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HEPEAMOBA

Crynentamu criemianbHOCTI 227 «Pi3uuHa Teparisi, eproTeparisy BUBUCHHS
nucuuiutiag «biosoriuna ximisi» y 3BO Vkpainu nounHaeThes Ha 2 Kypcei 1 JaHUM
Kypc HE MIIKPIIUICHUHA 3HAHHSAMHU 3arajpHOi Ta 0100praHiyHOi XiMmii, IO B CBOIO
Yyepry BHUKJIMKA€ TEBHI TPYAHOIIl NMpU BUBYEHHI Oiojoriunoi ximii. Tak, piBeHb
INIKUIBHUX 3HaHb 3 XIMil Ta BIJICYTHICTh BHKJAJaHHSI Ha | Kypci y CTYJIEHTIB
conemianbHOCTI 227 «®di3uuHa Tepamis, eproTepamnis» TaKUX JUCHUIUIIH SK
MeIMYHa Ta OloopraHiyHa XiMis HE Ja€ 3MOTM CTYJEeHTaM CIpuiiMartu
TEOpeTUYHUN Mmatepian 3 OlosoriyHoi ximii. Tomy, € HEOOXIAHICTb BHJAHHS
METOJMYHOI JTepaTypu, ska O JOMOMOIJIAa 3aCBOITH 3HAHHS 3 JUCIMILIIHA
CaMOCTIHHO.

VY 3B’A3Ky 3 BUIICHABEJACHUM CIIBpOOITHUKaMH Kadeapu 610J0T1YHOT XiMii
3]IMY  po3po0ieHO JaHWW  HaBYaJbHUW  TMOCIOHMK  JUIsl  CaMOCTIMHOI
M03aayIUTOPHOI pOOOTHM SAK JOJATKOBUM Marepiadl NpH BUBYEHHI MPEAMETY
«biomnoriyaa xiMisi».

CtpykTypHa opraHizailisi HaBYaJIbHOTO MOCIOHMKA JO3BOJISIE YHUTAYy JIETKO
3HAWTH BIATIOBI/Ib HA MUTAHHSI, K1 CTOCYIOTHCSI OCHOBHHX T€M 3 010JIOTTYHOT XiMii.

Cepen HaBeJEHOTO TEOPETUYHOIO MaTepialy MPEACTaBICHO JOCTaTHIO
KUIBKICTh TaOJMIb, PUCYHKIB, CX€M, IO J03BOJUTH CTYJIEHTaM CaMOCTIMHO
MIATOTYBATUCA IO TOJAIBIIOTO COPUMHSTTS HABUaJbHOTO Marepiamy 3

TUCLMILTIHA «bloJIoTIaHa X1MIsy.



Bba3osa Tema 1: BBegennst B 6ioximiro. OcHOBHI Kj1acu 0i0MoJ1eKyJI

1.1. OcHoBHi kjiacu 0ioMousiekya. CTpykTypa i PyHKIIiI ByriieBoiB,
JiMmixiB Ta HYKJIeIHOBUX KHUCJIOT

Byzneeoou

Byaenesoou — noniziopoxcukapOorinehi cnoiyku ma npooyKmu ix
nonimepizayii. Ha yacTky ByrieBoiB mpunaaae 6i1u3bko 2% BiJl CyX0i Macu Tiia
JFOAVHHM 1 TBApHUH.

B opranizmi J0IMHM 1 TBaApUH BYTJEBOJAM BUKOHYIOTH YK€ BaXJIHMBI
@yukyii: enepeemuuny (NMEPEBAXXHO 3a PaXyHOK KPOXMAJIO 1 TJIKOTEHY, SKl B
Oprafi3Mi TiAPOJI3YIOTECS 3 BHUBUIBHEHHSM TJIIOKO3U — JIETKO 3aCBOIOBAHOIO
JoKepena eHeprii i KIITHHH); cmpykmypHy (BXOASTh A0 CKJIaaAy pPi3HHUX
BHYTPIIIHBOKIITUHHUX CTPYKTYp 1, TMepeayciM, MeMOpaH — TJIIKOMPOTEiHH,
TIIKOMIMIAN Ta 1H.); 3axucHy (y4acTb BYTJIEBOJHUX KOMIIOHEHTIB IMyHOTJI00YiHIB
y MATPUMIT IMYHITETY); niacmuyty (ByTJIEBOJU BUKOPUCTOBYIOTHCS JIJII CHHTE3Y
HYKJIETHOBUX KHCIIOT, 3MIIIAHUX BYTJEBOJOBMICHUX OlomomiMepiB Ta 1H.);
ciopoocmomuyny  (rialypoHOBa KHCIIOTa K HAI3BHYaHO  TiAPOQIIbHHIA
noJlicaxapuji 3B'sI3y€e MUKKIITHHHY BOJY 1 KaTiOHH, PETYNIOI0YM MIKKIITHHHUNA
OCMOTHYHUN THUCK); Kogakmopwuy (BYTJIEBOAM BHUCTYMAIOTh y poJil KO(aKTOPiB
dbepMeHTiB); onopry (XOHAPOITUHCYIH(ATH B KICTKOBIM TKaHMHI) 1 T.iH.

Knacugixayisa eyenesodis

BignoBigHo 10 CTpyKTypHOI Kiacuikailii, 10 I'PYHTYETbCS Ha XIMIYHIN

OynoBi, BYyIVIEBOAM (caxapuau) TMOAUIAIOTECS HAa TPU OCHOBHI TPYIH:

MOHOCAXAPUOU, 01i20Caxapuou 1 noaicaxapuou.
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Puc. 1. 1. Knacudikauis monocaxapuais

MoHocaxapuay € CTpyKTYpHUMH MOHOMEpaMH TOJIiCaXapuaiB 1 He MOdiCymb
oymu  2ioponizo8ani 00 Oilbul NPoOCmMux ¢hopm 3i 30epedceHHsIM B1acCmusocmel
8y21eB800I8.

SIxmo kapOoHiIIBHA Tpyma 3HAXOAUTHCS B KiHIN JIAHIIOTA, TO MOHOCAaXapul
SBISIE COOOI0 aBJAETIT 1 HA3WBAETHCA AJIBA03010; TPU OyAb-IKOMY I1HIIOMY
MIOJIOKEHHI ITi€]l TPymU MOHOCAaxXapHua € KETOHOM 1 Ha3MBAa€ThCA KeT03010. Y
KJIITHHI BHACHIOK (PepMEHTAaTUBHOTO TIEPETBOpPEHHS B mpucyTHocTi ATD,
MOHOCAaXapuau TEPETBOPIOIOTECS HA ¢hocgoedipu. OctanHi € MeTaOOTIIHO

aKTUBHUMH (hOpMaMHU caxapib.

CH,OH CH,OPO H,
HA OH uA—Opy  HO,POCH, 5  OH
H H
OH H OH H H HO
HO OPO,H, HO ) OH H CH,OPO,H,
H OH H OH OH H
I'moko3zo-1-docdar Imroko30-6-pocdar DdpykT030-1,6-1udochar
(I)H CI)H
H,0,POCH, o oH O—ﬁ—O—ﬁ—OH
0] 0]
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OH OH OH OH
Pu6o3o-5-dpocdar 5-docdopnboznn-1-nipodocdar

Puc. 1. 2. Ctpykrypu aesikux pochopHokucaux edipiB ByrjieBoain



Onieocaxapuou — 1ie BYTJIEBOAM, IO CKJaAy SKUX BXOIATHh BiJ JBOX JI0
JIECATH JIJAHOK MOHOCAaXapu/IiB, 3'€JTHAHUX TJIIKO3UIHUMU 3B'SI3KaMHU.

Bonu BiJIpi3HSIOTHCS OJMH BiJl OJHOTO CKJIaJ0M MOHOCAXapHIIB 1 THIIOM
TJIKO3UAHOTO 3B's3Ky. J[0 HUX BiTHOCSATHCS IH-, TPU-, TeTpacaxapuiau i T.a. Y
BUIBHOMY BUIJISI B XHUBUX KJIITHHAX 3yCTPIYAIOTHCS MEPEBAKHO JUCAXaAPHUIU.
binpmn Benwki oJlirocaxapuav 4YacTillle BXOASTh Y BHUIJISAIAI KOMIIOHEHTIB 0O

CKJIQy TJIKOTPOTETHIB 1 TIIIKOJIIIIIB.

CH,OH CH,OH CH,OH CH,OH
A OH Oy
OH H
CH OH
Caxapo3a Jlakto3a
(o-D-rmroxomnipano3un-(1—-2)- (4-B-D-ranakromnipanosun-(1—4)-
B-D-¢dpyxrodypanosum) o-D-rmokonipanosa)
CH,OH CH,OH CH,OH
OH _O H N
OH
OH H 0 OH H OH H HOH C
HO OH OH
H
Mansro3a Tperanoza
(4-0-D-rmroxomnipano3un-(1—->4)- (a-D-rmoxonipanosun-(1-1)-
o-D-rmokomnipanosa) o-D-rmokonipanHo3un)

Puc. 1. 3. Haii6inib1m po3nmoBCIOAKeHi fucaxapuimn

Tlonicaxapuou — 11ie BYTJIEBOIM, IO CKJIATy SIKUX BXOAWTH OUIBIIE ECATH
MOHOCaxapuaiB, 3'€IHAHUX MDK CO0O0I0 TIKO3MJAHUMU 3B's3kamMu. BoHu
BIJIPI3HSIIOTHCS OJIMH BiJ OJTHOTO KUTBKICTIO W OJHOPITHICTIO MOHOCAaXapwIiB abo
iX MOX1JHUX, MOCIIJOBHICTIO PO3TAIlyBaHHS 3aJUILIKIB 1 TPUPOJIOI0 TIIKO3UIHOTO
3B'S3KY MI’)K HUMH.

[lomicaxapuam MOXHA TOAUIMTH HA  2oMononicaxapuou, YTBOPEHI
MOHOCaxapujaMud OJIHOTO THUITY, 1 cemepononicaxapuou, SKi CKIAZaloThCs 13

pi3HUX MoOHOcaxapuaiB. OCHOBHUMHU MNpPEICTaBHUKAMU TOMOIIOJIICAXAPUIIB €



KpOXMajb 1 TJIIKOTeH (pe3epBHI MOdicaxapuad POCIMH 1 TBApUH), LETIOI03a 1
XITHH.

I nixocen — OCHOBHUM pPE3EpPBHUM TOJicaxapuj BHUIIMX TBAPWUH 1 JIIOJUHH,
1o0y/I0BaHMH 13 3aIUIIKIB O-D-TIH0K03H.

$ 30BHiLIHI
3 R . T'UTKH

Puc. 1. 4. BynoBa MoJieKyJIU IJIiKOTeHy

Jiniou
Jlimigm (lipos — »up, TperpK.) — 1€ BeIMKa Trpyla pPi3HOMAaHITHHX 3a
XIMIYHOIO OYJOBOIO OpPraHIYHUX PEUYOBMH HEPO3UMHHHUX Y BOJ1 1 PO3YMHHUX Y
HEMOJIIPHUX OPTaHIYHUX PO3UMHHHKAX.

Crierui4HOIO BIACTHBICTIO JIIIIB € TXHS 3IaTHICTh YTBOPIOBATH Y BOJHOMY
CEPEZIOBUII eMYJIbCil PI3HOTO CTYMNEHS JAMCIEPCHOCTI Ta cTiiikocTi. Lls B1acTuBiCTh
Ma€ CyTTeBe O10JIOTIYHE 3HAYCHHS. Y BUIVIS/I €MYJIbCIi )KUp 3HAXOAUTHCS B KPOBI,
AiM(i 1 TPaHCHIOPTYETHCSI 0 PI3HUX OPraHiB 1 TKaHWH, BKIIOYAIOUMCh B OOMiHHI
TPOIIECH.

Jlimiau BimirparoTh MO/ABIMHY O10JIOTIUHY POJIb — EHEPTETUYHY Ta CTPYKTYPHY.

[Ipu iXHBOMY PO3IICTICHH] 3BUIBHIOETHCS BEJIMKA KUTBKICTh €Heprii. Tak, OKMCHEHHS

1 T x&upy B OpraHi3mi JIOAUHU CYITPOBOIKY€ETHCS yTBOpeHHIM 35—-39 K/l eHeprii.



Oco0AMBO BaXJIHMBOIO € POJb JIMIAIB Y CMPYKmMypi memopan KIITHH Ta
KIIITUHHAX OPTaHeNl — MITOXOH/PI, pubocoMm, sifjpa Toio. Bucokuii BMICT JimiiB
y KIITUHaX HEPBOBOi TKAHMHU M OCOOJIMBO TOJIOBHOTO MO3KY CBIAYUTH MPO iXHIO
BaXUIUBY pOJib Y (OpMYyBaHHI CTPYKTYPH 1 PYHKIII HEPBOBOI CUCTEMHU.

Knacugixayis niniois

bionociuna knacugixayia. BianoeimHo 10 i€l  kimacudikaiii - JTimiau
NOJUIAIOTh Ha pe3epeni 1 cmpykmypHi. Pe3epBHI MM Yy BEJIMKHUX KUIBKOCTSIX
JICTIOHYIOThCS B IMIAIIKIPHIN )KUPOBIMA TKAaHWHI, CAIbHUKAX BHYTPIIIHIX OpPraHiB 1 B
IHIINUX >KAPOBUX JETO. 3araibHa KUTbKICTh PE3€PBHUX JIMIAIB y OLIBIIOCTI JIOAEH
ctanoBuTh 10-15% macu tina. OnHaK KUIBKICTh PE3EPBHUX JIMIIB MOXKE 3HAUHO
3MIHIOBaTHCSl 3aJIe)KHO Bl PEXHUMY XapuyyBaHHS, I1HTEHCHUBHOCTI (Di3UYHOTO
HaBaHTAXEHHs, CTaHy OpraHi3My Ta 1HIIHUX Opu4uH. [Ipy 0XKUPIHHI KUTBKICTB KUPY

Moske nocsaratu 25-35%, a 1Hoa1 HaBiTh 50% Macu TiIa.

TlonepeaHukH i
noxiaHi JinigiB
(GKUpHI KUCIOTH, DiLEpo,
CTEpOiny, anbJETiN KXKUPHUX
KHCJIOT i KETOHOBI Tija,
BYIJICBOAHI, JKUPOPO3YMHHI
BiTaMiHU i TOPMOHM)

JII AN >

v

IMpocTi aimign CraaaHi Jgimign
HeiitpanbHi CrepuHu Ta docdoninian !
KUpKU crepunun I'nikoniniou

(Tpualuarine-
punu Ta inmi  Bocku / \
DIiHepuan)

Iepebpozunu Tannmiosuaon
v

Cynbparuau
TI'ninepodocdoniniau (cynbdoninian)
v
/ \ Caoinrosimiau
docharuaunn- docharuauni-
XOJiHU CEepUHH
Docparuani- Ilnasmanorenu
eTaHoJlaMiHU (aueranbpocharunm)
v
docharuauniHO3UTH
(iHo3uTtdocharuan)

Puc. 1. 5. Knacudikauis jginigiB



CmpykmypHna knacugikayisi — TPYHTYeTbCSI Ha XIMI4HIA OyJ0BI JIMiJIB.

BinmoimHo m0 miel kmacudikarii iy TOIUIIOTECS Ha TP BEJIUKI TPYIU: MPOCTI,

CKJIaIH1 Ta MMOXI1IH1 JIHI/IIB.

Taonuuys 1. 1. Ocnoeni 6ionoziuni pynkuii 1inioie

OyHKIIIsA XapakTepucTuka QyHKIii Jlimigm, KOTpi  3IiMCHIOIOTH
byHKLIIO
Emynberyroua AMDidinpHI TN € eMyJTbraTopamH. docdorminepuam, YKOBYHI
Posminryrounck Ha moBepxHi (pa3 Macio—|KUCIOTH € eMyJIbraTopamu IS
BOJa,  CTaOUT3YIOTh  eMyJbCii  1|auMATTINEpHHIB y KHUIIEYHUKY. Y
MEPEIIKO/DKAIOTH IX PO3IIapyBaHHIO KpOBi dochorminepuan
CTaOLTI3YIOTh PO3YHHHICTH
XOJIECTEpUHY
Eneprernuna I[Ipu posmennenni 1 T mimigiB AMITITIEpUHH, BUIBHI JKUPHI
Bunuiserbes 39,1 kJx eneprii. lle|kucmoru
OUIBIIIE HIK IIJ Yac OKWMCHEHHA 1 T
BYIJIEBOIB 1 OLJIKIB pa3oM y3sTHX
CrpykTypHa Jlimigu BXOIATH IO CKIaay OiITKOBO- Dochomimian
JMiIHOTO Olmapy KINTHHHUX MeMOpaH 1| (docdorminepuay,
CyOLIETIONIAPHUX YTBOPEHB c(hiHrOMI€TIHU), XOJIECTEPUH Ta
fioro edipu
MexaniuHa Jlimigm  CrONyYHOI TKaHWHU, sKa TpuanunrainepuHu
YTBOPIOE KaIlCyJIM BHYTPIIIHIX OPTaHiB,
1  MAMKIpHOI  JKUPOBOI  TKAHWHH,
3aXHMIIAIOTh OpPraHd BiJ  30BHIIIHIX
MOIIKO/[)KCHb
Teruio130i1r0104 Jlimiomn MIIITKIPHOT YKUPOBOT TpuarunriinepuHu
a KIIITKOBUHU 30€piraloTh TEIJIO 3aBISKU
X HU3BKIH TEIIOMPOBIIHOCTI
Tpancnoptaa bepyrs  ywacte y  TpaHCHOpTI ®docdomimian, )KOBYHI KUCITOTH

peyoBHH (HAMpPHKIAA, KaTiOHIB) dYepe3

niniaHuil map 6iomemMOpaH, IepeHOCATh




mOigM 3 KUIIEYHUKa B KPOB,

YTBOPIOIOYHM XOJIETHOBI KOMIUIEKCH

Enexrpoizonto

€ CBOEPIAHUM  EJIEKTPOI30JIIOI0YUM

Cdoinromieninam,

1o4a MarepiajioM y MIETIHOBUX O00O0JIOHKaX | TIIKOCHIHTOMIIIIN
KJIITHH
Po3unnroroua Jeski minmigu € po3YMHHUKAMH IS JKoBuHi KHACJIOTH -
THITUX JIITTHAX PEYOBUH PO3YNHHUKHI BITaMiHIB y
KHUIIIEYHUKY
I'opmoHnanbHa Yci  crepoimHi  TOPMOHM,  SIKI Crepoinu (cTaTeBi TOpPMOHH,
BUKOHYIOTh PI3HOMaHITHI crnernudivyi | KOPTUKOCTEPOin). [ToximHi
byHKITIT MOJIIHEHACHYEeHOI  apaxiJOHOBOI
KHCIIOTH
Bitaminna Vi xupopo3unHHi Bitaminu (A, /I, Crepoinu, 130TIpeHOI N,
E, K) i Biraminononi6ui peuoBunu (F,|mOXimHI €CEHIIIANIBHUX IKUPHUX

y0ixiHOH a60 kodepMmeHT Q)

KHCJIOT  (oJI€THOBa,  JIIHOJICBA,

JTHOJICHOBA, apaxiJJOHOBA)

Ilpocmi niniou

HeiitpanbHi Kupu — TpUTIILEpUINA (TpUALMIITIiepruHn). BoHM cKi1anaroTh

OCHOBY PE3EpBHHUX JIMIAIB 1 CIyXKaTh IKepesloM eHeprii. OCKUIBKU >KUPU €

CKJIaJHUMU e(ipaMu TJIIIEpUHy 1 XUPHUX KHUCIOT, TO iX pPI3HOMAHITHICTb

3aJIC)KUTh IIEPCBAKHO Bi,H npupoau 1 BJIACTUBOCTCH JKUPHUX KHUCJIOT, K1 BXOIATH

JI0 CKJIay 1X MOJIEKYJIH.

Taonuus 1. 2. ZKupni kucnomu

3aranpHONpPUITHATA Ha3Ba

1 popmyna

Ha3ga 3a JKeHeBChKOIO HOMEHKIIATYPOIO

1 CTpyKTypHa ¢popmyia

Hacuueni

[ManmemitTrOBa C15H31COOH

0
I'ekcagexanosa CHs—(CHy)14—CZ O]J

Creapunosa C17H3sCOOH

_0
OxrangexkanoBa CHs—(CH2)16— C:OIJ

10




Henacuueni

Oneitosa C17HssCOOH 9-Okranenenoa CHs—(CH2)7—-CH=CH-

_0
_c? J
—(CHz2)7 0

Tinonesa C1HsCOOH 9,12-Oxranexanienosa CHz—(CH2)s—
20
—_ C\
—-CH=CH-CH>-CH=CH-(CH2);  OH

Tlinonenosa C17HzsCOOH 9,12,15-OxranexarpienoBa CH3s—CHz—
—-CH=CH-CH,—-CH=CH-CH>—CH=CH-

_0
—c? J
—(CH>)7 O)

Apaxizonosa C1oH3:COOH 5,8,11,14-Eiiko3aterpacnoBa CHa—(CH2)s—
—CH=CH-CH>—CH=CH-CH>—CH=CH-

4O]J
—CcZ
—CH>—CH=CH—-(CH>)3 0

HaiiBaxnuBimmMu At OpraHi3My JIIOAMHM 1 BUIIMX TBAapuUH € Takli
MOJIHEHACUYCHI  KUCJIOTH, SIK JIIHOJEeBa, JIIHOJICHOBA ¥ apaxiJioOHOBa.
XapakTepHUMHU O10XIMIYHMMH O3HAKaMU AE€(PIIUTY HEHACUYEHHUX YKUPHUX KHUCIOT
€ TopylIeHHs OOMIHy XOJiHy, XojectepuHy 1 (ocdopy. BcranosneHo, 1o
MOJIIHEHACUYCH] JKUPHI KHCJIOTH 3HUXKYIOTh BMICT XOJICCTEPUHY B KpOBI,
CTUMYJIIOIOTh HOTO OOMIH Y NIEYiHIIl 1 BUBEICHHS 13 KOBUIO.

I niyepon ytBOprOE edipu 3 SKUPHUMHU KHUCIOTaMH — THUIY TJILEPHUIIB

(amMATIIIEPUHIB), SIKI HA3UBAIOTh TAKOXK HEUMPATbHUMU JINIOAMU.

O @) O
HZC—O—gI—R HZC—O—(ll,—R H2C—O—gI—R
0] O
HC—OH HC—O—%—R HC—O—%—R
Il
CH,OH CH,OH H,C—0—C—R
MoHoauunrinepuH JuauunrmiuepuH TpuauunrmiuepuH

Puc. 1. 6. HeliTpajabHi Jinigu

11



Xonecmepon 1 1oro edipu € CKIAAOBOI YACTHHOI MEMOpaH KIITHH 1
CyOKIITUHHUX CTPYKTYp. OcobinuBo Benukuil ix BMicT (Oubie 2%) y TKaHUHI
roJIOBHOrO MO3Ky. B opraHizaMi JIOAMHU Ta BHUIIUX TBAapUH 13 XOJECTEPOITY
YTBOPIOIOTHCA Taki 010JI0T1YHO aKTHBHI CIOJYKH, IK TOPMOHHU KOPU HaJHUPKOBUX

3aJI03 — KOpTHKOCTGpOT,Z[PI, CTaTeBl rOpMOHH, a TaKOK ’KOBYHI KHCJIOTH.

CH 26
3 I ’ 25 7 CH3

CH—CH;-CH;-CH;-CH
o 20 » 25 2 xn 2 ScH
CH, >3
HO I ! XonecTtepuH

Puc. 1. 6. ®opmyJia xoJiecTeprHa

Ckiagai Ta 3MilIaHl JiMJAd Ha BiAMIHY BiJ HPOCTHX JIMiAIB MICTATh
HeJIIIIHUM  KOMIIOHEHT, Hampukian Qocdar (dbocdomimian), ByrieBoa
(Tikomimian) Ta iH.

Hykneinoesi kuciomu

Hykneinosi xuciomu — 1€ BHUCOKOMOJICKYJISIPHI OpraHidHI CHOJYKH, SK1
CKJIaIalOThCA 3 BEJIMKOI KUTHKOCTI 3aJIMIIKIB MOHOHYKJICOTUIIB (HYKJICOTHIIB),
3'enanux 3',5'-pochoauedipaumu 3B'13KkaMu B MOJIHYKJICOTH/IHI JIAHITIOTH, 1 SKi
BUKOHYIOTh BaXXKJIMBY POJIb y 30€peXeHHl M Mepenadi reHeTHYHoi 1HdopMarlii,
OepyTh ydacTh y O10CHHTE31 Ta perysiii 6i0cuHTe3y crenu(iyHNX OUTKIB KHUBOTO
OpraHizmy.

HyxkneinoBa kuciora HaswBaeTbes pubonykieinosoro (PHK), skmo mo ii
CKJIaJTy BXOJUTHL prb03a, abo dezoxcupubonykieinosoio (JJIHK), sxmro go ii ckirany
BXOJUTh JNe30Kcupu0Oo3a. [leHTO3W y cKmami HYKJICTHOBUX KHCIOT TPHUCYTHI

3aBxku B 3-D-dypanosnii popmi:
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B-D-pubodypanosa p-2'-1e30kcu-D-pubodypanosa
(pubo3a) (ne3okeupubosa)

Puc. 1. 7. IlenT03H, AIKi BXOAATH A0 CKJIA1Yy HYKJIEIHOBUX KHUCJIOT

Azomucmi ocnoéu

O @)

NH,
Za N)j HN ‘ e ‘ NH
SPGB

Puc. 1. 8. [lipuminnHoBi ocHOBH

NH, )

D D LD

Puc. 1. 9. IlypunoBi ocHOBH

o cknany JIHK BXonsaTh aneHiH, T'yaHiH, IUTO3WH, THUMIH, JO CKJIaay

PHK - agenin, ryaHid, IUTO3UH, a 3aMICTh TUMIHY — YPAIlHL.

Hyxneo3unu. A30THCTI OCHOBH, 3'€IHYIOUHCH 13 MEHTO3aMH, yTBOPIOIOTH

CIIOJIYKH, L1I0 OJIEPKaJIM Ha3BY HYKJIEO3UIB.
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N-riko3nIHAM 3B’ 930K

HOHL

[B-rixo3umHwMit H
3B’ 30K

OH HO OH HO B-rnikosuanui
3B’SI30K

AJIEHO3UH Huruaun
Puc. 1. 10. BynoBa nHykieo3uain

Hyxneomuou — e hocdatu HyKICO3UIIB.

OH HO
Aneno3nH-5'-moHOpoCchar I'yano3un-5'-moHO0(dochar
AteHinoBa KHCIIOTa ['yanimoBa kucioTa
(AMD) (M)

Puc. 1. 11. BynoBa HykieoTuain

Jlo HykneodunaMoHodocdariB  MOXKe MPUEAHYBATUCS 32  JOMOMOTOIO
dbocdoaHriaprIHOTO 3B'SI3KY 1€ OJAMH a00 jaBa 3anuiiku GocdopHoi kucnotu. [lpu
IIbOMY VTBOPIOIOTBCS HYKJICO3WAIU- Ta Hykieosuarpudocdarn. 3HaUYeHHA
HYKJICOTH/IIB HE OOMEXKY€EThCS JIMIIE THUM, 110 BOHU € Oy/AiBeJIbHUMHU MaTepiajiaMu
JUTS HYKJICTHOBUX KHUCJIOT. BaxmBy rpymy KO(QEpMEHTIB CKJIAJal0Th HE TUIBKH
moHodochat (AMD, ITM®D, [IMD Ta iH.), ane 1 nHykieosuanoiipocharu (AJD,
ATO, I'’Id, I'TO® Tta iH.). Y mpoueci OOMIHY pEYOBHMH B OpraHimi SK
yHIBEpCaJIbHE JHKEPENIO 1 aKyMyJsiTop eHeprii BUKOpUCTOBYIOThCS AT®D, I'TD Tta
1H. B OKHCITIOBaNIbHO-B1IHOBIIOBAIBHUX MpoIiecax OepyTh yyacTh 1 6araTto 1HIIMX

Ko(epMEHTIB, sIKI MatOTh HyKieoTuaAHY nipupoay (HAJ, @A/ 1 T.1H.).
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T
(|)H OH cl)H \\\N )
I I I 0
O
H H
OH OH
AMOD

L ANlD I

| ATD |

Puc. 1. 12. BynoBa nykieosuarpugocdaris (ATD)

HyxkneTHOB1 KUCIOTH BUKOHYIOTH B OpraHi3mi pi3Hi ¢yHkiii. HaliBaxnusimii
3 HUX — 1€ y4acTh y Mepeadl ClaJKOBUX O3HAK 1 B Iporieci O10CuHTe3y Oulka Ta
pioro perynsauii. OCHOBHMM HOCIEM TE€HETWYHOI 1H(opMamii s OUIbIIOCTI
opranizmiB € JIHK. BUHATOK CTaHOBJISITH TUIbKKM OKpeMmi (aru, BIpyCH, Yy SIKUX

HOCieM cnaikoBoi iH(opmarii ciayxuth Mojekyna PHK.

1.2. Kinacugikanis i 0ynosa aminokucaor. @yHkuii, 0ynoBa ta ¢izuko-
XiMiYHI BJIaCTHMBOCTI MPOCTHUX Ta ckJagHuX OLIKiB. Knacudikauisa npoctux ta

CKJIATHUX OLJIKIB.

3acanvha xapakmepucmuka OiIKig

binku — ye ninitini, cnpamosani, ingpopmayitini cempooionoiimepu, ujo
nobyoosai 3 3anuwkis o,L-aminoxuciom.

binku € OCHOBHUMM CTPYKTYpHUMH KOMIIOHEHTaMHU JKUBUX OPraHi3MiB 1 B
KUTbKICHOMY BIJHOILIEHHI MOCIJIAl0Th MEPIIE MICLE Cepea YCIX MaKpOMOJEKYJ, sKi
MICTSIThCS B JKuBIiH kimiTuHI. CyXa Maca opraHi3my JIOAUHH CKiIanaeThes Ha 45-50%
13 OUIKIB, MpU IIOMY iX BMICT gocsrae: y m'sizax — 80%, y cepiti — 60%, medinmi —
72%, nerensx — 82%, aupkax — 72%, cenesinmi — 84%, y kictkax — 28%.

biiku BUKOHYIOTH P13HOMAHITHI 1 HAI3BUYAHO BaKJIMB1 (DyHKIII1, HaBEeICHI

HMKYC.
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1. Kamanimuuna, abo pepmenmamusna @ynkyis — OaHa 3 TOJIOBHHUX
GyHKIIA OUIKOBUX CHOJyK. BoHa moussirae y MOpPUCKOPEHHI XIMIYHUX
[EPETBOPEHb PO3Naay 1 CHHTE3y PEUOBUH, IEPEHECEHH]I OKPEMUX I'PYIl aTOMIB,
€JIEKTPOHIB, IPOTOHIB BiJl OJIHI€] PEYOBUHHU JI0 1HIIOT TOILO.

2. byoisenvua (cmpykmypna, nnacmuuna) @ynxkyis. MakpoMoneKyiau O17IKiB
CKJIaJIalOTh CTPYKTYPHY OCHOBY BCiX TKaHHH 1 OpraHiB, YTBOPIOIOTH OCHOBY
IPOTOIIA3MHU OY/b-5IKOT )KUBOT KIIITHHH.

3. Peeynamopna ¢hyuxyis. BoHa 3a0e3nedye peryssiiio oOMiHy PEeYOBUH Y
KIITUHAX Ta IHTEerpamilo OOMiHy B pI3HHUX KJIITHMHAaX IUIOro opraizmy. Psn
TOPMOHIB 3a CBO€I0 OyJI0OBOIO HajexaTb J0 OIKiB abo MpoOayKTiB iX
NEPETBOPEHHS; BOHU OEpyTh Y4YacThb Yy PEryJsiii pi3HOMaHITHUX MpPOIIECIB, SKI
IPOTIKAIOTh B OpraHi3Mi.

4. 3axucna ¢yuxyis. Psa 617IKOBHX CIOJIYK JIOIIOMarae opraHiamy 00poTucs
31 30yHMKaMUd XBOpPOO Ta JESIKMMHU MATOJOTisIMUA. BHYTpIIIHI CTIHKM OpraHiB
TpaBJCHHS BHUCTEJICHI 3aXHWCHUM IIIApOM CIW30BHX OUIKiB-MynuHIB. OCHOBY
HIKIPH, LI0 OXOPOHSAE€ OpraHi3M Bl 0aratbOX 30BHINIHIX BIUIMBIB, CKJIAJAl0OTh
OUIKM (KOJIareH).

5. Tpancnopmua ¢ynxyis. Oxpemi rpynu OUIKIB 3JaTHI B3a€EMOMISTH 3
PI3HOMAHITHUMH CIIOJTYKaMU 1 MEPEHOCUTH iX. Tak TpaHCHOPTYIOThCA B OpraHi3Mmi
HEPO3YMHHI Y BOJIl pEUYOBUHU (KUCEHB, IIOKCHU]T KapOOHY, 10HU METAIB, JIIIIN Ta
1H.) 1 TOKCHYHI TPOyKTH (O111pyOiH Ta 1H.).

6. Pyxosa (mexaniuna) pynxyis. bynb-sxi ¢hopMmu pyxy B KUBIM MPUPOII
3a0e3MeuyloThCcsl OUIKOBUMH CTPYKTypaMu KJIITHH. bBidku OepyTh ydacTb y
3a0e3nedyeHHl pi3HUX (POPM MEXAHIYHOTO PyXYy — y CKOPOUYEHHI 1 po3ciabiieHHI
M's131B, Y poOOTi BHYTPIIIHIX OpraHiB (ceplis, JereHiB, HuryHka Ta id.). Lli npouecu
B1IOYBaIOTHCS 3a y4acTHO TaKuX OUIKIB, K aKTHH, MIO3WH, TPOMOMIO3HH 1 sy
HIIWX.

7. Peyenmopna ¢ynxyia. barato OITKOBUX CHOJYK BHUKOHYIOTH Ba)JIUBY
GyHKLII0 BUOIPKOBOrO pO3IMMI3HABAaHHA 1 MPUEJHAHHA OKpeMHX pedoBHH. Ha

MOBEPXHI KJIITUHHUX MEMOpPaH, a TaKOX YCepeAuHl KIITUHHU PO3TAIIOBYIOTHCS
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perienTopu —  OIIKOBI  YTBOpPEHHS, 37aTHI  BUOIPKOBO  B3aEMOJIATA 3
PI3HOMaHITHUMHU PETYJIATOPAMHU.

8. lloowcusena ¢ynxyis. 1o ¢GyHKIIO BUKOHYIOTH TaK 3BaHI pe3epBHI,
3amacHi OUIKM, SIKI € JDKEPEJIOM KHUBJICHHS IUIOAY, KJIITHH, SIKI PO3BUBAIOTHCA.
binky — HaliBayKJIMBIIIA CKJIaI0BAa YaCTUHA 1K1 JIOAUHU 1 KOPMY TBapHH.

9. 3newkooocysanvna gynxyis. 3aBIAKA pi3HOMaHITHUM (YHKIIIOHAIBHUM
rpynaMm OUIKM MOXYTh 3B'A3yBaTH pi3HI TOKCHYHI CIONYKH (BaKKi MeETaj,
aJKaJoi M, TOKCHMHU Ta 1H.) 1 3HEIIKO/DKYyBaTu iX. Ha mpomy 3acHoBaHe iXHE
3aCTOCYBaHHS SIK aHTHOTIB.

10. Enepecemuuna ¢hynxyia. Ilpu moBHOMY OKHCHEHH1 OJHOTO rpama Oiska
BUUIAEThCSL Onu3bko 17,1 kJIk eHeprii, o0 BKa3zye Ha 3AaTHICTh OUIKIB OpaTu
y4acTh y 3a0e31eUeHH] OpTraHi3My €HEPTI€ElO.

Byno BcTaHoBIIeHO, 110 A0 ckiaay OUIKiB (B % BiJ CyXOi Macu) BXOMSTH:
Kap6on — 50-55%, Oxcuren — 21-23%, I'inporen — 6,6—7,3%, Hirporen — 15—
17%, Cymsdyp — 0,3-2,5%. V ckiaai okpeMux OUIKOBUX CIOIYK OyJu BHSBJICHI
dochop, Mon, Pepym, Kynpym Ta iHmIi enemenTH.

binku — ue niHifHI TeTtepoOiomoiiiMepH, IO MNOOYIOBaHI 13 3aJMILIKIB
POTETHOTEHHUX aMIHOKHCIIOT. Ak BHCOKOMOJIEKYJISIPHI OpraHiyHi
HITPOT€HOBMICHI CHOJYKH, OUIKM MOOY/IOBaHI 3 BEJIMKOI KIIBKOCTI 3aJIMIIKIB
aAMIHOKHCIIOT, CIIOJIy4EHUX MDK COOOI0 TENTHAHUM 3B'S3KOM Yy TOJIMENTHIHUN
jgaHupor ab6o ganmroru. Ilig 4Yac MOBHOrO KHMCJIOTHOIO, JYKHOTO abo
(hepMEHTATUBHOTO T1IPOJTi3y OLIKIB 3BUIbHSIIOTHCS BUIbHI aMIHOKUCIIOTH.

3arajapHOI0 03HAKOIO, XapaKTePHOIO ISl BCIX aMIHOKHUCIOT, SIKI BXOJATH
N0 ckiaay OI1IKIB, € HasBHICTh BUIBHOI KapOOKCHUJIBHOI TPYyNH 1 BIJIBHOI
He3aMilleHOT aMIHOTpynu Ouls a-kKapOoHOBOro aroma. KpiM mux JBOX, Tak
3BaHMX (PYHKIIOHAJTBHUX TPYI, KOKHA aMIHOKHCIIOTa MICTUTh XapaKTepHUU
TUIBKY 111 Hel panukal (R-rpymy). XiMmiuHa npupojia paaukaiiB pi3HOMaHITHA:
BiJl aToMa BOJHIO 0 UUKIIYHUX crnoidyk. Came paaukaid BHU3HAYaOTh

CTPYKTYPHY 1 QyHKIIIOHAJIbHY OCOOJIUBICTh aMiHOKHUCIIOT.
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3aranbHUN  BUTISA  OyAOBU o-L-aMiHOKHCIOTH MOXe OyTH TOJaHuMN

dbopmyiioro:

(04
H,N+—C—H

COOH| €—— (yHkuioHankHi rpynu

R €— paaukan

Puc. 1.13. bynoBa a-L-aminokucaoru

Cepen Hux BuaIeHo Tpyny 3 20 HaWBaXIUBIIIMX aMIHOKHCIOT, SKI

MOCTIHO 3YCTPIYarOThCA B OUIKOBUX CITOJIYKaX. AMIHOKHCIOTH, IO BXOIATH IO

CKJIany OUIKIB, OJIepXajdu Ha3By npomeinocennux (ctanaaptHux). Cepea HHUX

BUJUIAIOTH ToJIOBHI (X Bchoro 20) 1 piaKiCHI, sKlI y OUIBIIOCTI BHUIIAJKIB €

HOXITHUMH TUX k€ 20 aMIHOKHCIOT. AMIHOKHUCIIOTH, SIKI HE OepyThb ydacTi B

1o0y/10B1 OUIKIB — Henpomeino2eHHi.

Taénuysa 1.3. Knacugixauia npomeinozeHHUX amiHOKUciom

CrpykrypHa hopmyna Hasga [To3nau
CHHJ
[. ALIIUKJITYHI AMIHOKHWCJIOTHU
1. AnidbaTnyHi He3amiweHi amiHOKMCAOTM (MOHOAMiIHOMOHOKapboHOBI)
NH; rniumH (rnikokon), [ni
_ | _ 20 a-amiHooLTOBa
H—Cc—Cc _
| O |kucnoTa
H
NH AnaHiH (a-amiHo- Ana
|~ _o i
-~V |nponioHoBa Kucnota
cH,—c—c P )
| 0
H
NH. BaniH (a-amiHoi30- Ban
CH?\ | 2O |sanepiaHosa kucnota)
>cH—Cc—c{
CH, | 0
H
NH NeiuuH (a-amiHo- Nen
CH, | 0 lisokan
- 7 pPOHOBA KMCNOTA)
ZSCH=CH, —C—C_ _
CH O
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NH, I30n1eiumH (o-ami- Ine
CHS\ | 40 HO-B-meTunBanepiaHoBa
~CH—C—C
CH—CH, | o |KucnoTa)
H
2. AnipaTnyHi 3amiLLeHi amiHOKMCIOTH
a) MiapoKCcMamiHOKNCNOTH
TH§ CepuH (0- Cep
0
-
HO—CH;—C—C :
2 ~, [amino-B-
H ) )
T1APOKCUIIPOITIOHOBA
KHCJIOTA)
H TH Tpeonin (a- Tpe
0
=z
CH—C—C—C R ;
T TN |amino B-rizpokcuma
OH H
CJISTHA KMCJI0Ta)
6) TioamiHOKMCNOTH
leuﬂ [ucrein (o- [uc
0
=z
HS—CH;—C—C AR
1T TN |amiHO B
H ) .
T10IPOITIIOHOBA
KHCJIOTA)
DT Merionin (o- Mer
~
H,C—S—(CH);—Cc—c | . .
| aMIHO-Y-METHUJITIOMA-
H
CJIsIHA KUCJIOTA)
B) KapbokcnamiHOKMCNOTU (MOHOaMiHOAMKApOOHOBI KUCOTH)
NH, AcmapariHoBa Acn
O | _0
_>C—CH;-C—C .
- 2] No (0-amiHOSIHTapHA
H
KHCJIOTA)
+ .
NH, I'myraminoBa [y
0x |~ _o
SCc—(CH);—c—Cc _ .
| (a-amiHOTITYyTapOBa)
H
KHUCJI0Ta
r) AMIHOKMUCNOTH, AKI MicTATb amigHi rpynu
+ .
NH, AcnapariH (y- AcH
N |~ _o
>c—cH—c—c | .
H,N | 0 aM11-0.-
H
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aMIHOSIHTapHOI

KHUCJIOTH)
NH, Ciyramin (8- [
Ox |~ _o
_C—CH~CH;—C—C _ .
HN | 0 |aMi1]
H
0-aM1HOTJIyTapOBO1
KHUCJIOTH)
A) AnamiHoKMCNOTH (AMamMiHOMOHOKapbOoHOBI KUCOTH)
ML JlisuH (o, &- JIi3
+ ~
H,N—CH;—CH;—CH;—CHy—C—CZ_ _ :
: 0 |AMaMiHOKAIpOHOBA
H
KHCJIOTA)
T“z o Apriis (o- Apr
H;N=C=NH—CH;~CH;~CH—C—CZ :
: | O |aMIHO-
NH,.! H
' d-ryaninunoBane-
plaHOBa KUCIIOTA)
II. TAKJITYHI AMIHOKHCJIOTHU
1. ApOMaTUYHI aMiHOKMUCNOTH
NH, deHianaHiH ®den
| Y
CH—C—CcZ _ . :
| o~ |(a-amino-B-dpenin-
H
MPOMiOHOBA
KHCJIOTA)
NH, o Tupo3un (- Tup
A
HO cH—Cc—cZ | .
| o~ |aMiHO-B-
H .
naparijpoKcu-
¢deninmnponioHoBa
KHCJIOTA)

2. leTepouUnKANiYHI

aMiHOKMUCNOTH
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TH3 o Tpunrodan Tpn
cH—c—c :
> o |(o-aminO-B- abo
H
N iHIOTIIpOITiOHOBA Tpu
KHCJIOTA)
NH;, o INctunun (o- I'c
HN- CH—C—CcZ | . : :
||\ | | o~ |amiHO-B-IMUAA301I-
N IPOMiOHOBA
KHCJIOTA)
3. UMKnivHa imiHOKKcnoTa
H,C——CH -
2 |2 [Ipomin IIpo
H,C_ ..CH-COO ) .
Ez (TipoJtiIuH-0-
KapOOHOBA KUCJIOTA)

3a GiosoriyanM ((Hi310JIOTTYHUM) 3HAYEHHSM aMIHOKHCIOTH MOAUISIOTh HA
TPH TPYIH:

- He3aMmiHHi, KOTPl HE MOXYTh CHHTE3YBATHCS B OpraHi3mi 3 IHIIMX CIOJYK,
TOMY TOBUHHI OOOB'SI3KOBO HAJXOJUTH 3 XapyoBUMH mponaykramu. Lle HezamiHHI
no0aBku Ki. He3amMiHHMX aMIHOKHMCIOT Jis JIFOJAUHU BICIM: TPEOHIH, METIOHIH,
BaJIIH, JICUIMH, 130JICULIUH, JII3WH, (DeHUTaNIaH1H 1 TpUnTodaH;

- Hanig3aminHi aMIHOKHMCIIOTH MOXKYTh YTBOPIOBATHCS B OpTraHi3Mi, ajiec HE B
JIOCTaTHIA KUIBKOCTI, TOMY YaCTKOBO MarTh HAJAXOIUTH 3 Dkero. JIJIs JT0IUHU
TaKUMU aMIHOKUCJIOTAMH € apriHiH, TAPO3UH, T1CTUINH;

- 3aMiHHI aMIHOKUCIIOTH CUHTE3YIOThCSl B OpraHi3Mi B JIOCTATHIM KUJIBKOCTI 3
HE3aMIHHUX AaMIHOKHMCIOT Ta IHIMX CHoidykK. Jlo HUX HaJeXuThb pelra
aMIHOKHUCIIOT.

Jly’e BaXJIMBOIO BJIACTHBICTIO OL-aMIHOKHCIIOT € iXHS 3/IaTHICTb BCTYIAaTH
B pE€akKililo MOJIIKOHJACHCAIlll 3 BHJAUICHHSIM MOJIEKYJIH Boau 3a paxyHok OH-
rpynu o-KapOOKCUJIY OJHIET aMiHOKHCIOTH W oaHOTO BOAHIO o-NHz-rpynu
Jpyroi 3 yTBOPEHHSIM KoBajieHTHOro amigHoro 3B'si3ky (-CO-NH-) mix HuUMH,

KWW OTPUMAaB HA3BYy MENTHIHOTO. ¥ MOBHO MPUHHATO, IO TMENTU/IHU, K1 MICTSATh
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Bix 2 mo 20 aMIHOKHCJIOTHHUX 3aJIMIIKIB, HaJeKaTh OO OJITOIENTHIIB, Ti, IO
MarTh B MOJeKymi Bix 20 1o 50 aMiHOKUCIOTHHUX 3QJIMIIKIB — 70 TOJIMETTH/IIB.
[lenTuani naHuiory, ski o00'eqHyroTh MmoHaa 50 aMiHOKHCIOT 1 MarTh
MOJIEKYIISIpHY Macy Oubiry 3a 6000, mexaTh B OCHOB1 O1JIKiB.

Hagenemo npukiaa yTBOpeHHs TETpaIenTuIy:

N 0 (|;0NH2 ﬁ |
’ N CH
et o w-en-cfor_n]
lon 1] - JOH _H N-CH-C-0 —>
Hsé "N-CH-C (CH,), H I
H I | 0
0 €00
AnaniH Acnaparin [myramiHoBa Jlizun
KHCJIOTa
CONH, g Tlﬂf
I
H, O CH N 0 (CH,),
|l | ° |l S0
H—(C—C CH—C/ \CH—C CH-C”
=1 N N
SHO - ch, | 0 (?Hz)2 I|V 0
H coo” H

AnaHin-acrnaparii-ryTaMiHiI-Ti3uH

Puc. 1.14. YTBOpEeHHs TeTpanenTuay

Monekynu OIKiB Ayxe cknamHi. [y 3pydHOCT! X BUBUEHHS OyJM BBEACHI
MOHSATTS TIPO YOTHPHU PIBHI OpraHizallli 017IKOBOT MOJICKYJIU: TIEPBUHHUM (JTHIAHUN
MOIMENTUIHUMA JIAHIIOT), BTOPUHHUM (ITPOCTOpOBa cripaiizaiisi abo yTBOPEHHS
IapyBaTO-CKIQYaCTUX CTPYKTYp 3 OJHOTO TMOJIMENTHIHOTO JaHIfora abo Mix
JAHIIOTaMH), TPETHHHUHN (NIPOCTOPOBE YKJIQJaHHS TMOJIMENTHIHOTO JIaHIIora B
neBHOMY 00'eMi BHAcHiIOK HOro BUTHHIB), 4YeTBEPTHHHUU (00'€qHAHHA
MOJTIMENTHIHKUX JIAHIIIOTIB Y MAaKPOMOJIEKYIY), & B OCTaHHI POKH III€ HAaJIBTOPUHHI 1
JIOMEHH1 CTPYKTYpH (TIPOMIXKH1).

Ilepsunna cmpykmypa 6inka

[lepBuHHa CTpyKTypa OljKa sSBJs€ COOOI0 JIHIMHUMI JIAHITIOT 3aJIUIIKIB Ol-
aMIHOKHUCJIOT, $IKl pPO3TalllOBaHl y IMEBHINH MOCHIJOBHOCTI B MOJINEOTHAHOMY

JIAHIFO31 1 3'€eqHaH] MK COOOI0 IIENTHIHUMHU 3B'I3KaMHU.
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Bmopunna cmpykmypa 6inka

Btropunna cTpykTypa sBIS€ CcO0OI0  BIOPSAKOBaHY MPOCTOPOBY
KOoHGOpMaIlil0 MOJINENTHIHOTO JiaHIfora. BoHa yTBOPIOETBCS 3a paxyHOK
BOJHEBHMX 3B'S3KIB MK MENTUAHUMU TPYNaMd B OJHOMY TMOJINENTUIHOMY
JIaHIF031 a00 MK CYCIJTHIMH MOJINENTHIHUMU JaHIForaMu. BToprHHa CTpyKTypa
NpEICTaBlIeHa TaKUMHU PETYIIPHUMU CTPYKTYypaMH, SIK 0-CIipaib, -CTpyKTypa

(ckmamuyacTuit map abo JUCT) Ta B-BUTHH.

Puc. 1.15. Burasa a—cmipadi i B-cTpykrypu

Tpemunnua cmpykmypa OLIKi8

TperunHa  cTpykTypa OUIKIB  sIBIsiE  CcO0OKO  crmoci®d  yKJagaHHs
MOJTIMENTUHOTO JIAHI[IOTa 3 €JIEMEHTaMH BTOPUHHOI CTPYKTypH (a-cripanmi 1 [3-
CTPYKTYpPH) Y POCTOPI, KU JOCATAETHCS 32 paxyHOK B3a€EMOJII MiX paauKaIamMu
3aJIMIIKIB aMIHOKUCIOT. TpeThHHa CTpyKTypa Oinka Bu3Havae (opMmy OLIKOBOT
MOJICKYJIH, YTBOPIOIOYH a00 ri1o0yiy (rroOysspHi Ou1kn) ad0 JOCTaTHLO BUTITHYTI
BoJIokHa ((piOpuisipHi OUIKHM). Y TIOOYJApHUX OUIKIB TMOMINENTHIHUMN JIAHIIOT
BUTHHAETHCS B MPOCTOPi, POOUTH MOBOPOTH B PI3HUX HANpSMKax, CKIAJAa€TbCS B
KOMITaKTHY, YHIKQJIbHY TPUBUMIPHY KOH(MOpMAaIlit0, TpUTaMaHHy MeBHOMY OLJIKY 31

cnerudigHOI0 (DYHKITIETO.
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Puc. 1.16. TpernnHa cTpyKTYypa Miorjio0iny

Yemeepmunna cmpykmypa 0iiKie

binku, siki MalThb YETBEPTHUHHY CTPYKTYpPY, Ha3UBAIOThb OJicOMEPHUMU.
Koxuwnii okpemMuii TOTINENTHAHNAN JIAHIIOT Yy CKJIaJl OJITOMEPHOro Oiflka 3BEThCs
npomomepom, abo cyboounuyero. BoHa Moxke OyTH TpeJCTaBieHA SK OIHUM
MPOTOMEPOM, TaK 1 AekuibkoMa. Hampukian, y Oiika 3 4OTUPbOX OJHAKOBHX
cyOoauHUITL (a4) TPOTOMEPOM € MOHOMEp a, a OUTOK 13 JIBOX THUIIIB CyOOIMHUITH

(a4B4) Ma€ 2 mpoTOMEpHU CKJIAAY aB.

Puc. 1.17. Cxema 4eTBepTHHHOI CTPYKTYPH 0ijiKa reMorjio0ina

XapakTepusyroun OUTKOBI PEUOBHHH 3a CTYNEHEM CKJIAIHOCTI, CEpea HUX
BUJIISIOTH JB1 BEJUKI Ipynu: npocmi 1 cknaowi 6inku. IIpocti OUIKM pO3ALIAIOTH
Ha TakKl KJIacU: anbOYMiHU, 2100YaiHU, NPOMAMIHU, 2ICMOHU, NPOJAMIHU,
enromeninu, npomeinoiou. CxiaanHi OUIKA MOAUIAIOTHCS Ha TPYINU B 3aJIEAKHOCTI
Bl OyJ0BU HEOUIKOBOI YAaCTHHU — MPOCTETUYHOI TPYIH, B SIKOCT1 SIKOi MOXYTh
BXOJUTHU OI1OMOJIEKYJIM, IO HaJeXaTh JO PI3HUX KJACIB OpPraHIYHHUX CIIOJYK
(ByrnmeBoau, Jimiaw Ta iH.). [HOJI HEOUIKOBI KOMIIOHEHTH CKJIAAHUX O1JIKIB
NpeJCTaBICHI HEOPraHiYHUMM  MOJIEKyJaMH  (3ajmumkaMu  opTodocdaTHOi
KHUCIIOTH) 1, HaBiTh, aToMaMu MeTaliB (Pepymy, Kynpymy, Monibneny Tomio).

Buxogsun 3 1poro, BCl CKJIaAHI OUIKM, B 3aJ€KHOCTI BIJ XIMIYHOI

CTPYKTYpPH iX HEOLJTKOBOTO KOMITOHEHTA, MOJIIJISIOTHCS Ha:

. XPOMONPOTEIHU — 3a0apBIICHI OLIIKU:
. TJIIKOTIPOTEIHH, IO BKIIFOYAIOTh Y CBiM CKJIa/l BYTJIEBOIN;
. JTMONPOTETHHU, 0 BKIFOYAIOTh y CBIM CKJIIA JIIITIIN;
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. HYKJICONPOTETHH, 1110 BKIIIOUAIOTh Y CB1M CKJIaJ HYKJIE€IHOBI KUCJIOTH;

. dbocdonpoTeinu, 1o BKIIOYAIOTh Y CB1# CKJIa]] 3AJIUIIKH
optodochaTHOT KUCTIOTH;

. METaJIONPOTETHH, 110 BKIIIOYAIOTh Y CBIM CKJIaj] aTOMHU METalliB.
3aBepiyroun po3risia OUIKiB, CIIJ I pa3 3BEpHYTH yBary Ha ix

HAJ[3BUYANHO MIHUPOKE PO3MOBCIOKEHHS B )KUBUX OpraHi3Max.

