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JKu3Hp — mpollecc HEMpephIBHON ajarnTa-
I[UHA OPTAaHU3MOB K IMOCTOSIHHO M3MEHSFOIMMCS
YCIIOBHUSIM BHEIITHEH U BHYTPEHHEH CPEJIbL.

I Cenve

BBEJEHHNE

buonornueckas xumMusa U3y4aeT XMMHUYECKUH COCTaB U CTPYKTYypy Be-
IIECTB, COJEPIKAIIUXCS B JKUBBIX OPTaHU3MaX, IyTH U CIOCOOBI PEryJsiiuu
WX MeTaboM3Ma, a TaKKe dHEPTreTHIECKOe 00ecCIeueHrne MPOIECCOB, MPO-
UCXOMASIIUX B KJIETKEe U opraHu3Me. [JIaBHO# 3amaucii OMOXUMUM SBISICTCS
YCTaHOBJIGHUE CBSI3H MEXIY MOJIEKYISIPHOW CTPYKTYpOH W OMOJOTHYECKOM
(hyHKIIHEH XUMUIECKUX KOMIIOHCHTOB KHBBIX OPTaHU3MOB.

buonornyeckas xumus ISl CTYACHTOB CHEIUaNbHOCTH «JleueOHOe Ie-
JIO» SBJISIETCS 0a30BOM JUCIUILUIMHOW, IE)Ib KOTOPOW — HAYYHUTh OYIyIIUX
Bpauell NIpUMEHATh NPU U3YYEHUHU TOCIEIYIOINX IUCIUILTAH U B Tpodec-
CHOHAJILHON BpaueOHOM JCSITEILHOCTU CBEICHUS O XMMHUYECKOM COCTaBe U
MOJIEKYJISIPHBIX MPOLECCAX OpraHM3Ma KaK O XapaKTepUCTHUKaX HOPMBI U
MPHU3HAKAX NATOJOTHUU.



1. CTPYKTYPHASI BUOXUMUSA

1.1. AMubokuciorsl. ITlentuapl. Beaku
AMMUHOKMCJIOTBI

AmuHOKHCTOTH (AK) — 3T0 Kilacc opraHM4ecKuX COeTUHEHUH, B KOTO-
PBIX €CTh KaK MUHUMYM OJTHa KapOOKCHIIbHAS TPYIINa U OJTHA aMHHOTPYTIIIA.

Paznuuatotr npomeunozennwvie 1 memadoaumusie aMuHokucnotsol (AK).

IIpomeunozennvle AMUHOKUCIOMBI BXOJST B COCTaB O€NKa, KOIUPYIOT-
Csl TCHETUYECKHM KOJIOM M BKJIFOUAIOTCS B OCIIKHM B TPOIECCe TPAHCIISIIHM.
B nacrosmee Bpems u3zBectHa 21 NpOTEeUHOTCHHAS] aMUHOKHUCIIOTA.

Bce mpoTrenHOTeHHBIE aMUHOKHUCIOTHI SIBIISIOTCS 0-aMUHOKUCIOTAMHA U
pa3IMYaroTCsa CTPOCHUEM paJuKaa;

a
HgN—CliH—COOH

R
Taxxe Bce MMPOTCUHOTCHHBIC aMWHOKHUCJIOTBI, KPOME TJIMIIUHA, O6J'Ia,Z[a}OT

ONTUYECKOW aKTUBHOCTHIO. OHU MOTYT CyIIeCTBOBaTh B Buae L- mim D-uzo-
MepoB. B cocraB Oenka BXOIAT TOIBKO L-cTepeon3omMepbl aMUHOKHUCIIOT:

COOH COOH
COOH COOH
HNY—H H-4—NH,
C-nliR weC
R HZN, \ RW l N, R
H H
L-aMHHOKHCIOTA D-amuHOKHCIOTA

@opMyJibl U Ha3BaHUS NPOTEHMHOICHHBIX aMHUHOKMCIOT IPUBEICHBI Ha
pucyske 1.1.

NH;—CHr—COOH NH;—(EH—COOH NH>—CH—COOH H_NJCOOH

Gly CHs i
[T Ala CHjs
ANaHHH £
Val IpoJnn
Bammn

Puc. 1.1. TIpoTenHOT€HHBIE AMUHOKHCIOTHI (Ha4alio, OKOHYAHHE Ha C. 6)



1. CTpyKTypHast 6MOXUMMST

NH;— ?H—COOH NH;—CH—COOH

i
CH

/N
HxC CH;

Leu
Jleiinun

NH;—ICH—COOH
Cl,

O

Phe
MennaIaHuH

NHz—Cl‘H—CO()H
C\50
OH

Asp

z'\Cl'lﬂ[)ﬂl"H“()Baﬂ KHC/I0TA

NHZ—(‘EII—COOII
CH,

2

SH

Cys
Hucrenn

NHg—lCH—COOH
CH,

|
SeH

Sec
CeleHONHCTENH

|
(|?H7CH3
CH3
Ile
H3oneiinun

NHZ—(‘fH—COOH
CH>

OH
Tyr
Tupoiun

NH— ‘CH—COOH
CH»

\
c=0
N

NH

Asn
Acnaparuu

NH,—CH—COOH
i,
CHy
5
&y
Met
MeTHoHHH

NHz—Cl‘H—COOH
OH

Ser
Cepun

NHz—CH—COOH
CH;

/"N
Nir )

His
I'mernaun

NI>— CH—COOH

|
‘CH—CH3
OH

Thr
Tpeonnn

NHZ—(IIH—C()()H

CH,
|
NH
Trp
Tpunrogan

NH,—CH—COOH NH;—CH—COOH

(ljl )

i
Ci:o
OH

Glu

[IyTAMHHOBASI KHCJIOTA

NH;—CH—COOH
CH,

Hz
b,
n

=NH
NH,

Arg
Aprunun

(I:‘IIQ

L=0
AN
NH;

Gln
Lnyramun

N]—[g—(l‘.H—COOH
CH»

Puc. 1.1. TIpoTenHOT€HHBIE AMUHOKHCIOTHI (OKOHYAHKE, HAYAJO Ha C. 5)

Kpome mpoTeMHOTreHHBIX, B COCTaB O€JKa MOTYT BXOAWUTH HeCHAH-
oapmHble aMUHOKHUCIIOTHI, KOTOPBIE 00pa3yloTcsa B XOZ€ TMOCTTPAHCIALUOH-
HOM MoamduKkanuu Oeika IMociie CHHTe3a ero Ha pubocome. B pesynbrare
HPOUCXONT U3MEHEHHUE PaJiKaia aMUHOKUCIIOTEI, BXOJSIIEH B COCTaB Oel-
ka. Hanmpumep, npu co3peBanun kojuiareHa (puOpHUIIpHOTro Oenka Mex-
KJIETOYHOTO MaTpHKCa) MPOUCXOJUT THUAPOKCHIMPOBAHUE PAJAUKAIOB IPO-
JVMHA U JIM3WHA, BXOMIINX B MOJUICTITHIHYIO LElb, B Pe3yIbTaTe IOSsBIS-
I0TCS. 4-TUAPOKCHUIIPOJIMH U S-THAPOKCHIM3HH, a )~KapOOKCUTITyTaMHHOBAs
KHCJIOTa MPUCYTCTBYET B O€JKaX, y4acTBYIOIIUX B MPOLECCE CBEPTHIBAHUS

KPOBH.



