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nPEJHCJIOBHE

BnojiorHHecKaH xhmhh hbjihctch oahoh H3 (J)yH/1aMeHTajibHbix ahc-
UHiiJiHH, o6ecneHHBalomHX noflroTOBKy KBajiHcJwuHpoBaHHoro
Bpana. BocnpHHTHe h ycBoeHHe 6hoxhmhh 33bhcht ot yne6HOH chec-
TeMbi KatJ*eflpbi, b tom MHCJie ot KanecTBa h cthjih yne6HHKa.

B "aHHOM yneOHHKe aBTopbi nbiTalOTCH peuiHTb HejierKyio 3aaa-
gy — CO03flaTb KpaTKHH HJUIIOCTpHpOBaHHbIH, JieTKO HHTaeMbIH yne6-
hhk. &th KanecTBa oTjiHMaioT yneOHHK ot Apyrnx HMeilomHxca b Ha-
cToamee BpeMH. B nocjieaHHH nepHoa co3flaH p3j npeBocxoflHbix
yge6HHKOB, HO OHH, KaK npaBHJIO, OOTjeMHbl H H3JIHUIHe noapoO Hbi,
neM 3to HeodxoflIHMO zuih 0oGyTeHMH CTyaeHTOB 6hoxhmhh Ha 2-m Kyp-
ce. rioaTOMy HepeflKO CTyfleHTbi oxoTHee nojib3yloTCH cbhohmh 3ann-
CHMH Ha 33HHTHH HJIH MeTOflIHHeCKHMH nOCOOHHMH, B KOTOpbIX Ma-
Tepnaji H3jio*eH KpaTKo. B pe3yjibTaTe TaKOH noaxoa MoxeT npHBec-
th k HeajjeKBaTHOMy BocnpHHTHio npeflIMeTa. Abtopm ct3bhjih CBoen
uejlbio C03flaHHe y4e6HHKa, KOTOpbIH 6bl He TOJIbKO COOTBeTCTBOBAjl
06pa30BaTejibHOMY CTanaapTy, ho b to xe BpeMH oTBenaji KpHTepnio
MHHHMajibHOCTH h flIOCTaTOHHOCTH npH o6yneHHH 6yjiymero Bpana.

B daHHOM yne6HHKe 11 rjiaB, nocBameHHbix ocHOBaM 6hojioth-
HeCKOH XHMHH. ipH H3JIOXeHHH OCHOBHbIX nOJIOXeHHH KlJliaCCHHeC-
KOH 6HOXHMHH aBTOpbl CTpeMHJIHCb HCn0JIb30BaTbh MHHHMajlbHOe
KOJiHHecTBo (J)opMyjibHoro MaTepnajia. YHe6HHK 3HaKOMHT CTyaeHTa
TaK>Ke ¢ HOBbIMH HayHHbIMH (J)3KTaMH h o606lueHHHMH. TaK, b pa3-
flejie, nOCBHmeHHOM MaTpHHHbIM 6HOCHHTe3aM, BKJIIOHeHbl CBeae-
hhh no OHOHHxeHepHH; onncaHbi MeTOflbi pa6oThi ¢ reHHbiM MaTe-
pnajioM, b H3CTHOCTH H3JiaraeTC« MeToji nojiHMepa3HOH uenHOH pe-
aKUHH h ero HcnOjib30BaHHe b anarHocTHKe pa3jiHHHbix 6ojie3Hen.

OTJiHHHe aaHHoro yneOHHKa coctoht b tom, hto onncaHHe bo-
npOCOB OHOJIOTHHeCKOH XHMHH HJIJIIOCTpHpOBaHO UBeTHbIMH CX®Ma-
mh h pncyHKaMH. B pe3yjibTaTe flocraraeTCH 984)(J)eKT TaKOH Harjiaji-
hocth, KOTopaa HecoMHeHHo odecnenHT jierKOCTb BocnpHHTHH h 3a-
noMHHaHHH aaace HenpocToro b H3Jio>KeHHH MaTepHajia. KpoMe toto,
cxeMaTHnecKoe H3o06pa>KeHHe MeTa6ojiH3Ma noMoraeT co3naTh noHHT-
Hyio KapTHHy B3aHMoaeHCTBHH MeTa6ojiHHecKHH nyren, hx corjlaco-
BaHHocTH h peryjiHHHH. IToflo6Hoe BocnpHiTHe npe*MeTa 6yaeT xopo-
uleft 6a30H ~ajibHeHmero o6cy*jjeHHfl HapyuleHHH MeTa6ojiH3Ma k3k
OCHOBHbIX npHHHH 3a6ojieBaHHH.

n PH H3Jio>KeHHH MaTepuajia aBTopbi Hcnojib30BajiH coKpalueHHH,
npHHHTbie b coBpeMeHHou HayHHOH h yneOHOH jiHTepaType.

ABTOpbl HajieiOTCH, HTO KpaTKOCTbh COlJiepxaHHfl, fIOCTynHOCTb H3-
ofioaceHHH h HpKHe HJUilocTpauHH caejiaiOT ziaHHbiH yneOHHK nojie3-
HbIM He TOJIbKO fUIH CTy/jeHTOB MeflHUHHCKHX By30B, HO TaiOKe flJIH
MejIHUHHCKHX paOOTHHKOB IUHpOKOrO npO(J)HJIH.

MjieH-KoppecnoHjieHT ~"ATT ripocjiero” EJC.CEBIiPHhjl



CriHCOK COKPALUEHHO0

ATP — aaeHO03HHTpH4)0c4>aT

ADP — aaeHO3HH4H4>0c4)aT

AMP — aaeHO3HHMOHO0{J)0C(J)aT
BH<X> — 6H(})yHKUHOHanbHbiH (}>epMeHT
DNA — Ae30KCHpHOOHYKjleHHOBaa KHClJioTa
FAD — (IwiaBHHaaeHHHAHHyKJieo THji
GDP — ryaHO3HHjiH4)0cc})aT

GTP — ryaHO3HHTpH(})0C(})aT

HS-CoA — KO3H3HM A

mRNA — MaTpH4Haa (HHcjwpMauHOHHaa) PHK
NAD+ — HHKOTHHaMHAaaeHHHJIHHYKJieOTHJI
PCR — no;iHMepa3Hafl uenHaa peaKuna
Q — yOHXHHOH
RNA — pH60HyKJieHHOBan KHCnoTa
tRNA — TpaHcnopTHaa PHK

UDP — ypnjiHHiiH(}>oc(}>aT

UTP — ypHAHHTpH(})OC(})aT



riaBa 1 EEJIKH: CTPYKTYPA H OyHKHMH

Bcjikh, hjih npoTeHHbi, KOJiHHecTBeHHo npeo6jiajjaioT Haji bcecmh
jipyrHMH MaKpOMO0JieKyjilaMH xhboh kjictkh. BejiKH ynacTByioT bo
Bcex 6HojlorHHecKHX npoueccax, BbinojiHHH pa3Hoo6pa3Hbie 4>yHK-
uhh:

4>epMeHTaTHBHbIH KaT3JIH3;
TpaHcnopT h HaKonjieHHe;
coKpameHHe h jjBHxeHHe;
HMMyHHaa 3amHTa;

nepejlana HHtJjopMauHH KlieTKe;
peryjiHHHfl MeTa6ojiH3Ma;
MexaHHHecKan onopa h np.

* & & O o o o

Ka*jibiH 6ejiloK HMeeT yHHKajibHyio, cBoncTBeHHylo Jinuib eMy
cTpyKTypy h b TaKOH *e Mepe yHHKajibHyio (JjyHKunio, oTjiHnalo-
myitocH ot cl))yHKHHH jipyrnx 6cjikob.

I.1. CTpyIicrypA bejika

B ejik h — ato BbicokKOMOjieKyjiapHbie coejiHHeHHH (nojiHMepbi),

COCTOHIUHe H3 a-aMHHOKHCJIOT — MOHOMepHbIX 3BCHbeB, COejlH-
HeHHbIX Me>KJiy COOOH nenTHJIHbIMH CBH3HMH. Bce 20 3MHHOKHC-
jiot, BCTpenalomHecH b 6ejiKax, — ato a-aMHHOKHC]jiOThi, odiuhm

npH3H3KOM KOTOpbix hbjihctch HajiHHHe aMHHorpynnbi -NH2 h
Kap60KCHJIIbHOH rpynnbi -COOH y a-yrjiepojiHoro aTOMa. a-AMH-
HOKHCJIOTU OTjiHHaIOTCH jipyr ot jipyra cTpyKTypol rpynnbi R h,
CliejlOBaTejlbHO, CBOHCTBaMH. Bce aMHHOKHCHOTbI mojkho crpynnn-
poBaTb Ha ocHOBe nojiHpHocTH R-rpynn, T.e. hx cnoco6Hoc™ B3a-
HMOJieHCTBOBaTb C BOJIOH npH OHOJIOrHHeCKHX 3HaneHHHX pH
Crab6ji. 1.1):

H3+N-CH-COO"
|
R
llenTHflHbie cbh3h 06pa3yioTCH npn B3aHMojleHCTBHH a-aMHHO-
rpynnbi ojihoh aMHHOKHCjioThi ¢ a-Kap6oKCHJibHon rpynnon jipy-

roH aMHHOKHCJiOTbi. IlenTHjiHaji ¢cBH3b — aMHjjHan KOBajieHTHaa
cBH3b, coejiHHHiomaH aMHHOKHCjioTHbie ocTaTKH b uenoHKy. Cjie-
JIOBaTejibHO, nenTHjibi — ato uenoHKH aMHHOKHCjioT. nojinnen-

THjiHan uenb HMeeT onpejiejleHHoe HanpaBjieHHe, TaK KaK y Hee
pa3Hbie KOHUbi: jih6o cBo6ojiHa5i a-aM HHorpynna (N-Koneu,), jih6o
CBo6ojiHaH a-Kap6oKCHJibHaH rpynna (C-Koneu,).



T a6 jihua 1.1. CBOHCTBa paaHKajioB aMHHOKHCIOT

l.Heno/itapHbie (rnapoOo6Hbie) R-rpynnbi
(b R-rpynne ecTb HenonnpHbie cba3h C-C, C-H)

TINKH -H Nt M -Lq,yb,(_ruI d;iyrih*
Gly, G
-CH3 Py
Ala, A E’he, o) < "Q
,ch3
BannH -CH TpnnTod)aH —H2
Val, v XCH Tip, W
/lamth (:H2—€J—tACl_|j
Leu, L SCH
T CH,
MOielLMH -CH
"CH,-CH,

lle, 1

2. nonnpHbie (mApocfennbHoie) R-rpynnbi
(b Rnpynne ecrb no/inpHbie cba3h C-O, C-N, 0—H S-H)

no/inpHbie HEBeKeHHie nonnpHbie OTpaTejibHO 3apopietHHie

R-rpynnbi R-1pynnbi
Gt CHOM Ao o0
' AspfD
TpeoMH  -CH-CH3
1%9 T myMHEBN  -CH2-CH2CO0"
r, KHnoTa
UMM _CH2-SH Gin,E
Cys, C nonnpHbie On>KHTerbHD JrkeHHbie
R-rpynnbi
THBH -CH.AOH
TyrT INVH -CH2-CH2-CH2-CH2NH3+
Lys, K
AcnapamH - -CH2-CONH2 ApHMH  -CH2CH2-CH2NH-C-NH2
Asn, N 1
Ag R h2+
&VWH -CH2CH2-CONH; fiCTHIHH  _ o0 "
A \
Q His, H ™ A it

llocreflOBaTerbHocTh aMHHOKHCJIOT b uenn H3o06paxaloT HanH-
Han ¢ N-KOHueBOH aMHHOKHCjioThi. C Hee xe HanHHaeTCH HyMepa-
HHH 3MHHOKHCIJIOTHbIX OCTaTKOB. B nOJIHnenTHfIHOH uenn MHOTO-
KpaTHO noBTopHeTca rpynna:

—NH-CH-CO-
|

©Ta rpynna (JjopMHpyeT nenTHfIlHbiH octob. CjieaoBaTejibHO,
nojiHnenTH/tHas! 11;enb coctoht H3 0OCTOBa (cKejieTa), HMeiomero pe-
ryjlapHyio, noBTopHromyiocH cTpyKTypy, h oT/iejibHbix 6okobhx
uenen R-rpynn.

HZN—CH-C—NH-"H-C-NH—CH -NH—pH—p—NH-CH-COOH
R2 O r3 Ra O R5



ricpoBH'inlan crpyKTypa xapaKTepH3yeTCH nopnjiKOM (nocjiejio-
BaTeJIbBHOCTbK)) Hepe/lOBaHHH aMHHOKHCJIIOTHbIX OCT3TKOB B nOJIH-
nenTHaHOH wuenn. OflHHaKOBbie no fljiHHe h aMHHOKHCJIOTHOMy
cocTaBy nenTHflbi Moryr 6biTb pa3JiHHHbiMH BemecTBaMH, noTOMy
hto n0Cjiea0BaTejibHOCTb aMHHOKHCIJIOTHbix ocTaTKOB b uenH y HHX
pa3HaK. FlocjieflOBaTejibHocTh aMHHOKHCIJioT b ¢ejiKe yHHKajibHa h
jieTepMHHHpyeTCH reHaMH. J],a>Ke He6ojibiiiHe H3MeHeHHH nepBHH-
HOH CTpyKTypbl MOryT Cepbe3HO H3MeHHTb CBOHCTBa 6ejlKa.

BblJIO 6bl HenpaBHJIbHO CHHTaTh, HTO Ka>KAblIH aMHHOKHCJIOTHbIH
OCTaTOK B 6eJlIKe HeOOXOJIHM JUIH COXpaHeHHH HOpMajlbHbIX CTpyK-
Typbi h (J)yHKUHH 6ejiKa. HanpH M ep, BbiHBJieHbi M Horae BapnaHThi
nocjieaoBaTejibHocTeH reMorjioOHHa, (JiyHKUnoHHpylomHe Hop-
MajlbHO. 06T.HCHeHHe OSTOTO 3aKJIIOHaeTCH B nOHHMaHHH KOH()Op-
MaliHH 6ejiKa cm. aajiee.

1.2. KOHOOPMAIIHfl nOJIHNEHTH/IHbIX HEnEH

OyHKUHOHajlbHbhie CBOHCTB3 6ejlKkOB OnpeflejIHIOTCH HX KOH(J)OpMa-
UHefi, T.e. pacnojioxeHHeM nojiHnenTHfIHOH uenn b npocTpaHCTBe.
YHHKajibHocTb KOHcJjopMaliHH fljiH Ka>Kji;oro 6ejiKa o6ycjioBlieHa
ero nepBHHHOH cTpyKTypofi. B 6ejiKax pa3jiHHalOT fIBa ypoBHH koh-
4>opMauHH nenTHjiHOH uenn — BTopHHHyl0o h TpeTHHHylo cTpyK-
Typw. BmopuHnan cmpyKmypa 6ejikOB o6ycjioBjieHa cnocoOHO-
CTbK) rpynn nenTHJIHOH CBH3H K BOJIOpOJIHbIM B3aHMOJieHCTBHHM:
C=0...HN.

nenTHJlI CTpeMHTCH K KOH(})OpMaUHH C M3KCHMyM BOJIOpOJIHbIX
CBH3eH. OjlHaKO BO3MOXHOCTB HX 00pa30BaHHH OTpaHHHHBaeTCH
TeM, hto nenTHjiHaH cBH3b HMeeT h3cthhho jibohhoh xapaKTep,
nosTOMy BpameHHe BOKpyr Hee 3aTpyjiHeHO (pnc. 1.1). nojiHnen-
THHHan uenb npnodpeTaeT He npOH3BO0JibHyiO, a cTporo onpejiejien-
Hyio KOH(J)OpMaHHK), (J)HKCHpyeMyiO BOJIOpOJIHbIMH CBH3HMH (pHC.
1.2). H3BecTHbi HecKOJibKo cnocodéoB yKliajjKH nojiHnenTHjiHOH
uenn:

1) a.-cnupajib 06pa3yeTCH BHyTpHuenoneHHbiMH BojiopojiHbiMH
cbh3hmh Mexjiy NH-rpynnoH ojiHoro ocTaTKa aMHHOKHCcjioThi h
CO-rpynnofi 4-ro ot Hee ocTaTKa;

2) p-cmpyKmypa (cKjiajinaTbiH jihct) o6pa3yeTcn MOKilenoHeHHbi-
MH BOJIOpOJIHbIMH CBH3HMH HJIH CBH3HMH MOKlJiy yH3CTKaMH OJIHOH
nojiHnenTHjiHOH uenn, H3orHyTol b 06paTHOM HanpaBlieHHH;

3) odecnopndoHHbil KJiyboK — ato ynacTKH, He HMelomHe npa-
BHJIbHOH nepHOJIHHeCKOH npOCTpaHCTBeHHOH OpraHH3aHHH. Koh-
4>0pMauHH athx ynacTKOB TaloKe CTporo o6ycjioBlieHa nocjiejioBa-
TejlbHOCTbK) aMHHOKHCJIOTHbIX OCTaTKOB.

Cojlep>KaHHe a-cnnpajiefi h p-cTpyKTyp b pa3Hbix 6ejiKax pa3jiHH-
Ho: y 4)H6pHJIIJIHpHDbIX OejlIKkOB HMeeTCH TOJIbKO cnnpajlb HJIH TOJIbKO
CKliajinaThiH jihct, a y rjiodyjinpHbix 6ejiKOB — oTjiejibHbie (J)parMeH-
Tbi nojinnenTHjiHOH uenn: jih6o cnnpajib, jih6o cKliajxnaThiH jihct,
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Phc. 1.1. nenraaHaa CBH3b. io 06eHM CTopoHaM xecTKOH nemHAHOH

CBH3H BO3MOXHO BpameHHe.
W m 9 — yrjibi, xapaKTepH3yioiuMe BpamcHHe 0THOCHTejibHO oaHHapHbix CBH3eii Ca—C
HCa-N.

jihoo 6ecnopHfIOHHbIH Kjiy6oK. B oahom m tom xe 6ejikKe BO3SMO*Hbi
Bce Tpn cnoco6a yKJiaaKM nojiMneirraflHOM uenH (pnc. 1.3).

TpemuHHan cmpyKmypa rjio6yjiHpHDbix 6ejiKOB npeflCTaBJliHeT opn-
eHTauMio b npocTpaHCTBe nojiMnenraaHOH uenM, cojiepacameM a-
cnMpajiM, p-cTpyKTypbi m ynacTKM 6e3 nepMOfIMHecKOM CTpyKTypw
(GeCnOpHFIOHHDbIH KJiyOOK).

XlonojiHHTejibHoe ciolaflbiBaHMe CKpyneHHOH nojiMnenTHUHOH
uenn o6pa3yeT KOMnaKTHyK) cTpyKTypy (pnc. 1.4). 8to npoHcxojiMT
npeac”e Bcero b pe3yjibTaTe B3aMMOfleHCTBHH Me>icny 60 KOBbiMH ue-
njiMM (R-rpynnaM H) aMHHOKHCjiorabix ocTATKOB.

CymecTByeT HecKojibKo bmziob B3aMMoji,eHCTBHH Mexcny R-rpyn-
naMM, b ochobhom HeKOBajleHTHOTO xapaKTepa (pnc. 1.5).

1) ajileKmpocmamuHecKue cujiu npMTH*eHHH MOKay R-rpynnaM M,
HecymHMH npOTHBONnO0JiO>KHO 3apa>KeHHbie HOHoreHHbie rpynnbi
(HOHHbie CBH3H);

2) eodopodubie cex3u Mexcqy nojlapHbiMH (rHflpoc{)MJibHbiMH)
R-rpynnaM H;

3) eudpocpoOHbie e3aliModeiicmeuH Mextny HenojiHpHbiMH (rHjipo-
(Qo6hmmm) R-rpynnaM H;

4) ducyjibipudHbie cen3u Mexcny paHHKajlaMH aByx MOjieKyji umc-
TeHHa. ©ra CBH3H KOB3JieHTHbie. OHH nOBbIUiaiOT CTaOHJIbHOCTDb
TpeTHHHOM CTpyKTypbl, HO He Bcerjia MBJIHIOTCH OO0513aTejlbHbIMM flJIH



npaBMJibHoro CKpyHMB&HMfi MOlJieKyjibi. B pafle 6ejikOB ohm MoryT
OTCyTCTBOBA&Th.

AOMA~MHHbie SejiKH coflepxdT o6oco6jieHHbie rjio6yjibi —aoMeHbi,
06pa30Bad4HHbie ojihom h tom *e nenTHfIHOM uenbio. ZloMeHbi co-
efIMHeHbl nenTMJJHbIMH nepeMblHKaMM. BTOpMHH&H M TpeTMHHA&H
yKlJiajiKH nojiMnenTHfIHOM wuenn 6ejiKa nojiHocThio onpeaejiHK)TCH
ero nepBMHHOH CTpyKTypoM.

"eHaTypauHH. BejiKOBaa MOlJieKyjla HMeeT HaTHBHylo (4>yHKUMo-
HajibHylo) KOH(J)opMaHHio 6jiaroaapn HajiHHHio 6ojibinoro HMCjia
cjlabbix CBH3eM m 6bicTpo neHaTypnpyeT npn H3MeHeHHH ycjloBHH
cpeabi, ot kotophx BTH cHJibi 3aBMCHT. M3MeHeHHe TeMnepaTypbi,
HOHHOH CHJIbl, pH, a Tao<e 06pa6oTKa opraHHnecKkHMM hjih hcko-
TopbiMH jipyrHMH AecTa6HjiH3HpyilomHMM areHTaMH MoryT Hapy-
uiHTb HaTHBHyio KOH™opMauHK). 8 to HapyuieHHe Ha3biBaeTCH ae -

A B

Phc. 1.2. KoH4>0opMauHa nojiHnenTHjiHbix ueneil.
A —a-cnHpanb; B — cioiajiHaTbm jinct.



Phc. 1.3. Cnoco6bi yiolaakH nojiHnenTHfIHOH uenn.

HaTypauHeH. tileHaTypnpylomHe BemecTBa o6pa3yrc)T cbh3h ¢ hmh-
HorpynnaMH jihéo Kap6oHHJibHbiMH rpynnaMH nenTHjiHoro ocTOBa
HJIH ¢ HeKOTOpbIMH OOKOBbIMH OCTaTK3MH aMHHOKHCJIOT, nOfIMe-
HHH COOCTBeHHbIMH CBH3HMH BHyTpHMOJieKyjlHpHbie CBH3H B 6ellKe,
BCliefICTBHe nero BTopHHHan h TpeTHHHaa cTpyKTypw h3mchhiotch.
3th H3MeHeHHH He 3aTparHBalOT nepBHHHyio CTpyKTypy, ojiHaKO
npn 3tom OHOJiorHHecKan aKTHBHocTb 6ejiKa yTpaHHBaeTcn.
PenaTMBaunH. FIpM onpenejieHHbix ycjioBHHX fleHaTypnpoBaH -
HblH OelJIOK MOJKeT 6bITb peH3THBHpOBaH. ©tO npOHCXOfIHT npH

Phc. 1.4. ripocTpaHCTBeHHaa crpyKTypa MHorjlo6HHa. B nojiHnenTHjiHOH
uenH noKa3aHbi TOjibKO a-yrjiepoaHbie aTOMbi. KpacHbiM o603HaneH reM
(He6ejIKkOBbIH KOMNOHeHT).
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fIMCy/IbC})MAHbie CBfI3M

Phc. 1.5. Cbh3m, CTa6HjiM3HpyloiuMe TpeTHMHyK) CTpyxTypy.

yaajleHHH fleHaTypnpyiomero hjih flecTa6MJiM3Mpyiomero (J)aKTopa.
HanpM Mep, npn vyaajleHHH MoneBHHbi (pa3pymaeT BojiopoaHbie
CBH3H) flHajlIH30M nOJIHnenTHflbl CaMOnpOM3BOJIbHO BOCCTaHaBJIH-
B3I0T CBOIO HaTMBHyiO KOH(})OpMaUHIO. TO *e npOHCXOfIMT npM
MezuleHHOM oxjlajK"eHHH fleHaTypnpoBaHHoro HarpeBaHHeM 6ejiKa
(pnc. 1.6). 3to no~TBep>KiiaeT, hto xapaKTep yKjilatKH nenTH/iHOH
itenn npeaonpeaejieH nepBHHHOH cTpyKTypoil.

Phc. 1.6. fleHaTypallHH 6ejiKa npH HarpeBaHHM h peHaTHBauHH npn Meji-
JleHHOM OXJiaXAeHHH.
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1.3. BBAHMO/1EHCTBHE BEJIKOB C JIHrAHMMH

Ochobhmm cbohctbom 6ejiKa, o6ecneHHBaloiIHHM ero (J)yHKiiHio, hb-
jineTca H36HpaTejibHoe B3aHMoaeHCTBHe c onpejiejieHHbiM BemecT-
bom — ji h r ah o m. JinraHflaMH MoryT 6biTh BemecTBa pa3HOH
npnpoflbi, KaK HH3KOMOJieKynHpHbie coeaHHeHHH, TaK h MaKpoMojie-
Kyjibi, b tom HHClie 6ejiKH. Ha 6ejiKOBbix MOlJieKyjiax ecTb ynacTKH, k
kotopwm npMcoejiHHaeTCM jiHraH”~, nenmpbi cefi3bieanuH, hjih axmue-
Hbie nenmpbl. UeHTpbl CBH3bIBaHHH (J)OpMHpyiOTCH H3 3MHHOKHCJIOT-
HbIX OCTaTKOB, COpHeHTHpOB3HHbIX Onpel/iejieHHbIM 06pa30M npn
(J)OpMHpOB3HHH BTOpHHHOH H TpeTHHHOH CTpyKTyp. CBH3H MOKfly
6ejIKOM H JIHraHfIOM MOryT 6bITh HeKOBajieHTHbIMH H KOBajieHTHbIMH.
BbICOKaa CneUHCfjHHHOCTb B3aHMO”eHCTBHH («y3HaBaHHH») 6elJlKa H
jinraH jla o6ecneHHBaeTca KOMnjieMeHTapHOCTbK) CTpyKTypbi ueHTpa
CBH3bIBaHHH npOCTpaHCTBCHHOH CTpyKType JIHraHJia.

UOofl KOMINieMeHTapHOCTbH) nOHHMaiOT XHMHHeCKOe H npOCTpaH-
cTBeHHoe cooTBeTCTBHe aKTHBHoro ueHTpa 6ejiKa h JinraHaa. B3an-
MoaeilcTBHe Mexny 6ejikOM P h jiHraimoM L onHCbiBaeTCH ypaBHe-

HHeM!

P + L R PL
Bal/iok /InraHA BeflKOBO-"MraHflHbiCi
KOMn/ieKC
K AHCC. = .
rae K jihcc. — KOHCTaHTa aHccoHHauHH KOMnjieKca. H 3 ypaBHeHHH

paBHOBecHH peaKHHH cjieayeT, hto ecjiH [P] = [PL], to Kahcc.=[L].

CieneHb
HacbimeHiw,%

Phc. 1.7. rpa<d)HK HacbimeHMH d6ejiKa JiwraHjioM.



PaBeHCTBo [P] h [PL] HacTynaeT npH nojiyHacbhimeHHH 6ejiKa jih-
raHfloM, T.e. 50 % MOJieKyji 6ejika CBH33Hbi ¢ JinraHfloM, a 50 %
CcBOOOaHbl. 3HaHHT, K flHCC. paBHa T3KOH KOHHeHTpaHHH L, npn
kotopoh ~ocraraeTCH HacbilueHHe 6ejika Ha 50 %. H3MeHeHHe
KOHUeHTpailHH PL npH nOCTOHHHOH KOHUeHTpaUHH P H BO03pac-
Talomen KOHueHTpauHH L onHCbiBaeTCH rHnep6ojiH4ecKOH Kpn-
boh. MaKCHMajibHan BejiHMHHa PL 03HanaeT, hto Becb 6ejiok cbh-
3aH C JinraHflOM (KpHBaa HachimeHHH) (pnc. 1.7). no kphboh Ha-
chimeHHH moxho onpe,nejiHTb K &hcc. h, cjiefloBaTejibHO, oueHHTb
cpoflICTBo jinraHaa K oejiKy: neM MeHbuie K/ihcc., tcm 6ojibwe
CpOACTBO L H P.

1.4. HETBEPTHHHAfl CTPYKTyPA H KOONnEPATHBHOCTb

B é¢ejiKax pa3JiHHaioT nepBHHHylo, BTopHHHylo, TpeTHHHyio h neT-
BepTHHHylo CTpyKTypbi (pnc. 1.8). HeTBepTHHHaa CTpyKTypa xapaK -
TepHa ajih 6ejiKOB, nocTpoeHHbix H3 fIByx hjih 60jiee nenTHfIHbix
uenen. BejiKH TaKoro THna Ha3biBaloTC}i ojinroMepaMH.

HemeepmuHHan cmpyicmypa — sto h kojihhcctbo, h cnoco6 yK-
jlaakH nojiHnenTHAHbix Uuenen (npoTOMepoB) b npooTpaHCTBe (pnc.
1.9).

npOTOMepbl CBH33HbI JIpyr CapyrOM nOCpeACTBOM TOJIbKO HeKO-
BajieHTHbIX CBH3eH (HOHHbIX, BOaOpOfIHbIX, rHJipO*OOHbIX) H B33H-
MojieHCTByYIOT apyr ¢ apyroM TojibKo onpeaejieHHbiMH ynacTKaMH
CBoeft noBepxHocTH (KOHTaKTHbie ynacTKH). B3aHMHoe «y3HaBa-
HHe» KOHTaKTHbix ynacTKOB npoHcxofl[HT no npHHHHny KOMnjie-

(8 v -
nepBMMHasi CTpyiaypa BTopnHHafl CTpyiaypa
TpeTMMHaa CTpyloypa HeTBepTMMHag1 CTpyiaypa

Phc. 1.8. YpoBHM CTpyKTypHOM opraHH3auHH 6ejiKa.



Phc. 1.9. MeTBepTHHHaa CTpyKTypa reMorao6nHa.

a — Mone.ib MOJieKyjibi rcMor/ioOHHa, KaxiibiH npoTOMep coaepxHT reM (H3o6pa>KeH
b BHne ancKa); 6 — cxeMa KOMn..eMCHTapHOCTH KOHTaKTHbix noBepxHocTefi npoTO-

MepoB.

MeHTapHocTH. Kaxcn,biH npoTOMep B3aHMoaeHCTByeT ¢ JipyrHM bo
MHornx TOHKax. CjieflOBaTejibHO, ouiH60oHHbie KOMnjieKCbi b ojinro-
Mepe npaKTHHecKH HeB0O3MOXHbi.

OjinroMepHbie 6c¢cjikh cnoco6Hbi B3aHMOflencTBOBaTh ¢ HecKOJib-
khmh jiHraHGaMH b ueHTpax, yaajieHHbix apyr ot apyra. CBH3biBa-
HHe ofl[Horo npoTOMepa c¢ jinraH/ioM H3MeH«eT KOHc|)opMauHio
BToro npoTOMepa, a TaKxe Bcero ojinroMepa n, KpoMe Toro, cpoa-
ctbho «k jipyrHM JinraH/1aM. Takhm 06pa30M, 4>yHKHHOHajibHaH aK-
THBHocTbh ojiHroMepHbix 6¢€jiKOB MoxceT peryjiHpoBaTbCH ajUlOCTe-
pHHeCKHMH JIHraHflaMH.

CBH3b Mexcny CTpyKTypofi 6ejiKa h ero (JjyHKUHeH mo*ho pac-
cMOTpeTh Ha npHMepe /iByx pojicTBeHHDbix écjikob — MHorjio6HHa h
reMorjlo6HHa. Mnorjlo6HH — MOHOMep (coctoht H3 odhoh nojin-
nenTH/iIHOH uenn), ochobh3h ero (J)yHKUHH — 3anacaHHe khcjiopo-
iia b TKaHHx. Hmch BbicoKoe cpoacTBo k KHcjiopoay, mhotjio6hh
jrereo npHcoeziHHHeT ero h OTaaeT TOjibKO npH hhtchchbhoh Mbi-
uleHHOH pa6oTe, Koraa napunajibHoe aaBlieHHe KHCJiopoaa najlaeT
HHxe 10 mm pt.ct. reMorjloOHH — TeTpaMep (coctoht H3 neTbipex
npoTOMepoB). OcHOBHan (J)yHKUHH reMorjio6HHa — o6paTHMoe
cBH3biBaHHe ¢ KHClJiopoflOM b jierKHX, rjie napunajibHoe aaBlieHHe
KHCJIOpOJia BbICOKOe H reMOrjloOHH B33MMOJieHCTByeT C HeThipbMH
MojieKyjlaMH KHCjiopo/ia (pnc. 1.10).

rHnep6ojiHHecKaH (J>opMa kphboh y MHorjio6HHa xapaKTepHa
flliH npouecca cBH3biBaHHH ojihoh MOJieKyjibi jinraHjia (b G3hhom
cjitynae 0 2) efIHHCTBeHHbiM MecTOM b 6cjikoboh MoOJieKyjie, coctoh-
men H3 oaHou nojiHnenTHfIHOH wuenn. CnrMOHjjajibHaH KpHBan
y reMorjio6HHa xapaKTepHa Ujih 6cjikob, coaep*aiunx HecKOlJibKo
nenTHjjHbix uenen h hmcioiuhx HecKojibKo MecT cBH3biBaHHH.
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flaBJieHMe 02 flaBJieHwe 02
B BeHO3HOU KPOBH B apTepMafloHOU KpOBH

napunaflbHoe flaBJieHne 02, nm pt. ct.

Phc. 1.10. KpMBbie HacbiweHHH khcjiopoaom MMorjroOHHa (a) h reMonio-
6nHa (6).

B aaHHOM cjiynae npoHBjiHeTCH nojio>KHTejibHbiH KoonepamueHbii
3(p'peKm, KOTOpblH 06T>5ICH5ieTCH Clie/iyK)UJ,HM 00pa30M: nepBblH
cBH3aHHbiH JiHraHfl (02) o6jierdaeT cBH3bhiBaHHe btopoh MOJieKyjibi
02co BTophiM reMOM, mto b choio onepeflb o6jiernaeT cBH3biBaHHe
TpeThen MOJieKyjibi 0 2¢ TpeTbHM reMOM, a sto o6jierMaeT cBH3biBa-
HHe nocjieflHen MOJieKyjibi 0 2

B TKaHHx C02h H20, o6pa3yiomHecH npn KaTa6ojiH3Me nnme-
BbIX BemeCTB, B3aHMOfleHCTByiOT C reMOrJIOOHHOM H yMeHbUiaiOT
ero cpoflICTBo k KHCjiopoay, mto o6jier4daeT nocTynjieHHe KHCJiopo-
aa B TKaHH. B 9pHTpOUHTaX HMeeTCH TaKXe ajijlocTepHMecKHH jih-
raHfl — 2,3-flH(J)occ”orjiHuepaT, cnocoOHbiH B3aHMOfleHCTBOBaTh ¢
ne30KCHreMOrjio6HHOM b MecTax, yaajieHHDbix ot ueHTpa CBH3biBa-
hhh (ajutocTepHMecKHe ueHTpbi). ©8to npenHTCTByeT o6paTHOMYy
CBH3bIBaHHIO  OCBOOOfIHBUierOCH KHCJIOpOfla C - reMo TJlo 6 HHO M.
TaKHM 06pa30M, cBH3biBaHHe reMorjloOHHa ¢ ajulocTepMnecKHMH
JIHraHflaMH B TKaHHX npH OTHOCHTejlbHO BbICOKOM napHHajlbHOM
flaBjleHHH odecneHHBaeT nocTynjieHHe KHCJiopofla b tk3hh. H3
paccMOTpeHHbix npHMepoB cjieayeT, hto ajinocmepmecKul atpcpeKm
HBJIHeTCH pe3yjlbTaTOM CBH3bIBaHHH JlHraHfla CO CneUH(})HHeCKHM
ynacTKOM 6ejiKa. 3to Bbi3biBaeT 3HanHTejibHoe H3MeHeHHe b 6eji-
koboh MojieKyne, KOTopan b cbhoio onepeflb bjihhct Ha aKTHBHocTh
flpyroro, np0OCTpaHCTBeHHO yaajieHHoro ynacTKa. KoonepaTMBHbie
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H3MeHeHHH KOH(})OpMaHHH OJIHTOMepHbIX 6ejlKkOB COCTaBJIHIOT OC-
HOBy MeX3HH3Ma peryJIHUHH 4>yHKUHOHa*bHOH 3KTHBHOCTH He
TOJibKo reMorjioOHHa, ho h mhothx apyrnx 6ejikOB.

1.5. nPOCTbIE H CJIOAHbIE BEJIKH

BejikKH, KOTOpbie, KpoMe nenTHflHbix ueneH, coaepxaT KOMnoHeHTbi
HeaMHHOKHCJIOTHOH npHpOflbl, Ha3bIBakK)TCH CJIOJKHbIMH. He-
6ejiK0Byi0 gacTb TaKHX 6ejiKOB Ha3biBaioT npocTeTHMecKon rpynnon,
a oejikoByio — anonpoTeHHOM. Cjioxhhh s6ejiok xojionpoTeHH
MoxeT AHccouHHpoBaTb Ha KOMnoHeHTbi: xojionporeHH «<=anonpoTe-
hh + npocTeTHMecKan rpynna. HanpaBlieHHe peaKUHH 3aBHCHT ot
NPOHHOCTH CBH3H KOMnNOHeHTOB XO0JIOnpOTeHHa. npOCTeTHHeCKOH
rpynnoH MoryT 6biTb opraHHnecKHe BeinecTBa, HOHbi MeTajuioB, HyK-
jleHHOBbie KHCJioTbi, yrjieBo~bi, JiHnHflbi, reM h jipyrne BemecTBa (cm.

pHC. 1.5; 1,9).



r.1aBa 2 (PEPMEHTH

OyHKUHH (JiepMeHTOB — ycKopeHHe xhmhhcckmx peaKUHH. Ot apy-
THX KaT3JTH3aTOpOB (J)epMeHTbl OTJIHHaiOTCfl TpeMH yHHK3JlIbHbIMH
CBOHCTBaMH!

¢+ BbICOKOH 8(J)(J)eKTHBHOCTbK) fleHCTBHH;
¢ cneUH(J)HHHOCTbK) fleHCTBHH;
¢ cnOCO6HOCTDbK) k peryjiHHHH.

B cooTBeTCTBHH C THnaMH KaTajiH3HpyeMbix peakKUHH Bce cj)ep-
MeHTbi pa3aejieHbi Ha utecTbh KJiaccoB (Ta6ji. 2.1). B ocHOBe KJiaccn-
(J)HKaUHH (J)epMeHTOB JieJKHT CneUH(®"HHHOCTb HX aeHCTBHH. iJjIH
HeKOTOpbIX 4>epMeHTOB HCnOJIb3yiOTCH TpHBHajlbHbie Ha3BaHHH
(nencHH, TpnncHH, ypea3a, KaTajla3a h ap.).

Ta6jimia 2.1. Kjiaccw ()>epMeHTOB

Kiiacc Tnn KuTajin3HpyeMOH peaKUHH

OKCHAopejiyKTa3bi OKHCIJIHTejlbHO-BOCCTaHOBHTeJlbHbie peakK UHH

TpaHC(J)epa3bi iepeHoc oTaelibHbix rpynn d8lOMOB ot aonopcKow mo-
jieKyjibi k aKueriTopHOH

THjipojia3bi IFHiipojiHTHHecKoe (¢ ynacTHeM Bojjbi) pacmenjieHHe
CBH3eH

JIHa3bi PacmenjieHHe cBH3en cnoco6oM, otjihhhhm ot THjipo-
JIH3a HiH OKHCTieHHH

M3&Mepa3bi B3aHMonpeBpameHHe pa3JiHHHbix H30Mep0B

Jinra3bi 06pa30BaHHe cBH3en b peakKUHH KOHjieHcauHH jiByx

(CHHTeTa3bl) pa3JIHHHbIX COeflHHeHHH (HCnOJIb3yeTCH @HeprHH ATP)

B JKHBOH KlieTKe MHOXCeCTBO pa3HO006pa3HbIX COeflHHeHHH, HO
peaKUHH Me»yl,y hhmh He 6ecnopHaoHHw, a 06pa3yK>T cTporo onpe-
flejleHHbie MeTasojiHHeckHe nyTH, xapaKTepHbie ajih flaHHofi KJieT-
KH. HHfIHBHflyajlbHOCTh KJieTKH B OOJIbIHOH CTeneHH onpeflejiHeTCH
yHHKajloHbIM HaOOpOM (J)epMeHTOB, KOTOpblH OHa TeHeTHHeCKH 3a-
nporpaMMHpoBaHa npOH3BOflIHTb. OTcyTCTBHe aaxe oflHoro “Jep-
MeHTa hjih KaKOH-HH6yn,b ero Ae<l)eKT mo>kct HMeTb oneHb cepbe3-
Hbie oTpHuaTejibHbie nocjieacTBHH &jih opraHH3Ma.

HapymeHHH CTpyKTypbi KaKoro-JiH60 (J)epMeHTa, Beflymne k
CHHXCeHHIO ero aKkTHBHOCTH, npHBOAHT K M3MeHeHHK) CKOpOCTH Me-
| | -0 y'u 7" 17




TabojiIHHecKHX nyxeH, b kotophx yHacTByeT atot 4>epMeHT. TaKHe
HapylueHMH noHTH Bceraa npoHBlJialoTca K3K 60jie3HH (3H3HMona-
thh). noBpexcaeHHH <t>epMeHTOB 6biBalOT fIByx ranoB: HacjiejicT-
BeHHbie fle*reKThbi CTpoeHHH 4>epMeHTa h noBpexfleHHH, Bbi3BaHHbie
nonaaalolHHMH b opraHH3M tokchhhwmh BemecTBaMH, HHrnoHpy-
IOUIHMH 4>epMeHT.

2.1. KOOAKTOPbI <DEPMEHTOB

Bce 4>epMeHTbi othochtch k rno6yjiHpHbiM 6ejikaM, npnneM Kax-
flbit 4»epMeHT BbinojiHHeT cneuH”JHHecKylo o6ycjloB-
jleHHyi10 npncyuieH eMy rjio6yjiHpHOH cTpyKTypoil. OjjHaKo 3kthb-
HOCTh MHOTHX 4>epMeHTOB 3aBHCHT OT HeOeJIKOBbIX COelJIHHeHHH,
Ha3biBaeMbix KO(j)aKTOpaMH. MojieKyjinpHbiH KOMiuleKC 6cjikoboh
nacTH — ano(])epMeHTa h Ko4>aKTopa Ha3biBaeTCH x0Ji04)epMeHTOM.
Polib KoAaKTopa MoryT BbinojiIHHTb uoHbi Memamoe (Zn5+ Mg2+
Mn2+, Fe , Cu2+, K+ Na+) hjih opraHHHecKHe coejiHHeHHH. Opra-
HHHeCKHe K04)aKTOpbl OObIHHO Ha3blBaiOT KOCjjepMeHTEMH, HeKOTO-
pbie H3 HHX HBJIHIOTCH npOH3BOJIHbIMH BHTaMHHOB (Ta0Jl. 2.2). Tun
CBH3H MeXCliy 4>epMeHTOM H KO(@J)epMeHTOM MO>KeT 6bITb pa3JIHH-
hhm. HHoraa ohh cymecTByIOT oTjiejibHo h cBH3biBalOTCH apyr C
jipyroM bo BpeMH npoTeKaHHH peaKUHH. B jipyrnx cjiynanx KO(J)aK-
TOp H 4>epMeHT CBH3aHbl nOCTOHHHO, HHOrJia npOHHbIMH KOBajieHT-
hmmh cbh3hmh. B nocjiejjHeM cjiynae HebejikOBan nacTb 4>epMeHTa
Ha3biBaeTCH npocmemunecKol epynnod.

Ta6jihua 2.2. HeKOTOpbie KO(J)epMeliThi h hx pojib

Ko(J>epMeHT Pojlb B peiKUHHX BHTUMHH-npeilLUeCTBeHHHK
NAD+, NADF+ riepeHoc Boflopojia HHKOTHHOBaH KHCJIOTa —
(8JieKTpOHOB) BHTaMHH PP
FAD iiepeHoc Boflopoaa Pn6o(j)jlaBHH — bht3mhh B2

(8JieKTpOHOB)
KocliepMeHT A AKTHBauHH h nepeHOC IlaHTOTeHOBaH KHCJIOTa
auHjibHbix rpynn
Bhothh CBH3bIBaHHe CO2 Bhothh
riHpHfIOK Cajlb-  riepeHoc aMHHorpynn riHpHfIOKCHH — BHTaMHH B,
(ioc(})aT
TerparHapotjjo- 1llepeHoc ojiHoyrjiepojiHbix (t>0JIHeBaH KHCJIOTa

jineBaa KHCjioTa <j)parMeHTOB

Pojib Ko4>aKTopa cbojihtch b ochobhom k cjlejiylomeMy:

¢ H3MeHeHHe TpeTHHHoft CTpyKTypbi 6ejiKa h co3jiaHHe KOMnjie-
MeHTapHOCTH Me>Kjiy 4)epMeHTOM h cydécTpaTOM;

18



« Henocpe/icTBeHHoe ynacTHe b peaKHHH b KanecTBe eme o/iHoro
cyécTpaTa. Batoh pojih o6bmHo BbicTynaioT opraHHnecKHe ko-
(JjepMeHTbi. HX ynacTHe b peakHHH HHorzia cboihtch k TOMy,
hto ohh BbicTynaloT k3k aoHopbi hjih aKuenTopbi onpeziejieH-
Hbix XHMHMecKHX rpynn.

2.2. MEXAHH3Mbl AEfICTBHfl OEPMEHTOB

nepBOHana”bHbiM co6biTHeM npn fleficTBHH 4>epMeHTa hbjihctch
ero cneHHtJjHHecKoe CBH3biBaHHe c¢ JiMranziOM — cy6cTpaTOM (S).
9t0 npOHCXOfIHT B 00jiaCTH aKTHBHOrO UeHTpa, KOTOpbIH 4>0pMHpy-
ctch h3 HecKojibKHX cneuH4>HHecKHx R-rpynn oct3tkob 3mhho-
khcjiot, onpeae”eHHbiIM 06pa30M opneHTHpoBaHHbix b npocTpaH-
cTBe (pHC. 2.1).

Y HeKOTopbix "epMeHTOB b aKTHBHOM ueHTpe pacnojlaraeTCH n
Ko4>aKTop. Ojihh R-rpynnbi aKTHBHoro ueHTpa npHHHMaIOT ynac-
THe b CBH3biB3HHH cy6cTpaTa, apyrne — b KaTajiH3e. HeKOTOpbie
rpynnw MoryT ynacTBOBaTb h b tom, h b /ipyroM npouecce. ieTajib-
hhh MexaHH3M flencTBHH Kaxcnoro 4>epMeHTa yHHKajieH, ho ecTh
o6mHe nepThi b «pa6oTe» 4>epMeHTOB, KOTopbie 3aKJiK>HaloTCH b
cjienylottieM:

¢ BbhicoKan H36npaTejibHOCTb aencTBHH 4>epMeHTa o6ecneHHBaeT-
CH TeM, HTO CyOCTpaT CBH3bIB3eTCH B 3KTHBHOM UeHTpe 4>P"
MeHTa b HecKojibKHX TOHKax h 3to HCKJHOHaeT oihh6kh;

¢ aKTHBHbiH ueHTp pacnojiaraeTCH b yrjiy6jieHHH (b HHine) —
TpeTHHHOH KOH~MJopMauHH noBepxHOCTH 4>pMeHTa H HMeeT
KOMnjieMeHTapHyK) cyécTpaTy KOH4>nrypaHHi0. B pe3yjibTale
cy6cTpaT 0Ka3biBaeTCH oKpyxeHHbiM 4)yHKHMOHajibHbiMn rpyn-
naMH aKTHBHoro ueHTpa (j)epMeHTa h yjiajleHHbiM H3 bol/ihoh
cpeabi.

CBH3bIB3HHe Cy6cTpaTa ¢ 4>epMeHTOM HaCTO Bbl3bIBaeT KOH4>Op-
MauHOHHbie H3MeHeHHH, hto BefleT k Tpe6yeMOMy (onTHMajibHOMYy)
&jih npoTeKaHHH KaTajiH3a pacnojioxeHHio aMHHOKHCcjiOTHbix oc-
TaTKOB h TeM caMbiM yBejiHHHBaeT cneuH4>HHHocTh 4>epMeHT-cy6-
CTpaTHoro B3aHMOUeHCTBHH (uHdynupoeaHHoe coomeemcmeue).
MaKCHMajibHan aKTHBHOCTb 4)epMeHTa o6ycjioBlieHa onTHM ajibHon
KOH4>o0pMauHeH MOlJieKyjibi 4>epMeHTa b uejioM h aKTHBHoro ueHTpa
b HacTHocTH, nosaTOMy flaxe He6o0jibiuHe H3MeHeHHH oKpyxaioluux
yCJIOBHH, KOTOpbie 3aTparHBaiOT CBH3blBaHHe CyOCTpaTa HJIH KOH-
4>0pMauHio TpeTHHHOH cTpyKTypbi 6ejiKa, 6yayr BjiHHTb Ha cko-
pocTb 4>epMeHTaTHBHouU peaKHHH. HanpHMep, H3MeHeHHe pH npn-
bojiht k H3MeHeHHio CTeneHH HOHH33UHH HOHoreHHbix rpynn 4>ep-
MeHTa h, cjieaoBaTejibHo, BeaeT k nepepacnpeflejleHHio MexpaaH -
KajlbHbIX CBH3CH B TpeTHHHOH CTpyKType. OnTHMajlbHOe pH wJIH
Kaxjjoro 4>epMeHTa o3HanaeT HeKOTopoe onTHMajibHoe cocTOHHHe
ero HoHH3auHH, cooTBeTCTByloulee HaHjiyniueH KOMnjieMeHTapHoc-
th. H3MeHeHHe TeMnepaTypbi Bbi3biBaeT npoTHBopeHHBDbiil a4>4)e KT:



AVVHOKMCNOTHGie OCT3TKH
4>0pMKpyKLMYe SKTVEHDIM

AMMHOKMCJIOTHbie USHTP (GIU35 MASP52)

OCT3TKM,
yMacTBytOLHne
B CBfl3viBaHHM
cyocTpaTa

CybcTpaT - KOMnoHeHT
K/ieTOVHOM CTeHKM

Phc. 2.1. BaxHeHiliHe aMHHOKHCjiOTHbie octetkh b 3kthbhom ueHTpe jih-
30UHMa.

C ozihoh CTopoHbi, npH noBbilueHHH TeMnepaTypbi no 37—40 °C
CKOpOCTb (J)epMeHTaTHBHOH peaKIIHH yBeJIHMHBaeTCH, MTO 3aKOHO-
MepHo djis KaTa;iH3a; C apyroft CTopoHbi, npn TeMnepaType Bbirne

50 °C HanHHaeTCH aeHaTypauHH (JjepMeHTa.
2.3. KHHETHKA OEPMEHTATHBHbIX PEAKHHO

KHHeTHKa (J)epMeHTaTHBHbix peaKiiHH onpeflejifleTCH 06pa30BaHH -
eM 4>epMeHT-cy6cTpaTHoro KOMnjieKca:

K1 K2
E+S5=ES — E+ P,
K-1
rae E — 4>epMeHT; S — cy6cTpaT; ES — 4>epMeHT-cy6cTpaTHbiH
KOMiuleKC, peaKUHH 06pa30BaHHH KOToporo o6paTHMa h xapaKTe-
pH3yeTCH KOHCTaHT3MH K1 H K-1 COOTBeTCTBeHHO.
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Phc. 2.2. KnHeTMKa (JjepMeHTaTHBHbix peaKUHH. 06tacHeHHe b TeKCTe.