MATEPIAJIM AJIA CAMOKOHTPOJIIO
1. bararo OinKiB Ma€ YETBEPTUHHY CTPYKTYpy, TOOTO CKIIAQJA€ThCS 13
JNEKUIBKOX MOJIIIENITHIHUX JIAHIIOT1B. BKaXXITh OMH 3 TAKUX OLIKIB.
A. T'emorno6in
Miorno0in
Anb0yMiH

Enactun

m o O W

[IpeansOyMiH

2. IlepBuHHa cTpykTypa OLIKa YTBOPIOETBCS TMpHU  MOJIMEpHU3allii
aMIHOKHUCIIOT. SIK1 3B’SI3KM MK 3QUIHIIKAMH aMIHOKHCIIOT XapaKTepH1 IS i€l
CTPYKTYypu?
A. Tlemrrumni
I'apodobHi
Bonnesi

Enexrpocrarnuni

m o O W

Ionn1 B3aemoail

3. 3HalITF BUBHAYCHHS IEPBUHHOT CTPYKTYPH MOMIMETITULY:
A. AMIHOKHCIOTHHI CKJa IMOJIIIENTHIHOIO JIAHIIFOra
B. ITlopsagok wyepryBaHHs aMIHOKHUCIOTHUX 3aJMIIKIB, 3’€IHAHUX MENTUIHUMHU
3B’ SI3KaMU
C. Ilentuanmii 7aHmior, 10 CTAaOLTI30BaHMM BOJHEBUMH 3B’SI3KAMU MK
paauKagaMyd aMiHOKHUCIIOT

D. Cnoci0 yxiaganHs TOTINENTHIHOTO JIAHITIOra Y IPOCTOPi
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E. Ilentumnuii maHiior, mo CTaOUTI30BaHUN IUCYIbMITHAMU 3B’ S3KaMU MK
pagriKaaMu aMiHOKUCIIOT
4. 1o mpocTux OLIKIB HAJIEKATh:
JlinonpoTeinu
XpOMONIPOTEIHH
['moOyninu

['mikonpoTteinn

m o O W >

Hyxneonporeinu
5. O6epiTh HYKJICO3U]I 3 HABEICHUX CIIONYK:
AJIEHO3UH
AnenozuamoHopocdar
Anenin
Anenosuntpudocdar

m o O W >

Anenosunnudocdar
6. SIka 3 KUPHUX KUCIIOT € HE3aMIHHOO JIJISl JIFOAMHHU:
CreapuHoBa
[TanemiTHHOBA
OneinoBa

JliHOJIEHOBA

m o O w >

MipuctunoBa
7. SIka 3 mepeniueHnX CIOJIyK HAJICKHUTh 10 JIMi1B:
['nixoren
XoJecTepo
Komaren

Llexrono3za

m oo wm »

Kpoxmans

8. Jlo nucaxapu/iiB HaJICKUTh:

>

Kpoxmaib

W

JlakTo3a

C. TI'mrokosa
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Pubo3a

m

Jle3okcuprbo3a
9. Jlo MOoHOCaxapuiB HAJICKUTh:
®pykro3a
Caxapo3za
Jlakro3a

MasbpT032a

m o O W >

Kpoxmaib
10. O6epiTh MOHOCAXAPHI, 1110 € MOHOMEPOM TJIIKOTEHY:
lNanakrosa
I'mroko3a
®pykro3a

Caxapo3a

m oo w »

MajrsT0o3a

1.3. ®epmenTu: 0yaoBa, gizuko-xiMmiuHi BJIaCTUBOCTI, Kiaacudikamis Ta
MeXaHi3M aii

Busznauenns nowsmms «gepmenmuy. OCHOBY >XKUTTEMISIBHOCTI >KUBUX
OpraHi3Max CTaHOBJATH XiIMIUHI Tpoliecd. BoHM Bi0yBarOThCS 3 BEIMYE3HOIO
MIBUKICTIO MiJ 1i€t0 (PEPMEHTIB — 010JIOTIYHUX KaTani3aTopiB OUTKOBOI MPUPOIH,
Kl CHHTE3YIOThCSA B TIPOIECI JKUTTENISUIBHOCTI BCIX JKHMBHX OpraHi3MiB 1
3a0e3MevyloTh CHHTE3, PO3Ma/l 1 B3aEMOIIEPETBOPEHHS PI3HOMAHITHUX OpPraHIdYHUX
cnonyk. Tepmin "¢pepmentn" ("fermentum" (y1aT.) — 3aKBacka, APDKIKI, Ta
"fermentatio" — OpojinHs) ab6o "‘eHsumu" (enzyme (Tpeil.) — y APDKIKAx, y
3akBaciii) 0yB 3amporoHoBanui Ha mo4yatky XVIII cT. ronanacekum BueHUM Ban
['enpbMOHTOM IMij1 Yac BUBUEHHS Mpoliecy crupToBoro oposainns. Y kinmi XVII cr.
nociimxenusimMu P. Peomiopa ta JI. CnanaHiani mo 0 BIUIMBY HUTYHKOBOTO COKY
XWKUX TITaxiB HA M’5icO OyJIO TIOKa3aHo, 110 PO3YMHEHHS M’sica — 11 XIMIYHHM, a
He MexaHiyHu# nporuec, a B 1836 pomi T. 11IBaHH BUSBHB y BMICTI IIUTYHKOBOTO

COKy (hepMEHT TeTICHH, SIKUW TepeTpaBioBaB OUku M sica. Pociiichkuii Buenmii K.
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C. Kipxrod Bmepiie moka3aB ydacTh XIMIYHHX PE€YOBHUH ((pepMEHTIB) COJOIY Y
MIEPETBOPEHHI KpoxMmairo Ha mykop. Pociiicekmii dizionor . I1. TlaBioB BBaxkaB
bepMeHTH «30yJTHUKaMM BCIX XIMIYHUX nepeTBopeHb». Ha mouatky XX cT. BiH
BIIEpILIE JOBIB, 10 (PEPMEHTH MOXKYTh ICHYBaTH B OpraHi3Mi B HEaKTUBHIH Gopmi —
1 TOCHIAMB TEPETBOPEHHS MPOPEpMEHTY TPUIICHHOTEHY Ha (PepMEHT TPUIICUH 3a
y4acTi eHTepokiHa3u. HoBuit eTan y po3BUTKY BUEHHs PO PEepMEHTH HACTYIUB y
1926 p., konu amepukaHcbkuit 010ximik JIx. CaMHep OTpUMaB 3 HACIHHS KOHBaJI1
KpUcTaliuHuil npenapar ¢epmenta ypeasu. Y 1930 p. JI. Hoptpon Buaiinus
KPUCTAJIYHHUM TIETICHH, a 3T0JI0M TPUIICHH 1 XIMOTPHIICHH. 3 I[bOTO MEPIOy CTAIO
3araJdbHONPUUHATUM TBEPIKEHHS, 1110 €H3UMHU MaloTh OUIKOBY MpUPOy. Y KiHIII
XIX cr. E. ®imep, BUBYalOuM BIACTUBOCTI (DEPMEHTIB, BUCYHYB IMOJIOXKEHHS, 110
cyocTpaT mIAXOAUTh 10 (epMeHTa SK «KIIY 0 3aMKay, JTOCHIIKEHHS
crienr19HOCTI (HEPMEHTIB 1 ChOTOAHI € BKJIMBUM HAyKOBHUM 3aBJIaHHSIM.

Ha mnowatky XX cTomiTTs 3’SBUIMCA pOOOTH, TPHUCBSIYEHI KIHETHII
(epMEeHTaTUBHUX peakiii, 3rogoM Oyiu chopMylibOBaH1 Teopii MexaHi3My iX Aii,
perynsiii ¢epMEeHTaTUBHOT aKTUBHOCTI; BCE 1€ JaJ0 MOIITOBX JJII CTAaHOBJICHHS
«EH3UMOJIOT1» SIK HAYKH, 11 aKTUBHUN PO3BUTOK y TICHOMY 3B 513Ky 3 OpPraHI4HOIO,
HEOpraHiyHow Ta  (i3UyHO  XiMisIMH,  (PI310JIOTIEI0,  TOKCHUKOJIOTIELO,
MIKpOOI10JIOT1€10, TEHETUKOI0, (papMaKoJoriero, OOTaHIKOI TOIIO BiAOYBA€ThCsA U
3apa3. 3aBAaHHSMU €H3UMOJIOTIi € BHUBYCHHS POJIi (PEPMEHTIB Y MPUCKOPEHHI
XIMIYHUX peakiiid, Mo BIIOYBalOTHCA B OpraHi3Mi; JOCHIIKEHHS iX CTPYKTYpH,
MeXaHI3My Aii, KIHETHYHUX XapaKTEPUCTHK 1 PEryssilii aKkTUBHOCTI; BUAICHHS Ta
ounieHHss ¢epMeHTiB. Ha naHmii yac 3a JIOIMOMOIOI0 CHEIIAJIbHUX XIMIYHHX
MeToaiB s OaraThoxX OUIKIB-(pepMEHTIB 3’sicoBaHa iX aMIHOKHMCJIOTHA
MIOCJTIIOBHICTh, OXapaKTEPU30BAHO JCKIJIbKA THCSY (EPMEHTIB, MOHAJ TUCAUY 3
HUX OTPUMaH1 B XIMIYHO YUCTOMY BUTJISIII.

BuBuenHss (QepMeHTIB Ma€ BeJIMYe3HE 3HAuYeHHS Uil Oylb-AKOi
byHIaMEHTAIBHOI Ta MPUKIATHOI Traixy3l Oiojorii, XiMI4HOi, Xap4yoBOi Ta

dapmaneBTUYHOI  1HAYCTpii,  3aWHATUX  MPUTOTYBAHHSIM  KarTaji3aTopis,
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aHTHO10THKIB, BITAMIHIB, aMIHOKHCJIOT, IICITOHIB Ta 1HIIUX OI0JIOTIYHO aKTHBHHX
PEUOBUH, SIKI BUKOPUCTOBYIOTh Y HAPOJHOMY IOCIOAAPCTBI T4 MEAUIIMHI.

Ximiuna npupooa ¢epmenmis. Ha ChOTOJHINIHIN JI€Hh BCTAHOBJICHO, IO
depMeHTH — 1€ pedoBHHM OUTKOBOI mpupoad. [linTBepaKEeHHSAM LBOTO € (PakT
BTpatu (pepMEeHTaMH OPOJIIHHS CBO€I aKTUBHOCTI MiJ] 4ac KHII SITIHHS, 10 OyJo
nociipkero me JI. [Tactepom. Kum’sTiHHS CIpUYMHIOE HE3BOPOTHY JEHATYpaIlilo
Oinka-(hepMeHTa, BHACIIIOK YOrO0 OCTAaHHIM BTpadae 3JaTHICTh KaTalli3yBaTH
XIMIYHY peakiiio. Sk BiIOMO, OIIKM TeX TMPU KUIT SITIHHI JACHATYpYIOTh 1
BTpauyaloTh CBOi Oiosoriuni BiacTuBOCTI. ist Ha depMeHTH pi3HUX (PI3UYHHX 1
XIMIYHMX YMHHUKIB, TakuX sIK BIUIMB Y®- 1 pEHTreHIBCHKOIO OMPOMIHEHHS,
yIIBTPa3ByKy, MiHEpaIbHUX KUCIIOT, JIYTiB, allKaJOiTHUX PEaKTHUBIB, COJEH TSHKKUX
METaJIiB TOILO TEX CIPUYMHIOE JACHATypalliio (pepMeHTIB (Tak caMo fK 1 OUIKIB) i
BTpaTy iX KaTaJiTUYHOI aKTMBHOCTI. B OCHOBI JeHaTrypallli JeXuTh PyWHYBaHHS
3B’SI3KIB, IO CTaOUTI3YyIOTh BHUIIl CTPYKTYpH ¢epmeHTa-Ouika (4E€TBEPTUHHY,
TPETUHHY, BTOPUHHY) 1, SIK HACNIIIOK, BUTIaJaHHs 1oro B ocan. lle cBimuuTh mpo
Te, 10 TMPOCTOpPOBa CTPYKTypa OUIka BIUIMBAE Ha BUSBJICHHA WOrO
(dbepMeHTATUBHOT aKTUBHOCTI. AHAJIOTIYHO 10 OLIKIB, (PePMEHTH IiJl Yac T1apOizy
pO3MajgalThesl HA aMiHOKUCIOTH. JlokazoM OUIKOBOI MpUpoaud (PEepMEHTIB CIYyTrye
BUJIIJIEHHS 1X Yy 4YuUCTOMY BUTIIANI B (popmi kpuctaniB Ouika. Ha cboromuimHin
nenb orpumano noHana 1 000 kpuctamiunux depmentiB. CTpykTypa O6arathox i3
HUX JIOCHI/KeHA JEeTaJbHO METOJAAMH PEHTTC€HOCTPYKTYPHOTO aHami3y, sIepHOro
Mar"iTHOTO PE€30HAHCY, €IEKTPOHHOTO MapaMarHiTHOTO pe30HaHCy TOLIO.

Y mpoueci karamizy OepyThb ydacTb HACTYNHI (YHKI[IOHaJbHI Tpynu
dbepmentiB: COOH-rpynu nukapOoHoBux amiHokuciaotr, NHo-rpynu mizuny, SH-
rpynu mucTeiHy Ta aucynbdiani muctuHy, OH-rpynu cepuHy Ta TpeoHiHYy,
I'YaHIAMHOBI TPYINH apriHiHy, 1MiJIa30JIbHI TPyNU TICTUAUHY, TioeipHI Tpynu
METIOHIHY, (EHOJBHI TPYNH TUPO3UHY, T1APOdOOHI JAHIIOTH adihaTHIHUX
aMIHOKHCIIOT 1 apoMaTHuHe Kiiblle (eHinanaHiny. Pi3UKO-XIMI4HI BIACTHBOCTI
BKa3aHUX aMIHOKHMCIOTHUX 3aJMILIKIB MOJINENTUAHOrO JaHoora ¢epMeHTta

BHU3HAUYAIOTh KOHTAKT 13 BIAMOBIIHUM CYOCTpaTOM Ta MOro NEPEeTBOPEHHS.
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[apodobui paaukand amMiHOKHCIOT MAalOTh CHOPITHEHICTh 1O HEMOJSPHHUX
IUISIHOK cyoOctpaty. IlonsipHi rpymu mposBISIOTH KHUCIOTHI, @00 OCHOBHI, a0o
CIIPSDKEHI KUCJIOTHO-OCHOBHI (HampuKiajA, TICTUIUH) BiIacTUBOCTI. 3cyB pH
CEpeIOBHINIa BUKIUKAE 3MIHM IX KHUCJIOTHO-OCHOBHHMX BJIACTUBOCTEM 1 copuse
KOHTAaKTY 3 PI3HUMU I'pynamu cyocTpary.

Bonni po3uuHM (QEepMEHTIB € CTIMKMMH Ta TOMOT€HHUMH 1 MOXYTh
TpuBaJIMi yac 30epiratucs, He BHUIMAJalOYud B ocaj (HE KOaryjiarBaTH), TOOTO
MaloTh BJIACTUBOCTI CIPaBkHIX po3unHiB. OAHOYACHO 3 TUM, 32 PaXyHOK BHCOKOI
MOJIEKYJISIpHOT Macu (EpMEHTIB, iX pO3UYMHAM MpPUTaMaHHI BIACTHUBOCTI W
KOJIOIJHUX CUCTEM.

Bracmueocmi gpepmenmis. DepMeHTH, 5K 1 O17IKU, BOJIOAIIOTH HU3KOIO
BJIACTUBOCTEH, XapaKTePHUX JJIsI BHUCOKOMOJIEKYJISIPHUX CIHOJYK: aM(OTEPHICTIO
(MOXXYTh 1ICHYBaTM B PO3UMHI B BHUIJISIJI aHIOHIB, KAaTiOHIB, aMHIOHIB);
eIEKTPOHOPETUIHOIO PYXJIUBICTIO (3aBASKH HASBHOCTI MO3UTHUBHUX 1 HETATUBHUX
3aps/iB) Ta BTPATOIO PYXJIUBOCTI B €JIEKTPUYHOMY MOJI B 130€JEKTPUUYHIN TOYII;
BOHM HE€ 3JIaTHI [0 Jiajli3y 4epe3 HaMBIPOHUKHI MEMOpaHH, MPOTE IUIIXOM
Jiami3y iX pO3UYMHU MOXHA 3BUIBHUTU BiJ] HU3BKOMOJEKYISIPHUX AOMIMIOK. fK 1
OinKK, QepMeHTH JIeTKO OCa/KYIOThCS 3 BOJHUX PO3YMHIB METOJaMHU
BUCOJIIOBAHHS UM 00EpPEXKHUM JI0JJaBaHHSM alleTOHY, €TaHOIY Ta 1HIIMX PEUYOBHUH,
HE BTpayaloyu MpH [bOMY CBOiX KaTaJIITUYHUX BIACTHUBOCTEH.

3apsaa MoJiekydu (EepMEHTY 3alleKUTh BiJ BMICTY B HBOMY KHCIHX 1
OCHOBHUX aMIHOKUCJIOT. Y HaTUBHIA MoJieKyll (epMEHTY 3apsau pO3MillIeHI
aCUMETPUYHO Ha TOBEpXHI Ouika. KMo B MOJEKyJdl (EepMEHTYy KHCIl
aMIHOKHCIIOTH TE€PEBaXaloTh HAJ| OCHOBHHMH, TO HOro MOJeKyna Oylne MaTu
HeraTUBHUW 3apsa  (mosiaHioH). [, HaBmaku, AKIIO TEPEeBaXXarOTh OCHOBHI
aMIHOKHUCJIOTH, TO BOHA 3apsi»KeHa MO3UTUBHO, TOOTO Bejie ceOe K moKaTioH. B
130€JIGKTPUYHOMY CTaHi (epMEHTH HaMMEHI CTallabHI 1 MOXYTh BHUIIQJaTH B
oca.

depMeHTH MarOTh BEIHMKY MOJICKYJSIPHY Macy, SiKa MOXE CATaTH KiJTbKOX

MuIbiioHIB. Tak, MonekynsipHa Maca mnerncuHy crtaHoBuTh 32 100 la, myxHOi
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docdarazu — 80 000 [la, makratnerigporenazu — 140 000 [la, karamazu — 248 000
Ha, ypeasu — 480 000 [la, mipyBataeriaporenasnoro komiiekcy — 4 500 000 [a.

BpaxoByroun OiunkoBy Tmipupoay (epMeHTIB, CJiJ 3BakaTH Ha iX
CTaOlIbHICTh, KOTpa BHU3HAYA€TbCA HHU3KOIO UYHWHHUKIB. Tak, ONTUMAaJIbHOIO
TEMIIepaTyporo g poboTu 3 (QepMeHTamMu € Temmeparypa Tijda, a A
npenapaTuBHUX LJIEH — BUKOPUCTaHHS Temneparypu, HabmmxeHoi 1o 0 ‘C. Cuin
mam’sTatd, W0 HuU3Ka (EpPMEHTIB YyTiIuWBa [0 3HIDKEHHS TeMIepaTrypu
(miTtoxoHnpianeauii  dpepMmeHT AT®daza, saxuii karamizye posnag AT,
iHakTuBYyeThest mpu 0 °C, Toxmi SK MpH KIMHATHIM TeMIeparypi 3aluIIa€ThCs
ctabubanMm). Jlns OinbmocTi ¢pepmeHTiB ontumanbauM pH cepemnosumia € 6,0 —
8,0 (xoua ICHYIOTh BHHSTKH). [3 mpemapaTUBHOI METOK 4YacTO OOE3BOJHIOIOTH
depMeHTr (BUAANSAIOTH BOAY) Y BaKyyMi 13 3aMOPOKEHOT0 po3uuHy (J1io¢imizaris).
OcamKeHHs 3 PO34UMHY (PEPMEHTIB CIHPTOM YU alleTOHOM TEX 3A1HCHIOIOTH MPHU
HU3BKIN TeMIeparypi, OCKUIbKM IIpHM KIMHATHIM TeMmIiieparypi Il MpoleAypu
CIOPUYUHIOIOTH BTpaTy (pepMeHTaTHUBHOI akTUBHOCTI. J{isi cTabumizamii pepMeHTiB
4acTO KOPHUCTYIOTHCSl X€JIaTOYTBOPIOBAJIBHUMHU areHTamu, Hanpukian, EJITA
(eTwsieHIIaMIHTETpAAIETAT), SKUH MOXKE 3B’sI3yBaTh HeOakaHl JOMIIIKH, SK1
raJibMylOTh aKTUBHICTH (pepmeHTa. OJHIEI0 3 O0OB’S3KOBUX YMOB 30€pEeKEHHS
cTabUIbHOCTI (pepMeHTa € Horo 30epiraHHs B BUCYIIEHOMY ab0 3aMOpPOKEHOMY
CTaHi, BeJIMKa KUIbKICTh ()EPMEHTIB MOKE 30epiraTi CBOIO CTaOUIbHICTh Y BUIJISIII
CycneH3ii B KOHIIEHTPOBAHUX PO3YMHAX aMOHIIO CyJbdary.

Ilooibnicme i 6iOminHicmb Midc epmenmamu ma HebIOIOIYHUMU
kamanizamopamuy. OepMeHTH Ta KaTaai3aTopu HEOITKOBOI NMPHUPOAM IMiJISATAIOThH
3araJbHUM 3aKOHAM KaTajli3y Ta MalOTh HU3KY CIIJIbHUX BIACTHBOCTEH:

- TMPUCKOPIOIOTH JIMIIIE EHEPTeTUYHO MOKJIMBI peakili, TOOTO BOHU HE
3MIHIOIOTh KOHCTaHTY PIBHOBAru Ta BEJIMYHMHY BUIbHOI €HEPT1i;

- 30UIBIIYIOTh IIBUAKICTh XIMIYHOI pEaKIlii HUISIXOM 3HWKEHHS ii eHeprii
aKTUBAIlll Ta, Y TaKUH CIOCiO, HAOIIMKAIOTh PEAKITII0 IO TOYKHA TEPMOIUHAMIYHOT

piBHOBAry;
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- HE BIUIMBAIOTh HA HAmpsM 3BOPOTHOI peakiii, sfKa BHU3HAYAETHCS
CHIBB1IHOIIIEHHSM KOHIEHTpaLil CyOCTpaTiB 1 KIHIIEBUX MPOIYKTIB;

- HE BIUIMBAIOTh Ha IMOJIOKEHHS PIBHOBaruW 3BOPOTHOI pEAKIlli, a JHILe
MPUIIBUAIYIOTH 11 JOCATHEHHS

- HE BXOJISATh J0 CKJIAJy KIHIIEBUX MPOJYKTIB PEaKIlii 1 BUXOAATh 3 PeaKilii B
HE3MIHEHOMY BUTJISIL, MPOTE, Y HU3I BUMAAKIB MOXYTh MOAU(DIKYBATUCS 1 HABITh
po3nanaTucs mijl BIVIMBOM KIHIIEBUX MPOIYKTIB peakiii (Hanpukiaji, HUToXpom P-
450);

- HE BHUTPAYaIOThCS B MPOLECI KaTajidy, BUBUIbHIIOYNCH, BOHU MOXYTh
3HOBY pearyBaTu 3 HOBUMH MOJIEKyJIaMU CyOCTparTy.

Onnak, s QepMeHTIB XapakTepHiI 1 cneyughiuni eracmusocmi, SKi
BIAPI3HAIOTH 1X BIJA IHIIKMX KaramizaropiB. LI BiAMIHHOCTI mMOB’s3aHi 3
0COOJIMBOCTSIMU Oy10BH (DEPMEHTIB, SIK1 € CKIaAHUMU OLTKOBUMHU MOJIEKYJIAMU:

1. EdexkTuBHICTH (QEepMEHTIB BHUILA, HDK HEOUIKOBUX KaTaji3aTopis:
IIBMIKICTH Imepebiry peakuii 3a yuactio (epmentiB 3poctac B 108 — 10% pasis
(bepMeHT ypeasza NPUCKOPIOE Tigponi3 cedosuHu B 10 pasis), BoHM HitOTH y
MI3epHUX KOHIICHTpAIisfix (MOJIEKyJla pEHIHY, SKHIl CHHTE3y€TbCA B IILIYHKY
TenaTH, 3Bypakye 3a 10 xB ipu Temnepatypi 37 °C 10° monekyn kaseinoreny).

2. @epMEHTHM MalOTh BHCOKY crHeuudiuHiCTh ii, sika 0O0OyMOBIIEHA
YHIKaJIbHOIO CTPYKTYpOIO AaKTHBHOI'O IIEHTpa, a TaKOX KOH(OpMaliifHOIO Ta
€JIEKTPOCTATUYHOI KOMIUIEMEHTApHICTIO MIDK MOJIEKyJlaMu cyOcTpaty Ta
depmenta. Koxuuil (pepMEeHT KaTaliTUYHO MPUCKOPIOE, 3a3BHUYAN, OJHY XIMIUHY
peakiiro abo X TPYIy peakiii ogHOTO TUly. Bucoka crmenudigHiCTh J03BOJISIE
dbepMeHTaM OpaTH y4acTb y peryJsiii oOMiHYy PEYOBHH 1 HaNpaBJsSITH HOTO B
NEBHOMY HampsMi.

3. AKTHUBHICTh (PEpPMEHTIB MOXE€ CYTTEBO 3MIHIOBAaTUCSA IIiJ BIUIMBOM
CIOJIYK, $IKI TIPUCKOPIOIOTh (aKTUBATOpPH) Ta CHOBUIBHIOIOTH (1HT10ITOPH)
MIBUIKICTh KaTali30BaHOI peakili, M0 Ja€ MOXIUBICTh KOOPJIUHYBaTH
MeTaboJIIYH1 MPOLIECH, CIPSIMOBaHI Ha BIATBOPEHHS >KMBOI Marepii, MATPUMAHHS

MOCTIHOCTI TOMEOCTa3y Ta MPUCTOCYBAHHS 10 YMOB CEPEIOBHIIIA.
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4. TepmonaOuTbHICTh (EPMEHTIB: (PEPMEHTH KaTali3ylOTh XIMIUHI peaxiii
npu HeBUCOKIM TemmnepaTypi (37-40 °C); 1i 3pocTaHHsl MPU3BOAUTD JI0 JACHATYypalii
011K0BOI MOJIeKy U (pepMeHTa Ta, BIAMOBIAHO, 3HWKEHHS IIBUKOCTI peakiiii abo
CBOIO AKTUBHICTb. 3HWKEHHS TEMIIEpaTypu HIDKUYE ONTUMAIbHOI THUMYAacOBO
CIIOBUIBHIOE aKTUBHICTH (DepMEHTa BHACTIOK 3MEHIICHHS IIBUIAKOCTI au]y3ii
MOJIEKYI.

5. 3anexHicTh akTUBHOCTI (epmeHTiB Bix pH cepenoBumia: ¢gepmeHTH
3a3BMYall HAWaKTUBHINI B MeXax BY3bKOi KoHIeHTpalii ioniB H* (dizionoriune
3HaueHHs1 pH = 6,0 — 8,0). BukitoueHnHs craHoBisITh nenculd (ontumym pH = 2,0)
Ta apridasa (ontumym pH = 10,0). 3mina pH cepenoBuilia BIJIMBa€E Ha CTaH 1
CTYIIIHb 10HI3aIlii KUCIOTHUX 1 OCHOBHHUX TPYII, SIKI BXOJATh 10 CKJIaAy epMeHTa
B IIJIOMY Ta WOro akTUBHOTO LIEHTpa 30KpEMa, IO BIUIMBAE HA TPETUHHY
CTPYKTYypY O171Ka Ta (OpMyBaHHS aKTUBHOTO (hePMEHT-CYOCTPATHOT'O KOMILIEKCY.

6. Y Bumaaky, koiu ¢GEpMEHTATUBHUN TIPOIEC SBISE COOOI0 HUBKY
MOCTIJOBHUX Peakiliil (MeTabouHl IUIIXU) 11 (EPMEHTIB CTPOTO BIOPSIKOBAHA!
MPOAYKT OfHiei (epMeHTATHBHOI peakwii ciyrye cybcTparoM s iHmof. Ix
aKTUBHICTh 3MIHIOETHCS B 3aJIEKHOCTI BIJI IMOTPEO OpPraHi3My B KIHIIEBOMY
MPOJYKTI.

Homenxnamypa ma knacughixayis chepmenmis

CyyacHa HOMeHKIaTypa Ta kiacudikaiis (epmeHTiB Oyau po3poOJeHi
Kowmiciero 3 ¢epmentiB MixkHapogHoi 0i0XiMIYHOT CIIJIKK 1 3aTBEpAKeH1 Ha V
MixHapoaHoMy GioXiMiuHOMY KOHTpeci B 1961 pori.

Homenxnamypa ¢epmenmis. Y naHuili 4yac BUKOPHUCTOBYIOTH JBI Ha3BU
(epMeHTIB: cuCTeMaTHYHY Ta TpUBiaJIbHY (200 podouy).

CucremMaThyHa Ha3Ba JA€ThCs JuIIe J00pe BUBUYEHUM ¢depMeHTaM 1
CKJIaJIa€ThCS 3 Ha3BH CyOCTpaTy XIMIYHOI peakilii, Ha sKy i€ (HEepMEHT, Ha3BU
TUIy XIMIYHOTO MEPETBOPEHHs Ta 3aKiHYeHHs — a3a. Hampuknan, cucremaTudHa

Ha3Ba (EepMEHTY JaKTaTIACTiAPOT€HAa3u 3alUCYETbCSl TAKUM  YUHOM: L-
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JlakraT:HAI"-okcunopenykrasa, ne L-Jlakrar — e cyOcTpat, THI KaTaiai30BaHOT
peakilii — OKHCHIOBAJILHO-BIIHOBHA B MpHUCyTHOCTI Kodepmenta HA ™.

[HIIMM TpUKIAAOM MOXE CIHYXKUTH (EpPMEHT, SKUH Yy TemnaronuTax
KaTaji3ye peaxiio TiAPOJITUYHOIO PO3LIETUICHHS TIII0K030-6-(hocdaTy Ha BUIbHY
roko3y Ta  docharny kucmoty. lleit depmeHT Mae Has3By: TJIIOK030-6-
dbocdardocdoriaponaza. YV 1miid Ha3Bi BiI0OpakeHO HA3BY CyOCTpaTy — TIIFOKO30-
6-ocdar; Ha3zBYy mpoaykTy peakinii — ¢ocdaTHa KUCIOTA; TUI PEAKIIii — T1APOTi3 1
JI0JTaHO 3aKiHYCHHS - a3a.

TpuBianpHa Ha3Ba CKIAJA€ThCS 3 HA3BU CyOCTpaTy, HAa3BU KaTasli30BaHOI
peakiiii Ta 3akiH4YeHHS — a3a. Hampukiam: maktaT + JeriiporeHizaiis + aza —
JaKTaT/AeT1IporeHasa.

30epernucs ¥ iHII pobodi Ha3BU ¢GepMeHTiB. BoHu He naroTh JAOKIAIHOT
XapaKTepUCTUKU iX Jii, ajie BBEACHI JaBHO 1 MIIHO BKOPEHWJIWCS, HAMPUKIA,
MIETICHH, TPUIICHH, XIMOTPHIICHH, ypea3a TOIIIO.

Knacugixayia gepmenmis. OCHOBOIO i CTBOpeHHs Kiacudikairii
dbepMeHTIB 1 iX MO3HAYECHHS CIY>KaTh TPHU MPUHIUIIM, a caMe: XIMi4Ha MpHUpojia
dbepmenTa; XiMiYHAa TpHUpPOAA CyOCTpaTy Ta THI KaTali30BaHOI peakilii, SKuil €
crienudiyHuM T A1l Oyabe-sakoro ¢pepMmenty. OTxe, BCl GepMEHTH MOAUISIIOTH Ha
6 kiacis (tabm. 1.3.1.).

Taonuuysn 1.4. Xapakmepucmuka Kknacie gpepmenmie

HasBa Tun katanizopaHoi Hpuxnagn Kodpepmentn
£z |kaacy peakmii
=«
= 2
1 Oxcumo- | OKHCHIOBaJIBHO-BigHOBHI | JIakTaTmerigporeHasa, HAIY, HAOI®*, DA,
penyKTa3u |peakiii pi3sHUX TUMIB LUTOXPOMOKCHIa3a, OMH, yb6ixiHoH,
QJIKOTOJIBACTIApOreHasa | MeTanonopdipuHu,
TJIyTaTiOH, JIITOEBA KUCIOTA
2 Tpancdepa | [lepeHecenns pizHUX AcnapraTaMiHOTpaHC- [TAJI®, ITAM®, KoA,
31 XIMIYHUX TPy ¢epasza, anaHiHaMiHO- YAD, D, TTDK,
(xapOOKCHIIBHUX, METHIIB- | TpaHC(epasa METOKCHUKOOaaMiH
HUX, aMiHO-, CYTbOTPYII
BiJl OJTHOTO CyOCTpaTy 10
1HIIOTO
3 INapomazu |I'igpo:i3 — po3puB 3B’s3kiB | Kucna Ta mykHa -
y cyOcTparax 3 (dhocdarasm, merncuH,
MPUETHAHHAM BOJH TPHIICHH, JTiMa3a
4 Jlia3u PosmienieHHs 3B8'3KiB y Je3aminasm, nerinparasm, | [TIAJI®, KoA, TI®,
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cyOcTparax HerinpoJi- anpaona3a Jle3okciageHo3mnkobanami
TUYHUM [ITXOM, H

YTBOPCHHS MOJIBIHHUX
3B’sI3KiB, IPUETHAHHS
XIMIYHUX TPYII TIPH
MOJIBIMHUX 3B’sI3KaxX

5 I3omepasu |[3omepHi nepeTBopenHs B | Paniemasa, rimrok030-6- [TAJI®, ne3okciaeHO3MII-

MEKax OJHI€T MOJIEKYIH ¢dochatizomepasa, KoOanaMiH, TJIyTaTiOH
dhochormineparMmyrasza

6 Jlirasu IIpueaHanas MOJIEKYT AcrmapariHcuHTeTa3a, VD, ID, TTOK,
OJlHa 10 OJTHOI 3 BUKO TIIyTaMiHCHHTETA3a, KapOOKCHOI0THH
puctanusaM eneprii AT®  |ametmin-KoA-
a0o 1HIIUX KapOoKcHIa3a
BHUCOKOCHEPTEeTHYHHX
CHOJIYK

Oxcuoopedykxmasu. Jlo Kilacy OKCHAOPEAYKTa3 BITHOCITH (PEPMEHTH, IO
KaTali3yloTh OKHCHO-BITHOBHI peakilii. CucTeMaThyHa Ha3Ba I[bOTO KJIACy
dbepmeHTIB OynyeThcsi 32 (POPMYIIOI0 «IOHOP:AKIENTOP-OKCHAOPEAYKTa3ay. 3a
TPHUBIAIBHOIO HOMEHKJIATYPOI0 OKCHUIOPEAYKTa3H, IO BiAMICIUIIOIOTh aTOMH
BOJHIO 200 €JICKTPOHU BiJ] CyOCTpaTy OKHCHEHHS 1 MEpeAaroTh iX Ha Oyab-sIKAN
aKIIeTITOP, KPIM KHUCHIO a00 MEPOKCUIY BOJHIO, HA3UBAIOTHCS JET1APOTeHA3aMHU.
CyOcTpaTaMi OKCHIOPENYyKTa3 MOXYTh OyTH CIHUPTH, KHUCJIOTH, aJIbJIET1]IH,
ketonu, NHy-, NH-, SH-rpynu, rem ta #ioro moxigHi To1Io.

PO3pi3HSIOTH  HACTymHI OCHOBHI  OKCHJOPEIYKTa3W: OKCHUJA3u, SKI
KaTali3yl0Th  IEPEHECEHHS  MPOTOHIB  (EJEeKTpOHIB)  Oe3MocepeHhO  Ha
MOJICKYJIIPHUN KHUCEHb, NETIApOreHa3d — Ti, M0 3a0e3MedyloTh BiAMICTIICHHS
MPOTOHIB; IUTOXPOMHM, SKI KAaTali3ylOTh IMEPEHECEHHS TUIbKU €JeKTpoHiB. [lo
IILOTO KJIACY BIHOCATH TaKOX TEPOKCHIA3M, SKI MEPEHOCSITh aTOMH BOJHIO Ha
MEPOKCHU BOJHIO; OKCHUIOPEAYKTa3H, SIKUM BIACTHUBA BITHOBHA Jisl, HA3WBAIOThH
peayKTa3amu.

Tpancgepaszu. Jlo xnacy Tpanchepas Hanexxatb GepMEHTH, IO KaTali3yIOTh
peakiii MIDKMOJEKYJISIPHOTO TIEPEHECEHHsI PI3HUX aToMiB, TPyl aToMiB 1
panukainis: Ti, mo nepeHocats CHsz- rpynm, HazuBaroTh MeTWITpaHcepazamu,
nepeHocHUKH NHp-rpynm  oTpumanu Ha3By amiHOTpaHcdepas, pO3pi3HIIOTH
TpaHcdepasu, IO KaTami3ylOTh TEPEHECEHHS OJHOBYTJICICBUX, AallMJIbHUX,
TTKO3UIBLHUX, aJbJACTIMHAX a00 KETOHHUX, HYKJICOTHIHHUX 3aTHIIKIB, a30TUCTUX
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rpyn, 3anumkiB (ocdatHOi Ta cynbgpaTHOi KuciaoT Tomo. Jo Tpancdepas
HaJIeKaTh TAKOX KiHA3M, 30KpeMa MpOTeiHKiHa3u — (EepPMEHTH, 10 KaTalli3yloTh
dbochopunyBanHs cyOcTpaTiB Ta 1HIIUX OUIKIB 3a paXyHOK (hoc(haTHOTO 3aJUIIKY
AT®. CucremaTuuHy Ha3By QOpMYyIOTh 3a (HOPMYJIOI «JOHOP:aKIEOTOP—
TPAaHCIIOPTOBaHa rpymna-Tpanchepasar.

Tpancdhepasu OepyTh yyacTb Yy peakIlisgX B3aEMOIEPETBOPEHb PI3HUX
PEYOBHUH, 3HEIIKOIKEHHI MPUPOJHUX Ta UyKOPIIHUX croiyk. Jleski TpaHcdepasu
BUKOPHCTOBYIOTh y J1arHOCTHII 3aXBOPIOBAHb, HalpHuKIa,
acrapraraMiHOTpaHcepaly — [ JIarHOCTUKU  1HGApKTy Miokapaa, a
aNaHiHaMiHOTpaHc(depasy — TOCTPUX TeMaTUTIB TOLIO.

l'ioponasu. Jlo upOoro kjacy HaJEXWUTh BelMKa rpyna (EepMeHTIB, SKi
KaTaji3yloTh PO3IIEIUICHHS BHYTPINIHIX MOJEKYJISIPHUX 3B’SI3KIB OpraHidyHUX
PEUYOBHH 3a ydacTi MoJIeKyau Boju. Lle ectepasu — depMeHTH, IO KaTali3yIOTh
peakxiii riApoi3y Ta CUHTE3y CKIaAHUX e(ipiB; TIIKO3UAa3H, AKi NPUIIBUIIIYIOTH
PO3pUB TIIKO3UIHUX 3B’s3KiB; (pocdarasu ¥ menTuaoriposiasu, ki Karaai3yloTh
riapoai3 GochoaHriIpUAHNX 1 MENTUIHUX 3B SI3K1B; aMia3u, SIKi TPUIIBUALIYIOTh
pPO3pUB aMiAHMX 3B’A3KiB Toulo. CUCTEeMAaTHYHY Ha3BY CKJIaJal0Th 3a (POPMYJIO0
«cyOcTpar-Tiaposasay.

Jlo rigpona3 HajmexaTh TakoX (EpMEHTH TPaBHOIO TpakTy (Jimasw,
mpoTeasu, TIIKO3WAa3u Tomio). ['1posiasm MICTATHCS y JII30COMax Ta I1HIIAX
OpraHoifax KJIITHUH, COPUIIOTH po3nagy 010MaKpOMOJIEKYJ Ha MPOCTI pEUYOBUHHU.

Jlia3u. Jlo xmacy mia3 BigHOCITH (PepMEHTH, SKI KaTalli3ylOTh PO3PHUB
3B’sm3kiB C-O, C-C, C-N Tom1o, a TakoX 3BOPOTHI peakIlii BIAIMICTUICHHS PI3HUX
rpyn Bif cyOCTpaTiB HEriApomiTHYHUM HUAxoMm. LI peakiii cympoBOIXKYHOTHCA
YTBOPEHHSIM TOJABIHHOTO 3B’sI3Ky a00 MPUETHAHHIM JOJATKOBOI TPYMH J0 MICIIA
PO3pUBY MOJBIMHOIO 3B A3KY.

Jlo 1mporo Kiacy BIAHOCATH JAeKapOoOKcwiiazu (AeKapOOKCHITyBaHHS
aMIHOKHMCIIOT Ta  anb(a-KeTOKUCIOT), TiApodia3d, a 3a TPUBIAIBHOIO
HOMEHKJIATypol — Jerigpatasu (Hampukiaa, KapOaHrigpaza po3LIEILIIOE

kapoonatHy kuciotry Ha CO; 1 HyO), anpnonasu — ¢epMeHTH, 1m0 KaTali3yloTb
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po3puB rexco3odocdatiB Ha AB1 Tpio3u (Hampukian, Gpykro3o-1,6-mudocdar Ha
rmnepanpaeria-3-gpocpar 1 miokciaretondocdar). CucreMatuyHy — Ha3BY
CKJIaJIatOTh 3a (POPMYJIOI0 «CyOCTpaT—BiJ €IHAHA YU TIPUETHAHA TPYIIay.

[3omepaszu. Jlo kiacy i3omepa3 BIAHOCATH (EPMEHTH, Kl KaTali3yloTb
B3a€EMHE TEPETBOPEHHSI ONTUYHUX 1 TEOMETPUYHUX 130MepiB. CHUCTEMATHUYHY
Ha3BYy CKJIQJIAl0Th 3 YpaxyBaHHIM THUITYy PeakKilii: «CyOCTpaT-lic-TpaHC-130Mepasay.
SKuio 13oMepu3aliisi BKIOYA€ BHYTPIIIHBOMOJEKYJSIpHE MEPEHECEHHS I'PyIH, TO
(dbepMEHT OTPUMYE HA3BY «MYTa3ay.

Jlo 11hOTO 3K KJIaCy BITHOCATH palieMasu ¥ emimMepasu, siKi JIF0Th Ha aMiHO-
Ta OKCHUKHUCIOTH, BYIJIEBOAM Ta IX TMOXiJHI; BHYTPIIIHbOMOJIEKYJISIPHI
OKCUJIOPEYKTa3H, fAKI KaTali3yl0Th B3a€MOIEPETBOPEHHS allbJI03 1 KETO3;
BHYTPIITHBOMOJIEKYJISIPHI TpaHCchepasy, sIKi IEPEHOCATh alliiibHi, (ochOpUiIbHI Ta
1HIII TPYIIXA TOMIO.

[3oMepa3u BiirpatoTh BaXJIMBY pOJIb Yy BIJHOBJIEHHI O10J0T1YHOI
AKTUBHOCTI MOJIEKYJ, Yy TEPEKIIOYCHHI BUKOPHCTAHHS METAaOONITIB Ha PIZHHUX
nuIsIxax OOMiHY.

Jieasu (cunmemasu). Jlo xiacy miira3 BigHOCSTh (DEPMEHTH, SKiI KaTali3yIOTh
CHUHTE3 OpraHiYHMX pEYOBMH 13 JABOX BHUXIJIHMX MOJEKYJI 13 BUKOPUCTAHHSIM
eneprii posnagy AT® (abo I'T®, VT®). [is umx (epMEeHTIB CIPUUYUHIOE
YTBOPEHHS HOBUX 3B’s13KiB. CUCTEMAaTUYHY Ha3BY CKJIaJaroTh 3a popmynoro «X:Y
Jiraza», ne X i Y Mo3HayaloTh BUXITHI peUOBMHU. SIK MpUKIIa] MOKHA Ha3BaTH L-
riIyTamarT: amiakiirasy (peKoMeHJ0BaHa CKOpOYEeHa Ha3Ba «TIyTaMIHCUHTETA3a»),
32 ydacTi0O sKOi 13 TJyTaMiHOBOI KHCJIOTH # amiaky B mnpucyTtHocti AT
CUHTE3YEThCS TayTamiH. [HIIy Ha3By — CHHTETa3u — L1 (PEPMEHTH OTpUMAIIU
3aBSKHA TOMY, 110 BOHU € KaTaiai3aTopaMu 010CHHTETUYHUX nporieciB. [Ipukiagom
MOXYyTh OyTH: aminoanui-TPHK-cunTeTasa (katanizye npueaHaHHS aMiHOKUCIOTH
no mosekynu TPHK y mponeci GiocunTe3y OinkiB) Ta auetun-KoA-cuHTeTasa
(kaTamizye KOHJIEHcalliio arneTatHoi kucioT 1 KoA), kapbokcuiasu (KaTani3yrTh

3B’a3yBaHHsA CO; 3 KETOKUCIOTAMH).
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Hlugp pepmenmis. Y 1972 polli KOMICIEIO 3 HOMEHKIATypU O10XIMIYHHX
cnosyk MDKHApOAHOI CHUIKM TEOPETHYHOI Ta MPUKIAAHOI XiMii Oynu
3ampornoHoBaHi «lIpaBuiia HOMEHKIATypu (PEPMEHTIBY», 3TiAHO 3 SKUMH KOXKEH
depMeHT oTpuMye chemiaibHy KkojaoBy Ha3By (mudp). udp ¢epmenta
CKJIAJIAETHCS 3 YOTHUPHOX PO3IIJICHUX KparKaMy YUCEI: MepIIe YUCIO O3HAYA€E KIlac
dbepMeHTy, Apyre 1 TpeTe Yuciia — MiJKIAac Ta MAMAKIAC BIAMOBIAHO, a YETBEPTE
YHUCIIO — TOPSAKOBUM HOMep (depmeHTa B Horo miamiakiaci. Crodatky mudpy
Oynb-aKoro gepmMeHTy cTaBUThCA JBI OykBu — K@, 1m0 o3Hauae «kiacudikaris
dbepmenTiBy. [l mpukiagy po3risHEMO TeKCOKiHAa3y, CHCTEMaTHYHa Ha3Ba SIKOT
AT®:D-rekcozo-6-pochorpancdepasza, mudpp 2.7.1.1. udp o3Havae, 110
3a3Ha4YCHU (DEPMEHT HaJIeKUTh JI0 JIPyroro kjacy QepmeHtiB — TpaHcdepas,
ChOMOT0O TiAKIacy (EepMeHTIB, AKI MEePeHOCITh 3alulKu docdary, 10 MepuIoro
HIMIKIacy — akienTopoM docdaTy € CoupT, MOPSAKOBUM HOMEP 1bOTo (hepMeHTa
B miamiakiaci — 1.

CmpyxkmypHo-@)yHKYiOHAIbHA OpeaHizayisn (hepmenmie

Ockisibku (DepMEHTHU — 1€ PEYOBHHH O1JIKOBOI MPUPOJIH, BOHH, TaK CaMoO SIK 1
O1IKU, MOXKYTh OyTH K MPOCTUMH, TaK 1 CKIAAHUMU (X TIepeBakHa OUIBIIICTD).
Jns pepmMeHTHOT aKTUBHOCTI OIIKIB BaXJIMBE 3HAYEHHS Mae 30€peKeHHs IX
NEPBUHHOI, BTOPMHHOI Ta TPETUHHOI CTPYKTYp; PpEryJsaTopHUM (depMeHTaM
BJIACTHBA YETBEPTUHHA CTPYKTypa. BiabIIICTh BHYTPINIHBOKIITUHHUX (DEPMEHTIB €
OJIiTOMEpaMHM, SKI CKJIQJAlOThCs 3 JCKUIBKOX MPOTOMEPIB, BIIHOCHO MIIHO
NMoB’si3aHUX MDK co0oro. Tak, rimyramataeriiporeHasa (BIAIICIUTIOE BA aTOMU
BOJHIO BiJ TJIyTaMiHOBOi KHCJIOTH 3 YTBOPEHHSAM O-KETOTJIYTApOBOI KUCIIOTH),
BUJIUICHA 3 TMEYIHKUA OWKa, CKJIAAE€ThCs 3 8 BEIMKHX CYOOAMHUIb, Ha SIKI BOHA
MO>KE TUCOITIFOBATH.

Depmenmu-npocmi OinKy SBIAIOTH COOOI0 MOJIMENTHIH] JAHIIOTH, K1 TIPU
T17pOJIi31 PO3MaIal0ThCS O aMIHOKHUCIIOT, iX 1€ HAa3UBalOTh OJJTHOKOMIIOHEHTHUMH.
Jlo HUX HanexarTb IENCUH, TPUIICHH, ypea3a, puboHyKiea3a Touo. Depmenmu-
CKAAOHI OinKY, KPIM MOJINENTUIHUX JIAHLIOTIB, MICTATh HEOLIKOBY YacTHHY, iX

Ha3uBarOTb IBOKOMIIOHCHTHHMMHM. BiJ’IKOBy JYaCTUHY JIBOKOMIIOHCHTHHX (bepMeHTiB
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HA3UBAIOTh anogepmenmom (3abe3neuye crneuniuHICTh 11i Ta BIAMOBIAAE 3a
BUOIp THUIly XIMIYHOTO MEPETBOPEHHsS CyOCTpary), a HEOUIKOBY — KO@AKmopom
(CJIyUTh aKIENTOPOM 1 JOHOPOM XIMIYHMX TpyI, aTOMIB 1 EJIEKTPOHIB Y
KaTaTITUUHIA JUISHII aKTUBHOTO LIEHTpa QepMeHTa). Morekyia CKIaJHOro
dbepMeHTa B IIIJIOMY HA3UBAEThCS Xoaogepmenmom. 3B’SI30K OUIKOBOI YaCTUHU
dbepMeHTY 3 HEOLIKOBOIO  3IIMCHIOETHCS 32 PaxXyHOK KOBAJICHTHUX 1
HEKOBAJICHTHHUX 3B’SI3KIB 1 MOXKe OyTH p13HOI MIITHOCTI. SIKI0 HEO1IKOBa YacTHHA
dbepMeHTy MIIHO TIOB’s3aHa 3 OUIKOM 1 B IHUKJIl OIOXIMIYHUX peakiiil He
BIUTIIIETBCS.  BIA HBOTO, 1i TNPUHAHATO HA3UBATU HNPOCMEMUUHOW 2PYHOIO
(manpuxman, ®AJ[, ®MH, 6Giotun Ttomo). HebGinkoBi KOMMOHEHTH, SKi ci1abo
MOB’s13aH1 3 OLIKOM 1 JIETKO JIHUCOLIIOIOTh 3 KOMIUICKCY 3 (hepPMEHTHUM OLIKOM,
Ha3uBaTh Kogepmenmamu (Hanpuknaa, HAJY, HAJI®"). KodbepmenTn MOXKyThH
3HAXOJIUTUCS Y BUIBHOMY CTaH1 M CIOJydYaTHCs 3 O1JIKOBOK YAaCTHHOKO TIJIbKH B
OnuH 1 TOM caMuil KOpepMEHT MOKE CIIOJIydaTUCs 3 PI3HUMH anodepMeHTamMH 1
Opat y4yacTh y pI3HMX XIMIYHUX TIEPETBOPEHHSAX cCyOcTpary (HAmpHUKIa,
nipunokcaibpochar Moxe OpaTh ydacTb y peaklisiX TpaHCaAaMIHYBaHHS YU
nexkapOokcuiyBaHHs). DdepMeHTH, AKI MIIHO TIOB’S3aHl 3 10HAMU METaJliB 1 HE
BTpayaloTh I[bOTO 3B’SA3KY 3a YMOB BHJIUICHHS Ta (PpakiiioHyBaHHS (HEPMEHTY,
HA3UBAIOTHCS Memanogepmenmamu. Y ASSIKUX BUMAJIKAX 10HU METAIB HE BXOJAATh
0 CKJIany (EpMEHTIB SIK 1HTErpalibHI CTPYKTYpHI KOMIIOHEHTH, @ BHKOHYIOTh
yinre GyHKII0 iX aktuBaropis (ionn Ca®* cmykaTh akTHBATOpaMM MPOTETHKIHA3H
C, ionu Cl” — a-amis1a3u TOIIIO).

Knacughixayis kopepmenmis. Ximiuna npuposia KOPEepMEHTIB, iX (yHKIIT B
(dbepMEeHTaTUBHUX peaKIlsgax TyXe pi3HOMaHITHI. BoHu OepyTh ydyacTh B aKTi
KaTanizy, 3AIACHIOIOTh KOHTakT MDK (epMEeHTHUM OLIKOM 1 cyOcTpaToM,
CTaOLT3yIOTh ano(epMeHT, SKUH, B CBOIO Yepry, MOCHIIOE€ KaTATITUYHHA aKT
HEO1JTKOBO1 YaCTUHHU 1, KPIM I[bOTO, BU3HAUAE cHelU(PIUHICTE (PEPMEHTIB, OCKIIBKU
OoJlHa 1 Ta X 3a XIMI3MOM HEOLJIKOBa yYacTHMHA MOXXe (YHKLIOHYBAaTH B CKJajl

pi3HuX depMeHTiB. TpaauiliiiHo 10 KohepMEHTIB BIIHOCIThH MOX1/IH1 BITaMiHIB.
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Taonuuysn 1.5. Koghepmenmu ma 8ionogioni im eimaminu

Kodepment Birawis- OyHKIis depMeHT
HOLIEPETHUK
[Mlipuaokcans- Bs [lepeaminyBanss, nexapoo- Tpancaminaszu, qekapOoKcH-
tdocdar (mipUIOKCHH) | KCHITYBaHHS, paneMizamis J1a3u, panemMasu
B OxwucHe nekapOOKCHITyBaHHS - | TpaHcampaomasa,
Tiamin-mudocdar (Tial\;iH) KETOKHUCIIOT, IEPEHECCHHS TpaHCKeToIa3a
JIBJCTIAHUX TPy
Bs [lepeneceHHs auMIBHUX TPYIL, Aueruntpancdepasm,
Kodepment A (manTOoTeHOBA |aepoOHA Jerpamalis Ta CUHTE3 aruiTpanchepazu
KHCJIOTa) XKHUPHUX KUCIIOT
Tetpariapo- domnieBa [lepenecenns Ci-rpym, 6iocunte3 | Popmintpancdepasa,
¢omieBa KucnoTa KHCJIOTa MYPUHOBHX HYKJICOTHIIB THUMIIMJIaTCUHTETA32
. H Peaxkriii kapOOKCcHITyBaHHS 3a Kapb6okcumnaza
biotun . .
(6ioTHH) yuacti CO2
PP 3BopotHe nepenecenHs H' tae” | Jlerinporenasu
HAJT", HAI®* (HIKOTHHOBA (TmipuaHH3aIEKH])
KHCJIOTA)
B [Mepenecennst H' ta e Herigporenasu
OMH, AL . . .
(puboduiasin) (praBiHzaexHi)
MeTtunkobaiamiH, B [Tepenecenns MeTubHUX TPy, | Metunmanonin-KoA-myTaza
5-nme3okcuaneHo- (1tiaHo- peakIlii TpaHCMETHITyBaHHS,
3WIKOOaIaMiH KobOanamMiH) i3omMepu3aii
N Ilepenecenns anetninbHux rpyn | IlipyBaTaerigporeHasa,
Jlimoesa xucmoTa (mimoeBa KEeTOTTyTapaT/eriaporeHasa
KHCJIOTA)

3a THIOM KaTayli30BaHOi peakilii KohepMeHTH OIUIIOTh Ha:

1. Kogepmenmu — nepenocnuxu amomie 6oomnio ma enexkmponie (HAJ1",

HAJI®*, ®MH, ®AJI, ackopbinoBa KuciioTa, KodhepMeHT Q, rIyTaTiOH, T€MiHOBI

Ko(epMeHTH (MEeTaTONOPPIPUHUA — IUTOXPOMH)).

NH,

N7 N\

s
—CH, o

OH OH

HO—P=0

HOPO +

H(HAIl )

C

HIKOTHHAMIJ1aICHIHAUHYKJICOTH T

Toxioni

8IMAMIHY

PP
(HAT) Ta

HiKoTHHaMiAaaeHIHauHyKIeotuadochar (HALD) — ne

OKHCHEHI (popMHu KOPEepMeHTIB, y SKHX MO3UTUBHUUN

3apsig Hece aroM HiTporeHy mipUIUHOBOTO KIJIBIS

N

NH.

HikotuHaminy. CyOctpar (A) BTpayae JBa aToMu

INaporeny (2 mnporoHn Ta 2 eJIEKTPOHU), aje Ha

KO(pepMEeHT TEepPeHOCUThCSl Juiie 2 enekTpoHu 1 1

POgH;(HA}Z[(I) )

Puc. 1.18. HAJT" i

HAL®D"
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OPOTOH, JPYrHil TPOTOH TMEPEeXOJUTh Yy CepeloBHILNE. Y pe3ylbTaTi

BiJTHOBJIEHA (hopMa KO(EPMEHTY BTpayae MO3UTUBHUMN 3apsii:

H H
0] o
7 Y
= ‘ & + AH, — = ‘ C< + H" + A
~ . NH, \N+ NH,
\

N

R R
HAL" (HAL®")

Puc. 1.19. Oxucnaena ta Bignonjena ¢popmu HAJI (HA D)

HAOH (HAL®H)

HikoTuHaMiAIMHYKICOTUAN BXOIATH N0 CKJIaqy OaraThOX JEriAporeHas,

HEOOX1THUX JIJI1 CUHTE3y €Heprii B KJIITHHI: BOHM BUCTYMNAIOTh aKIENTOPaMU Ta

OPOMDKHUMH TIEPEHOCHHKAaMU aToMiB [iIporeHy Ha TMOYaTKOBUX CTaaisX

OKHCHEHHSI BYTJIEBOJIB, >KUPHUX KHCIOT, aMiHOKHUCIIOT, TJILIEpUHY, Ha CTajli

nukiny Kpebca 1 B TepMIHAJIBHHMX CTalisIX JETIAPYBaHHS B JAUXAJIBHOMY Ta

MOHOOKCUTE€HAa3HOMY  JIAaHLIOTaX;  BOHHU  BHCTYHAlOTh
anocTepuuyHUMHu  epexkropamMu  (PEepPMEHTIB EHEPreTUYHOTO
oominy. HAJI®H, sax  nmoHop aromiB  [izgporeny
BUKOPHUCTOBYETHCA B OIOCMHTETUYHHMX BIJHOBHHUX PEaKIIsIX
(cUHTE3 JXUPHUX KUCIIOT, XOJIECTEPUHY, TOPMOHIB TOIIIO).
Tloxiouni éimaminy By — dhnaBiaMononykineotun (PMH)
1 ¢nasiHaneHingunykieotun (MAJ]) — xodepmeHTH, sKi
BXOAATh 70 ckiaay ¢GiaaBiHOBUX (EpMEHTIB, M0 OepyTh
y4acTh y 0aratb0X OKHCHIOBAJBHHX PEAKIIISX: MMEePEHECEHHI
CJICKTPOHIB 1 MPOTOHIB y AMXAJIbHOMY JIAHIF031, OKHUCHEHHI
mipyBaTy, O-KETOIUIyTapaTy, >KUPHUX KHCJIOT, OIOT€HHHX

aMiHIB TOIIIO.

