOBIiK OyA0Bi cydcTpatry. 3a Teopieto Pimepa cydoeTpar i pepMeHT
€ TIOBHICTIO KOMIUIEMEHTAPHUMH SIK «KJIIOY i 3aMOK» (MO/1eJIb KOPCTKOI MaTpuii). 3a Teopieto
Komienaa BiAMOBIAHICTE MK (DEPMEHTOM 1 CyOCTpaTOM JocAraeThesl Oe3MOCepeHbO Mija Yac
iXHBOI B3aeMOJIi 3a paxyHOK KOH(pOpMalIHHUX 3MiH - «Teopisl iHIYKOBaHOI BiamoBigHOCTI
(epMeHTy i cybcTpaTy» («pyKa-pyKaBHYKa»). AKTUBHHMX LIEHTpPIB Moxe OyTtH 2, 4, 6, 8, B
KOXXHHM BXOJATH 7-15 aMiIHOKHUCIIOT.

B cTpyKTypi aKTUBHOT'O LIEHTPY BUALISAIOTH!

® KOHTAaKkTHY (AKIpHY) AUISHKY, sIKa 3B’s13y€ cyOCTpar;

® KaTaliTHYHY JUISTHKY, sSika Oe3MmocepeiHhO 3a0e3neuye IepeTBOPEHHS CyOcTpary.

Haii6inpm yacTo A0 cKjiaay akTUBHUX LEHTPIB (epMEHTIB BXOAATH (PYHKIIOHAIBHI IPyNH
TaKUX aMiHOKHCIIOT:

- OH — rpynu cepuny, TpeoHIHY, THPO3UHY;

- SH — rpynu nucreiny;

- NH — rpyna rictuauny;

- COOH - rpynu riyramary Ta acraprary,

- NH; — rpynu aprisidy Ta Ji3UHY.

VY cknagHux pepMeHTIB B aKTUBHUHN LIEHTp (a caMe B HOro KaTaJliTHYHY TUISTHKY) BXOJATS I11€
i KoaKkTOpU: MPOCTETHYHI TPYyNHU, KOPEPMEHTH, I0HU METAIIB.

KpiMm akTuBHOro 1eHTpa, Jeski (EepMEeHTH MAaloTh JIOJATKOBHH, pPEryJIsSTOPHUH,
ajocrepuynuii_neHTp (allos — iHmmii, steros — mnpocTopoBuil), 3 SKUM B3a€EMOJIIOTH




ajiocTepudHi perymsaTopu (ehexTopu, MOIYIATOPH). AJIOCTEpUUHI €PEKTOPH MOAUIAIOTHCS Ha
NO3UTHBHI (aKTUBATOPM), SKI MiJBUINYIOTh KAaTATITUYHY aKTHBHICTH ()EPMEHTY, Ta HETraTHUBHI
(1Hr161TOPM), AKI 11 3HIKYIOTD.

AJNOCTepHYHUI Ta aKTUBHHH LIEHTPU JIOKATI3YIOTbCSA HA PI3HUX CYOOAMHHUISX (EpMEHTY
(perynaropHiii Ta kartamituyHii). [Ipm B3aemomnii edekTopiB 3 aJOCTEPUUYHUM LIEHTPOM
BiZIOyBarOThbcs KOH(OPMALIHI 3MIHM aKTMBHOTO LEHTPY, AKI 3YMOBIIOIOTH 301JIbIICHHS a00
3HUKCHHSI aKTUBHOCTI JEPMEHTY - aJloCcTepruHUi epekT. DepMeHTH, SKi MAIOTh aJlOCTEPUIHUI
LEHTP, HA3UBAIOTHh PEryJSITOPHUMHU (3a XiMIUHOIO NPUPOOOIo 80HU € OIIKAMU 3 YeMBEPMUHHOIO
cmpykmypoio). DepMeHT MOXKe MaTh JCKIJIbKa AJIOCTEPHYHUX IICHTPIB.

SIx mpaBuIio, amocTepuyHi PepMEHTH KaTali3yloTh O010XiMiYHI peakxilii, 0 3HaXOAAThCS Ha
MOYATKy Ta B MICIIIX PO3Tay’)KeHb META0OJIYHUX IIIAX1B. AJIOCTEpUUYHUMH €PEKTOpPaMH € Pi3Hi
METa0oITH, KO(PAKTOpPHU, TOPMOHHU, 10HM MeETaNmiB Tomo. [lo3UTHBHUMH peryiasITopaMu
ajocTepuyHuX (epMEHTIB MOXKYTh BHUCTYNATH iX BJIACHI CyOCTpaTH, a HETaTUBHUMH - KIHIIEBI
MPOJYKTH 0ararocTyneHeBOro 0i0XiMiuHOTO MPoIiecy (PETPOiHTiOyBaHHS).

7. Mexani3m aii ¢epmentiB. MexaHi3m [ii pepMEHTIB IPYHTYEThCS HA YTBOPEHHI (pepMEHT-
CyOCTPaTHOTO KOMILIEKCY,
SKUI JTami pO3MAJa€EThCA 3 Mepment

BUBIILHEHHAM  HPOIYKTIB ®epmentcybeTpaTH Pepuent
KOMILJIICKC

peaxiii. B npoueci

B3aeMoil (epmMeHTy Ta I B N

cyocTpaTty BHALIAITL 3 T—e

OCHOBHHX €TAIM: [—e O @

1) npuemnanus cyberpary — CYoerpar TipoxyxTn

10 (hepMeHTy Ta yTBOPEHHS

nepBUHHOTO QepMeHT-cyocTpaTHOro Komiuiekey (E+S <> ES) 3a nmpuHIMNaMu «kirod-3aMoK»»
a00 «1HJIyKOBaHOI BiJIMOBITHOCTI»;

2) mepeTBOpEeHHsS NEPBUHHOIO (epMEHT-CyOCTPATHOIO KOMILUIEKCY B IPOMIKHI aKTHBOBaHI
depment-cyoctpaTtHi komiuiekeu (ES — ES*, ES**) ta ¢opmyBanns nponykry peakuii (ES*,
ES**— EP). Ha ubomy erarii Bii0yBatOTbCsl KBAHTOBO-MEXaHI4H1 3pYIIECHHS, K1 IPU3BOJATH 10
ocialJIeHHs1 Ta pO3PUBY CTapuX 3B’S3KIB 1 YTBOPEHHsS HOBUX 3B’s3KiB. Lleil etanm € HailOiibmn
BaXUIMBHUM B KaTaJIITHYHOMY IPOLIEC] 1 JIIMITY€E IIBUIKICTh MPOTIKAHHS (PEPMEHTATUBHOI pEeaKIIii.
3) BigokpemiieHHs Bia ¢pepMeHTy chopmoBaHoro npoaykry peakuii (EP — E + P), axuii He mae
KOMIUIEMEHTAPHOCTI JI0 aKTHBHOTO IIEHTPY.

8. Tunu KaTajdiTHYHUX NPOIECIB:

1) KUCIIOTHUH KaTaji3 — IpUEAHAHHS IPOTOHY 10 CyOCTpary;

2) nyKHHH KaTaJi3 — BIAPUB NIPOTOHY BiJ CyOCTpary;

3) enexTpodUIbHUI KaTaji3 — IPUEAHAHHS €IEKTPOHY J10 CyOCTpaTy;

4) Hyksieo(UTbHHI KaTai3 — BIPHUB €JIEKTPOHY B CyOCTpary.

L1i mpotiecu BeyTh A0 OCIa0JIeHHS 3B’ SI3KiB, 1110 MOJIETIITY€E MPOXOHKEHHS XIMIYHOI peakIii.

9. BaactuBocti (pepmeHTiB sik OiokaranizaTtopiB. depMeHTH, aHATOTIYHO HEOIOJOTIYHUM

KarajizaTopaM, JAII0Th 3a 3araJIbHUMHU 3aKOHAMH KaTai3y:

- KaTrali3yloTh JIMIIE Ti peakii, iKi miaKopstoThes Il 3akoHy TepMOANHAMIKY, 1 € EHEPTeTHYHO
MOYKJINBAMU;

- He BIUIMBAaIOTh HAa KOHCTAHTY pIBHOBAarM peakilii, a JHIIe MPUCKOPIOIOTh MIBUAKICTH i
HACTaHHS;

- He 3MIHIOIOTh HallPSIMKY peakKllii;

- HE BXOJATH J0 CKJIaay KiHIIEBUX MPOAYKTIB peaKiiii.

®epMeHTH SIK 0i0KaTaNi3aTOPU NPOSIBJIAITH TaKi BJaCTHBOCTI:

1) CneundivnicTh (BHcoka BUOIPKOBICTH) Iii. BUALISIOTS HACTYNHI BUIU:




a) abcomroTHa crienuivHICTh — (PEPMEHT KaTaii3ye MepeTBOPEHHS TIIBKU OJHOTO CYOCTpaTry
(omuH depmeHT — ouH cyOcTpar). Hanmpukian, ypeasa, aprinasa, caxapasa, JaKTasa.

0) CTepeocTpyKTypHa — (EpPMEHT KaTaji3ye IMEepeTBOPEHHS TUIBKH IEBHOTO CTEpeoizomepa.
Hanpuknan, nakraTaerizporenasa nepeTBoproe jauie L-makrar.

B) BUIHOCHA — ()€PMEHT KaTaji3ye MEPETBOPEHHs TPYNH PEYOBUH 3 OAHUM THIIOM XIMI4HOTO
3B’A3Ky (O0nuMH (epMEeHT — OJMH 3B SI30K).

Hanpuknazn, nentupasd AIIOT HA MENTHAHUM 3a/exKHICTh WBUAKOCTI (hepMEHTATHBHOL
3B’SI30K, ecTepasu — Ha ckiagHoedipHuit v 4 Peaxuii Bi1 TeMnepaTypu
3B’A30K, DVIKO3MIA3M — Ha TIJIIKO3UIHUIA l

3B’SI30K.

2) 3ajekHicTh MBUWIKOCTI (hepMEeHTATHBHOI
peakuii Bix Temneparypu. DepMeHTATHUBHI
peakmii, sk 1 BCl  XIMIYHI  peakIlii,
IPUCKOPIOIOTHCS MPH MiJBUILEHH] TEMIIEPaTypH /
(B 2-4 pa3u Ha koxHi 10°C 3a npaBuiom Bant- 37-40 °C t,°C
Fodpda). Omnak, mBHIKICT (HEpPMEHTATUBHOI
peakiii Mae CBi TeMIepaTYpPHUIl ONTHMYM, TEPEBHILEHHS SKOrO Bede OO0 3HIKEHHS
aKTUBHOCTI (pEpMEHTIB B HACIIZOK TEIUIOBOi AeHaTypauii ixHix wmosekyn. Jlis Oimbmiocti
(dbepMEeHTAaTUBHUX pEakIliii TemneparypHuid onTUMyM cTtaHoBuTh 37-40°C, a mpu 55-60°C Ta
BUIIEC HIBHJKICTh ()EPMEHTATHBHUX pEAKI[ii CHJIBHO 3MEHIIYETHCS BHACIHIJOK JEHaTyparii
(pyiiHyBaHHs1) MOJIeKYyT GEPMEHTY (BUKIHOUEHHAM € MIOKIHA3A, SIKA He IHAKMUBYEMbC HABIMb
npu 100 °C). 3anexHICTh aKTUBHOCTI (epMeHTIB Bix TeMmepaTypu Ha3WBAETHCA
TepMoJIadliabHicTIO. DepMeHTH Kpalle 30epiraloThCs MpU HU3BKUX TemrmepaTypax — iX
AKTUBHICTh 3HIKYETBCS, aye JeHaryparlii He BinOyBaeTbes. Ll BIacTUBiCTh BUKOPUCTOBYETHCS
B MeAMIMHI: 1) U1 BUpOOHUIITBA IIpenapaTiB GepMEHTIB; 2) JIJIsl 3SMEHIICHHS MIBUAKOCTI OOMIHY
PEUOBMH B TEBHHX OpraHax 3acTOCOBYIOTH iX OXOJIODKCHHS, IO HEOOXiTHO TpHU JESKUX
omeparisax (TpaHCIUTAHTAIllsl HUPOK, Ceplis Ta IHIIUX OpraHiB), OIMMKax, TpaBMax.
3a1eHRHICTH MBWAKOCTI (epVCHTATHBHOT 3) 3ajexHicTb d)epMeHTitTnBﬂo'l' aKTI/IBHOC‘”\l’“i BiJ
peaxuii Big pH pH cepenosuma. Koxuuii ¢pepment mae cpiii pH-
\% onTuMym — 3HadeHHd pH, npu sxomy #oro
aKTUBHICTh MakcuMaibHa. DepMeHT, K OyIb-SKUl
IHIIMHA OLIOK, Ma€ y CBOill CTPYKTypl 10HOT€HHI
rpynu  (Hampukiaja, KapOOKCWIbHI Tpynu  abo
aMIHOTPYNHU y OIYHUX pajuKanax), AUCOLIAIIS SKUX
3aNleXUTh B  KOHIEHTpalii 10HIB BOJHIO B
cepenoBuIll. B cBOIO uepry, CHIBBIIHOIIEHHS MIX
UMM TpylaMd BHU3HAYa€ IPOCTOPOBY OyIOBY
6-8 pH  Mosekynu  ¢depmenty (ioro koHdopmarmiro) 1,
BIJIMOBIHO, HOTO aKTHBHICTh. BiNbIICTh (DEPMEHTIB
Haloubm akTUBHI pu pH=6-8. Bukmouyennsmu € nencud (pHom=1,5-2), aprinaza (pHomr=10-
11), manain (foro akTUBHICTb HE 3aIEKUTH Bi pH).
4) @epMeHTHM MPUCKOPIOIOTH SK TMpsAMYy, TaKk 1 3BOPOTHY peakwilo (Hanpukiai,
JaKTaTAETiAPOTeHa3a)

+ HAT

H3C—CH~COOH H3;C—C—COOH
on - HAJTH, 0

JlakraTaerigporenasa .
Jlakrart P Ilipysat

5) PeryaboBaHicTh il ¢epMeHTIB: akTUBHICTh ()EPMEHTIB MOXKE 3MIHIOBATUCH I1iJ] BITMBOM
NEBHUX XIMIYHHUX PEYOBUH, L0 30UIBIIYIOTH (aKTUBATOpH) abo 3MEHIIYIOTh (1HTi0ITOpM)
HIBUJIKICTh ()epPMEHTATUBHOI peaKIlii.



6) @epMeHTH TMPOSBISAIOTh 3HAYHO OUIBIIY KaTaITHYHY AaKTUBHICTh, HDK HEOUIKOBI
Karajxi3aTopu, 1 3MaTHI TMPUCKOPIOBATH PEAKIii B HAA3BUYAHHO MaIUX KOHIECHTPAIIIX
(HampuKIaa, OJHA MOJIEKYJIa KapOaHTipa3u Moxe posmenutu 36 mitH Mosekys HoCOs).

10. IlousaTTs MpoO “eHepriro akTuBauii”’ Ta S
Tpomiscnui

“eHepreru4yHmii 6ap’ep” Ef COMIIEKC
Bci  pedoBuHHM BOJIOAIIOTH TIEBHUM Ea HedepmentatnsHoi peaxiii
3armacom BUTBHOT eHeprii (cymoro
KIHemuyHoi  enepeii pyxy — cmpyKmypHux Ea (pepMeHTaTHBHOT peakirii
YACMUHOK ™Ma NOMEeHYItHOI eHepaii iXHboi Burciont
63a€M00ii),  SAKOTO  HEIOCTaTHBO IS peuosuHu
MPOXOKEHHS XIMIYHUX peaKIii.
JlomatkoBa KITBKICTh KIHETHYHOI €Heprii, Tpodyxmu
10 HEOOXIIHA JUIL epeBeACHHS MOJICKYJI 1 peaxyii
MOJII  PEUYOBMHM B  aKTUBHUH  CTaH, .
Ha3uBaeThCsi eHepriero akrtuBamii  (E, Xin pearuii

kJ/[x/mMonb). EHepreruunuii 6ap’ep — 1e
Taka KUIBKICTh €Heprii, sKy HEOOXiJHO IOAOJNaTH MOJIEKyJiaM, MO0 BCTYNHTH B XIMIYHY
B3aeMo/it0. BennunHa eHeprii akTuBallii 10piBHIOE BEIMYMHI €eHEPTETUYHOTO Oap’epy.

3 TOYKHM 30py TEpPMOAMHAMIKA (PEPMEHTH HPUCKOPIOIOTH Mepedir XiMiuHoi peakmii 3a
paxyHOK 3HIDKEHHS eHeprii akTuBarlii. 3aBAsKu B3aeMo/Iii cyOcTpaTy 3 hepMeHTOM (YyTBOpPEHHS
(bepMeHT-CyOCTpaTHOTO KOMIUIEKCY) XiMiUHa peakilisi, sska Ma€ BUCOKUI eHepreTHYHuil Oap’ep,
PO3ALIAETHCS Ha ABi Ta OUIbIIE CTa/li, KOXKHA 3 SIKUX Ma€ HIDKYMIM eHepreTuuHuii 6ap’ep. Tomy
iXHE TPOXO/KEHHS MOTPe0y€e MEHIIINX BUTPAT €HEprii.

11. Kineruka ¢epMeHnTaTUBHMX peakniii. Lleii po3nin eH3uMosorii BHBYAE IIBUIKICTH
(dhepMEHTATUBHHUX PEaKINi Ta i 3aJIeXKHICTh B 1ii XiMidHKHX Ta (Pi3nyHUX YMHHUKIB. [IIBUIKICTD
dbepmenTaTuBHOi peakiii (V) BH3HAYAETHCS 3MIHOK KOHIIEHTpAIli MOJIEKYJ pearyrouux
pPEUOBMH 3a OJUHMIO yacy. BoHa 3aiexuTh: BiJ] KOHLEHTpalii (QepMeHTy, KOHIEHTpaLii
cyOctpatiB, Temneparypu, pH cepenoBuma Ta iHmux ¢daxropiB. Teopis ¢epmMeHTATUBHOI
KiHeTHKH Oyna ctBopeHa B 1913 p. MixaenicoM 1 MeHTeH.

depMeHTaTHBHA peakilis nojusrae y Bzaemonii pepmenty (E) 3 cydcrparom (S) 3 yrBopeHHIM
npoMixkHoOTro (hepmeHT-cyOcTpatHoro komruiekey (ES), skuii gami posnagaerbes Ha pepMeHT Ta
npoAykT peakuii (P) 3a HaCTynmHUM PIBHSHHSAM:

E+Sz=—=ES—=E+P

Koxnuii eran B3aemonii cydctpary 3 (EpMEHTOM XapaKTEpU3YEThCS CBOEIO IIBHJKICTIO 1
CBO€I0 KOHCTAaHTOI piBHOBaru. IIBUAKICTB-TIMITYIOUOIO pEaKII€l € peakiliss YTBOPEHHs
dbepment-cyocTpatHoro komiiekcy (E + S —ES). 3a 3akoHom airounx Mac MBHUIKICTh XIMIYHOT
peakiiii mpsiMO TpoMopIliiHa KOHIEHTpalii pearytouunx pedoBuH, Todto V = k[E]J[S] (k -
KOHCTaHTa MmBUAKOCTi). depmMeHTaTUBHI peakuii MIIKOPSIOTHCS LOMY 3aKOHY 3 IEBHUMHU
0OMEXEHHSIMH.

1. 3asexHicTh IIBUAKOCTI (pepMEHTATUBHOL
peakuii Bix Kiabkocti ¢epmenty. ko
KOHIICHTpAIliE CyOCTpaTy €  BEIUYHUHOIO
CTaJiOl0, TO WIBHJKICTh (epMEHTAaTUBHOI
peaxii Oyne psIMO IporopiiiHa
KOHIIEHTpalii (epMeHTy 3a PIBHSIHHAM V =
k-[E]. ToOGro, uYmm BHIIa KOHIICHTPAIlIS
(depMeHTy B KIIITHHI, TUM O1JIbIIA IIBUAKICTD
(dhepMeHTaTUBHOI peakIlii (3a yMOB TI0CTaTHBOI
KUJIBKOCTI CyOCTpary Juist Horo po6oTH). [E]

3asieskHicTh WIBUAKOCTI epMeHTATHBHOI
peaxuii Bix koHuenTpauii ¢pepmenty

v




2. 3aj1esKHicTh MBUAKOCTI (pepMEeHTATHUBHOI peakilil Bil KOHIeHTpauii cyocTpary.
Sxmo KoHIEHTpallis (EepMEHTY € BEeTUYMHOI0 CTalol, TO 3aleKHICTh IMIBUIKOCTI

(bepMeHTaTHFHOI peakil Bl 3aje:kHiCTh IBHAKOCTI pepMeHTaTHBHOL
KOHIICHTpALIl CyOCTpaTy —OIMHCYETHCS V4  peakuii Bix KonuenrTpauii cyécrpary
rinepOoor (BUKIOUEHHS CIMAHOGIAMb
anocmepuuni  pepmenmu, y  AKUX
3Q1eHCHICMb AKMUBHOCMI 8i0 Vmax |-----------==-mmm ==
KOHyeHmpayii  cyocmpamy  mae  S-
nooioHy dopmy). [IBuaKicTh
¢depmeHTaTUBHOI  peakuii € mpsAMO 2
MIPOTIOPIIIHHOI0 KOHIIEHTpaIlii cyocTpaTy 1/2 Vmax}------ /
B Jlama3oHi HU3BKUX KOHIEHTpALil i
(mnsaka 1 Ha  rpadiky), KoOJIH i 1
PO3MOYMHAETHCS 3B’ SI3yBaHHS CyOCTpaTy '
3 aKTUBHUMHU LIEHTPaMH  MOJIEKYI Km [S]
dbepmenTy. 3i 301JIbIICHHSIM
KOHIIEHTpallli cyOcTpaTy MIBUIKICTh peakilii IpOJA0BKY€E 3pOCTaTH A0 MEBHOIO MOMEHTY — IOKU
BCl aKTWMBHI LIEHTPU MOJEKyn (epMeHTy He OymyTh HacuueHi cyOctparom. Ha mpomy erari
CIIOYATKY 3HUKAE MPSIMO MPOMOPIIiiiHA 3a1€KHICTh MK IIBUIKICTIO PEaKIlii Ta KOHIIEHTPAIIIE0
cyOcrpary (minsHKa 2 Ha rpadiky), a MOTiM KpHBa BUXOAUTH Ha miaro (auwsHka 3). ToOTo, mpu
BUCOKUX «HACHYYIOUMX» KOHIIGHTpAIlisiX CyOCTpaTy MOAANBIIOr0 MPHUPOCTY IIBHAKOCTI
depmeHTaTHBHOI peakiii He BiiOyBaeThCs (epeKT HacuueHHs (pepMeHTy cyOcTpaTom).

[ro 3aKOHOMIpPHICTb

@epMeHTaTH]%HOl - KIHCTHKA PiBHSIHHSA 32/1€KHOCTi IIBHAKOCTI (pepMEHTATHBHOL
nosiciiiii Mixaenic 1 MeHTeH, peakuii Bi1 KoHmeHTpawii cyéerpary
AK1 CTBOPWIIH HOHSITTS .
. . . V - mBHAKicTH peakuii;

«KoHCTaHTa  Mixaemca» 1 Vmax .

. . V=——"7— Vmax - MakcuMAaJIbHA IBUAKICTD,
BHUBEJIM PIBHSIHHS 3aJI€KHOCTI 1+Km/S L

. .. Km - koncranTa Mixaemica
MIBUJKOCTI  (pepMEHTATUBHOI )
peakiii  BiA  KOHIEHTpaIii § - KouuenTpanis cyberpaty
cyocrtpary.
Koncranrta Mixaengica (Km) — me Ta KoHUEHTpauiss cyOcTpaTy, NpH SKIH MIBUAKICTh

dbepMeHTaTUBHOT peakilii JOpiBHIOE TMOJIOBMHI Big MakcumanbHOi. KoncranTta Mixaesica
BU3HA4Ya€ CNIOPiAHeHicTh (pepmeHTy 10 cyOcTpaTy: yuM MeHIna Km, TUM BuIlla CrIOpiIHEHICTh
dbepmeHTy 10 cyOcTpaTy 1 TUM BHIIA HIBUAKICTh KaTali30BaHOI HUM peakilii. 3a BennuynHo Km
KaTaliTH4Hi peakilii yMOBHO insathca Ha mBuaki (Km 107 monw/n Ta Menmre) i mopinbHi (Km
102- mo 10 momw/n). Ilpu eueuenni axmuenocmi ghepmenmic cri0 KOPUCMYEAMUCL MUM
0iana3oHom KOHYenmpayit cyocmpamy, aKuil He nepesuwiye eenuduny koncmanmu Mixaenica.
[TpoimtocTpyBaTH 3aJIeKHICTh MIBUAKOCTI (DepMEHTATMBHUX peakiliii BiJ KOHIEHTpAIlii
cyOcTpary Ha ocHOBI Km Mo’kHa Ha TphOX MPUKIIAAAX:
1) Km 3HayHo Oinbma koHuentpanii cyocrpary (Km >>[S]). 3a uux ymoB umuciom 1 B
3HAMEHHUKY piBHSAHHS Mixaemnica-MeHTeH MokHa 3HeXTyBaTu. OTKe, pIBHSAHHS HaOyBa€ TaKOTro
Burnsaay: V=Vmax'[S]/Km, a 3HauuTh WMBUAKICTb (EpMEHTATUBHOI peakuii € MpsMo
MPONOPLIHHOI KOHIIEHTpaIlil cyOcTpaTy (32 HU3bKUX KOHIEHTpAIii).
2) Km nopiBHioe konuentpaiii cydocerpary (Km =[S]). 3a mux ymoB BigHomenHss Km /[S] =1,
a 3HAYMTh MIBUJKICTH (PEPMEHTATUBHOI peakiii TOpiBHIOE 2 BiJ MakcuMalnbHOi (V = Vmax /2).
Takum uwmHoMm, Km BiamoBizae Tili KOHIEHTpamii cyOcTpary, MpH sKii HIBUAKICTH
(dhepMEeHTAaTUBHOI peakKilii CTAHOBHUTH Y2 Vmax.
3) Km 3HayHO MeHIIa koHueHTpauii cydcrpary (Km << [S]). 3a uux ymMOB 3HaMEHHHKOM
MOKHa 3HEXTYBaTH, ToAl V = Vmax, a 3HauyuTh MIBHJKICTb (DEPMEHTATHBHOI peaKilii He
3aJISKUTh B/l KOHIIEHTpaLii cyOcTpary (3a BUCOKMX KOHLIEHTpAILiil).



Biosioriune 3HauenHsi koHcTaHTH  Mixaemica: aua  edexTuBHOro  mepediry

OyJIM MaKCUMaJIbHO HAaOIMKeH1 10 BennyuHu Km.

12. lpuHIUNH BU3HAYEHHS AKTHBHOCTI (epMeHTiB. BusHaunth aOCOJIOTHY KIJIBKICTh
dbepMeHTy B O10J0TIYHOMY 00’€KTI y OLIBIIOCTI BUMAAKIB HEMOXKIMBO, TOMY HA MPAKTHUIIl IS
XapaKTePUCTUKH O10XIMIYHUX TIPOLIECIB B OpPraHi3Mi OIIHIOIOTh AaKTHUBHICTh (DEPMEHTIB.
AKTHBHiCTH (epMeHTy — I[I¢ YMOBHAa BEJIMYWHA, IO BIAMOBiNAa€ MIBHAKOCTI Ol0XIMIYHOI
peaxirii, sIKy Kataiizye ¢epMeHT. AKTUBHICTh ()epMEHTY BU3HAUYAIOTH 3a JBOMA MPUHIIUIIAMHU:

- 32 MIBUJKICTIO 3HUKHEHHSI CyOCTpary;

- 32 MBUAKICTIO HAKOMUYCHHS TPOJIYKTIB PEaKIIii.

Onununi akTuBHOCTI (pepmenTiB. 1) 3a onuuuito akTuBHOCTI Gepmenty (U - unit, aHTI.)
MPUHAMAIOTh TaKy KUJIBKICTh (DEpMEHTY, KA KaTaiizye nepeTBopeHHs 1 Mxmoust S (cyOcTpaty) 3a
| XBUJIMHY B ONTUMAaJIBHUX YMOBax (TOOTO MpW ONTUMAaNbHIN Temmnepatypi Ta pH mis manoro
depmenty) (1 U =1 MKMO0JIb/XB)

2) B CI (SI) akTtuBHICTh BUpaXKarOTh y KaTajax: | Karam — Taka KUIBKICTB (DepMEHTY, sKa
KaTtaiizye neperBopeHHs 1 mons S 3a 1 cekyHay B ontuManbHux ymoBax (1 kart = 1 moawb/c, /
kam = 6 107 U).

3) Ilutoma akTHBHICTh PEPMEHTY — 1€ KIJIbKICTh OJIMHUIL PEPMEHTATUBHOT aKTUBHOCTI, 110
npurnanae #Ha 1 mr 6iska B 6iomorigHomy 00’ ekti (U/Mr 6ijika).

B MenuuHiii eH3uMonorii akTUBHICTH (epMeHTy BupaxaioTh B oauHuisax (U) Ha 1 n
OlomnoriyHoi pignHU (cHpoBaTKU KpoBi, ceui): U/,

13. AkTuBaTopH Ta iHridiTopu epmenTin

AKTHBATOPM — PEUYOBUHM, SKI 30UIBIIYIOTh AKTHUBHICTb (EPMEHTIB Ta MPUCKOPIOIOTH
(depMeHTaTUBHI peakilii. AKTHBaTOpM MOXXYTh BIUIMBATH Ha AaKTHUBHHUNA ILIEHTP (EpMEHTy;
BUCTYIIATH B POJIi MO3UTUBHUX ATOCTEPUUYHUX €(PEKTOPIB; CIPUUHHATH MOAU(IKALII0 MOJIEKYI
depMeHTy (HampuKIaJ, BIALICIUIIOBAaTH BiJl (PEPMEHTY YacTHHY MENTHUJHOTO JaHIora). 3a
XIMIYHOIO MTPUPOJIOI0 BOHH MOALISAIOTHCS HA OpPraHiuHi Ta HEOPraHivHi:

- AKTHBATOPH OPraHiYHOI NMPUPOAM: XOBUHI KHUCIOTH (aKTUBYIOTh HIALUIYHKOBY JIiNasy),
€HTEpOKiHa3a (aKTUBY€E TPUIICHHOT€H), TIyTaTiOH, IIUCTETH, BiTaMiH C (MiBUILYIOTh aKTUBHICTh
OKCHJIOPEIYKTa3).

- akTuBaropu Heopraniunoi npupoau: HCI (aktuBye nencunoren), ionn metainis (Na, K, Mg,
Mn, Zn) akTuByrOTh Oarato QepMeHTiB. [oHM MeTaiiB: a) CHOPUSIOTH YTBOPEHHIO (EpPMEHT-
CyOCTpaTHOTO KOMIUIEKCY; 0) CIYTyrOThb JOHOpaMH Ta akKLENTOpaMH eNIeKTPOHiB; B) OepyTh
y4acTh B YTBOPEHHI aKTUBHOTO IIeHTpa (pepMeHTIB (Zn - y ckiaal kapbaHrigpasu, Fe — y cknani
IIUTOXPOMIB, KaTasla3u, MEPOKCUAA3H); T') BUCTYNAIOTh B POJII AJIOCTEPUUHUX PETYIATOPIB.
IHridiTopn — peyoBUHM, K1 3MEHIIYIOTh AKTHBHICTH (PEPMEHTIB Ta CHOBUIBHIOIOTH XIMIYHI
peakuii. Po3pi3Hst0Th 000pOTHE T2 HEOOOPOTHE 1HIIOYBAaHHS:

- oOopotHe iHri0oyBaHHs: 1HriOITOp (I) 3B’sA3yeThCS 3 MOJIEKYJIOI0 (DEPMEHTY CIAOKUMU
3’s3kamu  (E+1 <> EI), TomMy BiH Jerko BUIaNsS€Tbcs 1 AKTUBHICTH (EpMEHTY
B1THOBJIIOETHCS;

- HeoOopoTHe iHTiIOyBaHHSA: IHTIOITOP 3B’A3YEThCA 3 MOJIEKYJOI (PepMEHTY MIIHUMHU
koBasleHTHUMHU 3B’s3kamu (E+1 — EI), mo npusBoautes 10 HEOOOPOTHOrO MaiHHA
AKTHUBHOCT1 (pepPMEHTY.

HeoGopoTHe iHri0yBaHHs BifOyBaeThcs NMpH JeHATypalii (epMEHTHHUX OUIKIB MiJ Ai€r0
KOHIEHTPOBAaHUX KHUCJIOT Ta JYTiB, COJIEH BaXXKUX METaJIB, YIbTpagioseTOBOr0 OMpPOMiHEHHS
tomro. /lesiki iHri0iTOpH yTBOPIOIOTH MIIHI KOBAJIEHTHI 3B’SI3KU 3 (DYHKIIIOHAJILHUMH TpyIamMH B
aKTUBHUX UeHTpax ¢epmeHTiB. Hampukinaza, miaHigym 3B’A3yIOThCS 3 3alli30M B (epMeHTax-
remonpoteinax. @ochopopraniudi orpyTH (TabyH, 3apuH, Vi-ra3u) yrBOpIOIOTh MillHi 3B’ SI3KH 3
HO-rpynamu cepuHy Ta TpeoHIHY, K1 BXOASATH JI0 CKJIaay 0aratbox (hepMeHTIB.

IuridyBanHs (pepMeHTIB 32 MEXaHI3MOM MOJUIAETHCS HA KOHKYPEHTHE 1 HEKOHKYPEHTHE.




KoHKYpeHTHe iHTi0YBaHHSI BHUKJIMKAIOTh PEYOBUHH, CTPYKTYPHO MOIOHI O CyOCTpaTy i TOMY

3/1aTHI B3aEMOJIISITH 3 COOH COOH
AKTUBHHUM LEHTPOM | -2H | COOH

. CH, CH | N
dbepmeHTy. KonkypentHi I Cyxummar- T CH, Komkypenrmuii
iHTi0ITOpH, 3B’SI3YIOYHCH 3 (lez jerixporenaza (le | inribirop
KOHTaKTH 1JISTHK COOH
OHTAKTHOI0 ALDIHKOIO COOH COOH
dKTHBHOTO ICHTPY, BypmTHHOBa dymapar MaJjioHOBa KHCJIOTA

3aBaKAIOTh NPUEIHAHHIO [0

HBOT'O MOJIEKYJN CyOCTparty Ta

YTBOPEHHIO (EepPMEHT-CyOCTPaTHOTO KOMIUIEKCY, 1 TaKMM YHHOM 3MEHINYIOTh IIBHJAKICTH

(dhepMEeHTATUBHOI peakIlii (KOHKypeHmHi iHeiOimopu 3MeHuLyioms CHOpIiOHeHiCmb (epmenmy 00

cyocmpamy, moomo 30invwyroms Km). TariOyBaHHS akTHBHOCTI (pepMEHTY HacTae TOJi, KOJU

KOHIICHTpAIlis 1HT101TOpY MEepPEeBUIIYE KOHIICHTPAIliI0 cyocTpary. 31 301IbIICHHSM KOHIIEHTpAIIil

cyOcTpary iHTIOITOp JIETKO BUTICHSETHCS 3 AKTHBHOTO LIEHTPY, TOMY aKTHUBHICTH ()EpPMEHTY

BIIHOBIIOETBCS  (0Oopomue  ineibysanns). llpukiIagoM KOHKYPEHTHOTO IHTIOyBaHHS € Iist

MaJIOHOBOI KHCJIOTH Ha (EpMEHT CYKIMHATACTIAPOTeHa3y, SKHA NEPEeTBOPIOE CYKIIMHAT

(OypIITHHOBY KHCIIOTY) Ha ¢dymapaT LUISIXOM JEriipyBaHHA. MalloHOBa KUCJIOTa 32 OyJ0OBOIO

noaibHa 10 CyKIMHATYy, ane Koporma Ha | aTtom kapOoHy. BoHa 3B’A3y€Tbcs 3 aKTUBHUM

LHEHTPOM (EepMEHTY, 3aBaKa€ IMPHUENHAHHIO JI0 HbOTO cyOCTpaTy 1 TUM CaMUM BHKIJIHMKA€e

1HT10yBaHHS CYKIMHAT/IETiPOTeHA3HOT peaKIIii.

KonkypeHTH1 iHT161TOpU MHPOKO BUKOPUCTOBYIOTH B MEIAUIIHMHI:

- aHTHMIKpOOHI mTpemapatu cCyibpaHiIaMiId € CTPYKTYpHHMMH aHaJOraMH  mapa-
aMiHOOEH30MHOI KHCIOTH, 3 $KOi MIKPOOPraHi3MH CHHTE3yIOTh HEOOXITHMM iM aus
PO3MHOXKEHHS BiTaMiH Bo (omieBy kuciory);

- NPOTUNYXJMHHHUI MpenapaT METOTPEKCAT € aHTaroHiCTOM BiTaMiHy Bo, skuii HeoOXimHuit
KJIITHHAM Ut cuHTe3y Hykieotuai, JJHK Ta 6inkiB mix wac mpomideparii. 3 610KyBaHHIM
[IUX IPOILIECIB OB’ s3aHa MPOTUIIYXJIMHHA JIIs1 METOTPEKCaTy;

- HempsAMi aHTUKOAryJsHTH (KyMapuHU — aHTaroHictu BiTaMiHy K) ONOKYIOTH yTBOpEHHS
(axTOopiB 3CiIaHHS KPOBI 1 3aCTOCOBYIOTHCS IIPU TPoMOO03ax;

- Npo3epuH (CTPYKTYpHHUH aHajor aleTHJIXOJiHy) € I1HTi0ITOpOM aleTHIIXOJIHECTepa3u 1
BUKOPUCTOBYETHCS MPH ATOHI KMIIIEUHUKY, MiacTeHil.

HekoHkypeHTHe iHriOYBAHHS BHUKJIMKAIOTh PEYOBHHH, SIKI HE MalOThb CTPYKTYpHOI
nofi6HocTi 10 cyOcTpaTy. HekoHKypeHTH1 iHriOITOpH CHPUYMHSAIOTH XIMIYHY MOJUdiKaIio
(GYHKIIOHAIBHUX TPYyH, SIKI 3HAXOJATHCA B KAaTAIITHUHIA JUISHII aKTUBHOTO LEHTPY abo B
IHIIUX JUISHKaX MoJiekyau ¢epmenty. Ilpuennyrounch 10 ¢epMeHTy, HEKOHKYPEHTHi
IHT10ITOpY MOXYTh HE 3aBaKAaTU YTBOPEHHIO (PEPMEHT-CYOCTPAaTHOTO KOMIUICKCY, alie
YHEMOJKJIMBIIIOIOTh TIPOLEC KaTami3y (HekoHKypenmui incibimopu He enausaromv na Km, ane
3meHwytomy  Vmax). IHriOyBaHHs aKTHBHOCTI ()EPMEHTY HACTa€ HaBITh IPH HEBUCOKHUX
KOHIIEHTpaLisAX 1HTi0ITOpY 1 He 3HUMKae MpH 30UIbLIEHHI KOHLEHTpauii cyOctpary. SBuiue
HEKOHKYPEHTHOT'O 1HT10yBaHHS MOXHa 3MEHIIUTH 33 JOTIOMOIOl0 CHelu(pIYHUX PeakTUBATOPIB
(bepMeHTiB.

ITpukmanu:
a) alKuIyro4i areHTH (Hoameramia) He060pOTHO pearyroTh 3 SH-rpynamu gpepmenTin
E-SH + I-CH,-CO-NH,— E-S-CH,-CO-NH, + HI
t¢epmenT iogameramin KOMILIeKC (pepmMeHT-iHTIOITOP

KHCJI0Ta (CYKIUHAT)

0) npenapatu ®OC (dochopopraniydi CrONyKH) — 1€ BUCOKOTOKCHYHI OTPYTH AJsi KOMax Ta
TBapuH. Bonm B3aemonitorte 3 HO-rpynoio cepuHy B axkTUBHOMY LEHTpPI (epMeHTy
alleTUIXOJIIHECTEPA3H:



Q_HC:(éI-I_If (I)'HC:CH3
E-CHy-OH + F-P=0 } —=E-CH,-0-P=0 CH; | ur
0—HC(CH3 o-nczHs
CH; CH;
Anerwixosinecrepaza  uizonponisigropdochar Komnuexe ¢pepment-inridoiTop
B) TeTypaM — IHTIOITOp aneTaibIeriAeriiporeHa3sn (BUKOPUCTOBYIOTh IIpH JIKyBaHHI

AJKOTOJII3MY).
I') acmipuH (aleTUICATIINUIOBA KUCIIOTA) — HEKOHKYPEHTHUH 1HTI0ITOp MKIOOKCUTEHA3H, SKHIA
BIZTHOCHUTBCS 0 HECTEPOINHUX MPOTH3AMATBHUX 3aCO0IB.

14. Peryasinis IuBMAKOCTI (pepMeHTATUBHUX peakiii. [CHYIOTh 2 OCHOBHHUX HIJISXH PETYJISAIIT
MIBUJIKOCTI (pepMEHTATHBHUX peakiiii: 1) yepe3 3MiHy KaTaliTUYHOI aKTUBHOCTI (epMeHTy; 2)
4yepe3 3MiHYy KUTBKOCTI MOJICKYJT (hepMEHTY.

Iepmmii muAx peryasauii mWBUAKOCTI (epMeHTATMBHHUX peakuiii (uepe3 3MiHY
KaTaJiTUYHOT aKTUBHOCTI (DEPMEHTY) € AyXKe IIBUIKUM - aKTUBHICTh (DEPMEHTY 3MIHIOETHCS 32
CeKYH/IM Y XBWJIMHU. ICHYIOTh HACTYITHI BapiaHTH PETYJIAIi] aKTUBHOCTI (hepPMEHTIB:

1. 3a 3aK0oHOM Jil0YHX Mac: IIpU MiJBUILEHHI KOHLEHTpalii cyOcTpaTy aBTOMATUYHO 3pPOCTA€
HIBUJIKICTh ()ePMEHTATUBHOI PEaKIIii.

2. AJlocTepuyHa peryJsillii: 3MiHM AaKTUBHOCTI aJOCTEpUUYHHX (PEryiasiTOpHUX) (pepMeHTIB
BiIOYBAIOThCSI TPH B3AEMOJII AIOCTEPUUYHHX PErysITopiB (edekTopiB, MOIyIsATOpIB) 3
QJIOCTEPUYHUM ILIEHTPOM. MoaylsaTopaMH ajJoCTepUUYHUX (EpPMEHTIB MOXYTh OYyTH BIacHi
cyoctpatu (eomomponni peeyismopui gpepmenmu), TPOAYKTH IHIIUX META0ONIYHHUX MUIAXIiB
(eemepomponni pecyiasmophi pepmenmu), KOPEpPMEHTH, TOPMOHHU, 10HH METajiB. AJocTepruyHa
pEryIIsIist MOXe 3/1IHCHIOBATHCH:

a) 3a NPUHIIUIIOM 3BOPOTHOIO 3B’A3KY (PETPOIHriOyBaHHS):

KIHIEBUH TPOJIYKT SIKOTOCH METabOJIIYHOTrO MHUIAXY iHTiIOye E, E, E, E,
aKTHBHICTh PEryJlATOpHOrO (epMeHTy, skuii croith Ha A B—=C —=D—P
MoYaTKy 1HOro Huisxy. Hampukian, xosecTepuH (KiHIEBHit PerpoinridyBannsi
IPOAYKT) 1HrOY€e OAHY 3 MEPIINX PeaKiliii Horo yrBOpeHHs —
PEaKIlifo CHHTE3y MEBAIIOHOBOT KHCIIOTH.

0) 3a MPUMHLOMIIOM BHIepeIka4oi peryisiuii a0o akTuBaunii nonepexnukom. Hampuxian:
[III0K030-6-pocar akTuBye (epMeHT TIiI0K030-6-hocdaraeriiporeHasy, skuii 3abe3neuye
HOJAJIBIIII TEPETBOPEHHS LIbOTO METa00IITy B MEHTO30(oChHaTHOMY HUISIXY.

3. KoBasienTtHa Moandukania pepmMeHTIB: IpHeJHAHHS EBHUX PEYOBUH 10 (QYHKI[IOHATBHUX
rpyn abo iHmA XiMiuHa Moaudikamiss (QepMeHTHOro OuIKa CIpPUYMHSAE NIABUIIEHHA abo
3HWKEHHS aKTUBHOCTI (epMeHTy. BuIunifioTh HacTynHiI BapiaHTH KOBaJCHTHOI Moaugikamii
(bepMeHTIB:

a) ochopuiayBanua — gedochopuiayBaHHs: cHeliagbHI (QEpMEHTH MPOTEiHKIHA3U
IPUETHYIOTH 3aMuIIoK ¢ocdatHoi kucaotu Big ATO no HO-rpyn cepuny, TpeoHiHY, THPO3HHY
B (hepMEHTHHX OLNKax, MO0 BUKIWKAE MIIBUIICHHS aKTUBHOCTI OJHUX ()EPMEHTIB Ta 3HIKEHHS
aKTHBHOCTI IHIMUX. Bunmanenus ¢ocdaTHOrO 3aMIIKy 3 MOJEKYIH (epMEHTY 3a0e3MedyroTh
npoteindocdarazu. B  kmiTuHi moOCTiHHO  BinOyBaeTbcs 1MKI  (ochopuinyBaHHS -
nedochopmryBanHs OUIKIB, SKHM He Jumie 3a0esnmedye 3MiHY IIBHUIKOCTI MEBHHUX
(epMEeHTaTUBHUX peakliliif, a i perynoe cupsMoBaHiCTh MeTaOoMiYHUX TpoueciB. Hanpukiarn,
dbepmeHTH po3nany riikoreHy (raikoreHdocdopuiaza) akTuBHI y GochopusiboBaHOMY CTaHi, a
(bepMeHTH CUHTE3Y IITIKOreHy (IJIIKOreHCHHTeTa3a) — B 1eochopruiiboBaHOMY.

0) ageninyBanHs Ta A/l®-pudo3uaoBaHHA: JesKi (GEPMEHTH aKTUBYIOThCA a00 1HTIOYIOTHCS
HUIIXOM NPUETHAHHS J0 HUX aJeHinoBoro 3amumky (Bix AM®) abo AJldD-pubo3minbHOrO
3amumiky  (Bin kodepmenty HAJ[). 3a TakuM NOpUHIUMIOM  aKTUBYETHCA  (PEPMEHT
aJIeHIaTIUKIa3a, (PePMEHTH aronTo3y TOIIO.




B) i30mpeHUIyBaHHSI Ta NMAJLMITYBaHHSI: MPUEIHAHHS 130TIPEHOBUX 3AJIUIIKIB (TepaHUIy Ta

(bapHe3nTy) Ta 3aJUILKIB MaJIbMITHHOBOI KMCIOTH JI0 3JIMIIKIB HUCTETHY B (hepMEHTHHX OlIKax

BHUKJIMKA€ 3MIHY iXHBOI aKTHBHOCTI. Tak peryatoeTbcs aKTHBHICTH (EPMEHTIB, IO OEpyTh

y4dacTb B AuQepenmianii Ta 3anporpaMoBaHiii CMEpTi KIIITHH.

r) okucHa Moaupikaumisi: akTUBHI (HOPMHU KHUCHIO 37aTHI OKHCHIOBaTH SH-Tpymu 3aiuInkiB

UCTEiHy B )epMEHTAX 3 YTBOPEHHAM AUCYIbGiaHUX Tpyn. OnHi pepMEeHTH € aKTUBHUMH, KOJIU

3QIIMIIKKA ITUCTEIHY MaloTh Cyab(riapmibHy (GopMy, a iHII, HaBMAaKW, aKTUBHI, KOJIH 3aJUIIKA

IUCTEIHY 3HAXOAATHCS B AUCYIbGiAHINA Popmi. TakuM IIIIXOM PEryIIOIThCS MPOTEiHKIHA3H,

nporeindocdarazu Ta 6arato iHIUX GEPMEHTIB.

4. AxTtuBanis ¢QepMeHTIB NUISIXOM O00MEKEHOro MpoTeodidy: Oarato (QepMeHTIB

YTBOPIOIOTBHCSI Yy BUTJISAJI HEAKTUBHHUX TIOMEPEIHUKIB - TPOPEpPMEHTIB (3umoecenis), sKi

aKTUBYIOTBCSl JIMIIE TPH BIAUICTJICHHI BiJ I1X MOJEKynaW iHridiropnoro mnentuny. Tak

aKTUBYIOTBCS MPOTEONITUYHI (PEPMEHTH LUTYHKOBO-KHUIIKOBOIO TPAakKTy (IENCHH, TPUIICHH Ta
iH.), OUTBIIICTH (hepMEHTIB cucTeMH 3cimaHHs KpoBi. Hampukinan: HeakTHBHUH mpodepMeHT

HUTyHKOBOro coky nerncuHored mig niero HCl nepeTBoproeTbcss B aKTUBHUM IIENCHH;

HEaKTHUBHUW TPUIICHHOTEH TIEPETBOPIOECS B AKTHBHUH TPUICHH IIiJ Ji€l0  (EepMEHTY

E€HTEPOKIHA3H.

5. [lis peryJIITOpHUX OLIKIB: aKTHBHICTH NMEBHUX (PEPMEHTIB MOXKYTh PETYJIOBATH CIIEIialIbHI

Oinku. Hampukian, OUIOK KaabMOIYMiH TICHs 3B S3yBaHHS 10HIB Kaibllilo HaOyBae

BJIacTUBOCTEH (pepMeHTy, sikuil akTuBye depmenTr pocdomiectepasy, KiHazy JETKUX JTAHIIOTIB

Mmio3uHa. binku anbda-l-anTuTpuncuH Ta OeTa-2-MakporyioOymiH € iHribitopamu OaraThbox

IpOTEeOMITHYHUX (epMeHTiB, Oimok anTHTpoMOiH III € cnenndiyamm iHTIGiTOPOM (hepMeHTY

TPOMOIHY.

6. KomnmapTMenTasizamisi: peryssiis XiMiYHAX peakliid 32 paXyHOK MPOCTOPOBOTO PO3IIICHHS

BHYTPIIIHHOKIIITUHHUMU MeMOpaHaMu pi3HuUX OioximiuHuX mporeciB. Hampukian: memOpanu

J130COM OOMEXYIOTh POHUKHEHHS JII30COMAILHUX TiAPOJIa3 B 1HIII BIJUIUTH KIITHH.

Jlpyruii mJisix peryiasinii mBHAKOCTI (pepMEHTATUBHUX peakiiil (dyepe3 3MiHYy KUIBKOCTI
MOJIEKYJT (DEpMEHTY) € MOBUIBHUM 1 MOTpedye YaciB Ta JHIB JJIl BKIIIOYEHHS TEHETHYHOTO
amapaTy Ta 3[IHCHEHHS CHUHTE3y HOBHMX MoJieKynl ¢(epmeHTiB. L{um muisxom 3aifiCHIOETHCS
TpHUBaJIa aJarnTaiis MeTaboIIYHUX MPOIIECIB B Oprani3mi. Po3pi3HAIOTh:

-  KOHCTMTYTHUBHI (pepMeHTH, SKi CHHTE3yIOTbCS B OpraHi3Mi 3 IMOCTIHHOI HIBHJKICTIO 1
3a0€3MeuyroTh epedir OCHOBHUX OOMIHHUX MPOIIECIB;

- aganTuBHi (iHAynmuOeabHi) epmMeHTH, CUHTE3 SKUX MOYMHAETHCS «3a MOTPEeOOIO» - MpHU
HAJXO/KEHHI B OpraHi3M ix cyOcTpartiB Ta/abo crieniaibHUX PEeryysTopiB, 10 CHPUYUHSIOTH
po30I0KyBaHHS BIAMOBIAHMX TeHiB. Jlo iHaynuOenbHUX (epMeHTIB HajexaTb (pepMEeHTH
MeTaboi3My 4yKOPIAHUX PedOBUH (iX CHMHTE3 aKTUBYETHCSI IPU HAJXO/HKEHHI B OpraHizM
TOKCHUYHUX CIIONYK), (DEPMEHTH IIIIOKOHEOoreHe3y (iX CHMHTE3 MOCHUIIOETHCS MPH 301IbIIEHH]
noTpedu OpraHizMy B IJTHOKO31).

15. KuitunHa opranizanisi (pepMeHTATHBHOI AKTHBHOCTI

@depMeHTH pO3TaIlIOBaHI B CYOKIITHHHUX CTPYKTYypax (opraHenax) BIAMOBIAHO iX (QyHKIIISIM.
Hanpuxknan: a) B aapi MicTAThcs pepMEHTH CUHTE3Y Ta EPETBOPEHHS HYKJIETHOBUX KHUCIIOT; 0) y
BHYTpPIIIHINT MeMOpaHi MITOXOHJAPIM — QepMEeHTH IUXaJbHOTO JAHLIOra, B) y MAaTpPHUKCI
MITOXOHJIPI — (DepMEHTH LUKIY TPUKAPOOHOBUX KHUCIOT, OKUCHOTO JEKapOOKCHITYBaHHS O-
KETOKHCIIOT, [-OKMCHEHHS XUPHUX KHUCJIOT; I') B Ji30cOMax — Tipojasy; /) B LUTOIJIa3Mi —
(bepMeHTH TIIKOJI3Y, CHUHTE3y MXUPHHUX KHUCJIOT; €) y IJIa3MaTH4Hii mMeMOpaHi - (epMeHTH
TPaHCIIOKa3H, Ki MEPEHOCATh Yepe3 MeMOpany ionn Na', K', rioko3y, aMiHOKMCIOTH Ta iHIi
pedoBuHU. @DepMeHTH, SAKI CTPYKTYpHO-(QYHKILIOHAJIbHO TOB’S3aHI 3 KJIITMHHUMH Ta
CYOKITITHHHUMH MeMOpaHaMH, Ha3MBalOTh MeMOPAHO3B’SI3AHMMM (MEeMOPAHO3ANEHCHUMU).
3MiHM (DI3UKO-XIMIYHOTO CTaHy MeMOpaH NMPU3BOJATH /10 MOPYIIEHHS KaTaJITUYHOT aKTUBHOCTI
takux ¢epmeHTiB. [Ipuknan — ¢pepMeHTH AMXAIBHOTO JIAHIIOra, (EPMEHTH MIKPOCOMAJILHOTO
OKHCHEHHS Ta 1H.



16. I3odepMenTH (i30€H3WMH) — 1€ MHOXHHHI MOJEKYJsIpHI (hopmu  depMmeHTy, sKi
KaTaJli3yl0Th OJHY i Ty caMy peakIiito, aje BiIpi3HA0ThCs 3a 1) OynoBoro; 2) (hi3uKo-XiMIYHUMHU
BJIACTUBOCTSIMU (MOJICKYJIIPHOIO MAacOI0, MIBHIKICTIO PYXY B €JICKTPUYHOMY TOJi, ONTHMYMOM
pH, cniopigHeHicTio 10 cyOcTpary, KaTaliTHYHOI aKTUBHICTIO, YyTJIMBICTIO JI0 il iHTi0ITOpPIB);
3) nokamizamiel0 B CYOKIITHHHMX CTPYKTypax Ta TKaHWHaxX. [3odepmeHTH € Olnkamu 3
YETBEPTUHHOIO CTPYKTYPOIO, II0 MAIOTh T€HETUYHO 3alpOrpaMOBaHi BIIMIHHOCTI y TEPBUHHIN
CTPYKTYpl iXHIX CYOOMWHHID (8Ci Hecenemuuni Moougikayii 00HO20 Ui Mo2o Hc pepmeHmy
HA3UBAOMb NPOCO «MHONMCUHHI (popmu pepmenmyy).

Ipukaagu izodgepmentiB: 1) depment nakrarnerigporenaza (JIJI') ckmamaetscs 3 4
cybonuaunp 2-x tuni: H (Bix anri. heart — cepaue) ta M (Bix anra. musculus — m’s3). Cunres
X CYOOJMHUIb KOJIYETHCS PI3HUMU I'eHAMHU.

Binomo 5 i3o¢epmentiB JI/II, siki BiApi3HAIOTHCS 32 HAOOPOM CYOOAUHUIIB:

JIA: JIAT2: JIAD3: JIAs: JIAT's:
(Hy) (H3M) (H:M2) (HM3) (Ma)

I3odepmentu JIJII'1 > epekTuBHO mpaio0Th B aepoOHUX ymoBax, a JI/I['4+5 — B aHaepoOHHX.
IBodepmenTtu JIJII' MaroTh pi3HYy JIOKaTi3aIil0 B TKAHWHAX: y CEPIli, MO3KY, HUPKAX TEPEBaXKae
JIAT;, y meuinmi ta ckeinetHux M’s3ax - JIAT's. Iligumenns aktuBHocTi JIJAI'1 B KpoBi
CIIOCTEpIraeThCsl MPU YpaXXeHHI ceprieBoro M’si3a (indapkr miokapay), a JIAT's - mpu remarurax
Ta ypa)keHHI CKEJIETHUX M’ SI31B.

2) depment kpeatuHpochokinaza (KDK) ckmamaerbes 3 2 cyboauHunps 2-X THIiB: M
(musculus — m’s13) Ta B (brain — mo30k). Bigomo 3 i3odepmentu KOK: MM (ckenerHi m’si3n),
MB (cepueBuii M’s13), BB (Mo30k). IlinBumenns B kpoBi akTuBHOCTI i30hepmenty KOK-MB €
HANOIIBII YyTIUBUM TECTOM Ha iH(PAPKT MiOKapay.

Biosioriune 3HavenHsi: 1) Bapiamii y CHiBBiZHOUICHHI 130)epMEHTIB B KIIITHHAX
3a0e3MeyyloTh PI3HUII0 Yy Mepediry OOMIHHUX MpOIECiB B TKaHWHAX (OAMH 13 MeEXaHI3MiB
peryismii MeTaboiizmy); 2) 3a 3MIHOIO aKTUBHOCTI 130()epMEHTIB B KPOBI MOKHA J1arHOCTYBaTH
MIOIITKOJIKCHHSI TICBHUX OPTaHiB.

17. loaidgepMeHTHI (MyIbTHEH3UMHi) CUCTEMH Ta KOMILJIEKCH. Y KIITHHAX poOOTa KOXKHOTO
dbepMeHTy, SK MPaBWIO, HE IHJWBIAyaldbHAa, a TICHO TOB’si3aHa 3 IHIMUMHU (EepMEHTaMH, SKi
JIOTIOBHIOKOTH 110 OJJMH OJTHOTO, 3a0€3MeUyIOTh CIPSKEHHs 010XIMIYHMX peakiiil. PO3pi3HsIOTh:
1) moJidpepMeHTHI cucTeMH — 1€ IeKUIbKA (EPMEHTIB, (PYHKIIOHAIBHO MOB’A3aHUX M1k COOOI0
3a JIONOMOTOI0 MeTaboumiTiB (cyOcTpaTiB Ta MPOAYKTIB peakilii), siki MOCIiI0BHO IU(PYHIYIOTh
BiJl OIHOTO (hepMEeHTY 10 1HIIOro. Y moii)epMEHTHHUX CUCTEMax MPOIYKT PEeakiii Mepuioro
(depMeHTy B JAHLIOTY CIyrye cyocTtparoMm Juid HactynHoro. Ilpukmaau: riikomniz (po3man
[II0KO3M), 0€Ta-OKNCHEHHS )KUPHUX KHUCIIOT;

2) myabTH(EepMeHTHI KOMIUIEKCH — i€ JeKiIbka (epMeHTIB Ta KO(EepMEHTIB, CTPYKTYpHO-
byHKIIOHATEHO 00’enmHaHUX (OiomembOpanamu ma  OLNOK-OIIKOBUMU — 83AEMOOISIMU) B
HA/IMOJIEKYJISIPHI KOMIUJIEKCH, $KI KaTalli3ylOThb IOCJTIJIOBHI €Talu MEepeTBOPEHHS OJHOro
cyoctpaty. [Ipu po3’enHanHi GpepMeHTIB Aisi MyTbTUPEPMEHTHUX KOMIUIEKCIB MPUITUHSIETHCA.

ITpukmagu: nipyBataeriaporeHasHuit Ta aJbda-KeToriayrapataeriaiporeHasHuu
KOMH‘_HeKc“’ mf} Ilipyeamoeciopozenasnuii Komniekc
KaTaJl3yITh peaxuii E,+E, +E,
OKHCHOTO H3;C—C—COOH H3;C—C—SKoA + CO, + HAJIH,
Il HAL, @A, JIK, Il

. b
KETOKHUCIIOT (TipyBaTy Mipysar Anernia-KoA
Ta  O-KETOrjayrapary), Kodepmentn:
CHUHTAa3a KHUPHUX ®epMeHTH: HA/I - HikoTHHAMiZaieHIHIHHY KJICOTH/I;
KHCIIOT, X AIbHHI E, - nipyBaTaerinporenasa; DA - paasinageHiHAUHYKICOTH]L;

. o _ : Foas . JIK - JinoeBa KucJjioTa;
JIAHIIFOT MITOXOH/PIiL. E, - nurigpoainoinaneruarpancdepasa;

E, - nurigpoainoingerinporenasa. TAD - Tiaminmugochar;
Jo cKIany 3 KoA-SH - koen3nm A.

nipyBartaeriiporeHazH



oro Komiviekcy Bxomuth 3 depmentd (E; —  nmipyeamoeciopocenaza, E> —
oucioponinoinayemurmpancgepasza, E; — oucioponinoindeziopocenasa) t1a 5 KO(hEepMEHTIB
(HAH, @A, amin minmoeBoi kuciotu, TJD, koeHzum A), ski 3a0€3MeUyOTh MEPETBOPEHHS
nipyBary J10 aleTHI-KOCH3UMY A.

3) 3mimaHi mnogidepmMeHTHi cHcTeMH — T1i¢ KOMOiHamis (YHKIIOHATBHO CHPSKCHUX
(EepMEHTHUX CHCTEM 3 MYJIbTH(QEPMEHTHUMHU KOMIUIeKcamu. [IpuKiIaa: IUKI TPUKaApOOHOBUX
KHCJIOT - YaCTHHA HOTo (DepMEHTIB OB’ s13aHa 3a JIONIOMOT00 MEeTa0OoITIB, a YaCTHHA 00’ € JHaHA
B aJIb(ha-KeTOTIyTapaTAETiAPOreHa3HII KOMILIIEKC.

Biosoriune 3HaveHHs: B MOMI(QEPMEHTHUX CHCTEMaxX Ta KOMILUICKCAX TOJICTIIYETHCS MEPEHic
pearyrounx pedyoBHH MK OKpeMHMH (epMeHTaMHu Ta Ko(hepMeHTaMH, 110 MPHUCKOPIOE mepedir
MeTabOJIIYHUX TIPOIIECIB.

18. MeauyHa eH3UMOJIOTisE — po31ia OioxiMii, 10 BUBYAE POJIb (PEPMEHTIB y PO3BHUTKY
3aXBOpIOBAaHb, IX [IarHOCTUII Ta JiKyBaHHI. PO3pi3HAIOTH 3 OCHOBHUX HAIPSIMKH:
€H3UMOIIATOJIOT'110, €H3UMO/IarHOCTUKY Ta €H3UMOTEpaIlio.

En3zumonarojorissi — 1€ 3aXBOPIOBAaHHS, SKI 3YMOBJCHI BIJICYTHICTIO a00 3HMKCHHSIM
aKTUBHOCTI (hepMeHTIB. Po3pi3HsAIOTH MepBUHHI (CHaAKOBl) Ta BTOPUHHI (HaOyTi) eH3UMOIATIi.
[lepBuHHI eH3uomarii — 1€ MOJIEKYJISPHI XBOpOOH, sIKi MOB’s3aHi i3 MOPYIIEHHSIM Oi0CHHTE3Y
O1nKiB-epMEHTIB BHACIIOK TCHETHYHUX aHOMaii. [Ipuknanu:

e (eninmipoBUHOrpagHa OMIroppeHiss - NP 3HUKEHHI aKTUBHOCTI (EepMEHTy OOMiHY
deninananiny (GeHiIaIaHIHT IPOKCHIIA3H;

® aJKanTOHYpisl — NpH Me(DIlHUTI OKCHUIA3d TOMOTEHTHU3WHOBOI KHCIOTH ((hepMEHT OOMiHY
TUPO3UHY);

e TrajakTo3eMis - mpu AedekTi ramakToso-1-pocharypununrpanchepasu;

® TJIKOTEHO3M - pH JiePeKTax GepMEeHTIB OOMiHY IIIIKOTEHY;

® Timio3u — npu aedexTax GepMeHTiB 0OMIHY JiITiIiB.

BropunHi eH3uMomnaTii BHHUKAIOTh MPU HEIOCTAaTHOCTI Ko(dakTopiB (aJiMeHTapHi
€H3MMomnarTii), Al TOKCMYHUX pPEYOBHH, SIKI TajJbMYyIOThb AKTHUBHICTh (PEPMEHTIB (TOKCHYHI
€H3UMOIaTii), mpuiioMi JiKapcbKUX 3aco0iB (1Hri0ITOPIB (PepMEHTIB) TOLIO.
EH3uMoOiarHOCTHKA - 1€ BUKOPUCTAaHHSA (DEPMEHTIB JJIs 11arHOCTUKH 3aXBOpIOBaHb. Mae 1Ba
HaNpsMKU:

- BHUKOPHUCTaHHS (PEPMEHTIB B SKOCTI CHEUM(PIYHHX Ta BUCOKOUYTJIIMBUX PEAreHTIB I
BHU3HA4YEHHS BMICTY MeTa0OJITIB, XIMIYHUX PEYOBHUH B KPOBI, CeUl Ta IHIMIMX O10JOTIYHUX
00’extax (Hampukiaaa, (pEepMEHT TIIFOKO300KCHIa3y BHUKOPHCTOBYIOTH JUIsl BU3HAUCHHS
BMICTY TJIFOKO3HU B KPOBI);

- JIOCHIJKEHHSI aKTUBHOCTI (pEpMEHTIB B KpPOBI, C€ul Ta IHIIMX O10JOTIYHUX 00’€KTax Jyis
JIarHOCTUKM 3aXBOPIOBAaHb Ta BCTAHOBJIEHHS JIOKadi3allii MaTOJIOTIYHOTO MpOIECy.
Haii6uibin iHpOpMaTUBHUM € OIIHKA 3MIH aKTUBHOCTI 130DE€pPMEHTIB, fIKI MICTATHCA B
pi3HuX TkaHuHax. [lpuknanu: npu iHpapkTi MioKap1y Bke depe3 2 TOJIMHH B IU1a3Mi KpOBI1
3poctae akTUBHICTH KpeaTuH(ochokinazu (KOK-MB); npu ypaxeHHI NEYiHKH 3pOCTae
aKTHBHICTb CHUpPOBAaTKOBOI anaHiHaMmiHoTpaHcdepasu (AJIT); mpu rocrpomy maHKpeaTuTi
3pOCTa€ aKTUBHICTh amia3u B ceui.

En3uMorepanisi - 11¢ BUKOPUCTaHHS (PEPMEHTIB, 1X aKTHBATOPIB Ta 1HTIOITOPIB IS JTIKYBaHHS
3axBoproBaHb. [Ipuknann:

- TIpH JIIKYBaHHsS 3aXBOPIOBaHb IIIYHKOBO-KHUIIKOBOTO TPAKTY B SIKOCTI 3aMiCHOI Tepamii
MPU3HAYAIOTh TMENCUH, (epMeHTH MiAUUIYHKOBOI 3anmo3u (mpemapatd — ectan,
MaH3UHOPM, ME3UM);

- 171 pO3YMHEHHS TPOMOIB - (P1OPUHOII3UH, CTPENITOKIHARY;

- JUIA PO3PIIKEHHS MOKPOTH — IHTJIALIT 3 TPUIICHHOM;

- 1715 pO3CMOKTYBaHHsI pyOLliB — TajlypoHiia3a;

- IIpH MaHKpeaTUuTax JJIs MPUTHIYEHHS aKTUBHOCTI NPOTEOITUYHUX (EPMEHTIB BBOIATH iX
1HT101TOpY (AaHTUIIPOTEA3U — TOPJIOKC, KOHTPHUKAI).




KO®EPMEHTHU

KodepMeHTH — 11 HEO1IKOBI OpraHiyHi KOMIIOHEHTH CKJIQJIHUX (PEPMEHTIB, SKI MPOSBISIOTH
BUCOKY XIMIUHY AaKTHBHICTh 1 BXOHIATh O CKJIaay AaKTHUBHHX UEHTpIB (a came 0o ix
Kamanimuurux OLIAHOK).

Kaacudikauis kodepmenTis.

1. 3a ximiuHo0 Mpupoaor0: 1) BitamiHHi; 2) BiTamMiHONOA10H1; 3) HEBITAMIHHI.
2. 3a mexaHi3MoM Jii: 1) mepeHOCHUKHN aTOMiB BO/IHIO, €IEKTPOHIB Ta IPOTOHIB;

2) MEpEHOCHUKH OKPEMHUX XIMIYHUX TPYIIL.
KodepmenTu I rpynu - nepeHOCHUKH aTOMIB BOJHIO, €JIEKTPOHIB Ta MPOTOHIB:
A. HeBitaminHi: rem, riyrarioH.
b. Bitaminonoaioni: yoixinon (koensum Q), ninoesa kuciota, terpariapodiontepus (TTBIT),
niposioxiHosiHoxiHOH (PQQ).
B. Bitaminni: ackopOinoBa kucnora, HAJ[ ta HAI®, ®AJl ta ®MH, 5-ne30kcuaaeHo3uI-
koOanaMiH, BiTaMiH E.
Ko¢epmenTtn Il rpynu (mepeHoCHMKH Pi3HUX XiMIYHHX rpym):
A. HeBitaminni: pocdaru nykieosunais, hocdaTtu ByrieBoOdiB.
b. Bitaminonoaioni: kapHiTHH.
B. Bitaminni: Tiamingudocdar (THAD), koensum A (KoA), mipunokcansdocdar (ITAJID),
kapOokcubioTHH, TeTpariapodomieas kuciora (TT'DK), metunkobanamin, Bitamiau K ta A.

Kodepmentu I rpynu € xopepmentamu okcugopeaykras (K@ 1). Kodpepmentu Il rpynu e
kodepMeHTamMu TpaHcdepas, Jias, izomepas, jira3 (K® 2, 4, 5, 6). Oxpemi kopepmentu [ rpynu
(J1imoeBa KUCIIOTA, TIIYTaTiOH) TaKOXK OepyTh ydacTh B TpaHc(epasHUX peakiisx, a 5'-Ie30Kcu-
aJICHO3MIIKOOAIaMiH € KohepMeHTOM i30Mepa3.

N.B.! I'igponazu (KD 3) e npoctumu pepmeHTamu, y HUX KOPEPMEHTIB HE MaE.

Hegimaminni koghepmenmu I cpynu H;C CH,-CH,-COOH
1. TI'em - TpaHCHOpTYy€e EJEKTPOHH. —
Crpykrypa rema Mpe/ICTaBICHA ﬁH2 CH—t __CH
cynepkinelem nporonopdipuny IX, ski HC CH,=CH,-COOH
Lo cKiamaetbes 3 4 | A\ b N/ |
Fe'? —%% Fe' IipOJIBEHHX KijJelb, |
-—
+le 3’€IHAHUX H3C \ N / CH,
meruHoBuMH  (-CH-) CH ( 7 CH
MmicTkaMu; 4-x metunpHux (-CH3) rpym, 2-
X BIHUIBHUX Tpymn Ta 2-X 3aJMILIKIB H,C—=CH CH,4
NpOIMIOHOBOI  KuCiAOTH. B meHtpi
IPOTONOPPIPUHOBOTO si/ipa 3HAXOJUTHCS rem

Fe?*. Mexauism fii: 3aBasku HasBHOCTI y ckiagi rema Fe?', remBmicHi depmeHTH 371aTHI

TPAaHCIIOPTYBaTH €JIEKTPOHH. Ilpu 1BOMYy
3a1i30 MEPEXOMUTh 3 JBOXBAIEHTHOI B faratasa NepokeHuass

PeXOA ABOX] 2H,0, 2H,0+0, ||H,0,—=H,0+0
TPbOXBAICHTHY ~ (opMy 1  HABIAKH. | pepoxemn aToMapHumii
BioJIoriuyHa poJib: TeM BXOAHMTH JO CKIamy | Bommo KiceHb
FEeMBMICHUX (bepMeHTiB: LIUTOXPOMIB

(pepmMeHTH TKAHMHHOTO TUXaHHS Ta MIKPOCOMAJIBHOI'O OKMCHEHHS), KaTala3| Ta MepoKCHIa3u —
(dbepMeHTIB, IO PO3KIIAIAI0TH TIEPEKUC BOIHIO.

2. TLayrarion (GSH) - .. ,

TPAHCIIOPTYE  aTOMH  BOJHIO.
['myTaTioH € TpUIIENTHIOM, MIO
CKJIQIAE€ThCA 13 3QJTAIITKIB H CH, H rriH
LIIyTamary, MUCTEIHY Ta TIHIIUHY ~~-="77"7777mmmsmmssssssmssssmsooooee |
(y-rmyTaMiHUI-UCTETHI-
rininuH). BinbHa SH-rpyna nucTteiHy Hajae TiyTaTiOHY 3aTHOCTI NMEPEHOCUTH aTOMH BOJIHIO

HOOC—(IIH—CHZ—CHZ—C—l—N—(I:H—C—-ril—CHz—COOH



ab6o mpuennyBatu cyoctpatu: 2GSH «— GS-SG (GSH — enymamion sionosnenuti, GS-SG —
2ymamioHoucyibqhio).
bionoriuna ponb: GSH € kodepmeHTOM TiyTaTioHNEpOKCcHIa3u (AHTHOKCUIAHTHUN €H3HUM);
TIIyTaTioH-S-TpaHcdepasu (3HEMKOHKYE TOKCUYHI KCEHOO10THKH).
Bimaminonooioni kogpepmenmu I cpynu:
1. Yo6ixinon (koeH3um Q) — JMiniAOpO3YMHHUIN XIHOH 13

+2H
3aJTMIIIKOM 130IIPEeHY B O19HOMY JIaHII031. TpaHcnopTye aToMu KoQ " KoQH,
BOJIHIO (IIPOTOHM Ta EJICKTPOHM). BXOIUTH 10 CKiIamy oxuciaena - 2H  pinnosaena
JTUXAIBHOTO JIaHIoTa. st yOiXiHOHY 70 IIbOTO Yacy He ¢popma dopma

3HAIEHO aroEPMEHTY.
2. JlinoeBa kucaora (6,8-IMTIOOKTAaHOBA KHUCJIOTAa) Oepe ydacTb B peakilii OKHUCHOTO

nexapookcu /CQZ o ,CH

JNyBaHHS O~ H,C'  CH—CH,-CH,—CH,-CH,~COOH =—— §H; CH-CH,~CH;-CH,~CH,—COOH
KETOKUCIIOT \_d -2H HS HS

y CKJIaai JlinoeBa kuciaora JurinpojinoeBa kucjora
mipyBat/eri

JPOTCHA3HOI0 Ta O-KETOTIIyTapaTAeTiAPOTeHAa3HOr0 KOMIUICKCIB, JET1APOTeHA3H PO3TATYKCHHIX
O-KETOKHCIIOT 1 3abe3medye MEepeHeceHHs aToMiB BOJHIO Ta AalWIbHUX (QIlleTUIBRHOTO Ta
CYKIIMHUIBHOTO) 3QJIMIIKIB (momy yeti koghepmenm modxcua sionecmu i 0o Il epynu). Jlinoesa
KHUCIIOTa TPOSBISE BIJHOBHI BJIACTUBOCTI 3aBISKUM HAsBHOCTI CyAbQTiAPUIBHUX TPYyM 1 SIK
AHTUOKCHJIAHT 3aXHINA€E OPTaHi3M BiJI MOIIKOHKY0UOT Tii paiallii Ta TOKCHHIB.

3. Terparinpo6iontepun (TT'BII) — B #ioro oCHOBI JICKHUTHh NTEPUINHOBE Kijblie. IlepeHOCHTD

aTOMHU BOJHIO (MPOTOHM Ta €JEKTPOHH). BXomuTe 1m0 ckiaxy )
-2H

dbepmeHTiB ~ TiIpOKCHITYBaHHS: beHimanaHiHriAPOKCUIIA3H; TrB ——  ArBI
tpuntodanrigpokcuiasu, NO-cuHTa3m. +2H

4. Ilipoaoxinoainoxinon (PQQ) — noxijgHe XIHOHY, IEPEHOCUTb  TerpariapoGio- auriapodio-
aTOMH BOAHIO. BXomuTh 10 ckiamy JeriiporeHa3d Ta OKCH[A3 nTepuH repuH

(Monoaminookcuaa3z (MAQ), nnaMiHOOKCH/1a3, MOHOOKCUTEHA3, TUOKCUTEHA3).
Bimaminni kogpepmenmu I zpynu:

1. 5’-ne3o0kcnaneHo3naKodaIaMiH YTBOPIOETbCSA 3 BiTaMiHa Bi2 (koOanamiHy) B MITOXOHJIPISIX.
bionoriuHa posib — BHYTPIUIHBOMOJIEKYJISIPHUN TEpEHIC aTOMiB BOJHIO. BXoauTs 10 ckiany
depmenty merunmanoHin-KoA-myrasu, sikuil neperBoproe MeTHIManoHUT-KoA B CykuuH1I-
KoA. 3abe3neuye yrtmmizanio MeTuaIManoHi1-KoA, 10 yTBOpIOEThCS NMPU OKUCHEHHI >KUPHUX
KHCJIOT 3 HEMapHUM YMCIIOM aTOMIB BYIJIELIO, PO3Taly>KeHUX aMIHOKHUCIOT (BajliHy, JEHIUHY,
130J1eM1IMHY), G1YHOTO JIAHLIIOTa XOJIECTEPUHY.

2. Ackop6inoBa kuciaora (BitamiH C, y-maktoH 2,3-murigpo-L-ryJoHOBOi KHCIOTH) Mae

3MATHICTh  JIETKO  OKHCIIIOBATUCH  Ta o o
Bi 0 i Z Z

JTHOBJIIOBATHUCh, Oepe yyacTh B MEpPEHOC] cZ (Ij—
aromiB  BogHio.  Ilpm  OKHCHEHHi ! =

: " P HO—C o 0=C ¢
(merigpyBaHHi)  ackopOiHOBa  KHCIIOTa o g Y 0=C
CHOYAaTKy TEPETBOPIOETHCA Y BUIBHHU H | +2H I
pagukai, TOTIM B JIETIpoackopOiHOBY H?-—‘ HC
KHUCIIOTY, Il peakuii € 3BOPOTHUMHU. HO-CH HO-?H
: . . M, i

Pereneparis JIeT1p0oackopOiHOBOT H,C—OH H,C—OH

KHCIIOTH B aCKOPOIHOBY  KHCJIOTY
BiZIOYBa€ThCS 3a PaXyHOK BiJHOBJIEHOTO
rinyrariony, HAJIH, Ta iHmuX KopepMeHTIB — MEepPEeHOCHUKIB aTOMIB BOJHIO. B opranizmi
ackopOiHOBa KHCJOTa Ta i OKHMCHEHa ¢opMmMa — JEriipoackopOiHOBAa KHUCIIOTa YTBOPIOIOTH
penokc-cuctemy (3 penokc-noreniiaiom + 0,139 V).

Biosioriyna posib: ackopOiHOBa KHCIOTa € KO(AKTOPOM B peakuisiX riIpOKCHIYBaHHSA: a)
nodamiHy B HOpajapeHaliH; 0) mapa-riipokcueHuInipyBaTy B TOMOT€HTU3MHOBY KHUCIIOTY; B)
TPUIITAMiIHY B 5-OKCHUTPUITAMIH; I') MPOJIHY B TiIPOKCUIIPONIH Ta JI3HHY B TIAPOKCHIII3HH Y

Ackop0iHoBa KHCJIOTA Jerigpoackop0iHoBa KucJjoTa




KOJIar€HOBUX

Olakax K OH OH

(xodaxTop OH 0 OH
MIPOJILII- T

PO . a Acxopﬁmosa
J3WITIIPOKCH KHCI0TA

0, H0 HO
{ Ne-OH A 2 \__.oH
% AckopbinoBa C

N\
z KHCJI0Ta E N0
naz); a) y - | HC—CH,—NH, HC—CH,-NH,
i I Mposin Tiapokcunpoin
OyTupobOeTain OH P w P

. Jodamin Hopaapenanin
Y B KapHITHH;

e) Bitaminy /I3
y KaJbIMIION Ta KaJIbIMUTPION; ) TIJPOKCHIIIOBAHHS KOPTHUKOCTEPOiaiB (HaiiOinbina
KOHIICHTpAIlisi aCKOpPOIHOBOT KMCIIOTH BUSBIISIETHCS B HAJIHUPHHUKAX ).