Pacnan 4)epMeHT-cy6cTpaTHoro KOMnjieKca npoTeKaeT no ypaB-
HeHHio nepBoro nopnjiKa, oh npaKTHHecKH Heo6paTHM h xapaKTe-
pH3yeTCH KOHCT3HTOH CKOpOCTH K2. 8Ta CTaflHH npOlieCCa HBJIHeT-
ch 60jiee MeulJieHHOH, T.e. JiIHMHTHpylolieH.

HagajibHali CKopocThb (VO). npH odébiHHbix ycjloBHHX, Koraa [S] >
[E], HagajibHan CKopocTh npHMo nponopliHOHajibHa KOHileHTpa-
UHH 4>epMeHTa (pHC. 2.2, KpHBaH a). flpH 4>HKCHpOBaHHOH KOH-
lieHTpaiiHH 4>epMeHTa CKOpOCTb peaKIIHH CTpeMHTCH K M3KCHMajlb-
HOMy 3HaHeHHI0 (VNM&), B TO BpeMH KakK KOHLieHTpailHH CyOCTpaTa
pacTeT (pnc. 2.2, KpHBan 6). HacbimeHHe 4>PMeHTa cy6cTpaTOM
HacTynaeT, Koraa Becb 4>epMeHT bkjhohch b 4>epMeHT-cy6cTpaTHbiH
KOMnjieKc.

KoHCTaHTa Mnxasjiwca (Kn). B cjiynae, Koraa Bce aKTHBHbie
UeHTpbl 33HHTbl H CBOOOflHbie MOJieKyjlbl "epMeHTa OTCyTCTByiOT,

= "max- n PH T3KOM yCJIOBHH TOBOpHT O 100 % HaCbllLieHHH. FIpH
'0 % HacbimeHHH, Koiyla VO = 2 Vna& H3 ypaBHeHHH MnxasjiH-
ca — MeHTeH cjieayeT: Vna2 = Vn&[S]/Km+ [S], hjih, b npeodpa-
30BaHHOM BHae, Km+ [Sj = 2 [S]; Km= [S]. CjiejioBaTejibHo, Km
HMeeT pa3MepHOCTb KOHUeHTpailHH. TaKHM 06pa30M, Km — 3TO
TaKan KOHileHTpauHH cy6cTpaTa, KOTOpaH Heo6xoaHMa jijih cBH3bi-
BaHHH nojioBHHbi HMeloulerocH 4>epMeHTa h jiocth™kchhh nojloBH-
Hbi MaKCHMajibHOH ckopocth. M3 8Toro onpeflejleHHH cjieayeT, hto

nmoxho Hcn0Jib30BaTh fljiH oueHKH cPoacTBa 4>epMeHTa K aaH -
HOMy cydécTpaTy.



OueHHTb cy6cTpaTHyio cneuH(})H4HocTb moxcho no npaBHIJiy:
neM HH*e 3HaneHHe Km TeM jiyqiue (npeflnoHTHTejibHee) cy6cTpaT
ajih aaHHoro (JiepMeHTa. Kmh VIx — KHHeTHHecKHe napaMeTpbi,
oTpaxaloniHe MexaHH3Mbi aeHCTBHH 4>epMeHTa. VmaXoTpaxaeT 3(J)-
(JIeKTHBHOCTb fleHCTBHH (})epMeHTa. iXsiR cpaBHeHHH KaTajiHTHHec-
KOH aKTHBHOCTH paSJIHHHbIX ()epMeHTOB HeOOXOAHMO Bhipa3HTb
VnaXnepe3 KojiHnecTBo Kaxcaoro 4)epMeHTa. TaKoe npeo6pa30BaHHe
npHBOJIHT K BejlHHHHe, KOTOpyiO Ha3bIBaiOT MOJIHPHOH 4KTHBHOCTbH)
(hhcjio odoporoB 4>cpMenTa). OHa Bhipa>KaeTCH hhcjiom mojich cy6-
dpaTa, pearnpyloinero c oahhm MojieM 4>epMeHTa 3a eflHHHuy Bpe-
MeHH. AKTHBHOCTb 4>epMeHTa MOXHO Bbipa3HTb TaK*e B ef[HHHUaX
aKTHBHocTH (E). Ofl[Ha eaHHHU,a KaTajiH3HpyeT npeBpameHHe cy6-
CTpaTa CO CKOpOCTbK) 1 MKMOJIb/MHH.

Y flejlbnajl aKTHBIIOCTb — ©TO aKTHBHOCTb 4>epMeHTa B eaH-
HHuax, flejleHHaa Ha 1 Mr &ejiKa b nccjiejiyeMOM o6pa3ue 4>ep-
MeHTa.

2.4. HHrHBHTOPbl OEPMEHTOB

AKTHBHOCTDL 4>epMeHTOB MOXCeT CHHXaTbCH B GpHCYyTCTBHH Onpe-
aejieHHbIX XHMHHeCKHX BemeCTB — HHrHOHTOpOB. B 3aBHCHMOCTH
ot XapaKTepa aencTBHH 4>epMeHTa HHrHOHTopw 6biBaioT 06 paTH-
MbiMH h Heo6paTHMbiMH. FlofloOHoe aejieHHe 0CHOBaHO Ha npoH -
hocth cBH3biBaHHH HHrHOHTopa ¢ (J)epMeHTOM. /ipyroH cnocoo fle-
JieHHH HHTHOHTOPOB 0CHOBbIBaeTCH Ha nojioxceHHH MeCTa HX CBH-
3HBaHHH b MOjieKyjie 6ejiKa. Ojihh H3 hhx cBH3biBaloTCH ¢ 4>ePMeH-
TOM B aKTHBHOM UeHTpe, UpyrHe moryT CBH3bIBaTb H GJIOKHpOBaTh
4)yHKHHOHajibHyi0 rpynny MojieKyjibi 4>epMeHTa b yaajleHHH ot aK-
THBHoro ueHTpa. upn stom ohh HeobpaTHMOo, nacTO KOBajieHTHO,
cBH3biBaloTCH ¢ 4>epMeHTOM hjih 4>epMeHT-cy6cTpaTHbiM KOMnJieK-
QOM H HeOOpaTHMO H3MCHHIOT H3THBHyiO KOH4>OpMaUHK>. 8t0, B
H3CTHOCTH, 06 'bHCHHeT fleHCTBHe Hg2+, Pb2+, COeflHHeHHH MbliHbH-
Ka. MHrmOHTopbi Takoro pojia MoryT 6biTb nojie3Hbi npn H3yneHHH
npnpoflbi 4>PMeHTaTHBHoro KaTajiH3a. HanpHMep, fIHH3onpo-
nHji4)Top4)ocd>aT HHrnénpyeT 4>epMeHThi, HMeiomHe cepHH b aK-
THBHOM HeHTpe. TaKHM (j)epMeHTOM MOXCeT 6blTh aueTHIIXOJIHHSC-
repa3a.
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AueTHJix0JiHH3CTepa3a KaTajiH3HpyeT cjieaylomyio peaKUHio:

ALieTM/ixo/iIHH3CTepa3a

CH3 ch3
CH3 -C-0-CH2-CH2-N +#CH3—>CH2COOH + HOCH2-CH2-N+*CH 3
] CH3 AueTaT Xojimh CH3
0 AueTM/ixo/inh (npoflyKThi pacnafla,
(4>yHKUMOHMpyeT ne criocoéHbie Ae”"CTBOBaTh
kek HeMpoMeflnaTop) KaK HeMpoMeflnaTopbi)

PeaKHHa nponcxoflHT KaxcnbiH pa3 nocjie npoBeaeHHfi HepBHoro
HMnylibca, npejwie 4eM BTopon HMnyjibc 6yaeT nepejiaH nepe3 ch-
Hanc.

/IHH30npONnHJI4)TOP4)0C(J)aT — OfIHO H3 OTpaBJIHIOMHX BemeCTB
HepBHo-napajiHTHMecKoro aencTBHR, TaK k3k HHrH6npoBaHHe aue-
THJIXOJIHH3CTepa3bl npHBOfIHT K yTpaTe CnOCOOHOCTH HenpOHOB
npOBO/I.LHTb HCpBHbie HMnyjlbChl.

TepaneBTHnecKoe “encTBHe acnnpHHa KaK )KaponoHH”"Kaiomero
h npoTHBOBocnajiHTejibHoro cpeacTBa o6'bacHsieTCH tcm, hto acnn-
PHH HHTHOHpyeT OflHH H3 (J>epMeHTOB, KaTajlH3HpyK>UIHH CHHTe3
npocTarjlaHfl[HHOB (TTr). npocTarjlaHaHHbi — BemecTBa, ynacTBylo0-
mne b pa3BHTHH BocnajieHHH. MHrn6HpoBaHHe odycjioBlieHo KOBa-
jleHTHOH MOfIH(J)HKauHeH oflHofl H3 aM HHorpynn (J>epMeHTa — npo-
CTarjlI3HJIHHCHHTeTa3bl.

AKTHBHbIU HeaKTHBHOIU
(VjepMeHT tJ)epueHT
0 (0]
nrc-NH2+H3C-0-/ \ - nrc-N-ccH3+ ho-Z \
H
N-KOHyeBan AcrnpnH ALMnpoBaHHHIM  Ca/iHMIMVIOBas
rpynna (aueTiinca/niLin/iOBaa (JjepMeHT KktoioTa

oflHoro MBnpo- kdiots)
TOMepOB npocTo-

maHfIMHCHHTeTa3bi

OdépaTHMbie HHrHOHTopbi. CymecTByeT flBa THna noaoéHbix hh-
rHOHTOpOB — KOHKypeHTHbie H HeKOHKypeHTHbie. KoHKypeHmHbIU
umudéumop KOHKypnpyeT ¢ cy6cTpaTOM 3a cBH3biBaHHe ¢ aKTHBHbIM
UeHTpoM, T3K KaK HHrHOHTop h cyécTpaT HMeioT cxoziHbie cTpyKTy-
pw (phc. 2.3).

B OTJIHHHe OT Cy6cTpaTa CBH3aHHbIH C 4>epMeHTOM KOHKypeHT-
hhh hhth6htop He noflBepraeTCH 4>epMeHTaTHBHOMyY npeBpame-
hhio. Eojiee Toro, 00pa30BaHHe El yMeHbiuaeT hhcjio MOJieKyji cbo-
60j*Horo 4)epMeHTa, h CKopodb peaKHHH CHHxaeTCH.

BcjiefICTBHe Toro HTO KOHKypeHTHbIH HHTHOHTOp 0OpaTHMO
CBH3blBaeTCH C 4>epMeHTOM, MOJKHO CJIBHHyTb paBHOBeCHe peaKHHH
t + | <>£i Bjjeg0 npocThiM yBejiHHeHHeM KOHueHTpauHH cyd6cTpaTa.
JAOHKypeHTHbiMH HHrHOHTopaMH HBJHHOTCfl MHorHe XHMHOTepaneB-
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Phc. 2.3. KoHKypeHTHoe MHrHOHpoBaHMe.

S — cy6cTpaT; | — HHrHOHTop (cboch TpexMepnoH cTpyKTypofl noxo* hqg cy6cTpaT).
CB«3blBaHHe S H | npOHCXOfIHT B3aHMOHCK.aK3>(aK)UIHM 06pa30M. 06pa3yeTCSI jth6o ES,
ah6o El, ho He EIS.

TnnecKne cpeacTBa: HanpHMep, cyjib(J)aMHflHbie npenapaTbi, hc-
nojib3yeMbie npH HH@>eKUHOHHbix 60ae3HHX Cyjib(J)aHHjiaMH,nbi —
3TO CTpyKTypHbie aHajlOTH rt-aMHHO06eH30HHOH KHcJil0Tbl, H3 KOTO-
POH B KlieTKe MHKpOOpr3HH3Ma CHHTe3HpyeTCfl KO(J)epMeHT (H4 —
(J)oaaT), ygacTByiomHH b 6nocHHTe3e HyKneHHOBwWX ochob3hhh. Ha-
pyiueHHe CHHTe3a HyicneHHOBbix khcjiot Bbi3biBaeT rndejib M HKpoop-

r S3HH3MOB.

CynbtpanunaMud -
KOHKypeHMHbiQ uHsuéumop
Cyécmpambi, -—------ Oonueeap Hf-cponam
e moM vucne .. Kucnoma KocfcepMeHT

Kucnoma

HeKOHKypeHTHoe o6paTHMoe HHrn6HpoBaHHe He MoxeT 6biTb
cHHxeHo hjih ycTpaHeHo noBbimeHHeM KOHueHTpauHH cydcipaTa,
TaK K3K HeKOHKypeHTHbie HHrHOHTOpbl npHCOe/IHHHIOTCH K (J)epMeHTy
He b aKTHBHOM ueHTpe, @ b apyroM MecTe (pnc. 2.4). CBH3biBaHHe H3-
MeHHeT KOH<j)opMaHHK> (J)epMeHTa h HapyiuaeT KOMnjieMeHTapHOCTb k
cy6cTpaTy. HeKOHKypeHTHbie HHrHOHTopw MoryT oépaTHMo cbh3m-
BaTbCH KakK CO CBoGoflHbIM 4>PMeHTOM, T3K H C KOMHJiekcoM ES.
Han6oj|ee BaxHbiMH HeKOHKypeHTHbiMH HHrmOHTopaMH jibjihiotch
o6pa3yloluHecH b xhboh KjieTKe npOMe>KyTOHHbie npojiyKThi MeTa6o-
JiH3Ma, cnoco6Hbie o6paTHMo CBH3biBaTbCH ¢ onpeaejieHHbiMH ynacT-
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UeHTp CBO3blB&HMO
MHrndémopa

KaTafIMTVHCKMU
uemp

Phc. 2.4. HeKOHKypeHTHoe o6paraMoe HHrH6HpoBaHHe: E+S <> ES -»
E+P; E+l <» El; ES+I ESI.

KaMH (JjepMeHTOB (ajlIHOCTepHHeCKHe HeHTpbl) H H3MeHHTb HX 3KTHB-
HOCTb, HTO HBJHieTCa OflIHMM H3 CnOCO60B peryjIHUHH MeTa®OJIH3Ma.

HccjieaoBaHHe bjihhhhh hhth6htopob Hcnojib3yeTc>1 npn H3y-
neHHH MexaHH3Ma aeftcTBHH (J)epMeHTa, KpoMe Toro, noMoraeT b
noHCKax 6ojlee 34)()eKTHBHbix JieKapcTBeHHbix cpeacTB, TaK KaK
jlene6Hoe B03aeHCTBHe mhothx H3 hhx odycjioBlieHo TeM, hto ohh
jibjhiiotch HHrHOHTopaMH onpeflejieHHbix (J)epMeHTOB. CTpyKTyp-
Hbie aHajiorn K04)epMeHTOB Toxe MoryT 6biTb HHrnOHTopaMH. Kh-
HeTHnecKHe TecTbi no3BojiHK)T oTJiIHHHTh KOHKypeHTHoe hhth6hpo -
BaHHe ot HeKOHKypeHTHoro (pnc. 2.5).

Phc. 2.5. 3aBHCHMOCTb 1/V ot I/S 6e3 HHrn6HTopa (1) h b npHcyTdBHH
HHrHOHTOpa (2).
a — KOHKypeHTHOe HHrHOHpOBaHMe; 6 — HeKOHKypeHTHOe HHTHOHpOBaHHe.

2.5. PEryjMHHfl AEHCTBMfl OEPMEHTOB

B *HBOH KlieTKe ckopocTb (J)epMeHTaTHBHbIX peaKUHH HaXOfIHTCH

CTporHM KOHTpOJieM, HTO n03B0JIHeT Ka>KAOH MeTa60JIHHeCKOH

UenoHKe peaKUHH nocTOHHHo H3MeHHTbcn, npwcnoca6jiHBaflICb k
eHKiowuHMCH noTpeOHocTHM KjieTKH b npojiyKTe (pnc. 2.6).



Phc. 2.6. MeTa6o”H4ecKaa uenb.
A, B, C, D — MeTa6oJinTbi, EI, E2, E3, E4 — (])epMeHTbi.

B KaxoioH MeTaéojiHHecKkOH uenn ecTbh 4>epMeHT, KOTopbiH 3aaa-
eT CKopocTh BceH uenoHKe peaKHHH. Oh Ha3biBaeTC5i peryjiHTop-
hhm cjjepMeHTOM. CymecTByeT HecKOJibKO cnoco6oB peryjiHHHH
fleHCTBHH 4>epMeHTOB. OcHOBHbIMH H3 hhx hbjhhotch:

¢ H3MeHeHHe 3kthbhocth (JiepMeHTa npn ero hoctojihhoh koh-
ueHTpauHH;

¢ H3MeHeHHe KOHueHTpauHH 4>epMeHTa b pe3yjibTaTe ycKopeHHH
(HHayKHHH) HJIH TOpMOXCHHH (penpeCCHH) CHHTC33 (J)epMeHTa.

AjulocTepHHecKaa peryjlauHH. OepMeHT H3MeHHeT aKTHBHocTb ¢
nNOMOIHbK) HeKOB3JieHTHO CBH33HHOrO C HHM 3(J)(J)eKTOpa. CBH3blBa-
HHe npoHcxofl[HT b ynacTKe, npocTpaHCTBeHHo yaajleHHOM ot aK-
THBHOTO (KaTajlIHTHMeCKOTO) HeHTpa. ©tO CBH3blBaHHe BbI3bIB3eT
KOH (J)OpMaHHOHHbie H3MeHeHHH b MojieKyjie 6ejiKa, npHBoaamHe k
H3MeHeHHio onpeflejleHHOH reoMeTpHH KaTajiHTHnecKoro ueHTpa.
AKTHBHOCTb MOXeT yBejIHMHTbCH — 3TO aKTHBaUHH (J)epMeHTa HJIH
yMeHbIHHTbCH — 3TO HHTHOHpOBaHHe (pHC. 2.7).

«CoobmeHHe» o npncoeaHHeHHH ajulocTepHnecKoro aKTHBaTopa
nepeaaeTCH nocpeacTBOM KOH(J)OpMauHOHHbix H3MeHeHHH KaTajiH-
THHeCKOH CyObeflHHHHe, KOTOpaH CTaHOBHTCH KOMnjieMeHTapHOH
cyd6cTpaTy, h (J)epMeHT «BKlJiloHaeTCH», llpH yaajleHHH aKTHBaTopa
(J)epMeHT BHOBb nepexofl[HT b HeaKTHBHylo (J)opMy h «BbiKJiloHaeT-
ch». AjuiocTepHHecKaH peryjiHHHH hbjihctch ochobhhm cnocodéoM
peryjiHHHH MeTa6ojiHHecKHX nyTen.

Heak TMBHDM  (J)epMeHT AKTHBHOIU (JiepVeHT
CybcTpaT
BWH | 30tdhedKToep
ES

K ; w m $epMeHT-
Pery/iIqTopHas cydchaTHbiu
cydbeflMHnua KaTa*nTMMecKan KOMfl/ieKC

C aflNlIOCTepMHeCKMM cyobeflM Hnuz?
UeHTpOM C aKTMBHbIM UeHipOM

Phec. 2.7. AjulocTepHHecKaa aKTHBauwH (J)epMeHTa.
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HeakKTVBHEJI ATp AKTVBHA

/inna3a v j /inna3a
| I | npoTenHKMHa3a
BB -CHANOH =ommmmmmmeeee - N N - ch20- po3h2

/
H3P04
Ooc<J)onpoTeMH(})oc<})aTa3a
He(3)OC())OpM/IMpOBaHHbIM 00C(j)OpM/IMpOBaHHb)M
(HepMeHT 4>epMeHT

Phc. 2.8. PeryjlauHH aKTMBHocTM jiHna3bi.

PeryjlauHH 3kthbhocth (j)cpMenTOB nyTeM (jxiccjxtpn.inpoBaiinn-
fle(j)Oc4)OpHJIIHPOBaHHH. OepMeHT H3MeH«eT aKTHBHOCTb B pe3yjlbTa-
Te KOBajieHTHOH MOfIH(j)HKaHHH (pHC. 2.8). B 3TOM CliyHae (j)OC(j)aT-
Haa rpynna opPo~” npncoejiHHHeTCH k rHflpoKCHJibHbiM rpynnaM b
OCTaTKaX CepHHa, TpeOHHHa HJH THp03HHa. B 3aBHCHMOCTH OT
npHpoflbi (j*epMeHTa (J)oc(j)opHJiHpoBaHHe mokct ero aKTHBHpoBaTh
HJIH, HaOOOpOT, HHaKTHBHpOBaTh. PeaKHHH npHCOeflHHeHHH (j)oc-
(j)aTHOH rpynnbi h ee OTmenjieHHe KaTajiH3HpyIOT cneunajibHbie
(1)epMeHTbl — npOTeHHKHH33bl H npOTeHH(j)OC(})aTa3bl.

PeryjmuHH nyTeM acc()unaliHH-:uiccounauHH cy6i>ejiHHHU b ojiHro-
MepHOM (JiepMeHTe. ©tot npouecc HHoraa HanHHaeTCH ¢ KOBajieHT-
HOH HJIH HeKOBajieHTHOH MOfIH(})HKaUHH OflIHOH H3 Cy6T>eaHHHU. Ha-
npHMep, (J)epMeHT npoTeuHKHHa3a b HeaKTHBHol (})opMe nocTpoeHa
Ha TeTpaMep R2C2(R h C — pa3Hbie cy6T>ejiHHHUbi). Akthbh3h npo-
TeHHKHH33a npeacTaBJiHeT co6oh cy61.ejiHHHuy C, &jih ocBo6ojicne-
HHH KOTOpOH Heo6xOflHMa JJHCCOUHaUHH KOMnliekKCa. AKTHBaUHH
(})epMeHTa npoucxoaHT npu ynacTHH CAMP (uHKJi0azieHOBHHMOHO-
(})oc(})opHaH KHCJiOTa), KOTOpan cnoco6Ha npHcoeflHHHTbcn k cyet-
ejiHHHue R, nocjie Hero H3MeHHeTCH KOH(})OpMauHH, KOMnjieMeH Tap-
HocTb cyeteaHHHU R h C h npoHcxofl[HT aHccounauHH KOMnjieKca:

R2C2 + 2cAMP —»2C + 2(R-CAMP).

UHKJiHHecKHH AMP HBjiHeTCH npoflyKTOM ATP, npeBpameHHe
KOTopou K3TajiH3HPyeT (})epMeHT adeHUJiamu,UKJia3a\

ATP —» cAMP + H4P207.

2-6. AfIEHHJIATUHKJTA3HAH CHCTEMA

AjieHHJiaTUHKJia3a H npOTeHHKHH33a K3TajlH3HpyiOT B33HMOCBH-
saHHbie peaKUHH, KOTopbie cocTaBlJinioT ejiHHyio peryjiHTopHyIo
CHCTeMy (pnc. 2.9).
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rOPMOH AfleHwial
Uniala3a

pcxDocaxXXXXXr)

GDF

PEry/IHTOPHblfi
G-BE/IOK 0

UEHTPbI CBfI3bIBAHMfI o}
cAMP4 (" m T)

AKTHBHAfI
- NPOTEHHKHHA3A

HEAKTMBHAJ1 fTPOTEMHKHHA3A

ATP ADP

BEJIOK 3CXDEKT

Phc. 2.9. AfleHH”ammia3Hafl cncTeMa.
R — pery”M TopHaa cy6i1>eiiHHHua; Cc— KaTajMTHHecKan cyétefl[HHHua.

C noMolubio 3toh cHCTeMbi b KjieTKy nepeaaloTCH CHmajibi H3
BHeKJieTOHHOH Cpeflbl H MeTa60JIH3M KlJieTKH H3MeHJieTCH B HyXHOM
HanpaBJieHHH. BHeKJieTOHHbIM bccthhkom cnrHajia Moryr 6biTh pa3-
Hbie MojleKyjibi, b tom MHcjie h ropMOHbi. ®th MOJieKyjibi He npoHH -
KaloT BHyrpb kjictkh, ho «y3HaloTCH» MeM6paHHbiIMH peuenTopaMH.
IIpH aKTHBauHH azieHHJiaTiiHicna3bi nponcxoaHT cjleaylomee:
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H3MeHeHHe KOH(J)OpMauHH peuenTopa nocjie npHCoeflHHeHHH
k HeMy cHmajibHOH MOjieKyjibi h yBejiHHeHHe ero cpoacTBa k
peryjiHTOpHOMY G-6¢ejiKy. B pe3yjibTaTe o06pa3yeTC« KOMnjieKC
peuemopa h npOTOMepOB G-6ejiKa;

06pa30BaHHe 3Toro KOMnjieKca npHBoaHT k H3MeHeHHio koh-
4)opMauHH a-npoTOMepoB G-6ejiKa, kotopmh TepneT cpojictbo
k GDF, n npoHcxoaHT 3aMeHa GDF Ha GTF. B pe3yjibTaTe
KOMnjieKC npoTOMepoB G-6ejiKa pacnajlaeTCH;

a-npoTOMep B3aHMoaeHCTByeT ¢ aaeHHJiaTUHKJia30H, hto Be”eT
K H3MeHeHHIO ee KOH@J)OpMaUHH H K3K CliefICTBHe 3TOTO — K
4KTHBailHH;

nocjie 3Toro &KTHBHan a”eHHjiaTUHKjia3a K3TajiH3HpyeT CHHTe3
cAMP, KOTOpblH B CBOK) OHepeflb 3KTHBHpyeT CAMP-3aBHCH-



Myro npoTeMHKHH<i3y. AKTMBauHH nocjiefl[HeM cBH3aHa ¢ amcco-
HMauMeH KOMnjieKca Bxofl[HiuHX b Hee npoTOMepoB riocjie npn-
coeaHHeHHH cAMP.

npoTeHHKHHa3a 4>oc<J)opH”HpyeT cooTBeTCTByrouuHe 4>epMeHThi,
H3MeHaeT HX aKTHBHOCTb H, ClieflOBaTe;ibHO, CKOpOCTh MeTa60jlH3-
Ma b KlieTKe.

AKTHBauH» (JjepMeHTOB nyTeM nacTHHHoro npoTeojiH3a. HeKOTO-
pbie 4>ePMeHTM cHHTe3HpyroTCH nepBOHanajibHO HeaKTHBHbiMH h
jiMiub nocjie ceKpeuMH H3 KlJieTKH nepexofl[HT b aKTHBHyro 4>opMy-
HeaKTHBHbiIH npeaulecTBeHHMK Ha3biBaeTcn npo”*1epMeHTOM.
AKTHBauHH npo4>epMeHTa BKlJironaeT MOfIH4>HKauHro nepBHHHOM
CTpyKTypbl ¢ OfIHOBpeMeHHbIM M3MeHeHHeM KOH*ropMaUHM. Hanpn-
Mep, mpuncuHoaeH, CHHTe3HpOBaHHbiH b nOA*:ejiyji0HHOH xejie3e, b
KHiueHHHKe npeBpamaeTCH b TpnncHH nyTeM yflajleHHH 4>parMeHTa ¢
N-KOHila:

OHTeponenTMAa3a
TpnncnHOreH » TpnncnH + Val-(Asp)4-Lys.

PaciuenjieHHe onpeaejieHHbix nenTHflHbix cBH3en «3anycKaeT»
HOBbie B33HMOjieHCTBHH R-rpynri no Bcen MOJieKyjie, npHBOfIH k
hoboh KOH4>opMauHH, b KOTopoH R-rpynnbi aKTHBHoro ueHTpa 3a-
HHMaroT onTHMajibHoe nojiojKeHHe ajih KaTajiH3a.



TjlaBa 3 CHHTE3 HyKJIEHHOBbIX KHCJIOT H EEJIKOB

3.1. CTPYKTyPA HyKJIEHHOBbIX KHCJIOT

HyiliieHHOBbie khcjioth npeacTaBjmiOT coéoh JiHHeUHbie nojiHMepbi
HyKJie03HfIMOHO(})0C(j3aTOB, T.e. nojiHHyloieoTHflbi. HyKJieoTHiibi no-
CTpoeHbl H3 Tpex KOMnOHeHTOB! nHpHMHfIHHOBOTO HJIH nypHHOBOTO
OCHOBaHHH, neHTO03bi h (Joc(@)ophoh khcjioth (pHC. 3.1). Mexay
CO60H HyKJieOTHfIbl CBH33HbI B ljenb (J)OC(J)Oii:H3(J)HpHOH CBH3bIO. OHa
06pa3yeTCH 3a cneT 3TepH(J)HKauHH OH-rpynnw 3-ro yrjiepojia neH -
to3m oliHOro HyklieoTHzia h OH-rpynnbi (J)oc(J)aTHoro ocTaTKa apyro-
ro HyKlieoTHjia. B pe3yjibTaTe ojjhh H3 kohhob nojiHHyKjieorajiHOH
HenH 3aK3HHHBaeTC3 CBO60AHbIM (J)OC(J)aTOM (P-KOHeH hjih 5'-ko-

5'-K0OHeu

HyioieoTMfl (afleHo3MHWD H (o Ct)aT)
(2'-0H-rpynnu OTcyrcTByioT b DNA) 3'-KOHeu

Phc. 3.1. TnnHMHbiH HyKlJieoTHa (AMP). CTpyKTypa nOjiHHyi<jieOTHjiHOH
uenH.
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Heu)- Ha apyroM KOHile uenn HMeTCH HescTepH"HUHpoBaHHaa
OH-rpynna 3-ro yrjiepojila neHT03bi (3'-KOHeu) (cm.pnc. 3.1).

riepeumaH cmpyicmypa HyKJieHHOBbix khcjiot onpeaejlaeTCH Kak
nOCJieAOBaTeJIbHOCTb HyKJieOTHJIHbIX OCTaTKOB B nOJIHMepHOH
urenH. M Horoo6pa3He MOlJieKyji DNA h RNA 06bHCHHeTCH hx nep -
bhhhoh c¢cTpyKTypoi. KaK M Horue flpyrne 6nonojiHM epbi, HyKlJien-
HOBbie KHCjiOTbhi HMeiOT eme h emopmHym cmpynmypy, nofl koto-
poi noHHMaioT hx npocTpaHCTBeHHYyIo opraHH3auH io.

3.2. BTOPHMHATfl CTPyKTyPA DNA

MojieKyjia DNA npeflCTaBJineT co6oh npaBosaKpyneHHyio cnupajib,
cocTonmylo H3 jiByx nojiHHyKJieoTHHHDbix uenen C aHTHnapajuilejib-
HbIM XOfloM. & t0 03HaHaeT, HTO 3'-KOHUy OJIHOH uenu COOTBeTCTBy-
eT 5-KOHeu apyroH uenu h Hao6opoT (puc. 3.2).

OcTaTKH ocHOBaHHH HanpaBlieHbi BHyTpb cnupajiH. Ha oahh
bhtok cnnpajiu npuxojiHTCH 10 nap ocHOBaHHH. Uenu DNA He-
HfleHTHHHbI, T3K KaK HyKJieOTHfIHbIH COCTaB HX pa3JIHHCH, OflHaKO
nepBHHHan cTpyKTypa ojihoh uenn npeaonpejiejiHeT HyKlJieoTHjtHylo
nocjiejloBaTejibHocTb jipyroH uenu, T.e. ohh KOMmeMeHmapHbi Jipyr
jipyry. 8to cbh33ho ¢ cymecTBOBaHHeM KOMnyieMenmapHbix nap ocho-
eauul (puc. 3.3).

OH3HKO-XHMHHeCKyiO OCHOBYy KOMNJieMCHTapHOCTH COCTaBJIHIOT
BOflOpOJIHbie CBH3H, KOTOpbie MOTyT 06pa30BaTbCH TOJIbKO Mexuy
ajletHHHOM ojihoh uenu h thmhhom jipyroH, npoTHBonojio*Ho Ha-
npaBlietHHOH uenn (napa A—T) h aHajiorHHHO Me>Kjiy ryaHHHOM h
UHTO3HHOM (napa G —C).

BmopuHHan cmpyKmypa RNA HecKojibKO 1iHan. MojlieKyjla RNA
COCTOHT H3 OJIHOH nOJIHHYKJieOTHJJHOH UenH. UTJieJlbHbie ynaCTKH
3toh uenu (jio 20—30 HyKJieoTHjiHbix nap) Moryr 6biTb KOMnjie-
MeHTapHbi Me>KJiy co6oh h 06pa30BbiBai0T cnupajibHylo CTpyKTypy
3a cneT cBH3eu Me>Kjly ajeHHHOM h ypauujioM (napa A—U) h rya-
hhhom h UHTO3HHOM (napa G—C). Meamy cnHpajiH30BaHHbiMH
ynacTKaMH pacnojiaraioTCH ojiHouenoHeHHbie neTJiH. CymecTByeT
HecKojibKO pa3HOBHjiHOCTeH RNA: MaTpHHHan (MRNA), TpaHC-
nopTHan (tRNA), pnéocoMHaH (FRNA).

Ha pnc. 3.4 npHBeaeHa cTpyKTypa tRNA, y kotopoh cnnpajiH30BaH -
Hbie ynacTKH onpejiejiHiOT cneuH(i)HHecKylo npocTpaHCTBeHHyl0 koh-

Phc. 3.2. CTpyKTypa abohhoh cnHpajin DNA.



TMMHH (T) UHTO3MH (C)

Phc. 3.3. KoMiureMeHTapHbie napbi 0cHOBaHHH. CH3-rpyrina b thm hhe (T)
3aMemaeTca Ha H b ypauHlie (U).

(ilopMaii;Hio — (Jjnrypy ioieBepHoro jiHCTa. tRNA HMeeT Ha 3-KOHue
CCA flJIH CBH3bIBaHHH aMHHOKHCJIOTbI, a B CpeflHeH Hacra MOJieKy-
JIbl — aHTHKOfIOHOBbIH y43CTOK — nOClJieflOBaTCJIbHOCTb HyKJieOTHfIOB,
o6ecneHHBalomyio B33HMojieHCTBHe tRNA ¢ koaohom MRNA.

3.3. AEHATYPAUHfl H PEHATYPAUHfl DNA

BTopHHHaa cTpyKTypa DNA CTa6HJiH3HpyeTCH jinuib cjlaébiMH
BOJIOpPOFIHBIMH H rHJtpO(O6HbIMH CBK3HMH. CjiefloBaTejlbHO, DNA
cnocoOHa k aeHaTypauHH (njiaBJieHHio) npn noBbinieHHH TeMnepaTy-
pbi ao 80—90 °C h peHaTypauHH npn nocjieayioureM oOxjlaacneHHH
(pnc. 3.5).

npu aeHaTypauHH fIByxcnnpajibHaji MojieKyjia DNA pa3aejiHeTc«
Ha oTaejibHbie uenn. TeMnepaTypa, npu kotopoh 50 0 DNA aeHaTy-
pupoBaHo, Ha3biBaeTc« TeMnepaTypoi njiaBjleHHH h 3aBHCHT ot Ka-
HecTBeHHoro cocTaBa DNA. flapbi G—C c¢Ta6HjiH3MpoBaHbhi TpeMH
BOfIOpOAHbIMH CBH3HMH, & napbl A—T — TOJIbKO fIByMH, nO8TOMy
neM 6o0jibiue aojur nap G—C, TeM cTa6njibHee MOJieKyjia. OpH jieHa-



ynaCTOK CBflI3UBaHMR aMMHOKMOIOT

Anthkoaoh

Phc. 3.4. TpexMepHaa npocTpaHCTBeHHaa cTpyKTypa tRNA.
5 3

MejyieHHoe oxJiaxfleHMe

1 ABOUH cnnpanb
3
Phc. 3.5. XleHaTypauHH h peHaTypauHfl DNA.

OflMHapHbie uenn



DNA, DNA2 AeHarypnpoBaHHbie rnopnfl
DNA DNAr DNA2

Phc. 3.6. rH6pHAH3auHH DNA.

TypauHH DNA noraomeHHe cBeTa ¢ zuihhoh bojihm 260 hm noBbiula-
eTca (eunepxpoMHDbii aipcpeicm), mto n03BOJiHeT JierKO KOHTpolinpo-
BaTb cocTOHHHe BTOpHHHOH CTpyKTypbi DNA. Ecjih pacTBop aeHaTy-
pnpoBaHHOH D NA MefljleHHo oxjia>KflaThb (oTxnr), to BHOBb bo3hh-
KaloT c;laébie CBH3H Me>Kfly KOMnjieMeHTapHbiMH uenaMH h MoxeT
nojilyHHTbca cnnpajibHaH cTpyKTypa, nneHTHHHaH hcxojihoh (HaTHB-
hoh). Ha cnoco6Hoc™ DNA k jieHaTypauHH h peHaTypauHH ocho-
BaH MeTOJI MOJieKyjIHpHOH TH6pHJIH3aHHH, KOTOpbIH npHMCHJHOT JUISI
H3ygeHHH CTpoeHHH HyKJieHHOBbIX KHCJIOT (pHC. 3.6).

npenapaThi DNA, BbwejieHHbie ot oco6en, npHHajuilexamnx k
pa3HbiM BHjiaM, 06pa3yK)T HecoBepnieHHbie rnépHjibi. CnnpajibHaa
CTpyKTypa nojiynaeTCH He no Bcen juiHHe MOJieKynbi. B HecnnpajiH -
3HpoBaHHbix yMacTKax nojiHHyKJieoTHjiHbie uenn He KOMnjieMeH-
TapHbi jipyr apyry. CjieflOBaTejibHO, DNA oco6en HenjleHTHHHa.

HyKJiea3bi. HyKJieHHOBbie khcjiotw rHJipojiH3y1oTCH noji jieficT-
BHeM HyKlJiea3 — DNA h RNA. Thjipojih3 moxbt 6biTb BHeKJieTOH-
HbIM HJIH BHyTpHKJieTOHHbIM (cneHH(})HHeCKOe (J)yHKHHOHajlbHOe
pacmeruleHHe).

PecTpHKunotiibie nyKJiea3bi (pecTpHKTashi). EaKTepnn npojjyuH-
pyiIOT Ha6op HyKlJiea3, KOTOpbie pa3pe3aioT hhth DNA b onpejie-
jleHHbix caUTax. Caumu npejicTaBJiHioT co6oh onpejiejleHHylo no-
cjiejioBaTejibHocTb HyKlJieoTHjioB, HHTaeMyio 0jiHHaKOBO b o6o0hx
HanpaBJieHHHX. npHMepbi nocjiejloBaTejibHocTeH, y3HaBaeMbix E.coli,
Bacillus amyloliqguefaciens, noKa3aHbi Ha pnc. 3.7. Pa3Hbie pecTpn-
KTa3bi y3HaioT pa3Hbie nocjiejioBaTejibHocTH. PecTpHKTa3bi 6aKTe-
pHH ynacTByIOT b 3aiuHTe ot HyxepojiHOH DNA, ho, KpoMe Toro,
ohh Hcnojib3yK)TCH npu H3yneHHH nepBHHHOH cTpyKTypbi DNA.

Mojieicyjla DNA xhbothm x h nejloBeKa orpoMHbix pa3MepoB —
130 mjih HyKJieoTHfIHbix nap hmciot juiHHY okojio 4 cm. TaKHe Mojie-
Kyjibi Heyjio6Hbi ajih HccjiejoBaHHH. C noMoiUbio Ha6opa pecTpHKTa3,
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Y3HaBaeMbiM cafiT

Q

E coli)

BamHI
(Bacillus

C £,JLU ]A | amyloliquefaciens)

Phc. 3.7. ripHMepbi caHTOB, y3HaBaeMbix pecTpHKUHOHHbIMH Hyicfiea3aMH.

y3HalomM X pa3Hbie nocjieflOBaTejibHocTH, moxho pa3pe3aTb MOlJieKyjly
DNA Ha (JjparMeHTbi >KejiaeMOH juihhm, yjlo6HOH jijih nccjiejloBaHHH.

CTpyKTypnan opranH3auHH xpoMaTHHa. B cocTaB xpoMaTHHa bxo-
JXHT DNA H THCTOHbl — OelJIKH C BbICOKHM COliep*aHHeM JIH3HHa H
aprHHHHa. tpejinojiaraioT, hto aMHHorpynnbi pajiHKajioB athx aMH-
hokhcjiot B33HMO0jieHCTBYiOT ¢ KHCJioTHbiMH rpynnaMH DNA. UenH
DNA 06BHBaK)T rjio6yjiy thctohob, o6pa3ya neTKOBHjiHylo cTpyKTy-
py nyKJieocoM, KOTopbie CBH3aHbi MejKjiy co060h JiHHKepHOH uenoH -
koh DNA. B jiajibHeHLueM ath HyKlJieocoMbi ynaKOBbiBaloTCH b
KpynHbie xpoMaTHHOBbie cTpyKTypbi, 6,1aroziapH neMy jiocTHraeTca
KOMnaKTHaH hx yialajiKa b xpoMocoMax (pnc. 3.8).

KoMnneKC M3
8 THCTOHB
4 TnnoB

(H2AH2B, HBiH)2

DNA

MCTCH (He) YnaKOBKa DNA m rMCTOHOB
B XOVETM
HyiliieocoMa

Phc. 3.8. YnakOBKa DNA h thctohob ¢ 00pa30BaHHeM xpoMaraHa.



3.4. IOTOK HHOOPMAUHH OT DNA K CTPYKTYPE BEJIKA

HyicfieHHOBbie khcjiotm h 6e;iKH Ha3biBaioT HH(])OpMauHOHHbIMH
MOJieKyjlaMH, TaK k3k b nepejloBaHHH hx MOHOMepOB 3ajioaceH on-
pejiejleHHWH cmwcji. FlocjiejioBaTejibHocTb HyKJieoTHjioB b DNA
onpejiejiHeT CTpyKTypy Bcex 6¢cjikob kjictkh. YgacTKH DNA, kojih-
pyilomne onpejiejieHHbie 6ejikH (reHbi), KonHpyloTCH (TpaHCKpn6H -
pyiOTCH) B BHJie nOJIHHyKJieOTHJIIHOH HenH MaTpHHHOH RNA
(mRNA), KOTopan 3aTeM cjly*"HT MaTpnueH ann CHHTe3a 6ejiKa.
TaKHM 06pa30M, reHeTHHecKaa HH(})opMaHHfl, 3anHcaHHaa b DNA
(b reHOTHnNe), o6ecneHHBaeT 06pa30BaHHe 4>eHOTHNHHecKHX npn-
3HaKOB KJieTKH, T.e. reHOTHU TpaHC(J)OpMHpyeTCH B 4>eHOTHn. 9to
HanpaBlieHHe noTOKa HH(J)opMauHH BKJHonaeT TpH THna MaTpHH-
HbIX CHHTe30B! 1) CHHTC3 DNA — penjlHKaHHIO; 2) CHHTe3 RNA —
TpaHCKpnnuHio; 3) cHHTe3 6ejika — TpaHCJiHHHio.

3.5. PEHJIHKAHHfl DNA

PenjiHKaliiHH DNA (BocnpoH3BejieHHe reHOTHna) npoHcxojiHT no
nojlyKOHcepeamueHOMy Mexanu3My. KajKjiaa HHTb jibohhoh cnnpajiH
TejibHo, BHOBb 06pa30BaHHbie jiByxcnHpajibHbie MojieKyjibi coctoht
H3 ojihoh «hoboh» h ojihoh «CTapoH» uenn.

G—G—C—A—
U U - -A-T
I I l Xt C—C—C—A—T—A
|
HcxoflHan Pa30LueflLunecfl flae MO/ieKy/ibi DNA, |
MO/ieKy/1a DNA Lenn DNA MfleHTHHHbie mcxoahoCl

Cy6cTpaTaMH CHHTe3a hbjihiotcji jje3SOKCHHyKJie0O3HjiTpH4)0c4>a-
Thi, BbinojiHHioniHe pojib cTpoHTejibHoro MaTepnajia h hctohhhkob
®HeprHH. /1jih penjiHKauHH DNA hco6xojihm 6ojibitloH Ha6op pa3-
Hoo6pa3Hbix 4>epMeHTOB h 6ejiKOB — penmKamueHbit KOMmeKC.
Zlajlee onncaHa 4>Yhkhhji ochobhhx komhohchtob ©Toro kom-
njieKca.

EejiKH, pacKpyHHB&ioiHHe cnnpajib DNA, h o6ejiKkH, CTaOHJiH3H-
pylomHe pa3jtejieliHbie hhth DNA (pnc. 3.9). B pe3yjibTaTe jieftcTBHH
3thx 6ejiKOB o06pa3yeTCH pen.nKaTMBiian BHJiKa — ynacTOK DNA, b
npejiejilax KOToporo cnnpajib pacKpyneHa h pa3jiejieHa Ha oraejib-
Hbie uenb. DNA-nojiHMepa3a odecneHHBaeT BKjiioHeHHe b pacTy-
myio «HOByK)» uenb HyicfieoTHjioB, KOMnjieMeHTapHbix «cTapon»,
T.e. MaTpHHHOH uUenH. DNA-nojiHMepa3a He chocoOHa HaHHHaTb
cHHTe3 hoboh uenH ¢ ee nepBoro HyioleoTHjia. UHa MoaceT yjuin-
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p,c. 3.9.



Caxapo<j)oc<}>aTHbiM
DNA | OCTOB
napw
OCHOBaHMM,
CB5I3aHHbie
J BOfIOpOfIHbIMM
CBfI3flIMM

Yfla*eHne noBpexfleHHoro
ynacTKa

DNA-nonnMepa3a ctpomt
HOByiO Konrno

no coxpaHMBUjeMCfl
McnpaBHOU Konnn

DNA-/inra3a
CLUMBeeT pa3pbiB

Phc. 3.10. PenapauHH DNA.

HHTb yxe HMeromyroca Uenb, noaTOMy juih Hanajia peaKHHH Tpe6y-
eTca jarpaitKka (npaUMep), KOTopaa npeflCTaBlifleT co6oh kopotkhh
nojiHHyKJieoTHfl, KOMnjieMeHTapHbiH M 3tphhhoh uenn DNA. Oep-
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m6h t npncoeziHHfleTCH k MaTpH4HOH uenn DNA h k npaHMepy b
o6JiacTH 3'-KOHueBoro HyKlJieorajla npaHMepa. nepeMemaach no
MaTpHUe b HanpaBJieHHH ee 5-k 0 Hua, DNA-nojiHMepa3a yjuiHHneT
3aTpaBKy, npncoeflHHHH k Hei HyKJieoTHfloi oahh 3a apyruM.
OjiHouenoHeHHaa 3aTpaBKa — npaiMep cHHTe3HpyeTcn npu ynac-
thh DNA-3aBHCHMOH RNA-nojiHMepa3bi (npaHMa3bi). CHHTe3
hobwx ueneii DNA MoxeT npoTeKaTb TojibKo b HanpaBjieHHH ot 5
K 3'. TakHM 06pa30M, Ha oahoh uenu DNA cHHTe3HpyeTca Henpe-
pbiBHO «Audupyioinaa» nenb, a Ha apyron o06pa3yiocTCH KopoTKne
({jparMeHTbi — «3ana3dbieawinan» nenb. 3aTeM npaUMep yaajlaeTCH h
06pa30BaBiuHHCH npOMe>KyTOK 3anojiHaeTCH ¢ noMoiubio DNA-
noJiHMepa3bi.

DNA-JiHra3a cnoco®Ha cuiHBaTb nojiyneHHbie KopoTKHe (})par-
MeHTbi, nocjie nero 4)opMHpyeTca HOBaa fIByxcnHpajibHaH MOlJieKy-
jla DNA.

PenapaljHH DNA. lloBpe>Kji,eHHbie ynacTKH DN A hjih oiuh6ohho
BCTpoeHHbhie HyKJieoTHabi y/iajiHioTCfi b pe3yjibTaTe jteicTBHJi cne-
unajibHbix ahjio- h 3K30HyKJiea3 (puc. 3.10). 06pa3ylomHecH npo-
MexyTKH 3anojiHHioTCH ¢ noMombio DNA-nojiHMepa3bi h 3aTeM
CUIHBaiOTCH JIHr33aMH C HCXOJIHOH HHTbIO DNA. tpHHHHOH, BblI3bl-
BaiomeH noBpexjjeHHe DNA, MoxeT 6biTh jieicTBHe 4)aKTopoB ok-
pyxatomed cpel/ibi: yjibTpa(])HOjieTOBOe h noHH3Hpyioluee H3jiyne-
HHe, onpejiejleHHbie xhmhhcckhc coejiHHeHHH.

3.6. CHHTE3 RNA - TPAHCKPHnHHH

MojieKyjla DNA, xpaHHiuan reHeTHHecKyio HH~”opMaunio, Heno-
cpejicTBeHHoro ynacTHH b cHHTe3e 6ejika He npHHHMaeT, ho ¢ Hee
no Mepe hcodxojihmocth cHHTbiBaeTcn HH(J)opMauHH, T.e. cneuu-
cJ)HHecKHe ynacTKH DNA KonnpyloTCH (TpaHCKpHOupyiOTCH) b BHjie
RNA ¢ nocjiejiyloiuet TpaHCJiHuned b nojiHnenTHflHyio uenb
6ejika. TpaHCKpunuHH, KaK h penjiHKauHH DNA, — ©HjiosprHHec-
KHU npoueCC, COnpHJKeHHbIU C HCn0JIb30BaHHeM HyKJieO3HfITpH-
4>0c4)aTOB b KanecTBe cyécTpaTOB h hctohhhkob sHeprHH (puc.
3.11).

RNA-nojiHMepa3a KaTajiH3HpyeT chhtc3 Bcex THnoB RNA. Oco-
6eHHocTbio ~elicTBHH BToro 4>epMeHTa hbjihctch to, hto oh npejiBa-
PHTejibHo «y3HaeT» Ty nacTh DNA, KOTopylo hco6xojihmo TpaHCKpH-
OHpOBaTh, H npHCOejIHHHeTCH K Heii. YnaCTOK, C KOTOphIM CBH3blIBa-
eTcn RNA-nojiHMepa3a, Ha3biBaeTCH npOMOTOpOM. FlocjiezioBaTejib-
HocTb OCHOB3HHU ¢ HanpaBlieHHeM ot 3' k 5' no xoziy uenn DNA
Hnxe caUTa npoMoTOpa Hcnojib3yeTen b KanecTBe MaTpnubi jijih
cHHTe3a RNA. iJpyran uenb ocTaeTcn HeTpaHCKpH6npyeMOH. RNA-
nojiHMepa3a BMecTe ¢ pacTymel uenbio RNA nepeMeuiaeTCH no
MaTpuue jio Tex nop, noKa He jlocrarHeT TepMHHHpylomero KojioHa.
« 3yKapHOTHHeCKOU DNA HH4>0pMaUHH, HeOOXOJIHMaH JUIH CHHTe33
6ejika, xpaHHTCH Ha onpejiejleHHbix ynacTKax - 3K30Hax, pa3ae-
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Phc. 3.11. TpaHCKpHnuHH DNA c¢ 06pa30BaHHeM mRNA.

jieHHbix HHTpoHaMH — ynacTKaMH, He coflepxauiHMH reHeTH-
necKOH HH(})opMaHHH (HeKOflHpyiloiiHe ynacTKH).

IlpH TpaHCKpnnuHH reHa CHanajia o06pa3yeTca nepeuHHDbil
mpaucKpunm, KOTopbiH 3aTeM noflBepraeTca «/iopa6oTKe» — npo-
ueccHHry. Cyrb «aopaboTKH» 3aiiHOHaeTCH b Bbipe3aHHH HHTpo-
hob (cmalicum) H3 mMRNA nepen TpaHCJiHuneH h npncoeflHHeHHH

xapaKTepHbix hjih mMRNA KOHueBbix nocjie,aoBaTe.libHocTeH (pnc.
3.12).
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Phc. 3.12. YflaneHHe hhtpohob H3 mMRNA.