NH,

2 N

g

N

N N
O0——CH, ¢

®dnasiHageHiHAMHYKNeoTna,
(PAL)

R R
I H I
(¢} N\ N CH N N CH
5+ AH,—— 0= \ S+ A
HN NS CH, HN CH,
N N
H
o} (e}

®A[ abo GMH

®nasinmononykieorn (PMH)

®AOH; abo PMHH,

Puc. 1.20. Oxucaena ta BinHoBiaeHa ¢gopmu ®AJl (PMH)
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AKTHUBHOI0O 4YacTHHOIO (PIaBIHOBUX KO(PEPMEHTIB € 130aJI0KCa3uHOBA
[UKJIIYHA CHCTEMa, BOHA MOXE MPUETHYBATH JBAa aTOMU BOJHIO (2 €JIEKTPOHU Ta 2
IIPOTOHM).

Bimamin C Tex Oepe ydacTh y OKHCHO-BIJIHOBHHX Ipoliecax. BiH Moxe

iCHyBaTH B JBOX (hopMax — BIJHOBJICHIM (acKOopOiHOBa KHCJIOTA) Ta OKHCHEHIN

nerigpoackopOiHoBa kuciora). OouaBi 0 0
% 7
c C
\ \\\ﬁ
q)OpMI/I JICTKO IEPEXOAATE OJJHA B OHY Ho—c ) o o=c |}
—
. : . I oH \
1 B {KOCT1 I(O(i)epMeHTlB r1IIpOKCHIa3 HO—C 0=cC
\ \
OepyTh y4acTh B OKHCHO-BITHOBHHUX H? H?
HO—CH HO—CH
peaKIisx. CH,OH CH,OH
. L-Ackop6iHoBa L-AerippoackopbiHoBa
HH BJIACTUBICTH 06yMOBJHO€ kucrota kucnora

y4acTh  ackopbinoBoi kucmord B Puc. 1.21. Oxuciena ra BiiHoB/eHa dgopmu
00MIH1 O1JIKI1B, BYTJICBO/IB, Biraminy C
MiHEpaJIbHUX PEYOBHH.

Memanonopghipunu 3a CBOEI CTPYKTYpOrO MOAIOHI a00 TOTOXHI TeMy B
remorio0ini. [TopdiprHOBI KOPEpPMEHTH BXOAATH 10 CKJIAAy TaKuX (PEPMEHTIB SIK

HUTOXpPOMH (8, b, ¢), mepokcuaasa, kartansasa TOIIO.

R1

(‘:HOH CH=CH, CH-CH3 CH, |‘?
CH
CH H.C ZH*CH 7
H,C CH=CH—R, "3 2 H,C CH-CH,
H
HOC CH, © s H,C CH,
CH CH
g i, g
CH
GH [ 2 Lo L CH CH
72
COOH COOH COOH 72 [ 2
COOH COOH COOH
Luroxpom a Luroxpom b ITuToXpoM C

Puc. 1.22. BynoBa uMToxpomin

BoHu MicTATh 10HM MeTamniB (30Kpema 3aiiza, Mijal TOLIO), [KI 3/AaTHi
3MiHIOBAaTH CBOIO BaJIeHTHICTh (Hampuknazn, Fe?* <> Fe®") i, y takuii cnoci6, 6epyTh
y4acTh y MEPEHECEHHI €JIEKTPOHIB I11]T YaC OKHCHO-BIJHOBHUX IPOIIECIB.
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Koghepmenmu — nepernocnuxu pizuux ximiunux epyn (aykineoruani — ATO,
AI® YTO, Vb, UTD, IJI®, moximui BiTamiHIB — Hipuaokcaibdocdar,
nipugokcamindocdar, minmoeBa kuciaora, KoA, TterpariapodosieBa KUCIOTa).
Peakiii 3a ywacTi HYKJICOTHAHHUX KO(EPMEHTIB 3BOJATHCSA [0 NEPETBOPECHHSA
cyOcTparty B MoJieKy1l KohepMeHTY (Hanpukiai, nepeTBopeHHs Y Jd-riroko3u Ha
Y ®-ranakto3y), BOHM MOXYTh BHUCTYNAaTH JOHOPAMH CYyOCTpaTiB y peaKiisx
NEPEHECEHHs TUX M 1HIIUX rpyn (Hanpukiana, Y d-Tiaoko3a € JOHOPOM IIII0KO03U
B mpoiieci 6iocuHTe3y TiikoreHy, L[JId-xoniH — DOHOPOM XOJIiHY B O10CHHTE31
XOJIiH pochaTuiB TOLIO).

Kodepment A (KoA) yTBOpro€eThCs 3 TaHTOTEHOBOI kKuciiot (Bg).

3'5'- Al 4 - poconanronein
NH,
N | N
LA
g QW OH QM DR
oHZC—O—I|3|—O—ﬁ’—O—CHZ—C—CH—CO—NH—CHZ—CHZ—CO—NH—CHZ—CHZ—SH
|
0 0] CH,
3 - J
—~ ~~
OH O—@ ITanTOTEHOBA KHCIIOTA TioeraHonamin
Kodepment A

Puc. 1.23. bynoBa Kodepmenty A

Moro cymbgrizpuibHa Tpyma Moxe — 3a3HABaTH  AlWIyBaHHSA 3
nepeTBOpeHHsM Ha anui-KoA, abo 3Haxomutucs B aearmiboBaHomy craHi (HS-
KoA). i xodepmentHi ¢opmu OepyTh ydacTh y IMEpPEHECEHHI aluIbHUX
pagvKaliB y peakiisx 3arajbHOr0 MNUIAXY KaTa0oJi3My, aKTHBYBaHHI KXUPHUX
KHUCTIOT, OIOCHHTE31 MXUPHHUX KHCIOT, XOJECTEPHHY, CTEpPOiTHUX TOPMOHIB,

KETOHOBHX T1JI, alleTUIIXOIIHY, 3HEIIKOKEHH] YyKOP1THUX PEYOBUH Yy MEYIHII.

0 Puc. 1.24.
CH,NH, C//
OH “H oH Ioxinui BiTamMiny
\ —Q0O—P= |
HO | CH~Q—P=0 HO N CH;-0—P=0 Bs
H,C / OH H.C | _ OH C
N 3 N [Toxigui BiTaminy
[Mipunokcamin-5-dpocdar [Tipunokcanb-5-pocar

Bs — mipumokcaib-
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5-bocdar (ITAJID) 1 mipugokcamin-5-pochar (IIAMD) BimirparoTe KIHOYOBY
poap B OOMIHI aMIHOKHCIOT: KaTali3ylOTh peakilii TpaHCaMiHYBaHHS
(mepeHeceHHs] aMiHOTPYNHA 3  O-aMIHOKHCIIOTH Ha  O-KETOKHCJIOTY) Ta
neKkapOOKCHUIyBaHHS (BIAMICIUIEHHS KapOoKcwibHOI Tpynu y B COp)
aMIHOKHUCJIOT, OepyTh y4acTh y CHEeHU(IYHUX peakIlisax MeTaboJi3My OKpEeMHUX
aMIHOKHCIIOT (CEepHUHYy, TPEOHIHY, TpUNTO(]aHy, CIpPKOBMICHUX AaMIHOKHCIOT, a
TaKOXX Y CHHTE31 TeMy.

Jlinoesa kucrnoma, 3aBASIKU CBOTH 3/1aTHOCTI JIETKO MEPEXOIUTH 3 OKUCHEHOI
y BiAHOBIEHY (opMH, TPOSBISE BIACTUBOCTI KOPepMeHTa B  CKJajl
OKCHJIOPEIyKTa3, il aMiJl CIIyTye MPOCTETUYHOIO TPYIIOI0 CKJIAHOTO MipyBaT- 1 O-
KETOTJIyTapaT/IeTiIpOr€Ha3HOr0 KOMIUICKCIB, Kl O€pyTh ydacTh B OKHCHEHHI

MIPOBUHOTPAJHOI Ta O.-KETOTJTYyTapOBOi KUCIIOT.

-2 ﬁH* Q. $T8=8-§
C—«@ﬂp— Céﬁ 20 O TG HCHCHE
—% oo N-ghs
Jlinoesa kucnora JlimoeBa kucnora
(BinHOBIIEHA hopMma) (oxucuena dopma)

Puc. 1.25. Oxucsiena ta BiiHoBJIeHa ¢GopMH JTiN0EBOI KUCIOTH

Tempaciopogponicéa kucioma — BimHOBIeHa ¢dopma (Poie€BOT KUCIOTH —
MIEPEHOCUTH OHOBYTIIeIeBl 3anmikn (MeTuibHI (-CH3), okcumetmibai (-CH2OH),
dbopmineHi (FHCO Tomio) Ha pi3Hi crnoiaykd 1 O6epe B Takuil crocid ydacTh y
CHUHTE31 a30THUCTHX OCHOB HYKJIETHOBHX KHCJOT, KpEaTHHY, METIOHIHY, TJIIIHHY,

CEpUHY.

H COOH

)j: CH N@—c—N c—CH—CH—COOH
N/

Terparigpogoiniesa kucinora (TTOK)

Puc. 1.26. Bynosa terpariapogo.iieBoi KHCI10TH
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Kogepmenmu cunmesy, izomepuzayii ma poswjenyieHns gyaieyb-8y2neyesux
36’a3kie  (MeTwikoOamaMiH,  JI€30KCiafeHO3MWIKoOamaMiH, KapOOKCHOIOTHH,
Tiamingudocdar).

Biomun BukoHye KopepMeHTHY (yHKIIO B IkocTi N°-kapOokcuOioTHHY i
BXOAUTh JO CKJaay KapOokcwuiia3: BiH Oepe ydyacTh B
yrBOpeHHI akTuBHOI (opmu COz, BHKOPHUCTOBYETHCS B
yrBopeHHI ManoHin-KoA 3 ametmn-KoA, y cuHTesi
MyPUHOBOTO KUIbIlA, Y peakiiii KapOOKCHITyBaHHS IMipyBaTy KapGokciGlrfus
3 YTBOPEHHSIM OKCAJI0aIeTaTy TOIIO.

Puc. 1.27. bynoBa

KapOOKCHOiOTHHY
N H2 Puc. 1.28. Bynosa
tiaminaudocdary (TAD)

iamingudocar
Ponp BiTaminy B; Bu3HaudaerbCs

UM, 1110 y dhopmi kodakTopa Tiaminaudocdary (TID) BiH BXOAUTH 10 CKIady SK
MIHIMYM TpbOX (DepMEHTIB 1 (hepMEHTATUBHUX KOMILIEKCIB: y CKJIaJll MipyBaT- 1 o
KETOTIyTapaTIeriiporeHa3Horo KOMIUIEKCIB BiH Oepe y4acTh B OKCHCHIOBAILHOMY
nekapOOKCHITyBaHHI MMIPyBaTy Ta O-KETOTJIyTapary; y CKJaJl TPaHCKETOJIa3u BiH
3aydaeTbess 'y TeHTo3odochaTHuii MUISIX TMEepeTBOPEHHS ByTrieBoAiB. llei
KOopepMEeHT HEOOXiAHUN ISl CHUHTE3Y
KUPHUAX KHCJIOT, XOJIECTEpUHY,
CTEPOIiTHUX TOPMOHIB, 3HEIIKOKEHHS
TOKCUYHHUX PEYOBUH 1 JIKIB.

Tiamiatpudocpar (TTD) y TkaHuHI

V
eHuLoeh eHdodowody

MO3Ky DPUYETHUM JIO CHHANTHYHOL

nepeadyi HEPBOBUX IMITYJIbCIB.

I —

BHULOBh BHITULOOINAH
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Puc. 1.29. BynoBa Metuiko6anaminy

Memunxobanamin 1 AE30KCIaICHO3UIKOOAaNaMiH — 1€ Ko(depMeHTaTHBHI
dbopmu BiTaMiHy Biz. MeTunko6anaMiH TICHO OB’ 3aHUM 13 (OITIEBOIO KUCIOTOIO,
OCKIJTBKH BXOJUTH A0 CKiamy ¢GepMeHTa, SIKUA MEePEHOCUTh METWIbHY TPYIy S-
METWI-TeTpariapodosieBoi KHCIOTH HAa TOMOLIMCTEIH 13 YTBOPEHHSIM METIOHIHY.

Pa3zom 13 ¢oieBol0 KUCIOTOIO BIH O€pe ydacTh y CHHTE31 KpeaThHy,
a30TUCTUX OCHOB, aMIHOKHCJIOT, OUIKiB, HYKJIETHOBUX KHCJIOT TOIIO.
Jle3okciaieHo3minkobanamMin Oepe ydacThb y 3aBepIlalibHIN CTajli OKUCHEHHS
KUPHUX KUCJIOT 13 HEMApHOIO0 KUJIBKICTIO BYIJICLIEBHX aTOMIB, OIYHOTO JAHIIIOTa
XOJIECTEPUHY, THUMIHY, pO3TraTy’>KeHUX
aMIHOKHCJIOT TOIIIO.

QDYHKYIOHANbHO ~ AKMUGHI  OLIAHKU

¢epmenmis. biosoriuHa QyHKIIIS SIK TPOCTHX,

Tak 1 CKIaAHUX ¢GepMeHTIB 00yMoOBiIeHa
Puc.1.30. ®yHKkuioHaIbHO

aKTHUBHI JiJIsHKN depMeHTA:
(puc. 1). Ilix yac ¢epmenraTuBHOI peakiii 1a — KOHTAKTHI AinsAHKH, 10 —
KaTaJiTHYHA TUISTHKA, 2 —

cyocTpar, 3 — ajjocTepudHUM
cyOctpary  (iraHnma, sKHi  B3aEMOAIE 3 yemtTp

HasIBHICTIO B HUX (YHKIIOHAJbHUX IUISTHOK

BiIOyBa€eThCsl  B3aemomis  depMeHTa  Ta

dbepMeHTOM) 3 YTBOPEHHSIM NPOMDKHUX (PEepMEHT-CyOCTpaTHUX KOMILIEKCIB
(®CK). Hinsaka wmosekynu (epMeHTa, a0 SKOi MPUETHYEThCA CyOcCTpar,
HA3MBAETHCS aKTUBHUM I[CHTPOM.

Axmuenuti yewmp TpocToro (GepmMeHTa — 1€ TPUBUMIPHE YTBOPEHHS,
31e0UIBIIOr0 UIUIMHOMOAIOHOT (OpMH, SIKE NPEACTaBICHE CYKYHHICTIO OIYHHX
pagvKaiiB aMIHOKUCIOTHUX 3aJIMIIKIB, 110 YK€ YacTO 3HAXOJATHhCS Ha TMEBHIM
BIJICTaH1 B JIHIMHINA MOCTIOBHOCTI MOJINENTUAHOIO JaHuoora. Tak, y Monexysi
Ji3onumy — pepMeHTy, 1o 3ade3neuye OaKTepUIIU/IHI BIACTUBOCTI CIMHUA, OCHOBHI
TPy aKTUBHOTO ILIEHTpAa NPEACTaBJICHI aMIHOKHUCIOTHUMHU 3aJIUIIKaMH, SKi
3aiiMaloTh y TOJINENTUAHOMY JaHio3l 35, 52, 62, 63 1 101 momoxenus. Y
CKJIAJHUX (epMeHTax aKTUBHMM ULEHTP MOXE€ MICTUTH KodakTtop, a OiuHI

paguKaau CTBOPIOIOTH YMOBH JUIsl TIPAaBHJIbHOI KOH(OpMaIlli aKTUBHOTO IEHTPA,
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opieHTamii Ta mepeTBOpeHHs cybctpary. IIpore, came OUIOK y CKIagHOMY
depmenTi oprasizoBye edekTuBHE (YHKIIOHYBaHHA Kodakropa. Tak, rem y
KOMILJIEKC1 3 TJIOOIHOM BHSIBIISIE CBOIO CXUJIBHICTH JO y4acTi B OKHMCHOBAJIbHO-
BIHOBHUX IMEPETBOPEHHSX; y CKJIaJi KaTana3u BiH 3abe3neuye BinHOBIeHHS Hy0»,
TOAL SIK y CKJIaAl UUTOXpPOMY T€M BHUKOHYE pOJIb MEPEHOCHUKA EJIEKTPOHIB,
3MIHIOIOUYM TPU 1IbOMY BaJCHTHICTh 3aii3a. Y ¢epMeHTax 13 4YEeTBEPTHUHHOIO
CTPYKTYPOIO KUIBKICTh AKTHBHUX IICHTPIB, 3a3BUYail, CIIBIAJa€E 3 YHUCIOM
CyOOIUHHUIIb.

OckinbKH CyOCTpaT CIOJIYYa€ThCS 3 AKTUBHUM IIEHTPOM Yy KIJIbKOX TOYKaXx 1
1€, CBOEI0 Ueprolo, 3abe3rneuye BUCOKY BHOIPKOBICTH 3B’SI3yBaHHS (BHUSBIISIETHCA
BIIMOBIAHICTh CyOCTpaTy M aKTHBHOIO IIEHTpa) 1 OpIEHTaIil0 CcyocTpary,
HEOOX1IHOTO AJIsl KaTajidy, TOMY B aKTUBHOMY LIEHTPl YMOBHO BUIUISIIOTH SKIpHI
(abo wxommaxmui) OinAnku, SK1 3a0e3leuyroTh BHOIp cyOcTpary Ta #oro
NpUETHAHHS HEKOBAJICHTHUMH 3B’SI3KAMH, a TaKOX KamanimuuHy OLIAHKY, SKa
3a0e3neuye BUOIp HUIIXY XIMIYHOTO INEPETBOPEHHS MEBHOrO cybcTpaTy, TOOTO,
Oepe Oe3mocepenHI0 ydacTh Yy CHHTE31 abo po3puBi 3B'A3KIB CyOcTpary 3
yTBOpPEHHSM MpoaykTy (puc. 1). Haituacrtime A0 ckiagy akTUBHUX IICHTpPIB
BXOJATh TaKi aMIHOKUCJIOTH SK cep, Tic, Ty, acm, 1uc-SH, Ttup, Tpu, i3,
rigpodoOHi daHIfOrd  amipaTUYHUX AMIHOKUCIOT 1 apoOMaTU4YHE KUJIbLE
deninanaHiny.

KpiM akTuBHOro 1eHTpa, Yy QepMeHTaXx MOXe 3HaXOIUTHCS
anocmepuyruti yeump (ado neHTpu) (rpem. allos — iHIMIA 1 steros — IPOCTOPOBHH,
cTpykTypHuil) (puc. 1). BiH mpocTopoBO po3aiJieHNI 3 aKTHBHUM LIEHTPOM 1 SIBJISIE
c00010 UITHKY MOJIEKYJIU (hepMEHTa, 3 SIKOIO 3B’SI3YIOThCS TaK 3BaHI MOIYJIATOPU
abo anocrepuyHi eekTopH, SKi 3a CBOEI MPHUPOJOI0 PIZHATHCA 3 CyOCTpaTaMu.
BoHu 3MIHIOIOTH TPETUHHY, a 1HOJI W YETBEPTUHHY CTPYKTYPY MOJICKYJIU
dbepMenTa, KoHGOpPMAIII0 AKTUBHOTO IIEHTPA, CHOPUYMHIOIYM B TaKUi Crocid
MPUIIBUAMICHHS (aKTUBATOpPH) a00 CHOBUIbHEHHS (1HTiOITOpH) (hepMEeHTATUBHOI
peakuii. Takumu edekTopaMu MOKYTh OyTH TOPMOHHU Ta iX MOX1AHI, METAOOMITH,
MeJIiaTOpH TOIIIO.

47



MATEPIAJIM JJIs1 CAMOKOHTPOJIIO

1. 3 cUpOBAaTKU KPOBI JIIOAWHU BUIUIWIN I'STh 130hepMEeHTHUX (hopMm
JAKTATIETIAPOTEHA3U 1 BUBYWIM 1X BIACTHBOCTI. SIka BIACTUBICTHh JOBOIUTH, IO
BUJIICH] 130(pepMeHTH1 (POPMHU OHOTO 1 TOTO K HEepMEHTY?
A. Karanmi3yroTbh OJHY 1 TY K caMy peakIlito
OnuHakoBas MOJIEKYJIIpHAsI Macca
OnnHakoBasg TKAaHHHHA JIOKAJT13a1(is

OnHakoBa eneKTpoopeTHnyHa PyXJIUBICTh

m o O W

OnHakoBi (Pi3UKO-XIMIYH1 BJIAaCTUBOCTI

2. VY nerensix ByrinbHa kuciota (H2COs) 3a momomororo dhepMeHTy
PO3KJIAaIa€ThCS O BOAU 1 BYIJVIEKHCIIOTO Ta3y, SKUW BUIAUISETbCA MPU JTUXAHHI.
Sxuit hepMeHT KaTajizye JaHy peakiio?
A. KapGoanrigpasza
Karanasza
ITepokcumaza

[Huroxpom C

mo O W

[MuToxpoMokcuaasza

3. VY cnuHi 3HaX0AUTHCS (HEPMEHT, IKU Ma€e CUIIbHY OaKTEPULIUIHY 110
3aB/ISIKA 3AaTHOCTI PyHHYBATH TENTUIOTIIKAHU OaKTepiaibHOI CTIHKW. BkaxiTh
ek GpepmeHT:
A. Jlizouum (Mypaminaza)
B. Ansda-aminaza
C. Tpurncun
D. ®ocdaraza
E. PuGonykieasa

4. [Ipy matoysoriyHMX Mpouecax, sKi CYNPOBOJKYIOTHCS TINOKCIEIO,

BiIOYBAa€ThCS BIJHOBJCHHS MOJIEKYJ KHUCHIO B JMXaJIbHOMY JIAHLIO31 [0
nepokcuay BoAHIO. Bkaxith (epMeHT, sikuii 3a0e3nedye pyiHyBaHHS JaHOI

LUTOTOKCUYHOI PEYOBUHH:
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Karamnaza
Iuroxpomoxcuasza
CykKIiuHatieriiporenasa

Anbda-keTormyTapaTAerigporenasa

mo o w >

AKoOHITa3a
5. VY BigauIeHHsT peaHiMallli MOCTyNUB Y0J0BIK 47 POKIB 3 J1arHO30M -
iHbapkT Miokapaa. fka 3 ¢pakuiii nakraraerigporenasu (JIJAI') Oyne Buiue 3a
KOHIICHTpAITI€I0 B KPOBI IEpIIi JAB1 10017
A. JIOIN
JIIT,
JIIT3
JIIT,
JIIs

m o O W

6. Y XxBoporo Ha rocTpud NaHKpeaTUT B aHaji3aX KpoBI Ta ceui

BUSIBJICHO BUCOKY aKTHBHICTh OJTHOTO 13 3a3HAYCHUX (DEPMEHTIB:

A. Anbda-aminaza
B. Ilencun
C. Junentumaza
D. Caxapaza
E. JlakTaza
1. [Ipu  fpochmipkeHHI CIAWMHU  JIFOAWHA  HEOOXITHO  OLIHUTH i1

T1IPOJIITUYHI BIACTUBOCTI. SIKy pe4OBHUHY NOTPIOHO MPH I[LOMY BUKOPHUCTOBYBATH

AK cyocTpart?

A. Kpoxmanb

B. KritkoBuHa

C. Kupu

D. AMIHOKHCIIOTH
E. binku
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8. [Ipu wmamspii npu3HayalOTh MpenapaTtd - CTPYKTYPHI aHAJIOTH
BiTaMiny B; (pubodnasin). [lopymienns cunTe3y sIKUX (EPMEHTIB BUKIUKAIOThH Y
TJIa3MO/Iisl 111 TTpenapaTu?

A. DA/ - 3amexHUX AeriaporeHas
[luToxpomokcuaazu
Ilentnnas

HAJ] - 3anexxHux AerigporeHas

m o o W

AwminoTpaHcdepas
9. [uToxiMiUuHE IOCIIKEHHS BHSIBHIIO BHCOKHM BMICT B IIMTOILIA3Mi
rigpomitTiuHux (epmeHTiB. [Ipo BUCOKY aKTHBHICTBH SIKMX OpraHes CBIAYWTH Lieh

dhaxt?

A. Jlizocomu

B. Ennonnasmariyna mepexa
C. Mirtoxouapii

D. ITomicomu

E. Kitunnuii ueHTp

10. B mpoueci MeTaboii3My B OpraHi3mi JIIOAWHHA BHHHMKAIOTh aKTHBHI
dbopMU KHCHIO, y TOMY YHCHII, CYNEpPOKCHUIHUM aHIOH-paaukaid. Lleil aHioH

1HaKTUBYETHCS 3a JJOMIOMOTOIO0 (PEPMEHTY:

A. Cynepokcuaaucmyrasza
B. Karanaza

C. Ilepokcuaaza

D. ['myrationpenykTasza

E. I'myratioHnepokcuaaza
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Bba3osa Tema 2: O0MiH pe4oBHH Ta eHeprii. MoseKyJIsApHi 0CHOBH
OioeHepreTuku.
3araJjibHi 3aKOHOMIPHOCTI 00MIHY pe4oBHMH Ta eHepril. Llnk
TPUKAPOOHOBHUX KUCJIOT. MOJIeKYJISAPHI OCHOBH 0i0CHepPreTHKH

OOMIH pEYOBHMH B OpraHi3Mi HEPO3PUBHO TOB'S3aHUA 3 OOMIHOM 1
MEePETBOPEHHSIM €Heprii. bulbmiicTh peakiiiii O010CHHTE3Y, CKOPOUYCHHS M S31B,
nepesaya HEPBOBOTO IMITYJbCY, (DYHKIIOHYBaHHS 10HHOTO TPaHCHOPTY Kpi3b
KJIIITHHHI MeMOpaHu 1 poOoTa Cleliali30BaHUX BHYTPIIIHBOKIITUHHUX CTPYKTYP
CHOJY4YeH] 31 CHOXKMBaHHSAM eHeprii. B OCHOBI BCiX MpOIECIB KHUTTEIISIBHOCTI
JEKUTh TOCTIHHUN OOMIH PEYOBHMH 1 €Heprii MK OpraHi3MOM 1 OTOYYIOUHUM
CEpEe/IOBUIIIEM, TOMY BCl JKHMBI OpraHi3MH HajekaTb 10 BIIKPUTHX CHCTEM.
CnisBiOHOWeHHS MIJIC KINbKICMIO eHepeii, KA HA0X00umbv i3 ixcero, i KilbKicmio
eHepeii, Wo GUOLIAEMbCA 8 308HIHE cepedosulye, A61A€ c0O00 eHepzemUudHuUll
oananc opeauizmy.

OOMiIH  eHeprii BKJIIOYa€E TPOIIECH BUBUIBHEHHS, TpaHcQopMaiiii,
HAKOIMWYEHHS W BUKOPUCTAHHS CHEPTil, [0 YTBOPIOETHCS IMi/T 9ac pO3Iaay MEBHUX
pedoBHH B oprani3Mi. KokHa opraniuHa pedyoBHHA, KA BXOJHUTH A0 CKJIaay KHUBOI
Martepii, Ma€e 3anac MOTEHIIIHHOI eHeprii, 3a paXyHOK SKOI MO)Xe OyTH 3JiiiCHEeHa
pobora.

Po3nin Gioximii, SIKuii BHUBYA€E TEPETBOPECHHS ¥ BUKOPHUCTAHHS €HEpPrii B
JKUBUX KIIITHHAX, MA€ Ha3BY Oioenepeemuxa (a00 Oioximiuna mepmoOUHamMIKa).

bioenepreTrka po3risgae TPy MUTAHHS:

1. Jlxepena eHeprii.
2. CrnocoOu nepeTBOpeHHs 1 HAKOMUYEHHS €Heprii.
3. [Insxu BUKOPUCTAHHS €HEPT1i.

Enepreruka mnporeciB 010J0T14HOTO OOMIHY pPEUOBHUH BIJIPI3HSETHCS BiA
EHEPreTUYHUX PEaKUii, O 31HCHIOIOTHCS B HEKUBIN MPUPO/Il Ta IPYHTYETHCS HA

TPbOX OCHOBHHX IIPHHIIUIIAX.
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Ilepworw ocobausicmio Oioenepeemuxu € Te, MO OPTaHi3M HE MOXKE
BUKOPHUCTOBYBAaTH TEIUIOBY €HEPrito i poOOTH, 1 BOHAa HIe MEPEeBaXKHO MJIs
MIITPUMAHHS TTOCTIHHOT TeMIIepaTypH Tija.

Jlpyeoto ocobnusicmio 6Oioenepeemuxku € Te€, IO BHUBIUJIBHEHHS CHEPTil
B1I0YBa€ThCS MOCTYIIOBO, MAJIMMH TOPIISIMH, Y JaHIF031 MOCTIIOBHUX IPOIIECIB.
SAxOu Bcs eHeprist BuAUIIAcS O OJJHOMOMEHTHO, TO MIT' CTaTUCA «CHEPTreTUYHUM
BUOYX», 1 ®HUBa CHUCTeMa HE 3MOIJIa O 3aCBOITH Ta BUKOPHUCTATH IF0 CHEPTiiO 3a
KOPOTKUM MEPIO/I.

Tpemsa ocobnugicms Oioenepeemuky TIONATAE B TOMY, IO MOTEHIIIHA
XiMIYHA EHEpris, M0 3HAXOAWTHCS B XIMIYHMX 3B'SI3KaX MOJIEKYJ BYTJICBO/IIB,
JIT111B, OUIKIB TOIIO, MPYU BUBUIBHEHHI 111 Yac iX po3Majay, MOXKe HAaKOITUYyBaTHCS
B IHIIUX PEYOBHHAX, sIKI € O10JOTIYHUMH aKymyJjsiTopamu eHeprii. Bonn HaOymnu
Ha3BY BUCOKOeHep2emudHUX ad0 MaKpoep2iuHux CIONyK.

KopucHorw enepriero s KIITHH € TUIBKU BUIbHA €HEPrisl - 11€ KIJIbKICTh
BHYTPIIIHBOI EHEPT1l CUCTEMH, sIKa MOXKe OyTH MepeTBOpEeHa Ha poOOTY.

Skiio 3HaueHHsI 3MIHM BUIBHOI €HEPTrii HeraTUBHE, TO peakilis nepeodirae
CaMOBITTLHO 1 € ek3epeoniunorw. HaBlakum TO3WTHMBHE 3HAYEHHS 3MIHU BUIBHOI
€Heprii 3Ha4uTh, 110 peakiis Oyjae mepediraTu TUIbKU MPU HAJAXOKEHHI BIJIBHOI
CHepril 330BHI - eHdepeoHiuHi peakyii).

Enneproniuni peakuii MOXYyTb ICHYBaTH TIIbKM B TMOEIHAHHI 3
€K3EpPrOHIYHUMU PEaKI[isIMU, TOOTO 30UJIbIIICHHS BUIBHOI €HEPTii MOKIIUBE JIUIIIC 32
pPaxyHOK 1HIIMX CHPSDKCHHUX PEAKIliH, sIKl BiJOYBAIOTHCS 31 3MEHIICHHSM BUIBHOI
e”eprii. JKuTTeBo Ba)JMBI MpOLIECH B OpraHi3mi - peakiii CHHTE3y, M'si30BE
CKOPOYEHHS, NPOBEJICHHS HEPBOBOTO IMIYJbCY, TPAHCIOPT dYepe3 MeMOpaHu
OTPUMYIOTHh €HEPTiI0 MIJISTXOM XIMIYHOTO CIIOJTYYEHHS 3 OKMCHHUMH PEaKIlisIMH, B
pe3ysbTari SKUX BiIOYBa€TbCs BUBUIBHEHHs eHeprii. [l  cromydeHHs
CHJCPTOHIYHUX PEaKiliil 3 EeK3epProHIYHUMH PEeaAKIISIMU MOTPIOHI aKyMyJSaTOpU

eHeprii B OpraHi3mi, B AKUX 3anacaeThcs npudnuszHo 50 % eHepriit:
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P < CunTe3 010MOJIEKyIT

.. _y~ M's30Be cKkopoUeHHS
Ex3eproniuni peakii ~ E
& Hepsose 30yIKEHHES

vy

AKTHBHMI TPaHCTIOPT

Puc. 2.1. CipsizkeHHSI eK3eProHiYHMX Ta eHAeProHiYHNX NMpolleciB

JJis MO€THaHHA €HJIEPTOHIYHUX Ta €K3eprOHIYHUX peakiiii HeoOXiaHO, 1100
BOHU MaJIM CIUIBHY MPOMIXKHY CIIOJIYKY, sika O BUCTyMHaja K MEPEHOCHUK XIMIYHO1
eHeprii. TakuMu 3B’S3yIOUYMMU areéHTaMHu € CIOJYKH, IO MICTSITh MaKpOepriyHi
3B’SI3KH, TOOTO «Oarari EHEepricro.

Makpoepriuui  3B’SI3KM, SIKI MO3HAYalOThCS CHMBOJIOM ~ (TWJIBAA),
H1PO3AUIAIOTH Ha IEK1IbKA TUIIIB:

- dochoanrinpuani (ATD, {TO, I'TO, YTD, tAMD);

— docdoryanigunosi (kpeatuHdocdar);

— enosipocdatsi (pochoenonmipynar);

TioecTepHi (aetun-KoA, cykiunin-KoA).
Cronykwu, 110 MICTSATh Taki 3B’SI3KH, HA3UBAIOTh MAKPOEPSIYHUMU.

ATO® 11e OCHOBHAa MaKpOEpTriuHa CIOJIyKa B OPraHi3Mi JIOIUHU:

Puc. 2.2. bynosa AT®

B opranizmi gopocnoi nroauHu 3araibHa KiabKicTe AT® ckiiamae 6Ju3bK0
30-50 e, a kimpkicTh AT®, MmO CHHTE3YETHCA W MiANAETHCA poO3Many 3a M00y -

omm3pko 62 kr. TomMy po3paxoBaHoO, 0 KOkHA MoJieKyina AT® po3mernItoeTses 1
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3HOBY pereHepyeThcs Ha M0o0y 2,5 Thc. pasiB, a CepemHsl TPUBATICTh i1 KUTTA
MeHIIa 3a | xa.

Peaxiii kaTtaboJ1i3My € OCHOBHUM IIUISIXOM YTBOPEHHSI €HEprii B opraHi3zmi
JTIOAWHM. B MX peakuisx yMOBHO BUIUISIOTh TPU CTaii.

Ilepwa cmaodin KamaoboNZMy —  XapAKTEPU3YETHCS  TUM, IO
MaKpOMOJICKYJId BYTJIEBOJIB, OUIKIB 1 JIMIAIB PO3MICTUIIOIOTHCS JO0 IPOCTHX
CKJIAJIOBUX KOMITOHEHTIB. J[Ji1 eK3oreHHuWX CcyOcTpariB - 1€ Tpolecu
NEpPEeTPaBIICHHS Ta BCMOKTYBAaHHS Y IUIYHKOBO-KHIIKOBOMY TpakKTi, a MaJid
€H/IOT€HHUX CYOCTpaTiB — 16 BHYTPIIIHbOKIITUHHE PO3LICTUIEHHSI O10MOJIEKYT 3a
y4dacTio (hepMeHTIB, JIOKaJTI30BaHUX B IIUTOIUIA3Mi Ta Ji3ocomax. OTxe, ByTrJieBOAU
(moyicaxapuu, oJIirocaxapuam) PO3MaIat0ThCS hi () MOHOCaXapH/IiB,
TPUALMATIIUEPUIM — 1O TIIUEPUHY 1 BHUIIUX KXUPHUX KUCIOT, OUIKH — JO
aMIHOKHCJIOT, HYKJICTHOB1 KMCJIOTH — JJO MOHOHYKJICOTHI1B. Peakiii nepioi crasii
KaTa0oJi3My €K30I€HHUX Ta €HJOI€HHUX CyOCTpaTiB KaTami3yroThcs (hepMeHTaMu
kiacy rimpoinas. Ha mpomy erarmi 3BiUIbHIOETBCS 110 1% eHeprii cyOcTpariB, sika
po3citoeTbes y popmi Terna. Ctafiss HE CyNpPOBOKYETHCA aKyMYJISLIEI0 EHEeprii y
dbopmi ATO.

Jlpyza cmadia kamabonizmy — BKIIOYAE MPOLIECH, B SIKUX METAOOJITH, 1110
YTBOPWJIMCS Ha TEpIiil cTajii, 3a3HalOTh PO3IICIVICHHS Ta TMEPETBOPIOIOTHCS HA
OJIUH CIUIBHUM TPOAYKT - aneTwi-SKoA, 3araqbHuil KiHIIEBUA MPOAYKT APYTOi
cTajli KataOodi3My BYTJIEBOJIB, JIMiAIB 1 aMiHOKUCIOT. Peakiii apyroi cramii
BiIOYBAIOTHCS B IUTOIIa3Mi 1 YaCTKOBO B MITOXOHJpisx kmituH. Ha apyromy
etami 3BUTbHSEThCS Onm3bko 20-30 % eneprii BuXimHUX pedoBUH. YacTuHa 1€l
€Heprii akyMymroeTbcsi 'y  Makpoepriunux 3B'a3kax ATd (cyOcrpaTHe
dbochopuitoBanHs), a YaCTUHA PO3CIIOETHCS y BUTIISAI TEIIA.

Tpemsa cmaodia kamabonaizmy - BKIIOYAE TPOILIECH, B SIKUX BIIOYBAETHCS
okucHeHHs aneTuia-SKoA no kinneBux merabonitiB CO2 1 H2O 3a yyacTio KMCHIO.
L5 cTanis mokaii3oBaHa B MITOXOH/PISX 1 CKIATAETHCA 3 IBOX MPOLIECIB:

- nukiny TpukapoonoBux kuciaoT (LITK, mukn Kpebca-Jlinmana a6o

IUKJI TUMOHHO{ KUCJIOTH), BHACHIAOK (PYHKI[IOHYBaHHS AKOT0 yTBOprOeThes COy, 1
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atomu ['igporeny, 1mo Hajaadl BUKOPUCTOBYIOTHCA JUISl BITHOBJICHHS KO(EpMEHTIB
HAJI" i DALY

- JUXaTbHOTO JIAHIFOTAa TICPEHECEHHS ENEKTPOHIB BiJl BIAHOBICHHUX
¢dbopM KoepMeHTIB Ha MOJIEKYJISIpHUN KHUCeHb 3 yTBopeHHsM HO.

Ha Tpetiti cramii katabosizMy BigOyBalOThCS MPOLECH TKAHUHHOIO
JIUXaHHS, K1 CKJIaJal0Th OCHOBY €HEPreTHYHOIo 3a0e3MeUeHHs opraHi3My. B 1miif
¢a3i 3BUIbHIOETHCS OM3bK0 70 — 80 % yci€ei eHeprii XIMIYHUX 3B'A3KIB PEUOBHH.
Eneprisi okucHeHHs1 cyOcTpatiB 30cepeKyeThes y docdaTaux 3B'si3kax AT, a
YacTHUHA ii BUJUISIETbCA y BUTJISIL TEILIA.

B aepoOnux ymoBax anetun-KoA B MaTpukci MITOXOHApPIN Jalli MOBHICTIO
okucioeTbes 10 COz 1 HoO B yukni mpukapoonosux kuciom uu yukini Kpeoca,
3a IM’sIM aBTOpA, SIKWH BUBYAB MEXaHI3M IIbOTO OKMCHEHHs. Yepes Te, 10 mepIIoko
YTBOPIOETHCS IMMOHHA KUCJIOTA, 1l UK HA3UBAIOTh TAKOXK WYUKIOM JIUMOHHOT
Kucaomu abo UTPATHUM ITUKIIOM.

Crig 3a3Ha4UTH, OO0 UUKI TPUKAPOOHOBUX KHUCIOT SIBISIE COOOI0 KiHUeauil
3a2anbHUIl WAX OKUCHEHHA «RATUGHUX) MOJEKY]l — BYTJIIEBOIIB, aMiHOKHUCIIOT i
KUPHUX KHUCIIOT.

[{ukn TOYMHAETBCS 3 KOHJEHCAIlll YOTHUPUBYTIICIEBOTO KOMIIOHEHTA —
IIaBJICBOOITOBOT KHCIIOTH, 1 JBOBYIJICIIEBOTO KOMITIOHEHTa — areTmi-KoA, 3a
Yy4acTIO MOJIEKYJIM BOAM 3 YTBOPEHHSIM aKTHUBHOI (POPMH JMMOHHOI KHCIIOTH 1
KoASH. Jlumonna kucniora (IMTpar), 10 YTBOpUJIACS, MijJ BILIUBOM (EPMEHTY
aKkonimameiopamasu NETiIPYETHCA 1 IEPETBOPIOETHCS HA IUC-aKOHITOBY KUCIIOTY,
AKa TICAS TPHUENHAHHS MOJEKYJIM BOJIU TEPETBOPIOETHCA Ha 130JMMOHHY
(i3ouuTpat). I[30JIMMOHHA KHCJIOTa OKHCHIOETBCS 1 TEPETBOPIOETHCS Ha
1aBJIE€BOOYPIITHHOBY (OKCAJOCYKIIMHAT) KUCJIOTY, sIKa 1€KapOOKCUIIOETHCS 10
o-keToraytapoBoi. OOuABI peakiuii KaTamdi3ylOThCsd OAHUM (HEPMEHTOM —
i3oyumpamoeziopozenasoio. lleit pepmeHT icHye B 1BOX (popmax, oJHA 3 STKUX
HA/I"-3anexna, inma — HAJ[®"-3anexxna. o-KerorayrapoBa kuciaora 3a3Hae
CKJIATHOTO OKHCJIIOBAJIbHOTO JI€KapOOKCUIIIOBAaHHS IIiJl BIUIMBOM CKJIQTHOT

noxiepMeHTHOT CHUCTEMHU — 2-0KcoznymapamoeziopozeHasu (a-
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KeToriayrapataerigporenasu). Ilpu mpomy yTBOproeThesi cykuuHin-KoA, skuii
pearye 3 HeopraHiyHMM ¢ocdaTroM 1 MEepeTBOPIOEThCA Ha cyKuuHinpocdar, a
HSKOA BUBUIBHSETHCA 1 MOKE 3HOBY BKJIFOUATHUCS B Pi3HI JIJAHKU OOMIHY PEUYOBHUH.
CyxuuHindocdar pearye 3 ryanozunaudocdarom (I'ID) i mepeTBOproeThcs Ha
SHTapHY KUCIOTY (cykiuHar), a ['JI®, npuennyroun pocdar, nepeTBOPIOETHCS HA
rya"Ho3untpudocdar (I'TD). Takum YUHOM, po3wenienHs mioecmepHo2o 383Ky
cykyunin-KoA noeonane 3 gpocgopuniosanuam eyanosunougocghamy.

YTBopeHa sHTapHa KHUCJIOTa (CYKIIMHAT) T BIUIMBOM (EepMEHTY
CYKUUHAmMOe2iopo2eHa3u OKUCTIOEThCS Yy (yMapoBY KHUCIOTY. AKIEITOPOM
rizporeny B mii peakmii ciayxuth ®AJl, a e HAJlY, sikuii BUKOPUCTOBYETHCS B
TPHOX 1HIIMX OKUCIIOBAIIBHUX peakiisax Mukiny Kpebca. @ymapoBa KucioTa, sika
yTBOpHUJIACA, TiJ BILUTUBOM ¢hymapamcziopamasu TiApaTyeTbCs 1 MEPETBOPIOETHCA
Ha A0y4HY.

3aBepmanbHOIO crafiero mukiny KpeOca € pereHeparlisi maBieBOOITOBOI
KuciaoTh  (okcajoareraty) 3 s0aydHoi (manaty). Peakiiis  kaTami3yeThcs
manamoeziopozenasoro 3a ydactio HAJI*. HAJ[-H ta ®AJIH,, sixi yTBOpHIUCS B
MUK  TPUKApOOHOBUX KHCJIOT, Jajll OKHUCIIOIOTBCA B JIAHIIO31 TMEPEHOCY
enekrponiB. HAJI-H 1 ®AJIH, — Garati Ha eHeprito MOJeKyau, 60 KOXKHA 3 HHX
MICTUTh TIapy €JICKTPOHIB 3 BUCOKUM IOTEHIIaNIOM nepeHocy. [Ipu nmepenoci mux
eJICKTPOHIB HA MOJICKYJISIPHUN KHCEHb 3BIIbHSIETHCS BEIHMKA KUTBbKICTh €HEPTii, siKa
BUKOPHUCTOBYEThCS /i reHepyBaHHSI ATO.

Kpim posrasiHyToi Bullle enepeemuunoi (¢yskiii, uukiay Kpebca
npuTaMaHH1 iHmezpamuena, am@iooniuna i 6odenveenepyroua GyHkIii.

1. Immezpamusena monsrac B ToMy, mo Iuka Kpebca € cBoepiiHUM
METabOMIUHUM «KOJIEKTOPOM», KU 00'eqHye HUISIXW KaTaboyi3My BYTJIEBO/IIB,
JIITAIB 1 OUIKIB.

2. Amghiboniuna nonsrae y BUKOHAHHI MOABIMHOI QYHKIIII: Kamadoniunot,
3B'13aHOI 3 PO3IAOM alleTaty, 1 aHaboiunoi, ockiibku cyocTtpaTu nukry Kpebca
BUKOPHUCTOBYIOTBCS JJIsl CHHTE3y 1HIIMX PEYOBHUH. Tak, IaBIEBOOILTOBA KHCIOTA

(okcamoarieraT) #ae Ha CHHTE3 aclapariHoBOi KHCJIOTH Ta TJIOKO3H, Ol
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KeTorayTapoBa  (2-okcoriayTapar)— Ha CHHTE3 IJIyTaMiHOBOi, SIHTapHa
(CyKLIMHAT) — HA CUHTE3 TEMY.
3. Enepeemuuna — n1etanbHO poO3IIISIHYTa BUILE.

4. Booenveenepyroua — nukn KpeGca € OCHOBHUM T€HEPATOPOM TiJpOTEeHY

JJI AUXaJIbHOI'O JIAHITIoT'a.
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Puc. 2.3. llukja TpuKapOOHOBUX KHCJIOT

PEAKIJII FIOJIOTTYHOIO OKUCHEHHA. TKAHUHHE JJUXAHHA
3a cydacHUMHU YSBICHHSMHU O10JIOTiYHE OKHUCHEHHS OPTaHIYHUX CIOJIYK
KaTalmi3yeThCs (EepMEeHTaMH KiIacy OKCHAOPEAYKTa3 Ta MOXKE BimOyBaTHCS
KUTbKOMA TIISTXaMH:
a) BIJIIIETUICHHSM Bif cyOcTpaTiB aTomiB ['iaporeny (meriapyBaHHs);
0)  BIOUICTUICHHSM BiJ cyOCTpaTiB €JIEKTPOHIB;

B)  MNpuUeIHAHHAM 10 cyocTpaty OKcUreny.
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binpiricte  peakuid  OG10JOTIYHOTO  OKMCHEHHS  mepedirae  IisixoM
JeTiIpyBaHHa CcyOcTpary, TOOTO BiauleryieHHsM atomiB [igporeny. Skmio
aKIENTOpOM aToMiB ['1IporeHy € KHCeHb, TO IPOIIEC HA3UBAETHCS aAepOOHUM
OKUCHEHHAM (abo mKamunHum ouxanusam). Skumo »x aknentopoM [imporeny e
SKach 1HIA pPEYOBUHA, TO TIPOLIEC OKUCHEHHS HAa3UBAETbCS aHAepPOOHUM
OKUCHEHHSIM.

Takum uynMHOM, 3 XIMIYHOI TOYKHM 30py BIJIMIHHICTh MK aHaepoOHHM Ta
aepOoOHUM OKUCHEHHSIM (TKAHUHHHUM JUXaHHSIM) 3BOJIUTHCS JIO PI3HUIN Y KIHIIEBUX
aKIIETITOpaxX BOJHIO, IO JET1APYETHCS BiJ pI3HUX PEUOBUH TIiJ] 4aC OKUCHEHHS.

VY xmiThHHIA 010710T11 T TKAHUHHUM (KITITHHHUM) JTUXAHHAM PO3YyMIIOTh
MOJIEKYJISIpHI MPOIECH, B PE3yJIbTaTl SKUX BIJIOYBAE€THCS MOTJIMHAHHS KJIITHHOIO
KHCHIO 1 BUJIIJICHHS BYTJIEKUCIIOTO Ta3y Ta Boau. KiiTHHHE MUXaHHS BKIIOYAE TPU
cranil.

Ha nepwiti cmaoii opraniuyHi MOJIEKYJIU - TJIFOKO3a, JKHUPHI KUCIOTH 1 JEsK1
aMIHOKHCIIOTH - OKUCIIOIOThCS 3 yTBOpeHHsM anetui-KoA. Ha gpyriit cranii -
anetun-KoA Bcrynae B IITK, ae #oro anerwibHa rpyna (tod6to arom KapOony
cyoctpaty) ¢epmeHTatuBHO OKHCTIOEThCA 10 CO, 3 BigmemieHHsMm HS-KoA.
Enepris, 1m0 BUBUIBHSETHCS, HAKOMUYYEThCS Y BIAHOBJIEHUX MEPEHOCHUKAX
enexktponiB HAJIH 1 ®AJIH,. Ha tperiit cramii (TepMmiHaJibHE OKHCHEHHS)
eJIEKTPOHH TepeHocAThC 0 O, SK KIHIIEBOMY aKLENTOpy, 4Yepe3 IUXalbHUN
JaHuor abo nanmior nepeHeceHHs enekTpoHiB (JIIIE). BinbHa enepris, 1o
3BUIBHAETHCS B JUXAJbHOMY JAHIIOTY TMiJ 4Yac TIEPEHECEHHS eJEKTPOHIB,
BUKOPUCTOBYeTbCA i1 cuHTesy ATO 13 AD 1uisixom  OKHCHOTO
dbochopumroBaHHs.

I-a i II-a cmaQii TKAHUHHOTO TUXAaHHS MOXYThb MepediraTd B LUTOILIA3MI,
SHJOTUTA3MAaTHYHIN CITIl 1 B MiToOXOHIpisaX. |ll-2 cmadia TkanHmHHOTO AMXaHHS
JIOKaJli30BaHAa Ha BHYTpPIMIHIA MeMmOpaHi MITOXOHApiIH. OKHCHEHHS, IO
BIIOYBa€TbCS  HAa  BHYTpIIIHIA  MeMOpaHi  MITOXOHJApIA,  HA3UBAETHCSA

MIMOXOHOPIANbHUM OKUCHEHHSIM.
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HopmanbHa Tedwiss TKaHWHHOTO JAWXaHHS 3a0€3MedyeThcs HacaMIiepes
3aBIISKH JISUTBHOCTI CHUCTEMHU 30BHIIIHBOTO JUXAaHHA 1 KHUCEHbTPAHCHOPTHOI
GbyHKIT reMorio0iHy KpoBi. MOJIEKYJISIpHUM KUCEHb HAAXOIUTH JO KIITHHU
IIUIIXOM TpocToi nudys3ii.

OKHMCHEHHSI LUISIXOM BKJIIOYEHHS OJHOro abo ABOX aroMmiB OKCUTEHY Y
MOJIEKYJTy cyOcTpary 3 MeTor Horo mopaudikaiii BiOyBaeTbcs y MeMOpaHax
CH/IOIUIa3MaTUYHOTO PETUKYJIyMa TeMaTOLMTIB MEYiHKH Ta KIITUHAX I1HIIMX
CIellaJlI30BaHUX TKAHWUH 1 HA3UBAETHCS MIKPOCOMAIbHUM OKUCHeHHAM. Ta npu
Takux peakmisix cuHTe3 AT®D HeMOXIMBUM, a €Heprisi OKUCHEHHS
BUKOPUCTOBYETHCSI a00 I 3HEIIKO/PKCHHS TOKCHYHMX PEYOBUH abo s
010CHHTE3y HOBHUX CIOJIYK.

Komnonenmu ouxanvnozco nanyroza

[Tporec 610J0TTYHOTO OKMCHEHHS MOYMHAETHCA Y MAaTPUKCI MITOXOHJIPIN 3
JIeriipyBaHHsA CyOCTpaTiB, sike BiAOYBA€ThCA B PE3YNbTATI JIi MIPUIUHZATEHKHUX 1
(baBiH3ICKHUX JETiIporeHa3 — (EepMEHTIB, sIKi 30MParOTh EJIEKTPOHH BiJl
cyOcTpaTiB KaTaOOJIYHUX NUIAXIB 1 aKyMYJIIOIOTh iX B YHIBEPCAIBHUX aKLENTOPax
CNICKTPOHIB — HiKoTHHamimHux Hykieoruaax (HAJY ) abo ¢naBiHOBHX
Hykieotuaax (OMH uu ©AJ).

Hikxomunamioni oeziopocenasu JOKaIi30BaHI B MAaTPUKCI MITOXOHAPIM 1
1UTo30i. [IJs esKuX 3 HUX € MITOXOHPiaJIbHI Ta IIUTO30JIbH1 130(hepMEHTH.

Kodepmentom 1mx gerigporeHas € HIKOTUHAMITAJAEHIHIUHYKICOTH]T
(HA") abo wikoTumHamigaaeHinaunykineotuapochar (HAJAD™), mo maroth y
CBOIl CTPYKTypl amiJl HIKOTHHOBOi KucioTu (Bitamin PP aGo Bj), Tomy ix 1me
HA3MBaIOTh HIKOTUHAMITHUMHU (DepMeHTaMU. AMiJ HIKOTUHOBOI KUCIIOTH - TIOX1JTHE
OipUIMHY, 3BIAKM ¥ MIOUIa  Ha3Ba -  NIPUOUH3ANEJCHI  0e2iOpo2eHasu.
CnenudivHicTh All II€i TPYyNU JEriaporeHa3 3yMOBJIeHa OIJTKOBOK YaCTHHOIO
bepMeHTY, OCKUIBKUA KOEPMEHTHU 3a CBOEIO OYA0BOIO MO I10HI.

PiBHSIHHSA peakIrii, 0 KaTali3y€eThCs MiPUANH3AIC)KHIME JET1IPOTeHa3aMH,

MOJKHAa BiI[O6paBI/ITI/I HaCTYITHUM YHHOM!
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§H; ¥ HAB(®)* § + HAR(o)H+H"

Kodepmentn HAJI* a6o HAJID* € BOIOPO3YMHHUMHE 1 TOMY CIIOJIy4YeHi 3
anmoepMEHTOM TUIBKM B XO0Al peakuii. BigHoBieH1 KodpepMeHTH JIerKo
JIMCOIIIOIOTH BIJI ACT1APOreHas 1 Jajii 3HOBY OKHCHIOIOTHCS IUISIXOM MEPEHECEHHSI
rigpua-iony H™ (a6o H" + 2€) mo iHmoro axientopy, TOOTO 3HOBY BHKOHYIOTh
dbyHKIII0 nepeHocHUKIB. [l aerigporeHasu € yHIBEpCAIbHUMHU aKIENTOpaMU
atoMiB ['igporeny s 6arateox cyoctpatiB. HAJIH 1 HAJA®H nHe mpoxonsts
yepe3 BHYTPIIMIHIO MeMOpaHy MITOXOHJIpIN, ajie MOXKYTh MepeaaBaTd eIeKTPOHU
JI0 MITOXOHJIpIi uepes creliaabHl MEXaHI3MH.

@nasinogi Oeziopocenazu - HaJIeXaTb 10 TPYNH CKJIaJAHUX (HEPMEHTIB,
NPOCTETUYHOIO TPYNnow sSkux € QuaBiHaaeHinaunykiaeotun (DPAJI) abo
¢nasinmononykieotun (OMH). Kodepmentn ®MH 1 ®AJ] (ma mportuBary
HIKOTUHAMIIHUM) MIIIHO 3B’si3aHl 3 anodepmentoM. [lo ckiany nux (pepMeHTIB
BXoAuTh puboduapin (BitamiH B;). ®AJ[-3anexHl ¢depMEHTH BHUKOHYIOTH
GyHKIII0 IEpBUHHKX Aeriaporenas. Kpim toro, icHytoTh (hiaaBiHOBI (epMEHTH, 110
€ TPOMDKHHUMH IepeHocHukamu  atoMmiB [ligporeny Bim HAJIH+H' (siki
YTBOPWJIMCh BHACHIOK i HIKOTMHAMIJHHUX JIETIIPOT€HAa3) Ha CIOJYKY
HACTYITHOTO €Tamy AMXajJbHOro jaHiora (yoixiHoH). EnekTponu i mpoToHH, 110
BIJIIICILTIOIOTHCS BiJ BimHOBICHMX (Gopm HAJIH+H" mpueanyrorbes 10 atomis
Hirporeny (N, N°) iz0anoxcasumnoBoro kineus puOodIaBiHy Ta yTBOPIOETHCS
BimHOBIeHa hopma ®MHH,.