3. Hikorunamigni kodepmenTn - 1 mnoxigHi Bitaminy PP (HikotmHaminy), sKki
BUKOPUCTOBYIOThCS
OKCHJOpENyKTa3aMu . — _
(nerigporenasamu HiKOTHHﬁMiH—pHﬁOSa—@ Hikorunamig— pudosa @

’ [
peayKTazamu). o HUX 0 (I)
HageRars HAX Anenin — pu6o3a CII’> Anenin—pnﬁma-@
(HIKOTHHAMIIAACHIHIUHYKJICOT P B HALD
u) Ta HAJI®
(HIKOTHHAMIJaIeHIHANHYKIIE

otuadocdar). HAJL

o O\
H H |
CKJIAJacThCs 3 IIBOX HA +2H T C
e O@g||m
HIKOTHHAMIIHOTO Ta N +H"
I

aJleHlJIOBOro, sKi 3B’sA3aHi -2H

. R H
Mi coboro dochomaiedipaum —H R R
3B’s3koM. B HAJID® € \HA}I HAIIH /
JIOAATKOBUH 3aJIAIIOK

dochaTHOT KUCITOTH, KU 3’ €THAHUM 3 rigpokcuioM pubosu. Oynkuis HAJ] ta HAJI® nonsrae
y TEepEeHECEeHHI aTOMIB BOJHIO Ta EJEKTPOHIB, M0 3a0e3medye HIKOTMHAMITHA YacTHHA
monekynun. HAJ] ta HAJI®-3anexHi ¢epMeHTH KaTali3yloTh peakuii JerigpyBaHHS 3
BIJIICTINIEHHSM JIBOX aTOMIB BOJIHIO Bif cyOcTpary. OaMH aToM BOJHIO mpueanyerbes ao C-4
HipUIMHOBOTO KUTbLA, €IEKTPOH JIPYroro aromMa BOJHIO — J0 YETBEPTUHHOTO a30Ty TOTO X
KiJbLS, a BUIBHUH MPOTOH NMEPEXOAUTh B CEpeNlOBUIIE (10 cymi, yi Koghepmenmu nepeHocsamo
2iopuo-anion H). OxucHeni ¢opmu kodepmeHTiB mno3Hayarots sk HAJ[T ta HAJI®', a
Bimnosneni - HAJI-H + H" ta HAJI®-H + H' (a6o cnpomeno — HAJTH, Ta HAJI®H)).

B sxocti nmpukiagy MokKHa HaBECTH OOOPOTHY peakilil0 MEPETBOPEHHs JaKTaTy B MipyBaT 3a
yuacti HAJI-3anexxHoro ¢epmenTy nakrataeriaporenasu (JIAI):

bionoriuna pons: HAJ[ ta HAJD €

- - +HAL
K MEHTaMH YHCIEHHHUX JIETiIporeHas, sKi
obepue e AICTIAPOTEHAs, AKL gy ¢_cH—coon H;C—C—COOH

OepyTh y4acTh y BCIX eTanax Meradoiizmy. 3a (|) " THAIH (II)

- 2
ydacti HA;[-Ta HAﬂ(I)-BaJIe.)KHI/I‘X JMaxrataeritporenasa -
nerigporeHas  BimOyBaeTbes: 1) rurikosis Jlakrar py
(aHaepoOHUH, aepoOHMiA, ); 2)

NeKapOOKCUITYBaHHS O-KETOKHCIOT; 3) mneHTo3odochaTHUl HUIAX (B HBOMY YTBOPIOETHCS
HAI®H?); 4) uukin TpukapOOHOBUX KHUCIOT; 5) [-OKMCHEHHSI Ta CHHTE3 >KMPHUX KHUCIOT; 6)
CHUHTE3 XOJeCTepUHy Ta CTEepOifiB; 7) TIAPOKCUIIIOBaHHA KCEHOOIOTHKIB  (peakiii
MIKpPOCOMAJIbHOT'O OKMCHEHHS).
4. ®napinoBi kKodepmenTn — 1e , , ®inapin— pusiros— (P)
HOoXiHi BiTaMiny B: Paasii — pubiron _® (I)
(puboduasiny), K1 ®MH .

BUKOPHCTOBYIOTHCS AzeHin — pu6o3a —®




OKCHJIOpEIYKTa3aMU 6ﬁap3 [ R \

(ﬂeri;[poreHa3aMH Ta JKOBTHI KOJIip 6@363pBHI/lI/l

okcumazamu). Jlo mHmx |[H3C O
HaJIeKaThb OMH

(b1aBiHMOHOHYKJIEOTHT) NH 2H NH
Ta DA/

(draBiHAICHIHAMHYKICOTH K ® AIIH /
). Oco0muBoCTI oy T

cTpykTypu: 1) 1m0 ckiaamy @Al T— ®AJlH, PMH__—= ®MHH,
(paBiHOBOro  HYKJICOTHY -2H -2H

BXOJHTh MOXiAHE PUOO3M — CUPT puOITON, 2) AIIOYOK YAaCTHHOK KodepMeHTy € ¢iaBiH, B
OCHOBI SIKOI'O JIEXXHUTH 130QJIOKCAa3MHOBE KIJIBIE, 3a
paxyHok sikoro ®AJ[ ra ®MH 3nmatHi nmepeHOCHTH ,
aToMHU BOAHIO (X BiAHOBIIEHI (POPMU NO3HAYAIOTHCS  jonop aTomis aKuenTop
OMHH; ta ®AJIH>); 3) duasin Hamae pepmeHTaM BOH‘"‘)X aTomiB BoaHI0
(praBonpoTeinamu) xoBToro 3adapsienus (flavus -
*KOBTHH). B  pesynpTaTi BimHOBJIEHHS (haBiH Ipenecenns aToMiB BOIHIO B O1HOTO
3HE0APBIIOETHCS, TOOTO MEPEXOANUTH B JEHKO(OpMY; cyBeTparty 10 inmoro
4) (¢naBiHOBI KO(epMEeHTH MIIIHO 3B’S3aHI 3
anoepMeHTaMH 1 IO CYTi € MPOCTETUYHUMHU TPYIaMH.

Buninsaiors 2 TUIIUM OKHCHO-BITHOBHUX PEAKIIii, K1 KaTali3yloTh (praBiHOBI KOGEPMEHTH:
1. mepeHeceHHs] aTOMiB BOJHIO (€JIEKTPOHIB 1 TPOTOHIB) BiJ BIAHOBJICHUX MiPUIMHOBUX
kopepmentiB (HAIH>, HAJZI®H;) a6o okpemux cyOcTpaTiB OKUCHEHHs (CYKIIMHATY, MipyBary,
0-KEeTOTIIyTapary, o-riinepodocdary, KUPHUX KUCIOT) B IUXAITBHOMY JIAHITIOTY MITOXOH/PIH (B
MpoIIeCci TKAHUHHOTO JUXAHHS ).
2. peakuii mpsMoro OkucHEHHs (nerigpyBanHsa) - ®MH Ta ®AJ] nepeHOCATh ENEKTPOHH 1
MPOTOHM 3 OKHMCHIOBAJILHOTO CyOCTpaTa Ha KHCEHb 3 YTBOPEHHSM NEPOKCHUIY BOAHIO. Taxi
(dbaBonpOTEiHN BIAHOCATH /10 OKCUAA3 (aepOOHUX JIEeTiAporeHas).

DAL
<I>AI[H

HO HO
+0,+H,0 ,/0
HO H?_CHZ_NHZW HO ?H—C\ + H202 + NH3
H
OH MOHOAMiHOOKCHIa3a OH
HOpaJApeHaJiH

bionoriuna pons: ®MH Ta ®AJl BXOAATH A0 CKIAAy AUXAIBHOTO JIAHIIOTa MITOXOApIH,
okcuaas D- 1 L-aminokucnor. @A/ 6epe ydactb B poOOTI MyIbTU(PEPMEHTHUX KOMILIEKCIB
JET1IpOreHa3 0-KEeTOKHUCIOT, CYKIIMHATIETiAPOTreHas3!, aibJAeTiIOKCUIa3U, KCAaHTHHOKCHIA3H,
MoOHOaMiHOKcua3u, anmi-KoA-neriaporenasu, rminepon-3-hocdar-aerinporenasu. OrnaBiHOBI
dbepmenTH OepyTh y4acTh B [J-OKHUCHEH1 >XUPHHUX KHCJIOT, B OKHCHEHI CIUPTIB, albJETidiB,
[JIIOKO3M, AaMiHiB, IJIILEPUHY, NYpPHHIB (KCAaHTUHY, TINOKCAaHTHUHY), MOXIJIHUX HIKOTHUHY,
XIHOJIIHY, aMmify JIMOEBOI KHUCIOTH, OKHMCHEHH1 KceHoOloTukiB. Hampuknan, ®AJ[-3anexHa
MOHOAMIHOKCHa3a OKHUCHIOE OIOT€HHI aMiHU — TOPMOHHM Ta HEWpPOMEIIaTOpH 10 BiIMOBIIHHX
aNbEeTiiB:
5. Bitamin E (Tokodepos, noxigHe reTepoukiy TOKOIy) € KOGepMEHTOM JecaTypasu KUPHUX
KUCIOT — (EepMEeHTy eHJOIUIa3MaTHYHOIO PEeTUKYIyMy, SKHM 3a0e3mneuye yTBOPEHHS
HeHacH4eHuX (MOHOE€HOBUX) kupHUX Kuciot (-CHz-CHz- — -CH=CH-): nmansmiTo01€1HOBOT 3
MaJbMITUHOBOI, OJIETHOBO1 3 CTEAPUHOBOT KUCTIOT.

Xapakrepucruka kopepmenTis Il rpynu
Hegimaminni koghepmemu

1.®ochaTu nykiaeosuais. [Jo vux BigHocAThCs: ATD, I'TD, YVTO, UTO, TTD. MexaHizm jii:
TPAHCHIOPTYIOTH (pocdaTHI 3aIMIIKH. bionoridHa poib: BXOAATH A0 CKiaay (EpMEHTIB, sKi
HEOOXIJH1 AJIl BKJIIOYEHHS PEYOBUH B MOAAIBIINN MeTa0oi3M abo A yTBOPEHHS aKTUBHUX
(bopM peuoBHH, K1 BUKOPUCTOBYIOTHCS Y TpaHC(hEpa3HUX peakLisX:




IJIIOKOKiHA3a
-kinaz Imoko3a + AT® —— I'mioko3a-6-pocpar + AP

TpaHcgepasa
-TpaHcdepas a) ['moko3a-1-pochart + YTO® ——=YID-ri0ko03a + Ou
TpaHc(epasa
0) ['mokyponoBa kuciaora + YIT® —— Y/ I®O-rimokyponart + Ou
TpaHcgepaza

B) @ocdoxouin + HT® — I/IP-xo0J1in + PDH
2.®ochatu ByrieBoaiB. o HUX BiTHOCATHCS TOK03a-1,6-mudocdar, 2,3-mudocdorminepar.
MexaHi3M aii: TpaHCIOPTYIOTh (ocdaTHI 3aTUIIKH 1 BXOJATh 10 CKiaay (GEepMEHTIB: TIHOK030-
docdarizomepasu; pocdorminepaTMyTasu Ta IHIIHX.

Bimaminonooioni kogpepmenmu 11 zpynu:

KapuiTun (moxigHe mi3WHY Ta METIOHIHY) BHCTYIAE H,C
KoepMeHTOM TpaHcdepas3: TPaHCIOPTYE AlUIbHI
3JMINKA 3 [HMTOIUIa3MH B MITOXOHApPIi. ANMian
NPUETHYIOTBCSA 10 TIAPOKCHIBHOI TPYNH KapHITHHY 3 H;C OH
YTBOPEHHSM allWJIKAPHITHHY.

bionoriyHa poiib: 3a0e3nevyrodd TPAHCIOPT AlWJIIB B MITOXOHJpIl, CTUMYIIOE Tporec [3-
OKHCHEHHS JKUPHUX KHUCJIOT.

Bimaminni kogpepmenmu 11 ecpynu:

1.Tiamungudocdar (THD cH

tiamiHmipodocdar) € N/‘jr CHA—N 3

dbochoprIboBaHUM MOXITHUM TiaMiHY )|\ 2 j\

(BiTaminy B)). Kogepment g, e~ N7 CH,—CH,— O—P—o P OH

CKJIAQJa€TbCs 3 JIBOX TETEPOLUKIIB oH
(smpa Tiazoiy Ta MipUMIiIMHOBOTO IHMKIIY) Ta mipodochaTHOro 3amumka. Ik KO(bepMeHT TAD
BUKOHYE HACTynmHi (QyHKHii: 1. BXOAWUTH J0 CKIaAy MYJIbTU(DEPMEHTHHX KOMIUIEKCIB
JIET1IPOreHa3 0-KETOKHCIOT 1 Oepe y4acTh B OKHCHOMY JeKapOOKCHMIIYyBaHHI IipyBaTy, -
KETOIIyTapary Ta po3ralyKeHHUX 0-KeTOKHCIIOT;
2. BXOJUTH JI0 CKJIaAy TpaHCckeTonasu (hepmenTta anaepoOHOi (a3u nerTozodocharHOro MUKITY)
1 KaTaJli3ye NepeHEeCEeHHs TIIIKOaIbAET1IHUX I'PYII B1Jl KETOILYKPIB Ha aIbJOLYKPH.
bionoriuna posb: TII® crnpuse yTBOpeHHIO €Heprii 3 BYIJIEBOJIIB, aMIHOKHCIIOT, JIMiJIIB Ta
3abe3neuye (HyHKI[IOHYBaHHS MEeHT030(ochaTHOTO UKITY.
2. Koen3um A (KoA-SH), kopepmeHT anuinyBanHs (KopepMEeHT alleTUI- Ta apiITpancdepas)
3a OyZIOBOIO € aJIeHIJIOBUM HYKIEOTHJIOM, 3’€IHaHUM 3 NMAHTOTEHOBOIO KHCJIOTOI0 (BiTaMiH
rpynu B) Ta B-mepkanroerunaminoM. PoOo4or0 4acTHHOIO WOTO MOJEKYIH € Cylb(riapribHa
rpyna (-SH), mo BizoOpaxaeTbes y ckopoueHiit Ha3Bi sk KoA-SH. Bin 3a0e3neuye akTuBalito
Ta  TEPEHECEHHS  alWIbHUX o
panukaniB (auetwi-KoA, amui-
KoA): npu npuenHanHi anuiiB
bi (4] KoA-SH yTBOpIO€TECs OUTOBA KHCIO0TA
anmui~S-KoA, SKuii  MICTUTH
MakpoepriuHuit TioeipHuil 3B’ 30K (~-TUIbJa).
bionoriyna poab: KoA-SH Gepe yyacTb B peakiiisix CHHTE3y KUPHUX KUCIOT, KETOHOBHUX TiJ,
CTEpOIAiB, AlleTUIXOJIHY, AlETHIIIIOKO3aMiHIB, TeMy, HEHTpaJbHUX KUPIB Ta (ocdomimiais,
OKHCHOTO JIeKapOOKCHITyBaHHS 0-KETOKHCIOT (TipyBaTy, O-KETOTJIyTapary), JIeTOKCHUKalii
KCEHOO10THKIB.
3. Hlipuaokcaaspochart (ITAJIP) Ta nipugokcamingochar (IIAMDP) € hochopuaboBaHUMU
MNOXITHUMH TipUAOKCcUHY (BiTamiHy Bg). IlipunokcuHoBi kodepmeHTH OepyTh yd4acTh B
HACTYIHUX PeakKIisixX y CKIaii:
e TpaHcaMiHa3 - KaTali3yloTh peakuii TpaHcamiHyBaHHs (00opoTHe nepeHeceHHss NHa-rpynu
B1JI aMiIHOKHUCJIOT Ha O-KETOKHUCIIOTH);

\ 4
H;C —/N—CHZ—H(IT—CHZ—COOH

V/4
H;,C—COOH+ AT® + KoA-SH ——— H3C—C\ +H,0
SKoA
Anernia-KoA




e Jexap0oOKCUJIa3 aMIHOKHMCJIOT - BIJIIEIUIIOIOTH BiJ aMiHOKUCIOT KapOOKCHIIBHY TIpymy 3
YTBOPEHHSM O10T€HHUX aMiHiB;

e i3omepa3 aMiHOKHCJIOT - NH,
MEePETBOPIOIOTH D- //0 |
amiHOKMCIOTH ~ Ha  L- Ciy H,C o
aMiHOKHUCIIOTH HO ﬂ HO N CH2—O—II!—OH
® CHHTa3U o- X CH,-0-P—OH (l) H
aMiHoJIeBY.1iHOBOT _ OH g o N
KHCJIOTH - TpUAMAIOTE g,C N
YHacThb B CHHTCS1 I'eMY, Hipunoxcanbpochar Hipunoxcamingocdar
® NUCTATiIOHIH-B-cHMHTa3M Ta
HUCTATIOHIH-Y-JTia3M — KaTam3ylTh peakiii TpaHc- Ta Jecyinb(yBaHHS CIPKOBMICHUX
aAMIHOKHCIIOT, B SIKUX BiIOYBA€ThCsl yTBOPEHHS LUCTEIHY Ta TiporeH cyabdiny (Hz2S);
e cepHH-OKCHMeTWJTpaHcdepa3sn — OepyTh ydacThb y B3a€EMOICPETBOPEHHI CEpuUHYy Ta
[IHHY.

Biosoriysa ponb: MipUIOKCHHOBI KO(QEpMEHTH 3a0e3MeuyloTh YTBOPEHHS 3aMiHHHX

aMIHOKHUCIIOT (ajlaHiHy, IiIyTamaTy, acmapraTy, LHMCTeiHy, CepuHY), CUHTEe3 OIOreHHHX aMiHiB
(ricTamiHy, CEpOTOHIHY, Y-aMiHOMACIIiHOi KHCJIOTH Ta iH.), TeMy, CIHTOMIMmiaiB, 010JI0TiYHO-
akTUBHOI MoJieKyau HaS (moTyxHuil BazonunaraTop, HEHpoMOAYJISATOpP) TOLIO.
4. Kapookcubiorun (N-kapOokcubiotnH) — kodepMmenTHa ¢opma OiotuHy (Bitraminy H), 1o
CKJIQJA€ThCS 3 TETEPOLIUKIIIB 1M1I[a3ony Ta Tlo(beHy 1 MICTUTBH BaJIepiaHOBY KHCIIOTY B OiyHOMY
naHIto3i. bioTuH cnomydeHuil 3 €-aMiHOTPYIIOIO JTi3UHY B aKTHUBHOMY IEHTPi O10THH3aIEKHUX
depmenTiB - kapookcunas. [Ipuennyroun gaiokcun syriueito (CO2) mo aromy Nj iMia30IbHOTO
KUTBIST OIOTHH TIEpETBOPIOETHCS Ha N-KapOOKCHOIOTWH, SKMH Oepe ydacTb B peakIisx
kapOokcuiayBanusi  (mpuennanns CO; go  cyOctpary 3a  ywacti AT®) Ta
TpaHCKapOOKCHIYBaHHA (TIEpPEHECEHHsT KapOOKCHIIBHOI Tpymu 3 cyOcTpary Ha cybcrpar 6e3
yuacti AT®). KapOokcubioTun 3abe3neuye:

1. peakiiii KapOOKCHUITYBaHHS:

e y CKJIaJll MipyBaTKapOOKCHJIA3M KaTalli3ye CUHTE3 OKcalloaleTaTy 3 mipyBary (Tmporiec
IJIFOKOHEOT'€HEe3Y, TOMIOBHEHHSI Iy Ty OKCaJloaleTaTy B LUKJI TPUKApOOHOBHUX KUCIIOT):

Hipysar + CO, + AT® Oxkcanoanerar + AJlD + ©H

ey criaai aneruia-KoA-kapOokcmiazu karanmizye yrBopeHHs MaioHiI-KoA (mporec
CHUHTE3Y JKUPHUX KHCIIOT):
CH,-CO-S-KoA + CO, + AT® =—= HOOC-CH,-CO-SKoA + AJI® + ®u
Anerni-KoA Mauionin-KoA
e KapOOKCHIIIOBAHHS B IPOIIECIB O10CUHTEY Apa MYPUHOBUX HYKJICOTUIIB.
2. peakuii TpaHCKapOOKCUITyBaHHSI:
® Yy CKJIa/ll METUIMAJIOHUI-OKCaoaeTaTTpaHCKapOOKCHIa3u:

COOH ?H3 ?H3 Hz?—COOH
I —
H;C-CH + (|3:O -— (IjH2 + ?—O
I
COSKoA COOH COSKoA COOH
Metunamasionisii-KoA  Ilipyear pomionin-KoA Oxcasoanerar

Biosioriyna posib: 610TMHOBI hepMeHTH OepyTh y4yacTh B CHHTE31 BYIJICBOJIB, JIiMiliB, OLIKiB
Ta HYKJICTHOBUX KHUCJIIOT.
5. TerparinpogoaieBa kuciaora (TT®K) — kodhepmenTHa popma (ostieBoi KUCIOTH (BITaMiHYy
Bo). TI'®K ckiagaerbcss 3 TphOX KOMIIOHEHTIB: NTEPUIUHY, I[apa-aMiHOOCH30MHOI 1
[JIyTaMiHOBOI KHCIJIOT; BOHAa CHHTE3YETbCS IIISXOM IOCHiOBHOTO BIJHOBJEHHS (DOJIi€BOT
KHCJIOTH 3a ydacti (onatpemykrasu, aurigpodonarpenykrasu ta HAJIDH,. Oynkmii TI'OK
HOJISTAIOTh Y MIDKMOJIEKYJIIPHOMY TIEpEHOC] OJTHOBYTJIELIEBUX (pparMeHTiB:




e metmibHOTO (—CH3);

HO H
e wMetuneHoBoro (—CHy—); N ﬂ ?OOH
e MereHutbHOTO (—CH=); N CH,—NH C—N—CH
e oxcumetuabHoro (—CHz— | | ¢
CH,
OH) 1 — ] oH | 1
’  HON N N i n CH, |
e ¢opminsHoro (-COH); ' H i . Looh [ '
o ’ ! ! ' mapa-amino0en3oiina |! !
¢ (OPMIMIHHOTO (G i KHCI0TA 1 COOH ;
i nTepuInH 1 IL_ _LJIyTaMar |
CH=NH). e UV i SO RS L LIyTamar, '

Bionoriuaa pousb: moxigai TI'®OK, ski yTBOPIOIOTHCS MpU MpHETHAHHI 10 HEl BKa3aHHUX
pagukanis mo aromam azoty (N°, N'9), 6epyTs yyacTs B 6aratbox peakiisx 0OMiHy aMiHOKHCIOT
(TminuHy, CepUHY, METIOHIHY), CHHTE31 HYKJICOTH IIB (TUMIANIIATY, ITyPUHOBUX HYKJICOTHIB) Ta
dizionoriuno0 aKTUBHMX CHONYK (XONiHy, KpeaTuny, aapeHaminy). TI®K (y surmami N°-
TeTparigpodonaty) pazoMm i3 MmeruiakobamamiHoMm (kodepmentHa (opma Bitaminy Biz) Oepe
y4acTh y peakuii CHHTE3y METIOHIHY 3 TOMONMCTEIHY. KouKypenmuuil iHeibimop
ouciopogorampedykmaszu Memompexcam nposeise NPOMUnYXiunHy Oit0 3a803KU OJI0KYBAHHIO
cunme3sy TI'OK, wo ede 0o nopywenns pennikayii [HK 6 knimunax.

6. Mermiko6anamin — xodepmentHa ¢opma Bitaminy B (koGanaminy). Moro momexyina
CKJIA/IA€ThCS 3

H,C—CH,—CH—COOH

HYKJIEOTH/IHOT ~ YacCTHHHU H,-poaar KoGanamin-CH, Ly .
Ta KOPUHOBOTO S1pa, B 2

. TOMOIMCTEIH
HEHTPI SIKOTO
pO3TalIoBaHUMA aroM H -ponar-CH; KoGanamin Hzg—CHz-QH—COOH
KOOaIbTy, 3 €aHAHMNA 3 4 S—CH; NH,
MIPOJIBHUMH KUIBISIMH 2 MeTioHiH

KOBaJEHTHUMH Ta 2

HEKOBAJICHTHUMH 3B’ sI3KaMu (xpomoghopra uacmuna). J1o Hel mpueTHaHUN JTIraH]T - METHUJIbHBIN
pagukan. MetmikobaaMin Oepe yd4acTh B PEakilisix TPAaHCMETHIIYBaHHS, TOJIOBHOKO 3 SIKUX €
peaKilisi CHMHTe3y METIOHIHY 3 TOMOLMCTEiHY 3a y4yacTi METIOHIHCHMHTeTazu. Y Wil peakuii
MeTHiIkobGanamin mie sk cuseprict TI'®K: karanizye IepeHeceHHs METUIBHOI rpymu 3 N°-
Metui- 1T @K Ha roMonucTei.

BionoriuHa poJib: MeTuiIKOOaIaMiH 3a0e3Mledye PEeCUHTE3 METIOHIHY 3 TOMOIIMCTEIHY, CHHTE3
METUJILOBAHUX CHOJIYK - KpeaTHUHY, aJpeHaliHy, AaleTUIXOJIiHy, KapHITHHY, a TaKOX
Ko(epMeHTHUX (opM (oJI€BOT KUCIOTH, MOTP1OHUH ais npornecy pervtikauii JJHK.

7. Bitamin A (peTuHoi) € Ko(hakTOpoM TIiKo3mITpanchepas — GEepMEHTIB, SKI TTIIKO3UWIIOITh
Ou1KM (3a0€31euyroTh CHHTE3 IJIIKONPOTEiHIB). PeTMHON nmepeHocuTh ojirocaxapuaHi 3alUIIKA
yepes JinigHui Oimap MeMOpaH 1 TAKUM YHHOM Oepe ydacTh B CUHTE31 MYLIMHIB - OCHOBH CIIU3Y,
110 BKPUBAE €MITeN1N TPaBHOTO TPAKTY, TUXAIbHUX, CEYOBUBIAHUX Ta CTATEBUX LIUISIXIB TOILO.

8. Biramin K (noxinHe HadTOXIHOHY) € KODEpPMEHTOM Y-IiIyTaMiIKapOOoKcuiaasu — (pepMeHTy,
AKUN Kgp60Kcnnye 3JIMIIKU —C=0 —C=0 COOH
TIYTAMIHOBOL KHCIOTH B Y- —NH-é%{—BCHz—YCHz—COOH €0 —NH-éH—CHz—HYC,\
MOJIOKEHHI 3 YTBOPEHHSIM

KapOOKCHUTIIyTamMary y CKiaji
O11KOBOI MOJIEKYJIH
(nocmmpancnayiuna moougirayia 6inkie). [losiBa TBOX MOPS PO3TAMIOBAHUX KapOOKCHUIBHHUX
Ipyn J1a€ MOXJIMBICTH OLIKaM 3B’3yBaTH JBOXBAJICHTHUN 10H Kalblil0. 3a ydacTio BiTaminy K
Bi/IOyBaeThCs CUHTE3 OUNKIB 3ropraHHs KpoBi - QaktopiB Il (mporpomOiny), VII
(mpokonBeptuny), IX (Kpuctmac-dakropy), X (paxropy Crroapra-IIpayepa), a Takox OUIKIB
KICTKOBOI TKaHWHH, 110 MPUIMAIOTh y4acTh B OOMiHI KaJblil0 (OCTEOKANBIIMHY, MATPUKCHOTO
npoteiny). binku, sxi He 3a3HamM KapOOKCHIIyBaHHS, HE MOXYTb BHKOHYBATH BJIACTUBUX 1M
OionoriyHux ¢GyHKLIA (30Kkpema, OpaTH ydacTh B 3CilaHH1 KpoOBi). Awmaconicmu eimaminy K
(KymapuHu) € KOHKYPEeHMHUMU [H2IOimopamu y-enymamiikapOoKcuiazu i UKOPUCIOBYIOMbCs
0/ IIKYBAHHA MPOMOO3i8.

COOH

HIOK IIIyTaMaT
3aammox rayramary 3auok KapOOKCHIIyTaMATYy



KodepmenTu: ximiyHa npupoaa, MexaHi3m aii

No Kodepment XimivHa nmpupoaa MexaHni3m il
I rpyna. Kodpepmentu okcugopenykras (K® 1): nepenocnuxu H*, € aTomiB BoaHIO
1 I'em nporonopdipur  IX, 3’eaHaHWil 3 | TPAHCIIOPT EIEKTPOHIB
Fez+ (F€2+<—> Fe3+)
2 I'myrartion (GSH) TPHUIENTHA Y-TIyTaMiHII-IUCTEIHINI- | TPAHCTIOPT aTOMIB BOJIHIO
TIIIHAH (2GSH < GS-SG)
3 Y6ixiHoH XIHOH 13 3aQJUIIKOM 130MpEHY B | TPAHCHOPT aTOMiB BOIHIO
(xoeH3mm Q) OivHOMY JTaHIII031 (KoQ < KoQH>)
4 JlimoeBa xucora 6,8-TUTIOOKTaHOBA KHUCIIOTA IIEpEHECEHHST aTOMIB BOAHIO Ta
AIMIBbHUX 3aJTUILKIB
5 TetparigpobionTe- MOXi/IHE ITEPUANHY MEPEHOCUTh ATOMU BOJIHIO
pun (TT'BII) (TT'BIT & TI'BIIH»)
6 IliponoxiHomiHoXi- MOXiHEe XIHOHY MIePEHOCHUTH aTOMH BOJIHIO
Hou (PQQ)
7 5-me30KcHaaeHo3mN- | ToXigHe BitaMiHy B (koGamaminy) | BHYTpIIIHBOMOJEKYJSIPHUI TepeHic
KoOanamin aToMiB BOJHIO (MeTHIMaIOHIT-KoA
— cyKIuHiI-KoA)
8 Ackop0iHoBa y-akToH 2,3-murigpo-L-rynoHoBoi | nepeHeceHHs aTomiB BogHIO (AK
kuciota (Bitamid C) | KUCIOTH HerinpoAK)
9 HAJl, HA® nmoxigHi HiKOoTHHaMIiLy (Bitamin PP) | mepenecennss rimpum-amiony H-
HYKJICOTHAHOI IPUPOIH (HAL < HAJTH;;
HAJI® —~ HAJI®H>)
10 | ®AJl, DMH noxifgHi pubodnasiny (BitamiHy B») | mepeHeceHHsS aTOMiB BOIHIO
HYKJICOTHAHOI IPHPOIH (PAJ] — PAJTH»)
11 | Biramin E | moximHe reTeporuKkiTy TOKOIy YTBOPEHHSI MOHOEHOBHX IKHUPHHUX
(Toxodepon) kuciot (-CH,-CH;- — -CH=CH-)
IT rpyna. KodepmenTn Tpancepas, aias, izsomepas, giraz (K® 2, 4, 5, 6): nepeHOCHUKH XiMiYHMX
rpyn
1 ®docdarn ATO, I'TO, YTO, UTO, TTD TpaHcnopt GochaTHUX 3aTHULIKIB
HYKJICO3U/IiB
2 ®docdaru ByrneBogiB | rioko30-6-docdar, TpaHcHopT GochaTHUX 3aTHIIKIB
2,3-mudocdorminepar Ta iH.
3 Kapnitun MOXiJTHE JII3WHY Ta METIOHIHY TPAHCIIOPT AI[MIIBHUX 3aJUIIKIB 3
IUTOILIA3MH B MITOXOHJPIT
4 Tiaminaudocdar (GochopunsoBane MoXifHE TiaMiHy | OKMCHE  J€KapOOKCUIYBaHHSA  OL-
(TOD, (BiTaminy By) KETOKHUCJIOT; TPaHCIIOPT
tiamiHmipodocdar) TIIIKOAJIBJIET i THAX TPYII
5 Koenzum A HYKJICOTH/IHE TIOXI/IHE TTAHTOTEHOBOI | aKTHBALIis Ta HepeHEeCeHHs
(KoA-SH) KHUCJIOTH AIWIIBHUX PaJINKAIIiB
6 MAJID, IIAM® dochopriboBaHi MOXIZIHI | IEPEHEeCEHHS aMIHOTPYIIH,
nipugoKCUHY (Bitaminy Be) KapOokcupHOI Ta SH-Tpymun
7 Kapboxcubiotun noxinne Oiotuny (Bitaminy H) peakuii  kapOOKCHITyBaHHS Ta
TpaHCKapOOKCUITYBaHHS
8 TTdK noxijHe ¢oiieBoi KUCIoTH (BiTaMiHy | TPAHCIIOPT OJTHOBYTJICIIEBUX
Bo) (dparmMeHTiB
9 Metunkobanamia noxijHe BitaMiny B, (koOanaminy) | mepeHic METHJIBHOT rpyIu,
METHIYBaHHA  TOMOLUCTEiHY B
METIOHIH
10 | Biramin A (peTuHOJ) | HUKIIYHUAN OJIHOATOMHMI | MEPEHIC OJIrocaxapuIHUX 3aJIMIIKIB
HEHACHYEHUH CcnupT, MoxigHe [— | uepe3 MeMOpaHu
10HOHY

11

Biramin K

noxijiHe HaQTOXIHOHY

Y-KapOOKCHITyBaHHS 3aJIUIIKIB
IJTyTaMiHOBOi KUCJIOTH B OinKax




OCHOBHI 3AKOHOMIPHOCTI OBMIHY PEYOBHH.
OUKJ TPUKAPBOHOBUX KUCJIOT

1. O6miH pe4yoBHH, ii0oro eranmu Ta OioJioriuHe 3Ha4YeHHsl. B 3amexHocTi Bix THIy 0OMiHY
PEYOBHH Ta €HEPrii )KUBI OpPraHi3MHu MOAUIAIOTECSA Ha ayTOTPO(H Ta TeTepoTpodH.

Xapaxkmepucmuxa aymompogrux ma cemepompoprux opzanizmie

XapaKTepuCcTHKHU Ayrtorpodu I'ereporpogu

HpeI[CTaBHI/IKI/I pOCiInHHU, CHHBLO-3€JIeH]1 BOI[OpOCTi, TBApHWHU Ta JIOJHWHA

3€JIeHI Ta MypITypHi OaKTepii

Jlxepeno eneprii BUKOPUCTOBYIOTh €HEPTIil0 COHIISI B | OKUCHEHHSI 010MOJIEKYT

nporieci HOTOCHHTE3Y

JI)xepeno aToMiB BYTJICKUCIIHI ra3 atMmocdepu O1IIKH, KHUPH, BYTJICBOIN

KapOoHy MPOAYKTIB XapuyBaHHS

OOMiH pe4yoBHH y TreTepoTpOdiB — e CYKYITHICTh MPOIECIB CIIOKUBAHHS, IEPETBOPCHHS,

BUKOPHUCTAHHS PEUOBHUH 1 BUAUIEHHS 3 OpraHi3My MPOJYKTIB PO3May.

v

ANANRN

v

2.

OcHoBHi eTanu 00MiHY pe4OBMH:
Hangxomxkenns OiomomimepiB (OinKiB, JiMiJiB, BYIJIEBOAIB), BiTaMiHIB, MiHEpaIbHUX
€JIEMEHTIB, BOJIM B OPraHi3M y CKJIaJi MPOIYKTiB XapayBaHHS.
[leperBopenHst OiomoiiMepiB y TPaBHOMY TpPakTi B OULIbII MPOCTI CHONYKH (MOHOMEpH:
aAMIHOKHCIIOTH, MOHOCAXapHIH, >KUPHI KUCIOTH, TIIIEPUH), SKIi BCMOKTYIOTHCS EHITENieEM
CJIN30BOi 0O0JIOHKH LIUTYHKA 1 KUIIIEYHUKA.
TpaHCIIOPT MOHOMEPIB KPOB’10 1 JTIM(OFO Ta iX HAIXOHKCHHS Yepe3 MeMOpPaHH B KIIITHHHU.
BHYTpIIIHBOKIITHHHUNA MeTa00113M MOHOMEPIB (IPOMDKHUIN OOMiH).
Buninenns (exckpelisi) 3 opraHi3My KiHIEBUX MNpOAYKTiB oOMiHy pedoBuH (CO2, NHs,
CEYOBHMHH, BOJH, MPOJAYKTIB KOH fOTallii).

Biosoriuna poJib 00MiHy pe4oBUH:
[OCTa4yaHHs KJIITHH XIMIYHOIO €HEepri€ro Ta akyMyJislis ii y BUTJISAI MAaKpOEPTiYHUX CIIONYK,
K1 BUKOPUCTOBYIOTHCS JUUIsl BAKOHAHHS PI3HUX BHUJIIB pOOOTH;
NEPEeTBOPEHHS MOJIEKYJl XapyOBUX PEUOBHH B HHU3bKOMOJIEKYJSPHI METaOoJITH, 3 SKUX B
KJIIITUHAX YTBOPIOIOTHCS BJIACHI MaKpOMOJIEKYJH, HEOOX1JH1 JJiS MOCTIHHOTO OHOBJICHHS
CTPYKTYPHUX KOMITIOHEHTIB KJIITHH;
YTBOPEHHS Ta po3Maj O10JOriYHO AKTUBHUX PEYOBUH, SIKI PEryaioloTh OloXiMiuHI Ta
¢b1310J10T14HI MTpOLIECH;
3HENIKOPKEHHSI TOKCUYHUX PEYOBHH Ta BUAUIEHHS KIHLEBUX MPOAYKTIB OOMIHY 3 OPraHi3My.

IlonsaTTs mpo MeraboaizM Ta MeTaGoJiuHi mUIAXM. B mIMpokomMy 3HaY€HHI TepMiH

«MeTa00J1i3M» PIBHO3HAYHUN OOMIHY PEUOBHH, a B OLIBII BY3bKOMY 3HAa4€HHI «MeTadoJIi3mM»
03HAYa€ CYKYIHICTh peakiliii MepeTBOPEHHsI OJIHUX PEYOBUH B 1HINI (CYKYHMHICTh META0OJIYHUX
[UISAX1B), SIKI TPOXOASTH B CEPEeIMHI KIITUHH.

Knacudikanisa meradosiynux uuisixis

1. 3a ¢pyHkHiOHAILHUM NMPU3HAYEHHAM METaOOMIUHI IIJISXU TOIUISIOTHCS Ha: a) KaTaOoivHi
(peaktii po3maay CKIATHUX PEYOBHMH Ha OUIBII MPOCTI, SKI CYNPOBOKYIOTHCS BUIIIJICHHSIM
e”eprii); 0) anHaOomiuHi (peakuii CHHTE3y CKJIaJHUX pPEYOBUH 13 OUIBII NPOCTUX, SKi
CYMPOBODKYIOTBCSL 3aTpaTor0 eHeprii); B) amdiOomiuHi (Tporec pos3naay OJHUX PEUYOBUH
CHpsDKEHUHN 3 CHHTE30M HOBUX MoJjekynl. Hampukian, nuki TpukapOoHoBuX KucioT Kpebea).

2. 3a cTPYKTYpOIO yCi MeTaOOIIUHI NUISIXA TOAUISIOTHCS HA JIHINHI, [IUKJIIYHI, PO3TaTy>KEH1 Ta
cripaibHi



Cmpykmypa memadoniyHux wiiaxie

CtpykTypa METaOOIIYHOTO MUISAXY Ha3Ba meTaboigyHOro nuisaxy [Tpuknan
A—B—=C—=D—E Jliniiiani I'mikomni3
E—F Posranyxennii Cunres
HYKJICOTH/IIB
G—K
E CripanbHuii B-oxuCHEHHS
KUPHHUX KUCIOT
\/ G
A [uxniyHnin [ukn
E TPUKApOOHOBHUX
\ KHUCJIOT
{ B
D

3. OcHoBHI eTanu KaTa6oJ1i3My 0ioMoJIEKY.I.
Ilepmia crajfifi: BUCOKOMOJIEKYJISIpHI Oi0mMoONIMepH, SKI HAAXOIATh 3 DKEK a0o 3HAXOIAThCS

BCEPEANHI KIIITHH, TIEPETBOPIOIOTHCS
y MOHOMEpH. 3IIHCHIOETbCA IIeH
eranm 'y  IIIYHKOBO-KHIIKOBOMY
tpakti (ILIKT) abGo Bcepenusi
KIITUH OpraHi3My 3a JIOIIOMOI'OIO
(bepMeHTiB rizgponas. Tax,
BYIJIEBOJU (momicaxapunu,
oJlirocaxapujii) po3MaJaloThCs 0
MOHOCAXapuAiB, TPUALMITIILEPUHU
(KuUpH) — 10 THIUEpPUHY 1 BUIIHX
JKUPHUX  KHUCJIOT, OLIKK 10
amiHokucnotr. Ha 1mpomy erami
BUBUIHHSIETHCA HE3HAYHA KUIBKICTH
e”eprii (mpubmausHo 1% eneprii
cyOcTpariB), aie 171 BOHA
pO3CitoeThes Y popMi Teria.

Apyra _cragisa: MoHOMEpH, 3a
BUKJIIOYEHHSM JKMPHHX KHCJIOT Ta
JNesSKUX AaMIHOKHCIIOT, dYepe3 psia
MIPOMIKHUX cramin
MIEPETBOPIOIOTHCS Ha
HipOBUHOTPAJHY  KHCIOTYy,  sIKa
BCTylIa€ B  pEaKlil0 OKHCHOIO
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NeKapOOKCUITYBaHHsS 1 YTBOPIOEThCS aleTWJ-KoA (pa3om 3 mbIpyBaToM 3 HEHTPAJbHUMH
MeTadoJiTaMiu 00MiHy pedyoBMH). B TO#l ke yac >KMpHI KUCJIOTH Ta JCSKI aMiHOKHCIIOTH,
MHUHAIOUM CTaJlil0 YTBOPEHHS MipyBaTy, 3pa3y NepeTBOproroThcs Ha aneTui-KoA. Ha npyrii
cTajii BUBUIbHAETHCS On3bK0 25-30% eHeprii BUX1IHUX PEUOBUH: YACTHHA 11 aKyMYJIOE€ThCS Y
dochoanrinpuanux 38’s3kax ATD B mpoueci cydcrpatHoro ¢ocopuiyBaHHs, a 4YacTHHA




po3citoeThesl Yy BHUIJAAI Teria. [lepeTBopeHHsT MOHOMEpIB Ha Wi cTadii BiAOyBaeTbcs y
[IUTOIJIa3Mi KITITHH, 32 BUKITIOYCHHSM KIHIICBUX PEAKIIii, SKi MPOXOASITh B MiTOXOHAPIsIX.
Tpers _crauis: anetmn-KoA «3ropae» B nukni KpebGca 3 yTBOpEHHSIM BYTJIEKHCIIOTO ra3y Ta
BimHOBHUX ckBiBaneHTiB (HAJIH> ta ®AJIH»). Jdani enekTpoHH Ta MPOTOHU BiJ BiTHOBHHX
€KBIBAJICHTIB TPAHCIIOPTYIOTHCS MO AUXATbHOMY JIAHIIOTY Ha KMCEHb 1 YTBOPIOETHCSI MOJIEKYJa
BoaM. EHEpris sika BUBUIBHSETHCS TPU IIbOMY, BUKOPUCTOBYEThCS it cuHTe3y AT® B mporeci
okucHoro ¢ocdopuryBanna. Ha wiit cragii BuBuUibHA€TbCca npubmuzHo 70-80% ewneprii
BUXIJTHUX PEYOBHH, SIKA aKyMYJIIOETHCS MepeBakHO Y (ocdoanrinpunuux 38’s3kax ATD. Bcei
peaxiii i€l cTaaii Big0yBarOThCS B MITOXOHAPISIX.

[Iporiec okHCHOTO NeKapOOKCUIYBaHHS MipyBaTy, MUK TpuKapOoHOBHX KHCIOT Kpebca,
TKaHMHHE JHMXaHHA Ta OKHCHE (ochOopuiIyBaHHS BIIHOCATHCS JI0 3arajbHOr0 MUIAXY
KaTaboJi3My, SIKHii 3aBepIye crennivHi eTany po3nay ByrJIeBOIIB, JiMiIiB Ta OUIKIB.

4. OkucHe AeKapOOKCHJIYBaHHSI MipyBaTy - Ie Tpolec, SKUil 3a0e3lneuyye NepeTBOPEHHS
MiPOBUHOTPAJHOI KUCJIOTH B aKTUBHY (DOPMY OLITOBOT KUCIIOTH - aueTii-KoA.
Buympiwmnvoxaimunna noxkanizayis: MaTpUKC MITOXOHIPIH.

Toniuna noxanizayis: TPOXOAUTh B YCIX TKaHMHAX Ta OpraHax, 3a BHUHITKOM 3pLUIUX
EPUTPOIINTIB, K1 030aBICHI MITOXOHIPIM.

Mexanizm. OxucHe nexkapOOKCUIIyBaHHS MipyBaTy BKIIOYAE Peakilii Horo aekapOOKCHITyBaHHS
Ta JETiApYBaHHS, SIKi CYIPOBO/UKYIOTHCSI YTBOPEHHSM AalETHJIBHOTO 3aJUIIKY  (SIKHA
nepeHocuthbcsi Ha KoA 3

YTBOPEHHSM ALeTH Ilipyeamoeziopozenasnuii Komniekc

KoA E, +E, +E,
OA),  BYDJICKHCIOTO  H,C—C—COOH H3C—CSKoA + CO, + HAIH,
rasy Tta  HAJIH>. I HAJ, ®A], JIK, I
Peakiii OKHCHOT'O 0 TA®, KoA-SH 0
H Hipysart Anerni-KoA

JIeKapOOKCUITyBaHHS KodepmenTn:
nipyBaTy ®depMenTH: HA/ - nikoTHHAMiZaieHIHTHHYKJICOTH/L;
3MIUCHIOIOTHCS 3a E, - nipyBataerinporenasa; @A/l - puaBinajeHiHAMHYKIIEOTH;
y4acTi E, - qurigpouinoinanernarpancdepasa; JIK - ninoesa knciora;

E, - nurinpoainoinaerinporenasa. TAD - Tiaminugocdar;
MyJ'II)TI/I(i)epMeHTHOFO 3 KoA-SH - koensum A.
nipyBaTt/aeriiporeHasH
0ro KOMIUIEKCY, SKUH 3B’SI3aHUN 3 BHYTPIIIHHOIO MEMOpAHOIO MITOXOHJPIH 31 CTOPOHU
matpukcy. Jlo #oro ckmany Bxoaath 3 ¢epmentu (E; — mipyBatamerinporenasza, E; —
aurigponinoinaneruntpancdepasa, E3 — nurigpominoingerigporeHaza) Ta S5 KodepMEHTIB

(HA', ®AJL, amig ninoesoi kuciaotu, T D, koeH3uMm A).

bionoeciune 3nauenns. Ilpouec okucHOro nekapOOKCUITyBaHHS MipyBaTy 3a0e3leuye YTBOPEHHS
anetni-KoA - nentpanbsHoro mMetabomnity oOMiHy pedoBuH, a Takox HA/IH>, okuCHEHHS sIKOro
B JIMXaJIbHOMY JIAHIIOTY CYIIPOBOJIKYETHCS yTBOpEeHHSIM 3 AT®.

Pezynayia. AXTUBHICTb MipYBaTAET1IPOreHA3HOTO KOMILJIEKCY PErYIIOEThCS ABOMA CIIOCOOaMMU:
a) aJOCTEPUYHMM NUIAXOM (akTuBaropoM € mipysat Ta HAJI', a inri6iropom ametnin-KoA Ta
HAJIHz); 6) nuisixom ¢ochopunyBanHa-aedochopmiyBants (mipyBaTaeriiporeHasa akTUBHA Y
nedochopmiboBaniit hopmi, ToMy ii aktuBatopamu € AJID ta iHcymiH, a iHTi0iTopom ATD).
Ilamonoezis. 3MeHIIeHHs] aKTUBHOCTI OKUCHOTO JIEKapOOKCHUITYBaHHS MipyBaTy CIIOCTEPIraeThes
IpU TaKUX CTaHax: a) HecTayl JIMOEBOI KUCJIOTH Ta BITaMiHIB - TiamiHy (BiTaminy Bi),
pubodnasiny (BitraMiny Bz), maHTOTeHOBOI KHCIOTH, HiIKOTHHaMiny (BiTaminy PP), kodepmenTHi
dbopMH SKHX BXOIATH M0 CKJIAAy TMipPyBaTAETIAPOTeHA3HOTO KOMIUIEKCY; 0) CHagKoBOMY
nedinuTi mipyBaTIerigporeHasu; B) OTPYEHHI apceHaTOM Ta iOHaMHU PTYTi, sIKi yTBOPIOIOTH
KOMIUIEKC 3 TIOJOBHMH TpylmaMd JIIOEBOT  KHUCIOTH, IO 3MEHIIyE€ aKTHBHICTh
nipyBaTerigporeHasu. 3HIKEHHS aKTUBHOCTI OKMCHOTO 1IeKapOOKCHITYBaHHS MipyBaTy BeJe J10:
a) pO3BUTKY alua03y (BHACHIJOK HAKOMHMYEHHS MipyBaTy); 0) €HepreTHYHOro roJio/lyBaHHS
KJITHH (BHACIIIOK 3MEHILIEHHs YTBOpEeHHs aneTui-KoA).



5. Huxka tpukapoonoBbix kucjor (UTK) — me nuxmivamii mporiec B SIKOMY BilOyBa€eThCs
OKHCHEHHS (3ropaHHs) aneTwi-KoA 10 JBOX MOJIEKYN BYIJIEKHCIOTO Ta3y Ta BUBUILHEHHS
aTOMIB BOJIHIO (Y BHUIJIS/I BIIHOBHHMX €KBIBaJICHTIB). LIk TprKapOOHOBHUX KHCIOT Ha3MBAIOTh
takox nukioMm Kpebca (Ha yects I'. Kpebca, sikuit Binkpus ioro y 1937 p.), UMKIOM JTUMOHHOT
KHCJIOTH a00 IUTPATHUM ITUKIIOM (OCHOBHMM META0O0IITOM € TPUKapOOHOBA IMMOHHA KHUCIIOTA).
Buympiwmnvoxnimunna noxkanizayis: MaTpUKC MITOXOHIPIH.
Toniuna noxanizayis: TPOXOJUTh B YCIX TKaHMHAX Ta OpraHax, 3a BHHITKOM 3pLUINX
EPUTPOILINTIB, sIKi M030aBICHI MITOXOHIPIH.
Mexanizm. Monekyna anetmn-KoA, He3Baxarouu Ha MaJIMi po3Mip 1 BIIHOCHO MPOCTY OyAOBY,
Ma€ JIOCUTh CTIHKY A0 XiMIYHOTO OKHMCHEHHS METWbHY rpymy. Jns ii mpsMoro OKHCHEHHS
HEOOXIiJTHI JIy)Xe >KOPCTKI yYMOBH, SIKI BIJCYTHI y KJIITHHaxX. B mporeci eBomonii B >KUBHX
oprasizMax cdopmyBaBcs 0OXigHHMIA NUIIX OkMcHEHHs aneTwi-KoA (mukn Kpebca), sikmii He
BHMarae Takoi BHCOKOI eHeprii aktuBarlii. KimituHu HaOynmu 37aTHOCTI NPHEIHYBATH allCTHII-
KoA 1o iHIIOl CHOMYKM — IIaBJIEBOOLTOBOI KHUCIOTH (OKCaloameraTy) i OJEp)KyBaTh TaKHM
YUHOM JIUMOHHY KHCJOTY (LIUTpAT), SKa OKHCIIOEThCs Jerme, Hik anetuia-KoA. OxucHeHHs
IUTPATy BiIOYBA€ETHCS 32 PaXyHOK:
® JIBOX peakUid OKHCHOro JeKkapOOKCHiyBaHHS (i30LMTpaTAETiAporeHa3Ha Ta  O-
KETOTIyTapaTJeriporeHa3Ha peakilii), B AKX MOJIEKyJia IUTPATy BKOPOUYETHCS Ha J1Ba
aToMu KapOoHy (BUBLIbHAIOTECS Y BUTIsAL 2 CO2) 1 yrBoproetses 2 HAJTH»;
® IBOX peakmiil JeriapyBaHHsA (CYKIMHATACTIAPOTEHAa3Ha Ta MalaTAeTiIporeHa3Ha
peaxkiiii), B sikux yrBoprorotbes | ®AJIH> ra 1 HAJIH>;
e peakmii rigparamii

. Anernia-KoA
(pymaparrigparazu H,C-C~S-KoA
a peakiisi) B SKid o
MoOJIeKyJIa BOJIU ©)
INPUETHYETBCS  JIO g?(? H COOH
OJIHOTO i3 OKC(Z'&OS;‘:)T“ CH, H,0 HS-KoA CH, Iurpar
METa0OoITIB COOH HO-E;ICOOH
LATPATY HAJT- P2
(Gymapary). j Lo
TakuMm yuHoM, B [[TK COOH D)OH
BII0YBa€THCS HO-CH  npoooo CH
MEePEeTBOPEHHsT LUTpaTy (6- CH, He- é OOH Tsommrpar
BYIJIEIIEBOI  CIOJYKH) B CQOH HC-OH
OKcaJjioaleTar (4- @ COOH
BYIJICLICBOI  CIIOJNYKH) 3 H,0 con )ﬂ HAL' (3)
BUJUICHHSIM 2 .COz Ta &n
YTBOPEHHSIM BiJIHOBHUX Cy ©ymapar COOH
exBiBasieHTiB (1 ®A/IH>, 3 COOH CH,
HAJIH>). YT1BOpEeHUi ‘\3@ C,I;IZ O-KeTorIyrapar
oKcajoalerar Cc=0
BUKOPHUCTOBYETHCS JUIS PAL ~60oH COOH
3B’sI3yBaHHS HOBUX CH, COOH HAJ
MOJIEKYJT arneTii-KoA. C:IHZ ¢H2 @
BignosHi €KBIBaJICHTH COOH @ CH, HAJIH,
OKHUCHIOKOTBCS 10 MOJICKYJI Cykuunar CO~SKoA
BOU y JIXAIbHOMY m rd Cykuunin-KoA
JAHIIOTY 3 BUIUICHHSM FT(IZI[(D
eHeprii, sKa -
BUKOPUCTOBYETHCS TSt AT®

cuntesy AT® (& npoyeci
okucHozo ¢ocgopunysanns). Enepreruunuii 6amanc LHTK: 1) B camomy mumkm Kpebea



MPOXOAWTh OJHA peakiis cyocrpaTrHoro ¢ocdopuiayBauns (cunmes AT® iz AND,
HeopeaHiuHozo hochamy ma euepeii, KA SUOLIAEMbC NPU PO3PUBL MAKPOEPLIUHO20 38 SI3KY
cybcmpamy) Tpu TiepeTBOpeHH1 cyknuHiI-KoA B cykumHatr. Bona 3abe3mneuye yrBopeHHs 1
ATOD.

2) OKMCHEHHS BiJIHOBHUX €KBIBAJICHTIB y AuXaJbHOMY JaHItory gae 11 AT®: 3a paxyHOK
1 ®AJIH; yrBoproerbest 2 AT®, 3 HA/IH2 - 9 AT® (1 monexyna HAJITH> nae 3 ATD).

OTxe, eHepreTHYHHUH 0aJIaHC TOBHOTO OKMCHEHHS 0J1HieT Mosiekynu anetmi-KoA o H.O
ta CO; cranoButh 12 AT®.
Peaxkyii. 1) Iluky mounHaeThes 3 KOHJIGH Al okcanoaneraTy i anetui-KoA 3a yuyactio H>O Ta
bepMeHTy yumpamcunmaszu 3 yTBOPEHHSIM JUMOHHOT KUCIOTH (muTpary) i KoA. 2) Lutpar mix
BIJIMBOM @KOHImMa3u 130MepHU3yeThCs B 13ouMTpaT. 3) [30muTpar BTyMae B Peakililo OKHCHOTO
nexkapOokcuinyBanHs 3a  ydacti HAJ[-3anexxHoro ¢epMmeHTty i3ouumpamoeziopozenazu i
yTBOprOEThCs  o-kerormyTtapar, CO2 ta HAJIH>. 4) o-KerormyrapaT miggaerbcsi OKHCHOMY
JeKapOOKCUITYBaHHIO iz BIUTMBOM MYJIbTH(QEPMEHTHOTO KOMILIEKCY a-
Kemozinymapamoeziopozenaszu (11 ckian moaiOHMIA 10 MIPYBAaTAETIAPOTEHAHOTO KOMILIEKCY).
[Tpu mpomy Buaingerscs apyra mojiekyiaa COz i yrBoproeThest cykiuHiI-KoA (Makpoepr) Ta
HAJIH>. 5) Cykuunin-KoA nepeTBoproeThCsl Ha CyKLUMHAT 32 y4acTi CYKyUHam-mioKinasu, sika
PO3ILEILIIOE MaKpoepTiuyHuii TioedipHmii 3B’ s130K. [Ipu bOMY BHIUISAETHCS €HEpris, sKa e Ha
cunte3 ['T® 3 I'I[® Ta HeopraniuHoro d¢ocdary (cydbcrpatne docdopuiyBanns). Jami
makpoepr ['T® mneperBoproerbest B ATD (nykneosudgocgokinazua peaxyis). 6) CykuuHat
(OypmITHHOBA KHCIIOTA) MiJ BIUTUBOM CYKUUHAMOE2IOpO2eHa3u OKHUCHIOETbCS Yy (ymapoBy
kucinoty 3 yrBopeHHsM PAJ[Hz. 7) dymapoBa KuCiOTa Mix BIUTMBOM ymapameziopamasu
npuengnye H>O 1 meperBoproeTbest Ha s0dy4dHy KucIoTy (manart). 8) Mamatr 3a ydacrti
ManamoeiopozeHazu OKCUHIOETHCS 10 oKcaioanerary 3 yreopenusam HA JTH».
bionoziune 3nauenns.
1. InterpatuBHe: LITK € cBoepiqHuM MeTaOOMIYHUM «KOJEKTOPOMY», KU 00’ €IHY€E HUISXH
KaTaboJi3My BYTJIEBOIIB, JIIMi/IiB 1 OLIKIB.
2. Amdiboaiune: IITK Buxonye moasiiiHy ¢QyHKIII0 — KaTadoaiuny (posmaz anetmi-KoA) 1
aHa0o/iyHy — T1ocTayae cyOcTpaTh M CHHTE3y IHIIMX PEYOBUH: OKcajoalerar
BUKOPUCTOBYETHCSI Ha CHHTE3 acrapraTy i TIIIOKO3H, O-KETOTrJyTapaT — Ha CHHTE3 TJIyTamary,
CYKILIMHAT - Ha CHHTE3 reMy.
3. Eneprernune — B camoMy L[TK y peakuii cyOcTpatHoro ¢ochopuinyBaHHss yTBOpIO€ThCS |
AT®, ame 11 AT® yrBoproeThest B mpolieci OKUCHOTO (pocdoprityBanHs (Bcboro - 12 ATO).
4. Tinporengonopue — 1uki KpeOca 3a0e3nedye mepenady 4OTHPbOX Tap aToOMiB BOJHIO HA
TUXaTbHUN JIaHIIOT, OKUCHEHHS SKUX Beje 0 yrBopeHHs 11 ATO.
Pezynayis. Perynstopuumu  ¢epmentamun  IITK  Kpebca €  uurparcunrerasa,
130LUTpaTaAerigporeHa3a Ta  O-KeTOIJyTapaTAeriiporeHasa.  AKTUBHICTb  (pepMeHTIB
PETYIIOETHCS ATOCTEPUYHMM IUISXOM: ix akTuBartopamu € AJI® ta HAJL", a inribitopamu AT®
ta HAJIH>.
Anannepomuuni peaxyii — 1ie peaxiii, ski miaBunrytoth BMicT MetadomiTiB LITK Kpeb6cea. Jlo Hux
BiJTHOCSITBCSL:

1. YTBOpeHHS OKcajoaleTary i3 mpyBaTy 3a y4acTi MpyBaTKapOOKCUIIA3H.
MipyBaTkapdokcuiasa

+CO, +AT®
—C— —CH,—C— H
H;3C ﬁ COOH ALD - HOOC—CH,—C—CO00O
o) (kapOoxcudioTHH) 0O
HipysaTt OxcaJjioanerar

2. CuHTe3 0-KeToriyTapary i3 riIyraMary 3a yJacTi allaHiHaMiHoTpaHchepazu



Ananinaminorpancdepasa

? OOH (néznomcaan)ocq)aT)(I:OOH
HC—NH, . (|:=30 c=0 CH;
Ha§ Coon 2§ oon”
(|:H2 $H2 COOH
COOH COOH
I'ayramar IMipyBat o-KeTorjayrapar AJiaHiH

3. VYTBOpeHHs OKcayoaleTraTy i3 acmapTaTy 3a y4acTi acnapraramiHoTpaHchepazu
AcnapraraminoTpancdepasa

(mipupokcanbgocdar)
COOH COOH
HC—NH T C=0 s
— = |
T
H
2 COOH 2 COOH
COOH COOH
Acnaprat Hipysart Oxcanoanerar AJjiaHiH

4. Cunres cykuuHiI-KoA npu OKHCHEHHI BaliHy, 130I€UIUHY Ta KUPHUX KUCIOT 3
HEMapHUM YHCIIOM aTOMiB KapOoHYy.

BIOJIOI'TYHE OKUCHEHHS. TKAHUHHE JIMXAHHA TA OKUCHE
OPOCPOPUITYBAHHA

Biojioriune OKHCHEHHAI — 1€ TIpOIeC OKHCHEHHS OlOJOTiYHMX PEYOBHH, IO
CYMPOBOUKYETHCS BHUALIEHHSAM eHeprii. OKHUCHEHHS CyOCTpaTiB MOXKe MPOXOAUTH IIJISTXOM
BIJIIETJICHHS Bl HUX BOJHIO, Bi/JIaul €JIEKTPOHIB UM MPUETHAHHS KUCHIO. Peakiiii OKMCHEHHS
MPOXOJAThH HE 130JIbOBAHO, BOHH 3aBXKAH CIPSDKEHI 3 peakilisiMA BiJHOBIEHHS (TPUEAHAHHSIM JI0
cyOCTpaTy BOJHIO YM €IEKTPOHIB) 1 pa30M CKJIaJal0Th OKUCHO-BITHOBHHI mporuec. PizHOBHIOM
010JI0T1YHOTO0 OKMCHEHHS € TKAHUHHE JUXAHHS — 1€ NPOIIEC OKUCHEHHS 010JIOTTYHUX PEYOBUH,
IO CYNPOBOJKYETHCS MOTJIMHAHHSIM TKaHMHAMM KUCHIO Ta BUAUICHHSM BYTJIEKHUCIIOTO ra3zy Ta
BOJIU.

1. IcTopist po3BUTKY BUEHHSI PO 0i0JIOTiYHEe OKMCHEHHS
1. IlepexkncHa Teopis aKTHBaMii
KHCHIO (Q.M. bax). BlgHOBmHO 0 0, 0=0 S
niei Teopii Oe3nmocepenHIM areHToM, 0
KU OKHCHIOE cyocrpar e A+ -0-0— — A<I L— A + SO,
0]

AKTUBOBaHHUU KHCCHB. AKTI/IBaLIISI [ OKCHTeHasa HepoKxcuiasa PP —

MOJIEKYJISIPHOTO KHCHIO 3[IHCHIOETHCS
cybcTpar

HUIIXOM PO3PHBY OJHOrO 13 HOro
3B’A3KIB 1 YTBOPEHHS INEPOKCUAY 3a y4dacTl aKTHBATOpiB A (PE4OBHH, IKI MICTATH MOABIIHHI
3B’A3KH, HANPHUKIIAJ, HEHACHUYEHI )KUPHI KUCIOTH) Ta (PepMEHTIB OKcureHas. Jlaai nepokcuau 3a
yuyacTi (epMEHTIB NePOKCH/1a3 BUKINKAIOTh OKUCHEHHSI CyOCTparTiB.

[TizHime Oys0 moka3aHo, 1110 IeH NUISX OKMCHEHHs He Oepe yJacTh B TKAHWHHOMY TUXaHHI,
a Mae MICIIe JIUIIE MT1]1 YaC OKUCHEHHS KCeHOOI0THKIB B €HAOMIa3MaTUYHOMY PETHUKYIYMI.

2. Teopis perinpyBanus (Ilasnanin). 3a miero Teopiero 0100TIYHE OKHUCHEHHS TPOXOIUTH
B KijbKka eramiB. Ha mepmriii craxii (aHaepoOHa (aza) BinOyBaeThCsl OKUCHEHHS CyOCTpaTy



NUISIXOM  JICTIIPYBaHHS 3a ydacTi
IPOMIKHUX MEPEHOCHUKIB BOJHIO —
XPOMOTEHIB (32 CTPYKTYpPOIO CXOXIi SH, + KoQ —= S + KoQH,
ua ybixinon, KoQ). Ha npyriii craii [cybetpar| (xpomoren]  |okucHeHwmit ‘BiﬂHOB.HGHI/IfI
(a}epo6Ha (daza) aroMH BOJHIO Bif cyGerpar XDOMOLCH
BiJTHOBJICHOTO XpOMOTeHYy
NEPEHOCATHCS HAa aTOMApHUHN KUCEHb
1 yTBOpIOETHCS MoOJIeKyna Boaud. Huni
BCTAHOBJICHO, IO B Iporeci O0i10JO0TIYHOTO KoQH, + 1/2()2 — KoQ + H,0
OKHCHEHHS aTOMH BOJHIO BiJ cyoOcTpary
BIIIETUTIOIOTHCS 32 yuacTi kohepmentiB — HAJl, HAJI®D, ®AJ] Ta DMH.

3. Binana nmokasas, 110 B MPOLIECi OKMCHEHHS pEYOBUH Bi0yBAa€THCS U€pryBaHHS ABOX THIIIB
peaxIIii - neriipyBaHHs Ta MPUETHAHHS BOAM (TiapaTartii).

Amnaepo6Ona daza

AepobHa ¢aza

-2H .0 +H,0 LOH -2H /0
H3;C—CH,—OH — H3C—C< — H3C—C<OH — H3C—C\
H H OH
€TaHOJI aneTanbIeria rigpatHa ¢popMa  ameraTHa KUCJIOTa

4. Himenbkuii 6ioximik BapOypr mnokaszas, mo 0i0J0riuyHe OKMCHEHHS BiOYBa€ThCs 3a
y4acTi TeMBMICHMX (epMeHTiB (IUTOXpOMiB) Ta (EpMEeHTIB, SKi MiIcTATh (pIaBiHOBI
Ko(epMeHTH.

5. B 30-x pokax Eureabrapar cmocrepiraB, II0 B IpOIECi TKAaHHHHOTO JUXaHHS
BinOyBaeThcsi cunTe3 AT®, a Beainep n LubakoBa (Ykpaina) Beenu koedirient P/O, skuii
nokasye 4uciio Moyiekyin AT®, sike yTBOPIOETHCS MPHU MOTJIMHAHHI TKAHWHAMU OJHOTO aTOMY
KHCHIO.

6. B 1961-1966 p. aurailicbkuii Oioximik MiT4en CTBOPUB XEMIOCMOTHYHY TEOPiIO
okucHOro (QochopunyBaHHs, B SKii IOSCHUB MeXaHI3M crpsikeHHs cuHTesy ATD Ta
TkaHuHHOTO AuxaHHs (HoGemiBcrka nmpemis, 1978 pik).

2. bynoBa wmiroxonapiii. MitoxoHapii ckiagaroThCs 3 JBOX MeMOpaH (30BHIIIHBOI Ta
BHYTpPIIIHBOI), SIKI BIIMEXKOBaHI AT®-cunterasa
MDKMEMOpaHHUM IIPOCTOPOM. MismemGparimii mpocTip
BryTpimHs MeMOpaHa
MITOXOHJpIN  yTBOPIOE BUPOCTH
(kpucTH), MPOCTIp MIK SKUMHU
3ar0BHEHUH xKenenozionoro  I'panyan
CyOCTaHIIIEI0 — MATPUKCOM.
Crpykrypu MITOXOHAPIT
CYTTEBO BIJIPI3HAIOTHCS 3a
XIMIYHAM CKJIaJIOM Ta (PYHKIIISIMH.
30BHIIIHSA MeMOpaHa MITOXOHJIPIH
(3MM) MicTuTh (EepMEHTH eJIOHTrallil HACHYEHHX >KUPHUX KHUCIOT, MOHOAMiHOOKCHIa3y
(mapkepHuil dhepmenT) Ta iH. MixkmemOpanuuii npoctip (MMII) MicTuTh ageHIAaTUMKIA3Y Ta
Hykneosugaudocdarkinazy. Y BHyTpimHiA MemOpani (BMM) posramoByoTbes ¢GepMeHTH
JIUXaJBHOTO JIAHLIIOTa, Cepell SKUX MapKepHUM € IUTOXpoMokcuaaza. B matpuxci (M)
nokamizoBani  ¢epmentu I[TK KpeGca, [p-OokMCHEHHS KHUPHMX KHUCJIOT, OKHCHOTO
NeKapOOKCUITYBaHHS O—KETOKUCIIOT.

BuyTpimns memOpana
3oBHilIHA MeMOpana

3. Opranxizauisi AMXaJbHOr0 JaHUOra. JluxajJbHuil JaHIIOT - IIe cucreMa (epMEeHTIB Ta
KoepMeHTIB, AKi 3a0e3NedyloTh TPAHCIOPT EJIEeKTPOHIB Ta MPOTOHIB BiA cyOcTpary, IO
OKHCHIOEThCS, HA KUCEHb. JlMXaabHUI JIaHIIOT BKItOYae: 1) (pepMeHTH: SKi MOAUISIOTHCS HA: a)
nipuounzanexcui oeziopozenazu (B sxocti kopepmentis mMictats HAJ[" ta HAJI®", ski cnabo
3B’g3aH1 3 ano(epMEHTOM) JIOKAJI3YIOThCS B MATPHUKCI MITOXOHApPIA Ta LUTOMJIA3Mi, 1



MEePEHOCSTh E€JEKTPOHU Ta MPOTOHU BiJl OUIBIIOCTI CyOCTpaTiB (130IUTPATY, O-KETOTJIyTapary,
ManaTy, mipyBary, riayramary, B-rigpokcuanui-KoA Ta iH.) Ha OpoMiXKHI akuenropu; 0)
dnaginzanesrncni oeziopozenazu (B sxocti kopepmeHtiB MictaTh ®AJ[ Ta ®MH, ski MimHO
3B’A3aHI 3 ano(epMEHTOM) JIOKAII3YIOThCSI B MAaTPHUKCI MITOXOHJIPIH (32 BHHATKOM
cyknuHataeriaporenasu ta HAJIH-nerigporenasu, siki 3HaXOAATHCSA Yy BHYTPIIIHINA MeMOpaHi
miToxouapii). Lli ¢epMeHTH NepeHOoCATh NMPOTOHM Ta ENEKTPOHH BiA JEsIKUX CyOCTpaTiB
(cykmuHaty, riinepoia-3-pocdary, anun-KoA Ta iH.) Ha TPOMIKHI aKIIENTOPH; B) YUHLOXPOMU —
TeMBMICHI (PEpPMEHTH, Yy SKHX aroM 3ajii3a MOXe 3MIHIOBATH CBil CTYIEHb OKHCHCHHS,
NPUEIHYIOUN YU BiJJIa0OYH CIEKTPOHH. TOMY IIUTOXPOMH 3a0€3MEeUyI0Th TPAHCIIOPT EIEKTPOHIB.
B TkanmHHOMY nuxaHHI OepyThb yd4acTh HUTOXpomH b, ci, C, a, a3, SKi JIOKaJi30BaHi y
BHYTPiLIHIA MeMOpani mMiToxouapiii. 2) kopepmentu: HAJ", ®MH, ®A]J], koensum Q (KoQ,
yOiXiHOH), TeM; 3) eJIeKTPOHOTPAHCHOPTHI OiKkM (3ami30cipyani KIacTepH, sKi MICTITh 10HU
HEreMOoBOTo 3aji3za y Burisiai FeS).

OCHOBHI KOMIOHEHTH AWXAJIBHOIO JIAHIIOTA PO3TAIIOBYIOTHCS Y BHYTPIIIHIA MeMOpaHi.
BoHu yMOBHO 3rpyroBaHi B YOTHPU OKHCHO-BITHOBHI CUCTEMHU (KOMILJIEKCH ), SIKi 3B’ SI3aH1 MIXK
coboro yoixinHoHoM (KoQ) i muroxpomom c. IIporiec TKaHMHHOTO JUXaHHS PO3MOYUHAETHCS 3
MEPEHOCY MPOTOHIB Ta €NEKTPOHIB Bia cyocTpaTy Ha Kopepmentu HAJ[ un @A/, 3anexHo Bix
Toro, sika aerigporeHasa (HA/l- un ®dAJl-3anexxna) O6epe ydactb B OKHCHEHHI. [Ipu mpomy
yrBoproeThes BiamoBinHo HAJIH> un ®AJIH>. Enexktponu 1 nmporonu Bix HAJIH> moctynoBo
nepexoxsatb Ha ®MH Tta KoQ, a Bix ®AJIH: 3pa3y x nHa KoQ. Ilicms mporo mumix pyxy
€JIEKTPOHIB Ta TPOTOHIB PO3XOJIUTHCS: EICKTPOHU TPAHCIIOPTYIOTHCS IO JIAHIFOTY ITUTOXPOMIB,
a mpotoHu neperocsaTbes B MMIL. Jlani enekTpoHH MepexosaTh Ha KUCEHb, BiIHOBIIIOIOTH HOTO,
MICJIsl YOTO BiH B3a€MO/II€ 3 TPOTOHAMH 1 YTBOPIOETHCSI MOJIEKYJIa BOIH.

CTpyKTypa KOMILIEKCIB TUXAJBHOI0 JAHIIOTA:

I xommiaeke — HAJIH-KoQ-oxcugopeaykra3za. Jlo ioro ckiamy BXOASATh (PEpPMEHT
HAJIH-nerinporenasa ta FeS-6inku, sxi tpancnopryrots enextponu ta H Bix HAJIH na KoQ.

IT xommieke (cykumnat—KoQ — oxcugopeaykraza ado cykuuHataeriaporenasa). [lo
foro cknany BxomsaTh MAJl-3anexxHa cyKIMHaTAeriaporeHasa, FeS-0inku, ski 3a0e3meuyroTh
MepEHECEHHs eNIEKTPOHIB Ta MPOTOHIB Bij CyKIIMHATY Ha KoeH3uM Q. Otxe, KoQ € konexkropom
€JIEKTPOHIB Ta poToHiB BiA I Ta Il kommekcis.

I kommiaeke (KoQHz-mutoxpom C - oxkcugopeaykrasza). MicTUuTh IUTOXpOMHU b 1 ¢ Ta
FeS-6inok. Kommiexkc 3a0e3neuye nepenecenHs enekrpoHi Bif KoQHz Ha niuroxpom c.

IV kommiekc (uuToxpoMokcuaasa). Jlo ckiagy KOMIUIEKCY BXOJATH JBa IIUTOXPOMH (a i
a3), (MO3HAYAIOTHCS K IUTOXPOMOKCH/Ia3a), sIKi MOPAJ 3 3a1130M MicTATh 2 aToMu Migi Cua Ta
Cup (Migp, sk i 3amizo, 31aTHa mepeHocutH enextponn Cu'® — Cu?"). Iluroxpomokcuaasa
KaTaji3ye KiHIIEBY CTaJlif0 010JIOTITYHOTO OKMCHEHHS — BiTHOBIIEHHS €JIEKTPOHAMH KHUCHIO. Jlami
BiJTHOBJICHU KMCEHb B3a€MOJII€ 3 IBOMA IPOTOHAMH 1 YTBOPIOETHCSI MOJIEKYJIa BOJIH.

2¢ +1/202 — O%; 2H*+ O* — H20
Pozpizusiors moBHmii (Bkimoudae I, III ta IV xommuiekcn) Ta yKkopodeHu AuXaJbHUM
ganuor (Bkmrouae I, 111 ta IV komriekcn).



MixmeMOpaHHUN TPOCTIP

- ~-<

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

BMM

P ——— R
P oS

dAJTH, - | DAI § Martpuxc
4 MITOXOHJPIi
2H| 2¢ 5
SH, n

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

Cxema quxajJbHOIO JAHIIOTa

2H+ + 1/202 + 26- ’/




4. Penokc-norenuiana (PII, V) — ne 3apsan, sxkuii BUHUKAaE Ha

1HepTHIH (IUIaTHHOBIN) TUIACTHHLI MPU 3aHYpPEHHI ii B po34MH ml,):?:ﬁicaﬂ
OKHMCHEHOI Ta BIIHOBJIEHOT (hOopMH OJIHI€T pedoBUHU. BennunHa Pt / \Pi
PIT 3ayexuTh BiJ CHIBBIIHOIICHHS KOHIIEHTpAIid OKHCHEHOI A "+
Ta B1JIHOBJIEHOI (DOPM PEUOBHHHM: SKILO B PO3UMHI MEepeBa)xae e M : ¢ j;
KUIBKICTh  OKMCHEHOI (OPMH PEUOBHHM, TO IUIATHHOBA LS S
IIACTHHKA Oy/Ie 3aps/KATUCh HETATHBHO, @ SKILO BIJHOBICHOI | o +1\e'—— . Fel-1o —oFe*
dopmu — mo3uTuBHO. Ll BenMuUMHA KUTBKICHO XapaKTEepHU3ye
3IATHICTh OKMCHO-BiJHOBHOI Iapu 3BOPOTHO BimmaBatu  [Fe''I>[Fe”] [Fe'|<[Fe’]
enekTponu. biosoriune 3navenns PII: 1) BusHauae
MOCJTIIOBHICTh po3TanryBaHHs
KOMITIOHEHTIB Yy JUXaJbHOMY JIAHLIOTY, 07V S,
SAKI ~ PO3MIIIYIOTBCA B TOPSIKY
36umemenns ix PII. Tak, Ha moyatky HAJT
JUXaJBbHOTO JIAHLIOTA PO3TIIOBYETHCSA ALL® + HLPO,—= AT®
cyocrpar (PIT cramoButh -0,7V), a B ek

e . ; oMH L
KiHII — kuceHb (#oro PII mopiBHIOE KoQ
0,8V). 2) Bu3Hauae HaNpsAMOK pYXY
€JIEKTPOHIB MO JUXaJbHOMY JIAHIJIOTY. A+ HPO,~= AT
TpaHcnopT €JEeKTPOHIB  BiAOyBa€THCS HHTOXPOMI B-€,
Bif cronyk 3 mMeHmwmM PIT mo cmomyk, UHTOXPOM aa,
saki MaroTh Ounemiuii PIT. Ockiabku B ALD + H.PO,—= AT®
IUXaTbHOMY  JIaHLIOTYy €  0©arato —

. : 0,
OPOMDKHUX KOMIIOHEHTIB, TOoMy pyx T0.8V

€JIEKTPOHIB CYNPOBOKYETHCS MOCTYMIOBUM BHUAUIEHHSM €HEprii, ika MOoxke OyTH BUKOpHCTaHa
it cuaTe3y AT®; 3) B minsHKax JUXadbHOTO JIaHIora, ae nepenaau PII ctanosmsars 0,22V ta
Ounbllle, pyX EJIEKTPOHIB CYIPOBODKYETHCS BHUAUICHHSM EHEprii, JOCTaTHHOI ISl CHHTE3Y
Mosiekynu AT®. Takumu ainsakamu auxaneHoro janiora €: 1) HAIH> — KoQ (xkommiekc I,
3mina PII ckmamae 0,27V); 2) uuroxpom b — nuroxpom c¢ (kommuekc III, 3mina PIT ckmamae
0,22V); 3) uuroxpom az — Oz (xommuiekc IV, 3mina PII cknamae 0,53V). 3a3Haveni AUISHKA
€JeKTPOHOTPAHCIIOPTHOTO JIAHIIOTA HA3WBAIOTHCA MYHKTAMH CHPSDKEHHS AUXAHHS 3 OKUCHUM
dochopriryBaHHIM.

5. YTrBopenns H20:2 i CO:2. lonomixkni
(hepMEHTH TKAHMHHOIO IUXAHHS .

Haragaemo, mo Tkanuume guxamus ne O+ 1¢ —= O, (cymepoxcunnuii anion-pajuian)
IpoIlecC OKUCHEHHS OpPraHIYHHUX PEYOBHUH, IO 20, '+ 2H'—= H,0, + O, (cynepoxcuammemyTasa)
CYNPOBOJUKYETHCSl  MOTJIMHAHHAM TKaHMHAMH
KHCHIO Ta BUJAUICHHS BYIJIEKHCIIOTO Ta3y Ta
Boau. Panime Oyno mokaszaHo, IO 13 aTOMIB H,0, —= H,0 + O (nepokcunaza)

BOJIHIO B JIUXaJbHOMY JIAHLIOTY Bil0yBa€ThCS

YTBOPEHHSI MOJICKYJI BoaH. [lopsm 3 UM mij 9ac TKAHWHHOTO JMXaHHS BIIOYBAOTHCS PEAKIi
JeKapOOKCUITYBaHHS, K1 CYNPOBOKYIOThCS BIJIIEIUIEHHSAM KapOOKCHUJIBHOI TPYMH Yy BHIJIAL
COz. OcnoBaumu xepenamu CO; € peakiii JekapOOKCHUITyBaHHS MIpyBaTy, 0.-KETOrNyTapaTy Ta
0-aMiHOKHCJIOT. B auxanpHOMY JAHIIOTY, KpIM BOJM Ta BYIJIEKHUCIOTO Ta3y, MOXYTh TaKOX
YTBOPIOBATHUCh AaKTUBHI (opmu kucHio. Tak, B MITOXOHApiAX nOpuOIN3HO 8% KHCHIO
NEepeTBOPIOEThCA B aKTUBHI (hopmu, ockinbku PMHH> Moxe BiggaBaTu eneKTpOHH He JIMIIE Ha
yOIXIHOH Ta CHUCTEMY LHMTOXpPOMIB, a Oe3locepeHhO Ha KHCEHb, MEPEeTBOPIOIOYM HOro B
CYNEpOKCUIHUN aHioH-paaukan. OcTaHHIM mig A€o (QepMeHTy CyNnepoKCUAIUCMYTa3u
nepeTBoproeThesi B mepokcus BoaHo (H20:2), saxuil pyiiHyeTbcs 3a ydacTi JOMOMIXKHHUX
(bepMeHTIB TUXaIbHOTO JIaHIIora (KaTanasy Ta NepoKcuIasm).