3.7. CHHTE3 BEJIKA - TPAHCJIfIHHfl TEHETHHECKOM HIIOOPMAHHH

Chhtc3 odejixa — ato He nepenHCbiBaHHe HH(J)opMauHH, a nepexoa
OT OflIHOH CHCTeMbl HH(j)OpMaHHH (HyKjieoTHAHaH nocjieAOBaTejib-
HOCTh — HeThbipex6yKBeHHbIH H3bIK) K flpyrOH (aMHHOKHCJIIOTHaH
nocjiejioBaTejibHocTh — ABazmaTHOyKBeHHbiH H3biK). 3to 06-b5icHa-
eT, noneMy TpeTHH MaTpHHHbIH CcHHTe3 Ha3blBaiOT TpaHCJIIHHHeH.
B ocHOBe nepeaaHH HHcJ)opMaiiHH jiexHT 6H0JiOrH<iecKHH Koa —
CBoeo6pa3Hbiil cjloBapb ajih nepeBoaa. Oh HMeeT cjieaylomHe oco-
6eHHocTH. Koa cneniKpuHecKul, noTOMy hto TpnnjieTbi HyKJieoTH-
dob (KodoHbi) mRNA KoanpyioT Kaacnbiiit OAHy aMHHOKHCjioTy. TaK
K3K HyKJieHHOBbie KHCJIOTbl COCTOHT H3 KOMOHHaUHM HCTbipeX HyK-
JieoTHAOB, t0 cymecTByIOT 64 pa3JiHHHbIX TpnnjieTa, KoaHpyioniHX
20 aMHHOKHCJIOT, nO8TOMy KOfl Ha3blBaeTCfl BhipOJKdeHHbIM (pnc.
3.13). HanpnMep, aMHHOKHCJioTa cepHH KoanpyeTCH TpnnjieTaMH
UCU, UCC, UCA, UCG, AGC. HacTO npn H3MeHeHHH TpeTbero
HyKJieOTHfla KOAOHa aMHHOKHCJIOTa He H3MeHfleTCH, HTO O6'bHCHH-
eTca ero MeHbuien 3HaHHMocThbio jyih TpaHcjiHUHH no cpaBHeHHio ¢
nepBbIMH AByMH OCHOBaHHHMH. TeHeTHHeCKHH KOA HenpepblOHbIU,
HenepeKpbieawmuiicH h no cymecTBy yHueepcaAbHbil. 3a peAKHM
HCKJIIOHeHHeM, Bce OpraHH3Mbl HCnOJIb3yiOT OflHH H TOT x e KOfl.
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Phc. 3.13. EnojiorHHecKHH ko/i. llocjieaoBaTejibHocTb HyKJieoTHjioB kojio-
Ha cHHTbiBaeTCH ot ueHTpa k nepHcJiepHH.

3.8. AMHHOAUHJI-tRNA-CHHTETA3A H PACIHHtPPOBKA KOfIA

Han6ojliee npHcnoco6jieHa k pojih MOJieKyjibi ajih pacniH4)poBKH
tRNA, TaK k3k oHa Mo*eT cjiyxHTb ajianTepoM Me»my TpnnjieTaMH
HyKJieOTHfIOB Ha m RN A H COOTBeTCTByiOmHMH HM aMHHOKHCJIOTa-
MH. BbinOJIHeHHe aHanTepHOH 4>yHKUHH CTaHOBHTCH BO3MOXHbIM
nocjie CBH3bIB3HHH tRNA c¢ OnpefleJieHHOH aMHHOKHCJIOTOH. B3a-
HMHOe «y3HaBaHHe» aMHHOKHCJIOTbl H tRN A npOHCXOAHT ¢ nOMO-
uibio 4»epMeHTa aMHHoauHjI-tRNA-CHHTeTa3bi. 3tot 4>epMeHT «y3-
HaeT» h cBH3biBaeT tRNA, a 3aTeM nepeHOCHT aMHHOKHcjioTHbm
ocTaTOK Ha rpynny 3'-OH KOHueBoro afleHO3HHa, npHcoeflHHHH ee
CJIOIKHO-8NHpHOH CBH3bIO:

aa-tRNA-cnHTeT33bi
Amhhokhcjiote + tRNA + ATP —m AMMHoauM/I-tRNA + AMP + H4P207.
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B3aHMoaeHCTBHe aa-tRNA ¢ koaohom mRNA o6ecneMHBaeTca
TeM, hto b ouhoh H3 neTe;ib MojieKyjiw tRNA HMeeTca TpnnjieT
HyKJieoTHjioB — aiTHKOAOH, KOMnjieMeHTapHbift onpeaejieHHOMy
KOfIOHy mRNA (cm. pnc. 3.4).

PHOOCOMbI — 3TO MaCTHUbI, Ha KOTOpbIX npOHCXOfIHT CHHTC3
6ejiKa. Ph6ocomm npoKapnoT HMeloT fIBe cy6T>ejiHHHHbi: Majiyio —
30S, cocToamyio H3 oflHofi MOjieKyjibi RNA n 21 éejiKa, h 60jib-
utylo — 50S, cocTOHmy1o0 H3 2 MOlJieKyji RNA n 34 pa3Hbix 6ejiKkOB.
Ph6ocomm ayKapHOT hmciot oneHb noxoxyilo cTpyKTypy, ho He-
CKOlJibKo 60jiee KpynHbie — cy6T>eflHHHUbi 40S n 60S. M ajiaa cy6-b-
ejiHHHua cB33biBaeTCH ¢ MRNA, a tRNA coe/iHHHeTca ¢ 06eHMH
cy6"bejiHHHU,aMH. Flo Mepe cHHTe3a 6ejiKa nocjiejloBaTejibHocTb ko-
jiohob MRNA CHHThiBaeTCH oahh pa3 b npouecce abhxchhh pnéo-
COMbI BJIOJIb MaTpHUbI. KaK TOJIbKO CaHT HHHUHaUHH mMRNA ocCBoO-
60>KjlaeTCH ojihoh phéocomoh, ¢ hhm MoxeT cBH3biBaThC5i apyraa.
rio3ToOMy OJIHa MRNA HaCTO MOJKeT 6bITh CBK3aHa C HeCKOJIbKHMH
Ph6ocom3mh, o6pa3ya nojiHpwodocoMy.

MHHUHaHHH (pnc. 3.14). G0 Toro KaK HaHHeTCH cHHTe3 6¢ejiKa,
()OpMHpyeTCH HHHUHHpYiOUIHH KOMnJieKC, COCTOHIUHH H3 MgjIOH H
OQIIbUIOH CyO'hejlIHHHU PHOOCOM, 6gjIKOBbIX 4»aKTOpOB HHHUHaUHH
h aMHHoauHJi-tRNA. HHHunauHH «3anycKaeTca» cneuH(J)HgecKOH
nocjlieaoBaTejibHocTbK) mRNA, coflepxameil koloh MeTHOHHHa.

9jIOHrauHH (pnc. 3.15). BojibiuaH cy6T>ejiHHHua pnéocoMbi HeceT
jlBa pajioM pacnojioxeHHDbix catiTa CBH3biBaHHH tRNA: ojihh c¢B«3bi-
BaeTCH ¢ aMHHoauHJi-tRNA (cauT A), a Jipyroit — ¢ nenTHjiHJi-
tRNA (calT P). CneuH())HHHocTb athx calTOB cBH3biBaHHH onpejie-
JIHETCH KOJIOH3IMH mRNA, KOMOneMeHTapHbIMH K aHTHKOJIOHaM
tRNA. nenTHjiHJibHbit oct3tok (hjih N -4>opmhjiméthohhh Ha nep-
BOU CTajlHH) nepeHOCHTCH Ha aMHHOKHCJIOTHbIU OCT3TOK tRNA,
cBH3aHHbil ¢ calTOM A, ¢ 06pa30BaHHeM nenTHjiHJi-tRNA b calTe
A h «nycTol» tRNA b catTe P. 9to 4>opMHpoBaHHe nenTHjiHou
cbh3h KaTajiH3HpyeTCH pn6ocoMajibHou nenTHjtHJiTpaHC”)epa30H.

«CBo60jiHaH» tRNA noKHjiaeT caiT P h HOBaa nenTHJiHJi-tRNA
nepeMemaeTca H3 calUTa A b ocbo6ojihbuihhch caUT P, a pH6ocoMa
npojtBHraeTCH no mRNA, htoém noMecTHTb b cbodojihmi caUT A
hobm{ kojioh. ©tot 3Tan Ha3biBaeTc« mpaHc/ioKanuel. ®8Tanbi hhh-
UHaUHH, CBH3MB3HHH aa-tRNA H TpaHCJIOKaUHH npOTeKaiOT ¢ HC-
nojib30BaHHeM ®HeprHH GTP (cm. puc. 3.15).

TepMHHauufl. ©jioHrauHH uenn npojtojixaeTCH jio Tex nop, noKa
pH6ocoMa He jiocTHrHeT TepMHHajibHoro KojioHa (UAG, UAA,
UGA). OaKTopbi TepMHHauHH Bbi3biBaioT OTjiejieHHe «3aBepiueH-
Horo» nojiHnenTHJta ot nenTHjiHJi-tRNA b caUTe P.

ri0CTTpaicjiHHHOHHaa MO,iH(J)HKannH. nojinnenTHjibi, nojiyneH-
Hbie b pe3yjibTaTe onHcaHHoro npouecca, cnoHTaHHo cKpyHHBaKJT-
CH, o6pa3yH BTOpHHHyiO H TpeTHHHyK) KOH(J)OpMaUHH.

B KlieTKax xhbothm x MHorne 6ejik H cHHTe3HpyloTCH b BHjie mo-
JieKyji-npejiuiecTBeHHHKOB, TpedyiouiHx MojiH(J)HKauHH jijih npno6-
peTeHHH OHOJIOrHHeCKOU 3KTHBHOCTH. HanpHMep, HHCyjIHH CHHTe-
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Phc. 3.14. HHHunamtH TpaHClJiauHH Y ayKapnoT.

3HpyeTca b BHfle npoHHcyjiHHa h npeflCTaBJineT coéoh ofl[Houeno-
MeHHyio MOJieKy/ly. llocne yaajieHHH cneuH"HHecKHMH npoTea3aMH
nojinnenTHAHoro cerMeHTa oh npeo6pa3yeTCH b fIByxuenoHeHHyIo0
MojieKyjiy ¢ BHyrpH- h MexuenoHeHHbiMH flHcyjib(J)HfIHbIMH mocth-
KaMH. ripHcoeaHHeHHe npocTeTHHecKon rpynnbi ¢ 00pa30BaHHeM
cjioxhhx 6ejiKOB h o08'beaHHeHHe np0TOMepOB b ojinroMepHbiH
OeJIOK TaiOKe npOHCXOJIHT nOClJie 33BepUieHHH TpaHCJIHUHH. H3BeCT-
hw MHorne apyrne nocTTpaHcjiHHHOHHbie MOflIMcJmKauHH 6cjikob:
HanpHMep, TaKHe KOBajieHTHbie MoaHcJmKauHH, KaK aiteTHJinpoBa-
HHe, (J)OC(})OpHJIHpOBaHHe H rJIHKO3HJIHpOB3HHe. KpoMe Toro, MO-
>KET npOHCXOJIHTh MOAH(J)HKailLHH 3MHHOKHCJIOTHbIX OCTaTKOB, Ha-
npHMep npeBpameHHe npojiHHa h JiH3HHa b OKcnnpojiHH h okchjih-
3hh b KojulareHax, HoanpoBaHHe rapo3HHa b THpeorjiodyjiHHe h t.a.
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3.9. PEryjWUHTfI CHHTE3A EEJIKA

KoHueHTpauHH mhothx 6cjikob b icneTKe HenocTOHHHa h H3MeHHeTc«
B 33BHCHMOCTH OT COCTOHHHH KJieTKH H BHeiHHHX yCJIOBHH. 8tO npo-
hcxojiht b pe3yjibTaTe peryjlauHH CKopocTen cHHTe3a h pacnajia 6eji-
kob. PeryjiHHHH 8 Kcnpeccnn reHOB MoxeT ocymecTBJiHTbhcn Ha jIl0-
6oh cTaflIHH Ha nyra ot reHa ao 06pa30BaHHH ()yHKHHOHajibHO-aK-
thbhoto OejiKa.

PeryjmuHH rpanckpniunnn. TpaHCKpnnuHH reHOB MoxeT noaaB-
JIHTbCH HJIH aKTHBHpOBaTbCH, ClieflOBaTejlbHO, CHHTe3 6eJIKOB MO>KeT
penpeccupoeambcn ujiu UHdyniipoeambcen. Onepon — ato ynacTOK DNA,
KOfIHpyiOIUHH CTpoeHHe, K3K npaBHJIO, (JjyHKUHOHajIbHO cBH3aHHbIX
6ejiKOB h coaepxaluHH peryjiHTopHyio 30Hy, KOHTpojiHpyiomyio chh-
Te3 3thx 6ejiKOB. Ha puc. 3.16 npHBejieHa cxeMa jlaKTO3Horo onepoHa.

npOMOTOp CTpylaypHbie reHbi:
I T 1
— AVAN
RNk-nonnMepa3a-""M DNA
i P 0 z y a

TpaHCKpwmMfl 3a6"0KnpOBaHa

RNA
m Be”~OK-penpeccop RNA-
nonmepa3a
HHAYKTOP (awi0JiaicT03a)
DNA * O
i P 0 z y a r
MRNA
MRNA 9 )
HeaKTMBHbIfi %
MHIYKTCP  RenPecc®P
TpaHC/isIUM(l
~jn
p-ranakT03ma3a nepMea3a naiao3bi TmranakToaw

TpaHcau,emna3a

Phc. 3.16. PeryjiHUHH ©KcnpeccHH lac-onepoHa E.coli.



CmpyKmypHbie eemi, MH/iyunpyeMbie cobmcctho, pacnojiarajoTca Ha
MOJieKyne DN A phiiom ¢ nocjiezioBaTejioHocTHMM HylaieoTMiioB, Ha3bi-
BaeMbix npomoTopoM h onepaTopoM. Jxnn peryjuluHH TpaHCKpnnuHH
Heo6xoiiMM eme o/imh ynacTOK DNA — peeymmopHbiii ze/1, He Bcer/ia
pacnojlaralomHHCH b6jih3myKa3aHHoti rpynnbi. Bo BpeMH TpaHCKpnn-
Uhm RNA-nojiHMepa3a cBH3biBaeTCH ¢ npoMOTopoM m npoflBMraeTca
Baojib DNA, o6pa3ya TpaHCKpnnT reHOB onepoHa.

EejiKH-penpeccopbi — npoiyKTbi TpaHCJiauHH peryjiaTopHbix
reHOB. OHH CBH3bIBaiOTCH C COOTBeTCTByiOIHMMH OnepaTOpHbIMH
ynacTKaMH h 6jioKHpyioT npofIBHxeHHe RNA-nojiHMepa3bi h, cjie-
AOBaTejibHO, npenaTCTBy1oT TpaHCKpnnuHM.

HH/yKTopbi — HedojibuiHe MOJieKyjibi, KOTOpbie MoryT CBK3bi-
BaThbcH ¢ 6ejiKkaM H-penpeccopaMH h HHrH6npoBaTbh hx cnoco6HocTh
CB5I3bIB4TbCH C OnepaTOpHbIMH yMaCTK3MH DNA. TaKHM 00pa30M,
TpaHCKpHNUHH MOXeT npOHCXOfIHTb TOJIbKO B npHCYTCTBHH HHiyK-
Topa. HHayKTopaMH TpaHCKpnnuHH cjiyxaT cy6cTpaThi MeTadojiH-
HecKHx nyTefi. Ohh CTHMyjiMpyioT chhtc3 6ejiKOB, o6ecneHHBalo-
luhx mx npeBpaiueHHa.

Kopenpeccopbi — jiHraH /thi 6ejik OB-penpeccopoB. Kopenpeccopa-
MH, K3K npaBHJIO, HBJIHIOTCH KOHeHHbie npOJiyKTbl MeTaOOJIHHeCKHX
nyTen. PoJib HHayKTopoB h penpeccopoB MoryT nrpaTh ropMOHbi.

3.10. PEryjIHUHfI AEUCTBHfI TEHOB
H KJIETOHHATflI /IHIXDEPEHHHPOBKA

B KlieTKax xhbothw x KpaTKOBpeMeHHbie aflanTHBHan MHflyKUMH m
penpeccHH cMHTe3a 6¢cjikob BO3HHKai0OT npn M3MeHeHHM kohucht-
pauMH onpejiejieHHbix BemecTB: cyécTpaTOB, npoayKTOB MeTadojiH-
recKHX nyTel, topmohob. Ofl[HaKo cymecTByioT Taicace /uiHTejibHbie,
nacTo coxpaHHiomHecH Ha npoTH>KeHMH Bcen >kh3hm HH/yKUHH h
penpeCCHH, B03HHKaiomHe B XOiie KJieTOHHOH UM(J)(j)epeHUMpOBKH.
Pa3Hbie H(J)c})epeHunpoBaHHbie kiJieTkH oflHoro opraHH3Ma HMeioT
OfIMH3KOBbIM Ha6op reHOB, HO, K3K npaBHJIO, OTJIHHaiOTCfl 6eJIKO-
BbIM COCTaBOM. Pa3JIHHH5I KJlieTOK npH JIH(3)4)epeHHHpOBKe BO3HH-
KalOT b pe3yjibTaTe penpeccuu odniix eenoe u depenpeccuu dpyzux.
MojieKyjlapHbie MexaHH3MW peryjrauHH TaKoro THna HejioOCTaTOHHO
H3yneHbi. Ho o6iuhh npHHUHN jiencTBHH cneuM4»HHecKMx peryjia-
TOpoB CBOfIHTCH K CO03flaHHIO 30H DNA, HeflOCTynHbIX UJIH TpaHC-
KpnnuHM 3a cneT KOH/ileHcauMH xpoMaraHa.

3.11. HHrHBHTOPbI MATPHHHbIX BHOCHHTE30B

HcnOjib30BaHHe HeKOTopwx jieKapcTBeHHbix cpeacTB H3 rpynnw
3hth6hothkob 0OCHOBaHO Ha HHrHOHpoBaHHH npoTeKalolil,ero b na-
ToreHHbix MHKpoopraHH3Max MaTpHHHoro 6HocHHTe3a. HanpM Mep,
TeTpauHKJiIHH HHrn6HpyeT ajioHraunio, OJioKHpyn ueHTp CBH3biBa-
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hhh aa-tRNA Ha pn6ocoMe, sphtpomhuhh HHrHOnpyeT TpaHc’o-
Kau,Hio. llpomueodaKmepuajibHbie cpedcmea oéiaaaioT aOCTaTOHHO
BbICOKOH H36HpaTelibHOCTbK) H M3JIOTOKCHHHbI fUIH HejlOBCKa. &tO
06'bHCHHeTCH TeM, HTO pHOOCOMbI 6aKTepHH OTJIHHaiOTCH OT pHOO-
com ayKapHOT no Macce; KpoMe Toro, HeKOTopbie (J)epMeHTbi h
6ejiKH ph6ocom pa3jiHHaloTCH cTpoeHHeM.

JJpomueoonyxojieebie anmuéuomuKU (3kthhomhhhh D, pyéoMH-
uhh h t.ji.) HapyuiaioT cTpyKTypy DNA h HHrHOnpyioT penjiHKa-
UHio DNA h(hjih) TpacKpHnuHio. JleKapcTBeHHbie cpejicTBa atoh
roynnw He o6jlaaaloT a6c0JHOTHOH H36HpaTejibHocThio no oTHollle-
hhio k DNA onyxojieBbix kjictok, noaTOMy ohh ziocTaTOHHO tok -
CHHHbI. Ofl[HaKO H36npaTejlbHOCTb B HX JteHCTBHH Bce xe HMeeTCH,
ho 061>HCHHeTCH He HajiHHHeM DNA, a apyrHMH 4)aKTopaMH, Ha-
npHMep npoHHuaeMocThio MeM6paH onyxojieBbix h 3ziopoBbix Klie-
TOK, OCOOeHHOCTHMH MeTa6ojlH3Ma H T.fl.

3.12. rEHHbIE MyTAHHH

Pa3JiHHHbie (J)akKTopw MoryT HapyulaTb nocjleaoBaTejibHocTb HyKlie-
othdaob b DNA h, cjiejioBaTejibHO, H3MeHHTb reHeTHnecKyio hh-
(J)opMauHio. TaKHe u3MenenuR nepeumiold cmpyKmypbi DNA, ne uc-
npaejtennbie penapupywineid cucmeMOU, Hd3bieaH)mcH Mymai{UHMU.
llpHHHHaMH MyTauHH MoryT 6biTb noBpexAeHHe DNA yjibTpa(})HO-
j1eTOBbiMH JiynaMH, HoHH3HpyioineH paaHauneH, xhmhhbckhmh co-
eaHHeHHHMH oKpyxalotiieH cpeabi h oihh6kh penjiHKauHH. TeHe-
THHecKHe MyTaliHH BejiyT k cHHTe3y H3MeHeHHoro, jie(J)eKTHoro
6ejiKka. MyTauHH, 3aTparHBailolliHe peryjiHTopHylo 30Hy onepoHa,
HapyiwalOT peryjiHUHio hjih Bbi3biBaioT npeKpauleHHe CHHTe3a
6ejikKa. BbwejiHioT HecKOJibKo pa3HoBHflIHOCTel MyTauni.

1. 3aMena nyKAeomuda e Kodone. TaKoe H3MeHeHHe mokct npn-
BeCTH K H3MeHeHHK) CMbiclia KOflOHa — MHcceHC MyTaUHH H nOHB-
JieHHIO B OejlKe HOBOU aMHHOKHCIIOTbI. EcJIH B pe3yllbTaTe 3aMeHbl
HyKjieoTHjia kojioh npeBpaiuaeTCH b TepMHHHpyiouiHU — hohcche
MyTauHH, to CHHTe3HpyeTCH He3aBepiueHHbil dejioK, TaK KaK ero
CHHTe3 npepbiBaeTCH Ha atom KoaoHe. B to *e BpeMH 3aMeHa He
Bceraa npHBOAHT k H3MeHeHHio cMbicjla KoaoHa. TaK KaK kot bh-
pOXfleHHbIH H OflHa aMHHOKHCJI0Ta KOJIHpyeTCH HeCKOJIbKHMH KO-
flOHaMH, to b pe3yjibTaTe MyTauHH MOxeT nojiyHHTbcn hobm i
KOJIOH, HO KOflHpyiOIUHU Ty Xe 3MHHOKHCIIOTYy.

2. JehieuuH — ympama MOHOMepa W3 yenu. BO3MOXHa yrpaTa
4>parMeHTa DNA, cocToaluero H3 Tpex HyioleoTHjioB hjih kojihhc-
cth3 HyKjieoTHjioB, KpaTHoro TpeM. B atom cjiynae BbinaaaeT ojihh
KOfIOH hjih HecKojibKo, a b 6ejiKe yTpaHHBaeTCH oaHa hjih HecKOJib-
KO aMHHOKHCJIOT. EcjlH B DNA yTpaHHBaeTCH OflHH MOHOMep (hjih
KOJIHHeCTBO HyKJieOTHUOB, He KpaTHOe TpeM), TO H3MeHHeTCH
cmhcji Bcex nocjleayloluHx kojiohob. HenojiHbil koaoh npn chh-
TbIB3HHH flOnOJIHHeTCH HeAOCTaiOIUHM HyKJieOTHfIOM H3 coceaHero
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KOAOHa H «paMKa» CHHTbIBaHHH npH TpaHCKpHnUHH CMemaeTCH.
B pe3yiibTaTe t3koh MyTaunn cHHTe3HpyeTCH 6e~oK co cliynaHHOH
nocjleaoBaTejibHocTbio 3m hhokhcjiot nocjie MecTa MyTauHH.

3. BcmaeKa donomumejibHbix Monomepoe. B cjiynae bct3bkh
(PparMeHTa H3 Tpex HyKjieoTHjioB (hjih KOJiHHecTBa, KpaTHoro
TpeM) CHHTe3HpyeTCH 6ej10K, yflJlHHeHHbIH Ha OAHy HIIH HeCKQUIbKO
aVHHOKHCIIOT. ECJIH B Uenb BKINIOHaeTCH oflHH MOHOMep HIIH KQJIH-
necTBo MOHOMepoB, He Kparaoce TpeM, to nponcxojiHT MyTaunn co
CfAIBHrOM «p3MKH» CMHTbIBaHHH, K3K OnHCaHO BblUie, H CHHTC3Hpy-
€TCH 6eJIOK C H3MeHeHHOH nOCJieflOBaTejlbHOCTbK) aMHHOKHCIIOT
nocjie MecTa MyTauHH, He cnocoOHbiH BbinojiHHTb cboh (}yHKHHH.

Pa3JiHHaioT MyTauHH HeUTpajibHbie, nojie3Hbie h BpeflHbie. MyTa-
HHH b nojioBbix KjieTKax nepetaloTCH no HacjieacTBy h MoryT npoHB-
JIHTbCH K3K HaCliedcmeeHHUH 60Ae3Hb, CBH3aHH3H CO CTpyKTypHbIMH H
(J)yHKHHOHajlbHbIMH H3MeHCHHHMH 6¢jIKOB. MyTaUHH B COM3THHeC-
KHX KlieTKaX MOryT Bbl3blBaTb pa3JIHHHbie (})yHKUHOHajlbHbie Hapy-
uleHHH, a HHorjia TpaHC(})opMauHio kjictok h pa3BHTHe onyxojien.

Ecjih b pe3yjibTaTe MyTauHH cBoicTBa 6ejiKa H3MeHHJIHCb b jiyq-
ultylo cTopoHy h noBbiutaioT *H 3Hecnoco6HocTb opraHH3Ma, to
TaKHe MyrauHH &énojiorHHecKH nojie3Hbi h hbjihiotch cpeacTBOM ec-
TecTBeHHoro oT6opa.

3.13. nOJIHMOPOH3M BEJIKOB

npu (})HjioreHe3e nponcxoflHT ycjlo*HeHHe reHOMa. UpHHHHaMH
O Toro ycjio>khehhh hbjihiotch ynBoeHHe reHOB h He3aBHCHMbie MyTa-
uhh b hhx. nojiynaioTCH BapuaHTbi reHOB, KOTOpbie, 06pa30BaBuiHCb
y oTjiejibHbix oco6en, pacnpocTpaHHK)TCH b nonyjiHUHH b pe3yjibTaTe
HacjieaoBaHHH. TaK <J)opMHpyeTCH reHeTHHecKan Heo/iHopojiHocTh,
BejiymaH k (})eHOTHnHHecKOH HeojjHopojiHocTH (reTeporeHHocTH).
lojiHM op(})H3M 6ejiKOB o6ycjioBJiHBaeT cyluecTBOBaHHe pa3Hbix 6eji-
KOB, BbhinOJIHHIOIUHX Ofl[HHaKOBbie HJIH OHeHb CXOJIHbie (})yHKUHH.
UOHBJieHHe nepBoro THna nojiHMop(})Hbix 6cjikob cbh33ho ¢ yBejiHHe-
HHeM HHCjia jloKycoB, KOflHpyroiuHX onpejiejleHHbiH 6ejioK b xpomo-
coMe b pe3yjibTaTe yjiBoeHHH h MyrauHH, T.e. 06pa3yeTCH rpynna
cxoaHbix JioKycoB b reHOMe HH/iHBHjia. TeHbi athx 6ejiKOB He ajuilejib-
Hbi, ohh 3aHHMaiOT pa3Hbie jiokycbi (HbA, HbA2 HbF). nojiHMop(3)-
Hbie 6ejiKkH — BToporo THna — ato npojiyKThi ajuiejibHbix reHOB
(HbA, HDbS), T.e. HMeeTCH MHOXxecTBo ajuilejieii b reHO(})OHjie nonyjiH -
UHH. nOJIHMOp(})H3M 6ejlKOB HaCTOJIbKO BejlHK, HTO MOJKHO TOBOpHTb
O OHOXHMHHeCKOH HHJIHBHJiyajlbHOCTH OpraHH3Ma.

3.14. METOAbI PABOTbl C TEHHbIM MATEPHAJIOM

TpyaHocTH b H3yneHHH DNA 3aKJiK)HaloTCH b cjiejiyioiueM :

1) MOJieKyjibi DNA xhbothhx h HejioBeKa HMelOT orpoMHbie
pa3Mepbi. TaKHe MojieKyjibi Heyjio6Hbi jijin HccjiejoBaHHH h hx
npejiBapHTejibHo pa3pe3aloT, 4>pa™eHTHpyIOT ¢ noMouibio cneun-
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AeHalypaunfl rnépn«n3aun« no/inMepn3auugi

Phc. 3.17. CTaflHH oaHoro uniciia PCR.

ajibHbix (JjepMeHTOB — pecTpHKTa3, BbiaeliaeMbix H3 6aKTepnn. Pe-
CTpHKT33bi «y3HaloT» onpejieieHHDbie nocjiejioBaTejibHocTH h pa3pe-
3a10T DNA b onpejiejieHHbix MecTax (cm. pnc. 3.7);

2) KOJiHHecTBo DNA b KlieTKe hcbcjihko, noaTOMy hcodxojihm
cnocod yMHO"eHHH (aMnjiHtJjHKauHH) H3ywaeMOH DNA in vitro.
TaKHM MeTOQjioM HBJiaeTCH nojiH Mepa3Haa neitaH peaKinisi — PCR,
KOTOpaH n03B0JineT aMnjiH(J)HHHpoBaTh DNA hjih ee clipartMeHT o
MHJJIHOHbI pa3 3a HeCKOJIbKO M3COB. PCR OCymeCTBJIHIOT b npo-
onpKe ¢ noMouibio TepMocTa6HJibHoii DNA-nojiHMepa3bi (Tag-
nojiHMepa3bi) npn ynacTHH jie30KCHHyKJie03HjiTpH(J)0C(j)aTOB —
CyOCTpaTOB H KOpOTKHX OJIHrOHyKJieOTHJIHbIX 3aTpaBOK — npaHMe-
pOB. ripaHMep — 3TO KOpOTKHe, JUIHHOH B 20—30 HyKlieOTHJIOB,
oflHouenoHeHHbie (JiparMeHTbi DNA, KOMnjieMeHTapHbie 3'-KOHue-
bhm nocjiejioBaTejibHocTHM KonnpyeMOH DNA-MaTpnubi. Bjiarojia-
pn npanMepaM orpaHHHHBaeTCH (JjparMeHT DNA, KOTopbiH 6yjieT
cKonnpoBaH Tag-DNA-nojiHMepa3on, npHcoef[HHHiomeHCH «k 3'-
KOHuaM npaHMepoB h jiocTpaHBaloiieH hx jio 3ajjaHHOH juihhm. Pe-
aKHHH npoTeKaeT b HecKojibKo ctajihh (pnc. 3.17).

1. JlehamypanuH. MHKy6auH OHHyiO cMecb HarpeBaroT jio TeMne-
paTypbi 90 °C. ripn stom nponcxojiHT pa3pyuieHHe cjiabbix CBH3en
b DNA h H3 ojihoh jiByxuenoHeHHOH MOJieKyjibi 06pa3yioTCH jiBe
ojiHouenoHeHHbie.

2. ru6bpudu3ai,UH npaUMepoe. TeMnepaTypy cHHxaioT jio 50 °C.
ripH 3tom npoHcxojiHT ™ 6pHjiH3aHHH ueneH DNA ¢ npaUMepaMH.

3. lloAUMepu3anuH. HHKysauHOHHylo cMech HarpeBaioT jio TeM-
nepaTypbi 70 °C. lipH atoh TeMnepaType Tag-nojiHMepa3a yjuiHHH-
eT o6a npaiMepa ¢ hx 3'-kohhob. IlpaHMepbi ji,opacTaloT jio pa3-
MepoB MaTpHHbi. B pe3yjibTaTe KojiHHecTBO DNA yjiBaHBaeTCH.
Tag-nojiHMepa3a BbijiejiHeTCH H3 TepMO(J)HJibHbix 6aKTepHH h otjih-
naeTCH ycTOHHHBocThio k bhcokoh TeMnepaType. ripH TeMnepaType
70 °C thephji npaiMep — DNA He jieHaTypnpyeT, a Tag-nojiHMe-
pa3a cnoco6Ha pa6oTaTh ¢ 60jibiuoH CKopocThio.



3.15. HCnO0JIb3OBAHHE PCR

jjHarHOCTMKa 60/1e3HeH (DNA-flHarHOCTHKa). MeTOfl ocHOBaH Ha
tom, hto nepBHHHan CTpyKTypa DNA pa3Hbix bhaob OpraHH3MOB
passinnHa. 3HaHHT, MOJKHO H3HTH nOCueflOBaTelbHOCTH, XapaKTep-
Hbie RJifi DNA B030OyjiHTejieH 60jie3HH h nojio6paTh TaKHe npaiiMe-
pbi, KOTopbie 6yjiyT rn6pHjiH30BaTbCH ¢ DNA B036yjiHTejiH, ho He ¢
DNA nejioBeKa. B atom cjiynae npojiyKTOM aMnjiH(J)HKauHH 6yjieT
DNA TOJibkO B03OyjiHTejiH, a He nauneHTa.

HsyneHHe reHOMa HejioseKa. /],jih aToro HeodxojiHMbi BbijiejleHHe
h aMnjiH(J)HKauHH oTjiejibHbix reHOB. Mcnojib3yioT npaUMepbi, kom-
nlieMeHTapHbie Hanajiy H3ynaeMoro reHa. IlocjiejioBaTejibHocTh
HyKJieoTHJioB b T3KOM npaHMepe mojkho onpejiejiHTb no 3mhho-
KHCJIOTHOH nOCJiejloBaTeJIbHOCTH N-KOHUa H C-KOHUa COOTBeTCT-
Bylomero 6ejika h Tadjiuue Kojla. TpyjiHocTb 3aKJHOHaeTCH b tom,
HTO KOJI BbipOXHeHHbIH H npHXOJIHTCH CHHTe3HpOBaTb HeCKOJIbKO
npaiMepoB, a 3aTeM onbiTHbiM nyTeM HaxojiHTb npaHMepbi, kom-
njleMeHTapHbie KOHuaM reHa. BbulejieHHe h aHajiH3 OTjiejibHbix
(JjparMeHTOB reHOB Hcnojib3yeTcn jijih onpejiejleHHH MyTauuu h
JHarHOCTHKH HacCliejlCTBeHHbIX 60jie3HeH.

3.16. KJIIOHHPOBAHHE TEHOB

OparMeHTbi DNA mo*ho Bbipe3aTb H3 reHOMa syKapuoT cneun-
ajibHo nojloopaHHbIMH pecTpHKTa3aMH h BCTpaHBaTb b DNA njia3-
MHjibi hjih BHpyca, BCKpbiTyio (pa3pe3aHHyio) tcmh xe pecTpHK-
T333MH (pnc. 3.18). B pe3yjibTaTe 06pa3yeTCH rubpHjiHaH njia3MH-
na, hjih peKOMOHHaHTHaa DNA. OjiHaKO t3khm cnoco6oM nojiyna-
€TCH oneHb He6oJibiuoe kojihhcctbo pekomrHHaHTHOH DNA. Kjio-
HHpoBaHHe — 3t0 cnoco6 ee HaKonjieHHH. ~jih 3Toro peKOMG6n-
HaHTHbie njla3MHji,bi BCTpaHBaloT b 6akTepHH h nojiynalOT peKOM-
OHHaHTHbie 6aKTepHH, KOTopwe penjiHuupyioT, TpaHCKpH6upyioT
h TpaHCJinpylIOT «ny>KHe» reHbi. M3 6aKTepHajibHoi Macchi mox-
HO BbmejlHTb JIOCTaTOHHOe KOJIHHeCTBO peKOMOHHaHTHOH DNA
(phc. 3.19).

OopaTHaa TpaHCKpnnTa3a (RNA-3aBHCHMan DNA-nojiHMepa-
3a) — (J)epMeHT, KaTajiH3HpyloiuHH CHHTe3 DNA, Hcnojib3yn b Ka-
HecTBe MaTpnubi RNA. & tot (J>epMeHT hco6xojihm jijih nojiyneHHH
nocjiejioBaTejibHOCTH DNA, KOMnjieMeHTapHOH mRNA (kDNA),
npHMeHHeMoi b reHHOH HHxeHepHH. C noMoiubio o6paTHoi
TpaHCKpnnTa3bi mojkho nojiyHHTb KDNA-KonHH mRNA, b koto-
POH OTCyTCTByiOT HHTpOHbI. CjiejJOBaTellbHO, npH BKJIIOHeHHH B
n*a3MHjibi 3Ta MOJieKyjla He nojjBepraeTCH cnjilatcHHry. PeKOMG6n-
HaHTHbie MHKpoopraHH3Mbi HauiJiH npaKTHnecKoe npHMeHeHHe
KaK npojiyueHTbi HeodxojiHMbix nejioBeKy BeluecTB: 6ejiKOBbix rop-
MOHOB, OHOJIOrHHeCKH aKTHBHbIX nenTHJIOB.



ByKapnoTnsecKafl DNA
JUU iMMswmM'GudiiLJutl'raTO M isiuuu
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\* E. coli
N" pecipmaa3sa

A n 'I"LTITUuiTuuuuuMWWifl
jaiBr+in;cinrinnnnnnrin

DNA-
ODKMr j r flnra3a

BaicrepMafibHafl n/ia3Mnna

Phc. 3.18. nojiyneHHe peKOMOHHaHTHOH DNA.

3.17. EEJIKH HMMyHHOfl CHCTEMbI

MMMyHHaa cHCTeMa He”"oBeKa — ato corjlacoBaHHO (JjyHKUHOHH-
pyitomaH cHCTeMa Mo;leKy;l h 1cneTOK, pacno3HaliomHX h yaajiHioliHx
nyxepojiHbie BeluecTBa. 3a HMMyHHTeT O0TBeHaiOT B- h T-kjictkh.
B-KJieTKH Bhipa6aThiBalOT aHTHTejla — HMMyHorjioéyjiHHbi (Ig). T-
KJieTKH MoryT yOHBaTb nyxepojiHbie kjictkh hjih co6cTBeHHbie, hh-
(J)HUHpOBaHHbie BHpyCOM, H MOryT 6bITb peryjlIHTOpaMH HMMyHHOT0
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noAxe/lyaoHHafl xe;ie3a

| BwAe/ieHne RNA
..— MRNA npenpowHcy/iMHa
| ObpaTHasI TpaHCKpnnTa3a

XXX00000C00 DNATEN npenponHcy/inHa
+ BBeAeHne reHa b nna3MMAy

O [ 10} _

, BBeAeHne n/la3MHAuU
b dalaepnajibHy10 laieTKy

| Pa3MHO*eHMe 6&atcrepnM

NPETIPOMHCyJIMH
Phc. 3.19. CxeMa cHHTe3a npenpoHHcy/iHHa b TpaHC(J)opMHpoBaHHbix itie-
TKax E.coli.

rLia3MHflbi — 3To Ko.abueBbie HByxuenoweHHbie Mo.neKyjibi DNA, coliepjKaluHeca b
6aKTepHa,ThHbIX KlieTKaX H CnOCOOHbie K penjlIHKaUHH H TpaHCKpHnUHH He3aBHCHMO OT
KJIeTOHHbIX XpOMOCOM.

OTBCTa. KaamaH Mo;ieKyjla aHTHTejia npeACTaBliaeT co6oh 6ejioK,
HMeilouiHH (J)opMy 6yKBbi Y h coctojiiuhh H3 iByx HAeHTHHHbix mn-
xceAbix (H) h AByx HfleHTHMHbix AeiKux (L) geneli (pnc. 3.20).
CyulecTByeT 5 KliaccoB aHTHTeji, hmcioiuhx pa3JiHHHbie kohct3ht-
Hbie o6jiac™ H-aenM. C Jilo6biM THnoM H-ueneft Moryr 6biTb CBH3a-
Hbi L-uenH Jitoéoro rana. Ka>KnaH L- h H-uenb Igcoctoht H3 Bapwa-
6ejibHOH oSjlacTH Ha N-KOHue h pacnojioxeHHon 3a Hen KOHCTaHTHOI
00JiaCTH. BapHa6ejlbHOCTb aMHHOKHCJIOTHOH nOCJieflOBaTejlboHOCTH
N-KOHueBbix yiacTKOB k3k H-, thk h L-iieneH odecneiHBaeT cipyK -
TypHyio ocHOBY ajih pa3Hoo6pa3HH aHTHreHCBH3biBaloniHX ynacTKOB.
H-uenH 06pa3yK)T Fc-o06jlacTbh («xBocTOByIlo») aHTHTeji. Pa3Hbie H-ue-
nn npnnaloT «xboctobhm» o06jlacTHM aHTHTeji pa3jiHHHyio KOHJ)0pM a-
UHio, ot kotopoh 3aBHCHT AajibHeHiuaH cyflb6a KOMnjieKca aH rareH —
aHTHTejlO. Ot Toro, C KaKHMH OejlkaMH OyaeT CBH3bIB3TbhCH Fc-06-



HOOC  COOH
a

Phc. 3.20. CTpoeHHe HMMyHonio6yjiHHOB.

a — neriTHAHbie uenn HMMyHOni06yjiHHOB (H — T5mce;ibie, L — .nerkHe), nyHKTHpoM
0603HaweHbi Bapna6erbHbie 06;lacTH; 6 — MOjlieKyjia IgM, 5 M0oHOMepOB cBH3aHbi an -
CyHb(J)HaHbIM CBH35IMH; B — KOMrUieKChl aHTHreH — aHTHTe/IO.

jlacTh H-ueneid, 38bhcht CBOHCTBa h 4>yHKUHH jjaHH oro miacca Ig. Fc-
060aCTh lg MOXeT CBH3bIBaTbCH He TOJIbKO C (JjarOHHTHpyiOIUHMH
KJieTK3MH, HO H C nepBbIM KOMnOHeHTOM CHCTeMbl KOMnjieMeHTa, B
pe3dyjibTaTe 1nnero aKTHBHpyeTca Ta oco6a« cncTeMa 6ejiKOB kpobh, ko-
Topaa cnoco6cTByeT pa3pyuieHHio aHTHreHa.

Pa3noo6pa3He aliTMTeji — pe3yjibTaT iparicrioinnnn renoB. Bce B-
JIHM(J)OHHTDbi opraHH3Ma o6pa3yioT 6ojibiuoe hhcjio kjiohob, KOTOpbie
CHHTe3HpyiOT 3HTHTejia TOJIbKO OflIHOrO BHia — HMeiOlUHe OflIHHaKO-
Bbie BapHa6ejibHbie o6jlacTH. A hthtch, npHcoeaHHHHCb k jihmcJjouh-
TaM cooTBeTCTBylomero KlioHa, Bbi3biBaeT npojiHtjjepauHio 3Toro kjio-
Ha h aKTHBHpyeT chhtc3 h ceKpeuHio aHTHTeji KjieTKaMH 8Toro KjioHa.

B npealuecTBeHHHKax jihm4»ouhtob reHbi, KoziHpyloiuHe pa3Hbie
o6jlac™ nenTHAHbix ueneii aHTHTeji, pacnojioxeHbi b pa3Hbix nacTHX
MojieKyjibi DNA. npu AH4>4>epeHUHpoBKe jihm4)ouhtob b npouecce
oHToreHe3a npoHcxoaHT peKOMOHHauHH — nepeHoc reHOB H3 oflHoro
MecTa b apyroe b npeaejiax MOJieKyjibi DNA (TpaHcno3HUHH). DNA, on-
peflejiHiomaH BapnadejibHbie o6jiacTH aHTHTeji, cocTaBJieHa npHMepHo
H3 400 reHOB V, okojio 20 reHOB D h 4 reHOB J. B pe3yjibTaTe TpaHcno-
3huhh 06-be/iIHHHK)TCH 3 reHa (V, D h J) b nojiHbil reH BapHadejibHoil
00JiaCTH, KOTOpbIH COe/IHHHeTCH c JIK)6bIM H3 rCHOB KOHCT3HTHOH 06-
jlacTH, — nojiynaeTCH nojiHbiu reH THxejiol uenn. Cxolhhm nyreM
06pa3yIoTCH reHbi jierKHX ueneii aHTHTeji. Tekhm cnoco6oM BO03HHKa-
K)T MHJIJIHOHDI pa3HbIX TeHoB, OTBCTCTBeHHbIX 3a CHHT63 3HTHTejl.
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fjlaBa 4 BHOJIOrHMECKHE MEMEPAHDbI

Bce >KHBbie kjictkh OTaejieHbi ot OKpyxalomeH cpeflbi noBepxHoc-
TblO, Ha3blBaeMOH KJieTOHHOH MeMOpaHOH. KpOMe Toro, fUIH 8yKapH-
ot xapaKTepHo 00pa30BaHHe BHyTpn KjieTOK HecKojibKHX KOMnapT-
MeHTOB. O hh npeflICTaBjieHbi paaoM cyOKJieTOHHbix opraHejui, orpa-
HHneHHbix MeMOpaHaMH: HanpHMep, ajipo h mhtoxohiphh. MeMdpa-
Hbl npefICTaBJHHOT CO60H He TOJIbKO CT3THHeCKH OpraHH30BaHHbie
noBepxHocTH pa3j;ejla, ho h BKJHOHailOT aKTHBHbie 6 HoxHMHHecKHe
CHCTeMbi, OTBenalomHe 3a TaKHe npouecchi, KaK H36npaTejibHbiH
TpaHcnopT BemecTB BHyrpb h Hapyxy kjictkh, CB«3biBaHHe topmohob
h .npyrnx peryjiHTopHbix MOJieKyji, npoTeKaHHe (J)epMeHTaTHBHDbix
peaKUHH, nepeaana HMnyjibcoB HepBHOH CHCTeMbi h t.ji. (pnc. 4.1).
CymecTByioT pa3JiHMHbie THnbi MeMOpaH, oTlJinnaloiHHecfl cbohmh
4>yHKHHHMH. OyHKHHH MeMOpaH 06yCJIOBJieHbl hx CTpoeHHeM.

Phc. 4.1 OyHKUHH MeMOpaH

1 — rpaHHua; 2 — KOHTpo;ib TpaHcnopTa MCTa60jTMIOB; 3 — pcucnunsi cnrHajioB h hx
nepeflawa; 4 — (J>epMeHTaTHBHbie peaKUHH; 5 — KOHTaKT ¢ apyrnMH KlieTKaMH; 6 —
HKOpb HIIH UHTOCKCjleTa.

4.1. XHMHMECKHH COCTAB MEMBPAH

MeM6paHbi coctoht H3 jinnnjiHbix h 6ejiKOBbix MOJieKyji, othoch-
TejibHoe KOJiHMecTBO KOTopbix BapbHpyeT (6ejiKa ot '/5jio 34, Jinnn-
jiob ot 4S flo 74) y pa3Hbix MeM6paH. YrjieBOflbi co/iepxaTCH b
4>0pMe rjiHKOnp0TeHHOB, rjiHKOJinnHfIOB h cocTaBjiHiOT 0,5— 10 %
ot BemecTBa MeMOpaHbi.



4.2. JIHIIHHDbI H BEJIKH MEMBPAH

OcHOBHan nacTbh ~HnHfIOB b MeM6paHax npeflCTaBlieHa (Jjoccljoiih-
nHflaMH, rjiHKOjiHnHflaMH h xojiecTepHHOM (pnc. 4.2). JIHnHfIbi
MeMOpaH HMeioT b CTpyKType aBe pa3JiHHHbie nacTH: HenojinpHbiH
rnapo4>06HbiH «xboct» h nojwpHyio rnjipo4>HJibHylo «rojioBy».
TaKyio fIBoncTBeHHylo npnpojiy coejiHHeHHH Ha3biBalOT
(DHJiIbHOH. JinnHflbi MeM6paH o06pa3yK)T deyxc/ioiiHylo cmpyKmypy.
KaxawH cjioh coctoht H3 cjiloxHbix JiHnHjioB, pacnojioxeHHDbix Ta-
KHM 06pa30M, HTO HenOJIHpHbie THJipo4)o6Hbie «XBOCTbl» MOJieKyjl
H4XOJIHTCH B TeCHOM KOHT&KTe Jlpyr ClJipyrOM. TaK >Ke KOHT3KTHpy-
10T THJipo4>HJIbHbie HACTH MOJieKyjl. Bce B33HMOJieHCTBHH HMeiOT
HeKOBajieHTHbiH xapaKTep. "Ba mohocjioh opneHTHpyiIOTCH «xboct
k xBOCTy» TéK, hto o6péa3yiomaflcfl cTpyKTypa jibohhoto cjioh HMeeT
BHyTpeHHiolo HenojinpHyio HACTb h jiBe nojinpHbie noBepxHocTH.

BejiKkH MeMOpaH BKJHoneHbi b jinnnjiHbiH jibohhoh cjioh jiByMH
CnOCOOaMH: 1) CBH3aHbl C rHJipo4)HJIbHOH nOBepXHOCTbK) JIHNHJIHO-
ro 6hcjioh — noeepxnocmHbie MeMOpaHHbie 6ejikU h 2) norpyxeHbi b
rHjipo4)o6Hyio o06jlacTh 6hcjioh — UHmelpajtoHbie MeMOpamibie
0ejiKu. UOBepxHOCTHbie 6ejiKkH cbhohmh rnjipo4)HjibHbiMH pajjHKajia-
MH 3MHHOKHCJIOT CBH3aHbl HeKOB3JieHTHbIMH CBH3HMH C THJipO-
4)HJibHbiMH rpynnaMH jinnnjiHoro 6hcjioh.

UHTerpajibHbie 6ejikH pa3jiHHaloTCH no cTeneHH norpyxeHHoc-
th b rnjipo4)o6HyK) HacTb 6hcjioh. Ohh MoryT pacnojiaraTbcH no
06eHM cTopoHaM MeMOpaHbi h jihéo nacTHHHO norpyxaiQTCH b

Phc. 4.2. CipoeHHe jinnHaoB MeMOpaH.
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QOo- UeHTp finsi

CHTHa/IbHbIX
N-atom MO/1eKy/1
P-aTOM
4MC-ABOI IHafl
CBfi3b  CBo6oflHbie
Be/IKOBbIU

TpaHCMeMOpaHHbiti  KaHan
ynacTOK a-criupa/in

r/IMKOripOTeMH BnelaieTOHHoe
Qoccl)o/twnMfl npOCTpaHCTBO

AHTerpnpoBaHHbie

MeMOpaHHbie
6e/iKM
nepn<})epnMec- 6 HM
KMJ MeMOpSH- 190000
HolM GellOK )
UnTon/1a3MaTMMecKoe
npocTpaHCTBo

Phc. 4.3. CrpyKTypa n/1a3Mara4ecKkOH MeMOpaHbi.

MeM6paHy, jihn6o npoHH3biBaioT MeMOpaHy HackKBO03b. llorpyxeH -
Haa nacTb HHTerpajibHbix 6ejikOB cojiep*HT 6o0jibinoe kojihhcctbo
aMHHOKHCJIOT C THJipO@W)O6HbIMH pajlHKajiaMH, KOTOpbie o6ecneMH -
BaloT rHji;po({)o6bHoe B3aHMojieHCTBHe ¢ JiHnnjiaMH MeMOpaH. Thji-
po(J)o6Hbie B33HMOjieHCTBHJi nojulepjKk HBaloT onpejiejleHHylo opneH -
TauHio 6ejikOB b MeMOpaHe. THji,po4)HJibHaH BbicTynalonxaH MacTh
GejiKa He MoxeT nepeMecTHTbca b rnjipo(J)o6HbiH cjioh. HacTh MeM-
6paHHbIX 6ejIKOB KOBajieHTHO CBH3aHa C MOHOCaxapHJIHbIMH octbt-
K3MH HJIH OJIHTOCaxapHJIHbIMH UeiTHMH h npejicTaBJiHeT co6oh TJIH-
KonpoTeHHDbi. ripHMepbi pacnojioxeHHH 6ejiKOB h jihhhjiob b MeM-
6paHe npejicTaBJieHbi Ha pnc. 4.3.