Yoixinon (B nepexiazi 3 anri1. ubiquinone o3Havae «BCIOIUCYIINN XIHOH) -
KUPOPO3UMHHA BITAMIHOMOMAIOHA pPEYOBHMHA, NOXIAHE OEH30XIHOHY. MIiCTHUTH
JIOBTMY HEHACHYEHUH JIAaHIIOT 130MPEHOITHUX OJMHUIlG, SKUU Halae MOJEKYIi
BUCOKOI TigpodoOHOCTI Ta copusde ii mBuAKIA audysii B minmigHux daszax
BHYTpIIIHLOI MiTOXOH/pianbHOI MeMOpanu. Moro mie Ha3MBaKOTh KOCH3UMOM Q
(KoQ), xoua BiH HE BXOJUTH J0 CKJIATy KOJHOTO 3 (hepMEHTIB. Y 0IXIHOH BUKOHYE
poOJIb TIOCEpeTHWKA B TIEPEHECEHH! BIJHOBJICHUX EKBIBAJCHTIB MIK MEHII
PYXJIUBUMHU TIEPEHOCHHKAMH €JICKTPOHIB B MeMOpaHi. BiH Moke npueaHyBaTH
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onuH abo NBa €JIEKTPOHH 1 MEPETBOPIOBATHUCS HA BIAHOCHO CTIMKWUN CEMIXiHOH
pagukan (QH") abo yb6iximon (QH:), BimmoBimHo. Monekyna yOiXiHOHY 3/1aTHA
000poTHO NpueaHyBaTH atoMu BojHIO Big HAJI- 1 DA JI-3anexHuX AeriaporeHas,
110 CYIPOBOKYETHCS MEPEXOAOM HOTr0 OKUCHEHOT (JOPMU Y BITHOBHY.

Lumoxpomu Hanexatb 10 TPYNHU CKIATHUX (PEPMEHTIB, HEOTKOBOIO
YaCTHUHOI (MPOCTETUYHOIO TPYIOK) SIKUX € ¢GepyMrnopdipuHOBI KOMIUIEKCH,
noJ1i0H1 10 reMy remMorio0iHy. Takum 4MHOM, yCi IUTOXPOMHU € TeMONPOTETHAMU
(muB. po3ain CkiiajiHi OUIKH).

Atom @epyMy B NHTOXpOMax Ma€ BJIACTUBICTh 3MIHIOBATH CTYIIHb
OKHCHEHHsI, 10 MOB'I3aHO 3 MPUEIHAHHSIM a00 BiIJa4€I0 €EKTPOHIB:

+e

Fed® 2%

=

Karion Fe** micTuTh okucHena gopma uroxpomis, a Fe?* — pigHoBeHa.

Y mporecax TKaHMHHOTO JWUXaHHS HaWBAXJIMBIILY pOJIb BITITpaloOTh
yumoxpomu b, c1, ¢, aas, sIKI BKIIOYAIOTHCA B JUXAJIbHUN JAHIIOT caM€ B TaKid
TIOCJIiIOBHOCTI, 110 3yMOBJIEHA 3MIiHOKO iX OKUCHO-BiTHOBHOTO moTeHmiany E°.

KpiM po3riisiHyTHX KOMIIOHEHTIB, TUXAJbHUI JAHIIOI BKIIIOYAE OUIKH, IO
MICTATh HeremoBe 3aiizo. Atomu depymy, skl cnosydeHi 3 aromamu Cynbdhypy
yTBOpIotoTh FeS-6inku. Taki FeS-kmacrepu po3miineHi Ha pi3HUX JUISTHKAX
JUXaJBLHOTO JIAHIIOTa 1 OepyTh y4acThb y IEPEHECEHHI eJEKTPOHIB 3a PaxyHOK
3MiHU CTYIIEHIO OKHCHEHHS 10Ha Depymy MoJ1i0HO 0 IIUTOXPOMIB.

KinbkicTh AMXadbHUX JIAHIIOTIB Y MITOXOHIPISX PI3HUX TKAHWH 1 OpraHiB
HeomgHakoBa. Tak, y medinmi ix npubmuszno 5000 (B po3paxyHKy Ha OJHY
MITOXOH/PiI0), a B cepini — 6au3bpko 20000. OTke, B MITOXOHAPISIX CEPIIsT TUXAHHS
BiI0YBa€THCS OUNIBII AKTUBHO, HI’K Y MITOXOHPISIX MEYIHKH.

KomnoneHnTr nuxanpHOrO JaHIfora o0’eHaHl B 4YOTHPH (YHKI[IOHATIBHI
KOMIUIEKCH, III0 HEPYXOMO BOYZOBaHI y BHYTPIIIHIO MEMOPaHy MITOXOHIPIi:

I xomnnexc - HAJIH-periaporenasa (dmaBomporein I a6o HA:KoQ-
OKCUJIOPEAYKTa3a).

Il xomnnexc - cykuuHataeriaporenasa (dmaBomporein Il abo

cykuuHaT:KoQ-okcuaopeaykrasa).
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Iami  cyGceTpaty MITOXOHApIANBEHUX JAeTiAporeHas (rmineposn-3-docdar,
armui-KoA) BigaroTh €IEKTPOHU B TUXATBHU JIAHITIOT Ha PiBHI YOIXIHOHY, ajie He
yepe3 komruiekc I1.

11l komnnexc - nutoxpom bcy (yoixinommerigporeHasza adbo KoQ: muroxpom
C-OKCHIIOPEIyKTa3a).

1V xomnnexc - uutoxpoMm a 1 az (uuroxpom c:Oz-oKcuaopeaykrasa ado

UTOXPOMOKCHIA3Q).
Iixepena HAAH+H*
i301UTpaT
#-xeTormyTapam
Manar .
mpysar HAAH+H
B \ Koymmexx |
®MH,
FeS-6inx

Kovmuexe |11 Koymuexe Y

®AJ H;— FeS-6inkn KoQ_. b,— El——»@ —»—-@2

Jxepena: FeS-6inxu
auun-KoA
rinepon-3-

Goshar DA, r

FeS-6imxu YrBOpeHH BHAOFEHHOT BOAY:
Kovmumes | | 0, +4H  +46=2 Hy0
Cyiuitnar

Puc. 2.4. Cxema opranizanii AUXaJbHOI0 JAHIIOra Ha BHYTPIlIHIiA

MeMOpaHi MiTOXOHAPIH

[TocmimoOBHICTE KOMIIOHEHTIB IMXAJBLHOIO JIAHIIOTA € TaKOX HE
BUIIAJKOBOIO, a 3yMOBJICHOIO IIBUIKICTIO OKHCHEHHS W BiTHOBJICHHS OKPEMHX
KOMITOHEHTIB JIAHITFOTa JUXATbHUX QepMeHTiB Ta BenuunHoro OX-Red-noreHmiany
(E°, B) KO;KHOTO KOMIIOHEHTA JIAHIIOTa TUXaIbHUX (EPMEHTIB.

[Ipy moBHOMY Tepexoji ABOX €JEKTPOHIB BiJi OKHWCHO-BIJIHOBHOI Iapu
HAJJH/HAL" (E° = -0,32B) no okucHo-BigHoBHOI nmapu H,0/%20, (E° = +0,82B)
3MiHa BUIBHOT eHeprii peakiii gopiBHIOE 220 KJ[>K/MOJIb.

Oxucaum (ochopunroBanHsIM Ha3uBaOTh mporec cuaTesy ATD 3 AJID i
opropochaTHOi KHUCIOTH, IO CHOPSOHKEHUM 3 TPAHCHIOPTOM EINEKTPOHIB Y

JMXaIbHOMY JIaHITI031 BiJI CyOCTpaTiB 10 KHCHIO.
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Binomo, mo cunte3 AT® i3 AJI® y cranmapTHUX ymoBax norpedye 34,5
k/[>k/Mob, @ B yMOBaX >kUBOi KITUHU — pubau3HO 50 kJIk/Moib. Takum 9rHOM,
nepenaay eHeprii y AuxalbHOMY JaHmiory - 220 xJ[k/Moib — IOCTaTHBO Jis
cuntedy He MeHul 4 moisiekynl AT®. Opnak, eKCHEpUMEHTaIbHUM MLUIIXOM 13
3aCTOCYBaHHSM crlenudIYHUX 1HTIOITOPIB TEBHUX (EPMEHTIB JIUXaJIbHOTO
JaHIora 0yso JI0BEICHO, III0 CUHTE3YEThCSI MaKCUMyM 2,5 Mosekyau ATO.

JUis  KUIBKICHOTO BHUP@XEHHS OKHUCHOTO (ocOpHiItOBaHHS BBEACHUN
Koeghiyieum okucroco pocgopunosanusn P/O, skuit sBisge cOO0 BITHOIICHHS
kibkocTi monekyn HzPO, (meopraniunoro ¢ocdary - P), mo mepeimmu g0
ckiany monekynu AT® (B mpolieci TKAHUHHOTO JUXaHHA) Y PO3PaxXyHKYy Ha OJUH
atom noriauHyToro Okcureny (O). 3nauenns P/O npu nepeHeceHH1 OJHIET mapu
enextpoHiB Big HAJIH no xuchio - 3 (P/O = 2,5), a Big ®AJIH, - 2 (P/O = 1,5).
Bignomenns P/O 3HmkyeThes npu i iHT101TOPIB TKAHUHHOTO JUXaHHS.

I'inomesa xemiocmomuunoeo cnpsicenns (I1. Mituen, 1961 p., HobemiBcbka
npemist 1978 p.). 3rimHO 1€l TINOTE3W CHPSOHKEHI MPOLECH JUXaHHS 1
dbochopuroBaHHSI MOXKYTh MepediraTi TIILKM Y 3aMKHEHIH 1 IIITICHIM BHYTPIIITHIN
MiTOXOHpianbHiii MeMOpaHi. Cunre3 AT® € cOpsoKeHUM 3 TPOTOHHUM
rpajaieHToM. [lepeHeceHH s eeKTPOHIB y3/10BK KOMIIOHEHTIB JUXAJIbHUX JIAHIIIOT1B
BHYTpPIIIHBOI MeMOpaHM MITOXOHAPIM 3abe3nedye TMEpPeHECEeHHs MPOTOHIB
yIOIEpPeK BHYTPIIIHBOT MEMOpaHu Ha ii 30BHIIIHIO CTOPOHY (y MbXMeMOpaHHHUIA
npoctip - MMII). B pe3ynbrari bOro Ha BHYTPIIIHIA MeMOpaHi MITOXOHJIpPIH
bopMyeThCS TPOTOHHUH ENEKTPOXIMIYHMM TOTeHIan (Tpajie€HT), SKUH €
pyuriiiHoto cuiioro cuntesy AT® 3a nonomoroio AT®-cunraszu. TobTo, AUXaHHS 1
dbochopumroBaHHs OB’ sA3aHI MK c00010 enekTpoxiMiuHuM mnoteHmianom (EXIT)
Ha BHYTpIlIHIA MeMOpaHi MiTOXOHIpid. BimpHuii 3BopoTHIH mnepexiy HY
HEMO>KJIUBHH, OCKUIBKU BHYTPIIIHA MeMOpaHa /Jisi HUX HEMPOHUKHA.

[lepeHeceHHss TMPOTOHIB 3 MATPUKCY TPUBOJIUTH J1O  30UIBIICHHS
KoHIeHTpanii H® Ha 30BHINIHIA MOBEpXHI BHYTPIMIHKOI MITOXOHIPiIAIbHOT
MeMOpaHH, 1, HaBIIaKH, J0 3HMKEHHs X BMICTY B MaTpUKci. BHaciiok boro Ha

BHYTPIIIHIN MITOXOHJpiaNbHIA MeMOpaHi BHHUKA€ OCMOTHYHHUNA MPOTOHHUN
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rpagient (ApH), 3 menmmum 3HaueHHsM pH 330BHI. OpHOYACHO MOBEpXHI
MeMOpaHu HaOyBarOThb MPOTUJICKHUX 3apsAdiB: 30BHIIIHS — MO3UTHUBHOIO, 3a
paxyHOK 30inbiieHHss H', a BHyTpilIHS — HETaTHMBHOTO, 32 PaXyHOK 3MEHIICHHS
xonueHtpamnii H* 1 vammumky OH", ToOTO yTBOPIOEThCS TPATIEHT EICKTPHYHOTO
noteHiiany (Ad¢ — aenpra mci). Ha BHyTpimHIA MITOXOHApiaJIbHINA MeMOpaHi
(bopMy€eThCsT €IEKTPOXIMIYHME MpOTOHHUH moTeHmian (AuH"Y), skuii ckiaamaeTbes
3:

ApH* = ApH + Ad

Takum uYHMHOM, 3a paxyHOK pPOOOTH AMXAIBHOTO JIAHIFOTa BHYTPILITHS
MITOXOHJIpialbHa MeMOpaHa HaOyBa€ BIIACTUBOCTI CBOEPIAHOTO EJIEKTPUYHOTO
KOHJICHCaTopa, B SAKOMY BiJIOyBa€ThCs 3amacaHHs €HEprii y  BHIJIAII
CJICKTPOXIMIYHOTO TTOTEHIIIAITY.

biocuntes AT® B mporeci okucHOTO (GoCchHOPUIIOBAaHHS MPOXOJUTH 3a
0e3MocepeTHbOI0  yUacT0 O0COOJMBOTO OUIKOBOTO Komuiekcy V - dakTtopa
crpspkeHHsT MiToXoHpid - AT®-cuntaszu (ATd-cunTeTasa, mpotoHHa abo H'-
AT®a3za, FoF1-AT®aza), sika po3ranioBaHa y BHYTPIIIHIM MeMOpaHi MITOXOHPIii
1 KaTtaymi3ye 000OpPOTHY PeaKIliio:

ATO +H,O == AJl® + H3;PO,

AT®-cunta3auii V KOMIUIEKC MITOXOHJPiM PI3HUX TKAHWH CCaBLIB SIBIISIE
c00010 oiroMipHUi O1TKOBUI KOMIUIEKC rpubonoaioHoi opmu. Bin cknagaeTses
3 JBOX TOJOBHHMX KomroHeHTiB: Fo 1 Fi (Bim amrn. factor). Fo (oligomycin-
sensitive) - «aikka rpubay, 1me TiapoGoOHMIA MPOTOHHUN KaHAJ, M0 TPOHHU3YE
HACKpi3b BHYTPIIIHIO MITOXOHApiadbHy MeMOpany. Fi - «manka rpubay,
no3aMeMOpaHHUI BOJOPO3YMHHUN KaTaTiTUYHUN KOMIIOHEHT, KM 3aKpHUBa€ 3
MaTPUKCHOI CTOPOHU OTBip MPOTOHHOTO KaHaiy. OOuaBa KOMIIOHEHTH CITOJIyYeHi
IEHTpaJbHUM cTeOioM. Pe3ynpTaTl  €KCIEpUMEHTIB  JOKa3aldd  HasBHICTh
MOJIEKYJISIpHOT CTpYKTypu B AT®-CHMHTa3HOMY KaTaliTUHYHOMY MEXaHi3Mi, SKUN
obepraetscs. Lle nmo3Bommno HazBatn ATd-cuHTa3y MOJEKYISIPHAM «MOTOPOM

TypOIHHOTO THUIY», IO CKJIAJAEThCS 13 JIBOX YAaCTHH: IepIuoi, (ikcoBaHOi B
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MeMOpaHi, - «CTaTop» Ta JIpyroi, Io obepTaeThes, - «potop». [lependadaerses,
[0 TMPOTOHYBAHHS Ta JCNPOTOHYBaHHS aMIHOKHCJIOTHUX TPyH yCEepeIuHi
MIPOTOHHOTO KaHay B IIPOIIEC] TTIEPEHOCY IMPOTOHIB Yepe3 CeKTop Fo Bene 10 3MiHU
KoH(popMallii OJIKIB 1 THM CaMUM BHUKJIMKA€ OOEpTaHHS MYJIbTUMEPHOTO IMIIIHIPA
poTOpa pa3oM IO BUKJIMKAE ICTOTHI KOH(GOPMAIlIHI 3pYIICHHS B KaTaTITUYHUX
cyoonunuiax. Ile 3abesneuye mukmiuyauii nporec cuHtedy AT®. Koxuuit akt
cunte3y onniei monekynun AT® Bumarae obepranns portopa Ha 120°. PobGora
AT®-cuHTa3m, SK CHPSHKYHOUOro MPUCTPOro, € 3BOpoTHOW. ATdaza moxe
BUKOPHUCTOBYBaTH eHeprio riaponizy AT® nns yTBOpEHHS €NeKTPOXIMIYHOTO
NOTEHLIaJly MPOTOHIB, TMEPEHOCAYH IX Kpi3b MeMOpaHy TMpPOTH TPaJi€HTY
KOHIICHTpAIlii i TakuM 4uHOM MposBiatd H-AT®a3Hy aKkTHBHICTb.

Iporec okucHOro GocdOpUITIOBAHHS CXIUIBHUI 10 TOHKOI perysuii. Moro
IIBUJIKICTh 3HAXOAUTHCS B TIPSAMIM 3aJIEKHOCTI BIJl eHEPreTUYHUX MOTPEO KIIITUHH,
3a0€3MeUeHOCT] MITOXOH/IpiN cyOcTpaTamMu okucHeHHs, kucHeM, AJI® 1 H3POa.

3aJIe)KHICTh 1HTEHCUBHOCTI AWXaHHs Bia KoHmeHtparii AJID, orpumarno
Ha3By <«JIUXaJbHUN  KOHTPOJIbY», SIKUA BU3HAYAETHCA  CHIBBIAHOLIECHHSIM
kouneHtpaiii AT® 1 AJ{®D. [lpu 3nauennsx [ATOJ/[AAP] < 1 nuxanus ime
iHTeHcuBHIIIe Ta npu 3HadeHHsAX [ATD]/[AID] > 1, 1HTEHCHUBHICTb AUXaHHS
3HUXKYETHCS.

Binvnopaoukanvhe okucHeHHs

VY kimiTHHaX opra”izMy B HOpMalbHHMX (D1310JIOTIYHMX yMOBax mepeodirae
BEJIMKa KIJIBKICTh pEAaKIli OKHWCHEHHS CyOCTpaTiB, SKI CYHIPOBOKYIOThCS
YTBOPECHHSIM BHCOKOAKTUBHUX YAaCTHHOK — BIIBHUX paaukaiiB. [lix BUTbHUMH
paavKajaMu PO3YMIIOTh MOJIEKYJIM a00 X 4YacTKH, SKI MalTh HECHApCHHMA
CJIEKTPOH (Ha MOJEKYJsIpHIM abo 30BHINIHIA aTOMHINA opOiTi). BuibHI paaukanu
peaxkifHO 37aTHI 1 BCTYMAOTh y XIMIYHI peakuii s TpUeTHAHHS II€ OJHOTO
eNIeKTpOHY. BOHM mgyXe TOKCHYHI JUId KIITUHH, OCKUTBKH CHPHYUHSIOTH
YIIKO/DKEHHSI Ol0JIOTIYHO BaKJIUBUX MOJEKyn (OUIKIB, JIMiAIB, HYKJIECTHOBUX

kucnoT). [lpu HemoBHOMY BimHOBIEHHI (TpuenHanHi 1, 2 a60 3€) yTBOPIOIOTHCS

65



BUTbHO-pauKaibHI (hopmu KucHIO: Oy" ~ — CyNepOKCUIHUN paguKall (CynepOKCHI-

anioH); HO® - BinbHUI rigpokcusibhnil pagukain, HO™ - rigpokcua-aHioH :

e, 2H"

0,—= 05 =2 14,0,~*HO + HO 2 H,0

BinsHOpaaukanbHi peakiii MOXYyTh CIPUUUHATA MHOMKHHHI YIIKOKEHHS B
KJIITHHI: TOPYIIyBaTU CTPYKTYpPY MeMOpaH, 1HaKTUBYBaTH (EPMEHTH, aTaKyBaTU
JHK, mo wmoxe OyTH MNPUYMHOIO MyTallil, BHUKJIMKATH JIEMOJIMEPHU3aLii0
noJjricaxapuiiB, OKHCHEHHsI aJpeHaliHy, aKTUBYBAaTH IIEPOKCHUJIHE OKHUCHEHHS
mmigie (ITOJI). Came BiTbHOpaIWKATbHE OKHUCHEHHS HEHACUUYEHUX IKUPHUX
KHUCJIOT JIIMiJIIB OloJIoriyHUX MeMOpaH alo zinonepoxcudayis, OCTAaHHIM YacoM
BUKJIUKA€E OCOOJIMBUI 1HTEPEC.

Bigomi uyucieHHi CTaHW, TPU SKUX MIJICUIIOETHCS BUIBHOPAIUKAIbHE
YVIIKO/UKEHHS KIiTUH. lle BigOyBaeThcs MpHU 10HI3YHOUOMY OIPOMIHEHHI, il
yIIbTPa3BYyKy, CTPeCi, HEJOCTATHbOMY HAJXOJKEHHI B OPraHi3M JESKHUX BITAMIHIB,
rinofnHaMii, HAJUIMIIKOBOMY CIIOKHBAaHHI JKHPY. 3 BIKOM HaKOIMMYCHHS
NEPOKCUAIB JIMi/IIB MPUCKOPIOE TPOLEC CTapiHHS opraHizmy. KpiM Toro, BoHHU
TaKOX 3aTPUMYIOTh TOAUT KIITHH, YWAM 3HIKYIOTh TPOIECH pereHepartii
MOIIKOPKEHUX TKaHWH. OCTaHHIM YacoM 3'SIBUJIHCS MOBIJOMJICHHS, 1[0 HAIMipHE
3HI)KEHHSI TEPOKCHJIHOTO OKHMCHEHHS JIMIJIB CTUMYJIO€ MYXJIUHHUK PICT,
MOJKJIMBO, Yepe3 Te, M0 MyXJIMHHI KJIITHHU TaKOX € MOJIOAUMH KIITUHAMHU. Tomy
ocoONIMBOrO  3HaueHHsT HaOyBae (GOpMyBaHHS TEBHOro OajaHCy MIXK
BUTbHOPAIUKATHPHIUM OKHUCHEHHSIM 1 aHTUOKCHJIAHTHUMH CHUCTEMaMH 3aXHCTY BiJl
HBOTO.

CtpuMyBaHHS NPOLECIB BUILHOPAIUKAIBHOTO OKUCHEHHS 3J1MCHIOETHCS 3a
JOTIOMOTO10 (PEPMEHTATHUBHUX 1 HEPEPMEHTATUBHUX MEXaHI3MiB:

1. @epmenmamusHuti 3axucm KiimuH TIOB'S3aHUNA 3 HASBHICTIO B HUX
BUCOKOCIIEUU(PIYHUX (PEPMEHTIB: CYyNEepPOKCUAIUCMYTa3H, KaTana3u, MepoKCUIa3u
(30Kpema, TIyTaTiIOHTIEPOKCUIA3H).

2. Hegepmenmamuenuii 3axucm TOB’SI3aHUM 3 JI€I0 aHTUOKCHUJIAHTIB, SKI
BUSIBJICHI MPAKTUYHO B yCiX OpraHax 1 TKaHWHaX.
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OpuuM 13 HAWMNOTYXXKHIIIUX TNPUPOAHMX AHTHOKCHIAHTIB € TOKo(depo
(itamin E), a BIIOMUM CHHTETMYHUM aHTHOKCHUIAHTOM € MpemnapaTr AuOyHOI,
aKTUBHICTH SIKOTO MEPEBUIILYE ePeKT a-ToKoPepory.

Icaye Takox ©OaraTto CIHONYyK, $KI MOXYTh AaKTUBYBAaTH TEPOKCHUIHE
okuCHEeHHs (iX Ha3uBaIOTh npookcudanmamu). Hampukian, BITaMiHU Tpynu
petuHodiB (A) 1 kampuudepoini (/1), mHaproxinonu, BimHoBHUKHM HAJIDH+HT,
JIMO€BA KUCIIOTA TOLIO.

Pe4yoBuHM, SIKi BIVINBAIOTH HA eHEPreTUYHNI 00MiH Y KJIITHHAX

3a MexaHi3MOM [ii CHOJYKH, SKI BIUTMBAIOTh Ha €HEPreTUYHH OOMIH Y
KJIITUHAX, MOXHa MOAUIMTH Ha 4OTHpU Tpynu: 1) 1HriOlTopu nAeriaporeHas; 2)
1HT101TOPH €JIEKTPOHHOTO TPAHCIIOPTY; 3) 1HTIOITOPH OKUCHOTO (PoChHOpUIIFOBaHHS;
4) po3’eaHyBaul OKUCHOTO (hochHOpUITIOBAHHS.

1) Ineibimopu oeciopocena3 3HWKYIOTH HaJIXOJKeHHsI aToMmiB ['igporeny y
TUXaJIbHUM JIAHLIOT HUISIXOM TaJbMyBaHHSI MpOLiECy AETiipyBaHHS CyOCTparTiB.
Hampuxnan, npenapatu 130Hia3uj, GTUBA3U, CAIO3UA Ta 1HIIl € CTPYKTYPHUMHU
aHajoramMM amigy HIKOTMHOBOI KHCJIOTH. B 1bOMy BHUIAJIKy Mae Miclie
KOHKYpEHTHE 3aMillleHHs1 y ckiagi kodepmeHTiB HAJl-3anexxHux aeriaporeHas,
SIK€ TIPU3BOAUTH J0 MPUTHIYEHHS 1X .

MasnoHoBa KHCJIOTa € KOHKYPEHTHUM IHT10ITOPOM CYKIIMHATIET1IpOTreHa3n
(DAJI-3amexHOT), AKa BIAMICTUIIOE aTOMU [ i[poreHy OgHOTO 13 CyOCTpaTiB IUKITY
KpeOca, 1110 3HIKY€ MIBUJIKICTD 1IBOTO [TUKITY.

2) Ineibimopu enekmponno2o mparcnopmy abo 1HTIOITOPU TKAHMHHOTO
TUXaHHS (AUXalbHI OTPYTH) - MOPYUIYIOTH EIEKTPOHOTPAHCIOPTHY (DYHKIIiO
JTUXAJIBHOTO JIAHIIFOTa MITOXOHJAPIA 3a paxyHOK 3B’S3yBaHHA 3 OKPEMHMH
depmentamu abo kopepmentamu. Tak:

— | komnnexc nUXaabHOTrO JIAHIIOTA OJOKYIOTh: POTEHOH (1HCEKTHITU),
noxiJiHi 6apOiTypoBoi kuciotu (amitai, peHodapoiTan, cekobapOiTan), mMpULUINH
(aHTHOI0THK), TporecTepoH (KIHOYMM CTATEBHM TOPMOH), SKI TMPHUIHUHSIOTH
HaJxo pKeHHs [iaporeny y quxanbHUN JIAHIIOT Bl CyOCTpaTiB, 110 OKUCHIOIOTHCS

i A€ TIPUAMH3AICKHUX ACTIAPOreHas, aje HE 3aBa)Kal0Th BUKOPHUCTAHHIO
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cyOcTpariB, ki OkHCHIOIOTbCA uepe3 DAJl-3anexni nerigporeHaszu. llpu
onoxysanni HAJIH-nerigporenasu monexynu HAJIH HakonmuuyroTbcs B MaTpHUKCI,
e Bene 1o 3HmkeHHs mBHAKocTi [ITK, a BCi KOMIOHEHTH TUXaTbHOTO JAHITIOTA
NepexoAsaTh B OKHUCHUH CTaH, TOOTO 3MEHIIYETHhCS MIBHJAKICTH TPAHCIIOPTY
enekTpoHiB. EHepro3ade3nedueHHs KIITHHU 3HUKYEThCS.

- Il komnnexc nuxanbHOTO JaHIIOra (CykiuHatnaerigporenasa - CJI)
IHT101PYETBCS MAJOHOBOIO KHCIOTOI, TEHOINTPU(TOPAIIETOHOM, KapOOKCHHOM,
1o 1Hr101pyroTh nepexin enektpoHiB Big CUI Ha KoQ.

- Il  xomnnexc nuxampHOro JmaHIrora (UMT B, C1, FeS-OiIKKM)
1HT101py€eThCs TUMEpKanpoaoM 1 antuminuHoM A. EneprozabesneueHHst KIITHUHU
TaKOX 3HUXKYeThCs. Lleit 6510k MOokHA 001MTH 10AaBaHHIM acCKOpOIHOBOI KUCIIOTH,
saKa Oe3MocepeTHbO BIIHOBIIIOE ITUTOXPOM C. ToMy B ii MPUCYTHOCTI JUXaHHS B
MITOXOHIPISX TMPOJOBKYETHCS, HE3BAKAIOUM HA Te, MO0 TUXAIBHHUHA JIAHITIOT
ralbMy€ThCS.

— 1V komnnexc MUXaabHOTO JIAHITIOTA (LIMTOXPOMOKCH 1a3a) 1HT101pYIOTh
KJacuuHi oTpyTH: cipkoBoaeHb (H»S), wamumii ra3 (CO), mianigu (NaCN, KCN),
Hatpid asua (NaNs). Hampuknaa, 1mia”igm OpHEIHYIOThCA 10 10HY Depymy
nuToxpomy a. Ilpu oMy BaneHTHicTh Fe** cTae mocTiiiHOI0, NOTIK €IeKTPOHIB Ha
KHCECHb NMPUMUHIETHCS 1 TKAHUHHE JUXAHHS MOBHICTIO OJOKyeThes. Lle Bukmkae
mBUJKY 3aru0ens opraHizmy. Yamuuii raz (CO) iHriOipy€e HIHUTOXPOMOKCHIA3Y
IUISIXOM 3B’ SI3yBaHHS 3 IUISHKOIO TeéMa, 10 B3a€EMO/IIE 3 MOJIEKYJIOI0 KUCHIO.

3) Ineibimopu oxuchnoco ocgopuntosanns 3HWKYIOTh aKTUBHICTE ATO-
CUHTA3M 3a PaXyHOK 3B’sI3yBaHHS 3 MPOTOHHUM KaHaIOM Fo Ta 3ymMHKOIO MOTOKY
npoToHiB uepe3 Qepment. Hampuknan, aHTHOIOTHK OJITOMIIUH TOBHICTIO
npunivnsie sk ¢dochopunoBanHs AJ[® B 1HTaKTHUX MITOXOHAPISAX, TaK M
OKHCHEHHS CyOCTpaTiB, IO BEJE /10 3yMUHKH TUXAHHS.

4) Pos’eonysaui oxucrnozo gocgopuntosannsn. Oxucue pochoprmroBaHHs
MOX€e BiIOyBaTHCSl JIUIIE MPU MEBHIA MIHIMAJIbHIA BEJIMYMHI €JIEKTPOXIMIYHOTO
NOTEHLIaly Ha BHYTPILIHIN MiTOXOHApianbHI MemOpani. IlTyuyne 3HMKEeHHA

CJICKTPOXIMIYHOTO TOTEHIIay Tmopyirye cuHte3 ATD 1 mnpuzBoguTh 10
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po3'enmHaHHS OKHUCHEHHS (auxaHHs) 1 ¢ocdopminoBands. PedoBunu, 110
CIOPUYMHSIIOTh  pPO3'€THAaHHS OKUCHEHHS 1 (ochOpWIOBaHHS HA3UBAIOTh
po3’€IHYyBaYaMH.

3arajibHOI0 BJIACTUBICTIO PO3’€AHYBayiB € 1iX 3JaTHICTb 3HUXKYBAaTU
BEJIMYMHY TPOTOHHOI'O T'PaJl€EHTy Ha BHYTPILIHIM MITOXOHApiaidbHIA MeMOpaHi.
Po3’eHyBadi okucHOTO (pochopuiitoBaHHS MOJIUISIOTHCS Ha:

a). Ilpomonogopu  (IEPEHOCHUKH TPOTOHIB) MOXYTh 3BOPOTHO
MPOTOHYBATHUCS 32 PaXyHOK IMO3aMITOXOH/IpiaJbHUX MPOTOHIB 1 B TAKOMY BHTJISIII
eIEKTPO(POPETUIHO MEPEMIIITYBATUCS IO MATPUKCHOI MOBEPXHI MeMOpaHu Kpi3b il
rizpogoOuuit map. TyT BiiOyBaeThCs NEMPOTOHYBAHHS MOJIEKYJIH, 1 IPOTOH, IO
3BUIBHUBCS, TIEPEXOUTh B MATPUKC. Y IIbOMY BHUIAJKy OKMCHEHHS MOXe WTH 0e3
dochopmmoBanns. Tunosum mnpotoHopopom € 2.4-muHiTpodeHoI. AHAJIOTIUHY
JII0 MaroTh JesKi (apmarleBTUUHI TMpenapatu (amiHoOapOuTas, (QeHaleTHH,
acnipuH, QeHUTiH), TPOYKTH KUTTEAISUIBHOCTI MIKPOOPTaHi3MiB, AUHITPOKPE30JI,
JTUKyMapyH, neHTaxJIopheHoI, KapOOHUTIIIaH11-M-XT0pGEHUIT1APa30H.
AKTHUBHICTh OCTaHHBO1 criosiykd B 100 pa3iB mepeBuilye 3a CreuUPiyHICTIO ii
aKTUBHICTH 2,4-muHiTpoenona. OyHKIT MpUPOTHOTO po3’€qHyBadya B OpraHi3mi
JIOAVWHA BUKOHYIOTh TOPMOHHU IUTOBHIHOI 3aJI03U TPUUOATUPOHIH 1 TUPOKCHUH
(Mpu KOHUEHTpaIisfX, U0 y 0araro pasiB MepeBUILYIOTH (H1310JIOTIUHI) 3aBISKU
HAaKOMWYEHHI0O HEHACHYCHUX KUPHHUX KHCIOT, SIKi € mpoToHodopamu. BinmbHi
xupHi kuciotu y popmi aniona (R—-COO") 3B's3ytoth H' Ha 30BHIIIHIN MOBEpXHI
MeMOpaHu, nepeHocsTh iX y MonekyisipHiin ¢popmi (R-COOH) kpi3s memOpany 1
Jai, TUCOIIIOYH, BiaoTh H+ Ha BHYTpIIIHIN MOBEpXHI MEMOpaHU B MaTPUKC
(R-COOH — R-COO™ + HY).

0). lonogopu (MepeHOCHUKH 10HIB) IEPEHOCITH Yepe3 MeMOpaHy He 10HU
H, a inmn kationun. Hampukian, TOKCHUHHUN aHTHOIOTHK BaJIHOMIIIMH YTBOPIOE
KUPOPO3UYMHHHUI KOMILICKC 3 ioHamMu K' Ta crpuse 301IbIICHHIO MPOHHUKHOCTI
MeMOpaHu s UMX 10HIB. AHTHOIOTMK TpaMiUUIIH TOJEriye MPOHUKHEHHS
Kpi3b MeMOpany ioHiB K*, Na*, a Takox AesIKHUX IHIIUX OJHOBAJICHTHUX KaTIOHIB,

IO B KIHIEBOMY pE3yJbTaTl 3HIKYE EJIEKTPOXIMIYHUN MOTEHLIad BHYTPIIIHBOI
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MeMOpaHu MITOXOHApiH. OAHAK CHif MIJKPECIUTH, IO TPaMIUUAUH i€ SK Ha
KJIITUHU MIKPOOPraHi3MiB, TaK 1 KIITHHH XBOpPOro, TOMY HOTO HEOOX1THO
3aCTOCOBYBATH 3 OOCPEKHICTIO (TUTBKM Y BUIVISIAI Ma3ed 1 macT JJisl JIIKYBaHHSI
THIMHUX paH, OCTEOMIENITIB Ta y BUTJIAII IPOMUBAHb 1 MOJIOCKAaHb MPHU 3alabHUX
3aXBOPIOBAHHSX ByXa, rOpJia TOIIIO).

MATEPIAJIM JJIsI CAMOKOHTPOJIIO

1. 1o KTIHIKA MOTPANKIN MOTEPITUII i Yac 3eMieTpycy. Bonn
3HAXOUIIKCS 0€3 1K1 IPOTATOM JIecsATH AHIB. JloCiPKeHHS! aKTUBHOCTI
depmenTiB LITK mokazano cyTTeBe 3HMKEHHS IMBUKOCTI ITHOTO TIpotiecy. Sxuit
HACJIIIOK 1€ Ma€ JIsl OPTraHi3My?
A. 3umxkenHs piBaa ATD
B. 3neBogHIOBaHHS
C. Po3z'eqHaHHs TKAHUHHOTO IUXAHHS 3 OKUCHUM (POCHOPUITIOBAHHIM
D. IlinBumienus pipas ['TO
E. YTBOpeHHs BEIMKOT KIIBKOCTI €HJOTEHHOI BOAU

2. VkaxiTh GepMEHT IUKIY TPUKAPOOHOBUX KHUCJIOT, IO KaTalli3ye
IpUETHAHHS BOJU 10 OJJHOTO 3 HOT0 METa0OJIITIB.
A. ®ymapaza
B. Anbda-keTorayrapartaeriiporeHasa
C. ManatnerigporeHasa
D. AkoniTasa
E. CykuunaraeriporeHasa

3. i yac THPEOTOKCUKO3Y MIABUILYETHCS MPOIYKIlisA ropMoHiB T3 ta T4,
PO3BHUBAETHCS CXYJHEHHS, TaXiKap/is, MCUXiyHe 30y KEeHHA Ta iHIe. Sk came
BIUIMBAIOTh TUPEOIIHI TOPMOHH HA EHEPTreTUUHUN OOMIH B MITOXOHJIPISIX KIIITUHU?
A. Po3’€IHYIOTh OKHUCIICHHS Ta OKUCIIOBaIbHE (PochopuiitoBaHHS
B. brokytots cyocTpatne pochopuintroBanHs
C. AKTHBYIOTH OKHUCITIOBAJIbHE (PochoprmroBaHHS
D. AxTuByroTh cyocTpaTHe pocHOpUIIOBaHHS

E. biioky10oTh AUXaabHUM JAHLOT
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4. lnaHiay € HaA3BUYAHO NOTY>)KHUMHU KIIITHHHUMH OTPYTaMH, SIK1 IpU
MOTPAIUISIHHI B OPTaHi3M JIIOAUHU MOKYTh BUKJIIMKATH CMEPTh. BIIOKyBaHHSI sIKOTO
dbepMeHTY TKaHWHHOTO IMXaHHS € B OCHOBI TaKoi il
A. ITuToxpomokcuaasza
B. I'moko30-6-dpocdaraeriaporenasa
C. Karanaza
D. ®epoxenarasza
E. 'emorno6inpeaykrasa

5. lleHTpasibHUM MPOMIKHUM MPOTYKTOM BCiX 0OMiHIB (O1JIKIB, JIIITITIB Ta
BYTJIEBO/IIB) €:

A. Auetnin-KoA

B. Cykmunin-KoA

C. lIlaBneBooLTOBA KUCIOTA
D. Jlakrar

E. Hutpar

6. 11t HopManbHOTO MeTaboM13My KIIITUHAM HEOOX1THI MaKpOEepriuHi
CHOJIYKH. SIKa 3 HUIIIEHABEIEHUX PEUYOBUH BITHOCUTHCS O MaKpOEPTIUHUX ?

A. Kpearun
B. Kpeatunin
C. I'moxko030-6-ocdar
D. Aneno3zuamonodocdar
E. Kpeatundocdar

7. B mporieci meTabo113My B OpraHi3mi JJIOAUHN BUHUKAIOTh aKTUBHI (OpMH
KHCHIO, B TOMY YHUCJI cyniepokcuaanionpaaukan. et anion nagami
NEPETBOPIOETHCS 32 TIOTIOMOTOIO:

A. Karanazu

B. Ilepokcunasu

C. CynepokcugaucMyTasu
D. I'myTatioHnepoKkcuaasu

E. I'myrationpenykrasu
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8. Y mpucytHocTi 2,4-TUHITPOPEHOTY OKUCIEHHS CyOCTpaTiB MOXKe
TpHUBaTH, ajie cuHTe3 MoJsiekyln AT® nemoxnusuil. B yomy nomnsirae Mmexanizm
woro mi?

A. AxruBanis pepmenty ATd-azu

B. Po3’eananns okuciaeHHs Ta pochopriiroBaHHS B KIIITHHAX
C. IuribyBanHs hepMEHTY IIUTOXPOMOKCHIA3U

D. Ilepenoc cyOCTpatiB 32 MEXHU MITOXOHAPIT

E. Ctumynsmis rigpomizy yrBopeHoro AT®

9. ITig yac eneKTPOHHOT MIKPOCKOIIi B KJIITHHI 3a(pikcoBaHa JECTPYKIIiS
MiToxoH Ipiil. [Ipo mopyiieHHs SKUX MPOLECIB 1€ CBIAYUTH?

A. Ilopymienns cuarezy ATO
B. IlopymeHHs cuHTE3y HYKIETHOBUX KHUCIOT
C. llopy1mieHHs CUHTE3Y XKUPIB
D. Ilopyuienns cuHTe3y Ouika
E. TIlopymienHs riaikomi3y

10. Huxn TpukapOOHOBHUX KUCIOT MOYMHAETHCS 3 KOHICHC A1
okcasnoarietary Ta auetmi-KoA 3 yTBOpeHHsIM JIMMOHHOI KUCIIOTH. SIKy poJib B
nukit Kpe6ca Bigirpae okcanoarerar (LLIOK)?

A. CyOctpar
B. Iari6itop
C. Penpecop
D. PeaktuBaTtop

E. Moaudikarop
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ba3zoBa Ttema 3. IleperpaBiienns Ta 00MiH BYIJIeBOIIB, JiMiaiB, OiIKiB

3. 1. IleperpaBJieHHsI BYIJIEBOIB, JiMiiB Ta OULIKIB y IIJTYHKOBO-KHIIIKOBOMY
TPAKTI

[leperpaBiieHHs TOXXKMBHUX PEYOBUH (OUIKIB, BYTJIEBOJIB, JIMiAIB) — II€
MpOIEC TIAPOMI3Y BIAMOBIHUX CIOJAYK y CKJIaJl MPOJIYKTIB XapuyyBaHHS, IO
BIIOYBa€ThCS B TPaBHOMY KaHali 1 MPU3BOAUTH OO YTBOPEHHA MPOCTHX
OloMOJIeKyJI, SIKI 3a paxXyHOK Jii cCHeriaJbHUX MEXaHI3MIB MeMOpaHHOTO
TPAHCTIOPTY BCMOKTYIOTHCS Y KPOB.

Ilepempasniosanns 8y2ne600i8 y uiYHKOBO-KUUKOBOMY MPAKmi

3a XiMi4HOKO OYJ0BOIO BYIJIEBOAW (TJIIOLMAM, IYKpU) — 1€ OloopraHiyH1
CIOJIYKH fK1 € allbJIeT1/10- Ta KETONOXIAHUMH 0araroaToMHUX cnuptiB. Ha yactky
BYIUICBOJIIB IpHIIaiae aech 2% BiJ CyX0i MacH Tija JIFOAUHHU.

ByrneBoau, siki HE MiJISITalOTh TiAPOJI3Yy, € MPOCTUMHU BYTJIEBOJAaMH, abo
MOHOcaxapuaamu (TJIFOK03a, (GpyKTOo3a, rajakro3a Ta 1HIL). ByrmeBomu, siki
TAPOJI3YIOTECS A0 MOHOCAXapuiB € CKIaQJHUMU — ToJiicaxapuau (KpoxXmalb,
TIIKOTEH) Ta OJIirocaxapuan (caxaposa, JaKTo3a, MajbTo3a).

JloGoBa notpebda B yrieBoaax JA0pOCioi 310pOBOi JIIOAUHU CEPEAHBOTO BIKY
kosmmBaethesa Bix 400-500 r.

Ilepempasniosanns 8y2ne8o0is ixci

[Ipouiec mnepeTpaBitOBaHHS BYTJIEBOJIB IOYMHAETHCS BXKE B POTOBIU
MOPOXKHUHI MiJI BIUIMBOM (EPMEHTIB CIMHU — O-aMmila3u 1 Oo-210K03udasu
(MasibTasm).

AMia3a po3IICTUTIOE KPOXMaJTb 1 TIIIKOT€H, a O-TJIFOK031a3a — MajibTo3y. O.-
AwMiJiaza CIIMHU € eH0oaMiiazor 1 po3pyuBae BHYTPIlIHI o-1,4- TIIKO3UIHI 3B'SI3KU B
MOJIEKYJIaX POCIMHHOTO KpPOXMall0 1 TJIIKOT€HY 3 YTBOPEHHSAM YJIAMKIB
MoJIicaxapuiB Pi3HOT BEIMYWHU, TaK 3BAHUX JCKCTPUHIB, 1 MabTO3U. OCKIIBKU B
POTOBIY MOPOKHHUHI 1Ka 3HAXOAUTHCS MEHILE OJIHIE€T XBUIIMHU, MAJIbTO3H 1 TIIIOKO3H

YTBOPIOETHCS HEOATaTo.
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VY UUTyHKOBOMY COKY BIJCYTHI aminoniThuHi (epmentu. llepeTBopeHHs
KpPOXMaJII0 B IIUIYHKY TOB'SI3aHE JIUIIE 3 MOXKJIMBOIO 3aJIUIIKOBOI0 aKTHUBHICTIO
cIMHHOT oi-aminiazu. OCTaHHA BUSBIISAE KaTaJITUUYHY J1I0 IPU HEHUTpaiabHINA abo
cna0KoyXHIM peakiii. ¥ muiyHKy K peakmis kucia (pH = 1,5-2,5), Tomy
PO3IICIVICHHS BYIJIEBOJIIB Yy HbOMY TpuBae Onu3bko 20—40 XxB, mMOKM XapdoBa
Maca He CTaHE OCTATOYHO KHCJIOFO il BIJTMBOM COJISTHOT KUCIIOTH.

PozmierieHHsT BYTJIeBOJIIB BiOYBA€ThCA MEPEBAXKHO B JABAHAAUSITHIAJIN
KM Ta 1HIMX BIJJUIaX TOHKOTO KHUINEYHWKA TMiJ BIUTUBOM (EPMEHTIB
M1IUTYHKOBOT 3271031 1 KMIIIKOBOTO COKY.

[Tankpeatnuna o-aminasa (o-1,4-rmrokaH-4-TIIFOKaHOTIIPOIIa3a) 3a ACSTKUMHU
BJIACTUBOCTSIMU Haragye o-aMiujiazy ciauHu 1 Mae ontumyMm pH=7,1. OnTumansue
3HaueHHS pH y TOHKOMY KHIIIEUHUKY JIOCSATAETHCS BHACIIIOK 3MIITyBaHHS
KHUCJIOTO IUIYHKOBOTO BMICTY 3 JIY’)KHUMH TAHKPEATUYHUMHU 1 KOBUHUMHU
cekperamu. [lis MaHKpeaTUYHOI O-aMmija3d Ha KPOXMalb 1 TJIIKOT€H MPU3BOAUTH
710 YTBOPEHHS MaJIbTO3H.

[lepeTpaBmtoBaHHg AWcaxapuiiB DKI 1 JuUcaxapwjiiB, IO YTBOPHIHCS
BHACIIIJIOK i1 Oi-amiia3u, 3aKIHIYEThCS B TOHKOMY KUITICYHHKY.

[Naponiz naucaxapuiiB BiOyBa€ThCs, TOJOBHMM YHHOM, Yy KJIITHHAX
CU30BOT OOOJIOHKH, B SKUX TMPUCYTHI Mansmasza, caxapaza i aaxkmasza. i
(dbepMeHTH 3HaXOAATHCS B IMTKOBIM KaiMi EIHITENII0 CIM30BOi OOOJIOHKH B
KUIBKOCTSIX, JOCTaTHIX ISl HOPMaJIbHOTO 3aCBOEHHS BYTJIEBOMIB 1Ki. Takuit Tvmn
NepeTPABIIOBAaHHS HA3UBAETHCS KOHMAKMHUM, abo npucminkoeum. Sk
pe3yJIbTaT MaIbT03a PO3IICIIIOETHCS Ha AB1 MOJICKYJIM TJIIOKO3H, caxapo3a — Ha
IJII0KO3Y 1 PPYKTO3Y, 1 JIAKTO3a — Ha IJIIOKO3Y 1 rajlakTo3y.

JlakTo3a 3yCTpIYa€EThCS TIABKUA K KOMIIOHEHT MOJIOKA; il KOHIICHTpAIlisl B
KIHOYOMY MOJIOL YABIYl BHUIA, HIX Y KOPOB'STYOMY. AKTHBHICTb K€ JIAKTa3u
oOMexeHa HaBiTh y MepioJl TOAYBAaHHSA AUTHHU 1 MOK€ 3HUKHYTH 30BCIM MICIS
roro nmpunuHeHHs. HemocTtaTHsS aKTHUBHICTH JIAKTa3W MOXE CTAHOBUTU CEPHO3HY
npobnemy mis giteii. [lpu TpuBamoMy TOMyBaHHI HEMOBJISAT MAaTEPUHCHKUM

MOJIOKOM, HAJIXO/KEHHS JakTo3u Moxke gocsarata 30-40 r/go0 i1 mepeBuiryBaTH
74



JaKTa3Hy NOTYXHICTb. HemeperpaBieHa llakTo3a HE 3aCBOIOETHCS OPraHi3MOM
JUTUHU 1 MOXKE 3aMiCTh IILOTO MIATPUMYBATH HeOaXaHWl PO3BUTOK KHUIITKOBOT
bnopu. Ilepexim 10 KOpOB'SUOrO MOJOKa ab0 A0 «CyMIII», $Ka BKIHOYAE
caxaposy, CIpHsi€ MOJ0JaHHIO TAKOTO SIBUILA.

KiiTkoBUHA, sSIKa MICTUTBCS Y XapuOBUX MPOJIYKTAX, HE aTAKYETHCS KOAHUM
13 (epMeHTIB NITYHKOBO-KUIIIKOBOIO TPaKTy 1 JIMIIE B TOBCTIA KHIIIN T
BILUIMBOM (DEPMEHTIB MIKPOOpraHi3MiB — OaKTepialbHuX yeatonas (B-riaoko3uaas)
— BOHA YaCTKOBO PO3UICTUIIOETHCS JI0 AUCaxXapuly 1en00103H 1 rioko3u. OcTaHH1
Jaal PO3KIAMAIOThCSI 3 YTBOPEHHSM OITOBOI Ta IHIMUX OPTraHIYHUX KHUCIIOT
(MacJsiHOT, MOJIOYHOT, MPOITIOHOBOT), 10 BCMOKTYIOTBCS B KPOB, & TAKOXK JICSIKHX
IHIIMX TPOAYKTIB (BYIJVIEKHCIOTO Ta3y, TIAPOreHy, METaHy), IO BHUBOJSATHCS
Ha30BHI. OpraHiyHi KHCIIOTH, SIKI YTBOPWJIHCA 3 KIITKOBHUHH, CTHUMYJIOIOTh
NEPUCTATIBTUKY, TOMY POCIMHHI TOJICaXapuau 1HOMAI BXKMBAIOTHCA SAK M'SKi
nocnabioyl. Aje BXXKHMBAaHHSA BEIUKOI KIJIBKOCTI KIITKOBUHU 0€3 KyJIHapHO-
TEXHIYHOI OOpPOOKM CHpPUYUHSE MOCUJICHHS MPOLECIB OpOAIHHS B KUIIECYHHUKY 1
HAKOMUYCHHS Ta3y (METEOPHU3M).

MikpoopraHi3Mi TOBCTOT'O KHIIIEYHUKA BUKOPUCTOBYIOTh TAKOXK KIIITKOBUHY
Uisi Ol0CHHTE3y JesSKUX BITaMiHIB, Hampukiazd, BitamiHiB K, Bix Ta domieBoi
KHUCIIOTH.

Bcmokmyeanns 6yeneo0is y KuuleuHuKy

['mroko3a, rasakTo3a 1 GpyKTO3a BCMOKTYIOTHCS 13 TOPOKHUHU KUAIIEYHUKA 3
BHUCOKOIO €(EKTHBHICTIO, ajie¢ 3 PI3HOI0 IMIBHJKICTIO, a came (3a 3MEHIICHHSIM
IIBUJIKOCTI BCMOKTYBaHHS): TajlakTo3a > TIJIOKo3a > ¢pykTo3a > MaHo3a >
KCHJI03a > apabiHo3a.

Uepes MeMOpaHW KJIITHH TOHKOI KHIIKH IPOCTI caxapu 3a TPaJi€HTOM
KOHIIEHTpaIlli HUIAXOM IpOCcTOoi AuQyY3ii MOXKYTh HAAXOAUTU B KPOB 1 JTiMpy. Aue
3apa3 JIOBEJCHO, MO0 NPOCTI caxapd BCMOKTYIOTbCA ILISXOM BTOPHUHHOTO
aKTUBHOTO TPAHCIIOPTY 3a JOIOMOroio ioHiB Na*,

BBaxaioTh, 1m0 OUIKU-TIEPEHOCHUKM Ha 30BHINIHIA TMOBEPXHI MeMOpaH

KJIITHH TOHKOI KHIIKU CIIOJY4YarOTbCA 3 IIEBHHUM MOHOCaxapuJaoM (FJ'IIOKOBOI-O abo
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rajakTo3010) Ta ioHaMu Na®, yTBOPIOIOUH PYXOMHil KOMILIeKC Na‘'—nepeHOCHHK—
MoHocaxapu. [Iporec Tpancopty moTpedye BUTpAT €HEPTIi 1 32 CBOEIO CYTHICTIO
€ (hepmenTaTHBHOIO peakiliero. CkazaHe MATBEPIKYEThCS TUM, 1110 BCMOKTYBaHHS
MOJTIMIITYETHCS Y pa3i MiABUIIICHHS aKTUBHOCTI (pepMeHTy afeHo3uHTpudochaTasy,
ska posimerioe AT® 3 yrBopenHsm AJI® ta docdary, 110 CynmpoBOIKYETHCS
3BUJILHEHHSIM €HEpTii JJIs aKTUBAIlll TPAaHCIIOPTHOTO MEXaHI3MYy.

BaxnuBoo ~ aHKOIO ~ MeXaHI3My — YCMOKTYBaHHS  BYIJVIEBOIIB €
TpaHcMeMOpanHuid nepeHoc ioHiB Na* 1 K'. Bokpema, ionu Na* HeoOXimHi s
TPAaHCIIOPTY MOHOCAxapwjay TPOTH TpajieHTa KoHmeHtpaii. Jlo pi3HUX
KOHTaKTHHX JIUITHOK O1JIKa-TIepeHOCHUKA MPUEIHYIOThCs i0H Na* i MoHOcaxapuy, i
y BUTJISAI TaKOTO KOMIUIEKCY BOHH MPOXOMAATH Uepe3 MeMOpaHy B IHTOILIA3MY
KJIITAHA TOHKOI KHUIIKK. Y IUTOTUIa3Mi KOMIUIEKC PO3IMANA€ThC, MOHOCAXaPH]I
BUKOPHCTOBYETbCS B KIITHHI a00 TPaHCIOPTYETbCS y KpoB, a 10oH Na'
«BimkauyeTbess» 13 kmituH Na', K'-AT®a3010 — CKIaIHOI EHEepPro3ajie:KHOI0
dbepmenTHoO cuctemoro. Ilpu mpomy ioHm K* HaaxomsuTh («HaKadyrOTHCS») Y
KIITUHY.

TakuMm YUHOM, BCMOKTYBAaHHSI BYTJICBOJIIB CIIOJYYECHE 3 MEBHUMH JIAHKaMHU
00MiHy enekTposiTiB — ioHiB Na* 1 K™,

[Tonax 90% moHOCaxapumiB, IO BCMOKTAIKCS, (TOJTOBHUM YMHOM TITFOK03a)
Yyepe3 KarmJisapy KUIIKOBUX BOPCUHOK MOTPAIUISIOTH 10 KPOBOHOCHOT CUCTEMH Ta i3
TOKOM KpOBI 4epe3 Vena portae HaaXoIaTh J0 MediHkh. YacThHa MOHOCaXapu/IiB
yepe3 NTiM(paTUYHI TUISAXH TOTPAIUisie 0 BEHO3HOT CUCTEMH, a MOTIM 70 TKaHUH. Y
neyiHui 0am3bko 5% TIIIOKO3M BUTpAvyaeThbCs Ha CHHTE3 Tiikoreny; 30-35%
TJTFOKO3U TIEPETBOPIOETHCS HA JKUPH, a OCHOBHA Maca — 60—65% OKHCIIOETHCS 10
COz 1 HO 31 3BU1bHEHHSAM eHeprii. [Ipu 3HMKeH1i M'130B1i aKTUBHOCTI 1 OaraTii
BYTJICBOJIOBMICHIH Mi€Ti Ha 010CHHTE3 TIIKOTeHY MOXke BuTpadatucs 10 10-12%
TJTFOKO3H, a Ha 6iocuHTe3 )upiB — 10 40%.

llepempasniosanms ainidie y ulyHKOB0-KUUKOBOM)Y MPAKMI
JloboBa motpeba B JKHMpax OpraHi3My IOpOCIOi JIoauHH Macoro 70 Kr

ctaHoBUTh y cepennboMy 60-90 r. Ha pgo0y HeoOximHo Omu3pko 5-10 T
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MOJIIHEHACUYCHUX JKUPHUX KHUCIOT, Omm3pko 5—6 T ¢docharumiz 1 0,3-0,6 T
xonectepuny. IIpore, y 3amexHOCTI Big yMOB mOOyTY, KJIiMary, XapakTepy
TPYAOBOi JisUTBHOCTI, (h1310JIOTIYHOTO CTaHy OpPraHi3My MOXJIMBI CYTTEBI
BIIXWJICHHS B 00M1Ba OOKH BiJl ITUX CEPEIHIX 3HAYCHD.