2H,0,—= 2H,0 + O, (xarana3a)
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6. IlaTosiorisi TKAHUHHOIO JAMXAHHSA. 3MEHIICHHS AaKTUBHOCTI TKAHUHHOTO IUXaHHS MOXeE
CIIOCTEpIraTuch NMPHU TAaKUX CTAHAX: a) HEJAOCTATHOCTI BiTamiHiB B> Ta PP (akTuBHI dopmu mux
BITaMiHIB € MPOMDKHHUMH MIEPEHOCHUKAMU €JIEKTPOHIB Ta MPOTOHIB B AMXAJLHOMY JIAHIIIOTY); 0)
nedinuTi 3ai3a Ta Miji (Il MIKPOEJIEMEHTH BXOIATh A0 CKJIaJy aKTUBHOTO IIEHTPY IIUTOXPOMIB);
B) BUKOpPHUCTaHHI 1HTIOITOpIB JerigporeHas. Tak, mpoTUTYyOepKyiIbO3HI 3aco0u (i30Hia3ui,
(GTUBa3K]) BUKIUKAIOTH KOHKYPEHTHE ranbMyBaHHs HAJ[-3ae:HUX AETiporeHas, a MaJoHOBa
KHCJIOTa € KOHKYPEHTHUM 1HT161TOpOM DA I-3anexHOT JIET1IpOTeHa3!
(CYKIIMHATAETIAPOTCHA3H).

OkpeMo BHUIISAIOTH iHTOITOPH TKAHMHHOTO TUXAHHSAX HA eTanax (ochopuryBaHHs
— IIe pPEYOBHHHM, SKI B3a€EMOJIIOTH 3 KOMIIOHEHTaMHU AMXAJBHOTO JAHLIOra 1 MOPYIIYIOTh
TPAHCHOPT €JICKTPOHIB. BOHM € KIIITHHHMMHU TOKCHHAMH, BUKJIMKAIOTh TKAHUHHY Tinokciroo. 1o
HUX BimHOCATHCS: 1) mpemapartu, siKi raabMyloTh TpaHcnopT enekTpoHiB uepe3 HAJIH-KoQ-
OKCHUJIOPEIIYKTa3y - POTEHOH (1HCEKTHULMI), amitaa (CHOIIMHMI), mporecTepoH (KiHOUWU
CTaTeBHI TOPMOH). 3a LUX YMOB TKaHWHE JWXAHHS MPOXOJIUTH, AK€ MOMKJIMBE OKHUCHEHHS
cyocrpatiB @A/J[-3aNeXKHUMHU JeTiIporeHa3aMu; 2) MpenapaTH, sSKi OJIOKYIOTh NEepeHECEHHS
CJICKTPOHIB MiX IHMTOXpoMamMu b Ta ¢i - aHTHMINUH A. J/[uXaHHS MOXIMBE JHINE B pasi
HAJXO/PKEHHS €NEKTPOHIB 1 NPOTOHIB HAa JUISHKY JaHIora micis Onoky. Hampuxman,
acKkopOiHOBa KHCIIOTa MOXKE CIyTYBaTH JOHOPOM E€JEKTPOHIB JUIsl IUTOXpoMy c. Tomy 3a
MPUCYTHOCTI LIOTO BITaMiHy [WUXaHHS B MITOXOHJIPISX MPONOBXKYEThCs; 3) PedoBuHH, sKi
0s10kyt0Th IuTOXpoMokcuaasy - mianigu (KCN, NaCN), azuau (NaN3), MOHOOKCH BYIJIEHI0
(CO), rigporen cyabin (H2S). 3a ymoB naii mux iHri0iTopiB JUXaHHA B MITOXOHJIPISX HE
MIPOXOTUTh.

7. BioeHepreruka — po3ain Oioximii, sKWii BUBYAE PO3MiA OioXiMii, SIKUH BHBYAE MUISIXU
HAKOIUYCHHs, TpaHCPOpMaIlii, BAKOPUCTAHHS Ta BUIUICHHS eHeprii. MaKkpoepriyHi cnoayku —

(”) coon ¢ PEYOBMHH, IO MiCT.‘}ITB
ﬁHz ol €—0—~P—O0H o e OaraTi . cepriewo
c—o mlL—OH HC—on OH H;C—C_ CH, MAKPOCPTTHHL 3B A3KH, TIpH
| OH SKoA |20 TiPOJTi3i SKUX BHIIISETHCS
COOH o ) HC—O o p—on  auetni-KoA ~SKoA oubme 21 xJDx/Monb

2-bocpoenomnipysar (||) cysummin-KoA ~ CHEPrii.  Makpoepriunmii
1,3-1udpocdorminepar 3B 30K MM03HAYAIOThCS

3HAKOM TidbJa «~». BIH
YTBOPIOETHCSL TEPEeBaAKHO atroMamu (ochopy Ta CIpKU (came 8 yux enemeHmax 308HIUHIL
eHepeemuyHULl  PiBeHb  3HAXOOUMbCS

. . . M 0 .
BIOHOCHO Oaneko 8i0 A0pa, BaNeHMHI aKkpoeprivui

. ; ; (ochoanrinpuani 38'A3KH NH,
e/leKMpPOHU NOPIBHAHO C1AOKO 38 'S13aHI 3
A0POM I MONCYMb J1€2KO IOPUBAMUCD). 0 0 0 XN
MaxkpoepriuHi CoIyKyd TOIIISIOTECA Ha || || || )
IEeKUIbKa  THIIIB: 1) aHriaApuIn H0—1|’ ~ 0—1|’ ~ 0—1|’ —O0 N
docharnoi kucaorm: ATD, I'TO, OH OH OH
LT, YTO, TT®, 2-
dochoenonmipysar, 1,3- Crpyxrypa AT®

nudocdormnepar, kpearuadocdart. 2) tioedipui moxigni: anetmin-KoA, cykumnain-KoA Ta iH.
Cepen HaBeJeHHX MakKpoepriB OCHOBHMM € aneHo3uHTpudocdhatr (ATD). V monexkyni ATD
HasIBHI /IBa MaKpOEPTiuHUX 3B’S3KH, TIAPOII3 KOKHOIO 3 SIKUX CYNPOBOJKYETHCS BHUJIIJICHHIM
npubimzno 50 k/[x/Mois eHeprii.

bionoziuna ponv AT®. 3abe3nedye €HEPri€cl0 MPAKTUYHO BCl MPOILECH >KUTTEIISIIBHOCTI B
Opradiami: a) XiMi4yHy poOOTy — MpOLECH CHUHTE3Yy BYIJIEBOAIB, JIMiAiB, OIKIB, HYKJIETHOBUX
KHUCIIOT; 0) MeXaHIYHY poOOTY — CKOPOUYEHHS M’5I31B, PyX XpOMOCOM IPU MITO31; B) €IEKTPUUHY
pobOTy — CTBOpPEHHS MEMOpaHHOTO MOTEHIIady CHOKOK Ta MOTeHLialdy Jii, MpOBEICHHS
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HEPBOBOTO IMITYJIbCy, T) aKTUBHHM TPAHCIOPT PEUOBHMH Yepe3 MeMOpaHu; 1) Tmepeaady
reHeTU4HO] iHdopMmariii.

8. Oxucne dochopunyBanns — 1e npouec cuaresy ATD i3 AJI® ta meopraniunoro docdary
(®H) 3 BUKOPUCTaHHAM €HEPTii, 0 BUAUBIETHCS MIPH MIPOXO/KCHHI SJIEKTPOHIB MO AUXAJTLHOMY
nanmtory. OTxe, mporec OKUcHOro (ochopuiayBaHHS CHPSDKEHUH 3 TKAHWHHUM JTUXaHHSM.
Icaye tpu nynktu cnpspkenss: 1) HAJIH>-KoQ (kommutekc 1); 2) nuroxpoMm b — mutoxpom ¢
(xommieke II); 3) muroxpom a3 — O (kommieke V). Tomy, npu pyci ABOX E€IEKTPOHIB IO
JIUXaJTbHOMY JIAHIIOTY MAaKCUMaJIbHO MOXKe yTBOpUTUCH 3 ATO.

OCHOBHOIO TINOTE3010, SIKA MOSICHIOE MEXaHI3M CIIPSDKEHHS LIUX MPOLECIB € XeMiOCMOTHYHA
Teopist Mituesia. BinmoBigHo 10 mi€l Teopii TpaHCIOPT €IEKTPOHIB MO TUXATbHOMY JIAHITIOTY
CYMPOBOKYETHCS TIEPEHECEHHSM MPOTOHIB 3 MaTPUKCY (1X JHKEPETIOM € TUCOIaIis €HI0TeHHOT
pogu: HoO—H'+OH") B MmixmMeMOpaHHuii HpOCTiIp, IO BeAEe IO HAKOMUYEHHS TiIpPOKCHI-
anionis (OH") B matpukci Ta ionis H' B MikmemOpannomy npocrtopi. IIpy 1iboMy BHYTpiIuHs
MeMOpaHa MITOXOHAPIH 3apsA/DKAeThes: BUHMKae rpagient kouuenrpauii H™ (ApH) 3 Ginbim
KHACIMM 3HAYEHHSIM 330BHI 1 OJIHOYACHO PI3HUI E€IEKTPUYHHUX MOTeHIianiB (A@Q) i3 3HaKOM
«umoc» Ha 30BHIMHIA moBepxHi. Cyma ApH Ta A@ Ha3uBaeTbcs NPOTOHHUM abo
enekTpoximiuauM noteHiaiom (ApH™=ApH + Ag).
YTBOpeHUl eNeKTPOXIMIYHHI MOTEHIIial 3MYIITy€e TPOTOHU
pyxaTtucsi 1O TPAMI€EHTY KOHIEHTpAIiil y 3BOPOTHOMY
HAnpsSIMKy (3 MIXMEMOpPAaHHOTO MPOCTOPY B MATPHKC).
[Ipote, BHyTpimHsA MeMOpaHa MITOXOHIpPiIH HEMPOHUKHA
JUIL TIPOTOHIB, 3a BHHATKOM CIHEIIaJbHUX JUISTHOK —
nporonnux kanaiis H-AT®-cunrerasu (posensdarome sk
V komniexc ouxanvHoeo ranyr2a).

H*-AT®-cunrera3a wmae rpubononiony dopmy i
CKIIaIaeThCs 3 JBOX yacTuH: a) Fo-pparmenty («Hixka
rpuba») — Oepe ydacTb B TPaHCHOPTI HPOTOHIB Y
MiTOXOHApianbHUil MaTpukc; 0) Fi-¢pparmenty («uwismnka
rpuba») — Lie KaTaJiTH4Ha AUIIHKa QepMeHTy, sika 3a0e3neuye cunte3 ATO 3 AJID ta OH.
3BopoTHs Mu(y3is IPOTOHIB B MaTpHKC MpoxoiauTh uepe3 Fo-pparment H'-AT®-cunrerasu i
CYNPOBOKYETHCS BUPIBHIOBAHHAM KOHIIGHTpAIlld 10HIB BOJHIO MO OOHUIBI CTOPOHH BIJ
BHYTpPIIIHBOI MeMOpaHM (3HUKAE eNeKTPOXIMIYHMM MOTEHIiall 1 MeMOpaHa pO3psIKaeTbes).
Enepris, sika BUAUIs€TbCS NpU LboMY, BUTpadaeTbesd Ha cuHTe3 AT® 3 AIID Ta ©H B Fi-

(parmenTi H'- CnpstkeHHsl TRAHHHHOTO IMXAHHS | pochopuiIyBaHHS  ANI® + Pu AT®
AT®-cunTerasm. H,0 =H'+OH

Cunig  3ayBakUTH . N +
Y ’ nH nH nH
mo Ha cuHTe3 1 ]

MOJICKYJIH AT _—~~~~~""- ettt ettt .

B L LT ey PR Y

1
BHUKOPHUCTOBYETHCS = i 2¢ 2e ! 2¢ L
1
g vy me 1= -q4---- == === L T R TR L Y
CHEpTIA  pyXy HE 1 KOM]‘[J’[CKC 11 kommjiexe IV kommuiexc F
MeHIe 3 MpOTOoHIB. (& : v . 0
. 1
[TizcymoByroun ' : :
BHIIICHABCICHE N T S E e i+++++++
v v
M(;*Ha b nH' nH' 3H
copmynroBaTu
p y. [ MiskmMeMOpaHHUH leOCTip]
OCHOBHI

MOJIOKEeHHsI XeMiocMOTH4YHOI Teopii Mirvena: 1) ¢yHIIOHYBaHHSA OUXaIbHOTO JIAHITIOTA
(TpaHCHIOPT €JEKTPOHIB) CYMPOBOKYETHCS MEPEHECEHHAM MPOTOHIB 13 MaTPUKCY MITOXOHAPIH
y MDKMEMOpaHHMH TNpoOCTip, M0 BEeA€ 10 BUHUKHEHHS EJIEKTPOXIMIYHOTO TMOTeHIiany; 2)
ENeKTPOXIMIYHUN TMOTEHIIaNl € pymiiHo cuiot ans cuHtesy AT®. Bin 3Mymrye mpoToHU
PYXaTHCh y 3BOPOTHOMY HanpsMKy depe3 Fo-¢pparment H'-AT®-cunreTasu, a eHepris, sSKa Ipu
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IbOMY BHJIUISETHCI BUKOPHUCTOBYETHCS KartamiTuuHOK AuUisHKoo (Fi-pparmentom) 1mporo
depmenty mns cuaTesy AT® 3 AJI® Ta ®H; 3) OCHOBHOIO YMOBOIO €(DEKTUBHOTO CHPSKEHHS
TKQaHUHHOTO JUXaHHS Ta OKHCHOrO (hochOpHIIyBaHHS € IUTICHICTh BHYTPINIHBOI MeMOpaHH
MiTOoXOHApii. TOMy YMHHHUKH, SKi MOPYLIYIOTH IUTICHICTH MeMOpaH 3MeHIIyloTh cuHTe3 ATD i
BUCTYIAIOTh K pO3’€AHYBaul TPAHCIIOPTY €IEKTPOHIB Ta OKUCHOTO (ochopuayBaHHs.

Koeginient oxkucnoro d¢ochopuiayBannsa (P/O ado P/2e’) — wne uucio Mosekyn
HeopraniuyHoro ¢ocdary (PH), K1 mepeTBOpUINCh B opradiuny Gopmy (ATD), npu norauHaHHI
TKaHUHAMH OJJHOTO aTOMYy KHCHIO (200 MpH TepeHEeceHHI JBOX EJEKTPOHIB MO JUXaJIbHOMY
nauiory). Ilefi mokazHuk OyB BBenmeHuid B 1939 p. ykpaiHChkuMH BueHMMH berninepom i
[{nbakoBoro. Bennunna P/O 3ameXuTh BiJl TOYKH BXOKEHHS BIIHOBHUX €KBIBAJICHTIB B JIAHIIOT
TPAHCIOPTY €JEKTPOHIB: a) AKIIO CyOCTpaTH OKUCHIOOThCSI HAJl-3anexHuMU J1eriiporeHaszamu,
TO €NEKTPOHH Ta MPOoTOHHU Npoxoaats yepes I, III Ta IV xomiiekcu (Tpu MyHKTH CIIPSDKEHHS) 1
yrBOproeThest 3 AT® (P/O=3); 0) skmo cyOcTtpaTd OKHCHIOOThC DAJl-3a1exHOI0
JeTiApOreHas3on, To eJIeKTPOHU Ta MpoToHH npoxoasTs yepe3 II, III Tta IV xommiexkcu (mie
JIBa IYHKTH CHpsDKeHHs) 1 yrBoproerbest 2 AT® (P/O=2). Cnix 3a3HauyuTH, IO HACHpPaBIi
KoedimieHT QocdopriryBaHHs 3aBKIM MEHIIE TEOPETUYHOI BEIMYMHH, OCKUIBKM YacTHHA
€Heprii, 1110 BUBUIbHAETCS IPU TPAHCIIOPTI €JIEKTPOHIB, BUTpauaeThes He Ha cuHTe3 AT, a 1
MIEPEHECEHHS PEUOBHH Yepe3 MITOXOHpPiabHy MEMOpaHy.
9. IlaToJiorist okucHoro ¢gocopuiayBannsa. OkpeMo BUAUISIOTH iHTIOITOpU (hochopuyBaHHS
Ta po3’€HyBavi TKAHUHHOTO JIMXaHHS Ta OKMCHOTO (pOChOpHITyBaHHS.

a)_iHridiTopu oxkucHoro gochopuiaypanns. Ouairominud (aHTUOI0THK) 3B’ s13yeThes 3 Fo-
¢parmentom H'-AT®-cunTeTa3H, MPUIMHSIE PyX OPOTOHIB 10 Fi-pparmenty i cunres AT®.

0) po3’€IHYBa4Yi TKAHMHHOIO JUXAHHA Ta OKUCHOr0 (hochopuiyBaHHS — 1€ pEUOBHUHH,
SKi TOPYUIYIOTh  YTBOPEHHS  €JEKTPOXIMIYHOTO MOTEHIially, [0 CYIPOBOKYETHCS
npurHideHHsM cuHtesy AT®. Enepris, ska Bumiuiserbcs npu aAudysii MpoOTOHIB, MOBHICTIO
NEPEeXOANTh B TEIJIOBY, TOOTO MITOXOHAPIi MOYMHAIOTH BHUKOHYBATH POJIb «HATPIBAILHOTO
npunany». Poz’enHyBaul MmoauIsIOTbCs Ha Bl Tpynu: a) NPoToHOGopH (IepeHOCHHKH
NPOTOHIB) — 1€ JN0(}UIbHI PEYOBUHH, SIKI MalOTh PYXOMHUN aTOM BOJIHIO. BoHM BOYIOBYIOTHCS
y BHYTDIIIHIO MeMOpaHy MiTOXOHIpPiH, (PYHKIIOHYIOTh SIK TepeHOCHWKH ioHiB H™ i Tomy
3MEHIIYIOTh OOWJBa KOMIIOHEHTH eJiekTpoximigyHoro moteHmiany (ApH Tta Ag@). o
npOTOHO(MOPIB BITHOCITHCS EHAOTCHHI MeTabomiTh (BUIBHI KHpPHI KHUCIOTH, OuIipyOiH,
TUPEOiJHI TOPMOHHU, IPOreCTepPOH, OLIKM TEPMOTrEHIHM), JIKAPChKI Mpenapatu (JUKyMapuH,
deniniH, caminuiuaTH) Ta 1HII pedyoBHHU (2,4-muHiTpodeHos, MoXigHi OeH3iMizazony). 0)
ionogopu (nepenocuuku ioniB K*, Na* tomo) — Bifpi3HAIOTBCS BiJ MPOTOHO(OPIB THM, IO
HEpEeHOCATh B MATPUKC HE TMPOTOHM, a Oyab-iKi 1HIII KaTiOHH, TOMY 3MEHIIYIOTh
€JIEeKTPOXIMIUHUHN MTOTEHII1aJ JIMIIE 3a paxyHOK 3HIKeHHS A (ApH He 3miHtoeThes). Cepen HUX
BUIISIOTh aHTUOIOTHKY BaliHOMIMH (nepeHocuTs ionu K) Ta rpaminuaun (IIEpEHOCUTH i0HH
K" Ta Na"). Po3’¢iHaHHA TKAHMHHOTO JAMXAHHS Ta OKMCHOTO (POCOpPHIYBaHHS 3yCTPIi4acThCs
npu 6araTbox (i310JOTIYHUX Ta MATOJOTIYHUX CTaHaX. Y HOBOHAPOPKEHUX TeMIleparypa Tiia
JIEII0 BUIA HIXK Y IOPOCIHX, 10 MOSICHIOETHCSI BUCOKUM BMICTOM y HUX Oyporo xupy. Bigomo,
mo Oypuil KUp Ma€ BEIMKY KUIbKICTh MITOXOHJIpiH, B SIKUX MICTHTbCSA P03’ €IHYIOUUI O1710K
TEPMOT€HIH (IePEeHOCUTh aHIOHU KUPHUX KUCJIOT), a KUIBKICTh ()EPMEHTIB TKAHUHHOTO JTUXAHHS
3Ha4yHO OinblIe HiX pepMeHTiB GocopmryBanHa. OcobnuBo Oarato Oyporo >KUpy y CIUITYMX
B3MMKY TBAapHWH, SIKi YyTJIMBO pearyrTh Ha TeMIIEpaTypy HaBKOJHMIIHBOTO cepemoBumia. [lpm
nepeOyBaHHI B XOJIOAHIM BOJAI 3pOcCTa€ MPOAYKIS THUPOKCHHY B OpraHi3mi, IO CIpHsE
3irpiBaHHIO TUTa. 3a YMOB THPEOTOKCHUKO3Y (TimepdyHKINS IIUTOBUAHOI 3ajl03M) Ha Tl
MiBUIIEHHOT TPOAYKIIii THPEOiTHIX TOPMOHIB BiIMIYA€ThCS 3pOCTAHHS TEMIIEpPATypH Tija.
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XIMISI BYTJEBOAIB. METABOJII3M BYTJIEBO/IIB TA MOI'O
PET'YJIALIA

I. Ximist ByrsieBojiB. ByrieBoau — 1ie 6i00praHiuHi CIIOIYKH, SIKi 32 CBOEIO XIMIYHOIO OYJIOBOIO

€ aNBJIeTII0- Ta KETOMOXITHUMHU OaraToaToMHHX ciupTiB (3arasbHa popmyia: Co(H20)m).

bionoziuna ponv ey2neeooie:

" OCHOBHUU €HEPreTHMYHHH MaTepia Jjsl XKHUTTS; P OKUCHEHHI | T BYIJIEBOAIB BUIUIAETHCS
17,5 xJIx (4,1 kxan) eHeprii;

"  CTpyKTypHa (YHKIISI — BYTJIEBOAM BXOISATH A0 CKJIAAy TMOJiCaXapumaiB, TIIKOIPOTEiHIB,
HYKJICTHOBUX KHCJIOT, TTIKOJIIITI/IIB, € KOMIIOHCHTaMH KIIITHHHUX MeMOpaH;

" pe3epBHA (DYHKIIIS: TITIKOTEH — 3aIIACHUN BYTJICBOJI OPTaHi3MYy;

" IMYHOJIOTiYHI BJACTHBOCTI 1 (YHKIIS pO3Mi3HABaHHS: BYIJICBOJIW BXOMATH JIO CKJIaay
AQHTUTLJ, AEAKUX aHTHTEHIB 1 PEHENTOPHUX OLIKIB, 3a0€3MeUyIOTh 3/1aTHICTh PO3Mi3HABATH
MIKPOOPTaHi3MH, PETYJIATOPH 1 1HIII pEYOBUHU;

* iHmi (yHKOi{: remapuH € aHTHKOAryJISTHTOM, TJIIKO3aMiHOTIIIKaHU 3B'A3YIOTh BOAY 1 10HH,
XOHJIPOITUHCYIb(ATH BUKOHYIOTh ONIOPHY (DYHKIIIIO.

Kaacudikauiss ByrieBoaiB. Po3pi3HAIOTH mpocTi ByrieBoan (MOHOCAXapHaW) 1 CKIIAIHI
BYTJIEBOJIU - OJTITOCaXapy/Iv 1 MOJIicaXxapuau.

Monocaxapuam — 1e BYIJICBOIM, SIKi HE TiAPOI3YIOTHCA Ha OUIBII MPOCTI CIOMYKH. 3a
XIMIYHMUMH ~ BJIACTHBOCTSIMH  II¢  0araroaToMHi ajpJerijio- abo KeTOHOCHHpTH. BoHwm
TIOTIJISTFOTHCS
1. 3a kiabkicTio aToMiB ByrJiemio Ha: a) Tpio3u (C3); 6) Tetpo3u (C4) - HanpuKIIad, epuUTPO3a;

B) nieHTo3u (C5) - Hanpukian, pubdo3a, 1e30kcuprudo3a, Keruinosa, apadbinosa; 1) rexcos3u (C6)

- HampHKIaJ, TII0Ko3a, (QpykTo3a, ramakrosza, manosa; 1) renro3u (C7) - Hampukian,

CeIOTenTyI03a.

2. 3a HasABHICTIO aJIbAETiIHOI YM KeTOHHOI TPyNH MOHOCAXapHIU JUIATh Ha alb/I03U 1 KETO3U.
IcaytoTe anpmoneHTo3u (pubo3a, ME30KCHPUO03a, KCUII03a), KETOMeHTo3u (puOdysosa,
KCUITYJI03a), aJIbJIOTeKCO3H (TJII0KO03a, FajlakTo3a, MaH03a), KETOreKCco3H ((hpyKTo3a).

Crepeoizomepisi. Monekynn MOHOCaxXapH/IiB MICTSITh JIEKUIbKA LIEHTPIB X1paJIbHOCTI, 1110 €

MPUYMHOIO ICHYBaHHS BEIMKOTO YHCIa CTepeoizomepiB. B anpaorekcosax € 4oTHpHU XipadbHHUX

atomMa KapOOHy, i TOMy BOHM MaloTh 16 cTepeoizomepip (2%=16). HaTomicTh, KeTOrekcosu

MalOTh Ha OJIUH XipaJlbHUH aTOM KapOOHY MEHIIIEe, TOMY YHCIIO CTePE0i30MepiB 3MEHIIYETHCS 10

8 (2°=8).

Cepen ONTHYHHMX 130MEpIB BUAUISIIOTH eHaHTiomepu D- Ta L-psny, 3anexHO BifJ

postamryBanHs ~ OH-rpynmu  Oinst  OCTaHHBOTO O H O H

XIpaJlbHOTO aTOMY: SIKIIO I TIpyla MICTUTbCA X C/ X C/
3MpaBa, TO MOHOCAXapHUau BiTHOCUThCS 10 D-psny, | |

a skmo 3mBa - TOo L-psmy. Bci mpupoani H-C—-OH H—-C—O0OH
MOHOCaXapuau BigHOCAThCA 10 D-psny. Takox 1o | |
ONTHYHUX i30MEpPiB BifHOCATECA JiacTepioMepH, HO—C—H HO-C—H
K1 HE BITHOCSATHCA OJUH JI0 OJHOTO SIK MpPEIMET 1 | |

iioro j3epkanbHe BigoOpaxenus. Hampukiman, H—C—-OH H—C—-O0OH
MaHo3a Ta rajakro3a. OKpeMHM BHUMIAJKOM | |
siacTepioMepiB € emimMepH, sAKi BIIPISHAIOTECA OMH  H—C—OH HO—-C—H
Bil OXHOrO0 KOH(pIrypaii€ro JWIIe OJHOrO | |
aCUMETPUYHOr0 aroMa KapOoHy (MaHO3a Ta

[JII0OK03a; TajakTo3a Ta TII0K03a). B IukmmivHii CH2OH CHZOH

(GopMi y MOHOCaxapuaiB BHUHHMKAIOTh JOJATKOBI D-ri1i0K03a
i3oMepu (aHOMEpH): SKIO TIAPOKCUIIbHA Tpyma y

MIEPIIOTo aToma BYTJICIIIO MOHOCAXapUIy

3HAXOAUTHCS MMiJT IIOMMHOK KUTBIS — TO 1€ 0-i30Mep (0-aHOMEp), a SIKIIO HaJl IIOMUHOK — [3-
aHoMep (HampHKian, o- 1 -riroKo3a).

L-riaroko3a
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JliniifHi (h)opMyJIN MEHTO3 TA reKCco3

AJILIOTeKCO3H
A KeTtorexco3u

AJILJIOTIEHTO3H

H CH,OH

e O\C/

I I
H-C-OH H-C-H

H-C-OH H-C-OH

H—C—OH H—-C-OH HO—
H_?_OH H_?_OH H é OH H-C—-OH
CH,OH CH,OH H—C—OH H—C—OH |
D 6 | CH,O0H | CH,0H
- - K
D-pubo3a Je30KCupu003a CH,OH 5 CH,OH D-ppyicrosa
-IJIDK03a
D-mano3a D-ranakro3a

Huxiaiyni popMyJIu EHTO3 Ta reKco3

CH,OH CH,0H CH,OH
(X,-D-FJ'[]OKO]‘[lpaHOSa a-D-ra.naKTompaHma OL-D-MaHOIIlpﬂH03a
HO—CH H,C—OH
HO—CH, ‘ HO= TI—IZ@‘ 0—CH, 2\
a-D-pudodypanosza -D-;le301ccnpn60(bypaﬂosa a'D"l’PyKTOQ’ypaH(Ba

Iloxinni MmoHocaxapuais
1. O- Tta N-raiko3uau. Monekynaa TITKO3UIY CKIAJa€TbCcs 3 JABOX YACTHUH: BYIJIEBOAHOI 1
arnikoHoBoi. ['nmiko3uau, yrBopeHi OH-BMiCHUMM aryikoHaMu (Hampukiad, COUPTaMH, 1HIIUMU
MOHOCaXapuIamH)

H,C-OH H,C-OH

, HasmBamTh O- . .

rmiko3uaamu. B H o y O-raixosmnmil (o) N-ri i
i ° . o IB'SI30K H H ~-TJIIKO3UIHUH

Oprai3Mi JrJIEH 1 H 3B'AI30K

TBapuH O- OH H —

TJIKO3UH HO O—R HO HN—R

IpeJCcTaBIeHl

aucaxapuiaMu Ta H OH H OH

noJjicaxapugaMu. Y CBOIO 4epry, IiKo3uau, yrBopeHi NH-BMiCHUMH arflikoHaMu (HarpHKIIad,
aMiHaM¥, a30THCTUMHU OCHOBaMH), Ha3WBarOTh N-rimiko3ugamu. Jlo HUX HaJeKaTh HYKJICOTH]IN,
K1 BXOJISATh A0 CKIIaAy HYKJIETHOBUX KUCIOT, MakpoepriB (AT®D) Ta iH. Takox, 10 N-TIiko3u1iB
BIJIHOCSITB JIIKAPCHKi TIpemapaTy - CEPIIeBi TIIKO3UIH.
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2. Kap0oHoBi kucj10TH. J{0 HUX BITHOCSATHCS aJbIapOBi, aJIbJIOHOBI Ta YPOHOBI KUCIOTH.
AJIbIApPOBi KUCIIOTH (IIYKPOBI KHCJIOTH) — MPOJYKTH OKWCHEHHS aIbJET1IHOI 1 IEPBUHHO

CIIUPTOBOL rpyn MOHOCAaXapHu/IiB.
o H Hanpuxkna D-rimokapoBa  KHCJIOTA.
COOH COOH N7 prIvIaz, P
| | | AJIBIOHOBI KHCJIOTH YTBOPIOIOTHCS IIPH
H—C—OH H—C—OH H—C—OH OKHCHEHHI JIUIIe anbJeriinoi rpynu. Tak 3

| | | D-rirokosu
- YTBOPIOETBCS  D-IimtoKOHOBa
HO—C—H —C— —-C— . e
| HO (Ij H HO ? H KHcIoTa (y MEIMIUHI BUKOPUCTOBYETHCS 11

H—C—OH H-C-OH H—C—OH KaJIbIliEBa CLIb — KaJIbIIM TJIFOKOHAT).
| | | OKHCHEHHS TE€PBHHHO CIIMPTOBOI TPYIIH

H—C—-OH H—C—-OH H—C—-OH
| | BeJle [0 YTBOPEHHS YPOHOBHX KHCJIOT.

COOH CH,OH COOH Tak 3 D-rmoko3um  yTBOproeTscs  D-
D-riiokapoBa  p_pgyokonosa D-rimokyponosa — [VIIOKYPOH H.C-OH
KHCJI0Ta KHCI0TA KHCJI0TA oBa 2

KHCIIOTA,
sKa BXOJWUTh [0 CKJIAJy TeTepOIoJlicaXxapuIiB CIIOJIyYHOI
TKaHWUHH.

3. JIe30KCHIIYKPH — II€ MOX1/IHI MOHOCaXapuiB, y sIKHUX OJHA

a6o nBi OH-rpynu 3amimeni Ha atom riaporeny. Hampuxiasn, OH H
2-nesokcu-D-pubo3za  —  CTpyKTypHHid xomronent 2-A€30kcH-D-pubogypanosa
HYKJIETHOBUX KHUCJIOT.
H,C—OH 4. AMiHOYKpHM - 1€ MOXIiJHI
H,C—-OH MOHOCAXapU/IiB, SKi MICTITh 3aMICTh
H O H TIAPOKCUIIBHOI TPYHNU  aMiHOTPYIY
H O H H (Haituacrimre OISt Co).
H OH H HaiiBa)kIMBIIIMMHU  TIPEICTaBHUKAMU
OH H HO OH amiHouykpiB € D-rmoko3amin 1 D-
HO OH rajakTo3aMiH. AMIHOTPYNH B IIHX
H HN—C—CHj3 cronykax MOXyTh CIONYYaTHCh 3
H NH; (") OLITOBOIO UM CYJIb()aTHOIO KHCIOTaMHU
D-riroxo3amin N-anerun-D-rimokozamin | TPH HBOMY  yTBOPIOIOTECAH N-

alleTWIbOBaHI  Ta  Cynb(aroBaHi
MOX1/1H1, SIK1 BXOJISTh JI0 CKJIaAy TeTepOoIoicaxapu/IiB.
5. @ocpaTu MoHOCaxXapuIiB — i€ CKJIaaHI eipu MOHOCAaXapuaiB
Ta PocdaTHOT KUCIOTH. BaXIMBUM NMpeACTaBHUKOM € TIIH0K03a-6-
doctar, ska € akTuBHOIO (opmoro riIoko3u. B Takiit dopmi
TJII0K03a «3aYUHSAETHCSA» B KIITHHI.

SAxicHi peakuii Ha a7IbI03HM TAa KETO3H.

1. IIpoda Toaenca (peakiiisi cpiOHOTO A3epkana) Oa3yeTbcs Ha
37IaTHOCTI BYIJIEBOJIIB BifIHOBIIOBaTH Ag’ 3 YyTBOPEHHSAM CPiOHOIO
ocany.

2. IIpo6a Tpomepa (peaxiiis MiTHOTO A3epKalia) - MOHOCAXapUIU H OH
BigHOBMIOIOT, Cu’' 3 yTBOpEHHAM 4YepBOHO-LEMIAHOrO ocagy  LJioKko3a-6-gocdar
kynpyM (I) okcuny.

3. Ilpo6a Dejinra TpyHTYETHCS HA TOMY XK MpUHIHMI, o 1 mpoda Tpomepa, aie B HIA
BUKOPUCTOBYEThCS Ille¢ M cTabimizatop - cerHeroBa cinb (Na, K-taprpar), mo mnonermye
BIJIKPUTTSI BYTJIEBOJIB.

4. Peaxkuis CeniBaHoBa (J103BOJSiE€ BIAPI3HUTH anbIo3M BiJ KeTo3). PpykToza Ta iHII
KETOTEKCO3H JAa0Th BUIITHEBO-UYEPBOHE 3a0apBJEHHS MPU HArpiBaHHI 3 peakTuBoM CeiBaHOBA
(XJI0pUIHA KUCIIOTa Ta PE30PLIUH).
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5. Peakuin bianasi (mo3Bossie BiIPI3HUTH TEHTO3W Bix rekcos). [IeHTO3W mpuw KUI'ATIHHI 3
XJIOPUIHOIO KHCIIOTOIO BiAIIEIUTIOIOTE BOJY 3 YTBOpEHHSIM (Qypdypoiy, SKUil B3aeMOJi€ 3
OPIITHOM 1 JJa€ CIIOJYKY CHHBO-3€JICHOTO KOJIBOPY.

Ouiiro- Ta noJricaxapuau

Oulirocaxapuau — 1€ CKJIaJHI BYIJIEBOAM, SKI TiIPOMI3yIOTBCS J0 MOHOCAaXapHIiB
(cknmamarothes 3 2-10 3anumkiB MoHocaxapuaiB). Cepen osirocaxapu/iiB HAMOUIBII MOITUPEH]
JMICaxapuaH, sIKi € MPOAYKTaMH KOHAEHCAIII]l IBOX MOHOCAXapH/IiB.

Jlucaxapuay TMOJUISIOTECS HA BIIHOBIIIOIOYI, SKI MICTATH HaNiBalleTAJIbHHA T1APOKCHI
(MampTO3a, I1Eno0io3a, JIAKTO3a) Ta HEBIHOBIIOKOYI, [0 CKJIAQAy SKHX HE BXOIHUTH
HaIliBarleTAIBHUH T1IPOKCHI (caxaposa).

XapakTepucTHKa JUCaAXapuIiB H,C—OH H,C—OH
1. MaabTo3a (C0J1010BHII IIYKOP)

- MPOAYKT YaCTKOBOTO TiJIpOIi3y H H o H H o
kpoxMamwo. Ckimagaerecss 3 2 OH H OH H
3AJIMIIKIB . o-D-riroko3m, HO o OH
CHollydyeHuX Mixk coboro a-1,4-

TIKO3UIHAM 3B’ SI3KOM. B H OH H OH
MaJIbTO31 0-1,4-T1iK03uIHAI Masprosa

3B’SI30K PO3MiIIEeHHIA

aKciaJlbHO, TOMY MOJIEKYJIa
OTO  JUCAXapuiy  Mae
KyTOBY OynoBy. Taka H
KOH(opMaris MaJbTO3U
OOyMOBITIOE  CHipalleBUIHY
bopmy aminosmu. HO
2. Henobio3za - 1OpOgyKT

riApoizy KJIITKOBUHHU.

CkiaaeThest 3 2 3aMIIKIB fB-

D-rroko3u, CIomydeHux Mix H,C—OH H,C—OH

co0oro B-1,4-raik03uTHIM o
) . OH H H
3B’s3koM. B manbrosi f-1,4- H
TITIKO3UIHUN 3B 30K
: . : o OH H
PO3MIIIICHUIA  €KBATOPiaIbHO,
TOMY MOJIeKYyIa usoro H OH
qucaxapuay — Mae  JIHIAHY JlakTo3a
H OH

OynoBy. Taka koHpopmaris H OH
1171001031 00YMOBITIOE JITHIMHY OY/TOBY IIEJTIOJIO3H. H,C—OH

3. JlakTo3a (MOIOYHUHN IIyKOP) 3HAXOJUTHCS B KIHOYOMY MOJIOI (4-

0 . 9 H O H
5%), cknamaerbes 3 B-D-ramakrosu 1 a-D-rirokosu, 3B’ si3aHux B-1,4- H
TI1KO3UIHUM 3B'I3KOM. OH H
4. Caxapo3a (OypskoBuii a00 TPOCTHHKOBHU IYKOP) — TOITUPEHHUI HO
XapyoBHI BYTTIEBOJ, CKIaAaeThes 3 o-D-rmoko3u 1 B-D-ppykrosw,

H OH
(0]

H OH Ilen06io3a H OH

3B'sI3aHUX 0-1,2-TIIKO3UIHUM 3B'SI3KOM.
IMouicaxapuau (TIikaHU, MONITITIKO3UAN) — 1€ TOJIMEpH, Kl
CKJIaJaloThcsl 3 Benukoro uyucna  (Ouibme  10)  3anMmikis

: ; . H,C—OH_-O
MOHOCAXapHU/IiB. Po3pi3HAIOTH rOMOTIOJTiCaXapuan i
reTeporioicaxapuiy. | H HO
ToMomosicaxapuam — I MOJiMepH, IO CcKiagaoThess 3 H
MOHOCAXapuIHUX 3aJUIIKIB OJHOrOo THUNy. Jlo HHX BIAHOCATH OH CH,0OH
H

KpOXMaJlb, TIIKOTEeH, 1IEeTI0N03Y, IeKCTpaHH, eKTHH, 1HYiH.
Kpoxmaab (CsHi1005)n - momicaxapua pocinH, CKIaIaeThCs Ha

\

Caxaposa
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20% 3 amino3m i Ha 80% - 3 aMmisloneKTHHY. AMiJI03a — JIIHIMHUN ToniMep, ckianaeTses 3 200-
1000 3anmumkiB o-D-rioko3u, 3B'13aHuX 0-1,4-TTiKO3UIHUMHU 3B’ si3KaMu. BTOpHHHA CTpyKTYypa
amu103u Mae Gopmy cripaii. Y BHYTpPIIIHIN KaHaa cHipaii MO)Ke BXOAMTU MoJjeKyna Hony i
YTBOPIOBATH KOMILIEKC, IKHI Ma€e CUHE 3a0apBICHHS.

JucaxapuiHuil pparMeHT aMi1031 Ma€ HaCTYNHY (pOpMyily:

H,C—OH H,C—OH
H OH H OH

AMIJONEKTHH — PO3TANTY)KEHUH MOJIIMEp, SIKUI CKIIAJA€ThCA 3 JIECATKIB THUCSY 3aIMIIKIB
a-D-riroko3u, 3B’s3aHUX MDK c00010 0-1,4-TTIKO3UAHUMH B OCHOBHOMY JIAHIIOTY Ta o-1,6-
[JIIKO3UIHUMU 3B’SI3KAMU B MICISIX PO3TaTyK€Hb. MK TOYKaAMH PO3TATY>KEHHS PO3MIIY€ETHCS
20-25 3aNMIIKIB TITIOKO3.

[ipomi3 KpoxMaitio BigOyBa€eThCS 32 HACTYITHOIO CXEMOIO:

(C6H1005)n_’(C6H1005)x _’C12H22011_’C6H1206
Kpoxmaab JexcTpunu (x<n) MaJgbT032 I'1roko3a
Iaixoren (CsHi0Os)n — TBapuHHUE moJicaxapuj, pe3epBHUI BYIJIEBOA TKAHUH JIIOJIUHH
(Haii0libIIe B meviHmi Ta M’s13ax). Mae Benuky Macy - 01u3pko 100 MITH. JanbTOH 1 CKIaIa€ThCs
13 3anumKiB o-D-riroko3n, 3B’s3aHUX 0-1,4-, a B MICHAX PO3TaIyXeHb 0-1,60—TIIIKO3UIHUMU
3Bsi3kamMu. BiH OuIbIn po3ranyXeHUHW HDK aMUIONEKTHUH (MK TOYKaMU pO3TalyKeHHS
po3mintyeThes 10-12 3aUIIKiIB TITFOKO3H).
Hexaruo3a (KIITKOBMHA) — TIHIHHUN HEpO3TraldyKeHH MoJiMep, SKUM CKIAJaeThes 13
3amumkiB B-D-rmroko3u (B-1,4-rmiko3ugHUi 3B'A30K). Y KHIIEYHHUKY HE IEPETPABIIOETHCS.
Tinbku >KyiiHI TBapHHH 332 PAaxXyHOK MIKpOOpraHi3MmiB 34aTHi ii 3acBoioBaru. JlucaxapuaHuii

(dbparMeHT 1eI0JI03N Ma€ HaCTYHY (GopMyiy:

H OH H OH

Benuke mnpakTHuHe 3HAYEHHS MarOTh €QipHI MOXIAHI LETIOJI03M: aueTaTH (IUTYyYHUI
IIOBK), KCAHTOTE€HATH (BICKO3HE BOJIOKHO), HITpaTH (BUOYXOBI PEYOBHHH).

Inynin — pociauHHMI Tosicaxapuj JiHIAHOI OynOBH, CKIadaeTbes 13 3anmumki f,D-
(bpyKTO3H, BUKOPUCTOBYBABCS 11 BU3HAUEHHS IBUAKOCTI KITyOOUKOBOI (PisIbTpallii HUPOK.

JexcTpan - O6akTepiadbHUI mojicaxapu (3aJUIIKU TJIIOKO3M 3B’S3aH1 MepeBaxHo o-1,6-
[JIIKO3UIHUMHU 3B'SI3KaMH, a pPO3Tally’)KeHHs YTBOPIOIOTbCA 3a paxyHok o-1,2- 1 a-1,4-
[IIKO3U/IHUX 3B'A3KiB). BUKOPHUCTOBY€ETHCS SIK KpOBO3aMiHHUK (IIperapar MoJIrIoKIH).

IlexTHH (TMEKTHHOBI PEYOBMHM) - TOJIIMEP, OCHOBY SIKOTO CKJIJa€ IMOJIraJakTypOHOBa
KHCJIOTA. € B TJI0/1aX POCIHH 1 ICSIKUX BOJTOPOCTSX.

[lexTHM, KITITKOBHMHA, TEMIIENION03a, SIKI MICTAThCS B XJi0i, (pyKTax 1 OBOYAX
00’€THYIOTBCS i Ha3BOIO Xap4oBi BOJIOKHA. BOHM CTUMYIIOIOTP MOTOPWKY KHIICYHHKA,
CHPUSIOTh 3aTPUMLI BOAM B TOBCTOMY KHIIEYHHMKY 1 (POPMYBAHHIO KaJOBUX Mac, aJcOpOYIOTh
HAQ/JTMIIOK XOJIECTEPHHY Ta JKOBUYHUX KHCIIOT, BUBOJATH TOKCHYHI PEYOBHHH, MIATPUMYIOTh
HOpPMAaJIbHUM CKJIa]l MIKpO(IIOpH KUIIEYHHKA.

I'etepomoJiicaxapigu (reteporiikaHd, MyKomoJjiicaxapuau) — Iie OlomojiiMepH, Ui
CKJIaJalOThCsl 3 (PparMeHTiB, sIKi 6arato pasiB MOBTOPIOIOTHCS, KOXKEH (hparMeHT BKIo4ae 2-6
3aJIUIIKIB PI3HUX MOHOCaxapuaiB. [ 'eTeponosicaxapuay € YaCTHHOIO MPOTEOTIIiKaHIB — OLJIKOBO-
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BYIJICBOJHUX KOMIUIEKCiB. [IpoTeoriikaHu MICTATh JIAHIIOKOK — IJIIKO3aMiHOIJIiKaHIB,
3B’s13aHUX 3 OlTKkaMu (OUTKH CKITamaarTh 5-10% Macu MONEKyIn).

Iniko3aminoryikanm -  rerepomojicaxapuau, TMOOyIOBaHI 3  IOBTOPIOIOYUXCS
AUcaXapuIHUX (PparMeHTiB, 0 MICTATh KapOOKCHIbHI a0o0 Cynb(arHi TPYyNH, AKi HAZAIOTh
MOJIEKYyJIaM KUCJIUH xapakTep (II0JIIaHIOHH).

lianypoHoBa kuciaoTra — 1€ COOH H,C-OH
JHIMHAA TOJIMep, AucaxapuIHuN
dbparMeHT sIKoro ckianaerbes 3 ,D-
[JIIOKYpOHOBOT  KHUCAOTH 1 N-
alleTWITIIIOKO3aMiHy, 3B'si3aHUX [B-

1,3-raiko3uaHuM 3B'SI3KOM. NH'ﬁ'CH3
Bukonye QpyHkii: 0]
1. 6i0J0TiYHOTO LEMEHTY, ILIO Jucaxapuannii pparMeHT riaJiypoHoBoi KHCJIOTH

3alOBHIOE MDKKJIITUHHMNA TpocTip. bararo riaqypoHOBOi KHCIOTH 3HAaXOAMTHCS B UIKIpI,
CKJIONOAIOHOMY T1JTi OKa, MMyMOBUHI, XPpAIIaX 1 CAHOBIaANIBHIN PiAMHI CYTI00iB.

2. y CcKiIani MpOTEOTJIiKaHIB BHUKOHYE (YHKIIIO MEXaHIYHOTO 3aXUCTy KJIITHH. Bucoka
B’SI3KICTh 1 CIM30M0/A10Ha KOHCHUCTEHIliS MPOTEOTIiKaHIB JO3BOJIAE€ IM BUKOHYBAaTH (DYHKIIiIO
O10JIOTIYHMX MACTHJI: BKPHBAIOThH IMIOBEPXHIO CYJWH, CIM30BOI 000JIOHKH HOCA, Tpaxei, OpOHXiB,
mo 3anobirae ix momkomKkeHHI0. [lopyieHHs cuUHTe3y TIJ1iKO3aMiHOTJIIKaHIB Bele [0
NOPYIICHHS CTaHy XPALIB (HAIPUKIIA, IPH apTPO3ax).

3. yTpuMaHHs 1 3B’SI3yBaHHS

BOAY 1 KATiOHIiB, 3aBIIKH 4YOMY COOH HO\S'/O H,C-OH
PErynoeThes MDKKITI THHHHHA O
OCMOTHUYHHUM THUCK. H H (o)

XoHapoituHcyabdaTu H ~N
(xoHOpOITHH-4- 1 XOHAPOITUH-6- H

cyneartu) ckiagarotecs 3 B,D- NH-ﬁ-CH3

[JIIOKYpOHOBOT ~ kKucimotTh 1 N- o
aneTu nraﬂaKTosaMiHy, 1110 Jucaxapuanuii pparMeHT XOHAPOITHH-4-CyIbdaTy
cynbdaTyerbes B 4 a00 6 TTOJIOKEHHI.

I'enapun Ha BIIMIHY BiJ IHIIMX TJIKO3aMIHOTJIIKaHIB HE BXOIHWTHh JO CKJIaay
MDKKJIITUHHOI PEYOBMHM, a IUPKYJIIOE B KPOB1 y BUIBHOMY CTaHl. l'emapyH CUHTE3yeThCs
OMACUCTUMHU KJIITHHAMH 1 BUKOHYE (DYHKIIIO aHTUKOAryJsiHTa - B KOMILJIEKC] 3 aHTUTPOMOIHOM
IIT Gnokye nito TpomOiHy. ['emapun

CKJIaJIa€ThCs 3 JYcaxapuaHuX 0~S'OH
¢parmeHTiB 3-x Tumis. @parmeHT A — H,C— o’ H
no0y0BaHUI 3 cynb(aToBaHOi o
17TypOHOBOT KHUCIIOTH, i ’\‘/‘7 H_~coon
. OH H O

Cy/b(paToBaHOTO TJIIOKO3aMiHY; OH }|I)| N
¢parmerr B — 3 T1IOKypoHOBOT I | H
KHCIIOTH 1 CyJb(paToBaHOTO HO, .0
rmoko3aminy;  ¢parment C 3 HO~ ‘0 HO™ ™,
cynb(haToBaHOi iTypOHOBOI KHCIOTH 1 Jlucaxapuauuii pparMent (A) renapumy
N-aneTuirmoKko3aMiny.

Mypamin — rereporonicaxapuJ KIITHHHOI CTIHKM Oaktepiil, sKuil ckiagaerbes 3

IUcaxapuJIHuX (pparMeHTiB, MO MICTITh N-aleTHUITIIOK03aMiH 1 N-aleTHIMypaMoBy KHCIIOTY.
MypaMiH BXOJUTH A0 CKJIaAy IMPOTEOTNIIKAHOBOIO KOMIUIEKCY — MYPeiHy, SKHUH 3axHIlae
OaxTepiro BiJ 30BHILIHIX MOUIKO/JKEHb. PyiiHyeThCs MypeiHOBa 00OJIOHKA MiJ JII€I0 Ji30LUMY
(mypamininasu) - ¢epMeHTy, SKM MICTUTBCS B CJIMHI, KpOBI, cedi, 1 € HecrneuupiyHUM
(bakTOpoM IMYHHOTO 3aXHCTy OpPraHi3My JIIOJUHU.
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II. IlepeTpaBiieHHA BYIJIEBOAIB

Pomosa noposcnuna. llepepoOka TKI TOYMHAETBCA YK€ B MOPOXKHHHI pOTa, Je
BiIOyBaeThCs 11 MOAPIOHEHHS, 3MOUYYBaHHS CIMHOK Ta (OpMyBaHHS XapyoBOi TPYIAOUYKH. Y
JIOPOCIIOT JIFOIMHU CEKPETYEThCs 3a 00y B cepenHbomy 1-2 mitpa ciunau. ClIMHA CKIIATAeThes 3
Boau (99,5%), opraniyHuX 1 Heopra"iuHux pedyoBuH. CIMHA MICTUTD Pi3HI OUIKH, Y TOMY YUCII
i MyrmuH. MyIIMH Hajgae CIMHI B’SI3KOCTI, (hOpMy€e Xap4yoBY TPYAOUKY, SIKA CTA€ CIU3BKOIO Ta
JIETKO TPOXOAWTH CTPABOXOJOM. Y CIHHI € TiAPOMITHYHI (EPMEHTH, SKI PO3MICIUIIOITh
BYIJIEBOAM. A-aMmia3a CIMHU Tiapoizye o-1,4-rIiKo3uaHl 3B’ A3KM B KpOXMali M TITIKOTeHl 10
oJlirocaxapuiiB (I€KCTPUHIB), YACTKOBO JI0 MaJIbTO3H 1 TJIFOKO3H.

HInynok. ®epMeHTIB TpaBJICHHA BYIJIEBOJMIB B HUIyHKY HEMae, aje MOXe
IPOIOBXKYBATHCh Jisl o-amina3u ciauHu (6mu3bko 20-40 XB, MOKM XiMyC HE CTaHE KHCIUM ITiJ
BIUTMBOM COJISTHOT KHCJIOTH).

Jleanaduysmunana kuwka. IlankpeatnaHa a-avinaza Tinponizye o-1,4-TmiKo3uaHi 3B’ I3KH B
JIEKCTPUHAX JI0 MaJbTO3d W 130MajIbTO3U. B TOHKIM KWIIII TMiJ 9ac MPUCTIHKOBOTO TPABJICHHS
Jucaxapuoasu TiIpONI3yIOTh Jucaxapuad (MaabTo3y, 130MAIBTO3y, Ccaxapo3y, JIAKTo3y) IO
MOHOcaxapuiB. [lpu 1bOMY Mansmaza TIIPONi3ye MaIbTO3y IO JIBOX MOJICKYN O-TJIFOKO3H,
Jlakmasza TiIpOoIi3ye JIAKTO3y Ha B-rajakTo3y Ta O-TIFOKO03Y. [3omanemasa/caxapaza — (HEpMEHT
nofBiiHOI 1ii. Mae nBa akTMBHUX LEHTPH, PO3TAIIOBaHI y pi3HUX JoMeHax. DepMeHT Tiapoi3ye
caxapo3y 10 B-GpyKTo3u Ta O-TJIIOKO3H, 32 JOTOMOTOI0 JPYroro akTHBHOTO ILIEHTpa (epMEeHT
TiIpOJTi3ye 130MAIBTO3Y A0 BOX MOJIEKYII O-TJIFOKO3U. o-/excmpunaza (TepMiHaJIbHA IEKCTPUHA3A)
JIOKaJIi30BaHa B amiKajibHIA MeMOpaHi eHTepoluTiB. DepMEHT TiIpoti3ye o-1,6-TIiKO3UAHI 3B’ A3KH
B O-ICKCTpUHAX.

Toecma kuwka. KTTKOBHHA Ta Xap4yoBi BOJOKHA B TOBCTIM KHIII PO3MICTLIIOIOTHCS i
BIUTMBOM (EPMEHTIB MIKpOOpraHi3miB (f-eniko3uda3) 10 OpPraHiyHUX KHCJIOT (OIITOBOI,
MacIsTHO1, MOJIOYHOI1), [0 BCMOKTYIOTBCSI B KPOB Ta JesKuX JeTkux nponaykrtiB (CO2, Ha, HaS,
CHys), 110 BUBOISITHCSI HA30BHI.

III. BecmokTyBaHHSI NPOAYKTIB TigpoJii3y BYIJIeBOAIB 1ie CKJIAJHMNA O10J0TiYHHUM Mporec.
['moko3a, ramakTto3a, (pykTo3a Ta IHIII LYKPH BCMOKTYIOTHCS 3 PI3HOIO IIBHJKICTIO (3a

Na® 3MEHILIEHHAM IIBUJIKOCTI
BCMOKTYBaHHS):  Trajakro3a >
IJII0KO3a > (pyKTO3a > MaHo3a >
K KCUJI03a. BemokryBanHs

_--Na"K"-AT®-a3a

IJIIOKO3a

IJIIOKO3a 1 =
ranaKTosa ks [INOT-2 MOHOCaxXapy/IiB #ize y 1asa etanu. Ha
- nepimoMy erami  MOHOCaXapHiu
oy puowy pua
TMIOTPAIUISIOTH 3 TIOPOKHHUHHU TOHKOT
Ipocsit T
i LTI0K032 KUIIKA B CHTCPOIWTH 33 YYacTiO
TJIOT-5 ranakTosa HATpIli-HE3aJI)KHOTO TPaHCIopTepa

I'JIKOTS, uyu Hatpiii-3anexHoro TtpaHcnoprepa. Ha apyromy erami riroko3a 3 €HTEpOLMTIB
HOTparuisie B KamuIApd MOPTAIbHOI BEHO3HOI CHCTEMH 3a YYacTIO HaTpil-He3aleKHOro
tpancnoptepa I'JIKOT2. Iporiec TpancmopTy MoHOcaxapuaiB morpedye eneprii. [IpumyckaroTs,
110 TIJPOTITHYHI (PepPMEHTH Ta TPAHCIIOPTEPH MOHOCAXapHIiB 00’ €/IHAHI B €UHY CUCTEMY.
[TaTonoris TpaBieHHS BYIJVIEBOJIB Ta BCMOKTYBaHHS NMPOIYKTIB riapoiai3y. Ilopymenns
TPaBJICHHS PEYOBUH HA3UBAETHCA CHHIPOMOM MAIBJIUTICTI, a MOPYUIEHHS BCMOKTYBAaHHS
MPOAYKTIB TiAPONI3y B KUIIEUYHUKY - CHHAPOMOM ManbabcopOuii. IlpuumHoro nux posnanis
MOXYTb OYyTH:
* Jnedexktu (epmeHTIiB, MmO OepyTh ydyacThb y TIApOJI31 BYIVIEBOAIB (HaiuacTiime JedeKT
JIaKTa3un);
*  TMOpYUICHHS BCMOKTYBaHHS ITPOAYKTIB TIEPETPABICHHS BYTJIEBO/IIB B EHTEPOIUTAX.
HakonnueHHs HepO3LIEINICHUX AMCAaXapHIiB Y MOHOCAaXapHJiB, IO HE BCMOKTAJMUCH,
BUKJIMKAE TiJBUIIECHHS OCMOTHYHOTO THUCKY BMICTY KHIICYHHKA, 0 BUKJIIMKAE MEPEXix BOAU B
KHUIIEYHUK 1, BIAMOBigHO, mdiapeto. KpiM Toro, ByrieBoau, IO 3ajHIIWAINCS B TMPOCBITI
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KHIIIEYHNUKA, YaCTKOBO MiAMAIOThCA (PEPMEHTATUBHOMY PO3MICIUTIOBAHHIO MIKpOOpraHi3Mamu 3
YTBOPEHHSM OpraHiuHUX KHUCIOT 1 ra3iB, [0 IPU3BOAUTH A0 3AYTTS KUBOTA.

IV. Ilpomixuuii 0o0MiH BYyIVIeBOAIB — 1€ CYKYIHICTh NpOIECiB, sSKi 3a0e3Me4yroTh
BHYTPIIIHBOKJIITUHHI TIEPETBOPEHHS BYIJeBOAIB. Bin Bkitouae 1) rmikomi3 Ta aepoOHe
OKHCHEHHS TJIIOKO3W; 2) po3maja IIIOKO3W TNeHTo3odocharHuM muisaxom; 3) KaTaboiizm
TKOreHy (TJIIKOT€HOMI3); 4) CHHTe3y TIJIIOKO3M 13 PEYOBHMH HEBYIJICBOJHOI TPHUPOAH
(TIroKOHEoTreHe3); S5) CHHTE3 TUIKOreHy (TiikoreHe3); 6) OOMiH IHIIMX MOHOCaxXapuIiB
(ramaktosu, ppykTO3H); 7) OOMIH TJIIKOKOH IOTaTiB.

1. I'mikoui3 (aHaepoOHMI TJIKOJI3) — 1€ aHAEPOOHHWH pPO3Maja TIIOKO3W JO JBOX MOJEKYII
MOJIOYHOT KHCHOTH (Jlaktary). [Jikomi3 Ha3uBarOTh TakoX muiixom EmOpena-Meiieproda-
[TapHaca (Ha 4ecTh aBTOpIB, SIKI HOT'O BIAKPHIIN), AUXOTOMIYHUM IUIIXOM PO3Maay TJIFOKO3H (11T
Yac TIIKOJI3y MOJIEKYJa TIIIOKO3U pO3MafaeThes Ha aBi Monekymu docdorpiod «Cs—2C3»), a
TaKOK HENpPSIMUM OKHCHEHHSIM TJIOKO3M (il 4Yac IIKOJiI3y Oe3NnocepeHbO0 OKUCHIOIOTHCS
IPOAYKTH pO3Maay IJIFOKO3H).

Buympiwnvoknimunna nokanizayia: natoninazma.

Toniyna nokanizayia: TIAIKONI3 IHTEHCHMBHO NPOXOJUTh B TKAaHMHAX 13 HU3BKUM
KpPOBOIIOCTauaHHsAM (emifiepMic, poriBKa OoKa, MO3KOBUH IIap HUPOK, MyXJIWHHU), B KIITHHAX, Y
SKUX BIACYTHI MITOXOHApiT (3piii

EpUTPOIIMTH), a TaKoX 3a YMOB

0OMEKEHOro HaaxomkeHHs kuchwo (B HC—OH Aﬂq) HyC=0— P03H2
H OH
CKCIICTHX ” M’ 3ax ; mz[) gac - \ J ; :
iHTeHCHBHOI (i3uuHOT po6OTH).
. __FGKCOKlHaSa
Mexanizm: anaepoOHe okucHeHHs HO OH HO
H OH

TJIIOKO3U BiJIOYBA€THCSA y JIBAa ETAIlH.

Ha 1 erani (migrotoBuyuil) ojaHa D-rmokosa D-mmmo_@q)wbm
MOJIEKYJIa TJIIOKO3H PO3MA/AEThCs 10 (Gochorercononepar] H @
JIBOX MOJIEKYI tbocdotpios

(rmiuepanbaeria-3-pocdary Ta _0—PO;3H,
nuokcuanerondocdary). Ha npomy O H,C—OH
eTari MOJIeKyJa TIJIFOKO3H TPOXOJIUThH < 7
Taki peakii: a) pocopuiryBanus, Ha

AK1 3aTpavaeTbest 2 mosekynu ATD; 0) OH H
i3omepusanii; B)  aJALAOJIBLHOIO D-Gpyxroso-6-Gocgar
PO3LIENJIEHHS 3 YTBOPEHHSIM JBOX (Goctopyeroria) @
docdorpio3. Ha 2 erami (ocHOBHUIA) Al

JIB1 MOJICKYJIH docdoTpios _O- PO3H2

OKHMCHIOIOTBCA JO [OBOX  MOJICKYI C ~O0—PO;3H,
MOJIOYHOT ~ KucCIOTH.  OCHOBHUMU

npolecaMy, Ki MPOXOAATh Ha LbOMY

eTami €: a) peakmil TIKOJITHYHOI OH H
okcuaopenykuii  (OKHCHO-BITHOBHI D-pykroso-1,6-mudocdar

peakuii  rmikomisy) -  peaxyis |
OKUCHeHHs1 Tiiuepanbaeria-3-gochary V/_\V

IUISIXOM JIETiIPyBaHHS 3 YTBOPEHHSIM H,C=0—PO;H, C\
HAJIH2, sikuii f1ani BUKOPUCTOBYETHCS = ) H

Ha peakyilo 8i0HOGNeHHs TIPYBATY JI0 | Tpiosofocdar- ? OH
JakTaty; 0) peakuii cy0cTpaTHOro H,C-OH H,C—0—PO;H,
(l)OC(l)OpI/IJIyBaHHﬂ (CHHTe3 ATD i3 Iiokcuanerordocdar @ [ninepansaeria-3-gocdar
AJl1®, HeopraniyHoro ¢ocdary Ta

eHeprii, sgKa BUIISETbCS MPU PO3PUBI MaKpoOepriyHoro 3B’s3Ky cyOcrtpary). Ilig wac apyroro
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eramy TpOXOAATh nBI peakiii cyocrtpatHoro docdopwiryBanas (mpu mneperBopeHHl 1,3-
mudocdormuepary B 3-docdormuepar Ta QochoeHonmipyBaTy B IipyBar), B SKHX
yTBOPIO€ThCA 4 MoJiekysin AT®. TakuM YMHOM eHepreTHYHUil 0aJIaHC OKMCHEHHS IJII0OKO3H B
aHaepoOHUX YMOBAX 0 MOJIOYHOI KUCIOTU CTaHOBUTH 2 AT® (4 ATD yrBOproroThCs Ha 2
erari ta 2 AT® 3arpauarorbcs Ha hochopuilyBaHHS reKco3 Imia yac 1 erarry).
Peaxkuii riikomizy

1. AkTBaNis rJIIOKO3U NIAXOM (ochopuIyBaHHS 3 YTBOPEHHSAM IJII0K030-6-pocdaTy iine
3a yuyacti AT® i ¢epmeHTiB rexkcokiHasu (€ y Bcix opranax) a0o TIIOKOKiHA3u (€ JMIIe B
neuinini). ['excokinaza docdopuiatoe TaoKo3y 1 1HIII MOHOCAXapuIu, TIIOKOKIHAa3a - JIHMILe
rIoKo3y. ['ekcokiHaza Mae BHCOKY CHOPIIHEHICTh A0 TJIOKO3M 1 BKJIIOYAE ii B MeTaboui3m
HaBITh NPH HEBUCOKUX KOHLIEHTPALIISIX, a TJIFOKOKIHA3a MA€ HU3bKY CIIOPITHEHICTH 0 TJIFOKO3H 1
MPAIOE, KOJIM KOHIIEHTPAIisl TIIOKO3H B KPOBI Ta TeMaToruTax 30UIbIIyeThes (110 OyBa€e micis
ki). 3aBASKM HASBHOCTI TUIFOKOKIHA3W II€YiHKA 3aTpUMy€ OUIBIY YacTHHY TJIFOKO3H, SKa

HAJXO/JUTh TIO BOPITHIM BEHI 3 KUIICYHUKA, _H

MOTIEPEKAIOYH ITICIAXapPUYOBY TIEPrITIKEMITO. CX _ _

2. Izomepusamis r10K030-6-hochaTy 10 2 HC—op 7iepaeeriad-gocgar
¢ppykTo30-6-pochary iige 3a  yuacTi H2é—O—P03H2

depmenty docdorekcoizomepasn  (peakiis 2 HAJT'| + H,PO,
3BOPOTHA). @ N( [l"niuepanbzleri;l-}cboc@arj

3. ®ochopuiayBanns Pppykro30-6-ochary 2 HAIH, Jeriiporenasa
1o Gppykro3o-1,6-mudpocdary 3a yyacti ATD i 03,~O~POsH;

q)OC(qu)pyKTOKiHa?’H (q)epMeHT € 2 Hé—OH 1,3-nudocdorminepar
PETYJISATOPHUM)

4. PoswmeniieHHst ppykro3o-1,6-qudocdary H,C=0—PO;H,

110 JIBOX dbocdotpios - 2 ALl
muokcuarieToHdocdary 1 riinepaibaeriia-3- @NC (@ocdornineparkinasa)
docdary. Peakiiis kaTanizyeTbcs anb0Ia3010

i € 3BOPOTHOIO. O3-OH

5. B3aemoneperBopenHsi  (docdorpios.
Peakuis KaTani3yeTbes
TpiozodocdaTizomepasoro 1 Bedae 10
IIEpETBOpEHH  AMOKcHaneToHdochary B N (Gocpornineparmyrasa)
rininepanbaeria-3-gocdar. Peakuist 3BopoTHa,

aje piBHOBara 3MimieHa y OIK YTBOPEHHS OQC/OH
riinepanbaeria-3-gocoary.

6. OxucHeHHsi riainepanabaeria-3-gocdary
Wae 3a yuacTio rhinepansaeriadocdar-
nerigporenasu, HAJI 1 Heopra"idHoro @ i\ (Enonasa)
dochary 1 Beme g0 yrBopeHHs 13-

mudocdormuepunooi kuciaotu 1 HAJIHo. Docioenonmipysar
1,3-mupocorminepar € aumndocharoMm i 2 c—o—posH,
MICTUTh MakpoepriuHui ¢ocpaTHHl 3B'A30K. QH
HIBUAKICTH peakiii JIMITYeThCS JOCTYIHICTIO PR

kopepmenty HAJL. ‘ K Mipyearkinasa

7. IlleperBopenns 1,3-nudocdoriainepary B

[ . .
2 HC—OH 3-docdorminepar

H,C—0—PO;H,

|
2 HC 0—PO3H) 2-docdorminepat

HZC OH

3-docorainepar  (mepme  cyécrpaTne o i, [ O3~
pochopunyBanns). Karanizyerbcs - I
. . . 2 C=0 2 HC—OH
docdorminepaTkiHaz 00 1 BEJIE hife | ~ | @
- ; CH CH,
MepEeHeCeHHS ¢ocharnoi rpymu Big 1,3- o 3 JHAIH, 2 HAL
}II/ICbOC(l)OFJ'IlHepaTy Ha A'Hq) 3 YTBOPCHHAM pyeat [HaKTaT;{eriﬂporeHaw] Jlaxcrar

ATO.
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8. IleperBopennsi 3-docdoriainepary B 2-ocdoriinepar karamizyerbes docdoriinepar-
MYTa30Io.

9. Herigparamisi 2-¢gocdorainepary karami-3yeTbCss (PEpPMEHTOM €HOJA30l0 1 Beae [0
yTBOpEHHS (ochOCHONITIPYBATY, SKHI MICTUTh MaKpoepridauii ¢pochaTHMiA 3B'I30K.

10. IleperBopenns pocdoeHomipysary Ha mipyBar (apyre cyocrpatHe ¢pochopuryBaHHs).
Karanizyerbcss mipyBaTKiHa3010 1 CYHNPOBOJUKYETbCA NEpeHECeHHsM ¢ochaTHOI Tpynu 3
dbochoenonmipyBaty Ha AJID 3 yrBopeHHsIM ATO.

11. IlepeTBOpeHHs mipyBaTy Ha JakKTaT. Peakiis iiie B aHaepoOHHUX YMOBAX 1 KaTalli3yeTbCs
JakTataeriaporeHaso. Bona norpidna mis neperBoperHss HAJ[H> B okucHeny dopmy - HAJL,
0e3 KO0l He MOXe BimOyTHCH TiinepanbpaeriadocdaTaeriiporeHa3Ha peakilis TIaikomizy. Y
ckenetHux M'szax € ¢opma JII's, sska HE 1HTIOYETHCA MIpyBATOM, IO CHPHSE MEPETBOPCHHIO
mipyBaTy Ha JIaKTaT 1 HAKONMYEHHIO OcTaHHbOro B M's3ax. Cepuesa ¢opma pepmenty (JIAI'1)
IHT10y€eThCS HAUIMIIKOM TIpyBaTy, a I TalbMy€e€ NMEPETBOPEHHs MIpyBaTy Ha JIAKTaT 1 CIpHUsE
aepoOHOMY OKHCHEHHIO MipyBary B ki KpeoOca.

bionoziune 3nauenna 2nikonizy.

1. Enepreruune (eHepreTnyHuidi OanaHc TIiKoJi3y cTaHOBUTH 2 AT®). ['mikomi3 MOBHICTIO
3a0e3neuye eHepriel0 KOPOTKOTPUBATY IHTEHCUBHY (i3UYHYy poOOTY, a TAKOXK € OCHOBHUM
JDKEPEIIOM SHEPTil ISl epUTPOIUTIB.

2. Kara0oaiuHe: TJiKOII3 — OCHOBHUI HUIAX PO3MAAY TTIOKO3H.

AHa0osiyHe: POMDKHI MPOMYKTH TIIKOJI3Y MOXYTh OyTH cyOcTparaMu Ui CHHTE3Y
HOBUX MeTabomiTiB (i3 AuokcuaneToHdochaTy yTBOPIOIOTHCS Pi3HI KJIACH JIMiiB; i3 3-
docdormnepaty — cepuH; 13 TipyBaTy — OKcajoaleTrar, TIJI0KO03a, allaHiH; 13
dbocdoenonmipyBary — acraprar Ta iH.).

Pecynayia 2nikonizy. BuIUIAIOTE TpH PETyIATOpHI (EpMEHTH TIIKOJI3Y: TeKCOKiHa3a,
dochodpykTokinaza, mipyBarkiHaza. Perynsiis akTUBHOCTI BKa3aHUX (EPMEHTIB MPOXOIUTH
nBoMa nuisixamu: 1) anmocrepuuna: AT® — 3MmeHmye akTUBHICTB, Toni sk AJI® ta AMD —
HiBUIIYTh AKTHUBHICTh PETrYISATOPHUX (EPMEHTIB TUIKOJi3y; 2) TOpMOHANbHA: I1HCYTIH —
IHIYKY€E, a TJIIOKaroH — IMPHUTHIYYE CUHTE3 PEryJsTOpHUX (EPMEHTIB IIiKomizy. [ikomi3
HaOIbIl aKTUBHUM B aOCOpOTHBHMI mepiox (mepiojl XapuyBaHHS Ta JBI TOJMHHU MiCIsSA
NpUoMy K1), OCKIJIBKM 332 IUX YMOB 3pOCTA€ CIIBBIAHOUICHHS 1HCYIIH/ TJIFOKAroH.

Ilamonocia enikonizy. 1) Ilix yac rinokcii BiAMi4aeThCsl TOCUTIEHHS TIIKOMI3Y, 10 00YMOBIEHO
INPUTHIYEHHSIM TPOILECIB OKUCHOTO (ocdopuiiyBaHHs, HakonuueHHIM AJID Ta 301IbLIEHHSAM
aKTUBHOCTI peryIsTOpHUX (epMeHTIB riikomizy; 2) Ilpu nedinuri B eputponurax (hepMeHTy
DJTKOMI3y MipyBaTKiHA3M PO3BUBAETHCS TEMOJIITUYHA aHeMis. MexaHi3M PpO3BUTKY aHeMIi
OB s13aHuii 31 3MeHIIeHHsM cuHTesy AT® B epurtponurax, mopyuieHHsM pobotn Na'-K'-
AT®da3u, HaKOTTMYCHHSM HATPIIO Ta BOAU B EPUTPOIMTAX Ta POZBUTKOM OCMOTHYHOTO Te€MOIi3Y;
3) Himeuskuii Gioximik O.BapOypr mnokaszaB, 1m0 B PakOBHUX KJITMHAX Ha TJI BUCOKOI
AKTUBHOCTI aepoOHOTO OKHMCHEHHS TJIIOKO3M peecTpyeTbes 3HauHe (B 10-15 pa3iB) 3pocraHHs
IHTEHCUBHOCTI aHaepoOHOro miikomizy. To0To, B pakoBUX KIITWHAX AaKTHUBHI JBa IIISAXU
OKHCHEHHS IJTI0KO3U (aHaepoOHUM Ta aepoOHHUI), TOAL SIK Y 310POBUX KJIITHUHAX CIIBBIJHOLIEHHS
MDK aHEepOOHUM TJIKOJI30M Ta aepoOHUM OKHMCHEHHSIM TIJIFOKO3M CTaHOBUTH MNPHOIM3HO
5%:95%. 3pocTaHHS aKTUBHOCTI aHAepOOHOTrO TIIIKOJI3y, WMOBIPHO, € HACHIAKOM HH3BKOTO
KPOBOIOCTaYaHHs MYyXJIMH, TOJI SK BHUCOKAa AaKTHBHICTh aepOOHOI0 PO3LIEIUICHHS TIIIOKO3U
00yMOBJIEHA WIBHAKAM POCTOM MYXJHWH Ta iX BHCOKOI MOTpeOOI0 B eHeprii. IHTeHcHBHE
CHOXHMBAHHSA TIIOKO3U MEPETBOPIOE MyXJIMHY HAa HACOC, SIKMH Oe3repepBHO BUKAUye IUIIOKO3Y 3
OprasizMy 1 € OJTHOIO 13 IPUYUH PAKOBOI KaxeKcii (BUCHAa)KEHHS opraHi3My). Brcoka akTUBHICTh
[JIIKOJI3Y HMPU3BOAMTH 10 MiABHILEHHS KOHIEHTpPALli MOJOYHOI KUCIOTH B KIIITHHAX IMYyXJIUHH,
PO3BUTKY alMI03y, LU0 Bele 1O MOPYHICHHS >KUTTENISIIBHOCTI caMOi KJIITHHM (30HAa HEKPO3y
po3TaloBaHa 3a3BUYail B IIEHTPI MyXJIMHHU), TOCUJIEHHS MPOLECY MeTacTa3yBaHHA (OCh HYOMY
OJTHIETO 13 O3HAK 3aITyIIEHOTO PaKy MUIYHKY € MOsIBa MOJIOYHOI KHCJIOTH B ITYHKOBOMY COITi ).

(98]
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2. 'nikoreHoi3 - 11e mporiec po3mnaay rIiKOreHy.

Buympiwnvoxnimunna nokanizayia: yci peakiii TJiKOT€HOJi3y MPOXOIiITh B LUTOIUIA3Mi, 3a
BUHSTKOM OJIHI€T, SIKa IPOXOJIUTh B CHAOIUIA3MAaTHYHOMY PETHKYITYMi

Toniuna nokanizayia: TIKOTEHOI3 IHTEHCUBHO POXOIUTH Y M 533X, MEUiHIlI Ta HUPKAX.
Mexanizm. Ilin BrmmBoMm riikoreHdochopunasn Ta ¢GochaTHOI KUCIOTH BiJl MOJICKYJIH
[JIIKOT€HY BiJIIEIUTIOETHCS TIIIOK03a Y BUIVIAI TITI0OK030-1-hocdary, sikuil naii i30Mepu3yeThCs
3a y4dacTi pochOorIroKoMyTa3H B TI0K030-6-hocdar, moganpiina A0 IKOTO MOXKE PI3HUTHCH. B
MEYiHIIl TIOKO030-6-bocdaT TmiJ BIDIMBOM TIOK030-6-hocdartazu (B EHIOMIA3MATUYHOMY
PETUKYITYyMi) MIEPETBOPIOETHCS HA BUIBHY TIIFOKO3Y, SIKa TIOCTYIAE B KPOB 1 JOCTABIISETHCS B 1HIII
opranu; B M’s3aX BIJACYTHIH (epMeHT Tok030-6-pocdaraza, ToMy rimroko3a-6-pocdar
BUKOPUCTOBYETHCSL I OTPUMAHHS €HEprii 1 po3magaeThCs UUBIXOM aepoOHOro ado
aHaepoOHOTrOo TIIKOJII3Y 10 MipyBaTy abo JaKTary.

[ FH}OK030—6—(1)00(1)aTa3a]

¢dochopunaza IMeuinka TJII0KO3a

: + H,PO,
I'nmikoreH| ————#= 1110K030-1-hochaT —— rar0K030-6-Pochar

amino-1,6- docdorimro- .

rTiKO3Ma3a KOMyTa3a M'si3u TIIKOM3
bionociune 3nauenna 2nikocenonizy. 1) EHepreTuune: eHepreTHyHHil OanaHC aHaepoOOHOTO
OKHCHEHHS TIIIKOT€HY J0 MOJIOYHOI KHCIOTH B CKeJeTHHX M’si3ax ctaHoBUTh 3 AT® (mix vac
po3maay TIiKOTeHY B TIIKOJII3 BCTyNAae HE BUIbHA TIIOKO3a, a IIIIOK030-6-pocdar, ToMmy mpu

TJIIKOT€HOJII31 He MPOXOAWTH TIIOKOKIHA3HA peakiis i 3arpadaerbes Ha | AT® menme). 2)
[aikorenouii3z B mewinmi 3a06e3neuye NiATpPMMAaHHA PiBHS INIIOKO3M B KPOBi y MPOMIXKKaX MIXK

HprunoMamu . . 1K1 AJeHITaTIUKIa3HUNA MEXaHI3M BIUTHBY
(moctabcopOTHBHMI Tepioa) Ta FOPMOHIB Ha [JIKOTEHOT3
miJ 4Yac I1HTEHCHBHOI (Di3U9HOT
pobortu. AJleHiTaTIHKIa3a
. . . (HEeaKkTUBHA)
Pezynauin 2/1IKO2EeH0T1I3Y. .
<«——— |AllpeHaiis,
Perynstopaum bepmMeHToOM l OKANOH
TJIiKOTEHOMi3Y € TN —
riikoreHpocdopuiaza (axTHBHA)
(Ko(epMeHTOM € |bochoiecrepasa — | Iucyiin
. 1
nipugokcanbochar — aKTHBHA &
(dopma BiTamiHy Be), aKTHBHICTb AT®) —— [IAMY — = AMD
KOl ~ 3HWXKYE  IHCymiH, a -Pu -H,0
M IBUIIYIOTH TOPMOHU
YIO p. nAM®-3anexxna nAM®-3anexna
aZIpCHAJIIH Ta TIIOKArOH (MlCI_IeM IpoTeiHKiHa3a |<e———— | IpoTeiHKiHa3a
1 TJIIOKaroHa € IeYlHKa, a 0 (axTuBHA) (HeaxkTuBHA)
aJipeHaNiHy 4YyTJUBI OUIBLIICTB
. . . Kinaza
KIITHH OPraHi3My, B TOMY :mcm dochopinasa
MeYiHKa Ta CKEJeTHI M SI3H). b (HeaxTuBHa)
['nmikorenomi3 € HaWO1IBIIT TAT®
i’
AKTUBHHUM B ITOCTaOCOPOTUBHOMY e Mg
nepiofl y nediHuil (3MEHIIYEThCS docdopunaza
CITiBBIJHOIIEHHS 1HCYJIiH/IIIFOKa- b (akuBHa) i
. JIIKOTCH
TOH), a TaKOX 3a IHTCHCHBHHX
(1)i331’qHI/IX HABaHTaXXCHb B l (CaltuOen PO
doc
, opunasa ®dochopunaza
CKEJIeTHUX  M’s3aX  (3pocTae | b (seaxrnsHa) m’ a (axtusHa) |- ™ J\\ T'miokoso-
BMICT aJJpeHaJIIHY). [nikoren 1-docdar

4ATO 4A1D

AKTHBaIlSl  TIIKOTEHOJII3Y (C.H,,0,)n-1

FOPMOHaMM  @JIpeHAJIHOM 1
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TJIFOKarOHOM 3IIMCHIOETHCS 3a JIOTIOMOT' OO 0araTrocTymH4YacTol CUCTEMHU 1o
aJICHUTaTIUKIa3HOMY MeXaHi3Mmy. [loCHIIeHHST TOPMOHAJIbHOTO CHTHally BiJlOyBa-€TbCs
JABUHOMOAIOHO (KacKaJHMM MEXaHI3M) 1 Ha KOXXKHOMY €Tari IMOCHUIIOEThCS Npuoimu3Ho B 10
pasiB. 3HIKEHHS KOHLIEHTpAIil IIIOKO3W B KPOBI € CHUTHAJIOM JJIsSi BHIUICHHS agpeHaNiHy i
rrokarony. Lli rOopMOHM TNPUETHYIOTHCSA OO0 CHENU(IYHUX PEUEeNnTOpiB Ha IUIa3MaTHYHIA
MeMOpaHi KIITHH-MIIIEHEH 1 aKTUBYIOTD iX. AKTUBHHIA TOPMOH-PELETITOPHUIA KOMILIEKC, Yepe3
nocepenHunTBo G-0ijika (OUTOK-TpaHCAYKTOP) aKTHBYE (EPMEHT aJeHIIaTIUKIA3y, sKa
3HAXOJUTHCSA 3 BHYTPINIHBOI CTOPOHM IUIA3MATUYHOI MEeMOpaHH, a Ied (epMeHT KaTamii3ye
yTBOpeHHs 3 AT® BTOPUHHOTO MMOCEPETHUKA TOPMOHATIBLHOTO CUTHATY (MeceHKepa) — HAM®
(mukJiyHoro ageHosuHmMoHodocpary). tAMD akTuBye mpoTeiHKiHazu (depMeHTH, sKi
nepeHocsITh 3anuiiok (ochopHoi kucinoru Bim ATD Ha OiIOK-MIIIEHB), SKI MEPETBOPIOIOTH
HEaKTHBHY KiHa3zy ¢ochopunazy b Ha akTuBHy KiHa3y ¢ocdopuiazy b, a BoHa y CBOIO 4Yepry
aKTUBYE HAacTynmHuM (epmeHT — (ocdopunazy TIiKOreHy, NepeTBOPIOIOYM ii 3 HEAKTUBHOI
dopmu «b» B akTHBHY (hopMy «a». AxTuBHa (Gopma (ochopunazu Katanizye po3IIEIUICHHS
JaHIfora TJIKOTeHy 13 BIAPUBOM B HBOrO TJIOK030-1-hocdary. Takum uuHOM,
rimikorendocopunaza akTuBHa |y  ¢ochopuiboBaHiii  Gopmi 1 HeakTHBHA — Yy
nedochoprboBaniit hopmi.