4.3. ACHMMETPHH MEMBPAH

Ka>KJTbIH MOHOCJTOH 06pa30BaH H3 JIHNHJIOB, OpHeHTHpOBaHHbIX
0OJIHHaKOBbIM 00pa30M, TeM He MeHee JIHnHJIHbIH COCTaB MOHOCJIO-
eB pa3JiHMeH. HanpHMep, b njla3M3THMecKOH MeMOpaHe apH Tpoun-
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tob (|)oc(I>aTHUHJixojiMHbi npeodJiaflaioT b Hapy>KHOM cjloe, a c})oc-
(JjaTHAHJicepHHbi — bo BHyTpeHHeM cjioe MeMOpaHbi. YrjieBOfIHbie
nacTH 6ejiKOB h jihhhhob pacnojiaraioTCH Ha Hapy*HOH nacTH MeM-
dpaHbi. KpoMe Toro, noBepxHocTH MeMOpaHbi oTJinnaiOTCH no co-
CTaBy 6ejiKOB. CTeneHb TaKOH acHMMeTpHH MeM6paH pa3jiH4Ha y
pa3Hbix THnoB MeMOpaH h MoxeT MeHHTbca b npouecce >KH3HezieH-
TelIbHOCTH KJieTKH H ee CTapeHHH.

U0aBHAHOCTDb (xeCTKOCTb) H TCKyHeCTb MeMOpaH T3K>Ke 33BHCHT
ot ee cocTaBa. rToBbiuleHHaH xecTKocTh oéycjioBlieHa yBejinieHH -
eM COOTHOUieHHH HaCbHHeHHbIX H HeHaCbimeHHbIX >KHpHbIX KHC-
jiot, a TaKace xojlecTepHHa. OH3HnecKkHe cbohctb3 MeMOpaH 33bh-
cht ot pacnojloaceHHH 6¢jiKOB b jinnHfIHOM cjioe. JinnH flbi MeM6paH
cnocobHbi k fIH{)(J)y3HH b npeaejiax cjioh napajulejibpHO noBepxHoc-
th MeM6paHbi (jlaTepajibHaji aH(})(})y3HH). BejiKH To>Ke cnoco6Hbi
k jlaTepajibHOH AH(})4)y3HH. nonepeHHan an4)(})y3HH b MeM6paHax
cHJibHo orpaHHnNeHa.

4.4, MEMBPAHHbIH TPAHCNOPT

TpaHcnopT BemecTB BHyTpb h Hapy=*y Kjictkh, a TaKxe Me>kuy hh-
TOnjia3MOH h pa3jiHHHbIMH cy6icjieTOHHbIMH opraHejulaMH (mhto-
xoHflpHH, Hapo h T.fl.) odecneHHBaeTCH MeM6paHaMH. Ecjih 6bi
MeMé6paHbi  6biJin rjiyxdHM 6apbepoM, to BHyTpHKJieTonHoe npo-
cTpaHCTBo oKa3ajioch 6bi HejiocTynHbim jijih nHTaTejibHbiX BemecTB,
a npoayKThi xH3HefleaTejibHOCTH He motjih 6bi 6biTh yaajieHbi H3
KlieTKH. B to xe BpeMH npn noJiHon npoHHuaeMOCTH 6bijio 6bi He-
bo3mo>kho HaKonjieHHe onpeaejieHHbix BemecTB b KJieTKe. TpaHc-
nopTHbie cBolicTBa MeM6paHbi xapaKTepH3yIOTCH nojiytipommaeMoc-
mbio: HeKOTOpbie coejiHHeHHH MoryT npoHHKaTb gepe3 Hee, a apy-
rne — HeT (pnc. 4.4).

Ofl[Ha H3 rjiaBHbix 4>yHKUHH MeMOpaH — peryjiHUHH nepeHoca
BemecTB. CymecTByeT flBa cnocoda nepeHoca BemecTB nepe3 MeM-
6paHy: naccuenbii UaKmuenbit mpancnopm (pnc. 4.5).

laccHBHbiH TpaHcnopT. Ecjih BemecTBo fIBHxeTCH nepe3 MeM-
6paHy H3 o06jlacTH ¢ bmcokoh KOHHeHTpauHen k o6jiacTH ¢ hh3koh
KOHHeH TpauHeit (T.e. no rpaaneHTy KOHueHTpauHH stoto BemecT-
Ba) 6e3 3aTpaThi KJieTKOH ©HeprHH, to TaKOH TpaHcnopT Ha3biBaeT-
CH naCCHBHbIM, HJIH UH4)4)y3HeH. Pa3JIHHaiOT flBa THna flH4)4>y3HH:
npocTylo h o6jlerHeHHYyI0.

UpocTaa fIH(J)(})y3Hfl xapaKTepHa ajih He6ojibuiHX Hel-
TpajibHbix MoneKyji (HZ), Co02 02), a TakK>Ke &jih rnflpo4)o6Hbix
HH3KOMOJieKyjlHpHbIX OpraHHHeCKHX BemeCTB. ©tH MOJieKyjlbl
MoryT npoxoaHTb 6e3 KaKoro-jiH6o B3aHMOfleHCTBHH ¢ MeM6paH-
hmmh 6ejiKaMH nepe3 nopbi hjih KaHajibi MeM6paHbi ji,o Tex nop,
noKa 6yaeT coxpaHHTbclJi rpaaneHT KOHueHTpauHH.

OdéjrerHeHHaa fIH$(j)y3Ha xapaKTepHa jtjih thapo-
4)HjibHbix MojieKyji, KOTopbie nepeHocHTCH nepe3 MeMOpaHy Tasace
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Viflbie Modiekyrtoi
02N —
6eH3on
HO
MoneBMHa
r/inuepnH

CO2N83 —

Eo/ibujne Moneicy/ibi:
no/iapHbie
He3ap5ixeHHbie

(HanpnMep, r/1i0K03a)

He, Net, K, Mo+
Ca2+, NH

HOOy , Cf, HPO
AMMHOKMC/IOTBI
HyK/ieoTHflbi

fpoHhueeMocTh MiMVBeH npouecchi TpaHonopTa

PMC. 4.4. llpOHMUaeMOCTb MeMOpaH flJIH pa3HHHHbIX BeU/eCTB.

no rpatueHTy KOHueHTpauHH, ho ¢ noMombio cneuuajibHbix MeM-
6paHHbix 6eiilKOB-nepeHOCHHKOB. 06jierHeHHafl iH(J)4)y3HH oTJiHna-
eTCH OT npOCTOH BbICOKOH H36HpaTellbHOCTbIO, TaK KaK 6e/lIOK-
nepeHocHHK HMeeT ueHTp CB«3biBaHHH, KOMn/ieMeHTapHbiH TpaHC-
nopTHpyeMOMy BeluecTBYy, h nepeHoc conpoBo>KjlaeTCH KOH<J)OpM a-
UHOHHbIMH H3MeHeHHHMH 6eiKa. OflHH H3 BO3MO*HbIX MeX3HH3-
mob O6jierHeHHOH /iH A~y 31™ cjieaylomHH: TpaHcnopTHbin 6ejiokK
(TpaHClioKa3a) cBH3biBaeT BeluecTBo, 3aTeM c6jin>KaeTc$i ¢ npoTHBO-
nOJIOXHOH CTOpOHOH MeMOpaHbl, OCBOOOXtHaeT ©TO BemeCTBO,
npHHHMaeT HCXOflHyi0O KOH(J)OpMaUHK) H BHOBb rOTOB BbinOJIHHTb
TpaHcnopTHylo (J)yHKHHio. M ajio H3BecTHO o tom, KaK ocymecTBlJia-
eTCH nepeflBHaceHHe caMoro 6ejiKa. “tpyroii bo3mojkhhh MexaHH3M
nepeHoca npejinojiaraeT ynacTne HecKOJibKHX 8ejiKOB-nepeHOCHH-
kob. B 3TOM cjiynae nepBOHanajibHO cBH33HHoe coeiiHHeHHe caMo
nepexoflHT ot oaHoro dejiKa k apyroMy, nocjleaoBaTejibHo cBH3bi-
Baacb to ¢ oflHHM, to c apyrHM 6ejiKOM, noKa He oKajKkeTCH Ha npo-
THBONOJIOXHOH CTOpOHe MeMOpaHbl.

Akthbhuh TpaHcnopT. TaKOH TpaHcnopT HMeeT MecTo b cjiynae,
Korjla nepeHoc ocyluecTBjineTCH npoTHB rpaaneHTa KOHueHTpauHH.
Oh Tpe6yeT 3aTpaThi aHeprHH KjieTKol. A kthbhhh TpaHcnopT cjiy-
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Phc. 4.5. TpaHcnopT BeluecTB 4epe3 MeM6paHbi.

>KHT flJIH HaKOIlJieHHH BemeCTB BHyTpM KlJieTKH. Hctomhmkom 3Hep-
THH MaCTO HBIJIHeTCH ATP. UJIH aKTHBHOTO TpaHcnopTa, KpoMe HC-
TOHHHKa ©HeprHH, Heo6xoaHMO ynacTHe MeM6paHHbix 6ejiKkOB. OjiHa
H3 3KTHBHbIX TpaHCnOpTHbIX CHCTCM B KlieTKe >KHBOTHbIX OTBCMaeT
3a nepeHoc hohob Na+h K+ nepe3 KlieTOHHylo MeM6paHy. 8Ta cmc-
TeMa Ha3biBaeTca Na+—K-+uacoC. OHa oTBenaeT 3a nojwepxaHHe
COCTaBa BHyrpHKJieTOMHOH cpeflbl, B KOTOpOH KOHUeHTpaUHfl HOHOB
K +Bbime, neM mohob Na+ (pnc. 4.6).

rpanneHT KOHueHTpauMM o6omx hohob nojwepxHBaeTca nyTeM
nepeHoca K+BHyrpb kjictkh, a NatHapyxy. 06a TpaHcnopTa nponc-
x0édht npoTHB rpajiHeHTa KOHixeHTpauHH. TaKoe pacnpejjejieHHe
hohob onpejtejiaeT co/iepxaHHe bolw b KlieTKax, B036yjjMMOCTb HepB-
HbIX KJieTOK H KJlieTOK MbIUIH H JipyrHe CBOHCTBa HOpMajlbHbIX KJieTOK.
Na+—K +-Hacoc npejicTaBjiaeT co6oh 6ejiOK — mpaHcnopmnyio ATPa3y.
MojieKyjia 3Toro (JiepMeHTa hbjihctch ojinroMepoM h npoHH3biBaeT
MeM6paHy. 3@ nojiHbit uhkji pa6oThi Hacoca H3 kjictkh b MOKKjieTOH-
Hoe BeiuecTBo nepeHocHTCH 3 HOHa Na+ a b 06paTHOM HanpaBjie-
hhh —2 HOHa K+, npn 3tom Hcnojib3yeTCH 3HeprHH MojieKyjibi ATP.
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Croyioypa MeaHVBM

PHC. 4.6. MeXaHH3M fleHcTBHfl Na+, K+-ATPa3bi.

CymecTByIOT TpaHcnopTHbie chctcm h ajih nepeHoca hohob KajibHHH
(Ca2+ -ATPa3bi), npoTOHHbie Hacochi (H+-ATPa3bi) h ap.

Chmiiopt — 3to aKTHBHbIH nepeHoc BemecTBa Hepe3 MelMb paHy.
Oh ocymecTBjifleTCfl 3a cneT ©HeprHH rpaaneHTa KOHueHTpauHH
apyroro BemecTBa. TpaHcnopTHa« ATPa3a b stom cjtynae HMeeT
lieHTpbl CBH3bIBaHHH flJIH 060HX BeilieCTB (CM. pHC.4.4). AHTHnOpT —
3to nepeMemeHHe BemecTBa npoTHB rpajjHeHTa cBoen KOHueHTpa-
UHH. n PH 3TOM flpyroe BemeCTBO JtBHXeTCH B npOTHBONOJIOACHOM
HanpaBlieHHH NO rpanneHTy CBoen KOHueHTpauHH. CHMnopT h
aHTHnopT MOryT npOHCXOfIHTb npH BCaChlBaHHH aVHHOKHCIIOT H3
KHUieHHHKa H pea6cop6UHH rjlloK03b[ H3 nepBHHHOH MOMH, npn
3tom Hcnojib3yeTCH 3HeprHH rpajiHeHTa KOHueHTpauHH hohob Na+,
co3ziaBaeMoro Na+, K+-ATPa3od.



,Ba 5 OBIIHE ACUEKTBI PErYJlimHH
METABOJ1H3MA

eTadojiH3M npeacTaBliHeT co6oh coBOKynHocTb Bcex xmmhhcckhx
aKUHH, npoHcxoAHHIHX b opraHH3Me. riofl TepMHHOM «Mema6o-
necKul nymb» noapa3yMeBaioT nocjieflOBaTejioHOCTb peaKUHH,
iHBOfIHIHHX k 00pa30BaHHK> onpeflejleHHoro npojiyKTa. Coefl[HHe-
ih, oépa3yiomHecH b xoae npeBpauxeHHH, Ha3biBai6TCH Memado/iu-
mu. H3yneHHe OTaejibHbix MeTabojiHHecKkHX nyTen BbwejiHioT
a yjloocTBa. B /xencTBHTejibHocTH MeTa6ojiH4ecKHe nyTH cBH3a-
I Mexny codoh b ceTH odiuhmh npoMexyTo«iHbiMH npo/iyKTaMH h
OOXOfIHMOCTbK) OOpameHHH KO(J)epMeHTOB. B KlieTKe KO ())epMeH-
[ npHCyTCTByiOT B HH3KHX (J)HKCHpOBaHHbIX KOHHeHTpaUHHX,
13TOMy jijih (J)yHKHHOHHpoBaHHH MeTa6ojiHHecKHX nyren Heo6xo-
Mbl Bce (J)OpMbl KO(j)epMeHTOB H, CliefloBaTelIbHO, HX nOCTOHHHaH
reHepauHH (pnc. 5.1).

AHa60jiH3M h KaTa6ojiH3M. B MeTa60jiH3Me moxho BbulejiHTb
th ana6oAU3Ma, KOTophie npe/tHa3HaHeHbi ajih 6MOCMHTe30B, h
'th Kama6oAU3Ma, KOTopwe Be/xyr k pacmenjieHHio cjioxhmx mo-
Kyji. KaTa6ojiHHecKHe h aHadojiHnecKkHe nyTH bo mhotom pa3JiM-
IOTCH, HO B TO >Ke BpeMH OHH TeCHO CBH33HbI JipyT C flpyTOM.
3H3b MejKily HHMH OOecneHHBaeT OnTHMajlbHbIH ypOBeHb MeTalO-
i3Ma. KaTa60jiH3M h aHa60jiH3M — ato conpn>KeHHbie b33hmoji,o-
JJiHHiomHe npouecchi.

llpoflyKT
A B
I} m * K
CKOpOCTb- *
IMMMTMpyiOmHU +> E -
3Tan -

Ko(])epMeHT Ko<t>epMeHT*

nc. 5.1. 061e;iHHeHHe MeTa6o,iHHecKHX nyTeft b MeTa6ojiHHecKyio ceTh.



OHeprHH h MeTadojiH3M. "vHBbie CHCTeMfai juih CBoen xH3Heae«-
TejifaHocTH TpedyioT nocTOHHHoro npHTOKa ®HeprHH. B oTcyTCTBHe
3HeprHH KlJieTKy mo*ho cpaBHHTbh ¢ HepadoTaiomeH MaiHHHOH.
JKH3Hfa, pOCT, HejlOCTHOCTb KlJieTKH 33BHCHT OT nHIHH He TOIJIbKO
KaK HCTOMHHKa yrjiepofla, a30Ta, (J)oc(})opa h apyrnx HeodxoflHM faix
9JieMeHTOB, HO Taoce KaK HCTOIHHKa 9HeprHH.

5.1. POJlh ATP

npoHeccfai, npoTeKaloiHHe ¢ noTpeOlJieHHeM h BbwejieHHeM 3Hep-
THH, CBH3aHfal MeXfly COB0H. UeHTpajifaHyiO pOJib B 3TOH B3aHMO-
CBH3H BfainojiHfleT ATP — ochoghoc «bicOKO3nepeemuHecKOe coedu-
wuue KjiemKu. Pojh> ATP b kjictomhoh ©HepreTHKe mojkho onpeae-
jihti> cjieiytomHM 00pa30M:

¢ XHMHHecKan ®HeprHH, ocBo6o»maeMaH b npouecce KaTa60jiH3-
Ma, 3anacaeTCH nyTeM 4)oc(})opHliHpoBaHHH ADP ¢ 06pa30Ba-
HHeM ATP;

¢ oHeprHH ATP 3aTeM Hcnojib3yeTCH nocjie pacmenjieHHH MaKpo-
aprHnecKHx cBH3en ATP b xofle ©HiieproHHHecKHx peaKHHH
CHHTe3a h Apyrnx npoueccoB, TpebylomHX 3aTpaT &HeprHH, Ha-
npHMep aKTHBHoro TpaHcnopTa.

KATABOJ1H3M AHABIIH3M
Peakgnn PeaKgm  neToHHbie
finineBbie  PACTENMEHMA  rOMESHTCHHhie yrneBOfibi
npoflyKrnw MeTagonnThi Jinnnfibi
Bk

HyK/ienHOBbie
KMC/IOTbI

SHeprna 3Heprnfl_ AKTHBHbIM TpaHGnopT
Mepe3 M&MOpaHbl H
flpyrne npOL\eccbi

ATP
P, A (PP)

ATP nacTo paccMaTpHBaeTcn KakK ®HepreTHHecKan BajiioTa. Baxno
noHHMaTb, mto ATP — 3to He BHfl 8HeprHH, a (jropMa 3anacaHHH
O HeprHH, nojiynaeMOH npH aerpanaHHH cjioxHbix MOjieKyji (pnc. 5.2).

5.2. PEryjWUHH METABOJIH3MA

CpeflH mhothx (j)epMeHTOB, odecnenHBalomHX npoTeKaHHe toto
HJIH HHOro MeTaOOJIHHeCKOrO nyTH CO CKOpOCTbK), HeOOXOAHMOH
flJIH yflOBJieTBOpeHHH (J)H3HOJIOrHHeCKHX nOTpeOHOCTeH OpraHH3Ma,
tojhjK o HeKOTOpfaie nrpalOT Klito4eByio pojib b peryjiHHHH. 8 to, bo-
nepBfaix, 4>epMeHTbhi oahoh H3 HanajifaHbix CTaflHH uenn npeBpaule-
HHH, 06H3aTejlbHO Heo6paTHMOH. BO-BTOpfalX, peryjIHTOpHOH
(J)yHKHHeH nacTO HajjejieHbi (])epMeHTbi, Haxofl[HmnecH b TOHKax
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HHra6MpoBaHMe no npnHunny O6paTHOU
OTpHLETeIbHOM (B-8M

npeflujecTBeHHHK npoflyia

A -H

AlanBMpoBaHMe no npnHUnny opaTHOU
nO/IOXMTe/IbHOM CBA3H
npeflWeCTBeHHMK KOHEHHIM
I npoflyia

« QrB -B
Phc. 5.3. riojio)KHTejibHaji h OTpnuaTe/ibHaH o6paTHbie CBH3H.

pa3BeTBjieHHH MeTadojiHnecKHX nyTen. KpoMe Toro, peryjiHTopHbie
4>epMeHTbi nacTo KaTajiH3HpyiOT caMbie MefljleHHbie (JiIHMHTHpylo-
mne) CTa*HH MeTa6ojiHHecKoro nyTH. Akthbhoctb 4>epMeHTOB b
3THX [IOHOHeBbIX TOHK3X OnpefleJIHeT CKOpOCTb MeTaOOJIH3Ma H
MO*eT MO”yJIHpOBaTbCH OCHOBHbIMH TpeMH CnOCO6aMH.

1. AjulocTepHHecKafl MOAHtJjHKanna KjnoMeBbix cjiepivieHTOB n03BO0-
jifleT nojiyHHTb HeMealieHHbiH otbct kjictkh Ha H3MeHeHHe ycjio-
BHH cpeflbl. 3TOT OTBeT Bbipa*aeTCfl H3MeHeHHeM KOHUeHTpaHHH
npoMexyTOfIHbix npojiyKTOB hjih Ko*lepMeHTOB. HanpHM ep, yBejiH-
neHHe noTpe6HocTH kjictkh b ATP noBbiulaeT CKopocTh pacnaaa
rjliokK03bi b MbilueHHbix KjleTKax. ®HepreTHHecKHH 3anac kjictkh
onpeflejifleTCfl KaK oTHouleHHe

Ve [ADP] + [ATP]
[AMP] + [ADP] + [ATP] '

CKopocThb KaTa6ojiH3Ma rjnoK03bi 06paTHO nponopunoHajibHa
OHepreTHHecKOMy 3anacy KlieTKH BClieacTBHe npOTHBONn0JiO*HOCTH
BJiHHHHl ADP + AMP hjih ATP Ha peryjiflTopHbie 4>epMeHTbi tjih-
KOJiH3a. AriJiocTepHHecKafl MOfIH"HKauHH (J)epMeHTOB AB;ifleTCfl oc-
hobhwm cnoco6oM peryjiHHHH MeTa6ojiHneckHX nyTed.

OmpunamesibHasi o6pamnax cex3b npofiBjifleTcfl b cjiynae, ecjiH b
npocTeHuUiHX caMoperyjiHpytomHXCH CHCTeMax yBejiHHeHHe koh-
ueHTpauHH KOHeHHoro npoayKTa noflaBlJifleT Ha paHHHX cTaaHHX
ero cHHTe3 (pnc. 5.3).

Phc. 5.2. CipyKTypa h peuHpKyjiauna ATP.
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noAOMiimejibHaH od6pamhan cen3b Ha6jnojiaeTC5i, Korjia MeTa6o-
jiIHT-npejiiuecTBeHHHK aKTHBHpyeT cTajiHio, KOHTpojinpyiomyio ero
aajibHeHiuee npeBpameHHe, HanpHMep nepexoa b 3anacHbie Belue-
cTBa. BemecTBo 3anacaeTCH TOJIbKO Toraa, Koraa ero KOjiH4ecTBO
npeBocxojiHT noTpeOHocTH MeTa6ojiHHecKoro ny™.

2. KOBajieHTHaa MOAH(J)HKaUHH KJIIOMCBbIX (JjepMeHTOB B03MOXHa
nojl BJIHHHHeM BHeKJieTOHHbIX B03JieHCTBHH (TOpMOHOB) H npHBOJJHT
KaK K aKTHBaHHH, T3K H K HHTHOHpOBaHHIO (J)epMeHTOB. B 3TOM CJiy-
gae MeTa60JIH3M KJieTKH H3MeHHeTCH TakKHM 06pa30M, HTOObl COOT-
BeTCTBOBaTb b 60jibiueH Mepe n0Tpe6HOCTHM opraHH3Ma, neM no-
Tpe6HOCTHM CaMOH KJieTKH. KOBaJieHTHaH MOJIH(})HKaUHH, 0ObIHHO
ocymecTBjiHeMaH nyTeM (J)oc4)opHJiHpoBaHHH, KaTajiH3HpyeTc« npo-
TeHHKHHa3aMH. CoOTBeTCTByiOlUHe HM (})OC(})aTa3bl ae(*OC(})OpHIIH-
py1oT (JiepMeHT h, cjiejioBaTejibHo, otmchhiot pe3yjibTaTbi (})oc4)opH-
JIHpOBaHHH. KoJIHHeCTBO (})OC(})OpHJIHpOBaHHbLIX (})OpM (})epMeHTa 3a-
BHCHT OT COOTHOUieHHH aKTHBHOCTeH KHHa3bl H (})OC(})aTa3bl.

3. HHayKUHH hjih penpeccHH CHHTe3a (J)epMeliTOB npHBOjjHT k H3-
MeHeHHK) KOJIHHeCTBa (})epMeHTOB H, 3HaHHT, CKOpOCTH MeTa6oliH3-
Ma. riojloOHbIM cnocodéoM obecneHHBaloTCfl jjojiroBpeMeHHbie
ajlanTHBHbie H3MeHeHHH MeTa60lJiH3Ma. MmiyKUHfl h penpeccHH
cHHTe3a (})epMeHTOB Moryr nponcxoji,HTb b KlieTKax b pe3yjibTaTe
BJIHHHHH Ha HHX HeKOTOpbIX TOpMOHOB.

5.3. MEXAHH3M AEHCTBHH TOPMOHOB HA METAEOJIH3M

ropmohm — 3to MejKiclleTOHHbie XHMHHecKHe nocpejiHHKH (Mec-
ceHjixepbi). Ohh ceKpeTHpyloTCH ojjhhm THnoM KlJieTOK b otbct Ha

Phc. 5.4. 06pa30BaHMe cAMP.
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TOPMOH

n"a3MaTHHecKafl MeM6paHa

HeaKTMBHaa ACTVBHafl
npolenHKMHa3a npolenHKMHa3a

00C(j)OpM/IMpO-

Pery I TopHbii ’ ) BaHHbIU
6enoK pery/ifl TopHbiPi

6e/loK

ATP ADp I
OM3M0/10rMHeCKMM
3(HAeKT

Phc. 5.5. MexaHH3M aeHCTBHH ropMOHOB, onocpe/ioBaHHbifi CAMP.
R — Hapy>KHMH KjieTOHHbifl peuenTop; A —a#eHHjlaTUHiUiaSa; G — GTP-cBH3biBaio-
ilIHH Oe.lOK.

onpe/iejleHHbie cthmyjim (cHraajibi) h oKa3biBaioT B03aeHCTBHe Ha
MeTa60"H3M KjieTOK apyroro THna. HanpHMep, a-KJieTKH naHKpea-
THHecKHX octpobkob (octpobkob JlaHrepraHca) ceKpeTHpyiOT rop-
moh rjnoKaroH b otbct Ha cHH*eHHe KOHileHTpauHH rjiK)K03bi b
KpoBH. rjnoKaroH CTHMyjiHpyeT pacnaa rjiHKoreHa b KlieTKax nege-
hh h nocTynjieHHe 3anaceHHOH rjii0K03bi b KpoBb.



Creponfl
rila3MaTMHecKafl MeMOpaHa

I )cC ) ( )yc__ ) C
Be/ioK xpoMSTMHa

PHC. 5.6. MexaHH3M aeilCTBHH CTepOHfIHbIX ropMOHOB.

TopMOHbI 0OJiaflaiOT BbICOKOH OHOJIOrHHeCKOH aKTHBHOCTDIO. Mx
flencTBHe npoHBJuileTCH nPH oneHb hh3khx KOHueHTpauHHX (10-6—
I0-10 Mojib/jl). C XHMHHeCKOH TOHKH 3peHHH TOpMOHbI MOXHO pa3-
aejiHTb Ha TpH rpynnbi: 1) ropMOHbi — npoH3BoziHbie aMHHOKHCJio-
th; 2) 6ejik0BO0-nenTHflIHbie ropMOHbi; 3) cTepoHflHbie ropMOHDbi.
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TopMOHbi OKa3bhiBalOT CBoe "eHCTBHe, CBH3biBaHCb co cnenutpu-
necKkUMU penenmopaMU, pacno;laralomHMHCH ;ih6o Ha noBepxHoc-
th MeM6paHbi KlieTKH, jihéo b uHT030Jie. CBH3biBaHHe ¢ peuenTo-
paMH — o06a3aTeHbHbiH 3Tan b Gchctbhh ropMOHa. EeAKoeo-nen-
mudHbie eopMOHbi u eopMonu — npouieodiibie aMunoKuc.itom hbjih-
iotch rn/i,po(})HJibHbiMH BemecTBaMH, h npoHHKHOBeHHe hx Hepe3
njta3MaTHHecKyio MeM6paHy, cocTOHmyio H3 jinnHflHoro 6hcjioh,
3aTpyaHeHo hjih hcbo3mo>kho. PeuenTopbi t*khx topmohob Ha-
XOfIHTCH Ha Hapy*CHOH nOBepXHOCTH nlia3MaTHHeCKOH MeMOpaHbl.
rOpMOHbI CBH3bIBaiOTCH C peHenTOpHbIMH OellKkaMH Tex ynaCTKOB
MeM6paH KjieTOK-MHineHeH, KOTopbie conpHKacaloTCH ¢ KpoBbio,
hto b cbok) oHepeflb aKTHBHpyeT (])epMeHTHylo CHCTeMy, OTBenalo-
ultylo 3a 06pa30BaHHe btophhhoto (BHyTpHKJieTOHHoro) nocpea-
HHKa.

CHCTeMa BTOpHMHbIX UOCpeAHHKOB. FIOHBJieHHe B KJieTKe BTO-
pHHHoro nocpejiHHKa hbjihctch nycKOBbiM momchtom ajih H3MeHe-
hhh MeTa6o0jiH3Ma, ocymecTBJiaeMoro o6hhho 4)oc<|)opHJiHpoBaHH-
eM 6¢ejiKOB.

PoJlb BTOpHHHbIX nOCpeflHHKOB MOryT BbinOJIHHTh CAMP, cGMP,
HHO3HTOjiTpH(})0c4)aT, flHauHJirjiHuepHH, Ca2+. Han6ojlee pacnpo-
CTpaHeHHbIM H XOpOUIO H3yHeHHbIM BTOpHHHbIM nOCpeflHHKOM HB-
JIHeTCH UHKJIHHeCKHH 3", 5'- afleHO3HHMOHO0(})oc(})aT (CAMP). chh-
3biBaHHe ropMOHa ¢ peuenTopoM aKTHBHpyeT afleHHJiaTHHKJia3y h,
cjiefloBaTejibHO, cnoco0cTByeT noBbiuieHHio BHyrpHKJieTOHHOH koh -
ueHTpauHH CAMP (pnc. 5.4), hto npHBOjiHT k yBejiHHeHHio cKopoc-
TH (})OC(})OpHJIHpOBaHHH éejiKa (puc. 5.5).

HajiHHHe KacKa/ia (})epMeHTaTHBHbix peaKUHH MejKjiy cbh-
3biBaHHeM ropMOHa ¢ peuemropoM h H3MeHeHHeM MeTa6ojiH3Ma
n03B0JIHeT 3HaHHTejlbHO yCHJIHTb nepBHHHOe BO3ieilCTBHe rop-
MOHa.

CTepoH4Hbie ropMOHbi hbjihiotch BeluecTBaMH rujipo(})o6Horo
xapaKTepa. Ohh jierKo npeoaojieBaioT 4)oc(})ojiHnHfIHbiH 6apbep
MeM6paH h nonaaaloT b uHTO030jib KjieTKH, rae cBH3biBaloTCH ¢ pac-
TBopHMbIMH 1<umonAaiMamuHecKUMU penenmopaMu. Odpa3ylolUHH-
ch KOMnjieKC ropMOH — peuemop nepeMemaeTCH b H/ipo, B3aHMo-
jieHCTByeT ¢ xpoMaTHHOM h CTHMyjiHpyeT hjih penpeccnpyeT TpaHC-
KpnnuHio onpejiejieHHbix reHOB. TaKkHM 00pa30M, ath ropMOHDbi pe-
ryjinpyioT MeTa6ojiHHecKHe npoueccbi, H3MeHHH CKOpOCTbh 6hochh-
Te3a KliloHeBbix 6ejiKOB (puc. 5.6).



DiaBa 6 EHOJIOrHHECKOE OKHCJIEHHE

KaTa6ojiH3M opraHHHecKHX BemecTB b tkithhx conpoBo>KaaeTCH no-
Tpe6neHHeM KHCjiopojia h BbweneHHeM okhch yrjiepoaa. ©tot npo-
uecc Ha3biBalOT TKaHeBbiM flbixaHHeM. KHCJiopoa b atom npouecce
Hcnojib3yeTca KaK aKuenTop Bo/iopozia ot OKHCjineMbix (flernapHpye-
Mbix) BemecTB (cy6cTpaTOB), b pe3yjibTaTe nero cHHTe3HpyeTCH Boaa.
ripouecc oKucjienuH mo>kho npeflCTaBHTb ypaBHeHHeM:

SH2+ VD2 * S + H20.

OKHCJineMbie opraHHnecKHe BemecTBa S (cy6¢TpaThi) npeacTaB-
jihiot codoh MeTaGojiHTbi KaTa6ojiH3Ma, hx jierHflpnpoBaHHe hbjih-
eTCH 3K303prHHecKHM npoueccoM. ®Heprnn, ocBo6oaalaiomaHCH b
xojle peaKHHH okhcjichhh, jih6o nojiHocTbio pacceHBaeTcn b BH.ae
Tenjia, jih6o nacTHHHo TpaTHTCH Ha 4>oc(])opHJiHpoBaHHe ADP ¢
06pa30BaHHeM ATP. OpraHH3M npeBpamaeT okojio 40 % SHeprHH,
BbiaejiHioineHCH npn oKHCjieHHH, b BHeprnio Mé&KposprHnecKHX
CBH3CH ATP. EojIbIHHHCTBO OpraHH3MOB B 6 HOC(})epe HCnOJIb3yeT
3TOT cnocod HIH OHeHb CXOflIHbIH C HHM (b K3HeCTBe TepMHHajlbHO-
ro akuenTopa Bojiopojia MoxeT 6biTb He KHCJiopoa, a jipyroe coeflH-
HeHHe) KaK OCHOBHOH HCT04HHK 8HeprHH, HeoOXOfIHMOH aJlH CHH-
Te3a BHyTpHKjileTOHHOH ATP. TaKHM nyTeM KlieTKa npeBpamaeT xh-
MHHecKyi0 8Heprnio nHTaTejibHbix BemecTB, nocTynHBiliHx H3BHe, b
yTHJiH3HpyeMyio MeTa6ojiHHecKyio aHeprnio.

PeakKUHH aerajipHpoBaHHH h cnoco6 npeBpameHHH BbijiejiHB-
uleHCH ©HeprHH nyTeM CHHTe3a ATP - sto 3HepeemunecKU conpn-
MceHHbie peaKi”uu. I1l,ejiHKOM Becb conpnxeHHbiH npouecc Ha3biBa-
e€TCH OKucAumejibHbiM tpoctpopujiupoeauueM ADP:

A. SH2 + JEC®2 —>S + H20 (OKMC/ieHne, 3K30aprnHecKnCi npou,ecc)
1
SHeprMfl------- ‘mTen/IOBan ©Hepmfi

B. ADP + H3PO4 —l » ATP (HOCOpn/iMpOBaHMe, BHAOsprnHecKnPi npouecc)

6.1.HEnb TPAHCIIOPTA 3JIEKTPOHOB

ypaBHeHHe A. OKHCJiHTejibHO-BOccTaHOBHTejibHOH peaKUHH npe~-
cTaBJineT co6oh o6o06meHHyIo (})opMy, TaK KaK H3o06pa>KaeT npo-
Hecc oKHcjileHHH cy6cTpaTOB KaK npHMoe jlerajipHpoBaHHe, npnneM
KHcjiopoa BbicTynaeT b pojih HenocpejicTBeHHoro aKilenTopa bojio-
poaa. Ha caMOM jiejie khcjiopoji ynacTByeT b TpaHcnopTe ajieKTpo-
hob hhwm 06pa30M. CymecTByiOT npoMeMymoHHbie nepenocmiKu
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Pl P2 P3 P4
SH2  okhc/i.  okmc/i.  OKncnokmefi. 122

P4 H20
Phc. 6.1. riepeHoc 3/1eKTpoHOB h npOTOHOB ¢ yHacraeM npoMexyTOMHDbix
nepeHocHHKOB.
SH2 — HCXOfiHbIH AOHOp npOTOHOB H &JleKTpOHOBIJ PI, P2, P3, P4 — npOMOKyTOMHUC

nepeHOCHHKH; E1I, E2, E3, E4 — <I>cpvieHTbi oKHcjiMTejibHO-BoccTaHOBHTejibHbix pea-
KUHH.

8JieKTpOHOB OT HCXOfIHOrO flOHOpa 9JieKTpOHOB SH2 K TepMMHallb-
HOMy aKuenTopy 0 2. FlojiHbiH npouecc npejicTaBjiHeT co6oh 1ijenb
nOClieflOBaTelJlbHbIX OKHCJIHTejlbHO-BOCCTaHOBHTejlbHbIX peaKUHH, b
xofle KOTopbix npoHcxo"HT B33HMO/ileHCTBHe Mexjly nepeHOCHHKa-
mh. KaxjtbiH npOMe>KyTOHHbiM nepeHOCHMK BHanajie BbicTynaeT b
pOJIM aKUenTOpa 8JieKTpOHOB H npOTOHOB M M3 OKHCJieHHOrO co-
ctohhmh nepexo/iMT b BOCCTaHOBJieHHyiO c})opMy. 3aTeM oh nepejja-
eT 9jleKTpoH cjieaylomeMy nepeHocHMKy m B03BpamaeTCH b okmec-
jleHHoe cocTOHHMe. Ha nocjiejiHeH ct3hhm nepeHOCHHK nepeaaeT
9lJieKTpOHbl KMCJIOpOay, KOTOpbIM 3aTeM BOCCTaHaBJIMBaeTCH flO
Bojibi. CoeolcynHocmb nocAedoeameAbiibix oKUCAumeAbHO-eoccmano-
eumeAbHbix pcaKnuu najbieaemcH nenbio nepenoca (mpalicnopma)
SAeKmponoe, uau dbixanieAbnol nenbw (pnc. 6.1).

npoMexyTOHHbiMM nepeHOCHHKaMH b flbixaTejibHOM uenn y Bbic-
IUMX OpraHM3MOB HBIIHIOTCH KO())epMeHTbi: NAD + (HHKOTHHaMHfl-
aaeHMHfIMHyKJieoTMfl), FAD m FMN (4)jlaBMHafleHHHfIMHyKJieoTMA
m 4)jlaBMHMOHOHyYKJieOTHfl), KO(})epMeHT Q (C0Q), ceMencTBo reM-
COflepxamM X 6ejIKOB — UMTOXpOMOB (UMTOXpOMbl b, ch ¢, a, a3) M
6ejikM, coflepxamne HereMMHOBoe xejie3o. Bce ynacTHMKH atom
u,enH pa3aejieHbi Ha neTbipe oKHCJiHTejibHO-BoccTaHOBM TejibHbie
CMCTeMbl (pMC. 6.2).

npouecc HaHMHaeTCH C nepeHoca npoTOHOB h ajicktpohob ot
OKMClineMoro cy6¢cTpaTa Ha KO(j)epMeHTbi NAD + mjim FAD. 8to onpe-
flejineTCH tcm, hbjihctch jim aerMi,poreHa3a, KaTajiM3Mpyioiii,aH nepBylo
cTajiMio, NAD -3aBMCMVOH mjim FAD-3aBMCMMOM  Ecjim npouecc Ha-
HHHaeTCH ¢ NAD+, to cjiejylomMM nepeHOCHMKOM 6yneT FMN.

Tnn ~erMaporeH a3bi 3aBMCMT ot npMpoflbi cy6cTpaTa. OjiHaKo
KaKMM 6bl HH 6blJI MCXOfIHbIM Cy6cTpaT, 8JieKTpOHbl M npOTOHbI OT
(JwmaBMHOB nepeHOCHTCH k KO({)epMeHTy Q, a aajibiue nyTm 8jieKTpo-
HOB H npOTOHOB paCXOfIHTCH. 8jieKTpOHbl C nOMOUIbK) CMCTCMbI
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KOMN/IEKC 1 KOMIiJIEKC I

NADH CyKUHHai

KOMfI/IEKC vV

Phc. 6.2. riocjie,aoBaTe;ibHocTh npoMexyTOHHbix nepeH OCMMKOB npoTOHOB
h 9jleKTpoHOB b /ibixaTe/ibHOH uenH.

UHTOXpoMOB fIOCTHraiOT KHCHOpOfla, KOTOpbIH 3aTeM, npHCOefl[HHHH
npoTOHbi, npeBpamaeTCH b Boay. Mtodh pa3o6paTbca b CHCTeMe
TpaHCnOpTa 8JieKTpOHOB, HeOOXOMHMO n03HaK0MHTbhCH C OTJ,eHb-
HbIMH ee ynaCTHHKaMH.

NAD-3aeucuMan deeudpoeena3a KaiajiH3HpyeT peaKUHH OKHCjie-
hhh HenocpercTBeHHo cyo6cTpaTa (nepBHHHafl flerHflporeHa3a).
N A D + KBJineTCH KO(])epMeHTOM h BbinojiHHeT pojib aKuenTopa bo-
flopoaa (pnc. 6.3). Chmboji 2H + 03HanaeT 2 ajleKTpoHa h 2 npoTO-
Ha, o6hhho nepeHocHMbie b bhéc rHflpHa-HOHa. B atom cjiynae
BMeCTO TepMHHOB «flOHOp 3JieKTpOHOB» H «aKHenTOp 3JieKTpOHOB»
HHor”a Hcnojib3yioT TepMHHbi «aoHop hjih aKaenTop Boaopoaa».

FAD-3aeucuMaH deeudpoeenasa Taoce BbinojiHHeT 4>yHKUHio nep-
bhhhoh aerHAporeHa3bi. Ko4)epMeHTOM HBJHTCH FAD, kotophh
HBjiHeTca aKuenTopoM Boaopoaa ot cy6cTpaTa (cm. pnc. 6.3).

NADH-deeudpozeHa3a KaTajiH3 HpyeT OKHCJieHHe NADH h boc-
CTaHOBJieHHe yOHXHHOHa (C0Q). nepeHOCHHKOM Boaopoaa hbjihct-
ch Ko4>epMeHT FM N (KOMnjieKC 2 Ha pHC. 6.2). CTpoeHHe FM N
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NAD(P)

KIAHU

FMNH2(FADH2)

npeacTaBJieHO Ha pnc. 6.3. B npouecce peaKUHH Bonopoa cHanajia
npHcoefl[HHfleTca k FM N, coeflHHeHHOMy ¢ <J)epMeHTOM, a 3aTeM
nepe/taeTCH Ha yOHXHHOH. OjiaBHHOBfaie KocJ)epMeHTfai (FAD h
FMN) npoHHO CBH3aHbi ¢ 4)epMeHTOM KaK npocTeraHecKHe rpyn-
nfai, nosTOMy (JjepMeHTbi, b cocTaB KOTOpbix ohm bxoaht, Ha3biBa-
IOTCH 4>J)iaBOnpOTeHHbI. OiiaBHHMOHOHyYKJieOTHfl (FM N), HJH pH-
60(j)JiaBHH(|>oc()aT, Hepa3pi>iBHO CB«3aH ¢ 6cjikoboh nacTfaio 4>ep-
MeHTa. CTporo roBopa, FM N He hbjihctch HyKlJieoTHjioM, tak KaK
4)JiaBHHOBa« *acTfa cBH33Ha ¢ ph6htojiom, a He ¢ PH6030H.

Yé6hxhhoh — npoM3BojiHoe H3onpeHa (pnc. 6.4). Ha3BaHHe «ybw-
xhhoh» bo3hhkjio H3-3a ero nOBCeMeCTHOH pacnpOCTpaHeHHOCTH B
npHpofle. Ko())epMeHT Q fle6cTByeT KakK nepeHocHHK 3jieKTpOHOB Ha
UHTOXpOMDbl.
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Phc. 6.4. Y6hxhhoh (KocljepMeHT Q).

IJHTOxpoMbi — 3to reMonpoTeHHbi — 6 e;iKH, co”epxalHHe b Ka-
necTBe NPOHHO cBH3aHHOH npocTeTHHecKofi rpynnbi reM (pwc. 6.5).

Atom xejlesa b reMe Mo*eT MeHHTb BajieHTHocTb, npHcoeaHHHH
HJIH OTflaBaH 891JieKTpOHbi:

Fe3+ <===* Fe2+
-e

B flbixaTejibHOH uenn HHTOXpoMbi cjiyxaT nepeHOCHHKaMH ajiekK -
TpOHOB H pacnOlJiaraiOTCH COOTBeTCTBeHHO BejlHHHHe OKHCJIHTejlb-
HO0-BOCCT3HOBHTejibHOr0 noTeHHHajia cjiejiytomHM 06pa30M: b, ch

Fom A npocTeTMMecKan rpynna
umoxpoMOB a reMa umtoxpomob ¢

Phc. 6.5. llpocTeTHHecKaH rpynna reMa b CTpyKType hhtoxpomob.



PhC. 6.6. CBH3BIB3HHe TeMa C 6eJIKOBOM naCTbK) HHTOXpOMOB C

c, a, a3. TeMOBbie rpynnbi uhtoxpomob CBH3aHbi ¢ 6eHKOBOH nac-
TbK) ZIOHOpHO-aKUenTOpHbIMM CBH3HMH MOKJiy HOHOM >Kejie3a H CO-
OTBeTCTByiOllIMMH aMHHOKHCJIOTHbIMH OCT3TKaMH (pHC. 6.6).

B UHTOXpOMaX C H C, AOnOJIHHTejlbHbie KOBajieHTHbie CBH3H
4>0pMHpyloTCH Mextay THorpynnaMH wuncTeHHa h 6okobmmh bh-
HHjibHbiMH rpynnaMH rema. OH2-deeudpoeeHa3a (koMnjiekc Il Ha
Phc. 6.3) npeflICTaBJineT co6oh KOMiuleKc uhtoxpomob b h cx dtot
<J)epMeHT KaTajiH3HpyeT oKHcjieHHe BoccTaHOBJieHHoro KocJjepMeH-
Ta Q h nepeHoc 9jleKTpoHOB Ha uhtoxpom c. 9jieKTpoHbi nocjieao-
BaTejibHo nepeHOCHTCH aTOMaMH xejie3a uhtoxpomob b h ch a
3aTeM nocTynaloT Ha uhtoxpom c. FIpoTOHbi nocjie OKHCjieHHH QHZ
0CBOOOXJiaiOTCH B paCTBOp.

HumOxpOMOK,cuda3a BKJHonaeT KOMnjieKC uhtoxpomob a n a3
(KoOMnjieKe IV Ha pnc. 6.2). HHTOXxpOMOKCHjia3a, KpoMe reMa, co-
JiepXHT HOHbI MejlH, KOTOpbhie CnOCOOHbl MeHHTb BajieHTHOCTb H
tikhm cnoco6oM ynacTBOBaTh b nepeHoce 3JieKTpOHOB:

CUQA- + e Cu

-e

UHTOXpOMOKCHIJia3a nepeHOCHT 8JieKTpOHbl ¢ UHTOXpOMa ¢ Ha
KHCjiopoa. B nepeHoce 9jieKTpoHOB ynacTByIOT CHanajia hohbi ace-
Jie3a UHTOxpoMOB a n a3, a 3aTeM hoh Mean u,HTOxpoMa a3. M ojie-
Kyjia KHClJiopoaa cBH3biBaeTcn ¢ xejie30M b reMe 1iIHTOxpoMa a3.
CjieflOBaTejibHO, nepexoji ajleKTpoHOB Ha khcjiopoji ¢ hohi majih
UHToxpoMa a3 npoHcxofl[HT Ha MojieKyjie (J)epMeHTa. Ki“cjjwh H3
iTOMOB MOJieKyjlbl KHCJIOpOJIU npHCOeflHHHeT no 2 8JieKTpOHU H
npoTQHU, o6pa3yn npn atom MojieKyjiy Bojibi.



<T

EejiKH, coaepjKamwe HereMHHOBoe *ejie30. HeKOTopoe KOJiH4ecT-
BO 3TOMOB xejie3a B MHTOXOHapHHX CBH3aHO He B TCMe UHTOXpOMOB,
a o6pa3yeT KOMnjieKChi ¢ flpyrHMH 6ejikaMH. 8 th 6ejiKH Ha3biBaioT
Taoce xejie3ocepHbiMH, TaK KaK aTOMbi *ejie3a cBH3aHbi ¢ aTOMaMH
cepw uHCTeHHOBbix ocTaTKOB. BejikKkH, coflepxauiHe HereMHHOBoe
*ejie3o, ynacTByloT b nepeHoce ajicktpohob Ha HecKOjibKHX CTaflH-
HX, Ofl[HaKO He COBCeM HCHbl HX JIOKajlH3aUHH H MeX3HH3M fleHCTBHH.

6.2. OKHCJIHTEJIhHOE <DOCO>0OPHJIHPOBAHHE

OHeprHH, o6pa3yloluaHCH npn npoxoxaeHHH noTOKa 3JieKTpOHOB
no jibixaTejibHOH uenn, Hcnojib3yeTcn ajih conpnxeHHoro 4>o0c4)o-
pHJinpoBaHHH ADP. ©th aBa npouecca B3aHMO03aBHCHMbi: OKHClie-
HHe He MO*eT npoTeKaTb b oTcyicTBHe ADP. CooTHomeHHe okhc-
JieHHH H 4)OC())OpHIIHpOBaHHH OnpejiediIHeTCH KO03(J)(j)HIIHeHTOM P/O
(KOJIHHeCTBO 4)OC(J)OpHJIHpOBaHHOrO AD P B MOJIHX Ha '/2 MOJIb KHC-
Jiopoaa). Koa4)(J))HUHeHT P/O Ha3biBaeTCH KO03(J)(J)HUHeHTOM (J)0C(J)0-
pHJIHpOBaHHfl H 3aBHCHT OT TOHKH BXOKJieHHH BOCCT4HOBHTeJlbHbIX
OKBHBajleHTOB b uenb TpaHcnopTa ajieKTpoHOB. HanpHMep, jijih
cy6cTpaTOB, OKHCJineMbix NAD-3aBHCHMOH aerHaporeHa30H, P/0=
= 3, TaK KaK b flbixaTejibHOH uenn ecTb 3 ynacTKa, Ha kotophx
nepeHoc 8jleKTpoHOB conpH*eH ¢ CHHTe30M ATP. He Bce cy6cTpa-
Thi nepejiaioT 3JieKTpoHbi h npoTOHw Ha NAD, HeKOTOpbie okhcjih-
iotch FAD-3aBHCHMDbiIMH 4erHxiporeHa3aMH, KOTOpbie nepeHocHT
npOTOHbI H 8JieKTpOHbl cpa3y Ha yOHXHHOH, MHHyH nepBblH KOM-
njleKc. B otom cjiynae P/O = 2. B aeilcTBHTejibHocTH koa(J)4)huh-
eHT (J)oc(J)opHJiHpoBaHHH Bcerjja MeHbille TeopeTHHecKoft BejiHHH-
Hbl, nOTOMy 4TO HaCTb 3HeprHH, BbICBo6o>miaK)llieHCH npH TpaHC-
nopTe 8jileKTpoHOB, pacxojiyeTcn He Ha cHHTe3 ATP, a Ha nepeHoc
BemecTB 4epe3 MHToxoHjipHajibHyio MeMOpaHy.

B cyTKH nejioBeK noTpe6jineT b cpejiHeM 27 Mojib KHCjiopoaa.
OcHOBHoe ero KOJiHnecTBO (npHMepHO 25 MOJib) Hcnojib3yeTcn b
m htoxohjiphhx b GbixaTejibHOH uenH. CjiejioBaTejibHO, execyTOHHO
cHHTe3HpyeTCH 125 MOJib ATP, hjih 62 kt (npn pacneTe Hcnojib30-
BajiH K03<JxJ)HUHeHT P/O = 2.5, Te. cpeaHee 3HaneHHe koa(})(J)huh-
eHTa (J)oc(d)opHJiHpoBaHHH). M acca Bcen ATP, cojiepxameHCH b op-
raHH3Me, cocTaBlineT npHMepHO 20—30 r. CjieflOBaTejibHO, Ka»man
MojieKyjia ATP 3a cyTKH 2500 pa3 npoxojiHT npouecc rHjipojiH3a h
cHHTe3a, hto h xapaKTepH3yeT HHTeHCHBHocTh o6MeHa ATP.

6.3. CONPIKKEHHE PABOTbl AWXATEJIbHOO HENH
C nPOHECCOM CHHTE3A ATP

CymecTBOBaHHe TaKoro conpnxeHHH jioKa3biBaeTCH TeM, hto
moxho HHrH6npoBaTh 06pa30BaHHe ATP, He Hapyiluan npouecca
TpaHcnopTa 3jileKTpOHOB. ©to jiocTHraeTcn jio6aBjieHHeM xhmh-
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necKHX BemecTB, H33BaHHbix pa3o6mHTeHHMH. nocHe yztajleHHH
pa3o6mHTeneH CHHTe3 ATP BoccTaHaBJiHBaeTcn.