['omoBHUM KepesioM JIMiAiB Il JIOJAUHU € TPOAYKTH TBAPUHHOTO
MOXOJIKEHHS, a JKEPENO MOJIHEHACUYEHUX KUPHUX KUCJIOT — POCIMHHI JIMIAH.

[lepeTpaBntoBanHs JiMiAiB BiAOYBA€THCA y BIAALIAX HUTYHKOBO-KHAIIKOBOTO
TPaKTy 3a MEBHUX YMOB: 1) HasBHICTh JIMOJITUYHUX (DEPMEHTIB — Tiaposnas; 2)
eMyJIbIyBaHHS JimiAiB; 3) onTumanbHe 3HaYeHHS pH cepemoBuma myis fii sima3
(cepemoBuIle MOBHHHO OyTH HEUTPATHLHUM a00 CITAOKOITYKHUM).

llepempasniosanns  ninidie.  Bumesragani yMoBuH  (QOpPMYyIOThCS B
KHUILIEYHUKY JOPOCTOi JIOAUHHU. Y AiTeH, 0COOIMBO HEMOBIAT, OJU3bKI YMOBHU
CTBOPIOIOTHCSL B IIIYHKY, 110 3a0e3nedye MepeTpaBlIOBaHHS HEUTpalIbHUX
KUPIB (TpUAIIMITIIIEPHUHIB) MOJIOKA HIJYHKOBOKO Jina3orw. pH cepenoBuia y
IUTYHKY JUTHHU CTAaHOBUTH Onu3bKO 5,0 (CIaOKOKHCIIE CEPEAOBUILE), KUP
MOJIOKa € TOHKOK €MYJIbCI€I0, TOMY ME€BHA HOro KUIBKICTh PO3IIETLIIOETHCS
IUIYHKOBOIO JIiMa3010. Y JOpOCHOi JIOJWHU CHUJIBHOKHCIE CEpPEIOBUILE
1HaKTUBYE IIJIYHKOBY JIiTa3y.

['osi0BHUM MiclIEM MEPETPABIIOBAHHS KUPIB € JBAHAJUATHIIATA KUILIKA Ta
1HIII BIIIUTM TOHKOTO KUIIICYHHKA. Y BaHAIUSTUIIATY KUIIKY 13 MiANLTYHKOBOT
3271031 HAJXOJIWTh HEAKTHUBHA Jimaza pa3oM 3 TigpokapboHaTtamu. OcTaHHI
HEUTpaTI3yIOTh KHUCIy peakiiio 1XKi, sKa HaIXoIWTh 13 IUIyHKa. Jlimasza
TIAPOJI3y€e KUPHU Ha TIILEPUH Ta KUPHI KUCJIOTU TIJIBKH MICIS €MYyJIbI'yBaHHS
KUPIB. YTBOpPEHHS TOHKOI eMyibcii (po3mipu kpanenb wmeHme 0,5 Mkw)
B1I0YBA€ThCS MiJ] BIUIMBOM JIEKUIBKOX (PAaKTOPiB, TOJIOBHUM YHUHOM KOBUYHUX
KHUCJIOT, SIK1 HAIXOJSATh Y ABAHAALSTUIIANLY KUIIKY 13 )KOBYHOTO Mixypa. [HImmmu
dbakTopamu €MyJIbIyBaHHS  JKHPIB € BUIBHI  KHUpHI KHUCJIOTH,
MOHOAIWITIILEpUHHU, OlnkM Ta OyiapOamKkd BYTJIEKUCIOro rasy, Kl
BUIJIAIOTHCS 11 YaC B3a€EMOJI1i COJISIHOT KUCJIOTH LIJIYHKA 3 TiapokapOoHaTamu,

10 HAJXOSITH 13 MIANLTYHKOBOI 3aJI03H.
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Koeuni kucnomu. YTBOPIOIOTHCS B MEUIHIIl 3 XOJIECTEPUHY ¥ BUIUISIOTHCS
B ckiaal >koBYi. JKOBUHI KHCJIOTHM BHUKOHYIOTh Taki Oiojoriudi ¢yHkuii: 1)
eMYJIbI'YBaHHS, 2) aKTUBAIIA JIira3 1 3) TpaHCIIOPTYBaHHS.

AncopOyrouuch Ha TOBEPXHI Kpameiab XUPY, KOBUHI KHCIIOTH, 3aBISKU
cBOiM aM(}ipiTIbHUM BJIACTUBOCTSIM, PI3KO 3MEHIIYIOTh MOBEPXHEBHH HATAT Ha
MeX1 JIBOX (ha3 — BOJM 1 KUY, IO ¥ CIIpUSIE TX eMYJIbI'yBaHHIO.

Jlo ckmamy >KOBYl BXOJASTH MEPEBAXKHO TakKl >KOBYHI KHUCJOTH: XOJIEBa
(3,7,12-TpuriapokcuxoaHoBa), XeHOAe30KCcHuXoJieBa (3,7-AUriJpOKCHX0JIaHOBA) Ta
iX KOH I0TaTH 3 TIIUHOM 1 TAypUHOM — IJTIKOXO0JIEBA 1 TAYPOXEHOIE30KCUX0JIEBA.

Bracnigok HecTayl >KOBYHHMX KHCJIOT, OOTypallii *KOBYHUX HUIAXIB MicCiA
OpUIAOMY KUPHOI TKI y XBOpPOTO 3'SBISIIOTECA HYAOTa 1 Meyisd, Mae MicCle
cTeaTopes.

[Tepuioro ¢azor 0oOMIHY XKUPIB (TPUALMITIIIEPUHIB), SIKI CTaHOBJISATH
OCHOBHY Macy JIMiAIB 1XKl, € X TIAPOJI3 MiJl BILIMBOM HAHKPeamuyHoi ainasu.
Jlimaza, sk 1 BCi pepMeHTH, — 11e 010K, IKUH PO3UYUHSIETHCS Y BOJI, a JKUPU Y BOJII
He po3uuHsIOThCA. Came TOMy Jiinasa Jii€ Ha >KUPH, TOJIOBHUM YHWHOM, Ha MEXI
po3ainy a3 Boga—xkup. ToMy, YUM TOHINIA €EMYJIbCis )KUPIB, TUM CHJIbHIIIE BOHU
aTakytoThcs pepmentamu. lllonpana, HeBeaMKa YacTUHA KUPIB, OCOOIUBO THUX,
K1 MICTSTh HEHACUYEHI KUPHI KHUCJIOTH, MOKE BCMOKTYBATHUCS Y BUTJISI JYyXKE
TOHKOT eMyJibcii 0e3 riJIpoii3y Ha CKJIaJOBl YACTHHH.

[TankpearnyHa Jiima3a CHUHTE3YEThCS B  MIANUIYHKOBIM 3a7031 B
HEaKTUBHIM  QopMi. VY  KHUIIEYHHMKY BOHA aKTUBYETHCS  CHELiaIbHUMHU
Ko(aKkTopaMu — Ko./1ina3010 1 )KOBYHUMH KHCIIOTAMHU.

['aponi3 TpuanuariinepuHiB BiIOyBaeThca cTyneHeBo. CroyaTky IMij
JI€0 JINa3u po3MajJaroThCad 30BHIMIHI ckianHoedipHi 3B'a3ku  (o-edipHi

3B'SI3KN).
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Puc. 3. 1. Jlimoi3 TpuanmirinepoJiiB

[IpoaykTaMu rigpoiiizy HaitgacTiiie € 3-MOHOAIMITIIIEPHUH 1 BIJIbHI KUPHI
KHUCJIOTH.

B-MoHoalMATIIIEpUHN  BCMOKTYIOTBCSL ~ CTIHKOIO — KHILIEYHHKAa 1 abo
BUKOPUCTOBYIOTBCS JUISl PECUHTE3Y TPUALIWITIIIEPUHIB Yy CTIHII KHILIEYHHKA, a00
PO3LIEIUIIOIOTHCS HECTIeUU(PIUHUMU  KapOoKcuecmepasamy KUAIEYHUKA YU COKY
HAIUTYHKOBOI 321031 Ha BUIbHY JKUPHY KUCIIOTY 1 MITILIEPHH.

CropusitoTh T1APOMIZY TPUALMITIIIEPUHIB 10HM KaJIbIil0, SKI YTBOPIOIOTH
KOMIUIEKCH 3 BUTBHUMHU KXKUPHUMHU KACJIOTAMHU.

Ilepempasnrosanns gocgoniniois. dochominian TiAPOMI3YyIOTECS TPYIIOIO
JMOMITHYHUX (EPMEHTIB, 110 HA3UBAIOTHCS @pocghoninazamu. IcHye nekiabka
tuniB ¢ocdomninas (A, Az, C 1 D), KoTpi riapoi3yloTh pi3Hi 3B'SI3KM B MOJIEKYJI
dochonimiay. Ixnro airo nokasano Ha npuknazi TenuTHHy (GochaTHIUIXOMIHY):

o
y i

H,C—O0—C—R,

I
R—C——0—CH
' A | Eo
A Y Iy :
H,C—0=—P——0—CH;~CH;~N=(CH,),
OH

Puc. 3. 2. [lia ¢ocdouinas Ha ¢ocdoainizu

[Tix BmymmBoM maHkpeaTndHoi docdoninazu A, (JIEMUTUHA3U) JICIIUTHH
T1POJII3YETHCS 3 BIIMICTUICHHSAM 3aJIUIIKY KUPHOI KUCIOTH R; B B-mosioxkeHH] 1
MEePETBOPIOETHCS B Ji3ojenuTrH. OCTaHHIM € PEYOBHHOK 3 JOCHTh CHUJILHOIO

rEMOJIITUYHOIO Ji€l0 (BIH MICTUTBCS B OTpyTax JAeskux 3Mii). OmgHak Tix
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BIJIUBOM 1HIIIOTO MAHKPEATUIHOTO epMeHTy Gocdodinasu A; Bif T130JICHUTUHY
BIJIIICIUIIOETHCSL Ipyra MOJIEKyJia >KMPHOI KUCJIOTH, 1 BIH IEPETBOPIOETHCS Ha
rinepodochopunxonid. OcranHiM mix BIMBoM (epMmeHty docdoininazu D
(rmiuepondochopunxoaiHANECTEPa3u) BTpaya€e a30TUCTYy YAaCTHHY (XOJIH) 1
MEePEeTBOPIOEThCS  Ha  riinepuHochoOpHy  KHUCIOTY, SKa TIIPOTI3YEThCS
docdominazoro C Ha riinepuH 1 GocPopHy KUCIOTY.

Buacnigok cymicHoi Aii ¢ocdoiinas yTBOPIOIOTHCS TUIIEPUH, XKUPHI
KUCJIOTH, HeopraHiuHui docdar, a TaKoXK XOJIH, eTaHOJIaMiH, 1HO3UT, CEPUH Ta
1H.

[Napomnis 113000070'¢ Xap4OBUX docdominiaiB-HETIIEPHUIIB -
cinrodocdartuain, a TaKOXK IIIKOMIMNIAIB HE TOCUTh BUBUEeHUM. [IpoTe B CTiHII
KUIICYHUKA BUABJICHI (pepMeHTH c@unzomieninazu ta yepamioasu. llepun 3
HUX T1POJI3yIOTh 3B'S30K, YTBOpEeHUH (HOCHOPHOIO KUCIOTOI 1 CPIHTO3UHOM Y
cinromieninax, a apyri — N-anunpHuUM 3B'I30K y Mojekynl nepaminy. Lle
MPU3BOJUTH /10 3BUIBHEHHSI C(DIHTO3UHY, JKUPHOI KUCIOTH 1 hochoxominy.

IleperpaBawBannsa crepuaiB. Edipu xonectepuny, skl HaIAXOASATh [0
opraHizMy B ckiajai ki (0araTi Ha HUX KOBTOK SIMIIS, BEPIIKOBE Macjo, iKpa Ta
iH.), PO3IICIUTIOIOTHCS B KHUIICYHHUKY 32 JOMOMOTOI0  HAHKpeamuuHoi
xonecmeponecmepasu. lleli ¢GepMEeHT aKTUBYETHCA KOBYHMMH KHCJIOTaAMHU.
[Ticns ¢pepMEHTaTUBHOTO TiPOJIi3y YTBOPIOIOTHCS BIIBHUN XOJIECTEPHH 1 KUPHI
KHCITOTH.

Bcmoxkmyesanns ninioie ma ix mpancnopm

Y TOHKOMY KHILIEYHHUKY BiIOYyBa€TbCs BCMOKTYBAaHHS TaKHX MPOIYKTIB
NEePETPABIIIOBAHHS JIIMIAIB: KUPHUX KHUCIIOT, TIILEPUHY, 2-MOHOAMITIIIEPUHY,
XoJiHy ¥ iHmmX crnupTiB, H3PO4, chinrosuny, xomectepuny.

bmuzbko 50% mimigiB BCMOKTYETHCS Y BUTJISAI 2-MOHOAIMJITTIIEPUHIB,
MPOXOsIur MeMOpaHHMM Oap'ep 3aBASKH MPOCTIM audy3ii.

brnuszpko 3-6% mimigiB BCMOKTYETbCS Yy BHUIJISAL  TPUALMIITITIICPUHIB

IIIAXO0OM HiHOHHTO?)y.
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BcMOKTYyBaHHST JKUPHUX KHCIIOT 3aJISKHUTh BiJ] JOBXKHUHHU BYTJIEBOJHEBOTO
JaHImora. Tak, KOPOTKOJIAHITIOTOBI >KHPHI KUCIOTH (10 12 ByTJieneBHX aTOMIB)
TPaHCIOPTYIOTHCA MPOCTO AUQY31€0 BCEPEIUHY KUIIKOBOTO emiTenito. JKupHi
KHCJIOTH, SIKI MaroTh Ounblie 3a 14 ByrieneBUX aToOMiB, YTBOPIOIOTH TPAHCHOPTHI
KOMIUIEKCH 3 dKOBUHHUMU KUCJIOTaMHU, 110 3BYThCS Xo/1eiHosumu Komnaexcamu. 1le
MOJIETILIEHUH TPAHCIOPT, B IKOMY POJIb NEPEHOCHUKA BUKOHYIOTD KOBUH1 KHCIIOTH.
YcepeauHi CTIHKM KHUIIEYHUKA XOJICTHOBUM KOMILJIEKC PO3MATA€ThCs, 1 YKOBYHI
KHUCJIOTU IO CUCTEM1 MOPTAIbHOT BEHU HAIXOIATh JI0 MEYIHKH.

3 MeYiHKU BOHU 3HOBY IOBEPTAIOTHCS 13 KOBUIO B KUIIEUHUK. Llel kpyroobir
HA3WUBAIOTh KUUIKOBO-NEUIHKOBOIO UUPKYIAUIEIO HCOBYHUX KUCTOM.

[HUI1 TPOAYKTH MepeTpaBIOBaHHS JIMiAIB, Takl K TIiEepuH, GochaTtu y
BUTJIA/II HATPIEBUX 1 KaJliEBUX COJIEH, a TAKOX CIHUPTH (XOJiH, CPIHTO3MH)
JIETKO BCMOKTYIOThCS, B OCHOBHOMY, IIJISIXOM MaCUBHOT'O TPAHCIIOPTY.

[IponykTy mnepeTpaBilOBaHHS JIMiAIB, SIKI TMOTpAaluiId B pe3yJbTaTl
BCMOKTYBaHHsSI B CJIM30BY OOOJIOHKY KHUIIICYHHKA, TPAHCIOPTYIOTHCS B KPOB 1
TiMpy.

VY KpoB BOPOTHOI BEHHW 1 Jlaji B MEYIHKY HAJIXOJATh KOPOTKOJIAHIIFOTOBI
XKUPHI KUCTIOTH, TUilepuH, (Gocdatu, XOIiH Ta 1HII cupTH TiinepodochaTuis.

JIOBrOJIaHIIIOTOBI ~ JKUPHI ~ KUCJIOTH, XOJIECTEPUH, TPUALWITIILEPUHH,
MOHOAIWITITIIEpUHA 1 Oinbima yactuHa (GOChOIMmiIiB MICas BCMOKTYBaHHS
BUSIBIISIFOTHCS B JTiM1.

Ilepempasnrosarnns OiNKI8 y ULLYHKOBO-KUUKOBOMY MPAKMI

3aranpHa 10060Ba moTpeda y O6inkax gopocioi moauau ctanoButh 80—100 T,
3 HUX MOJIOBUHA Ma€ OyTHU TBAPUHHOTO MOXOKEHHS.

binku pi3zHUX XapuyoBUX MPOJIYKTIB HEPIBHOIIHHI 32 CBOIM O10JIOTIYHUM
3HAYCHHSM, IO 3aJIeKUTh, TOJOBHMM YHWHOM, BiJ BMICTY B HHX HE3aMIHHHX
aMiHOKHUCIOT. YuM Onmxkdi OUIKM TKi 32 CBOIM aMIHOKHUCJIOTHUM HaOOpOM Ji0
Ckiaay OUIKIB TKaHWH JIOAMHHU, TMUM BHUIA iX XapyoBa MIHHICTh. Biku, KoTpi

MICTATh yCl HE3aMiHHI [JIsl JIIOAMHM aMIHOKHCJIOTH, XapaKTEepU3YIOTbCS SIK
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no6HoYiHHI, a OLIKYU, B SIKUX TMPEJCTaBJICHI HE BCl HE3aMiHHI aMIHOKHCIIOTH — SIK
HEeNnOBHOYIHHI.

Jedinut HagxomkeHHs 3 DKEer Xxodya O OJHIET He3aMiHHOI aMiHOKHCIIOTH
MPOTATOM TPUBAJIOTO Yacy CYMPOBOKYETHCS HETAaTHBHUM a30TUCTUM OalaHCOM
OpraHizmy.

Y HOpMIi Bech mpoliec nepeTpaBitoBaHHs OUIKIB y TPaBHOMY KaHalll TPUBAE
B cepenHboMy 8—12 roauH miciis BkuBaHHs k1. Llei yac 3anexuTh BiJ KyJIiHApHOT
00poOKHM ki, Mpupoau OiJIKa, AMHAMIKH CEKpeIlii TpaBHUX COKIB 1, 0COOJIUBO, BiJl
akTUBHOCTI (pepMeHTIB. Kpaie meperpaBmrolOThCS OUIKM TaKHX MPOAYKTIB, SIK
MOJIOKO, M’sicO, cup. [loraHo nepeTpaBiiOlOThHCS 1 3aCBOIOIOTHCS TakKi OUIKHU M’sca,
SK KepaTHH, KOJIAreH Ta JIesIK1 1HIIM O1IKK CIIOTYYHO! TKaHUHHU.

IleperpaB/roBanHs OLIKIB - 11e (pepMEHTATUBHUI MpOLIEC T1APOTI3Y, TKUN
BiIOyBa€ThCS 3a JIOMIOMOTOK TIpoTea3 abo MenTuaas, SKI € TMIIKJIacCOM
TAPOTITUYHUX (DEPMEHTIB, 110 aTaKyIOTh MENTH/IHI 3B'SI3KH.

i mpoTeomniTH4HI (hepMEHTH YTBOPIOIOTHCS B HEAKTUBHIM Qopmi (y BUTIISAIL
npodepMEeHTIB a00 3UMOT'€HIB) Ta AKTUBYIOThHCS HIJISTXOM YaCTKOBOI'O MPOTEOI3Y,
TOOTO T1APOITI30M OJJHOTO MENTHAHOTO 3B’ S3KY 3 TIOIATBIITNM BiIICTUICHHSIM BiJ
npodepMeHTy 1Hr101TOpHOTO N-KIHIIEBOTO MENTUTY.

Micue cunTedy npodepMeHTIB (ciu3oBa 000JOHKA TPABHOTO KaHAMy W
CK30KpHHHA YaCTWHA MiJNUTYHKOBOI 3ajlo3u) 1 MiCIle iX akTuBarii (MOpOoXHUHA
IIUTYHKA, TOPOYKHUHA TOHKOT KHIIIKH ) TIPOCTOPOBO BITOKPEMJIICHI.

BinnoBigHo 10 Micis A1l Ha MOJIEKYJIH cyOcTpaTy MpOTEOTITUYHI (PepMEHTH
PO3MOUIAIOTH HA €K30TENTH/Ia3H Ta SHIOTCTITHIa3H.

[Ipoteasu, abo nentuaasu, siki riapoai3y0Th NENTUAHUMN 3B 430K y KIHIIEBO1
aMIHOKHICJIOTH,  HA3HWBaIOTh  eK30Nenmuod3ami. Jlo  HuMX  HaIeXaTb
aminonenmuoazu, MO BIIMICIUIIOIOTh OCTAHHIO aMIHOKUCIOTY 3 N-KiHIl O17KOBOi
MOJIEKYJIH, Ta KapOokcunenmuoasu, SIK1 T1IAPOJI3yIOTh MENTUIHUN 3B’s130K 3 C-
KIHIT MOJIEKyJIM OllKa, a TakoX AW- Ta TPUNENTHAA3W, IO PO3MICTUIIOIOTH

JUIICTITUAN Ta TPUIICIITUAN.
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[lenTuani 3B’A3KM, 1O PO3TAILIOBaHI Ha BIACTAaHI BiJ KIHIIB MOJEKYIH
OlIKa, TiIPONIBYIOTh eHOONenmuoasu. MNencuH, MmMpUncuH, XiMOmMpuncuHu,
eracma3za. Y 3alIeKHOCTI BiJl HasBHOCTI B iX QKTUBHUX IIEHTpPaX aMIHOKHCIIOT
CEepUHYy, IUCTEIHY Ta IHIIMX, PO3PI3HSAIOTH CEPUHOBI MPOTEa3H, IMCTETHOBI
poTeasu Ta 1HIII.

[IpoTeasn xapakTepu3yHOThCS BIJTHOCHOI CIENM(IYHICTIO, TOOTO BOHU
PO3ILEIUIIOIOTh YC1 OLIKHM, aje KOXKEeH 3 IHUX (PEpPMEHTIB MEepPEeBa)XKHO TiIpOii3ye
MENTUIHI 3B’ A3KH JIMIIE MK IIEBHUMHA aMIHOKHUCJIOTAMHU.

llepempasntosanns OINKI8 y UWLTYHKY

OOropTouHi KJIITUHU CIU30BOI OOOJOHKH LUTYHKa BUPOOJSIOTH XJIOPUAHY
KHCIIOTY, @ TOJIOBHI KIITHHM BHUPOOJISIOTH 1 CEKPETYIOTh TMENCUHOIeH —
MOTIEPETHAK AKTUBHOTO MencuHy. 3aBISAKU HASBHOCTI XJIOPHIHOI KHUCJIOTH
IUTYHKOBUM CIK Ma€ KHUCJYy peakilito. 3arajbHa KUIBKICTh IIIYHKOBOTO COKY, IIIO
BUJIUISIETHCS 32 100y CTAHOBUTD Yy CEPEAHBOMY 2,5 II.

Cexkpertisi 0OrOpTOYHUX KIITHH CTUMYJTIOETHCS TICTAMIHOM 1 TPYIIO0 TOPMOHIB
— ractpuHiB. CojsiHa KHCJIOTa BUKOHYE B TIPOIECI TPABICHHS P BaXKIMBUX
dyHkii. BoHa qerarypye OUTKM THX XapuoOBUX MPOAYKTIB, K1 HE 3a3HAJIM TEPMIYHOI
OoOpoOKM B TPOIECI MPUTOTYBaHHS iXKi; COJITHA KHCJIOTa CIpusie iX HaOyXaHHIO,
30UTBIIYIOUM TIOBEPXHIO, a OTXKE, IJIONLYy KOHTakTy 3 ¢epmentamu. [li BrimmBoM
consiHoi kucnoT mnercuHoreH (M.m. 40000) nmepeTBOprOEThCSl B aKTHUBHUI TMETICUH
(M.Mm. 32700) BHacmigok BimmiersieHHs: N-KiHIIEBOrO mentuay. | Hapemiri, coJisiHa

[lericuH € eHmOMENTHAA3010 1 MIBUIAKO TiIpOJi3ye B OUIKaX MENTHIHI
3B’SI3KM, YTBOPEHI KAapOOKCUJIBHUMHU TpylaMH apOMaTUYHUX AaMIHOKHUCIOT
(peninananiny, TAPO3UHY), @ TAKOX TPUTITODaAHY.

3 ornsiay Ha Te, IO Ka y HUTYHKY nepeOyBae oOMEXeHUN yac, BBAXKAlOTh,
10 1N VIVO MENCHH TiApoJii3ye OLIKK 11 B OCHOBHOMY JI0 CyMIlIl MOJINENTH/IIB
PI3HOTO CTYIEHS CKJIAIHOCTI, SIKI OTPUMAaJIM Ha3BY MENTOHIB.

31 CTM30BO1 LITYHKA JIFOAWUHU, MOPS]T 13 ENCUHOM, OYB BUJIJICHUH 111€ OJIUH
IpOTEOMITHIHUNA PepMeHT — eacmpurcun ado nerncul C.
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[lericuH 1 TaCTPUKCUH BUSBISIOTh MAaKCUMAJIbHY KATATITHYHY aKTHUBHICTH
npu pi3HuX 3HadeHHsX pH: nencun — npu pH = 1,5-2,0, a ractpukcun — npu pH =
3,0-5,0.

VY pasi TpuBasioro BXMBAHHS POCIUHHOI 1K1, HeOaraToi Ha OUIKH, BUIILISIETHCS
BigHOocHO MeHme HCI, miaBuiryerscsi 3HaueHHss pH y HUTyHKOBOMY COKY, WIO
CTBOPIOE CIIPUSATIIMBIII YMOBH JJIs Jii TACTPUKCHUHY, HDK TercuHy. | HaBmaku, 3a
yMOB Oaratoi Ha OUTKM TKi (M SICHI, pUOHI MIPOAYKTH, a TaK0XK O00O0B1) YTBOPIOETHCS
IIUTYHKOBHUH CIK 13 BEJIMKUM BMICTOM COJISTHOI KMCIIOTH 1, OT)KE, 3 HHYKYUM 3HAYCHHSIM
pH, 1110 cripusie posBY i1 MENCUHY.

XiMO3uH, a00 CHYYyXHHH (PEepMEeHT, € JOCHUTh AaKTUBHUM Yy JiTed. Bin
KaTai3ye BIJMIEIJICHHS TENTUY BiJl O1J1Ka MOJIOKA Ka3eiHOT€HY, IMePETBOPIOIOUN
roro B kaszeiH. OcTaHHIN, B3a€EMOMIIOYM 3 COJSIMU KaJIbII0, KOTPI 3aBXIU
MPUCYTHI y MOJIOLl, YTBOPIOE CJIA0KOPO3UMHHUN KazeiHaT Kaublito (cup). Cup
JIOCHTh JIOBIHH Yac 3aTPUMYETHCS Yy IUIYHKY, IO CHPHUSIE HOTO OUIBII TTOBHOMY
PO3LICTUICHHIO IETICUHOM.

VY nmopocnux Jrojied, siKi 3BUYAaHO BXKUBAIOTh 3MIINIAHY 1Ky, XIMO3HH, SK
MpaBUJIO, MAJIOAKTUBHUIM a00 30BCIM BIACYTHIM, 1 TIEPETBOPEHHS Ka3eiHOTEHY B
Ka3eiH BIJIOYBAETHCS IT1/] BIUTUBOM IETICUHY.

llepempasniosanns OINKI8 Y MOHKOMY KUUEUHUKY

Bwmict nmiyHKa HAaXOAWTh Yy JIBAHAMIATUNANY KHIIKY Ta 1HIN BiIJLTH
TOHKOTO KHILIEYHHKA, JI€ Ha HbOTO JII€ KOMIUIEKC MPOTEOJITUYHUX (PEpMEHTIB, SIKi
CUHTE3YIOThCS y MIANLIYHKOBIM 3a1031 1 CIM30Biil 000JIOHITI TOHKOTO KHIIEYHUKA.
[TianutyHKOBa 3a5103a CUHTE3YE 1 CEKPETY€e JYXKHY PIAMHY, U0 MICTUTh HEAKTHUBHI
NOMEepPEeAHUKN TMpoTea3, a caMe€ MPUNCUHO2eH, TPU XIMOMPUNCUHOZEHA,
npokapookcunenmuoasu A 1 B 1 npoenacmazy. Ilin BrumBoM (epMeHTy
KUILIEYHUKA eHTePOKIHA3M TPUIICUHOTEH CHEU(IYHO 1 IBUJIKO IEPETBOPIOETHCS B
aKTUBHUU TpUIICUH. TPUIICUH, YTBOPEHUH 3 TPUIICUHOTE€HY, € AKTUBATOPOM THIIHMX

HEAKTUBHUX MPO(EepMEHTIB (3UMOTEHIB), TIEPETBOPIOIOYH iX y BIJMOBIIHI aKTHUBHI

dbopmu.
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JIyXHUI1 MaHKpEaTUYHHUI CIK HEUTpami3ye KHCIUN BMICT, 110 HAJXOIUTH 31
IUTyHKa, 1 3a0e31euye c1a0KOoIyKHE CEPEeOBHILE, ONTUMAIbHE JJIS TLAPOIITUYHOT
J1i MaHKpeaTUYHUX (PEPMEHTIB, KOXKEH 3 SKHUX Ma€ CBOIO cnenudiuHicTs. Tpuncun
TiApoJi3y€e TMENTHAHI 3B’S3KH, YTBOPEHI KapOOKCHMJIBHUMH TpyNaMy apriHiHy 1
Ti3uHy. Ximompuncunu HAWUOUIBII aKTHBHI CTOCOBHO TNENTHUIHUX 3B SI3KIB,
YTBOPEHUX KapOOKCUJILHUMHU TpynaMu (eHUTaIaHiHy, TUPO3UHY 1 Tpuntodany.
Kapooxcunenmuoaza A (uuHKOBMICHUN (epMeHT) MmBHUIAKO Biamemnoe C-
KIHII€B1 aMIHOKHMCJIOTHI 3aJUIIKHA 3 apOMAaTHYHUMHU a00 aipaTHYHUMKU OOKOBUMU
naHiroramu. Kapoéoxcunenmuoasza B nie TinbKY Ha IETUIH, 1110 MatoTh Ha C-KiHII
3aJIMIIKY apriHiHy abo Ji3uHYy.

Excrpakt  ciaM30BOT  KHMIIEYHHMKA  MICTATh Ipyny  (EpMEHTIB —
aminonenmuoa3. 1{i bepmenTH mija yac Ail Ha MOJIMENTHU THI JIAHITIOTH TTOY€PTOBO
3BUILHAIOTH N-KIHIIEBI aMIHOKHUCIIOTH.

Cnu3zoBa  KUIIEYHMKA MICTUTh TAaKOX OuHenmuoa3u, HAPUKIA]
aktuBoBany Co?" abo Mn?" zniyunzniyun-ounenmuoasy, sxa, pasoM 3 THM, HE
BIUIMBAE HA TPUIETITH TV AU H.

Ha 3aBepmianipHOMY eTari pO3MICIUICHHS OUIKIB BaXKJIMBY pPOJIb BIITPAOTh
MikpoesremeHTu Zn, Mn, Mg, Co, miIBUIIyt0OUH aKTUBHICTb MENTHAA3.

Y HOpMI B MIAIUIYHKOBINA 3a7031 HE B1IOYBAE€THhCS aKTUBAIllS 3UMOTCHIB
3aBMIAKM HAsSBHOCTI IHTIOITOpa TPUIICHHY, KM YTBOPIOE 3 (EPMEHTOM JIyKe
MIIHUN ~ KoMIuiekc. Ile HeoOXimHO Ui  3aXUCTy CEKPETOPHUX  KJIITHH
OiNDTYHKOBOI  3aJI03W  Bi ayTo meperpaBieHHs. [lepemyacHa axTuBaris
poEpPMEHTIB y CEKPETOPHUX KIIITHHAX BiJOYBA€THCS MPH MATOJIOTIYHUX CTaHAX
(roctpoMy mnankpeaTtuTi). JJis momepekeHHs HamagiB TOCTPOro MaHKPEATUTY
NPU3HAYAIOTh 1HT101TOP TPUIICHHY TPACUIION (KOHTPHUKAI, TOPAOKC).

Bcmoxkmyesanns aminokuciom i3 KuweuHuxa

BcMOKTyBaHHSI aMiHOKHUCIOT BiIOYBAa€ThCs, TOJIOBHUM YUHOM, Y TOHKOMY
KHIIEYHUKY. MexaHi3M BCMOKTYBaHHS aMIHOKHCIIOT SIBJISIE COOOK CKIIATHUN
Ol0JIOTIYHUN TIpoIleC, B SIKOMY TMOEAHYIOThCA (inbTpariis, ocmoc, audysis i
aKTUBHA BCMOKTYBaJIbHA il BOpCUHOK. OpHAK TOJOBHUM € TpaHCMEeMOpaHHUN

85



TPAHCHIOPT 3a JOMOMOTO0 CIEIIbHUX OUIKIB-TIEPEHOCHHKIB, KOTPUH TOTpedye
BUTpat eHeprii. Lle akmuenuit mpancnopm, sxuii 311CHIOETHCS IPOTH TPaJi€HTA
KOHIIGHTpAIlli  aMiHOKHCIIOT. Jns  3aiiicCHEHHST ~ IOTO  TPAHCIOPTY
BUKOPHCTOBYETbCA €HEprisi MeTabONIuHUX MPOIECIB, NEPEBAKHO pPEe3epBOBaHA B
ATO.

Hactymuauii wmexaHI3M OJIep)KaB Ha3By  J-2IymamiioH020 UUKiy. Y
(GYHKIIOHYBaHHI ~ Y-TIyTaMUIBHOIO  LHKIY  TPOBIAHY  pOJib  BiIirpae
MeMOpaHOo3B’s13aHul (hepMEeHT y-TayTaMiaTpaHcdepasa, sIKHH KaTali3ye peaxiiito
NEPEHOCY TIYTaMiHIIBHOIO 3aJMIIKYy TJIyTaTiOHa Ha aMIHOKUCJIOTY, sKa
TpaHCTIOpTyeThes. [lpu 1bOMy akmenTopamMu Y-TIyTaMiHUIBHOI TPYNHU MOXKYThb
OyTH BCl aMIHOKHCJIOTH, 32 BUHATKOM MPOJIiHY.

Kpim Toro, aMiHOKHCIOTH KOHKYPYIOTh OJTHA 3 OJTHOIO 3a BIJIMIOBIIHI IJISTHKH
3B’s3yBaHHS. Tak, BCMOKTYBaHHS JICUIIMHY (SKIIO BIH TPHUCYTHIA y BIIHOCHO
BUCOKHMX KOHIIEHTpAIisIX) 3MEHIIyE BCMOKTYBaHHS 130J€MIuHy 1 BaiiHy. Llsa
cUCTEeMa TPAHCIOPTY aMiHOKHUCIOT (DYHKIIIOHYE B KHIIEYHUKY, MO3KY, HUPKaX.

I'Humms 6i1Ki8 y KuueyHuxy

VY mpoiieci nepeTpaBIOBaHHS y NUTYHKY 1 TOHKOMY KHIIEYHUKY OCHOBHA
Maca OUIKIB PO3LIEIUTIOETHCA 1 BCMOKTYETBCS MIEPEBAXKHO Y BUTIISAI aMiHOKHCIIOT.
[Ipote uyactMHa OUIKIB CYXOXHWJb, alOHEBPO3IB  IIKIPH, SKI  BaXKO
MePETPaBIIOIOTHCS, 1 JIesKa KIJIbKICTh BUTBHUX aMIHOKHUCIIOT HaJAXOASTh Y TOBCTY
KHUIIKY.

IIpu OGaraThox 3aXBOPIOBAHHSIX, OCOOJMBO y pa3l KUIIKOBUX I1H(DEKIIIH,
NEPETPaBIIOBaHHS 1 BCMOKTYBaHSl OUIKIB MOTIPUIYETHCS, TOMY OUIBLIICTh iX
MOTpAIUIsie Y TOBCTUH KUINEYHUK. 3aJI€KHO BiJI KUIBKOCTI Xap4OBUX MPOIYKTIB 1
CTaHy amapary TpaBJCHHS KUIbKICTh HEPO3IICIUICHNX OUIKIB MOYKE CKJIIaTH BiJl
2-3 10 5-10%, a iHox1 1 OinbIIIe.

ToBCcTUI KHIIEUHUK HACEJIEHUH MIKpPOOpraHi3MaMH, sIKI BUKOPUCTOBYIOTh
Xap4yoBl aMIHOKHCIIOTH JJIsi CBOrO pocTy. BoHM MaioTh (hepMEHTHI CHCTEMH, IO
KaTaJli3yIOTh PI3HOMaHITHI IEPETBOPEHHS XapUOBUX OUIKIB 1 BUIbHUX aMiHOKHUCIIOT

(rizposi3, OKHUCHEHHS, BIJHOBJICHHS, JI€3aMIHyBaHHS, JCKapOOKCHIIFOBAHHSI,
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neMeTuiIoBaHHs). Uepe3 1€ B TOBCTOMY KHUIIEYHHKY CTBOPIOIOTHCSI ONTHUMAbHI
YMOBHU JUIsl YTBOPEHHS OTPYWHHUX NPOAYKTIB pO3Maay aMiHOKHCIOT, a TaKOX
HETOKCUYHHUX MJII OpraHi3My CIIOJIYK — CHUPTIB, JKUPHUX KHUCIIOT, KETOKHCIOT,
TIIPOKCUKHUCIOT Ta 1H. YCl Ii TEpeTBOPEHHS aMIHOKHUCIOT, SIKI 3yMOBJEHI
JUSJIBHICTIO MIKPOOPraHi3MiB KHIIIEUHHKA, OJICPXKAIM 3arajbHy Ha3BY: ZHUMIMIA
0iNKi6 y KUueuHuKy.

VY mpotieci MOCTYNOBOro 1 MIMOOKOT0 PO3Maay CIpKOBMICHMX aMiHOKHUCIIOT
(IMCTUHY, IUCTETHY 1 METIOHIHY) B KHIICUYHUKY YTBOPIOIOTHCS CipkoBOaeHb (H2S)
i metruivepkanTad (CH3SH).

JIMaMiHOKUCIIOTH 3a3HaIOTh MPOLECY AEKapOOKCHIIIOBAaHHS 3 YTBOPEHHSAM
amiHiB. JIBa 3 HUX — MyTPECIIMH 1 KaJlaBEpUH — JaBHO B1JIOMI Yepe3 iX HEeNMPUEMHUN
3armax. [lyrpecrun (putrificatio — THUTTS, Jar.) — YTBOPIOETHCA TIpHU
JIeKapOOKCUJIIOBaHHI OpHITUHY, a KajaBepuH (cadaver— Tpyn, JaT.)— MOpH
JIeKapOOKCHUITIOBAHH] JII3UHY.

[3 UKIIYHUX aMiHOKHUCIOT THPO3UHY 1 TpuntodaHy 3a MOCIIJOBHOTO
pyHHYBaHHs iX OIYHOIO JIAHIIOTa B pe3yJIbTaTi peakilii J1eKapOOKCUIIOBAHHS,
Je3aMiHyBaHHs, a MOTIM 1 JEMETHIIOBaHHS YTBOPIOIOTHCS TOKCHYHI MPOTYKTH:
Kpe30J1 1 PeHoT — 13 TUPO3UHY, CKATOJ Ta 1HI0J — 13 TpunTOohaHy

[Ticnss BCMOKTYBaHHS IIi MPOAYKTH dYepe3 BOPOTHY BEHY HAAXOMITh Y
MEYIHKY, /1€ 3HEUIKO/KYIOThCS IIUISIXOM YTBOPEHHSI HETOKCUYHUX MAapHUX CIIOTYK
13 cipyaHOI0 a00 TIIIOKYPOHOBOKO KMCIOTaAMH.

Sk mpukIaj HIDKYE HABEIEHO MEXaHI13M 3HEIIKOKEHHS 1H10.Ty (puc. 3).

Takum uymMHOM, 1HION 3B’A3y€ThCA y BUIIIAL edipy cipyaHOi KHUCIIOTH,
KaJlieBa a00 HATpieBA CUIb SKOT OTpUMasa Ha3By meapunHo2o inoukany. OCTaHHIN

BUBOJIUTHCS 13 CEUEIO.
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Puc. 3. 3. 3HemKoIKeHHS iHA0TY

MATEPIAJIM IJIA CAMOKOHTPOJIIO
1. Vkaxith 3B’SI3KM B KpOXMaji, L0 PO3MLICIUIIOIOTHCS i JAi€l0 aibga-
amija3u CIUHU:
A. Annda-1,3-rniko3uaHi
B. Anbda-1,4-rniko3uaHi
C.Anbda-2,4-rniko3uaHi
D. Bera-1,6-rmiko3uaH1
E. bera-1,4-rniko3ngai
2. Y xi"ku 30-TH pOKiB BUSBJICHA HEJOCTATHICTh 30BHIIIHBOI CEKPETOPHOI
¢GyHKIIT mAnUTYHKOBOI 3anmo3u. [iapomi3 SKHX MOXUBHUX pPEUOBHH Oyne
MOPYIIECHU?
A. XKupu, Byrinesoau
B. binku
C. binku, xxupu

D. Binku, xupu, ByTrJIeBOAU
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E. Binku, ByrneBoau
3. VYV LUIYHKOBO-KHUIIKOBOMY TpakTi BIJOYBa€TbCS MEpPETPaBICHHS
[IIKOT€HY, 110 HAAIWIIOB 3 Tkero. Ha3BiTh KIHIIEBUM MPOAYKT JAHOTO MPOIIECY:
A. l'anakroza
B. ®pykro3a
C. Jlakrat
D. I'moko3a
E. JlakTo3a
4. Y HOBOHApOKEHOTO CIIOCTEPIra€ThCS MUCIICTICIS TMICIs TOJXyBaHHS
MosiokoM. [Ipu 3aMiHi MOJIOKAa PO3YMHOM TJIFOKO3U CHUMIITOMH JHCHENCil
3HUKaIOTh. HemocTaTHd aKTUBHICTh SKOTO (DEPMEHTY CIIOCTEpITaeThCA Yy
HOBOHAPOPKEHOTO:
A.Aminazu
B.I3omanbrazu
C.Caxapazu
D.JlakTa3u
E. ManbTazu
5. Bubepith pepmenTH, 1110 pO3MIEIUIIOITD Gochominiau:
A. IlankpeatuuHa jiinasa
B. Monormninepumiinasa
C. Jlizodocdoninaza
D. Kumkosa minasa
E. ®ochoninazu Ay, Ay, C, D
6. [Ticist mpuitoMy KUPHOT 1K1 y XBOPOTO 3'SBISIOTHCS HYJ0Ta 1 medisi, Mae
Miciie crearopes. [I[puamHOIO TakOTO CTaHy MOXE OYTH:
A. HenocratHicTh amiia3u
B. IligBuiene BuAIJIEHHS JIIIA3U
C. Ilopymenns cunresy docdodinazu
D. IlopyimieHHsA CUHTE3Y TPUIICUHY

E. HeI[OCTaTHiCTB ZKOBYHHUX KHCJIOT
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7.  YKaxiTb akTUBATOp MENCUHOTEHY:
A. NaClI
B. HCI
C. CuSOq
D. NH4CI
E. BaCl,
8.  VYkaxiTp KIHUEBUH NPOAYKT "THUTTA" Tpuntodany y TOBCTOMY
KHIIIKIBHUKY:
A. @enon
B. Ben3olina kucinora
C. Igmoxn
D. MepkanTan
E. CipkoBojieHb
9. [TopyiieHHs poliecy pO3IICIUICHHS JMIIB B TOHKOMY KUIIIEYHUKY
00yMOBJICHO MOPYIIEHHSIM aKTHBHOCTI JIima3u. Skuii 3 HaBeaeHuX (PaKkToOpiB
aKTUBYE JIinazy?
A. Tlencun
B. Entepokinaza
C. Comni Hatpito
D. XoBuHi kucinotu
E. Xnopuana xuciora
10. IIpwm 3axBOpIOBaHHI MiAIIITYHKOBOI 3aJI03H MOPYIIYETHCS YTBOPEHHS
Ta ceKkpelist Tpurncuny. [leperpaBitoBaHHs SIKUX PEUOBUH Oy7e MOPYIIEHO?
A. Byrnesois
B. ®ocdomimizais
C. JlimmiB
D. HykieiHOBUX KHCIIOT

E. Binkis
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3. 2. O0min ByrieBoaiB. Peryasinis i natosorisi o00MiHy ByrJieBojiB

[Toranx 90% mMoHOCaxapuiB, 0 BCMOKTaNHCS, (TOJJOBHHM YHHOM TJIFOK032)
yepe3 Kalulsipu KAIIKOBUX BOPCUHOK MOTPAILISIOTH 10 KPOBOHOCHOT CUCTEMHU Ta 13
TOKOM KpoOB1 uepe3 Vena portae HagxoasaTh A0 MediHku. YacThHa MOHOCaXapu/IiB
yepes JiM¢paTUyHI IUIIXHA TOTPAIUISIE 10 BEHO3HOI CUCTEMH, a TIOTIM JI0 TKaHUH. Y
neviHni Onu3bko 5% TIIIOKO3M BUTpayaeThcsl Ha CUHTE3 riikoreny; 30-35%
TJIFOKO3H TIEPETBOPIOETHCA HA JKUPH, a OCHOBHA Maca— 60—65% OKHCIIOETHCS 10
CO2 1 HO 31 3BinbHeHHsIM eHeprii. [Ipu 3HMKeHIM M'S30B1i aKTUBHOCTI 1 OaraTii
BYTJIEBOJIOBMICHIN JI€TI HA O10CHHTE3 TIIKOTeHYy MOke BuTpadarucs a0 10-12%
TUIFOKO3H, a Ha OiocuHTe3 *)upiB— 10 40%. JloboBa moTpeda MOpOCIol JIIOIUHN Y
ByrieBoax craHoBuTh 400-500 r.

LInsxu 8uKOpUCMAaHHs 2110KO3U 8 OP2AHIZMI TIOOUHU.

['moko3a € UEeHTpaJIbHUM MOHOCaxapujaoMm, a ¢pykTo3a Ta TallakTo3a
3aBJISIKM HAABHOCTI CrieliM(IYHUX €H3UMIB, 3a3BUYail MOXKYTh IIEPETBOPIOBATUCH Ta
3a]y4aTUCh J10 1 OOMiHY.

[lepma 1 yHiBepcaJibHa peakilisl yTHII3allii TJIOKO3W B KIITHHI — peakiiis
dochopumosanns npu yuacti AT®. Ii karanizyroTs rekcokinasa, a B HEUiHI[ —

IIIOKOKIHA3a. DepMeHTH MaroTh pPI3HY CyOCTpaTHY CIIOPIAHEHICTh 1 (PU3HKO-
XIMIYH1 BJIaCTUBOCTI. ¥ TBOPEHHS IJTIOK030-6-pocdaTy B KIITHHAX — «TACTKay IS
TJIIOKO3M, OCKUIbKM MeMOpaHa HENpOHMKHA JJIs 1i€i akTUBHOI  (opmu
riroko3u. Jlam, rimroko30-6-gocdat Moke MepeTBOPIOBATUCS B PI3HUX HampsIMKax
710 PI3HUX CIIOJIYK.

Anaepobruti enikoniz

I'nikouai3 — pepmenTaTBHUMN TTpoIiec KaTaboi3My TJIFOKO3HM B TKAHUHAX 0€3
CHOKMBaHHSA KUCHIO. KiHIIEBUM MPOAYKTOM HOTO € MOJIOYUHA KHcJa0Ta. Lle tocutsb
KOPOTKMH 1, 3aBISKUM 1LbOMY, IIBUAKANA MUIAX MEPETBOPEHHS TIIIOKO3U.
EnepreTuyHo BiH Majio €(peKTUBHUM TOMY, 110 B MIJCYMKY YTBOPIOIOTHCS TIIBKH 2
MoJjiekyJn AT® (nepeTBOpeHHs ABOX MOJEKYJ Tiilepaibaeria-3-¢gocdaty B AB1
MOJIEKYJIM TIPYBaTy CYNPOBOKYETHCS YTBOPEHHSIM INUIIXOM CYOCTPAaTHOIO

dochopumtoBanus 4 moiekyn ATD 3 AIID. Opnak cymapuuii Buxin ATD Ha
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OJIHY PO3LIENJIEHY MOJIEKYJy IUIFOKO3M JOPIBHIOE YChOTO JIMILE JBOM MOJIEKYJIaMm,
TOMY IIO Ha MEpIIii cTaali rikoizy Al Mojiekyiu AT® BUKOPUCTOBYBAINCS IS

bochoprITFoBaHHS TIFOKO3H).

Kpos

nikozeHes
nikoreH mioko30-6-pocdaTt 19 yukn | PMGOI_TX'E&?I)_IOCCMT
nikozeHonis
Mnikonis nroKoHeoz2eHe3
IHLWi
AmiHoKMCnOTH MOHocaxapa
JNinign
NakTtat Auetun-S-KoA Fetepononi-
caxapuvagm
|
18
CO,+ H,0

Puc. 3. 4. lllnsaXu BUKOPUCTAHHSA IIIOKO3U

[le#i mutax meTaboi3My TIIOKO3W Ma€ BEIUKE 3HAYCHHS B 1HTCHCHUBHO
MPaIOYUX M’s3ax. Y 3pUIuX epuTpoluTax (He MaloTh MITOXOH/PI) 6Jm3bKk0 90
% ixHiX mOoTped B eHeprii Takoxk 3ale3neuyeThcs riaikomizoMm. Kpim Toro, psin
IHIIUX TKaHUH (MO30K, IIIYHKOBO-KHMIIIKOBUM TPAaKT, CITKIBKa OKa 1 LIKipa) Mpu
HEJOCTaTHHOMY IIOCTauaHHI IX KHCHEM Y HOPMiI YacTKOBO BHKOPHUCTOBYIOTH
CHEepriio TIIKOTI3Y.

CyMapHHil pe3ylbTaT aHAepOOHOI0 TIIKOII3Y BUPAKAETHCS HACTYIHUM
piBasHHSIM: CeH1206 + 2H3POs + 2A/I® = 2C3Hs03 + 2AT® + 2H;0. [lnsa
Oe3nepepBHOro Tepediry aHaepoOHOTO pO3Maay TIIOKO3M HEoOXijgHa MOCTiiHA
perenepariiss HAJI". Ile BigOyBa€eThcst B peakiiii IIiKOJITHYHOT OKCHI0OPEeTYKIIii,

npu sikit HAJIH, o yrBopuscs B riiuepanpaeriadocdaTaeriiporeHastiii peakuii
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(mpu okmceHHI Tminepanbaeria-3-gocdary mgo 6ipocdoriinepary ) OKHCITIOEThCS
B JIaKTaTHeriAporeHasHii peakuii (nmpu BigHosnaeHHi [IBK no nakrarty).

Binpmricte peakiiii TiiKoJi3y, 3a BHUKIIOYEHHSM TphOX, 3BOpoTHI. [lo
HE3BOPOTHIX  MNpH  (Pi310JIOTIYHUX  YMOBax  BIJHOCSTHCS  IeKCOKiHA3HA
(rokokinazna), ¢docdodpykrokinazna i mipyBaTkiHazHa peakiii, 110
CYIPOBOJ/IKYIOThCSI 3HAYHOKO BTPaTOK BUIbHOI e€Heprii y Qopmi TEmIoTH.
Perynsmisi rmikomizy BigOyBaeThCs caMe€ Ha PIBHI IUX TPHOX «KIIOUOBUX»
dhepMeHTIB.

bionoziuna ponw enixonizy

Enepreruune 3HaueHHst: yTBOproeThcsl 2 AT® 3a paxyHOK CyOCTpaTHOTO
dbochopumoBanns, a takoxk HAJIH, sxuii mpu aepoOHOMY po3maji TIIOKO3U
HAJXOJUTh Y JIAHUIOT TKAHWUHHOTO JMXaHHS, a IPU aHaepoOHOMY — BIJHOBIIIOE
IIBK no makrary.

AHa0oJ1iYHe 3HAYEHHS: TPOMDKHI HPOAYKTH MOXXYTh BUKOPUCTOBYBATHCS
JUIs CHMHTE3y IHIMMX pedoBuH. Hampukman, aurigpokcianetondocdar, sxuit
BIJIHOBJIIOEThCA 10 TuilepuHpocdaTy, BUKOPUCTOBYETHCS B OpPTaHI3MI s

010CHHTE3y MPOCTHUX 1 CKIAHUX JIIMIIB.

Kniniuni acnexmu enixonizy

l. Jns OuIpIOCTI MALI€HTIB 13 AEPIUUTOM TIIKOJITUYHUX (HEPMEHTIB
(mipyBaTKiHA3W B €PUTPOLIMTAX) XapaKTEpHA 2ceMONIMUYHA aHeMisi B PE3yibTaTl
3MeHIeHHs mBUaKocTi cuate3y AT®. Enepris AT® nHeoOXimHa Ui MATPUMKH
LUJIICHOCTI MEMOPaHU €PUTPOLIUTIB.

2. Jlakmoayuoos. [linBuiieHa KOHIIGHTpAIlis JIAKTaTy B  KPOBI
(JTakTOaNMI03) CHOCTEpIracThcsl Tpu 1H(APKTI MioKapjaa, JETeHeBid emOoii,
HEKOHTPOJILOBAaHUX reMoparisx. Ilpm mpomy HemoctaTHe moctadands O» 10
TKaHWH MPU3BOJIUTH 0 OCIA0JIeHHS OKUCHOTO dochopunyBanus 1 cuatesy ATO.
KniTiHa n1s BYDKMBAHHS IMOYMHAE BUKOPUCTOBYBATH aHACPOOHUU TJIIKOMI3 SIK
psaTiBHY Mipy nnsi oxepkanHs AT®, uepe3 me 30UTbIIYETHCS KOHIIGHTpPAIliS

JIAKTATYy.
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Puc. 3. 5. AnaepoOumii riikoni3. (yugpamu nosnaueni pepmenmu: 1 —
eekcokinaza;, 2 — @ocgoenioxoizomepaza; 3 — gocghoppykmoxinaza; 4 —

anvooaasa; 5 — mpio3ogocghamizomepasa, 6

— eniyepanvoecio-

Gocpamoeziopocenasza; 1 — gpocgoeniyepamxinaza; 8 — pocghoaniyepomymasa; 9

— enonaza; 10 — nipysamxinaza; 11 — nakmamoeziopozcenasa).

Takox y HIBHIKO3POCTAIOYMX PAKOBUX KIITHHAX TIIKOJI3 Tepedirae 3

MIBUJKICTIO, SIKa 3HAYHO TEPEBUIIYE MOMIJIMBOCTI IHUKIY JUMOHHOI KHCJIOTH,

BHACIIIJIOK 4YOTO YTBOPEHHsI TMipyBaTy IMepeBepulye ioro cnoxkuBaHHs. Lle

MPU3BOJUTH IO YTBOPEHHS HAJIUINKY JIAKTATy 1 TIJBUIIECHHS KHUCIOTHOCTI B

NYXJMHHIA TKaHUHI.
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[ noxoneocenes

I'moxoneorene3 (I'HI') — cuHTE3 MIIOKO3M 3 HEBYIJVIEBOAHHUX MPOAYKTIB.
Takumu npoaykramMu abo MeTaboJliTaMd € BIOEpPIIy 4Yepry MOJo4yHa 1
MiPOBHHOTPAJHA KWCIOTH, TaK 3BaHI TJIKOTCHHI aMiHOKHCIOTH (HaIpUKJIas,
aJia, apr, acIi, Ty, IJ1i, THC, MeT, Tpo, Ccep, Tpe, Ball, KC), TIILEPOJI, KHCIOTH
nukiny Kpebca, ski MepeTBOPIOIOTHCS B OKcajloaleTar 1 psij 1HIIMX CHOJyK. B
OpraHi3mi JIIOIMHHM HaWOIIBIN 1HTCHCHBHO TJIIOKOHEOT€HE3 MPOTIKAE B IEUIHII],
KOPKOBOMY IIIapl HUPOK 1 CTIHKAX KUIIICUHHKA.

binpuricte cragiil MIIOKOHEOTeHE3y SBJsE COOO0I0 3BEpHEHHS peakiii
riikomizy. Tinmeku 3 peakiii riikonidy (rekcokinasHa, ¢ochodpykrokiHazHa i
nmipyBaTKiHa3Ha) HE3BOPOTHI, TOMY B TPOIECI TIFOKOHEOreHe3y Ha 3-X eTamax
BUKOPUCTOBYIOTBCS 1HII bepmenTu (mipyBaTkapOoKcHiasa,
dbochoenonmipyBaTkapOOKcukiHaza, (Gpykro3o-1,6-nudocdaraza, 1IHOK030-6-
docdaraza). OcranHii GepMeHT TI0K030-6-Pocdaraza 3HAXOAUTHCS B MEUIHII,
KOPKOBOMY IIapi HUPOK 1 CTIHKAX KUIIIEYHUKA, CAME TOMY B IHIITUX TKAHWHAX
IpolLieC IMNIIOKOHEOTeHe3a He Bi0yBa€eThCA.