B anenimarnukiasHii cucTeMi iCHYIOTh 1 00MeKYBaJdbHi MeXaHi3MH, MpHU3HAYCHI IS
3YNUHKM TOIIUPEHHs curHany. Jlis ajgeHinaTuukiIa3u BpIBHOBaXyeThCs (hocdoaiecTrepasoro,
ska pyiiHye tAM®. ToOTo0, micis NpUIMHEHHS CeKpelii axpeHaniny abo TIKaroHy CUCTeMa
perynuii rIKOreHoMi3y IPUXOIUTh B HEAKTUBHUI CTaH 1 BUBLIBHEHHS INIOK030-1-ocdaty i3
TJIIKOTeHY TalbMyeThCs. Po3maja TIKOTeHy TaKOXX TalbMYEThCS IHCYJIHOM, SIKUM aKTHUBYE
docdomaiectepasy, mo pyitnHye TAM® 1 TUM caMuM 3anobirae akTuBallii riuikoreHGocPopuiasm.

3. AepoOHe OKMCHEHHS TJIKOKO3M — 1€ MPOIEC MOBHOTO OKMCHEHHS ritoKo3u 10 CO> Ta BOJIH.
Buympiwnvoxnimunna noxanizayis: 9acTuHa peakilid MPOXOJUTh B IIUTOILIA3MI, a YACTHHA B
MaTPHUKC1 MITOXOHAPIH
Toniuna noxanizayia: TPOXOJUTh B OLIBIIOCTI TKAHWH Ta OpraHax 3a BHUHATKOM THX, Y SKHX
nepeBakae aHaepOOHUH TITIKOII3 (IUB. BUILE).

Mexanizm. AepoOHE OKUCHEHHS TJIFOKO3H BKJIIOYAE TPU OCHOBHI €TaIu:

v Po3uienyieHHsl TJIIOKO3HM 10 mipyBaTy (aepoOHMIi IJIiKo.i3) BigOyBa€ThCsI B MUTOILIA3MI
MpU JOCTAaTHIX KUIBKOCTSIX KHCHIO B KIITHHI. 3a nmx ymoB riikomitnunuii HAJIH
(yrBOpeHMIi B peaklii OKHCHEHHS Tiilepanbaerii-3-gocdary) He BUTpavyaeTbCcs Ha
BIJIHOBJICHHS MipyBaTy 0 JIAKTaTy, a 3a JOINOMOIO IJinepo¢ocdaTHOro 4 MajaaTHO-

acnapTaTHOro I eran
YOBHUKIB Farokoe3a ----=------------ 1—-----» 2 Mipysar
TPAHCIOPTYEThCS B
2 HAJIH 4!!‘

MlTOXOHI[pll 1 IuTomaazma
OKUCHIOETBCS Yy =====-- B B B B
JNXaJTbHOMY g E Miroxonapii

. g = 2 MipyBar
JIAHOOT'Y, .g. § E § -

v OKHcHE % E E E II etan l—>2 HAJH—— .6 T®
= & F
;[eKapﬁ(.)Kcnnta : : 2 AuermaKoA
HHA mipyBaty 3 E =
YTBOpEHHAM = = 6 HAIH —= (8 ATS
v . 24 AT®

anermi-KoA ATe I eran
BiJIOYBa€eThCS B ' '—>2 ®AJTH, —»
MaTpuKCi €O, +H,0
MITOX,OH'HPIH 3a EneprernuHuii 6a1aHc NOBHOT0 a¢pOOHOI0 OKMCHEHHS
ydacti 1 mostexy.tu raokosu cranosuts 30-38 AT®
MYJIbTU(EPMEH-

THOTO MIPYBaTAET1APOT€Ha3HOI0 KOMIUIEKCY;
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v' Oxucuenns anerwi-KoA po kinueBux mpoaykris o6miny CO: i H20 Big0Oysaerhes y
miToxouapisax B LITK Kpebca Ta ntuxainbHOMY JIaHIIOTY.
YoBHMKOBHUII MeXaHi3M TPAHCIOPTY NPOTOHIB i3 HUTONJIA3MHM B MiTOXOHAPIL

[Ipoiecn nerigpyBaHHs B HAHOUIBIIMX MacmTadax MPOXOJATh B MITOXOHAPIAX, [€
3ocepemkeHi aeriaporenasu LITK, B-okucHeHHs )XKUPHUX KUCIOT Ta iH. [IpoTe BeNMKi KiTbKOCTI
BonHio (i BimnmoBimHO HAJIH2) yTBOpIOIOTBCS TakoX Y LMTOIUIa3Mi B MPOLEC IIIKOMI3Y.
MeMm6pana Mitoxonapid HenponukHa st HAJIH»>, Tomy mnepeHeceHHs aToMiB BOJHIO i3
IIUTOILIa3MHU B MITOXOH/Ipii 3a0€3MeuyroTh CrielialbHi YOBHUKOBI CHCTEMH.

IminepoJsdochaTrna YoBHMKOBA cHCTeMa MpEACTaBiIcHAa B KIITMHAX OUIMX M’s31B Ta
rernaTouuTax, MpoTe BiZICYTHA B KapaiomionuTax. YTBopeHuid B muroruiazmMi HAJIH» Bignae asa
aTOMHU BOJIHIO Ha JuokcuaneToHdocdar 1 yrBoproeTbes Tiineposi-3-gocdar, SKUH MpOHUKAE
yepe3 MeMOpaHy B MITOXOHApit0. B marpukci miToxouapii Bia riinepoin-3-¢pocdar 3a ydacti
OAJ[ BIALIEIUTIOETHCST JBa aTOMU BOJHIO 1 YTBOPIOEThCS JUOKcHaneToHbocdar, sKuit
MOBEPTAETHCS B IIUTOILIA3MY 33 HOBOO TIOPITIEI0 aTOMIB BOJIHIO, a TaKOXK CUHTE3yeThess DA JIHo,
OKHMCHEHHSI SIKOTO B JUXaJlbHOMY JIaHIIOry aae 2 ATO.

Laiuepoa- - I ninepo-
3-pocpar 3-pocdar
T .
HAJ * { Matpukc | DAL
 Lurosoun | | miTOXOpIii | AuxaibHui
b ‘ JAHIIOT
HAJH, ®AIH) — .5 ATO
v
JIMOKCHALIETOH- <= JnoxkcHaneToH-
docdar docdar

Magnar-acnapraTHa Y4OBHHKOBA CHCTeMa € OUIbII YHIBEPCAJIbHOIO, JOKAII3YETHCS B OaraTbox
TKaHMHAX Ta OpraHax, B TOMy 4ucii cepui. YTBopenuil B nuromiazmi HAJ[H» Binnae asa aromu
BOJIHIO Ha OKCAJIOAIleTaT 1 YTBOPIOEThCA Malart, sSIKUW Jalll TPaHCIOPTYEThCS B MITOXOHJpit0. B
MaTpMKCi MITOXOHApPii Bix Mamary 3a ydacti HAJ[® Bimmeruroerbcs aBa aTroMd BOIHIO i
YTBOPIOETBCSL  OKCAJOAlleTaT. 3BOPOTHIA TPaHCHOPT OKCAJOAlEeTaTy 13 MITOXOHAPIA B
IUTOIUIa3My MOJKJIMBMH JIMIIEe Ticias HOro mnepeTBOpeHHs B acmapraT. Jlami acmaprar B
LUTOIJIa3MI NEPEXOJIUTh B OKCaJoaleTaT, KU MOXe MpHUEIHYBaTH HOBY MOPLII0 aTOMIB
BOJHIO. Ll 4YOBHMKOBa cucTeMa €HepreTMYHO OuTbll e(pEeKTHBHA, TakK SIK IepeAae BOJIEHb Ha
mitoxorapineauii HAJT 3 yrBopennsm HAJIH,, OKMCHEHHS SKOTO B IUXAIbHOMY JIAHIIOTY Ja€
3 ATO.

Maunar = Maajar

' : 5 i Marpukc |

i [lnT03041B | - o |

5 : i MiTOXOAPII |
----------------- I H A H + .
O-KeTOIIyTapaT <= O-KeTOor/IyTapar Auxanbuuit

JIAHIIOT
HAJH,) — = 3 AT®
Acnaprar - Acnaprar
J
Oxkcamnoanerat I'nmyramar I'nyramat OxcaJjioamerart
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Enepzemuyunuil 6ananc aepooHoz0 OKUCHEHHA 2110KO3U. 3arajibHa KITBKICTh MoJekyn ATO,

1110 TEHEPYETHCS 32 YMOB ITOBHOTO OKUCIIEeHHs rmoko3u 10 CO2 ta H20, cknanaeTses 3:

» EHEPreTHYHOro 0ajaHCy aepooHOro riikoJisy (2 monekyau ATD);

» kinpkocti mMosiekyn AT®, ski yTBOPWIMCH 32 PaxXyHOK OKHCHEHHS B MITOXOHJPIsSiX JABOX
MoJiekya riaikojituuynoro HAJH (4-6 wmomekyn AT®). IDmikomitnunuii HAJIH
YTBOPIOETHCS B IMTOIIA3Mi 1 3a JOMOMOrOI0 riinepoidochaTHOI UYM Manar-acrnapTaTHOl
YOBHUKOBHX CHCTEM TPAHCIOPTYETbCS B MITOXOHApIi mius okucHeHHsA. Sxmo 2HAJIH
TPAHCHOPTYIOTHCS IIiepoadocaTHUM YOBHUKOM, TO iX OKMCHEHHS B MITOXOHJpISX Jae
2x2=4 AT®, a K110 MajJaTacnapTaTHUM YOBHUKOM - 2x3=6 AT®;

» kinbkocti Moniekyn AT®, siki yTBOPHIINCH HA eTali OKHCHOTO 1eKapOOKCUJIYBaHHS JIBOX
MOJIEKYJ MipyBaTy 3a paxyHOK OKHCHEHHsS B MitoxoHapisx HAJIH, yrBopeHoro B
mipyBataerigporenasHiit peakiii (2x3 = 6 monekyn ATD);

» xinbkocti Moiekyn AT®, siki yTBOPHIIMCH 332 PaXyHOK OKHMCHEHHS JTBOX MOJICKYJ aleTHII-
KoA no CO; ta H>O B LITK Kpebcea Ta nuxansHomy nanmiory (2x12 = 24 monexynu ATD).

Takum 4MHOM, eHepreTHYHMI 0ajaHC MMOBHOTO OKHCIICHHS TIIOKO3U JIO0 BYTIJIEKUCIIOTO
raszy Ta BoJiu cTaHoBUTH 36-38 AT®.

bionozciune 3nauenns aepoonozo OKUCHEHHA 2/IIOKO3U.

1. EnepreruuHe (cHepreTnuHuii Oanmanc craHOBUTH 36-38 AT®). AepoOHe OKHMCHEHHS
TIIOKO3M TOBHICTIO 3a0e3Meuye eHeprieo TpuBany (i3uuHy poOOTYy, a TAKOXK € OCHOBHUM
JDKEPETIoM s OLTBIIOCTI TKAHWH Ta OPTaHiB.

2. Kara0oaiune: acpoOHE OKHCHEHHS — OCHOBHUU IIISAX PO3MaAY TIFOKO3H.

3. AHa0ojiyHe: IPOMIXKHI MPOAYKTH aepOOHOTO OKHCHEHHS MOXKYTh OyTH cyOcTpaTamu JUist
CHUHTE3y HOBUX MeTa0oIIITiB (13 TuoKcHaleToH(ocdaTy yTBOPIOIOTHCA Pi3HI KJIacH JIMiIiB;
i3 3-¢pocdorminepatry — cepuH; i3 MmipyBaTy — OKcajoaleTar, IIIOKO3a, allaHiH; i3
dbocdoenonmipyBary — acraprar Ta iH.).

4. Edexr Ilacrepa — B MNPUCYTHOCTI KHCHIO Y KIITHUHaX BiIOyBa€TbCcid TalbMyBaHHS
aHaepOoOHOTrO TJKOMI3Y 1 AKTUBYETHCSI TKAHUHHE JTUXAHHS.

Mexanizm: WOro TOSCHIOIOTh HAsBHICTIO KOHKYPEHIIT MK aHaepoOHHM TJIKOJI30M Ta
TKAaHMHHUM JMXaHHSAM 3a HeopraHiuyHuil ¢ocdar 1 AJI®. TkaHuHHE AMXaHHS BUKIUKAE: a)
3HWKEHHA HeopraHiuHoro ¢ocdary ta AJI® — HeoOXimHUX cyOCTpaTiB Ta aKTHUBATOPIB
(dbepMeHTIB aHaepoOHOTo IIiK0Mi3Y; 0) miABUILEHHS KUIbKOCTI AT® - anoctepryHOro iHriditopy
PEryasATOPHUX (PEPMEHTIB TIIIKOII3Y.

bionoziune snauenns: 3a6e3neqye Cnuprose GpoaiHHs AHaepoOHuii riikosis

NEPEeKIIIOUeHHsT KJIITHH Ha OLuIbId Troxo3a iioxosa
€KOHOMHMH Ta eQEeKTUBHUN MUIAX i :
OTPUMAaHHS CHEPTii.
Ecexm Hacmepa He i
cnpagoycyemovea U1 PaKOBUX \ v
KITUH (Y HUX OJHOYACHO aKTHBHUIM H3C_ﬁ_COOH H3C—ﬁ—COOH
aHaepoOHMI TJIIKONI3 Ta aepoOHe 0 0
OKHMCHEHHS TIFOKO3H) Ta THUX KIIITHH, HlpyBaT. [lipysar
y SKUX BIJICYTHI  MITOXOHApIT MipysatniexapOoxcuiasa
(epuUTpOLIUTH). CO,

0 ~HAJH, |
5. CniupToBe OpoaiHHS - 1€ MPOIIEC H3C—Cf \ETITAa;lﬂerlﬂporeHa:«:a
pO3Majy TIIFOKO3H 10 JBOX MOJICKYI '
eTusioBoro coupry. Jlokanizayin: AueTallseTiA
ner HpQHCC . 1p OX(')'HHTL. y Eﬂ%%nbneriﬂporeﬂaaa
[UTOIUIa3Mi KIITHH JPDKIDKIB  Ta HAJT \
JEeSKHX MIKpOOpraHizMax. B HyC—CH,—OH H3C—(|:H—COOH
TKaHWHAX JIFOTAHA CIIUPTOBE Eraton OH Jlaxrar
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OpOIiHHA HE MPOXOIUTh, OCKUIBKMA BIACYTHIH ¢epMeHT mipyBariaekapOokcuinaza. OnHak, B
OpraHi3Mi JIIOJMHH €TaHOJI YTBOPIOETHCSA B TOBCTOMY KHUINIKIBHHKY ITiJ] BILTABOM MiKpogopH, a
JalTi HaIXOUTh Yepe3 CUCTEMY reMOpPOiTabHIX BEH B KPOB.

Mexanizm: ciupToBe OPOMIHHSA TyXe CXOXKEe Ha aHACpOOHHH TIIIKOJI3 IO MOMEHTY yTBOPEHHS
mipyBaty. Jlami mig dYac cnupTroBOro  OpomiHHS — MIpyBaT — MIAJAETBCS  MPOCTOMY
JeKapOOKCHUITYBaHHIO 33 ydacTi HipyBTIeKapOOKCHIa3u (B TKaHMHAX JIOJWHU ISl pPeakiis He
NIPOXOJIUTH) JI0 allCTANBACTIAY, SIKHH B CBOIO YEPry 3a JIOTIOMOTOI0 aJKOTOJBACTIAPOreHa3H Ta
HAJIH> BiTHOBIIOETBCS B €THIIOBUI criUpT. B TO yac, sk mpu aHaepoOHOMY TIIIKOJIi31 mipyBaT
BiJTHOBJIFOETHCS JIO JIAKTATY.

Bionoziune 3nauennsa: CHIOTEHHUN €TAHOJA — II€ OJMH 13 META0OMIYHUX YMHHUKIB, SKI
BU3HAYAIOTh TICBHHUI XapaKTep, HACTPiH, MOBeniHKY. JIF0aHU, Y SIKUX HEIOCTaTHHO CHHTE3YEThCS
€HJIOTEHHOT'0 €TAaHOJy 4YacTillle CTPAXKAAITh JACMPECHBHUMH pO3JaJaMH Ta XBOPIIOTh Ha
AJIKOTOJII3M.

6. I'1rokoHeoreHe3 - CHHTE3 TIIIOKO3U i3 PEUOBHH HEBYIVIEBOJHOI NMPUPOAU (aMiHOKHUCIIOT,
areToHa, TIiIepyHa, JIAKTaTy, MipyBary Ta iH.). Y oOpraHi3mi JOpOocCioi JIFOJWHU 3a 00y B
mpoleci TIoKoHeoreHe3y Moxe cunresyBarucs 80-100 r riaoko3u.

Buympiwnvoxnimunna nokanizayis: TNPOXOJUTh B IHUTOIUIA3Mi, 3a BHKIIIOUCHHSM OMIHIET
peaxiiii, sika MPOXOANTh B MATPUKCI MITOXOHJIPIH.

Toniuna nokanizayisa: NPOXOANTH B MeviHII (CHHTE3YEThCs 10 90% BCi€l rTroK031), KIpKOBOMY
I1api HUPOK, TOHKOMY KHILIEYHHUKY.

Mexanizm. BUTBIIICTh peakIliii TIIOKOHEOTeHe3y MPOXOAHMTh 32 PaxXyHOK OOOPOTHUX pEaKIlii
TUIIKOJI3Y 1 KaTami3yeTbes TUMU K depmentamu. [IpoTe, Tpu peakii rikoizy TepMOAMHAMIYHO
HE3BOPOTHI (mipyBaTkiHa3Ha, PochodpykTokiHa3zHa, TIIOKOKIHA3HA). Ha 1mux cramisx peaxiii
TIFOKOHEOT'eHE3Y MPOXOIATh OOXITHUMU MUISIXaAMH.

00xioni (wmynmoegi) peaxkuyii 2110KoHeozeHe3y

1. HeobopoTHa peakiiis riikosizy ¢ocgoeHonipyBaT—nipyBaT J0Ja€ThCS 32 PaXyHOK JIBYX
peakiliii: a) mepeTBOpPEeHHs MIpyBaTy y OKCalOalleTaT MIIAXOM KapOOKCHIIYBaHHS 3a y4acTi
nipyBaTkapOokcuiasu (BiiOyBaeTbCsl B MITOXOHAPIAX, KOPepMeHTOM € kapOokcuOioTuH. Lls
peakuis € BoaHodac aHameporuyHoro g LITK  Kpebea); ©6) I'Td-3anexnoro
JeKapOOKCUITYBaHHS OKCaJIoaleTary bi (4] bochoenonmipysary 3a y4acrTi
dbochoeHonmipyBaTKapOOKCHKIHA3M (B1I0YBAETHCS B IIUTO30J1).

kap6okcuOioTuH (BiT. H) 0

oN ~c—OH 0
N /OH
C + CO, + AT® | + I'To N~
(lj o) = (IjzO -
| - AI® - on oy, - TA® - CO, OO
CH, | . |
[HipyBaTKa6OKCI/IJ'IaSa ] COOH (q)OC(i)OeHOJ'IH'IpYBaT- ’ CH,
) KapOOKCHKIHa3a )
mipyBar OKCaoarerar ocdoenommipysar

Crhin 3ayBaXMTH, IO TPAHCIOPT OKCcaloaleraTy i3 MITOXOHIpIH B LUTOIIa3My
3a0e31euyeThCsl TPhOMa YOBHHKOBUMH CHCTEMAaMM: MAJIATHOIO, aCTIaPTAaTHOIO Ta UTPATHOIO.

Manamna uoenuxkoea cucmema: B MITOXOHJPISIX 3a YydYacTi MalaT]eriporeHasu
BinOyBaeThcsi HAJIH-3amexHe BiIHOBJIEHHS OKcajoaleTaTy 3 YTBOpeHHSAM Mmainatry. OcTaHHIN
TPAHCHOPTYETbCA B LUTOMJIA3My 1 OKHCHIOETbCS MaJaTJEeriIporeHa3ol 3 YTBOPEHHSIM
OKCaJI0aleTarTy.

Humpamna wuoenuxkoea cucmema: B MITOXOHJPIAX 3a YYacTi LUTPATCHUHTA3U
BiI0YBa€ThCSl KOHJIEHCAIllsl OKcajloanerary Ta auetuia-KoA 3 yrBopeHHsM nutpaty. OcTaHHIN
TPAHCHOPTYETHCA B LUTOIUIA3MY 1 32 Y4acTi LUTPATIia3u PO3MAJAEThCs 10 OKcalloaleTaTry Ta
anetni-KoA.
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Acnapmamnua Y06HUKO0GA cucmema: B MITOXOH/IPISIX 3a y4acTi
acmapraramiHorpancgepasun (ACT) BinOyBaeTbcs TpaHcaMiHyBaHHS — OKcajoalerary 3
[JIyTaMaTOM 1 YTBOPIOETHCS acmapTar Ta o-Kertoriayrapar. OcCTaHHI TPaHCIOPTYIOTHCS B
[IUTOIUIa3My, JIe 3HOBY BCTYNAIOTh B PEAKIII0 TPAaHCAMiHYBAaHHS 3 YTBOPEHHSM OKcaloaleTaTy
Ta rIIyTamary.

Manamna yoénukoea cucmema

+HAJIH, R +HAJT
OKcajioarerar = Majiat = MaJiar > OKcajoalerar
-HAT -HAJTH,
[Manameriz[poreﬂ%a} [ManaTnerinporeHat;a}

l[umpamml YO6HUKoO6a cucmema

+anetmn-KoA +KoA-SH

OKcajioaneTar & [uTpar = [UTpaT & (OKcaJioarerar

(wrparia) N\

aneruia-KoA

Acnapmammna 408HuKo8a cucmema

+TImyTamar ACT

OKcaJjioarerar > acriaprar = acrapra OKcajioaneraTt
ACT \
Q-KCTOrryTapar * (l-KETOTJIyTapat riyTamat

2. Heo6opoTtHa ¢ocodpyKTOKiHA3HA peaKllisl J0JIA€TbCA HUIAXOM BimeruieHHs GpochopHOi
KkucyoTu Bix D-dpykTo30-1,6-mudocdara 3a yuacti ppykro3o-1,6-nudocdarazu.

PO:H
—~ 342
O—PO;H
2 o. H,C + 1,0 2 0. H,C—OH
H HO - H HO
H OH - ®u H OH
o H {@PYKT030-1,6-I{H(1)OC(1)aTasa] OH H
D-dpykrozo-1,6-gudocdar D-dpykro3o-6-docdar

3. HeobopoTHa rekcokiHazHa peakuisi TIIIKOII3Y JOJAETHCS NIISXOM BiIICTUICHHS 3aJIHINKA
dochopnoi kucaotu Bix D-rimoko30-6-pocdata 3a yuacti rioko30-6-pocdaraszu.

H,C—0—PO3H, H,C—OH
H < OH + H,0 H T OH
on H > og H
HO OH - Qu HO OH
H OH [ FHIOKO30-6-(1)OC(1)aTa3aj H OH
D-riitoko030-6-docdar D-riroxo3a
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Cyocmpamu z2ntokoneozene3y. OCHOBHMMHM CyOCTpaTaMu TIJIIOKOHEOTeHe3y € TIipyBar,
riinepanbaeria-3-gochar Ta okcamoanerar. Bcei peyoBMHHM HEBYITIEBOIHOI IMPHPOIH, IO
MOXYTh YTBOPIOBATH IIi METa0OJITH, TaKoX € cyOcTparamMH TJIIOKOHEOTE€HEe3y: N0 HHUX
BITHOCSATBHCS ~ JIAKTAT  (TIEPETBOPIOETHCSI B MipyBar), IJIIOKOTeHHI  aMiHOKHCJI0TH
(epeTBOPIOIOTHLCS Ha MIPYBAT Ta OKCAJI0AIeTaT), IJlilepuH (IEPETBOPIOETHCS B TIIIIEPATIBILT1/I-
3-dbocdar), KMPHiI KHCJIOTH 3 HEMAPHOK KUIBKICTIO aToMiB kKapOony Ta meradositu I[TK
Kpe6ca (mepeTBOpIoOTECS B OKCAIOAIETAT), alleTOH (IIEPETBOPIOETHCS B TIPYBar).

Mexanizm dyukuionysanns
210K030-n1akmammuozo yukay Kopi. B
MpaIlOlUNX CKEJIETHUX M f3aX Y
mporeci  aHaepoOHOro  TJIKOJI3Y

/

v

1
) 1
[
[
[
[
1o
]

’FJ‘IIOKOSa ‘4—-—’ T'mroxo3a ‘#—i— I'mroxo3a ‘

i i

i i

i B P i

TBOPIOETHCS JaKTaT KU ! o Do oo
yIEop o .| Trikonis l L P Tmoko-
TPaHCIOPTYETbCS. B IHEUIHKY i . P HEOTeHe3 |
1 | Y o !

IEPETBOPIOETCS  HA  mipyBar (B | P {1 [ Tipysar :
) . N Lo P ,
JIAKTaTACTiJPOTreHa3 il peakuii). i, AJIH, b L HAJTH |
. 1 1 1
[Tipysar B renarouurax | Dl P L T< 2}
1 ' [ H

BUKOPUCTOBYETHCS Ha cuntes | HAA Lo P HAIL
. 1 1 1 1

TJTFOKO3HU (B npoieci ’ Jlakrar —}—IH Jlakrar ‘-E—'b Jlakrar ‘ ;
[JIIOKOHEOTeHe3y), siKa Jalli BUXOAUTb . . SN N

y KPOB 1 3aXOILTIOETHCS CKEJICTHUMHU
M’s13aMu. TakuM 4HHOM, MIXK M’ I3aMuU
1 TMe4YiHKO (YHKIIOHYE TioKo30-makTathuid ki (Kopi), TOOTO mediHka mepeTBOproe
YTBOPEHUH Y M’sI3aX JIaKTaT B TJIIOKO3Y 1 MOBepTae ii Ha3a B M’ SI3U.

I'moko3o-nakraTauid 1k Kopi

Mexanizm dyukuionysanns
2/1I0K030-A/1aHIH08020 YUKITY.
BaxnmBumu cyocTparamu

[JIIOKOHEOTeHE3y €  aMiHOKHCIIOTH
(0co0MBO anaHiH), 0 YTBOPIOIOTHCS

.' i }

' ! 1

' ! 1

: : :

i ¥ ¥ i

: . ' b PR

B pE3ylbTaTi  po3maay M S30BUX i [JIFOKOHEO- i | i i TIIKOJI3

. . . ! 1 1

OinKiB i BKJIIOYAIOTHCS B | TeHE3 & ' !

| i ¥ :

[JIOKOHEOTEHE3  MPH  TPUBAIOMY ! ) ' ' .

: pr TP , o ITipyBar ' 11| Mipysar -

FOJIOJAYBAHHI YW TpUBAiA M’S30Bil ! ' o oamcaniy.

. 1 . 1 H -

poGoTi. To JIFOKOTCHHAX | TTpaHCélMlHy- ¥ i l P BAHHS i

. . .o 1

aAMIHOKHCIIOT BiHOCSTBHCS BCi | BaHHA 1, ¥ i
. . . . : . : ! . [ .

NPOTEIHOTEHHI aMiHOKHCIIOTH, OKpIM Ananin | *+—+ ’ Ananin ‘*'—,.\ ’ Ananin ‘ ;

nAeduuHy i misuny. B mpamroroumx o Do .- N N

M’s3aX  NpH  pO3Majl  TIIIOKO3U
YTBOPIOETHCS MIPYBaT, SIKUW BCTYIIA€ B
peaKIliio TpaHCaMiHyBaHHS 3 TJIyTaMaToOM 1 YTBOPIOETbCS O-KETOIIyTapar Ta anaHiH. OcTaHHIN
NOKUJAa€e M S3M 1 NOTparuige B MEUiHKY, A€ 3HOBY IEPETBOPIOETHCA B MipyBaT (LLISAXOM
TpaHCaMiHYBaHHS 3 o-KeToriayrapatoMm). [lipyBaT BUTpauaeTbcs Ha CUHTE3 TJIIOKO3U (B Ipolieci
TJIIOKOHEOT'€HE3Y), sIKa 13 TeMaTOUTIB TPAHCIOPTY€ETHCS B CKEJIETHI M’ A3H.

Pecynauia 2nioxoneozenesy. PerynaTopauMu ¢GpepMeHTaMH TIIIOKOHEOreHe3y € (ppykro3o-1,6-
nudocdaraza i mipyBarkap0okcm/ja3za aKTHBHICTb SKHX PETYJIIOEThCS MeTadoiTaMHu Ta
ropmoHamMu. Memabonimua pezynayia: auetwi-KoA € akTMBaTopoM MipyBTKapOOKCHIIa3u, a
AT® — axtuBatopoMm ¢(pykT030-1,6-nudocdarazu (ii inriditopom € AM®D). ['opmonanvua
peaynayia; TIOKOKOPTUKOINM, TIIIOKArOH Ta ajpeHalliH MiJBUILYIOTh CHHTE3 (PpykTo30-1,6-
nudocdarazu 1 mipyBaTKapOOKCHIIA3W 1 TOCHUIIIOIOTH TIIFOKOHEOTE€HE3, a I1HCYJIIH, HaBIaKW,
3MEHIIYE CUHTE3 PEryIsaTOPHUX (EepMEHTIB rimokoHeoreHesy. Ciifl 3ayBaXKUTH, 1110 aKTUBHICTb
[IIIOKOHEOT€HE3Y 3pOCTae B MPOMIKKAX MIXK MpHiioMamMu ki, Tpu TpuBaiiil ¢i3uuHiil poOoTi Ta,
0CO0JIHMBO, MiJ] Yac TPUBAJIOTO TOJIOYyBaHHA. Biomo, 110 MpH ToJI0yBaHHI, SKe TpPUBAE OuIblIe
00U, TIIIOKOHEOTeHE3 SBISETHCS €JUHUM IPOLIECOM, L0 [TOCTAYAE TITIOKO3Y B KPOB.

I'1r0K030-aTaHIHOBHI [TUKIT
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bionoziune 3nauennsa 2noKoneozenesy.

1. 3abe3nedye mMiATPUMaAHHS CTAIOTO PiBHA INIIOKO3H B KPOBI B MPOMIXKKAX MIXK IpUHOMaMH 1K,
MiJ1 Yac TPUBAJIOTO TOJOYBAaHHS Ta MPHU TpUBaIiK (Hi3udHIi poOOTI (1€ 0COOTMBO BaXKIMBO IS
MO3KY, SKUI BUKOPHUCTOBYE TIIOKO3Y SIK OCHOBHE JDKEPEIIO SHEeprii).

2. bepe yuacTh B yTuiizaiiii MeTabOIIYHOTO «IIUTAKY» OPTraHi3My - MOJIOYHOT1 KHCJIOTH. ToOTo,
TJIFOKOHEOTeHe3 3a100irae po3BUTKY JIAKTOALUI03Y, aJKEe B XO/1 TIIOKOHEOTeHe3y JIaKTaT KPOBi
MEPETBOPIOETHCS HA TIIIOKO3Y.

7. Ilento3odochaTHuii muka (neHTro3zopochaTHUN MIIAX OKUCHEHHS TJIFOKO3M) — II€
ATPTCPHATUBHUN TUIAX OKWUCHEHHS TJIIOKO3W, SKHA  CYIMPOBOIKYETHCS  YTBOPCHHSIM
dochonentoz Ta HAJDPH. Ilenrozodocharnmii Uk Ha3UBAaIOTh TAKOXK ITMKIOM BapOypra-
Hixenca-Jlinmana-Edrensrapara (Ha 4eCTh BUCHUX, SKi BIIKPHIIA HOT0), aTOTOMIYHUM MUITXOM
po3maay TIIOKO3M (Bl KOXKHOI MOJEKYJIM TJIIOKO3HM, SIKa BCTyHa€ B LHUKJ, BiILICTUIIOETHCS
«BepxiBkay y Bunpiai COz), OpsAMHM OKHCHEHHSM TJIIOKO3W (B IMKII BigOyBaeThCs
Oe3rocepeIHE OKUCHEHHS TJIIOKO31), TeKC030MOHO(OCHATHUM IIYHTOM (B MEHTO3HOMY ITUKIII
YTBOPIOIOThCA TIinepanbaeria-3-pocdar ta Gpykro3zo-6-ocdar, siki MOKYTh OKHCHIOBATHCH
CTKOITHYHHUM IIJISTXOM).

Buympiwnsvoxnimunna noxanizayia: quToniasma.

Toniuna nokanizayia. 1. Bucoka aKTUBHICTb PEECTPYEThCA B KIITHHAX, SIKI IIBUAKO AUIATHCS
(TTIeHTO3HUHU IMKII € TOHOpPOM pub030-5-pocdary), a Takok B TKaHWHAX, Y SKUX IHTEHCHBHO
MPOXOJUTH CUHTE3 JiMiAiB (MeHTo3Huil muki € mrepearom HAJIDOH, sxkuil BUKOPUCTOBYETHCS B
peaKIisiX yTBOpEHHS JIMiAiB): MeviHKa, )KUPOBa TKAaHWHA, MOJIOYHA 3aJ1032, KOpa HAJHUPHHKIB,
crateBi 3ano03u, JdiMdoinHa TkanuHa; 2. CepeaHs aKTHUBHICTh BIJIMIYA€ThCS B E€PUTPOILIMTAX
(merro3odocharHuii UK MPOTUIIE TEeMONi3y epuTporuTiB); 3. Hwu3bka aKTHBHICTB
BHSIBJISIETHCS B Kap110MIOIIUTaX.

Mexanizm. Tlento3odochaTHuii 1WKI CcKIagaeTbes 3 ABOX cramin. Ha mepuiii cramii
(OKHMCHIOBaJIbHA, aepoOHa) 6 MOJEKyNn III0K030-0-pocdaTry OKUCHIOIOTHCS B HE3BOPOTHUX
peakuiax aexkapOokcwiyBaHHs Ta HAJIdD-3anexHOro neriipyBaHHs 3 YTBOPEHHSIM 6 MOJEKYJ
puOymno3o-5-pocdary, 12 HAJI®H> ta 6CO,. Ha apyriii craaii (HeokucHIOBanbHa, aHaepoOHa,
¢daza 130MepHUX TEPETBOPEHb) B XOJ1 3BOPOTHIX peakIliii i3oMepu3arllii, TpaHCaJIbI0Ta3HUX
(mepeHeceHHs TPHUBYIJIELEBUX (parMeHTiB) Ta TPAHCKETONA3HUX peakUiil (mepeHeceHHs
JBOBYTJIELIEBUX (pparMeHTiB 3a ydacTi TiamiHgudocdary) BiIOYBa€eTbCS MEPETBOPEHHS 6
MOJIeKyNn puOyno3o-5-bochar B 5 MoOneKyn TriarOKo30-6-hocdar. BakauBUMU NPOMIKHUMU
Mertabositamu 1€l cranii € ¢pykro3o-6-docdar 1 rainepanbaeria-3-gocdar, SKi MOXKYTh
BCTYMATH B TJIKOJI3 1 OKUCHIOBATUCH TTIKOMITUHYHUM HUISIXOM.

12HAZ®®  6CO, 12 HAJI®OH

6 TIok030-6-docdar » 0 pr6030-5-pocdar
(6Cy) OKl/lCHlOB.aJ'IbHa (6Cy)
cranist

1 niroko30-6-hocdar
(1Co)
5 rimoko030-6-docdar

(5Cy) HeoxucHioBanbHa
crajgis

Takum umHOM, B TIeHTO30¢0oCchaTHUN MUK BCTyHmae 6 MOJIEKYJ TIIOK030-6-docdary, a
YTBOPIOETHCS 5 MOJIEKYJ TIIOK030-6-(hocdaTy. MokHA MOMHUIKOBO MPHUITYCTUTH, IO B LUK
OKHCHIOETHCS JIMIIIE OJIHA MOJIeKyJa TIoKo3H. [IpoTe me mpumyiieHHs HEeBIpHE, apKe B MUK
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OKHMCHEHHIO IMIJISATAIOTh MEePIi aTOMU KapOoHY («BEpXiBKM») KOXKHOI 13 6 MOJIEKYJI TJIIOK030-6-
docdary.

OyHKIIOHYBaHHA TMEHTO30OC(HATHOrO IHMKIY B PI3HUX TKAaHWHAX BHU3HAYAETHCS
METa0OIIYHOI0 HEOOXITHICTIO: SKIIO Yy KiIiTHHAX BUCOKI mnorpedbu y HAJPH>, To0
neHTo30(ochaTHUi UK MOXKE€ 3aKIHUYUTHUCh YK€ Ha IMepIIid cTamii; SKIO0 KIITHHH HE
notpeOyroTh Benukoi kimbkocti HAJI®H»>, ane icHylOTh BHCOKI MOTpeOM B TEHTO3aX, TOMII
MIPOXOMTH JIpyra cTafdis MeHT030(hochaTHOTO UKITY.

Peaxuyii nenmo3zogochpamnozo yuxny

OxucHoBanbHa cragis: 1) HAJD-

: H,C—0—PO3H,
3alIe)KHE JIET1IPYBaHHS TIIFOK030-6-hocdary 3a

i ; H OH
y4acT1 rmo1<o3o-6-(b00d)aTL[ermporeHa3H 3 H H
YTBOPEHHAM  6-(OC]OIIIOKOHONAKTOHY 1 o\ OH 1
HAJI®H; 2) rigponis 6- —_

(GOChOrIIIOKOHONAKTOHY 3a y4acTi JIAKTOHA3H
no 6-dochormokonary; 3) HAJD-zanexHe

. HAOD
JCTIIPYBaHHA Ta  JICKApOOKCHIyBaHHA  6- (FJ“OKOSO -6- ‘boc‘baT M @
HA}I(I)H

D-rimok030-6-hocdar

. T OIr'¢Hasa
docdormokonary 3a y4acTi 6- AeTip
docdorIFoKOHATIETIAPOTreHa3 3 yTBOPCHHSIM

H,C—0—PO3H,
pubynozo-5-bocdary, CO, Ta HAJIOH-.

. H O
HeoxkucHioBajbLHA cragis: 1) H -
. . og H —0
i3omepu3sanisa 6 monexkyn pudynozo-5-pochary
. HO
(Cs) B 4 Mmonekynu keuimyno3o-5-ocdary (Cs) i on

2 wMonekynn pubozo-5-bochary (Cs) mia
BILTMUBOM ernimMepasu; 2) nepuia

. H,0
TPAHCKETOJIA3HA Peakuisi — Mpu B3aEMOIIT 2 (maxroraa) @
JJaKTOHa3a
2

MOJIEKYJT ~ KCcriryno30-5-pochary (Cs) 3

6- (bOC(borﬂIOKonaKTOH

MOJIEKYJIAMH pr6030-5-hocdary (Cs) COOH
YTBOPIOIOTHCSI 2 MOJIEKYJIM TIIIepalibaeria-3- Peakuii nepuoi cranii HC—OH
dochary (C3) 1 2 MONEKYIU CEIOTENTYya030-7- 1enT030(hochaTHOro

docdary (C7); 3) TpaHcanba0Ia3HA peakUia — UMKy HO-C—H
Opyu B3aeMOAii 2 MOJIEKYJ CeAOrenTyao30-7- HC—OH

docdary (C7) 3 2 MoneKyJIaMH TIIEpaIbIeTi-
3-docdaty (C3) yTBOPIOIOTHCS MO ABI MOJIEKYIIN
eputpo3o-4-pocdar (Cs) 1 Ppykro30-6-pocdar H,C—0—PO3H,
(Cé); 4) npyra TpaHcKeToJIa3Ha peakilis — Ipu
B3a€MOAIl 2 MOJeKyll KCUIya030-5-pocdary
(Cs) 3 2 monekynamu eputpo3o-4-pocdara (Cs) [6-<1JOC¢)0FHIOK0HaT-J HAN® @

HC—OH

6-thocorarokoHaT

YTBOPIOKOTHCS 2 MOJIEKYIM TUIIEpabaeria-3- AcTiAporerasa

dochary (C3) 1 2 wmonekynu (HpykT030-6- HAJZIOH, Co,
docdary (Ce); S) 2 MoneKyau Tiilepaibaerii- CH,OH
3-bocdaty (Cs) yepes cramiro i3omepusarlii B lC:O
nuokcuareroHgocdar (Gs) MOYTb

KOHJICHCYBAaTHCSI B MOJCKyly (pyKT030-6- HC—OH
docdary; 6) i3omepu3amis S5 MoJeKynI HC—OH

bpykro3o-6-pochary (C¢) B 5 Momekyn

rmoko30-6-gpochary  (C¢) mig  BIUIMBOM H,C—0—PO;H,

dochorexcoizomepasi. pubynozo-5-pocdar
Pezynauyia  nenmosogpocghamnozo  yukny.
Perynsatopaumun bepmenTamMu € IIII0K030-60-(ocdaTaerizporenasa Ta 6-

docdornokoHaTIeriiporeHa3a, aKTUBHICTh SIKUX PETYJIIOETHCS TOPMOHAMHU Ta METa0oJiTaMu.
Incynin Ta HAJI® migBuInylOTh aKTUBHICTh BKa3aHUX (hepMeHTIB, a riokaroH Ta HAJI®H»,
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HaBIIAKU 3MEHIIYIOTh. ToMy meHTo30¢ochaTHUI LUKI HPOXOIAWTH IMiJ] 4Yac XapuyBaHHS B
abcopOTUBHUH TIEpioI.
bionoziune 3nauenna nenmo3zoghochammnozo yuxny.

1.

€ mxepenoM (ocPOpUITLOBAHUX TEHTO3 (i1 CUHTE3y HYKJICTHOBHX KHCJIOT, KO(GaKTOPIB,
HYKJIeoTH1iB), Tpio3 (C3), TeTpo3 (C4) 1 1HIIMX MOHOCAXapHU/IiB.

[uxn nmocravae 10 50% HAJIOH>, sskuii BAKOPUCTOBYETHCS HA PI3HOMAHITHI 1T KIIITUHU:
v BUKOPHUCTOBYETHCS ISl CHHTE3y >XKHPHUX KHCJIOT, XOJIECTEPUHY, KOBUHHMX KHCIIOT,

3a0e3nedye BiAHOBJIGHHS TJIYTAaTIOHy 1 TOMY 3amo0irae mMepeKHuCHOMY TI'eMOJi3y

v’ Gepe yudacth y (parorurosi, ajpke BHKOPHCTOBYETHCS JUIS TEHEPYBAHHS CYIEPOKCHII-

2.
CTEpOiTHIX TOPMOHIB Ta IHIIUX PEYOBUH;
v Gepe yuacThb y 3HEIIKOKEHHI KCEHOO10THKIB;
v
EPUTPOIIUTIB;
aHIOHY (aKMusHoi hopmu KUCHIO).
3.

€ Kepernom eHeprii s cepiis, NeUiHKU, TUMYCY.

Hamonocia nenmo3zoghochamnozo yuxy.

1.

[lpu ©HemocraTHOCTI BiTamiHy Bi 3MeHIIyeTbCS aKTHUBHICTh HEOKHMCHIOBAIBHOI CTafil
neHTo3odocharHoro nukiy (amke KodepmeHT TiamiHgudochaT HEOOXITHUHM IS
TpaHCKETOJa3).

[Ipy cmagkoBii  HEMOCTATHOCTI  IJIHOK030-0-hochaTaeriiporeHasn B €pUTPOIMTAX
BiIOYBA€ThCS TEPEKUCHUIN TEMOJII3 IUTA3MAaTHYHOI MEMOpaHU EPHUTPOILUTIB T4 BHHHKAE
reMOJIITHYHA aHeMis (IHKOJW ii PO3BHTOK IHIIIIOETHCS TPUHOMOM TMPOTUMATISPIHHUX,
cynb(aHiIaMiIHUX TpemnapariB abo acmipuny). Takox i1 MpPOSIBE NMPOBOKYE BXKUBAHHS
MEBHOTO BHUAY XapuoBux 000iB (xBopoOa «paBizm»). MexaHi3M pO3BUTKY aHeMii mpu
BKa3aHIl CH3MMOIIATIi MOJISIrae B HACTYMHOMY: nedimuT riroko30-6-gocdataerigporenasu B
eputrpountax Beae M0 3MeHIIeHHs nponaykiii HAJIDH,, skuii 3a0e3meuye BiIHOBJICHHS
[JIyTaTiOHy, HEOOXITHOTO JUIsi 3HEUIKO/DKCHHS IEePEeKHCY BOAHIO. BHACHIiZoK IpOoro B
EpPUTPOLIUTAX 3MEHIIYEThCS BMICT BiJIHOBJICHOTO TIYTATIOHY Ta HAKOMUYYETHCS MEPEKUC
BOJIHIO, 1[0 BEJIE JI0 MIEPEKUCHOTO TeMOJII3Y EPUTPOIIUTIB.

8. O0min ¢pykTo3u. B opranizm ¢pykro3a mocrynae i3 Gppykramu 1 y ckiaal OypsiKOBOTO
IYKpPY — caXxapo3H, sKa T1IpOoJli3yeThCs caxapa3oro KUIIEYHHKa 10 (PPYKTO3H 1 INIFOKO3H.
Cunte3 GpyKTO3M: B TKAaHMHAX OPraHi3My Ta, OCOOJIMBO, B KPHUINTAJIHKY OKa, IIBAHIBCHKUX
kiaituHax [{HC, enpoTenito cyauH, CiM’sHUX BE3UKYyJaX YTBOPEHHS (PYyKTO3U BiJOyBaeThCs 13
TJIFOKO3W TI0  COpOITOJIOBOMY : :

I'excokinaza Copbironze-
HIIAXY. .

T1aporcHasa

Cnouarky IIFOKO3a AN® ATO

BiIHOBITIOCTECA Tl BITMBOM [q,pymmo 6-hocdar HM COp61TOJ‘I

HAJI®H-3anexH01 anpa030-

ATO.

(copbiTy), a ocTaHHIA Tmia

KTa3u 1TOI -
penyKTas so COpE o1y ®pykTokiHaza 3 fc[ aJb1030-
= < (penykrasa
+

AJlD

BIUTMBOM copOiToM- n
JIeriiporeHasu Ppyxro3o-1-docar
MIEPETBOPIOETHCS Ha " Dpyrroso-1-pocdar-

bpykTO3Y. IMocuiaenns ‘ ambnonasa (B) }

cop0iT0JI0BOTO HISIXY

00MiHy IUIIOKO3M Mae Micie Uninepanbzerin  Jluokcuanerondocpar

npu LyKpoBoMy aiaberti. 3a
IUX  YMOB  BIAMIYAa€THCS
HAKOMUYEHHs1 copbiToy B
KPUIITAJIUKY OKa (€ OJHIEIO
13 OpuyMH  A1a0eTUYHOT
KaTapakTH), Yy MIBaHIBCHKHUX

AT®
| Tpio30KiHa3a
ANlID®
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KIITUHAX (BeAE 0 PO3BHUTKY HEWpomaTiid), a TaKoXX B C€HAOTENl CyauH (OJWH 13 YHHHUKIB

¢dbopmyBaHHS aHTiONATIi).

Kara6oaizm ¢pykro3u (Pppykrouaiz). B muroruiazmi Ta MITOXOHAPIIX KIITHH (PyKTO3a

OKHCHIOETBCS TPhOMA [IUIIXaMH:

V' cop6iTo10BUM HLIAXOM: (DPYKTO3a BiIHOBIIOETHCA 3a ydacTi COpOITONAErigporeHasy 10
copOiTomy, sIKUH i1 BINIMBOM QJIbI030PEIyKTa3H MEPETBOPIOETHCA Y TIIIOKO3Y.

v\ rAiKOJITHYHMM Ta NeHT030(ochaTHUM LUIAXOM: BKIOYEHHS (PYKTO3M y BKa3aHi
MeTaboMiuHI NUISIXU BiAOyBa€Thcs HA piBHI Takux Mmetaboumiti: 1) ppykTozo-6-pochary
(yrBOproeTbest  BHAcHigok (GochoprinyBaHHs GPYKTO3W 3a ydacTi TIeKCOKiHaszM);, 2)
riinepanbaeria-3-gocdary (cnepury 3a ydacti GpykrokiHazu (pykro3a GpochopriIroeTses
no  ¢pykro3o-1-dhocdhary, saxkuii mig  BmIuBoM  GpykTO30-1-docdaransaonazu
PO3ILIEIUTIOETHCS HAa AMOKcHarieToHdocdar 1 rmuepanpaeria. Octanniid hochopuinyeTbes 10
rmnepanpaeria-3-gocdary).

bionoziune 3nauenna ¢pykmonizy. 1. EHepreTnune: OKHMCHEHHS (PYKTO3U TIIKOJIITHYHUM

HUIIXOM € JDKEPEeoM eHeprii ajs 0araTboX TKaHWH, OCOOJHMBO, Ui CHEpMaTo30imiB; 2.

AmnabouiyHe: 13 MPOMDKHHUX MPOAYKTIB (PPYKTOJI3y MOKYTh CHHTE3YBATUCS TIIOKO034, TIIKOTEH,

JIiAU, aMIHOKUCIIOTH, HYKJICOTUIU Ta HYKJIETHOB1 KMCIIOTH.

Ilamonocia kamabonizmy ¢pykmoszu. 1) HenepeHocumictb ¢pykTo3m (00yMOBIEHa

nedinutom GpykTo3o-1-docdaranbronasu (anpaonasu B), mo Bene 10 HAKOMUYEHHS PPYKTO30-

l-bocary, skuit OnOKye po3man TIHIKOTEHY 1 BHKJIMKAE rinmorjikeMilo Hartue); 2)

¢ppykrozeminn (peecTpyeTrbecsi AePimUT (HPYKTO30KIHA3H, BHACHIIOK YOTO MMOPYIIYETHCS

dochoprnyBanss GpyKkTO3U 1 HAKOMMUEHHSI OCTAHHBOI B KPOBI).

9. O0MiH rajakTo3u. YTBOPIOETHCS Y KUIIEYHUKY 13 MOJIOYHOTO ITyKPY (JIAKTO3M) i/ BILTMBOM
(depMeHTy J1aKTas3u.

CuHTe3 rajaKkTo3u: IPOXOIUTh B JAKTYIOUii MOJIOYHIH 321031 13 TIIFOKO3H.

Kara6oaizm ranakro3u (rajakrodiz). B nurominasmi Ta MITOXOHIPISX KITHH TajlakTo3a
OKHCHIOETHCS TJIIKOJITHYHUM Ta MeHT030(ocaTHUM HIJISAXOM: BKIIOYCHHS TAJIAKTO3U Y
BKa3aHi MeTaboNiuHI NUISXU BiAOYBaeThcs Ha PIiBHI TIIOK030-0-pocdary: cmepinry ramakros3a
docopmintoeTbes TamakTOKIHA30k0 J0 TrajakTo3o-l-ocdary, Skuil NEpeTBOPIOETHCS Ha
TJII0K030-1-docdaT 3a yyacTio rajakros3o-

1-bocdaTypununtpanchepasu. Hani TanaxTosa
IJII0K030-1-gocdar mepeTBoproeThCs Y

TJIFOK030-6-ocdart. )
bionociune 3nauenns 2anaxkmonizy. 1. FaHaKTOKlH%éJ
Al

EnepreTriune:  OKHUCHEHHS  TaJlaKTO3H

[JKOMITHYHUM —[UIAXOM €  JDKEPEJIoM

eHeprii s 0araTb0X TKAHUH 1, 0COOJIMBO, ["anakro30-1-pocdar

JUIsL  JTAKTYKOUOI MOJIOYHOI 3anmo3u; 2. YV ]1®-riroko3a

AmnaGoiiyHe: 13 TPOMDKHHX MPOAYKTIB ‘ranaKT03a-1-q)00(I)aT-J
rajlakToii3y  MOXYTh _ CHHTE3YBaTHCS V/I®-ranaxrosa ypuaAITpaHcPepasa
JIAaKTO3a, TJIIOKO3a, TJIKOTEH, JIIiIH,

aAMIHOKHUCIIOTH, HYKJICOTH/IU Ta HYKJIETHOBI I'moko030-1-ocdar

KHCJIOTH.

Ilamonoczin 00Mminy 2a1aKmo3su. [(I’OC(POF HIOKOMYT%a]
I'anmakro3emist — crmaikoBe 3aXBOPIOBaHHS

Opu  SIKOMY  pPEECTpYyeThcs  aedimut ['mroko30-6-dpocdar

ranakTo30-1-hocharypuaunrpancdepasu.
VY Takux JiTel 3pocTae€ B KPOBI pPiBEHb TrajlaKTO3M, PO3BUBAIOTHCS BaXKKI NMPOHOCH, KaTapakTa
(TTOMYTHIHHS KpULITAJIMKA), PO3yMOBa BIJICTaNIICTh, BPA)KalOThCS BHYTPIILIHI OpTaHH.
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10. I'nikoreHorenes (riaikoreHe3) — 11¢ MpoIEC CHHTE3Y TIIIKOTCHY.

Buympiwnvoxnimunna nokanizayia: quTongasMma.

Toniuna noxanizayia: TPOXOJAUTh B 0araTb0X TKAHWHAX, aJie HAMOUIBII IHTCHCUBHO B TIEYIiHIT 1
CKeJNeTHUX M’si3ax. B opranismi mictutbes 10 450 r rikoreHy, npuuomMy HaOiIbIIe B CKEJIETHUX
M’s13ax Ta mediHii. ['JikoreH 30epiraeThCs B UTOILIA3Mi KIIITHH y opmi rpanyin aiamerpom 10-
40 am. Jlo ckiagy MOJEKYN IBOTO MOJicaxapuay BXOAUTh ~ 50 TUCSY 3aJWIIKIB TIIOKO3, SKI
YTBOPIOKOTh PO3TATYKEHHS 3 4acToTo0 ~ 1 Ha 10 3anmuinkiB riitoko3. Bucoka posramyxeHicTb
[JIIKOTEHY Ma€ BaXJIMBE O10JI0OTiYHE 3HAYEHHS, OCKUIBKA OJHOYACHO BiJl TJIIKOTEHY MOXKE
BIIENIUTUCh BEJIMKA KUIBKICTh MOJIEKYJ TJIOKO3. [JIiKoreH € HaiOuibil epEeKTUBHOIO Ta
panioHanpHOI (POPMOIO 3alacaHHs TIIOKO3M B TBApMHHHUX KIiTHHAX. Bimomo, mo rirokos3a €
OCMOTHYHO-aKTHBHOIO PEYOBHHOK, TOMY ii HAKOMMYEHHS B KJIITHHI CHPHSIIO O BXOAY BOJH Ta
po30yxaHHIO  KiIiTHUH.  HaromicTh

[JIIKOTEH — MaJIOPO3UYMHHUM Y BOJII Ta Cxema cunresy
HE Ma€ OCMOTHYHOI aKTHBHOCTI, OCb TJIKOreHy
YoMy came i dopmi riIrOKO03a

y y (b p I'mroko3a
3a11acacTbCd B KJIITHHI. ATO
Mexanizm  2nikozenesy. I'nikoreH TJIIOKOKiHa3a
CUHTE3Y€ThCS 13  TJIIOKO3U B AN reKCOKiHa3a
abcopOTuBHIi mnepion. s cuHTE3y A
[IIKOTEHY HEOOXIIHMM € HasBHICTh r0K03a-6-ocdar

BUJIBHOI TJIIOKO3W Ta 3aTPaBKU -
ojirocaxapuiy, IO  CKJIQJa€ThCs
NpUOJIM3HO 3 8 3aJMIIKIB TJIIOKO3H.

MyTa3a

Cnouarky BiJIbHA JII0KO03a

noko3a-1-docdar
dochopminyerbes 10 TIIHOKO30-6-
doctary, skuit 3a ywacti Mmyrazm Y D-rmoxypoHin- VTO
[IEPETBOPIOETHCA y [JIFOK030-1 - TpaHcdepasa
docdar. Ocranniii B3aemosie 3 YT 1 H4P,07 (mipodocdar)
YTBOPIOETHCS Y AD-raroko3a V 1®-rmoko3a

(TpancnopTHa ¢opMa TJIIOKO3H), sKa

nepegae 1 Monekyly TIJIIOKO3M Ha _(C6H1005)“
MoJjieKyny 3aTpaBku. Ilpu 1mpomy YAD (ryikoreHcnHTasa)
BiZIOYBa€ThCS TOJOBXKEHHS 3aTpPaBKU (CeH 1005)ue

Ha | 3aJMIIOK TJIOKO3M 3a Yy4YacTi

depMeHTy TiiKoreHcHHTa3u. IIOTiM IMKJI MOBTOPIOETHCS, TMOKH HE YTBOPUTHCS MOJIEKYyJa
TIiKoreHy. Po3ramyXeHHsS B MOJIEKYJ TIIKOTE€HY YTBOPIOIOTBHCS 32 YYaCTIO PO3TalyKyHUOTro
depmenty - amino-1,4—1,6-rmiko3unrpancdepazu. lLlelt QepmMeHT mNoOuYMHAE IATH, KOJU
MOJIEKYJIa TTOAOBXKeHa 10 11 3ayIMIIIKIB TIIFOKO3U: BiH 3a0e3meuye epeHeceHHs PparMeHTy i3 6-7
3aJIMILKIB [IFOKO3HU 3 KIHIIB JIHIKHOT JUISHKY TJIIKOT€HY Ha BHYTPIIIHI 3aJIMIIKH TTIFOKO3U.
Pecynauyia znixozenesy. PerynsatopHuM (DEpPMEHTOM TIIIKOT€HE3Y € 2niKO2eHCuHmemasa, siKa
aKkTUBHa y HedochopuiaboBaHiil popmi. [HCyiH 301IbIITYE aKTUBHICTD LILOTO (PEPMEHTY, TOJI 5K
[JIIOKAroH 1 ajjpeHatid — ii 3HKYIOTh. TOOTO CHHTE3 IUIIKOTeHY aKTUBYETHCS B aOCOPOTHBHUMN
nepioJi, B TOH yac ik po3mnaj IiKOreHy - B TOCTa0CcOpOTUBHUIL mepiof.

IHlopywennsa cunmesy i poznady 2inikozeny. 1. ArjikoreHo3m — CHajKOBl 3aXBOPIOBAHHS IS
SKMX  XapakTepHO  TMOPYIIEHHS  CHUHTE3y  TIJIKOreHy uepe3 TeHeTHUHH  jaedexr
[JIIKOT€HCUHTETa3u. BOHM TPOSBISIOTHCS TIMOTJIIKEMIEI0 HATIE, MOKYTh BUHHUKATH CYJIOMH,
oco0muBo BpaHii. 2. [JIiKOreHO3HW — CIaJKOBI 3aXBOPIOBAHHS, MPHU SIKUX MOPYIIYETHCS PO3Maja
TJIKOTeHY. 3a IMX TMaToJIOTIM BIAMIYAETHCS TIMOTIIKEMis HATIIE, a TaKOX PEECTPYEThCS
HAKOMUYEHHs TJIIKOTeHY B MEYiHIl, M 533X, HUpPKaX, JIETeHsAX, IO Bele 0 30iIbIICHHS B
po3mipax Ta mopymeHHS (yHKIIA nux opradiB. Cepes TJIIKOT€HO31B BUIUISIIOTH HACTYIIHI:
xBopoda Iipke (medext rmoko30-6-pochaTasu, IO CYIPOBOKYETbCA TIMOTTIKEMI€I0 Ta
HaKOMMYEHHSM TJIIKOTEHY B TediHIl); XxBopoda Mak-Apaast (nedext riuikoreHdocdopunazu
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M’5131B, 10 BEJAE JO0 HAKOIMHMYCHHS TJIIKOTCHY B M s3aX; MPHU I[bOMY TIMOTJIIKEMisl HE BUHHKAE,
ajKe riikorendocdopunaza  MEYIHKU AKTHBHA); XBOpo06a Xepca (medexr
rimikoreHgochopuiia3d MEUiHKH, 110 BeIe 0 HAKOMHWYEHHS TJIIKOTeHY B IMEYiHIN; MPH I[bOMY
BHHMKAE TIIOTJIIKEMis HATIIIE).

11. MeTa60.1i3M IJ1iKOKOH 0T aTiB.

Imikon’roratTm — 1¢ OpraHiyHi CHOJIYKH, IO € TIOXIIHUMH BYTJICBOJIIB Ta OLIKIB

(rmikonenTUaM), 00 BYTJIEBOAIB 1 JiMiAiB (riikominian). Inikeniniou — e cKiagHi pedoBUHH,

SK1 CKJIQIAl0ThCS 3 OJIIrocaxapuiay, 3B’sS3aHOTO 3 JIIMMIJHOK OCHOBOK - LepaMigom (rmoximgHe

cnupty C(IHro3WHYy 1 BWINOI XKUPHOI KUCIOTH). Ilikonemmuou — CKJIQJHI PEUOBHWHH, SKI

CKJIQIAIOThCSl 3 OJIirocaxapuay, KOBaJeHTHO 3B’s3aHOro 3 OinkoM uepe3 OH-rpymy cepuny,

tpeoniny (O-rinikonpoteinn) abo NHz-rpyny acnapriny, riyraminy, Jisuny (N-riikonpoTeinn).

o ckmamy oJirocaxapuiB TJIIKOKOH IOTaTiB YacTillle BXOMATH TaKi MOHOcaxapuau: (¢yko3a

(Fuc), mano3a (Man), rmoko3a (Glu), ranakrosza (Gal), N-anerunranakrozamin (Gal-NAc), N-

anerunrmoko3aMmid  (Glu-NAc). T[mikomenTuam TOAUISIOTBCS HA HACTYIHI  KJacu:  a)

NMPOTEOrJIiKaHu — CKIaAHI OUTKH, sIKi Ha 5% cKiIagaroThes 3 OUTKOBOT YacTuHH, pemrta (95%)

MpelCTaBlIeHa TeTeporoiicaxapuaaMu (TIIKO3aMiHTIIIKAaHAMU — T1aTypOHOBOIO KHCIIOTOIO,

XOHAPOITHHCYIb(aTaMu, KepaTaHCyldbpaTaMu, JepMaTaHCylb(aTamMu, TEapuHOM Ta iH.); 0)

IJIIKONPOTEIHN - CKJIAMHI OUTKM, sIKi mpuOiau3Ho Ha 60% CKIagaroThesl 3 OLTKOBOI YaCTHHHU,

pemra (40%) mpeacTaBiieHa TIiKO3aMiHTTIKAHAMH.

bionoziuna pons 2nikokon’rwzamie. ByrieBo1Hi KOMIOHEHTH TJIIKOKOH FOTaTiB 3a0€3MeuyTh:

YTBOPEHHS MIKKJIITHHHUX KOHTAKTIB;

MIPUHAJICKHICTH JI0 MIEBHOI TPYIU KPOBI;

(dhopMyBaHHS aHTHTEHIB Ta PEIENTOPIB.

YTBOPEHHS IMYHOTJI00YIiHIB;

3aXHCT CIIM30BUX OOOJIOHOK BiJ MOIIKOKEHHS (MYIIHHH).

TpaHCHOPT BiTaMiHiB (TJiKONpoTeiH — BHyTpimHiNA QakTtop Kactia 3abe3neuye

TpaHCIopT BiTamiHa Bi2), MikpoeneMeHTiB (1iepyora3mid — Tpancnoprye Cu).

Cunme3 2nikokon’tocamie. PO3NOYMHAETHCS B €HAOIUIA3MATHUYHOMY  PETHKYIyMi 1

3aBepuIyeThCs B KOMJeKcl [oipaki. YTBOpEHHS TJIIKOKOH IOraTiB BiAOYBA€ThCS MUISIXOM

MpUETHAHHS MOHOCAaXapuAiB OJWH 0 OJHOTO, a TaKOX JO JIMiAHOI YU OLIKOBOi OCHOBH 3a

ydgacti  QgepMmeHTiB  TiikosunTpaHcdepas. JkepenoMm  MoOHOcaxapuaiB €  BIJIMOBIJHI

HYKJICOTUALYKPHU (HAMIPUKIIAM, JXKepeaoM riarokosu € Y ID-Glu).

Emanu cunme3y znikoninioie

1. o nepaminy (imizHOI OCHOBHM) MPHUEIHYETHCS MEPIIMKA MOHOCAaxapua (YacTillle rajakrosa,
il nonopoM € YJ1d-Gal) 1 yrBoproetbesa komiuieke: Cer-Gal.

2. TloTiM MOCHIJOBHO MPHUETHYIOTHCS 1HII MOHOCAXapHIH, MpU I[bOMY JIpYrMM dacTime € N-
aneruiranakro3amit (i gonopom € Y IdD-Gal NAc).

Emanu cunme3sy N-znikonpomeinis.

1. Jo cnupry nomixosndocdaTy MOCIIIOBHO NPHUETHYIOTHCS MOHOCAaXapuIud 3 YTBOPEHHSIM
OJIirOCaxapuJHOrO  JIAHLIOTa: YacTille TMepluM Ta JAPYrUM — TpUENHYeThbcst  N-
anerunrmoko3amid, i moHOpoM € YID-GluNAc. (Ocobausicmio cmpykmypu ecix N-
2NIKONPOmeini6 € HasABHICMb NEHMACAXapUOHO20 A0Pd, WO CKIA0AEMbCA 3 080X 3ANUUIKIE N-
AyemunIeIIOKO3aMiHy ma mpvox 3aIUUKIE MAHO3U).

2. YTBOpeHHMi oJirocaxapu BiIIIEIUTIOETbCS BiA JodiXxodocdaTy i 3B’ SI3y€ThCS 3 TPOTETHOM.

Emanu cunme3sy O-enikonpomeinie

1. Jo O6inkoBOi OCHOBHM CHOYATKYy MPUEAHYETHCS MEPLIMM MOHOcaxapuau, vactime ne N-
anerunranakrozamin (monopom € Y JID-Gal NAc).

2. TloTiM MOCIHiJOBHO MPUENHYIOTHCS 1HII MOHOCaxapuau, IpyruM vactinie € Gal (ii noHopom
e Y]JI®-Gal).

Po3nao znixkon’rwzamie. BinOyBaeTbcsi B Ji30cOMax 3a yd4acTiO IJIiKo3HMzAa3. Po3pi3HAIOTH

EHJIOTJIIKO3HU/Ia3u, 10 PYHHYIOTh 3B’S3KH MK MOHOCAaxXapuJIaMyd B OJirocaxapujiax, a TaKoxX

AN N NN
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€K30TJIIKO3UAa3u, sKi PYHHYIOTH 3B’S3KM MK OJIirocaxapujaMu Ta OUIKOBOIO YW JIIITHOIO
OCHOBOIO.

IHopywennsn posznady 2nikoxkou’rozamie. I'niko3udo3u (nizocomanvHi xeopooéu) — CIagKoBi
XBOPOOM HENOCTATHOCTI ()EPMEHTIB PO3LICIUICHHS TIIKOMPOTEiHIB (MyKOMOIicaxapuao3n) 4u
rmkommigie  (raikominigo3u). IlpudyuHOO TIiKO3MI031B € jaedekT ¢GEepMEHTIB TIIKO3WIa3
J130COM, IO HMPU3BOJMTH 10 HAKONMWYECHHS B IIUX OpraHeiax TIIIKOJIMINIB YW TIIIKOMPOTETHIB.
['nmikomimian 1 TIIKONPOTETHH BIIKIAMAIOTHCS HAHYacTiie B TOJOBHOMY MO3KY, KICTKax,
cyrno0ax, KpHIITAIMKY, MEUiHIl Ta CeNe3iHIl, 0 Beae A0 30UIbIIeHHS OpraHiB B po3Mipax,
MOpYyIIeHHS X (YHKIIIT Ta 301TbIIEHHSIM €KCKpellii 3 Ceuero IIIiKo3aMiHOTIIIKaHIB.

12. bioximia zpyn Kpoei. I'pyni KpoBI BH3HAUYalOTHCH CHEIUMIYHUMH OJIrocaxapHIaMu
(aHTHUrEeHamu), IO BXOJATH MO CKJIaay TIIIKOJMIMIAIiB MEMOpaH epUTPOLMTIB, a00 TIIIKONENTHIIB
MOJIOKA, CIIU3Y IIIYHKOBO-KHMIIKOBOI'O TPAKTY, JUXAJIbHOIO Ta C€YOCTaTEBOrO TPAKTy. AHTUIE€H
rpynu kpoBi 0 micTuTh 6a30Buil oJirocaxapuj, sIKUi 3akiHdyeTbesi (hyko3or0. B Toil yac sk B
aHTUIeH] Ipynu KpoBi A 10 0a30BOro oJirocaxapuu NpHEJHAHUN IOJATKOBMM 3aiaumiok N-
alleTUITaIaKTO3aMiHy, a B aHTUTEHI IpyIu KpoBi B - 3anummiok ranakrosu. [IpuanHOIO rpymnoBux
BIIMIHHOCTEH KpOBI € MyTalii B TIiko3uinTpaHchepasax, fKi HPUEAHYIOTH 10 0a30BOro
onirocaxapuy N-aneTuiaragakTo3aMi abo rajakTosy.

A"Tured rpyiu kposi 0

®dyko3za-I"anakro3a-N-Aueruiritoko3amin-I anakrosa....

AHTHICH Tpynu KpoBi A

(DyKo:«;a-ll“anaKTo3a-N-AueTHnrn}oKo3aMi1{-TanaKTo3a....

N—AHCTHJ’IF&J’I&KTO?»&MiH

AHTHTEH rpyny KpoBi B

CDyI(O38.—{MaKTo3a—N—ALIeTPIHFJ‘II0K03aMiH—FaJ'IaKTOSa....
lNanakrosa

13. Peryasiuisi i maroJiorisa ByriieBogHoro oominy. HopmanbHuii BMICT IUIIOKO3M B IUIBHIN
KpOBI JIFOAWHY HaTIecepiie ckiaagae 3,33-5,55 mmounn/n. Lle onHa 13 caMux BaXTMBUX KOHCTAHT
OpraHi3My, OCKUIBKH TJIIOKO3a € TOJIOBHUM €HEPreTUYHUM CyOCTpaToM Jjisl MO3KY, €pUTPOLMTIB,
HUPOK 1 IHIMX oOpraHiB. PiBeHb IVIIOKO3M B KpPOBI BU3HAYAETHCS CHIBBIIHOLIEHHSIM MIXK
npolecaMy, Kl IOCTa4aroTh IIIIOKO3Y B KPOB 1 IPOIecaMu, K1 3MEHIIYIOTh 11 piBeHb B KPOBI.
ITonoBHeHH IVII0KO3M B KPOBi 3a0e311e4yI0Th HACTYIHI NPOLEeCH:
BcMOKTYBaHHS TIIOKO3H B KMILIEYHUKY;
I'mikoreHomi3 B meYiHIi;
3. TmrokoHeoreHes.
BuxopucranHs rjioko3u BiadyBaeTbcsl B HACTYIIHUX NpoLecax:
1. OkHCHEHHs IIIOKO3M B MO3KY, M 533X 1 IHIIMX OpraHax;
CuHTe3 IKOreHy B MeviHIll 1 M A3ax;
3. TlepeTBOpeHHS IIIOKO3M Ha KUPU B )KUPOBIN TKaHWHI 1 MeUiHI (JIiOTeHe3).
MeTtoau BU3HAYEeHHS] KOHIIEHTPAalii IVI0K03U B KPOBI
1. PeaxykromerpuuHmii (meron Xarenopua-lencena): 0a3yeTbcs Ha 30aTHOCTI TIIOKO3H
BIJIHOBJTIOBAaTH YEPBOHY KpOB’sHY ciuib. lleii mMeTon HETOYHWH, Ja€ 3aBUINECHI TOKA3HUKH
[JIIOKO3U KPOBI, aJke KpiM TJIFOKO3HM 3JaTHICTh BIJTHOBJIIOBAaTH YEPBOHY KPOB’SHY CllIb MalOTh
1HII1 IIYKPH, KpeaTuHIH, ce4oBa KUCJIOTA, MIyTaTiOH.
2. KojopuMmerpnyHi MeTOIM: OCHOBaHI Ha 3JaTHOCTI JESKUX pEareHTIB YTBOPIOBATH 3
TJTFOKO03010 3a0apBiieHi po3unHu. Cepesl HUX BUAUISIOTH:

N —
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v uedepMeHTaTUBHUI (OPTO-TONYIAMHOBUI) METOA: NpPU B3aEMOJIl OPTO-TONYiIMHY 3
TJIIOKO3010 YTBOPIOETHCSI PO3YMH CHHBO-3EJIEHOTO KOJIbOPY, IHTEHCHBHICTH 3a0apBJICHHS
SKOT'O IPSMO MPONOPLIHHO BMICTY IIFOKO3H.

v (epMeHTaTHBHUI (IJIIOKO300KCHAA3HMI) METOM: (EPMEHT IIIFOKO30KCHIa3a OKUCHIOE
[VIIOKO3Y 3 YTBOPEHHSM IIEPOKCHJy BOJHIO, a IMEpOKCHAa3a 3a JOMNOMOIOK IEPOKCUAY
BOJIHIO OKHCHIOE cyOcTparu (0-IiaHi3uIuH, O-ToNiauH, Genondraneid i iH.), SKi 3MIHIOIOTh
CBO€ 3a0apBIJIEHHS NPONOPLIHHO KOHLIEHTPALIT TITFOKO3H.

PoJib neviHky y ByriieBogHOMY 00MiHi

1. VY mediHmi 3MIMCHIOETBCS CHHTE3 1 PO3Maj TIIKOTEHY, 32 PaXyHOK SKOTO MiATPUMYEThCS
NOCTIHMIA PiBEHb TIIIOKO3U B KPOBI.

2. IleviHKa € BaKJIMBUM OPIaHOM IIFOKOHEOI'€HE3Y.

3. VYV meuiHni 371iCHIOETHCS TEPETBOPEHHS (PYKTO3M, TaJlaKTO3M 1 IHIIMX MOHOCaXapuaiB B
IJIFOKO3Y 1 HaBIAKU MEPETBOPEHHS IJIFOKO3H B 1HIIII MOHOCAXapHIu.

4. Y nedinni BigOyBa€eThCs MEPETBOPEHHSI BYTJICBO/IB HA KUPHU Ta aMIHOKHUCIIOTH.

Peryasinisi piBHS IJII0KO3H B KPOBi

HepgoBa peryasinisi. Y 1849 p. Knon bepuap Bnepiie rnpoieMoHCTpyBaB, 10 YKOJI B JTHO
IV nutyHO4Ky JOOBracToro MoO3Ky KpOJIMKAa BHKJIMKA€ I1JIBUIIEHHS DPIBHSA TJIIOKO3M B KpPOBI
(«1ykpoBH yKON»). Bylno BHCIIOBIEHO NPUMYIICHHS PO ICHYBaHHS B JIOBracCTOMY MO3KY
LEHTPY, IO PEryJllo€ DIBEHb IIIIOKO3U (HaAAGHICMb YYKPOBO20 YEHMpPY 6 MO3KYy MNOKU He
0osedena). BBaKaeThCs, MO NMPUYUHOIO TIIBUIICHHS PIBHS TIIOKO3M B KPOBI € 30YyIKEHHS
CHUMITAaTUYHOI HEPBOBOI CHUCTEMHU 1 BMKHJ HAJHUPHUKAMU aJpEHAJliHy, KU aKTHUBYE pO3Maj
TIIiKOreHy B medinmi. [Ipo BakiIMBY pojb HEPBOBOI CHCTEMH B PETYJSALii PIBHS TIIOKO3U
CBIJIYUTh HASBHICTb CTPECOBOI TiMepriikemii 1 ToM (akT, 10 MiABUIICHHS PIBHS TIIFOKO3H B
KpPOBI MOXHA BHUKJIMKATH pediekropHo. CIiJ BIAMITHTH, IO CHMIIATUYHA HEPBOBA CHUCTEMa
BUKJIMKAa€ 30UIBIIEHHS KOHLEHTpauii IJII0KO3M B KpOBi, TOAl SIK NapacUMIAaTHYHA HEPBOBA
CHUTEMa — 3MEHIIIEHHS BMICTY TIFOKO3H B KPOBI.

I'opmonanbHa peryJsinisi. 3a BIUIMBOM Ha piBEHb IJIOKO3U B KPOBI TOPMOHH AUIATH HA
JBI TPYNU: TOPMOHHM, 110 3HHKYHOThb PiBeHb TIJIIOKO3M, J0 SKUX HAJEXWUTh JIMIIE IHCYJIH 1
TOPMOHH, 110 NiIBUIYIOTh PiBeHb IJIIOKO3H (KOHTPIHCYJISPHI).

/lo ropMoHiB, 1110 NiABUIIYIOTH BMIiCT IIIOKO3U B KPOBi HAJIe/KATh:

1. agpeHnaniH (TOPMOH MO3KOBOIO IIApy HAJHUPHUKIB) — MiJABHILYE pPIBEHb TIJIIOKO3M 32
PaxyHOK TMOCHJIEHHS PO3Majy MIIKOT€HY B MEYiHIl 1 IHIIWX opraHax (aJeHIJaTIUKIa3HUI
MeXaHi3M), a TAKOK CTUMYJISIT TIIFOKOHEOTeHe3Y;

2. rTmoKarod (TOpMOH MiJUUTYHKOBOI 3aJ103U) — MOCHJIIOE PO3Majl TJIIKOT€HY JUIIEe B MeulHLl
(ameH1MATHMKIIA3HUM MEXaHi13M) 1 MiJICUITIOE MPOLIECH TTIOKOHEOTeHE3Y;

3. TJIIOKOKOPTUKOIIU (TOPMOHU KOPHU HAJHUPHUKIB) MiJBUILYIOTh PIBEHb INIIOKO3HU 32 PaXyHOK
aKTUBallii rokoHeoreHesy. [Ipu TpuBamoMy iX BXKHMBaHHI MOXE PO3BHBATUCS «CTEPOIAHUI
Iiaoery;

4. ropmon rinodiza AKTI (agpeHOKOPTUKOTPOMHHUNH TOPMOH) MOKE€ IIiJIBUIILYBaTH pIiBEHb
TJIFOKO3U Yepe3 MOCHICHHSI CHHTE3Y TIFOKOKOPTHKOIIB B HATHUPHUKAX;

5. coMaToTpONmHHI TOPMOH (TOPMOH POCTY) Tino¢iza BUKIMKAE MiJABUILICHHS PiBHS TJIOKO3U B
KpOBi (MOXKJIMBO Yepe3 MOCHICHHS CHHTE3Y (DEpMEHTIB TJIFOKOHEOTEHE3Y)

6. TUPOKCHUH 1 TPUHOATHUPOHIH (TOPMOHHM IIUTOBHIHOI 3a703HM) MiJACHIIOITh KaTaboIi3M
BYTJIEBO/IIB, 30KpeMa MiICUIIIOTh PO3MaJ TIIKOTeHYy (MeXaHi3M HEBIJOMHUM).

/1o ropMoOHIB, 110 3HHXKYIOTh PiBeHb IJIIOKO3M B KPOBi BiTHOCATH JHIIE IHCYJIiH —
ropMoH [B-KiiTHH ocTpiBUiB JlaHreHrapca MNiAUUTYHKOBOI 3aio3u. BiH cTuUMysroe Bei Tpu
IpOIIECH 3aCBOEHHS OPraHi3MOM TJTIOKO3H.

Brnuius iHcyJsiny Ha MeTa00J1i3M ITIOK03H

1. Tocumtoe TpaHCHOPT TJIIOKO3M B KIITHHU IHCYJiHOYYTJIMBHUX TKAHUH (CKeJIeTHI M’fI3M,
JKHPOBA TKAHMHA i Ne4yiHKA) LUISIXOM MiJBUIIEHHS MPOHUKHOCTI iX IUIa3MaTHYHUX
MeMOpaH (aKTHBallis TpaHCIIOPTEpa IIIIOKO3U-4).