1.1. AmunorucaoTel. ITenmtuabl. Benku

4-Tunpoxcrmpom S-ruapoxcHIH3HH Y-KapOOKCHITyTAMHHOBAs
H—N COOH NH,—CH—COOH KHCJI0TA
(:3Hz NH2—$H—COOH
CH, CH,
o (le_ OH (le— COOH
G, ¢oon
X,

Memabonumnsie aMuHOKUCI0Mbl — 3TO AMUHOKHCIIOTHI, KOTOpPBIE HE
BXOJSIT B COCTaB OENKOB, HO MPUCYTCTBYIOT B OpraHU3MeE B Pa3IMYHBIX 00-
MEHHBIX MTPOIIECCaXx.

NH,—CH>—CH,—CH»—COOH ICHz—CHz—CHz—(liH— COOH
T'AMK NHz NH,
Y-aMHMHOMAC/JIsIHaAsA KHUCJI0Ta OPHUTHH
CH,—CH,—CH—COOH CH,—CH,—CH—COOH
H NH, H Il\IHz
TOMOIIUCTEHH roMoCepuH

NH,—CH,—CH,—COOH HN2—|(|J—NH—CH2—CH2—CH2—(|JH—COOH

B-ananun ) NH;
UMTPYJLIHH

Knaccud) ukauuu npomeuHO02€eHHblX AMUHOKUC/I0m

[IpoTenHOreHHBIE AaMHUHOKHUCIIOTHL MOKHO KJIacCU(HUIMPOBATH 1O CTPYK-
Type paluKaia, MoJsPHOCTH pajuKana 1 OHOJIOrHYeCKOH IEHHOCTH.

Ilo moasipHocTH pagmKaga aMUHOKUCIOTH MOXKHO Pa3[eliuTh Ha JIBE
TpyINbL: HENOJspHEIE (THAPO(OOHEIE) U MONSAPHBIE (THAPOPUIBHBIE), CPEIH
KOTOPBIX MOKHO BBIJICIIHTH TOJISIPHBIC HE3apsHKEHHBIC, KHCIIbIE U OCHOBHEIC.
Pacnipenenenrie aMMHOKHUCIIOT TI0 TPYTIaM MpuBeaeHo B Tabmwmie 1.1.

ITo OmoJsiormyeckoi HEHHOCTH aMUHOKHCIIOTHI ACTISITCS Ha CIEAYIOIINe
TPYIIIIBL:

— 3ameHuMmble, CUHTE3 KOTOPBIX B OpPraHU3ME BO3MOXKEH: aJlaHUH, ac-
naparuH, aclaparuHoBas KHCJIOTa, TIMIUH, TJIIOTAMHH, TJIIOTAMUHOBAs KHC-
JI0Ta, IPOJINH, CEPHH;

— He3amMeHuMble — VX CHHTE3 B OpraHM3Me HEBO3MOXEH: BaJIUH, U30-
JeWLUH, JIEHIVH, TU3UH, METHOHUH, (heHUIalaHUH, TPEOHHUH, TPUNTO(DaH;

— yacmuuno 3amenumple (WIN YCIOBHO-HE3aMEHHMBIC): aprMHUH H
THCTU/IMH, OHU HE3aMEHHMBI IS AETCKOro BO3pacTa M MHOTAA MX CHUHTE3
HEIOCTaTOYEH Y B3POCIBIX;



1. CTpyKTypHas 6MoXuMusI

— YC106HO 3aMeHUMble — WX CUHTE3 B OpraHU3ME BO3MOXEH TOJBKO
MIPH JTIOCTATOYHOM KOJWYECTBE HE3aMEHHMBIX aMHHOKHUCIOT. Tak, OMOCHH-
T€3 TUPO3MHA BO3MOXKCH TOJIBKO NMPH HAIW4MU (peHUIaIlaHWHA, a JUIs Ouo-
CHHTE3a IMCTENHA TPeOyeTCss METHOHHH.

Tabnuya 1.1

Kaaccudukxanuss aMUHOKHUCJIOT MO NMOJSIPHOCTH PauKaJIa

Henonsapusie
Honspubie (ruapoduILHEIE)
(runpodoOHbIE)
IonspHble ,
JlummopumirsHBIE P Kucneie OcHOBHBIE
He3apsDKEHHbIE
AK c nonspasiM  |AK ¢ orpunarensHo | AK ¢ monoxxuTensHO
AK ¢ HeToJISIpHBIM
He3apsHKEHHBIM 3apsKCHHBIM 3apsKEHHBIM
paguKaIoMm
paarKaIoM panuKanoM paarKaIoM
aJNlaHWH CepuH acraparuHoBas JIU3UH
BaJIUH TPEOHUH KHCIIOTa aprUHUH
JeWIH LUCTEHH Ty TaMUHOBAs THCTHIVH
M30JIEHLIUH acraparus KHCJIOTa
(heHnnananuH TJIFOTAMHAH
TpUnToQan THPO3UH
MPOJIMH CEJICHOLNCTENH
METHOHUH

Heuonozcennvie:
paAuKai He COAEPXKUT TUCCOLUUPYIOLIUX
rpyni

Honoeennvie:
paauKat COAEPKUT JUCCOUUUPYIOLINE
TPYTIIIEI

Ceolicmea amuHOKUCI0M

Juccoyuayus. AMAHOKHCIOTBI SIBIAIOTCS aMQOTEPHBIMH COETUHECHUS-
MH, TO €CTh BeIyT ceOsl M KaK KHUCIIOTHI, M KaKk OCHOBaHMA. B BomHOI cpene
NPOUCXOANUT AUCCOLHMALUS U TI0O AaMUHOTPYTIIIE, U TI0 KapOOKCHITY:

NH,—CH—COOH

/

+
H' u3 pacrBopa

R

\

H'B pacTBop

H,0 +

— NH3—|CH—COO_

R

bonmsmmuaCcTBO AK TIpH aucconmanun oOpa3yioT IBUTTEP-HOHBI — OH-
MOJISIPHBIC HOHBI, CYMMAapHBIH 3apsi/i KOTOPIX PAaBCH HYJIIO.