HsyneHHe MexaHH3Ma conpnxeHHH ;ilaeT otbct Ha ocHOBHbie
Bonpocw: k"khm 06pa30M TpaHcnopT sjicktpohob cjlyxHT hctoh-
hhkom OHeprHH h K3K 8Ta ®HeprHH nepeaaeTCH b peaKUHio ADP +
+ Pj -* ATP.

CymecTByeT HecKonbKO rnnoTe3, 06'bHCHHioiHHX MexaHH3M co-
npnxeHHH. OfIHOH H3 HHX HBIJIfleTCfl XeMOOCMOTHHCCKaH TeOpHH.
Henb TpaHcnopTa 3jieKTpOHOB (JjyHKUHOHHpyeT KaK npomoHHan
(H+4 noMna, ocymecTBJiHH nepeHoc npoTOHOB H3 MaTpHKca nepe3
BHyTpeHHiolo MeM6paHy b Me>KMeM6paHHoe npocTpaHCTBo. ©® hdo-
OprHHeCKHH npouecc Bbldpoca npOTOHOB H3 MaTpHKCa B03MOXeH
3a CHeT 3K303prHHeCKHX OKHCHHTejlbHO-BOCCTaHOBHTeHbHbIX pea.K-
HHH flbl1XaTe;ibHOH lienH. nepeHOC npOTOHOB npHBOfIHT K BO3HHK-
HOBeHHIO p33HOCTH KOHHeHTpaHHH H + C fIByX CTOpOH MHTOXOHfTl-
pnajiboHOH MeMOpaHbi: 6o0jiee Bbicokan KOHHeHTpauHfl 6yaeT cHapy-
m h 6o0jiee HH3Kafl — BHyTpn. MnToxoHapHfl b pe3yjibTaTe nepe-
xo”ht b «3HeprH30BaHHOe» cocTOfl[HHe, TaK KaK B0O3HHKaeT epadu-
enm KOHu,eHmpanuu H+ h 0flIHOBpeMeHHO pa3HOCTb aneKmpimecKux
nomennuaAoe co 3H3kom njnoc Ha HapyxHOH noBepxHOCTH.
DAeKmpoxiiMimecKul nomeHi*uaA cnocodeH coBepuiaTh «nojie3Hyio»
pad6oTy, oh 3acTaBjifleT npoTOHbi fIBHraTbCfl b o6paraoM HanpaBjie-
hhh, ho MeMé6paHa HenpoHHuaeMa 4djia hhx, KpoMe oxaejibHbix
ynacTKOB, Ha3biBaeMbix npomoHHbiMu KanaAaMu. 06paTHbiH nepe-
HOC npOTOHOB B MaTpHKC HBJIHeTCH 3K303prHHeCKHM npOUeCCOM,
BbicBodoxcaalomaflCfl npn atom ®SHeprHfl Hcnojib3yeTcfl Ha <J)oc(J)o-
pHjinpoBaHHe ADP. 8Ty peakKHHio KaTajiH3HpyeT <J)epMeHT H + —
ATP-cuumema3a, pacnojlaraioulaflcfl b odjlacra npoTOHHbix KaHa-
jiob Ha BHyTpeHHen noBepxHocTH BHyTpeHHen MeMé6paHbi (puc.
6.7; 6.8).

Pa3o6meHHe ibixanna h cJxtctdiopn.inpoBaliHH. YG6eAHTejibHbie
9 KcnepHMeHTajibHbie aoKa3aTejibCTBa b nojib3y onHcaHHoro Mexa-
HH3Ma conpflxeHHfl awxaHHH h (J)oc<J)opHJiHpoBaHHH 6 bijiH nojiyne-
hw ¢ noMombio uoHOCpopoe. MojieKyjibi athx BeulecTB, KaK npaBH-
jio, jiHno(J)HjibHbi h cnoco®OHbi nepeHOCHTb hohm nepe3 MeM6paHy.
HanpHMep, 2,4-dunumpoipeHOA (npomonotpop) JierkO fIH(J)(J)yHflHpyeT
Hepe3 MeMOpaHy B HOHH3HpOBaHHOH H HeHOHH3HpOB3HHOH (J)OpMe,
nepeHocfl npoTOHbi b CTopoHy hx MeHbmeit KOHueHTpauHH b obxoa
npOTOHHbIX K3HajlOB.

TaKHM 06pa30M 2,4-fIHHHTpOJ)eHOJlI yHHHTOXaeT 3JieKTpOXHMH-
HeCKHH nOTeHUHajl H CHHTe3 ATP CTaHOBHTCfl HeBO3MOJKHbIM, XOTH
OKHClJieHHe cy6cTpaTOB npn atom npoHcxojiHT. ®Heprun "bixaTejib-
hoh uenn b nOflIO6HOM cjiynae nojiHocThio pacceHBaeTCH b BHfle
TenjioTbi. ®thm o06bHCHHeTCH nnporeHHoe fleicTBHe pa306uiHTe-
Jiel. Pa3o6iualomee aeftcTBHe 0Ka3biBaiOT HeKOTOpbhie 3hth6hoth-
KH, T3KHe, K3K B3JIHHOMHUHH H TpaMHUHfIHH.

/IbIXaTe.lbllbIH KOHTpOJIb. CKOpOCTb flbIXaHHH MHTOXOHJIpHH
MOXeT KOHTpOJIHpOB3ThCH KOHUeHTpaUHeH ADP. 3t0 06'hHCHHeTCH
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adp3t® 02~ atpd+ho

MexMeM6paHHoe
npOCTpaHCTBO

Phc. 6.7. Conpa>KeHMe uenM TpaHcnopTa 3iieKTpOHOB m 4)occf)opMJiMpoBa-
hmh ADP nocpeflcTBOM npoTOHHOTO rpaaneHTa.

Me*MeM6paHHoe
npOCTpaHCTBO

X

J[NHI]red A FMN
BHyrpeHHsn
MMTOXOHApnaJlbHafl
MeMépaHa

[[NHIJOX*  FMNH2 -Y

>

KoMn/ieKC 1
NAD+ NADH

MMTOXOHfIPMa/IbHbM
MSTpHKC

Phc. 6.8. CipyKTypa KOMnOHeHTOB KOMn/ieKca I, o6ecne4M Balomero (J)yHK-
UMOHHpoBaHMe «npOTOHHOM noMnbi» npn OKHCJieHHH NADH.
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TeM, HTO OKHClieHHe H (J)OC(j)OpHHHpOBaHHe XteCTKO COnpnxeHDbI.
O Hepraa, Heo6xoaHMaa loleTKe ajih coBepuieHHH pa6oThi, nocTaB-
jlaeTCH 3a cneT rHapoHH3a ATP. KoHileHTpaliHH ADP npn atom
yBejiHHHBaeTcn; b pelyjibTaTe co3flak)TCH ycjiobhh jijih ycKopeHHH
abixaHHH, mto m BejieT k BocnojiHeHHio 3anacoB ATP.

UIIHOHIOpM Herin  TpailCnOpTa ©JieKTpOHOB H OKHCJIIHTejlbHOTrO
(JjOCtJjOpHJIHpOBaHHfl. MHrHOHTOpbIl, OlJioKHpyiomHe ablXaTejlbHyiO
uenb, jleHCTByloT b onpejiejleHHbix MecTax, npenHTCTByn pa6oTe
jlbixaTejibHbix (JjepMeHTOB. CyiuecTByioT TaloKe BeulecTBa, HHrn6H-
pyjoiune oKHCIJiHTejibHoe (J>oc(J)opHjiHpoBaHHe. HanpHMep, Gap6H-
TypaTbi HHrHOHpyioT aKTHBHocTb NADH-jierHjiporeHa3bi, a una-
HHflbl H OKCHJI yrliepOfla (CO) — akKTHBHOCTb UHTOXpOMOKCHJia3bl.
B npHCYTCTBHH 3THX HHTHOHTOpPOB TpaHCUOpPT 8JieKTpOHOB npeKpa-
maeTCH, & 3HaHeHHe P/O paBHo 0.



fjlaBa 7 KATAEOJIH3M

Echh npouecc KaTa6ojiH3Ma paccMaTpHBaTb ¢ o6men tohkh 3pe-
hhh, to mojkho BbiflejiHTb TpH ocHOBHbie ero HaCTH (pnc. 7.1).

I. PacmenjieHHe b nHiueBapHTejibHOM TpaKTe. 9to rnapojiHTH-
necKHe peakHHH, npeBpautaiomHe cjloxHbie nHmeBbie BemecTBa b
oTHocHTejibHo He6ojibuioe hhcjio npocThix MeTa6ojiHTOB: rjii0K03y,
3MHHOKHCIIOTDI, TJIHliepHH, >KHpHbie KHCIIOTHI.

1. CneliH({)H4ecKHe nyTH KalaoojiMiMa. ripocThbhie MeTa6ojiHTbi
notBepralOTCH cneuH(J)HHecKHM peaKUHHM pacinenjieHHH, b pe-
3yjibTaTe kotopwx o06pa3yeTCH jih6o nnpoBHHorpajiHaH KHCJioTa,
jin6o aneTHjI-CoA. CjieayeT oTMeTHTb, hto aleTHji-CoA MoxeT 06 -
pa30BaTbcH H3 nnpyBaTa Bcjie/icTBHe OKHcjiHTejibHoro fleKapdoKCH-
jiHpoBaHHH. MoryT TaioKe 06 pa30BaTbcn apyrne coeflHHeHHH, He-
nocpeacTBeHHo BKJHonalomHecH b UHTpaTHbiH uhkji.

I1l1. UHTpaTHbiH uhkji h Abixaile.ibitasi uenb. ©to 3aBepmaloliiHe
3BeHbH pacnienjieHHH nnmeBbix BemecTB a0 KOHenHbix npoayK-
tob — C02h H20.

CjiejioBaTejibHo, HaMHHaa co cTaaHH 06pa30BaHHH nnpyBaTa,
npoHcxo0jiHT yHH(J)HKauHH nyTeil KaTa6ojiH3Ma. H3 6ojibmoro hhc-
jlta HcxoaHbix coejiHHeHHH o06pa3yeTCH Bcero flBa — nnpyBaT h aue-

@, HO
Phc. 7.1. KaTa60jiH3M ochobhmx NnHmMeBbix BemecTB.
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thh-CoA. lpouecc, na'imialoinHHCH ¢ nHpyaaTa, Ha3biBaeTC» 06 -
iuhm nyTeiw KaTaoo.iH tMa. Oh b cboio ogepeab coctoht H3 o k hec-
jiHTejibHoro fleKap6oKCHJiHpoBaHHs nnpyhba-
Ta h HHipaTHoro uHKJia. Hmchho b o6uieM nyTH KaTa-
60jiH3Ma o06pa3yeTCH ocHOBHaa Macca cy6cTpaTOB ajih peaKHHH "e-
THJipHpOBaHHH. COBMeCTHO C flblXaTeJIbHOH lienblO H OKHCJIHTeHb-
HbIM 4)OC<|)OpHJIHpOBaHHeM o06IHHH nyTh KaTa6oJIH3Ma HBJIHeTCH
OCHOBHbIM HCTOHHHKOM 8HepTHH B (})opMe ATP.

7.1. OKHCJIHTEJIbHOE UEKAPBOKCHJIHPOBAHHE
NnHPOBHIIOrPAJIHOfI KHCJIOTbI

CyMMapHbiii pe3yjibTaT MHorocTaflHHHOH peakKHHH BbirjiHfIHT cjie-
aylomHM 06pa30M:

CH3C-COOH + NAD++ HS—CoA —>»CH 0A + NADH +C02

rinpyBaT Au,eTn/I1-CoA

PeaKHHH KaT3JIH3HpyeTCH TpeMH (J)epMeHT3MH, paboTaK)IIIHMH B
onpeaejleHHOH nocjieiioBaTejibHocTH h 06 T>eaHHeHHbiIiMH b nwpyBaT-
AerH4poreH a3HbiH komii.ickc (pnc. 7.2). 9 tot KOMnjieKc (J)epMeHTOB
pa6boTaeT noao6Ho KOHBenepy, b kotopom npoayKT nepeaaeTCH ot
(J)epMeHTa k 4>epMeHTy. TaKoil npHHunn noBbiniaeT 3(J)(J)eKTHBHOCTb
padoThi (J)epMeHTOB, TaK KaK cHHxaeT cjiynaHHocTb b KOHTaKTe pea-
rapytlomHX BemecTB ¢ (J)epMeHTOM. /Jajiee npHBOfIHTCH Ha3B3HHH
(JiepMeHTOB h xapaKTepHCTHKa KaTajiH3HpyeMbix peaKHHH.

IIHpyBaTfleKap6oKCHJia3a (1). B KanecTBe Ko4)epMeHTa b peakKUHH
ynacTByeT muaMunduipoccpam — npoH3BoaHoe BHTaMHHa B,. Oep-
MeHT KaTajiH3HpyeT oTmenjieHHe Kap6oKCHjibHoii rpynnbi b bhjic
CO02 aaueTHjibHbiit oct3tok npncoeiiHHHeT k JiHNoeBol KHCJioTe —
Ko4)epMeHTy BToporo 4)epMeHTa. nojiynaeTCH aueTHJi-JinnoaT.

TraMMH- AgeTn/I~S SH

Q< p AETMI-TCP w7 AueTM/1-S-CoA

/lwnoaT Jl T
\ i Jb

NADH+H NAD

B /iNxaTe/ibnyio genb

Phc. 7.2. riHpyilaTflerM*poreHa3HbiH KOMruieKC.



1

naHTOT6HOBas) Knc/iola

AMP-3’-<}>0c4>aT <t>oc4>onaHTelenH
Phc. 7.3. CTpoeHwe HS-CoA.

/I,HrnapojiHnoaTaneTHJiTpaHC (})epa3a (2). 3to BTopoft 4>epMeHT
KOMnjieKca. KaTajiM3npyeT nepeHoc aueTHJibHoro ocTaTKa, coeflH-
HeHHoro ¢ JiHnoeBOH khcjiotoh, Ha BTopon Ko"epMeHT HS-CoA
(pHC. 7.3) ¢ O6pa30BaHHeM aueTHJi-CoA. TaKHM 00pa30M, b atoh
peaKHHH ynacTByioT aBa KO(})epMeHTa: JiHnoeBaa KHCJioTa, npon-
ho coejtHHeHHaa c¢ (j)epMeHTOM, m KO({)epMeHT A, oobteflHHH o-
LUHHCSI ¢ (})epMeHTOM B MOMeHT peaKHHH. Boaopofl OCTaeTCH CBH-
3aHHbIM C JIHNOeBOH KHCJIOTOH, KOTOpd4H npeBpamaeTCfl B fIHrHfI-
pojiHnoaT.

JlerHaporeHa3a flHrHflpojiHnoeBOii khcjiotw (3). /JaHHbiH 4>ep-
MeHT oTmenjiaeT Boaopoji ot JiHnoeBoii khcjioth h nepeHocHT ero
Ha NAD+ iJajlee Boaopofl TpaHcnopTHpyeTca flbixaTejibHoil uenbio.
TjiaBHbie NPoayKTbi peak HHH — ato NADH+H+ h aueTHUJi-CoA.
NADH+H+ 3aTeM oKHCjiaeTCH b flbixaTejibHOH uenn, rae 9Heprna
Hcnojib3yeTCH Ha cHHTe3 3 MOJlien ATP, a aueTHJi-CoA oKncjuieTca
B HHTpaTHOM HHKlJie. UHpyBaTfleKap6oKCHJia3HblIH KOMnlieKC Haxo-
jihtc5i Ha BHyTpeHHeit MeM6paHe mhtoxohjiphh h coejiHHeH c Hel
CO CTOpOHblI MaTpHKca.

7.2. IHTPATHbIH HHKJI

UHTpaTHblii HHKJI (UHKJI Kpe6ca, UHKJI TpHKapOOHOBbLIX khcjiot) —
3to CHCTeMa peaKHHH, npHBOfljmiaa k nojiHOMy OKHCJieHHK) fIByx-
yrjiepo~Horo aueTHjibHoro 4>parMeHTa, HMeiomero pa3JiHHHoe npo-
Hcxo”~neHHe. UHTpaTHbiii hhkji HBJiHeTCH oduihm KOHeHHbIM nyTeM
oKHcjieHHH 6ejikOB, xhpob h yrjleBOAOB. BCe peakUHH I1iHTpaTHoro
UHKjla, KaK h oKHCJiHTejibHoro AeKap6oKCHJiHpoBaHHH nnpyBaTa,
JI0KajlH30BaHbl B MHTOXOHflpHHX. Pe3yllbTaTaMH OfIHOrO nojiHoro
HHKJia hbjihiotch:



nURBAT

-Co

\Vilr
@ 'I]] *‘_’2‘?‘;“”* nn

Ma/iaT
AKOHMTaT
i "OylumiMIVACOA
ommikT o G% A a-KeromyrapaT
A HS-CoA ATP
NADH-+H-+

Phc. 7.4. CxeMa uHTpaTHoro UMK/ia.

OepMCHTbi: 1 — nHpyBaTflerHaporcHasHWH KOMnjiexc; 2 — UHTpaTCHHTa3a; 3 — aKO-
HHTa3a; 4 — HsouHTpaTiierHnporeHaaa; 5 — a-KeTorayTapaTOerHaporeHa3Hbiti kom-
ruieKc; 6 — cyKUHHHJI-COA-THOKHHa3a; 7 — cyKUHHaT/ierH/iporeHa3a; 8 — 4>yMapa3a;
9 — MajraTAerHAporeHa3a.

¢ nojiHoe oKHcjieHHe aueTHJibHoro ocTaTKa ao 2 MojieKyji C 02

¢ 06pa30oBaHHe 3 MojieKyn BoccTaHOBiieHHoro NAD+ h oahoh
MOJieKynbi FADH?2;

¢ 06 pa30BaHHe oilhoh MOJieKyjibi GTP b pe3yjibTaTe cy6 cTpaTHo-
TO (3)0C(3})OpHIIHPOBaHHH.

PeaKHHH UHTpaTHoro HHKjia, hx xapaKTepncTHKa h (J)epMeHThi
npHBeaeHbi Ha pnc. 7.4 h 7.5.

7.3. COUPJDKEHHE OBUIHX nyTEH KATABOJIH3MA
C fIbIXATEJIbHOH HENbIO

B 06 mnx nyTax KaTa6ojiH3Ma nponcxoflHT 5 peakKHHH aerHflpnpo-
BaHHH: OflHa Ha CTajlHH OKHCIIHTeJIbHOrO fleKap6 0 KCHIIHpO BaHHSI
nnpyBaTa h HeTbipe b hhtp3thom UHKJie. Bce 10 aTOMOB Bojiopojia
nepeH0 CHTCH Ha KO(J)epMeHThi jierHjiporeHa3, KOTOpbie b cboio one-
peflb OKHCIIHIOTCH B JiblXaTejlbHOH lienH. OKHCJieHHbie KO(J)epMeHTbI
B03Bpamai0TCH b peakKHHH 06 ihhx nyreH KaTa6ojiH3Ma. PereHepa-
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NAD
— eNADH+H+

OKcayioaueTaT H3C-C-SCoA

CcO0 Anewn-CoA ch2coo!
MenaT
j HXC-COO HXC-COO0
NADH#HH UnTpar
raounTpaT
OyMapaT P
FADH 4
CH2CO0O CHoCOO
cmeee NADHH
ORMET  1is.con C-S-CA i c=c-coo
-Co. i -
GDP QyKUVHII-CoA HS-COA a-KeTor/yrapaT
..

Phc. 7.5. CxeMbi LiHTpaTHoro UHKJia h peryjrauHH o6iuero nyra KaTa6o;iH3Ma.
Ha3B3HHH 4>epMeHTOB, o603HaHeHHbIX UH(J)paMH, TaKHe >Ke, K3K Ha pHC. 7.4.

uhh KO(jilepMeHTOB — o6n3aTejibnoe ycjilOBHe ajih npoTeKaHHH peaK-
hhh jierHipHpoBaHHH. TaKHM 06pa30M, o6iuhh nyTb KaTa6o0jiH3Ma h
AbixaTejibHaa uenb HenpepbiBHo cBH3aHbi Mexay co6oh h oTaejibHo
<J)yHKUHOHHpOBaTbh He MoryT.

7.4. OSQHEPrETHKA HHTPATHOrO HHKJIA
H OBIHHX nyTEH KATABOJIH3MA

3a ojihh 06opoT UHTpaTHoro UHKJia CHHTe3HpyeTCH 12 MOJieKyji ATP.
fleBHTbh H3 HHX 06pa3yK>TCH 3a CHeT 8HepTHH TpaHCnOpTa B AblXaTejlb-
hoh uenn 3nap Boaopoaa ot 3 MOJieKyji NADH + H+. /iBe MOJieKyjibi
ATP CHHTe3HpyK>TCH npH OKHCJieHHH OfIHOH MOJieKyjlbl FADH 2, T3K
KaK b flbixaTejibHOH wuenn b ji3hhom cjiynae aencTByroT TOJibKo 2
nyHKTa conpajKeHHH ¢ oKHCJiHTejibHbiM (J>oct}>opHJiHpoBaHHeM ADP.
KpoMe Toro, b uhtp3thom uHKJie npoHcxolUHT ojiHa peaKUHH cy6-
cTpaTHoro (j>oc4>opHJiHpoBaHHH, aalouxaH 1 Mojib GTP (ATP).

B o6uihx nyTHx Karabo.iHiMa CHHTe3HpyeTCH 15 moJiekyji ATP:
Tpn npn OKHCjiHTejibHOM fleKap6oKCHjiHpoBaHHH nnpyBaTa H 12 —
B HHTpaTHOM UHKIJie.
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7.5. PEryjWUHfl OEIHHX nyTEft KATAEOJIH3MA

DiaBHbIH 4)aKTOp, pery”HpyiOlUHH CKOpOCTDb flbIXaHHH H (j)OC(j)OpH-
JiHpoBaHHH — ahepaemunecKue nompedmcmu opeanu3Ma. OcHOBHaa
Macca BOCCTaHOBJieHHbIX 3KBHB3JieHTOB JUJIH JlblXaTejlbHOH HenH
nocTynaeT H3 o6luhx nyTeil KaTa6ojiH3Ma. CjieaoBaTejibHo, peryjiH-
Hhh 06ihhx nyTen KaTa6ojiH3Ma h flbixaTejioHOH uenn TecHo cBH3a-
na. Bce KOHTpojiHpylomHe MexaHH3Mbi ocymecTBJiailOTCH Ha ypoBHe
4>epMeHTOB, npnneM MHorne H3 hhx ¢ noMombio ajulocTepHnecKHX
3(9)(j)eKTopoB. Zljih oueHKH ©HepreTHHecKoro coctohhhk kjictkh hc-
nojib3yioT BejiHHHHy 3HepaemunecKoeo sapnda, OTpaxalomyio C0Ot-
HouieHHe KOHueHTpaliiHH ATP k npoayKTaM ee pacna”a — ADP h
AMP.

n PH yBejiHHeHHH ©HepreTHHecKoro 3apHaa b KlieTKe (b coctoh-
hhh noKoa) CKopocTb peaKUHH o6 1uhx nyTed KaTa6ojiH3Ma cHH*a-
eTCH, a npH yMeHbineHHH ®HepreTHHecKoro 3apaaa — yBejiHHHBa-
eTCH. 8to AOCTHraeTCH TeM, hto ATP aeiicTByeT khk ajuiocTepHMec-
KHH HIITHOHTOp, a ADP H AMP — K3K ajuloCTepHHeCKHe 3KTHB3TO-
pbl HeKOTOpbIX (jiepMCHTOB (cm. pnc. 7.5).

iJpyroH MexaHH3M peryjiHUHH cbh33h ¢ HeodxoaHMocThio pere-
HepauHH N AD + b flbixaTejibHOH uenn. ripn yMeHbixieHHH pacxoaa
ATP B KJieTKe CKOpOCTbD flbIXaHHH MHTOXOHJIPHH CHHXaeTCH (flbixa-
TejlbHbIH KOHTpOJIb), yMeHbUiaeTCH TaKXe CKOpOCTb OKHCJieHHH
NADH b AbixaTejibHOH uenn h yBejiHHHBaeTCH KOHueHTpauHH
NADH. B 3TOM cjiynae NADH HHrnOHpyeT HeKOTOpbie (jlepMeHTbi
o6iuhx nyTel KaTa6ojiH3Ma, hto npHBoM"HT k 3aMefljieHHio peaKUHH
KaTa6ojiH3Ma h, cjieaoBaTejibHO, 3aMefllieHHio Hapa6oTKH BoccTa-
HOBJieHHbIX KO(j)epMeHTOB H 3aMeflJieHHIO CHHTe33 ATP (cm. pnc.
7.5). npH yBejiHHeHHH SHepreTHHecKHX noTpeOHocTeH opraHH3Ma
npoHcxofIHT Bce Hao6opoT. Pha npoMeacyTOHHbix npoayKTOB uht-
paTHoro UHKJia cjiyacaT npeaulecTBeHHHKaMH jijih cHHTe3a Heo6xo0-
UHMbix opraHH3My BemecTB. TaK, cyKUHHHji-CoA Hcnojib3yeTcn
AJih cHHTe3a reMa, OKcajioaueTaT h a-KeTorjiyTapaT — &ajih cHHTe3a
acnaparHHOBOH h rjiyTaMHHOBOH khcjiot. OneBHflHo, hto BbiBejie-
HHe xoth 6bi oaHoro MeTa6ojiHTa HapyulaeT padéoTy UHKJia, TaK KaK
yMeHbuiaeT pereHepaunio oKcajioaueTaTa. JXjw KOMneHcauHH koh-
UeHTpaUHH MeTaOOJIHTOB UHKJia B MHTOXOHIipHHX npOHCXOfIHT pe-
aKUHH Kap6oKCHJiHpoBaHHH nupyBaTa ¢ 00pa30BaHHeM OKcajioaue-
TaTa. TaKHM 06pa30M, nnpyBaT BKjioHaeTCH b uHTpaTHbiu uhkji
AByMH nyTHMH: OKHCjiHTejibHoe aeKap6oKCHjiHpoBaHHe ¢ 06pa30Ba-
HHeM aueraji-CoA, Kap6oKCHjiHpoBaHHe ¢ 06pa30BaHHeM OKcajloa-
ueTaTa. llocjieaHiolo peaKUHio KaTajiH3HpyeT nupyBaTKap6oKCHJia-
3a, Ko4)epMeHTOM HBJineTCH 6hothh:

CH3C-COOH + C02+ ATP —mCOOH—CH2-C—COOH + ADP + H3P04

linpyBaT OKcal/loaueTaT



7.6. nmOSOHEPrETHHECKHE COCTOfIHHfl

Handéojiee nacTOH iiphhhhoh rHnosaHepreTHMecKHx coctohhhh hb-
jineTCH nmoKCHfl, KOTopan B03HHKaeT npn cjleayioluHx HapylueHH-
hx:

¢ HapytueHuu nocmymeuuH Kuulopoda e npoeb, hto HaOJHOflaeTCH
npn HeflocTaTOMHocTH 0 2 bo BjibixaeMOM BO03nyxe hjih Hapyule-
HHH JierOHHOH BeHTHJIHUHH;

¢+ HapyuieHun mpancnopma nucnopoda e mKami npn HapylueHHH
KpoBoodpaiueHHH hjih cHHJKeHHH TpaHcnopTHOH c|)yHKUHH re-
MorjioOHHa;

¢ Hapyulenuu <pyHKu,ul Mumoxoudpul,, Bbi3BaHHoe aelicTBHeM
HfIOB, pa3o06iuH TejieH.

KpoMe Toro, npHHHHoU rnnosHepreTHHecKHx coctohhhh MoryT
6biTb rHNnOBHTaMHHO3bi, T3K k3k b peakHHHx o06iuhx nyTel KaTa6o-
jiH3Ma h jibixaTejibHOH uenn ynacTByioT KO(J)epMeHTbi, coaepxauiHe
BHT3MHHbI. TaK, BHTaMHH B, BXOfIHT B COCTaB TH3MHHJIH({J)OC())aTa,
B2 HBJIHeTCH COCT3BHOH H3CThK) FMH H FAD, BHT3MHH PP B BHfle
HHKOTHH3MHJia BXOJJHT B COCTaB NAD H NADP, naHTOTCHOBaH
KHCJIOTa — B COCTaB CoA, OHOTHH TaiOKe BbinOJIHHeT KO(J)epMeHT-
HyK) (})yHKUHK).



r.JiaBa 8 METABOJIH3M YTJIEBONOB

8.1. OyHKUHH yrJIEBO~OB

yrjieBOflbl BbinOJIHHIOT B OCHOBHOM JHCpeodamUfIHyiO  (pyHKHUK).
rjlaBHbiM hctohhhkom 3HeprHH HBJiHeTCH rjHOKO03a, o6pa3yiomaHCH
H3 yrjieBoflOB nniuH. B npoMexyTKax Mexiy ejioH b KanecTBe jierKo
Mo6njiH3yeMoro pe3epBa rjii0K03bi Hcnojib3yeTCH rjiHKoreH. KpoMe
TOrO, H3 yrJieBOJIOB MOryT CHHTe3HpOBaTbCH JIHNHJJbl, HeKOTOpbie
aMHHOKHCJIOThI, neHTO3bl. YrjieBOJIbl BXOJIHT KaK COCT3BHaH HaCTb B
CTpyKTypHO-(})yHKHHOHajlbHbie KOMnOHeHTbl KJieTKH — rJIHKOJIH-
nnabi h rjiHKonpoTeHHbi. YrjieBOflbi Hcnojib3yioTCH jjjih cHHTe3a
HyKjieHHOBbix khcjtot, ynacTByioT b nocTpoeHHH HMMyHorjio6yjiH-
HOB H BXOfIHT B COCTaB KO(})epMeHTOB.

8.2. PACIHEHJIEHHE yTJIEBO™OB

CyTOHHan HopMa yrjieBojjoB b nnine cocTaBjineT 400—500 r. Ochob-
hhmh yrjieBojlaMH nnuiH hbjihiotch cjiejiyiomne: 1) Kpaxiuaji — pa3-
BeTBJieHHbIH rOMONOJIHCaXapHJI H3 rjll0K03bl. MoHOMepbl JIHHeilHbIX
ynacTKOB coejiHHeHbi a-1,4-rjiHKO3HjiHbiMH cbh3hmh, a b MecTax pa3-
BeTBjieHHH — a-1,6-CBH3HMH; 2) jwcaxapHjibi: caxapoia [TjiK-(a-
1,2)-(})py], j1aKTO03a [raji-(p-1,4)-rjiK], MajibT03a [rjiK -(a-1,4)-rjiK].

UpH nepeBapHBaHHH yrjieBojioB b nnmeBapHTejibHOM TpaKTe
NPOHCXOJIHT <J)epMeHT3THBHbIH THJIPOJIH3 TJIHKO3HJIHbIX CBH3eH H
06pa30BaHHe MOHocaxapnjioB, raaBHbiM H3 kotopw x HBjineTCH tjiio-
KO03a. Thjipojih3 KpaxMajia HanHHaeTCH b nojiocTH pTa npn ynacTHH
aMUJia3bi cjioHbi, KOTopaH HacTHHHO pacmenjiHeT BHyTpeHHHe a-
1,4-rjiHKO3HjiHbie cbh3h, 06pa3yH MeHee KpynHbie, neM KpaxMaji,
MOJieKyjibi — jieKCTpHHDbi. JJajiee rnjipojiH3 KpaxMajia npoaoji>KaeT-
ch b BepxHeM OTjiejile KHineHHHKa noji B03ji,eHCTBHeM nanKpeamu-
necKoii aMUAU3bi, TaK*e pacmenjiHiomeH a-1,4-rjiHK03HjiHbie
cbh3h. B pe3yjibTaTe H3 KpaxMajia 06pa3yK)TCH AHcaxapHJiHbie oc-
TaTKH MajibT03bi h H30MajibT03bi [TjiK-(a-1,6)-Fjik]. rnjipojiH3 Bcex
JIHCaXapHJIOB npOHCXOJIHT Ha nOBepXHOCTH KlJieTOK KHUieHHHKa H
KaTajiH3HpyeTCH cneHH(})HHecKHMH (})epMeHTaMH: caxapa3ol, jiuk-
ma30U, Majibma30U h u30Majibma30U. 8th rjiHK03Hjia3bi CHHTe3Hpy-
IOTCH B KlieTKaX KHHie4HHKa.

Bcacbieanue Monocaxapudoe H3 KHineHHHKa b KpoBb ocymecT-
BjineTCH nyTeM 06jierneHHOH aH<})(})y3HH. Ecjih KOHHeHTpauHH rjiio-
KO03bi b KHiuenHHKe HeBejiHKa, to ee TpaHcnopT MoxeT npoHcxo-
JIHTb 3a cneT rpajjneHTa KOHueHTpauHH hohob Na+, co3jiaBaeMoro
Na+, K+ATPa30H.



TI

8.3. METABOJIH3M TJIK)KO03bl

1jiK)K03a nrpaeT rjiaBHyio pojib b MeTa6o"H3Me, TaK kek hmchho oHa
HBJIHeTCH OCHOBHbIM HCTOHHHKOM ®HepTHH. rjHOKO03a MOXeT npeBpa-
UtaTbCH npaKTHMeCKH BO Bce MOHOCaxapHflbl, Ofl[HaKO BO3MO0*HO H
o6paTHoe npeBpameHHe. OcHOBHbie nyTH MeTa6o/iH3Ma rj1i0K03bi:

¢ KaTa6o0JIH3M rJHOKO03bl — TJIHKOJIH3;

¢ cHHTe3 rjii0K03bi — rjiK)KOHeoreHe3;

¢ jlenoHHpoBaHHe h pacnaji rjiHKoreHa;

¢ CHHTe3 neHT03 — neHT030<})0C(})aTHbie nyTH.

C02+ HD +ATP

8.4. TPAHCIIOPT rJHOKO03bl B KJIETKH

C KpOBbK) BOpOTHOH BeHbl 66jlbUiaH MaCTb rjHOK03bl (OKOJIO nOJIOBH-
Hbi) H3 KHinneHHHKa nocTynaeT b neneHb, ocTajibHaa rjnoK03a nepe3
o6iuhh kpobotok TpaHcnopTHpyeTCH b jipyrne tk3hh. KoHueHTpa-
UHH rJHOKO03bl B KpOBH B HOpMe nOJWepXHBaeTCS Ha nOCTOHHHOM
ypoBHe h cocTaBjineT 3,33—5,55 MKMOJib/ji, hto cooTBeTCTByeT 80—
100 mt b 100 mji KpoBH. TpaHcnopT rjliOKO3bi b kjictkh hocht xapak -
Tep oOAeeneHHOuU du<p<py3uu, ho peryjinpyeTCH bo M Hornx KjieTKax rop-
MOHOM nOfIXeliyjlIOHHOH )Kelie3bl HHCyjIHHOM, JieHCTBHe KOTOporo
NnpHBOjiHT Kk nepeMemeHHio 6ejikOB-nepeH OCHHKOB H3 hhto3ojih b
njla3MaTHHecKyjo MeM6paHy (pnc. 8.1). 3aTeM ¢ noMouibio athx 6eji-
kob rjli0K03a TpaHcnopTHpyeTcn b KJieTKy no rpaaneHTy KOHueHTpa-
Uhh. CKopocTb nocTynjieHHH rjii0K03bi b M03r h neneHb He 3aBHCHT
ot ypoBHH HHcyjiHHa h onpejiejiHeTCH TOJibKo KOHueHTpauneH ee b
KpOBH. 3 ™ TK3HH Ha3blBaK>TCH HHCyjIHHOHe3aBHCHMbIMH.

8.5. KATABOJIH3M rJHOKO03bl

rjfIHKOJIH3 — 3TO CepHH peaKUHH, B pe3yjlbTaTe KOTOpbIX rJHOKO03a
pacnaziaeTCH Ha 2 MojieKyjibi nnpyBaTa (asapodHbin tjihkojih3) hjih
2 MojieKyjibi jl:ak TaTa (aHaspoOHbiH tjihkojihs). Bce 10 peaKUHH tjih-

KOJiH3a npoTeKaioT b hhto3ojic h xapaKTepHbi jijih Bcex opraHOB h
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Phc. 8.1. TpaHcnopT niK)K03bi b KneTKy.

TK&HeH. AapoOHbiii pacniid ejifOKO3bi BKJiloHaeT peaKHHH aspoOHoro
rilHKo”~H3a h nocjiejiylomee oKHCjieHHe nnpyBaTa b peaKHHHx KaTaf6o-
jiH3Ma (pHc. 8.2). TaKHM 06pa30M, aspo”™HbiH pacnaji rjii0K03bi — ato
npe/iejibHoe ee oKHCjieHHe jio C02n HD. AnaapoOHbii ejiuKojim —
3to cneuH(J)HHecKHH nyTh KaTadojiH3Ma, T.e. nacTh aspoOHoro pacna-
jia rjiK)K03bi. AHaspo6HbiH pacnaji BKJiloHaeT Te xe peaKUHH cneun-
cJiHHecKoro nyra pacnajia rjiioOK03bi jio nnpyBaTa, ho ¢ nocjie/iyfomnM
npeBpameHHeM nnpyBaTa b JiaKTaT (T.e. TepMHHbi «aHa3po6HbiH pac-
Nan» h «aHaspo6HbiH rjiHKOJiH3» coBnajiaioT).

nocjiejjoBaTejibHocTb peaKUHH rjiHKOJiH3a npHBejieHa Ha pnc. 8.3
h 8.4.

B rjiHKOJiH3e mo>kho BbwejiHTb Tpn ochobhwx 3Tana. Ha | @Tane
npeBpameHHaM nojiBepraloTCK reKCO03bi, Ha Il — TpHo03bi, Ha Il
KapOOHOBbie KHCJIOTDI.

XapaKTepHCTHKa rijihkoijih3a:

¢ OOJIbUIHHCTBO peaKHHH OOpaTHMO, 3a HCKJIIOHeHHeM Tpex (pe-
akUHH 1, 3, 10);

¢ Bce MeTaOOJIHTbl HaXOJJITCH B 4)Oc4)OpHJIHpOBaHHOH <J)OpMe;

¢ HCTOHHHKOM 4)OC(J)aTHOH rpynnbl B peaKUHHX 4>0C(J)OpHJIHpOBa-
HHH HBJoTCl ATP  (peakHHH 1 H 3) HJIH HeopraHHHeCKHH
4)oc4)aT (peaKHHH 6);

8Q
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Phc. 8.2. CxeMa KaTa6ojiH3Ma rai0K03bi.

rjlk)K030- Cj)pyKT030- OpyKT030-1,6-
6-<t>oc4=>al 6-Joo<t>aT fIM3)OC(t)aT
ADP
NADH  NAD+
ATP ADP

. m Vot-
2-loc(J)o- 3HPo())o (N 1,3-An@OoC([)0- rnnuepoa”bfiernfi-finrnflpoKCM-
rnuuepaT rnnuepaT |=s rnnuepaT (pocd)aT aueTowpoc™aT

Cyb6cTpaTHoe
4)OC(j)opnnnpo-
BoHHe
(t>oc4>o0eHon-, flnpyBar
nnpyBaT ADp

Phc. 8.3. nocjiefloBaTejibHocTh peakKkUHM rjiHKO0jiH 3a.

1 — reKcoKHHa3a; 2 — rjirak030-6-(|)0crt)aTH30Mepa3a; 3 — 4>oc(}>0(j)pyKTOKHHa3a; 4 —
())pyKTO30aH(J>0cc{>0Tajibfl0Jia3a; 5 — TpHO30(j>oc(J)0TH30Mepa3a; 6 — niHuepoajimerHfl-
aernrtporeHasa; 7 — (floc(t>orjTnLiepaTKhhaaa; 8 — (})oc(J)orjiHuepaTMyTa3a; 9 — (J>oc(})o-
nHpyBaTrnapaTa3a; 10 — nnpynaTKHHara.
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r/1K)K030-6-4)0C(J)aT

>ADP
4 ft>pyKT030-1,6-"

rnu,epoa’bflernfl-
3{()ocs>aT

AnrHfIpOKCM- 5 _

aueiOHIOCH)aT 2P
2 NAD+

2 NADH+H+ AH > 1,3-An(j)oc(])omMuepaT
2ADP
%6=>2ATP
3-Ooc4)omnuepaT
UHTO030JIb
2-0Ooc(J)orjiMuepaT
2H20
0O 0C(J)0eHOQJinnpyBaT
v
6ATP-14T3 2 flnpyBaTa
MMTOXOHflpM9

Phc. 8.4. Aspo®OHbiM pacna” r;iK>KO03bi.



TV

¢ pereHepauHH NAD+, HB"HK)maHCfl Heo6xoaHMbiM ycjioBHeM
npOTeK3HHH raHKOUH3a, npOHCXOfIHT npH aspOOHOM TIJIHKOJIH3e
nocpeacTBOM flbixaTejibHoft uenn. B atom <cjiynae Bo/iopofl
TpaHcnopTHpyeTCH b mhtoxohaphh ¢ noMombio nejiHOHHoro
MexaHH3Ma npn ynacTHH nepeHOCMHKOB. 8to nponcxofl[HT no-
TOMy, hto MeMOpaHa mhtoxoh”phh HenpoHHuaeMa ajih np0TO-
hob. npH aHaspo6HOM rjiHKOJiH3e pereHepauHH NAD+ ocy-
mecTBjineTCH He33BHCHMo ot flbixaTejibHOH uenn. B atom cjiy-
nae aKuemopoM Boflopoaa ot NADH hbjihctch nnpyBaT, koto-
pbIH BOCCTaHaBJIHBaeTCH BJiakTaTJ

¢ 00pa30BaHHe ATP npH rjiHKOjiH3e moxct hjjth fIByMH nyTHMH:
jih6o cy6cTpaTHbiM (J)oc<})opHjiHpoBaHHeM, Koraa juih (Joccl)o-
pHJinpoBaHHH A DP Hcnojib3yeTCH ®HeprHH MaKpoaprHHecKon
cbh3h cydcTpaTa (peaKUHH 7 nh 9), jin6o nyTeM OKHCjimrejibHoro
¢J)OC(})OpHIIHpOBaHHH A DP, COnpnxeHHOrO C flbIXaTeJIbHOH
uenbio (peakKUHH 6).

8.6. OHEPrETHHECKOE 3HAHEHHE ASPOBHOTO
PACnAM rJHOKO03bl

B aspoOHOM rjiHKOj]H3e 06palyeTCH 10 MOliefi ATP Ha 1 MQIib rjiio-
K03bi. TaK, b peakUHHX 7 h 10 06pa3yeTCH 4 Mojib ATP nyrem cy6-
CTpaTHOTO (})OCCj)OpHJIHpOBaHHH, a B peaKUHH 6 CHHTe3HpyeTCH
6 Mojib ATP (Ha 2 MOJib rjiHuepoajibflerHflc})oc(})aTa) nyTeM okhcjih-
TejlbHOrO (})OC{)OpHIIHPOBaHHH (pnc. 8.5).

CyMMapHbiH 3(})(}eKT aspodiioro rjiHKOJiH3a cocTaBjineT 8 MlJib
ATP, TaK KaK b peakKUHHX 1 h 3 Hcnojib3yeTcn 2 Mojib ATP. Jleuib-
HeHiuee oKHCJieHHe 2 MQJib nnpyBaTa b o6uihx nyTHX KaTa6ojiH3Ma
conpoBO)KiiaeTCH chhtc3om 30 Mojib ATP (no 15 MQJib Ha Kaxayio
MOQJieKyjly nnpyBaTa) (cm. pnc. 7.3). CjieaoBaTejibHo, cyMMapHbii
anepreTHiecKHH 84>4>eKT aspoOHoro pacna ui rjiH)KO03bi ;10 Konemibix
npoayKTOB cocTaBJiaeT 38 MQlib ATP.

UTe— 6 ATP
2KWm am 2nadh+hv, =~
-1,6- . .
fimpoc<paT v olo olo
4 ATP 3
2 nnpyBaTa

TfliOK03a

Phc. 8.5. EajlaHC aspo®Horo rjiHKOjiH3a.

8.7. SBHAMEHHE AHASPOBHOrO TJIHKOJIH3A

AHaapoOHbiH h aspoOHbiIH rjiHKOjiH3 ®HepreTHnecKkH HepaBHOueH-
Hbi. O6pa30BaHHe 2 Mojib jlaKTaTa H3 rjiiok03bi conpoBoxflaeTcn
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fnioKcea
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2 JlaKTaTa 2 nnpyeala
1

Phc. 8.6. AHaspoOHbiIM pacna” raiOKO3bi. OepMeHTbi peaKUMH 1— 10 cm. Ha
pMC. 8.3. PeaKUMK) 11 KaTajiMiMpyeT jTaKTaTzierMaporeHa3a.

CHHTe30M Bcero 2 MOJib ATP (pnc. 8.6), noToMy hto NADH, nojiy-
neHHbiH npn OKHCJieHHH rjiHuepoajibflerHfl4)oc(})aTa, He Hcnojib3y-
eTCH flbixaTejibHoft uenbio, a aKuenTHpyeTCH nnpyBaTOM. AHaapo6-
HbIH TJIHKOJIH3, HeCMOTpH Ha He60JIbIHOH ©HepreTHHeCKHH 3(j)-
<}eKT, HBJIfleTCH OCHOBHbIM HCTOHHHKOM ®HepTHH flUIH CKelieTHbIX
MbiuiH b HanajibHOM nepnofle hhtchchbhoh pa6ora, T.e. b ycjlOBH-
ax, Korfla CHaoxeHHe khcjiopoaom orpaHHneHo.

KpoMe Toro, 3pejibie apnTpouHTbi H3BJieKaioT aneprHio 3a cger aHa-
SpOOHOrO OKHCJieHHH rJIK)K03bl, NOTOMy 4TO He HMeiOT MHTOXOHfIpHH.

8.8. \ENOHHPOBAHHE H PACnAH rjIHKOTEHA

TjiHKoreH — ocHOBHaa (})0pMa flenoHHpoBaHHH rjii0K03bi b KlieTKax
XHBOTHbIX. Y paCTeHHH 3Ty <J)yHKHHK) BbinOJIHHeT KpaXMajl. B
CTpyKTypHOM oTHomeHHH rjiHKoreH, KaK h KpaxMaji, npeflCTaBJineT
co6 oh pa3BeTBjieHHbiH nojiHMep H3 rjiiOK03bi (pnc. 8.7), oflHaKo
riiHKoreH 60jiee pa3BeTBjieH h KOMnaKTeH. BeTBJieHHe odecneHHBa-
eT 6bicTpoe ocBo6o*fleHHe 6ojibmoro KojiHHecTBa KOHueBbix mo-
HOMepoB npH pacnaae rjiHKoreHa. Chhtc3 h pacnafl rjiHKoreHa
NPOHCXOFIHT pa3HbIMH nyTHMH (pnc. 8.8).

EnocHHTe3 rjiHKoreHa — rjiHKoreHe3 noKa3aH Ha pnc. 8.8. h 8.9.

TjiHKoreH CHHTe3HpyeTC» b nepuofl nHuieBapeliHsI (b TeneHHe 1—
2 h nocjie npneMa yrjieBoflHon nHiun). Oco6chho hhtchchbho
rjiHKoreHe3 npoTeKaeT b neneHH h cKejieTHbix Mbiuluax. B Hanajib-
hhx peaKHHHx o6pa3yeTCH UDF-rjiiOK03a (peakHHH 3), KOTopan
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3alpaBKa
nwKoreHa

Phc. 8.7. CTpoeHMe niHKoreHa.

HBjiHeTca aKTHBirpoBaHHOH (})0pMOH rjii0 KO3bi, HenocpeacTBeHHO
BKJiKSHaromeHCH b peaKHHio nojiHMepH3auHH (peaKUHH 4). B8Ta
nocjieflHHH peaKUHH KaTajiH3HpyeTcn zjiuKoeeHCUHma3ol, KOTopaa
npncoejiHHHeT rjiK)K03y k ojinrocaxapHfly hjih k y>Ke HMeiomeHCH b
KJieTKe MOjieKyjie rjiHKoreHa, HapaluHBaa uenb hobmmh mohomec-
paMH. J\jin nojjroTOBKH h BKJHoneHHH b pacTymyio nojiHcaxapH jj-
Hylo uenb TpedyeTcn aHeprHH 1 Mojib ATP h 1 Mojib UTP. BeTBlie-
HHe nojiHcaxapHAHOM uenn nponcxoflHT npn ynacTHH (JjepMeHTa
aMUAO-a-l1,4—a-1,6-ajiuK03UJimpaHC<pepa3bi nyTeM pa3pbiBa O/iIHOM
a-l,4-cBH3H h nepeHoca ojinrocaxapHflHoro ocTaTKa ot KOHua pac-
Tymeft uenH k ee cepeaHHe c¢c 06pa30BaHHeM b atom MecTe a-1,6-
rjiHKO3HfIHOH cbh3h. MojieKyjia rjiHKoreHa coaep”HT ao 1 mjih oc-
TaTKOB rJI10 KO3bl, ClieflOBaTelJIbHO, Ha CHHTe3 paCXOayeTCH 3H3HH-
TejibHoe KOJiHnecTBo 3HeprHH. Heo6xoflHMOcTh npeBpameHHH nno-
KO3bi b rjiHKoreH cBH3aHa ¢ TeM, hto HaKonjieHHe 3HanHTejibHoro
KOJiHHecTBa rj1i0 KO3bi b KJlieTKe npHBejio 6bi k noBbimeHHio ocmo-



fjiiMKoreH

,™rji(OKarOH
MHcyMH -(+)-*m

AdgpeHajiMH
fliMKoreH-
CMHTeTa3a
UDP-rniOK03a J)TJ l(r;;<0r&|;- \
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uDP P
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UTP D1iOKaroH
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r/II0K030-6-
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rjl(0K03a

Phc. 8.8. Chhtc3 m pacnaji rjiMKoreHa.

THHecKoro aaBJieHHH, TaK k3k rjiio0K03a — xoporno pacTBOpHMoe
BemecTBo. HanpoTHB, rjiHKoreH coaepxHTCH b KlieTKe b BHjie rpa-
Hyji h MajiopacTBopHM.

PacnaA rjiHKoreHa — rjiHKOreHOQjiH3 (cm. pnc. 8.8) nponcxoflHT b
nepHoji MejKny npueMaMH 1ininn. rjikK>K03a b BHjie rjiiOK030-I-(})0c-



r/inKoreH-

QVHIeTR
(mK)K03a)n+i (r;1i0OK03a)n

Phc. 8.9. Chhtc3 raHKoreHa.



/1K)K030-1-<)0Cg>6T
Phc. 8.10. Pacnaa rjiMKoreHa.

4>aTa (peaKUHH 5) ocBo6o»yiaeTCH b pe3yjibTaTe (j)oc(|)opojiH3a, Ka-
Ta"H3HpyeMoro cpoc*)opuna3oi. OepMeHT oTmen;uieT KOHueBbie oc-
TaTKH oflHH 3a flpyrHM, yKopaMHBaH uenH niHKoreHa. O™HaKO atot
(J>epMeHT pacmeMHeT mnbKo a-1,4 niHKO03H,ziHbie CBH3H. Cbh3h b
TOHKe BeTBJieHHH rHapoHH3y10TCH 4>epMeHTOM aM HJio-a-1,6-r*"HKo-
3Haa30H, KOTOpaa OTmenHfleT MOHOMep WK)K03bl b cbho6oahom
BHjie (pnc. 8.10, 8.11; cm. Taicace pnc. 8.12).

8.9. OCOEEHHOCTH METABOJIH3MA rjIHKOTEHA
B nEHEHH H MHUIHAX

BitHOMeHHe n1i0K03bi b MeTa6ojiH3M HaMHHaeTca ¢ 06pa30BaHHH
4)0C(j)034)Hpa — rfli0K030-6-(J)0C(j)aTa. B Mbimuax h ~pyrnx opraHax
3Ty peaKHHK) K3TajiH3HpyeT 4>epMeHT eeKCOKuua3a, ero Kn MeHee
0,1 MMQJib/ji. B KJieTKax neneHH 3Ty xe peaKHHio KaTajiH3HpyeT enw-
KOKUHU3a, 3HaHeHHe Km KOTOpOii npHMepHO 10 MMoJib/jl. StO 3HaMHT,

97



fnnKoreH

Ooc4)opMna3a
KOHeHHbIPi
fleKCTpHH Tpnr/itOK030-
TpaHC(J)epa3a
H paHC(J)ep
AV TXXI)
Ammto-1,6-
H miOK03Mfla3a
Hepa3BeTB"eHHDbiil
r/inKoreH <J)oc<})opMna3a
H

Pmc. 8.11. MexaHH3M aeMCTBHH (J)oc(})opH”a3bi raHKoreHa.