72



2. 36inpmye yrumizamiro Tiaoko3d B kmtuHax 10 CO2 1 HoO mmisxom aktuBaiii ¢pepMeHTIB
TIIKOII3Y.
AKTHUBYE CHHTE3 TUIIKOTEHY 1 )KHMPIB 13 TJTFOKO3H.
4. TanpMye TTIOKOHEOTEHE3 1 MOOLTI3AIIII0 TIIKOTeHY MEUiHKH.
ITopymieHHsi BYIJ1eBOJAHOI0 00OMiHY
1. Timepruaikemisi (miIBUIIEHHS PiBHS TJIOKO3M B KPOBi BHIIE 5,5 MMOIIB/1);
Buam rinepriikemii

(O8]

A. ®Diziosoriyna:

v'  AuiMeHTapHa (XapuoBa) BMHUKAC 4Yepe3 HaJMipHE BKMBAaHHs BYIJIEBOIIB 3
DKero 1 mocuiieHy peadCcopOIIito TIIFOKO3H 3 KUIIIEYHUKA B KPOB;

v' EMmouiiiHa — BUHHMKA€ BHACIIJOK CTpeCy, SKMH IPHU3BOIUTL 10 30YIKEHHS
CHUMITATUYHOI HEPBOBOI CHCTEMH 1 BHKHIY B KpPOB CTPEC-TOPMOHY —
aZipeHaJIIHY;

b. I1aToJsioriyna (eHAOKPUHHA): BUHUKAE TIPU:

v npediuunTi iHCYymiHy (IyKpOBHii Hiaber),

v HaUIMIIKY KOHTPIHCYJIIPHUX TOPMOHIB - TJIFOKOKOPTHKOIMIB («CTEpOimHmit
nmiaber»), tupokcuHa (baszemoBa xBopoOa), anapeHaliHy, TIIOKaroHy,
COMaTOTPOIHOT'O TOPMOHY;

2. T'awokoe3ypis — mosBa TIIIOKO3U B cedi. B HOpMi TUIIOKO3U B cedi HE Mae€, OCKUIbKU BOHA
MIOBHICTIO PeacopOyeThCs B KPOB.
Buau riroko3ypiit

v TinepriikemiuHa: sKIO piBeHb IJIOKO3M B KpoBi mepesumiye 9-10 MMOJb/i
(HMpPKOBHUH MOPIT), TO BOHA 3 ABIISETHCS B cedl (TIIIOKO3Ypis MOke OyTH amiMeHTapHa i
niabeTnyHa);

v' HupkoBa: BUHUKA€e BHACJIIOK BTPaTH HUPKAMH 3JaTHOCTI peabcopOyBaTH TIIIOKO3Y,
0 BigMivaeThes Npu cuHApoMi DaHKOHI, pI3HOMAaHITHUX OTPYEHHSX, a TAKOXK MpPHU
BariTHOCTI ((iziosoriuHa).

3. Tinmoruikemisi (3HM>KEHHS P1BHS TJIIOKO3H B KPOBI HUXK4E 3,3 MMOJIB/J).
Buau rinoraikemii
A. @izionoriyna:
v’ AJiMeHTapHa — IPY TOJIOIyBaHHI i MOCHICHOMY (Di3HYHOMY HABAHTAXCHHI,
v' 'V niteil BMIiCT IIFOKO3H B KPOBi HIDKUYMH, HiXK Y JJOPOCITHX
b. IlaToJoriuna:

v' EHIOKPHHHA — [P TiEpPIpOLyKIii iHCYIiHY (yXJIMHH B-KJIITHH OCTPiBIliB
Jlanrepranca -  1HCYJIHOMH), Me€peJO3yBaHHI  I1HCYNiHy,  JediluTi
KOHTPIHCYJIIPHUX TOPMOHIB (TJIOKOKOPTUKOIMIB - «AJIICOHOBA XBOPOOay,
TUPOKCHHA — «MiKceeMay Ta iH.);

v Tlpu  eH3MMONATIfAAX: TIJIKOTEHO3W, AarJiKOTEHO3W, HEMEPEHOCHMICTh

bpyKTO3H.

HykpoBuii aiaber — e cTaH XpoOHIYHOI Timepriikemii, 0OyMOBIEHMH aOCOIIOTHOIO abo
BIJIHOCHOIO HECTA4€IO 1HCYIIIHY.
Buan nykposoro giabery

1. Tncynino3anexxnuii mykposuii aiader I Tuny: BuHukae y mononux noneit 10 40 pokis, €
TreHETUYHO-00yMOBJIEHUM. [IpOBOKYIOUMMH YMHHHMKAMU € BIPYCHM YHM ayTOAHTUTLNA, SKi
BUKIIMKAIOTh YIIKOJDKEHHS [-KIITHH MiANUIYHKOBOI 3aJ03M Ta TMOPYIIEHHS CeKpelii
IHCYITIHY.

2. IncyninoHe3ane:xxHuil nykposuii giader II Tumy: BuHukae y moneidt micias 40 pokis.
[TprurHOIO PO3BUTKY € 3HMKEHHS UYTIUBOCTI PELENTOPIB /10 1HCYIiHY, 110 YaCTO BUHUKAE Y
monet 3 oxupiHHaM. [Ipu npomy Tumi aiabeTy BMICT 1HCYNIHY B KpOB1 CIIOYaTKy
HOpPMAaJIbHUM, MOTIM JEmI0 3pocTae (apke UyTIMBICT PELENTOpiB 1O IHCYJIIHY HHU3bKA),
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MICIIST YOr0 3MEHIIYEThCS HIDKYE HOPMHU (BHACTIOK BUCHAXKEHHS [B-KIITHH MiIIUTYHKOBOI
3aJ103H).
Kuiniko-0ioxiMiyHi cCHMIITOMH IIYKPOBOTO iadeTy
1. TineprJjiikemisi: BUHUKA€ BHACTIIOK Ae(DIIUTY 1HCYINIHY (3MEHIIYETHCS TPAHCIIOPT TIIFOKO3U B
KJIITUHHA 1HCYJIHO3QJIC)KHUX TKAaHWH, 3HIKYETHCS YTHIII3allisl TJIFOKO3M, CHHTE3 TJIKOTeHY 1
KHPIB Ta aKTUBYETHCS TITIOKOHEOTEHE3).
2. 'nroko3ypisi: BHHUKAE, KOJIH TIMEPIIIIKEMis EPEBUIIYE HUPKOBHUH TOPIT.
3. Houaiypis (3poctanHst 1000BOro 00’eMy cedi Ouibie 2 J1): 00YMOBJIEHA €KCKPEIIIEI0 TIIIOK03U
3 ceuero (3 1 T rmroko3u BUBOAUTHCS 40 M1 cedi).
4. Moaigumncis (cmpara): o0yMOBJI€Ha 3pOCTAaHHAM OCMOTHYHOI'O THCKY B KpOBI (32 paxyHOK
rimepriikemii), 10 BHUKJIMKA€E TOAPA3HEHHS OCMOPEIENTOPIB TiMmoTajamMycy, a TaKOoX
3MEHIICHHSM 00’€My LHPKYJIIOI0Y0I KpOBi (32 paxyHOK MOJiypii), 0 BeAE OO MOJPa3HEHHs
OGapoperenTopiB rirnoTajgamycy.
5. Brpara Baru: moB’si3aHa 3 TIOCWJIGHHSM KaTaOONIYHUX TMPOLECIB (a/Ke IHCYTH -
aHa0OJIIYHUN TOPMOH).
6. KeroHemisi Ta KeTOHYpisi (3pOCTaHHsS BMICTY KETOHOBHX T B KPOBi Ta cedi): 00yMOBIIEH]
3pocTaHHAM BMicTy aneTui-KoA (3a paxyHOK MOCHJICHOTO PO3Maly KUPIB) Ta 3HIXKEHHSM PiBHS
OKCaJIoareTary (BUTPAYA€ThCS Ha TIIOKOHEOTEHE3), SIKHH HEOOX1IHUH I TTIOBHOTO OKHMCHEHHS
anetun-KoA (3menmyetrbest BxomkeHHs aneTun-KoA B IL[TK). Hammumok anermn-KoA
YTUTI3Y€ETHCS MUIIXOM HOTO IEPETBOPEHHS HA KETOHOBI TiJa.
JiarHOCTHKA IIYKPOBOro Aiadery
1. T'i110K030TOJIEPAHTHUI TECT: Yy JIIOJUHH MICIA HIYHOTO T'OJIOJyBaHHS BH3HAYAIOTh PiBEHb
TJIFOKO3U HATIIE, NMOTIM BOHAa OTPUMYE MEPOPaIbHO 75 T III0K03U (Y BUTIIAII PO3YUHY) 1 uepe3
KokHI 30 XB MPOTSATOM ABOX TOJMH BU3HAYAIOTh BMICT TJIOKO3M B KPOBi. 3a OTPUMAaHUMHU
JaHUMH OYAYyIOTh IIyKpOBI KpuBi. Y 3J0pOBHUX JIOJIeH ILYKpPOBa KpHBa IIBHIKO HApOCTA€E Ta
HIBUJIKO CIajae, 1 yepe3 2 TOAWHM PIBEHb IIFOKO3W MCHINWN 33 BHUXIIHI MOKa3HUKH. B TO# ke
yac, y XBOpUX Ha I[yKpOBUH Mia0eT yKpoBa KpHBa MOBUILHO HAPOCTAE, MOTIM HACTAE IJIATO, a
JlaJli MOBUIBHO CIaJae, pU YOMY 4epe3 2 FOIMHU PIBEHb IIIIOKO3M Oyie MPEeBUIYBAaTH BUXIAHUN
piBEHb.
3a CY4acHHMH BHMOTaMH  ['miorosa, A IykpoBuii miaGer

TONEPAHTHICTh  JIO  TMOKO3M  yvionp/n
OLIHIOITh 33  BHU3HAYCHHSAM
PIBHS TJIIOKO3M HATIIE Ta yepe3 2 10
TOAVWHA  TICIA  TJIFOKO3HOTO
cHifaHKy. /JliarHo3 IyKpoBOro
J1abeTy BCTAHOBIIOETHCS SIKIIO
BMICT TIJIOKO3M HaTtme > 6,1
MMOJIB/JI, @ Yepe3 2 TOAUHU MicIs 6
[JIIOKO3HOTO HaBaHTaKEHHS > 310poBi
11,1 mmons/n. Ilpo mopymeHHs 4
TOJICPAHTHOCTI 10  TJIIOKO3H
CBIIYNATH BMICT IJIFOKO3M HATIIIE 2
< 6,1 MmMoB/11, a yepe3 2 TOAUHU
icIst TJIFOKO3HOTO
HaBaHTaXKCHHS - 7,8-11,1
MMOJIB/JI.
2. Bu3HayeHHsI BMIiCTYy TIVIIKO3WJIbOBAHOIO0 TIeMOIJIO0OIHY (IIOKa3HMKAa TPHBAJOI
rineprJjikemii). ['7roko3a mae peakmiifHO3JAaTHY albleTigHy TPyMy, 3a paxyHOK SKOi BOHa
He(EpMEHTATUBHO MPUEAHYETHCS 10 OUIKIB, B TOMY YHMCIi J0 reMoriobiny. B Hopwmi piBeHb
rriko3uwiboBaHoro remoraobiny (HbA 1) He nepeButtye 5%. 3poctanus Bmicty HbA 1. cBiquUnTH,
110 MiJBUILEHHS PiBHA TJIIOKO3HM B KpoBi TpuBae He MeHIe 90 nHiB. Lleit moka3HUK HaityacTime
BUKOPHUCTOBYIOTH /Il MOHITOPUHTY €()EeKTUBHOCTI JIIKYBaHHS LIYKPOBOTO /11a0€Ty.

30 60 90 120t xB
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XIMIS JIIIAIB. METABOJII3M JIIIIAIB TA HOI'O PEIYJISALIIA

I. Ximis gimigis. Jlimiau (Lipos - >xup, rpenpk.) - e 6i00praniuHi peyoBUHH, SIKI HEPO3UHWHHI Y
BO/Jli 1 pO34YMHHI Y HETIOJIIPHUX pO3uMHHHKAX (edipi, xsopodopmi, arieToHi, 6eH3011 TOLIO).
bionoziune 3nauennsa ninioie
1. XapuoBe — nimiau € He3aMiHHUMHU (DaKTOpaMH XapuyBaHHS, OCKUIBKH MICTATh HE3aMiHHi
(eceHrianbHi) KUPHI KUCITOTH. JXUPHU CHPUSIOTH 3aCBOEHHIO KHMPOPO3YMHHUX BiTaMiHIB (A, E,
1, K). Jlimiu HagaroTh 1Ki CMAKOBUX SIKOCTEH 1 3a0€3MEUyIOTh BITIYTTS HACHUCHHSI.
2. Eneprernune - oxucnenns 1 r xupy mae 39,1 x/x (9,3 kkan) eneprii. [lorpeda mopocioi
JFOMHU B kupax ckiaanae 60-90 r Ha 100y, mo 3abe3neuye 25-35% KalopiiiHOCTI pariony.
3. [InacTuyHe - JiMiay BXOAATH 10 CKIaay MeMOpaH Ta JIIMONPOTEIHIB.
4. MexaHIYHUN 3aXHUCT - KUPOBI KAlCylu AESKUX BHYTPIIIHIX OPraHiB 3aXHIIAIOTh iX Bif
MOIIKO/KEHb.
5. TepmoizousLis — NAMWKIPHAN )KUP CIIPHUSIE TIATPUMAHHIO TEMIIEPATypH Tijla.
6. EnexTpoizousiiis — i30J19TOpaMu € MIi€JIIHOB1 000JIOHKH HEPBOBUX KJTITHH.
7. xxepeno engoreHHoi Boau - okucHeHHs 100 r xupy nae 106-108 r Boau.
8. Emynbryroua - amdidinpHi Jiniau € emynbraropaMmu. Po3mimnyrouncs Ha MOBepXHi (a3 Kup—
BOJIa, CTAOLII3YIOTh €MYJIBCIi 1 IePENIKOIKAIOTh X PO3IIAPYBAHHIO.
9. PerynsatopHa poib — A€dKi JIMiAM € TOPMOHAMHU (CTaTeBi TOPMOHH, KOPTHKOCTEPOINH,
MpOCTarjiaHAnHM) Ta BiTamiHaMu (kupopo3urHHi BiTaMiau A, [1, E, K).
Knacudgbikayia ninioie
Dizuxo-ximiuna Knacugikayia ninioie. Jliniayu NoaUIAIOTh HA HEUTpaNIbHI, 00 HETOJISAPHI, 110
HE MaloTh 3apsy, 1 MOJIAPHI, SIKI MAIOTh MOJSAPHI TPyIH, K Hochoimian, )KUPHI KHCIOTH.
Cmpykmypna knacugikayia ninioie - IpyHTyeTbCS Ha XiMI4HIA OyA0BI JimiJiB. 3riIHO 3 HEO
T MOAUISIOTECS HA TIPOCTI, CKIIAH1, TONEPETHUKHN Ta ITOX1IHI JTIITi/IiB.
a. [Ipocri minigu: 1. Hewrpanwhi xupu; 2. Crepunu ta ctepuar; 3. Bocku.
6. Cxnaani mimigu: 1. @ocdomninian: a) rminepodocdomniniay; 6) chinrodocdomimimy.
2. I'mikominiau: a) TAIKO3WITTINEPUHH; 0) TIIIKOC(IHTOMIITH.
B. [lomepeaHuku 1 TOXIiJHI JIIMIAIB: KAPHI KHUCJIOTH, TJIIEPOJ, CTEPOiqu, KETOHOBI TiJa,
KUPOPO3UMHHI BITAMIHU 1 TOPMOHH.
XapakTepucTHKa OKpeMHX KJAaciB JimigiB
1. Kupni xuciaoTn - 1e kapOOHOBI KHCIOTH, 110 MAarOTh OUIBII HIX 4 aTOMHU BYIJIELIO B
paaukam (4-12 - Hkuyl, Outbmie 12 - BUII >KUPHI KUCJIOTH). 3a HAsBHICTIO YU BIJICYTHICTIO
MOJBIMHMUX 3B’S3KIB JKUPHI KHUCIOTH TMOJUISIOTh HA HAacH4YeHI 1 HeHacudyeHi (MOHOEHOBI 1
MOJIIEHOBI).
1 Hacuueni - C1sH31COOH - nansmituroBa, C17H3sCOOH - creapuHoBa
2. Monocnogi - C17H33COOH — oneinoa (Mae 1 moaBiiiHUH 3B’ S30K)
3. Ilonienogi (micmams 6io 2 0o 6 noosiunux 36 a3xig): C17H31COOH — ninonesa (2 nmoaBiitHUX
3B’513k1); C17H20COOH — ninonenosa (3 moasiitaux 3B’s13kM); C19H31COOH — apaxinonosa (4
MOABIMHUX 3B’ SI3KH).

[TonieHOB1 )KMPH1 KUCIIOTH HE CUHTE3YIOTHCS B OPTraHi3Mi a00 CUHTE3YIOThCS B
HEJOCTATHIN KIJTbKOCTI, € €CeHITIaIbHUMU (HE3aMIHHUMU, HA3UBaIOTh BiTaMiHOM F), moBHHHI
HAJXOJIUTH 3 DKEo (POCIHHI 01i1). BOHM € monepeTHuKaMu MpoCTarjaHIuHIB Ta
JEUKOTPIEHIB.

2. IlpocTi ainigm - ue cxiagHi edipu pi3HUX (") (")

CIMPTIB Ta BHIMX JKUPHUX KuCioT. Jlo HHX  H,C—O0—C—R H,C—0—C—C17H35

BIJTHOCSITbCSI )KUPH, BOCKH, CTEPUHU Ta CTEPUIIH. | o 0
HeiiTpanbni JKHPH (rnimepuam, HC—O—C—R HC—O—C—C7H3;

TPUIJIillePpUIN, AUMJTIINEPOJN) - CKIagHI 0 0O

] 1
edipyu IIiLepoly Ta BHUIIUX JXKUPHUX KHCIIOT. H,C—0—C—R  H,C—0—C—C|7H3;
SIkmo o Ckialy JKUpIB BXOISTH IEPEBAXHO  3arampma dopmymna

. . Tpucreaparriainepuny
HEHACHUYE€Hl JKHUPHI KHUCJIOTH, TO KUPU €  HeHTPaJIbLHHUX KUPIB

75



piakumu (0J1ii), SKIIO HACHYEHI XXKUPHI KUCIOTH — TO TBEPAUMH. B CKitami miamKIpHUX KUPIB —
50-60% oneTHOBOT KMCIOTH 1 IJIABJISATHCS BOHU NP KIMHATHIN TemmepaTypi.

Crepunu (creposin) i crepuau. CTEpoiy - MUKIIYHI CIUPTH - 3-TiIPOKCUTIOX1IHI CTepaHy
(mMKIIOnIeHTaHIepTiIpodeHaTpeHY).

Crepumu - ckiaaHi edipd CTEpUHIB 1
KUPHUX KUCIIOT. Benuke 3HaueHHsS Mae
XOJIECTEPOJI - IUKIIYHUNA HEHACHUYCHHI
OJHOATOMHHUK CHHUPT. XOJIECTEPOT 3
KUPHUMH KHCJIOTAMH YTBOPIOE CKIIQJIHI
epipu - xomectepuau. XoOJIeCTEpPoOd -
KOMIIOHEHT MeMOpaH 1 TOmepeIHuK
CTEpPOiHUX TOPMOHIB, k0BUHUX Kucaor, HO
BiTaminy D.

Bocku - cxiagHi edipy BUIIMX OJHOATOMHHUX CHHPTIB (LIETHJIOBOTO YM MipHUIIMIIOBOTO) i
KUpHUX KHUCIOT. Jlo HUX BiZHOCATH crepmareT (LETHINaIbMITaT), OJUKOJWHUNA BICK
(MipummansmiTar). Bocku ciyryroTh OCHOBOIO KPEMIB 1 Ma3ei.

3. Cxaaai Jginiam - ue cknaani edipu BUMIKUX KUPHUX KUCIOT, COUPTIB, 3AJIMIIKIB BYTJIEBO/IB,
docdarHOi KUCIOTH, aMiHOCTIONYK. BOoHM MTOAISI0OTECS HA GOChOTIMiIN Ta TIIKOJIIITIIH.

A. @ocdoaimiam - me ckiagHi edipd BUIIUX >KUPHUX KHUCJIOT, CHOUPTIB, (ocdaTHOT
KHCJIOTH Ta aMiHOCTIONYK. BoHM moaiisitoThes Ha Tainepodocdominian ta chinrodocdoimniay.

Tainepodocdonininnm (docorainepuan) - cxmnagxi edipd TPbOXaTOMHOTO CIUPTY
TIIEPOITy, BUIIUX XUPHUX KHUCIOT, (PochaTHOI KUCIOTH Ta aMiHOCIONYK (XOJiHY, CEpuHY,
eta”onaminy). [minepodochomimian € mnoximnumu ¢docdatunnoi kucnotu. Cepen HUX
BUJIUTSIFOTh dbocharunuicepus, docharuaunx o, dbocharuauneTaHomaMiH,
docharunmninozuron. ['minepodocdoniniam BiairpaoTh BaXIUBY 010JIOT1UHY POJIb: BXOASTH JI0
CKJIay KIITHHHAX MeMOpaH, Cyp(aKkTaHTy, KOBYi, JIMONPOTEiiB TJIa3MHU KPOBI.

(0}

H,C CH,

XoJgecTepoJa

I 0
H,C—0—C—R H,C—0—C—R
0 | 0
1 1 ] 1
HC—O0—C—R HC—O-C—R
2 I
H,C—O—P—OH H,C—0—P-0—CH,—CH,-NH,
I I
OH OH
®ocharnana KuciI0Ta ®ochaTuanieTaHoJaMiH
(0) O
1 1
H,C—0—C—-R H,C—0—C—R
0 |9
1
HC—0—C—R' HC—O0—C-R
0 on |9
HZC—O—II’—O—CHZ—CHZ—N;—CHS H,C=0—P—~0—CH,—CH—-COOH
OH
OH CH, NHz
®ochaTuIUIX0JiH (JIEMUTHH) DochaTuauicepuH
Coinrodocdoainian — e cxiagni .
. . Hepamin
epipy  cnupty Cc(PIHrO3WHYy, BHUIIUX |, " .
JKUPHHUX KHUCJIOT, GochaTHOI KHUCIOTH Ta
p » docoa H,C—OH o
aMIHOCTIOJTYK (xominy, CEpHUHY, 1
€TaHOJaMiHy). N-anuisHi OX11H1 H? NH—C—R
. \—,—/
C(IHro3MHy Ta >KHPHHUX KHCIOT MaoTh H3;C-(CH,);;—CH=CH—CH—OH 3aJIHIIOK KUPHO
Ha3By IiepamifiB. B MO3Ky B 3HauHUX . 5 , KHCIOTH
KUIBKOCTSIX TIPUCYTHIHN CIHTOMIETIH. Céinrosun
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b. Taikoaiminm - ckimagHi  edipy  BHIIUX KUPHUX KUCIOT Ta  TJILEPOITY
(rmiko3unriineponn) abo chinrosuny (TIAiKOCQIHromimiaAM), MO MICTATH BYIJIEBOJHUMN
KOMITOHEHT (TJIFOKO3Y, TaJaKkTo3y, iX MoxXiaHi abo oJlirocaxapuaHy rpymy).

Laikocginroainiau - edpipu N-aumncdinrosuny (uepaminy). Bonu BXxomsaTte no ckiany
MeMOpaH, IUPOKO MPEeICTaBIIeHI B HEPBOBIiK TKaHuHI. [loauIsIOTRCS Ha:

a) epedpo3uaH - MOHOTEKCO3H/IU IIEPaMiIiB; MOMUPEHUMH € TaJlaKTO- Ta TIIOKOLEepeOpPO3UIH.
0) cynbdatuau - cynbhaToBaHi MOX1IHI HEpeOPO3HUIiB, HAMOUTBII MOMUPEHUM IIPEICTABHUKOM
€ 3-cynnpdoranakrouepedpo3usn;

B) II0003UIM - OJirocaxapuJiHi MOXigHI (OJIIrOTeKCO3UIU) IEpaMidiB, MO MICTATh y CBOEMY
CKJIa/Ii TAJIAKTO3Y, ITF0K03Y a00 N-aneTuiraiakTo3amis;

I) TaHTJIIO3UIM — TOAIOHI 3a OYyJOBOIO 10 TJIOOO03WAIB, aje 10 iX CKJIaAy BXOIATH TAaKOX
3QITMIIKKA HEWpaMiHOBOI Ta ciasloBoi KMCIIOT. HaliOiibIe ranriiio3uiB B MeMOpaHax HeHPOHIB.

II. MemOpanu: BU3HAYEHHS, BUIH Ta CTPYKTypa. MeMOpaHu — 11€ MOJICKYJISIPHI CTPYKTYpH,
10 BIAJUISAIOTH KJIITHHY Bl 30BHIIIHBOTO CEPEIOBHINA 1 PO3IUISAIOTH 11 BHYTPIIIHIN MPOCTIp Ha
KOMITAPTMEHTH. B KJIITHHI BUAUIAIOTH IUTa3MaTHYHY MeEMOpaHy, a TaKoX MeMOpaHu
BHYTPIIIHBOKJIITUHHUX OpraHen (3a BUKIIOYEHHSIM pUOOCOM, SKIi HE MarTh MeMOpaH).
EnnonnazMaTuyHuii peTHKYITYM, KOMIUIEKC ['ONBIDKi, JI30COMH Ta TEPOKCHCOMHU MAlOTh
OJIMHapHY MeMOpaHy, a sSAPO Ta MITOXOH/IPIT — MMO/BIIHY (30BHIIIHIO Ta BHYTPIIIHIO) MEMOpPaHY.
BigmosigHo no pimmHHO-MO3aiuHO0i Mozeni Cinrepa-HikoncoHa, ocHOBa MeMOpaHH - TIOJSIPHHAN
minigauii Oimmap, B KUK 3aHypeHi OUIKOBI Monekynu. Haramye «iimigHe 03epo», B SKOMY

IHoBepxHesi OijIkK B HHaBaIOT'B’ i nouHo p
\|—\/ \+— Byraesoau ancoepris, 6iku. Jlo ckmany

C) ~ HaniBinterpanbhi 6ijiku MeMOpaH BXOISTb: OLIKH

° — (50-60%), mimimu (30-40%),
BYIJIEBOIU (2-10%).
X . CaiBBigHOLIEHHS JIMAIB 1
BOCTHKH JimigiB —— .
P OinkiB B OloMeMOpaHax
BapIloE: y  MI€JNIHOBIH

MeMOpaHi JIMiAN CKJIaJIal0Th
75%, Oinku - 25%, a y
BHYTpILIHII MeMOpaHi
Fonipkn aininis MITOXOH/IPIH HA  YaCTKY
/ ninigiB mpunagae 25% i 75%
CKJIa/Ial0Th O1IKH.
MemoOpanni  Oinkm  3a
CBOEIO  JIOKaji3amiero 1
MIIIHICTIO 3B’SI3KY MOAUISIIOTHCS Ha: a) nosepxHesi (neprudepuyni) 611ku; 6) OLIKH, 110 YACTKOBO
3aHypeHi y Oimap (naniginmezpanvui); B) OUIKM, $KI TOBHICTIO 3aHypeHi y Oimap
(inmezpanvni). 3a QyHKIIIOHATIBHUM TPU3HAYEHHSAM OUTKM MeMOpaH IUIIThCSA Ha S5 kimaciB: 1)
CTPYKTYpHI OUIKH - O€pyTh y4acTh Yy MIATPUMII CTPYKTYpH BCi€l MeMOpaHu; 2) TpaHCHOPTHI
OUIKM - 371MCHIOIOTH TPAaHCMEMOpPAaHHUN MEPEeHOC PeuoBUH; 3) OUTKU-(QEPMEHTH - KaTalli3yloTh
peakitii, siki BifOyBarOTbcs Ha MeMOpaHax; 4) pelenTopHi OUTKK - crnenudiuHo 3B'A3yI0Th MEBHI
CHONYKH (TOPMOHHM, HeHpoMeaiaTOpH, TOKCHHM) Ha 30BHIIIHbOMY Ooll MemOpaHu; 5)
KOHTPaKTHJIbHI O1IKH — 3a0€31e4yI0Th PyXJIMBICTh OKPEMUX KIIITHH Ta KOMIIOHEHTIB MEMOpaH.
Jliminm meMmOpan - 1ie gocgoniniou, enikoniniou, cmepunu. Cepen ycix MeMOpaHHUX
minigie 80% cknanatote Qocdomimian, mepeBaxkHO eniyepoghocgoniniou. 1'0IOBHOIO PHCOIO
rmnepodochominmiaie € ix aMm@idUIbHICTh: BOHH CKJIAAIOTBCA 3 TIOJSIPHOI  «TOJIIBKHY
(ocdarHuit 3anMIIOK, aMIHOCHOJYKH, BYTJIEBOAM) Ta TiApoPOOHOTr0 «XBOCTa» (paauKau
KUPHUX KHUCJIOT). 3aBasku am@idinbHOCTI (Hocdominian 31aTHI YTBOPIOBATH JINIAHUM Oimap,
OpIEHTYIOUUCH B MeMOpaHi IEBHUMHU YHHOM (y BOJHOMY CEPEIOBUINI — «TOJIBKaMM» HA30BHI,
«XBOCTHUKaMM) BCEPEIHHY).

® ‘\ ®

InTerpanbHi 0ijikn
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ByrsieBoau BXOoIATh 10 CKJIaay MeMOpaH B KOMIUIGKCI 3 OiIKaMM Ta JMiJaMu y BUTIISAII
[JIIKONPOTE{HIB Ta TIIKOMIMiAiB. BoHM po3ramoBaHi NepeBaXHO Ha 30BHIIIHINA IMOBEpXHI
MeMOpaH, OepyTh ydacTh B YTBOPEHHI MDKKJIITHHHUX KOHTAaKTiB, BUKOHYIOTH PEIENTOPHY Ta
AHTUTCHHY (DYHKIIIFO, 8 TAKOX YTBOPIOIOTH TIIIKOKAJIIKC KIIITHHHU.

I Tyuyni memopanu. Jlinocomu (Oimapori Be3ukyau Big 20 1o 200 HM) oIepKyOTh 3
docdominigiB yIpTpa3ByKOBOK 0OpPOOKOK iX BOJHUX po34HHIB. JIiIMOCOMH BUKOPHCTOBYIOTH
JUISL TOCTaBKH B KJIITHUHY JIIKAPCHKUX 3acC001B, OCKUIBKM BOHHM 3aXHUIIAIOTh PEYOBUHU Bif il
¢depmenTiB. 3a iX JOMOMOrol B KJIITHMHY MOXXHa BBECTH PEYOBHHH, SIKIi caMi B KIITHHY HE
POHHUKAIOTh.

2. biodizmuni BaacTuBocti MemoOpan. A) IlauHHicTh Ta B'A3KicTh JinmigHOl dasu
BU3HAYAIOTHCSA: a) CHIBBIJHOMICHHSM MK HCHACHYEHUMH Ta HACHYCHUMH KUPHUMH KUCIOTaMHU
mimigiB MeMmOpaH (4uM OUTbIlle HACHMYCHHMX JKUPHUX KHUCJIOT, THM B’S3KICTh BHINA); 0)
PYXJIUBICTIO BYTJICBOAHEBHX XBOCTIB JKUPHUX KHCIIOT Ta C(PIHTO3MHY (XOJIECTEPHH 3MEHIIYE
PYXJIMBICTh XBOCTIB KUPHUX KHCIIOT Ta YIIUIBHIOE JMiTHUN Oimap). 3a B’sI3KiCTIO JiimiaHa dasa
MeMOpaHH Harajaye OJIMBKOBY OJif0. 3MiHA B’SA3KOCTI MEMOpaHM 3yCTPIYaeTbcs MpPU PI3HUX
MATOJIOTIAX 1 CYMPOBOJIKYEThCSA MOPYIUICHHSIM iX ()YHKIIOHYBaHHSA. Tak, B KJIITHHAX MyXJIUH
BiIMIYa€ThCA 3MEHIICHHS B’S3KOCTI MEeMOpaHH, a TpH JCSIKHUX TaTONOTisX (arepocKiepos),
B’5I3KICTh MEMOpaH 3pOCTaE, 10 BeZE 0 3MEHIIEHHS X IPOHUKHOCTI.

B) JlatepanbHa audy3is — nepeMilieHHs JiMiAiB B3AOBXK JIMIJHOTO MIapy, MapajieabHoO 10
noBepxHi MeMmOpan. Jlimiau TakoX MOXYTh PyXaTHCh Bifl OJHOTO MOHOIIAPY B 1HIIMM, ane 3
MEHIIO MBHIKICTIO (“dumin-¢aon”- mnepeckok). Jlarepampna mudysis Ta “dumin-diaon”-
MEPECKOKH MaloTh MeBHE (hi310J0riyHe 3HAYCHHs, a/pKe 3a0e3MeuyroTh OHOBJICHHSI JIMiMiB B
meMmOpaHi. st OUTKIB TakoX XapaKTepHI HepeMillleHHs, ajieé B MeXax OJHOro Oimapy, o
CIpHUsi€ YTBOPEHHIO BHYTPIIIHbOMEMOpaHHUX O1710K-01IKOBUX aHCaMOIIiB (KJIacTepiB).

B) Acumetpisi MeMOpaH TOJSTa€ B HEOJHOPITHOCTI 30BHINIHBOI Ta BHYTPIIIHBOI MOBEPXHi
MeMOpaHu, 110 0O0YMOBJIEHO iX Pi3HOI (DYHKIIOHATBHOIO crienianizamiero. Tak, Ha 30BHIIIHIH
MOBEPXHI PO3TAILIOBaH1 PELENTOPU JJIsi TOPMOHIB, HA BHYTPILIHIN — LIUTO30JIbHI (PEPMEHTH Ta
KOMIIOHEHTH  IMTOcKeneTy. MemOpaHa  BiJpi3HseTbCs 3a  cKiagoM  (ocdomimiis:
dochatumiaxoniH TepeBakae B 30BHIMIHIA yacTuHI Oimapy, <¢ocdatuauiacepus 1
dochaTuanneraHosaMiH — y BHYTpIlIHIA. ByrieBoiHI KOMIIOHEHTH pO3TAlllOBYIOThCS Ha
30BHIIIHINA CTOPOHI MEMOpaHU 1 1HOJI YTBOPIOIOTh CYLIJIbHE MOKPUTTS — IIIKOKAJIIKC.

3. ®yukuii memOpaH.
3araabHi gyHknii MmemOpan

e bap’epna: meMmOpaHa BIIMEXOBY€ KIITHHY BiJI HaBKOJHUIIHBOTO CEpelOBHILNA Ta
pO3AUIS€ KITHHY Ha OKpeMi KOMIApPTMEHTH.

e BulipkoBa NPOHUKHICTH i TpaHCOPT: MeMOpaHa PETyJo€e MOTIK 10HIB 1 cyOCTpaTiB B
KJIITHHY Ta 13 KIITHHH.

e PenentopHa: MmeMOpaHa cripuiiMae 30BHIIIHI CUTHAJIN 3aBJSKU HAsIBHOCTI Ha ii MOBEPXHI
creniaJbHUX OLIKIB-pelenTopiB.

e AHTHIeHHA: JiesKi OUTKM (TJIIKOMPOTEIHW) HAa MOBEPXHI MEMOpaHU BHKOHYIOTH pOJIb
aHTureHiB. Tak, Ha epuTpoIUTaxX BIAKPUTO OMM3bKO 250 aHTUTEHIB, SIKI 3a0€3MeUyIOTh
MNPUHAIEKHICTB /10 MIEBHOI IPYNH KPOBi, TPAHCIUIAHTALIHHUHN IMyHITET TOILO.

e @epmeHTATHMBHA: 3 MeMOpaHamMM 3B’S3aHa BEJHMKA KUIBKOCTI (EpMEHTIB, SKi
3a0e3MeuyloTh TKAHUHHE JUXaHHS, OKHCHE JeKapOOKCHUIYBaHHS 0-KETOKUCIIOT Ta 1H.

o @yHKIif MIKKIITHHHUX KOHTAKTIB (3a0e3neuyeTbes 011koM (piOpOHEKTUHOM).

CrnenianizoBani gyHkuii MeMOpan

e @oTopeuenuis xapakTepHa JUIsi MEMOpaH MaJIuYOK Ta KOJIOOUOK CITKIBKU OKa;

e BuHHUKHeHHSI Ta NPOBeJdeHHS] EJEKTPHYHOr0 IMIYJbCY XapaKTepHO A MeMOpaH
30yTMBUX KJIITUH (HEPBOBUX, M SI30BUX, CEKPETOPHUX);

e CynpsikeHHs TKAHMHHOI'O JUXAHHA Ta OKHUCHOro ¢ochopuiyBaHHS NPUTAMAaHHO
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JUISl BHYTPIITHBOT MEMOpaHu MITOXOHIPIT;
e CuHanTH4YHAa NepeJavya xapakTepHa JUIsl HEPBOBUX KIIITHH;
e DyHKUiA PyXJIMBOCTI XapaKTepHa JUIsl IEBHUX KIIITHH.

4. TpancmeMOpaHHUIi NepeHic pedoBUH. PO3pi3HAIOTH Taki BUJAM TPAHCIIOPTY PEUOBUH Uepe3
MeMOpaHy: TacHBHHMH TpaHCHOpT (MpoCTa, IOJIETIIeHa Ta OOMiHHA audy3is), aKTUBHUN
TpaHcNopT (IEPBUHHUN Ta BTOPUHHMI ), €HIOLUTO3 TA €K30LUTO3.

1. [lacuBHUI TPaHCHOPT — II€ PyX PEYOBHH 3a TPATIEHTOM KOHIIEHTpaIlii 0e3 BUTpaT €Heprii.
Bin BigOyBaeThcsi 10 MOMEHTY BUPIBHIOBAHHS KOHIIGHTpAII PEYOBUH MO OOMIBI CTOPOHU BiJ
MeMOpanu. [lacuBHMI TpaHCIOPT MOXKE MPOXOJUTH 32 MEXaHI3MOM IPOCTOi, MOJIETIIEHOT Yn
oOMiHHOI audy3ii.

Ilpocma oughy3ia — TpaHCIOPT PEUYOBUH 3a TPAMIEHTOM KOHIIEHTpalii 0e3 BUKOPUCTaHHS
NEPEeHOCHUKIB. 3a TaKMM MEXaHi3MOM NPOHUKAIOTh B KJIITHHH HEBEIUKI HEMOJSAPHI MOJIEKYIH
(Boma, KHCEHb, BYIVICKHUCIMN Ta3), HE3apsA/DKEHI IMOJAPHI MOJIGKYJIH (CEYOBHHA), a TaKOXK
HU3bKOMOJIEKYISIPHI riapooOHi peuOBHHU.

Ilonezwena Oughyzia — TpaHCIOPT PEUOBUH 32 TPaJliEHTOM

KOHIIEHTpAIIIi 32 JOMOMOI'O0 CIeIiaTbHIX TIEPEHOCHHKIB: a) OL1Kie — Na' K
TpaHcIOKa3, nepMmeas; 0) iomnux xamanie (nopu, mo chopmopani &

OinkaMu) - 10HHI KaHaJTM MeMOpaH HEPBOBUX 1 M S30BUX KIIITHUH JJIS G D
K*, Na', Ca’; ¢ ionogpopic — anTHOIOTHKIB BaliHOMILMHY

(neperocuts K uepes memOpanu MiTOXOHIpiK) Ta rpaminuauHy C,
(meperocuts K™ Ta Na' uepes MeMOpanu MiTOXOHpIi).

Oominna Oughyzia — TpPaHCIOPT PEYOBMH 33 AHTUIOPTHUM
MEXaHI3MOM, KOJH BiJOyBa€ThCsi OOMIH OJHI€] PEUYOBHMHH Ha IHIIY.
[lpy ubomMy O0OWABI pPEYOBMHU PYXaKOTHCA 3a TPali€HTOM
KoHIeHTpauii. Hampukman, pyx Na" B CepenuHy  KJIITHHU
CYNPOBOKYEThCs BuxogoM K HaszoBHi.

2. AKTHBHHMI TPAaHCHNOPT — IEPEHOC PEYOBHH

MpOTH TpaJi€eHTa KOHIEHTpaIli, 10 MNoTpedye Mixwairunnuii npocrip
3aTpaTu eHeprii (JUKeperoM eHeprii HaltuacTime €

C,(Na*) > C,(Na")
C,(K) < C,(K)
Oominna qudy3is

IuromiazmMa KJIITHHH

)

AT® Ta enekTpoximiunmii moreHmian ionis Na', <_f\f\f\ .
H"). AKTUBHMH  TpaHCIOPT Ma€  BEJMKE \\—j Wt O
OlosioriuHe  3HAYeHHs,  ake  3abe3meuye /*_L

CTBOPEHHSI TPaJli€HTIB KOHIIEHTpaLill 1mo oOuaBi /‘\'

CTOPOHH B1Jl MEMOPAHHU 1 TOMY CIIPHSIE MIATPUMKU @

KUTTS KITHHA. B 3amexHoCTi Big IKepena AT®
eHeprii po3pi3HAIOTh NMEPBUHHUN Ta BTOPUHHUMN

AKTUBHUI TPaHCIOPT. AllD
[Tin yac MepBMHHOIO0 AKTHBHOIO TPAHCHOPTY 3Nat m
Ge3mocepesHiM  JKEpeNioM eHeprii € peaxiis OPOut:

rigponizy AT®. Tak ¢yskuionyiore ATD-a3u @ ZK*NUL’

(iomni mHacocm): Na', K'-AT®-aza, Ca*"-AT®d- |

aza. PosrisiHeMo MexaHi3M QyHkiionyBaHHs Na®,

K*-AT®-a3u. lleii pepMenT IpoHu3ye MeMOpany ﬁ*omﬁz
HACKpi3b 1 MICTUTh Ha BHYTPIIIHBOMY OOI

ninsgHk i 3B'a3yBands AT i Na', a ma

3oBHimHbOMY Oomi — gua  K'. Bracmigox HLFO,
npuenHanns 3 ioniB Na' BinOyBaeTbes akTuBaris X
AT®-a3u (rigponiz AT® Tta dochopunyBanHs Uz
depmenty, 3MmiHa KoHbopmalii depMmeHTy), M

BIIKPUTTS ~ 10HHOTO  KaHaJly  Ha30BHI  Ta

) . ) . . ) i Mexani3m aii Na*, K'-AT®a3u
BUBUIbHEHHS 3Na" B MDKKIITHHHUEN nIpocTip. Jam

79



0 3OBHIIIHBLOI TOBEPXHi (QepMEHTy MNpUEIHYIOTbCS 2 iomnm K', 1m0  BHKIMKae
nedocdopuiyBanHs GpepMeHTy, 3MiHy Horo KoH(opMarlii, 3aKpUTTs 10HHOTO KaHAJIy Ha30BHI Ta
BiIKpUTTS Beepenuny i BuBinbHenHs 2K B nuTomiasMy. 3a OfuH LMK i3 KIITUHM BUBOJMTHCS
3Na’, a B ximituay Hagxomarts 2K', 1m0 NPU3BOAUTL OO MOSBM TPAHCMEMOPAHHOTO
€JICKTPOXIMIYHOIO MTOTEHITIATY.

[Ipy BTOPpUHHOMY AKTHBHOMY TPAHCHOPTI MEBHUX PCUOBUH BUKOPHCTOBYETHCS CHEPTis, sIKa
BUISETHCS TP OJTHOYACHOMY TIEPEHECEHHI 1HIIIOT pEYOBHHHM 3a IPaIiEHTOM KOHIeHTparlii. [{ei
BUJ  TPAHCIOPTY B  3aJEKHOCTI  BiX

Na* I''1oko3a Na* H
HampsIMKy pyXy 000X pedoBHH OyBae c c
cumnopmuum i aumunopmuum. llpukmagom '
CUMIIOPTHOTO BTOPUHHOTO TPAHCIOPTY € d D G D
PYX TJIIOKO3U i aMiHOKHCIIOT B €IiTelNianbHi
KIITUHM KHMIIEYHMKA i Hupok. IIpm mpomy © G
MOJICKYJIH TJIIOKO3M YW  aMiHOKHCIIOTH
38°s3yloTbest 3 Na'  Tta  GinkoM- C,(Na") > C,(Na") C,(Na") > C,(Na")
MIEPCHOCHUKOM, YTBOPIOIOYM  TMOTPIHHUMN C,(I'moko3a) < C,(I1ioko3a) C,(H") > C,(H")
KOMILIEKC (Hanpukiaan: Na'-nepeHOCHHUK- Cumnopr AHTHIOPT

r10K03a, Na'-NepeHOCHUK-aMiHOKUCIIOTa).
KoMIIeKC IepexoauTh Ha iHmMH Oik MeMOpaHH, ¢ BHMBUIBHIOETbCS Na', III0KO3a 4M
aminokucnora. Jlna Na“ neil mepenic BimOyBaeThcs 3a KOHLEHTPALIMHUM TPAJi€HTOM, a IS
[UIIOKO3U 200 aMIHOKHUCIIOT — MPOTH Tpaji€eHTa KOHIEHTpalii. 3a MeXaHi3MOM AHTUIIOPTHOIO
BTOPMHHOTO aKTUBHOTO TPAHCIIOPTY B KJIITHHHUX MEMOpaHaX MEepPeHOCHTHCs 0araro KaTiOHIB.
[Ipukianom € Na*, H' -0OMiHHHK, KU BXOAUTH 0 CKJIaay IJIa3MaTHYHUX MEMOpaH Maixke BCixX
kiitul. Llefl nepeHocHMK BuHOCHTH ioHM H' i3 KiIiTMH TpOTH TpajaieHTy KOHIEHTpamii Ta
TpaHcnoprye ionn Na' B cepeiuHy KIiTHHY (3a IPaji€HTOM KOHIEHTpAIlii), TOOTO 3abe3neuye
BUJAJIEHHs HauMIKYy ionis H' i3 xiiTum.

3. EHionnTo3 Ta €K30LMTO3 - MEPEHOC MAaKPOMOJIEKYJ Yepe3 MEeMOpaHH pa3oM 3 YaCTHHOIO
1a3MaTUYHOT MeMOpaHH (TIpH €HI0IUTO31 - B CEpeAMHY KIITHHH, IPU €K301UTO31 — Ha30BHI). €
JBa TUMH CHIONHUTO3Y: (parouuTo3 — 3aXOIUICHHS 1 TOTJIMHAHHS BEIHKUX HEPO3ZYMHHHUX
YaCTMHOK (MIKpOOpPraHi3MHM, yJaMK{ KJITHH) Ta MIHOWMTO3 — IOIJIMHAHHS Kpameiab piIuH Ta
PO3UYMHEHUX PEUOBHH.

III. AkTuBHI popmu KHucHIO. AHTHOKCHIAHTH. IlepexkncHe OKMCHEHHA JiMiAiB

J1o 5% KuCHIO B KJIITHHI METabO0M13y€eThCs 10 BUIbHOPAAUKAIbHUX (POpM (BUIbHI paauKain
1€ YaCTUHKH, 1110 MAIOTh HECTIAPEH1 eJIEKTPOHH).

Cynepoxcuanuii  pagukan Oz yTBOpro€Tbcd B KcaHTHMHOKcuaasHid, NADPH-
penyKTasHiii peakuisx; npu Bzaemonii Oz 3 ionamu meranis (Fe*') i B auxaabHOMY NaHIIOTY
MITOXOH/IPIi.

NADPH +20: > HAA®* + 20 + H*
Cynepokcuauuii paaukan HedepMeHTaTHUBHO 1 3a ydacTio cynepokcupaucmyrtasu (COJl)
NEPETBOPIOETHCS HA MEPOKCH BOAHIO:
‘02 + O + 2H" > H202 +02
Ilepoxkcua BOAHIO B3aEMOIE 3 CYMEPOKCHAOM 3 YTBOPEHHSM TiIPOKCHJIbHOIO
paauKaJy:
02+ H202 > HO + -:OH + O2
liapoxcuabHUi pagukal MoXe YTBOPIOBATHCH B peakilii MeHTOHA 3 TEPOKCH]TY BOJIHIO:
Fe?* + H202 — Fe** + HO™ + -OH

Cunriernuii kucenb 'Q2 (oOMIBa €NEKTPOHM Ha 3OBHIIIHIA opbiTam MaroTh
PI3HOCIIPSIMOBAHI CIIHM) YTBOPIOETHCS MPU ONPOMIHEHHI MOJIEKYJISIPHOTO KHCHIO Ta B peaKii
MK CYNEPOKCHUIHUM Ta MAPOKCUIBHUM paJuKaIaMu:

02 +-OH + H* > H20 + 102
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Oxcua azory NO yTBOPIOETHCS 3 apriHiHY TiJl BIUIMBOM CHHTETAa3d OKCHIY a30Ty B
OararocTtagiiiHOMy mpolieci, IO BKJIIOYAE MEPeHOC S5 eneKTpoHiB i motpedye ®MH, DA/,
NADPH rerpariagpobiontepuny, reMmy, KaabMOAYJiHY, [TyTaTiOHY, apriHiHY, KUCHIO.

Aprinin + O2 — Hurpyain + NOr
limoxsioput cuHTE3yeThea Mienonepokcuaazoro ¢aromuTiB B peakuii H2O» 3 xmopun-
AHIOHOM:
H20: + CI' -> H20 + C1O-

IlepokcHHITPUT yTBOpPIOETHCA Tpu B3aemoii NO 3 CymepoKCHIOM, MaE€ OKHCIIOHYI

BJIACTUBOCTI T1POKCUIIBHOTO PaJuKaly Ta HITpYIOud BIacTUBOCTI NO».
ON-+ 02— ONOOr

AKTHBHI (DOPMHU KHCHIO MAarOTh BHCOKY XIMIYHY aKTHUBHICTh 1 37aTHI MOIIKOJKYBaTH
kiiTuad. Bonu BukiukaroTh po3puBu JIHK, inaktuByroTh depmentu Ta Oinku. Haiikparie
JOCITIJKeHE BITbHOPAIUKAIbHE OKHCICHHS HEHACHYCHUX JKUPHUX KHUCIIOT, TaK 3BaHE MEPEKHCHE
okucnenns giniaiB (ITOJI) abo minmonepokcuaartis.

Pospizusitore  HedepmentatuBHi i ¢epmentaTuBHi mpomecu ITOJI. Peaxmii T10JI
MPOTIKAIOTh 3a JIAHIIFOTOBMM MEXaHi3MOM. Peakilisi iHIMIFOEThCSA TIAPOKCUIBHUM PaIUKaIOM,
SIKUI B3a€MOJIit04H 3 KHpHOIO KucioTor (LH), yrBoproe JTinmiaHuiA paJuKalt:

HO + LH - H20 + L-
Pagukan (L-) B peakuii 3 kucHem pae paaukan ninonepokcuny (LOO-), skuii atakyrouu
MOJIEKYJTy )KHUPHOI KUCIIOTH, YTBOPIOE T1APOTIEPOKCH]T 1| HOBHM JIIITiTHUH paguKat:
L+ 02 » LOO- LOO'+LH - LOOH + L~

OcraHHi JBi peakuii HOBTOPIOIOThCA, Mo i cknagae nanmor 11OJI. Ionu Fe?' nmpuckoprorots
[TOJI 3a paxyHOK pO3rally>KeHHS JaHIFOTa, B3aEMOAII0YH 3 T1APONEPOKCUIAMH I iB:

1) Fe?* + LOOH —» Fe’* + HO"+LO- 2)LO+LH—>LOH+L- irT.1.
Jlanmror MoXke OOpWBAaTHCh TPH B3aEMOJIl pajWKalliB MK CO0OI0, IpH B3aEMOMIl 3
AHTHOKCHIaHTaMU, TTyTaTIOHOM, 10HAMHU METaJIiB 3 IEPEMIHHOIO BaJICHTHICTIO:

Peakmii nepokcuaaii HeoOXiH1 11 oHOBIIEHHS JtimiaiB MmemOpa#. [Ipoxykru [TOJI kpame
PO3UYMHHI Y BOJIi, BAMHBAIOThCS 3 MeMOpaH, 110 crpuse ix oHoBleHHI0. OnHak nocuienHs [10J1
MOX€ TPUBECTH JO YTBOPEHHS KOBAJEHTHUX 3IIMBOK MIX MOJIEKYJaMH JIMiIIiB 1 OLJIKIB,
nopyuieHHs ¢yHkuii MeMOpaH, pylHYBaHHS MITOXOHAPiH 1 po3’€IHAaHHS MPOLECIB TKAHUHHOTO
nuxaHHd 1 cuHTte3y AT®, ranpMyBaHHsS CUHTE3y OLIKIB 1 HyKJIeiHOBUX KucioT. Aktusauis [10J1
JIeKUTh B OCHOBI IPOMEHEBOI XBOPOOM, KaHIleporeHesy, XxBopod Aunbureiimepa i [lapkiHcoHa,
nporiecy crapigHs. OpHaK BUIbHI paJMKald MarOTh 1 KOPHCHI BiacTuBOCTi. DaromuTH 3a
JIOTIOMOT0I0 aKTHUBHMX (OPM KHCHIO BOMBAIOTh MIKPOOPTaHi3MH, B KIITHHAX IHILIIOIOTHCA
MPOIIECH allONTO3Y, CHHTE3YIOTHCS BKIIMBI PETYISTOPH.

AHTHOKCHJIAHTH TAa AHTHOKCHAAHTHI ¢epMeHTH. B HOpMiI yTBOpeHHS BIJIBHHUX
pamuKalliB  KOHTPOJIOEThCS. PO3DPI3HAIOT mpooKcuoanmu Ta AaHMUOKCUOAGHMU, SKi,
BIJIMIOBIJTHO, Mi/ICHIIIOIOTh, 00 TaJbMYIOTh YTBOPEHHS paaukaiiB. [IpookcuaaHTHY 110 MarOTh
BHCOKI1 piBHI KHCHIO, 3pOCTaHHsI BMICTY 10HIB 3aj1i3a, Mijii (reMoxpomaTo3, XBopoba Binbcona).
AHTHOKCHIAHTAMHM BOAHOI ¢a3m € Taki (QepMEeHTU: CYNepOKCHUAIAMCMYTa3a, L0 pPYyHHYe
CYIIEPOKCH/I Ta KaTaJjia3a, o PO3KJIaIae MEePOKCHI BOIHIO:

02 + 02 +2H'—> H202 +02 (CO) ; 2H20:2 — 2H:20 + O2 (karaja3a)

Cenen3ajie:kHa riyrationnepokcugasa pyiinye H,Oo, rinponepoxkcuau mininis (ROOH)
Ta MEPOKCUHITPHUT:

H20:2 + 2GSH — 2H20 + GSSG; ROOH + 2GSH — ROH + GSSG + H20;
ONOO" + 2GSH — NO?" + H20 + GS-SG;

B riyrartionnepokcuaasHiil peakiii BUTpauyaeTbcsi BIIHOBJIECHUH TiyTaTioH. Pereneparis

OKHCJICHOT'O TJIyTaTiOHY BiIOYBA€ETHCS 3@ yYaCTIO IIyTATIOHPEeAYKTA3H.
GSSG + NADPH + H* - 2GSH+ NADP

Ackop0iHOBAa KHCJOTa B BHCOKHX KOHIIGHTpPALiAX € AHTHOKCHAAHTOM 1 1HaKTHUBYE
pamuKand KHCHIO. B HHM3BKMX KOHIICHTPAIisX BOHA MPOSBISE MPOOKCHIAHTHI BIACTHUBOCTI,
HiATPUMYIOUM 10HU METAJIB Y BiIHOBIEHOMY CTaHi.
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AHTHOKCHIAHTH JiniagHoi ¢ga3u. OcHOBHI peakuii B mimigHii ¢a3zi MeMOpaH 1 JIMONPOTEiHIB
KpPOB1 3/IMCHIOIOTHCS 32 y4yacTIO BUIBHUX paJuKajiiB JIMiJiB, TOMY HalKpaiie MeMOpaHu
3aXHUINAI0Th JIIIJOPO3UYMHHI aHTHOKCHIAHTH. 30KpeMa: ajibda-tokodepon (Bitamin E),
yOixiHOH (koeH3uM (Q), THPOKCHH 1 CHHTETHYHI CIIOJYKH, HANpHUKiIasl, ioHoJ (0yTHILOBAHUIA
TiAPOKCUTOIYO0.), GIIaBOHOIIHI CIIOAYKH. MOJIEKY/IM 3 KOH FOTOBAaHUMH TIOJIBINHUMU 3B’ sI3KaMHU
(KAapOTMHOIIM Ta PETHUHOIAM) T[EPEXOIUIIOIOTh CHUHIVIETHUM KUCEHb. AHTHOKCHUIAHTHU
3aCTOCOBYIOTHCS B MPAKTHII JIIKAPs, y TOMY YKCHIi 1 AJIs JIIKYBaHHS TIPOMEHEBOI XBOPOOH.
Kackan apaxinoHoBoi KucJjoTH.

ApaxioHOBa KHCIIOTa Ta JKUPHI KHUCIOTH 3 5 Ta 6 TMOABIMHMUMH 3B’SI3KaMU €
HOTIEPETHUKAMH BEITUKOI IPyIHH perynsTopiB. JIiMiTyI0OUOIO CTAJi€l0 CUHTE3Y LIUX PETryJATOPIB €
peakiiss  BiAIICIUICHHS Bix MeMOpaHHMX (ocCQOIMmiaiB  apaxilOHOBOi KHUCJIOTH, SKa
KaTai3yeThes docdoainazor Aa. ApaxioHOBa KHCJIOTa i BILIUBOM
POCTarjJaHJAMHCUHTETa3u, JIMOOKCUIeHAa3W Ta IHIIUX (EepMEHTIB MEpPEeTBOPIOETHCS B
eiiK03aHOIAM — NPOCTArJAHIMHY, NPOCTALMKIIH, TPOMOOKCAHH, JICHKOTPIEHH, i30IPOCTAHU.
Eiik03aHOiNM BiJirpaloTh BaXIMBY PONIb B PEry/dllii 3amajgeHHs. IX YTBOPEHHs TralbMYy€eThCs
OaraTbMa JIIKapCHKUMHU 3aC00aMH — aCIiPHHOM, TUKIOPEHAKOM, IapareTaMoIoM.

IIpocTarJanaMHu — TiAPOKCUIIOXITHI apaxXiJIOHOBOI 1 JIIHOJIEHOBOI KHUCJIOT, MalOTh B CBOIH
CTpyKTypi S-unennuii nmuki. CkopodeHna Ha3Ba - PG 3 momaBanusm sitep A, B, D, E, F, G, H, |
Ta UGPOBOro 1HIAEKCY, 10 BKa3ye Ha KIIbKICTh MOJBIMHUX 3B’sA3KiB. [IpocTarnananau poaun A
1 E 3HMKYIOTH apTeplanLHHH TUCK, pO3cinalmooTh M si3u OponxiB Ta Tpaxei. PGE: i PGF;
CKOPOYYIOTb M’SI3M MaTKd 1 BHUKOPUCTOBYIOThCS Jisi  crumymsinii  monoriB.  PGE
BUKOPUCTOBYETHCS st 3MeHenHs cexpenii HCIL.

IHl"lﬁFBiiHHﬂ AKTHBaNiA GocdoTinaza A,
HecTepoiTHHMH

NpOTH3ANAILHHMH MemoOpanHi (ocdorimian
3acodamMHu

BinbHA apaxiToHOBa KHC/10TA

X

IMHKI00KCHT e- ‘ JlinokcHreHas-

HAIHHH MIAX HHI mJ1AX
HecTadineHi npocTariagIuan —\1 Tiaponeporcunoxiani
IITH, TITG, |
TizBHmMeHHA MPOHHKHOCTI JlefiROTPHEHH
CYIHH )L
IpocTrar1anIueH IIpoCcTAUMKIIH TpoMmooKkcaHn ITC4 JIT]
JATC4 ATy
nro, Ore nrt, A JTB,
2 2 2 JTE

IIT'F,

BazoauaaTauia BazoauasTanis BasokoHCTDHKIIA XeMmorakcHc ITiIBHIIeHHS NPOHHKHOCTI

IHrioyBanaa Arperanis BA30KOHCTPHKILIA
arperamil TpoMOOIMTIB CKOpPOYEHHS I1aJeHBKHX M A3iB
TPOMOOIMTIB

Mpocramukiain — ne PGly, Mae mukmidHy CTpyKTYpy, pO3cialiroe KOpOHapHi apTepii.
[ToTy>xHUi1 1HT16ITOp TPOMOOYTBOPEHHS 1 KOArysLii KpoBi.

TpomOGokcanu — B CBOIIl CTPYKTYpl MatOTh 6-4IEHHUN KUCHEBMICHUN IIUKJI, YTBOPIOIOTHCS
B IHTHMI CYJIMH, CKOPOUYYIOTb CYJIHHHU, TTOCHIIOIOThH arperariro TpPOMOOIUTIB.

JleiikoTpieHH Ta JIMOKCMHHM — AaIMKIIYHI T1IPOKCUIOXIJHI apaxiJOHOBOI KHUCIIOTH.
VYTBOPIOIOTBCSL MMiJ] BIUIMBOM JIIIMIOOKCUTE€HA3W TEPEBAXHO B JEUKOIMTAX, TPOMOOIMTAX,
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Makpodarax. biomoriuni edekTn peamizyloThCsl B peakiisiX 3amajeHHs, 3ropTaHHI KpOBi,
JIEPriYHMX 1 IMyHHUX MPOIECaX.

I3ompocTanu - aHAIOTH MPOCTArJaHMHIB, YTBOPIOIOTHECS HE()EPMEHTATHBHUM IUIIXOM 3
apaxiZloHOBOI KHUCJIOTH TiJ BIUIMBOM aKTUBHUX (OPM KHCHIO. MaioTh TMOTYXHY
Ba30KOHCTPUKTOPHY JIiIO0.

IV. IleperpaBienns ainigiB. Cepen xupiB 1xi nepeBaxkatots Tpuamuiriineponu (TAI) - no
90%. TAI' mignatotbest (hepMEHTAaTUBHOMY Tipodiizy 10 BUbHUX X)upHUX KkuciaoT (BXK) 1
monoarmriineponis (MATI). YactkoBo rigponiz TAIT po3nounHaeTbess B MUIYHKY M JTI€IO
wiynkosoi ninazu. Ontumym pH depmenty Onu3bkuii 10 HeWTpanbHOro. ToMmy y mopocioi
JIFOIMHY IITYHKOBA JIiNa3a MpakTHYHO HEAaKTUBHA Yepe3 CHIIbHO KHCIe cepepoBuine. Y aiteid pH
IUTYHKOBOT'O COKY HAaOJMKaeThCs 0 S5, TOMY HUIYHKOBa JiMa3a y HUX aKTHBHA 1 3/aTHa
T1APOi3yBaTH KUPHU MOJIOKA.

OCHOBHHMM MiCIIeM TpaBJICHHS JIIIIiB € TOHKA KUIIKA. Y [BaHAISATHIIATINA KHIII i
TEI0 JKOBYI BIIOYBAETHCSI €MYJIbI'YBaHHS KUPY (MOAPIOHEHHS KPYNMHUX JIMITHUX Kpareib Ha
npibuimi). Ileir mnpomec ime 3aBmsku: 1) TEPUCTAIBTULI KHUIICYHHKA, SKa CIIPHSIE
NEePEeMIILTyBaHHIO 1 MOAPIOHEHH] )KUPOBUX Kparelb; 2) BYTJICKUCIOMY ra3y (BiH YTBOPIOETHCS B
pe3yabTaTi peakiii HeUTpatizalii rigpokapOOHaTiB KUIIKOBOTO COKY KHCIUM BMICTOM IILTYHKY,
10 HAJAXOJUTH 3 1%er0); 3) )KOBUYHUM KHCIIOTaM.

['0OBHUM eMyNbraTopoM >KUpIB € KOBYHI KHMCJIOTH, SIKi YTBOPIOIOTBHCS B TEUIiHIN 3
XoJecTepoity mif giero nutoxpoM P450-3anexxnux rigpokcunaz. KmouoBumu depMmeHTaMu €
mutoxpom P450 7A (7-anbda-rinpokcniasa), KU 3all09aTKOBYE YTBOPEHHS XOJIEBOI KUCIIOTH,
ta nutoxpoM P45027, sxuil 3amouaTKOBYe YTBOPEHHS XEHOJIE30KcHxoJeBoi kuciotu. Lli aBi
KHCJIOTH BBAXXAIOTHCS NMEPBUHHUMH 1 CIYT'YIOTh JUKEPEJIOM JJIsi BTOPUHHUX JKOBYHUX KHCIOT (B
NepIIy Yepry Ae30KCHUXOJIEBOi KUCIOTH), YTBOPEHHS SKHUX BiI0OyBaeThcs 3a yuacTi (pepMeHTIB Ta
Mikpo(daopH KUIeyHnKa. YacTrHa KOBYHHUX KUCIIOT KOH IOTYETHCS 3 TIIIIWHOM a00 TaypHHOM 3

YTBOPCHHAM ITapHUX KOBUHHUX KUCJIOT.
H;C CH,

H;C COOH
CH,

7-a-rigpokcuiasa

HO

Xousectepoa HO OH

XoJieBa KHCI0TA

+ rinuH

+ TaypuH

(0}

H,C C—NH—CH,—COOH

H;C C—NH—CH,—CH,

HO OH

HO OH

TaikoxoseBa KucaoTa
TaypoxoJieBa KHCI0TA

Posb 5k0BUHUX KHCIOT: 1. eMyJBbIYIOTh XKHPH LUIXOM 3MEHILIEHHS MOBEPXHEBOTO HATSTY
KparinH kupy. BOHM B3a€MOMIIOTH CBOEIO TiPpoPOOHOI0 YACTHHOKO 3 MOJEKYJIOKI KHPY, a
riIpodigbHOI0 MOJSPHOI YACTHMHOK — 3 BOJHUM BMICTOM KHIIEYHHKA, EMYJBIYIOTh JKUD; 2
aKTUBYIOTh JIiN1a3y 3aBJSKH 3B’SI3yBAHHIO KUPHUX KHUCIJIOT 1 YCYHEHHIO 1X 3 Micls Iii Jinasu; 3.
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CHPUSIOTh BCMOKTYBaHHI BUIBHUX JKAPHHUX KHCJIOT 3aBJSKH YTBOPEHHIO MIIEN - “XOJETHOBUX
KOMILJIEKCIB”; 4. BAKOHYIOTh (DYHKIIiIO ITOBEPXHEBO-aKTUBHUX PEYOBUH B KJIITUHAX OpPraHi3My.
OcHOBHUM (DepMEHTOM, SIKMI KaTali3ye PO3LICTUIIOBAHHS JKUPIB 1XKi, € naHKpeamuyHa

ninaza. @OEPMEHT CEKPETYEThCS Yy BHIJISAI HEAKTUBHOTO TIOMEPEIHUKA TIPOJIINA3H, sKa
aKTHBYETHCS 3aBJIIKU TIPHETHAHHIO O1JIKa KOMiMa3y Ta Ail )KOBUHUX KHUCIOT. Llg mina3a gie nume
HA EMYJIbrOBaHI JKHPH, a X eMyJbrailisi 3JiHCHIOEThCS 3a YJacTIO JKOBYHHX KHCIIOT, BUTBHHUX
JKUPHUX KHCJIOT, MOHOAIWITIINEPOJiB, OIKiB. [1aposi3 TpUanMATIINEpONiB i JI€0
NaHKpeaTHYHOI Jlina3u Bejae 10 BimmervieHns Big TAI 3anumKiB )XKUPHUX KUCIOT 3 YTBOPEHHAM
JTUTITIEPUIIB Ta MOHOTJIIIIEPUIIB. Y TBOPEHI MOHOTIIIIEPUAM TaJli PO3IICIUTIOIOTHCS Ha TIIIEPOJT
Ta )KUPHY KUCJIOTY KAIIKOBOIO MOHOTJTILIEPHITINA30IO.

Cix mianuTyHKOBOI1 3aJ03U MICTHTh XoJaecmepoliecmepasy, SKa Katallidye Tiapoii3 edipiB
XOJIECTEPUHY 3 YTBOPEHHSM BUIBHUX
KUPHUX KUCJIOT 1 XomecTepoly. Y ®@ocouninasa A,

OiANUTYHKOBIM ~ 3all031  CHHTE3YEThCS R 0]
npoghocgponinaza A sika MepeTBOPIOETHCS H.C— Ol E_R

B aktuBHy (opmy dochominazu Ao, 2

3aBIAKH  BiNICIUIGHHIO  mix  giero ‘Pocdonimaza A, - - ﬂ |

TPUIICHHY, TeNTanentuay. ICHYrOTh iHII HC—O=C—R
dochomnazu.  Docdomimaza A - | O

BIJIIIEIUTIOE JKUPHY KHCIOTY B l-omy I

noyioxkeHH1, Qocdortinaza A Biametoe HZC_Q;— 1|)_\O_X

KHUPHY KHCJIOTY BiJ pochaTHIHUIXOTIHY B ,7 OHY

2-My monoxeHHi, d¢ocdominaza D - q)ocq,oﬂi’naw C ®ocloainaza D

BiIeIUTIOE  XOJiH, a (ocdominaza C -
3anoK (ochOopHOT KMCIOTH.

V. BcMOKTYBaHHA NPOAYKTIB riApoJi3y Jimigis

[Mponyktu  rigposizy  JIMiAIB:  KUPHI  KUCJIOTH 3  JOBTMMH  JIAHIFOTaMH,
MOHOALMTTILIEPOIH, XOJECTEPOJl 32 YYacTH COJeH JKOBUHUX KHCIOT YTBOPIOIOTH 3MillIaHi
Mmitenu. Bonn nobyaoBaHi TakUM YMHOM, IO TiAPOPOOHI YaCTUHU MOJEKYJ JKUPHUX KHUCIOT
o0OepHeHi BcepeuHy Millenu, a TiIpodiibHi - Ha30BHI. Yepes 11e Milleiau 100pe pO3UUHSIOTHCS Y
Bomi. [lpm KOHTakTI Milen 31 CIM30BOK0 TOHKOI KHIIKM JIMJAHI KOMIIOHEHTH 3 MIiIel
TUQYHAYIOTH Yepe3 MeMOpaHu B cepeAuHy KIiTHH. JKUpHI KHCIOTH, TIJILEpos Ta
MOHOALMITIIIEPOIIH, 10 HOTPANMIIN B CTIHKY KHUIIEYHHKA J1ajl MiAIal0ThCs peCMHTe3y, TOOTO 3
HUX TIOBTOPHO CHHTE3YIOTbCS TpHAUMITIINepoau uYM iHm mimigu. Ilpouec pecuHTe3y
IPOJOBKYETbCA B TEUIHI, KUPOBIM TKAaHUHI, 1HIIMX OpraHax. BUBIIbHEH1 KOBYHI KUCIOTH
NepexoAsTh B KPOB 1 MOTPAIISAIOTh B MEYIHKY, 3BIKM Pa3oM 3 KOBYI 3HOB BHUIUISIOTHCS B
kuamieyHuK. Lle Tak 3BaHa KHMIIKOBO-TIEYiHKOBA PeNMPKYJsLisi )KOBUHUX KHUCIOT. 3a 100y
TaKHUX IUKJIIB OyBae Oifs AecaTka.

ITaToJiorist TpaBJIeHHs JiliiB Ta BCMOKTYBAHHS NPOAYKTIB TipoJii3y

[TaTonoris TpaBieHHs KUPIB MOXKE OyTH HACHIIKOM KUTBKOX MPUYKH:

1. TlopymeHnHs cekperiii oB4Yl Ta 1l BHUIUICHHS 3 JKOBYHOTO MiXypa TpH MEXaHIYHIN
MEPEIKOAl BIATOKY >KOBYI (KOBUHOKAM siHA XBOpOOa, MyXJIMHH). 3MEHIIEHHS CEeKpelii >KOBul
TPUBOJIUTH JI0 TIOPYIIICHHST EMYJIBI'YBAaHHS XKHPIB 1, OT)KE, 10 3HIKEHHSI 3/1aTHOCTI TTAHKPEaTUIHOT
JIIa3y TiAPONi3yBaTh KUPU.

2. [lopymieHHs cexpenii naHKpeaTUyHoT JIina3u TeX 3HUKYE MIBUAKICTh T1POTI3Y KUPIB.

B o0ox Bumajkax Iie MpUBOAMTH /10 HAKOMMYEHHS HEMEpeTpaBICHUX KUPIB y (ekamisx
(cmeamopess abo >xupHi BUNOpoxkHEeHHs). Ctearopess Bene 0 TMOPYIICHHS BCMOKTYBAaHHS
XKHUPOpPO3uMHHUX BiTamiHiB (A, D, E, K) i He3aMIHHHMX KUPHUX KHCIIOT.

VI. Ilpomixkumii oO0MiH JinmigiB — e CyYKyNHICTh NpPOIECIB BHYTPIIIHbOKIITUHHOTO
nepeTBOpeHHs JimiaiB. Cepell OCHOBHUX NUISIXIB METa0O0MI3My JIIMiAIB BUIUISIOTH HACTYITHI:
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Jinom3 (T1iaposi3 HeHTPATBbHUX KHUPIB 10 KUPHUX KHUCIIOT Ta TIIIEPOITY), OKHCHEHHS Ta CHHTE3
KUPHUX KUCIJIOT, CHHTE3 )KUPIB Ta CKJIAJHUX JIMiAIB, KeToreHe3 (yTBOPEHHS KETOHOBUX TiN) Ta
KeTOJi3 (OKMCHEHHS KETOHOBHX TU), a TaKOX CHHTE3 XOJIECTEPOJIy 1 HOTO MEpEeTBOPEHHS B
010JI0T1YHO aKTUBHI CIIOJIYKH.
1. BHYTPilIHBOKJITHHHM M JIINOJII3 TPHANMJITJIINEPOJIiB (MOOLTI3alisl )KWPHUX KHUCJIOT) - 1€
T1APOI3 TPUALMIITIIIIEPOITiB (TPUTITIILIEPUAIB, )KUPIB) O TIIILEPOITY Ta BUIBHUX KUPHUX KUCIOT.
['onoBHA yacTHHA KUPIB OpraHi3My JICTIOHYETHCS B )KMPOBIM TKaHWHI, TIEUiHIlI, B MEHIIIHA Mipi B
IHIIIMX OpPTaHax i € 3alacHUM JDKEPETIOM €HEepTii I OpraHi3My.
Buympiwmnvoknimunna — noxanizayis:  JNOMI3  MOXE — NPOXOAUTH B IIUTOILIA3MI,
€H/IOTIIa3MAaTHYHOMY PETUKYIIYMI YH JIi30COMaXx.
Toniuna noxanizayis: IEPEBaKHO B )KUPOBIM TKAHWHI Ta B MEHIIIK Mipi y IEYIHIII.
Mexanizm:  mnoni3 — TpUaLWITIiLEpoidiB  #ne  mocramiiHo. Chepmry  3a  ydacTti
TPUALWITIIIEPOIITINA3H BiJl TPUALMITIIIEPOIY BIIIICTUTFOETHCS 3aTHIIOK XUPHOI KUCIOTH 1
YTBOPIOETHCS AUAMITIIIIEPOT, SIKAI i BIUIMBOM JHALMJITIIIEPOIUIINA3u MePEeTBOPIOETHCS HA
MOHOAIMJITIIIEPO Ta BUBUIBHIETHCSI MOJICKYJIA )KUPHOT KUCIOTH. Jlaii BiJi MOHOAIMIITIIIIIEPOITY
BIJIIICTUTIOETLCS 1II€ OJHA MOJICKYyJia >KUPHOI KHCIOTH 3a y4acTi MOHOAIMITIIIEpOIUTina3u 1
YTBOPKOETHCS TIIiNEpos. TakKuM YUHOM, MTPOAYKTAMH JIIIOJII3Y TPHALMIITIIILEPOITY € TIIIEpOoJT Ta
TPU MOJICKYJIH KUPHUX KHCIOT.

Peaxkuyii ninonizy

Tpuanuariinepon Juanunriinepon MoOHOAMITTIEPOT [rtitiepor
by i H,C—OH H,C—OH
H,C—O—C-R H,C—0—C-R | 0 2
o +H,0 | 0 THO  gi_o—b_g? THO o
HC—O—C—-R T’ HC—O—C-R T:I . —>2 9
Hzc—o—ﬁ—R3 -R—C-OH H,C—OH - R—C—-OH 2 - R-C-OH H,C—OH
O [ Tpuanmnrnineponinasa | (Amarwicsineposinaza (Monoawmnrnineposninasal

Biosoriuna poJib: JMONI3 € OCHOBHUM JDKEPEJIOM TIIIEPUHY Ta >KUPHUX KHUCIOT,
OKHCHEHHS SIKHX CYNPOBOKYEThCS BUAIJIEHHAM 3Ha4yHOI KijgbkocTi eHeprii (39 x/x/r, 9,3
KKaj/T).

Pecynauyia ninonizy. PerynaropHuM (QepMEHTOM O3y € TpHALMITIieposulinasa
(ropMoHuUyTNIMBaA), sKa aKTHMBHa Yy (ochopunboBaHiii ¢opmi, 1 HEaKTUBHa - Yy
nedocopuiboBaHiii popMi. AKTUBHA TPHALMITITILEPOIUIiNa3a BUKIUKA€E 3pOCTaHHS aKTUBHOCTI
JTVANITITIIEePOIUTiNas3y, SIKa B CBOIO YePTy aKTHBYE MOHOAIMIITIIIIEPOILTINa3zy.

I"'opMoHH, SIK1 BIUIMBAIOTh HAa MOOLII3aLliI0 KUPY, MO’KHA OJUIUTH HAa TOPMOHHU MPSIMOT il
(ampeHaniH, TJIIOKaroH, COMAaTOTPOIIH, IHCYJIH) 1 TOPMOHHM OIOCEPENKOBAaHOI Mii (THUpeoinHl
TOPMOHH, TTIFOKOKOPTUKOI/IM, CTATEB1 TOPMOHHU, JICTITHH).

AJlpeHaltiH, TII0KaroH, COMaToOTPOITiH, CTaTeBl TOPMOHH, TITFOKOKOPTUKOIIA, TUPOKCHUH Ta
TPUHOATUPOHIH, JIENTUH CTUMYJIOIOTH JIMOMI3 B aJUINOLUUTAaX, a IHCYJIIH — HaBIAKd HOTro
npurHigye. Crumynorodl e(eKkTH aJpeHaJiHy Ta TJIOKATOHY peali3yloTbCsi uepe3
a/ICHUTaTIUKIIa3Hy CHUCTEMY. YTBOPEHHUH €0 CHUCTEMOIO BHYTPIIIHBOKIITHUHHUN MECEHKep
nAM® AKTUBYE MPOTETHKIHA3Y, AKa IUISTXOM dbochopuryBaHHS aKTUBYE
TPUALMIITIIILEPOJLTINasy.

ComaroTponiH MOCWIIOE CUHTE3 aJleHIaTuMKIa3|. ["aabmyroua nis iHCYJIiHYy, HaBIIAKH,
peani3yeTbcsi uepe3 3MeHIIeHHs piBHA HAM®, 3aBnasgku axTtuBauii  ¢docdoaiectepazu
(pepmenmy, wo pyunye yAM®D).

CrareBi rOpMOHM, IIIOKOKOPTUKOIIM Ta THPEOIIHi TOPMOHM [iIOTh Yepe3 BiAMOBIIHI
[IUTOIUIA3MAaTHYHI PEIENTOPH B aTUTIOIUTAX Ta CTUMYJIOIOTh CHHTE3 TPUAIMIITIIIIICPOJLTIITa3H.

I'opmoH JenTuH (Bix nat. leptos - TOHKUH, XyAnit) — NENTU I AAUNOLUTIB, SKUHA BUKINKAE
3HMKEHHS alleTUTY 1 MOCUJICHHS JIIMOMI3Y, OCKUIBKH TajbMy€ MPOJIYKIII0 CTUMYJISITOpA aneTUTy
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HeWporienTuay Y B TinmoTtasamyci. 3pOCTaHHS BMICTY JICNTHHY CHTHAJI3ye TPO 3arlOBHEHHS
Q/IMTIOLMTIB )KUPOM 1 BIICYTHICTh MOTPeOU B IPUHOMI 1Ki.

Takum YWHOM, JIMOJI3 TOCHIIIOETBCS B NPOMDKKaX MK  NOpUiAOMaMH ki
(mocTabcopOTUBHUE TEepio), MiJ Yac TOJIOMYBaHHS, NMPU CTPECax, MEPEOXOIOKEHHI, i Yac
IHTeHCUBHOI (Pi3MUHOT POOOTH.

\/ AnpenaliH (TJIHOKaroH) j
¥

\m‘ Moaudikopanuit

perenTop

v

HeakxTnBHa AxTHBHA Incynin

aJICHUIATIMKIIA3a | | afieHinaTIuKIa3a

O

— |DPocdogiectepasa)
ATD Huxniaauit ’ [
AMOD ~[AMa)]
+H,0
* 2
’HeaKTI/IBHa IpOTeiHKiHa3a ‘ ’ AKTUBHa HpOTCiHKiHaSa‘

!
N\

HeakTuBHa AKTHBHA
TPHAIMITIIIEPOIUTia3a TPHALMIITITILEPOILTina3a

/\

Jwuanunriinepon
+ )KHpHA KHCJIOTa

Tpuanunriinepos

2. OKHMCHEHHS TJIilepoJy — I MPOoIeC Po3Maay TIeposy A0 BYTJEKHCIOro rady Ta BOJAH B

aepoOHUX yMOBaXx.

BHyTpilIHBOKIITHHHA JIOKATI3alis: HUTOMIa3Ma Ta MITOXOHJPII.

Toniuna JokaJjizamisg: HaiOUTBII IHTEHCUBHO TPOXOIUTH B TEMATOIMTAX, CTIHIII TOHKOTO

KHAIICYHUKA Ta HUPKaX.