OnHaKO KUCITbIe ¥ OCHOBHBIE aMHHOKHCIIOTHI 00pa3yioT HOHBI, CyMMap-
HBIH 3apsi/1 KOTOPBIX OTPHUIIATENICH HIIH TTOJIOKHUTEIICH.




1.1. AmuaorucaoTel. ITenmuabl. Beaku

. H‘}O + — +
HN-CH-COOH <———» HN-CH-COO + H pH <7
CH, COOH CH, COO
aclmapariHoBas
KHC/I0Ta
H30 + — -
H;N-CH-COOH =——= HN-CH-COO + OH pH >7
C|‘H1 (‘:HZ
CH, CH,
¢H B,
CH, CH,
NH, "NH;

JH3HH

[Ipu n30bITKE TPOTOHOB BOAOPOAA (B KHUCIIOH Cpefie) MOAABISIETCS THC-
coumanus mno kapookcwibHOU rpynmne, 1 AK npuoGperaer BUI KaTHOHA, a B
IIEJIOYHON cpelie — IO aMHHOTPYIIE, U AMHUHOKHUCIOTa CTAHOBUTCS aHHO-
HOM.

Jst kax 01t aMUHOKUCIIOTHI MMeeTcsi 3HaueHue pl (M303/1eKTpudecKasn
Touka, UIT), npu KOTOpOM OHa 3IEKTpOHEUTpambHa. I KUCIBIX aMHHO-
KUCIOT pl JIeXKUT B ClabOKHCIION cpelie, sl OCHOBHBIX — B CIIa0O0MIenou-
HO.

Oébpaszoeanue nenmuonoii ceazu. llenTuaHble CB3H 00pa3yrOTCs MPH
B3aUMOJICHCTBHHU 0-KapOOKCUIIBHOM IPYIIIBI OMHOH aMHHOKHCIIOTHI M (-aMHU-
HOTPYHIIBl JPYTrod aMHUHOKHUCIOTHEL. B pesynbrare 00pa3zyroTcs NenTuabl —
LIETIOYKH, IOCTPOCHHBIE U3 AMUHOKHCIIOT:

0
H 0 H._ 0 -H0 I
SN—CH—CZ, N=CH—C{ NH;—CH—C—NH—CH—COOH
H | OH H OH
g, ooi H B, k)
AUIEeNnTUux

-2 H,0

o) O
Ho //O H 7 H_ 4
N—CH—C N—CH—C N—CH—C >
W onH [ on H] 1o oM
R 2 3

I I
— NH2—$H—C— NH—?H—C— NH—?H—COOH
Ry Ry R;3
TpUNenTua

[lenTuabl MoryT OBITH JTMHEHHOTO CTPOCHUS WU NUKIWYeckue. /Juke-
monunepasuHsl — NPOCTEHIINE TUKIMIECKAC AUMCTITHIBI, KOTOphIEe 00pa-
3YIOTCS M3 ABYX (-aMHHOKHCIIOT B pe3yibTaTe 00pa30BaHUs MEPEKPECTHBIX
MENTUIHBIX CBSI3EH:



1. CTpyKTypHas 6MoXuMuUsI

2 H,0 R\r’ SN
NH;—CH—COOH 4 NHy—CH-COOH ——>
I

H
N \ nenTHIHASA
R Ry H ~cT Ry

CBA3b
p /
O

AUKETONMUIICPa3UH

Jlexapbokcunuposanue — OTIIETUICHHE KapOOKCHUIIEHOW TPYIITIBI B BHJIC
yIIeKHuCIoro ra3a. Yare Bcero J1ekapOOKCHIMPOBAHUIO MOJIBEPraeTCs a-Kap-
OOKCHWIIbHASI TPYIINA;

- CO
NH,— CH__COOH ——%» NH,—CH,

R

Peakuyn 1ekapOOKCHIMPOBAHUS KaTaIH3UPYIOT (DEPMEHTHI — JeKap-
OOKCHUJIA3EI.

B opranm3me mytem aekapOOKCHIHpPOBaHMs 00pa3yercs rpyrina Ouoio-
THYECKH aKTUBHEIX OMOT€HHEIX aMHHOB:

- CO,
NH,—CH—COOH ——> NH,—CH,

H; H,
2 /N 7 /N
e ul
THCTHIUH THCTAMHH
- CO,
NH,—CH-COOH — > NH,—CH,
H; | H,
H OH
3TAHOJAMHUH
cepu (Ko1aMH H)
- CO,
NH,—~CH-COOH —> NH,—CH,
- -Hy
CH,-COOH CH,-COOH
IJIyTAMHHOBAasI CAMEK
KHCJIOTA

10



1.1. AmunorucaoTel. ITenmtuabl. Benku

Wuorga nexapOOKCHUIMPOBAHUIO TPEIIECTBYET OKHCICHHE:

[0] H,0 -CO,
HO CHZ—(‘ZHfCOOH —— > H CHZf(‘EHfCOOH —
NH,

NH,
THPO3HH HO
P JTODA
O—QCHrCHzNHz
E—
nodbamMun
[0] - €O,
NHz—‘CHfCOOH —————» NH,-CH-COOH —=» NHZ—‘CHZ
CH, ; H, CH,
H SOs;H éOg,H

U CTEHH M CTEeHHOBAs KHCJI0TA TaypuH

Tpuntodan MoxkeT neKapOOKCHIMPOBATHCS ABYMs criocobamu, ¢ oOpa-
30BaHMEM TPUNTAMHHA U CEPOTOHHHA COOTBETCTBEHHO:

1ol HO.
©jﬁCH2—ICH—COOH _— mCHZ—(I:H—COOH
NH
NH NH, NH z

mpunmogan 5-oxcumpunmodgan
-CO, - CO;
NH NH, NH NH,
mpunmamun

Cepomonun

He3amunuposanue — peaxiys OTLICIUICHUS aMMHOTpynnbl. V3BecTHO
HECKOJIBKO BHJIOB JIC3aMUHHUPOBAHUSL.