CymapHe piBHSHHS TJIFOKOHEOTEeHEe3a!
2 mipyBat + 4 AT® + 2I'T® + 2HAJJTH+H" + 4H.0 =
rawoko3a + 4 AII® + 2 T'Id® + 2HAJT + 6 HsPO4

Takum 4MHOM, YTBOPEHHS TJIFOKO3H 3 JIAKTaTy — II€ €HEPTOEMHUU MpPOIIEC,
o norpedye aoctaTHhOi KinbkocTi AT®. B meuinmi cmiBBigHomeHHs AT® Ta
AJ1® cknamae mpubauzno 10:1, M0 TaKoX CHpHUSE TIIOKOHEOTEHE3y, a B 1HIIUX

TKaHHNHAaX BOHO HHMXKYC.
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Iroko3a

I I'mroko30-6-ocdarasa l [NekcokiHaza
L
I'mroko30-6-ochar
DpyKTO30-6-hocdar
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L
DpykTo30-1,6-nudochar
T
v $
Jurinpokcu- Ininepansaerin-
auetoHdpocdar 3-docoar

[mikomi3

1,3-Tudocdorniuepar

[mokoHeorexes

3-docdorniuepar

. 2-Docdorniuepar
Ddocdoenonnipysar-
KapOOKCcHUKiHa3a

| » DocdoeHONTipyBaT

y

111 Okcajioauerar ITipyBaTrkiHaza

[

ITipyBaTkapbokcuiasa

ITipyBar «— JlakTaT

Puc. 3. 6. I'nikoJis i ri1IlokoHeorenes

Sku1o B M’s3aX aKTUBYETHCSI aHaePOOHUI IITIKOJII3, TO JIAKTAT BUXOIUTH 10
KpoBi. KpoBOTOKOM JTaKTaT MoTparisie 10 Ne4iHkW. B meviHi 3 jJakTaty aKTUBHO
YTBOPIOEThCS Ttoko3a. Lleit mporec mae Ha3By nukia Kopi. [lpu upbomy 3 nakraty
YTBOPIOETBCS  MipyBaT, Jali — TJ0K030-6-pochar (I-6-D), saxuili Moxke
MEePETBOPUTHUCS B TIIIKOTeH a00 TUIFOKO3Y, B 3aJIEKHOCTI BiJl CTaHy OOMIHY PEYOBHH
B opranidmi. [lpm Oinbll HHU3BKIM KOHIEHTpALli JaKTaTy rJIIOKOHEOTeHE3 B
HE3HAYHOMY CTYIICH1 IPOXOAUTH 1 B HUPKaX.

KpiM Toro, BaxjiuBe 3HauU€HHS B MpOIECCax TIIIOKOHEOTEHE3Y BIJIIIPa€e Tak
3BaHMI LMKJ ajlaHiHy, UI0 MPOXOAUTh B M’sa3ax. [lo ckmamHux OUIKIB M’S31B
BXOJUTh BHCOKa KUIBKICTh ajlaHiHy. IIpu ronoayBaHHi, BHACHiJOK KaTaOOMi3My
O1IK1B, 3BUIBHSIIOTHCS aMIHOKHUCIIOTH 1 BUXOJSTH 10 KpoBi. Haaxoasuu B mediHKy,

aJlaH1H 3aCTOCOBYETHCS HE JIJIsl CHHTE3y HOBUX OUIKIB, a JJIsI YTBOPEHHS TIFOKO30-
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6-dbocdhaty. AnaHiH TpaHCaMiHyBaHHSIM TIEPETBOPIOETbCS Ha  MipyBar.
PosnounHaeTscsi TarOKOHEoreHe3. Takok TpH  HEOOXIAHOCTI alaHiH MOXe
YTBOPIOBATHUCSA B M’si3aX 3 MipOBIHOTPanHOi KUCIOTH. OCHOBHMMHU JIOHATOpaMH
rpynu NH, ipu iboMy € Taki aMIHOKHUCIIOTH, SIK JICUITHH, 130JICHIINH, BaJIiH.

M 13m Kpos [Meuinka

I'moko3a | <€——— I'moko3a <€«—— [1r0ko3a
A

[TipyBar [TipyBar

Y
JlakTat ——— JlaktTaTr ———— > JlakTat

Puc. 3. 7. Cxema nuxay Kopi

bionociuna pons enokoneozenesy:
3abe3neueHHs TJIF0KO3010 MO3KY MPH rOJI0TyBaHHI;
3aci0 yTumizalii JaKkTary;
Peryssiitis piBHS TJIFOKO3HU Y KPOBI;

Perynsuist oOMiHy OKpeMUX aMiHOKUCJIIOT;

A o

Peryssimis KJIP (kuciioTHO-IyroBo1 piBHOBAaru) Kposi.
Pecynayis entokoneocenesy
BaxxnmuBuM peryisiTopoM ritokoHeoreHesy € anetui-KoA. lle mo3utuBHMA
aJOCTEpUYHMI  ePeKTop MipyBaTKapOOKCUJIa3M 1 HETaTUBHUM  MOJIYJISITOP
nipyBaTAeriaporeHasy, To0To npu Horo Harpoma keHH1 aktuByeTbes [THI.
['opMOH 1HCYJmiH TpPHUTHIYYE TJIIOKOHEOT€HE3 IUIIXOM 1HTIOyBaHHS
dbepMeHTiB  pocdoeHoMMIpyBaTKApOOKCUKIHA3M 1 TJIIOK030-6-Gocdara3zu Ta

MIJCUIIOE  TIIKOJI3 TUIAXOM AaKTHBAIil HE3BOPOTHIX pEeaKIliii  TIIKOJI3Y,

97



nipyBataerigporeHasu 1 I[[TK. ['MOKOKOPTHKOIIM aKTHBYIOTh TIIOKOHEOTEHE3
IIUISTIXOM TIOCHJICHHS CUHTE3Y KIIF04oBHX O1TKiB-pepmentiB ['HI'.

AEPOBHE OKHUCJIEHHA BYTJIEBO/]IB

VY npotieci aepoOHOT0 po3naay INIIOKO3HU BUAUISAIOTH TPU €TaIu:

I. Po3nman ratoko3u 1o mipyBary (aepoOHUM TiKOMi3);
II. OkucnroBanpHe AeKapOOKCHIIIOBAHHS MIPYBaTy;
III. Huxn KpeOca.

I eTan. AepoOHUM TIIKOII30M Ha3WBAIOTh MPOIECC OKUCIECHHS TJIIOKO3U 10
MIPOBUHOTPAJHOI KHUCIOTH, IO MPOTIKAE B MPHUCYTHOCTI KUCHIO. Bci dhepMeHTH,
10 KaTaTi3yI0Th PEaKIIii IbOTO MPOIIECY, JIOKAII30BaH1 B IUTOIUIA3M1 KITITHHH.

I1 eran. OxwuciroBajibHE JEKapOOKCUJIIOBAHHS IMIpyBaTy BIJOYBA€ThCS B
MaTpHUKCi MITOXOHJIpid. TpaHncnopT mipyBaTy B MITOXOHApPiaTbHUN MaTPUKC Yepe3
BHYTPIIIHIO MeMOpaHy MITOXOHIpPIM 3IIHCHIOETBCA 3a YYacTIO CIeLiajJbHOro
O11Ka-TIepeHOCHUKA 32 MEXaH13MOM cUMIIOPTY 3 H +.

OxuciroBanbHe neKapOOKCUITIOBaHHS nipyBary 3IIACHIOETHCS
nipyeamoeziopozeHazHum Komniaexcom. lleii KoMIiekc 3HaXOAUThCS B MAaTPHUKCI
HE B PO3UMHEHOMY BUTJISI/II, @ TPUKPITUIFOETHCS J0 OUIKIB BHYTPIIIHBOI MEMOpaHu
MITOXOHJIPi, K1 MOBEPHYTI O MAaTPUKCY.

[lipyBaTaeriiporeHa3HUil  KOMIUIEKC CKIJIQJA€ThCA 3 TPbOX  PI3HUX
bepMeHTIB: nipyeamoeziopozenazu (E1) , ouzioponinoinauemunmpancgepazu
(E2) i owuczioponinoinoeciopozenazu (E3) ta mwsatu xodepmentiB - TIID
(tiaminmipodocdar, Tiaminaudocdar - TAD), DAJL (dbaaBiHaACHIHIUHYKICOTH ),
HAJI (nikotuHamiganeHinaguaykieotnn), HSKoA (koenszuMm A), ginoeBa KHCIoTa.

[lepeTBOpenns mipyBaty B arneTmi-KoA Bxirouae 5 craiit:

Cramis |. Ha miii cramii mipyBat 3'ennyerbcs 3 THA®D B ckmami El 1
HIIa€ThCS TeKapOOKCHITIOBAHHIO.

[Tipysat + E1-TH® — rigpokcuetmi-TAD + CO»

Crazis Il. durigponinoinaneruntpancdepasa (E2) karamizye nepeHeceHHs
aToMy BOJHIO 1 arleTuyibHOi rpynu Big T/I® Ha okuciaeHy GopMy MiMOiuIi31IHOBUX

TPYIII 3 YTBOPEHHAM alleTHIITIOeipy JIMOEBOI KUCTOTH.
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Cramis Ill. Ha cranii Il KoA B3aemopie 3 aneTuiabHUM mHoxigHum E2, B
PE3yNbTATI YOTO YTBOPIOETHCS aneTHa-KoA 1 MOBHICTIO BITHOBJICHHA JTINOLTbHHNA
3aJIMIIOK NpOoCTETUYHOI rpynu E2.

Cramis IV. Ha cranmii IV gurigpominoingerinporenasa (E3) xkaramizye
MEPEHECEHHsI aTOMIB BOJHIO BijJ BIJHOBJICHMX JINOiMbHUX Tpynn Ha FAD -
npocteTuyny rpymmy depmenta E3.

Cranig V. Ha cranii V BimnoBnenuit FAD H; mepenae Bonens Ha NAD + 3
yrBopeHHsM NADH.

Y 3araibHOMYy BHUIVIA[l pIBHAHHA OKHCHEHHS TipyBaTy ¢epMeHTaMu

HipyBaTAETiIPOreHa3HOro KOMILJIEKCY Ma€ TaKui BUTIIS!

[TipyBaterifiporeHa3Huii KOMIIIEKC
H,C~C—COOH S -
. 7
) E,~TI®; E,-JIK__|; KoA-SH; Ey-®AJL; HAJL'
S

——> H,C-C~SKoA +CO, +HALLH + H
o)

111l eran. Auetnn~SKOA okucmoerses B LITK go CO; 1 H,O.

Enepeemuunuii eghpexm nogHo2o aepodono2o oKucients 2noKo3u

Ha I erami B mporeci riikomiza cuatedyerbes 2 AT® ta 2HAJTH+H", siki
IpU MEPEHOCI B MITOXOHJIPII0 MalaT-aClapTaTHOI YOBHUKOBOIO CHCTEMOIO MpHU
OKUCJICHHI B JIUXaJbHOMY JaHIl031 naioTh 3x2 = 6 AT®, a mpu mnepeHoci
rminepodochaTHOI0 YOBHUKOBOIO CUCTEMOIO - 2X2 =4 AT®.

Ha II erami B mporeci OKHCIIOBaJIBbHOTO aekapOokcumoBanHs 2-x [IBK
cuntesyerbess 2HAJITH+HY, ki nipy OKUCIIEHHI B JUXaJIbHOMY JIAHIIO31 Jal0Th 3X2
=6 ATOD.

Ha III erami npu oxkucienni 2-x anetui-KoA B I[TK cunresyerses (12 x 2
=24 AT®D).

Tox cymapHuii eHepreTuuHuil OajaHC MOBHOTO A€POOHOI0 OKHMCJIEHHS
riawko3u 10 CO,1 H,O cknanae:

- B MEYiHI, HUpKax, Miokapai (ne (yHKIIOHye MajaT-acrapTaTHa YOBHUKOBA

cucrema) 38 ATD;
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- B TOJOBHOMY MO3Ky, CKeJIeTHHX M’s3ax (riinepodocdaTHa YOBHHKOBA
cucrema) 36 ATD.
Egexm [lacmepa

Edexr [TacTepa € moBHUM A0Ka30M 3AaTHOCTI METa00III3My MEPEMHUKATHUCS 3
OJIHOT'O HAaIPSIMKY Ha 1HIIUK 6€3 Oy1b-SKOr0 JI0AaTKOBOTO BTPYUYaHHS.

Edexktom Ilacrepa Ha3MBalOThb 3HIKEHHS CIOKUBAHHS TJIIOKO3U 1
OPUIUHEHHS. TPOAYKLII MOJIOYHOT KHCIOTH KIITHHOIO B MPHUCYTHOCTI KHCHIO.
bioximiyauii MexaHi3M eQeKTy TMoJiarae B KOHKYPEHIII 3a MipyBaT MIX
HmipyBaTAETIAPOTEHA3010, 10 TEPETBOpPIOE mipyBaT B  aneTmwi-S-KoA, i1
JaKTaTAET1APOTeHAa30I0, 1110 MePETBOPIOE MIPYBAT B JAKTAaT.

VY mipyBataeriiporeHasu CHOPIAHEHICTh Habarato BUIA, 1 B 3BHYAHHHX
aepoOHMX yMOBaX BOHA OKHUCIIOE OUIbLIY YacTHHY MipOBHHOTPATHOI KHUCIOTH
(IIBK). fx Tiapku HaAXOJKEHHS KHUCHIO 3MEHIIYEThCS (HEOJIIK KpPOBOOOITY,
TpoMOO3 Ta 1H. ) BiIOYBa€ThCA HACTYITHE:

1 — BHYTpPIIIHBOMITOXOHJpPiaJIbHI MPOILIECH AUXAHHS HE B1AOYBalOThCA 1
HAJIH B nuxanbHOMY JIQHIIOTY HE OKUCITIOETHCS;

2 — MOMEHTAJIbHO HaKonmuuyeThesi B MiToxoHapisix HAJIH, mo B cBoto uepry
rajibMye€ UK TPUKapOOHOBUX KUCIIOT;

3 — anetmin-S-KoA ne Bxoauts B LITK 1 mpurniuye mipyBatiaeriaporesasy.

B cuny cpopmoBanux ymoB [IBK He 3amuimaeTscs HIYOTO 1HIIOTO SIK
NIEPETBOPIOBATHUCS B MOJIOYHY KHUCIIOTY.

[Ipu HasBHOCTI KMCHIO 1HT1OYBaHHS MIpyBaTAETAPOTreHA3U MPUIHHIETHCA 1
BOHA, BOJIOA1I0YM BeJMKOIO0 criopimaenicTio Ao [IBK, Burpae koHkypeHiiiro.

IIEHTO30®OCPATHUHN  (anomomiunuii)  LIJIAX  (IIDII) €
AJbTEPHATUBHUM ILUIIXOM OKHUCJIEHHS TJIIOKO3H. Bci  depmentun TIOII
JOKaNi30BaHl B 1MTO30i1. HailOinbll akTUBHO MpPOTIKAa€ B MEUIHIN, >KUPOBIN
TKaHWHI, MOJIOYHIH 3aJ1031, KOp1 HAAHUPHUKIB, EPUTPOLIUTAX.

Y nenro3zodocaTrHoMy HUIAXY MOKHA BUILITUTH 2 CTAIli:

| — oxucIIOBaNIbHA: TUIIOK030-6-(ochaTr okucioeThes 10 neHTo3odocdartin

(pubyno30-5-hocdaty.) 3a MEBHUX YMOB, Y BUIAJKy 30aJlaHCOBAHOI MOTpeOU B
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HAI®H 1 pubo30-5-docdaris, nenrozoocharnuii nuigx Ha HHOMY €Tarl MOXe
3aBEpIIYBATUCS;

Il — HeokucmroBanbHA, BOHA SIBISE COOOIO B3a€EMONEPETBOPEHHS TPbOX-,
YOTUPBOX-; I’ SITH-, HIECTH- 1 CEMUBYTJICLIEBUX LIYKpoQochaTiB, y pe3ynbTaTi IKuX
pereHepyeThCst 5 MOJIEKYJT IITH0K030-6-pocdary.

3nauenns nenmo3opocgamnoco wiiAXy OKUCTIEHHs 2TIIOKO3U.

1. Cunre3 pub6030-5-pochary, SKUIl BHKOPUCTOBYETHCS [UJISI CHHTE3Y
Hykiaeotuauux kodepmentie (HAI, ®A, ®MH), nykneinorux kucior (AHK,
PHK), mononykneotunis (AM®, TM®, YMO, [IM®D, TMOD).

2. Cunre3 B muTOoUIazMi KimTUHU BigHoBieHuX (opm HAIAPH, sxi

BHKOPHUCTOBYIOTBCA JJIA:

. CUHTE3Y )XKHUPHHUX KHUCIIOT, XOJIECTEPOIIY;
. CHUHTE3Y CTEPOiTHUX TOPMOHIB;

. CHUHTE3Y TUPEOiTHUX TOPMOHIB,;

. CUHTE3Y )KOBUHHMX KHUCIIOT B TICHIHII;

. akTuBallii Bitaminy /13;

. 1HAaKTHBALI{ JTIKapChKUX MpEnaparis;

. 3HEIIKOKEHHS TOKCHUHIB.

3. Ilpomikui npoayktu (bpykTo30-6-docdar, rminepanbaeria-3-gocdar)
MOXYTh BKJIIOYaTHCS B MLUISIX aepoOHOro 1 aHaepoOHOro OKHUCIEHHS 1 OyTu
JKepesoM eHeprii 1iist cunre3y ATO.

4. HeoxucmioBanbHa CTafisi YTBOPEHHS TI€HTO3 3BOPOTHSI 1 MOXeE

BUKOPHUCTOBYBATHUCS I YTBOPEHHSI T€KCO3 3 IIEHTO3.
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Puc. 3. 8. IlenTo3odochaTHnii NIAX OKUCTECHHS BYTJI€BOAIB

Bcranosneno, mo [P akTuBHO (YHKIIOHYE B €pPUTPOLMTAX JIFOJAUHHU.
BinnoBnennii y pesynbrati ¢pynkuionysanns [1OII HAJIDH, BukopuctoByeThes
B CHCTEeMaX AaHTHOKCHJIAHTHOTO 3aXWUCTy HEHACHYCHUX JKUPHUX KHUCIIOT
docdomimiaiB MEMOpaH EPUTPOIIUTIB Bijl MEPEKUCHOTO OKUCIICHHSI.

CnagkoBa HENOCTAaTHICTh IIIOK030-6-pocdaraerinporenasu  (pepMeHT
nepmioi peakiii [IDII) BusBnseThcs B MIABUIIEHIA CXUIBHOCTI €PUTPOLIMTIB
XBOpUX A0 remouizy. OcoOIMBO MiACUITIOETHCS MPOSAB 1€ HEAOCTATHOCTI HA TJI
NpUAOMY TaKuX JIKapChKUX MpemnapariB SK aclipuHy, CcyiabdaHiIaMiIiB,
IPOTUMANSPIAHOTO Mpenapary MpUMaxiHy .

[Iponyktu  meHTo30dochaTtHorOo TNUIAXYy —  (PpyKTO30-6-Pocdar i
rminepanpaeria-3-gochar — € Takok MeradodiTaMU TIIKOMI3Y, TOMY BOHH
BTATYIOTbCA Y TUIIKOJI3 1 MEPeTBOPIOIOThCS Horo ¢epmeHtamu. J[Bi Moekynu

bpyKkT030-6-hochary MOXKYyTh pereHepyBaTHCs y Bl MOJEKYJIH TJIFOKO30-6-
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dochary 3a momomoror (GepMeHTy TIIKOII3y TIII0K030-6-pocdaTizomepasy.
[Hmuit nmpoxykTt rminepanbiaeria-3-gocdar, y BUNDAAKY 3alydeHHS HOro 10
TJIKOJI3Y, MOXE IepeTBoproBatucs B aepoOHux ymoBax jgo CO; 1 HyO, a B
aHaepoOHUX — y JaKTaT.

Memabonizm ppyxmo3su i eanakmo3su 6 opeanizmi 1H0OUHU

OCHOBHUM JDKEpENIOM TajakTOo3W € JIAaKTO3a 1Ki, fIka B TPABHOMY TPaKTi
PO3ILEIUIIOETHCS. A0 TalaKTO3W 1 TIOKo3u. DpyKTO3a MPUCYTHA Y BUIBHOMY
BUTJISIAL B OaraTboX (DPyKTax 1 yTBOPIOETHCS B TOHKOMY KHIIIEYHUKY 3 Caxaposu,
BCMOKTYIOUHCH B TKaHWHAX. MeTabomi3M ppyKTO3U U raliakTo3H BKIIOYAE MUISIXU
BUKOPHUCTAHHA 1X JUIA CUHTE3Y 1HIIMX PEUOBHUH (T€TEpOMoiicaxapuiiB, JJAKTO3H Ta
1H.) ¥ y4acTh B eHeproszade3nedeHH1 opraniamy. B octanHboMy BUTIIAJKY PpyKTO3a
M rajiakto3a IMEpeTBOPIOIOTHCS B MEYiHII abo B IIIOKO3y, a00 B MPOMIXHI
NpoaAyKTH i1 MeTabomiizmy. TakumM 4MHOM, B pe3yibTaTi (PyKTO3a W TallakTo3a
Hapsily 3 TJIFOKO3010 MOXYTh OyTtu okucieHi jno CO; ta HyO abo Oyrtu
BUKOPHUCTaHI JUIsl CHHTE3Y TJTIKOTeHY Ta TPIaIMuIrIiIepOIiB.

Tlopywenns ooMminy hpykmosu i 2anaxmo3su 8 0peaHizmi THOOUHU.

BusBneni cmankoBi mopyuieHHs OOMiHY (PYKTO3M i TaJIaKkTO3H.
[IpyuriHaMU TakuX MOPYLIEHb € €H3UMONAaTIi, SKI MOB’s3aHl 3 TEeHETUYHUMU
nepexkramu  cuHTE3y (epmeHTiB, 1m0 OepyTh yd4acTh y  MeTaboui3Mi
MoHocaxapuaiB. Cepes TAKUX MOPYIIEHb 3yCTPIYalOThCS:

a) HemepeHOCcUMicThb PpyKTO3u. [IpH 11IbOMY 3aXBOPIOBAHHI MOJIEKYIISIPHOIO
OCHOBOIO € TIPUPOJKEHA HEAOCTaTHICTh (epMeHTy ghpykmo3o-1-pocpam -
anvoonaszu. lle cnpuynHsie HAKOMMYEHHS Y TKaHWHAX QpykTo30-1-pocdary. Lew
edip dpykTO3U € IHTIOITOPOM JIeIKUX (PepMEHTIB 0OMIHY BYTJIEBOIIB (HAIIPUKIIAI,
dochopunazu rTimikoreHy). Ilg maTtosorisi  TPOSIBASETBCS  (PPYKTO3EMIETO,
GPYKTO3ypi€l0 Ta BaXKOK rinoriikemiero. OcoOJMBO SCKpaBO Taki CTaHU
CIIOCTEPITaloThCs MPU CIIOKMBAHHI MPOYKTIB, IO MICTATh (PPYyKTO3Y;

0) ppykro3emiss — mopyumieHHs  oOMiHy  Qpykro3u. IlpuumHa -

HEJIOCTATHICTb  (PepMeHTy ghpykmokinazu. Ilpu 1bOMY  CHOCTEpIraeThcs
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NOpyLIEHHsT yTuiizauii (QpyKTo3u HaA KIITHHHOMY piBHI, ane 0e3 CyTTEBHX
KJIIHIYHUX TPOSIBIB;

B) TrajakTo3eMiss — II€ HaCIJIOK CHagkoBoro nedexry GepMeHTy
2anaxkmoso-1-gpocham-ypuounmpancghepazu. IIposiBASETBCS HECIIPOMOKHICTIO
O010XIMIYHUX CUCTEM OpraHi3My IMepeTBOPIOBATU TaIAKTO3Y B IJIOK03Y. [laTosoris
BUSBJISIETHCSI B PAaHHBOMY JUTSYOMY BIIll, BiJipa3y MICIAS HAPOHKEHHS 1 MICIA
NEPIIOro rOyBaHHSI MOJIOKOM MaTepi. B KpoBi Ta BHYTpIIIHIX OpraHax AUTHHHU 3
TakuM Je()EKTOM HaKOMHMYYEThCs rajakTto3a Ta ii edip — ramakrtos3o-1l-docdar.
UuM paHilie A1arHOCTYEThCS TOPYIIEHHS! 0OMIHY TaJJakKTO3U 1 UMM paHille TUTHHA
MOYMHAE OTPUMYBATH JI€TUYHE XapuyyBaHHsS (0e€3 rajgakTo3u), TUM MEHIII
HACJIJIKKM XBOPOOHU CIOCTEPIraTUMYThCS Hajaml. SKIIO y JUTUHM 3 3ali3HEHHSIM
YCTaHOBWJIM MPUYHMHY XBOPOOH, OB S3aHy 3 MOPYIIEHHSM OOMiHY rajakTo3H, TO Y
Hel Iy’K€ paHO pO3BUBAETHCS KaTapakTa, ypaxkaerbcs [HHC, mo npusBoauThs 10
3HUKEHHS 1HTEJICKTY.

Memabonizm nonicaxapuodie (Ha npuKIaoi iiko2eHy).

['mikoren - me po3raigyXeHUil TOMOMOJIMEpP TJIIOKO3HM, B SIKOMY 3aJIULIKU
[JIFOKO3U 3°€IHAaH]1 B JIHIMHUX AUISHKAX 0-1,4-ri1Ko3uIHUM 3B’ SI3KOM. Y TOYKax
po3rary’>keHHs MOHOMEpH 3’ €HaH1 o-1,6-TTKO3UIHUMHA 3B’ I3KaMU.

HeoOxigHicTh MEepeTBOPEHHS TJIOKO3M B TJIIKOTEH TOB'S3aHa 3 THUM, IO
HAKOMMYEHHS 3HAYHO1 KIJIBKOCTI TJIFOKO3W B KJIITHHI MPU3BEJIO O /10 IMiIBUIIICHHS
OCMOTHYHOTO THCKY, TaK SIK TJIFOKO3a J100pe po3umHHA peuoBuHA. Hapmakw,
TJIIKOTEH MICTUTBCS B KJIITHHI Y BUTJISIII TPaHYJI 1 MAJIOPO3YMHHUM.

['7mikoreH TE4YiHKA BUKOPUCTOBYETHCS, TOJIOBHUM YWHOM, JUISI MTIATPUMKH
(b1310JI0TIYHUX KOHIICHTpAIlIA TJIIOKO3M B KpPOBi, Hacammepen y MPOMIKKax MIiXK
npuiioMaMH 1K1, 3aBJISIKM BUCOKIM aKTUBHOCTI TJIFOK030-6-(hocdarasmu.

M’5130BHi TIIIKOTEH € JIETKOAOCTYITHUM JDKEPEJIOM TIIOKO3H, a TIIFOK030-6-
docdaraza y M’s3aXx IMPAKTUYHO BIJCYTHS, TOMY TJIIKOT€H BHKOPHUCTOBYETHCS B
caMOMy M’si3i JIJISl «BJIACHOTO CIOXKMBaHHs». Peakiii OlocuHTE3y 1 po3maay
TJIIKOTEHY KaTalli3yIoThCsl (DEpMEHTaMHU, 10 CTPYKTYPHO 3B’s3aH1 3 IIUTO30JbHUMHA

rpa”yJjiaMy ToJjicaxapuay 1 3a0e3MmeuyroTb KOHTPOJIb IMIBUIKOCTI HOTO CUHTE3Y Yd
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MOOUTI3aIi, 3aJle’KHO BiJ PIBHS TJIIOKO3eMIi Ta CTaHy pPEryJIsSTOPHHX CHCTEM
Oprasi3my.
Cunre3 riikoreny (riikoreHes)

[epir 3a Bce ratoko3a miagaeTbest GochopuioBaHHIO 3a ydacTi (pepMeHTy
IeKCOKIHA3M, a B TEYlHIN - TJIIOKOKIHA3M. [lami ritoko30-6-docdar mija BIJIUBOM
dbepMeHTy (pochorimokoMyTa3u NepexouTh B TIIIOK030-1-hocdar. YTBOpUBIIUCH
r0k030-1-pocdar Bxxe Oe3nocepeTHbO BTATYETHCS B CHHTE3 TIIIKOTeHY.

Ha mepuniii cragii cuHTedy mioko30-1-pocdar BcTymae y B3aemMofio 3
YT®, yrBoproroun ypunuaaudocharrmokosy (Vd-rmokosa) 1 mipodocdar.
Hana peaxitis KaTaJi3yeTbCs bepmeHTOM rIok030-1-docdar-
ypuauntpancdepasoro (Y DI -nipodochopunaza).

Ha npyriii cramii BigOyBaeThbcst IEPEHOC TITFOKO3HOTO 3aJIUIIKY, 0 BXOIUTh
no ckiany YJD-raoko3w, Ha TIIOKO3UAHUN JIAHIIOT TJIKOTeHY («3aTpaBHa»
KuIbKiCcTh). [Ipu 1mboMy yTBOproeThes o-1,4-riiko3uanuii 3B'sa30k. Llg peaxiis
KaTajizyeTrbes (pepMEHTOM IJIIKOT€HCHHTA3010.

Yr1Bopenuit Y® nortim 3H0BY dochopuitoerbest B YT 3a paxyHok AT,
1 TakKUM YHHOM BECh IIMKI TEPETBOPEHb TIIOK030-1-PocdaTy mounHaeThcs
crio4yaTky. YTBOpeHHS ¢-1,6-riiko3MaHUX 3B'S3KIB, HasABHUX B TOYKax
po3ramyKeHHs [JIIKOTEHY, KaTani3ye bepMeHT amino-a-1,4-a-1,6-
riiko3uiarpancdepasa. B pe3ynpTaTi yTBOPIOETHCS HOBUI O1YHUIT JIAHITIOT.

Posnao anikoeeny (enikoeenonis)

BinOyBaerbcs B mepion Mixk mnpuiiomMamu ixki. BHUBIIBHEHHS TIIOKO3U Y
BUTJIAJ TIIOK030-1-hocdaTy 3 MoJnekynu TKOreHy BiIOYBAaeTbCs B PE3yJbTaTi
dbochopoimizy, skuii KaTtamizyeTbcsa raikoreHdocdopmiazow (kopepMeHT
nipunokcanbpocdar). DepMEeHT BIAIMICIUIIOE KIHIICBI 3aJMIIKKA OJWH 32 1HIIHM,
CKOPOYYIOUHM JIAHIIOT riikoreny. OmHak 1e GpepMeHT po3mieruioe Tiabku o-1,4-
TUIIKO3UIHUH 3B'SI30K. 3B'SI3KM B TOUIIl PO3Tay>KEHHS T1JIPOTi3yI0ThCsl (hePMEHTOM
amino-o-1,6-Taiko31uaa3010, AKUI BIIIICIUTIOE MOHOMEp TJIIOKO3W Y BUIBHOMY

BUTJISAL.
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Pecynayia enikocenonizy i enikocenesy
[IpoBinHYy poJib y peryssiii CHHTE3y 1 po3maay TJIKOTeHY BiIIrparoTh
2nikozencunmasa i 2nikozengpocghopunaza. Koxuuit 13 uux (HepMeHTIB iCHYe B
IBOX (popMax, 3JaTHUX JO B3a€MOTIEPETBOPEHHS. 3MiHN aKTHBHOCTI BiI0yBaIOTHCS
B pe3yinbTati pochopminyBanns 1 gedochopuityBaHHs (KOBaJeHTHA MOUDIKaIs
dbepMeHTy), a TaKOK AIOCTEPUYHOTO MEXaHI3MYy PEryJisiiii akTUBHOCTI (PEPMEHTY.
['mikorendochopmnaza (aktuBHa B dochopunboBaHii  dopmi) i
IJIIKOTeHCHUHTeTa3a (akTuBHa B jAepocPopuiboBaHid (QopMi) PpEryrorThCs
perunpokHo: akTuBalisg riaikoreHdochopunazu (1 hochopomizy TIIKOTeHY)
BiJIOYBAETHCSI B yMOBaX 1HAKTUBAIIIl TITIKOTEHCHHTETA3u (1 CHHTE3Y TIIIKOTEeHY).
Bnaue copmonie na pigens 2nokosu 6 Kposi
HaiiBaxxnuBilie 3HaYeHHS MAJii OpraHi3My JIIOJUHU Ma€ MiATPUMAaHHA
CTaJIOTO PIiBHS TJIIOKO3U B KPOBi, OCKIJIBKM TJIIOKO3a € OCHOBHUM €HEPreTUYHUM
cyOcTpaTom, y meplry 4epry, Ajisi HEpBOBOI TKaHUHHU.

VY HOpMI BMICT TJIFOKO3HM B KPOBI1 KOJIMBAETHCS Y BY3bKUX TOMEOCTATUYHHUX
MeXax 1 cTaHoBUTh 3,3-5,5 mmousp/n. Y mua3mi BiH Ha 10-15% Bumie, HiX y
IITICHINA KPOBI, 32 paXyHOK MEHIIIOTO BMICTY BOJU B epuTpormTax. Hopma BMmicTy
IJIIOKO3UW B TuiazMi KpoBi 4,22-6,11 mmonb/n  (TJIFOKO300KCUIA3HUM METO.).

[TinBuiieHHS 1i BMICTY B KPOBI Ha3UBA€EThCS 2inepiikemicto. SIKIO rinepriikemis

nocsirae 9-10 mmounp/n ("HUPKOBUI TOpIr"), TO TIIOKO3a BUIUISETHCS 13 CEUCHO,
TOOTO CIIOCTEPITa€ThCsI 2HOKO3YPIAL.

[Ipomecu yTuizaiii riIrOKO3U Ta 1HITMX MOHOCAXapHU/IiB, a TAKOXK iX CHHTE3
KOHTPOJTIOIOTHCSI HEUPOCHIOKPUHHOIO crcTeMoro. Cepes TOpPMOHIB BapTO HA3BATH,
y TepIly 4epry, TOpPMOHHU MANLTYHKOBOI 3aJI03U: 1HCYJIH 1 TJIIOKaroH;  TOPMOH
MO3KOBOTO IIIapy HAJHUPKOBUX 3aJi03: aapeHATiH, TOPMOHH KOPKOBOTO IIapy:

TIFOKOKOPTHUKO1U; TopMOH pocTy (I'P).
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Taonuuysn 3. 1. Bnaue 2opmonie na 00min 8y2i1e800i6 i pigeHs 2110K03U 8 KPOo6i

Incynin | I'mokaron | AnpeHaniH
TUKOIIH pocTy
Ileuinka
['mikorenes + - -
['mixorenoims + +
[mikomni3 + -
I'moxoHeorene3 - + + +
M’s13m
HanxomxeHus + } +
TJIFOKO3U
['mikorenes + -
I'mxorenoms +
PiBeHs riaokos3un ) ) ) )
KpOE 3umxkye | [ligBumye | IlipBumrye | IligBunnye | [ligBuinye
B Bi

[IpumiTka: «+» - CTUMYJIIOE, «-» -TaJIbMY€

Takum YHUHOM, C,HHHI/Iﬁ TrOpMOH 13 Ha3BaHUX - TrOpMOH Hi,Z[HIHYHKOBOT 3aJI03HU

— IHCYJIiH, PEryJIIOI0UN PiBEHb ITIOKO3U KPOBI1, 3HUIKYE HOTO.

Topywenns oominy 8y2ne600ig

I. I'nikoreHoBi XBOpOOHW - Tpymna CHaJAKOBHX IOPYIIEHb, B OCHOBI SIKUX
JICKUTh 3HIWKEHHS a00 BIJCYTHICTh aKTHBHOCTI (DEPMEHTIB, sIKI KaTalli3yHOTh
peakiii cuHTe3y abo po3maay TIIKOTeHY, a00 TMOPYIICHHS PEryysmii Iux
(bepMeHTiB.

1. T'mikoreHo3m - 3aXBOpIOBaHHS, OOyMOBIIeHI JedexkToM (epMeHTIB, sKi
OepyTh yd4acTh B po3mail TIiKoreHy. BoHM TposBIAIOTHCS a00 HE3BUYANHOIO
CTPYKTYpOIO TJIIKOT€HY, a00 MOro Ha/JIMIIKOBUM HAKOMWYEHHSIM B TICYIHII],

cepieBoMy abo CKeJIeTHUX M'si3aX, HUPKax, JIETeHSX 1 1HImuX opraHax. Hukue
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OIMMCaHI EAKl TUIU TJIIKOTEHO31B, 110 PO3PI3HAIOTHCS XapaKTEPOM 1 JIOKaJi3alli€l0
dbepMeHTHOTO Te(EKTY.

Cnij 3a3HAYUTH, M0 TEPMIH «IJIIKOT'€HO3» OyB BIEpIE 3alpONOHOBAHUN
K.®. Kopi i1 I'.T. Kopi. Bonu x 3ampomnonyBaiy cucteMy Hymepalii ux XBopoO.
Opnak B JaHMM 4Yac TepeBakae IMOJII TJIIKOT€HO31B Ha 2 TPYINU: MEYiHKOBI 1
M’s130B1. [leuiHKOBI (popMH TJIIKOT€HO31B BEAYTh /10 TMOPYIICHHS BUKOPHUCTAHHS
TJIIKOTEHY I MIATPUMKH PiBHA TJIFOKO3HM B KPOBI.

XBopooa I'ipke (tun I) cioctepiraeTbes HalO1IBIT YacTo. ONIMC OCHOBHUX
CUMITOMIB IIbOTO TUITYy TJIIKOT€HO3Y 1 1X MPUYHH MOXE CIY>KUTH MiJICTABOIO JJIs
PO3YMIHHA CHMITOMIB BCiX I1HIIMX TuMiB. [IpuuMHa 1BHOro 3aXBOPIOBAHHA -
criafikoBuil aedeKT TJII0K030-6-docharazu - dpepMeHrty, 1o 3abdesrneuye BHUXIJ
TJIFOKO3U B KPOB MiCHs i BUBUIBHEHHS 3 TJIIKOT€HY KIITHH ME4YiHKH. XBOpoOa
['ipke TposBIAETHCA cinoanikemicto, 2inepmpuayuneiiyepoemicto (MIBUILICHHIM
BMICTY TPHUALWITIILEPOIIB), cinepypukemicto (MABUILICHHSIM BMICTY CE€UYOBOIi
KHUCJIOTH).

IIpu miarHoCcTHMIN JaHOi TATOJNOT!i BHU3HAYAIOTh AKTHUBHICTH TJIFOKO030-6-
docharazsu B Oionmratax mnediHKM. KpiM TOro, BHUKOPHUCTOBYIOTH TeCT 31
CTUMYJISILIIEI0 TJIIOKaroHoM abo ajpeHaj iHOM, SKUM B pas3l XBOpoOW 1ae
HETaTUBHUHN pe3ysbTar, TOOTO MiCis 1H'€KIII TOPMOHY PiBEHb TUIFOKO3U B KPOBI
3MIHIOETHCSI HE3HAYHO.

JlikyBaHHSI TIOJNsiTa€ B OOMEXEHH1 BXXMBAHHS TMPOAYKTIB, IO MICTITh
TIII0KO3y. PeKOMEHyeThCSI BUKITIOUUTH 3 JIETH MPOAYKTH, 110 MICTATH Caxaposy 1
JaKTO3y, TOMY IO 3 HHUX YTBOPIOIOTHCS TajlakTo3a 1 (pyKTOo3a sIKi MicCis
NEPETBOPEHHS B TIIOK030-6-hocdar Mpu3BOAATh A0 MOJAIBIIOT0 HAKOMWYEHHS
riikoreHy. Jlns 3amo0iraHHs TINOIUIIKeMIl BHKOPUCTOBYIOTH METOJ[ YacTOTO
roayBaHHs. [{luM MokHa nonepeauTH CUMITOMH TIOTIIIKEMI].

['nixorenos I Tuny ycnajakoBYy€eThCS 32 ayTOCOMHO-PELECUBHUM TUIIOM. Y Ke
B PaHHBOMY TIEPi0JI HAHOUIBIII TOMITHA O3HAKA - TeTaToMeraiis. ¥ XBOpUX NiTeH
KOPOTKUM TyyO, BEJIMKUM >KUBIT, 30UIbIIEHI HUPKUA. XBOp1 JITU BIACTAIOTH Y

(b13MYHOMY PO3BHTKY.
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XBopoba ®opodca, Kopi (tun III) Benbmu mommpena. Bona cranosuts 1/4
yCiX BHUIAJKIB MEYIHKOBUX IIIIKOTeHO31B. HakomuuyeTbcs TIIIKOTEH aHOMalbHUNA
3a CTPYKTyporo, aAedekTHui GpepMeHT - amino-1,6-riaoko3uaasa, TiIpoiai3younii
TJIIKO3UJIHI 3B'I3KM B MICIHSX PO3TANYXEHb («IEpO3ralyKylounii (epMeHT», Bij
auri1. Debranching enzyme). Jlegiuut riatoko3u B KPOBI MPOSBISETHCS IIBUIKO,
OCKUIbKH TJIIKOT'€HOJII3 MOXJIMBUM, aje B HE3HauHOMY o0Ocs3i. Ha BigmiHy Bin
riikoreHo3y | Tumy, JakToanuaos 1 TinepypukeMis HE Bi3HA4aloThCs. XBOpobOa
BIJIPI3HSAETHCS OUIBII JIETKUM TIEPEOIroM.

XBopo6a Auaepcena (tum IV)- Bkpail pifKiCHE ayTOCOMHO-PEIICCHBHE
3aXBOPIOBaHHS, II0 BUHHUKAE BHACTIIOK JAEPEKTY PpO3ralyXeHOro (QepMeHTy -
amino-1,4-1,6-rmoko3uarpancdepa3u. BMicT TriikoreHy B MEYiHII  HE
CWJIbHO 30UIbILIEHUH, ajieé CTPyKTypa HOro 3MmiHEHa, 1 1€ MNEePelIKOIXKae ioro
po3mnanay. Monekyna TJIIKOT€Hy Ma€e Majlo TOYOK PO3TralyKEHHS, a TaKOX JIyXKe
JOBI 1 pigki Ol4HI TUIKKM. Y TOM ’K€ Yac TIMOrJiKeMis BHUpakeHa IOMIPHO.
XBopoOa pPO3BUBAETHCS MIBHUAKO, OOTSDKYETbCA PAaHHIM IIMPO30M TEYIHKHU 1
NpPakTUYHO HE MiJJaeTbes JiKyBaHHIO. JledekT ¢epMeHTy po3raimyKeHHs
BUSABIIIETBCS HE TUIBKM B [EYIHII, aJle TaKoXX B JIEMKOIMTaX, M'si3ax,
¢i0pobiactax, ajge paHHI 1 TEepeBaKar4l MPOsIBU XBOpoOM 0OO0yMOBIEHI
NOpYIIEHHSAM (YHKIIIT MEUIHKH.

XBopo6a Mak-Apaia (Tun V) - ayTOCOMHO-PELIECHBHA MATOJIOTISA, MpPH
SKIA TIOBHICTIO BIJICYTHSI B CKEJIETHUX M'Si3aX aKTUBHICTH TUTiKOreHpochopumasu.
OCKIZTbKM ~ aKTHBHICTh IIbOTO (PEPMEHTYy B TE€MaTOIUTaX HOpMajbHa, TO
rinorjikemisi He crmocTepiraethcs (OymoBa ¢depMeHTy B TEYIHII 1 M'A3ax
KOJIYIOTbCS  PI3HMMHU TeHaMu). Baxki (i3uuHi HaBaHTaXKEHHS  IOTAHO
HNEPEHOCATHCS 1 MOXKYTh CYNPOBOJIKYBATHCS CYJOMaMH, OJHAK HpU (PI3UIHHUX
HABaHTAXXEHHSAX TINEPIPOAYKIlIS JIAKTATy HE CIIOCTEPIrae€ThbCsl, IO IMAKPECITIOE
3HAQYEHHS I103aM’S30BUX JIKEpesl €Heprii JUisi CKOPOYEHHsS M'sI31B, HAINPUKJIA],
TaKUX SIK KUPHI KUCJIOTH, SIKI 3aMIIAIOTh IPH JaHiil MaTosiorii riroko3y. Xoda
XBOpoOa He 34eruieHa 31 CTATTIO, BEJIMKA YacTOTa 3aXBOPIOBAHHS XapakTepHa JJis

YOJIOBIKIB.
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XBopoba Xepca (tum VI) Takok ~ TPOSBIAETHCS  CUMIITOMAaMH,
3yMOBIICHUMHU YPa)K€HHSAM TNe4iHKH. JlaHWil TJIKOT€HO3 - HACHIIOK JAe(eKTy
rimikoreHdochopunazu. B remaronmTax HAKOMUYYETHhCS TJIKOT€H HOPMAaJIbHOI
ctpyktypu. Ilepebir xBopoOu cXoxuii 3 TIKOT€HO30M | Tumy, aje cuMITOMHU
BUP)KEHI B MEHIIOMY CTYII€HI. 3HIDKEHa AaKTUBHICTH TJiKoreHdpochopuiazu
BUSBIISIETHCS TAKOXK y JIEHKOIMTaX. XBopoba Xepca - pIAKICHUN THI TIIKOT€HO3Y;
YCIIaJIKOBYETHCS 38 AyTOCOMHO-PEIIECUBHUM THUIIOM.

Jlns raikoreno3y VII tuny xapaktepuuii gedext ¢ochodpyKkToKiHA3ZH.
XBOpi MOXYTh BUKOHYBAaTH MOMipHI (pi3uuHi HaBaHTakeHHA. [lepebir xBopoOu
CXOXKHUH 3 TIIIKOT€HO30M V THITY, ajie OCHOBHI MPOSBU MEHIII BUPAXKEHI.

Hedext kinazu dochopunazu (tun IX) 3ycTpiyaeTbes TIIBKH Y XJIOMYUKIB,
TakK SIK LI 03HaKa 3UeIUIeHa 3 X-XpOMOCOMOIO.

Hedbekt mnpoteinkiHazu A (tum  X), Tak camMO sK 1 JAedeKT KiHazu
dbochopunasu, NposBISIETHCS CUMIITOMaMH, CXOKUMH 3 XBOpoOoto Xepca.

M'si30Bi ¢opMu riikoreHno3siB (HeHymepoBaHi 3a kiacudikaiiero Kopi)
XapaKTepU3yrThCsl MOPYIICHHAM B €Hepro3abesreueHHl ckeiaeTHUx M'sziB. Lli
XBOpOOU MPOSIBISIFOTHCS MpH  (I3UUHUX HABAHTAXKEHHAX 1 CYMPOBOIKYIOTHCA
00JIAMH 1 CyJIOMaMH B M'si3aX, CIIAOKICTIO 1 IIBUJKOK CTOMITFOBAHICTIO.

Jlns M's130BUX (OpM TUIIKOT€HO31B XapakTepHi AedekT GocdoriinepomyTazu
1 gegext M-cyboaunumi JIJAI'. IlposiBu 1ux martosiorid aHajioriyii xBopo0i Mak-
Apnna. [edexr docdorminepomyrazy B M'si3aX OMUCAHUM TUIBKH Y OJIHOTO
XBOPOTO.

2. ArJ1iKoreHos3u

Armikoreno3u (rimikoreHo3 0 3a kimacu@ikaii€r) - 3aXBOPIOBaHHS, IO
BUHUKAE B pe3yNbTaTl Je(eKTy IJIIKOreHCUHTA3M. Y TMEeYiHIll Ta IHIINX TKaHUHaX
XBOPHUX CIOCTEPIraroTh Ay)K€ HU3BKHI BMICT TJIiKOTeHy. Lle mposBiseThCst pi3Ko
BUPKCHOIO TIMOTJIIKEMIEID B MOCTAOCOPOTUBHOMY TMepiojii. XapakTepHUU
CHUMIITOM - CYJOMH, SIKI MPOSIBISIOTBHCS OCOOMMBO BpaHIl. XBopoba cyMmicHa 3
KUTTSM, aJIe XBOP1 JITH MOTPEOYIOTh YaCTOTO I'OJTyBaHHS.

I1. Ilykposuii giader
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[yxposuii giadet (Diabetes mellitus) - mupoko mommpeHe 3axBOPIOBaHHS,
AK€ CIIOCTEpIraeTbCcs MpH aOCOMIOTHOMY ab0 BIAHOCHOMY JAe(ilMTI IHCYIIHY.
3yctpivyaetbcsi B aBox (Qopmax. IIpu miaberi I Tumy (iHCYIIHO3aJIEKHOTO
IyKpOBOTO  Jia0eTy) BXE B paHHbOMY Billl BiIOyBaeTbcs  3arudelnb
iHCymiHCHMHTE3ytounx kmituH. [iaber I Tuny (iHcymiHHe3anexHa Qopma)
3a3BUYail MPOSIBISETHCA B JIITHROMY Billl. BUSBISAETHCS CTIMKUM ITiJIBUIICHHSIM
piBHSL TJIIOKO3W B KPOB1 3 HACTYyIHUM IOLIKO/JKEHHSM BCIX CHUCTEM, OpraHiB,
TKaHWUH OPTaHI3MY.

OnHvM 3 OCHOBHUX MEXaHI3MIB MOIIKO)KEHHS TKAHUH TMPHU I[yKPOBOMY
niabetri € [IKO3WIIOBaHHS  OUIKIB 32 paXyHOK HAJUIMILKY TJIOKO3H,  SIKa
HE YTHII3YEThCS MPHU il XBOpOO1, 10 MNPUBOAWTH 10 3MIHM iX KoHdopmaIlrii
1 pyHkuii. Jlo ogHOT 3 mepunx o3HaK IyKPOBOTo AiabeTy BIAHOCATH 301IbILICHHS B
2-3 pa3u KUIbKOCTI TIJIIKO3WIbOBaHOIrO reMoriio0iny (Hopma HbAlc 5,8-7,2%),
CyXICTh B POTI, CIIpara, 4acTe CEHYOBHUITYCKAaHHS, IIJIBHUIICHUN alleTUT, PO3BUTOK
J1a0CTUYHOI KaTapaKTH, 3HAYHA 3MiHA MacH Tij1a, KETOAIH 103, TJIFOKO3Yisl.

II1. ITopymieHHs1 00MiHY IJIiIKO3aMiHOTJIIKAHIB (MYKOIIOJIicaXapua031)

Myxkormnoicaxapu03u - CIagKOBl BaXKKi1 3aXBOPIOBAHHS, SIKI MPOSBIISIOTHCS
3HAYHUMU TOPYIICHHSIMH B PO3yMOBOMY PO3BHUTKY MITeH, YpaKCHHSIMU CYIUH,
MOMYTHIHHSIM POTIBKH, Je(PopMaIlisiMi CKEJIETYy, 3MEHILICHHSIM TPUBAJIOCTI YKUTTSL.
B ocHOBI Mykomosicaxapuao3iB JIeXKaTh CIAgKoOBI JeDeKTH Oyab-sIKUX
Ji30COMaJILHUX TiApoJia3, 10 OepyTh y4yacTh B KaTa0O013Mi TJIIKO3aMIHOTJIIKAHIB.
L1 3aXBOPIOBAHHS XapaKTEepPU3yIOThCS HaMIPHUM HAKOIMUYEHHSIM
TJIIKO3aMIHOTJIIKAHIB B TKAaHWHAX, IO MPHU3BOJIUTHL 10 Aedopmariii CKenery 1
30UTBIIICHHST OpraHiB. 3a3BUYall ypa)kaloThCsd TKAaHUHHM, B SKHX B HOpPMI
CHUHTE3YIOThCSI HAMOUIBII KIJIBKOCTI TJIIKO3aMIHOTJIIKaHIB. Y JI30COMax mpu
IIbOMY HaKOINHWYYIOThCS HE TOBHICTIO 3pyMHOBaHI TIJIIKO3aMIHOIJIIKAHM, B cedl

BUSIBJISIIOTHCA OJTirocaxapuiHi (parMeHTH IIiKO3aMIHOTJIIKaHIB.
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MATEPIAJIA JJISI CAMOKOHTPOJIIO
1. Yepe3 geskuil vac micisg I1HTEHCUBHOTO (DI3MUHOTO TPEHYBaHHS Yy
CIIOPTCMEHA aKTUBYEThCS TItoKoHeoreHes. 1o € fioro ocHoBHUM cyOcTpaToM?
A. AcnapariHoBa KUCJIOTa
Cepun
a-Kertormyrapar

['myramiHOBa KucIOTa

m o O w

JlakTar

2. Ilig yac 6iry Ha 10BN JUCTaHINI CKEJIETHA MYCKyJlaTypa TPEHOBAaHOI
JIIOJIMHU BUKOPUCTOBYE TIIOKO3Y 3 METOIO0 OTpuMaHHs eHeprii AT® st m's130Boro
CKOpOYeHHS. BKakiTh OCHOBHHMIA TIPOIIEC YTHITI3aIlil TIIOKO3H B IIUX YMOBAX:
A. AnaepoOHMII TTIKOII3
['mikorenomi3
AepoOHUH TITIKOI3

' mroxkoHEorenes

m o O w

['nmikorenes

3. Y XxBoporo, mo MNpoXOAWUTh KypC JIIKyBaJbHOTO TOJIOAYBaHHS,
HOpMaJbHUI pIBEHb TJIIOKO3U B KPOBI MIATPUMYETHCS TOJOBHUM YHHOM 32
PaxyHOK TJIFOKOHEOTeHe3y. 3 SKOi aMIHOKHCIIOTH B TEUIHII JIFOJAWMHU HANHOUIBII
aAKTUBHO CUHTE3YETHCS IIIFOK03a?
A. Jlizun
AnaHiH
['myramiHOBa KucIOTa

Jlenuu

m o O W

Banin

4. Y uuTomnazMi MIOIMTIB PO3YMHEHA BENWKAa KUIBKICTH METaboJIITIB
OKHCIICHHS TJII0K03U. Ha3BiTh OJUH 3 HUX, 10 O€3M0ocepeIHbO MEPETBOPIOETHCS B
JaKTaT:
A. Okcanoarerar

B. IlipyBat
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C. ®pykrozo-6-dpocdar
D. T'moko30-6-docdar
E. TI'muepodochar

5. V xynonuuka 2 pokiB CIOCTEPIraeThesi 301IbIIEHHS B pO3Mipax MEYiHKH 1
CeJIe31HKM, KaTapakTa. Y KpOBI IMIJBHIINCHA KOHIEHTpAlllsl IYKpY, MPOTE TeCT
TOJIEPAHTHOCTI JO TUJIFOKO3W B HOpMi. CrnagkoBe MOPYIIEHHS OOMIHY SKOi
PEYOBHHHU € IPUUMHOIO LILOTO CTAHY?
A. Caxapo3sa
Maineto3a
I'mroko3a

OpykTo3a

m o O W

["amakro3a

6. Y xBoporo 38 pokiB micis HpUHOMY acHipvHy 1 cCyJb(aHiaMiIiB
CIIOCTEPITAEThCS MOCUIICHUH TeMOJIi3 €pUTPOIUTIB, BUKJIMKAHUA HEIOCTATHICTIO
TII0K030-6-pocharaerigporenasu. [lopymieHHIM YTBOpPEHHS SIKOrO KO(pEepMEHTY
3yMOBJICHA 115l TATOJIOTis1?
A. DAJTH2
B. HAJI®H
C. Y6ixinoH
D. ®MHH?2
E. [Tipunokcanshochar

/.Y xiHKU 62 pOKIB pO3BUHYJACS KaTapakTa (MOMYTHIHHS KpUIITAIUKA) Ha

Tl 1ykpoBoro miabety. IlocuneHHs sikoro mpormecy mpu miaberi € TPUYUHOIO
MOMYTHIHHS KPUIITATHKA?
A. T'nmiko3wiroBaHHS O1JIKiB
B. IIpoTeoni3y O11KiB
C. Kerorenesy
D. Jlimomizy

E. I'mrokoHeorenesa
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8. Y xBOporo Ha LyKpoBHii JiabeT Mmicisl BBEJACHHS 1HCYJIHY HacTaja BTpaTa
CBIJJOMOCTI, CIOCTEPIraloThCcsl CynoMH. SKuil pe3ynpTaT O10XIMIYHOTO aHai3y
KpOB1 Ha BMICT IIYKpY?