HTO HaChbimeHHe rJHOKOKHHa3bl NPOHCXOUHT TOJIbKO npH BbICOKOH
KOHIlieHTpaUHH rjHOKO03bl. P33JIHHHH B CBOHCTB3X (})epMeHTOB 00t-
hchhiot, noneMy b nepnoa nnmeBapeHHs!I rjii0OK03a 3aaep>KHBaeTC}i b
ochobhom b neneHH. rjik>KOKHHa3a npH bmcokoh KOHueHTpauHH
rjHOK03bl B 3TOT nepHOA M3KCHMajlbHO ak THBHa. HanpOTHB, reKCO-
KHH33a, odjiajtaa 60JlbniHM CpOJICTBOM K rjHOKO03e, cnOCOOHa BbIXBa-
ThiBaTh ee H3 06mero KpoBOTOKa, rjie KOHueHTpauHH rjiK)K03bi HH*e.

O H3HO0Ji0OrH<iecKO0e 3HaleHHe rjiHKorenojiH3a b ne'ietiH h Mbiuluax
pa3JiHMHO. MbimeHHbiH rjiHKoreH hbjihctch hctohhhkom rjiiOK03bi ajih
caMOH KJieTKH. rjiHKoreH nenenH Hcnojib3yeTcn rjlaBHbiM odpasoM
flJIH  ri0/UiepXaHHH (})H3HOJIOrHqeCKOH KOHUeHTpaUHH rjllIOKO3bl B



neneHb
TnnKoreH

PnnKoreH
neseHi\/I 4-6 r . i"i'ﬁl /
| o L)
r/1I0K030-1- KE)UBM rlIK)K030-1- |
<Jjoc<))aT <Joc<par |
_ | 1/1
r1110K030-6- rni0K030-6-
<‘>1<liaT d)oc<)aT
- W TO'PaU
r/I(OK03a r™oK03a m»K03a
nwKoreH \4M »/
neneHM
a-1,4-r"0KaHOBafl uenb
' -1,4-rntOKaHOB; b
(Hepa3BeTB/ieHHaa) a-La-mibransas uen
(a-1,6-pa3BeTBneHHas!)
n=k+28
n=k+26
13-0pTO
<Jyoc<)aT
4UDF-rniOK03a
13
PeAyunpyiomnn
yunpy mioK030-
Koneu
-<J)oc<t)aT
. n=k+13
12 |4 m HepeAyunpyiOLUni
KoHa/
14 MK)K030- MNlanbHeiuinfi 151 n=KonnnecTBy
doccl)aT CCT4TKOB miOK03bl
k>10 000
CWHTE3
cTponTenbHbix 1 mioK03a n=k+13
6noKOB

Phc. 8.12. 06 mch rjiHKoreHa b neneHH h Mbiimax.

1 — UTP-rj1i0K030-1-<J)0c<J)aTypnAHJiTpaHc<})epa3a; 2 — rjiHKoreHCHHTeTa3a; 3 — BeT-
bhiuhh 4>epMeHT; 4 — <J)oc<J)opHlia3a; 5 — 4-a-rjii0KaHOTpaHc<J)epa3a;, 6 — aMHjio-1,6-
miOK03HAa3a.

KpoBH. Pa3JiHHHJI odycjioBlieHbi TeM, hto b KlieTKe neneHH npncyTCT-
ByeT cJlepMeHT ejifOK030-6-(poc<fjama3a, KaTajiH3Hpyiomafl OTiuenjieHHe
<IPCJaTHOHrpynnbi h 00pa30BaHHe cbodoahoh rjik)K03bi, nocjie nero
rjliok03a nocTynaeT b kpobotok. B KlieTKax m huih HeT atoto <J)epMeH-
Ta, h pacnan rjiHKoreHa hjjbt TOJibKo jio 06pa30BaHHH tjiioko30-6-
<J)oc<J)aTa, KOTopbiH 3aTeM Hcnojib3yeTCH b KlieTKe (pnc. 8.12).



8.10. EHOCHHTE3 rJHOKO03bl -
rJHOKOHEOrEHE3

rjlicoK oH e0OreHe3 — @ato chhtc3 rjiH>K03bi H3 HeyrjieBOflHbix npe;iuie-
CTBeHHHKOB. Y MJieKOIIHTaiOmHX 3Ty (})yHKUHIO BbinOJIHHeT B OC-
hobhom neneHb, b MeHbineH Mepe — iiomkh h kiiictkh cjih3hctoh
060jiohkh KHiueMHHKa. 3anacoB rjiHKoreHa b opraHH3Me jlocTaTon-
ho jijih yaoBJieTBopeHHfl noTpeOHocTen b rjik)K03e b nepnoji Me*jiy
npHeMaMH nnmH. 1lpH vyrjieB0jiHOM hjih nojiHOM rojiojiaHHH, a
TaioKe npn juiHTejibHOH ~H3HHecKOH pa6oTe KOHueHTpaHHTfl rjiio-
ko3m b KpoBH nojmepxHBaeTCH 3a cneT rjik)KOHeoreHe3a. B atot
npouecc MoryT 6biTb BOBjieneHbi BemecTBa, KOTopbie cnocoOHbi
npeBpaTHTbCfl b nnpyBaT hjih jiio6oh jipyron MeTa6oJiHT rjliOKOHe0-
reHe3a.

rniOK03A

|nnpyB3T |-» OKcanoaLtaTaT | » OocfooeHonnnpyBaTj » fIMIKenai4aTCH|)0cAaT

JlaiaaT AMMHOKHc/IOTbi [ fnL<epnH [

Hcn0Jib30BaHne nepBHMHbix cy6cTpaTOB b rjliO0KOHeOreHe3e
NnpOHCXOJIHT npH pa3JIHHHbIX (J)H3H0J10rHHeCKHX COCTOfIHHfIX. TakK,
b ycjiOBHfIx rojiojjaHHfl nacTb TKaHeBbix &ejiKOB pacnajiaeTCfl jio
aMHHOKHCJioT, KOTopbie 33TeM Hcnojib3yloTCfl b rjiK)KOHeoreHe3e.
npH pacnajile xhpob 06pa3yeTCfl rjiHuepHH, kotophh nepe3 jihok-
cHaueTOH(})oc(J)aT BKJiloHaeTCfl b rjiK)KOHeoreHe3. JlaKTaT, o6pa-
3yitomHHCfl npn HHTeHCHBHOH (})H3HHecKOH pa6oTe b Mbiuluax, ne-
neHH npeBpamaeTCfl b rJHOKO3y. CjiejioBaTejibHO, 4)H3H°;i0™ ,iec-
Kafl pojib rjiK)KOHeoreHe3a H3 jlaKTaTa, 3mhhokhcjiot h rjinuepHHa
pa3jiHHHa.

Chhtc3 rjiio0K03bi H3 nnpyBaTa npoTeKaeT, KaK npn rjiHKOJiH3e,
ho b O6paTHOM HanpaBlJieHHH (pnc. 8.13; 8.14).

ceMb peaKHHH rjiHKOjiH3a jierk oo6paTHMbi h Hcnojib3yloTCfl b
rjiik>KOHeoreHe3e. Tpn KHHa3Hbie peak HHH HeobpaTHMbi h jiojixhh
lliyHTHpOBaThCfl. Tak, 4»pyKT030-1,6-JIH(})0C(})aT H rjl10K030-6-4)0C-
4>aT jted)oc4d>opHjiHpyioTCfl cneuH 4dHHecKkHMH 4Joc4)aTa3aMH, a nn-
pyBaT jjocropHJiHpyeTCH -0 o06pa30BaHHfl (})O0C(}0eHOJinHpyBaTa
nocpejicTBOM jiByx npoMexyroHHbix CTajiHH nepe3 OKcajioaueTaT.
06 pa30BaHHe OKcajioaueTaTa KaTajiH3HpyeTCfl nHpyBaTKapdoKCH-
j1a3od. @ tot 4>epMeHT cojiepiKHT b KanecTBe Ko4>epMeHTa 6hothh.

Phc. 8.13. r*K>KOHeoreHe3.

OepMeHThi: 1 — nHpyBaTKap6oKcana3a; 2 — (])oc(J)0eHO0JinHpyBaTKap60KCHKHHa3a;
3 — cJ>oc(})aTa3a <})py-1,6-aH(J)oc<J)aTa; 4 — rj1i0K030-6-(J)0C(J)aTa3a.

100

\



rjlk)K03a r/10i¢p30-6-cJ)oc4>aT

¢J)pyKT030-6-(J>0C(t)aT

©  f/noKaroH

<t>pyicT030-1,6-fiIncI)oc(J)aT
foo_

rlinuepoanbflernA-
3-({)oc4>aT

2 Pi
2 NAD+

AnrnflpOKCnaue TOH-
4>oc<J)al

2 NADH-+H
1,3-fIM(J>oc(})oi7iMuepaT

2ADP

2ATP
3-<3>oc<J>or/inuepaTl

UMTO030/1b
2-<t>oc4>or/inuepaT

2H20

OKca/ioaueTaT
(t0C(t>0eHO/1-

NADH-+H nnpyBaT
jr ADP

NAD
ManaT

v
nnpvBaT

0 0 0 0

MHTOXOHfIPMf

OKcajioaueTaT

NAD NADH+H



Phc. 8.14. rnK)KOHeoreHe3, HeodpaTMMbie peaKUMM.

<I>epMeHTbi: 1 — rjHOK030-6-(J)0c4)aTa3a; 2 — reKcoKHHa3a; 3 — nHpyB3TKap6oKCHjia3a;
4 — (J)0C(J)0eHOjinHpyBaTKap60KCHKHHa3a.

OKcajioaueTaT o006pa3yeTCH b mhtoxohaphhx, TpaHcnopTHpyeTcn b
HHTO030JIB H BKIHOHaeTCfl b rjiK)KOHeoreHe3.

CjienyeT o6paraTb BHHMaHHe Ha to, hto KajKnaa H3 Heo6paTH-
mhx peaKHHefi rjiHKojiH3a BMecTe ¢ cooTBeTCTBylomeH en Heo6pa-
thmoh peaKHHeo rjiK)KOHeoreHe3a cocTaBJiHioT uhkji, Ha3biBaeMbifi
CyOCTpaTHbIM (CM. pHC. 8.14). TakKHX HHKIJIOB TpH COOTBeTCTBeHHO
TpeM Heo6paTHMbiM peaKHHAM. Pe3yjibTaTOM o0ziHOBpeMeHHoro
npoTeKaHHH peaKHHH cy6cTpaTHbix hhkjiob ABjiHeTCH pacxo”oBa-
HHe ©HeprHH.

Cyb6cTpaTHbie hhkjih Moryr npoTeKaTb b ycjioBHHX HOpMajibHO-
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ro oOMeHa BemecTB b neneHH h HMeioT Bnojme onpejiejieHHoe 6ho-
jlorHHecKoe 3HaneHHe. KpoMe Toro, eth hhkjiw cjiyxaT TOHKaMH
npnjioxeHHH peryjMTopHbix MexaHH3MOB, b pe3yjibTaTe nero H3Me-
HHeTCH noTOK MeTa6ojiHTOB jih6o no nyTH pacnaaa rjHOKO3bi, jih6o
no nyTH ee CHHTe3a.

CyMMapHoe ypaBHeHHe niK)KOHeoreHe3a H3 nnpyBaTa:

2 nnpyBaT + 4ATP + 2GTP + 2(NADH) + 4HZD —> r/uoK03a + 4ADP +
+ 2GDP + 2NAD+ + 6H3 04

3a cyTKH b opraHH3Me nejioBeKa MoxeT cHHTe3HpoBaTbc« iio
80 r rjik)K03bi. Ha cHHTe3 1 MOJib rjiioK03bi H3 nnpyBaTa pacxojiy-
eTCH rnecTh MaKposprHneckHx cBH3eH (4 ATP h 2 GTP).

8.11. rJHOKO30JIAKTATHHH HHKJI (HHKJI KOPH)

rjHOK030JiaKTaTHbIH HHKJI HaHHHaeTCH C 06pa30BaHHS51 JiaKTaTa B
Mbiulaax b pe3yjibTaTe aHaspoOHoro rjiHKOjiH3a (ocobeHHo b 6ejibix
MbimeHHDbIX BOJIOKHaX, B KOTOpblX MHTOXOHflpHH MeHbme, HeM B
KpacHbix). JlaKTaT nepeHocHTCH KpoBbio b neneHb, rae b npouecce
rjlio0KOHeOreHe3a npeBpamaeTCH b rjii0K03y, KOTopaa 3aTeM c tokom
KpoBH Mo>KeT B03BpamaThCH b pa6oTalomyK) Mbimuy (pnc. 8.15).
TaKHM 06pa30M, neneHb cHa6*aeT Mbimuy rjiiOK030H h, cjieaoBa-
TejibHo, ©HeprneH &jih coKpameHHH. B neneHH <iacTb JiaKTaTa
MO)KeT oKHCJiHTbcH flo C02h H2, npeBpamanch b nnpyBaT h jiajiee
b o6ihhx nyrax KaTa6ojiH3Ma.

X HHIEHHT UHHI li,.,

neseHb

TfIMKoreH

f/IK)KO3a

Mbiluua

NlaicraT -----—-- finpyBaT

Phc. 8.15. I1,mkji KopH.
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3NADPH + H 3NADPH+H 3C02
NADP NADP
AS
S -
r/IK)KO30- 6-<toud)o- 6<tioe<{)o- Pn6y/i030-
6-(occj)aT I7LIOKOHO- MIQKOHaT 5-<j)oc<j)aT
5-iiakTOH
Kewiy/1030-
5-< A <)l
OpyKTO30- N
6-<j>0c<j)aT
Pm6o3o-
CeflorenTyn030- 5<J)ocg)ar
7-<J)oc<j)aT
SpMTp030- 3
4-<J)oc<J)al
Trnuepoa”bfiernfl- <t)pyKT030- rAnuepoa~bflernfl-
3-4>0c4>aT 6-<t>00<))aT 3<)ocj)aT

Phc. 8.16. 11eHT030(i)0c<l)aTHbiH nyTb npeBpaiueHHH raK)K03bi. O8'bHCHe-
HHe b TeKCTe.

8.12. nEHTO03000C4>ATHDbIft nyThb
B METABOJIH3ME rjHOKO03bl

B neHT0304)0c<})aTHOM nyTH npeBpameHHH rjii0K03bi mojkho Bhbifle-
jiHTb fiIBe nacTH (pnc. 8.16): A — oKHCIJiHTejibHbm nyTb h B — He-
OKHCIJiHTejibHbit  nyTh. Ko4)epMeHTOM flerHflporeHa3 HBJiaeTCfl
NADP+, KOTopbiH BoccTaHaBliHBaeTCH b NADPH h Hcnojib3yeTc>i
KJieTKaMH B peaKHHH BOCCTaHOBJieHHH H THflpOKCHJIHpOBaHHH.
KpoMe Toro, neHTO0304)0c4)aTHbiH nyTb (oKHCJiHTejibHbiH h He-
oKHCJiHTejibHbm) nocTaBliHeT KlieTKe nenm030(p0C(pambi, Heo6xoflH -
Mbie flJIH CHHTe3a HyKJieHHOBbIX KHCJIOT H KO(j)epMeHTOB (NAD,
FAD, CoA).

Bce peaKHHH neHTO0304)oc4)aTHoro nyrn nponcxoflHT b hhto3o-
jte. PeaKHHH HeoKHCjiHTejibHoro 3Tana neHTO0304»0c4)aTHoro nyra
HBJIHIOTCJI 0 6paTHMbIMH, nOBTOMy CT3HOBHTCH B03MO»:HbIM CHHTC3
reKco3 H3 neHTO3. HeKOTOpbie MeTab6ojiHThi HeoKHCjiHTejibHoro
nyTH HBJIHIOTCH TaiOKe H MeTa6ojlHTaMH rjIHKOJIH3a. H3 3TOTO Clie-
flyeT, hto 06a nyTH TecHo CB«3aHbi h b 33bhchmocth ot noTpe6-
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3NADPH + H 3NADPH+H+ 3C02

NADP NADPJ U L

— DIK)K030- 6-00C(t)0-  B6<OC>O- Pn6yji030-
6-(J)oc<t)aT DIOKOHD-  TAICKOHAT 5-4)oc(J)aT
5-JiakTOH
Kemiyjio30-
A pas OpyKT030-| S-()ra)aT
6-7004)3" Pr\?Ooso-
THlI0K030-6-<t)0C())aT CeflOrenryji030- 5-(J)oc(j)aT
7-AAnaT
T
SpMTp030-
OpyKT030-J 4-0)oc(j)aT r
6-<J)oc(j)aT |
rjinuepoajibflernfl- (DpyKT030- rjinuepoajibflenifl-
5 3-(oc()ar 6-(oc(j)aT 3-<J>0c(J)al
<I>pyKT030-

1,6-fIM(j)oc()ai

rjinuepoajibflernfl-
flnrnflpoKcnaueTOH-  # 9 3-4>oc(J)aT
Sochet

Phc. 8.17. CBA3b neHTO030c})oc4)aTHoro nyra npeBpameHHH rjiK)K03bi C tah-
KO0JIH30M H ITHOKOHeOreHe30M.

HocTen KjieTKH B03MO0*Hbi nepeKJiilOHeHHfl ¢ ofl[Horo nyra Ha apy-
roH. llpH c6ajlaHCHpOBaHHOH noTpeéHocTH b NADPH h neHTO03ax
B KJieTKe npOHCXOfIHT OKHCJIHTejlbHbIH nyTb CHHTe33 neHTO03. Ecjih
noTpeOHOCTH b neHTO03ax npeBbimaioT noTpeOHocTH b NADPH, to
OKHCjiHTejibHbiH nyTb myHTHpyeTCH 3a cneT Hcn0Jib30BaHHa MeTa-
0ojihtob rjiHKo”H3a: 4)pyKT030-6-(J)0C(J)aT h rjiHuepoajib,tierHji4)oc-
(3)aT b peaKUHHX HeoKHCJiHTejibHoro nyTH npeBpamalOTCH b neHTO-
3bi. B cjiynae, ecjiH NADPH Heo6x0jiHM b 60jibmen cTeneHH, neM
neHTO03bi, to BO3MO>KHbi flBa BapnaHTa:

1) npn bwcokom ©HepreTHHecKOM CTaTyce kjictkh H3JinmKH
neHTO3 nyreM o6parabix peaKUHH HeoKncjiHTejibHoro nyra npe-
BpamaloTca b 4>pyKTO30-6-(J)oc4)aT h rjiHuepoajibflerHji4>oc4)aT, H3
KOTopbix b npouecce rjiK)KOHeoreHe3a o6pa3yeTca rjnoK03a;

2) npn hh3kom ©OHepreTHHecKOM <cTaTyce kjictkh H3 neHTO03
Taic*e o06pa3yloTCfl rjiHuepoajibjierHfl4)oc4)aT h ~W kt030-~-"~)0"-
4)aT, KOTOpbie 3aTeM BKJHO™aOTCH B TJIHKOJIH3 (pHC. 8.17).



8.13. PEryJiaiXHJI METABOJIH3MA yrJIEBOaOB
(HEKOTOPBIE ACnEKTBI)

8.13.1. PeryjiHUHH MeTa60jiH3Ma rjiH)K03bi b ne'ienn,
CBM3aHHa» C PHTMOM nHTaHHfl

HanpaBJieHHe MeTa6ojiH3Ma rjii0K03bi MeHHeTCH npn cMeHe nepno-
aa nnmeBapeHHH Ha nocTa6cop6THBHoe coctohhhc. npn nnmeBa-
peHHH rjii0K03a 3aaep>KHBaeTC}i b neneHH h jienoHHpyeTCH b BHjje
rjiHKoreHa. KpoMe Toro, rjiiOK03a Hcnojib3yeTCH fljla cHHTe3a
>KHpoB. HcxoflHbie cy6cTpaTbi ajih chhtc33 >KHpa — a-rjiHuepo(})oc-
(J>aT h aueTHJi-CoA o6pa3yloTC>1 H3 rji1i0 KO3bi b npou,ecce tjihkojih-
3a. CjiefloBaTejibHO, tjihkojih3 b neneHH HMeeT oco6oe 3HaneHHe.
B nocTab6cop6THBHOM nepnoae HanpaBlieHHe npoueccoB MeHHeTcn
Ha pacnafl rjiHKoreHa h rjli0oKOHeOreHe3. KoopaHHaHMJi npoueccoB
ocymecTBJHieTCH nyTeM ajuiocTepHHecKon peryjlauHH h KOBajleHT-
hoh MOfIH(})HKauHeH (})epMeHTOB (ipoctpopujiupoeaHue u decpoctpopu-
jlupoeamie). PeryjiHTopHbie bjihhhhh HanpaBlieHbi Ha peaKUHH cy6-
CTpaTHbIX UHKJIOB (pHC. 8.18).

AKTHBHOCTDb (})epMeHTOB CyOCTpaTHOrO UHKJia 4>PyKT030-6-(})0C-
4>aT — (})pyKTO030-1,6-6Hc4>o0c(})aT (uhidi Il Ha pnc. 8.18) 3aBHCHT
ot KOHueHTpaliHH 4)pyKTO030-2,6-6Hc4)0c4>aTa, o6pa3ylomerocH H3
4)pyKTO30-6-4)oc4)aTa b jtonojiHHTejibHon peaKHHH. CHHTe3 h pac-
naj 3Toro peryjiHTopHoro MeTadojiHTa npoHcxojiHT b peaKHHHX,
cocTaBjiHiomHX eine ojihh cyd6cTpaTHbin hhkji, o6a HanpaBjieHHH
KOToporo KaTajiH3HpyiIOTCH o/ihhm 6u(pyHKu,uoHcuibHbi.M (pepMenmoM
(EMO0). KHHa3Han hjih 4>°c4>aTa3HaH aKTHBHocTb EHO 33bhcht
ot 4>o0c4>0PHIJ™poBaHHoro hjih jied)ocd)opHjiHpoBaHHoro COCTOH-
hhh ®Toro 4>PMeHTa. KoHueHTpaliHH 4)pyKTO030-2,6-6Hc4>0c4)aTa
npn nnineBapeHHH noBbiluaeTCH, TaK KaK EHO b atom cjiynae jie-
4>0c¢4)OpHJIHpOBaH H npOHBJIHeT KHH33HyiO 3KTHBHOCTh. OpyK T030-
2,6-OHc4)0Oc4)aT HBJIHeTCH aJUIOCTepHIlieCKHM aKTHB3TOpOM TJIHKO-
JiHTHHecKoro 4>epMeHTa h hhthéhtopom 4)epMeHTa rjioKOHeoreHe-
3a. CjieaoBaTejibHo, npn nnmeBapeHHH ycKopneTca tjihkojihth-
necKoe HanpaBjieHne UHKJia h topmo3htch HanpaBjieHHe rjiOKOHe-
oreHe3a. OpyKTO30-1,6-flH(})oc4)aT cjiy*HT alidJiocTepHHecKHM aK-
THBaTOpOM nnpyBaTKHHa3bl (rjlIHKOJIHTHieCKHH  4)ePMeHT III
HHKJia).

B nepHozi nnmeBapeHHH 4)pyKT030-2,6-flH4)oc4>aT aKTHBHpyeT
4>0c4)04)pyKTOKHHa3y H KOHHeHTpaUHH 4)PyKT030-1,6->[IH4>0C(})aTa
yBejlHHHBaeTCH, HTO npHBOfIHT K aKTHBaHHH nHpyBaTKHHa3bl. Tak
aocTHraeTCH corjlacoBaHHOCTb b peryjiHHHH fIByx cydcTpaTHDbix
Hhkjiob. PeryjiHUHH | cyécTpaTHoro HHKJia flocTHraeTcn cjie/iyio-
iuhm 06pa30M: npn nnmcBapeHHH KOHHeHTpauHH rjiK>KO03bi noBbi-
UiaeTCH ZIO 10—20 MKMOJIb/jl. AKTHBHOCTb rjllOKOKHHa3bl B 3THX
ycjloBHHx MaKCHMajibHan, h rjn0K030-6-4>0c4>aT HjieT Ha chhtc3
rfiHKoreHa h >khpob. KpoMe toto, rjiK)K03a npn TaKofi KOHueHTpa-
HHH ynacTByeT b aKTHBauHH rjiHKoreHCHHTa3bi.
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Phc. 8.18. PerylauHH oOMeHa raK)K03bi b neweHH.

I, I, Il — cy6cTpaTHbie uhkjih.

AKTHBHOCTb nHpyBaTflerHflporeHa3Horo KOMruieKca b nepnofl
nnmeBapeHHH Taicxe noBbimaeTca, noTOMy mto b athx ycjioBHHX
KOMiuleKC fle4)oc<J)opH HpoBaH. B pe3yjibTaTe ycKopaloTCH oépa3o-
BaHHe aueTHJi-CoA h Hcno;ib30BaHHe ero ”jih cHHTe3a xnpHbix
khcjiot (pHC. 8.19). llepexofl 4>epMeHTOB H3 fle4>oc(|)opHjiHpoBaH-
Horo COCTOHHHH B 4>0c4)OpHJIHpOBaHHOe HaXOfIHTCH nOJI KOHTpO-
JieM ropMOHOB, a MeTa60jiH3M rjiiOK03bi b neneHH peryjinpyeTCH b
OCHOBHOM TJIIOKarOHOM H HHCyJIHHOM.
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c=0
| O AveTM/-CoA
cH” NADH

(InpyBaT
0 nnpyBoT
CoA-SH- -NAD

¥ RCIPD®

f (Poccl)aTa3a

ATP AktmbhcW nnpyBaT- 3® © nHey/inH HeatoviBHag!
fleniflporeHa3a nnpyBaT-
rinpyBaT- Bmotmh AernAPoreHa3a
co” naoh+h"
Kap6oKCM/ta3a

ADP+P:-

HCOo3~ HX -c-s-cOa
AgeTH/I-CoA
OKcalloaueTaT . v UnTpaT

H20 CoA-SH

Phc. 8.19. PeryjiHUHH nMpyBaTfleraflporeHa3Horo KOMn/ieKca.

Aflpena/iMH (r/oKaroH b nesenn)

- - AfleHmiaTumalaea (alanBHas))

PPi
ATP cAMP
cAMP-3aBncnMas npO0TeviHKHHa3a (aKTHBHas)
'( npoTeMHKMHa3a A)
KnHa3a 4>oc(t)opM/1a3bi
' (aKTMBHafl)
<t>occ()opM/ia3a b t Oocd>opn/ia3aa r «?  CnHTa3a
(HeaKTHBHa.) (ajcrnBHas) (aiCTIVBHaJI)
f/iMKOreH0/In3 T
F/inKoreH Ooc(j)opM/ia3a a
(aKTMBHafl) A r/I(0K030-1-(t)0C(t)aT
r/wKoreH o
(n-1) r/1i0K03a T/i(OK030-6-c})0c4)aT
ATP ADP

Phc. 8.20. Pery/iHi/[HH cHHTe3a h pacnaaa r/fiHKoreHa.



8.13.2. PeryjiHiiHH 1weTa6ojiH3Ma rjii0 KO3bi b Mbiuiuax,
CBHiatiiaH C pokhmom MbiuieHHOU pabéoThi

iUpu nepexoae ot coctohhhh noKon k pa6oTe BO3pacTaeT no-
TpeOHOCTb MblUieHHbIX KlieTOK B ©HepTHH. ©Ta nOTpeOHOCTb BOC-
nojiHHeTCH 3a cneT ycKopeHHH npoueccoB pacnajia rjiHKoreHa h
rjiHKOJiH3a. H3MeHeHHe hhtchchbhocth rjiHKOjiH3a obecneHHBaeT-
ca ajulocTepHnecKOH peryjiHuueH cljepMeHTOB Heo6paTHMbix cTaaHH
OHepreTHHecKHM c¢TaTycoM kjictkh. TaK, hhth6htopom (J)oc4)o-
()pyKTOKHHa3bi cjiy*HT ATP, ecjiH b Xojle rjiHKojiH3a CHHTe3 ATP
npeBbiluaeT noTpe6HocTH KJlieTKH. B ocHOBe peryjiHUHH o6MeHa
rjiHKoreHa JiexHT H3MeHeHHe 3kthbhocth KJHoneBbix (J)epMeHTOB
zjluKozeHCUHma3bi h ejiuKoeeH (poc(fiopujia3bi. PeryjiHUHH aKTHBHOCTH
athx (JiepMeHTOB ocyluecTBJiaeTCH nyTeM 4)oc(])opHJiHpoBaHHH —
ae(})oc4)opHJiHpoBaHHH (pnc. 8.20). COOTHOiueHHe npoueccoB chh-
Te3a rjiHKoreHa, pacnajia rjiHKoreHa h rjiHKOJiH3a b Mbiuluax koh-
TpojiHpyiQT HHcyjiHH h anpeHajiHH (cm. pnc. 8.1; 8.8).
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fjlaBa 9 METABOJIH3M JIHIIH/JOB

BHOJiorHHecKaa (J>vhkhhh .ihiihjob. )KHpbi (TpHauHjirjiHuepHHDbI)
HBJIHIOTCH HCTOHHHKHMH ®HepTHH. ©HepreTHMeCKyiO (J)yHKUHK) Bbl-
nojiHHK>T xnpHbie khcjioth, ocBodo”icaalomHecH nocjle pacnaaa
xnpoB. OocOojiHnHfIbi, rjiHKOjinnHflbi h xojiecTepHH ynacTByIOT b
06pa30BaHHH KJieTOMHbIX MeM6paH.

ripOH3BOflIHbie HeKOTOpbix nojiHHeHacbhimeHHDbix acnpHbix khec-
jiot (npocTarjlaHHHHDbI) BbinojiHHIOT peryjiHTopHyio 4)yHKiiHio.
TaKHe >KHpHbie khcjioth npencTaBjmioT co6oh He3aMeHHMbie nn-
meBbie (JiaKTOpbl. XolJieCTepHH HBJIHeTCH He TOJIbKO CTpyKTypHbIM
KOMnOHeHTOM MeMOpaH, ho TaloKe npenmecTBeHHHKOM xejiMHDbix
KHCJIOT H CTepOHfIHbIX TOpMOHOB. KpOMe TOrO, BMeCTe C JKHpaMH
npn BcacbiBaHHH b opraHH3M nocTynaloT xnpopacTBopHMbie bht3-
MHHbi (A, E, D, K). OrpoeHHe ochobhhx JiHnnaoB npeacTaBlieHO
Ha pnc. 9.1. CjienyeT oépaTHTb BHHMaHHe, mto rHflpo(J)o6HocTh —
o0lllee chohctbo Bcex jihhhjiob. OnHaKo HeKOTOpbie JiHnnabi (tjih -
KOJIHnHfIbl, (J)OC(])OJIHNHIIbI, XejlHHbie KHCJIOThl) aM(J)H(j)HIIbHbI, T3K
KaK HMeioT b cBoeM <cocTaBe rHiipo(J)HJibHbie h rnjipo(J)o6Hbie
MaCTH.

9.1. PACMEUWJIEHHE JIHhH"OB
B nHIHEBAPHTEJIBHOM TPAKTE

PacmenjieHHe jinnHfIOB npoHcxojiHT b jiBeHajmaTHnepcTHOH khui-
Ke, Kyna nocTynaroT jinna3a ¢ cokom noflxejlynoMHOH *ejie3bi h
KOHbiorHpoBaHHbie >Keji4Hbie khcjiotw b coclaBe xejmn.

©MyjibrHpoBaliHe /Knpa — o6H3aTejibHoe ycjioBHe ajul nepeBapn-
BaHHH, TaK K3K “ejiaeT THiipo(J)o6bHbiH cy6¢cTpaT 6ojiee aocTynHbiIM
AJIH aeHCTBHH THfIpOJIHTHHeCKHX (J)epMeHTOB — JlIHna3. 8MyjlbTH-
poBaHHe npoHcxojjHT npn ynacTHH wejmHbix Kucjiom, KOTOpbie
Bcjie/icTBHe CBoen aM(J)H(J)HjibHocTH OKpy*aiOT Kanjno >KHpa h
cHHxalOT noBepxHocTHoe HaraxeHHe, hto npHBonHT k jipodjieHH io
KanjiH.

THapojiH3 >Knpa ocymecTBjiHeTca npn ynacTHH naHKpeammec-
kot jiuna3bi, KOTOpaa, cop6npyHCb Ha noBepxHocTH Kanejib xnpa,
pacmenjiaeT 3(J)HpHbie CBH3H b TpnauHJirjiHHepHHax (TA).
yKnpHbie KHcjioThi oTmenjiailOTCH npe>icile Bcero H3 a-nojioxeHHH.
B pe3yjibTaTe o06pa3yeTCH aHauHJirjiHilepHH, 3aTeM P-moho-
aHHJirjIHUepHH, KOTOpbIH HBJIHeTCH OCHOBHbIM npOiyKTOM THiipO-
JIH3a.
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(3)0OC()aTHAMIICepMH C»OC(J)aTMAMAXQUIMH

Xo/iecTepwH

TpnauMJir/iMuepcm
PHC. 9.1. CTpoeHHe XHpHbIX KHCJIOT, XHPOB, CTepOHAOB, (J)OC(J)OJIHNHFIOB.

TpnaLtmimnL|epMH (TAr) flIMagnnmnLiepMH (flAr) p—MOHoaumimtmepMH (MAQ rnmiepnH

aCH2-0-C0-R,
PCH—0—CO—R2

aCH2-0-C0-R3

H20 R,-COOH H0 R3COOH H20  R2-COOH



BcachiBaHHe npoHcxofIHT TaK*;e npn ynacTHH UcejiHHbix khcjiot,
KOTOphie BMeCTe ¢ MOHOaHHJirJIHUepHHaMH, XOJieCTepHHOM h *Hp-
HbIMH KHCJIOTaVH 06pa3yi0T CMeUiaHHbie MHHeJIJIbl — paCTBOpH-
Mbie KOMnjieKCbi, o6ecneMHBaiouxHe nepexofl npoayKTOB rnflpojiH3a
B KJieTKH CIIH3HCTOH 06 0 JIOHKH KHIlieMHHKa. ~CejlHHbie KHCIIOTHI C
TOKOM KpOBH flIOCTaBIIHIOTCH B neHeHb, 3aTeM CHOB3 CeKpeTHpyiOTCH
acejlHbK) B KHIlieHHHK, T.e. nOBTOpHO HCnOJIb3yiOTCH, HHpKyjiHpyH
no Kpyry: neneHb — khihchhhk — neHeHb. Oji,HaKO b TeneHHe
cyTOK npHMepHO 0,3 r xejiHHbix khcjiot He BcacbhiBaeTca, a BbiBO-
zihtch ¢ KajioM. FloTepH BocnojiHHiIOTca 3a cneT cHHTe3a hx b nene-
hh H3 xojiecTepHHa. HapyiueHHe xejiHeo6pa30BaHHH hjih nocTyn-
jleHHH xejiHH b KHLileHHHK HapyulaeT pacmenjieHHe >khpob h hx
BbiaejieHHe b cocTaBe Kajia (cTeaTopeji).

PecHHTe3 TpualtHJirjiHuepHHOB H3 npoflyKTOB paciuenjieHHH npo-
HCXOfIHT B KlieTKaX CJIH3HCTOH 060 JIOHKH KHUieMHHKa.

p-MoHoaL.nmnipnH (MAf) flnaminmnMepnH (AAf) Tpna*M/ir/iMLiepMH (TAf)

TpaHcnopT pecHHTe3HpoB3HHoro *Hpa nepe3 JiHM(@J)aTHHecKyio
cHCTeMy h kpobotok BO3MOxeH TOJibKO nocjie BKJHoneHHH ero Bco-
CTaB AunonpomeuHoe (pnc. 9.2).

B KHiueHHHKe 06pa3yK)TCH "Ba THna JinnonpoTeHHOB: xhjiomh-
KpOHbl H B He®OJIbUIOM KOJIHHCCTBe JIHNOnpOTeHHbl OHeHb HH3KOH
njloTHocTH (JIOHN). B cocTaBe xhjiomhkpohob aK3oreHHbie xnphi
flIOCTaBJIHIOTCH B OpraHbl H TKaHH.

JlunonpomeuHnuna3a (sin-sinnasa) — cllepMeHT, oBecneHHBalo-
iuhh noTpe6jieHHe 3K3oreHHbix xnpoB TKaHHMH. OHa jioKajiH3yeT-
CH B ©OHflOTejlIHH COCyflOB, B3aHMOfleHCTByeT C XHJIOMHKpOHaMH
KpOBOTOKa H rHflpOJIH3yeT TpnaHHJirJIHHepHHblI Ha TJIHUepHH H
xnpHbie khcjiotm, KOTopwe nocTynaK)T b KlieTKy. no Mepe H3Bjie-
neHHH TAr H3 xhjiomhkpohob nocjieflHHe npeBpamalOTCH b ocTa-
TOHHbie xhjiom hkpohh h 3aTeM nocTynaloT b neneHb.

nOTpeOHOCTb B *npax COCTaBJIHET 50—100 r B CyTKH B 3aBHCH-
mocth ot xapaKTepa nHTaHHH h ©HepreTHHecKHX 3aTpaT.
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<LoorivepMib

M C(])MHrOfIMAMflbl

AMI)MI)MflbHbie
VPRt ancfINhory el
nOBepxHOdb

TpMaun/ir/iMuepo/ibi
rMAipoo()o6H-i
noBep-CTb XoflecTepVH

3(I)Mpbi xoflecTepMHa

Phc. 9.2. CTpoeHHe jiHnonpoTeHHOB.

9.2. AEIIOHHPOBAHHE H MOBHJIH3AHHH >KHPOB

yKHpbl, K3K H TJIHKOreH, HBJIHIOTCH (])OpMaMH flenOHHpOBaHHfTI
OHepreTHHecKoro MaTepnajia, npnneM xnpbi — Han6ojiee ziojiro-
BpeMeHHbie h 6Gojiee 3(})4)eKTHBHbie hctohhhkh ®HeprHH. llpH ro-
JioaaHHH 3anachi xnpa y nejloBeKa HCTomaloTCH 3a 5—7 Heji,
Toraa KaK rjiHKoreH nojiHocThio pacxoflyeTca npHMepHo 3a cyTKH.
Ecjih nocTynjieHHe xnpa npeBbimaeT nOTpe6HOCTH opraHH3Ma b
OHeprHH, to *Hp aenoHHpyeTCH b afl[HnouHTax — cneuHajiH3H-
pOBaHHbIX KlieTKaX JKHpOBOH TKaHH. KpOMe Toro, eCJIH KOJIHHeCTBO
nocTynalomHx yrjieBOfIOB 6ojibine, neM Hajio ajhi flenoHHpoBaHHH
b BHfle rjiHKoreHa, to nacTb rjiiOK03bi TaloKe npeBpamaeTca b
XHpbl.



BeHyjia

r/imAepo/i-3-<t>oc<t>aT

T rinueponKVHE3a

| atp

mnuepivH

'm DMepVH

Phc. 9.3. MeTa60jiH3M nmuepojla o neneHH.

TaKHM 00pa30M, xnpbi b *hpoboh TKaHH HaKanjiHBaloTCH b pe-
3yjibTaTe Tpex npoueccoB: 1) nocTynaloT H3 xhjiomhkpohob, koto-
pbie npHHOcaT 3K3oreHHbie >KHpbi H3 KHineHHHKa; 2) nocTynaK)T H3
JIOHN, KOTOpbie TpaHcnopTHpyioT ®HaoreHHbie xnpbi, cHHTe3Hpo-
BaHHbie b neneHH H3 rj1i0K03bi; 3) oopa3yioTCH H3 rjli0K03bi b caMHx
KileTKax xhpoboh TKaHH. B nepBOM h BTopoM cjiy*iae xnpbi b cocTa-
Be jiHnonpoTeHHOB rHapojiH3yioTCH Jin-JiHna30H h b KJieTKy nocTy-
naioT >KHpHbie khcjiotm, KOTopbie 3aTeM Hcnojib3yioTC}i jyin cHHTe3a
TAYr. nepe/it BKjioHeHHeM b TAT *HpHbie khcjioth CHanajia aK THBH-
pyiOTca nyreM 06pa30BaHHH thosOhpob KO(J)epMeHTa A (pnc. 9.3),
a 3aTeM B3aHMoaeHCTByI0T c rjiHuepoji(})oc<})aTOM.
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Peuenrop MHcynnHa — %

fleeHOOHMIM QKO

............ *  fi0K03a

Phc. 9.4. Po;ib HHcyjiHHa b aenoHHpoBaHHH >KHpa.

rjiiHuepoji He mojkct 6biTh (J)oc4)opHJiHpoBaH b aaHnouHTax
(b athx KjieTKax oTcyTCTByeT rjiHuepojiKHHa3a), noaTOMy rjinue-
poji<Jl)oc4)aT o06pa3yeTCH npn BOCCTaHOBJieHHH fIHOKCHaueTOH(})Oc-
dyara. CjiejioBaTejibHo, CHHTe3 TAr MoxeT npoTeKaTb TojibKo b
npHCYTCTBHH nHOKO3bl, H3 KOTOpOH B npOUeCCe TIJIHKQIJIH3a 06pa3y-
€TCH AHOKCHaueTOH(|)0c4)aT.

HHcyjiHH cTHMyjinpyeT CHHTe3 TAr, noTOMy mto b ero npncyT-
CTBHH nOBbimaeTCH npOHHIiaeMOCTh MeM6paH KJieTOK *HpOBOH
TKaHH flJIH raioK03bl (pHC. 9.4).

Mo6HJiH3auHio (jinno”"H3) aenoHHpoBaHHbix TAr KaTajiH3HpyeT
TKaHeBan jiHna3a. B pe3yjibTaTe Xnpw pacnaaaloTCH Ha rjinuepHH h
CBo6oaHbie JKHpHbie KHCJIOThbI (pHC. 9.5).

AapeHajiHH H rjiH)KaroH aKTHBHpyioT BHyrpHKJieTOHHyYK) jiHna3y.
ZleHCTBHe 3THX TOpMOHOB OnOCpeflOBaHO afleHHJiaTHHKJia3HbIM
KacKaaoM peaKUHH, HanHHaa ¢ aKTHBauHH aaeHHJiaTHHKJia3bi h
saKaHHHBaa 4)oc(|)opHJiHpoBaHHeM JiHna3bi, KOTopaa npn atom
nepexoflHT b aKTHBHyio c[)opMy h pacmenjisieT 3(])HpHbie cbh3h b
TAr.

TjiHuepoji KaK pacTBopHMoe b n;la3Me BemecTBo TpaHcnopTH -
pyeTCH b neneHb, rae Hcnojib3yeTCH b peaKHHHX rjnoKOHeoreHe-
3a. yKnpHbie khcjioth TpaHcnopTHpyloTCJi KpoBbio b BHjie kom-
njleKcoB ¢ cbiBOpOTOHHbiIMH ajibbyMHHaMH b pa3Hbie opraHbi
h TKaHH, rae BiolloHaloTCH b npouecc oKHCJieHHH (cm. pnc. 9.5;
9.6).
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Tpnaunyir/Muepufibi

AAAAAAAM

HS-CoA + H304 AAAAAAAM ..

MpeHenH
rjuoKard-|©

VbHoauimimivVLiepofl

+ XMpHbie KMC/IOTbl

h
rnuepa/icj)ocd)aT
C-NAD+
N~ NADH AMP HS-CoA
P07 +ATP
m
®@—
AVIAVAPOKOMBLETOH<oc3>aT
r]"\m]l_B AfIMNOUMT
f/I10K03a BejiOK- ,
CBfi3aHHbie Dinuepoji

file3Va /KMpHbie KHCJIOTbI

PHC. 9.6. Cnme3 H MO6HJIH3aUHH TpHaUHJirJIHLjepHAOB.
fegpVeHThi: 1 — TpHaiiHdingi jicHHTa3a; 2 — TKaHEBaa jiHna3a; 3 — MOHoniHUe-
pHjuiHa3s; 4—aur%8\|/_|%e(ﬂ—ol<l+b3a). )

Phc. 9.5. Mo6HJiH3auHH acnpa h ero OKHClJieHHe b M biniuax.



9.3. OKHCJIEHHE *HPHbIX KHCJIOT

OKHClJieHHe XHpHbIX KHCJIOT COCTOHT H3 JIBVX 8TanoB: | — p-OKUClJie-
nue\ W-numpamHbiu huka. 06a ©Tana conpajKeHbi c flbixaTejibHOH
uenbio.

P-OKHCJieHHe npOHCXOAHT B MHTOXOHflpMHX KJieTKH, a >KHpHaH KM-
cjioTa nocTynaeT H3 KpoBOTOKa b UHT030Jib, rae aKTMBMpyeTCH nyTeM
KOHaeHCaUHH ¢ KO«J>epMeHTOM A, 06pa3yH THO3(|)Hp. MTOObl npOHTH
Hepe3 MHTOxoHUpHajibHylo MeM6paHy, ~chphoh KHClioTe HeobxojiHM
cneuH&aJibHbiH nepeHOCHHK —KapnumuH. llosTOMy CHé&najiaauHjib-
Han rpynna nepeHocHTcn ¢ aHHJi-coA Ha K&HHTHH. AuHJiKapHHTHH
nepeceKaeT MeM6paHy h oTflaeT cboh auHjibHbiH ~parMeHT cHOB& Ha
CoA. OepMeHTOM stoh 06paTHMOH peakKHHH cjiyxHT anujiKapHumiiH-
mpaHC<pepa3a. B pe3yjibTaTe neTbipex nocjieayiomHX pedKUHH P-okhc-
jleHHH (pnc. 9.7) npoHcxofIHT OTinenjieHHe fIByxyrjiepoflHoro 4>par-
MeHTa h nepeHoc ero H& KO(J)epMeHT A ¢ 06pa30BaHHeM aueTHJi-CoA,
KOTOpblH 38TeM MOXeT BKIHOMETOCH B IIHTpaTHbIH HHKJI flJIH nQJIHOTO
OKHCJieHHH. YKOpOHeHHaH auHJIbHaH Henb BTOpHHHO BXOfIHT B UHKII
p-OKHCJieHHH. KoHeHHbIH HTOT nOBTOpHIOMHXCH UHKJIOB P-OKHCJie-
hhh — OKHCJieHHe BceH auHJibHOH uenH Go aueTHji-CoA.

9.4. 8HEPrETHKA OKHCJIEHHfl AHPHbIX KHCJIOT

3a oflHH hhkji p-oKHCjieHHH o06pa3yeTCH 1 MojieKyjia aueTHJi-CoA,
OKHCJieHHe KOTOpOrO B HHTpA&THOM UHKJie OOecneHHB&eT CHHTe3
12 Mojib ATP. KpoMe Toro, 06padyeTCH 1 Mojib FADH2h 1 Mojib
NADH, npn oKHCjieHHH kotopwx b flbixaTejibHofi uenn cHHTe3Hpy-
eTCH ¢00TBeTCTBeHHO 2 h 3 MOJib ATP (Bcero 5 Mojib).

TaKHM 06pa30M, npH OKHCJieHHH, HanpHMep, naJlbMHTHHOBOH
khcjiotm (C16) npoHcxofI[HT 7 UHKJioB p-OKHCJieHHH h b pe3yjibTaTe
06pa3yeTCH 8 Mojib aueTHJi-CoA, 7 MOJib FADH2 n 7 MOIJib
NADH+H+. cjieaoB4TejibHo, Bbixoa ATP cocTaBjineT 35 ATP npn
pP-OKHCjieHHH h 96 ATP b pe3yjibTaTe HHTpaTHoro 1iHKJia, hto coot-
BeTCcTByeT CyMMe 131 Mojib ATP.

9.5. 0EPA30BAHHE KETOHOBbIX TEJI B nEHEHH - KETOrEHE3

P-OKHCJieHHe *HpHbIX KHCJIOT B neHeHH BefleT K 06pa30BaHHK)
BOCCTaHOBJieHHbIX KO(J)epMeHTOB, KOTOpbie HCnOJIb3yiOTCH flJIH

3HepreTHHecKHX Hy»m kjictok neneHH.

OcHOBHbIM nyTeM AajibHelulero Hcn0Jib30BaliHH aueTHJi-CoA, 06-
pasoBaHHoro npn P-okhcjichhh b neieHH, hbjihctch chhtc3 kctoho-
bwx Teji. @ tot CHHTe3 npoHcxofl[HT cjieayionniHM 06pa30M (pnc. 9.8):
AByxyrjiepoflHbie MOJieKyjibi KOHjieHCHpyIOTCH jipyr ¢ jipyroM ¢ 06-

Phc. 9.7. OKHCjieHHe jkhphhx khcjiot. e =»-
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YKMpHbie KMOIOTbI

CHr CH?-'c 6y

ATP + [CoA}{SH)
Aun/1-CoA-

aHlEa

AMP + © 0

AueTMji-CoA

Aun/1-CoA-
e \f G,

rpawc-Ehoh/i-CoA

Enohh-CoA- Y %
milpaTa3a

p-OH-aun/1-CoA

.mCH) CH2~ $> CoA

0)
~NAD+
p-OH-aun/t-CoA-
Aemfiporebt3a
NADH

p-KeToai/u/1-CoA

n~ :¢- «<h2- c; .5;-CO0Aj



AueTM/1-CoA
C>(S>- COA + (CHBCKS)H CoA

ALEToLETMA-
CoA-Tnona3a

AueToaueTM/I-CoA CoA ~(SH)

AceToaLeTal

KeTOHOBbie Tera
PHC. 9.8. CHHTe3 KeTOHOBbIX Tejl.

Phc. 9.9. OKHcjieHHe KeTOHOBDbix reji.
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UntpaTHbIM UAKII
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CoAfIR CoA-TMo/|a31

(CKSMCoA

AueTM/1-CoA



pa30B3HneM b .ziajibHeHiUHX peaKHHHX anemoanemama h p-eudpoK-
cubéymupama. 9 th aBe khcjiotm Ha3biBaloTCH KeTOHOBbIMH TejiaMH.

KeTOHOBbie TClia aH(J)(J)yHAHpyiOT B KpOBb H HCriOJIb3yiOTC51 BHe-
neneHOHHbiIMH TKaHHMH b KanecTBe hctom hhkob &HeprHH (pnc. 9.9).
B HOpMe KOHHeHTpaUHH KeTOHOBbIX Tejl B KpOBH 2 Mr/flJl. OepMeH -
Thbl, KaTalIH3HpyK)UIHe CHHTe3 KeTOHOBbIX Tejl, HaXOfIHTCH B MHTO-
xohjiphhx. B onpeaejieHHbix MeTabojiHnecKHX ycjloBHHX, Koraa b ne-
geHH npOHCXOfIHT HHTeHCHBHOe OKHCJieHHe XHpHbIX KHCJIOT, o6pa-
3yeTCH 3HaMHTejlbHOe KQIIHHeCTBO KeTOHOBbIX Tejl. 8t0 HabjHOJiae TCH
B COCTOHHHHX, CBH33HHbIX C 3aTpyfIHCHHHMH B HCn0JIb30BaHHH yrjie-
BOJIOB, Koraa OCHOBHbIM HCTOHHHKOM 8HepTHH fljifl OpraHH3Ma HB-
jhhotch xnpHbie KHcjioThi (flUiHTejibHaa MbiuleHHaH pa6oTa, rojioaa-
HHe, caxapHWH flna6eT).