OKMCJZumeJZbHoe.'
NH,—CcH-coon — 25 pN= c—Coon _Ho, 0=C—COOH
R R s R
BoccmaHoeumeﬂbH()e.‘

[H]
NH,—CH-COOH —— > CH,-COOH
R R

T'uoporumuuecxkoe:

H,0
NH,—CH-COOH —2*» HO—CH-COOH
k g

11



1. CTpyKTypHas 6MoXuMusI

Buympumonexynspnoe:
NH,—CH-COOH ——» CH—COOH
(le2 Ny
R R

Tpancamunuposanue — peaxuys NepeHOCa aMUHOTPYIIIBI ¢ AMHUHOKHC-
JIOTHI (OHOp) HA 0-KETOKHCIIOTY (akKmenTop) ¢ oOpa3oBaHWEeM HOBOH a-Ke-
TOKHUCIJIOTH 1 aMUHOKHCIIOTHI:

HN-CH-COOH +  0=C-COOH ne 0=C-COOH + H,N-CH-COOH
|
R, R, R, R,
AMMHOKHCJI0TA KETOKHCIOTA HOBasI HOBasi
KETOKHCJI0TA AMHUHOKHUCJIOTA

TpancaMHHHPOBaHNE C YIACTHUEM 0-KETOTITYTAPOBOU KUCIOTHI:
H,N-CH-COOH + O:?—COOH —_— O=IC—COOH + H2N—$H—COOH

CH, R CH,
CH,—COOH CH,—COOH
A-KeTOrJIyTapoBasi
KHCJI0TA Glu
IMentuppr

Ilentuasl — coequHEHUs, MOCTPOCHHBIE U3 AMUHOKHUCIOT U OTJIMYAIO-
muecs OT OENKOB IIMHON [EMOYKA W OTCYTCTBHEM Pa3BUTOW MPOCTPaH-
CTBEHHOH CTpYKTyphl. KopoTkue menTuapl, comepxamme 10 10 aMHHOKHC-
JIOT, Ha3bIBaloTCa onuronentunamu, 10—>50 aMUHOKUCIOT — HU3KOMOJIE-
KyJsipHbIMU nientuaamu, S0—100 aMHUHOKUCIOT — NOJUNEOTHAAMH.

IIpupoaHbie TENTHABI HAEICHBI Pa3HOW OMOIOTMYeCKOW aKTHBHOCTHIO!

1) menTuapl, 00agaroNe TOPMOHANBHON aKTUBHOCTHIO (TOPMOHBI TH-
nodu3a u THIoTaIaMyca):

3 3 4
Tgllr—ﬂe.—(}lln C-xovey Tyr—FPhe—Gin
N-ieoney - Cys A|s¢ _ + I ml?n
é —S—C!,?é"—Pm—L,Su—Gljr-NH1 85 — 5—Cys —Pro—Arz —Gly-NH,

OECHTOIEH BAIOMPECCHE

OH
OKCWUTOLIMH TUpeonubepuH

Tyr . )
i puroGlu-His-ProNH

I-gN N 0
ys Hoon N :‘)‘ o} [

S
C—NH-CH-C—N C—NH;

Pro Cys g lle
Leu @] H HN/%O W/A\'x-[ CL‘H: |.‘
o N NJ\ -N Gln s} & N
IS ARG O o J ! 0 ~=/
2 = Asn
H \
Gy o NH, NH;
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1.1. AmunorucaoTel. ITenmtuabl. Benku

2) menTuAbl, TPUHMMAIOIINE y4YacTHe B TPOLECCEe MUIIEBAPEHUs, Ha-
MpUMEp TaCTPHUH:

1 10
PuroGlu-Gly-Pro-Trp-Leu-Glu-Glu

17 11
NH,-Phe-Asp-Met-Trp-Gly-Tyr-Ala

|
SO;H
3) menTuabl — CHIBOPOTKH KPOBH (QaHTHOTEH3WH, OPaIKUHIH 1 KJITAIHH ):
bpaguxuauH: Arg-Pro-Pro-Gly-Phe-Ser-Pro-Phe-Arg

4) HelpornenTHbl — 00pa3ylolIuecs B LEHTPaIbHON HEPBHOM cCUCTEMeE
(IHC) wnmu mepudepudeckoir HC u perymmpyionue (HHU3HOIOTHIECKUC
¢dynaxun. Hanmpumep, nefinmH-3HKeGanH 0071a1aeT MPOTUBOS3BEHHBIM (-
(hexTom:

Tyr—Gly—Gly—Phe—Leu,
a JIeTbTA-TICNTH]] CHA — aHTHCTPECCOBBIM (P HEKTOM:
Trp—Ala—Gly—Gly—Asp—Ala—Ser—Gly—Gly

5) menTHIHBIE aHTUOMOTHKH, KOTOPble CUHTE3UPYIOTCS MUKPOOPIaHU3-
Mamu. B coctaB Takux menTHa0B MOTYT BXOAWTH W D-ammuHOKHCHOTHL. Ha-
npumep, rpaMuuan C:

D-Phe ==—-Leu --— - | -Val 0 o K

L-Pro L-Pro ’( | J;o

—_—
o
T
ZT

L-Val —» — L-Leu — D-Phe 0 0
benku
Benkn — OwomnonuMepsl, MOCTPOCHHBIC M3 aMUHOKHCIOT. Pazmudaror

HECKOJIBKO YpPOBHEH OpraHM3alliy, CTaOWIM3HPOBAHHBIX Pa3UYHBIMH BU-
JlaMu cBs3eit (Tadum. 1.2).

Ilepsuunaa cmpykmypa 6enka. Ilpencrasnser co00il MONMHUITENITHIHYIO
nernouky. MHauBUyanbHble OSIKHA Pa3UYaloTCs aMUHOKHUCIOTHBIM COCTa-
BOM U MOPSKOM CBSI3bIBAHHSI aMHUHOKHCIIOT.
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1. CTpyKTypHas 6MoXuMusI

Tabauya 1.2

Buabl cBsizeil B MoJiekyie Oeika

CrpyKTypHBIi
YPOBEHb XapakTepucTHKa CTPYKTYpPbI Tunsl cBA3€Hl B CTPYKTYpe

OpraHU3aINH
HepBl/I'-IHaﬂ HOCJ’IG}IOBaTeJ'I])HOCTb amuHokuc-|KoBaseHTHBIE INCNTUAHBIC CBA3U
CTPYKTYpa JIOTHBIX OCTAaTKOB B TIOJHITEH-

THUIHOHU LIETTH

BropuuHnas Kondurypauus nonunentuanHoii| BoropoaHsie cBsi3u MEXAy Ien-
CTPYKTYpa: LeTH TUAHBIMH TPYyTIIIaMHI
— Q-CIIpaib;
— f-cTpyKTypa
CepxBTOpuY- |YTNOPSIOYEHHOE PACIOJIOKEHUE —