A. 3,3 MMOIB/I
5,5 MMOJIB/II
1,5 MMOJIB/TI

10 MmmoIB/1

m o o W

8 MMOJIB/1

9. Mykonomicaxapuio3 BIAHOCUTBCS A0 XBOpoO HakomuueHHS. Yepes
BIJICYTHICTh (DEPMEHTIB MOPYUIYETHCS PO3LICIUICHHS MOicaxapuiB. Y XBOPHX
CIIOCTEPITa€ThCS MIIBUILCHHS BUAUICHHS 1X 3 CEYECI0 1 HAKOMUYEHHS B OJHIA 3
opraHe’ KITHH. B Skux opraHenax HaKOMAYYIOTHCS MYKOIOJTicaxapuau?
B ni3ocomax
B xomruiekci ["onpmxki
VY KIITUHHOMY LIEHTPI

B EIIP

mo o w»

B miToxonapisx
10. EpuTpouuTi JIOJUHM HE MICTATH MITOXOHJPINA. SIKMH OCHOBHMM HUISIX
yTBOpeHHs AT® B 1iux kiiTuHax?
A. AepolGumii riikoi3
OxucnoBasibHE (HOChHOPUITIOBAHHS
AneHinaTkiHa3Ha peakiis

KpeatnHkinazHa peaxiis

mo O w

AHaepoOHHUI TII1KOJII3
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3. 3. JlinonpoTteinn mia3mu kpoBi. O6MiH Tpuanuiarainepoais, gocdoainiais,
BHIIUX SKMPHUX KHCJOT i KeTOHOBMX TiI. Merta0oai3Mm Xxojiecteposy B

oprani3mi. [llopymenns o0MiHy JIiMigiB: aTepocKIepo3, 0:KUPIHHA

TpancropT mimiiiB B KPOBI 3/IIMCHIOETHCS 3a JOIMOMOIOIO JIIIOMPOTETHIB.
Jlinonpoteinu - 1e cpepuyHi YaCTHUHKH, B SIKHX MOKHA BHUAUTUTH TiApoQoOHY
CepIleBUHY, 1110 cKianaeTbes 3 Tpuriinepuais (TPI) 1 edipis xonectepuny (EXC),

1 aMm(ipiTbHY 000JIOHKY, B CKJIaA1 KO - (pocdomimiau, raiKoMmiau 1 O1UIKY.

RONECTEDLH

cocchoninign Ta

TMKCMman

anobinkm

Puc. 3. 9. Cxema O0ya0oBHM JIiNONpPOTEIHY

binku 0060si0HKM Ha3uBarOThCA amoOuikamu. XojectepuH (XC) 3a3Buuai
3aliMae TPOMIKHE TOJOXKEHHS MK OOOJOHKOK 1 cepueBuHO0. KommonenTu
YACTUHKHU IOB'13aH1 CIIA0KUMHU THUIAMH 3B'A3KIB 1 3HAXOIATHCI B CTaHl MOCTIHHOIL
mudy3ii - 37aTHI IEepeMilaTics OJHa BIHOCHO OJIHOI. 3aJIeKHO BiJ HIUTHHOCTI
pU yIbTpateHTpudyryBaHHi, JIMOMPOTETHU KPOB1 MOIISAIOTHCS Ha:
Xinomikponu - 3a0€3MeUylOTh TPAHCIOPT TPHUALMITIIIEPOTIIB E€K30T€HHOTO
MOXO/KEHHS. Bucoka KOHIIEHTpallisi X1JIOMIKpPOHIB B IJIa3Mi KPOB1 € HACHIJIKOM
HEJIOCTATHOCTI JIIOMPOTETHIINA3H, IKa PO3UIEIUIIOE TPIAMITTIIEPUHHU, 1 CBITUYUTD
PO PO3BUTOK TiMepinonporeineMii 1-ro tumy.
Jlinonpomeinu oyxce nuzvkoi winonocmi (JII/[HII]) - mepeHOCATh MEPEBaKHO
TPUALWJITITIIEPOJIU, CHHTE30BaH1 B TI€UiHII1 (€HI0TEHH]).
Jlinonpomeinu nusvkoi winenocmi (JIIIHLL]) - TpaHCHIOPTYIOTh IEPEBAXKHO
BUIbHUH 1 ecTrepudikoBaHHUN XoJectepon. [IpoBeneHi B pi3HMX KpaiHax CBITY

JOCITIDKCHHSI Ha BEJIMKHX Tpynax JIIoAeH IoKa3ajau, 0 301JbIICHHS BMICTY
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3araJlbHOTO XOJECTEPUHY B KPOBI € HE3aJEKHUM YUHHUKOM pU3HKY po3BUTKY [XC
SK Y YOJIOBIKIB, TaK 1y KIHOK. JIoBe/IeHO TaKoX, 1110 BUCOKHI PIBEHb XOJIECTEPUHY
JIMIHII, a Ttaxox JIIIJHIL] 1 rimeprpurminepuaeMis € 3HaYHUMHU (haKTOpaMH
pu3HKy arepockieposy Ta IXC

Jlinonpomeinu  eucoxoi winonocmi  (JIIIBII]) - mnepeHOCATh TMEPEBAXKHO
dbocdhomimiau ta edipu crepuniB. COpusioTh BHUXOJY XOJECTEPOIY 3 CYAUHHOI
CTIHKM 1 MEPeIIKOKal0Th HAKOMHYEHHIO HOro B KIITHHAX, B 3B'A3Ky 3 4YUM
PO3TISAIAI0TECS K aHTUATEPOTeHH1 JIMOMPOTEIHH.

Buii >kupHi KUCTIOTH, 3 OTJISIy HA X HEPO3UMHHOCTI B BOJII, MPAKTUYHO HE
3yCTpIYAIOThCS B KJIITUHAX y BUIBHOMY BUTJIAII. BOHU BXOJSATh 0 CKIIaAy pi3HHUX
JIIHUX MOJIEKYJT: TPUALMITIILEPOIIiB, PocdomimiaiB, TIIKOIMIIIB 1 1H.

Tpuayuneniyeponu (TAI') npeacTaBisitoTh CO000 CKIaaH1 edipH IITiIepuHy 1
BULINX KUPHUX KUCIIOT:

CH,—O—CO—R;
éH—O—CO—RZ
éHZ—O—CO—Rg,

ne Ri, Ra, R3. — 3a/uIIku >KMUPHUX KUCTIOT

TAI' y BenMKHX KUIBKOCTSX MICTATBCS B JKMPOBHUX JEMO OpraHizMy 1
SBJISIIOTH CO000 3amacHy GhopMmy KUpiB. BoHM 3HAXOIATHCS B IUTOILIA3M1 KIIITHH
y (OopMi BKIIIOUEHD - KUPOBUX KpameaboK. Y KIITHHAX KUPOBOT TKAHWHU JIOAUHU
(amumonuTax), KUPOBa KParuis MOXKE 3alIOBHIOBATH OLIBITY YaCTHHY ITUTOIIIIa3MHU.

VY Mmosekynax HeHTpaldbHUX KUPIB 1 HOocdOIMiIiB IIIIEPHUH Ta BUII KUPHI
KHUCJIOTU 3'€IHaHI MK CO0O0I0 CKJIaJHUM e(ipHUM 3B'A3KOM. 3a3HAU€HI 3B'SI3KU
TaKOX 3'€IHYIOTh XOJIECTEPOJ 3 BHIIUMH >KUPHUMH KHCIOTaMH B edipax
XOJIECTEPOITY.

CuHTe3 XUpIB B TEYiHI 1 XUPOBIA TKAHUHI CTUMYJIIOETHCS 1HCYJIHOM.
Mo0imi3ariist )KUpy aKTUBYETHCSI B TUX BHUMAJKaX, KOJIU TJIFOKO3W HEJIOCTATHBO JIJIs
3a0e3MeueHHs] eHePreTUUYHUX MOoTped OpraHi3My: B MOCTCOPOTUBHMIA MEPioJl, MPH

roJIoAyBaHHI 1 (Pi3WyHI poOOTI Mij Ji€I0 TOPMOHIB TJIIOKaroHy, ajpeHaiiHy,
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comaroTponiHy. JKupHI KHCIOTM HAIXOASATh B KPOB 1 BHUKOPUCTOBYIOTHCS
TKaHWHaMU SIK JpKepea eHeprii.

CuHTe3 TPUALIMITIIIEPOIIB y MEYIiHIll 1 KUPOBIM TKAHWHI MpPEICTaBICHUN
HIDKUYE Ha CXeMi.

Cmoxosa

OAD [ nilepiH

-

ATO

NADH+H*
NAD*

+ Pearun pinGyeacTLCA
3 TiNBKM B KNITHHAX NeviHEW

niyepon-3-gocchar
g q}ﬁm-KoA

Aumn-KoA
®ocaryaHa KWMcnota

P> Heeo,
DA
Aunn-KoA
TAF

Puc. 3. 10. Cunre3 TPHALMJITJIILEPOJIiB. JAD -

oueiopokcuayemornpocgham, J[AI - ouayuneniyepon, TAI" - mpuayuneniyepon
Cunmes gpocgoniniois

biocunTtes docdonminigie y mnopiBHsHHI 3 cuHTe30M TAIT Mae cyTTeBi
0oco0mBOCTI. BOHM MOMSATaIOTH B JOAATKOBIM akTuBamii KOMIIOHEHTIB DJI -
dbochatuaHOi KUCIOTH 200 XOIIHY 1 €TaHOJIaMiHy. BUIIIAIOTE KijlbKa BapiaHTIB:
1 eapiaum

XO0JIiH 1 eTaHOJIaMIH BUKOPHCTOBYIOTHCSI TIOBTOPHO 1 HE KaTabOJi3YyIOThCA.
AkTuBaIlisa XojiHy (abo eTaHoJiaMiHY) BiIOYBA€ThCS Yepe3 MPOMIKHE YTBOPEHHSI
docopmiiboBaHUX MOXITHUX 3 HACTYNMHUM NpueaHanHsM LIM®. ¥V nactynHii
peakiii ¢ocdoxoinin (ab6o pocdoeranonamin) nepeHocutbest Ha JATL. Tlen nusx

0COOJIMBO XapaKTEPHU JJIs JIETEHb 1 KUIIICYHUKA, aJie WJIe 1 B 1HIIMX TKaHUHAX.
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Ma=O—{(P)=OmCHz=CHa~NE=-CHy
Hy

DoCaTHOIMXCNIH

Puc. 3. 11. Peakuii cunre3y ¢ocdodininis 3 Bukopucranaam 1,2-JIAI
Ha npukaani gpochaTuauIXoJnHYy.
2 sapianm

B nmanomy Bumaaky XoJilH HE BOYIOBYETbCS B TOTOBOMY BHIJISIL, a
YTBOPIOETBbCS B psal peakiiid. AxktuBaiis ¢ochaTuIHOI KHUCJIOTH TIOJSATaE B
npuennansi 10 Hei [IM® 3 yrBopennsam [[JID-JIAT. [ani 10 HOTO MPUETHYETHCS
HIECTUATOMHMI CIIUPT 1HO3UTOJI 00 CEPUH 3 YTBOPEHHAM (hochHaTUANITIHOZUTOMY 1
dbocharuamicepuny. CunTe30BaHUM dbochatuamicepun 1A€ThCS
NeKapOOKCUIIIOBaHHIO 3  YTBOpeHHsIM  (ocdatuauneraHoidaminy. OcrtaHHiN
METHIIOETHCS 32 YUaCTIO S-aJIeHO3WIMETIOHIHY B (hochaTHuAMIXOTIH.
3 sapianm

Mix dochaTuauiaeTaHoIaMIHOM 1 CEPUHOM MOXKe BiAOyBaTHCS peakiis 3
YTBOPEHHSIM B pe3yJIbTaTi peakiiii pochaTuANICEpUHY 1 BUIBHOTO €TAHOJAMIHY.

Jlinomponui pevosunu

Tpuanuiarmnepoan BIIKIAAAIOTHCS B KIITHHAX MEYIHKH 1 BUKIUKAOTH ii

XKUpPOBE MepepokeHHs. s 3amobiraHHs bOMY BUKOPUCTOBYIOTH JIIIOTPOIIHI

PEYOBHHM, HAMPUKIIAJ] aMIHOKUCIOTY METIOHIH, SIKa € JOHOPOM METWJIBHHUX TPYII
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JUISL CHHTE3Y XOJIIHY Ta, TaKMM YHUHOM, CIpHUs€ YTBOPEHHIO (HOoCHaTUAUIXOMIHY 1

NEPELIKOIKAE CHHTE3Y TPUALUITIIIIEPOTIB.

?Hz—&—ﬂ1 I'_"'.r. q_'.nﬂp.muﬂ.m EH:—D&:—R* ?Hi—&—ﬂ-l
CH=0-t-Rz uyumudun-Te ih—a&—nz une-QAr-cepun-Te CH—Q— R,
J:H;—o—@ il ‘\ ~ cH—o—(F) /w-r\ ] (:H;_.—D—{E}—t: CH=CH—NHy
DochaTaaHa Ure ‘!_1 [T ':‘.'IL.'H
KHENOTA by, NH2 LMo PocdaTmaancepmH
-
/Lo QexapSoncunasa ETanonamii
Mupudoxcans- Tpancghopasa
T £05
LopuM
OH OH Hz—c&:-q.,
lHoTon  WAP-AAT i”"i‘- —Rg
Hz—o—(E)—r,‘:- CHz—CHz—NH3
docparumineTiHeNaMiH
Ume MeTioHiH —————=
0T 5 a,qem:l,.urme IOHIH
A B12 M -T®
iHoauTon-T® TreK —
CHy ~R S-BNeHOIMNTOMOLMCTEH
i FomoupCTl S oo TONOL
rl:Hz—o&-n,
I"'G- =Ry :H3
I!
- D= Ha=CHy=N=CHs
Hy D—-@- Ha=CHa " Hy
DoCpaTUOHNIHoIMTON DoCaTUIHXONIH

Puc. 3. 12. Peakuii cunre3y ¢ocdoinigiB 3 BUKopucTaHHAM (ochaTuaHoi

KHUCJIOTH

Bynb-axi pedoBuHH, MO CpUAOTh cuHTe3y PJI 1 mepenko KaTh CHHTE3Y
TAT', Ha3uBarOThCA JINOTPONTHUMH (akTopaMu. J[0 HUX BITHOCATHCS:
1. CTpykTypHi KOMIIOHEHTH (ochomimiaiB: MOJIHEHACUYCH] KUPHI KHCIJIOTH,
1HO3UTOJI, CEPUH, XOJI1H, €TaHOJIAMIH.
2. MeTioHIH - JOHOP METWJIBHHUX I'PyI, OTPUMAHUX B OOMIHI CEpUHY 1 TNIIUHY, JJIs
CHUHTE3Y XOJ1HY Ta ¢hochaTuamIXomiHy.
3. Bitaminu:
nipugokcud (B6), mo cipusie yrBopeHHto ®EA 3 OC.
nianko6anamin (B12) 1 ¢omieBa kucnora, siki 6epyTh y4acTb B YTBOPEHHI aKTUBHOI

dbopMHU METIOHIHY, 1, OTXKe, B CUHTE31 (pochaTuIuIXOJIiH.
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OBMIH BUIINX )KUPHUX KNUCJIOT I KETOHOBUX TUI
[-OKUCJIEHHA ) KUPHUX KHUCJIOT.
B-OKHCIEHHSI >KUPHUX KHUCJIOT MPOTIKAE B MITOXOHJAPISIX, KyIW KHUCIOTH
TPAHCIIOPTYIOTHCS 3 IUTO30JI0 3a JOMOMOTOI KapHiTHHY. [Iponiec B-okuciieHHS

BXK € muxmiyauM. 3a KOKeH 00epT LMKIY Bij )KUPHOI KMCJIOTH BIAMICTUIFOETHCS

2 BYTJICLIEBUX aTOMa Y BUTJIS/I1 AllETUIBLHOTO 3QIUIIIKY.

Rin-3) (2 AT#) Rin-3)

Rin-3) (3 ATH) Rin-3)
| A0 EAI*H, [ [ HAT ~ HAT+H, [
':HZ CH +H2EI CH-CH C=0
| L_ni; | —— L—L |
CH arpiniob- CH CH, faTa=-oK - CH,
| peripporenaza | | arpm-Kod- |
O=C~3Knk Q=C~3ZKok 0=C~EKokOeroporetais Q=C~3FKok
apo-Kol anhda-beTa- Be Ta-oKoH- B &ra-Kero-
HEHACHUEHMI apm-Kok arper- Kok
Rin=3) argu-Kod
' Rin-3) c
C=0 +HEEn R [ + IH3
! ; O=C~EEod N=C~5Kokl
CHs Tionasa
| arpor=Eod arpE - Kok
O=C~ZFak (n=2)
B e a-peno=-
arpin- Kol

Puc. 3. 13. Peakuii f-okucjieHHs1 BUIIIUX KUPHUX KUCJIOT

[Ticas uporo ykopoueHud Ha 2 ByrjieneBux aroma anuia-KoA 3HOBY
MiJIA€ThCSl  OKUCIEHHIO (BCTyNMae B HOBUM IMKI peakiiii b-OKHCIICHHS).

YT1Bopenuit anetun-KoA Moke nani BCTYNUTH B IUKJI TPUKAPOOHOBUX KHUCIIOT,

cunte3 BXXK, cuHTe3 KEeTOHOBHX TiJI 1 XOJIECTEPUHY.

CUHTE3 BULLIUX )KUPHUX KUCJIOT
Cyb6ctparom cunte3y BXKK e anerun-KoA.OnHak, B X041 CUHTE3Y KUPHUX

kucaoT (OKK) B KOKHOMY LMKIII TTOJIOBKEHHSI BUKOPUCTOBYETHCSI HE CaM alleTUII-

KoA, a Horo moxiguuii -majoH1I1-KoA.

AT®  AN®+® COOH
CHy

I
I + COy _\:\"::___,-;’_’7_> CHz
C=C~3FoA |
C=C~SKoA

ane THI-KoA MaIoHHI-KoA

120



[{ro peakmito katamizye depmenT aneTmi-KoA-kapOokcunaza -KIFOYOBHIMA
depment B mynbTudepmenTHi cuctemi cuHTe3y JKK. AKTHBHICTH (epMeHTY
PEryJIOEThCA 3a TUIIOM HETaTUBHOT'O 3BOPOTHOIO 3B'A3KY. IHr1OITOPOM € MPOAYKT
cunTe3y: anuia-KoA 3 moBrum masimiorom (n=16) - nanpmiToin-KoA. AkTuBaTopom
e nutpat. [lo ckimamy HeOUIKOBOI YacTHMHHU IIHOTO (DEpMEHTY BXOAUTH BiTamiH H
(6iotuH). Hamami B xo0Al CHUHTE3y >KUPHUX KHUCIOT BiJIOYBA€THCS IOCIITOBHE
NOJIOBXKEHHS MOJIeKyJu auui-KoA Ha 2 ByrjieleBHX aroMa 3a KOXKEH eTam, 3a
paxyHok ManoHUT-KoA, sikuii B iboMy mpoiieci mojoBxkeHHs Brpadae CO2. I[Tics
yTBOpeHHs  MayioHUT-KOA, OCHOBHI peakuii CHHTE3y JKMPHUX  KHCIOT
KaTaJli3y€I0ThCsl OJHUM (PEPMEHTOM - CHHTETA3010 KUPHUX KHUCIOT ((hikcoBaHUM
Ha memOpanax EIIP). CuHTera3a >KUpHUX KUCIOT MICTUTh 7 aKTMBHUX LICHTPIB 1
AlIlb (ammunmepenocHuit Oin0k). [insHka, mo 3B's3ye manoHUI-KoA, MicTUTH
HEO1JTKOBUI KOMITOHEHT - BiTaMiH BS (MaHTOTEHOBY KUCIIOTY).

[Ticns 3akiHueHHs nukiy amwi-Allb BcTynae B HAaCTymHUM ITUKJI CHHTE3Y.
o BinbHOT SH-Tpynu anmnmepeHocHOro Oifka MPHETHYETHCS HOBAa MOJIEKYIa
ManoH11-KoA. IloTiM BiOyBaeThCcs BIAUIEIJICHHS alMJIBHOTO 3aJIUIIKY, BIH
MEPEHOCUTHCS HA MAJIOHUTBHHUM 3aJTUIIOK (3 OJHOYACHUM JIeKapOOKCHITIOBAaHHSM) 1
IUKJI peaKiiid MOBTOPIOETHCS.

TakumM 4YMHOM, BYTJIEBOJHUM JIAHIFOKOK MaMOyTHBOI KHUPHOI KHUCIIOTH
MOCTYIIOBO 3pOCTaE (3a KOKEH UK - Ha JIBa ByTieneBux atoma). Lle BinOyBaeThcs
JI0 MOMEHTY, MTOKU BiH HE MOJOBXHUTHCS 10 16 ByrieneBux aromis (B pa3l CUHTE3Y
MaJbMITHHOBOT KHCIIOTH), a00 OUIbIIe (CHHTE3 THIHX KUPHUX Kuciaot). Crigom 3a
UM B1I0yBAa€TbCA TIOJI3, 1 YTBOPIOETHCS B TOTOBOMY BUIJIAII aKTHBHa (opma
KUPHOI KUCJIOTH - aiimi-KoA.

JlJis HOpManbHOTO Tepediry CHHTE3Y BUIIMX XUPHUX KHUCIOT HEOOXiIHI
HACTYITHI YMOBH:

1) HagxomxeHHs ByTiieBOIIB, IPU OKUCIIEHHI SIKUX YTBOPIOKOTHCS HEOOX1THI
cyocrpatu i HAJIOH2.

2) Bucokuii €HepreTMUHHi 3apsii KIITUHH - BUCOKUU BMICT AT®, saxi

3a0e3rneyye BUX1 HUTPATY 3 MITOXOHPIM B HIUTOIIIA3MY.
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Puc. 3.14. Peakuii cuHTEe3y BUIIUX KUPHUX KUCJIOT

lopisuanona xapaxmepucmuka [-okucieHus i cuHmesy

Kuciom:

BUWYUX IHCUPHUX

1. f -oxucneHHS TPOTIKAE B MITOXOHJIPISIX, @ CHUHTE3 J>KUPHUX KHUCIOT

npoTikae B nuromiasmi Ha memOpanax EIIP. Oanak, anetnn-KoA, mo yrBopuscs

B MITOXOHJPISIX, Yepe3 MeMOpaHM caM MNPOXOJAUTH He Moxke. Tomy I1CHYIOTh
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MEXaHI3MHU TpaHCHOpTy aunetuia-KoA 3 MITOXOHApIA B IHUTOIUIa3My 3a y4acTiO

¢depmenrtiB nukiry Kpebca.

l— kK0! b epeesrera ITE _l

LBfTpaT= HEOLEITPAaT=
CHHTazZAa Zeni dPporeHasa
AIETHI-Eok + WFE ——-——-—-> IMTPAT--—-> | S0LMTPAT-—————————>_ .
™
1 . MATPHEC

I
FEETETETET TR AR AR 'r'r'r'r'rfttt*t*'r'rl'-r'r'r HI C'J(C'HJ],F'IE.FI:HE MQHE'F'E.HE.

J. OHTOIODMNAZIHNA

LMTPAT

rpmpar- | HS-Fok + AT#
JHIEAE &

All# + #

HATIH WYE + AIETHI-Koi

Puc. 3. 15. Mexanism Tpancnopry auneruia-KoA 3 miroxowapiii B

HUTOIIA3MYy

Kirouosumu pepmentamu I[TK € ruTpaTcunTasa 1 i301uTpaTAeriiporeHasa.
OCHOBHI ajocTepuyHi peryiasiTopu nux ¢gepmeHTiB - e ATO 1 AIID. Sxuo B
kTl 60arato AT®, To AT® Buctymnae sk iHri0ITOp UX KIOYOBUX (PEPMEHTIB.
Opnak  13ouMTpataeriaporeHasa  npurHiuyerbcss ATD  cunpHile, HIK
nuTpaTcuHTeTasa. lle mpu3BOAMTH N0 HAKONMWYEHHS LUTPATy 1 130IUTPATy B
MaTpukci MiToxoHapii. [Ipu HakomMWYeHHI LMUTPAT BUXOJIUTH 3 MITOXOHJpPIi B
nuToIIa3My. Y muroruiasMmi € ¢epMeHT uurtpatriiaza. Lleit ¢pepmeHT po3siemnitoe
mutpat Ha LYK 1 anetnn-KoA.

Takum uYmHOM, YMOBOIO s Buxony ametun-KoA 3 wmiToxoHmpii B
uTorasMy € qoope 3abesnedens KITUHU AT®. Skmo AT® B kinituHi Maso, TO
anetii-KoA posmerumoetsest 1o CO2 1 H20.

2. B xoni f -oxkucneHHs MpoMiKHI nmpoaykTd moB's3aHi 3 HS-KoA, a mig yac
CHUHTE3y JKUPHUX KHCJIOT TPOMIXKHI TMPOAYKTH TOB'A3aHI 3 OCOOJUBUM

anunmnepeHocHuM OutkoMm (AIIB). e ckimannuii O61I0K, Horo HeOUIKOBAa YacTHHA
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cxoxa 3a 0ynoBoro Ha KOA 1 ckiagaeTbest 3 TIOETHIIaMiHY, TAHTOTEHOBOT KUCIOTH
(Bitamin B5) 1 dpocdary.

3. Ilpu f -okucnenHi gk okuciaroBad BUkopuctoByeTbest HAJ[ 1 @A/, ITpu cuntesi
KK notpibeH BiAHOBHUK - BUKOpHUCTOBYeThcst HA JIOH?2.

VY xmituHl icHye 2 ocHoBHUX xkepena HAJIOH2 nis cuHTE3y >KUPHHUX

KHCJOT:

a) neHTo3odochaTHuil MIIAX po3naay ByriIeBOIIB;

0) peakIiii OKMCJICHHS MajiaTy:

CO0H
I HAl$ HAO®H, CH,
CH» [

| - C=0
HO-C-H AOMyYHUA  £q

I ' T
COUH (pepmeH

HanaT

|
COOH
MEBE

s peakiis mnpoTikae B IMTOIUIA3MI 1 KaTali3yeTbCs (PEepPpMEHTOM
MaJaTAeTiIpOreHasox0.

Takum 4yuHOM, OOMIH BYTJICBOJIB 1 OOMIH KUPIB Jy)X€ TICHO TOB'S3aHI.
ByrneBonu nerko MOXXyTh TIEPETBOPIOBATHUCS B KUPH, a OCh IMEPETBOPECHHS JKUPIB
B BYIUVIEBOAM HEMOXIJIHMBO, Tak sK aneTwi-KoA He MoXe MepeTBOpIOBaTUCS B
nipyBar.

CHUHTE3 KETOHOBUX TlJI
Kpim cuntesy BXKK, B neuinni 3 anetmn-KoA cMHTE3yI0ThCS KETOHOBI Tija,

Kl € OCOOJMBOIO TPaHCIOPTHOIO (opMoro aneTwi-KoA, ToMy 1o aias HbOTO

KJIITUHHI MeMOpaHHu HEeMTPOHUKHI.

AUETOH, SKUIl YTBOPIOETHCS TPHU panToBoMy (HepepMEHTATUBHOMY)
neKkapOOKCUIIIOBaHH1 alleToaleTaTy, B OpraHi3Mi HE BHKOPUCTOBYEThCS. BiH
BUBOJIUTHCS 3 TOBITPSIM, 10 BUAMXAETHCS, CEKPETOM MOTOBHX 3aJI03 1 cedero. Y

HOpPMi KOHIIEHTpAIlil aleTOHy B KPOBI Maja 1 3BUYAMHUMHU pEaKIIIMH HE

BHU3HA4Ya€THCA.
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Puc. 3. 16. Peakuii cuHTE3y KETOHOBMX TiJI

Keronosi tina (auneroanerar i B-TiIpoKcuOyTHpaT), CHHTE30BaH1 B MEYIHIII,
B HI/i HE BUKOPHUCTOBYIOTHCS, JIETKO TIPOXOAATh Yepe3 MITOXOHAPiaabHI 1 KIIITHHHI
MeMOpaHu 1 HaAXoAATh B KpoB. KpoB''o BOHM TPaHCHOPTYIOTHCA B YCl 1HIII
TKaHWHHU.

YTUITI3ALIA KETOHOBUX TIJT

BinOyBaeTbcs B MITOXOHAPISIX (KPIM KIITHH TEYIHKH). B-TiApOKCHOyTHpAT
MIEPETBOPIOETHCS B AIlETOAIETAT, a alleTOaleTaT BCTYNaE B PEAKIII0 3 MPOMIXKHUM
npoaykrom LITK - cykiunin-KoA.

125



CO0H CO0H CO0H 0=C~5Knd
| | | |

CH, CH, CH, CH,

| + | _ 5 | + |

C=0 CHZ AIMI- CH2 C=0

l I TpaHchepasa [ [

CHs 0=C~5Kok COOH CHa
AlETOALlETAT CYEIMH in-Kol CYRIIMHAT areroaneTHn-Kod

U=E"SK°A _LUTK (24 AT#)

CH,  +HSKoA CHy -~

I —_— Iz | -

|.;=|:I THOAASA UmCSKod %““* CHHTES FHMPHWX EHCHIOT,

CHy anerin-Kok XOAECTEpHRY

ameroaneTiI-Eok

Puc. 3. 17. Yruiaizanis KeTOHOBHUX TiJI

[nsx1 BUKOPUCTaHHS YTBOPEHOTO 3 KETOHOBMX Ti aneTtui-KoA 3anexarsb
BiJl (YHKI[IOHAJILHOTO CTaHy KJIITHUHHU 1 1 cienudiku.

Opnnak Haivactime anetmi-KoA BukopucroByethes B L[TK mis orpumanus
eHeprii.

VY HOpMI MpolecH CUHTE3Y 1 BUKOPUCTaHHS KETOHOBHUX TUI BPIBHOBAXKEHI,
TOMY KOHIIEHTpaIlisl KETOHOBHUX TiJ1 B KPOBI 1 B TKAHMHAX 3a3BUYAM Jy>K€ HU3BKA, 1
cranoBuTth 0,12 — 0,30 mmos / 1.

Opnak mnpu 3arajJibHoMy a0o0 TMpu BYTJIEBOJHOMY TOJOJIYBaHHI MOXKeE
nopyuryBatucsi OajaHc MDK YTBOPEHHSM Ta yTHII3all€l0 KeToHoBuUX Tul. Lle
MOB'SA3aHO 3 THUM, IO IIBUAKICTH YTBOPEHHS KETOHOBUX TUI 3aJICKUTh BiJl
HIBUIKOCTI b-OKHUCIIEHHSI >KMPHUX KHUCJIOT B TMEYiHII, a Mpolec b-OKUCIeHHs
IPUCKOPIOETHCS MPH MOCHUJICHHI JIMOMi3y (po3magy >KUpYy) B >KMPOBIN TKAaHUHI.
[locunennst mimosi3zy MoXKe BIIOyBaTHCS MijJ AIE0 TOPMOHY aJpeHaliHy, MpU
M'sI30B1 pOOOTI, TIPU TOJOAYBaHHI, MPU HECTaudl 1HCYJIIHY (IIyKpOBHM miaber).
Hanani npu mocusnieHH1 Jinosi3y 3011bIIY€EThCSA MBUAKICTh YTHITI3AIli KETOHOBHX
TUI, SIK1 € BXKJIMBUMM JIDKEpEJIaMU €HEPrii.

METABOJII3M XOJIECTEPUHY B OPI'AHI3MI. IIOPYIIIEHHA
OBMIHY JIIIIB: ATEPOCKJIEPO3, O’KUPIHHAL.
XosecTeposl - CTEpOill, XapakTepHUU TUILKU JJIS TBApUHHUX OPraHi3MiB.

OcHOBHE MicCIle HOTO YTBOPEHHS B OpTaHi3Mi JIFOJIMHU - TICYIHKA, 1€ CUHTE3YETHCS
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50% xonecTepoiy, B TOHKOMY KHIIEYHHUKY HOro yTBOproerbcs 15-20%, pemira

CHUHTE3Y€ThCS B MIKIP1, KOP1 HATHUPKOBUX 1 CTATEBUX 3aJ103.

Hagxoguenns 3 iseio CHHTES 3 aweTia-Hof
0,3 - 0,5 1/ poby 10 1 1/ aoby
N 7
XONECTEPON
Membpaum g opradizmi 140 o
KNITHH 9:—_—3 (93% 8B wniTaHay 7-10% B KpoBi ) CZD EpOBi
Bit. D3 Crepoigpi
~ 10 mr ropMoHK
~ 40 mr
CWHTES | BUAINEHHA Buainenun 3
MOBYHMX KHCNOT Bugineuun s peraniamm WHIpHHM canom
0,5-0,7 r/ poby =~ 00,5-0,7 r/ goby ~ 0,1 r/ poby

Puc. 3. 18. lllnaxu HagXoaKeHHS | BUBEIEHHS X0JIeCTePOJIy B OpraHimi

XapuoBUi XOJECTEPUH TPAHCIIOPTYETHCS XIIIOMIKPDOHAMU 1 MOTpAIlisi€ B
nevinky. ToMy mediHka € IS TKaHWH JDKEPEJIOM 1 XapyoBOTO XOJECTEPUHY
(moTpanuB TyaAH B CKJIAJ(1 X1JIOMIKPOHIB), 1 €HJIOT€HHOT'O XOJIECTEPUHY.

CuHTe3 X0JIeCTepuHy MPOTIKaE B OCHOBHOMY B IediHil Ha MemOpanax EIIC
renatoruTi. Lleit xonectepuH - engoreHHui. BinOyBaeThcst MOCTIHHUM TpaHCTIOPT
XOJIECTEpUHY 3 MEYiHKU B TKaHWHU. {151 moOynoBu MeMOpaH BUKOPHUCTOBYETHCS
TaKOXX XapyoBUM (eKk30reHHUi) xosiectepuH. KitouoBuit depmMeHT O10CHHTE3Y
xonectepuny - ['MI'-penykraza (B-rinpokcu-p-merun-rinyrapuia-KoA-peaykrasa).
Lle#t ¢epMeHT iHTIOyeThCS 3a MPUHIUIIOM HEraTUBHOTO 3BOPOTHOTO 3B'SI3KY

KIHIIEBUM MPOIYKTOM - XOJIECTEPUHOM.

127



BIOCHHTES XOJECTEPHMHY
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Puc. 3 19. Cxema cuHTe3y X0JIeCTEPHHY

Y mnediHIll CHHTE3YIOThCA 1 TOTIM moTpamisaioTe B kpos JIHIJHIIL -
JITOTPOTEIHN AyXKE HU3BKOT MIUIBHOCTI (CKIaaaroThes Ha 75% 3 XonecTepuHny), a
takox JIITHIL[ - mimompoTeinn HM3bKOI HIIJIBHOCTI, JI0 CKJIaAy SIKMX BXOJUTH
ano6i1ok arnoB100.

Maike y Bcix kmithHax € penenrtopu s anoB100. Tomy JIITHI]
GbIKCyIOTbCS Ha TMOBEpXHI KIITHH. Ilpu 1boMy croctepiraerbcs mepexij
xoJecTepuny B kmituHHI MemOpanu. Tomy JITTHIL 3xaTHI moctauatu XonectepuH
B KJIITUHU TKaHHH.

Kpim 11p0ro, BiiOyBaeThCs 3BIIBHEHHS XOJECTEPUHY 3 TKAHUH 1 TPAHCIOPT
Jioro B medviHKy. TpaHCTIOPTYIOTh XOJECTEPUH 3 TKAHUH B MEUIHKY JIHMONPOTETHU
Bucokoi muibHOCTI (JIIIBIIL). BoHn MicTATH Ayke Malio JimifiB 1 6arato Oiika.
Cuntes JITIBI mportikae B nevini. Yactunku JINBIL marots Gpopmy aucka, 1 B ix
CKJIaJll 3HAXOAThCs anoOinku anmoA, anoC 1 anoE. Y kpoBoHOCHOMY pycii 10
JIIIHII] npuennyetbes OUIOK-GEpPMEHT JIEMTUHXOJECTepUHAIIMITPpaHChepasa
(JIXAT).

AnoC 1 anoE wmoxyte mnepexoautu Bin JIIIBII[ nHa xinomikponu abo

JITAHII. Tomy JIIIBILL € moropamu anoE i amoC. AnoA € aktuBatopom JIXAT.
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Puc. 3. 20. Peakuisi, fKa KaTaJi3yeTbCl JEUMTHH-X0JIECTEPOJI-
anmwiITpancgdepasoro

Le peakiisi mepeHeceHHs KUPHOT KUCIOTHU 3 MOJ0keHHs R2 Ha XonecTepuH.
Peakuis € nyxe BaxJIMBOI, TOMY IO YTBOPEHUU edip XOJECTEpUHY € IyKe
riapogoOHUM PO3YHMHOM 1 Bijpaszy nepexoautsh B sapo JIIIBII - Tak mpu koHTaKTi
3 memOpanamu kimitud JIIBIL BugansioTs 3 HUX HaAMUIIOK XosecTepuny. [aii
JINIBHI #ayTe B Me4iHKY, TaM pPYHHYIOTbCSA, 1 HAJJIMIIOK XOJICCTCPUHY
BUJIAJISIETHCS 3 OPTaHi3My.

Ho namonociti 0bminy 1ninidié BITHOCATHCS: OXHUPIHHS, aTEPOCKIEPO3,
rinepiainonporeineMisi, xBopoba Tes-Cakca - mTpu SKIM CIIOCTEPIra€ThCs

HAKOIMMYEHHS 3HAYHOI KIJIBKOCTI JIIIIIB B JII30COMax.

MATEPIAJIN IJIA CAMOKOHTPOJIIO

1. IIpu HegOCTaTHPOMY HAJIXOJKEHH1 B OPraHi3M JIIOJUHH JIITOTPOITHUX
(bakTopiB y HET pO3BUBAETHLCSA KUPOBA IHPLILTpAIllS MEUiHKU. Ky 3 HaBeJIEHUX
PEUYOBHUH CJI1JT BIIHECTH A0 JIMOTPOMHUX PEUOBUH?
A. Xomin
XoJiecTepuH
Tpuanunrmiepuam

KupHni kucnotu

m o O W

Pubodnasin
2. B oprasi3mi  JIOIMHA ~ OCHOBHHUM  MICLEM  JICTIOHYBAaHHS

tpuamiriainepodis (TT) € xupoBa TkaHuHa. OIHAK iX CUHTE3 MOXE MPOXOAUTH 1

129



B MediHll. Y BUMIAAL sKOT TpaHcnopTHOi ¢opmu TI' mepeHOCATHCS 3 MEUIHKH B
KUPOBY TKAaHUHY?
A. JIIIBII]
B. Xinomikponis
C. JITHIY
D. JIITAHIT
E. Kommekc 3 anb0yminaMu
3. Skuit 3 mepepaxoBaHUX TOPMOHIB 3HHUXKYE MIBUIKICTD JIIOMI3Y B )KUPOBIii
TKaHWHI?
A. T'inpoxopTHu3zon
AJnipeHaliH
[Hcynin

ComaroTtpomnix

moO O w

Hopaapenanin

4. IIpu 0OCTEXEHH] Yy XBOPOTO BHUSBJICHO MIJBUIIEHUN BMICT JIMOMPOTETHIB
HU3bKO1 HIUIBHOCTI B CUPOBATI KpOBI. fIK€ 3aXBOPIOBAHHS MOXKHA OYIKYBaTH Y
1IbOTO XBOPOTO?
A. Artepockiepos
[Tomko;KEHHS HUPOK
3ananeHHs JIET€Hb

I'ocTpuii mankpeaTur

m o o w

lactpur
5. Y XBopuX Ha IYKPOBHUIA 11a0ET 1 MpU TOJI0AYBaHHI B KPOB1 301IbIITYETHCS
BMICT KETOHOBHX T1JI, IKl BAUKOPUCTOBYIOTHCS B SIKOCT1 €HEPTE€TUYHOTO MaTepiay.
3 SIKOi pEYOBUHU BOHH CUHTE3YIOThCS?
A. Hurpary
B. Manary
C. Kerormyrapary
D. Auerni-KoA
E. E. Cykumunin-KoA
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6. Jlns  TmiABUINEHHA — pe3yJbTaTiB  CHOPTCMEHY  PEKOMEHIYBallu
3aCTOCOBYBATH Ipenapar, 0 MICTUTh KapHITUH. KUl porec B HAMOLIbIIINH Mipi
aKTUBI3Y€EThCS KApHITUHOM?

A. CuHTe3 KETOHOBUX TUI
CuHTE3 CTepOITHUX TOPMOHIB
Cunres minigiB

TpancnopT >KUPHUX KUCIOT B MITOXOHPIT

mo O

TxkannHHe TUXaHHS

7. Jliomuua 28 pokiB BXKUBa€ HaAMIpHY KUIbKICTh ByrieBoaiB (600 r Ha
no0y), 10 TEpeBUIye WOro eHepreTmuHi moTpebu. Skwmit  mporec
OyJle aKkTHUBOBYBATHUCH B IAHOMY BUTIAJKY?
A. Jlinorenes
['mikomi3
Jlinomni3

' mrokoHEoreHes

m o o W

OKHCIICHHS KUPHUX KUCIIOT
8. Homogik 40 pokiB mpooir 10 kM 3a 60 xB. SIk 3MIHUTHCSI 0OMIH PEUOBUH B
M'sI30B1M TKaHUHI1?
A. TlocuinuThcs TIIIOKOHEOTEHES
[Tocunuthbes TIIKOII3
301IBIIUTHCS MBUAKICTh OKUCICHHS KUPHUX KUCJIOT

ITocuuThCs TIIIKOreHes

m o O W

[Tocunuthest mpoTeoi3
9. V xBopux, fIKl CTpaXIalOTh BaXXKOI (HOPMOIO A1a0eTy 1 HE OACPKYIOTh
1HCYIIIH, CTIOCTEPIraeThest MeTa0oMIuHUM anuao3. [liqBuIleHHS KOHIICHTPAIIi] SKHX
MeTa0O0JIiTIB MPU3BOIUTH JI0 I[LOTO?
A. KeToHOBHX TN
B. ’Kupnux xucior
C. HenacuueHUX KUPHUX KUCIIOT
D. TpuanunriinepoJiis

131



E. Xonecrepoiny

10. Yomnoik 70-TH poKiB XBOpPi€ HA aTEPOCKIEPO3 CYIANH HUKHIX KIHIIIBOK 1
Ha imemMiuHy xBopoOy cepis. [Ipu oOcTexeHH1 BUSBICHO MOPYIIECHHS JIIITHOTO
CKIaay KpoBi. Hajmimok sIKuX JIMOMPOTETHIB € TOJOBHOIO JTAHKOIO B MATOTEHE31
aTepOCKIIEPO3y?
A. XinomiKpoHiB
Hu3bkoi mibHOCTI
Bucoxkoi 1miiabpH0CTI

Jly>ke HU3BKOI IIITHHOCTI

m o O W

[TpomixkHOT HTITBHOCTI
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3. 4. 3araabHi musxu kKara6oaizmy aminokucsaor. Hlasaxm yrwmizamii
aMOHIaKy B oprasizmi. MoJsiekyJsIpHI 1aTo/10rii 00MiHy aMIHOKHCJIOT

0-AMIHOKHUCJIOTH, Ha JIOJATOK JO 1X POJII MOHOMEPHHUX OJWHUIIL O1TKOBUX
MOJIEKYJI, MOXYThb BHKOPHUCTOBYBATHUCA B SIKOCTI EHEPIeTUYHHX CyOCTpaTiB 1
MONepeHUKIB 0aratbox O10JIOTIYHO BaXKJIMBHUX HITPOTCHBMICHUX CIOJYK (TeM,
G1310/10T1YHO  aKTUBHI ~ aMIHM, TJIyTaTiOH, HYKJICOTUIU 1 HYKJICOTHIHI
KO(EepMEHTH).

KonmenTpaiiis OkpeMHX 0-aMIHOKHCJIOT B OpraHi3mi JIIOJUHUA 3HAYHO
KOJMBa€eThbes. Tak, BCcTaHOBIIEHO, 110 Ot 50 % 3arambHOro OHIY aMiHOKHUCIOT
OpraHi3my MpUMajace Ha TayTaMar Ta riryramid, 40 % — Ha 3aMiHHI aMIHOKHUCIIOTH 1
10 % — Ha He3aMiHHI aMIHOKHCIJIOTH.

Ilyn ginbhux aminokuciom

BinbH1 aMiHOKHCIIOTH B OpraHi3Mi GOpMYIOTh MY/l Gi1bHUX AMIHOKUCIOM,
SKUA TIOTIOBHIOETBhCS 3a PAXYHOK: po3nady OLIKie idci, po3nady mpasHux
Gpepmenmiec  ma  cauzy, posnady MKAHUHHUX ~ OLIKig, po3nady  OLIKi8
MIKDOOD2AHI3MIE8, CUHME3ZY 3AMIHHUX AMIHOKUCIOM.

Posnao 6inkie idci. Cepenne cnokuBaHHS OUTKa B PO3BUHEHHMX KpaiHax
ctaHoBuUTh 0113bk0 90 T Ha 100y. [lepeTpaBiieHHs O1JIKIB MOYMHAETHCS Y HUTYHKY,
J¢ BUIUIAIOTH Tpu ocHOBHI KomrnoHeHTu: 1) HCl — BusBise GakTepuIuaHy Jiro,
JieHATypy€e OUIKM %Ki, CTBOPIOE OoNTUMYM pH aJis mencuHy, akTUBY€E METICUHOTEH
[UIIXOM YaCTKOBOT'O MIPOTEO0I3Y (BIALICIIIIEHHS! KOPOTKUX nenTuaiB 3 N-KiHIs); 2)
nencun (CEKPETYEThCA TOJOBHUMHU KIITHHAMHU CIIM30BOI OOOJIOHKH IIITyHKA Y
BUTJISI TpoepMeHTa — MENCHHOTeHa, SIKUi akTUBY€eThes moBinbHO HCI 1 mBuaKo
— ayTOKaTaJITUYHO HAsSBHUM IEIICHHOM) PO3PHUBAE MENTUIHI 3B’SI3KM B OLIKax,
yTBOpeHi 3amuinkamu Den, Tup, I'mi, Acm 1 38’30k Jleit-I'mi. Cybctparamu ans
nerncuHa € OUTKM Ta OJITONENTHAM, K1 i Ji€l0 (epMeHTa MepeTBOPIOIOTHCS Ha
nojinentuaHi ¢parmMeHTd; 3) peHHiH (XIMO3UH) — CUHTE3YEThCS TOJIOBHUMU
KIITMHAMM OITyHKA y BUIJIS IPOPEHHiHy i akTuByeThes HY y mpucytrocti Ca?*,
OcCHOBHUM CyOCTpaTOM XIMO3UHY € Ka3€THOTEH, SIKMil EPETBOPIOETHCS HA Ka3eiH.

OntumyMm pH st peHHiHa cTaHOBUTH 3-4.

133



VY  aBaHaauATHNANIN KUMI JAiF0Th (EPMEHTH MIJIUTYHKOBOI 3aJI03U:
mMpuncuHn, XiMompuncuH, enacmasza, Kapooxcunenmuoaza A 1 B. Bci 1
(bepMEeHTH CUHTE3YIOThCS B HEAKTHUBHIN (hOpMI 1 JIMIIIE B JBAHAAIATUIIATIN KU
aKTUBYIOTbCS. Tak, mpuncun yTBOPIOETHCS B KHUIICYHUKY 3 MPUNCUHOSEHY TIIJT
JEI0 eHmepoKiHa3u, sika CUHTE3YEThCSl CIIM30BOI0 KUIlleyHUKA. Hajnan akTuBHUN
TPUIICUH AKTUBYE YTBOPEHHS XiMOmMPUNCUHY 3 XIMOTPUIICUHOIEHY, elacmasu 3
poenacTasu, Kapookcunenmuoas 3 npoxkapobokcunentumaas. Ciig 3a3HAUYUTH, IO
mpuncuH T1APOTI3y€e TMENTUAHI 3B’ A3KH, YTBOPEHI OCHOBHMMH aMiHOKHUCIIOTaMHU
(Apr, JIi3), ximompuncun — apoMaTUYHUMHU amiHOKuclIoTamu. Enacmaza mae
MIMPOKY CHenuIYHICTh Ta TiAPOJdi3ye MNENTHAHI 3B’A3KH, YTBOPEHI MalUMHU
amiHokucioramu — Ana, ', Cep. Kapookcunenmuoazu A i B BiIIIEIUTIOOTH
noOAMHOKI aMiHOkuciaoTh 3 C-kinug. Ilim  giero  3a3HayeHHX  (EpPMEHTIB
MOTINENTUIHI pparMeHTH, SIKi YTBOPWINUCH Y IIUTYHKY, T1IPOI3YIOTECS JI0 0./1i20-,
mpu- Ta Ounenmuois.

Y TOHKIM KU JIIOTh @MIiHONenmuoazu, mpu- 1a Ounenmuoasu, sKi
CEKPETYIOThCSl KIIITUHAMM KUIIEYHUKA B aKTUBHIA QopMi. B pe3ynbTaTi Aii BUIE
3a3Ha4eHUX (EpPMEHTIB Ha OJIro-, TpU- Ta AWMNCHTHAU YTBOPIOIOTHCS BLIbHI
AMIHOKUCIOMU, SIK1 TPAHCTIOPTYIOTHCS B KPOB.

Posnao mpasuux pepmenmie ma cauzy. bauzpko 70 T O617Ka HATXOAUTh Y
MPOCBIT KUIIEUHUKA MTOIHS 3 CEKPETOPHUX KJIITHUH Y BUTJISA/I TPaBHUX (EPMEHTIB
1 cnu3y 31 3pyMHOBAHUX €MITeNIadbHUX KIITHH.

Posnao mkanunnux 6inkie. Ilpomec oOMiHy OIIKIB BKJIIOYA€E TiAPOII3
BHYTPIIIHBOKIITHHHUX ~OUIKIB 3 BHUJUIEHHSM BUIBHUX AaMIHOKHCIOT IO
BHYTPIIIHBOKJIITUHHOTO npocTopy. Ciij 3a3HaYnTH, 110 PO3MaJ]] TKAHWHHUX OLJIKIB
nepebirae TOCUTh aKTUBHO: y JroauHU Baroto 70 kr rimpomizyerbes 300-500 T
Oinka 3a go0y. Peakuii posmagy TKaHUHHUX ~OUIKIB  KaTali3yIOThCS
J130COMAIbHUMU (pepMEHTAMU — TKAHUMHHUMHU MpOTea3aMu a00 KaTeTICUHAMH.

Posnao  6inkie  mixpoopeanizmis. KumkoBi Oakrepii Ta  iHmII

MIKpPOOpPTaHIi3MH MPUCYTHI B OCHOBHOMY Yy TOBCTIM KHIIII. 3aruOelnb
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MIKpOOPTaHi3MiB  CYNpPOBOKYETbCS 1X TEpPETPaBIEHHSAM 1 BHUBUIBHEHHSIM
BYTJIEBOIIB, JIMi/A1B, aMIHOKUCIIOT 1 T.II. y MPOCBIT KUILIEYHHKA.

Cunme3 3aminnux aminoxkuciom. B mporeci MeTabomizMy JeIKUX
IHTEpME/IIaTIB YTBOPIOIOTHCA 3aMiHHI aMIHOKHCIIOTH: 3 O-KeToriayrapary — [y,
I'mu, Apr, Ilpo; 3 okcanoanerary — AcH; 3 3-bocdorminepary — Cep, ', [uc; 3
nipyBaty — AJa i T.1I.

IIpomidcnuti 06min aminokuciom

[IpoMi>kHMIT MeTa0O0MI3M aMIHOKHCIOT O1JKOBMX MOJICKYJ, SK 1 1HIIHMX
MOKMBHUX PEYOBMH B KMBUX OpraHizMax, BKJIIO4Yae KaTaOousiyHi (po3maa a0
KIHIIEBUX NPOAYKTIB OOMiHY), aHa0oi4HI (O10CHHTE3 aMiIHOKUCIIOT) MpOILECH, a
TaKOX PsJ IHIIUX CTIeU(IYHUX TEPETBOPEHB, M0 CYMPOBOIKYIOTHCSI YTBOPESHHSIM
010JIOTIYHO aKTHUBHUX CIOJYK. YMOBHO MNPOMDKHUN MeTa0o0Jli3M aMiHOKHUCIIOT
MOXHA PO3AUIMTH Ha 3deanvHi ulisaxu OOMIHY Ta iHOUBIOYAIbHI NepemeopeHHs
OKpeMuX amiHOKUCIOT (puc. 1). 3aeanvni wiisixu TEPETBOPCHHS aMiHOKUCIIOT

BKJIFOYAIOTh PEAKIlll 0e3aMiHy8aAHHA, MPAHCAMIHY8AHHA, 0eKaAPOOKCUIIOBAHHS,

Oiocunmesy.
Binku X1 AMiHOKHMCIIOTH binku oprannizmy
JlezaminyBaHHs gayumKy \
aMiHOKHCJIOT CnenudiuHi KOMIIOHEHTH KJIiTHH:
HelipoMeriaTopu, KaTeXoJaMiHu,
HYKJIe.l.HOBi OCHOBH 1 T.II.
Y
Keroxucnoru
I'mroxoreHH1 aMiHOKHUCIIOTH KeTorenHi aminokuciotu
[TipyBar 111 KOMIIOHCHTH Anermi-KoA
ukia Kpebea /
I'mroxo03a C02+ HZO Jlimiau

(TIIIKOTEH)

Puc. 3. 21. lllnsxu po3naay i mepeTrBOPeHHs AMiHOKHMCJIOT B OpPraHizmi

JIOTHHH
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Hezaminysanns — npouec BUAAJICHHS 0-aMIHOTPYIH, SKOMY MiJIal0ThCS BCi

aMIHOKHUCIIOTH KpIM Jzi3uny Ta nponainy. B pe3ynbrari peakiii Je3aMiHyBaHHS

YTBOPIOETHCS BLIbHUL AMIAK 1 KEMOKUCIOMA.

3 XIMIYHOI TOYKH 30pYy, MOXJIHUBI 4 THUNM Je3aMiHYBaHHS aMIHOKUCIIOT:
oxucnosanvie (3 yTBOPEHHSAM KETOKUCIIOTH), 8i0HO8He (3 YTBOPEHHIM HACHYCHOI
KHUCJIOTH), SHYMPIUWHbOMONEKYIApHe (3 YTBOPEHHSIM HEHACUUYEHOI KHUCJIOTH) 1
eioponimuyre (3 yTBOPSHHSIM T1IPOKCUKHCIIOTH ).

B opraniami JOAMHH B OCHOBHOMY JI€3aMiHYBaHHS ~aMiIHOKHCIIOT
3IIACHIOETHCS OKHUCITIOBAIBHUM TUISXOM. PO3pI3HSIOTE mpsame 1 Henpsame
OKHUCITIOBAJIbHE JIe3aMiHyBaHHS aMiHOKHUCIIOT.

lIpsime oOezaminysanns aminoxuciom. Y TkaHuHax TBapuH ['. Elmepom
BIJKPUTHI BUCOKOAKTUBHUM 3a (Ppi3iosioriyHuX 3HaueHb pH crneuundiunuii pepmeHt
(rmyTamaTaeriporeHasa), SKAM KaTadi3ye OKHUCIIOBaJIbHE Je3aMiHyBaHHS L-
TJIyTaMiHOBOT KHUCIOTH. BiH € aHaepoOHMM (PepMEHTOM 1 HaJI3BUYANHO IMIUPOKO
NOIIMPeHU y  BCIX  JKuBHUX  oO’ektax. B daxocti  kodepmeHTy
rirytamaraerigporetasa mictuth HAJ (a6o HAJ1D).

['myramatgeriiporeHaza —  Kartajidye  OOOpOTHE  Jie3aMiHYyBaHHS
[NIyTaMiHOBO1 KHCJIOTH, JY>K€ aKTMBHA B MITOXOHJPISAX KIITHH MPAKTUYHO BCIX
OpTaHiB, KpiMm M 53i6. AJIOCTEpUYHUMHU IH2IOimopamu TIIyTaMaTIeTiIpOTeHa3nu €
AT®, I'T®, HAIAH', akmuseamopom - wuammmok AJl®. Iunykyerbcs
rJIyTamMaTAeriiporeHasa CTepoiAHMMU TOPMOHAMH (KOPTU30).

Peakuist Bkitouae aHaepoOHY a3y JeriipyBaHHs TJTyTaMiHOBOI KHCIIOTH 3
YTBOPEHHSIM MPOMIDKHOTO MPOAYKTY — IMIHOTJIYTapOBOi KUCJIOTH 1 CIIOHTaHHHA
TiApOJi3 OCTaHHBOI HAa amiaKk 1 O-KETOTJIyTapoBY KHUCIOTY BIAMOBIAHO [0

HACTYITHOI CXEMU:

HAR®" HATOH  coon COOH
COOH ) (HADH) H,0 !
H&—NHZ ! ‘ =NH =0

&Hz V-T éHz ~ % = &Hz + NHg
&HZ HA,EI,CD+ HAL®H éHZ HZO &HZ
oom (HAD") (HAIOH) ¢ooH oom

136



[lepma cramiss OKUCICHHS TJIyTAMIHOBOI KHCIIOTH AaHAJIOTIYHA peakiii
OKHUCIIIOBAJIBHOTO Je3aMminyBaHHsA. BinnoBnenuit HAJIH nami oxucmioerbes 3a
y4acTio 1aBUHOBUX (PEPMEHTIB 1 IIMTOXPOMHOI CUCTEMH 3 YTBOPEHHSM KiHI[EBOT'O
OPOAYKTY BOAM. AMiak, IIO YTBOPHUBCS, 3aBASKH OOOPOTHOCTI (pepMEHTaTUBHOI
peakiiii, aje 000B’sI3KOBO B NPHUCYTHOCTI BigHOBIeHOro HAJIOH Moxe Opatu
y4acTh B CHHTE31 INIyTaMaTy 3 0.-KETOTIYyTapOBOi KUCIOTH.