MexaHi3M: TIiIIepos YTUII3Y€EThCS B KIITHHAX TIIKOJITHYHUM IIISIXOM. BKIIIOUeHHS riainepoiy

y BKa3aHUW UUBIX 3AIMCHIOETBCA Ha PIBHI iinepanbaeria-3-gocdary: crepury TIinepost

aKTUBYEeThCS 710 Tainepoin-3-gochaty 3a ywyactio AT® 1 riminepondocdokiHazyu, a MOTIM

OKHCHIOETHCSI TIiJ] BIUTMBOM TIinepoiadochaTaeriiporeHa3n 3 yTBOPEHHSIM TJilepaibaeria-3-

docdarty, KUt BCTynae B IIKOMI3 1 HEpEeTBOPIOETHCS 10 MipyBary. [lipyBaT miassrae okucHOMY

nexkapOokcumyBaHHIO 110 aneTi-KoA, skuit okucHioeThes 10 CO2 ta HoO.

Enepzemuunuii 6ananc noenozo aepoonozo OKUCHEHHA 21i4epony CKIANAEThCS 3 KITbKOCTI

Mosiekyn AT®, siki yTBOPIOIOTbCS:

» TpH OKHCHEHHI B MiToxXoHapisx 1 wmomekynmn HAJIH, yrtBopeHoi B riinepon-3-
docharnerinporenasnii peakuii. HAJIH yTBoproeTbcs B 1uTOMIA3Mi, 3a JOIOMOTONO
riineposndocharHoi UM ManaT-acrapTaTHOI YOBHUKOBUX CHUCTEM TPAHCIOPTYEThCS B
MITOXOHJIPIi, 1€ TpU OKUCHEHH] J1ae 2 200 3 AT® (3ayeXHO BiJl YOBHUKA);

» TIpH OKUCHEHHI B MITOXOHJpisX 1 Monekymu raikosaituunoro HA/IH, sika 3 muroruiazmMu
JIOCTABJISIETHCSL B MITOXOH/IPIT (32 AOMTOMOTOO Ti1epodochaTHOro Yu MajgaT-aClapTaTHOTO
YOBHHUKIB) 1 MpU OKKCHEHHI fac€ 2-3 AT®;
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» B JIBOX peakIlisx cyocTpaTHoro ¢pochoprryBanus riikomizy (2 AT®);

» TpH OKHCHOMY J1eKapOOKCHJIyBaHHI MipyBaTy B MITOXOHJAPIsIX 32 PaxyHOK OKHCHEHHS |
mostekynu HAJIH (3 AT®);

» Ipu NOBHOMY OoKucHeHHI 1 monekynu anetmii-KoA 1o CO;z ta H2O (12 AT®D).

3a BUKJIIOUYeHHAM 1 MoJiekyiau AT®, sika 3atpadaeThest Ha (OChHOPHITYBaHHS TIIIIEPOITY.

Po3paxyHOK CYMAPHOI'0 €HePreTH4Horo 0aJancy NoBHOIr0 aepoOHOro OKHCHEHHS
rjinepoJy: («2 abo 3» + «2 abo 3»+2+3+12) -1 = 20-22 ATD

HC—OH

_______ I'nineposnkinasa |
i
AJlD
H,C—OH I[eriﬂﬁoreHae»a‘ @
| HAJL HC=0 TH3

HC—OH | A
HC—OH -\‘ > C=0
H,C—PO;H, | |
_ HAJIH, H,C—PO;H, HAJIH, COOH
T'minepon-3-docdar )
T'ninepansaerin-3-docdar Hipysat
)E ’E )E )E
= = = =
2 8 2 s
8 E o s 8 = 2 E  Mipysar
23 =z 2% s P
5 § 8 5% g e
£ : £ : h (3 ATo)
- = = =
] =y Y Anernn-KoA

\j
@

CO, + H,0

{ Eneprernunmii 6anaunc: 20-22 AT® J

FBionoziune 3nauenna okucuennsa oniyepony. 1. EHepreTmyHe: eHepreTMYHHil OayiaHC
OKHCHEHHsS TJjileposly B aepoOHHMX ymoBax craHoBUTH 20-22 AT®. 2. KaraOoaiune:
BiZIOyBaeThCs po3naja riinepory. 3. AHaOGouiyHe: 13 NPOMDKHUX TPOJYKTIB OKHUCHEHHS
TITIEPOTY MOXYTh YTBOPIOBATUCH TJIIOKO03a, PI3HI KJIacH JIMiAIB, JesAKl 3aMiHHI aMiHOKHCIIOTH
Ta 1HIII.

3. p-oxkMCHeHHSI AKUPHUX KHCJIOT - 1€ IUKIIIYHUHI Npolec, Y IKOMY Bi10yBa€ThCsI OKUCHEHHS [3-
aTomMa KapOOHY >KHPHHX KHCJIOT Ta TMOCHIJIOBHE BIAIICTUICHHS BiJ X MOJICKYJ JABOBYTJICIIEBUX
¢parmenTiB (y Burisani anetun-KoA). Lleit mertaGomiuHuil HUISX Ha3BaHUM TaKOXK IMKIOM
Knoomna-Jlinena, amke B 1904 porti Knoomn BcTaHOBUB MeXaH13M [-OKHCHEHHSI JKUPHUX KUCTIOT, a
B 1954 poui JlineH po3kpuB (hepMEHTATHBHI PeaKiii IbOTO MPOIIECY.

Buympiwnvoknimunna noxanizayia: yci peakiii [-OKHUCHEHHs TPOXOASTh B MAaTPHUKCI
MITOXOH/PiH, 32 BUHATKOM Peakllii akTUBAL1 )KUPHUX KHUCJIOT, Ka BiTOYBA€TbCS B IIUTOIIA3MI.
Toniuna nokanizayia: HaWOLIBII 1HTEHCHUBHO MPOXOAMTH B CEpILl, KOPKOBOMY IIapl HHUPOK,
NEYiHIl, )KUPOBil TKAHWHI Ta CKEJIETHUX M’s3ax MpHU TpUBaJIii poOOTi.

Mexanizm: cuiepiry B IUTOIIa3Mi BiJOYBAa€ThCsl aKTUBAIliS KUPHUX KHUCIOT 3a ydacTi KoA Ta
eneprii AT® (1 eram). AkTuBHI popMH KUPHUX KUCIOT (aumn-KoA) 3a 70moMOroro KapHIiTUHY
TPAHCTIOPTYIOTHCS B MITOXOHJpITl (2 eTam), e MPOXOAUTh OKUCHEHHS iX (-aTomiB KapOOHY B
peakuisix neripyBaHHs Ta rigparauii (3 eram). [Ipu nbomMy yTBOPIOETBCS [(-KETOKUCIOTA, SKa
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JlajTl 3a3Ha€ PO3IICTIICHHS 3 YTBOPEHHSM JIBOBYTJICIIEBOrO hparmMeHTy (y BUTIIsLal anetmii-KoA) i
KUPHOI KHCIIOTH, BKOPOUYCHOT Ha JIBa aTOMHU KapOoHy. [lani MUKIM OKUCHEHHS MOBTOPIOIOTHCS
JI0 TUX Mip, OKH HE BiAOYAETbCs MOBHUM PO3Maj] BYIJIELIEBOIO CKENETYy KUPHOI KUCIOTH A0 2

MoJiekyn aneTuin-KoA.

OcHoOBHI eTanu Ta peakilii f-OKUCHEHHS KUPHUX KUCJIOT

1 eTan: akTUBALifA )KUPHUX KUCJIOT B HUTONJIa3Mi

+AT® + KoA-SH

/O

- AM® -H,P,0,
’Kupna kucnora

| Aumn-KoA-cunrerasa ]

/O
> R—CH,~CH,~C”

SKoA

Amnn-KoA

2 eran: TpaHcnopT anuia-KoA B mitoxonapii

1
1
1
. 1
+ KapHITUH !

+ SH-KoA

Ammin-KoA —— AmunkapHituH —+# AnuikapHitnH —  Amuia-KoA

HS-KoA

\ KapHiTHHaanTpchcpepan

- KapHITUH

KapHiTHHaanTpaHCQ)epa3a]

Iurommazma
Membpana

3 eram: UMK [P-OKHMCHEHHSI JKUPHUX KHCJIOT B
MiToxonapisix. Bkimoyae 4 peakuii:

1. HerinpyBanHs kuciotd B [-monoxeHHi DOAJI-
sanexHoro  anmn-KoA-merimporenasoro o A%P-
TpaHceHo1nT-KoA  (moaBiiiHMII  3B’S30K Mae  TpaHC-
KOH(Irypariito).

2. I'igparanis noasiitHOTO 3B’513Ky eHO1T-KoA-rinpaTa3oro
3 yrBopeHHsM [-riapokcuanmi-KoA.

3. Jpyre neriapyBanHs 3a yuacti HAJ[-3anexnoi 3-
rigpokcuanui-KoA-nerigporeHasu 3  yTBOpPEHHsSIM  [3-
keroauui-KoA.

4. Tiona3Ha peaxiis, sika BeA€ O BKOPOUEHHS JIaHLIOra
XKHUPHOI KHCIOTH Ha 2 aTOMHU KapOOHY (BUBUIBHSIOTHCS Y
Burianl  anetwi-KoA). Karamizyerbes  anernn-KoA-
anunTpaHcdepaszoro.  Bxopouennit  armn-KoA  3HOBY
BCTYIAa€ B HOBI LMKIH P-okucHEHHs. CiijJ BIAMITUTH, 1110
JUIsl TIOBHOTO PO3ILIEIUIEHHS MOJIEKYJIM JKMPHOI KHCIIOTH 3
MapHUM YUCJIOM aToMmiB KapOboHy 1m0 anetuia-KoA

noTpibHO (g—l) LIUKITIB  P-OKUCIIEHHS. YTBOpPEHHIt

anetun-KoA yrumizyerscst B LITK KpeGca, un migmsarae
1HIIIMM TePETBOPEHHSIM.

Enepreruunuii 6ajianc P-OKHCHEHHS JKMPHUX KHUCJIOT.
Jnis  po3paxyHKy €HEpPreTMYHOro OanaHcy HeoOXiTHO
BUPaxXyBaTH:

1. KinpkicTh NHKIIB [-OKMCHEHHS, HEOOXITHHX s
MOBHOTO PO3Maay BYIJIEHEBOTO CKEJETY YKUPHOI KUCIOTH
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1o anetui-KoA (1 mukn nae 1 monexyny ®AJIH> ta 1 monekyny HA/IH», npu okMCHEHH1 SIKUX
y JUXaJIbHOMY JIaHLIOTY YTBOprO€Thed 2 Ta 3 monekyiu AT = 5 AT®). Hacuuena xupHa

kuciora 3 Cn NpOXOaAUTh E —1 IMKJIIIB 1 YTBOPIOETHCA BIAMOBIAHO 5 - (E — lj ATO.

2. Kinbkicts Monexyn anetun-KoA, siki yTBOPIOIOTBCS HpPHU MOBHOMY OKHCHEHHI MOJIEKYIU
*kupHoi kuciotu (3ropanHs 1 anerun-KoA go CO; ta H O nae 12 AT®). [Ipu noBHOMY

OKMCHEHH1 HacuueHoi >KHpHOi KucioTh 3 Cn YTBOPIOEThCS EMOJICKyJI anetun-KoA, npu

3rOpaHHi IKUX YTBOPIOETHCS %-12 ATO.

3. Ha axTuBaiiro >xupHoOi KUCJIOTH BUTpadaeTbesa 1 AT®D, sKy HeoOXiTHO BIIHATH Bia KUIBKOCTI
AT®, yrBOpeHHX NpU IOBHOMY OKHCHEHHI kupHOI kucnotu 10 CO2 ta H20.

TakuM YMHOM, CHEPreTUYHHI OaJaHC OKUCHEHHS MOJICKYJIM HACHYCHOT )KUPHOT KUCIIOTH 3
Ch (e n — mapHa KiJbKicTh aToMiB kapooHy) 10 CO2 ta H2O MoxHa po3paxyBaTu 3a HACTYITHOIO

n n
|l ==1]-5+|=|-12-1
dbopmynoro > 5

Ipukjaa po3paxyHKy eHepreTH4YHOro 0aJaHcy MOBHOIO OKMCHEHHS NaJbLMITHHOBOT
kucjaotu (Cie, n=16) 10 CO2 ta H20

1. Ayis moBHOTO po3Maay MaabMITHHOBOI KHCIOTH HEOOXITHO 7 IHUKIIB [-OKUCHECHHSI, BiTHOBHI
€KBIBAJICHTH SKUX IPHU OKMCHEHHI J1at0Th 7°5=35 AT®.
2. Ilpu MOBHOMY OKMCHEHHI MaJbMITHHOBOI KHCJIOTH YTBOPIOETBCA 8§ MOJeKyn aneTmi-KoA,
MIOBHE 3rOPAHHS SIKUX CYNPOBOIKYETHCS YTBOPEHHIM 8:12=96 AT®.
3. Ha akTuBariito maabMiTHHOBOI KUCIOTH 3aTpadaerbest 1 ATD.

Takum 4yMHOM, eHepreTHYHUil OanaHC MMOBHOI'O OKHUCHEHHSA | MOJEKynIM HalbMITHHOBOL
KHUCIIOTU cTaHOBUTH 35+96-1=130 AT®

OKUCHEHHA HeHACUYEHUX HCUPHUX KUCA0m B1I0OYBAETHCS 3a TIEIO K CXEMOIO, 10 i HACHYEHHUX
KHCJIOT, aJie 3 MONepeIHbOI0 3MIHOI MOJOXKEHHS MOJBIHHOIO 3B’S3KY (3 MoJIoKeHHs 3-4 y 2-3)
Ta MOro nMpocTopoBoi KOHpiryparii (3 uuc- y TpaHc-KOH]Irypalio) 3a ydacti GepMEeHTy €HO1-
KoA-i3omepasmn.

H H H
| i30Mepaza
R—CH,—C=C—CH,—-CO—S-KoA —— R—CHZ—CHz—(E:C—CO—S—KoA
H
mc-A*"-enoin-KoA tpanc-A>’-enoin-KoA

Enepretnununii 0ajaHC OKMCHEHHS HEHACHYEHUX JKUPHHUX KHUCIOT MEHIIMHM 3a Takuil y
HAaCHYEHMX 3 TI€IO0 K KUIBKICTIO aTOMiB KapOOHY y BYIJIELIEBOMY CKEJETi, aJke 3MEHIIY€EThCS
KUTbKICTh peakiiit DAJ[-3anexxHoro neriipyBaHHs (Ha BEIMUYUHY, SIKa JIOPIBHIOE KUIBKOCTI
NOJBIHHUX 3B’A3KIB B MOJIEKYJII HeHacH4yeHol kupHOi kuciotu). Ockineku 1 @AJIH> nae 2
ATO®, Tomy, eHepreTudHHi OanaHc OKMUCHEHHS HEHACHUEHUX JKUPHHUX KUCIOT MEHIINH 3a TaKHii
y HAaCHYEHUX Ha BEJIMYMHY 2'X (X — KUIBKICTb MOJBIHHUX 3B’S3KiB B MOJEKYJIl HEHACHUYEHOI
KHUPHOI KHCHOTH). OTKe, CHepreTHYHNi OanmaHC OKMCHEHHS HEHACHYECHUX JKHUPHUX KHCIOT 3
NapHOIO  KUIbKiCTIO — aromiB  kapObony C, MoXHa  BHM3HAYMTH 32  (OPMYIOIO:

(”—1)5{")12—1—%
2 2

OKUCHEHHA MHCUPHUX KUCIOM 3 HERApHUM YUCIOM amomié KapOouny BiIOYBAeTbCs 3a
MEXaHI3MOM [3-OKHCHEHHSI [0 YTBOpeHHs mpomioHUI-KoA, skuil yTuiaizyerbcs 0COOIUBUM
nusgxoM. Crovarky BiH KapOOKCHITYEThCS 10 MeTHIManoH1T-KoA (3a yuacTi kapOoKkcuOioTURHY).
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OcranHiil 3a y4acTti MmyTasu (KopepMeHT 5-1e30KCHaIeHO3MHKOOAIaMiH) 130MEpPU3YEThCS B
cykuuHin-KoA, sxwuii Bctynae B LITK Kpebca.

Tpomionin-KoA ATD Metmmmanonur-KoA Cykiunin-KoA
H,C-CH,—CO—S—-KoA + CO, —>H3C—(|3H—CO—S—K0A—> HOOC-CH,-CH,-CO-S-KoA
kapOokcubiotun  COOH 5-ne3o0KkcuaieHo-

3mwIKoOaIaMin
Enepreruunuii 6a71aHC NOBHOT0 OKUCHEHHS MOJIEKYJIH KUPY — TPHANMJITJIIIEPOTY
Enepretnunuii 0amaHC OKHCHEHHS | MOJEKYIW TPHALMITTINEPONY (TPUTITILEPUIY) €
CYMOIO €HEepreTMYHuX OallaHCIB OKMCHEHHS HOro CKJIaJl0BUX — TPHOX JKUPHHUX KHUCIOT Ta 1
MOJIeKyaH  riinepoiy. Hampuknan,  eHepreTMuHuii  0ajaHc — MOBHOTO — OKHUCHEHHS
TPUCTEAPATIIILEPONIy CKIATAEThCS 3 €HEPreTHYHOro OanaHcy OKHMCHEHHS IIIIIEeposly Ta TPhOX
MOJIEKYJI cTeapuHoBOi Kuciaotu (Cis).

1. Ilpu okucHEHHI OJHIET MOJIEKYIIH TIIIIEPOITY B CEPETHBOMY YTBOPIOEThCS 21 AT®.

2. Ilpu nmoBHOMY OkHMCHEHHI 1 Monekynu creapuHoBoi KucioTH (Cig) IPOXOIUTh § HUKIIIB
(32 paxyHOK BIJIHOBHUX €KBIBQJIEHTIB IIMX IHMKIIB CUHTE3yeTbcsa 8°5=40 AT®D),
yrBOproeThcst 9 Mousekyn anetwn-KoA (ix oxkucHeHHs pae 9:12=108 AT®) ta
3arpadaethcsi 1 AT® (Ha akTuBallil0 CTEapuHOBOI KUCIOTH). OTXe, eHepreTUYHHi
OajlaHC TIOBHOT'O OKMCHEHHSI 1 MOJIEKYJIM cTeapuHOBOI KUCIOTH ckiagae 40+108-1=147
AT®, a Tppox Monekyn - 147:3=441 AT®

bananc okucHenHs 1 monekynu Tpucteaparriinepony 10 CO2 ta HoO nae 21+441=462 AT®.
Pezcynauyia oKuCHEHHA HCUPHUX KUCIOM. AKTUBHICTD [-OKHCHEHHS XKHUPHUX KHUCIIOT 3aJICKUThH
Bix cmiBBigHOomeHHs HAJIH/HAJL ta ATO/AN®. Tak, AJI® ta HAJ] miABUIIYIOTh aKTHBHICTh
pOro mnpoiiecy, oAl sk AT® ra HAJIH, HaBnaku, 3MeHIIYyIOTh. Bucoka 1HTEHCUBHICTh MPOLIECY
[-OKHCHEHHSI JKUPHUX KHCIOT DPEECTPYETHCS B IMPOMDKKAX MK NpHAOMaMH iXKi, MiJ Yac
TOJIOTYBaHHS Ta MPH TpUBaIiid (i3uuHiii poOOTi.

bionociune snauenna f-okucnenna sncupuux kuciom. 1. EHepreTudHe: OKMCHEHHS KUPHUX
KHUCTIOT € JDKEPEJIOM €Heprii AJisg CepleBOro M’s3y, KOPKOBOIO HIapy HUPOK, CKEJIETHUX M’S3iB
i yac TpuBasol gpizuyHoi podotu. Ciij 3ayBakUTH, 110 KUPHI KUCIOTH MalOTh 3HAYHO BUILY
€HEepreTUYHy €MHICTh HIK TIJIFOKO03a, L0 MOB’SI3aHO 3 BUCOKHUM CTYIEHEM BiJIHOBJIEHHS aTOMiB
KapOOHY y BYTJICIIEBOMY CKEJIETI XUPHUX KHUCIOT (B MOJICKYJI TJIIOKO3M aTOMH KapOOHY
4acTKOBO OKHCHEH1); 2. KaralousiyHe: B-OKMCHEHHS € OCHOBHHM IUISIXOM PO3MaJy XHPHHUX
KHUCJIOT B OpraHi3mi. J[jisi HOBHOTO OKMCHEHHS )KMPHUX KUCIOT HEOOX1THOI0 YMOBOIO € JOCTaTHS
KUTBKICTh OKCaJloalleTaTy, OCHOBHUM IOCTauyaIbHUKOM SIKOTO € TipyBaT, YTBOPEHUI B MpOIEC]
posmany raroko3u. Came uepe3 Il MPUYMHUA MOKHA BBaXKATH IUJIKOM BHUIIPABIAHUM BHUCIIB
«OKUpU 3roparoTh y NOJIyM’1 ByrieBoaiB». 3. AHabGoqaiuHe: anetwn-KoA, skuil yTBOproeTbcs B
Ipoueci po3nany KUPHUX KHUCIOT MOXE BHUKOPHCTOBYBATHUCH JJISi CHHTE3Y KETOHOBHX T,
XOJIECTEPUHY 1 iH.

4. JlinoreHes — 11e CUHTE3 )KUPHUX KUCIOT, TPUALMITIIIEPOIIB Ta IHIIKX JiMi/IiB B KIITHHAX.
4.1. CuHTe3 :KMpPHUX KHCIO0T. Lleil meTa®omiuyHuN HUISIX Ha3BaHUN TakoXK LMKIOM JliHeHa
(MexaHi3M CHHTE3Yy >KUPHHMX KHUCIOT PO3KpUTUH JIIHEHOM) 1 IPYHTYETbCS Ha MOCIiOBHOMY
TIOJTOBXKEHHI paiiKaty >KHPHHUX KHCIIOT Ha JIBa aTOMU KapOOHY B KO)KHOMY ITHKITI.
Buympimnvoxnimunna noxanizayia: quToIniaasMma.

Toniuna nokanizayia: HANUOUIBII IHTEHCUBHO NPOXOAWTH B JKUPOBIM TKAaHUHI, MEYiHIIL,
MOJIOYHIH 3a51031, CJIN30Bii 000I0HII TOHKOIO KHIIIEYHHUKA.

Mexanizm: CUHTE3 JKUPHUX KHUCIIOT MIPOXOIUTH B aOCOPOTUBHUM epiof (i yac XapuyBaHHS Ta
2 roauHU micas nmpuiiomy ki) 13 anetwin-KoA, skuil yTBOPIOETbCS B MITOXOHIPIAX y peakuii
OKHCHOTO JIeKapOOKCHITyBaHHS MipyBaTy (MOro CMHTE3 MPOXOJAUTH B MPOILIECI PO3MaTy TIIOKO3H
TITIKOJMITUYHUM 1UITXOM). [Ipyu HaKOMUYEHHI B KIIITHHI JOCTaTHROI KiTbKOCTI AT® aBTOMaTUIHO
ranbMyeTbest okucHeHHs anetui-KoA B LITK KpeOca, a Hapmumok anetmin-KoA nepeHocutbes
B nuTorasmMy. MemOpaHa MiTOXOH/Ipii HEpOHUKHA Ui aueTui-KoA, Tomy ioro pocraisie B
UTOIUIa3My UMTPaTHa 4YoBHUKOBa cucrema (1 eram). Anermwi-KoA B murTorumasmi
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BUKOPHUCTOBYETHCS JUISI CUHTE3Y JKUPHUX KHCIIOT, aje Oe3rnocepeqHiM cyOCTpaToM JUisl IbOTO
npolecy € MpOAYKT Horo kapOokcuimyBaHHS — ManoHUI-KoA. IlonepeaHbo MoJekyia aneTui-
KoA mix miero dhepmenty kapOokcuiazu (KopepMeHT — KapOOKCHOIOTHH) MEPETBOPIOETHCS Y
manoHin-KoA (2 eram). Ilicist yTBOpeHHSI OCTAaHHBOTO CHHTE3 KUPHUX KUCIIOT IMPOJIOBXKYETHCS
Ha cuHTa3l KUpHUX KUcIOT (3 eram). CHHTa3y >KUPHUX KHUCJIOT TaKOX Ha3UBaOTh
NaJIbMITOUJICHHTA3010, a/PKE Ha HIl CHHTE3YEThCS BYIJICHEBHH CKEJEeT MaJbMITHHOBOI KHCIIOTH.
Ie#t mynpTH()EPMEHTHHI KOMILJIEKC CKIAAAETHCS 13 JBOX 1ACHTHYHHX MPOTOMEPIB, KOKHUU 13
SKUX CKIQJA€ThCSA 13 7 CTPYKTYPHOIIOB’si3aHUX (DEPMEHTIB Ta alMITPAHCHIOPTYHOUOro OLIKY
(ACP — Acyl Carrier Protein). ACP mae 2 BitbHI SH-rpynu, ogHa 13 HUX HaJICKHUTh MUCTETHY 1
ciyrye niasi npuenHanHs anetuin-KoA, a ngpyra rpyna - ¢ocdomnaHToTeiHy Ui npueTHAHHS
manoH11-KoA. Bin 3a0e3nedye yTBOpeHHs )KUPHUX KUCIOT HUISIXOM IOCIHIIOBHOTO MOJOBKEHHS
paauKay Ha JBa aTOMH KapOoHy 3a paxyHOK MajioHin-KoA. B mepuiomy mukiIi ABOBYTIICIEBUI
¢bparment anerun-KoA KoHAeHCyeTbecs 3 ABOBYIUIEEBUM (parmMeHToM ManoHI-KoA 1
YTBOPIOETHCS YOTUPHOXBYTIICIIEBUX PAJAUKaT OyTUPHIY. Y TBOPEHHU OyTHpWI BCTYNAe B HOBUH
UK 1 TIOJOBXKYEThCS II€ Ha JBa aToMH KapOoHy 3a paxyHok ManoH11-KoA. [lami nwuxim
MOBTOPIOIOTHCS, TIOKA HE CHHTE3YETHCS PaJMKall MaTbMITHHOBOI KHCIOTH (IIPH WOTO CHUHTE31
MPOXOIUTH 7 LMKIIIB), IKAW M1J] BIUIMBOM TiO€CTE€pa3u BiIIICTUIIOETHCS Bl MyJIbTU(DEPMEHTHOTO
KOMILJIEKCY 1 IEPETBOPIOETHCS Y BIJIbHY MAIBMITHHOBY KUCIOTY (0maice OOHOPOM 080X amomie
KapOony npu cunmesi nanvbmimunoeoi kuciomu € ayemun-KoA, a eécix inuwiux — Manouin-
KoA). Ha naibMiTOUICHHTA31 OHOYACHO MOKE CHHTE3YBATHCh JIBI MOJICKYJH NAJIbMITATy, aJikKe
el epMEeHTHUN KOMILIEKC CKIIAJA€ThCS 3 IBOX 1ICHTUYHUX MTPOTOMEPIB.
Etanu cuHTe3y )KMPHUX KHCJIOT

1 eran: Tpancmopt amermi-KoA i3 mMarpukcy MiTOXOHApid B muromiadmy. Crouartky
anetni1-KoA KOHIEHCYEThCS 3 OKCaJoaleTaToM 3 YTBOPEHHSM IUTPATy, SIKUH MEepexoauTh 3
MITOXOHJIPiH B IIUTOIIa3My, A€ HUTpaTIiia3a po3LIEIIIoE Horo 10 okcaoareraTy 1 aneTui-KoA.
OkxcaloarneraT BiIHOBIIOETHCS 0 MAJaTy, IKH MIEPEHOCUTHCS 3 IIUTOIIA3MH B MITOXOHAPIT, 1€
BiI0YBa€THCS MOro MEePeTBOPEHHS B OKCAI0AIIeTaT.

Murpar ——={ T ) ——> Ilurpar
N, e v NS | e

A

E Martpukc E 1
i ! i urozonp !
! MITOXOAPIM H !
Oxkcaioarerar o o Okcasoanerat
HAJIH, HAJIH,
HAJL" HAL"
Manar -—— <— Majar

i MemOpana
E MITOXOPIi

YoBHUKOBHI MeXaHI3M TpaHCTIOPTY aneTwi-KoA B nmurorniazmy

2 eran: cuHTe3 MaIoHiN-KoA i3 anerni-KoA B nuronnasmi. besnocepennim cydctpaTom s
CUHTE3y >KUPHUX KUCIOT € He aunetui-KoA, a manonin-KoA, skuil yTBOproeTbcs B peaxiii
KapOokcuiyBanHsl aneTwii-KoA 3a ydacti anernia-KoA-kap0doxcuninasu, KopepMeHTOM SKOi €
KapOOKCHO10THH.
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o) anetui-KoA-kapOokcunasza 0

+ AT®
H;C=Cv"S—KoA + CO, + HO0 ——— HOOC—CH,—Cv"'S—KoA
-AJ1®, -OH .
anetuii-KoA . MastoHUT-KoA
KapOOKCHOIOTHH

3 eTam: peaxkuii CHHTe3y *KHPHMX KHCJIOT, AKi IPOXOAATHh HA CUHTA3i ;JKUPHUX KHCJIOT.
1. [TocninoBHa B3aemois anetui-KoA ta manonin-KoA 3 ACP.

[KOMHHCKC ACP 3 arntetnin-KoA Ta]

[AHGTI/IJ‘ITpaHCHOpTy}O‘-II/II/I O MasioH1I-KoA
Ginok HyC— —C—S—KoA KoA-SH 0
H;C—C—S
o) o Ko
HS-®I1 HOOC—CH,-C—S—aII

KoA-SH
HOOC —CH,—C—S—KoA

[ ManoHin-KoA ]

2. JlexapOOKCHUITYBaHHS MAJIOHIJIBHOI I'PYIU Ta MEPEHECEHHs alleTHIIbHOI IPYNH 3 YTBOPEHHSIM
alleTOANETIIBHOTO TOXiAHOTO 3B's3aHOTO 3 (ocdomnantoreinom (dhepment 3-keroarma-ACP-

CHHTa3a):
0
H,C—C—S - CO, O
O

@ — = H,C-C—CH c—s—cpn
HOOC—CH}- C—s—ari ’ ?

( 3-keroammn-ACP-cunTaza |

3. BinnoBnenns ketorpynu A0 3-rigpokcuOytupun-ACP HAJIOH>-3anexnoo 3-keroarui-
ACP-penykrasoro:

HAJI®H, HAJI®

HS OH
0 0 \_/ | \/‘
C C i — T H,C—CH- CH2 C—s—aIi

H;C—C—CH,-C—S—®

[ 3-keroanmn-ACP-penykraza ]

4. Jlerigpararis 3-rigpokcuarmi-ACP-nerigparaszoro 10 Tpch-6yTeHo'1'J1-ACP.

e L,
| H3CCHCHCS

H,C—CH- CH2 C—s—

9

@IT

( 3-rinpoxcmarmn-ACP-nerinparasa

5. BigHoBnenHs TpaHc-0yTeHoiny eHoin-ACP-penykrazoro 1o Oyrupuin-ACP
HAZI®H, HAI®

HS
i o CRY @
' . T " H;C-CH,- CH2 C—S—arl

H;C—C=CH—C—S—oII

( enoin-ACP-penykrasa)
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Jnst mopaupInoi enoHraii OyTupuiabHa rpymna nepeHocutbest Ha SH-rpyny mucteiny ACP, a
no 3BiTbHeHOro HS-docdonantoreiny npuenHyeTbcss HoBa Mosekyida ManoHin-KoA. Tak

3aM04aTKOBYETHCSI HOBUM IIUKJI peakiliid, SKUH MOIOBXKY€E JIAHITIOT 111e Ha 2 aTOMU KapOoHY:
O

HOOC CH2 C S—KoA KoA-SH

(0]
H;C-CH,~CH, - C— S\/. HyC—CH,—CH,~C—S
9
MaJIOH1JI- KoA M
HS— @i _ HOOC—CH,—C—s—af

BHacnigok 7 CHHTETHYHUX IMKIIB YTBOPIOEThCS NanbMiTHHOBA kuciora (Cie), sKa
Bimmeruntoerses Big ACP:
HanbmiToin-S-ACP + H20 = naasmirart + HS-ACP.

TakuMm 4MHOM, JUIS peakUiii CHHTE3Y XUPHUX KHUCIOT MOTpiOHI ameTmin-KoA, BiTHOBHUK
HAJI®H; ta AT®. dxepenamu HAJIDH: € Taki peakirii:

1. HAl®-3anexne nexkapOOKCHITYBaHHS MaiaTry J0 MipyBaTy 3a y4acTi Mallik-(hepMeHTy;

2. 1IoK030-6-(hocdat- i 6-pochoraokoHaTACTIAPOreHa3Hl peakilii MEHTO3HOTO LUKIIY;

3. HAJI®-3anexHa i30IUTpaTACTIAPOTCHA3HA PEAKITis B IIUTO30i.

Enonzayin nacuyenux sxcupuux Kkucaom. 3 najabMiTaTy MOXYTh CHHTE3YBaTHUCh )KUPHI KUCIOTH
3 TOBIIIKM JIAHIIOTOM. B meuiHIi TakuM 4uHOM yTBOprO€eThCs creapar (Cig), a B MO3KY - C22 1 Co4
KHUPHI KHUCIIOTH, SKI BXOAATH A0 cdiHromimigie. B eHpomiazMaTH4HOMY pETHKYITyMi
IIOJIOBJKEHHSI JIAHIIOra JKUPHUX KUCJIOT Ha JBa aTOMM KapOOHY BiJOYyBaeTbCs 3a pPaxyHOK
mManoHi-KoA, Toai Sk B MITOXOHAPIAX — 32 paxXyHOK aneTni-KoA.

Ymeopenna nenacuuenux scupnux xuciom. YTBOPEHHS NOJBIMHMX 3B’S3KIB B pajuKaiax
KUPHUX KHUCIIOT (Jecarypailisi) MpOXOIuTh B MiKpocoMmMax 3a ydacTi (epMeHTiB necarypas
JKUPHUX KHUCIOT, MosiekyisipHoro kucHio, HAJI®H, Bitaminy E Ta mutoxpomy bs. Bxazani
depMeHTH MOXXYTh YTBOPIOBAaTHM NOABIMHI 3B’s3ku jume 10 9 aromy kapbony. Tomy B
OpraHi3mi JIOAUHN MOXKYTh CHHTE3YBATHCh JIMIIIe MOHOEHOBI KHCJIOTH - TAJIbMITOOJIETHOBA 1
0JIETHOBA.

Creapoin-KoA (Cis) + HAJIH:2 + O2 = Ouaein-KoA (C18:1) + HA/ + 2H20

Ecennianbui (He3aminHi) HeHacuyeHi :kupHi kucjaoru - jiHonea (C18:2), y- 1 o-
miHoneHosi (C18:3) kuciaoTu MarOTh OIWH TMOABIHHUX 3B’S3KIB, SIKUH pPO3TAlIOBAHUMN
TUCTaibHIE 9 aroMy KapOOHY, TOMY Il KHUCJIOTH B OpTaHi3Mi HE CHHTE3YIOThCS 1 TTOBUHHI
HA/IXOJUTHU 3 1Kero (X OCHOBHE JKepeso — POCIMHHI oJii Ta pul’siuuit xkup). B opranizmi i3
JIIHOJIEBOI Ta Y-JT1HOJIEHOBOI KMCIOTH B OOMEXEHIN KIIBKOCTI MOKE€ CUHTE3YBaTUCh apaxiJOHOBA
kucnota (C20:4): maHIor MUX KUCIOT MOJOBXKYEThCA 3a paXyHOK ManoHin-KoA, a momaTkoBi
MOJIB1MHI 3B’SI3KM YTBOPIOIOThCA JecaTypazaMu. JIiHoeBa, J11HOJIEHOBA Ta apaxXiJloHOBa KUCIOTH
00’¢1HaH] i TOHATTAM BiTaMiH F.

Pecynayia iocunme3y yncupnux Kucaom. PerynsiTopHuM (EpMEHTOM CHHTE3Y KUPHUX
KucIoT € aneTuia-KoA-kapOokcuia3za. AKTUBHICTH LBOTO (EPMEHTY PETyNIO€ThCS JBOMA
NUISIXaMH: @) aiocmepuyHa peyiayiss — akTUBATOp HMUTPAT, 1HTIOITOpH — majJbMiToi1-KoA i
creapoiii-KoA. Hakonuuenns murpary cBiguuth, mo L[TK nepeBanTakeHuil eHepreTHYHUM
NaJIMBOM 1 JOUIBHO JIEMOHYBAaTH EHEPrio y BUIIAAL KUpHUX Kuciaor. I[lampmitoin-KoA 1
cteapoin-KoA iHriOyloTh YTBOPEHHS *XKMPHHX KHCIIOT 332 HMPUHIMIIOM 3BOPOTHOTO 3B’S3KY; O)
Kosanenmua moougixayis - pochopunyBanns i aedochopunyBanusi. AxtuBye aneTusi-KoA-
KapOoKcHuiazy nuisixom jaedocGopuiyBanHs - iHCYJiH, a iHT1OyIOTh HUIIXOM (GochOpUITyBaHHS
— ajipeHAaJIiH Ta rIOKarod. CuHTE3 )KUPHUX KUCIOT aKTUBHUM B aOCOPOTUBHUI NEPio/.

8) peeynayis excnpecii ayemun-KoA-kapOoKcuinasu: MOCUICHHS CUHTE3Y IIbOro (epMEHTY Mae
MICIIE TTPU 3pOCTaHHI YaCTKH BYTJIEBOIIB Ta 3MEHIIICHH] YaCTKH KHPIB B XapUOBOMY PaIlioHi.

bBionoziune 3nauenna ocupnux kuciom: 1) eHepreTMyHe: OKHCHEHHS >XHUPHUX KHCIOT
CYMPOBOKYETHCS BUBUIBHEHHSIM 3HAYHO! KUIBKOCTI €Heprii:; 2) mJIacTU4He: BXOIITH JO
ckiany Qocdomniniaie O6iomemOpaH; 3) peryJsiTOpHe: TIOJIHEHACHYEHI >KUPHI KHUCIOTU
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(JriHONIEBa, JIIHOJIEHOBA, apaxiJloHOBa Ta 1H.). € TomnepeaHuKaMu (¢i310J0TIYHO-aKTUBHHUX
peyoBHH (€HKO3aHOIMIB): MPOCTArIaHNHIB, MPOCTAIMKIIIHIB, JEHKOTPIEHIB, TPOMOOKCaHIB, SKi
PETYIIOITh TOHYC CYJIHH, CKOPOTJIMBICTh TJIAJACHBKMX M’S31B, arperamiro TpPOMOOIUTIB, €
MOJYJISITOPaMU 3alajICHHs Ta aJleprii.

4.2. CuHTe3 HEUTPAJIBHHUX KU PIiB (TPHANMITIILEPOJIIB).

Buympiwnvoxnimunna noxanizayia: quToIiasma.

Toniuna nokanizayis: HAXOUIBII THTEHCUBHO MPOXOJUTh B )KUPOBIM TKaHWHI, MOJIOYHIN 3aJ1031
IiJ] Yac JIaKTaIlii, MEHIIIe B MEYiHI[l, HUPKaX, KUIIEYHHUKY, M’ s3aX Ta IHIINX TKAHUHAX.
Mexanizm: CyOcTpaTamMu U1l CHHTE3Y MOJIEKYIH JKHPY € Taiepodi-3-pocdat Ta )KUpHI KHCIOTH
(y Burmsai anmn-KoA). Criodatky yTBOPHOETBhCS MoJieKyna riinepoii-3-pocdary (1 eram), 10
AKO1 Jaji MmpueaHyloThesl ABl Mosekynu anui-KoA 3 yrBopeHHsM QochatuaHoi Kuciotu (2
eram), nam Big ¢ocdaTuaHOT KHUCIOTH BIIIEIUIIOETHCS 3aMMIIOK (ochopHOi KHUCIOTH i1
MIPUETHYETHCA TpeTs MoJiekyna anuia-KoA (3 eram).

1 eran. YTBopeHHs ruaiuepoJi-3-pochary BinOyBaeTbcst 2 nuisixamu: 1) BiAHOBIEHHSM
niokcuanetrondocdary (MerabomTy TiKoi3y) 3a ydacti riinepon-3-docdaraerinporeHasu ta
HAJZIH (BinOyBaeThcst B *KHMPOBi TKaHHHI, M’s3ax, MediHii); 2) GochopuiayBaHHSIM BITEHOTO
riinepody (Moro pkepenoM € xapuosi mimian) 3a ydacti AT® ta riineposnkinasu (BinOyBaeTbes
B TICYiHII, MOJIOYHIN 3aJ1031, HUPKAX ).

| rrinepon-3 —cboc@aT/:[ermporeHma]

Hz?_O_PO3 Hy +namn,  §HhmO~POsH; H2$_OH AT (,3H2—O—PO3H2
C=0 — > HC—-OH HC—OH — _— ™ HC—-OH
I -HAJ | | - Al®
JiokcuaneroHdochar riinepod-3-docdar rTiepost riinepo-3-gocdar

2 eran. YTBopeHHsn (ochaTuanHoi kKucaoru: 10 rainepon-3-gochary mocmigOBHO
MPUETHYIOTECS B 1-My Ta 2-My TOJOXKEHHI 2 MOJIEKYJIH aKTUBOBAaHUX >KUPHUX KHUCIIOT (arfui-
KoA) 3a ywacti amuirpaHcdepasu 1 yTBOPIOEThCS crodatky Jizodocdatuana xucnorta (1-
anunriinepon-3-gpocdar), a MOTIM OCHOBHHMM TOCEPEIHUK TPUTIILNEpUIiB - (ocharumana
kucnora (1,2-giamunrninepon-3-docdar).

3 eran. YTBOpeHHs TpuanMariainepoay: Bix GochaTuaHOl KUCIOTH BIAMICTUTIOETHCS
dochaTHuit 3amuimok (3a yuacmi pocghpamuoamepocgozcioponazu) i 1o yrBopeHoro 1,2-

JUAIMITITILIEepOITy MIPUETHYETHCS TpeTs KUpHA KHCJIOTa (3a yuacmi
diayuneniyeporayunmpangepasu).
1 1
H,C—OH H,C—0—CO—R —0—CO—
| +2R-CO-S-KoA 2  +Ho R§TOTEOTR
HC—OH - H(IJ—O—CO—R —— HC—0—-CO—R
- 2KoA-SH - |
riinepod-3-docdar pocdaTuana KucIoTa 1,2-auanuiriinepoJt
+R*-CO-S-KoA

I - KoA-SH
Hz(lj— 0—CO —R2
HC—0—CO—R
Hzé—O—CO—R3
TPHALMITITIIEPOIT

Peryasiniss cunrte3y :kupiB. JKupu TOJOBHUM UYHHOM CHHTE3YIOTHCS 3 BYIJIEBOMIB, aDKe
Ipollec OKHMCHEHHS IIIOKO3H MTOCTa4al0Th HEOOX1AHI PEUYOBUHU JJISl CHHTE3Y KUPHUX KUCIOT Ta
rminepon-3-gpocdary: miokucanerondocdar, anernn-KoA, HAJIH> ta HAJI®OH>, AT®. Kpim
TOTO KMPH MOXKYTh YTBOPIOBATUCH 3 MPOAYKTIB MEPETPABICHHs XapyOBUX JIMiAiB (IJIiLEpoy i
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KUPHUX KHUCJIOT). YTBOPEHHS XKUPIB B MEYIHII Ta )KMUPOBIA TKAaHWUHI Ma€ JESIKI BIAMIHHOCTI. Y
KUPOBIHM TKAaHWHI CHHTE3 TPUALIMIITIIILIEPOIIIB BiIOYBAETHCS TUIBKH B a0COPOTUBHUIM Mepio, mpu
HAJXO/DKEHHI BEJIMKOT KUIBKOCTI TJIIOKO3W B aauMONUTH. HaTomicTh, y TEYiHIll YTBOPEHHS
KHUPIB BiOYBAa€TbCS 3 BYIVIEBOMAIB Ta NPOAYKTIB MEPETPaBICHHS XapyoOBUX JIMITIB Y
a0COpOTUBHUI Ta TOCTAOCOPOTHUBHUMN TIEPIOIH.

CTUMyNIOE CHHTE3 JKUpPIB B aIUNOLUTAaX IHCYJiH 332 paXyHOK aKTHBalii HaJIXOIKEHHS
TJIFOKO3H B KJIITHHU, 30UIBIIICHHST aKTUBHOCTI (PEPMEHTIB TIIiKOJIi3Y, MEHT030(0c(haTHOTO IIIAXY
Ta CHHTE3Y KUPHUX KUCIOT. ['JIIOKaroH Ta ajgpeHaliH, HaBMaKH, aKTUBYIOTh MOOLTI3aIlito KHUPiB
3 )KHpOBOi1 TKaHUHHU (Minoi3). [IBUAKICTE CHHTE3Y KUPIB B MEUIHII TMEPEBAKHO 3aJICKHUTH BiJ
CKJIQ/Ty Xap4oBOTO pPaIlioHy.

Biosioriune 3HavyeHHsi. MoJieKyu )KUPIiB B aIUMONUTAX 00 € THYIOTHCS B )KHPOBI Kparuii, sKi He
MICTSTh BOJM, 1 € HAHOLIBII KOMIAKTHOIO (OPMOIO JIEMOHYBAHHS E€HEPreTHMYHOIrO IMajuBa B
oprasizmi.
4.3. biocunre3 rainepodgocdoiniais (pocdorainepuain).
Buympiwinvoxknimunna noxkanizayia: 1uTonsasma.
Toniuna noxanizayis: HAUOUIBIN IHTEHCHMBHO MPOXOJWTH B TIEYIHIN, albBEOJIAX JIETCHb Ta
IHIINX TKaHWHAX.
Mexanizm: nioniepetHUKOM TainiepodocdominiaiB € GocdaruaHa KuciaoTa, TOMy 10 MOMEHTY il
YTBOPEHHS IUISXM CHHTE3Y CTPYKTYPHUX JIMiJiB Ta HEUTpaJNbHUX KUPIB CHiBMNangaroTh. [lai
docharumna kucmora riApomizyeTses (ocdarumazorw jgo 1,2-mgiamwrainepony. OcrtaHHIN
MpUETHYE aMIHOCIIONYKY — XOJiH, eTaHojamiH abo cepuH (ix moHopamu € Bignosiane LIJD-
MOX1/IHE) 1 YTBOPIOETHCS riminepodocdomimi.

YrBopenns II®-noxigHnx aMiHOCIIOIYK

Crepury BinOyBaeTbest (hochOpHITyBaHHS aMIHOCIIONYK 1 YTBOPIOIOTBCS 1X aKTUBHI (OpMHU
docdoxonin ta pochoeranonamin BignosiaHo. OctanHi B3aemoAitoTh 3 LITD 1 yrBOproroThCs
tpancnoptHi ¢popmu - LIAD-xomin ta [JIP-etanomamin. Crig 3ayBaKuTH, IO aMiHOCIOTYKa
€TaHoJaMiH MOK€ YTBOPIOBATHCH MU J1EKApOOKCUIYBaHHI aMiHOKHCIOTH CEpUHY (3a y4acTi
BiTaMiHy Bg), a XO0JIIH — IpW MeTWJIyBaHHI €TaHOJaMiHY (3a ydacTi S-aJIeHO3WJIMETIOHIHY,
BiTaMiniB Bo, Bi2, Bis)

o

NN
\/C—CH—CHz—OH
HO
NH, | - CO,
+ CH;- BiT. B
H.C S-aneHo3UIMETIOHIH,
SN Bit. By, B,,, B
H;C—N—CH,—CH,-OH - 29 212 21 Hy)N—CH,—CH,-OH
/
H;C
+ ATD | - AI® + ATD | - AlD
H3C\ .
H;C (Pocdoeranonamin ]
+1T® | - dDu +UT® | - dDH
H3C\ .

H;C [H):[CD—eTaHonaMiH]

YT1Bopenns riainepogocdonainigis
1. ®ochaTuaniaxoaiH YyTBOPHETHCA JBOMa HUIAXaMU: 1) CIIOYATKy XOJIH aKTUBYETHCS 3a
yaacti AT® 1 mepTBoproeTbes Ha ¢ocdoxomin, sskuii B3aemomie 3 LIT® 3 yrBopernsm [[JID-
xominy. LIJI®-xonin nepeHocuts GochoxoaiHOBY Ipyly Ha MOJIeKyly 1,2-mianmiriineporty; 2)
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dbochatuauiaxomin cuHTE3yeThess 3 (ocharumauneraHonaminy IUIIXOM — METHIyBaHHS
eTaHosaMiHy 110 Xouiny (y ckiani ¢ocdomimiay) 3a yyacti S-aleHO3MIMETIOHIHY (B peakiisx
METUJTyBaHHS TaKOX OepyTh ydacTh akTHBHI (hopmu BiTaMiHiB Bo, B12, manramoBa kuciora).
2. ®ocharuauieranonamin yrBoproetscsi: 1) mpum B3aemonii [[JId-eranonaminy 3 1,2-
miamurnineponoM. lleil nuiax noTpelOye mMonmepegHbOro MEpPEeTBOPEHHsS eTaHOoJaMiHy B
docthoeranonamin ta L|J[P-eraHonamin; 2) mpu nexkapOokcuiyBaHHI (ocharuauacepuny
(kodepmenToMm € mipuaokcanbdocdar - akTuBHa ¢popma BiTaminy Be).
3. @ochaTuaniicepuH yTBOPIOEThCA: 1) B 0OMIHHIN peakilii Mix (ochaTuauieTaHOIAMIHOM Ta
cepuHoM; 2) B peakuii Mk [[JI®P-moxXifHUM THAIMITITIEPOTY Ta CEPHHOM.
Pecynayia cunmesy zniyepogpocghoninioie. BaxiuBy poilb B yTBOpeHHI ¢ocdomimimiB
BIIIrparoTh JIIMOTPOIHI (pakTopu (MONMEPEeHKYIOTh CHHTE3 JKHUPIB Ta IMOCHIIOIOTH YTBOPEHHS
docdomninigiB) — X0JiH, CEpUH, €TAHOIAMIH, S-aJIeHO3UIMETIOHIH, a TAKOXK KOQepMeHTHI (hopMu
BiTamiHiB Bg (yrBOpeHHs ¢docharununeranonaminy i3 docharununcepuny), Bo, Bi2, Bis
(yrBopenHs docharuaunxominy i3 ¢ocharuanneranonaminy). Heinur Bka3aHUX UYMHHHKIB
(nmimoreHHU# (aKTOP) CYNMPOBOIKYETHCS MPUTHIYEHHSAM CUHTE3Yy (HOochOMimniaiB Ta MOCHICHHIM
YTBOPEHHS JKUPIB, IO BE/IE A0 PO3BUTKY KHPOBOTO MEPEPOIKECHHS TIEUiHKH.

Peaxuii yrBopenHs riinepodgocdoJinigis

docparuaHa

KHCJIOTa
H,C—0—CO—R

Hclt—o—co—R2
+ HZO )

1
HyC~0—CO—R
H(lz—o—co—R2

1,2-miarunriinepost

+ LA®-xoxin + LIId-eTanonaMin
1M 1Mo -eTaHoJIaM
1
—_ ) — — 1
H2$ 0—Co R2 BiT. By, B ,, Bs Hz(lj_O_CO_R
H?—O—CO—R /CH3 + 3 S-aneno3ui- HC—O—CO—R2
D _ N - METIOHIH |
HyC OO//P\(?H CH2 CH2 N\ EH3 - 3 S-ameno3ui- H2C—O—//P< O0—CH,—-CH,—NH,
3 TOMOILIMCTETH (0] OH
dochaTuanaxonin docharuauneranosamin
(;eruTHH) cepuH
e€TaHOIaMiH
- CO,
1 .
H2$—O—CO—R BIT.B,

2
HC—0~CO—R
HyC—0—P=O—CH,~CH—COOH
7 “on !
NH,
docharuamicepun

FBionoziune 3nauenna ¢hocogoninioie. 1. Ilnacrmune (cTpykrypse). Docdorminepuau
CKJIQJIal0Th OCHOBY JIMiJHOTO Oimapy memOpaH, HpuyoMy dYacTka (GocpaTHIMIXONIHY Ta
docharununeranonaminy csirae 50-70%. AnpBeonu JereHb BUCTHIIAE KOMILIEKC (ocdomimiaib
(mepeBakHO TUNANBMITOUIPOCHATUINIXO0IH) 1 OUIKIB MiA Ha3Boio cypdakTant. OcoOIMBICTIO
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MITOXOHJIpIaIbHUX MeMOpaH € BHCOKMH BMICT Kapaioniminy (61 18%). docdorminepunu
CTBOPIOIOTH CEpelOBHILE A MeMOpaHHUX (DEPMEHTIB, pelenTopiB, OUIKIB-TpaHCIIOPTEPIB, SAKi
HaOyBarOTh (YHKIIOHAJIBLHO aKTMBHOI KOH(opmarii Jmme B TPUCYTHOCTI JMmimiB. 2.
PeryasitopHe. barato ninifiB € monepegHUKaMH PeryIsTOPHUX Mosiekyl. docdaruaunxomnin i
dochaTuanieTraHOIaMIH CIYTYIOTh PKEPEIOM MOJIIHEHACHYCHUX JKUPHUX KUCIIOT, B TOMY YHCII
apaxiJoHOBOI KHUCIOTH (YTBOPIOEThCS 3a ydacTi ¢ocdominazu Az), sSKa € HKepernoM
MPOCTarjaHANHIB, JIEUKOTpieHIB. DochaTUIMIHOZUTON TocTadae iHo3uToATpHdochar -
PEryasTop 0OMiHY KaJIbIIiloO.
4.4. MeTta60J1i3M cinrosinmiais. . .

. . . . Hepamin - N-aumnpoBaHuil chiHTO3UH

Coinromininu - me ckmamHi -« ~ \

JOigd, 1o € Hf)Xi,I[HI/IMI/I nepaminay H,C—OH o
(ckIIamaThes 3 CHIHrO3MHY Ta 3ATHIIKY | I
JKUPHOT KUCTOTH). BOHM TOIIIAIOTHCS

HC—NH—C—R
I —_———

Ha chinrodocdominiau ta H3C-(CHy) |, —CH=CH—CH—OH 3, ;;1;;0x supnoi
TTKOC(IHTOJTIITITH. \ g . KHCJIOTH

1) Cdinrodpocdoainian Cinrosun
— 1e ckiuaaHi edipu CIupTy ﬂ _CHj
C(IHTO3WHY, BUIIMX IKUPHHUX HZC—O—P—O—CHZ—CHZ—NLCH3
KHCJIOT, (hochaTHOT KMCIIOTH Ta (I)H \CH3
aMIHOCHIIOJNYK (XOJIiHY, CEepUHY, o
eraHonaMmiHy). B Mo3ky B HC_NH_é_R
3HAYHUX KUTBKOCTSIX

NPUCYTHIN cPiHTOMIENTIH.

2) TI'aikocginroaimian -
edipu ByIJIeBOiB Ta Lepamiay.
Biosioriune 3HaveHHs1 ciHTOMIMIAIB: € CKIIAJOBOI0 YAaCTUHOKO JIMIJHOTO Iapy MeMOpaH
KIIITUH BCIX THUIIB, BXOJAATH JO CKIAIy CTPYKTYp HEpBOBOI cuCTEeMH (00OJIOHOK Mi€TIHOBUX
BOJIOKOH), 3a0€3MeuyloTh MDKKIITUHHI KOHTAKTH, BUKOHYIOTH PELENTOPHY Ta AHTUICHHY
GbyHK1Ii, € PKepesIoM PeryIsITOPHUX MOJIEKY (LiepaMifiiB, C(piHTO3HHY, K1 PETyIIOI0Th IPOLECH
nudepeHiianii Ta anonTo3y KJIITHH).

Cunre3 chinroiniais
Buympiwunvoxnimunna nokanizayia: yrBopeHHS  ciHrogocdomimigiB  MpPOXOIUTh B
IIUTOIUIA3MI, a MIIKOC(IHT OB — B €HJ0IUIa3MAaTUYHOMY PETHKYIyMi Ta KOMIuIeKci I'osbpki.
Toniuna nokanizayia: NpOXOJUTH Y OLIBIIOCTI TKAHUH, OCOOJIMBO B TOJJOBHOMY MO3KY.
Mexanizm. CuHTe3 CHIHTOMIENIHIB MPOXOAUTH Y JEKIIbKa CTaiid:
1) Cunre3 c¢inro3mny: crnepury BinOyBaeTbcs KoHJeHcalis nanbMiToin-KoA Ta cepuny 3
OJIHOYACHUM JIeKapOOKCHITYBaHHSM 1 YTBOPIOETHCS 3-KETOC(IHTaHIH, SIKUM BI1HOBIIOETHCA 32
yuacti HAJZI®H no coinraniny. OctanHiil B peakuii JeriipyBaHHs YTBOPIOE CQIHTO3HH.
2) YTBOpeHHsI nepaMiay B peakilii Mi>k CiHrO3MHOM Ta aKTUBHUM 3aJIMIIKOM XHUPHOI KHCIOTH
(amm-KoA).
3) YTBopenHs cdinroaimigy: a) mpu B3aemoxii uepamimiB 3 [JId-xomiHom um I[[JD-
€TaHOJaMIHOM CHHTE3YIOTbCs c(piHromieninu; 0) mpu B3aeMOJIi LiepaMifiB 3 MOHOCAXapHIaMu
Ta 1X MOX1THUMH CHHTE3YIOThCSI MIIKOC(IHT oMM (11epeOpo3HIiB, TaHTIO3U/IB Ta 1H).

H3C'(CH2)12_CH=CH_CH_OH
Coinromienin

o . . tHAJIOH . :
CepuH + ITansmiToin-KoA 3-kerociHranin — % Cdinranis ——» Coinroszun
-CO,; -KoASH -HAI®" -2H

+Au-KoA|-KoASH
HUID-xomin Aunn-KoA-Ko

1M
+VJId-Gal
VD

Ciaromienin

Hepawmin

I"anmakro3wiepamin (tiepedpo3u )
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Kara6ouai3m cinroinmiais
Buympiwinvoxnimunna noxkanizayia: 1i30coMu.
Toniuna nokanizayia: NpOXOIUTh Y OLTBIIOCTI TKAHUHAX, OCOOJIMBO B TOJIOBHOMY MO3KY.
Mexanizm. Po3naa cinromieniniB 3a1iicHIOEThCA 32 y4acTi chiHroMieninaszu (BiJMICIUTIOE Bif
chirromieniny $HochoxoiiiH 1 YTBOPIOETHCS IiepaMia) Ta mepamMiiazu (BUKIMKAE PO3MICTIIICHHS
nepaminy 1m0 chinro3uHy Tta kupHoi kuciotu). Po3man riikocdinrosimiaiB mpoxoauts 3a
y4acTi  €K30INIiKOo3Maa3  (BIAMICIUIIOTh  AWCTAIBbHI  OJIrOCaxapuaHl  3aJUIIKH  BiJ
[IIIKOC(IHTOIMIIB), €HAOTTIKO3UAa3 (BIAICTUIIOITh HepaMij Bil OJIrocaxapuaHoro 3aIHIIKYy)
Ta 1epamigasi.
Ilamonocia oo6miny ceinzoninioie. Cdinroainmino3du (Ji3ocomajbHi XBOpoOH) — 1€
3aXBOPIOBaHHS, fAKI XapaKTepU3YIOTbCA TEHETUYHUM JedeKkToM (GEepMEeHTIB  po3maay
coinrominigiB. 3a IUX YMOB BiIMI4a€ThCS HAKOMMUYEHHS C(IHTOMIMI/IB B JIi30COMax, 110 Bee A0
«HaOyxaHHsA» ocTaHHIX. CQIHTOMIMIIM HaYacTille HAKOMUYYIOThCS B TICUIHII, CEJIE31HII,
TOJIOBHOMY MO3KY, IIIO BeJe 10 30UIbIICHHS IUX OPTraHiB B po3Mipax Ta MOPYIIEHHS iX (QyHKIIIH.
Haii61ap1m momupeHuMu € Taki ciHToIiniI03u:
XBopo6a Himana-Ilika — coinronimino3, CHNPUYMHEHHWH TOPYIICHHSIM CHHTE3Y CQiHTO-
Mi€TiHa3HU, IO CYNPOBOKYETHCS HAKOMUYEHHSM Yy TOJIOBHOMY MO3KY, CENE3IHII Ta MediHIl
chinromieniny. XBopoda mpu3BOIUTH 0 3aTPUMKH TICUXIYHOTO PO3BUTKY Ta CMEPTi B PAHHBOMY
TUTSYOMY BIlIi.
XBopo6a Tes-Cakca (ranraio3mao3 Gmz) — reHeTHYHA XBOpOoOa, cpUyrHEHa AedeKkToMm y
cuHTe3l N-aneruirekcosaMmidigazu (abo Tekco3amiHia3W), IO BeIe J0 HaKOMWYCHHS
raaraio3uny GM» (ranrmosun «Gy, m0 MICTUTh OJUH «M-monoy 3aJIMIIOK CiaJIoBOi KHUCIIOTH;
nudpa B HUKHBOMY 1HJEKCI BU3HAUYa€ crielu(iyHy MOCTiA0OBHICTh BYIJIEBO/IIB y TAHIIIIO3H/1) B
TOJIOBHOMY MO3KYy. XBOpoOa TpOSIBIISIETHCS 3aTPUMKOI0O PO3YMOBOTO PO3BHUTKY, CIINOTOIO,
HEBPOJIOTIYHUMH pO3JIailaMu, Makpoledaiero; cMepTh XBOPUX JiTel 3BUYAHO HACTA€ y Bili 3-
4 poki. Lleit cdinrominimo3 HaOLIBII NOMMPEHUNA Cepel] eTHIYHHX €BpPEiB — BUXIALIB i3
LentpanpHoi Ta CxigHoi €Bpomu, J€ YacToTa XBOpPOOHW, 30KpeMa B MOMYJSIIl €BPEHCHKOTO
HaceneHHs CILIA, nocsrae 1 Bunaaxy Ha 3600 HOBOHapOKEHHX.
Ianraio3nno3 Gmi — chiHrOMINiA03, CIPUUMHEHUH MOPYIICHHSIM CUHTE3Y [3-TalakTo3uAa3H, 10
BeJle /10 Hakomu4ueHHs ranriiosuny GM; y HepBOBil cucTeMi. 3a KIIIHIYHOIO KapTHHOIO Lied
raHriaio3ua03 6mmu3bKkuit 10 xBopodu Tes - Cakca.
XBopo6a INome (riaoxouepedpo3uaHuii ainigo3) — ciromimniao3, o0yMmoBaeHu nedirmurom
rmokonepedpo3uaasu. I[lpu  1mpoMy BiIOyBa€ThbCcsl HAKOMWYEHHSI TIIOKOIEPEOpO3UIIB B
peTuKyno-eHaoTenianbHii  cuctemi. IlaTonoris Mae moniMOpQHY KIIIHIYHY KapTUHY 1
NPOSBISETHCS  30UTHIIEHHSM  TEYIHKH, CENEe31HKH, YPaKEHHSM  KICTKOBOI  TKaHWHH,
HelponaTisiMu.

5. O0min keroHoBHX Til. KeToHOBI Tijla — 11le HETOOKMCHEHI MPOAYKTHU pPO3MAaAy >KUPHHUX
KHCJIOT Ta KETOI€HHUX aMiHOKUCIOT. J[0 HUX BIJHOCATBCS P-TiApOKCHOyTHpAT, aleToaleTar Ta
alleTOH.
HyC—CH=-CH,~COOH H;C—C—CH,~COOH  H C~C—CH,
OH 0 o

B-rimpoxcubyTupar Aneroanerar Aneron

HopMmanpHuii BMICT K€TOHOBUX TiJl B CUpOBATIli KpoBi cTaHOBUTH 0,034-0,43 mMmonb/i, a ix
eKCKperlis 3 ceuero — 10 40 mMr/mo0y.
bionoziune 3nauennsa kemonosux mii.
1. EHepreruyHe: KETOHOBI Tijla — JDKEpPENIO ajJbTEpPHATUBHOIO NalliBa B OpraHi3mi s
CeplIs, HUPOK, CKETIETHUX M’sI31B Ta TOJIOBHOTO MO3KY.
2. AmnaOouiyHe: aleTOH BUKOPHUCTOBYETHCS B TJIIOKOHEOTEHE31; 13 aleToaleTary MOXYTh
CUHTE3YBATHCh KUPHI KUCIOTH, KHUPHU, XOJIECTEPHH, CTEPOIAHI TOPMOHH.
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5.1. KetoreHne3 — cuHTe3 KETOHOBHX TiJI.

Buympiwnvoxnimunna nokanizayis: B MiTOXOHJIPISX

Toniuna nokanizayia: nviie B rernaToyTax

Mexanizm Kemozene3y: KETOHOBI Tijla yTBOpIOIOThCS 13 anetun-KoA. Cnepiry BinOyBaeThcs
KOHJICHCAIlis IBOX MOJIeKyl aneTui-KoA 3a ydacti Tionasu 3 yTBOpeHHsM areroaneTii-KoA.
Jlo  OCTaHHBOTO  MNPHETHYETHCI  TpeTs  Moiekyna  anetuin-KoA 1 cuHTe3yeThes
rigpokcumeTurayrapuia-KoA (I'MI'-KoA) 3a yyacti ensumy I'MI'-KoA-cunrtazu. Big I'MI -
KoA 3a ywacrti jia3su BIAIIEIUTIOETHCS OAHA MoJieKyha aneTwi-KoA 1 yTBOproeThcsl mepiie
KETOHOBE TIJIO — aleToalneraT, sSKe € IONEePeIHUKOM aleToHy (YTBOPIOETbCS B pPeakIlii
neKapOOKCUITyBaHHs arneroaneTary) ta B-rizpokcuOyrupaty (yrBoproeThes B peakmii HAJIH-
3aJICKHOTO BiJTHOBJICHHS alleTOAIETaTYy).

Peakuii kerorenesy

TioJ1a3a
CH;—-CO~S-KoA + CH;-CO~S-KoA ———— > H;C—C—CH,—~CO~S-KoA
- KoA-SH 8
Anernn-KoA

Arneroanermii-KoA
CH;-CO ~S-KoA

I'™MI' -KoA-CHHTaSa] +H,0

[ B-ri,apoKanympaTuerinporeHazaJ KoA-SH

+ HAJIH, I'MI'-KoA-nia3a OH

|
H3C—CH-CH,~COOH=——= H;C—C—CH,~COOH <——— HOOC—CH,-C—CH,—C0~S-KoA
Ol -HAJT' 0 - CH,-CO~S-KoA !

CH;4
. Arneroanera .
B-rinpokcubyrupat Heroatetat B-rigpokcu-p-meruiriyrapui-KoA
l\ 2[aueToaueTaTzLeKap60Kc1/ma3aJ
H;C—-C—CH;,
1l
(6]
Arneron

Peryasinis kerorene3y. Perynstopuum ¢epmentom € I'MI-KoA-cuHTa3a, akTUBHICTb SIKOi
3pOCTa€ IMiJ BIUIMBOM aJpEHAlliHy, TITIOKAaroHy Ta BHCOKHX KOHIIEHTpAIi JKUPHUX KHCJIOT, a
3MEHUIYETbCS — MiJ] BIUIMBOM 1HCYJIHY Ta BUCOKHMX KOHIeHTpauii BiibHOro KoA. Kemozenni
¢akmopu: OCUITIOIOTh CHHTE3 KETOHOBUX TUI Ta aKTHBYIOTH JIinoi3. [le Bucokoxupona fieTa,
Xap4yoBUH N1eiUT BYIJIEBOAIB, TOJIOAYBAaHH, BaXxkKka (i3uyHa mparls, MiABHUILIEHA TeMIeparypa
TiJa, IHTOKCUKalli, IyKpoBUH niabeT (nepiuuT 1HCYNIHY), HAUIMIIOK KOHTPIHCYJISIPHUX
TOPMOHIB, (a/ipeHajiHy, [NIIOKaroHy, IIIOKOKOPTHKOIIB), 3acTocyBaHHs 1Hri6iTopis I'MI'-KoA-
peaykra3u (CTaTUHU - 1HTIOITOPM CHHTE3y XOJIECTEPUHY), KETOI€HHI aMIHOKHCIIOTH.
Anmukemozenni ¢paxmopu: rarbMyIOTh KETOI€HE3 Ta MOCWIIOITh YTUIi3allil0 KETOHOBUX TiJl.
[le 30anancoBane xapuyBaHHs, TJIFOK03a, 1HCYIIIH, TTTFOKOTEHHI aMIHOKHCIIOTH.

5.2. Ketoui3 — 11e mporiec po3namy keroHoBux Tt 10 CO2 ta H2O 3 BunineHHsM eHeprii.
Buympiwnvoxnimunna noxanizayis: MiTOXOHJIPII.

Toniuna nokanizayia: KeToji3 MPOXOJIUThH B 0ararbox opraHax (cepue, HUPKH, CKEIEeTHI M’ SI31
Ta TOJIOBHUN MO30K), KPiM NMeYiHKH.

Mexanizm. Criepury B-TiIpoKCHOYTHPAT OKHUCHIOETHCS /IO alleToareTaTy, SKUiH aKTUBYETHCS 0
aneroanetwi-KoA (unuisixom ioro Bzaemonii 3 cykiuHin-KoA uu B peakuii 3 KoA-SH ta ATO).
OcraHHIi MM BIUTMBOM TIOJNAa3u PYHHYETHCS O ABOX MOJEKyN aneTui-KoA, siki TOBHICTIO
okucHiotoThes B LITK Kpedea no CO:2 ta H>O.
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Peaxuii kemonizy

+

+
H3C—(I3H—CH2—COOH H3C—ﬁ—CH2—COOH

OH 2
B-rinpokcubyrupar Aneroanerar Cyxuunin-KoA
+ KoA-SH
+ ATD
TioJa3a |
 KOASH CykmuHat
0 -
2 CH3;—CO~S-KoA =—— H3C—ﬁ—CH2—CO ~S-KoA
O
Aneran-KoA Arneroanetni-KoA
ILITK Kpeb6ca
CO,+H,0

Memabonizm Kemonosux min ¢ ymoeax namonocii. Ilpu ronoayBanHi i IyKpoBoMy Aia0eTi
piBEHb KETOHOBUX TUI pI3KO MiABUINYETbCI B KpOBI (KeTOHeMis) Ta cedi (KETOHYpis).
[TprunHamMu KeToHEMIl € HacTyHi: 1) mocuJIeHHs JinmoJti3y (rojomxyBaHHs, 1eilUT THCYTIHY Ta
iH.). 3a LOHUX YMOB 3pOCTa€ BMICT JXUPHHX KHCJIOT, OKHCHEHHS SKHX CYIMPOBOIKYETHCS
YTBOPEHHSIM BUCOKHX KiJibKOocTel anetui-KoA. OcranHiii He BCTUrae MOBHICTIO OKUCHUTHCH JI0
CO2 ta H20, Tomy yacTuHa HOro nepeTBOPIOETHCS Ha KETOHOBI Tijla. 2) 3MeHIIeHHs] BMIiCTy B
KJIITHHI 0KCcaJI0a1eTaTy BUKIUKAE npurHideHHs okucHeHHs aneTmii-KoA B LITK Kpebcea (amke
anetun-KoA Bxoauts B L{TK Tinpku micis KOHAEHcAIll 3 OKcalloaleTaToM). 3MEHILIEHHS BMICTY
OKCaJloaleTaTry BigMIYaeThCs NpPU TilepaMoHieMii (OKcaioalmeraT BHUKOPHUCTOBYETHCS Ha
B3a€MOJIIO 3 aMiakoM), Ae(IUTI 1HCYIIHY (3MEHIIYETHCS IHTEHCUBHICTH TUIIKOII3Y, IO BEJe 110
3HIDKCHHSI BMICTY IMpyBaTy — OCHOBHOT'O CYOCTpaTy JJIsi CHHTE3Y OKCaloarerary). 3pOCTaHHs
BMICTY KETOHOBUX TUI B KpPOBI CYNPOBOJKYETbCA KeTOAuAo30M (3MimieHHs M pH B kuciy
CTOPOHY), 110 HEOE3MEUHO JJIS )KUTTS.

6. MeTabo0.1i3M xoJ1ecTepo.ty.

Xomectepon - IUKIYHUA  MOHOHEHACHYEHUH  OJHOATOMHHUHM  CIUPT, MOXiJHE
LUKJIOTIEHTaHNIePriapodeHaHTP
eHy. Bcporo B opranizmi H,;C CH,

MicTUThCs TpubamusHo 140 r
xojecrepoiny: 13 HUX 90% - B
cepenuni kmituH, a 10% - B
kpoBi. HopmanbHuif  BMicT
3arajlbHOr0  XOJIECTEpPOILy B
CHpOBATLll KpOBI CTAHOBHTH
3,5-5,0 MMoab/m.

BioJsioriune 3HAYEHHS ()
xosecrepoay. Ilozumuesne: 1.
XomnecTepos - KOMIOHEHT 1 crabinizarop Oiojoriyunux MemoOpas. 2. [lonepenHUK B CHHTE3I: a)
’KOBUHHUX KHUCJIOT; 0) CTEpOiTHUX T'OPMOHIB (KOPTUKOCTEPOIAHMX 1 CTAaTeBHX), B) BiTaMiHy Ds.
Hezamuene: 1. lloxinHe XoyecTepoily - METHJIXOJAHTPEH € KaHieporeHoMm; 2. Bucoki
KOHIICHTpAIIii X0JIECTEPOITy B KPOBi € (PAKTOPOM PU3UKY PO3BHTKY aT€pOCKIEPO3Yy.

CH,
CH,

Xousecrepoa

6.1. biocunre3 xosecreposy. 3a 100y moauHa cuHTedye 0,5 - 1,0 © xomecrepoiy, 3 1Ker0
HaJIXO0auTh A0 1 T.
Buympimwnvoknimunna nokanizayia: TATOIIIA3Ma Ta €HAOIUIA3MAaTUYHUN PETUKYITYM.
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Toniuna nokanizayia: npoxoauTh B neviHii (cunresyerbest 50-60% BiA ychOro xojecTepoiy),
KHAIIEYHHUKY Ta MKipi (yTBoproeThes BianoBigHo 20 Ta 5% BiJ ychOro XoJiecTepoiy), a TaKoX B
KOpl HaJHUPHUKIB Ta cTareBUX 3ajo3ax. CHHTE3 XOJecTepoily He NPOXOAMTh B 3pUIMX
EPUTPOIIUTAX.

Mexanizm: yTBOpEHHS X0JIeCTEpOIy BiTOyBaeThes 3 aneTi-KoA y kijibka erarnis.

1 eram: yTBOpeHHsI MeBaJIOHOBOI KHcHOTH 13 aneTmi-KoA. Crnepury BinOyBaeThCsi KOHACHCAITIS
JIBOX MoJIeKys aneTuia-KoA 3a ydacTi Tiona3u 3 yrBopeHHsM areroanetuii-KoA. /lo octaHHbOTro
NPUETHYETBCS TPeTs MoJieKyna aneTuid-KoA 1 CHHTE3YeThCS TiIpoKCHMETUITIyTapmi-KoA
('MI'-KoA) (ui peakiii cniBmazamTh 3 peakiisMu cuHTe3y aneroHoBux Til). Jam I'MI'-KoA
BIJTHOBJIFOETHCS 70 MeBajgoHOBOI kucioTu 3a ydacti HAJI®@H-3anexnoi ' MI'-KoA-penykrasu
(mimiTyrounii pepMeHT).

2 eTam: MepeTBOPCHHSI MEBAJIOHOBOT KUCIIOTH B CKBAJICH.

3 eTam: nepeTBOPEHHS CKBAJICHY B JIAHOCTEPHUH, 3 IKOT'O YTBOPIOETHCS XOJIECTEPOL.

| Tionaza
CH;—CO ~S-KoA + CH;—-CO~S-KoA H;C—C—CH,—CO~S-KoA
- KoA-SH 'd
Anernin-KoA
Anteroanermin-KoA
CH;—-CO~S-KoA
[FMF-KOA-CI/IHTaBa] +H,0
KoA-SH yanep HAZOH, KoA-SH
OH OH
| |
HOOC —_ CH2 —_ Clj —_ CH2 —_ CH2 —_ OH HOOC - CHz - CI: - CH2 - CONS-KOA
CH, [l" MF—KOA—pe}:[yKTaSaJ ' CH,4 -
MeBaToHoBa B-rimpoxcu-p-mernnrinyrapui-Ko
KHCJIOTa

Pezcynauyia ymeopenns xonecmepoy. Jlimityrounm (perynsitopaum) ¢pepmentom € I'MI-KoA-
penykrasa. Perymnsiiisi akTHBHOCT1 IbOTO (hepMEHTY 3MIMCHIOEThCS ABOMA Huisixamu: 1) XimiuHa
moaudikauis nusixom dpochopunyBanus-nedochopunysanns: ' MI'-KoA-penykrasa akTuBHa B
nedocGopmiibOBaHOMY CTaH1 1 HeakTHBHA Y (GocPopuiIboBaHOMY cTaHi. ToMy 1HCYIIIH aKTHUBYE
CHHTE3 XO0JIECTEPOIIY, a TJIIOKAaroH Ta aJipeHalid — Horo npurHiyye. CiijJ 3ayBakuTH, 1110 CUHTE3
XOJIECTEPOJIy HalOLIbII aKTUBHUN B aOCOpOTUBHMI Mepiofl; 2) aloCTepUyHa PErysilis: CUHTE3
XO0JIECTEPOITy aKTUBY€EThCS aneTuin-KoA, a iHri0yeThes X0IeCTepOIOM Ta )KOBUHUMH KHCIOTaMH.
Bugeoennsn xonecmepony iz opeanizmy. B opranizmi JIIOJIMHU XOJIECTEPOJI HE OKHUCHIOETHCS,
aJKe Ma€ JKOpPCTKE LUKIIOMEHTaHIepriipodeHaHTpeHoBe Kiiblie. BUBOIUTBCS XojecTepos 3
OpraHi3My 3 KaJOM TEepeBaXHO Yy (opMi >KOBYHUX KHCJIOT, a HE3HAYHA YACTHUHA Yy BUIJISIL
XOJIECTAHOJIY Ta KOMPOCTAaHONY (TMPOJAYKTH BIJHOBJIEHHS XOJIECTEpPOJY IMijJ BIUIMBOM OakTepii
KHUIIKIBHUKA). J[y)Ke Maja yacTHMHA XOJIECTEPOJy BHUBOJUTHCA 3 IIKIPHUM cajlioM. 3a 100y 13
opranizmy BuBoauTthes 1,0-1,3 r xonectepody.

7. TpancnopTHi ¢popmu Jdimigis.

Jliniayu moraHo po34YMHSIIOTHCS y BOJII 1 TOMY TPaHCIIOPTYIOTHCS KPOB’10 Y CKJIaJl OIKOBO-
JIMIIHUX KOMIUIEKCIB — JIMONpOTeiHiB. YaCTHHKHU JINMONPOTEiHIB MalOTh chepuuHy dopmy i
CKJIAJIAIOThCS 3 TipooOHOTrO sypa (A0 WOTo CKiIaay BXOASTH TPHAIMITIIIEPONH, edipu
X0JiecTepoity) Ta rigpodiibHoi 000J0HKH (CKIaAaeThes 3 GocdominiiiB, BUIBHOTO X0JIECTEPOITY
1 611KiB (amonpoTeiniB). ['iapodinbHa 06010HKa 3a0€e31euye pO3YUHHICTD JIMONPOTETHIB Y BOII.