Hasl CTPYKTypa

a-cimpaneit u/unmm  S-CTPyKTyp
TIOJIMIIETITHTHON LN

Tpernunas IIpocTpancTBeHHass  opranusa-|Ces3u Mexay R (BHyTpu omHOi
CTPYKTYpa must  (KoH(pOpMAaNHs) TONHIEH-|[TOTUICTITHIHON HETH):
TUTHOH LIeTH — ruapohoOHbIe B3auMoAaeHCT-
BUS;
— BOJOPOJHBIE CBA3U MEXIY R;
— WOHHBIE CBSI3H;
— MUCYNb(UIHBIC MOCTHKU
YerBeptuunas |Crocob opraHm3amu B mpocT-|Ces3u Mexny R (Mexay pasHbI-
CTPYKTypa (Haj-|paHCTBE OTJEIBHBIX HOJUIEHITH I-| MU HOJIUIENTHIHBIMH LIETISIMH):
MOJIEKYJISIpHasl) [HBIX Liereif; o0pa3oBaHue Makpo-|— ruapodoOHble B3anMOIEUCT-

MOJIEKYJIAPHBIX KOMIIJIEKCOB

BHSI;

— BOJIOPOJIHBIC CBSI3U MEXAY R;
— WOHHBIE CBSI3H,

— IUCynb(UIHbIE MOCTUKA

[MenTuaHas cBs3b B OCJIKaX HE ABJISACTCS IMOJHOCTHIO OJUHAPHON M YaIlle
BCETO MPUHUMAET TpaHC-HOpPMY:

nuc-

H 0. CHo
N N
SCH»  wwCH SH
TpaHc-

(0oJiee veroiiunBasi)

Bmopuunaa cmpykmypa. 310 TIpOCTPAaHCTBEHHASI CTPYKTypa IOJHUIIEH-
TUIAHOH 1enr. MOXXeT UMETh BUJI (-CIIUPATH WIH [-CKIIa4aTol CTPYKTYPHIL.
Crabunm3npoBaHa BOJOPOJHBIMH CBS3SIMH, OOpa30BaHHBIMH MEXAY TIeT-
TUIHBIMH TPYIIIUPOBKAMMU:

14




1.1. AmunorucaoTel. ITenmtuabl. Benku

IHoaunnenTuanaga nenb

/ NEOTUIHBIC
/ CBSI3H

R—HC /
N o O+ 14
/ — (O |eee H—N\
H—N C=0
CH—R R—CH
0=C N—H
\ & o~/
N—H]| oo e O:C

Bonpopoanas cBs3b

[Ipu oOpazoBaHMU @-CIMpad BOJOPOAHAs CBSI3b O0OpazyeTcs MEXAY
KKIOW MEepBONW W MATOW aMHHOKWCIOTOW (MM TIEPBOM W YETBEPTOU TeT-

THIHOM TPYIIITON):

N
ol | H O (| H O |lH ofl H
\ IR I ] I I
TN CH—CI N CHC PN CH—CiN—CH-C —N—CHTC
CH;—CH H,C CH, CH, CH,
CH, CH
H,C CH,
OH

Taxum 00pa3oM, BUTOK CITUPAIIA COCTABIIAET 3,6 OCTaTKa aMUHOKHUCIIOT:

i i |
[ | A \
b oo
—N—CH— —N—CH—C—'*IJ—lH—ﬁ—V—(i.'H—C—:T—(I:TH—ﬁ—
Ry H Rs O
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1. CTpyKTypHast 6MOXUMMST

Obpazosanuio a-cnupanu npensmcmeyom ciedyouue pakmopol:

» 4acTO BCTPEYAIONIUICS B IMOJIUNICITHIHOM IIEITH MPOJIHH;

»  TOCTEIOBATEIILHO PACIOI0KEHHBIE OJIMHAKOBO 3apsHKEHHBIC pajidKa-
JIbI, MEXKTY KOTOPBIMUA BO3HHUKAIOT AJIEKTPOCTATUYECKUE CHIIBI OTTAJIKUBAHMUS;

» ONM3KO PacmloOKEHHbIE 00BEMHBIE PaIUKAIIbI, MEXaHUIECKH Hapy-
IaroIue GOPMUPOBAHKE (-CIIUPAITH, HAITPUMEP METUOHHMH WJIA TPUIITO(AH.

Tpemuunaa cmpykmypa. Ito $hopMa yIOKEHUS €THHUIHON MOJIEKYIIBI
Oenka, KOTOpas CTAOWIIM3MPOBAHA CBS3SIMH, BOSHHUKAIONTUMH MEXIY Pajv-
KajJaMH aMUHOKHCIIOT:

(‘3-36—5\{‘}3 ducyaspudnue cbrsu
§ ; :
I ] " boBopodume cbasu
NH;| °
: ﬁ‘ :
3 o :
Giu —C—0 ef-l_;N Lys wonnwe cbazu
- %
Val
A
H,C CH;
/ Phe
[ CH ¢ eudpogpodume
\ HC_ (Aunaqﬁmcanug)
(|3H2CH3 baau.nodeizcmbun
e
Leu B

JIoMeH — 3JIeMEHT TPETHYHOU CTPYKTYPHI OelIKa, MPEACTaBIISIONINN CO-
00if cTaOMIBPHYIO M HE3aBHCHUMYIO TOICTPYKTYpY Oenka, dommuar (Impo-
CTpaHCTBEHHOE (hOPMUPOBAHKE) KOTOPOH MPOXOJAUT aBTOHOMHO OT OCTajlb-
HBIX YaCTeH MOJCKYJIbI.

B 3aBucumocTH OT (OPMBI TPETHYHOH CTPYKTYpBI OCIKH JENSATCS Ha
roOynsipHble U GUOPHIUIAPHBIC, XapaKTEePUCTHKa KOTOPBIX IpPHUBEACHA B
tabmure 1.3.
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1.1. AmunorucaoTel. ITenmtuabl. Benku

Tabnuya 1.3

XapakTepucTHKA IJ100YJISIPHBIX U PUOPHILIAPHBIX 0€TKOB

Kputepuii cpaBHeHUs I'moGynsipuble Genku OubprusipHbIe OSIKN
dopma I'mobyna Oubpuiuia
PactBopumocTs B Bosie |PacTBOpUMBI He pactBopumbl
Karanutnueckue, peryms-
OyHKIUH TOpHBIE, TpaHCTIOPTHBIE 0el-|CTpyKTypHas QyHKIUSL
KU
AB0yMUHBL, rnoOynuasl,| KomtareH, snacTuH, KepaTuH,
ITpumepst OEJIKM-TOPMOHBI, (EPMEHTBHI,|0CJIKH COSTUHUTEIBHON TKa-
aHTUTENa HU, POTOBUIBI H TIP.

Yemeepmuunaa cmpykmypa, uiu HaOmoaexkyaapHuas. Bo3HUKaeT B
ciy4ae, eciu OeJIOK COCTOUT M3 HECKOJBKUX CYyOBEeIUHUII, Kaxaas U3 KOTO-
PBIX UMEET CBOIO MEPBUYHYIO, BTOPUYHYIO M TPETHYHYIO CTPYKTyphl. B3a-
MMHOE MPOCTPAHCTBEHHOE PACIOJIOKEHHE ITHX CYOBeAWHHI (IPOTOMEPOB)
U SIBJISIETCS Y€TBEPTUYHON CTPYKTypOH OemKa.