CKopocTb cHHTe3a KeTOHOBbix Teji MoxeT npeBbiuiaTbh noTpedJie-
HHe HX TK3HHMH H BeCTH K HaKOnJieHHIO. 3HaHHTeJIbHOe yBejlHHe-
HHe KOHueHTpauHH KeTOHOBbix Teji co3flaeT onacHylo cHTyauHio,
KOTOpyiO Ha3blBaiOT KeTO0ailHfIO30M (KeT03). npH CHJIbHO BbipaXeH-
hom KeTOauHfl03e aueToaueTaT He”epMeHTaTHBHo aeKap6oKCHjin-
pyeTca, hto conpoBO>miaeTCH 06pa30BaHHeM anemoua, nosaTOMy
npn KeT03e xapaKTepeH 3anax aueTOHa b BbWbhixaeMOM BO03jiyxe.

9.6. BHOCHHTE3 AHPHbIX KHCJIOT

llpoHecc ocyluecTBJineTCH b pa3jiHHHbix nacTHX kjictkh. B hhto-
njia3Me CHHTe3HpyIOTCH HacbhilueHHbie XHpHbie KHCJioTbi ¢ yrjiepoa-
hoh uenbio ao C,6 (najibMHTaT).

B mhtoxohaphhx npoHcxojiHT flajibHeHiuee HapauiHBaHne uenn,
a b peTHKyjiyMe HacbimeHHbie xnpHbie khcjioth npeBpamalOTCH b
HeHachilueHHbie h Taica<e nponcxojiHT yalJiHHeHHe uenn.

OcHOBHbIM npOJiykTOM CHHTe33, npOHCXOfIHUierO B UHTO030Jie,
HBJineTCH na/ibMumuHoean Kucnoma. CyécTpaTOM ajih CHHTe3a xnp -
hoh khcjiotw cjiyxHT anemiul-CoA, o6pa3yiomHHCH H3 rjii0K03bi b
pe3yjibTaTe okhcjichhh nnpyBaTa. Hcn0jib30BaHHe nnpyBaTa b chh-
Te3e najibMHTaTa BKJHonaeT cjie®*yiomHe MeTa6ojiHHecKHe nyTH:
OKHClJieHHe rj1i0K03bi b npouecce rjiHKOJiH3a ao nnpyBaTa b hhto3o-
Jie, 3aTeM OKHcjiHTejibHoe aeKap60oKCHjiHpoBaHHe nnpyBaTa b mh-
toxohhphhx h nocjienyiomaH KOHjieHcaliHH aueTHJi-CoA ¢ oKcajio-
aueTaTOM ¢ 00pa30BaHHeM HHTpaTa. Xlajiee HHTpaT nepeMeiuaeTCH b
UHTO030jib, r*e pacnaaaeTCH Ha aueTHJi-CoA h OKcajioaueTaT.

epBafl peakUHH b 6nocHHTe3e xnpHOH khcjiotw — ato Kap6o-
KCHjinpoBaHHe aueTHji-CoA h npeBpameHHe ero b MajioHHJi-CoA:

CHa—C.aS-CoA + C02+ ATP — PHOOC-CH~-C-S-CoA + ADP + H¥04

AueTH/I-CoA ManoHH/I-CoA

Phc. 9.10. Chhtc3 bhciuhx jkhphmx khcjiot. s 3.
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PeaKUHH KaTajiH3HpyeTca au,emuji-COA-Kap60Kcujia30U, Kocljep-
MeHTOM kotopoh hbjihctch duomuH. 3aTeM cjiejiyioT noBTOpHfomHe-
ch hhkjim H3 rnecTH peaKUHH (pHc. 9.10). KaTajiH3HpyeT Becb npo-
uecc najibMumujicuHmema3a — nojiHJ)yHKHHOHajibHbiH odejloK —
(JjepMeHT, HMeiomHH o”Hy nojiHnenTHAHyI0 uenb, ynaKOBaHHyi0o b
iBa jjoMeHa. 06a flOMeHa hmciot b cbocm cocTaBe aKTHBHbie ueHT-
pbi, cnoco6Hbie noonepeaHO K3TajiH3HpoBaTh peaKHHH Ka>&moro
UHKlJia. AuHJibHbie rpynnbi cBH3biBalOTCH ¢ oahhm H3 aoMeHOB, co-
flepxauuHM naHTOTeHOByYK) KHCjioTy, a MajioHHJibHbie — ¢ ocTaTKOM
HHCTeHHa Gipyroro flOMeHa. tocjie HHHHHauHH npouecca nyTeM pe-
aKHHH KOHfleHcauHH ¢ 06pa30BaHHeM p-KeToauHJi(J)epMeHTa pacTy-
maa uenb xhphoh khcjiotm yaepxHBaeTCH thos”~jhphoh cBH3bio ¢
Ofl[HHM H3 AOMeHOB najlbMHTHJICHHTeTa3bl. KoBajieHTHO CBH33HHbIH
cy6cTpaT nooHepe®Ho nonaaaeT b aKTHBHbie ueHTpbi (J)epMeHTa,
TOe noflBepraeTCH cooTBeTCTByiomHM npeBpameHHHM. OHepefl[HOH
Uhkji CHHTe3a HaHHHaeTCH c¢ npncoeflHHeHHfl hoboh MojieKyjibi
MajlOHHJI-CoA K OfIHOH H3 SH-rpynn aKTHBHbIX HeHTpOB flOMeHOB.
Kaxflbom hhkji H3 uuecTH peaKHHH yBejiHHHBaeT fljiHHy uenn Ha ~Ba
yrjiepo®Hbix aTOMa. Kor”a uenb .nocTHraeT fljiHHbi 16 yrjiepojiHbix
3TOMOB, THO03(J)HpHafl CBfl3b THApOJIH3yeTCfl H najloMHTaT OCBOOOJK-
flaeTCHl.

BanaHC CMHTe3a nanbMMT8Ta
ManoHnn-CoA
C3 co2

2NADPH 2NAD+

CyMMapHoe ypaBHeHHe chhtc33 najibMHTaTa (7 hhkjiob):

Auatm/i-CoA + 7 Ma/IOHU/I-CoA + 14 (NADPH+H+) — wrig;ibMMTaT +
+ 8HS-COA + 7C02+ 14NADP+ + 7H20.

HeobxoflHMbiH ajifl BoccTaHOBHTejibHbix peakKkHHH NADPH
06pa3yeTCfl npn OKHCjieHHH rjii0OK03bi no neHT0304>0c4)aTHOMy
nyTH.

BojIbIHHHCTBO XHpHbIX KHCJOT HMeiOT 6ojiee flJIHHHYK), HeM
najioMHTaT, yrjieBoaopoAHyio uenb, KOTOpa« MoxeT coaepxaTh He-
HacbimeHHbie cba3h. CjieflOBaTejibHO, 6hochhtc3 6o0jibuiHHCTBa
*HpHbix khcjiot TpebyeT ynacTHH (J)epMeHTOB 3JioHrauHH h aeca-
TypaHHH. AKTHBHOCTb 3THX (J)epMeHTOB CBfl3aHa ¢ ®HAONJia3MaTH-
~ecKHM  peTHKyjiyMOM, ho HHorfla mojkct npoTeKaTb h b mhto-
XOHJipHfIX.
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9.7. NnOJIHHEHACbimEHHME
XHPHbIE KHCJIOTHI

yKnBOTHbie He CnOCOOHLI CHHTe3HpOBaTh HH JIHHOJieByiO, HH JIHHO-
JieHOByiO >KHpHbie KHCIIOTHI H3-3a OTCYTCTBHH COOTBeTCTBYiOIIIHX
flecaTypa3. 106TOMy ath khcjiotw dojixhbi 06H3aTejibHO nocTynaTb
¢ nHineft. llojiHHeHacbiineHHbie xnpHbie khcjioth, HanpHMep apa-
XHfIOHOBaH, 20:4 (5,8,11,14), HBJinioTca HenocpeacTBeHHbiM npea-
liieCTBeHHHKOM npOCTarJiaHfIHHOB.

ASAECATYPAGA

JinHoneonn-CoA UMHOneHONN-COA
[18:2(9,12)] [18:3(6,9,12)]

A-*-A12-AECATYPA3A

jT OTcyTOTByeT y MneKonnTaiOLnx BJLOHrALIMTI ~

Oneon/i-CoA fIMrOM0-nnHONeHOMN-COA
[18:1(9)] [20:3 (8,11,14)]
A8- fIECATYPA3A AS*fIECATYPA3A-*i
CTeaponn-CoA ApaxnfloHoMn-CoA
(18:0) [20:4 (5,8,11,14)1

~ 3J10HrAL(M« |

rianbMMTOnNN-CoA
(16 : 0)

9.8. PEryJWHHfl CHHTE3A H OKHCJIEHHT]
XHPHbIX KHCJIOT B nEHEHH

riepeKJiloHeHHe npoueccoB CHHTe3a xhphm x khcjiot Ha hx oKHCJie-
HHe npoHcxofIHT npn CMeHe nepHOfla nHmeBapeHHH Ha nocTad-
cop6THBHoe cocTOHHHe h ocymecTBJiHeTCJi ¢ noMombio peryjiflTop-
HbIX MexaHH3MOB. CHHTe3 MajlOHHJI-CoA — KJHOHeBaa peaKHHH B
peryjlauHH CHHTe3a h okhcjichhh jkhphbix khcjiot. B nepnoji nn-
meBapeHHH b HHTO030jie yBejiHHHBaeTCH KOHueHTpauHH HHTpaTa,
KOTOpblH HBJiaeTCH nepeHOCHHKOM aueTHJIbHbIX OCTaTKOB H3 MHTO-
xohjiphh. UMHTpaT ajijiocTepHHecKH aKTHBHpyeT aueTHJi-CoA-Kap-
60KCHJia3y, hto ycKopaeT CHHTe3 MajioHHJi-CoA h, cjieflOBaTejibHO,
CHHTe3 XHpHbIX KHCJIOT. MajlOHHJI-CoA B CBOIO OHepeflo HHrHOH-
pyeT au,HjiKapHHTHJiTpaHC(J)epa3y, KaTajiH3Hpylomyio nepeHOc xnp-
HbIX KHCIIOT H3 HHT030JIH B MHTOXOHflpHH H «3anyCKaiOlIHyK)» Mexa-
HH3M P-OKHCJieHHH. TaKHM 06pa30M, yBeJIHHeHHe KOHHeHTpaHHH
MajioHHJi-Coa b nepnoji nnmeBapeHHH «BKJHOHaeT» npouecc chh-
Te3a iKHpHbIX KHCJIOT H «BbIKJHOHaeT» P~OKHCJieHHe H CHHTC3 KeTO-

HOBDbIX Tejl (pnc. 9.11).
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M mtoxokapmh LIHT030/1b

flnpyBaT <—  r/iK)KO3a

(BT A > UnTpaT —

\ / + /

I
| Auemji-CoA
AueTmi1-CoA

i
. Ma”™QHnn-CoA

Auwi- v

AgeTnn-CoA Aunn- <- Aumi-CoA
I CoA KHIFH / \
KeTOHOBbie XnpHwe TAr
Te/ta KMC/IOThJ

/1oHn

)KnpOBaa
TK3Hb

Phc. 9.11. AjuiocTepHHecKaa peryjlauHH MeTa6ojiH3Ma xnpHbix khcjiot b
neneHH.

AueTHJi-CoA-Kap6oKCHjila3a Taicxe ajulocTepHHecKH HHrnonpy-
eTCH fUIHHHO-HenOHeHHbIMH aunji-CoA, ecjra OHH H&KanjlHBaiOT-
ch, He ycneBaH BCTynHTb b peaKHHio ©TepncJjHKaHHH. 3to npHMep
HHrHOHpoBaHHH KOHeHHbiM npoayKTOM npoHecca. KpoMe ajuioc-
TepHnecKOH peryjlauHH, cylaecTByeT ropMOHajibHbiH KOHTpojib
aKTHBHOCTH aueTHJi-CoA-Kap6oKCHjia3bi. AdpeHajum n aAWKaeoH
nyreM yBejiHneHHH KOHueHTpaijHH CAMP h aKTHBHoCTH npoTeHH-
KHHa3bi (t>oc4>opHJiHpyIOT aueTHJi-CoA-Kap6oKCHJia3y h nepeBOfIHT
ee b HeaKTHBHoe coctohhhc. 3th ropMOHDbiI TaioKe nyTeM c]joc4>0-
pHJIHpOBaHHH nepeBOMHT JIHna3y B XHpOBOH TK3HH B aKTHBHOe co-
CTOfIHHe.

CjiejioBaTejibHo, CHHTe3 xnpHbix khcjiot npeKpamaeTca, a
H3HHHaeTCH MO06hJIH33HHH TATF, OKHClieHHe >KHpHbIX KHCJIOT H
CHHTC3 KeTOHOBbIX Tejl, T.e. BKIJIIOHaiOTCH npouecchl, KOTOpbie
nocTaBJiHK)T KlieTKaM 3HeprojlaTHBHbie BemecTBa (pnc. 9.12;
9.13).
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hiokOHoeHS3
XnpHbie
KMAOTH
Ytecal Armh-

ft flmrnPHUP
.
1-Kero- Ammho-
r/iyrapal khcAotw

Phc. 9.13. B3aHMOCBH3b yrjleBoaHoro h jkhpoboto 06MeHa.

9.9. METAEOJIH3M XOJIECTEPHHA H AEJIMHbIX KHCJIOT

OyHKUHH xojiecTepHHa. XojiecTepHH hbjikctch npeamecTBeHHH-
KOM B CHHTe3e flpyTHX CTepOHflOB: *ejlHHbIX KHCJIOT, CTepOHJIHbIX
rooMOHOB, BHTaMHHa D3 Oh BXOfIHT K3K CTpyKTypHbIH KOMUOHeHT
b cocTaB MeMOpaH Bcex kjictok. CymecTByeT ppa nyTH nocTynjie-
HH8 xojiecTepHHa: H3 nHinn xhbothoto npoHcxoxjieHHH (3K3oreH-
HbIH XOlJieCTepHH) H CHHTC3 B neHeHH (BHflOreHHbIH X0JieCTepHH).
KpoMe neneHH, b HedojibinoM KOJiHHecTBe xojiecTepHH MoxeT chh-
Te3HpOBaThCH B KlieTKaX KHIliieHHHKa H KO>KH.

Bmochhtc3 xojiecTepHHa. idpouecc nponcxoAHT b HHTO030Jie
KjieTKH. MojieKyjia xojiecTepHHa hcjihkom «co6npaeTCH» H3 aue-
thji-CoA (pnc. 9.14; 9.15). npoMexcyTOHHbIM MeTa60jiHTOM hbjih-
eTCH p-OKCH-p-MeTHJirjiyTapnji-CoA, a ero BoccTaHOBJieHHe b me-
BajiOHOBYiO khcjioty ¢ Hcn0lJib30BaHHeM NADPH cjiyxHT Kjnone-
boh peaKUHeft npouecca. CKopocTb CHHTe3a xojiecTepHHa 3aBHCHT
ot KOjiHnecTBa 3K3oreHHoro, T.e. nocTynalomero ¢ nnmeH, xojiec-
TepHHa. npn nocTynjieHHH 2—3 r xojiecTepHHa b cyTKH CHHTe3 ah-
AoreHHoro xojlecTepHHa noaaBjineTCH.

OepMeHT eudpoK.cuMemujiejiymapuji-CoA-pedyK.ma3a HrpaeT rliaB-
Hyio pojib b peryjiHUHH cHHTe3a xojiecTepHHa. XojiecTepHH noflaBJiH-
eT CHHTe3 rM r-CoA-penyKTa3bi h no MexaHH3My orpnuaTejibHoil
06paTHOH CBH3H CHHXaeT CKOpOCTb CBOeTO CHHTe33.
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nepeHOC

rwiueBoro nepeHOC
xoflecTepMHa
xo/lecTepnHa
OdaTOHHbie
XH/IOMMKpOHbI A

XensHbit ny3bipb

YKe/iHb

Phc. 9.14. flyTH cHHTe3a h Hcn0jib30BaHHTfl xonecTepHHa.

Aueivin-CoA-_ -» MeBaflOHaT-(2” -M 3oneHTeHM/I-fIM<))oco aT-v2> - CKBa/ieH-

? €2 — '*c6 1C C5"— — 6x— — c32f » c27
chs
.
3 AneTn;I-CoA H3C-C-CoA OO0C-CH2-C-CH2-CH20H MeuarioHaT
P-fHflpOKCM- OH
P-MeTMfl- 2ATP
r/iyrapnfl-CoA CH3
-2ADP
e00C-CH2-C-CH2-C-S-CoA CHs
OH 2 NADPH+H €00C-CH2-C-CH2-CH2-0 -
MBaoHW
fir(oe<Jar

HS-CoA
2 NADP

CHs
e00C-CH2-C-CH2-CH20H

MBxXd-8T OH

Phc. 9.15. CHHTe3 xojiecTepHHa.
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9.10. TPAHCIIOPT XOJIECTEPHHA H TPHAHHJirJIHHEPHHOB

yKnpbi h xojiecTepMH, nocTynalomHe b opraHH3M ¢ nnmeH hjih
CHHTe3HpOB3HHbie B neHeHH, flOJIJKHbl TpaHCnOpTHpOBaThCH B apy-
rne opraHbi, rae ohh Hcnojib3yioTCfl. flpo6jieMa thaPo4)o6hocth
xhpob h xojiecTepHHa npn TpaHcnopTe pemaeTCH ¢ noMombio O6-
pa30B3HHH TpaHCnOpTHbIX HaCTHH — JIHnonpOTeHHOB, B KOTOpbIX
TpHaUHJirJIHHepHHblI H 3(})Hpbl XOlJieCTepHHa B33HMOJieMCTByiOT c
aM(})H4)HJIIbHbIMH (J)OC(})OJIHnHflaMH H 6eliIKkaMH, 06eCneHHBaiOmHMM
HX paCTBOpHMOCTD (CM. pHC. 9.2).

JIHnonpoTeHHbi pa3flejiHioT MeToaoM yjibTpaueHTpHtJjyrHpoBaHMH
cooTBeTCTBeHHo hx njioTHocTH Ha neThipe ochobhmx THna: XHJIO-
MHKpOHbl  (XM), JIMnOnpOTeMHbl OHeHb HH3KOH njIOTHOCTH
(JIOHU), JinnonpoTeHHbi HH3KOH hjiothocth (JIHnNn), jinnonpo-
TeHHbi bhcokoh njioTHOCTH (JIBH). CymecTByioT TaloKe npoMexy-
TOHHbie 4)OpMbl B MeTa60jlH3Me JIHnonpOTeHHOB: XHJIOMHKpOHbI
0CT3TOHHbie (XM oct.), JIOHnNn ocTaTOHHbie, hjih JiHnonpoTeHHbi
cpeflHel njloTHoc™ (JICfl) (Ta6ji. 9.1).

TadjiHua 9.1. Cbohctbh jihiiohpotchhob 1r.1atMi.1 kpobh

JIHno- OcHOBHble 3jleKTpo(})opeTH- OcHOBHbie
npOTeMHbI JIHNHADI 'iccKaa (>pakKUMii anonpoTeHHDbi
XM TATr - B-48, A-l, A-1V
JIOHII TATr Pre-p B-100, E, C-I, C-Il, HC-I1l
Jicn TAT H 3(3)Mpbl P B-100, E

xojlecTepHHa

jiHnN 3(})Hpbl P B-100
xo/lecrepHna

jiBn CpOC(J)0.riHIIHIIbI ctl A-l, A-lI
H XOJieCTepHH

AnojinnonpoTeHHbi — ato 6ejiKkOBan nacTbh JinnonpoTeHHOB (ano-
6ejioK). BcocTaB jinnonpoTeHHa MoxeT Bxofl[HTb ojihh hjih HecKOJib-
ko ano6ejiKkOB. HeKOTopbie anodejiKH hbjihiotch HHTerpajibHOH nac-
Thio jinnonpoTeHHa, a jipyrne MoryT nepeMemaTbcn ¢ ojiHoro jiuno-
npoTeHHa Ha jtpyron. Ano6ejiKH o603HaHaioT 6ykBaMH: A, B, C, E.

AnodejiKH BbinojiHHIOT pa3Hoo6pa3Hbie (JjyHKUHH. Ohh MoryT
cjly>KHTb jinraHjioM pjifi peuenTopoB KAemoK npn Hcn0Jib30BaHHM
JIHNONpOTeHHOB TKaHHMH MJIH o6ecneHHBaTbh B33MMOJieHCTBHe ¢
Jin-JiHna30H. H3MeHeHHe KOHc})OpMaHHH KaK peuenTopa, TaK n
jinraHfla — ano6ejiKa no pa3JiHHHbiM npHHHHaM npHBojjHT k Hapy-
UieHHK) HCn0JIb30BaHHH JIHnonpOTeHHOB H HX HaKonjieHHio B
KpoBH. Ano6ejiKH MoryT aKmueupoeamb (pepMenmbi, ynacTByloiUHe
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b o6MeHe jihhhjiob (Jin-HMna3a, JIXAT). HanpHMep, anoC-Il hb-
jihctch KO(@J>aKTopoM J]n-JiHna3bi. & tot ano6ejiO K HMeeT cneuHcjjH-
geCKHH yMaCTOK CBH3bIBaHHH C JIH-JIHna30H, a THJ1POJIH3 TAT Bco-
cTaBe XM h JTOHN npoHCXojiHT npn KOHTaKTe JinnonpoTeHHa ¢
(JjepMeHTOM. Ano6ejiKH BbinojiHHIOT Taioige CTpyKTypHyio (j)yHK-
uhio. npHMepu cjjyHKHHH ano6eHKQB npejicTaBJieHbi b Ta6ji. 9.2.

Tab6ijinua 9.2. PeuenTopw jiHnonpoTeM Hoe

Peuen- Pacno- Jinno- POJIb -
Tp  3HaBaHHe npoTeHH ' <@H® b 06MeHe ripHMetiaHMe
XM oct. Ano-E XM oct. neneHb nepeHOCHT  Ha3biBaeTCH
nHiueBbie TaKxe ano-E-
XHpbi b ne- peuenTop
neHb
jiBn HeH3BeCTHO jiB n nelieHb, BO3- ripHCoel/iH-
MoJkHO Jipy- HeHMe JIBn
rne tk hh K KJieTK3M
jiHnN Ano-B-100, HHn, rieneHDb, YjiajieHHe Cnoco6cTByeT
ano-E jicn MHorne apy- jiHn, jicn nepeHocy xojie-
rnetk™hh H3 UHpKYyjlIfl- cTepHHa H3 ne-
UHH HeHH B TK3HH
CcHOBHbie uapuipyrbi mmonporenwa
TpaHcnopi TpaHcnopT OOpaTHbIM
3K3oreHHbix BHflOreHHbIX TpaHcnopi
nMnnflOB /innn/jOB xo/iecTepwHa
KonedHHMK neseHb”  BHeneneHOHHbie
jien T
jim
XMTOMMKpOHbI JIBn
/iHn
OCTSTOMHbie
XH/IOMHKpOHbI |
Bnenene- neneHb  BHeneneHosHbie reretb
HOHHWe TK3HM TKaHH

B KilieTKaX CJIH3HCTOH 060JIOHKH KHIXieHHHKa 3K30reHHbIH xo-
JiecTepHH h TATY BCTpaHb3iotch b xhjiomhkpohw h flajiee TpaHC-
nopTHpyK)TCH KpOBblO. 3aTeM B pe3yjlbTaTe B33HMOJieHCTBHH ¢ Jin-
Jinna30H xHJioMHKpoHbi TepHioT Ro 90 % TAT h npeBpauiaioTCH b
ocTaTOHHbie xHJioMHKpoHbi, norJiouileHHe KOTopbix neneHbio ocy-
mecTBjiHeTCH npn ynacTHH peuenTopHoro 6ejika anoE. B neneHH
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KnweHHMK nmUEBUE /IMnHflbl OHFfIOrEHHBIE /wnnflbl
B-tre-OMtie

ir TKOHH

Xo/iecTepofi

HpoBan TBtb XnpOBaO TKeHb

Mbiluua

Phc. 9.16. TpaHcnopTHaa 4>yHKUHa jiHnonpoTeHHOB.

nyjl XO”eCTepHHa cocTOHT H3 CHHTe3HpOB3HHOrO caMHMH KjleTKa-
mh xojiecTepHHa h nocTynHBmero H3 ocTaTOMHbix xhhomhkpohob
(pnc. 9.16). 8 tot nyji xojlecTepHHa cymecTByeT He TouJibKo juih cod-
cTBeHHbix Hyxn neneHH, ho n ajin cHabxeHH« apyrHX TKaHen.

XojiecTepHH neneHH BMecTe ¢ xnpaMH, cHHTe3HpoBaHHbiMH H3
rjliok 03bi, BKjHOHaeTCH b JTOHU h TakHM 06pa30M TpaHcnopTHpy-
eTCH KpOBbK). HoClie THflpOJIH3a >KHpOB JIH-JIHna30H o6pa3yK)TCH
ocTaTOHHbie JIOHN. & th jinnonpoTeHHDbi jihéo norjlouualOTCH ne-
MeHbio, jih6o npeBpauialOTCH b JIHN.

B KlieTKax-noTpeOHTejiHX xojiecTepHHa cymecTByIoT peuenTopbi
juih JIHN. B3aHMoaeHCTBHe peuemropoB ¢ JIHN nponcxojiHT ¢ no-
Mombio Ano-B-100, nocjie nero JIHN nyTeM 3HjiOUHTO03a norjio-
inaeTCH kjictkoh. noTpedjieHHe xojiecTepHHa kjictkoh peryjinpyeT-
ch nyTeM H3MeHeHHH KOJiHnecTBa peuenTopoB Ha noBepxHocTH
KJieTKH. npH CHHXeHHH nOTpeOHOCTH KlJieTKH B xojlecTepHHe
yMeHbillaeTCH kojihhcctbo peuenTopoB. PeryjiHTopoM hbjihctch caM
xojlecTepHH, kotopmh penpeccHpyeT TpaHCKpHnunio reHOB, coot-
BeTCTByroillHX 8THM 6ejikaM.

JIHnonpoTeHHbi, HHpKyjinpyioniiHe b kpobh, oOMeHHBaIoTCH xo-
JieCTepHHOM. 0cOOeHHO aKTHBHO 3TOT OOMeH npOHCXOAHT Mexcay
JIHn h JIBn, npHHeM noTOK xojiecTepHHa HanpaBlieH b cTopoHy
JIBn. XojiecTepHH b BHjie cBo6ojiHoro He3TepH(J)HUHpoBaHHoro
COeaHHeHHH HaXOfIHTCH B nOBepXHOCTHOM MOHOCIJIOe JIHnonpOTeH-
HOB. JIBn CnOCOOHbI 3TepH(J)HUHpOBaTb X0lJieCTepHH C nOMOIIIbK)
jleln,HTHHX0JiecTepHHaHHJiTpaHc4)epa3bi (JIXAT). 8 tot (J)epMeHT Ka-
TajiH3HpyeT nepeHoc auHJibHoro ocTaTKa H3 (3-nojio>KeHHH (J)oc(J)a-
THjiHjixojiHHa Ha xojiecTepHH. ©()Hp xojiecTepHHa norpy>KaeTCH
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BHyTpb JIBU, 0cBO60>KaaH MeCTO JIJIH HOBbIX MOJieKyjl XO”eCTepMHa
b nOBepxHOCTHOM c”oe. /I,BycTopoHHHH awcl)4)y3HH xojiecTepHHa
NPOHCXOJIHT H npH KOHT3KTe JIBNn C KJieTKaMH, npH 3Tom JIBII H3-
BreKaroT xonecTepHH H3 MeM6paH icieTOK. JIBN, HarpyxeHHbie xo-
jlecTepHHOM, norjiomalOTCH b ochobhom neHeHbio nyTeM ahjiouh-
TO3a h TaM ocBodoxaaloT xojiecTepHH. CjieroBaTejibHO, JIBn npea-
ynpe>icaaeT HaKonjieHHe xojiecTepHHa, a JIHIl osecneMHBaeT KjieT-
Ky XQJiecTepHHOM no Mepe nOTpe6HOCTH b HeM. TaKHM cnocodoM
noflaep*HBaeTCH hoctohhctbo coziep>KaHHH xojlecTepHHa b KlieT-
Kax. HapymeHHe cooTHomeHHH Me>icay JIHN h JIBNn MoxeT 6biThb
npHHHHOH eunepxojiecmepliHeMuu.

9.11. METAEOJIH3M AEJIMHbIX KHCJIOT

nepBHHHbie >KejiHHbie khcjioth (xeHOfle30KCHX0JieBaH h xojieBan)
06pa3ylOTCH b KJlieTKax neneHH H3 xojiecTepHHa (pnc. 9.17; 9.18).
nocjle BbijiejleHHH b khihchhhk noa bjihhhhecm 6aKTepnn ohh npe-
06pa3yK)TCH BO BTOpHHHbie (jJIHTOXOJieBaH H ae30KCHXO0JieBa«).

3aMemeHne npn

)Ke/ishbie kmc/ioth Q g o2

Xo/ieBagl KMC/IOTa -OH -OH -OH
XeHOfle30KCnx0/ie-
Koo -OH -OH -H

Ta
Ae30Kex0ieBaR
flofifipres KEOIOR OH-H -OH
JIHTOxo/1eBan OH -H -H
JoffiOora
)Ke/iHHbie kmc/iotn—KOHbioraTbi xe/iHHbix
KMC/10T
0
Heno/rapHafl
CTOpOHa
IfpMauw/inwuepo/i
j/|nna§a >Ke/iMHafl Knc/10Ta r/IMUMH
XeliN 1 0
KHC/IOTa KMOIOTa " p.H s0:
~ w'C'u J k
H H H

0]

3flecb pacrren/iflioTCH

Tpnaun/ir/inuepo/ibi i Xe/iHHaa kmc/iote TaypMH
(ImneBbie 1
Mhue/uibi /innnflbi )Ke/iHHbie kmc/iotu M X8/IHHbie CO/IM

Phc. 9.17. CxeMbi CTpoeHHH n <])yHKUHH xejiHHbix kmcjiot.



Phc. 9.18. MeTa6onH3M xejTMHbix cojieH.

B KHIlieHHHK XejlHHbie KHCJIOTbl nOCTynaiOT B COCTaBe iKejIMH B
BHfle KOH'bKiraTOB ¢ rjiHHHHOM h TaypHHOM. PaHee onHCDbiBajiHCh
4>yHKHHH xejiHHbix khcjiot b npouecce nepeBapHBaHHH JiHnHaoB.
ilocjie nepeBapHBaHHH h BcacbiBaHHH acejiMHbie khcjiotm BO03Bpa-
maloTCH nepe3 BopoTHylo BeHy b neneHb, coBepmaa TaKOH hhkiji jio
10 pa3 b cyTKH. @ tot hhkji HasbisaeTcH KulueHHO-neHenoHHol u,up-
KyASIUUeU MCeAHHbIX KUCAOmM.

riocToaHHbIM KOMnOHeHTOM xejiHH HBJiaeTca xojlecTepHH. KakK
h xejiHHDbie khcjio™ , oh nojiBepraeTCH o6pa™ oMy BcachiBaHHIio,
ho HeKOTopoe KOJiHnecTBO xejiHHDbix khcjiot h xojiecTepHHa TepH-
eTCH C KajloM. Jljifl BOCnOJIHeHHH )KejlHHbIX KHCJIOT nOCTOHHHO
npoHCxo0jiHT cHHTe3 hx H3 xojiecTepHHa. CjiejioBaTejibHO, yjrajieH iie
X 0OlJieCTepHHa B CBo60JIHOM BHJie HJIH B BHJie Xejl[HHbIX KHCJIOT hb-
JIHeTCH ejIHHCTBeHHDbLIM CnOCO60M OCBOOOIJKJieHHfl OpraHH3Ma OT

Hero.



rjlaBH 10 METAEOJIH3M A30TCOMEP*AmHX
COEAHHEHHH

10.1. METAEQOJIH3M AMHHOKHCJIOT

OcHOBHbIM 3K30reHHbIM HCTOHHHKOM aMHHOKHCJIOT HBJIHIOTCSI
6ejiKH nHmH. EejiKH nepeBojiHTCfl b jiocTynHylo juih opraHH3Ma
(JjopMy b npouecce nepeBapHBaHHH noji jieilcTBHeM npoTeojiHTH-
necKHX ¢J)epMeHTOB, bxojihihhx b cocTaB *ejiyjio0HHO-KHilleHHDbix
CeKpeTOB. CBOOOJIHbie aMHHOKHCJIOTbl BCaChlBaiOTCH H nocjle
TpaHcnopTa KpoBbio BKJHonaloTCH b KlieTKax b pa3JiH4Hbie nyTH hc-
110J1b30BaHHH, TJiaBHbIM H3 KOTOpbIX HBJIHeTCH CHHTe3 Co6cTBeHHbIX
6eJIKOB. KpOMe Toro, aMHHOKHCJIOTbl HCnOJIb3yiOTCfl JUIfl CHHTe33
T3KHX a30TCO0Jiep>KaillHX COejlHHeHHH, K3K THpOKCHH, ajipeHajiHH,
THCTaMHH, BbinOJIHHIOMHX CneHHI"HHeCKHe (J)yHKHHH. Amhhokhc-
jioth TaKxe cjiyxaT hctomhhkom ©®HeprHH, BKJHonaflCh b nyTh Ka-
Ta6ojiH3Ma. IlyTH Hcnojib30BaHHfl aMHHOKHCcjioT npejicTaBlieHbi Ha
pnc. 10.1.

nepeBapHBaHHe nnmeBbix Ocjikob HanHHaeTCfl b xejiyjiKe h 3a-
BepuiaeTCH b tohkoh KHiUKe noji JiencTBneM npoTeojiHTHHecKHX
(J)epMeHTOB (nenTHjirHjipojia3bi, nenTHjia3bi, npoTea3bi). 3th (j)ep-
MeHTbl COOTBeTCTBeHHO MeX3HH3My JiellICTBHH JiejIfITCfl Ha JIBe rpyn-
nbi: 3hjio- h 3K3o0nenTHjia3bi.

©Hdonenmuda3bi (nencuh, mpuncun u xuMuompuncliH) pacm enjin-
k)t nenTHjiHbie cbh3h, pacnojiaratom HecH BHyTpn nojinnenTHjiHOH
uenH . © th (J)epMeHTbi ¢ HaHG6o0jibiueH CKopocThio rnjipojiH3yi0T
nenrajiH bie cbh3h, 06pa30BaHHDbie onpeAejleHHbIiMH aMHHOKHCIJio-

rinua _ rjl10K03a
(50-100 ) A P A

(50-100 1)

Ammho- H
KMCJIOTbt
H3OWTOK CR+H20
n aMMHO-
| K eH\WK [ krrctot m

MoneBMHa (20-35 r)

Phc. 10.1. flyTH HCn0JIb30BaHMH aMHHOKHCJIOT.
1.1S



TaMH (Ta6ji. 10.1) ©HflonenTHfla3bi cHHTe3HpyIOTCH b BHfle HeaK-
thbhwx npemuecTBeHHHKOB-np04>epMeHTOB. TaKHM cnoco6oM
ceKpeTHpylomHe kjictkh 3amnmalOT cboh c06cTBeHHbie éenKM ot
pa3pyiueHHH athmnh 4>epMeHTaMH. llocHe ceKpeuHH npo4>epMeHThbi
aKTHBHpyioTca nyTeM nacTHHHoro H36npaTeHbHoro npoTeojiH3a.
CjiH3HCTan o6ojioHKa jKejiy*Ka h KnmeHHHKa TaioKe 3alUHUieHbi ot
fleHCTBHH npoTea3 cjioeM CJIH3H. KpoMe Toro, noBepxHocTHbiH
nojiHcaxapHaHbil cjioh njla3MaTHHecKOH MeMOpaHbi TaK*e npejio-
xpaHJieT KjieTKy ot jleucTBHH npoTea3.

Ta6jiHua 10.1. llpoTeojiHTHgecKHe (JjepMciiThbi IiHiueBapHTejibiloro TpaKTa

MecTO MeCTO clIKTMBaiiHH PacmenjuieMbie

Flpo(J)epMeHT nenTHjiHbie
CHHTe3a H aKTMBaTOp CBH3H
llencHHoreH CjIH3HCTaH (ojiocTh xejiyjiKa. -X-Tyr
06ojioHKa OTiuenjieHHe N-KOHueBoro nen- -X-Phe
xejlyjiKa THjia (42 aMHHOKHCjioTbi) ot nen-
CHHoreHa noa bjihhhhecm HCI n
caMoro nencHHa (ayTOKaTajiH3)
TpHncHHoreH riojr)Ke- ri0JIOCTb TOHKOH KHUIKH. -Arg-x-
jlyjloHHaa OTiuenjleHHe N-KOHueBoro rekK- -Lys-x-
>Kejle3a canenTHjla ot TpuncHHoreHa npn
ywacTHH 3HTeponenTHfla3bi, bbi-
JiejifleMOM KlleTKaMH KHLUeHHHKa,
¢ nocjie/ty10iJiHM ayTOKaTajiH30M
noji BjiHHHHeM caMoro TpnncHHa
XHMOTpnn- riojDKe- n0OJIOCTb TOHKOH KHUIKH. -Tyr-x-
CHHoreH jlyfloHHaa AKTHBHpyeTCH nojl BJIIHHHHeM —_FI’_he—x—
- rp_X_

>Kejle3a TpnncHHa

©K3onenmuda3bt (Kap6oKCiinenmuda3bi u aMUHonenmada3bi)
THJipOJIH3yiOT nenTHJIbl, OTIUenJIHfl aMHHOKHCJIOTbl COOTBeTCTBeH-
ho ot C- h N-KOHua nenTHjia. i,HnenTMjia3bi rnji,pojiH3yIoT jtnnen-
THJibi. Kap6oKCHnenTHjia3a CHHTe3HpyeTCH b nojixejlyaoHHOH
*ejile3e b BHj”e npoKap6oKCHnenTHjia3bi h aKTHBHpyeTca b KHiuen-
HHKe nojiI jteicTBHeM TpnncHHa. Amhho- h jiHnenTHjia3bi CHHTe3H-
pyiOTCH B CTeHKe TOHKOH KHIUKH. Bce 3K30nenTHJia3bl 4>yHKUHO-
HHpyiOT B OCHOBHOM BHyTpHKJieTOHHO B KHUieHHOM 8nHTejlHH,
XOTH MOryT B HeOOJIbUIOM KOJIHHeCTBe BblJieJIHTObCH B npOCBeT KH-
UieHHHKa.

B hjio- h 3K3onenTHjia3bi b coBOKynHocTH jiobojiht rnjipojiH3
OejIKOB Jio 06pa30BaHHH aMHHOKHCJIOT (pHC. 10.2).

B Ta6ji. 10.2 yKa3aHbi neilaMciinMbie aMHHOKHCjiOThi, npucyTCT-
BHe KOTOpbix b 6ejiKax nniuH o06H3aTejibHo; nacTHHHO 3aMeHHMbie
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"V MecTO

pacnen/ieHnq
Kap6oKCM- '}I’(pnnclr:}-(i:c (J)epMeHT-cy6cTpaiHbiu
nemnAa3u
AVUHTerTMic @)
coou
AMMHOKMC/I0Ta flnneninAa3bi

Phc. 10.2. MexaHH3M Nnellctbhh 3K30- h 3HAonenTHaa3bi.

aMHHOKHCIJIOTbI, KOTOpbie B He6oHbUIHX KOJIHHeCTBaX CHHTe3HpyiOT-
CH B OpraHH3Me, yCJIOBHO 3aMeHHMbie aMHHOKHCJIOTbI, UJIfl CHHTe33
KOTOpbIX Heo6xoaMMbl He3aMeHHMbie aMHHOKHCJIOTbl H, H3KOHeU,
3aMeHHMbie aMHHOKHCJIOTbl, nOTpe®HOCTb B KOTOpbIX MO=*eT 6blTh
BocnojiHeHa CHHTe30M H3 apyrnx BemecTB. AMMHOKHCJioTHbiH co-
CT3B xapaK TepH3yeT numeeyto nenHOcmb Ogjiica. HeM Bbirne coaepjK a-
HHe He33MeHHMbIX 3MHHOKHCJIOT, TeM 6BolibUJe nHUieBafl UeHHOCTb
6ejikoB. HopMa SejiKoe e numanuu cocmaennem npliMepno 100 e e
cymKU.

Tadjinua 10.2. Heo6xo;iHMbie aMHHOKHCIIOThi

yC.IOBHO MaCTHMHO

He3aMeHHMbie 3aMeHMMbie 3aMeHHMbie 3aMeHHMbie
BajiHH THPO3HH AprHHHH ArtaHHH
M30JiefilUHH iIHCTeHH fHCTHAHH AcnaparHH
JleftiiHH AcnapTar
JIH3HH Tjihlihh
MeTHOHHH ThyTaMaT
TpeoHHH DiyTaMHH
TpnnTO(j)aH ITpOJIHH
OeHHjianaHHH CepHH
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a-KeTOKHc/i0Ta a-AMMHOKMCJIOTa

<sTH®
r“yaMaT a-KeTomyTapaT
flpniViepN
rjiyTaMaT a-KeTor/iyrapaT
rinpyBaT AeHH

Phc. 10.3. FIpHMepbi peakKunM c¢ ynacTneM aMHHOTpaHcc))epa3bi.

HeaocTaxoK b TeneHHe aJiHTejibHoro BpeMeHH nnmeBbix 6ejikKOB,
OerHbIX He3aMeHHMbIMH aMHHOKMCJIOTAMH, npHBOfIHT K 3aéojieBa-
HMHM. Mto6h BOCnOJIHHTb HeflOCT4lOLUHe aMMHOKMCJIOThl, TK3HM
HaHHHaiOT THJip0JIH30BaTb CBOH COOCTBeHHbie 6ejlIKH C nOMOUIbK)
TK&HeBbix npoTeMHa3.

B pe3yjibTaTe HejiocTaTKa He3aMeHHMbix aMHHOKHCJIOT y aeTen
HapyulaioTCH pa3BMTMe h 4>yHKHHM opraHH3M&. BejiKH TKaHel thji,-
pojiH3yK)TCH h b HopMe ¢ uejibio 06HOBJieHMH, ho npoueccbi THflpO-
JIH3a M CHHTe34 6ejlIKOB TKdHeM B 3TOM CliyHde ypaBHOBemeHbI.
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10.2. EHOCHHTE3 AMHHOKHCJIOT

PacTeHHfl h MHorne BHflbi 6aKTepHH coaepxaT 4>epMeHTHbie cncTe-
Mbl, HeoOXOflHMbie RIJIfl CHHTC33 BCeX Tpe6yeMblIX a-KeTOKHCJIOT.
yKHBOTHbie yTpaTHJIH CnOCOOHOCTb CHHTe3HpOB3Tb HeKOTOpbie a-
KeTOKHCJIOTbl. ©tH KCTOKHCIJIOTbl COOTBCTCTBYiOT He33MeHHMbIM
aMHHOKHCJIOTaM. "pyTHe a-KeTOKHCJIOTbI (CO0TBeTCTByK)mHe 3aMe-
HHMbIM aMHHOKHCJIOTaM) MOTyYT 06pa30BbIBaThC51 B pe3yjlbTaTe Me-
Ta60JIH3Ma HHbIX BemeCTB, B OCHOBHOM H3 rJHOKO03bl.

riocjieflIHeH peaKUHen b cHHTe3e aMHHOKHCJioT H3 a-KeTOKHCJIOT
JIBJHieTCfl peakUHH TpaHCaMHHHpOBaHHH, B XOfle KOTOpOH aMHHO-
rpynna nepeHOCHTCfl ot aoHopcKon aMHHOKHCJioThi k aKuenTop-
hoh a-KeTOKHCJi0OTe. B pe3yjibTaTe nojiyHaeTCH a-KeTOKHCJi0Ta H3
JIOHOpCKOH 3MHHOKHCJIOTblI H HOB35I aMHHOKHCJIOTa. PeaKHHIO Ka-
TajiH3HpyloT 4>epMeHTbi aMHHOTpaHc4>epa3bi (TpaHcaMHHa3bi) c
ynacTHeM KO(])epMeHTa nHpHfl,oKcajib(|)oc4)aTa (npoH3Bo;iHoe BHTa-
MHHa Bﬁ). 9Ta peaKHHH jierKoodpaTHMa. Jliodbie aMHHOKHCJioTbi,
KOTOpbIX B niiiue HeflOCTaTOHHO, MO05KHO0 CHHTe3HpOBaTh 3a CHeT
HMeiOmHXCH B H36bITKe npH H3JIHHHH COOTBeTCTBYyiOUIHX KeTOKHC-
jiot (pnc. 10.3; 10.4).

TpaHcaMHHHpoBaHHe npoHcxojiHT npaKTHnecKH bo Bcex opra-
Hax. BojibiliIHHCTBo npOMe*yTOHHbix npojiyKTOB Ba>KHbix MeTa60JiH-
necKHX nyTeft HBJialoTCfl KeTOKHcjioTaMH, KOTopwe MoryT BKjnonaTb-
ch b TpaHcaMHHHpoBaHHe. M Horne aMHHOTpaHC(J)epa3bi npejino-
HTHTejibHO Hcnojib3yioT a-KeTorjiyTapaT KaK aKuenTop aMHHorpyn-
nbi, npH 3tom o6pa3yeTca rjiyraMaT, a b o6paTHon peaKHHH — a-Ke-
TorjiyTapaT. llapa a-KeTorjiyTapaT h rjiyTaMaT uihpoko ynacTByIOT b
MeTadojiHHecKkOM noTOKe a30Ta. HanpHMep, ¢ noMombio peaKHHH
TpaHcaMHHHpoBaHHH ocymecTBjiHeTCH «nepe6pocKa» aMHHHoro
a30Ta H3 M birnu b neneHb. BpaéoTalomeH Mbiuue npoHcxoflHT o6pa-
30BaHHe ajlaHHHa H3 nnpoBHHorpajiHOH khcjiotm nyTeM TpaHcaMH-
HHpoBaHHH ¢ rjiyTaMaTOM. AjiaHHH nocTynaeT b KpoBb h 3aTeM no-

a-KeTomyTapai fhyraMVET

} ! MHoKIVE
Eejikw O0CHOBHOM
mreiMik O&%W"@W METEB0YVRM

j necKne nyro

Phec. 10.4. TpaHcaMHHHpoBaHHe.



+M f/110K03a
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r>x.3

-tAnanm

Cvkuhhma-CoA — a-KeTorjiyrapaT . v
AflaHMH

PHC. 10.5. rjlK)K030ajiaHMHOBbIH UHKJI.

OEFIKK — 4)0C(J)0eH0JinHpyBaTKap60KCHKHHa3a; FIK — nHpyBatKap6oKCHJia3a;
AJIT — ajljaHHHTpaHcaMHHa3a.

raomaeTCfl neneHbK). B neneHH nponcxoiiHT o6paTHaa peakKHHH, b
pe3dyjibTaTe kotopoh o6pa3yeTCH nnpyBaT, peajiH3yeMbiH b wioko-
HeoreHe3e. rjik)K03a MoxeT nocTynaTh b pa6oTailomyK) Mbiuiuy, npn
3TOM CO03flaeTCH ZJIK)K030-CUiaHUHOeblU HUKJI, KOTOpbIM CliyXHT ZzIJIfl
nepeHoca H3 Mbirnu b neneHb nnpyBaTa ma30Ta (pnc. 10.5).

10.3. KATABOJIH3M AMHHOKHCJIOT

KaTa60jiH3M 3mhhokhcjiot BKJHonaeT jiBa 3Tana: 1) ae3aMHHHpoBa-
HHe, 3aKJiloHalomeecH b oTmenjieHHH aMHHorpynnbi ¢ 06pa30BaHHeM
KeTOKHCjioThi, h 2) KaTa6o0jiH3M yrjiepoflHoro CKejieTa, T.e. kctokhc-
JIOTbl. B OpraHH3Me XHBOTHbIX KaTa6o0jlH3M aMHHOKHCIIOT npOHCXO-
JIHT B fIByX pa3JIHMHbIX CHTyaHHHX: 1) e HOpMCUIbHbIX yCAOOUHX, KOraa B
/IHeTe npHcyrcTByeT H36biTOHHoe KO0JiH4ecTBO 6¢ejiKa h, cjiejloBaTe/ib-
ho, nocjie nepeBapHBaHHH h BcachiBaHHH m hoto aMHHOKHC;)I0T jie3-
aMHHHpyeTCH, a vyrjiepojiHbiH cKejieT (KeTOKHCJioTa) Mcnojib3yeTCH
HJIH OJia KOHBepCHH B 3anaCHOH XHP, HJIH JUIH OKHCJieHHH H M 3BJieie-
hhh BHeprMM; 2) npu zojiodanuu, Korjia pa3pymaloTCH o6ejiKkM TKaHen h
nojlyHHBUiHecH nocjie jle3aMHHHpoBaHHH KeTOKHCIIOThi MoryT cjiy-
JKMTb K3K JUIH rjIK)KO0HeOreHe3a, TaK MJIJIH OKHCJieHHH.
JJe3aMMHHpoBanHe — ato npeBpameHHe 3mhhokhcjiot b coot-
BeTCTBylomHe a-KeTOKHCjiOTbi b pe3yjibTaTe oTiuenjleHHH 3mhho-



fhyTalVeiflernflporeHa3a

NADH NAD+

NADH NAD+

a-KeTomyTapaT f/|yral\/aT

iy TAVH-OVHTET | rliyraVViHGa

fhyraVBT fiyraVvH

Phc. 10.6. 06mch r/iyTaMaia ¢ ynacTHeM rjiyTaMaTflerHAporeHa3bi (A) n
rjtyTaMHHCHHTeT33bi (r;iyTaMHHa3bi) (B).

rpoynnbi b BHfle aMMwaKa. PeaKUHH conpoBoxnaeTCH oKHCjieHHeM,
noaTOMy Ha3biBaeTC« oKucjiumeAbHbiM de3aMUHupoeanueM. HaH6o-
jiee ithhpoko pacnpocTpaHeHHOH peaKUHen HBJiHeTCH oKHCjiH Tejib-
Hoe fle3aMHHHpOB3HHe rjiyTaMHHOBOH KHCJIOTbl, KaTajlH3HpyeMOe
NAD-3aBHCHMOMH flerH flporeHa30H (pnc. 10.6, A). ©Ta peaKUHH 06-
paTHMa, ho ee ochobh3h pojib 3aKJHOHaeTc« b ae3aMHHHpoBaHHH,
Xxoth b HeKOTopbix opraHax oHa MoxeT npoTeKaTh b cTopoHy chh-
Te3a rJiyTSMHHOBOH KHCJIOThI. B XOfle fle3aMHHHpPpOB3HHH TliyTaMaTa
aMHHorpynna cpa3y npeBpamaeTCH b hoh 3mmohhh, nosaTOMy peaK-
Uhh Ha3biBaeTCH npRMbiM oKucjiumenbHbiM de3aMUHupoeanueM. Zlpy-
rHe aMHHOKHCJioTbhi fle33MHHHpyioTCH HenpHMbIM nymeM, cocToH-
ihhm H3 2 3TanoB: | 3Tan — mpaHcaMiiHupoeaHue ¢ a-Kemoejiymapa-
moM c o6pa3oeamieM ejiymaMama; 11 3Tan — oKUCJiumenbHoe de30MU-
Hupoeanue zjiymaMama (pnc. 10.7).
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Phc. 10.7. HenpaMoe fle3aMHHHpoBaHHe. Cyflb6a aMHHHoro a30Ta h KeTo-
KHCIJIOT.

KaTa60jiH3M yrjiepoalibix CKejieTOB, nojiyHeHHbix b pe3yjibTaTe
ae3aMHHHpOBaHHH 3MHHOKHCJIOT, npHBOfIHT K 06pa30BaHHI0 JIH6O
anemuji-CoA, a najiee H3 Hero xnpoB hjih KeTOHOBbix Teji (KeToreH-
Hbie aMHHOKHCcjioThi), hjih k o6pa30BaHHK> MeTa60jiHTOB, cnoco6-
HbIX BKJIIOHaThCH B rJI10KO0HeOreHe3 (rjlHKOreHHbhie aMHHOKHCJIOThI)
h noaaepxHBaTbh ypoBeHb rjii0OK03bi b kpobh npn rojiojlaHHH (pnc.
10.8).