JlimonpoTeiHn miIa3Mu KpOBI INUISIXOM YIbTPAalEHTPU(YTyBaHHS abo enekTpodopesy
PO3AUIAIOTh HAa XUIOMIKPOHHM, JIMONPOTEIHU Iy>K€ HHU3bKOI MILIBHOCTI (Ipe-PB-iinonporeinn),
JIMONPOTETHW HU3BKO1 IMITBHOCTI (P-JiMONpOTEiHM), JIMOMPOTEIHM BHCOKOI IIUIBHOCTI (0-
minonpoteinn). ICHYIOTP  TakoX  JIMONPOTEIHM  MPOMDKHOI  INUJIBHOCTI,  PEMHAHTHI
JMPONPOTETHH, JIMONPOTEiH A.
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XiMiYHUI CKJIaJ OCHOBHHX KJIACIB JINMONPOTEIHIB CHPOBATKHU KPOBI JIIOANHU

Knac mimonpo- | Hlume- | Hiamerp | bimok, | Jlimigm
TEIHIB HICTb, YaCcTUH- % Bchoro | YacTka okpemMux JimiaiB, %o
/M KH, HM o Kupu Xosectepon doco-
Beboro | Edipu | mimigu
XOJecTe-
pory
Xinomikponu | <0,95 | 100-1000| 1-2 98-99 88 4 3 8
JITIJTHILL 0,95- 25-75 7-10 | 90-93 57 23 15 20
1,006
JITTHIIL 1,019- 20-28 ~21 ~79 14 58 48 28
1,063
JITIBI] 1,063- 5-13 ~45 ~55 18 38 30 44
1,210

XapakTepucTHKA OCHOBHHUX KJIACIB JIIMONPOTEiHIB
1. Xisomikponu (XM) yTBOPIOIOTECS B CIIM30Biil TOHKOTO KHIIEYHUKA MPH PECHHTE31 JIIMi B i
TPAHCTIOPTYIOTh €K30T€HHI (Xap4oBi) TPUALMITITIIEPOIH Yepe3 JTiMPy Yy KpOB, MOTIM Y KUPOBY
TKaHUHY ¥ MIEUiHKY, CepIie, JITeHi 1 1HII OpraHu.
2. Jlinonporeinu ays;ke Hu3bKkoi minbHocTi (JITIAHIIL) yTBOpIoloThCs B MEUiHIll 1 YaCTKOBO B
KHAIICYHUKY, JO3PiBalOTh B KPOBI 1 TPaHCHOPTYIOTh B OpraHH €HIOTEHHI TPUAIMIITIIIEPOIN
(cuHTe30BaHi neviHkoro Ha “excropt’”’). XM Tta JIIIAHIL] paszom nepenocsats 3a 100y 70-150 r
xupiB. B enpoTenii cyauH € ninmomnpoTeiniinasa, ska TiIpoidye wi Jinomnporeinu. Bracmigok
[BOTO YTBOPIOIOTHCA JIMOMPOTEiHU mpoMixkHO1 miiibHOCTI (JITITII) Ta BUBIIBHSIIOTHCS BLIBHI
YKUPHI KUCIIOTH 1 TITIEPOIT, SKi TPOHUKAIOTH B KIITHHU.
3. JlinonpoTteinn Hu3bkoi mwigbuocti (JIMMHIL) yrBoprototses 3 JIMIIL] mix aiero mediHKOBOT
Jinasy, sika BUIy4ae 3 HUX TpUaLWIrIieposd. B medinni BoHH 30aradyroThCsl Ha XOJECTEPOIL.
JITHII[ TpaHCIOpTYIOTh B Pi3HI OPraHU XOJECTEPOJI, CHHTE30BAHUM MEUIHKOI0 Ha «EKCIOPT».
Knituan mnozanedinkoBux opraHiB mictarh peuentopu ans JIITHIL, ski 3a0e3neuyroTs
npoHukHeHHs1 xonectepony 3 JIITHIL B cepeauny kimitunu. Bucoki pisui JIITHI € BaxnuBum
(GakTOpOM PHUBHKY aTepOCKIEPOTUYHOTO YpPaXKEHHS CYIWH, OCKUIBKH BOHHM 30UIBIIYIOTH BMICT
XOJIECTEPOIIY B CTIHKAX CYJUH.
4. Jlinonporeinun BHcOKOI miibHOcTI (JITIBII) yTBOprooThCS B TEHiHIN, YacTKOBO B
KUIIEYHHUKY 1 MICTATH Oararo Oinka, Gpocdominiais, edipiB xonecreponay. OCTaHHI yTBOPIOIOTHCS
3a y4acTio JenuTuH:xonecreponanuntpancepasu (JIXAT), ska mepeHOCUTH KUPHY KUCIIOTY 3
dochatuaninxoniny Ha rigpokcurpymy xosectepony. JIIIBII[ 3a0upatore Hamaumok
XOJIECTEPOITY 3 CYJIUH 1 TPAHCTIOPTYIOTh HOTO B TIEUiHKY, TOMY BBaXKAIOThCS aHTHATEPOT€HHUMH.
KpiM Toro BoHM TpaHCHOPTYIOTH (ocdomimian. 3HMKEHHS iX piBHA € (AKTOPOM pHU3HKY
YpaKeHHS CY/IMH, a JIFOJH 3 BUCOKHM PiBHEM, HABITAKH, )KHUBYTH JTOBIIIE.

8. Peryasinis aimigHoro o6miny. OOMIH JINiAIB PEryiIOETHCS LIEHTPAJIbHOI HEPBOBOIO
cucreMoro. CuMnaTHyHa HEPBOBA CUCTEMa MOCUIIIOE PO3MA[ JIMIAIB, aJ)Ke CTUMYJIIOE BUIUICHHS
KaTexolaMiHiB (aJpeHaliHy 1 HOpaapeHaJiHy), SKi CTUMYJIOIOTH JIIOJI3 4Yepe3 aKTHUBAIIIO
aJIeHUTaTIUKIa3u (aHAJOTriuHO Ji€ rjaokarod). CrareBi ropMoHH, IIIOKOKOPTHKOIIM Ta
THPEOIIHi TOPMOHU JIIOTh Yepe3 BIAMOBIIHI UTOIJIA3MATHYHI PEHENTOPU B aIUIIOIUTAX Ta
CTUMYJIIOIOTh CHHTE3 TpHalmiriinepoinasy, comarorpomin ta AKTI ctumymorots
YTBOPEHHS aJIeH1IaTIHKIa3H.

Incyain ranpmye Jinosi3 Ta BUBUIbHEHHS )KUPHUX KUCIIOT 32 PAXyHOK JIBOX MEXaHI3MiB: a)
3MeHIeHHs piBHA HAM® uepe3 aktuBauito Qocdoaiecrepasu; 0) 30UTbIIEHHS TPOHUKHOCTI
MeMOpaH aJUMOLUTIB A TJIOKO3U: HAJXOJDKEHHS TJIIOKO3M B JKUPOBY TKaHMHY 3aIyCKae
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MPOIIECH CHHTE3Y JKHUPIB 3 TIIIOKO3M 1 TMEPeKIoYae MeTa0oi3M JKUPHUX KHUCIOT Ha ix
BUKOPUCTAHHS B PEAKLIAX CUHTE3y TPUTIILCPUIIB.

9. JlinoTpomnui ¢akTopu — 1e GakTopy, sIKi 3aM00IraloTh KUPOBOMY MEPEPOKEHHIO MEYiHKU
3a paxyHOK: a) IIOCWJICHHS YTWJI3allii TPUTIIEPHUIIB, HANPUKIAJ, KApHITHH CTUMYIIOE
OKHCHEHHSI JKUPHUX KHCJIOT; O) MepekstoyeHHs OOMiHy JImigiB B TMEYiHII 3 CHHTE3Y
TPUTIILIEPU B HAa cuHTE3 (ochOoMimiaiB; Tak AiFOTh XOJIiH, METIOHIH, BiTaMiHu Be, Bo, B2, Bis;
B) 30ajaHCOBAaHOTO Xap4yyBaHHA 1o Oinkam (cmpusie yrBopenHto JIIIJIHII] Ta momepemxye
HaKOIMMYCHHS JKUPIB Yy IMEUiHIN), BYIJIEBoJaM (TOIepepKye HaaMIpHUNW CHHTE3 XHUDPIB B
renarouuTax) Ta XKUpaM.

Jlimorenni ¢akTopu — 1¢ ($akTOpH, SKIi BHKJIMKAIOTh HAKOIWYEHHS TPUTIIICPUIIIB B
neuinni. Jlo HuX BigHOCATH: a) mevinkoBi oTpyTH: CCls4, opraHiuyHi pPO3UMHHHMKH, ETAHOI
(BUKJIMKAIOTh MOIIKODKEHHS OLIKIB 1 ToMy nopymryetbes dopmyBanss JITTAHIL, mo Bene mo
HAKONUYCHHS JKUPIB B MEYiHIN); 0) AedimuT XomiHy, METiOHIHY, BiTamiHiB Be, Bo, B2, Bis
BHUKJIMKA€ MPUTHIYEHHS CHHTE3Y (HocdoIimiaiB Ta MOCUICHHS YTBOPEHHS JKHUPIB; B) HECTada B
xapuyBaHHi OiunkiB (mopymye dopmyBanns JIIIJHIL, mo Beme A0 HakONMWYEHHS JKHUPIB B
MEYiHIIl ), HAJUTUILIOK BYTJIEBOAIB (IIOCUJIIOE CUHTE3 JKUPIB Y FeNaTolUTaxX) Ta KUPiB; T') aeinuT
KapHITUHY (MPUTHIYYETHCS OKUCHEHHS JKUPHHUX KHUCIIOT Ta TMOCHIIIOETHCS X BHKOPUCTAHHS Ha
CHUHTE3 JKMpIB); Ja) IYKpoBUH nia0eT (3a ymMoOB AeQiUTy IHCYTiHY B KHPOBIH TKaHUHI
MOCHJTIOETBCS  JIIOMI3, YTBOPIOETHCS HAJUIMINOK JKUPHUX KHCIOT, SKI BHXOIATH B KpOB,
3aXOILTIOIOTHCS MEYIHKOIO 1 IEPETBOPIOIOTHCS B TEMATOLIMTAX HA KUPHU).

10. ITaTousoris ainmixHOrO 00MiHy.

ATepocKJ/epo3 — XpOHIYHE 3aXBOPIOBAHHS, SIKE XapaKTEPU3YETHCS BIAKIATAHHAM XOJIECTEPOITY
B IHTUMI CYAMH 3 YTBOPEHHSM aT€pPOCKIEPOTUUYHUX OJIAIIOK, 110 BeAE 0 3BYKEHHS CYAMH Ta
MOPYIICHHSI KpOBOIMOCTa4aHHs1 opraHiB. [IposiBoMm arepockieposy € imemiuna xBopoba cepus,
imemiss TOJOBHOTO MO3Ky Ta iH. [IpuuMHaMu pO3BUTKY arepockiepo3y € HacTymHi: 1)
30UIBIIEHHST BMICTY XOJIECTEpMHY B  CHpoBaTmi KpoBi Oumpme 5,0 MMmonb/m  —
rinepxosiecTepuHeMist; 2) 301IbIIEHHS BMICTY aT€pOT€HHUX JIIMONPOTEiHIB HU3bKOI HIIIBHOCTI Ta
3MEHILEHHS PIBHS aHTHATEPOTr€HHUX JIMONpPOTEIHIB BUCOKOI HIUIBHOCTI (aybda-XxosiecTepruH
meHme 1,1 MMomb/in); 3) mOopyLIeHHs CTPYKTYPH JHOMPOTEIHIB HU3bKOI IIUTBHOCTI M1/l BIJIMBOM
aKTUBHUX (OpM KHUCHIO; 4) TNOIIKO/DKEHHA eHaoTenito cyauH. llepepaxoBaHi YMHHUKU
COPUAIOTh BIAKJIAAAHHIO XOJIECTEPUHY B 1HTMMI CyJUH 3 YTBOPEHHSM aTE€pOCKICPOTHUYHOI
Onamku. 3 Merow NOpoIIakTUKM Ta JIIKYBaHHS — aTe€pPOCKIEpPO3y BUKOPHCTOBYIOTh
AHTHATEPOCKJIEPOTHYHI NpenapaTH, cepell SKUX BaXKIMBE MiICIe HalexaTb CTaTHHAM
(cuMBacTaTuH, JOBACTATUH, PO3YBACTaTHH), K1 MPUTHIYYIOTh akTuBHICTH ['MI'-KoA-penykrasu
1 TOMY 3MEHIIYIOTh YTBOPEHHS XOJIECTEPUHY.

KoBuHoKkaM’siHA XBOP00a — 11 XpOHIUHE 3aXBOPIOBAHHS, SKE XapaKTEPH3YETHCS YTBOPEHHSIM
KaMEHIB Yy JKOBYHOMY MIXypl BHACHIIJJOK OCQ/PKCHHS KOMIIOHEHTIB >KOBYl (XOJIECTEpOy,
O1Tipy0OiHy). XOJECTEPOI B )KOBUI 3HAXOAUTHCS B COMIO01TI30BAaHOMY CTaH1 3aB/ISIKH YTBOPEHHIO
MiIeNT 3 )KOBUHUMH KHcIoTaMH, pocdominizamu Ta Ouikamu. 3pocTaHHS BMICTY XOJIECTEPOIY Ta
3MEHIIEHHS KUIBKOCTI JKOBYHUX KHCIOT, ¢ocdonimiaiB Ta OUIKIB MOPYUIye KOJOIAHY
CTaOUTbHICTh JKOBYI 1 CIPUYMHSE BUIAAIHHA KpHCTaliB xojecteporny. Ciif 3ayBaXWUTH, IO
’KOBUHOKaM’siHa XBOpoOa 4YacTillle 3YCTPIYA€eThCsl Yy KIHOK, a/pKe €CTPOreHH IPUTHIYYIOTh
CHHTE3 >XOBYHHMX KHUCJIOT. Ha paHHIX cTajisiXx »KOBYHOKaM SIHOI XBOPOOW, NMPHU HEBEITHKHUX
KaMeHsSX, /IS JIIKYyBaHHS BHKOPHCTOBYIOTH TIpemapaTH >KOBUYHUX KHCIOT (XGHO- Ta
YPCOJE30KCUXO0JIEBY KUCIOTH). JliKyBanbHa 1l LMX IpenapariB IPYHTYEThCS Ha IX 37aTHOCTI
cTabuIi3yBaTH X0JecTeposl y GopMi MillenH, MPUTHIYYBAaTH CUHTE3 XOJIECTEPOITY Ta PO3YUHSATH
SKOBYHI KaMIiHIII.

O:xkMpiHHA — 1€ 3aXBOPIOBAaHHS, SIK€ XapaKTepU3y€eThbCs 30UIbIIEHHSIM MacH Tula OUIbII, HIK Ha
20% Bix imeanpHOI MacH AJsl JaHOTO BiKY - iHAekc MacH Tina (IMT) sume 30 (IMT= maca mina
/picm’  ke/M?, mopma 18-25). Tlpu OXUpiHHI 30IMBIIYETbCA KiNbKICTh JKUPOBUX KITITHH
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(amumonuTiB) abo ixX po3mip. 3aragbHa Maca HEHTPAIBHUX KUPIB B OpraHi3Mi JIIOJAUHHA 32 YMOB
OKUPIHHS MOXXE JOCATaTH 3HAYHUX KiIbKocTe. OJKUpPIHHA PO3BUBAETHCA BHACITIIOK
HaIMIPHOTO HAJXO/DKEHHS Ta ITOCHJICHOrO0 OIOCHHTE3y HEWTpajdbHUX JKHpIB (Ta 1HIIHMX
010MOJIEKYyJI, SIKI MOXKYTh IIE€PETBOPIOBATHUCS B JKUPH), IO 3HAYHO NEPEBUINYE peasbHI
E€HepreTUYHI MOTPeOH OpraHi3My B IIUX BUJaX MeTaboigyHOro naymBa. OcoOIMBO HECTIPUSATINBE
3HAYCHHS JI1 PO3BUTKY OXKUPIHHS Ma€ MOCTiiiHE HaJAMipHE HAAXO/KEHHS 3 TMPOIyKTaMU
Xap4uyBaHHS BYIJIEBOJIIB (OCOOJMBO TIIIOKO3U Ta (PPYKTO3HM) y KiIBKOCTAX, OUIBIIUX 3a Ti, IO
0e3mocepelHbO OKUCHIOIOTHCSI B KIITHHAaX 1 MOXYTh JCMOHYBATUCS Y BHIVIAII pe3epBiB
rikoreHy. Po3pi3HsrOTh epBUHHE (CIIaKOBE) Ta BTOPUHHE (HaOyTe, CHAOKPUHHE) OXKUPIHHA.
OpHi€ro 3 TPUYMH MEPBUHHOTO OKUPIHHSA € a0COTIOTHA a00 BiJHOCHA HEOCTATHICTh JIENTUHY
(ropMOHY, SIKMI 3HUXKYE TTOTSAT JI0 1K1 Ta MOCUITIOE JIiN0JIi3). AGCOIIOTHA HEAOCTATHICTh JICSTITUHY
BUHUKAE MPH J1ePEKTI TeHy, KU 3a0e3mneuye ioro mpoayKIito, a BiITHOCHAa HEJIOCTATHICTD - MIPU
nedeKTax perenTopiB 10 JenTuHy. BropuHHe 0:KMPiHHSI YacTO BHHHMKA€E HA TJi CHIOKPUHHOI
[aToNIOTii, NMPH HAAIUIIKY TJIIOKOKOPTUKOINIB, 1HCYNiHY, Ie(pIIUTI THPEOiTHUX TOPMOHIB,
CTaTeBUX FTOPMOHIB, COMAaTOTPOITHOTO TOPMOHY Ta iH.

METABOJII3M IPOCTHUX BLIKIB I AMIHOKHCJIOT TA MOT'O
PET'YJIALIA

I. XapuyoBe 3HaueHnHs OiikiB. /[o60Ba morpeda B Oinmkax — 80-100 r. Eneprernyna miHHICTh | T
Oinka ckimanae 4,2 kkai (17,6 k/[x). Po3pi3HsIOTh MOBHOIIIHHI Ta HETIOBHOITIHHI O17TKH.

Ilosnoyinnumu € 6inku, K1 MICTATh yCi He3aMiHHI aMiHOKMCIIOTH B JTOCTAaTHINA KUIBKOCTI.
Taki OUIKM JIETKO 3aCBOIOIOTHCS, a 3a aAMIHOKHCIIOTHHM CKJIAJJOM BOHH TOMIOHI J0 CKJIamy
eHJIoreHHUX OinkiB. ETanoHom moBHOIIHHOTO Ollka € 010K Kypstdoro sins. [loBHOIIHHUMEI
BBAXXAIOTHCS OUTKM TBAPUHHOTO MOXOJDKEHHS, NESKMX 000OBHMX KynbTyp Ta KapTorut. Pemra
OUIKIB POCIMHHOTO TOXO/DKEHHS BITHOCITHCS 1O HENmoBHOLIHHUX. [Ipu parioHadsHOMY
MOEHAHHI KUIBKOX HEMOBHOIIHHMX OIIKIB MOXXHAa TIOBHICTIO 3a0€3MEeUUTH OpraHi3M
HE3aMiIHHUMHU aMiHOKHUCJIOTaMH.

"3akon minimymy" - cuHTe3 OUIKa OOMEXYETHCS TIEI0 HE3aMIHHOK aMIHOKHUCIOTOMO, sIKa
HAJXOJUTh B OPTaHi3M y MiHIMaNbHIA KiJIBKOCTI. /[0 He3aMiHHUX aMiHOKHMCJI0T, TOOTO THX SKi
HE CHUHTE3YIOTBCS B OpraHi3Mi, BITHOCSTH JIeH, i3, e, ¢eH, Tpe, TpU, MET, Ball; O YMOBHO
HE3aMIHHMX (HE3aMIHHUX Ul JITeH) - apr Ta Tic - CUHTE3YIOThCSl B HEIOCTATHIX KUIBKOCTSIX.
Pemra aMiHOKHCIOT € 3aMiHHUMHU. Y JITEH, IO XapuyIOThCs MEPEBAXHO POCIUHHOKO TXKEIO,
4acTO BHHMKA€ 3aXBOPIOBAaHHS, IIOB’Si3aHE 3 OUIKOBOK HEJOCTATHICTIO - KBAaLIIOPKOP
(IpOSIBIISIETBCS 3aTPUMKOIO POCTY, HEJTOKPIB’SIM, YPaKEHHSM IMEYIHKU Ta HUPOK, MOPYIIEHHSIM
CeKpelii TpPaBHUX COKIB Ta TPaBJIEHHS OLJIKIB).

JAunaMiyHuil cTaH 0iNKiB - 11€ CYKYITHICTh NIPOIIECIB PO3Maay 1 CMHTE3y OUIKiB. 3a 700y
y JOpPOCIIOT JIFOJUHU PYHHYETbCs 1 yTBOpIOeThest 011 400 T GUIKIB 1 LI IPOLIECH BPIBHOBAXKEHI.

IHoka3znuku ounamiunozo cmamny OiKie:

Ilepioo naniepo3znady - 4ac, 3a SKMi NMPOXOAUTH PO3MaJ MOJOBHUHHU OyAb-SKOro Oijka.
Taxk, nepioa HaniBpo3nany IgG cknanae 15-20 n16; anpO6yminy - 7 ni6. I'eMorno6in icHye
(sx # eputrpouut) 90-120 ni6. Binaku cronydHoi TKAaHWHU PYHHYIOTbCS MOBUIBHO — 3a KUIbKa
POKIB.

bBinkosuii xoeghiyienm (BK) - 1e kinmpkicTh rpamiB Oinka, mo mictute 1,0 azory. bimok
MmictuTh 16% azoty. Tomy BK =100:16 = 6,25. Otxe, 1 r a30Ty MicTUThCS B 6,25 T OLjIKA.

Jl71s BU3HAUEHHS KUTHKOCTI O1TKa, 1110 HAIXOUTh B OPTaHi3M, 3HAXOAATh KUTBKICTh a30Ty B
K1 1 MHOKaTh Ha OUTKOBUHN KoedilieHT - 6,25. [Ipu 1ipomy citiji BpaxoByBaTH, 110 a30T, SIKUN
BUBOJIUTHCS 3 KaJOBUMH MacaMy He Oepe ydyacTi B OOMiHI PEYOBMH 1 BIH BPaXOBYETHCS IPH

MiIpaxyHKYy.
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2. Koegiyicnm 3nowysanna Pybonepa — 1uie KinbKicTh Oifika, sika TpH 0€3017IKOBIN JTi€TI
posnagaeTscs 3a A00y. Bin ckmamae 25-28 r/moby. Ha ocHoBi mporo koedimieHTy Oyiu
TIPUAHSATI:

e hinkosuti miHimym - 11¢ HAWMEHIIIA KiIJIbKICTh OlJIKa B T0OOBOMY paIlioHi, sika 3abe3rneuye
a30TUCTY piBHOBary. Bin mopiBHio€e npubmm3no 35 r/mody, ado 0,5 r/kr macu Tina. Ile Oinbme
HDK KoediuieHT 3HomyBaHHsA. Ll mompaBka o0OymMOBIE€Ha THM, IO €K30T€HHI OUIKH
3aCBOIOIOTHCS HE IMOBHICTIO, a 1X aMiHOKHCJIOTHHMH CKJIaJl HE MOBHICTIO BIJNOBIiJa€ moTrpedam
OpraHizmy.

o binkosuti onmumym (3TITHO Cy4acHOi TEPMIHOJOTIT — Oe3MeYHWil piBeHb MOTpeOH B
Oi1Kax) — KUIbKICTh O1JIKa B paIlioHi, sika 3a0e3mneuye He TIIbKA a30TUCTY PIBHOBAry, ajie i qo0pe
CaMOTIOUYTTS, MAaKCUMAaJIbHY Ipale3/1aTHICTh 1 CTIHKICTh 10 HEeCHpHUATIUBUX (pakTopiB. Bin
ckiamae 80-100 r/mo0y.

A3omucmuii 6ananc - 1e Pi3HUI MK KUIBKICTIO a30TY, IO HAIXOIUTh B OPTaHi3M 3 TKEr0
Ta KUIBKICTIO a30TY, 110 BUAUIAETHCS 3 OPraHi3My B CKJIAJIl IPOIYKTIB po3many. Po3pi3HAIOTS:

. Tosumuenuii  azomucmuii  6ananc (KUIBKICTh a30Ty, M0 HAAXOAUTh B OpraHizm
NEPEBUIIY€E KUIBKICTh BUBEACHOTO 3 OpPraHi3My) — MOXe OyTH y JiTeH, IO pOCTyTh, BariTHUX
XKIHOK, TICIIsl NPUITMHEHHS TOJIOIYBAHHS, Y TIEPi0]] OJy’>KaHHS TOIIO.

. Heeamuenuti azomucmuii 6ananc (KiIbKICTh @30Ty, 10 HAAXOAWTh B OpPraHi3M, HIKYA
KUJTBKOCTI a30Ty BUBEACHOTO 3 OpPraHi3My) — BiIMIYAa€ThCS y JIOACH MOXHIIOTO BiKY, MiCIs
TIOJIOT'IB, ITiJT Yac 3arajJbHoro abo OUTKOBOrO rOJIOyBaHHS, IPU BAXKKUX 3aXBOPIOBAHHSX TOIIO.

e  Azomucma pienosaea (KUIbKICTh 30Ty, III0 HAIXOJIUTh B OPraHi3M JIOPiBHIOE KUIBKOCTI
BHBEJICHOT'0) — XapaKTepHa JIJIsl JOPOCIUX 310POBUX JIFOACH.

II. IleperpaBienns 6iikiB. bionoriyna posnb TpaBieHHs OLIKIB MOJATa€E B iX PO3MICTUICHHI 10
aMIHOKHCJIOT, 3aBJSKH YOMY OIJIKM BTpPayalOTh CBOIO BHUJIOBY, TKaHHHHY Ta aHTHICHHY
crenuivHiCTb.

VY pOTOBiii OpOKHHHI Oinkn He — [LIA3MAa
PO3ILETUIIOIOTHCA. v HUTYHKY
PO3ILENIECHHIO OUIKIB  crpusie
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BOJIHIO Ta XJIOPY, 110 CEKPETYIOThCS k
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06KJ'Ia]1KOBI/IMI/I KIIITUHAMHU CIIN30BO1

obononku. JloHopoM npoToHiB ans yrBopeHHs HCI e ByrimpHa kucnora. BoHa yTBoproeThes 3
CO,, sxmit mudynaye 3 kpoBi Tta HO 3a yuactio kapOoanriapasu. Hucomiaris H>COs
IPUBOJUTH IO YTBOPEHHS: a) OikapOoHaT-aHiOHY, SKHIi 32 y4acTIO ClelialbHUX NEePEeHOCHHUKIB
nepexouTh y miasmy B o0MiH Ha Cl°. OcTaHHii 3 1a3Mu IEPEXOIUTh B 0OKIAJIKOBY KIITHHY, a
HOTIM 110 XJIOPHOMY KaHajy MOTpAIuis€e B MPOCBIT LUIYHKY; 0) iOHY BOAHIO, SIKUIl OTparisie B
IPOCBIT IUTYHKY IUISXOM aKTHBHOTO TpaHcmopty 3a ydacti H/K'-AT®-asu. 3axuct ciu3oBoi
00OJIOHKHM BiJl KUCIIOTO BMICTY 3/1HCHIOETHCS 3aBISIKU Iapy CIM3Y (MYKONPOTETHIB) Ta CEKperii
riagpokapOOHaT-10HIB MyKOITUTaMHU.

3navenns HCL.
e Cripusie IEpEeTBOPEHHIO NETNICUHOTEHY B MENCUH UIIXOM BiAueryieHHs: N-KiHIIeBOTO MENTHTY.
e CtBoproe ontuManbHuid pH amns nii pepmeHTiB.
e O0yMOBIIO€ HA0YXaHHS Ta YaCTKOBHUH I'iIpoiIi3 OLIIKOBUX MOJIEKYIL.
¢ Bosojie 0aKTEepULIUAHOIO JTIETO.
e 3a0e3reuye BCMOKTYBaHHS 3aJli3a B KPOB.
e Perymoe nepexia XxiMycy B IBaHaUATHIATY KUIIKY.
e Perymioe akTUBHICTh CEKPETHHY, KU CIIPHUsiE CEKpeLli COKY MiILTyHKOBOI 3aJ103H.
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OCHOBHHUM MPOTEOJITUYHUM (PEPMEHTOM HUTYHKY € mencuH, ontumym pH sikoro 1,5-2,5.
[lencuH BUAIISETBCS OCHOBHMMHM KJIITHHAMHM NUIyHKAa Yy BHIJISAAI TENCHHOTCHY, SKHUN
MEPETBOPIOETHCS B aKTUBHUMN (hepmeHT nerncuH mif aiero HCl. AKTuByBaTH NETCUHOTEH MOXYTh
1 BXKE aKTHBHI MOJIEKYJIHU MeENcHUHy (ayTokaraii3). Pi3Hi OUTKM pO3IIEIUTIOIOTHCS METICHHOM 3
HEOJHAKOBOIO IMIBUKICTIO. 30BCIM HE TiAPOMI3YIOTHCS TMENCHHOM KepaTHH 1 KojareH (OLIKu
CIIOJTyYHOI TKaHWHU). JIErKO pO3MIETUTIOIOTHCS M S30Bi OiTKM (MIOTE€H, MiO3HMH), albOyMIiHH 1
rnoOynian. IlermcuH rigposizye TEenTUaHI 3B’SI3KH, YTBOPEHI KapOOKCHJIBHUMHU TpyHaMu
apOMAaTUYHUX KHUCJIOT ((eHinanaHiH, TUPO3HMH), a TAKOX JICHIMHY Ta TIYyTaMIHOBOI KHCIIOTH.
Bijiku mencuHOM pO3MIETITIOITHCS JI0 MOTINENTHIIB 1 KOPOTKUX MENTH/IIB.

[InyHOK TPOAYKYE IIe OAWH TpOTeoNMiTHUHUU (depMmeHT — cacmpukcun (pHonr 3,0-5,0).
CriBBiIHOIIIEHHS MK BMICTOM TacCTpPUKCHHA 1 TerncuHa ckiagae 1:5,5. HalOiapn akTUBHUN
TaCTPUKCHH TP BKMBAHHI MOJOYHOI Ta POCIMHHOI XK, sIKa JEMI0 HeWTpasizye KUCIUil BMICT
HUTYHKY.

VY niTe#l rpyaHOro BiKY CIM30Ba IIIYHKA MPOIYKye (pepMeHT Ximo3un (PEHiH, CUUYKHHUN
dbepmenT). CHHTE3y€eThCsSI BIH Yy BUIJIAII MPOXiMo3uHy, sikuid npu pH 5,0 mepeTBOproeThes B
akTuBHY (popmy. XiMO3HMH HUISXOM BIALICTUICHHS TENTHUAY NMEPETBOPIOE Ka3eTHOTeH MOJIOKAa B
kazeiH. OcTaHHIN IpU B3a€MO/IIT 3 COJNISIMH KaJbI[il0 MEPETBOPIOETHCS B Ka3eTHAT KaJbIlIO, SKHUIi
JIOBIIIE 3aTPUMYETHCS y UTYHKY, IO CIPHUSE HOTO KPAIIOMY TIEPETPABICHHIO IETICHHOM.

Y monkini kuwiyi mictaThCs TPOTEONITHYHI (EPMEHTH MiAILTYHKOBOI 3aJI03U 1 BIIACHE
kumieyHuka. [lianuryHkoBa 3aio3a cekperye MpoQepMEHTH: MPUNCUHO2EH, XIMOMPUNCUHOZEH,
npoenracmasy ma npokapbokcunenmuoasy. CiK HIALUIYHKOBOI 3aJI03U Ma€ CJIA0KOIYKHY
peakiiito (pH 7,2 -7,8) 3aBnsiku HasIBHOCTI TiApOKapOOHATY HATPIIO.

TpurcrHOTeH mij BIUIMBOM KUIIKOBOI eHmepOoKiHa3u Ta aBTOKATAIITUYHO TEPETBOPIOETHCS
B TPUIICHH. Y Cl iHII TPOpEepMEHTH NEPEXOASITh B aKTHBHI (POPMU i1 BIUIMBOM TPUIICHHY.

TpuricuH, XIMOTPUIICHH, €1acTa3a, a TAKOX IMENCUH, BIIHOCITHCS 0 eHdonenmuodas, To0TO
depMeHTiB, SKi TIAPONI3yIOTh BHYTPIIIHI NeNTUAHI 3B’s3ku. [lis mpuncumny crupsiMmoBaHa Ha
MEeNTH/IHI 3B’ SI3KU, YTBOPEHi KapOokcurpynamu ocHoBHUX AK (apriHiH, Ji3UH) Ta aMiHOTpylaMu
iHmmx AK. Ximompuncun niepeBakHO TIApONi3ye NENTHAHI 3B’SI3KM, SKI YTBOPEHI
KapOOKCHJIbHUMH Tpynamu  apoMaTuuHux AK (Tupo3uH, ¢eHinanaHiH, TpunrodaH) Ta
aminorpynamu iHmmx AK. @epmeHT eracmaza mae mmpoky cyOcTpaTHY CrienU(idHICTh, aje
Halkpale Trifpoii3ye NenTUHI 3B’SI3KM, 1[0 YTBOPEHI TIJIIMHOM, CEPUHOM, aJaHIHOM Ta
MIPOJIIHOM, 3a0e3Meuye ripoJii3 O1JIKa eacTUHY.

VY TpaBneHHI B TOHKiM KHIII[ aKTUBHA POJIb HAJICKUTh M €K30MENTHAa3aM, Kl BiIIEIUTIOIOThH
Bix nentuaiB KiHueBi AK: Kapbéoxcunenmuoazu A i B (CHHTE3YyIOThCSI MIANUTYHKOBOIO 3aJI03010),
BimmernuoroTh Big nentuiB C-kinmeBi AK. Kapbokcunentunaza A Biameruioe apomatuydi AK,
a kapOokxcunentunaza B — ocHoBHi AK. Aminonenmuoaszu wimmermooTs N-kiHmnesi AK.
3aBepuUIylOTh TiIpoii3 OUIKIB dunenmuoasu, siKi poO3LIETUTIOIOTh OKpeMi JUNeNnTUau. TpaBieHHs
3a Y4acTIO €K30- Ta JUIENTHAa3 B1IOYBA€ThCSI HA TMOBEPXHI BOPCMHOK TOMY 1 Ha3UBAETHCS
MeMOpaHHHMM (IIPUCTIHKOBUM).

ITI. BemokTyBanHst npoayKrTiB riapoJidy 0inkiB y IIIKT. OCHOBHUM HIISIXOM BCMOKTYBaHHS
aMIHOKHCIIOT € TpaHCMeMOpaHHUIN TPAHCHOPT 3a JOMOMOTor0 OLIKIB MEPEHOCHUKIB. TpaHCIopT
€ BTOPMHHO AaKTMBHHUM 1 TMOTpeOye rpaaieHTy KoHIeHTpaiii ioHiB Na', a 1eil rpamient
crBoproeTbes Na', K -AT®a30r0 MeMOpaH €miTeNnito KumeYHrKa. BigoMo m'ate TpaHCIOPTHHX
CHCTEM, KOXHa 3 IKMX IIE€PEHOCUTh NIEBHI1 aMiHOKHCIOTH. PO3pi3HAIOTH TpaHCIIOPTEPH:

HEHUTpaTbHUX aMiHOKHUCIIOT, 3 KOPOTKUM OIYHUM JIAHIIOTOM (aJlaHiH, CepUH, TPEOHIH);

HEUTpaTbHUX aMiHOKHUCIOT 3 JOBIMM YM PO3Taly’KEHUM OIYHUM JIQHLIOTOM: BaJliH, JEUIMH,
130JICHIIHH;

aMIHOKHUCJIOT 3 KaTIOHHUMH paJiKajiaMu (J1i31H, apriHiH);

aMIHOKHCIIOT 3 aHIOHHUMH pajivKajaMH (TIyTaMiHOBa 1 acriapariHoBa KMCJIOTH);

IMIHOKHUCIOT (TIPOJIiH, OKCUIIPOIIiH).
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AMIHOKHCIIOTH KOHKYPYIOTh MDK CO0OI0 3a crhenudiyai IUITHKA 3B’ SI3yBaHHS 3
nepeHoCHUKOM. Hampukian, BCMOKTYBaHHS JEMLIMHY (SKIIO KOHIIEHTpALis HOTo JIOCTaTHBHO
BHCOKA) 3MEHIIYE BCMOKTYBAHHSI 130JICHIIMHY 1 BalliHy, OCKUIBKH Y HUX CIIUIbHI MEPEHOCHUKHU.
HeBenuki KiTBbKOCTI OJITOMENTHAIB 1 HETAPOTI30BAHUX OUIKIB BCMOKTYETHCS IUISIXOM
niHOIMTO3y. B cepenuHi KIITUH BOHU TIAPONI3YIOTHCA J130COMAbHUMHU IPOTEa3aMHU.
[TpoHMKHICTD CIM30BOI KUIIEYHHKA Y HOBOHAPO/HKEHUX BHINA, HIK y JOPOCIHX, IO CIPUSIE
NEePEexX0/1y aHTUTLI 3 MATEPUHCHKOTIO MOJIOKA B KPOB JUTHHH.

IlopymienHs neperpasjeHHs 0i1KiB Ta BCMOKTYBAHHS IPOAYKTIB iX riApoi3y
[TopyiienHss TpaBieHHS B IUTYHKY MOKe OYTH IOB’S3aHE 3 HECTAayel0 COJSHOI KHUCIOTH
(cinoayuonuii cman) abo TMOBHOW BiACYTHICTIO 11 (ammayuonuii cman). CTtaH, pu SKOMY
cinu3oBa 000s10HKA 1uTyHKa He BUpoOise Hi HCI, Hi nmencuny Ha3uBaeTbes axiniero. Hectaua
COJISTHOI KHUCJIOTH 1 TETICHHY ICTOTHO HE BIUIMBAE HA TPABJICHHS OUIKIB, OCKIIBKH B KUIICYHHUKY €
JOCTaTHLO mpoTeodiThuHuX ¢epmenTiB. Opnak aedinur HCl npuBoauTh 10 PO3BUTKY
MiKpOOHOI (1opy Ta THUTTS OLIKIB y HITYHKY.

IIpu Hecraui (QepMEeHTIB MANUIYHKOBOI 3aJl03M  CIOCTEPITralOThCS  HEAOCTATHE
NepeTpaBJICHHS OUIKIB, BUAUICHHS iX 3 KAJIOM (Kpeamopes) Ta BiTHOCHE OUTKOBE TOJIOyBaHHS.

[TopyiieHHs: BCMOKTYBaHHs O1JIKIB 3yCTpIYa€ThCs MPH 3aMalibHUX MPOIEcax Y KUIICYHUKY
Ta 32 yMOB nediuuty (epMmeHTiB, ki OepyThb y4acTb y BCMOKTYBaHHI. OCHOBHUM MpPOSIBOM
HEJOCTAaTHHOTO0 BCMOKTYBaHHS MPOAYKTIB T'IPOIIi3y OUIKIB € pO3BUTOK O1TKOBOI HEJOCTATHOCTI.

I11. IlepeTBOpeHHs1 aMIHOKHMCJIOT i Ai€l0 MiKpogJIopu B TOBCTiil KMIi (THUTTS OLIKIB)
HeneperpaBneni Oinku T1a AK, B TOBCTIH KHINII TiJ BIUIMBOM MIKPOOPTraHi3MiB
MeTaboMi3yIOThCSl 3 YTBOPEHHSIM MPOAYKTIB, IO HE XapakTepHi mis oominy AK y TkaHuHax
opranismy JroauHu. [Ipu THUTTI BCIX aMiHOKHMCIIOT YTBOPIOIOTHCS aMiaK Ta BYIJIEKHUCIHNA Tas.
[Tponykramu rHUTTS cipkoBMicHuX AK (MeTioHiHY, IIUCTEIHY, IUCTUHY) € TriAporeH cyabgin Ta
Mepkantanu (metmimMepkantad - CH3SH). Poznax niaminokucnoT (JTi3MHY Ta OpHITHHY) Bene
JI0 YTBOPEHHS JliaMiHiB (TPYIHUX OTPYT) — KaJaBepPUHY Ta MyTPecUMHY (peakiii - AUB. pO3/ilI
JeKapOOKCUITyBaHHSI aMIHOKHUCIIOT). Y CIHM30BIM KHUIIEYHHKA aMIHM MIATAI0OTh OKHUCHOMY
Je3aMiHyBaHHIO 32 y4YacCTIO MOHO- 1 JMAaMiHOOKCHIA3 3 BUBIIbLHEHHSIM amiaky 1 YTBOPEHHSIM
anpreriaiB 1 gam kucinoT. depmMeHTH MIKpPOOpraHi3MiB KaTalli3ylOTh TaK0X pyWHYBaHHS
OOKOBHMX  JIQHLIIOTIB 0
TUPO3UHY - 3 HN-CH—C—OH
YTBOPEHHSM Kpe30.1y

Ta Genoy; L, CH; CH COOH I\
tpuntodpany - 3 y . . |
YTBOPEHHSAM CKaTOJY OH NH: N

Ta ingouy; TUPO3MH Kpgalgn ¢enon Tpum'aq)au Ckaton Inaon
deninanaHiny - 3

YTBOPEHHSAM TOJYOJY Ta 0eH30iHO0i kucjaoTH. KiHIEBI MPOAYKTH THUTTS € TOKCUYHUMHU 1

MOTPAIUISAIOT 0—SOH 0—SOK
b yepes + GAGC __., 3 ?
CHUCTEMY

NH

BOPITHOI
BE€HU B Iu.qon IHp,oxcun IHp.oxcanlpHaHa KMcnoTa TBapyHHUA iIHOWKaH
MEYiHKY, JIe
3HENIKOKYIOThCS IIJISTXOM COOH CO-NH-CH,-COOH
KOHIoraimii 3 axkTUBHMMHU (opMamu
cip4aHoi (bochoanenozun-5- + NHz-CHy-COOH — + H,0
dochocynsparom — DADC) uym T niuyH
TIFOKYPOHOBOT KHUCIIOT Y]1®- ;

yp (VA BeH3olHa KucnoTa lNinypoea kucnorta

riokypoHarom). Tak, iH10J ciovyaTky
OKHUCIIIOETbCA 10 1HAOKCWIY, SKui Jam  koH'toryetbes 3 DOADC 3 yrBOpeHHIM
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IHIOKCUJICIPYAHOT KUCIOTH, KaJTl€EBA CLIb SIKOT Ma€ Ha3BY TBApUHHUN iHAUKAH. PiBeHb 1HIUKaHY
B Ceul pO3IAIAEThCS SIK TOKAa3HUK IHTEHCHBHOCTI MPOIECIB THUTTS B KHIICYHHUKY 1
JIETOKCUKAIIHHOT QYHKIIIT MTeYiHKH.

Bensoiina kucnoTa 3aTHa KOH IOTYBAaTUCh 3 TIIIMHOM 3 YTBOPEHHSM TillypoBOi KHCJIOTH.
O1uiHKa KUTBKOCTI BUBEACHOI 3 CEUEI0 TiIMypOBOi KMCJIOTH MICs BBEISHHS JIOIUHI CTaHAAPTHOI
03U HATpil0 OCH30aTy CIyrye IarHOCTUYHUM TECTOM IS OI[iIHKM AHTUTOKCHUYHO! (DYHKIIIT
neuinku (mpoda Ksika-ITuress).

IV. pomixuuii o6MiH amiHokucoT. IlyJ1 aMiHOKHMCJIOT - 11 3arajgbHa KUIBKICTh BUIBHHX
aminokuciot (AK) opranizmy. Bin cranoButh 300-500 r i Ha 1/3 ckiagaeTbes 3 €K30T€HHHUX
aMIHOKHMCJIIOT Ta Ha 2/3 — 3 eHAOreHHUX aMIHOKUCIIOT.

Ex30reHH1 aMiHOKUCIIOTH YTBOPIOIOTBCS B TPABHOMY TPAKTI MPH TiAPOIIi3i XapuOBUX OLIKIB.
EnforeHHi aMiHOKMCIIOTH YTBOPIOIOTHCS TMPH PO3Mail BIACHUX OUIKIB OpPraHi3My IIiJ BILTUBOM
TKaHUHHUX  TPOTEas.

l'omoBHa  pomp B ®®
ILOMY npomeci - :’yf ol
HaJIEKUTD VoikBiTHH ’ .. ...
yOIKBITHHOBIN — —_— V6ixsiTnn
cuctemi.  YOIKBIiTHH DY
. ~N 7
Ta JOMNOMIXKHI OUIKK binok i 7
. . IHOKHUCIIOTH
PO3IMI3HAIOTE  «CTapi» Komiexe
. . . . IIporeocoma IIporeocoma
(YHIKOI[)KGHI) OLIIKH, OL10K-YOIKBITHH
3B’SI3YIOTh ix

(«ITOLITYHOK CMEPTi») 1 TPaHCHOPTYIOTh JI0 TPyOYaTHX yTBOPEHB - MPOTEOCOM, SIKi BUKOHYIOTH
poJib «M sicopyOoku». TloninenTuaHuii JaHIIOT BXOAUT B LIEHTPAIbHY TOPOKHUHY ITPOTEOCOMH, a
HPOTEONITHYHI (PEPMEHTH ITPOTEOCOM TiAPOITI3YIOTH OLIOK 10 aMiHOKHUCIIOT.

3aranbHi IUVIAXH BUKOPUCTAHHSA AMiHOKHCJIOT B OPraHax i TKAHMHAX
1. binpia yacTMHA aMIHOKHCIIOT BUKOPUCTOBY€ETHCS HA CUHTE3 OLIKIB.
2. AMIHOKHUCIIOTH BUTPaYyarOThCsl HA YTBOPEHHS HEOLIKOBUX PEUOBHUH: a) 010JI0TYHO aKTUBHUX
pe4YOBHMH (aapeHaliH, ricTamiH Ta iH.); 6) reMy, MypMHOBHMX 1 MIPUMIJIMHOBUX HYKJIEOTHIB,
XOJIIHY, TaypUHY, HIKOTUHOBOI KUCIIOTH (BiTamiHy PP) Ta iH.; B) JimiaiB Ta ByrjiaeBoO/IiB.
3. AMIHOKHCIOTH MOYTb BHUKOPHCTOBYBAaTHCh SK JKEpElIO €Heprii (4acThHa EHJIOT€HHUX
aMIHOKHCJIOT HE BKJIIOYAETHCA B CHHTE3 OUIKIB 1 pyHHYETbCS 3 BUBUIBHEHHSM €HEprii, B TOMY
YHCIII 1 Yepe3 MPOLECH TIIOKOHEOTEHE3Y).
4. 1-2% aMiHOKHUCIJIOT B HE3MIHHOMY BUTJISI1 BUBOJUTHCS 3 CEUEIO.

Hlasaxu nonoBHeHHs myay AK lLnsixu BuKopucTanns myry AK
BcmokTyBaHHS Posman AK no CO, 1H,0 3
3 see
ex3oreHHUXAK i3 — YTBOPEHHSIM €Heprii
KHUIICYHUKA

CuHTe3 OUTKIB, BYTrJICBOAIB

— JTITIIB

CuHTe3 0I0JOTTYHO aKTUBHHX
PEeUOBHH (KaTEXOIaMiHiB,
CcepoToHiHy, ricraminy, T AMK)

CuHTe3 3aMIHHAX

AK =

Cunre3 HeOIKOBHUX a30TBMICHHMX
pEUYOBUH (KpeaTHHIHY, TIyTaTioHyY,
HYKJICOTH/IIB, HIKOTHHOBOT
KUCIIOTH, TOP]ipHHIB)

!

[Tyn aMIHOKHCIIOT

Po3nan BaacHUX /

(eHOOTCHHNX) OLTKIB

Exckpenist AK 3 cedero
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Posib nevinku B 0ij1Ik0OBOMY 00MiHi
VY nediHIi BiI0yBaOTHCSI HACTYITHI MPOIIECH:

1. Posman AK no CO2 i H>O 3 BUBIIbHEHHSM €HEpTii;
2. Cunres i3 AK:
e iHmwmx 3amiHHUX AK
e OUIKIB TmIa3Mu KpoBi (KpiM Y-TJIOOYNIHIB, SIKI CHHTE3YIOTBCSA B PETHUKYJO-
EHIOTEeMANBHINA CUCTEeMI), BYTJICBOIIB, JIIITi IiB.
e HeOUIKOBUX a30TBMICHUX PEUOBHH (KpEaTHWHiHY, TITyTaTiOHY, HYKJICOTH/IB BiTaMiHy
PP, nopdipunis);
3. Ocraroune 3HenKokeHHs NH3 3 yTBOpEHHSIM CEUOBUHU;

4. 3HemKomKEeHHS NPOAYKTiB THUTTSA AK, yTBOpEHHX B KUIIICUHHKY.
3arajbHi IUIAXM NPOMIKHOT0 00OMiHY aMIHOKHUCJIOT
IIpomixxkuuii o00MiH aMIiHOKHCJIOT — 1€ BHYTPIIIHBOKIITUHHI TEPETBOPECHHS
amiHokucaoT. Cepen 3arajJbHHUX NUIAXiB MPOMIDKHOTO 00MiHY AK BHIUISIOTH HACTYIIHI:
1. nexkapOOKCHITyBaHHS;
2. TpaHCaMiHyBaHHS;
3. [ne3aMiHyBaHHS;
4. TpaHcae3aMiHyBaHHS,
5. TpaHCpeaMiHyBaHHS.
1. lekapookcuanyBannus AK — ne Binmernsenus kapookcuinbHoi rpynu AK y Burisai CO».
Ocobnusocmi peakyiti dekapboxcunysanus AK
e PeakIlii HE3BOPOTHI.
e Karanizyrorbcsa hepmMeHTaMH eKapOOKCHUIa3aMHU.
o Kodepmentom nexapbokcuias € nipuaokanbdocdar (aktuBHa popma BiTaminy Be).
Buou oexapboxcunysanus
1. o-gexapOokcuiyBaHHS (HaOLIBII PO3MOBCIOIKEHE):

R—(IZH—COOH _— R—(IjH2 + (o,
NH, NH,
2. o-nexkapOoKcHIIyBaHHS (MPOXOAUTH Y MIKPOOPIaHi3MiB):
HOOC-CH,-HC—COOH — H3C‘(|?H—COOH + CO,
NH, NH,
acmaprar anbQa-anaHiH

3. JlexapOokcuiyBaHHs, TIOB’s3aHE 3 TpaHCAMiHyBaHHSIM, TOOTO OOMIHOM aMIHOTPYITH Ha KETO
rpymny (IpOXOAUTh Yy MIKPOOPIaHi3MiB):

R R R R
HC—NH, + €=0 —— (=0 + HC—NH, + Co,
COOH COOH H COOH

aNbIETi HOBAa aMIHOKHCIIOTA

4. JlexapOoKCWIyBaHHS, IOB’Si3aHE 3 KOHJIEHCAIIEI0 JIBOX MOJIEKYJ pPEaryluux pedoBHUH
(JIeKUTh B OCHOBI CHHTE3Y C(IHOTOIIMIIIB, a TaKOX O-aMiHOJIEBYJIEHOBOI KHCIOTH, sKa

BUKOPHCTOBYETHCS HAa CUHTE3 TEMY):
1

R
R' R’ !
| | CH-NH,
H(lj—NH2 + H(lj—NH2 — (I:—o + HSKoA + CO,
COOH C=0 |
SKoA HE—NH,
R
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Biosioriyna poub peakuiii o-1eKapoOOKCHUIyBaAHHS
I. YTBOpeHHs 6i0/10TiYHO-aKTUBHHUX PEYOBUH
1. I'icramiH yTBOPIOETHCA 3 TICTUIUHY:

N_ _CH,—CH-COOH > N._-CH,—CH,
74 I </ | | =+ co,
< | H,N nekapboKcuiIasa NH,
N N
H H
TiCTHIHH ricramin

bionoeiuna ponv cicmaminy

» 3BYXYy€ OpOHXHU;
» po3uHproe neprudepuyHi CyANHU Ta 3HIXKYE apTepialibHUI THCK;
» MeiaTop 3araicHHs;
» 30ymkyrounii meniatop LIHC;
» MeaiaTop ajeprii;
» wmexiarop 0oIto;
» TOCHIIIOE IIUTYHKOBY CEKPEIlit0, BUIIJICHHS CIIMHH.
2. CepoToHiH yTBOPIETHCSI 3 TPUNITO(DAHY:
H,C——CH—COOH O, HzOHO H,C—CH-COOH
S @
NH rizpokcuinasa (6ionTepuH) NH
Tpuntodan 5-oxcutpunrodan
HO CHz—(IJH—COOH HO CH5>—CH,
|
1w — 0T
NH JexapOOKCcHIa3a NH
5-okcutpuntodaH CepOTOHIH

bionoziuna ponv cepomoniny

3BY)KYy€ OpOHXU;

3BYXKY€E NnepudepuuHi CyMHN Ta 3HUXKYE apTepiajibHUI TUCK;
30ymkyrounii HeiipomeiaTop [THC;

MeJiaTop 3amnajeHHs Ta ajeprii,

VVVYVYY

AlETWJIIOBAaHHS 1 METWIIOBAHHS CEPOTOHIHY BeJ€ J0 YTBOPEHHS MENAaTOHIHY, SKHH

peryiatoe 100OBI 1 CE30HHI 3MIHM MeETabodi3My, PEnpoAyKTHBHY (QYHKIIO, Mae

CHOJIIMHUHN e(eKT.
3. lopamin, HOpaaApeHATIH Ta aIpPeHAJiH YTBOPIOKTHCS 3 THPO3UHY:

O
/1 1
CH,—CH—C CH,—CH—C
ST o TR0 HO | on
HO rizpokcuiasa HO . . .
TUPO3HH (Giorrrepu) niokcueHIaIaHiH
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O

1/
—CH— CH,—CH
HO CH, CH=C -CO, HO 2~ CH,
NH, OH—— NH,
HO nexapOokcuiIasza HO ‘
niokcuGeHTaTaHIH nodamin

bionoziuna ponv oopaminy

» wueiipomeaiaropu [THC 3mimanoi aif;
» TIOCHIIIOE pOOOTY CepIIeBO-CYJAMHHOI CUCTEMHU;
» 3ByKye nepudepudHi CyIMHH Ta 301IbIIYE apTepiabHUIA TUCK;
» PpO3UIUPIOE CYTMHH HUPOK 1 IIOCHITIOE JTiype3;
» PperyJIo€ TOBE/IiHKY;
» 13 modamiHy CHHTE3YIOThCSI HOPAIPESHAJIIH 1 aipeHaJTiH.
1
+/,0
22 HC—CH
CH,—CH - 2
HO 27 > HO I
NH, OH NH,
riIpokcuiiaza
HO sir.C) HO
nodaMin HOpaApeHAaJIH
+ S-anenosunmerionin, By, B,,
HC—CH HC—CH,
2 4 o HO [
HO
HOpaJpeHain aApcHaIlH
bionozciuna pone aopenaniny i HopaopeHnaniny:
» wHeiipomeniaropu [THC 3mimanoi aif;
» BUKJIHMKAIOTH CIa3M nepudepruaHux CyIH i 3pOCTaHHS apTepialbHOTO THCKY,
PO3LIMPIOIOTH KOPOHAPHI Ta MO3KOBI CYAMHU;
» 30UTBIIYIOTH YaCTOTY CEPIIEBHX CKOPOYCHB;
» aKTUBYIOTH IIIKOTEHOJI3 Ta JIIOIi3.

4. y-aminomacisina kuc1ota (CAMK) yrBoproeTbes 3 riiyramary:

o B Y
HOOC—CH,-CH,— CH COOH — HOOC—CH,-CH,— ?Hz
-CO,
NHZ NH,
nIyramat Y-aMIHOMAaCJIsTHA KHCIIOTa

bionoeiuna ponv

» I'myramar — 30ymkyrounii memiatrop L[HC, perymioe mam’sth, BXOIHTH 110 CKJIAIy
[JIyTaTioHy.

» y-aMiHOMAacJIsIHa KucioTa — rajgpMiBHHN Meaiatop [THC.

111



I1. Peakuii a-1ekap0OOKCHIyBAHHS JIEKATH B OCHOBI THUTTS OUIKIB y KHILICYHUKY.

i
CH CH C.
LN X /X /7 OH —— HN/CH\2 /CIQ
2 CH 2
2 CH - CO, CH, CH,
NH, NH
OpHITHH IIyTpeCMH 2
0]

_CH, CH, C. _CH, CH
HzN‘CHz 2 o ——= NSt S
CH2 (;H ) C02 2 CH2 ?HZ

NH,

J3UH KaJlaBepUH

[TyTpecuH 1 KaBepAUH — 1€ TOKCUYHI CIIONYKH (mpynui ompymiu), iK1 3HEIIKOKYIOThCS
B nedinni. OAHaK, 3 MyTPeCcHUHY MOXKYTh CHUHTE3YBAaTHUCh MOJIaMiHU - CIIEPMIJMH 1 CHEPMIH.
OcranHi 3a paxyHOK BHCOKOTO TIO3MTHBHOTO 3apsiy CIEPMIJIMH Ta CIEPMIH MOXKYTh
3B’SI3yBaTHCh 3 HETaTUBHO 3apsDKCHUMHU HYKJICTHOBUMH KHCIIOTAMH 1 PETyJIIOBaTH MPOIECH
peruTiKarii i TpaHCKPHUIIIIii.

I11. Peakuii a-1ekap0oOKCUIyBaAHHS JIEKATh B OCHOBi YTBOPeHHS P-ajiaHiny:

ﬁ o
H, B
HO CH, _C HO_ CHy
¢ ScH Son ——= ¢0 CH,
I | - CO, | |
0 NH, 0 NH,
acrmapraT [—ananin

bionociuna pons f-ananiny:

BUKOPHUCTOBYETHCS 11 CUHTE3y KOA;

3aTpavaeThcsl HA YTBOPEHHS TICTUAMHOBHX JUNENTH/IB KAPHO3UHY Ta aHCEPHUHY.
bionociuna ponv kapnosuny ma ancepuny:

ctuMynoroTh  cuHTe3 AT®, akTuByiOTh pOOOTY HOHHMX HAacociB B MiOLHUTAaX,
30UIBLIYIOTh aMIUTITYAY M’ SI30BUX CKOPOUYEHB;

3MEHUIYIOTh aKTHUBHICTh TyaHITaTHUKIa3u, yepe3 sky NO 3abe3neuye poO3LIMPEHHS
CY/IHH;

IPUTHIYYIOTh TIPOLIECH CTApiHHS;

BOJIOIIOTh AHTUOKCHUJJAHTHOIO aKTHUBHICTIO.

VV VYV ¥V VY

IIasiXu 3HeKOAKeHHs 0ioreHHuX amMiHiB
1. MetunyBaHHS 3a y4yacTi S-aJIeHO3UIMETIOHIHY. TakuM YMHOM 3HEHIKO/DKYEThCS aJlpeHaliH,
ricTamiH.
2. OxkucHeHHs MoHoaMiHOOKcuaazamMu (MAO), xodepmentom skux € DPAJ[. Tak B
MITOXOH/IPISIX 3HEIIKO/DKYIOThCS 10(haMiH, HopaapeHaiiH, cepoToHin, [AMK.

+H,0

.0 +',0, e}
R—CH,—NH, R—CH=NH ——> R—C{ —— R—C7
-NH, H “OH

DALl DAJH,

H,0, 0,
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3nHauenns 6 meouyuwni. BUKOPUCTOBYIOTH 1HTIOITOPHM MOHOaMiHOOKcHIa3 (impoHia3uj Ta
mipa3uawi), [Ki raJbMyIOTh IHAKTHBAII0 CEPOTOHIHY, HOpaApeHaliHy, nodaMiHy Ta iHIINX
010TeHHMX aMiHiB, MOKPAITYIOTh HACTPiH 1 TOMY BUKOPHUCTOBYIOTHCS MPH JACTIPECUBHUX CTAHAX.
3. OxucHeHHs AHaMiHOOKCHAa3aMu (KodepMeHTOM € mipuaokcanbpocdar). Tak B muromnazmi
KJIITHH 3HEIIKOJDKYIOThCS TiCTaMiH, MyTPECIUH, KaIaBEP/IHH.

2. TpancaminyBaHsi (mepeamMiHyBaHHsI) — II€¢ TMPOIEC MIDKMOJEKYIIPHOTO TEPEHOCY
aMIHOTPYIU 3 0-aMIHOKHCIIOTH Ha O-KETOKHCIOTY 3 YTBOPEHHSAM HOBOi aMIiHOKHUCIOTH 1
keTokucinotd. [Ipu mpoMmy amiak He BuaLIseThes. Bigkputuii y 1937 p. bpaynmreitHom i
Kpinmanom.

Peakiii TpaHcamiHyBaHHSI 3BOPOTHI, KaTaji3ylOThCs (EepMEHTaAMH TpaHCaMiHa3aMH,
KopepMeHTOM SIKUX € mipuaokcanbdocdar (aktuBHa ¢dopma BiT. Be). [Ipu TpancaminyBanHi
KUIBKICTh aMIHOKHCIIOT HE 3MIHIOEThCA. B SKOCTI akIenTopiB amMiHOTPYNH BHUCTYIAIOTh
OKCaJoaleTar, 0-KeTorjryrapar Ta mipyBar.

3acanvha cxema mpancaminysauHs

1
R—CH—COOH +R™C—COOH —~ R—G—COOH + R1—C|:H—COOH
NH, «=———> QO O NH,
o—Amigokuciora o—Kerokucinora HoBa a—kerokuciaora Hosa o-aMiHOKHCIOTa

TpancaminyBaHHIO HE MiJUISTal0Th TaKi aMIHOKUCIIOTH SIK JIi3UH, TPEOHIH, MPOJIiH, TOMY
10 HE iICHYE BIAMOBITHUX O-KETOKHUCIIOT.
Mexanizm mpancaminyeanns

COOH
COOH o (IJOOH cl; g oH CIJOOH
— N —N— =N——"
HCIJ NH2+ \ﬁ;/ H(II N—(|3H CI;H | 2 +H,0 cI::O-'- H,N—CH,
: o ! e COOH oHa o
COOH COOH COOH
Acmnaprar Ilipunokcansdpocar [Indosa ocHOBa [udosa ocHOBa Oxcanoanerar [lipumokcamingocdar
(Anpaumin) (Ketnmin)
COOH COOCH COOH
| L _N—CH He—necH 1o JOOM Oy M
C=0 +H,N—CH, = C=N—CH, ST H?—NHZ .\ (|:
) CH
CH; oo C|:H2 I1d CI)HZ ® CH, I®
I i Loon T
COOH COOH COOH
o-ketoriytapart [lipunokcaminpocpar Iludosa ochopa Iludosa ocHOBa I'myramar Ilipunokcansdocdar
(Ketumin) (AsparMIH)

Ha 1 erami mnipugokcanbdochaT B3aEMOAIE 3 0-aMIHOKHCIOTOIO 3 YTBOPEHHSIM O-
KETOKUCIOTH 1 mipunokcamiHoocdary. OcTaHHIM Ha 2 erami B3aeMoOJl€ 3 IHIIOK O-
KETOKHCIIOTOI0, SIKa [EPEeTBOPIOEThCS HAa  1HIIY  (.-aMIHOKHCIOTY 1  BHMBUIBHSETHCA
nipunokcanbpocdar. Po3rmsHeMo MexaHI3M TpaHCaMiHYBaHHS Ha MPUKIAAl  B3aEMOJIT
acrmapraTy Ta 0-KeTOIJlyTapary.

bionoeiune 3nauenns mpauncaminysanms
CHHTE3 TPAHCHOPTHUX (POpM amiaky;
YTBOPEHHSI 3aMIHHUX aMiHOKHCIIOT;
YTBOPEHHS 0-KETOKUCJIOT;
B3a€MO3B 30K O0OMiHY O1JIKiB, BYTJIE€BO/IIB, JIII1/IIB.
Kninixo-0iaenocmuune 3navenHs OyiHKu akmusHocmi aminompancgepas
6 cuposamyi Kpoei

3 KJIIHIYHOI TOYKH 30py HAaHOUIbIIE AIarHOCTUYHE 3HAUEHHS Ma€ BU3HAUYEHHS aKTUBHOCTI

CUpOBATIi KpoBi ajaHiHamiHOTpaHc(epa3u (amaniHTpancamiHaza «AJIT», CHHOHIM -

AW~

o~
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rnyramarmipyBarTpadcaminaza (GPT), aktuBHicT, B cupoBarmi kpoBi y Hopmi — 0,1- 0,68
MMOJBb/(TOA*IT)), sSKa KaTami3ye peaklilo MK aTaHiHOM 1 O-KETOTJIyTapaToM, a TaKOX
acnapraraminorpancdepasu (acmaprarTpaHcaMiHazu «ACTy, CHUHOHIM
riryramarokcanoanerarrpancaminasa (GOT) - 0,1-0,45 mMoJib/(roa*:)), sika KaTamxi3ye peaxiiito
MK acrapTaToM i 0-KeTOTIyTapaToM:

AT
H,C—CH—COOH + (9N 2 5 ycc—coon + (OOH
! CH I CH
NH, |2 0 o
alaHiH ?HZ mipyBaT (lez
¢=0 HC=NH,
COOH COOH
OL-KETOTIIyTapar ryramar
COOH COOH
I COOH | COOH
CH, [ CH, |
| L oH, ACT | CH,
(|3H2 | E—— |CH2 +
— C=
t=0 HC—NH, TR 0
COOH COOH coog  COOH
O-KeTOIJTyTapaT —acmapTar rIyTaMaT  OKCaJoalleTaT

Cnig Bigmituty, mo AJIT mepeBaxHO 3HAXOMUTHCS B IUTOILIA3Mi T€IATOIUTIB, TOMAI SIK
ACT - B muToruiazmMi KapJlioMIOIMTIB Ta MITOXOHJPIAX KIITHH CEepIsl 1 MEYiHKH. 3pOCTaHHS
AKTUBHOCTI IIMX €H3UMIB B CHPOBATIl KPOBi CBIAYUTH MPO HASBHICTH CHHIPOMY LUTONI3Zy —
HOLIKOJDKEHHS KIITUHHUX MeMOpaH, 110 CYINpPOBOKYETbCS BHXOJIOM €H3MMIB Y KpOB. 3HauHe
nigsunieHHs aktuBHOCTI AJIT Bka3ye Ha ypakeHHs mediHkd, Tomi sk ACT — momkomkeHHs
cepi.

3 JIarHOCTUYHOI0 METOK KOPUCTYIOThCS KoedilieHToM ne Pitica — 1e BiJHOILIEHHS
aktuBHOCTI ACT no aktuHocti AJIT B cupoBarui kposi: y Hopmi ACT/AJIT = 0,9-1,5. Ilpu
ypaxxeHHi cepiid (iHapKT Miokapaa) 3HauHO 3pocTae akTUBHICTh ACT, 110 Bese 10 301IbIIeHHS
koeoiuienta ae Pirica. [Ipu rematurtax (3a yMOB LIUIICHOCTI MeMOpaH MITOXOHJpii) 3pocTae
akTuBHICTh AJIT, mo cympoBomKyeTbcs 3MeHIIeHHAM Koediienta ae Pirica. Ilpu muposi
MEYIHKH, KOJM BPa)XaroThCsl MITOXOHJPIi, B CUPOBATII KPOBI 3pOCTa€ aKTUBHICTh 000X €H3UMIB
AJIT ta ACT (ocTaHHI} BUXOJIUTh B KPOB U€pe3 MOLIKOJKEHY MEMOpaHy MITOXOHJIpii) TOMY 1
koeiuieHT e Pitica 30U1b1Iy€eThCS.

Jl0/11 0-KeTOKHMCJI0T YTBOPEHHX B PeaKLisAX TPAHCAMIHYBAHHS
. Moxyte mimnsraté  AekapOOKCUIyBaHHIO (32  ydacTio  TipyBar- Ta O-
KeTOINTyTapaTAeriiporeHas M 1HIMX (QepMeHTIB) 3 YTBOpeHHsIM aneTwn-KoA, sxuit
METa0O0I3yEThCS B IIUKJT TPUKAPOOHOBUX KUCIIOT.
2. BUKOPHCTOBYIOTHCS Ha CUHTE3 IIFOKO3U, KETOHOBUX T1J1, )KUPHHUX KUCIIOT.
3. Moxyts npueanyBatu NH3 3 yTBOpeHHSIM BiIOBIAHUX aMIHOKHCIIOT.

3. leamiHyBaHHS aMiHOKHCJOT — II€ Ipoliec BiAmerieHHss amiHorpynu Bin AK y Burmsai
amiaky (NH3).

Buou oezaminysannus
1. BinHoBmioBanbHE: 3a0e3Meuye YTBOPEHHSI HACHUEHHUX )KUPHUX KHCIIOT

R—CH—COOH ——> R—CH,-COOH + NH;4
! +2H
NH,

2. Tippomituune: 3a0e3reuye YTBOPEHHS OKCH(2iOpOKCU)KUCIIOT
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R— ICH—COOH — R— ICH—COOH + NH;
NH2 + HOH OH
3. BuytpimHbOMONEKYIJIApHE: 3a0€311euy€e YTBOPEHHS HEHACHUEHHUX )KUPHUX KHCIIOT
R—(IJH—QH—COOH — R—CH=CH—COOH + NH;
H NH, HEHACHU4eHa )XUpPHa KUCI0Ta

4. OKHCHIOBAJIbHE: MOKE ITPOXOIUTH 32 Y4aCTi:
a) CH3UMIB JIeTiporeHas (O1IbII PO3MOBCIOIKEHE)

JIETipoTeHas3a + HOH

R—CH—COOH R—C—COOH——> R—C—COOH + NH;
NH, / ; NH 0

HA HAJH, imiHokucioTa

Takwuii THII e3aMiHyBaHHS XapaKTEPHUH JUIs TIIyTaMary.
0) eH3uMiB okcuaa3 (iCHYIOTh OKcHuaa3u L-amiHOKCHIOT, kKodepmeHnToM sikux € DMH i okcunasu
D-aminokucioT, kopepmeHToM sKkux € GAJT).

bBionoziune 3nauenns: TONMOBHIOE 3aMaCH (l-KETOKUCIIOT

Cnig 3ayBaxkutu, mo pH-ontumym okcuaa3 L-aMiHOKCHIIOT, BMICT SKHX B Opraizmi
3HaYHO BHIMHA HiK D-amiHOkmcnoT, nopiBHioe npubmusHo 10, a pH xmitur =7-8, TomMy 3a
(b1310J0T1YHUX YMOB aKTUBHICTh IIMX (DEPMEHTIB B KIIITHHAX HU3bKA.

+ HOH

R—CH—COOH: R—C—COOH——>= R—C—COOH + NH
|
NH, / ; NH 0

OMH OMHH, imiHokHcOTA

><

HZOZ OZ
5. HeokucHroBanbHe
a) CepUHY:
H,C—-OH CH CH CH
2] O [ +HO0 77
ch_NHz (lj—NH2—>|C:NH—> (EZO + NH;
CepHH-
COOH perinparaza COOH COOH COOH
mipyBar
0) TpeoHiHy
CH, CH; CHy CH
HC—OH  -H,0 GH CHy +H,0 CH
— —— = C-NH,—> C=NH = (C=0 T NH;
H? NH, TPEOHIH- [ 2 (|: NH (|: 0
COOH grerigparaza COOH COOH COOH

o—KkeroOyTupar
B) LIUCTEIHY
HC—SH  -H,S (Hy CHy +H,0 CHy N
HC—NH, T (NHT =N T e=0 TN
COOH COOH COOH COOH
mipyBar
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TpaHncae3aminyBaHHs (HempsiMe Je3aMiHyBaHHsI) - 1€ TIPOIEC TpaHCAMiIHYBaHHS, SKUN

CYNPOBOKYETHCS OKHCHIOBAIBHHUM JI€3aMiHYyBaHHSIM.
Ocobausocmi peakyiti mparHcoe3amMiHy 8aHHs.

1. Karamizyrorscs 1BomMa hepMeHTaMHu:

» aminorpancdepazamu (kohepMeHT mipuaokcaabhocdar);

» ruyramarzaerigporenasoro (kopepment HAJTY).
2. Tlporec 3BOpOTHIM 1 CKJIAJIAE€THCSA 3 IBOX €TAIIiB.

1 eran. TpancamiHyBaHHS aMiHOKHCJIOT.

AT
H{C—HC—COOH + COOH 7 . Hc-C-coon + OOH
CH
NH, 2 0 (|3Hz
aJaHIH ?HZ mipyBaT |CH2
=0 HC~NH,
COOH COOH
O-K€Torryrapar riilyramar
2 eran. OKHCHIOBAJIbHE Jic3aMiHyBaHHS IIIyTaMary.
?OOH ICOOH (|300H
i, HAZL  HAJH, CHy L p CH,
CH, Cr, —— CH, + NH,
H(lj—NHz IC:NH (|3:O
COOH COOH COOH

riIyramar Ol-KEeTOTJIyTapar

bionozciune 3nauenns mpancoe3aminyeanms
» OCHOBHUU NUISAX JI€3aMiHyBaHHS;
» 3a0e3revye CHHTE3 0-KETOKHCIIOT.

TpancpeaMiHyBaHHHA — 1€ IPOIEC BiAHOBHOIO aMiHYBaHHS, IO CYIPOBOJIKYETHCS
TpaHCaMIHYBaHHSM. bionociune 3Hauenns: 3a0e3neuye CUHTE3 3aMIHHUX aMIHOKHUCIIOT.
1 eTam: BiTHOBHE aMiHyBaHHS
?OOH COOH
+
cn, HAIH,  HAJ

| |
(|3H2 %%’ |CH2

(|I:O NH, H,O H(lj—NHz
COOH COOH
Ol-KETOIJIyTapar rTyTamMar
2 eran: TpaHCaMiHyBaHHS
(leOH (leOH
COOH
ci, COOH ci, |
— HC—NH
co, * 9 —— cn, + 1
COOH
COOH COOH COOH
acmaprar
ryramar ~ OKCAIOAUCTAT o _yerormyrapar P
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Amiak: 1kepesa, BMicT B KpoBi. [IoHSITTS npo rinepaMoniemiro

Awmiak (NH3) — 11e Heopra"iuHa BUCOKOTOKCUYHA PEYOBHHA, KA B OPTaHi3Mi YTBOPIOETHCS
IpU JIe3aMiHyBaHHI aMiHOKHCJIOT, OIOT€HHUX aMiHIB, a30TOBMICHMX BITaMiHiB, aMIHOIIYKpIiB,
NYPUHOBUX 1 HIPUMIAMHOBHX OCHOB, a TAKOX B MPOIIECI THUTTS OLIKIB y KUIICYHHKY.

B HOpMi KOHIIEHTpaIlisl aMmiaky B CHpPOBATIl KPOBI CTaHOBHUTH 25-40 MKMOJIB/I. AMiak B
KPOBi Ta IIUTO30J1i KJITUH 3HAXOAUTHCS MEPEBAKHO y BUIIIAAL ioHy amoHis (NH4"). 3pocranns
BMICTY aMiaKy B CHPOBATIIl KpOBi (TilepaMOHieMisl) Ma€ TOKCUYHUIN BIUIMB HA Pi3HI TKAHWHH 1
opranu, ocobmuBo Ha I[THC. Cepen cumnTomiB rinepamMoHiemii BUAUIAIOT HACTYIHI: TPEMOp,
HyJO0Ta, OJIOBOTA, TOJIOBHI OO0Ji, CyJOMH, 3alaMOpOYEHHS. Y BaXKKUX BHIIAJKaX MOXeE
HACTYIHUTH KOMa Ta CMEPTh.

MexaHi3MH TOKCHYHOI Aii amiaky

301IbIIEHHS BMICTY aMiaKy B CHPOBATIII KPOBI BUKJIMKAE HACTYITHI 3MIHU:

1. 3MeHmIeHHS] BMICTy O-KeTOIJYyTapaTry Ta oOKcajoaunerary (BUKOPHUCTOBYIOTbCS Ha
PEaKIito 3 aMiaKOM), 1[0 BHUKJIMKAE:

» mnopymeHHs TpancaminyBaHHS AK 1 cMHTe3y He3aMiHHUX aMiHOKHCIIOT;
» 3menmenHs aktuBHOCTI LITK Kpebca Ta 3umxenns cunresy ATO.

2. Aaxano3 (3mimieHHs pH B JIyXHY CTOpOHY), SKHH CYyINPOBOJXKYETHCS 3POCTAHHAM
CHOPITHEHOCTI TEMOTJIO0IHY 0 KHCHIO Ta IMOPYIICHHSM OKCHUTCHAIlli TKaHWH (TKaHWHHA
TIITOKCIs).

3. 3HMIKeHHsl PiBHSI IUIyTaMaTy (BUKOPUCTOBYETHCS Ha PEAKIIIO 3 aMiakOM) Ta 3POCTAHHS
BMIiCTY riIyTaMiHy (yTBOPIOETHCS B peakiii MDK amiakoM Ta TJyTamMaToM). 3MEHILICHHS
BMICTY aMiHOKHCIIOTH TJyTaMary IMOCHIO€e mpouecu ranpMmyBanHs B LIHC, a 30inbmieHHs
piBHS TIyTaMiHy (OCMOTHYHO-aKTHBHOI PEYOBMHM) BEA€ IO PO3BUTKY HAOpSAKY KIITHH
TOJIOBHOTO MO3KY.

3HeKOAKeHHSI aMiaKy

3anexHo BiJ MOJIEKYISAPHOi (opMH, y BHUIIISAII SKOI €KCKPETYIOTHCS KiHIEBI HMPOIYKTH
a30TUCTOr0 OOMiHY iICHY€ TPU THIIH OPraHi3MiB:

1. Amoniomeniuni (OinpIIICTh BOJHMX O€3XxpeOeTHMX, OaraTo MPICHOBOAHMX 1 YacTHHA
KOCTHUCTHX pU0O) — BUBOAATH aMiHHUHN a30T Y BUIJIS/II POZYMHHOTO HOHA aMOHI.

2. Ypukomeniuni (xomaxu, 1jaa3yHu, NTaxu) - BUBOASTH aMIHHUM a30T y BUIJISAI CEYOBOI
KHCIIOTH.

3. Ypeomeniuni (xpsmoBi puOu, 3€MHOBOJHI, CaBIli) - OCHOBHHMM TPOAYKTOM
3HEUIKOJ)KEHHS aMiaKy € CeYOBHHA.

HInsaxu 3HEMKOIKeHHS aMiaKy

ITonepenHe (THMYACOBe) 3HEMIKOAKEHHSI - YTBOPEHHS TPAHCIIOPTHUX (POPM aMiaky.

OcTaTo4yHe 3HEeMKOAKEHHS:

> B IIEYiHI - CHHTE3 CEYOBUHH;

> B HUpKax - cuHre3 coieit amoniro (NHz+H ' —NH4")

HInsxu nonepeaHbOro 3HEIKOIKEHHS aMiaKy

1. B M’3ax Ta KUUIKIBHUKY MOINEPEIHE 3HEIIKO/HKEHHS 3[1MCHIOETHCS 3a y4acTiO MipyBary B

peakiii TpaHcaMiHyBaHHS 3 TIIyTaMaTOM.

N —

?OOH (|300H
+ rnyramat (NH
C=0 yravar (V) HC—NH,
| - anb(ha-KeTorIyTapar
CH; CH,4
. (AJIT) .
mipyBar aNTaHIH

2. B MO3Ky 3HauHy poJib B 3HEMIKO/DKEHHI aMiaky Mae€ o-KeToriyrapar Ta riyramar. Ilpu
B3a€MOJIII O-KEeTOrJyTapaTy 3 1 MOJIEKYJIOI aMiaky YTBOPIO€Thes riiyramar. OcTaHHIN Moxke
3B’A3aTu 1e 1 MoJeKyy amiaky i yTBOPIOEThCS TIIyTaMiH.
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I
éHz - H20 (|:H2 - HAIL (|:‘H2 - H20 ?Hz
|
CH, CH, ?Hz ?H2
COOH COOH COOH C~
H,NT N0
0—KETOTTyTapar IMIHOKHCIIOTa TJIyramar TITyTaMiH

3. IcHye TakoX 1€ OAMH IIISAX 3HEMIKO/PKEHHS aMiaKy 3a y4acTi OKcaloaleraTy Ta acnaprary. B
peakiii TpaHCaMiHYBaHHS OKCaJloalleTaTy 3 IIIyTaMaTOM YTBOPIOETHCS anb(a-KeToriyTapar Ta
acrapTar, sIKHil MOke 3B’s13aTH 1€ 1 MOJIEKYIly aMiaky 3 YTBOPEHHSM aclapariny.

0
/7
COOH COOH C—OH
+ roryramar (NH,) | +NH; |
C|: o - H(lj—NH2 HC—NH,
- anba-KeTorayrapar
CH, ¢ yrap CH, -H,0 CH,
(Beh (|ZOOH lC
COOH X
N o
OKCaJI0aLeTaT acrmapTar acmapria

TakuM 4YMHOM 13 aMiaKy YTBOPIOIOTBHCS Pi3HI TPAHCIOPTHI (OPMHU - alaHiH, TIyTamar,
TIIyTaMiH, acmapraT, acnaparif, siki nepenocsatb NH3 Big pi3HHX OpraHiB i TKaHUH y MEYIHKY i
HHUPKH, 7I¢ BiZOyBa€ThCSl BUBUILHEHHS aMiaKy Ta HOTO OCTAaTOYHE 3HEMIKOKEHHsS. TakoXk, CIij
BIIMITUTH YaCTHHA BUIBHOTO aMOHiaKy (0COOIHMBO 3 KUIIKIBHUKA) TPAHCIIOPTYETHCS 10 TIEUIHKU
Ta HUPOK Y HE3BSA3aHOMY BUTJISII.

+H,0 +HAL" + H,0
nIyramiH  ——>  pjyramar > O-KeTorjyrapar
- NH, - HAJIH, - NH,
(rmyraminaza) (merimporenasa)
+H,0 +anbda-keToriyrapat
acmaparii  ——>  acmapTar >  OKCaJloalerar
- NH, - TayTamar
(acmaparinasa) (ACT)

) +anb(da-kerormyrapar
AJIaH1H > [IpyBar
- IJIyTamar
(AJIT)

VY Hupkax amiak 3B’S3y€TbCS 3 aHIOHAMU HEOPTraHIYHMX 1 OpPraHiyHUX KHCJIOT 3
yTBOpeHHsAM coneli amoniro (NH3+H " —NH4"), ix exckpenis 3 ceuero cranosuts 0,3-1,2 1/100y.
V neuinni NH3 ocTaTOYHO 3HEIIKOKYETHCS IIUISIXOM YTBOPEHHSI CEYOBUHH.

OpHITHHOBHI IIMKJI CHHTE3Y CEYOBUHH
[k cedoBUHOYTBOpPEHHsI Ha3BaHUU Takox IukiIoM KpeOca (Ha yects I'. KpebGca, sikuit
BiZIKpuB Horo y 1932 p.).
Buympiwnvoxknimunna nokanizayisa: nepii 1Bl peaxilii MPOXOAiTh B MITOXOHJPISX, BCI 1HII — B
LUATOITIA3MI.
Toniuna noxanizayisa: TenaToOUTH
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Mexanizm: B IIMKIII CEYOBHHOYTBOPEHHS 3HAYHY POJIb BIJIITPA€ OPHITHH, SIKUH € MEPEHOCHUKOM
aTOMIB HITPOTeHy Ta KapOoHy ISl cuHTE3y ceuyoBUHU. Bin B3aemonie 3 CO2 (moHOp aToMy KapOoHY
B MOJICKYJII CCUOBHHHM), a TAKOXK aMIakOM Ta aclapTaToM (IOHOPH aTOMIB HITPOTE€HY B MOJIEKYJI
CEYOBMHM) 1 yTBOPIOETHCS apTiHiH, SKUH B OAAIBIIOMY TiIPONI3Y€ETHCS 10 OPHITUHY TA CEUOBUHHU.
Peaxuii yukny ceuoeunoymeopenns
Cnouatky Mosekyna amiaky B3zaemozie 3 COz Ta AT® 3 yrBopeHHsM KapOamoindocdary,
SIKMI JTaJTi pearye 3 OPHITHHOM 1 YTBOPIOETHCS IIUTPYITIH 32 y4acTi OpHITHHKapOaMoinTpaHchepasH.
OcranHiii B3aeMozi€ 3 acmapariHOBOIO KHCIOTOK 32 Y4YacTIO apriHIHCYKIIMHATCHHTA3W 3
YTBOPEHHSM apriHIHCYKIIMHATY (apriHIHOYPIITHHOBOI KUCIIOTH), KUK PO3MAA€ThCsl HAa apriHiH Ta
(dbyMapoBy KHUCIOTY (peakiito Karalidye apriHiHCyKIuHatiia3a). [loTiM apriHiH MmiJ BILTUBOM
apriHa3u TiAPOMI3YEThCS 3 YTBOPEHHSM CEYOBHMHHM Ta OpHITHHY. CedoBHHA (JiaMiHOETaHAb,
Kap0amisl) — HETOKCHYHA BOJIOPO3UYMHHA PEUOBHHA, KIHIIEBUI MPOIYKT 0OMIHY OUIKIB Ta JESIKMX
A30TBMICHHMX PeUOBHH. BMiCT ceuoBuHU B 11a3mi KpoBi — 3,3-8,3 MMoutb/11. Exckpeltist ceuoBUHU
3 cedero — 330-580 mmos (25-35 1/m00y).