Crabunu3npoBaHa YeTBEPTUYHAS CTPYKTypa CBS3IMH, BOSHHKAIOIINMHU
MEXKY TOBEPXHOCTHBIMH paliKaiaMy CyObeTUHHII.

Knaccuguxkauus 6enxoe

B 3aBuCHMOCTH OT COCTaBa MOKHO BBIICTUTH JIBE TPYIIIBI OCIIKOB:

1) npocmeule 6enku, unu npomeunsl, — COCTOAT TOJBKO M3 aMUHOKHC-
not. [IpumMepsl: ambO0yYMHUHBI, TIIOOYIUHBI, THCTOHBI, TIPOJIAMHHBI, POJIAKTH-
HBI U TIP.;

2) cnosicHble Henku, uiu npomeudsbl, — COCTOAT U3 OCIKOBOW YacTH H
MPOCTETUIECKOM TPYIITB HEOEITKOBOTO XapaKTepa.

Paznmuuator cnemyroiye mpoTeuIb:

— Xpomnpomeunsl — OKpAIICHHBIC OCIKH, B COCTaB KOTOPBIX BXOJAT
WOHBI MeTaiuia (MOHBI JKene3a, MeIW, MarHus), IPUAaroIIie OKPacKy IaH-
HBIM O€JIKaM. HarpuMep TeMOTI00MH, XJIOPOPHILI, TIUTOXPOMBI U TIp.;

— HYK/1e0npomeunsl — B KaueCTBE MPOCTETHUUECKON TPYIIIbI HYKJICH-
HOBEIC KHCIIOTEHI;

— 2IUKONPOMEUHbl — B KAUCCTBE TIPOCTETHUCCKON TPYIIIHI pa3IHIHBIC
YIJICBOJIBI, HATIPUMED 1IEPYJIOIUIA3MHH, TPAHC(HEPUH, MYIIUH H TIp.;

— JIMNONPOMeUnsl — COJICPXKAT JUIMUIBL, HAPUMEP TPAHCIOPTHHIC
JTUTIOTIPOTCHHBI KPOBH;

— ¢pochonpomeunvr — B KauecTBE HEOCITKOBOTO KOMIIOHEHTa OCTATOK
(hocdopHOIi KUCIOTHI, HaITpUMep OEIOK Ka3eHH;

— Memanionpomeunsl — COJEPKaT HEOKpAIICHHbIE HOHBI METAJLIOB,
HaIpuMep IIUHK WM HETEMOBOE Kene30. YacTo MeTaIONpPOTEeHHAMH SIBJISI-
10TCs (pepMEHTHI (aJIKOTOJIBJIETUPOTEeHA3a, KapOaHTuapa3a) WIA TpaHC-
nopTHBIE Oenku (pepputun).
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1. CTpyKTypHas 6MoXuMuUsI

1.2. YrieBoabl

B ocnoBe KJ'IaCCI/I(l)I/IKaI_II/II/I YIJIICBOAOB JICKUT NMPUHLUII THAPOJINU34d, TO

€CTh CIOCOOHOCTH pacnagaTtbCsa Ha boJyiee MEIKHeE MOJICKYJIbI IO JICHCTBH-
€M BOJBbI.

YTJEBOABI
MPOCTBIE CJIOKHBIE
Tuoponuszyiomes 0o
He zudponusywmcsa Luoponusy
) MoOHOcaxapudos
I
Ourocaxapupl Mosmcaxapuabi
Monocaxapuabl
(2-10 m/c) (o0 m/c)
MoHocaxapuzpel

MoHocaxapu/ibl ¢ XUMHYECKOH TOUKH 3pEHUS TPECTABIAIOT COOOM ajb-

JETUIOMOIMCITUPTHI I KETOMOIUCIIUPTHI M B OCHOBHOM OTBEYArOT (hopmy-
Je CnHznOn.

KJIACCUDPUKAIIUA MOHOCAXAPHUJOB
1

ITo konuuecmgy amomog C
mpuosbt C;H,0; Ilo moodughukayuu kapoonuna
memposor C,H0,
nenmosol CsH O
eexcozvl CsH ;1,04 Kemosbl
eenmosvl C,H,,0,

anb0o3bl

s Bcex MOHOCaxapuaoB, KpOME KETOTPHO3bI, XapaKTepHa CTEPEOU30-
Mepusi, KoTopas oOycJOBJI€Ha HaJUMYHEM B MOJIEKYyJEe aCHMMETPUYECKUX
yriepoaHbIx atoMoB. KomiyuectBo crepeonzomepoB — 2" (n — KOJIUYECTBO
ACUMMETPHUECKHUX C):

()
gt (12 crepeowsomepos 2
oH om H p p
(0]
CH,— CH CH CH C/ AJILJ0NEHT03a \
‘ ‘ “H cTepeou3oMepoB  2°=8
OH OH OH OH

CHz CH (*JH éH 6H /O AJIBA0reKco3a

\ g  crepeomzomepoB 2%=16
OH OH OH OH OH

* * * KETOorexkco3a
CH;—CH-CH-CH-C-CH; cTepeousomepos  23=
OH OH OH OH O OH
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1.2. YrieBoabl

Tpuoser C;H0;:

* /y _
CH,—CH-C C=0
N CH,OH
OH OoH H
FJ]HHepHHOBbIﬁ aJlbJderuja AHOKCHALICTOH
ajlb0Tpuo3a KE€TOTpHO3a
o Q)
' “q
H+OH HO+H
CH,0OH CH,0H
D-rimuepuHoBbIit L-rimuepuHoBbIi
aJbAerua aJIbAeru

~

ONTHYECKHE AHTUNO/IbI (FHAHTHOMEPBHI)

Ecnmu B Monekyne MoHOcaxapuaa HECKOIBKO aCHMMETPUYECKHX yTJe-
POJIHBIX aTOMOB, KOH(DHUTYpaIMIO KaXIOTO PacCMATPUBAIOT HE3aBUCUMO OT

JOpyTHUX.

Monocaxapua oTHOCAT K D- win L-psiny no kongurypauuu nauoo-
Jiee y1aJIeHHOT0 OT KapOOHWJIBLHOM IPyNIbl ACHMMETPHYECKOr0 aToMa

yrieposja.
0
0 0 0 CoH (H:0H
C-n C-H C-n H-C-OH c=0
H-C-OH  HO-C-H H-C—OH H-C-OH  H-C-OH
H-C-OH HO-C-H  HO-C-H H-C—OH H-C-OH
CH,0H CH,OH CH,0H CH,OH CH,OH
D-sputpo3a L-3purposza L-tpeo3a D-pu6oza  D-pudynosa

AILI0TETPO3a  AJTBAOTETPO3a  ANBAOTETPO32  aypaomeHT03a  KETONEHTO032a

Ecmu B Monekyne MoHocaxapuia HECKOJIbKO aCHMMMETPHUYECKUX YyTIe-
POIIHBIX aTOMOB, TO CPEIIU CTEPEON30MEPOB MOMKHO BBIJICIIUTH!