['myramataerigporeHasa TBApUHHUX TKaHUH — OJIITOMEPHUN (hepMeHT, TKui
CKJIAJIA€ThCSl 3 6-TH CYOOJMHUIIb 1 BUSBIIIE CBOIO OCHOBHY aKTUBHICTh TUIBKU B
MynbTiMepHI ¢opmi. [lpu nucomiamii 1iei MoJekynin Ha CyOOAMHMIN, IO
Hactynae jierko B mpucyTHocti HAJIH, I'T® Ta geskux cTepoimHMX TOPMOHIB,
(dbepMeHT BTpauae CBOIO IOJIOBHY IIyTaMaT/AeTiiporeHasHy QyHKIIito, ajie Ha0yBae
3JIaTHOCTI Jie3aMiHyBaTH Psij IHIIUX aMIHOKUCJIIOT.

Biosoriyna posb rmyramMaTAeriiporeHa3Hoi peakiili MmoJjsrae y:

» yrtBopenHi HAJIH Ta a-kerormyrapary, sik eHepreTHYHUX CyOCTparTiB;

» yrBopenHi HAJI®H, sikuii MoXe BUKOPHCTOBYBATUCH B CHHTE31 JIIITI/IiB

Ta MIKPOCOMaJIbHOMY OKHCJICHHI;

» € JIpYror CTaji€r0 TpaHCAe3aMiHyBaHHs (HENPSIMOTO Jc3aMiHyBaHHS)

0ararb0X aMiHOKHCJIOT B KJIITHHI;

» yTwiIi3alii aMmiaky, SsKuii TOKCUIHHUH JJIs1 OpraHi3My JFOUHH.

VY TkaHWMHAX TBapWH 1 IEYIHIN JIOJWHHU BIAKPUTI TaKOXK TPH cIeruivHi
bepmeHnTu (cepun- 1 mpeonin-oeciopamasu 1 yucmamionin-y-uiasa), KaTami3yloTh
HEeOKUCNI06a/IbHe 0e3aMIHY8AHHA BIIMOBIIHO CEPUHY, TPEOHIHY 1 IHCTEIHY.
KinnesuMu npoaykTamMu peaxiiii € mpysat 1 0-KeToOyTUpaT, aMiak 1 CipKOBOJICHb.
3a3HayeH1 bepmeHTH BUKOPHCTOBYIOTh B AKOCTI Ko(epMeHTa
nipuaokcanbdocdar.

Henpsame oezaminyseanns aminoxuciom (mpauncoe3aminyéants). BUIbIIICTh
aMIHOKHCJIOT HE 3/1aTHa JIe3aMiHyBaTUCh B OJIHY CTaJIil0, SIK TJIyTaMiHOBA KHUCJIOTA.
AMIHOTPYII TaKUX aMIHOKHUCIIOT B pe3yJIbTaTl TpaHCaAMiHyBaHHS MEPEHOCITHCS Ha
0-KETOTJyTapaT 3 YTBOPEHHSAM TIJIyTaMary, SKHH TOTIM TiAJAa€ThCS MPIMOMY

OKHCIIIOBAJIbHOMY JIe3aMiHYBaHHIO. Takuil MexaHi3M Jie3aMiHyBaHHSI aMIHOKUCIIOT
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y 2 cTajii OTpUMaB Ha3BY MPAHCOEIAMIHYBAHHA, 00 HENPAMO20 0e3AMIHYBAHHA.
Henpsime ne3amiHyBaHHS aMiHOKHCJIOT mepedirae 3a ydacTi ABOX (PEpMEHTIB:
aminompancgepazu (kohepMeHT mipuaokcanbdocdar) i exymamamoeziopocenasu

(xodepment HAJI):

COOH
L,
R—CH~—
COOH éHz
NH, é—o NH;
AmiHokucnota -
éOOH
. ®_Ketornytapat
AmiHoTpaHcepasa nyTamatgerigporeHasa
(MipnpokcanbdocdaT) COOH (H A,D,+)
L,
R—C—COOH éHz
g Hé—NHZ
KeTtokucnota
OOH
nyTtamar

O6unBi cranmii TpaHcae3aMiHyBaHHS OOOpOTHI, IO 3a0e3meuyye  sK
KaTaboJi3M aMiHOKHCIIOT, TaK 1 MOJJIMBICTh YTBOPEHHS Maixke OyIb-sIKOi
AMIHOKHCJIOTH 3 BIJINOBIJTHOI KETOKHUCIIOTH.

TpancaminyBanHsi — Tpoliec OOOPOTHOTO IEPEHECEHHS aMiHOTPYNH 3

OyIb-SIKOi aMiHOKHCIIOTH Ha O-KETOKHCIIOTY 0e3 NPOMINCHO20 BUOLIEHHS AMIaKY.

[Ipy 1bOMYy yYTBOPIOIOTBCSI HOBI amiHO- 1 KeTokuciora. Otxe, mpoiecu
nepeaMiHyBaHHS € OJIHUM 3 HaWBaXJIUBIMIMX IUISXIB YTBOPEHHS 3aMIHHHX
amiHokucnoT. Lli peakuii mpoTikarOTh 3a ydyacTio creuupiyHux (QepMeHTIB,
Ha3BaHux A. €. bpayHmreiiHoM amiHodepazamu (3a cydacHOIO Kiacudikaili€ero
aminompancgepazu, abo mpancaminazu). TeOpeTUIHO peakxiiii TpaHCAMIHYBaHHS
MOJKJIMBI MK OyJIb-SIKOIO aMIHO- 1 KETOKUCIIOTOI0, OHAK HAMIHTEHCUBHIIIE BOHU
nepediraroTh B TOMY BUNAAKY, KOJM OJWUH 3 PEareHTIB MpeICTaBICHUIA
TUKapOOHOBOO aMiHO- 200 KETOKUCIIOTOIO.

Y NepEeHEeCeHHI aMIHOTPYTH oepe Oe3rocepesHIo y4acTh
nipuookcanvghocgham (noxigHe BiTaminy Bg), AKkuii 3 aminokuciomoro yTBOPIOE
OpoMiXKHY crnoinyky — ocHoBy Iluda, mo B momanbmioMy po3MafaeTbcs Ha
nipuookcamin 1 kemoxuciomy. Ilipudokcamin pearye 3 iHui0w0 KemoKUciomor 1
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gyepe3 Ti K cTafli (B 3BOPOTHOMY HAampsSMKY) MPHU3BOAMUTH 10 YTBOPEHHS HOB0I

amiHoOKucI0mu 1 BUBUIBHEHHS nipuookcanvpocgamy:

1 O\\C 2 R,—CH-COOH
R,—CH—COOH C-P-E 2=
NH H NH,
) 2 . . H .
BHXi/HA aniHOKHCIOTA IMipunokcanspocdar-E 0Ba aMiHOKHCIIOTA
H
R;—C-COOH H,N-C -P-E R,—C-COOH
6 [Mipunokcaminopocdar-E
KeTokuncmora Kerokucnora

[IIupoke momMpeHHsT 1 BHUCOKAa aKTUBHICTh TpaHCaMmiHa3 B oOpraHax 1
TKaHWHAX JIOAWHU, 1 TTOPIBHSIHO HU3bKI BEJIMYMHHU AKTUBHOCTI IUX ()EPMEHTIB B
CHUpPOBATIll KpOBlI € TIJICTAaBOIO JJsi BHU3HAUCHHS pIBHSA psAOy TpaHCaMiHa3 B
CHPOBATIIl KPOBI JIIOJIMHU MPHU OPraHIYHUX 1 QYHKIIOHATBHUX YPaXKEHHAX Pi3HUX
oprasiB. JlJig KIIHIYHUX I1Jed HaOUIbIIe 3HaYEHHS MAlOTh JIBl TpaHCaMIHA3U —
acnapmam-aminompancgepaza (AcAT) 1 ananin-aminompancgepaza (AnAT),

K1 KaTaJli3yl0Th BiJIMOBIAHO HACTYITHI 0OOPOTHI peaKiii:

COOH COOH
CHs CH, AnaT s CH,
HC-NH, + Cn, =——= C=0 + &y
COOH oe) COOH & _NH,
Ananin COoOH Ilipysar  CooH
O._kerormyrapar I'myramar
COOH COOH COOH COOH
EH, CH,  AcAT &y CH,
+ 2+ é
Hé—NHZ éHZ é:O H2
éOOH é:O éOOH Hé_NHZ
Acnaprar COOH Oxkcanoanerar COOH
%_keToriyTapar I'mytamat

VY cupoBariii KpoBi 3JI0pPOBUX JIFOJIeH aKTUBHICTh IIMX TpaHCaMiHa3 B THUCAYI
pasiB HIXK4YE, HIX B MapeHXIMaTO3HMX opraHax. Beimka KijgbKICTh TpaHcamiHa3
3HaXOJUTHCS B TKAHWHAX CEPIIEBOTO M’si3a, B HEPBOBIM TKAHMHI, a TaKOX B
kimiTiHaX Tedinku. CaMe 3aBIsSKH TaKMM BJIACTUBOCTSM TMPAKTUYHO BCI
3aXBOPIOBaHHs, SKI TaK YW 1HAKIlE IOB’S3aHI 3 MMM OpraHaMd, BHUMAararoTb
IPOBEJCHHS JOCHIDKEHHS piBHSA LMX (EpMEeHTIB B KpoBi. ToMmy opraHiuHi

YPaKEHHSI MPU TOCTPUX 1 XPOHIYHUX 3aXBOPIOBAHHSX, IO CYINPOBOJKYIOTHCS
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JECTPYKIIEIO KIITUH, MPU3BOATH 10 BUXOY TpaHCAMiHA3 3 OCEPEAKY YPaKEHHS B
kpoB. Tak, Bxe yepe3 3-5 eooun miciigd po3BUTKY 1H(PAPKTy Miokapaa piBeHb AcAT
B CUPOBATIII KPOBI pizko niosuuyyemuvcst (B 20-30 pasziB).

Maxcumym aKTHUBHOCTI 00OX TpaHCaMiHa3 KpOBI MpUIANA€E Ha KiHeyb
nepuioi’ 0obu, a BXKe uepe3 2-3 OHi 3a COPUATIMBUX YMOB PIBEHb CHPOBATKOBHX
TpaHcaMiHa3 nogsepmaemovcsi 00 Hopmu. HaBmaku, mpu 3aTsDKHOMY mpolieci abo
HACTaHHS TOBTOPHOTO 1H(APKTy MioKapJa CIOCTEpIraeThCs HOBHUHM IIK
MIJIBUIIICHHS aKTUBHOCTI IIMX (pepMeHTIB B KpoBi. [luM mosicHIoeThes TOH (axT, 110
B KJIIHII TpaHCaMmiHAa3HUM TECT BUKOPUCTOBYETHCS HE TUIBKH I MOCTAHOBKHU
JiarHo3y, ajge 1 Juid MpOorHo3y 1 mepeBipkd e(peKTUBHOCTI JiKyBaHHA. [lpu
ypaXeHHSIX KJIITHH TIEYiHKH, HATPUKIIA] MPH TEeMaTuTaxX, TAKOXK CIIOCTEPIracThCs
einepmpancaminazemis (3a paxyHOK MEPEBaXHOTO TiaBUIIeHHS piBHS A1AT), ane
BOHA Ma€ OUIbII TOMIPHUH 1 3aTsHKHUM XapakTep, a IMJABUINEHHS aKTUBHOCTI
TpaHCaMiHa3W B CHUPOBATIl KpOBI BIAOYBaeThcsl MOBUIbHO. [lpu pi3HMX THHax
KOPOHApHOT HEJIOCTATHOCTI (CTEHOKap[is, Baaud cepis Ta iH., KpiM 1H(ApPKTY
MIOKap/a) rinepTpaHcaminazemMist abo He CocTepiraeThesi, a00 He3HaYHa.

[Ipu MexaHIYHOMY 1 HEKPOTHYHOMY MOIIKO/KEHHI TeMaToOIUTIB (epMEHTH
NEYIHKUA PI3KO 30UIBIIYIOTH CBOIO aKTUBHICTh. [Ipu 1HMEKIINHUX 3aXBOPIOBAHHSX
akTuBHICTE AJAT 3pocTae B AECATKHA pa3iB, IPUUOMY IL€ JI0 MOSIBU KIIHIYHHX
CUMNTOMIB Trematuty. Tomy axkTuBHICTH ANAT YacTo BHUKOPUCTOBYIOTH JJIst
PaHHBOI 1IarHOCTUKHU 3aXBOPIOBAHb MEYIHKH.

exapbokcuniosanns — IpoIeC He360pOMHO20 BIIICTNIEHHS! KapOOKCHIBHOT

rpynu aMmiHOKuCHoT y BUrIsial COo:

nipugokcaib-S-pocdarianexHa

H ; H
H,N—C— & aMiHoaluiIAeKapOoKcuiIasza . H,N—C—H

R OH \‘ B
O_Aminokucaora CO, biorennuii amin

He3Bakaroun Ha oOOMEKEHE KOJIO aMIHOKHCIOT 1 IX IIOXIJHHX, IO
HIIIAI0THECA JEKAapOOKCUITIOBAHHIO B TKAHWHAX JIFOJAWHH, MPOAYKTH PEAKIii sIKi
YTBOPIOKOTHCS — 0i02eHHi aminu — BUSBJISAIOTH 3HAYHY O10JIOT1YHY JiF0 Ha Oe3id
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¢izionoriyHUX  QYHKIIM  TIOAMHM. Y  TKaHWHAX JIIOJAWHU Mae  MICLe
NeKapOOKCUIIIOBaHHSI HACTYITHUX aMiHOKHUCIIOT: MUpO3UHy, mpunmogauy, 8auiiny,
Cepumy, 2iCmuouHy, 21ymamiHO80I KUCIOMU, YUCMEIHY, ApPIiHiHY, OPHIMUHY I iX
NOXTOHUX: 5-oxcumpunmodany, Y-OKCUTYMAMIHOB0I  KUCI0mu, 3,4-
ouokcugeninanauiny, S-a0eHoO3UIMEMIiOHIHY , 0-AMIHOMALIOHOBOI KUCIOMU.

Peaxiii qexapOOKCHITIOBaHHS KaTali3ylOThCs cielu@iuHuMU pepMeHTaMu —
oekapooxkcunazamu AMIiHOKUCI0m, SKi CKIAJAar0ThCsl 3 OLIKOBOI YaCTHHH, IO
3a0e3neuye crneuu@iyHiCTh Jii, 1 MPOCTETUYHOI TPYINH, MPEACTABICHOL
nipuookcanvghochamom, six 1’y mparcaminas.

YTBOpeHHST JeskuX OIOTeHHUX aMiHIB IUIIXOM O-JeKapOOKCHITFOBAHHS
BUXI1JIHMX O-aMIHOKHUCJIOT 1 X 010JI0T14Ha pOJIb HaBeCH1 y Tabmuli 3. 2.

Tabauus 3. 2. BioreHHi amiHu: nonepeAHUKH i 010J10TIYHA POJIb

Buxigna
. biorennuii amin Biomoriuna pons
aMIHOKHCIIOTa
[etnann [Ncramin ['opMOH TpaBieHHs, MeA1aToOp 3anaaeHHs 1
ajieprii, 3HUXKY€E apTepiaJIbHUIN TUCK,
HelipomeaiaTop
Tpuntodan CeporoHiH ['opMoH «acTs» — crpusie yTBOPEHHIO [3-
eHopdiHIB, HEMPOMEIIaTop, MiABUIILYE
apTepiaJbHUN THUCK
deninanani, Hodamin, Heiiporpancmitepu, ropMoHU
TUPO3UH HOpPaJPEHAIH, HAJIHUPKOBHUX 3aJ103 (CTpec-acoIliioBaH1)
aJpeHaliH
['myTamar Y-aMiHOMacJsiHa [anpmiBHUE HeliporpancmiTep [THC
kuciora (CAMK)

Hakormmuenns OioreHHWX aMiHIB MOXE HETAaTUBHO IIO3HAYaTHUCA Ha
G1310710T1TYHOMY  CTAaTyCl 1 BHUKJIMKATH PSAJ  ICTOTHHX TOpYyIIeHb (YHKINN
opranizmy. OHaK opraHu i TKaHMHHU, SK 1 IIUTICHUHA OpraHi3M, MarlOTh y CBOEMY

PO3MOPSIKEHH] CTICIiabHI MEeXAHIZMU 3HEUIKOOHCEHHA Di02eHHUX AMIHIB, SIKI B
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3arajJbHOMY BUTJIISIII 3BOMSITHCS J0 OKUCTIOBANbHO2O Oe3AMIHY8AHHS TIUX aMIHIB 3
YTBOPECHHSIM BIJMOBIIHUX aJbJETIMIB 1 3BUIBHCHHSM amiaky. DepMeHTH, IO
KaTal3yloTh 11 peakilii, OTpUMad Ha3By MOHOAMIHO- 1 OiamMiHOOKciOa3.

Posrnsinemo nepeTBOpeHHs MOHOAMIHIB:

H,O NHj
H2 /,O
R-C —NH, R-C
oAl o 2 H

H
O,

Al
b

H22

1/2 0,+H,0

[lepmia, anaepoOHa, cTafisi XapaKTepU3YEThCS YTBOPEHHSAM allbJETinay,
amiaky 1 BigHOBIeHOro ¢(epmenty. OcTaHHIi B aepoOHINA (a3l OKHCIIOETHCS
MOJIEKYJISIpHUM KucHeM. HoBoyTBOpeHU# nepekuc BOIHIO Jaji pO3MaJaeThCsl Ha
BOAy 1 KuceHb. Monoaminookcuoaza (MAQO), OAJl-BmicHuii GdepMeHT,
NEPEBAKHO JIOKATI3YEThCA B MITOXOHJIPISIX, BIJIITPAa€ BUHATKOBO Ba)JIUBY POJb B
OpraHi3Mi, pEeryJIOYH IIBUIKICT 010CHHTE3Y 1 po3Maay 010reHHUX aMiHiB. Jleski

iH2ibimopu MOHOAMIHOOKCUOA3U (inponiazuo, CAPMIH, napeinin)

BUKOPHUCTOBYIOTHCSI TIPU JIIKYBaHHI T1EPTOHIYHOI XBOPOOH, JETPECUBHUX CTaHIB,
mu30(peHii 1 1H.

Hlnsixom  memunioeannsa  BinOyBaeTbcs — 1HAKTUBALIA  2iCMAMIHY,
HopaopeHaniny Ta adpenaniny. Peakili METWIIOBaHHS KaTami3yloTh (pepMeHTH
mMemunampauncgepasu, iK1 NEPEHOCAT METUIIBHY TPyIy 3 S-aJ€HO3WIMETIOHIHY
Ha OIOreHHMI aMiH, MEPEeBOJSYM HOro B METUIhOBaHY (OpMy, SIKa HE BUSIBIISIE
010JIOT1YHY JI11O.

3HewKo0IceHHss amMiaky 8 Opeanizmi

B opranizmi moauHN miagaeTbes po3naay 0au3bko 70 T aMIHOKHCIOT Ha
00y, TIpU IIbOMY B pe3yJIbTaTi peakiliil Je3aMiHyBaHHS 1 OKHCJICHHS O10T€HHHX
aMiHIB 3BUIbHSETbCA BEJIMKA KIUIbKICTh aMiaKy, IO € BHCOKOTOKCHYHOIO
crioTykoro. Takok aMiak yTBOPIOEThCS B PEaKIisX JAe3aMiHyBaHHS HYKJICOTHIIB.

VY BUIBHOMY BUIJISI/II aMiaK MAa€ BUCOKY TOKCHUYHICTb, III0 0OYMOBJIEHO HOTO
JYXKHUMH BJIACTUBOCTSIMHU: HAKONHMYEHHS amiaky B TKaHUHAX MPHU3BOAMUTH [0

PO3BUTKY BUPAXEHOT0 aikano3y. KpiM 1bOro amiak JIETKO IMPOHUKAE BCEPEAUHY
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KIITHHU 1 B MITOXOHJAPISAX 3B’A3YIOTbCS 3 O-KETOTNIyTapaTOM 3 YTBOPEHHSIM
enymamamy. 3MEHIIEHHS KOHIIGHTpAIll o-KeToriyTrapata MpHU3BOAUTH 10
NOPYULEHHSI YUKTY MPUKApPOOHOBUX KUCIOM, & OTXKE, eHepeemuyHo2o oOMIHy, a
TaKOX JI0 HpUCHIYEHHS peakyii nepeamiHysanHs, 1O OCOOIUBO HECHPHUATINBO
B1JIOMBAETHCSA HA TOJIOBHOMY MO3KY.

Tomy amiak, 10 yTBOPUBCS B peaklisX JAe3aMiHyBaHHsS, B KJIITHHAX
B3a€MOJII€ 3 TJIyTaMIHOBOIO KHCIJIOTOIO 3 YTBOPEHHSIM erymaminy. Lle rojaoBHuMiA
nuigx 3HemkoKeHHT NHi. OcoOmuBe Miciie e MexXaHI3M 3aiiMae B OOMIHI
20/106HO20 MO3KY TOMY, 110 30yIKEHHS IIEHTPaJIbHOI HEPBOBOI CHCTEMHU 3aBXKIU
CYNPOBOKYEThCSA TOCWICHUM YyTBOpeHHsSM NHj; 3a paxyHOK 1e3amiHyBaHHS
aJICHUIOBOI KUCIOTH. Y 3B S3KY 3 IIUM BMICT TJTyTaMIHOBOI KMCJIOTH B TOJIOBHOMY
Mo3ky B 100 pa3iB Buie, HDK B KpoBi. TakuM ke HUISIXOM BiIOyBaeThCs
3B’SI3yBaHHS 1 3HEIIKO/DKEHHS aMiaKy B CITKIBII OKa, HUpPKaXx, MEYIHIll 1 M s3ax.
Tomy KOHIIEHTpaIlis BUIBHOTO aMmiaky B KpOBI HE3Ha4yHa 1 CTaHOBUTh 25-
40 MKMOJIB/ L.

3HENIKO/DKEHHS aMiaKy MIIIXOM CHHTE3y TIUIyTamiHy Mae€ 1 aHaOoJiuHe
3HAUEHHS, TaK SK aMigHa Tpyla OCTaHHBOTO YTHII3YEThCA MJII CHUHTE3Y
acraparify, TJIIOKO3aMiHy Ta IHIIUX aMiHOIYKpiB, MyPUHOBUX 1 MIPUMIIUHOBUX
HYKJICOTH/IIB, & BCSA MHOro MOJEKyJla MOKEe BKJIIOYATHCS JI0 CKJIaay HaHOBO
CUHTE30BaHUX O1JIKIB.

HeyTtunizoBanuii TiyTaMiH, IO 3aJUIIMBCS B PI3HUX TKaHUHAX, KPOB’IO
TPAHCTIOPTYETHCA IO KUULEUHUKA, NEYIHKU 1 HUPOK.

B emmepoyumax tnyraMiH TEpEeTBOPIOETHCS HA alaHiH, SKAW TOTIM 3
KpOB’10 BOpiTHOI BeHum (Vena portae) HaaXoaWTh B IEUIHKY 1 4epe3 IIIFOK030-
aJIaHIHOBUH IIUKJI BUKOPUCTOBYETHCS B IITIOKOHEOTEHE3!.

Y kananvyeeomy enoomenii Hupok mij BIUIMBOM TJIyTaMiHA3u TIyTaMiH
PO3LIEIUTIOETHCS 3 BUJIUICHHAM aMiaky, KU JIerko TudyHAYE 3 KIITHH KaHAJbLIIB
B iX mpocBiT. [IpueaHaHHss MPOTOHY BOJHIO N0 aMiaKy Bel€ JO YTBOPEHHS 10HY
aMOHII0, SKMM He 3AaTHUM IU(yHAYBaTH Ha3aJ B KIITHHU 3aBISKH 3apsfdy.

VYrBopenuit NH," ButicHs€e HaTpiii 31 CHOJYK 3 aHIOHAMH CHJIBHUX KHCIOT
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(3okpema, NaCl) 1 y Burmsaai NH4CIl Buminserscs 3 ceuero. Onucanuii mporec
OTpUMaB Ha3By aMOHIOT€HE3Y, B X0/l SIKOTO BUIALISETHCS 65-75 % 10HIB BOJHIO,
110 CEKPETYIOTHCS.

TakuM YMHOM, aMOHIOT€HE3!

v\ € BOXJIMBUM MEXaHI3MOM PETYJIAIii KMCIOTHO-OCHOBHOTO CTaHy. BiH
1CTOTHO MiJBUIYETHCS MPHU alK1031 1, HABIMAKU, 3HUKYETHCS TIPHU aIKa03ax;

v' 3abe3neuye peabcopOIIifo 10HIB HATPIIO 1 TX 3aTPHUMKY B OpraHi3Mi.

VY neuinyi riiyTaMiH TpaHCAMIHY€ETHCS 3 YTBOPEHHSIM B KIHIICBOMY M1JICYMKY
TJIyTaMIHOBOI KHCJIOTH, SIKa JI€3aMIHY€EThCS 32 Y4acTIO TIyTamaTAeTriIpOoreHasH.
AMiak, SKMM TpU UBOMY BUAUIAETHCSA, BIApPa3y 3K YTUIIZYETbCS 3a TpbOMa
MO>KJINBUMH HampsIMaMHu:

1) ans  BiZHOBIIOBAJIBHOIO aMIHYBaHHS KETOKHCIOT 3 YTBOPCHHSIM

3aMIHHHX aMIHOKHCJIOT;

2) Ui yTBOPCHHS aMilliB;

3) st yrBopeHHs kapbamoindocdary i CHHTE3y CEYOBHHHU.

OCHOBHUM HUISIXOM yTHJII3aI[il aMiaKy B MEYIHLII € CUHME3 CeYOBUHU.

biocunrte3 ceuoBunu Bnepiie onucanuii . Kpedcom 1 K. I'enzenaitnom y
1932 poui. Opnimunosuit yukn (yuxkn Kpeoca-I'enzenaiima, yuxkn ce4oéunu)
MPOTIKAE B MITOXOHJIPIAX Ta IIMTO30J1 TEMATOIUMTIB 1 BKIIOYAE 5 OKpEeMHX
(epMEHTAaTUBHUX peakliid, IPUYOMYy HOPMAJIbHUN MEpeOir OPHITUHOBOTO LHUKITY
TICHO TIOB’S3aHUM 3 PEaKIisIMH LHUKIYy TPUKApOOHOBUX KHUCIOT. OpHITHHOBHMA
IIUKJI MO>KHA TIPEJICTABUTH Y BUTJISAJII CXEMHU.

Ha meprmomy ertami CHHTE3yEThCS MaKpOepTrivHa croiayka kapoamoindocdar
— MeTaboiyHo akTuBHA (opma amiaky. Ilepiny HeOOOpOTHY peakiiiro KaTali3ye
perynsTopHuid GEpMEHT — amiak3aniedxicHa kapoamoingocpamcunmemasa. Peaxiis

BUMarae sumpamu 060x monexyi AT®, BIAKpUTa B MiMOXOHOPIAX KIIMUH NEeYiHKU

1 BUKOPUCTOBYETHCS TIEPEBAYKHO JIJISI CHHTE3Y apriHiHy 1 CEYOBUHM. Y 11 peakii
B SKOCTI AaKTUBHOTO CTHUMYJIIOIOYOTO alocTepudHoro edekropa gie  N-

ayeminziymamam.
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OpHiTUH UutpyniH

ATop
Ceuosuria AMg + o, Acnaprar
ApriHiH ApriHiHocykuuHaT

Puc. 3. 22. CxemMa OPHITHHOBOI0 HUKJLY

Ha gpyromy erami 1ukily CEHOBHMHOYTBOPEHHS BiOYBA€ThCS KOHIICHCAIIS
Kkapoamoingocamy 1 oprumuny 3 yTBOPEHHSM yYumpyiiHy, PEaKililo Karai3ye
opHimuH-Kapoamoinmpancgepasa. Ha HACTYITHIN cTajii Yyumpyit
NEPETBOPIOETHCSI HA apeinin B Pe3yNbTaTl IBOX MOCHIIOBHUX peakiiil. [lepma 3
HUX, €Hepro3ajexHa, — 11e KOHACHCAIS yumpyiiny 1 acnapacinosoi xuciomu 3
YTBOPCHHAM  apeininocykyunamy (HEpMEHT  apeiHiHOCYKYIHam cuHmemasa).
Apeininocykyinam po3MaJacTbCsl B HACTYIHINA peakilii Ha apeinin 1 ¢pymapam 3a
y4acTio 1HIIOro (epMeHTy — apeininocykuinammaiazu. Ha ocTaHHbOMY eTari
apeiHin PO3IICTUTIOETHCS HA CeY0BUHY 1 OPHIMUH T IIEI0 apZiHa3zu.

HeoOxiaHO BIAMITUTH, IO OJUH 3 aTOMIB HITPOI€HY CEYOBHHH Ma€ CBOIM
JOKEpeNoM einbHull amiak (depe3 kapOamouidocdar), a Apyruii — HaIXOAUTH 3
acnapmamy.

Crnig 3a3HauWTH, MO0 CUHTE3 CEUYOBHMHU EHEPreTUYHO TOPOTO OOXOIUTHCS
opraHizmy. Ha cunTte3 oowici monexynu ceyoguru MOTPIOHO BUTPATUTH YOMUPU
gucokoenepeemuuti gocghamui epynu: aBi monekyau AT® BuUTpadarOThCs Ha
CUHTE3 Kapbamoingocgpamy 1 OHA — HA YTBOPEHHS ApiHIHOCYKYUHamy, TpU
npomMy AT® posmeroerbest Ha AM® 1 mipodocdar, kUil pu TiAPOII31 TAKOK

YTBOPIOE 11B1 MOJIeKYyJId Dy
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3 ornAny Ha BioMi (PaKTHUHI JaH1 PO MEXaHI3MHU 3HEUIKOKEHHS aMiaKy B

Oprasi3zmi, MOXKHa 3pOOUTH HACTYITHI BUCHOBKH:

1. YactuHa amiaky BHUKOPHUCTOBYETHCS Ha OIOCHHTE3 AaMIHOKHUCIIOT MIJISXOM
BITHOBJIIOBAJILHOTO AaMIHYBaHHSA O-KETOKHCIOT 3a MEXaHI3MOM peakuii
TpaHCaMiHyBaHHsI.

2. Awmiak 3B’3y€ThCs NMPU 010CUHTE31 ITyTaMiHy 1 acliaparusy.

3. Jleska KUIbKICTh aMiaKy BUBOJUTHCS 3 CEUCIO Yy BUIJISA1 AMOHIMHUX COJIEH.

4. 'V ¢dopMi KpeaTHHiHy, SIKUH YTBOPIOEThCA 3 KpeaTuHy 1 kpeatuHdocdarty,
BUJIUISIETBCSA 3 OpraHi3My 3HauHa yacThuHa HiTporeHny aMiHOKHUCIIOT.

5. Haii0inpmia KUTBKICTH amiaky BHUTPAuva€TbCsl Ha CHHTE3 CEUOBUHH, sKa
BUBOJIUTHCS 3 CEUCH0 B SKOCTI TOJIOBHOTO KIHIIEBOTO MPOJYKTY OLIKOBOTO
0OMiHY B OpraHi3Mi JIOAUHHU.

Tadumnus 3. 3. CnaakoBi NOpyuIeHHs OPHITHHOBOIO LUKJIY i OCHOBHI IX

NPOSIBH

XBopooa HedekTt pepMeHTy Kuiniuyni nposisu

['inepamoniemis Tuny | | Kapbamoindocdar- | [Ipotsrom 24-48 roguH micist

cuHTeTasa | HapOHKCHHA KOMa, CMCPTh

['inepamoniemis tuny Il | OpHiTuHKapOaMoin- | I'inmoToHIs, 3HUKEHHSA
TpaHcdepasa TOJICPAHTHOCTI /10 OLJIKIB,

BTOPUHHA OPOTAIUAYPIs

Hutpyninemis ApriniHocykiuHat- | Baxkka rimepamoHiemis y
CHHTETa3a HOBOHAPOKEHUX, Y JOPOCIUX
IiCys1 OIKOBOIO HaBaHTaKEHHS,

BTOPUHHA OpOTaIUAYPis

ApriHIHOCYKIIMHATYpis | ApriHiHocyKuuHarT- | ['imepaMoHiemisi, aTakcisi, CyIoMH,
miaza rinepTepMisi, rernaToMeranis,

BUITaAaHHA BOJOCCHA

['inepaprininemis ApriHaza ['inepaprininemisi, M’s130B1

cra3Mu, BTOPUHHA ITUCTIHYPIs
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[TopymieHHss (YHKIIIOHYBaHHS OPHITUHOBOTO LMKy BeA€ A0 PO3BUTKY
2inepamoniemiii, 17 SIKAX XapaKTEPHO 3HIDKCHHS TOJEPAHTHOCTI J0 Oiska,
CHJIOTEHHE OTPYEHHS aMiakoM, 3aTPUMKa TICKXOMOTOPHOTO pO3BUTKY ( TabmuIs 3.
3).

ObMiH oKpemMux amiHOKUCIOm

Memabonizm eninananiny ma muposurny. DeHinamaHiH — He3aMiHHA
aMIHOKHCIIOTa, TOMY IO B KJIITUHAX TBapUH HE CUHTE3Y€ThCS ii OEH30JIbHE KiJIbLIE.
Tupo3uH — yYMOBHO 3aMiHHAa AaMIHOKHMCJIOTA, OCKUJIbBKM YTBOPIOETHCA 3
¢deninananiny. BmicT mMx aMiHOKHCIOT y XapyoBUX OLIKax, y TOMY 4YHCIi H
POCIMHHMX, JOCUTh HeBeIUKUH. DeHilananid 1 THPO3UH BUKOPUCTOBYIOTHCS IS
CUHTE3y 0aratbox O10JIOTIYHO aKTHUBHHUX CIOJIYK. Y PI3HUX TKaHWHAX METa0o0i3M
IUX aMIHOKHUCJIOT BiJIOYBa€THCS MO-PI3HOMY.

Bigomo kiibka cnagkoBHX XBOpOO, MOB’s3aHUX 3 JAepeKToM (HEpMEHTIB
00MiHy ¢eHUIaNlaHIHy W TUPO3WHY B PI3HUX TKaHWHAX. Y MEYiHIlI 30POBUX JIIOJIEH
HeBennKa 4dacTuHa (eHinananiny (~10 %) mepeTBoproeThcsi Ha (DEHUDIAKTAT 1
dbenutanetwiraytamin. Led musax karadomizmy (eHinanaHiHy CTa€ TOJIOBHUM ITiJT
yac TMOPYIIEHHS OCHOBHOIO MUIIXYy — TIE€PETBOPEHHS Ha TUPO3HUH, SKHM
KaTal3yeThCs geninananin-4'-2iopoxcunazon. Take MOPYIIEHHSI
CYIPOBOJIKYEThCS TinepdeHinataHiHeMier0 ¥ MIABUILEHHSIM Yy KpOBI Ta ceul
BMICTY METaOOJITIB albTEPHATUBHOTO NUIAXY: eHitnipysamy, enirayemamy,
Geninnakmamy M ¢heninayemunenymaminy. JleQext eninananineiopoxciazu €

MPUYMHOIO TAKOTO 3aXBOPIOBAHHS, SIK (heninikemonypia. Kniniyvnumu npossamu €:

3aTpUMKa  HEPBOBO-TICUXIYHOTO  pO3BUTKY  JiTed  ((heHuImipoBUHOTpaaHA
omrodpeHis), ek3eMa, MUIIAYMi 3amax cedi 1 moTy.

Anbbinizm PO3BUBAETHCS BHACHIIOK YPOIKEHOTO Ne(PEKTY mupo3unasu.
Lleit depmeHT KaTtamizye nepeTBopeHHs THpo3uHy Ha JIODA B menaHomurax. Y
pe3yabTari AeheKTy THPO3WHA3M MOPYIIYEThCS CHUHTE3 MeNaHiHiB. KiiHiuHMMA
IposiB anbOiHI3MY — BIICYTHICTh MITMEHTAIlll MIKIpH ¥ BoJiocca. Y XBOPHUX 4YacCTO
3HIDKEHA TocTpoTa 30py. JloBre nepeOyBaHHS TaKUX XBOPUX Ha BIAKPUTOMY COHIII

IPU3BOJIUTH JI0 OMIKIB 1 BUHUKHEHHS PaKy HIKIPH.
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$PEHIAAAAHIH

H4BII 02
hbeniaananinripokcnaasa
mEn<|>mo _, __[Forrapout]
THposnnaminorpancde pasa THPO3HH muTonomiGra GMD
(T1D) - 02
nmapariaZpoxcm- r ” HsB THpo3nHripoKciaasa (Fe??)
eHiami aT Ay H20
e ~se - H2BII 5
N-IYIPOKCHEETTIA-
HIPY BAT/UOKCH - AOPA
CO: renasa (pir. C) uposunasa JIOPA-nekapbokenaasa (114)
(Cu?)
TOMOI€HTH3IHHOBA
EHCAOTA AO®PA HqB
02 nioKcHTeRasa ¢ ;mq; AMIHTYIPOKCHAAA
IOMOTCHTHANHOBO] (mr G
KICAOTH ¢ H2BII
(Bit. C, Fe??) AJOPAxpom
HOpaJApeHaAiHn
dymapraaneToaneTaT I o I
S,6-anrizpoxciinzoa ) MeTHaTpancdepasa
¢dymapar ameToameTaTt l SAT
l | anpemaainm |
T
MeAaHiH HaOHEPKOBA
\ (3mimaroro THIY) ___3aao03a

TAXKO3a

Puc. 3. 23. lllnsaxu nepeTBopeHHs (PeHITAJAHIHY | TUPO3UHY B PI3HUX
TKaHuHaX. HybIl — mempaciopobionmepun; HoBII — ouciopobionmepun; 11D —

nipuookcanvgocham; SAM — S-adeno3urmemionin.

Hedext depMeHTy oKcuoasu 20M02eHmu3unO60i Kuciomu Beae 0
PO3BUTKY akanmouypii. JIjisi 1i€i XBOpoOU XapakTepHE BHUIIJICHHS 13 CEUelo
BEIIUKOI KITBKOCTI TOMOTEHTHM3WMHOBOI KHCIIOTH, $5Ka, OKHCIIOIOYUCh KHCHEM
MOBITPS, YTBOPIOE TEMHI MITMEHTH — ajJKanToHU. KIIIHIYHUMU NPOsSiBAMHU XBOPOOH,
KpIM MMOTEMHIHHS c€4l Ha TMOBITPi, € MIrMEHTAIlisl CIIOJYYHOI TKaHUHU (OXPOHO3) 1
apTpUT.

Xeopooa Ilapkincona po3BUBAETHCS BHACIIIOK HECTAUl doghaminy B HOpHIN
cyOcranmii  MO3Ky. 3a  1mi€i  marojorii  3HMKYEThCS  AKTUBHICTh

muposunziopoxkcunasu, JJODPA-oexapooxcunazu. XBopoOa CYIPOBOIKYETHCS
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TphOMa OCHOBHHUMH CHMITOMAaMH: akKiHe3is (OOMEXEHICTh pyXiB), PHUTITHICTDH

(Hampy>keHHs M’s131B), TpeMOp (MUMOBIIbHE APUKAHHS).

[TpuunHoIO MUpPO3IUHO3Y €, BIpOTiHO, nedext dhepMeHTy
dymapunayemoauemameioponazu, 1Mo Kataiizye po3MICIUICHHS (yMapuiiaero-
aneratry Ha dymapar 1 aneroanerar. HakomudeHi MeTaOOdITH 3HHXKYIOTh
aKTUBHICTh JCAKMX (EPMEHTIB 1 TPAHCHOPTHUX CHUCTEM AaMIHOKHCIIOT.
[TaTodizionorisi MHOTO MOPYIIEHHS AOCUTH CKiIagHa. ['ocTpa popma THPO3HHO3Y
XapakTepHa JUIsi HOBOHapokeHuX. KilHIYHMN mposiB — jiapes, OJtOBaHHS,
3aTpUMKU B PO3BUTKY. be3 nikyBaHHS AiTH THHYTh y Billl 6-8 MicsIB depes
NEYIHKOBY HEJIOCTATHICTh. XpOHIYHA (OpMa XapaKTEPU3YEThCS CXOXKUMH, aje
MEHIII BUPAXECHUMM CUMITOMaMHu. 3arubenbp Hactae y Bimi 10 pokiB. Bwict
TUPO3MHY B KPOBI XBOPHUX Yy JEKIJIbKa pa3iB mepeBulllye HopMy. s JiKyBaHHS
3aCTOCOBYIOTH JI€TY 31 3HUKEHUM BMICTOM TUPO3HHY 1 (PeHIIanaHIHy.

Memabonizm  eaniny,  aetiyuHy,  izoneuyury.  AMIHOKUCIOTH 3
pO3Tay’)KCHUMU JIAHIFOTaMHU  (BaJiH, JIEHIIMH, 130JCHIIMH) BIJHOCITHCS O
HE3aMIHHHX.

Sk mokazaHo Ha puc. 3. 24, 3araqbHUMU PEAKISAMHU JJIS TEPETBOPCHHS
BaJIIHY, JICHIIMHY, 130JICHIINHY €:

* mpaucaminyéanns 110 BIANOBIIHUX O-KETOKHUCIOT 3  PO3Tally’KeHUM
JAHIIOTOM;  PeaKIis KaTali3yeTbCsi amiHompaucgepasoro, MO MOXKE
TpaHCaMiHyBaTH OYy/b-SKY 3 pO3raiyKeHuX L-aMiHOKHUCIIOT;

*  OKUCI0B8A/IbHE O0eKapOOKCcunweanna 3 YTBOpeHHsM ammi-KoA-TioeTepis;
peaKiisi KaTam3yeTbCcsl MYIbTU(HEPMEHTHUM KOMIUJIEKCOM MITOXOHAPIA —
0e2i0p02eHa300 POo32aANYHCEHUX O-KemOoKucaiom; ACTIAPOreHa3HUN KOMILIEKC
32 CTPYKTYpOIO Ta MOJIEKYJSIPHUMU MEXaHI3MaMHM KaTaJiTH4HOI [ii €
aHAJIOTIYHUM  MITOXOHJIpIaJIbHUM  JETiiporeHazam  TipyBaTy Ta -
KETOTIyTapary;

* 0eZiOpozeHy6aHHsA 3 YTBOPCHHSM 0,-HEHaCHMUEHUX TiOeTepiB anuia-KoA;
peakiiisa karami3yeTrbes dhepMeHToM (abo dhepMenTamu), nogioHuMu 10 DAJ/]-

3anescroi ayun-KoA oeziopoeenasu NHIMHUX KUPHUX KUCIIOT.
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Puc. 3. 24. 3aragbHa cxema MeTa00J1i3My BaJIiHY, JeHIMHY, i130/1eHIIMHY

Xeopooba knenoeozo cupony (Kemoauyuodypia 3 po32anysceHuUm JNAHUIOZOM
a00 .J1eliyuno3) — 1 ayTOCOMHO-PEICCHUBHE TOPYIICHHS OOMIHY PEYOBHH, IO
COPUYMHEHE TOPYLIEHHSM MeTaboJi3My aMIHOKHCIOT 3  pO3Trally’KeHUM
nanurorom. Lledt po3nag € ogHUM 13 BUIIB OpraHiuHUX ayudemiii. CBOIO Ha3BY,
3aXBOPIOBAHHS OTPUMANIO BiJ CHEHM(PIYHOTO COJOAKOTO 3amaxy cedl y XBOPHX
HEMOBJISIT.

3axBOpIOBaHHS BUKIMKaHE JACHIIUTOM KOMIUIEKCY Oeciopozenazu a-
KeMmOKUCiA0m 3 po32anyyceHum JaHul020M, BHACIIIOK YOTO B KPOBI Ta ceul
BIJIOYBA€EThCS HAKONMMYEHHS AaMIHOKUCIOT 3  PO3TalyKE€HHUM BYIJICLIEBUM
JIAHIIOTOM (JISHIIUHY, 130JICUIIMHY 1 BaJIiHY) Ta 0-KETOKUCIIOT.

OCHOBHI CUMNOTOMH JIEHIIMHO3Y (SIKI MPOSBISIOTECA Mailbke oApasy Micis
HApOJ/KCHHS ): MIOTaHUM aneTuT, OJIOBaHHS, 3HCBOIHIOBAHHS, MJIABICTb, T1IIOTOHIS,
CyJIOMH, TIMOTJIIKEMIs, OTICTOTOHYC, KoMa 1

KE€TOaAnuao03, IMaHKpPCAaTUT,

PI3HOMAaHITHI HEBPOJIOTIYH1 MOPYIIEHHS.
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MATEPIAJIM U151 CAMOKOHTPOJIIO

1. lo mikapsi 3BepHYBCSI XBOPHUH 31 CKapraMu Ha HENEPEHOCUMICTh COHSIYHOI
paniamii. MaroTh Miclie OMIKH MIKIpU Ta MOpylIeHHs 30py. [lonmepeaniit miarHos:
anpOiHi3M. [lopymieHHs OOMiIHY $KOi aMIHOKHCIOTH BIJI3HAYA€ThCS Yy LBOTO
naiieHra’?
A. Tuposuny
[Tpomniny
Jlizuny

AnaHiny

m o O W

Tpunrodany

2. TlepiaTp mijg yac OMISIAY NUTHHU Bi3HAYMB BiJICTaBaHHS y (I3UYHOMY 1
pO3yMOBOMY pO3BUTKY. B aHaimi3i ceui OyB pi3KO MiJBUIIECHUN BMICT KETOKHCIIOTH,
10 JIa€ SIKICHY KOJBOPOBY PEAKINIO 3 XJIOPHUM 3aili3oM. Ske mopyrneHHs: oOMiHY
pPEYOBHH OYJIO BUSBICHO?
A. Tupozunemis
AJnkantonypis
DeHiIKeTOHYpis

[MucTtunypis

mo O w

Anb0iHI3M

3. Xnomuuk 13 pokiB CKap>KUThCS HA 3arajbHy CIA0KICTh, 3alIaMOPOYCHHSI,
BTOMJIIOBAaHICTh. CHOCTEpIraeThCsl BiJCTaBaHHS Yy pPO3yMOBOMY po3BUTKY. Ilpu
00CTEXEHHI BUSBJICHO BUCOKY KOHIEHTpALIO BalliHy, 130J€HIMHY, JEHLIUHY B
KkpoBi Ta ceui. Ceva cienudigHOoro 3anaxy. AKuii HalOUIBIT BIpOT1AHUM 11arHO3?
A. bazenoBa xBopo0Oa
XBopoba AnjicoHa
Tupo3unos

I'ctuanuemis

m o o w

XBopoOa "KJIeHOoBOro cupomy"
4. V nutuHM 3-X POKIB MICIAS NEPEHECEHOi TSHKKOI BIPYCHOI 1H(EKIil
B1JI3HAYAIOTHCS TTOBTOPHE OJFOBAaHHSI, HEIPUTOMHICTD, cyoMu. [Ipu mocmikeHH1
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BUSIBJICHA TiMEpaMOHieMis. 3 YMM MOXe OyTH TOB’sA3aHa 3MiHA O1O0XIMIYHHMX
MOKA3HUKIB KPOBI y 11€1 TUTHHU?

A. Tlopy1ieHHs 3HEIIKOPKEHHS aMiaKy B OpHITUHOBOMY ITUKJII

AKTHBAaIlis POLIECIB 1EKAPOOKCUITIOBAHHS aMIHOKUCIIOT

[TopyiieHHs 3HEMIKOKEHHSI 010r€HHUX aMiHIB

[TocuneHHst THUTTS OUJIKIB Y KMIIICUHUKY

m o 6o W

[TpurHideHHs: aKTUBHOCTI ()EPMEHTIB TpaHCAMIHYBAHHSI

5. Y IUTUHM TPYTHOIO BIKY CIIOCTEPIra€ThCs 3a0apBIICHHS CKJIEp, CIM30BUX
000JI0HOK. Buainserscs ceva, sika TeMHi€ Ha NOBITpi. B KpoBi Ta cedi BUSABICHO
TOMOTEHTU3UHOBY KHCIOTY. [1lo MoXke OyTH mpUUYMHOIO TaHOTO CTaHy?
A. Huctunypis
Anp0iHIZM
["anakro3emis

AJnKanTonypis

mo o w

[Nctunuaemis
6. TpaBma MO3Ky BHKJIWKala IMIJABUIIEHE YyTBOPEHHS amiaky. Slka
aMIHOKHCIJIOTa Oepe y4acTh y BUJAICHHI aMiaKy 3 MO3KOBOT TKAHUHU?
A. T'myraminoBa
Tuposun
Banin

Tpunrodan

mo o w

Jlizun

7. Y KIHIKY TOCHITaTi30BaHO XBOPOTO 3 [I1aTHO30M KapIMHOILY
KHUIIEYHUKA. AHami3 BHUSIBUB MIABUIICHY MPOAYKIIIO CEPOTOHIHY, SKUU
YTBOPIOETHCS 3 aMIHOKHUCIIOTH TpunTodan. Skuit 610XiMIYHUN MEXaHI3M JICKUTh B
OCHOBI JJAHOTO TpoIieCcy?
A. TpancaminyBaHHs
B. JlesaminyBaHHs
C. MikpocomallbHe OKHCHCHHS

D. JlekapOokcumtoBaHHS
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E. YTBopeHHs mapHuX cHoJyk

8. ®apmakosoriydi e(eKkTd aHTUICHPECaHTIB MOB’sA3aHI 3 OJOKYBaHHAM

(iari0yBaHHAM) HUMU (PEPMEHTY, IKUN KaTadi3ye po3Maj TaKux 010reHHUX aMiHiB,

K HOpaJpEeHaliH 1 CEpOTOHIH B MITOXOH/APIAX HEHPOHIB TOJIOBHOTO MO3KY. SIKuii

dbepMeHT Oepe ydacThb y lIbOMY Mpoleci?

A.

m o O W

MoHoaMIHOOKCH1a3a
Tpancaminaza
JHexapOokcunaza
[lentupaza

Jliaza

9. TlopymieHHsT TPOIECIB PO3MICTUICHHS! OUIKIB Y TOHKOMY KHIIICUHHUKY

0OyMOBJICHO MOPYIIEHHSIMH aKTUBHOCTI TPUIICUHY 1 XIMOTpHUIICUHY. Bia HasgBHOCTI

SIKOTO YNHHUKA 3QJICKUTh aKTUBHICTh IIUX (PEPMEHTIB?

A

mo O W

2KoBuHI KuCIIOTH
HCI

Ilencun
EnTepokinaza
Comi Na*

10. Bigomo, mo B MeTaboii3Mi KaTeXOJaMIHOBUX MeIaTopiB OCOOJIMBa

ponp HalexkuTh (epmeHTy MoHoamiHOkcuiazl (MAQO). Skum nuisaxoMm e

dbepMeHT 1HaKTUBYE 111 MeJiaTopH (HOpaJapeHasiH, aapeHatid, odpamin)?

A

mo O W

[aponis

[TpuennanHs aMiHOTPYTIH
Bunanenns METUIIBHOT TpyIn
KapOoxkcumtoBanHs

OxkucHe fe3aMiHyBaHHS
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Bianosiai Ha TecTOBI 3aBIaHHSA 10 MaTepiajiB 1JIsi CAMOKOHTPOJIIO

bazosa 2

TemMa

Poznin 1.1-1.2 1.3 3.1 3.2 3.3 3.4

[TpaBmibHi | Ne

BI/IITOB1I1
1 [A A A B E A A
2 | A A A D C D C
3 |B A A D B C E
4 |C A A D B A A
5 |A A A E E D D
6 |D A E E B D A
7 |B A C B A A D
8 |B A B C C C A
9 |A A A D A A D
10 |B A A E E B E
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PEKOMEH/IOBAHA JIITEPATYPA
OcHoBHA

bioximis : migpyu. s crya. ¢apmari. croei. / A. JI. 3araiiko [Ta iH.]; 3a pe.:
A. JI. 3araiika, K. B. Anekcanaposoi ; MO3 Ykpainu. - Xapkis : @opt, 2014.
- 728 c.

biomoriuna1 OioopraHiyHa XiMmis: y 2 KH. HaIl. HiApYyY. IS CTY/. BUIIL.
men. HaBy. 3aki. IV piBast  akpenuranii. Ku. 2. bionoriyna ximist/ 1O. L
['yOcbkuii [Ta iH.] ; 3a pen.: FO. I. I'y6ebkoro, 1. B. HixkeHKOBCBKOI ; pelr.:
JI. I. Ocranuenko, O. T'. Peznikos, B. O. Kami6abuyk. - 2-re Bwu., BUIp. -
KwuiB : Mennmmna, 2017. - 544 c.

['yOocbkuid, 0. 1. bionoriuna Ximis : miapyd. IJs CTYJ. BUII. MEJ. HaBY. 3aKJL.

IV piBus akpeaurtanii / 0. 1. I'yOcbkuil. - 2-re Bua. - Kuis ; Binnunsg : Hosa
kHura, 2011. - 656 c.

JlonaTkoBa
Biomoriuna i 6ioopraniyHa XiMis : y 2 KH. : 0a30BHI MAPyY. U1 CTYZ. BUII.
Men. HaBd. 3aki. IV piBHs akpeauTtaiii. Ku. 1. bioopraniuna ximisi/ b. C.
3iMeHKOBChKUH [Ta iH.] ; 3a pex.: b.C 3imenkoBcrkoro, I. B. Hi>keHKOBCHKOT ;
peu.: B. I1. Hogikog, B. II. Yepnux, B. O. Kani6abuyk. - 2-re Bui., BUMp. -
Kwuis : Menununa, 2017. - 272 c.
Biomoriuna ximist 3 610XIMIYHUMHA METOJAMU JOCHIDKEHHS : MIAPYYHUK /
O. A. Cxiisipos, H. B. ®@aprymok, JI. . Coiika, I. C. Cmauuno. - KuiB :
Memumna, 2009. - 351 c.
CkisipoB, O. S. bionoriuna Ximis : miapyd. s CTyA. cToMmar. (-TiB BUII.
Men. HaBy. 3aki. ocBith III-IV piBHiB akpenuTarii / O. f. Cxnspos, H. B.
®aprymoxk, T. . bongapuyk. - Tepnonins : Yxkpmenkuura, 2015. - 706 c.

Gubsky, Yu. I. Biological chemistry : textbook for students of medical and

pharmaceutical faculties / Yu. I. Gubsky ; ed. by.: Yu. I. Gubsky. - 2nd ed. -
Vinnytsya : Nova Knyha, 2018. - 488 p.

Biological and bioorganic chemistry : national textbook. Book 1. Bioorganic
chemistry / B. S. Zimenkovsky [et al.] ; ed. by.: B. S.Zimenkovsky, I.
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ba3oBa tema 1: BBenennsi B 0ioximito. OCHOBHI KJ1acH 0i0MOJIEKY.JT

1.1. OcHoBHi knacu Oiomonekyn. CTpykTypa 1 (yHKII1 ByrJiaeBOIB, JiMiliB
S 54791 (S11: (0):1% 0. Q8 (N5 (63 (0 W

1.2. Knacudikamis 1 OygoBa aminokucior. ®DyHkiii, OygoBa Ta ¢i3uko-
XIMIYHI BIACTUBOCTI TPOCTUX Ta CkiIaaHmx OinkiB. Kmacudikamis
IMPOCTUX TA CKIAQTHUX OUTKIB. .. et vtenvneiniienesaeenanenennns e

1.3. ®depmentu: OymnoBa, (i3MKO-XIMIYHI BJIACTUBOCTI, Kiacudikaiis Ta
LY (€12 113 101§ | PR s

ba3oBa Ttema 2: OOmMiH peuyoBHH Ta eHeprii. MoJieKy/JsIpHI OCHOBH
OioeHepreTuku. 3arajibHI 3aKOHOMIPHOCTI OOMIHY pEYOBHUH Ta
eHeprii. Llukn TpukapOOHOBUX KHUCIOT. MOJEKYyIspHI OCHOBH
(01532 575 S 3 %124 % U

Ba3osa Tema 3. IlepeTpaBienHs Ta 00MiH BYIJIeBOAIB, JimigiB, OlIKiB

3. 1. TIleperpaBneHHs BYTrJEBOJIB, JIMAIB Ta OUIKIB y IIIYHKOBO-
KHIITKOBOMY TPAKTL 1+ et ten e vestae ete et eeeeeenen e e seseneeneeneeaeens

3. 2. O6miH ByreBoiB. Perymsiis 1 matosiorist 0OMiHy BYTJI€BO/IIB

3. 3. Jlimompoteinn 1miaa3Mu  KpoBl. OOMIH  TpUALMITIILEPOIIB,
dbochommiaiB, BUMUX KAPHUX KUCIOT 1 KETOHOBUX TiI. MeTaboiizm
X0JIeCTepoIy B oprani3Mi. [lopymieHHs 0OMiHY JiIiIIB: aTePOCKIIECPO3,
OIKHIPTHHS 1+« et vttt et e et ee et e s ee e s et e e ae e e e e e arae e aee et e ee e

3. 4. 3aranmpHi nwuAXu KartabonizmMy amiHokucnoT. Illmsaxu yrumizamii
aMOHIaKy B opraHizMi. MoJIeKyJIsIpHi IMaToJorii 0OMiHYy aMiHOKHCIIOT

PeKOMEHTOBAHA JIITEPATYPA......ccoiveiiirieiiiieiiiieieie e
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