06e3BpexHBaHHe aMMHaKa. 06pa3yiomHHCH npH ae3aMHHHpo-
B3HHH 3MHHOKHCJIOT 3MMH3K (npH (})H3HOJIOrHHeCKHX 3H3HeHHHX
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AcnaptaT rAKOJIVB

CGeHMIialiaHWH

TIVRBBVH
Tpnrrro<J)aH
Aishhh
NCIEH
GepnH
TpeoHMH
fIMUMH

* AVIVHOKMOo Thi. H3o/ieMunH* Nw Sf.T f/iyraMaT, npo/inH
« KeToreHHbie, |
n riMKOreHHbie

Phc. 10.8. Kara6o/iH3M yr/iepoanbix CKe/leTOB aMMHOKHc/ioT.

pH aMMMaK HaXOfIMTCH B BMfle MOHOB aMMOHMIfT) TOKCMHeH MTIOJI-
>KeH 6biTb BbiBeaeH M3 opraHM3Ma.

MoH aMMOHHH MOXeT npHMO BKIIOHETHCH 8 OMQIIOTMVECKVE MO-
jieKyjibi HecKOJibKMMM cnocodaM M :

1) eoccmaHoeumejibHoe aMunupoeanue a-Kemoe/lymapama c oépaso-
BaHMeM TliyTaMaTa npn ynacTMM rjiyTaMaTj/erMjiporeHaabi (o6paTHan
peaKHMH):

a-KeTor/lyTapaT + NH3+ NADH *——* Glu + NAD+.

OTa peaKUMH npoTeKaeT b MajioM 06T>eMe m He MMeeT 60jibiuoro
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3HaneHHH fl/ifl o6e3BpexHBaHH« aMMHaKa, xoth Hcno/ib3yeTCH fl/rn
06pa30BaHHH r/iyT3AMHHOBOH KHC/IOThi;

2) o6pa3oeamie aMuda ejiymaMUHoeoll Kuchomu — enymaMUHa ripn
ynacTMH r/iyTSAMHHCHHTeTa3bi:

Glu + NH3 + ATP —> GIn + ADP + H3PO4.

3Ta peaKHHH npoTeKaeT bo MHornx TKaHax, ho Hando/iee Ba*Ha
a/lfl HepBHOH TK3HH, OCOOeHHO HyBCTBHTe/lbHOH K TOKCHHCCKOMy
fleHCTBHio aMMHaKa. T/iyTaMHH Bbino/iHfleT 4>yHKHHio TpaHcnopT-
hoh (JtopMbi aMMHaKa. B neMeHH oh pacmen/ifleTCfl noa fleiicTBHeM
rlyTaMHHa3bi Ha riyTaMaT h aMMnaK, a noc/ilef[HHH BK/lioHaeTCfl b
npouecc CHHTe3a MOHeBHHbi (cm. pnc. 10.6, B):

Glu + H20 —>Glu + NH3s.

KpoMe toto, riiyTaMHH npeacTaB/ifleT co6oh pe3epB aMMHaKa,
HeobxoflHMbiH b noHKax al/ifl KOMneHcauHH auHfl03a. B atom c/iy-
nae aKTHBHocTb r/iyTaMHHa3bi noneK yBe/iHMHBaeTCfl h hoh ammo-
HHfl BbIBOfIHTCfl B BHfle CO/ieH 3MMOHHH, KOMneHCHpyfl npH 3TOM
H3/IHUIHee KO/IHHeCTBO npOTOHOB;

3) o6pa3oeaHue Kap6aMoujirpoc(pama nyTeM Kon/ieHcauHH NH3
C02 n ATP, KaTaliH3HpyeMoe Kap6aMOH/14>0C(J)aTCHHTeTa30H 1
(4>epMeHT aencTByeT b MHToxoHflpnflx). ©Ta peaKHHfl npoucxoflHT
b neneHH h AB/ifleTCfl Hana/ibHOH CTauHeH cHHTe3a MoneBHHbi —
KOHeHHoro npouyKTa MeTa6o/iH3Ma a30Ta:

NH3 + C02 + 2ATP + H20 —» H2N—C O0-P 0O 3H2 + 2ADP + H3PO04.

10.4. BHOCHHTE3 MOHEBHHbI (OPHHTHHOBbIH HHKJI)

CHHTe3 MOHeBHHbl — HHK/IHHeCKHH npOHeCC. Oh COCTOHT H3 5 pe-
aKUHH, KaTajiH3HpyeMbix nflThio oTfle/ibHbiMH (J)epMeHTaMH. CyM -
MapHoe ypaBHeHHe:

C02 + NH3 + 2H20 + AcnapTOT 5 rgMMTB H2N-CO-NH2 + OyMapat

3ATP 2ADP + AMP + P, + PP,

H3 aHa/iH3a npouecca CHHTe3a MoneBHHbi c/ieayeT:

1) eKJUOHemie a3oma npoucxodum e deyx peaKHiinx. Oahh H3 aTO
mob a30Ta nocTynaeT b (J)opMe NH3b peakUHH 1 h AB/ifleTCfl npo-
ayKTOM ae3aMHHHpOBaHHfl 3MHHOKHC/IOT, a flpyrOH BKJIIOHaeTCfl B
cocTaBe acnapTaTa (peakKUHfl 3). ©tot BTopon aTOM a30Ta mojkct
nocTynaTb b acnapTaT H3 /ho6oh aMHHOKHC/i0Tbi nyTeM TpaHcaMH-
HHpoBaHHfl ¢ oKca/loaueTaTOM (pnc. 10.9). C/ieflOBaTe/ibHO, aTOMbi
a30Ta b MoneBHHe hmciot pa3Hoe nponcxo>KfleHHe;
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r/ivraMaTflernflporeHaaa
D|yraMaT — '--———-a-KeTomyrapaT

C02 + NHf ' n,yTEMH

HO * 2atP @
Kap6aMomi4>occt)ar-
HTeT33a

NH KapsalVDnm)0C<t)aT

2ADP, Fj

0
1l nh2
h2n-c-nh2

MoneenHa

NC-NH3 (D

aaaq- OpHMTMH
OpHMTHH TP3HC(j)epa3a

C=NH2

NH

cHZ2B

HC-NH3
Ccoo~

COO* UnTpyn/i/inH
ATP /
APMHMHOCYKUHHAT ANHHD KM NH2

Viwa3a . oiHTeTa3ag) OOCCHCH2C00"
H h20 AcnapTaT
_00CC=CCO0

o H N NH COO-
ywapa AMP.PPj kaKT
(G23
H20 '™ "\ JpaHc-

NC-NH3 . KMC/I0ThI

c=n-chch2coo

Ammho-

Iv a'\
cJyMapa3a \ coo* T [ rhyraVBT ' KeTO.
KMC/IOTol
MananIeranporeHa3a_ TaT
Merel NA\\/D NADH

3ATP- - 3ADP, 3Pj

H20 02

PhC. 10.9. OpHHTHHOBbIM UHK/1. UHcJ)pbl — HOMepa peaKUHH.
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2) opHumiiHoebili huka c¢6H3aH ¢ numpamubiM hukjiom, TaK KaK ok-
cajioaueTaT, Heo6xo;iHMbiH ajih TpaHcaMHHHpoBaHHH, o6pa3yeTca
H3 4>yMapaTa b peaKHHHX HHTpaTHoro HHKjia;

3) npoyecc ®HOepzommecKuii, Tpe6yiomHH 3 MOJib ATP rjih chh-
Te3a ojihoh MOjieKyjibi MoneBHHbi. 3aTpaTbi &HeprHH b stom npo-
uecce MoryT 6biTb KOMneHcnpoBaHbi peakKHHefi oKncjiHTejibHoro
jie3aMHHHpoBaHHJi rayTaMaTa, npoTeKaHHe kotopoh conpH>KeHo ¢
AbixaTejibHOH uenbio h CHHTe30M 3 Mojib ATP.

llpH HeilOCTaTOHHOH 3KTHBHOCTH (})epMeHTOB OpHHTHHOBOTO
HHKjia BO3HHK3I0T rHnepaMMOHHeMHfl — naTOlJiorHHecKHe coctoh-
hhh conpoBoacnatomHecH noBbiuileHHeM KOHueHTpauHH aMMHaKa b
KpOBH.

10.5. AEKAPBOKCHJIHPOBAHHE AMHHOKHCJIOT
H METABOJIH3M BHOrEHHbIX AMHHOB

B pe3yjibTaTe oTmenjieHHH a-Kap6oKCHjibHon rpynnbi aMHHOKHC-
jiot 06pa3yK>TCAl aMHHDbi (pnc. 10.10, A). PeaKHHH KaTajiH3HpyeTC5H
leKap6oKCHJia3aMH, KO(})epMeHTOM kotophx HBjmeTCfl 4>oc(JjonH-
pnaoKcajib. FlpoflyKThi aeKap6oKCHJiHpoBaHHS5i odjiaaaloT bmcokoh
OHQJIOrHHeCKOH aKTHBHOCTbIO H C 3THM CBH33HO HX Ha3B3HHe
«6HoreHHbie aMHHbi» (pnc. 10.10, B).

THCTaMHH o6pa3yeTca H3 rncTHflHHa b TynHbix KJieTKax. Bbiae-
j1aeTCH b oTBeT Ha npHcyTCTBHe ajuiepreHa. KpoMe Toro, oh hbjih-
eTCH CHJIbHbIM COCyuOpaCUIHpHIOMHM ({jakKTOpOM, Bbi3bIiBaeT COKpa-
meHHe rjiaflKOH MycKyjiaTypw, b KJieTKax cjih3hctoh o6ojiohkh xe-
jiyflkKa CTHMyjiHpyeT ceKpeunio cojihhoh KHCjioThi.

y-AMHHOMacjiHHaa KHCJiOTa (rAMK) o6pa3yeTcn H3 rjiyTaMaTa b
TK3HH TQJIOBHOrO MO03ra, BbinOJIHHeT 4>yHKHHH TOpMO03HOr0 Heftpo-
MejinaTopa.

CepoTOHHH o06pa3yeTCH H3 TpnnToiaHa b HenpoHax rnnoTajia-
Myca. OyHKHHOHHpyeT KaK B03MO>KHbIH HefipOMejlHaTOp B036y*-
aaloinero xapaKTepa.

jJdofjlaMHH o06pa3yeTCH H3 THpo3HHa b noHKax, HaanoneHHHKax,
cHHanTHnecKHX raHrjiHHX, HepBax. 8to MeanaTop HHrHOnNpyioluero
THna, 4>yHKHHOHHpyeT b nepHOH cy6cTaHHHH BepxHero oT”ejla
CIBQJia MO03ra. B apyrnx KJieTKax hbjihctch npeaulecTBeHHHKOM
HopaapeHajiHHa h ajipeHajiHHa.

HopaapenajiHH o06pa3yeTCH b pe3yjibTaTe rnapoKCHJiHpoBaHHH
ao4)aMHHa b KJieTKax HepBHOH TK3HH, M03roBOM BeluecTBe Haflno-
neHHHKOB. OyHKHHOHHpyeT KaK MeanaTop b cHHanTHHecKOH nepe-
aane HepBHbix HMnyjibcoB.

AjipeHajiHH — npoayKT MeTHJinpoBaHHH HopajipeHajiHHa b KJieT-
Kax MosroBoro BemecTBa HaanoHeHHHKOB. BbinojiHHeT 4>yHKUHH
ropMOHa.

MHaKmueanun 6uoeeHHbix aMUHoe nponcxojiHT nyTeM hx ae3aMH-
HHpOBaHHH H OKHCJieHHH (pHC. 10.10, B). PeaKHHH KaT3JIH3HpyeT
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fleKapsOKQia3a

arvo M+ AMHKMIOT  wv s cme

A 00C-CHRFNE n A = O B NHR+c°2
HO
MHBEVHDKOMaR
ROPNH2 » ROHO -&-*m R-COOH- -»BhiBefleHVE
Anmh 02 fad NHB HX2 Anbflermfl 2
B

Phc. 10.10. 06pa30BaHne h o6e3BpexHBaHHe 6HoreHHbix aMHHOB. 06130 -
HeHHe b TeKCTe.

FAD-3aBHCHMaH MOH03MHHOKCHfla3a (MAO). MOHOaMHHOKCHfla3a
MO*eT OblTb TOHKOH BO03fleHCTBHH HeKOTOpbIX JieKapCTBeHHbIX
CpefICTB, HHrHOHpYiOmHX HJIH aKTHBHpyiOmHX 3TOT (J)epMeHT, T3K
KaK H3MeHeHHe KOHUeHTpaUHH OHOreHHbIX aMHHOB HBIJIfleTCH npH -
hhhoh pnfla naTojiorHHecKHX coctohhhh. HanpHMep, npn napKHH-
coHH3Me Hab6jioflaeTCH yMeHbilleHHe KojiHHecTBa floraMHHa, h
Ofl[HHM H3 Cn0CO060B JieHeHHH HBJIHeTCH CHH*eHHe CKOpOCTH HHaK-
THBaHHH flO(j)aMHHa nofl BHHHHHeM BemeCTB — HHTHOHTOpOB MAO.

10.6. TPAHCMETHJIHPOBAHHE H METABOJIH3M
OAHOVYrJIEPOaHbIX opatmehtob

B KlJieTKax ocymecTBjiHIOTCH npeBpameHHH, BKJnonalolHHe nepe-
hoc ofl[HoyrjiepoflHbix rpynn, trkhx, k3k —CH3, —CHOH, —CHO,
—CH2h T.fl. PeaKUHH, b kotopoh nepeHocHTCH MeTHJibHan rpynna
(—CHZ3), Ha3biBaeTCH peaKHHen MeTHJinpoBaHHH, oHa nponcxoflHT
¢ ynacTHeM MeTHOHHHa.
A"OHOpPOM MeTHJIbHOH Tpynnbl CHy*HT S-afleHO03HJIMeTHOHHH
(SAM):
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ch-nh2

COOH

910 COejIMHeHHe HBJIfleTCH aKk THBHOM 4>0pMOH MeTHOHHHa B pe-
aKUHfIX MeTHIIHpOBaHHH.

COoQ-
Tro I‘Enilh
N -M‘l:m Bmtamhh B, _Z oho
Tra> roMoqwchm- —
TIVAT]

<ih2

rOOMCH-H ch3

P MeTMOHMH
ATP L - H2

P, + PPi AneHO3nn- ,
f TpaHapepasa

SdieHBTMVET™MHH

Memn-
tpaHC(pepa3a

MeTnnbHbie rpynnbt
SdfleHEINMLMCTEVH

aKLienTop, HanpnMep
Hepelre-iH HO-"  Afle-D3Vix

AleHBHH

I rCMCMHCTEVH

B xoae peaKUHM MeTMjiMpoBaHHH SAM npeBpamaeTca b S-aae-
HO3HJirOMOUHCTeHH (SAG). roMOHHCTeHH MoxeT BHOBb npeBpa-
maTbCH B MeTHOHHH, HO fljIfl STOTO HyXHbl flOHOpbl H nepeHOCHHKH
ofl[Hoyniepo.nHoro 4>parMeHTa.

Bce 4>epMeHThi, K3TajiH3HpyioiuHe nepeHoc oflHoyrjiepo,HHbix
rpynn, HyxaaloTCH b Koc})epMeHTe, pojib KOToporo BbinojiHaeT TeT-
parwflpofjjojiaT (TrO, mjih H4-(J)ojiaT), 06pa3ylouxHHCH H3 (J)o~He-
BOH KHCJIOTbl — BaXHOTO JIJIH HejlOBeKa BHT3MHHa (pnc. 10.11).

TeTparMnpoOojiaT cnocodeH CBH3biBaTb oflHoyrjiepoliHbie rpyn-
nbi ¢ aTOMaMH a30Ta b nojioxeHHH 5 h 10, o6pa3ya pa3Hbie (})opMbi
B 33BHCHMOCTH OT CTpoeHHH oflHoyrjiepoflHbix c})parMeHTOB (cm.
pnc. 10.11).
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3aMemeHHbii 13 3

mepnAHH  naMVHo6eH30ala  riyralViaia

0
3 )
HN +.2H’ 2R i h2dN -O c- n- (f‘hchZchZcoo~
5. K yhr i rpn R b oo
hgq r1 7.8 5.6 hzn N n h
OufineBafl  COfiaTpeflyKTaa 5,6,7,8-TeTparnflpo(J>o/ineBafl Knc/ioia (FH4)
Koom ~ (NADFH + H+) EKIVB-HIM KO YVEHT)
H 0
cH3 ch?2
n Vv Y
IN'YCre - Wsen2.D INycH2k-
3 5 10 01
N-MeTM/-FH4 N,N-MeTM/ieH-FH4 N-<j>opMMm/i-FH4

Phc. 10.11. FIpOH3BO04Hbie TeTparH,ap04>0jiHeBOH khcjiotm.

/loHopaMH OAHoyrjiepoAHbix (JjpaiMenTOB MoryT 6biTb ccpnii h tjih-
hhh. B peaKHHH npeBpauxeHHH cepHHa b itihuhh hjih KaTa6ojiH3Ma
r*HUHHazio C02h H20 CH2-rpynna nepeHOCHTCH Ha TPJ>. iJajibHen-
lniHe MeTadojiHHecKHe npeBpameHHH npeo6pa3yioT rpynny -CH2 b
apyrne rpynnbi h onpeflejiHioT nyrn hx ncnojibjOBaHHH. MeTHjibHan
rpynna Heo6xo,aHMa hjih npeBpameHHJi roMouncTeHHa b MeTHOHHH, a
MeTHJieHOBbie, MeTeHHJIOBbie H (J)OpMHJTbHbie ynaCTByiOT B OHOCHHTe-
3e Bcex nypHHOB H QITHOrO H3 nHpHMHITHHOB — THMHHS.

CepMH-
+\H3 rnflpokCMMeinn-
Tq
HOH2C-CH-COO- - H3N+CH2-COO"
CEPMH En> FIMMMH
rOMOUMCTEMH
L*- N5-MeTnn—FH4 e ~N5,N10-MeTMneH-FH4-——»  riMpMMMfIHHbi
B12 é 1 (TMMMH)
2S T+ n 11 _
f N5,N10-MeTieHnn-FH4 ———-» nypMHbi

MeTHOHHH

NlO-cj);’Am -FH4 === PW‘H

YnacTHe Tr<t> b CHHTe3e thmhh3 h nypHHOB o6i.acHHeT npHMe-
HeHHe cyjib4)aHHJiaMHfIHbix npenapaTOB KaK 6aKrepiocTaTHHecKHXx
cpeacTB. 3th npenapaThbi noflaBJTHK)T b KlieTKax MHKp0OpraHH3M 0B
06pa30BaHHe (})OjiHeBOH KHCJioThi, KOTOpaa He hbjihctch &jih npo-
KapHOT BHT3MHHOM H MOXeT HMH CHHTe3HpOBaTbhCH. Cyjlb(j)aHH Jia-
MHflbi — 3to cTpyKTypHbie aHajiorn «-aMHHo6eH30aTa (KOMnoHeH-
Ta ()OJiHeBOH KHCjioThi), noaTOMy flencTByioT KaK KOHKypeHTHbie
HHTHOHTopbi CHHTe3a ()OJiaTa h TeM caMbiM npen«TCTByioT pOCTy
KJieTOK MHKpOOpraHH3MOB.



10.7. METAEOJIH3M HYKJIEOTHAOB

Bce opraHH3Mbi cnoco6Hbi CHHTe3HpoBaTb nypHHOBbie h nnpHMH-
fIHHOBbie HyKJieOTHflol H3 TaKHX npOCTbIX COeflHHeHHH, K3K CO02
NH3 acnapaT, tjihuhh, rjlyTaMaT, pn60o3a. npoHcxo>icaeHHe aTO-
MOB nypHHOBOrO H nHpHMHfIHHOBOrO UHKJIOB nOKa3aHbl Ha pnc.
10.12.

nyTb CHHTe3a nypHHOB 3aBepmaeTCH 06pa30BaHHeM hho3hh-5"'-

Mo Ho (J)o C(})aTa — |MP, kotopmh 3aTeM npeBpamaeTCH b AMP n
GMP. KkoHewHbiM npoayKTOM HyKjieo THjiHoO H npnpoflbi b npouecce
CHHTe33 NnnpHMHJIHHOB HBJIHeTCH ypHfIHH-5'-MOHO(})oc(})aT — UMP

(pnc. 10.13), kotopwh TaioKe cjiyxHT npeauilecTBeHHHKOM zipyrHX
NHpHMHfIHHOB. B xo0Jie CHHTe33 HyKJieOTHfIOB (3)0C(})OpHB03HbIH

€02, nh3 €02, acnapiaTl, mwriH
AcnapiaT 2(rhyraMMH), 2(0~—FH4)
v PRPP . PRPP
4ATP,
8 (fiepVEHTCB 10 4>epVeHTOB
4ADP. 4ADP/
4P 4P
t
M3 acriapToTa 0 u3C02
N8 mruMHa
M3 C1-FH4
H3
PRPP
B alvhflHoro
a30Ta riyravHh
IMP

Phc. 10.12. CMHTe3 nypHHOBbIX H nHpHMHAHHOBbIX HyKJieOTHaOB.



AMIGCHMH
2~o3poc
H
HO OH HO OH
yHIMHS-MOHOPOGEET H-BVH5-MIHI3S0G6T
(UMP) (IMP)
(npeniuecTBeHHHK ecex (npe/vuecTBeHHHK bcax
nnpHUHAHHOBbIX nypnHOBbix
HyKJieOTHfIOB) HyKJieOTHMOB)

Phc. 10.13. cTpoeHHe UMP n IMP.

KOMnoHeHT BKjiioHaeTCH b BHfle 5'-4>0ccJ)opH603Hji-r-nMpo4)oc(})a-
Ta (PRPP). 3to coeflHHeHHe nonyHaeTCH H3 pH6030-5'-4-0c4>aTa,
KOTOpblIH B CBOK) OHepeflb HBJIHeTCH npOflyKTOM neHT0304)0c4>aTHO-
ro nyTH raK)KO03bi.

JXjw cHHTe3a nypHHOBbix h nnpnMHfIHHOBbiX HyKJieoTHfIOB xa-
paKTepHO ynacTHe mempaeudpotpojiama KaK nepeHOCHHKa ojiHoyr-
jiepoflHbix 4>parMeHTOB. CdopKa H3 MejiKHx 4)parMeHTOB — ne
ef[HHCTBeHHbiH nyTb CHHTe3a HyicneoTHfIOB. ~lpyroH nyTb — ato
CHHTea nypHHOBbIX HyKJieOTHfIOB H3 a30THCTbIX OCHOB3HHH nyTeM
4>0c4>0pH603HJiHpoBaHHH. & tot nyTh npeflcTaBJiHeT co6oh peyra-
JIH3aHHK> CBo60oflHbIX nypHHOBbIX OCHOBaHHH, 06pa3yK)mHXCH npn
KaTa6ojiH3Me HyKJieoTHfIOB, HanpHMep:

AAeHHH + <t>0C(})0pM603MNIMC}OCCt)aT — » AMP + PPi.
AJIH nnpHMHfIHHOBDIX HyKJieOTHfIOB XapaKTepHO noBTopHoe HC-
nojib3QBaHHe pH60HYKj1e03HfIOB:
ypMflHH + ATP —mUTP + ADP.

10.8. CHHTE3 HyKJIEOTHAOB

AMP CHHTe3HpyeTCH H3 IMP nyreM aMHHHpoBaHHH b 6-m nojio>Ke-
hhh nypHHOBoro KOJThua ¢ ynacTHeM acnaparHHOBOH khcjiotm —
flOHopa aMHHorpynnw. GMP cHHTe3HpyeTCH TaK>Ke nocjie aMHHH-
poBaHHH IMP b 3-m nojioxeHHH nypHHOBOTO KOJibua. /loHopoM
aMHHorpynnbi cjiyacHT rJiyTaMHHOBaa KHCJioTa.
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CnHTe3 HHTHfIHjioBbix HyKJieoTHjioB npoHcxoaHT H3 UTP nyTeM
aMHHHpOB3HHH nHpHMHfIHHOBOTO KOJlbUa B 4-M nOJIO>KeHHH.
/JoHop aMHHorpynnbi — rjiyTaMHH.

HyKJieOH3HJWH- H TpH(j)Oc4>aThl OOpa3yiOTCH H3 COOTBeTCTByiO-
Ilihx HyKJieO3HfIMOHO04>0c4>aT0OB nyTeM 4>oc4>opHjiHpoBaHHH C yqac-
THeM cneuH4>HHecKHX khh33 h ATP, HanpHMep:

UMP + ATP — »UDP + ADP;
UDP + ATP — »UTP + ADP.

PeryjiHHHH CHHTe3a HyKJieoTHfIOB ocymecTBJiaeTCH rjiaBHbiM 06-
pa30M no MexaHH3My o6paTHon cbh3h. OepMeHTbi, K3TajiH3HpyIo-
mne oaHy H3 nepBbix cTafl[HH cHHTe3a IMP hjih UMP, kohtpojih-
pyloT Becb npouecc. npHMep peryjiHHHH cHHTe3a nypHHOBbix HyK-

jleoTHjioB:
<CBPMEINTfIHIDOCIDAT

© 0

KpoMe peryjiHHHH Bcero npouecca Ha | cTaziHH, BOBM0>KHa pery-
JIHHHH CHHTC33 AMP H GMP Ha CneHH4>HHeCKHX CTafl[HHX (pa3-
aejibHan peryjiauHH).

CHHTe3 fle30OKCHpH60HYKJieOTHfIOB npOHCXOfIHT H3 pHOOHyKJieO-
3HUfIH4>0c4>aTOB nyTeM BoccTaHOBJieHHH pn6o3bi b cocTaBe HyKjieo-
THjia b jie30OKCHpH603y. B atom npouecce ynacTBylOT Tpn 6ejiKa:
1) pHOoHyKjieo3HjipeflyK Ta3a — 4>epMeHT, KaTajiH3HpylomHH boc-
cTaHOBJieHHe pn6o3bi b cocTaBe HyicneoTHfla; 2) THopeaoKCHH —
flOHOp BOflOpOfla flJIH BOCCTaHOBJieHHH KHCJIOpOfla pn60o3bl B nojio-
xeHHH C2Jio MOJieKyjibi Boabi; 3) THopeaoKCHHpeflyKTa3a — 4>ep-
MeHT, BOCCTaHaBJIHBaiOHIHH OKHCJieHHbIH THOpeflIOKCHH 3a CHeT BO-
tiopoaa NADFH.

/1,e30KCHHyKJieo3HanH4>o0c4 >aThi 3aTeM npeBpamalOTCJi b ae30K-
CHHyKJieo3HjiTpH4>0c4>aThi cjiyxaT cy6cTpaTaMH ajih CHHTe3a DNA.
TaK cHHTe3HpylIOTCH dATP, dGTP, dCTP. B pe3yjibTaTe MeTHJinpo-
BaHHH dTTP CHHTe3HpyeTCH H3 dUM P. “ohopom Ofl[HOyrjiepOjiHOH
CH 3rpynnbi cjly>KHT MeTHJieH-TrO. PeaKHHH K3TajiH3HpyeTCH th -

Jjua L., om nr



PnGoHyK/ieoThor

HyKneo3Mfl- peflylaaza fle30KCMHy1aie03Mfl-
b - AboOaThi
(NDP) (dNDP)
TMOpeflOKCMH TMOpeflOKCHH
/[ \ / \
HS SH s— s

TMOpeflOKCMH-

peflyiaa3a

miiHMJiaTcnHTa30M. B xofle npeBpameHHH odpa3yeTca flHrHflpoc})o-
JiaT, KOTOphlM BOCCTaH3BJIHBae TCH CHOB3 flo TeTparHiipo(})ojiaTa nofl
aeficTBHeM 4)OlJiaTpenyKTa3bi h Bojiopojla NADFH. Ha hhthéhpo-
BaHHH THMHJIHJiaTCHHTeTa3bl H (})OJiaTpejiyKTa3bl OCHOBaHO JieHCT-
BHe npoTHBoonyxojieBbix npenapaTOB. ©th npenapaThi topmo3ht
06pa30BaHHe THMHjiHHa H3 dTTP, Heo6xojiHMoro jijih cHHTe3a
DNA, acjiejioBaTejibHQ, penjiHKauHio h jjejieHHe KJieTOK.

duMp T ,M ._ HxaZ% ~ dTVp

10.9. KATABOJIH3M HYKJIEOTHJIOB

KaTa6ojIH3M nypHHOBbIX HyKJieOTHIIOB npHBOJIHT K 06pa30BaHHIO
KcaHTHHa, KOTOpbiH b opraHH3Me nejioBeKa npeBpamaeTCH b Mone-
eyro Kucnomy (pnc. 10.14). HacTb CBo6ojiHbix nypHHOBbix ocHOBa-
HHH HCno;ib3yeTCH nOBTOpHOH (peyTHJIH3aHHH) nojl JieHCTBHeM
(>epMeHTOB  rHnoKcaHTHH-ryaHHH-<})occ})opM603HJiTpaHC(I)epa3bi  h
ajleHOHH<})0C(})0pH603HJiTpaHC(})epa3bi, KOTOpbie npeBpamaioT ny-
pHHOBbie OCHOB3HHH & HyKJieOTHJIbl. ~OHOpOM (})0C(})0pH603HAD-
hoh rpynnbi cJiy>KHT 5'-(})oc(})opM603H”-I'-nHpo(l)oc(})aT (PRPP).
rnnepypHKeMHH — cocTOHHHe, npoHBJiHiomeecH noBbimeHHbIM
cojiepxaHHeM MOHeBOH khcjiotw b kpobh. n phrnhhn rnnep-
YPHKEMHH: a) H36bITOHHbIH CHHTC3 MOHeBOH KHCJIOThl BCJiejl-
CTBHe HapyineHHH peryjiHUHH; 6) cHHxeHHe b nna3Me KonueHTpa-
umh ypaTCBH3biBalomero 6ejika — TpaHcnopTHoro 6e;iKa ajih Mo~ie-
BOH KHCJIOTbi; b) 3aMejUteHHe BbIBejieHHH MOMeBOH KHCJIOThl ¢
mohoh; r) CHHxeHHe ckopocth peyTHJiH3auMH nypMHOBbix ocHOBa-



PRPP + r/iyraMMH

0
o 0
tiHmMaNpoBaHNe
5<COO)CPMEBVI-L-AVVH i
no mny
| 0GpaTHOU CBH3H
\ *
\ 1
GMP e /- J—— AMP PRPP
' AHVH
Peyrn/iM?auan
fyaHB-H nypnHOB MHOBHH AfleHO3MH
PRPP
TyeHWH fmokcaHIVvH
MKcaHTMH
MbHBg)I KnonoTa

Phc. 10.14. 06MeH nypMHOBbix HyxjlieoTHaoB.

HHH. rHnepypHKeMHH HBJIJieTCfl npHHHHOH prIa 3a6ojieBaHHH, Ha-
npHMep noflarpw n cHHfipoma Jlelia—HnxaHa.

KaTa®OJIH3M IIH)HMH'|miOBbI\ HyKJieOTHfIOB npHBOfIHT K 00 pa30-
B3HHIO nnpHMHfIHHOBbIX OCHOBaHHH, a 3aTeM npOTeKaeT pa3HbIMH
nyTHMH B 33BHCHMOCTH OT BHfla OpraHH3Ma. Y HejlOBeKa KOHeHHDI-
mh npoflyk TaMH pacnafla nojiniotch C02, NH 3, p-ajlaHHH (h3 ypa-
HHJia) H y-HMHHOMaCJIHHaH KHCJIOTa H3 THMHH3. OepMeHTbl peyTH-
jiH3auHH cBod6oflHbix nnpHMHfIHHOBbix ocHOBaHHH He oOHapyxe-
Hbl, HO KJieTKH MJieKOnHTaiOIHHX 0O0JiaflaiOT CnOCOC)HOCTbK) peyTH-
JIH3HPOB3Tb nHpPpHMHfIHHOBbie pH60HYKJie03HfIbl ypHflIHH H UHTH-
fIHH, npeBpamaa hx b cooTBeTCTByloinHe HyKJieoTHflbi.



fjlaBa 11 HHTErPAIJHfl METABOJIH3IMA

Ha pnc. 11.1 npeacTaBlieHa odmaa cxeMa ochobhmx MeTa6ojiHMec-
khx nyTen yrjileBoaoB 6e;ikOB h xhpob, onncaHHbix b npeabiaymH x
MaBax.

HHTerpauHH MeTa6ojiH3Ma onpeflejlaeTCH cjlieaylomHM:

¢ HajiHHHeM o06ihmx npoMexyTOMHbix npoayKTOB b 6ojibuieH
HacTH MeTa6ojiHHecKHX nyreH;

¢ BO3MO*HOCTbK) B3aHMonpeBpameHHH nepe3 o6mne MeTabojiHThi;

¢ HCn0JIb30B3HHeM OOIUHX KOtljepMeHTOB H HeOOXOfIHMOCTbK) MX
NOCTOHHHOH HHpKyjIHHHH;

¢ HajiHHHeM 06mero nyTH KaTa6ojiH3Ma h efl[HHOH cHCTeMbi ocbho-
Gox/leHHH h Hcn0Jib30BaHHH 3HeprHH (AbixaTejibHaH uenb);

¢ HajlHHHeM CXOfIHbIX MeX3HH3MOB peryjiHHHH.

11.1. KOMnAPTMEHTAJIH3AUH« METABOJIHMECKHX nVTEH

B KJieTKax KOHTpojib 3a ©TanaMH MeTa6ojiH3Ma ocymecTBJiHeTCH
nyTeM pa3flejieHMH MeTa6ojiHHecKHX npoueccoB no oTaejibHbiM o t-
ceKaM (KOMnapTMeHTaM).

KoMnapTMeHTajiH3auHH HeKOTopux ochobhm x
MeTaSojiHiecKHX nyTCH

KoMnapmMenm MemagdonmecKutl nponecc

UHTO030JIb TJIHKOJIH3
r"K)KOHeoreHe3
rieHTO30(j)0C(})aTHbiH nyTh
BHOCHHTe3 JIHNHJIOB
BHOCHHTe3 nypHHOB H nHpHMHUHHOB

M htoxohiphh UHTpaTHbIH UHKJI
P-OKHCJieHHe >KHpHbIX KHCJIOT
CHHTe3 KeTOHOBbIX Tell
/lbixaTejibHaa uenb

H3jioxeHHbie (J)aKThbi no3BojiaioT cjtejiaTbh HeKOTopbie o606meH Ha:

¢ MeTabojiHnecKHe B3aHMonpeBpameHHa h 6hochhtc3 b ochob-
hom cBH3aHbi ¢ HHT030JieM. NADFH, HeotxoflMMbiM fljiH peaK-
Uhh BoccTaHOBJieHHH, o6pa3yeTCH TaKxce b hhto3ojic b pe3yjib-
TaTe oKHC;jiHTejibHoro neHT0304)occ})aTHoro nyTH npeBpameHHH
rj1i0K03bi; —
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Mcn0”b30BaHne
r/I(OKO3bl B Mbliuuax

rjlioOKOHeOreHe3
M XMpOBOM TK3HH

f7IMKOreHOQJIM3
f/1HKO/1M3
Jinnojiu3 CMHTe3
r/inKoreHa
KeToreHe3 CnHTe3
Be/lkoB
flpOTeO/IM3 1 nor/ioaleHne mohob

(GOOBHHO K+mPO?-)

PhC. 11.2. GefiCTBHe HHCyj/HHa. 3e.ieHfalH HBCT — CTHMy.THHMH, KpaCHbIH
yrHeTeHHe.

Yr/1eBOflbi
CncTeMHaa
UVPKy/fIUVSI
fleseHb
r/1i0K03a
<J)pyKT03a JaKTaT
fa/iaicTO3a
AMMHOKMC/IOTbI
f/inuepnH
XKT r
iK/ieTKM 0
nepM(j)epHHecKMe
TK3HM
C02 H2

Phc. 11.3. roMeocTa3 raK)K03bi.

paUHH B KpOBH yBeJIHHHBaeTCH, H 3T0 HBJIHeTCH CTHMyjlOM flJIH CeK-
peu;HH HHcyjiHHa. nocjie*rHHH cTHMyjinpyeT npouecchi aeno-
HHpoBaHHH Bcex MOHOMepOB, 06pa30BaBiHHXCH b pe3yjibTaTe nepe-
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BapMBaHHH. TaK, HHcyjiHH ycKopaeT CHHTe3 r/iHKoreHa b neqgeHH m
Mbiunax, CHHTe3 jiHnnaoB h 6ejiKOB. HHcyjiHH yBejiHHHBaeT no-
TJIOMeHHe rai0K03bl HeKOTOpbIMH KJlieTKaMH H TakKMM 06pa30M YycC-
KopjieT nyTH ee Hcn0jib30BaHH5i (pnc. 11.2).

B nocTabcop6THBHbiIH nepwoa KOHueHTpauHH rjii0K03bi CHH”aeT-
ca. B pelyjibTaTe atoto cHHxaeTca ceKpeliHH HHcyjiHHa nh yMeHb-
maeTCfl norjlomeHue rjii0KO3bi BceMH TKaHHMH, KpoMe HepBHou.
Hu3KaH KOHUeHTpaUHH rjl10 KO3bl B KpoBH HBIIHCTCH CHTHgIOM WIH
ceKpeuHH rjrioKaroHa nh kopths3ojia

finoKaroH ycKopneT pacna/i rjiHKoreHa h ycujiHBaeT Mo6ujiH3a-
UHK) TpuauHJirjiHuepuHOB, nepeKjHOHan oKHCJieHHe tk3hhmh npe-
HMymeCTBeHHO rjH0 K03bl Ha OKHCJieHHe XHpHbIX KHCIOT H KeTOHO-
Bbix Teji. 06a rjuoKaroH h koptm3oji — ycKopnioT rjiiOKOHeOreHe3
M3 aMHHOKHCJIOT H TJIHUepHHa flJIH nOJWep>KaHHH KOHUeHTpaUHH
rjHOK03bl B KpoBH Ha nOCTOHHHOM ypOBHe, HeoéxoflHMOM flJIH
CHadxeHHH MO03ra (puc. 11.3).

CmpoeHile, Mexami3M deilicmeua u ocHoatbte 3<p<peKmu zopMonoe,
pezyAupytoufux MemaboAU3M ye/ieeodoe, Genkoe u jKupoe

Ha3BBHne Cnman OpraHbi MexaHH3M
ropMOHa n OpoeHne Ana MLLIGHH nepeflaHM H3MeHeHne MeTa6onn3Ma
M6CTO CMHTeSa ceKpegnn cnmana b KneTkax-MniueHfix
MHcynnH BenokK | KoHgeHTpagng neMeHb Mepe3 1.YcKopeHne CMHTe3a rnnKoreHa
P-KneTKH rnK)K03bi MOMOpaHHbie 2.ycKopeHne cnHT63a 6em a
n0,g>KenyAOMHO i BKpOBH pegenTopbi 3. TopMO>KeHne rniOKOHeoreHe3a
>Kene3bi
MbILUL]|bI 1.ycKopeHne cnHTe3a rnnKoreHa
2. ycKopeHMe CMHTe3a 6enka
3. YcKopeHne TpaHcnopTa rnio-
KO3bl B KneTKy
>Kmpobar 1.yCKOpeHMe CHHTSSa >KMpOB H3
TKBHb rni0 KO3 bi
2. ycKopeHne TpaHcnopTa rnio-
KO3bl B KneTKy
TnkJKaroH rienTnfl Jj KoHgeHTpagnn neneHb Mepe3 1. ycKopeHne pacnafla rnnKoreHa
a-KneTKn rnK)KO0 3 bi MeM6 paHHbie 2. ycKopeHMe rnk)KOHeoreHe3a
noflwenyflOHHOU BKpOBM >KnpoBafl pegenTopbi
>Kene3bi TK8Hb ycKOpeHne nnnonn3a
AflpeHannH npOM3BOfIHOe Cnman neneHb Mepe3 ycKopeHne pacnafla rnnKoreHa
KneTKM TMpO3MHa MHC MeMopaHHbie fla rmnKoreHa
MbiLugbi cKOpdHne pacnafla
MO03r0BO ro q perenTopbi  YONOP P
cno
Hafinow MqHMKOB H >KnpoBag ycKopeHne nnnonn3a
atinowe TK&Hb
Ho-c~ Cxc— :h—CH,—NH
HO“S 0 H I>h ch3
H
KopTnson CTeponfl KOH~eHTpalJHR  neneHb Hepe3 1.ycKopenne rnK)KOHeoreH63a
KneTKn mK)K03bl B KpOBH nna3M.'4Tn~ecKi-ie 2. MHflyKLJHfl CMHT®3a 0 epMeHT(
KOpKOBOrO (pHj-OH onocpefloBaHHafl pelLtenTOpbi rm»OKOHeoreHe3a n K8Ta6onn3-
enon <OpTHKOTpOfIHHOM Ma aMHHOKncnoT
HaflInOH8MHHKOB
~JyOH MbILULDbI 1. YcKopeHne K&Ta6onn3Ma
HO ( B®MHHOKMCnOT
2. CHWK®Hne CKopocrn NOCryn-
J X neHMH aMMHOKMCnOT
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B npMBeaeHHOM TadJiMue onMcaHO Bjwnmie ochobhhx ropMO-
hob Ha o06mch BemecTB. /Jaliee npeacTaBjieHO KpaTKoe onMcaHMe
HeKOTopbix "pyrMx ropMOHOB, ynacTByloiuHX b oOMeHe yrjieBoaoB,
JIMnMfIOB M aMMHOKMCIJIOT.

OOMeH yrjieBoaoB. HHcy/luH yBejiMHMBaeT aojiio ynacTHH tjhoko-
3bi b npoueccax 00pa30BaHHH ©®HeprMM npM HeM3MeHHOM o 6meM
ypoBHe ©HepronpoayKHMM. AKTHBauMH HHcyjiMHOM rjiMKoreH-
cHHTeTa3bi h rjiHKoreHBeTBHmero (JjepMeHTa cnoco6cTByeT yBejin-
MeHMio CMHTe3a rjiHKoreHa. Hapaay ¢ atmm hhcyjimh O0Ka3biBaeT
MHrMOMpyiomee bjimhhmc Ha rjn0K030-6-(J)0C(J)aTa3y neqeHH m Top-
MO3MT T3KMM 06pa30M BbIX0zI cBO60HHOM rJIl0OK03bl B KpOBh. Ko-
HeHHbiIM pe3yjibTaTOM “emctbmh MHcyjiMHa (npn ero H3ObiTKe)
HBJHieTCH rnnorjiHKeMMH, cTHMyjiMpylomaH ceKpeuMio ropMOHOB—
aHTaroHHCTOB MHcyjiHHa, k KOTopbiM othochtch ajipeHajiHH,
HopaapeHajiHH, rinoKaroH, coMaTOTponHH, rinoKOKopTHKOHTfIHbie m
THpOHfIHbie TOpMOHbI. ripH OTHOCHTejlbHOH HJIH aOCOJHOTHOH HH-
cyjiHHOBOM HeflocTaTOHHocTH HapyuialOTCH npoueccw nocTyn-
JieHMH rjHOKO03bl B HHCyjlIHH3aBHCHMbie TK3HH, CHH>KaeTCH OKHC-
jiHTejibHoe (J)oc(J)opHJiHpoBaHMe h 06pa30BaHHe rj1i0K030-6-(J)0c-
(J>aTa; b nocjieAylomeM HapymaioTCH rjiHKOjiHTHHecKoe oKHCJie-
HHe rj1li0K03bi, hhkji Kpe6bca h reKC030MOHO(J)0OC(J)aTHbiH (neHTO03-
Hbra) hhkji, yraeTaeTCH chhtc3 rjiHKoreHa h ycHjiHBaeTcn rjiHKore-
HOJIH3.

KamexojlaMUHDi ¢cTHMyjinpyiOT rjiHKOreH0JiH3 b neneHM m Mbiui-
uax. YBejiHHeHHe cHHTe3a CAMP noa BJiHHHHeM KaTexojlaMHHOB u
b Gojibiueu cTeneHH aapeHajiHHa aKTHBHpyeT (J)oc(J)opujiady nene-
hm, pacnaa rjiHKoreHa h 06pa30BaHHe 6Gojibiuoro KOJiHHecTBa cho-
6oflHoU rjiiOK03bi. TIpH 3tom yBejiHHHBaloTCH norjioiueHHe KHCJIO-
poaa, 3aTpaThi eaHepruH b cbh3h ¢ ycujieHueM cepaeHHou fleHTejib-
hocth, noBbilueHueM MbilueHHoro TOHyca h OKHCJieHHeM mojioh-
hoh khcjiotw b neneHH. TjioKaroH noaoOHO aapeHajiHHyY aKTHBH-
pyeT aiieHHJiaTUHKJia3y, O6pa30BaHHe CAMP, (J)oc(J)opHjiady, tjih-
KOreHO0jiH3 h Bbixofl rjii0OK03bi H3 neHeHH B KpOBHHOe pycjio. dto
BJiIMHHHe HaMHoro cHjibHee, neM y aapeHajiHHa, ojiHaKO rjuoKaroH
ne fleilcTByeT Ha MbilueHHyio (J)ocid)opHjiady, cjieflOBaTejibHO, He
Mo6ujiH3yeT rjiHKoreH Mbiluu. TuneprjiHKeMHHecKHH 8<J)(J)eKT tjiio-
KaroHa hbjihctch pe3yjibTaTOM CTHMyjiHuuu neneHOHHoro rjiHKore-
HOJiH3a h rjiK)KOHeoreHe3a, HHjiyKUHH ceKpeuuu a”“peHajiHHa, Top-
MOXeHHH npOHHKHOBeHHH rai0OK03bl B MbllUUbI.

FopMon pocma yBejiHHHBaeT Bbixoa rjii0K03bi b neneHOHHbie
BeHbi, ycHjiHBaeT rjiK)KOHeoreHe3, yMeHbiuaeT norjlomeHue rjiioKo-
3bi Ha nepu(J)epHH u ycujiMBaeT jiunojiH3, b pe3yjibTaTe nero b
KpOBH nOBbIUiaeTCH KOHUeHTpaUHH CBOOOaHbIX XHpHbIX KHCIJIOT,
KOTOpbie noaaBlJiHioT aelicTBHe HHcyjiHHa Ha MeM6paHHbiu TpaHC-
nopT rjiK)K03bi.

rjilifOKOKOpmUKOIIdbl CTHMyjlHpyiOT KaTa6ojlH3M 6ejIKkOB H rjllOKO-
HeoreHe3, noBbiulaioT coaepxaHHe rjiHKoreHa b neneHH h b MeHb-
uleti cTeneHH b Mbiluuax, yMeHbiualoT MeM6paHHbiu TpaHcnopT
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rjlioK03bi h ee yTMjiH3auHK) Ha nepuc})epHH. rHneprjiHKeMHnecKoe
aencTBHe AKTr onocpeflyeTca b ochobhom nepe3 tjiiokokopth-
KOHUbl.

Oo6mch JinnHAOB. MeM6paHa aflHnouHTOB coaepxHT peuenTopbi,
B3aHMoaeHCTBylomHe ¢ ropMOHaMH, odjiaaaloinHMH jinnojiHTHHec-
khmh ¢BOHCTBaMH (KaTexojiaMHHbi, AKTr, CTr), h peuenTopbi K
HHcyjiHHy. B pe3yjibTaTe aeHCTBHH JinnojiHTHHecKHX ropMOHOB no-
BblUiaeTCH aKTHBHOCTb afleHHJiaTU,HKJia3bl, yBejlHHHBaeTCH 00 pa30-
BaHHe cAMP, aKTHBH3HpyloTCH jiHnonpoTeHHJiHna3a h jinnojiH3
xnpa. B3aHMoaeHCTBHe HHcyjiHHa ¢ cooTBeTCTByloluHMH peuenTo-
paMH, Hao6opoT, npHBOfIHT k yrHeTeHHio a;leHHjiaTHHKjia3bi, chh-
XeHHK) KOHUeHTpaUHH cAMP H TOpMOXeHHK) JIHNOJIH3a. JIHNOJIH3
yBejiHHHBaeTCH bo BpeMH rojioaaHHH, npu npoflOJixuTejibHOH pa6o-
Te, oxjla»yleHHH, cTpecce. JlunojiHTHHecKoe aeucTBHe KaTexojiaMH-
hob (aflpeHajiHH, HopaapeHajiHH) h rjioKaroHa ocymecTBjineTCH
nyTeM aKTHBauuu aaeHHJiaTUHKjia3bi. C (JH3HOjiOrHHecKOH tohkh
3peHHH, pojib HopaapeHajiuHa b npouecce jiunojiH3a npeacTaBJiHeT-
ch 6ojiee BaacHou, neM a”peHajiHHa. Oh o6pa3yeTca b HepBHbix ajl-
peHeprunecKHX OKOHHaHHfIx b jkhpoboh tk3hh h o6ecneHHBaeT
Mo6ujliH3aUHK) )KHpHbIX KHCIIOT.

FopMOH pocma 0Ka3biBaeT MouiHoe jiunojiHTHHecKoe jieucTBue,
KOTOpoe OTJIHHaeTCH OT fleUCTBHJI KaTeXOJiaMHHOB. Oh BblI3blBaeT
yBeJIHHeHHe KOHUeHTpaUHH CBo6ofl[HbIX JKHpHbIX KHCJIOT B njia3Me
nepe3 2—3 h. ©9to aeucTBue, OTMenalomeecH npu BBejieHHH Jiaxe
HeOOJIbUIHX fl03 COMaTOTpOnHHa, nO-BHfIHMOMy, CBH3aHO ¢ TOpMO-
JKeHHeM npouecca pe3Tepu(})HKauHH CBo6ojiHbix xupHbix khcjiot.
TeM He MeHee coMaTOTponHH OKa3biBaeT onpejiejieHHoe Moayjiu-
pyloiuee bjihhhhc u Ha aKTHBHOCTb aji,eHHjlaTUHKJia3bi. /Jpyrue ru-
noc{)H3apHbie ropMOHbi (AKTr, TTT, MejiaHouuTOCTHMyjiupyiomHH
ropMOH) TaKJKe 0Ka3biBai0T jiunojiHTHHecKoe fleicTBue, xoth h
MeHee Bbipa>KeHHoe, neM coMaTOTponHH. Hmciotch flaHHbie o tom,
hto TTr, AKTr, ropMOHbi iuhtobhjihoh *ejie3bi h Kopbi Haano-
HeHHHKOB HHflyUHpyiOT CHHTe3 afleHHJiaTUHKJia3bl H, CJieHOBaTejlb-
ho, npuHHMal0oT HenocpejicTBeHHoe ynacTue b ¢cTHMyjiHUHH jiuno-
JIH3a.

MHcynuH o6jlanaeT xapaKTepHbiM aHTHJiHnojiHTHHecKHM cbohct-
bom, h npu caxapHOM jiHateTe BcjleacTBue yBejiHHeHHH jiunojiH3a
NOBbimaeTCH KOHUeHTpaUHH CBOOOZIHbIX )KHpHbIX KHCJIOT B njia3Me,
CHH*eHHK) KOTOpOH cnocoécTByeT HHCyjIHHOTepanHH.

OOMeH aMHHOKHCJIOT. AHa6ojiuHecKoe aeftcTBHe HHcyjiHHa 3a-
KJIIOHaeTCH B yCKOpeHHH npOHHKHOBeHHH aMHHOKHCIIOT Hepe3
MeM6paHy kjictkh h bkjuohchhh hx b 6ejiKH, hto Bbi3biBaeT CHHxe-
HHe ypOBHH aMHHOKHCJIOT B KpOBH. HHCyjIHH CHHiKaeT 3KTHBHOCTb
aMHHOTpaHcc})epa3 h 4)epMeHTOB uulola MoneBHHbi.
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