> 9IHanmuomepwsl (ONTHUECKUE WU 3epPKAIbHBIE aHTHIIOJBI) — Mapa
CTEPEOM30MEPOB, B KOTOPHIX BCE aCHMMETPUYCCKHE IICHTPBI OTPAKEHEI 3ep-
KaJbHO;

» Ouacmepeomepsl — mo0as mapa CTEPEON30MEPOB, HE SBISAIOLIACS
AHTHUITOAHOH (3epKaIbHON);

> 9Jnumepvl — Tapa CTEPEOU30MEPOB, HMEIOIINX HECKOJIBKO XHUPAilh-
HBIX IIEHTPOB (KaK MPaBHJIO, OOJIBIIIE JIBYX), HO OTJIUYAIOIIUXCS KOHDUTYpa-
IIUEH TOJILKO OJTHOTO U3 HUX:
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1. CTpyKTypHas 6MoXuMuUsI

CHO CHO
Hlx oy oHaHmuomepsi .~ |«
~~-------- -
H—=OH HO—=H
CH,OH CH,0OH
A . ) A
. duacmepéomepn!
cHo '~ ~ ' cro
HO—*H 3HaHmuomepsbl! H—~Q0OH
H—~0H = 7777 = HO—{H
CH,0OH CH,OH
v P v
o™ y ‘q CH,0H
—+—OH HO—— —+—OH —O0
HO——— HO——— HO—|— HO——
——OH —+OH| HO—— ——OH
——OH —1—OH — 1 oH ——OH
CH20H CH20H CHon CH20H
D-rioko3za  D-maHHO32  D-rajakro3a
R . ,  D-dpykro3a
KeTOreKco3a

AJIbJ0TC€KCO3bI

D-rmokoza, D-manr03a 1 D-gpykro3a — smumepst o C-2 (0T/IMYar0T-
cs1 koH(purypamuen C-2, mpudeM y (PpPyKTO3BI BO BTOPOM ITOJIOKCHUH —
KETOTpYTIia, MOITOMY (QPYKTO3y HA3bIBAIOT AUMEPHOH TITIOK03€ KETO30M).

MoHocaxapusl, He cooTBeTcTBYoIMEe 00mmeit popmyne C,H;,0,:

» 0e3oKcucaxapa — OTCYTCTBYET OJHA WJIM HECKOJBKO TMAPOKCHIIb-

HBIX I'PYIIIL;
> amunocaxapa — OJHAa WJIIN HECKOJBKO OH—I‘pyHH 3aMCIICHbBI Ha
aMUHOTPYTIITY.
0 a
(‘// “—H
—H —1 NH, CH,0H
H——H o
HO——
H——OH OH
—+—O0H O OH
H——OH | oH NH;
CH,0H
CH,0H

D-o0e3okcupuoosa
2-aMHUHOIJIIOK032

(croko3amun)
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1.2. YrieBoabl

K MoHOCaxapumaM OTHOCAT TaK)Ke HelupamMuHoeyio N cuauosvle KUcjo-
mbl — KUCIBIE» MOHOCAaXapubl, COMEpKaIlne IEBATh aTOMOB YTJIEpO/a,
KETOTpYIIy U KapOOKCHIIbHYIO TPYIIITY.

buocunTe3 HEelpaMUHOBOM KHCIIOTHI WJET C Y4aCTHEM I'€KCO3aMHUHOB U
MUPOBUHOTPATHON KHACITOTBI:

COOH
c=0

//o éHz
C~n H—C—OH

H,N——H H,N——H

CH;—C—COOH + HO——H —, HO——H
i H——OH H——on
H——OH A—on
CH,O0H CH,OH

IIBK MAHHO3AMUH

HeﬁpllMllHOKﬂﬂ Kucioma

CuanoBsie KuciaoTel — O- u N-aIuibHBIC TPOU3BOAHBIC HEUPAMUHOBOM
KHUCJIOTBI:

COOH| < 0cTaroK ICOOH
- 0 nupyBaTa 26-0
CH, 3&1_12 o=C
——OH 0 —4-OH
HN—— H3C—C-HN-|—
HO—— HO&
—OH —+—OH
——OH 5 —OH
CH,0H °CH,O0H
Hellpamunosasn N-auyemunneiipamunosasn
Kucioma kucnoma (NANA)

HeiipamuHoBast KUCJIOTa B CBOOOTHOM BHJE HAXOIUTCS B CITMHHOMO3TO-
BOH JKMIKOCTH, a CHAJIOBBIC KHCJIOTHI BXOASAT B COCTAB TTUKOJUINIOB U TJIH-
KOIIPOTEUIOB PA3INYHBIX TKaHEH.

L ukno-okco-maymomepus moHocaxapuooe

B ocHOBe IMKIIO-OKCO-TayTOMEPUH MOHOCAXapUAOB JIEKUT BO3MOXK-
HOCTb B3aMMOJEHCTBUS KapOOHWIILHOW TPYIIBI M OAHOW M3 yAANEeHHBIX OT
Hee TUIPOKCHIIBHBIX TPYII 110 TUITYy 00pa3oBaHMs Moiyaneraneil. B pesynnb-
TaTe TAKOTO B3aUMOJECHCTBUS OOpa3yrOTCs ISITHU- WIM IIECTUYICHHBIE LUK-
nryeckre GopMbl MOHOCaXapuaoB.
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1. CTpyKTypHas 6MoXuMusI

OO6pa3oBaHue TOTyareTas:

OH «_ nonyayemanvibvill
\C:O + ROH — \C/ 2uopoxcun
e ~ NoR
OO0pazoBaHye MUKINYECKOTO MMOTyaleTas:
OH

Nelo o
QH —(

[pu nukIM3anMy MoayaneTalbHbId (MIH TIMKO3UAHBIN) THIPOKCHI 00-
pasyeTcs U3 KHCIOpoAa KapOOHWJIBHOW TPYIIBI, a KHUCIOPOA CIUPTOBOTO
THAPOKCHIIA BXOJUT B cOCTaB Lukia. [lomyaneTanbHbli THAPOKCHII MOXKET
pacmonaraTbcst THOO CHU3Y IHMKIA, MO0 CBEpXy, 00pa3ys TEM CaMbIM J[BE
aHoMmepHbie GopMbl — a- U f-. OcTanbHble THAPOKCHIIBHBIE TPYIIBI B IIPO-
eKIsIX Xeyopca 3aHHUMAIOT IOJIOXKEHHUE, COMIACHO MX KOH(UIypauuu B
LIEITHOM COCTOSIHHH.