+ -
.»---Hzp-; KapGomoindocpar- IllH ApriHiHOCYKIMHAT- COOH
Lz_ggg; § + CHHTETa3a | CHHTETa3a |
CH —
HN—C=0 (I 23 H(IJ NH,
HC—NH, CH, Acnaprar
COOH Hutpynin COOH
KapGomoindocpar (OpHiTHHKElpﬁOMO']'JI- +ATD!
TpaHcdepasza e
NH, H2N—C:N—(|:H—COOH
I
OpHitna | |
HC—NH, (?H2)3 ApriHIHOCYKIIMHAT
COOH HC|3—NH2
COOH
ApriHiHOCYKITHAT-
miaza
H,N—C—NH CH—COOH
T | I
CeuoBuHa COOH dymapar

AHAaJII3yI04YH NPOLeCH CHHTE3y CeYOBHHHM MOKHA 3pOOMTH TaKi BUCHOBKH:

» BKJIIOYEHHS a30Ty B CEUYOBHMHY BiNOYBalOThCA B ABOX Toukax. OmWH 3 aTOMIB a30Ty
HagxoquTth B ¢opmi NH3 Ha erami yTBopeHHs KapOamoindochaTy 1 € NpPOIyKTOM
Je3aMIHyBaHHSI aMIHOKHUCIIOT, a JPYIMi BKJIIOYAETHCSA 3 aclapTaTy Ha eTami YTBOPEHHS
aprimiHcyknuHary. Lleit npyruii aToM a30Ty MOKe BKJIIOYATHCh B acmapTar 3 Oyab sIKOi
aAMIHOKHCJIOTH IIJISIXOM TpaHCaMIHYBaHHSI 3 OKCaJI0AlleTaToOM;

» OpHITHHOBHH LIUKII TTOB’S3aHUI 3 IUTPATHUM IUKIOM («IBOKONiCHUI Benmocunen» Kpedca),
OCKUIbKM OKcajoaleTar, HeOOXITHUI AJii TpaHCaMiHYBaHHS, YTBOPIOEThCS 3 ¢ymapaTy B
PEaKILisIX IbOTO UKITY;

» TIpoIIeC CHHTE3Y CEYOBUHHM € CHISPTOHUYHUM 1 BUMarae BUTpat 3 Mosiekyn ATO.
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bBionoziune 3nauennsn yukay cevoeunoymeopennsa. B nukii BinOyBaeTbcs: 1) mepeTBOpEHHS
TOKCUYHOTO aMiaKy Ha HETOKCHYHY BOJOPO3UYHMHHY CIOJIYKY CEUYOBHHY, sSIKA BHUBOIHUTHCS 3
OpraHi3My i3 ceuero; 2) yTBOPEHHS aMiHOKHUCIIOTH apTiHiHY.

Ilopywienna yukiy ymeopeHHA Ce4Oo6UHU HOCATH BPOJUKCHHUN XapakTep 1 € HacCliJKOM
3HIDKCHHS aKTUBHOCT1 ()epMEHTIB IHUKITY. HalO1apI 4acTo 3yCcTpidaroThCsl TEHETHYHI TePEKTH
no  kapb0amoiidocharcunTerasi Ta  opHirMmHKapéamoingocharTpanchepaszi. Ll
3aXBOPIOBaHHS MPOSIBIISIIOTHCS 3POCTAaHHSAM KOHIIGHTpallii aMmiaky B KpOBI, CHUMITOMaMHu
OTPYEHHSI aMiakOM 1 3HIDKEHHSM piBHS ce4doBuHHU. JlepekTn 1o 1HIIMM QepMeHTaMm
CYNPOBO/UKYIOTbCS HE TUIBKM HAKOMHMYEHHSM aMiaky B KpOBH, aje W MPOMDKHHUX HPOAYKTIB
UKy yTBOPEHHS CEUOBMHM. TaK, NMpPU 3HWKEHHI AaKTHBHOCTI APTiHIHCYKIIMHATCHUHTETA3H
3pOCTa€ piBeHb MUTPYIIHY (HMTPYJdiHeMisi), a IPU 3HMKEHHI aKTUBHOCTI APriHiCyKIMHATIIA3H
Ma€ MicIie apriHiHCyKIMHATYPis.

Huxa ¢pymapoBoi kucia0TH — 3a0e3neyuye MOMOBHEHHS BMICTY acmapTary JUisl IUKITY
cedoBUHOYTBOpeHHs. [lepeTBopeHHs (hymMapoBOi KHCIOTH Ha acmapariHoBY BiOyBaeThCs B
UKL TpuKapOoHOBUX KHCIOT. Crouatky (ymapoBa KHCIOTa TiapaTyeThCcs A0 SOIyIHOT
KHCIIOTH (MajaTy), fKa Jaldl OKHUCHIOETBCS JIO IIABJICBOONTOBOI KHCIOTH, a OCTaHHS
MIEPETBOPIOETHCS HA acmapariHoBY KHCIOTY, OTPUMYIOYH aMiHOTPYIy HpH MepeaMiHyBaHHI 3
[JIyTaMaToM.

COOH COOH (EOOH (|JOOH
I
CH +H0 HC—oH THAA Cc=0 + rIIyTamar HC—NH,
[ —— . o I
|CH |CH2 _ HAI[HZ (lez - C(-KGTOJIyT p T (l':Hz
COOH COOH COOH COOH
dymapar Manar Okxkcanoanerar Acmaprat

3arajibHe 3HaYeHHS] aMiHOKHUCJIOT

Bci aMiHOKHCIIOTH MOXYTh BUKOPHUCTOBYBATHCS: a) AJSl CUHTE3y OLIKiB; 0) sK JpKepesno
€HEpTii; B) BYTJICIEBHI CKEJIET aMIHOKUCIOT MOXKE CIIYTyBaTH JKEPEJIOM JJISI CHHTE3Y TIIIOKO3HU
(TmroKoIIacTUYHI - @00 TIIFOKOTEHHI aMIHOKHMCIOTH) a00 CHUHTE3Y KETOHOBHMX TUI 1 >KMPHHUX
KUCIOT (KETOIUIAaCTMYHI a00 KETOreHHI aMIHOKHCIIOTH); TI') KOXKHAa 3 aMIHOKHCIOT MOXe
BUKOPUCTOBYBATUCS Il CHHTE3Y 010JI0T1YHO aKTUBHUX PEUYOBHH, HAIPUKJIa]l O10T€HHUX aMiHiB,
[JIyTaTioHy 1 T.A.

Kuacudikanisi aMiHOKHCJIOT 32 0i0JIOTIYHOI0 3HAYHMICTIO

He3aminni amiHokucI0TH YacTkoBO 3aMiHHI 3amiHHi aMiHOKHCJIOTH
Jlemu Aa”ig
Jlizun Acnaparin
I3oneinyna ApriHiH Acnaprar
dDenitananiy 'minua
Tpeonin ['myramin
Tpunrodan I'myramar
MerioHiH [Tponin
Banin Tictuaua Cepun

Tupo3un
[ucrein

3a 610JIOTIYHOIO 3HAYUMICTIO MPOTETHOT€HHI aMIHOKUCIIOTH MOUISIOTHCS H !
1) He3aminHi (essential) — aMiHOKHCIIOTH, 110 HE CHHTE3YIOTHCSI B OpraHi3Mi 1 HaIXOAATh JIUIIIE
y CKJIaJll IPOAYKTIB XapuyBaHHS (8).
2) 3aminHi (nonessential) — aMiHOKHUCIIOTH, SIKI CUHTE3YIOTbCSI B OpraHi3mi B Ipolieci OOMiHY
HEe3aMIHHUX aMiHOKHCIIOT Ta 1HIIKX CIOIYK B MOTPiOHIH KijbKocTi (10).
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3) 4acTKOBO 3aMiHHi — aMIHOKHCJIOTH, SIKI CHHTE3YIOThCSl B OPTaHi3Mi B HEJAOCTATHIM KIJTbKOCTI
1 HEOOXITHO 1X HaJIXOKEHHS 3 TKero (2).
3arajibHi NPpUHUMIN KaTA00/1i3My aMiHOKHMCJIOT

Bci mpupojHi aMiHOKHCIOTH MaloTh JBi (DYHKIIOHAIBHI TPyNu — 0-KapOOKCHIIBHY (-
COOH) Ta o-aminorpyny (-NH2). Oxkpemi aMiHOKHCIOTH Yy OIYHOMY paauKali MICTATh
nonatkosi ¢yHkmioHaneHi rpynu: -NHz, -COOH, -SH (tio-) , -OH (oxcu-) Ta inmi. B mporeci
KaTabomi3My aMiHOKMCIOTH BTpadyaloTh aMIHOTPYNy IIUIIXOM MPSIMOro abo HEeNmpsMOro
Je3aMiHyBaHHS 1 TIEPETBOPIOIOTHCS Y KETOKUCIIOTH, SIKI B MOJATIBIIOMY MiJIAIOTHCS Jerpagaril
Y1 BUKOPUCTOBYIOTHCS B aHA0OJIIYHUX MpOIlecax.

Jis k0oxHOT 3 20 aMiHOKHUCIIOT ICHY€ CBiM cielu(iYHMNA MUISX PO3MICTUICHHS BYTJIEIIEBOTO
CKeJIeTy, OJTHaK y KiHIIEBOMY IiJICYMKY BC1 BOHH BEIYyTh JI0 YTBOPECHHs 7 METaOOJITIB - alleTHJI-
KoA, aneroaneTu1-KoA, nipysary, aJb(a-Keroriayrapary, cykuuHiI-KoA,
okcaJjioanerary, (pymapary, ki OKHCHIOIOTHCS B MITOXOHIpisX 10 CO2 1 H O 3 BumineHHAM
e”eprii. Bka3zani MeTabomiTH TaK0X BUKOPUCTOBYIOTh Ui CHHTE3Y IJIIOKO03M (TipyBart, aleTui-
KoA, anwda-kerormyrapar, cykuuHii-KoA, ¢dymapar) ta keroHoBux Til (ametmi-KoA,
aneroaneTmwin-KoA), 3aleXHO BiJi 9YOro BCI aMIHOKHCIIOTH IOAUISIOTECS Ha TJIHKOTEeHHi,
KeTOreHHi, I'TI0K0- Ta KETOreHHi.

Hlasaxu BxomxenHs: amiHokuc0T y HTK (unka Tpukap6oHOBHX KHCJIOT)
AMIHOKHCIIOTH BCTYMAIOTh y LUUTPATHUNA LUK Yy BUTIAAl 5 meTabomitiB: anetun-KoA, o-
KeToriyrapary, cykiuain-KoA, ¢ymapary, okcanoanerary, siki okucHioroThcst 10 CO2 1 H2O 3
BHUJIJICHHSIM €HEpTii.

OdeHinanaHin
Tupo3un )
JlevinuH [30neinun Ananin
Jlizun Jletinuu P . IMuctein
Tpunrodan Tpuntodan  Hipysar ; <=— 4 Cepun
' ——— Tpeonin
) \ . + [minua
. AneroaneTnn-KoA | > N
¢ I'myramin
—_— Aprinin
Acnaprar / \ Ticrunun
~ ¢ [Oxcanoarnerar [urpar Tpoxin
Acnaparin /
Masar Izonurpar  [myramar
DdeninanaHin \ )

[ Dymapar) (o-xerornyrapar ) -

Tuposun \ /

CykiuHar ( CyKLII/II;iJI-KOA]

"
[30nenun

Baiu

MerTioHiH

Cxema BKJIIOUYEHHS BYIJIELIEBUX CKEJNETIB MPUPOAHIX amiHOKucaoT y [ITK
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1. Aumerna-KoA yrBoproeTbes npu karadomizmi 10 aMiHOKHCIIOT, 3 IKUX:

e 5 aMIHOKHUCIOT - @Q1aHiH, WUCMeiH, CepuH, MPeoHiH, 2NiYuUH - CIIOYATKY
PO3IIEIUIIOITECA JI0 TMIpYyBaTy, 3 SKOro YyTBOproeTbes aneTmi-KoA (B peakuii
OKHCHOTO JIeKapOOKCHITyBaHHS);

e 5 AaMIHOKHUCIOT - ¢heninananin, mupo3un, neuyun, ai3uH, mpunmogan -
JIerpaayroTh 110 aneroanetwi-KoA, sikuii mepeTBoproeThes Ha aneTuii-KoA;

e yacTMHAa CKelery 3 aMIiHOKHUCIOT (azeiyuny, mpunmogany, i3onenyuny)
0e3mocepeIHbO EPETBOPIOIOTHCS 0 arleTHi-KoA.

2. o-KerorayrapaTt yTBOpIOETBCS TIPH KaTaboIi3Mi 5 aMiHOKHUCIIOT - 2Iymamamy, 2iymaminy,
apeininy, Zicmuouny, nponiny (4 OCTaHHI aMiHOKHUCIIOTH CIIOYAaTKy IMEPETBOPIOIOTHCS Y
rIIyTamar, 3 SKOro Jaji YTBOPIOETHCS (-KETOTIIyTapar).

3. Cyknunin-KoA — yrBoproeThcs mpu Kataboiizmi 3 aMiHOKHCIOT - GaliHy, MemioHIHY 1
YAaCTUHU MOJICKYJH i301ettyuny (11 aminokuciorta Bxonuth y LITK 1 yepes arnetmn-KoA).

4. dymapat — yTBOPIOETHhCS IPU KaTaboJi3Mi 2 aMiHOKHUCIIOT - ¢heninananiny ma mupo3uny.
L1i aminokucnotu Bxoasth B LITK Takox vepes anermii-KoA (nuB. Buiie).

5. Okcajioanerat — YTBOPIOETHCA TpH Karaboli3mi 2 aMIiHOKUCIOT - dchapmamy ma
acnapaziny (acnapTaT IepeTBOPIOETHCS B OKCANIOaleTaT Yepe3 peakiiito TpaHCaMiHyBaHHS).

I'1rokoreHHi Ta KeTOreHHi aMiHOKHMCJIOTH

I'miokorenni (emoxonnacmuyni) aMiHOKMCJIOTH — 1€ aMIHOKHCIOTH, SIKI MOXYTh
BiJlJaBaTH CBO1 BYIJICLIEBI CKEJETH JUIS CUHTE3y IUIIOK03u de novo (0ns enoxoneoecenesy). Jlo
HUX HaJleXaTh aMiHOKHUCIIOTH, BXin skux y L[TK 3a0e3neuye mipysar (depe3 anermin-KoA), o-
Kerorayrapar, cykiuHiI-KoA ta gymapar. Bukirouno riarokoreHHUMH € 14 aMiHOKUCTIOT.

Kertoreunni (kemonnacmuuni) aMiHOKMCJIOTH — 11€ AMIHOKUCIIOTH, 3 BYIJICIICBUX CKEJICTIB
AKMX B KIITUHAX TMEYIHKM MOXYTh YTBOPIOBAaTHCh KETOHOBI Tilla — aleroanerar, [-
rizpokcuOyrupar, auneroH. Lle amiHokucnoTH, sKi nerpaayroTh a0 ameroaneTmi-KoA a6o
6e3nocepennbo 1o anetui-KoA, i Bxoasats y ITK nume yepes octanniii merabomnit. Bukitouno
KETOICHHUMH € 2 aMIHOKHCIJIOTH - JlelyuH Ta Ai3uH, K1 BKIIOYAIOTHCS B KaTaOOJI3M TIJIBKH
yepes aneroaneTui-KoA.

4 aMiHOKUCIIOTU — i3071€UYUH, MUPO3UH, mpunmogan, heninananin — BIIAHOCITHCS J10
IJIIOKO- T KeTOreHHUX aMiHOKHMCJIOT, OCKUTBKM MOXYTh WTH SIK Ha CHHTE3 TJIOKO3M, TakK 1
KETOHOBUX TIJI.

[Ipy mocuneHHi KeToreHe3y, IO HaWyacTilie Mae Miclle NP HEKOMIEHCOBAHOMY
IyKPOBOMY Jia0eTi, peKOMEHIYETbC OOMEXYBaTH HAJXOPKEHHS KETOI€HHHUX aMIHOKHCIOT 3
MPOJYKTaMU Xap4yyBaHHs (0OCOOJIMBO 3a BUPA3HOI KETOHEMIT Ta KETOHYpIi).

I'1roKoreHHi Ta KeTOreHHi aMiHOKHMCJIOTH

I'oxorenni Kerorenni I'1oko- Ta keTorenHi
AnaHiH ['minyn .
- . [30oneinun
Aprizin INctunnu .
- —— Jlenuun
Acnaparin MertioHiH
. Tuposun
Acnaprar IIpoiin
Banin Cepun
- . Tpuntodan
I'myramar TpeoHiH Ji3un
I'myramin Hucrein DeHinanaHid

AMIHOKHMCJIOTH SIK NONIEPeIHUKH iHIIMX OioMosIeKyT
bionoriune 3HaueHHs aMIHOKHUCIIOT HE BUUEPIYETHCS iX ydacTioO B CHHTe31 OUIKIB opra-
Hi3My. BiIbHI aMIHOKHCIIOTH BHCTYIAIOTh MOMEPETHUKAMH B YTBOPEHHI 0araThox CHONYK, IO
BUKOHYIOTh CHeliani3oBaHi (yHKIIi: HYKJICOTHUMIB, Ko(epMeHTIB, MopdipuHiB, BITaMIHIB,
TOPMOHIB, HEHPOMENIaTOPIB Ta IHIIUX CTPYKTYPHHX 1 PETyIATOPHUX O10MOJIEKYIL.
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OcobmuBocTi MeTabodi3My Ta yd4acTh B CHHTE31 (Di310JIOTIYHO aKTUBHHX CIOJYK
MPOTEIHOTEHHUX AaMIHOKHCIIOT, SIKIi MalTh HaiOuIbIIe OioMenuyHe 3HA4YeHHS, OyayTh
PO3MIISIHYTI Jati.

I. CnenianpHi misixu 00MiHy aIMKJIIYHUX AMIHOKHCJIOT

Lainun (a-aminrooymosa Kucioma) — 3aMiHHA TJIIOKOT€HHA aMIHOKHCIOTA, BaXKIIUBUN
yJyacHHK Oaratbox OioxiMiuHuMX mpoueciB. lle e€nuHa mnpoTeiHOreHHa aMiHOKHCIOTA, IO €
ONTUYHO HEAKTHUBHOIO.
Cunre3. [TIMH YTBOPIOETbCA 3 CEPHHY 3a yd4acTi  CepUH-OKCUMeTWiITpaHcdepasu Ta
kopepmenty TI' @K (terpariapodonieBoi KUCIOTH - Koghepmenmnoi hopmu eimaminy Byo). [lpu
bOMY OJIMH aToM KapOOHy 3 MOJIGKYIH cepuHy mepeHocuThcss Ha TI'®K 3 yTBOpeHHSIM
metmiien-TT®K (N°, N!°- metunen-Hs-donar). Peakiiis mepeTBOpeHHs cepuHy B ITIIMH €
000poTHO0. ['TIMH TaKoX MOXE YTBOPIOBATUCH 3 TPEOHIHY.

CepUHOKCUMETHII
TpaHcdepaza

H2$—$H—COOH +TI'®K H2C|1—COOH s 10
= et + — —
OH NH, NH, N N—CH,—TI'®K
Cepun Tninue

HzC_COOH +HAI[ +TT' K 5 10
| = HAJIH, + N N—CH,—Tr®K + NH; +CO,

NH,
Iminya
H3C—(|JH—(|JH—COOH (Tpeoninansonasal H,C—COOH _0
- 7
OH NH, TR SN
H
TpeoHin T minue OnroBuit
ANbAETI

Kara0oaizm. ['miuuz moxe 6e3nocepennbo posuieniatoBaTich 10 CO2 Ta NH3 3a yuacti HAJI-
3alIe)KHOro (hepMeHTy riainuHcuHTeTasu. [lpu 1boMy OIMH aTOM KapOOHY NMEpPEeHOCUTHCS Ha
TI'®K 3 yTrBOpeHHAIM metuneH-TI'®K. Takox TIIiMUH NiAJA€TECS  OKUCHIOBAIBHOMY
Je3aMIHYBaHHIO 3a y4acTl IVIINMHOKCHAA3H (@rasonpomein) 3 YTBOPEHHSM TIJ1iIOKCHIIOBOI
KHCJIO0TH (anvoeciookucioma), sika Jalli OKUCHIOETHCS 1O OKcadaty (LIaBJIE€BOi KHCIOTH).
CnaskoBl TMOPYIIGHHS yTWII3aIii TIIOKCWJIOBOI KHCJIOTH BEOyTh 10 2inepoKcaaypii, 1110
CYIIPOBOJUKYETbCS BIJIKJIAJIAaHHAM KPUCTAJIB OKCalaTy KajibIil0 B HHUPKAaX Ta PO3BUTKOM
HUPKOBOI HEJIOCTATHOCTI B paHHROMY BIIIl.

OxcanaT migAaeTbCcsl J€KapOOKCHIIYBaHHIO 3 YTBOPEHHSIM MYpAIIWHOI KHCIOTH —
nonepeaHuka GopminbHoro ¢pparmenty g TT'OK.

CH,—COOH  [[nimmnokcuaasa) HC—cooH THAAP® +H,0 cooH H-COOH
IlIH o, ——— 8 — | — ™ Mypamuna
2 -NH; -H,0 -HAZloH, COOH  -CO, KHCIIOTa
[minun I'miokcunosa [I[aBeBa
KHCIIOTa KHCIIOTA H,0 + CO,

I'iuH TakoX MOXe MepeTBOPIOBATUCH B MIPYBAT Y€pe3 CEPUH 1 TAKMM YMHOM BKIIIOYATHCh
B €HEpreTUYHUN OOMIH.

1
+N° N CH,—TroK

[miuuH < »  Cepun — [lipypar —» AueTtmi-KoA

Biosioriuna posb: TIiH BUKOPUCTOBYETHCS JIJIs1 CHHTE3Y
® TIyTaTIOHY (Y-TJIyTaMiH1I-UUCTETHII-TIIILNH);
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NapHUX KOBYHHUX KUCIOT (TJIIKOXOJEBOI, MTIKOJ€30KCUXOJIEBOI 1 1H.);

remMa (KOHACHcAIs TIIHHY 13 CYKIUHII-K0A);

KpeaTuHy (IIp¥ B3a€MOJI1 ITIIUHY 3 apTiHIHOM YTBOPIOETHCS T'yaHIIMHAIIETAT — MONEPEIHHUK
KpEeaTHHYy);

MyPUHOBUX HYKJICOTHIB (TJIIIMH MTOCTaYa€e 2 aTOMU BYTJICIIIO 1 aTOM a30Ty);

XOJiHY (IJIIIUH — CepUH — E€TaHOJIaMiH — XOJIiH);

TiMypOBUX KUCIOT (JETOKCHKAISl OEH30MHOT KMCIOTH UIAXOM KOH IOTallii 3 TIIIUHOM);
CKJIIEPONPOTETHIB — KoJareH MicTuTh 011 30% TiuHy, a TaKoX 1HIIUX OiIKiB.

CepuH — 3aMiHHA TJIIOKOT€HHA aMiHOKHUCIIOTA.
Cunre3. CepuH yTBOPIOETBCS 3 METAa0OMITY TIiKoMi3y 3-pocdorminepary, SKUid CIOYaTKy

neriapyerscst 10 3-ochomipyBary. B pesynwprari TpancaminyBaHHsa 3-docdomipyBary (3 o-
KETOTJIyTapaToM) YTBOPIOETbCs 3-hocdocepuH, 3 SKOTO HpHU TiIpoi3i BUBUIBHSETHCS CEPHH.
Le#i nmusix 0OOPOTHUM 1 BUKOPUCTOBYETHCS JIJIsl KaTa0O0II3My CEpUHY.

1.

2.

+THAJ | rJIyTamar H2$_O_PO3H2 +H,0 H2(|3_OH

Ao — ° - =HC—NH,  ————=HC—NH,
COOH -HAIIH, COOH O-KETOrNyTapaT  COOH -H,PO, (|300H
docdorinepar docdonipysar dochocepun Cepun

CepHH 4aCTKOBO CUHTE3Y€EThCS 3 TIILMHY 32 000POTHOIO PEAKLIENO:
Lainun + H20 + Metuinen-TT®K <~ Cepun + TT®K
Kara6o.1i3m cepuny BiiOyBa€ThCSI HACTYITHUMH LUISIXaMU
HEOKHCHIOBAJIbHE JIe3aMiHyBaHHS IO alb(a-aMiHOAKPHIOBOT KHCIIOTH, SIKa IIEPETBOPIOETHCS
Ha MipyBar;

H,C—OH CH CH CH
2 -H,0 T s oo M
HC—NH, C—NH,—/> (lj:NH — (|::O + NH;
CepuH- |
COOH perinparaza COOH COOH COOH
mipyBar

HepeTBOPEHH cepuHy Ha (pocdocepuH 1 nam Ha 3-pocomipysar i mipysar;

Biosoriuna poJs:

CEpUH BXOJWUTH JO CKJIaAy OaraTbOx OUIKIB Ta aKTUBHUX IIEHTPIB (PEPMEHTIB — TPHUIICUHY,
XIMOTpPHUIICUHY, alleTUIIXOJIIHeCTepa3u, TPOMOIHY Ta iH.;
docdoprintoBaHHS 3aNMIIKIB CEpUHY B OUTKax (3a ydyacTli NPOTEIHKIHA3) € BAKIHUBUM
HUIIXOM peryJsnii akTUBHOCTI Oaratbox (epMeHTiB. BucokoTokcuuHi ¢ocdopopraniuHi
OTPYTH KOBAJEHTHO 3B’SI3YIOThCS 13 3alMIIKAMU CEpUHY B OLIKaX 1 BHUKIIOYAIOTh iXHIO
GYHKIIIFO;
cepuH € jxepenoM oaHoByrieneBux pparmentis st TT'OK (metunen-TI' O©K);
3 CEpUHY MOKE YTBOPIOBATUCH LIUCTEIH (AUB. OOMIH LIUCTEIHY);
CepUH € TIIIOKOT€HHOI aMIHOKHCIOTOIO, OKIJIBKM MOJKE IMEpEeTBOPIOBATUCH HA MipyBaT —
cyOcTpaT TIIFOKOHEOTEeHE3Y;
cepuH NOTpiOHUI st cuHTe3y rinepodocdominiais: B peakuii 3 [[JID-aianunrninepoiom
YTBOPIOEThCS  (hocaTuauiceput, JAeKapOOKCHIIyBaHHS SIKOTO BEl€ JI0 yTBOPEHHS
docharuauneranonaminy (OPEA), a MeTwiiyBaHHS OCTaHHBOTO — JO0 (PochaTHAMIXOTIHY
(PX).

Cepun + IA®-gianuiarainepoa — gpocharnanicepuds - PEA - OX
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AJaHiH — 3aMiHHA TIJIIOKON€HHA aMIHOKHCJIOTa, OOMIH sKOI IOB’SI3aHMH 3 OOMIHOM
nipyBary. CHHTe3 BiZIOYBa€eTbCsl B peakilii nepeaMiHyBaHHs MIpyBary 3 ajb(a-KeTorayTapaToM
3a yuacti anmaninaminotpancdepasu (AJIT). 3BopoTHs peakiiis (IMEPEHECEHHs aMIHOTPYIH 3
QlaHIiHy Ha O-KeTOTJyTapar) Bexe J0 KaTadoaizMy anaHiHy. AJaHiH TaKoX MOXe
YTBOPIOBATUCh B peakuii JeKkapOOKCHIyBaHHS acmapTrary. B 3ajexHocTi Big THILY
JeKapOOKCUITyBaHHS MOYKE YTBOPIOBATUCH O-allaHiH abo0 [-anaHiH.

Biosoriuna poJb:

e CHHTE3 OlJIKIB;

e (-aJaHiH - TJIIOKOI€HHA aMIiHOKHCIIOTA, OCKUIBKH JIETKO IEPETBOPIOETHCS Ha MipyBaT —
cyOCTpar IIIFOKOHEOTCHE3Y;

® QJIaHIH € TPAHCHOPTHOIO (hOPMOI0 aMiaKy B ITUKIII «TJIFOKO3a-aJaHiH;

® TMipyBaT, SIKHH YTBOPIOETHCS 3 allaHIHY, BUKOPUCTOBYETHCS HE JIUIIC B TIIFOKOHEOTEHE31, a i
JUIS CHHTE3Y KMPHHUX KHCIIOT Ta XosiecTepuny. [Ipu okucHeHHi monexynu mipysaty a0 CO2
ta HyO Buninserscs enepris (15 monexkyn ATO).

coon COOH
CH
CH, AJIT |’
H3;C—CH—COOH | » H;C—C—COOH + CH,
| + CH2 B ———— I |
NH, oo o 0 HC—NH,
AnaHiH I [ipysar
COOH COOH
Ol-KETOTJTyTapaT Lyramar
0)-,[[6Kap6OKCI/IJ'HOBaHH${
H;C—CH—COOH
HOOC—CHZ—(EH—COOH NH, o-anaHia
-CO B
NH2 2 . o .
Acnaptar HOOC—CH,—CH,
p—ananin NH,
(X-Z[eKap6OKCI/IJ'IIOBaHHﬂ
B-ananin — HeOIIKOBa aMIHOKHMCIOTA. YTBOPIOETHCS IPH
po3maji TIPUMITUHOBUX a30THUCTHX OCHOB. BxoauTh 10 ckimany a B

KapHO3UHY (IUNEenTHa [-ajaHii-ricTUIWH), aHcepuHy ([-amaHin-N- HOOC—CH,—CH,
METHJI-TICTHIUH), TTAHTOTEHOBOI KHCIIOTH: 3HEMIKOJDKYIOTH JIAaKTaT B

M’si3aX, MIJBUINYIOTH  €(pEeKTHBHICTh pOOOTH M’s3iB, MAalOTh NH,
AQHTHOKCUIAHTHY JiI0; 3HWXKYIOTh aKTUBHICTh TYaHIJIATIUKIIA3H, Yepe3
aky NO 3a0e3nedye pO3LMIMUPEHHS CYIUH; MPUTHIYYIOTH MPOLECH
CTapiHHS.

[—ananin

[lucTein — 3amMiHHA TJIIOKOT€HHA CIPKOBMICHA aMIHOKHMCIOTAa. MICTUTh Cynb(riIpuibHy
(TionbHy) Tpyny — «- SH». IIpu OKHCHEHHI JBOX MOJIEKYNl LUCTEIHYy YTBOPIOETbCA HOTO
TUCyIb(1T — UUCTUH. Y cKIafl OUTKIB IIUCTETH MOXKE 3HAXOAUTUCH B CYNIb(riagpuibsHiil popMmi Ta
y BUIJISAI TUCYIb]iny.

2 Hucrein-SH — ucrein-S-S-Iucrein

HCO—SH  HC—SH  +2H H,C—S-S—CH,
HC—NH, + HC—NH, P m— HC—NH, CH—NH,

COOH coon M coon coon
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Cunre3. [{ucTein yTBOPIOETHCS MPU PO3IICTUICHH] IIUCTATIOHIHY - MPOAYKTY KOHIAEHCAIT
JIBOX aMIHOKHCJIOT - CepUHY Ta ToMOUHUCTeiHy (CynbdrigpunbHa HEOUTKOBa aMiHOKUCIOTA,
MeTa0oJIIT METIOHIHY).

Cepun + I'omonucrein — Hucrationin + H20 — [ucrein + a-kerodytupart + NH3

[luctein MOXe YTBOPIOBATHUCH 3 CEPUHY H IHIIMM HUISAXOM (IpU 3aMiHi TiIAPOKCHTPYNH Ha
TionbHy rpymny): Hz2S + cepun — mucrein + H20

H,C—SH H,C—S—CH CH;
H,C—OH g ] [’ +H,0 H,C—SH I
2 CH, CH, CH-NH, >, | 2
HC—NH, + | - | | ~—— HC—NH, + (lj—o
HC—NH, -H,0 HC-NH, COOH  NH | <=
COOH | | P COOH COOH
COOH COOH nerein
Cepunn I'omonucrein Ol-KeToOyTupar

ucrarioHin

Kara6os1i3m nucreiny Bi10YBa€ThCS TAKUM IIISIXAMU:
1) HucreincyabpinaTHuil muisAx — rosoBHuid. B HboMy BinOyBaeTbes nmpsiMe oKUCHEHHs SH-
TpyNH LUCTETHY 3 YTBOPEHHSM HHCTeiHCYnb(diHOBOI kucmoru. LlucreincynpghinoBa KucioTa
Jaji MOKe HiIJaBaTUCh:
e TpaHcaMiHYBaHHIO 3 YTBOpeHHSM  [-cynb]iHUImipyBaTy, IO PO3MATAETHCS Ha
cynbdir-anion (SO3%) i mipysar. CynbgiT-aHiOH OKHCHIOETHCS 10 cyibdar-aniona (SO4%),
YacTUHA SKOTO HJe Ha YTBOPEHHS AaKTHUBHOI (GOpMH  CipyaHOI KHCIOTH —
dbochoanenozmipochocynpdpary (PADPC) 1 yactuHa ekckperyerbes 3 ceueto. DADC
BUKOPHUCTOBYETHCS JUII CHUHTE3y CyIb(aTOBaHUX TIIIKO3aMIHOTIIKaHIB (TemapuHy,
XOHJPOITUHCYIbGATY Ta 1H.), A AETOKCUKAIlll KCeHOO10TUKIB (peakiiii KoH toraiii).
* /1ekap0OKCHJIYBAaHHI0O — 3 YTBOPEHHSM TiNOTaypuHY, a MOTIM TaypuHy (61070Ti4HO-
aKTUBHA CIIOJIYKa).
2) llucrein BcTymae B peakililo TpaHCAMiHYBaHHS 3 YTBOPEHHSIM [-MepKamTomipyBaTry -
PEYOBHHH, IKa BUKOPHUCTOBYEThCS JUIsl JAETOKCHKAIl IiaHIAIB (aTOM CIpKM NMEPEHOCHUThCS Ha
IiaH1J] 1 yTBOPIOETHCS HETOKCUYHUH TiOI1aHAaT).
3) Hucrein MoXke MmiiaBaTUCh JeCYIb(ypyBaHHIO 3 YTBOPEHHSIM cepuHy Ta cipkoBojHIo (HaS),
10 € 010JOT1YHO-aKTUBHOIO MOJIEKYJOI (MOTY)XKHUM Bazoguiusratopom): mucrein + H20 —
cepun + H2S

IepeaminyBaHHs
H2(|?—SH +NH, HzCll—SH +0, H2$—SOZH

C=0 =—| HC—NH,/=—= HC—NH,

NaCNS$S +NaCN

TiouuHat [ NH 1O |
H,C—C—COOH COOH 3 COOH 2 "COOH .
[l B-mepkanTomipyBar Llucrein Hucreincynbdinora
KHCIIOTA
ITipyBar
-CO
docdaraneHo3uH- l 2
ococynbdar
dochocyn frc—so,n
+
? ) 2AT® H2(|J—SOZH H,C—NH,
Ceva =— SO, _ S0,” C=0 I'noTaypun
Cynedar  Cynbdir (|: OOH l+H2O
H3C—|C|—COOH +HAJ
O Ilipysar HyC—S05H
Taypun
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Biosioriune 3HaYeHHS HUCTEIHY:

l. y cximaai OuIkiB cTaliii3ye BTOPUHHY Ta TPETUHHY CTPYKTYpY OUITKOBOi MOJIEKyIH,
YTBOPIOIOUHW AUCYIb(IAHI MICTKH MIX i1 BIAaIEHUMHU JTIISTHKAMM;

2. BXOIUTH JI0 CKJIay aKTUBHUX LIEHTPIB (hepMeHTIB (KapOOKCUIIeITH a3, IPOTEa3 arnonTo3y Ta

1H.);

Y BEIIMKHUX KUIBKOCTSAX MICTHUTBCS y CKJIaJli KEPAaTHUHIB IIKIPH 1 BOJIOCCS;

4. BaxuuBe mxepeno cyiabdary (PADPC) mis cuHTE3y TUIIKO3aMiHOTIIIKAHIB 1 KOH rorarii

KCECHOOI0THKIB;

ITFOKOTE€HHA aMiHOKUCIIOTa (PO3MagaeThCs 10 MipyBarty);

6. JOKepelIo TaypuHY - PEYOBHHHU, HEOOXIAHOI IJIs CHHTE3y MapHHUX JKOBYHUX KHCIIOT
(Taypox0JIeBOi, TaypO€30KCUXO0JIEBO1), 1151 (DYHKIIIOHYBAHHS MO3KY, CITKIBKH OKa, CEpPIIs;

7. TONEpeTHUK IITyTaTioHY;

8. mKepeso peryasiTOpHOI MOJIEKYIU — CIPKOBOJIHIO.

IMaTosoris o0Miny nucreiny. LlucTuno3 — nopymenHs peabcopOuii nucTeiHy Ta 1HIINUX
amipaTHYHUX aMIHOKHCIIOT, IO CYNMPOBOKYETHCS 3POCTAHHAM iX BMICTY B KpoBi. lluctun
BIJIKJTAJJA€THCS B PETUKYJSIPHUX KJIITHHAX KICTKOBOTO MO3KY, MEUiHII, CEJIE3IHIIl Ta POTIBII OKa,
PIAKO YTBOPIOIOTbCA IUCTHHOBI KameHi. LlueTuHypis — mnoBHe OnokyBaHHS peabcopOrii
IUCTHHA 1 YaCTKOBO — JI3WHA, apriHiHA Ta OPHITHHA, IO CYMPOBOJKYETHCS MiABHIICHHM
BUJIUICHHSIM LIUX aMiHOKHCJIOT 3 C€YEI0 Ta YTBOPEHHSM IIUCTUHOBUX KaMiHI[IB B HUPKaX.

(O8]

9]

MeTioHiH — He3aMiHHA TJIFOKOTEHHA CIPKOBMICHA aMiHOKHUCIIOTa, Oepe y4acTh B 010CHHTE31
O1NIKiB, € TOJIOBHUM JDKEPEJIOM METHJIBHUX TPYI B OpraHi3mi. B peakimisix meruiayBaHHS Oepe
y4acThb aKTHBHA ()OpMa METIOHIHY - S-aIeHO3MJIMETIOHIH, KUl cuHTe3yeThes 3a ydacti ATD
Ta epMEHTY METIOHIHAACHO3MITpaHChepasu:

Mertionin + AT® — S-ageno3znaMmerionin + @POH+DH

CynbdonieBa cTpykTypa 3 Tpusamimenum aromoM cipku  (=S*-CH3) y S-
aJICHO3UIIMETIOHIHI 3yMOBJIIOE BUCOKY aKTHBHICTh METHJIBHOI TPYIIH, fKa Mif €0 crienupigHIX
MeTUATpaHCcepa3 MEPEHOCUThCS Ha CyOCTpaTH. S-aJIeHO3WIMETIOHIH, KPIM METHJIHHOI TPYyIH,
MOX€E TEPEeHOCUTH AaMIHONPONAHOBY YACTHHY MOJEKYJIM, LI0 Ma€ Micle IpH CHUHTE3l
M0JIIaMiHIB (CLIEPMIHY 1 CIEPMIAUHY).

S-aZieHO3MIIMETIOHIH, 1110 BiJIaB CBOIO METWJIBHY I'PYIy Ha aKIENTOp, EPETBOPIOETHCS Ha
S-aneHo3MIroMOIMCTETH, SIKUM TiIPOJI3yeETCS Ha aJeHO3MH 1 ToMolucTeiH. Perenepauis
MeTioHiHy (i BiOMOBiAHO #oro akTHBHOI (GOpPMH) 3AIMCHIOETHCS B HHMKJL MeTHJIYBAHHS:
MeTHikoOanaMmiH (kodepMeHTHa (opma BiTamiHy Bi2) oTpuMye METHIIBHY TpyIy BiJ METHII-
TI'®K (nmoxinHe BiTaminy Bo) 1 mepeHOCHTH 1 Ha TOMOIMCTEIH 3a y4acTi METIOHIHCUHTETa3H, B
pe3yabpTaTi IBOTO YTBOPIOETHCS METIOHIH. OCKIIBKM TOMOIIMCTEIH € BUKIIOYHO METa0O0JITOM
METIOHIHY, OCTaHHIN BBa)XA€ThCS HE3aMiIHHOI aMiHOKHCIOTO. (Metun-TI'®@K e BigHOBIEHUM
noximiauM MetwieH-TT' DK, ska yTBOproeTbcsl Mpu TEpeHoci aromMa KapOOHYy 3 CEpuHy Ha
TI'®K). B noganbiioMy METIOHIH 3HOB IEPETBOPIOETHCS Y S-aJeHO3UIMETIOHIH.

Karabos1i3M MeTiOHIHY pO3MOYMHAETHCS 3 NEPETBOPEHHS y TOMOLIMCTEIH, Jerpajaallis
SKOTO BiJOYBa€ThCs Yy HUISAXY TPaHccyab(yBaHHA. 3a yyacTi mipuaokcaibdocdar3anekHux
eH3UMIB  (yucmamionin-bema-cunmazu  ma  YUCMAMIOHIH-2AMa-1ia3u)  TOMOITUCTEIH
KOHJICHCYETBCS 3 CEPUHOM 3 YTBOPEHHSM LIMCTATIOHIHY, SIKUH Jali pPyHHYETbCS 10 LUCTEIHY O-
keroOyTupaty. Takox B MUIAXY TpaHCCYNIb(YBaHHS 3 TOMOIUCTETHY Ta IHCTEIHY YTBOPIOETHCS
cipkoBosieHb. lLleil musix 3abesnmedye BUAAJICHHS HAUIMIIKY METIOHIHY, 1 BiJIOBIJTHO,
TOMOIIMCTETHY 3 OpPTaHi3My.

IHmmii miasx kaTadoai3My METIOHIHY HOJISrae y Horo nepeaminyBaHHI 70 4-MeTiTio-2-
KeTOOyTHpaTy, KU J1ai po3najaeThcsi Ha METUIIMEPKaNTaH 1 o-keroOyrupart. B cBoto uepry, a-
KeTOOYTHpAT AeKapOOKCUITIOETHCS 10 MpomioH1I-KOA, a ocTaHHIHM nepeTBOpIOe€THCS B CYKIIMH1I-
KoA 1 riroko3y.
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’ ]_lI/II(.]'I MCTHJIFOBaHHA ‘

CrnepminuH
CrniepMiH

Akuenropu T
S-a/leHO3MIMETIOHIH

R-H
R-CH,
\ S-aILGHOSI/IJ'IFOMOLII/ICTe.l'HJ MeTlOHlH Cepun
TeTpari;[po-
MerunsoBasi (donar T ninue
OPOIYKTH
AneHo3un ToMorucrein Merunenrerpariapo-
10 pariip
Cepun ¢onar
CH, -K06a.HaM1H
IIucraTioHin
MemnTeTparmpo-

o
Aunbda-keToOyTupar

Biosoriuna poJb:

1) 3abesmneuye peakirii METUITYBaHHS: HOPaJAPEHANIHY - JI0 aJ[peHAJIIHY; TyaHITUHAIETaTy
— J10 KpeaTHHY; KapHO3MHY — JI0 aHCEpUHY; €TaHOJIaMIHy — JIO XOJIiHy. MeTuiayBaHHs HEOOX11HO
JUTSL TIepeTBOpeHHs (hocdaTuauieTanoIaminy y ¢ocaruaminxoirid. 31 3JaTHICTIO MiACHIIOBATH
cuHTe3 (hochaTHAUIXOMIHY 1 3am00IraTh HArpOMaPKEHHIO TPUTIILEPUAIB y MEUiHIll OB’ s3aH1
JinoTponHi BJACTHUBOCTI MeTiOHIHY. MeTHIyBaHHS HEOOXIIHO Il pEryismii CHHTE3y Ta
byHKLiN OUIKIB 1 HYKJIETHOBUX KHCIOT. 3HMkeHHs MeTminyBanHsa JIHK Bene 1o HectaOiiabHOCTI
TeHOMY 1 BHHUKHEHHIO PaKy.

IIpukaagom peakuili MeTHJIIOBAHHSI € CHHTE3 KpeaTHMHY -  IONEpeJHHKa
KpeaTHH(POChATy MAKpOepridHoi CIONYKH B M’si3aX. MOro CHHTE3 MOYMHAETHCS B HHUPKAX 3
YTBOPEHHS I'yaHIJMHALETAaTy 3 apriHiHy 1 DminuHy. ['yaHiAMHaLeTaT B NEYiHILI METUIIIOETHCS J10
KpeaTHHY, a B M’s3aX BIH NEPETBOPIOETHCS B KpeaTuHpochar. B KpoBi 1 ceul BUABIAETLCSA HE
TIIBKM KpEaTHH, aje 1 MPOAYKT HOro HUKII3alil - KpeaTHHIH. BUieHHs KpeaTHHIHY 3 ceuero
MOCTIHA BeIMYMHA 1 BioOpaxkae macy M’s3iB. [Ipu nopyimienHi ¢iabTpaniiiHoi GyHKIIi HUPOK
piBeHb KpeaTHHIHY B KPOBI MiJBUILY€ETHCS (MOKa3HUK HUPKOBOI HEOCTATHOCT).

Kpearundocdar
HN=C—NH, NH B medinm HN=C—NH~PO;H,
NH | 2 S-aneHo3mI- H,C—-N
— _ 3
(IIH NH (|:H2 HN=C—NH, yerionin HN= C NH, AT®D ! 0
2 e CH NH o HyC— N T \2%
CH, + cq. — | 2+ —= > 3 COOH
[ 2 2 ! y
CH,  COOH T Tt (I:Hz AL
2 _ S-ameHo3uII- -®bn
I HC NH al H
HC—NH2 Critms COOH TOMOIIMCTETH €00
éOOH COOH Kpearun HN=C—NH
Opwirns Tnikomiamin i
Aprinin (ryaHinmHamerar) H3C—ITI
HZC—CO
Kpearunin

2) 3abe3neuye CUHTE3 MOJIiaMiHIB (CIIEPMiHY Ta CIIEPMIIUHY);
3) B mporieci aerpaaaiii METIOHIHY YTBOPIOETHCS IUCTETH Ta CIPKOBOJICHB;
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4) 3 METIOHIHY YTBOPIOETHCS CYKIMHUI-KOA, MOXe CHHTE3yBaTHCh TITIOK034;

5) B UMKJII METUIIYBaHHS YTBOPIOETbCS roMomuMcTeiH. L[ amMiHOKMCIIOTa HE BKIIOYAETHCS 0
ckiany Oinka, OHAK HEOOXiJHA IJIs HWoro cuHTe3y. Y KiiThHax icHye ocobmuBa T-PHK mis
TOMOLIUCTEIHY, a CHHTe3y Oinka mepenye yrBopeHHs romonucrein-TPHK. B wactymHomy
romonuctein-TPHK merumoerbess no MmetioHin-TPHK, sika BiiacHe 1 3ammo4aTtkoBye CHHTE3
O1TKOBOT MOJIEKYJIH.

[Topymenns oOMiHy METIOHIHY Ta TOMOLMCTEIHY BHHHMKAIOTh MPHU CIAJIKOBHX JeheKTax
(epMeHTIB MKy METHJIyBaHHS Ta TPAHCCYIb(QyBaHHS, a TAKOXK MPH HEAOCTATHOCTI BiTaMiHiB
Bs, Bo, Bi2, Bis. 30uibmieHHs piBHS TOMONMCTEIHY B IIa3Mi KpOBI BHIIE 15 MKMOJIB/I
HA3UBAETbCSA TiNEproMouuCcTeiHEMi€l0, a 30UIbIIEHHS HOro eKckpemii 3 ceuero —
TOMOLIMCTHHYpi€t0. ['imeproMonucTeiHeMis ICTOTHO MIABUINYE PHU3UK CMEpTI JIOJEH BiJ
iH(apKTiB, 1HCYIBTIB, OCKUIBKH TOMOIIMCTEIH TOKCHYHO Jli€ Ha E€HAOTENIHd CYIHH Ta aKTHBYE
mporiecH 3ciganHs KpoBi. JIroau 31 cnaakoBuM AedEeKTOM ITUCTATIOHIH-OeTa-CHHTETa3! BXKE J10
30 pokiB momuparoTh BiJ Tpom603iB. binst 10% monyssiuii MaroTh AeiluT METUICHTETPariIpo-
domarpenykrazu — ¢epMeHTy, 1o 3adesneuye cuHTe3 MeTHI-TT' @K, ska Oepe ydacts y
MIEPETBOPCHHI TOMOITUCTETHY B METIOHIH.

AMIHOKHCJIOTH 3 PO3rajiy’KeHUM JIAHLIIOIOM (BaJliH, JeiilMH i i30J1eHuH).

BaJjin, JeliliuH i i30JelIIHH — He3aMiHHI HEMOJISIPHI aMiHOKHCIIOTH, 10 HATA0Th OlIKam
rigpopoOHUX BIACTUBOCTEN; B OpraHi3Mi JIOAUHA HE CUHTE3YIOThCH.

Kara6oaizm. Ilepmi 2 eranmm oOMiHY IIMX aMiHOKHCIIOT € CHUTbHUMH. BamiH, nednuH i
130JI€MIIMH ~ TPaHCaMIHYIOTbCS 3  YTBOPEHHSM  BIANOBIAHUX  KETOKUCIOT, SKI  Jaii
JEeKapOOKCUITIOIOTBCS T €0 JAeriIporeHa3sd Po3rajay:KeHuX O-KeTOKUcJIoT. [lomanpiri
HUIIXU OOMIHY IIUX aMiHOKUCIIOT PO3XOIATHCS.

Bajin mneperBoproeThess Ha  npomioHUT-KoA, skui  ganmi  KapOOKCHITIOETBCS B
MeTmiManoHin-KoA, octaHHiii 130MepHu3yeThCsi 3a ydyacTio BiTamiHy B2 B cyknuHin-KoA.
Cykuunnin-KoA € cybctpatom A CHHTE3Y TIUIIOKO3M,  TOMY BaJllH € TJIFOKOT'€HHOIO
aMiHOKHUCIIOTOIO.

IBoneiinun po3namaerbess 3 yTBOpeHHSAM mpormioHIIT-KoA 1 ametmin-KoA 1 moxke
BUKOPHUCTOBYBATHUCH SIK JIJISI CHHTE3Y TJIIOKO3H, TaK 1 KETOHOBUX T — TOOTO 130JI€UIIMH € KETO- 1
[JIFOKOT€HHOI0 aMIHOKHCIIOTOIO.

JleifumH — KeTOoreHHa AaMiHOKHCIOTA, OCKIIBKM TpH KaTabosi3Mi YTBOPIOE IHUIIE
MOTIEPETHUK KETOHOBUX T1I areroareTmi-KoA.

BioJioriuna posb:
BUKOPUCTOBYIOTbCS Il CHHTE3Y OUIKIB;
CTa0LTI3yI0Th TPETUHHY CTPYKTYpY O11KOBOI MoJiekynu (TiapodoOHi B3aemoii);
HWIOyTh HA CHUHTE3 TIIOKO3U (BaJliH, 130JIEUIIMH) Ta KETOHOBUX TN (JIEUIIMH, 1301€HIINH).
BPO/KeHi MOpPYIIeHHsI KAaTa0o0/1i3My BaliHy, JEHIUHY 1 130JIeWLIMHY BUHHUKAIOTh IPU
nedinuTi AeriiporeHasu po3rajy:KeHUuX 0-KeTOKHUCJIOT. PosramyxeHi o-KETOKHCIOTH,
[0 YTBOPIOIOTHCS B PE3yJbTaTi TpaHCAMIHYBaHHS BajiHy, JICHIIUHY, 130JICUIIUHY, HE
MOKYTh Mi/ITaBaTUCh OKUCHOMY JI€KapOOKCIIIYBAHHIO 1 MOAAIBIIIOMY KaTaboIi3My, TOMY
Y BEJIMKIA KIJTBKOCTI BUIIISIOTHCS 3 C€UCHO (XBOP0O0A KJIEHOBOI0 CHUPOMY).

TpeoHiH — He3aMiHHA TIIIOKOTEHHA aMIHOKHUCIIOTA, B OpTraHi3Mi HE CHHTE3YEThCSI.
Karaboaizm:
® TPEOHIH MiJ BIUIMBOM TPEOHIHAIBIONA3U PO3MAAAE€THCA HA TIIIUH 1 OLTOBUN ambAerif
(ocranHIi mepeTBOprOeThCs B aneTuin-KoA 1 ameroanetun-KoA, 3 SKMX CHHTE3YIOTHCS
KETOHOBI TiJa).
® TPEOHIH MOXE OKHCHIOBATUCH J0 0-KETOOYTHpATy, SIKUH MEPETBOPIOETHCS 10 TMPOIIOHII-
KoA, a ocranHi - 1o cyknuHia-KoA (cyOcTpat st CHHTE3Y TIIFOKO3H).
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Biosoriuna poJb:
® BUKOPHCTOBYETHCS JJIsi CHHTE3Y O1JIKIB;
® 3aNHMIIKA TPEOHIHY € MicueM QochopuinoBanHs OUIKIB MPOTEiHKIHA3aMHU IIiJ] dYac
peryJsIii akTUBHOCTI OUJIKIB;
® BXOJHUTH JIO CKJIaJy aKTUBHUX LIEHTPIB (PEPMEHTIB.

LayramiHoBa KucJI0Ta (enymamam) Ta TAYTaMiH. 3aMiHHI TJIOKOT€HHI aMIHOKHCIIOTH.
Cunre3. I'myramMar yTBOPIOETBCS INMPH TPAaHCaMiHYBaHHI O-KETOTJyTapary, a TJIyTamiH - TpU
aMilyBaHHI TuryTamaty. [JIyramaT yTBOPIOETBCS 1 MIPU PO3MAaJl MPOJiHYy, TICTUAUHY, apTiHiHY,
opuituHy. KarabomizMm Tmiyramary 1 TiyTamiHy IIOB’s3aHUN 3 iX TIEPETBOPEHHSM Ha O-
KETOTJIYyTapaT, SIKHi OKUCHIOETHCS B IUKJII TPUKAPOOHOBUX KHCIOT a00 BHKOPUCTOBYETHCS
JUTSL TIIFOKOHEOT'€He3Yy.

+NH, +NH,
O-KETOTJIYTapaT o * riyTaMaT o [JIyTraMiH
-NH, -NH,

Biosoriuna poJb:

® TIJIyTaMiH BUKOPHUCTOBYETHCS I CHHTE3Y OijKa 1 € JDKEpeaoM HETraTHBHUX 3apsiB
y O1IKOBi#l MOJIEKYIIi;

® BAJIMIIKU TIyTamaTy B OiJdKax 3ropTaHHsS KpOBi 1 KICTOK mianarThca Bitamin K-
3aJeKHOMY KapOOKCUIIIOBAHHIO 3 YTBOPEHHSIM KapOOKCUTIIYTaMiHOBOT KHCJIOTH, IIO
Mae J0JaTKOBY KapOOKCWIBHY TPyIy 1 Hajgae OinkaMm 3JaTHICTH 3B’S3yBaTH 10HU
Ca2+;

® BXOJWTH JI0 CKIIQAy aKTUBHOTO IIEHTPY OaratboX (hepMEeHTIB;

e TIIyTaMmarT i TJIyTaMiH € TPaHCIOPTHUMHU GOpMaMHu aMiaky (KOJEKTOPH aMiHOTPYII Bif
IHIIUX aMIHOKHUCIIOT);

e npu jAekapOOKcUIIIOBaHHI TiyTramaTy yTBoproeTbess ['AMK (y-amiHomacnsHa
KHcI0Ta) — ranbMiBHUIM Meniatop LIHC;

e [UyTamar - roJIOBHUH 30ynnuBuil Meniatop. IIpy BUCOKMX KOHLEHTpaLisAX IJIyTaMar
Ji€ TOKCHUYHO, BUKJIMKAIOYUM HArpoMa/PKeHHs KalbI[il0 1 3aru0einb HEWpPOHIB
(eKCaWTOTOKCHUYHICTB). Y MO3Ky € OaraTo THIIB TJIyTaMaTHUX pPEHENnTopiB, 3
nopymeHHsaM (QyHKIIl AKUX 3B SI3YIOTh Taki 3aXxBOPIOBAaHHSA SK EMiJIerncis,
mu3oQppeHis;

e [iyTaMiH Oepe yyacTb y CUHTE31 MypUHOBHX 1 MIPUMITUHOBUX HYKJIEOTUIIB;

® 3 TIyTamMarTy yTBOPIOETHCA TICTUIMH, MPOJIiH, OPHITHUH, apTiHiH;

e rjyTaMaT HEOOXIAHUN ISl CHUHTE3y TriyTaTioHy 1 oOMiHy ¢omieBoi kuciotu (y
TKaHUHAX YTBOPIOIOTHCS MOJMITIIyTaMaTH (oJ1i€eBOT KUCIOTH);

AcnaparinoBa KucjaoTra (acnapmam) Ta acnapariH — 3aMiHHI TJIFOKOT€HHI
aMIHOKHCJIOTH.

Cunre3. Acnaprar yTBOPIOETHCS IIISTXOM TpaHCaMiHyBaHHS OKCAJOOIETaTy, a aclapariH -
[UIIXOM aMiJyBaHHsI acriapariHoBoi KucioTH. Bei mi peaxiii 000poTHi.

Kara6oaizm acnapraTty 1 acmapariHy iie dYepe3 TpaHCaMiHYBaHHS 3 YTBOPEHHSM
OKcajoamerary, SKHH J1adl OKHCHIOEThCS B  IUKJII TPUKAPOOHOBHX  KHCJIOT abo
BUKOPUCTOBYETHCS ISl TIIIOKOHEOTeHe3y. MOXKIIMBO TaKOX JAEKapOOKCUIIIOBaHHS acrapTary 1o
OJIHI} 3 KapOOKCHJIBHUX I'PYH 3 YTBOPEHHSM 0O-alaHiHy abo [-anaHiHy.
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COOH

H|C—NH (OOH
I 2 -NH, H(lj—NH2 -NH; 0
(le2 — (le HOOC—CHZ—C—COOH —
C=0 +NH, | 2 -CO, Okcajioarerar
IlIH COOH
2 Acniaprinosa o B a
Acraprin KHCIIOTA HOOC—CH,—CH, 00 H;C—CH—COOH
—_—
- |
NH, NH,
B—ananin AnaHix

Biosoriuna poJsb:

BUKOPHUCTOBYETHCS ISl CUHTE3y O1Ka, JHKEpeIo HEraTUBHUX 3apsANiB B MOJEKYIi
O1IKY;

acraprTar i acnaparid — TpaHCHnopTHi (opMHU aMiaky;

pH JAeKapOOKCUITyBaHHI acmapTaTy IO Mepiliid KapOOKCHIBbHIN TpyIi YTBOPIOETHCS
[B-amanin, mo ApyrTiii — o-anaHiH,

BXO/IUTH JI0 CKJIQJy aKTHBHOTO LIEHTPY 0araTboX ()epMEHTIB;

acraprar - JDKepello aTOMIB HITPOreHy Ta KapOOHY /sl CHUHTE3Yy ITypUHOBHUX 1
HipUMUIMHOBUX HYKJICOTHIIB;

acrapTar - yYaCHHK MKy CHHTE3Y CEYOBUHHU;

N-anermnacnapraT Ta acraprar - 30y/pKyrodi HelipoMeIiaTopu B MO3KY;

MyXJIMHA MaroTh MiJBUIICHY MOTpeOy B acnapariui, ajie cami cliabko Horo CHHTE3yIOTh 3
acmaprary. Jlns JiKyBaHHS TyXJIMH BHKOPHCTOBYIOTH (DEpPMEHT acmapariHasy, ska
pyHHY€ acnapariH.

AprimiH — IIIOKOreHHa aMiHOKHCJIOTA, € 3aMiHHOK Ui JOPOCIHX, ayne aJs JiTel
YaCTKOBO HE3aMIHHA.
Cunre3 i kara0o/i3M apriHiHy Hje depe3 yTBOPEHHS OpHITHHY B LIUKJII CEYOBHHHM, a

o0OMIH

OpPHITUHY TOB’SI3aHUIl 3 YTBOpEHHAM IuiyTamary. [Ipu cuHTE31 OpHITMHY OJHa 3

KapOOKCHJIBHUX TPYIl TJyTamary IepeTBOPIOEThCS B aMiHOTPYNy (peakiii mepeamiHyBaHHS 1
BIJTHOBJIEHHS), a IIPU PO3IaJl OPHITIHY BiH BTpadya€ aMiHOTPYILY 1 IEPETBOPIOETHCS HA TITyTaMaT
(peakii mepeaMiHyBaHHS 1 OKHCJIEHHS). MeTabou1i3M IiIyTaMaTy 3aBEpIIY€EThCS] YTBOPEHHSIM O~
KeTorayrapary (cyocTpaT HUTPATHOTO LUKITY Ta TJIIOKOHEOTEHE3Y).

HN:?—NH2
W H)¢—NH, COOH
I
CH, Huer —Cp, c,
CEYOBHMHHU
(le —— éH —m » CH > Aﬂb(ba-KeTo-
| 2 2 rJIyTapar
H - — JIIOKOHEOTEHES
T HC—NH, HC—NH, oroneors
HC—NH, COOH COOH
COOH OpHiTun ['myramar
ApriHin

Biosoriuna poJb:

BUKOPHUCTOBYETHCS JUISl CHHTE3Y OLIKa, JPKEpeso MO3UTUBHUX 3apsiiiB Yy HOro MoJIeKyi
(3a paxyHOK I'yaHiTUHOBOI IpynH). SaepHi OIKHM — FCTOHU 1 IPOTaMiHU MICTSTh OaraTo
apriviny;

Oepe yyacTb B LIMKJI1 YTBOPEHHS CEUOBUHH;

pa3oM 13 TIIIUHOM YTBOPIOE T'yaHiIMHALIETaT - MONEepeAHUK KpeaTuHpocdary;
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e OpHITHH (IPOAYKT OOMIHY apriHiHy) HpHU JeKapOOKCHUIIOBaHHI Ja€ MyTPECUUH —
HOTIEPETHHUK CIIEPMIHY 1 CHEPMIZMHY - PETYJISATOPIB KIITHHHOI Ipodtidepartii;

e 1pu [eKkapOOKCHIIIOBaHHI apriHiHy yTBOPIOEThCS arMaTuH — HelpoMexdiatop 3
aHAJIbI'€TUYHOIO JII€I0;

® B OCTaHHI POKM 3HA4HY yBary NpHBEpHYJa MeTa0oJI4uHa POJib apriHiHy K MONEepeaHUKA
B reHepauii HiTporeH MoHOOKcHAY (NO) — KOpOTKOXHBYYOI MOJEKYJH, SIKa BHKOHYE
(GYHKIIO BHYTPITHBOKIITUHHOTO MECEH/DKEepa CUTHATIB  (Pi310JIOTIYHO aKTUBHHX
cnonyk. YTBopeHHs NO 3 apriniHy BinOyBaeTbcs B peakiii, mo Kartanizyerbes NO-

cunTazow (NOS):
(|ZOOH (|ZOOH ?OOH
H?—NH2 H(lf—NH2 H(lj—NH2
+

(liH2 O, HAJI®OH HAJI® (|3H2 (|3H2
CH CH CH

IH2 LLZ, | 2 - 2 + | NO
2 i 2
ITIH Il\IH I|{+ NH
?ZNH2 C=N—OH (|3:O
NH, NH, NH,
ApriHix N-o-T'igpokcuaprinin  Lutpymin

Inentudikoano Tpu i3opopmu NO-cuHTa3M, SKi Ha3BaHI 3a TUIIOM KIIITUH, 1€ BOHU OyIu
Briepie BusiieHi: NOS-1 — HeiipoHanbHa, abo Mo3koBa, NOS-2 — makpodaranpHa, NOS-3 —
enpotemaneHa i30opma. NOS-1 Ta 3 — koHcTuTyTHBHI pepment, a NOS-2 — ingyunbenbHuit
(foro CMHTE3 3pOCTaE MPH 3aNaJICHH]).

bionoriyna pons NO B oprai3Mi peani3yeTbcs HUIAXOM HOro ydacTi B MOIYJISILii Takux
¢i3io70riyHUX (YHKIIN, SIK Peryisiis TOHYCY TJIaJeHbKUX M'A31B, 30KpeMa Ba3zoAujaTallis,
IMYHHI IpoLIeCH, HEHPOTPaAHCMICis TOLIO.

JIi3uH — He3aMiHHA KEeTOreHHa aMiHOKHCIIOT.

Karabonizm Bxitouae Oarato crajiiii, Ha SKUX BIJOYBA€ThCsl BTpaTa JBOX aMIHOTPYII
Ji3uHy. BiminienHs nepiioi aMiHOIpyIy MpOTIKae B pe3ysbTaTi KOHJIEHCALlli 0-KeTOryTapary
1 JI3WHY 3 HACTYIIHUM pO3MaJ0M YTBOPEHOTO MpPOJYKTY Ha TJyTamar 1 O-aMiHOAAMIIHOBY
kucinotry. Llg amiHOkHMCiOTa BTpayae TMpu TpaHCAaMiHYBaHHI JApPYyry aMiHOTpymy 1
NEPETBOPIOETHCSA HA O-KETOAAMIIIHOBY KUCIOTY. OCTaHHS JNeKapOOKCHUIIOETHCS /0 TIIyTapoBOl
KHUCJIOTH, @ BOHA MEPETBOPIOEThCS B aleroaneTuia-KoA — momepeaHMK KeTOHOBUX Tul. Tomy
J13UH BUKJIFOYHO KeTOreHHA aMiHOKHCIIOTA.

Biosaoriuna poJsb:

® BHUKOPUCTOBYETHCS JUIsl CUHTE3y OlJIKa, JXKEpeao MO3UTUBHO 3apSAKEHUX TPyl y OUIKOBIH
MoJieKyni. Benuka KiIbKICTb JII3UHY MICTUTBCS B TICTOHAX 1 MpoTaMiHax, (piOpuHOreHi.

e 3AINIIKHU JII3UHY B KOJIar€Hi MiJIal0ThCsl TAPOKCUIIOBAHHIO 3 YTBOPEHHSIM OKCHIII3UHY, 1110
BA)XJIUBO IS 1I03piBaHHS KOJIareHy.

I1. CnenianbHi HIsIXH 00MIHY HMKJIIYHHUX aMiHOKHUCJIOT
DeHinanadin_i _Tupo3uH. DeHuanaHiH - HE3aMiHHA AaMIHOKHUCIOTa, a THUPO3UH
CUHTE3YyeThes 3 (DeHinananiny. BiTHOCATBCS 10 TIIOKO- Ta KETOT€HHUX aMiHOKHCIIOT.
Kara6oaizm. ['onoBHuil nuisx katabonizmy (peHiuiananiny nojsrae B Horo NepeTBOpeHH1 B
TUPO3UH: OCH30JbHE Kilblle (EHITANaHIHY TIAPOKCHIIOETHCS B Iapa-TMOJIOKEHHI 3a ydacTi
(deHUTaNaHIHTIAPOKCHIa3n Ta KOPEPMEHTY TEeTpariipoO0ionTepuHy, B pe3yabTaTi IHOTO
YTBOPIOETHCS THPO3HH.
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Hpyropsanuii  muoisx KarabonizMy (QeHITalaHiHy TMoJsrae 'y TpaHCaMiHYBaHHI 3
YTBOPEHHSAM (EHUITIPOBUHOTPATHOT KUCIOTH.

Posnan TuposuHy BinOyBaeThcs depe3 TpaHCAaMiHYBaHHS 3 YTBOPCHHSM Iapa-
OKCU(EHITMIpYBaTy, SKUH Aalli TiIAPOKCUIIOETHCS O TOMOTCHTU3MHOBOI KHCIOTH. OcCTaHHS
po3mnamaeTbess Ha (ymapar (cyOcTpaT HHUKIY TPUKApOOHOBHUX KHCJIOT 1 TJIFOKOHEOTeHe3y) i1
aneroaneTmi-KoA — momepeHIK KEeTOHOBUX TiJl.

OH OH
’ . . OH
DEHUIKETOHYPIS ‘
0, U H,0 Ilepeawmi- 0, H,0
HyBaHHSI N A
CH CH HO
2
| CH,

| 2 . . CH, -CO,
HC—NH Tetparigpo- I!Hrmpo- |
2 Gionrepun Giontepun HC —NH Cc=0
COOH | 2 I COOH
DeHanadiy COOH COOH, T'oMmoreHTH3MHOBA KHCI0TA
Huaan Tuposun ITapa-oxcudenin- :
l IlepeaminyBaHHs \ mipyBaT ?\
T
l > EIpOKCI/IH ' COOH CH,
PpHUMOATUPOHIH |

JIODA CH ¢=0

l \ . CH CH,
Memnanin

| I
COOH  COOH

CH2 Jodamin
[ ®ymapar Arneroarerar
C=0 ®deninmipysar l
C|TOOH Hopanpenainin
AnpeHaiin

Biosoriuna poJb:

e (beHlnanaHiH i TUPO3UH OEPyTh y4acTh B YTBOPEHHI O1JIKOBOI MOJIEKYJIH 1 32 paXyHOK CBOiX

apOMaTHUYHUX LUKIIB HAJAI0Th 1 rapodoOHHUX BIACTUBOCTEH;

3 (peHIanaHiHy 1 THPO3UHY MOKYTh CHHTE3YBaTUCh TJIIOKO3a Ta KETOHOBI Ti1a;

3 TUPO3UHY YTBOPIOIOTHCS KaTeXoJaMiHM — To(aMiH, HOpaJpeHaliH 1 aJpeHaliH;

TUPO3UH € TIONEPETHUKOM MIrMEHTY IIKIPH — MEJIaHiHY;

TUPO3UH TMICsT HOJMyBAaHHS MEPETBOPIOETHCS B TUPEOIAHI TOPMOHM - TPUMOATUPOHIH 1

TUPOKCHH;

® CNajgKkoBl MOpYyIIEHHS OOMIHY (¢eHUIaJlaHIHy 1 THUPO3UHY MPHU3BOAATH JI0 TIOSBU
NaTOJIOTIYHUX CTaHiB.

1. deHiNKeTOHYPii — €H3UMOINATIS, CIPUUYMHEHA TEHETUYHUM JAEPEKTOM CHHTE3Yy
¢eninananinrigpokcunasu. [Ipu nbomy O6J0Ky€eTbCS YTBOPEHHS TUPO3UHY 3 (EHIUIANaHIHy, TOMY
OCTaHHINA NEepeTBOPIOEThCA y (DeHIImipyBaT Ta (eHIIalerar, siki B HaAMIPHUX KOHIEHTpALIiX
HAKOMUYYIOThCSl B OpraHi3mi xBopux. KoHieHTpatlist ¢eHinananiny B KpOBI XBOPHX 3pOCTaE B
necsaTku pasis, qocsararodn 100-800 mr/n (Hopma —10-40 mr/m), a 3 cedero eKCKPETyEThCs BEIMKa
KUTBKICTh (eHinmipyBary. KpiM Toro, BHacmiJIok HecTadi TUPO3UHY MOPYIIYETHCS YTBOPEHHS
HelipomemiatopoB (modaminy 1 HopaapeHarminy). Ilatomoris mnposiBasie cebe paHHIMU
HNOPYIICHHSMH ICUXIYHOTO pO3BUTKY JUTHHH — (eHiIMmipoBHHOrpaaHa oJjirogpeHis
(oligophrenia phenylpyruvica). Tomy y monoroBux OyAMHKaX HOBOHAPOKEHHUM IMPOBOIUTHCS
CKpPHMHIHTOBE JIOCHI/DKEHHS cedl Ha HasgBHICTh QeHinmipyBary (peakuis 3 FeCls — cune
3a0apBneHHs). JIikyBaHHS MOISITaE Y BUKOPUCTAHHI JIETH 3 00OMEKEHUM BMICTOM (peHITaIaHIHY.

@DEeHIIKETOHYpIsl TaKoXX MOXe OYyTH 3yMOBIIEHAa T'€HETHYHUM Jle(peKTOM (EepMEHTy
TUT1Ipo0IONTepUHPEyKTa3u, SKUM Mmoctadyae Juisi  (eHUTaJaHIHT1APOKCHIIa3n  KO(paKTop
teTparigpodiontepus. JlikyBanHs Takoi (opMu (eHUIKeTOHYpii BHMarae NpU3HAYECHHS
npernapary TeTpariipoOionTepuHy.
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2. AJKanToHypisi (XxBopoOa «JIOpHHUX TEIIONMIOK») — €H3UMOIATIsA, BUKIMKaHA HEIOCTATHICTIO
(bepMeHTy OKCHIa3u TOMOTEHTHU3MHOBOI KHUCIOTH. [Ipy 1mbOMYy TOMOTEHTHM3HHOBAa KHCIOTa Y
BEJIMKHUX KITBKOCTSIX €KCKPETYETHCS 3 CEUCIO 1 Ha MOBITPI OKHCHIOETHCS, 3a0apBIIIOIOYN CEUy B
4OpHUH KoJip. 'OMOreHTH3MHOBa KHUCIOTa aKyMYJIOE€THCS B TKAHMHAX CYIJIOOiB, IO MPU3BO-
JIUTH JI0 PO3BUTKY apTPHTIB, XPSIIAX HOCA Ta BYIIIHUX PAKOBHUH (OXPOHO3).

3. Anb0iHi3M — eH3UMomnaris, 3yMOBJIEHa CHAJKOBOIO HEAOCTATHICTIO (pepMEeHTY THpPO3UHA3H,
mo Oepe ydvacTh B YTBOPEHHI YOPHHMX IIITMEHTIB MeJaHiHIB. BiJCyTHICTP MeNaHIHIB Yy
MEJIAHOIUTAaX IIKIPU TMPOSIBISIETHCS HEIOCTATHHOI (UM B3araii BiJCYTHHOIO) MIrMEHTAIIIE0
HIKipU, BOJIOCCS, PaWAYKKH, IO 3yMOBIIIO€ MiJABHINEHHS YYTIMBOCTI WIKIPU JO COHSIYHOTO
CBITJIa Ta IOPYLICHHS 30pY.

Tpuntodan — He3aMiHHA TIIOKO- Ta KETOT€HHA aMiHOKHUCIIOTA.
H

CHZ—(II—COOH
AR\ R

N
I

H

Tpunrodan

Kara6oaizm. ['010BHUM HUISIXOM po3mnagy TpuntodaHy € KiHypeHIHOBHM, sSKui BkItoyae 13
cTamii 1 3abe3neuye posman Oimbmr 95% Ttpuntodany. B mpomy mmsxy 3 Tpuntodany
YTBOPIOETHCS alaHIH (KU MOXe WTH Ha CHUHTE3 TJIIOKO3HM), aHTPAHLIOBA KHUCIOTa (3 SKOT
cuHTe3yeThes BitaMin PP) Ta aneroamernn-KoA (monepeqHuK KETOHOBUX Til).

Karabonism TpunrtodaHy TakoXK BiAOYyBaeTbcs HUIAXOM JAekapOokcmiyBaHHs (5%) 3
YTBOPEHHSIM 010T€HHOTr0 amMiHy cepoToHiHy. CepOTOHIH MiIa€ThCsl OKUCHOMY J1€3aMiHyBaHHIO
JI0 5-OKCHIHOJIJIONTOBOI  KHCIIOTH, 32 E€KCKPEIIEI SKOi 3 CeYelo MOXKHa OI[IHUTH OOMIH
CEpOTOHIHY B opraHi3mi. [lyxjanHa KHUIIEYHHKY KapUUHOIN HPOIYKY€ BEIMUYE3HI KUIBKOCTI
CEpOTOHIHY.

HO
II{ HO -
I
/ \ CH,—C—COO0H CH,=C—COOH CH,—CH,
NHz + [O] / \ NH2 / \ NH2
N N N
I - I
H H €0, H

Tpmeoq)aH\ S-okcutpunrodan CepoToHiH
- €O,

CH,—CH,

/S

Tpunramin Y
H

(0]
lcl +[0]| - NH,
~N
| o NH, 7 CH,—COOH
= cH
N — ;o\ oL
L N - €O, o / \
BiTamin PP i N 2
! N
IumomisonroBa KUCIoTa H !
(rerepoayKcuH) CkaTon [amon

Biosioriuna poJinb:
e Tpuntodan 6epe yuacTb B yTBOPEHH1 OUIKOBOT MOJIEKYJIH 1 HaAa€e ik riapodoOH1 BIaCTUBOCTI;
e 3 TpuNTO(aHy yTBOPIOETHCS HEHPOMEIIaTOp CEPOTOHIH 1 TOPMOH emidi3zy MeJIaTOHiH,;
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e TpuntropaH B OOMEKEHUX KIIBKOCTSAX 37aTHUI mepeTBoproBaTHca y BitamiH PP (3 60 mr
Tpuntodany yrBOpUTHCS OIU3bKO | MI HIKOTUHOBOI KUCIOTH). BiTKK KyKypyA3u MICTATh Majo
Tpuntodany, TOMy Py OJTHOMAHITHOMY XapuyBaHHI KYKYPY/13010 1 BIICYTHOCTI 1HITUX JHKEpet
HiallMHY MOX€ BUHUKHYTH IeJarpa - BaXKUd aedinut Bitaminy PP;

® Mpu THUTTI OUIKIB B KHIIEYHUKY 3 TPUNTO(GAHY YTBOPIOETHCS 1HIOJN, SKHH B TEUiHII
3HEIIKO/DKYETHCSA JI0 TBAPUHHOTO 1HAMKAHY (Kaji€eBa CUIb 1HIOKCHIICIpYaHOi kKuciotu). [lpu
BUCOKIii aKTUBHOCTI THUTTS OUIKIB B OPTaHi3Mi 3HAYHO 3POCTAE EKCKPELis 3 CeUet0 TBAPUHHOTO
IHJIUKaHY.

riCTI/Ig!I/IH — YacTKOBO 3aMiHHA TJIFOKOI'€HHA aMiHOKHMCIIOTA. FiCTI/II[I/IH CHUHTE3YE€ThCHA 3

ATO® (mxeperno 4acTUHU iMia30JbHOTO UKITY) Ta pHOO3H.

H
N CHZ—C:I—COOH
/ \ NH,
N
f
Tictuaun

Kara6oaizm rictuauHy #ae depe3 ae3aMiHyBaHHS [0 YPOKAHIHOBOI KHCIIOTH, IO

NEPETBOPIOETBCA Yy (QopMinriayTramar, a micis nepeHocy ¢opmineHoi rpymu Ha TI'OK — B
riyramaTr. OcCTaHHIM Micas NEepeTBOPEeHHs B o-KeToriyrapar okucHioerbes B L[TK ab6o
NEPETBOPIOETHCS B TIIOKO3Y.

Biosoriuna poJb:

ricTuauH Oepe y4acTh B YTBOPEHHI O1IKOBOi MOJIEKYIIH;

BXOJIUTh JIO CKJaJly aKTUBHUX LEHTPIB OaraTthox (epMeHTIB 1 3a0e3nedye KUCIOTHO-
OCHOBHMI  Kartaji3 (XIMOTpHUIICMH, TpoMmOiH, 1HIII TpOTeasu, XoJiHecTepasa,
pubonykieasa, hocdoiinasa);

3a0e3neuye 3B’ A3yBaHHs remMa 3 O1TKOBOIO YaCTHHOIO TeMOTTI00iHY;

npy J1eKapOOKCHITIOBaHHI TICTUAMHY YTBOPIOETHCS TicTaMiH (MeniaTop 3amajeHHs M
aneprii);

MOK€ UTH Ha CUHTE3 TIIIOKO3H;

xepeno ¢popminbHOro pparmenta ans TI'OK.

IIpojin — 3aMiHHAa IJIIOKOreHHa IMIiHOKHCIOTa. CHHTe3yeTbesl 3 TJIyTamaTy Hicis

NEPETBOPEHHSI OIHIET KAPOOKCUTPYIU B aJIbJIET1IHY TPYITY 1 MOAAIBIIOT IUKJIII3a1lii.

Hzc—CHZ

H2C\N _CH—COOH

I
H

[ponin

Kara0oai3m mnposiHy BKIIIOYae peakmii, fKi € 3BOPOTHUMH [0 HOro CHHTE3y, 1

3aBeplIyeThCcsl yTBOpeHHsAM riytamary. [lpomin Bxoaute y L TK uepes a-ketormyrapar
(cyOcTpaT rIrOKOHEOTEHE3Y).
Biosioriuna poJinb:

MPOJIIH BXOAUTH J0 CKJIamy OiIKiB, OCOOMMBO #oOro Oarato B KojareHi. Y CKiajai
KOJIareHYy MPOJIiH TiPOKCHIIYETHCS 10 TIAPOKCUIPOIIIHY 3a Y4acTi MPOIIITiIPOKCHIIA3U
ta BiTaminy C (uei nporec HeoOX1THUI 715 103pIBaHHS KOJIareHy);

MOJKE€ BUKOPHCTOBYBAaTHUCh Ha CHHTE3 TIIIOKO3H.
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