[leHTO3BI W TEKCO3BI MOTYT OOpPa30BBIBaTh, KaK MPaBWIIO, MO YETHIpE
muKIn4eckue Gopmel — 1Be @ypanosnsie (MATUWICHHBIE) U BE RUPAHO3-
nple (wectnuinenHsle). OnHako Oosiee CTaOMIIBHBIMHU JUISL ajibJOTEKCO3 SIB-
JSIFOTCSL TTMPaHO3HBIE (POPMBI, B TO BpeMs Kak AJIsl KETOTeKCO3 W allbJIOTeH-
T03 — (ypaHO3HBIE.

Lukno-oxco-maymomepus 21i0K03bl

‘CH20H
CHOH iy
o CBepXy CHH3Y
OH 1
OH o (o) OH
OH OH
OH
\ a,D-r1roKkonupanos
a,D-rmokodypanosa
4
‘CH20H
CH,;0H
CHOH OH . 2 0. oH
o CH,OH OH .
o (o) H
H D-raioko3a OH
OH

ap o S,D-rinoxonupano
. D-rimokodypanosa

HO — nonyarnieTanbHbIi (TTUKO3UIHBIN ) THIPOKCHI.
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1.2. YrieBoabl

Luxno-okco-maymomepus pykmo3ssl (NOKa3anvl MoabKo a-anomep-
Hble ghopmb)

a,D-dppykTodypanosa

HOH,C o\ GH:OH HOH.C ) CH,OH

CH,OH HOC=0 __ HO

Eo =~ = OH
HO——H OH OH

~ 2 CH,0H

Hon S ° OHWO\& L N

9 .EO ——

CHOH HO&—VO HO OH
D-pykTo3a OH OH

a,D-ppykTonupaHosa

Ceoiicmea moHocaxapudoe

XUMHUYECKHEe CBOMCTBAa MOHOCAaXapuAOB OOYCIIOBIEHBl HAJTHMYHEM B MO-
JIEKyJie HECKOJIBKUX (DYHKITMOHATBHBIX TPYTIIL:

» KapOOHUIIBHOI;

»  CIUPTOBBIX THAPOKCHIIBHBIX TPYIIIT;

»  TIMKO3UIHOTO (IOJyaleTaIbHOTO) THIPOKCHIIA.

Okucnenue. Ilpu OKUCIIEHUU aNbI03 MIATKHUMH OKHCIUTEISIMU (pEeaKkTH-
Bbl TOJJICHCAa — aMMHAa4YHBINA pacTBOp OKucH cepedpa, denmnra — ruapo-
keua menu (1), OpomHas Boaa v np.) OKUCISIETCS abJIeTH/IHAs TPYIINa | 00-
pa3yroTcsl KUCJIOThI, KOTOPbIE HA3BIBAIOT 2IUKOHOGBIMU («-0HOBbIe»). 1Ipn
0ojee KECTKMX YCIOBUSX (HAIpHMeEp, a30THON KHUCIIOTOMH) OKHCISeTCs U
aNpJIeruiHas, U MEePBUYHAS CIUPTOBAs TpyIa U 00pa3ylTCsA JBYXOCHOB-
HBbIe KapOOHOBEIE KUCIIOTHI, KOTOPBIE HA3BIBAIOT 2IUKAPOGLIMU («-APOBLLEN).
W3BecTHBI 21uKypoHoesle («-ypoHO8ble») KUCIOTH — IMPOU3BOIHBIE IIHK-
JTMYECKUX MOHOCAXapHIOB, B KOTOPHIX OKHCIIEH TEPMUHAIBHBIA CTIUPTOBBIHA
THUAPOKCHIT.

//O
C-H
——OH
HO—
—t—OH
—t—OH
(0] CH,OH
MSTKOE D-ruoko3a 0]
/ l [0 T~ coon
(0)
COOH COOH on
HoiiOH H(:70H OH OH
——OH ——OH OH
—+—OH —1—OH
CH,;0H COOH Fnloklfdycljl(:)};(;gan
TJIIOKOHOBAs rJII0KApPOBast
KHCJI0Ta KHCJIOTA
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1. CTpyKTypHas 6MoXuMusI

KeTo3bl OKHCIISIIOTCS 32 CUET M30MEpHU3alluy B IIEJIOYHON Cpelie B ajlb-
JI03BI, KOTOpPbIE U B3aUMOJEUCTBYIOT fayee ¢ okucnureneM. llepexos kero-
3B B QJIbJI03Y MPOUCXOIUT Yepe3 CHIANOIBHYIO (hopMy:

v

C-H
HO-C—H
a,b HO——
—+—OH
H OH
@O N/ % —1 on
cZ Ca~e i
H I k(){ CH,0H
H-C-OH  yon o D-maHHO032
HO—— ~—— HO—/— snumep no C-2
—| OH a ——OH
—|OH —1—OH \ ?Hon
CH,0H CH,0H C=0
D-riaroxo3a enaunoJ-1,2 HO——
—+—OH
—1—OH
CH,0H
D-¢ppyxkTo3a

Boccmanosnenue. [lpu BOCCTaHOBIEHMH MOHOCaXapHIOB 00pa3yloTcs
MHOT'OQTOMHBIE CITUPTHI:

(0]
7
Cy CH,0H
H-C—-OH —C—
\ [2 H] H C\ OH
Hf‘C—OH _— > HfF—OH
H*(‘FOH H*C‘fOH
CH,0H CH,OH
D-pubo3za puoduTO
/O
¢y CH,OH CH,OH
—1! OH ——OH —O
HO—|— zny  HO—— en N0
——OH -~ 7 —OH —OH
—1 OoH —+—OH —OH
CH,OH CH,0H CH,O0H
D-raoko3a copout D-dpykro3za

Bzaumooeiicmeue ¢ amunozpynnoii. KapOoHwnbHas Trpynma MOXKeET
B3aMMOJICHCTBOBATh C COCANHEHUSIMH, COJCPIKAIIIMU aMUHOTPYTITy ¢ 00pa-
30BaHMEM MpoAyKToB — ocHoBanuii [ludda. Hampumep, mo maHHOMY
NPUHIMITY TPOUCXOJUT TIUKO3UIMPOBAHUE eMOTI00NHA, KOTOpOe HaOIIo-
JIaeTcs TIPH JOJITOBPEMEHHOM MOBBIIICHHN YPOBHS TIIIOKO3BI B KPOBH:
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1.2. YrieBoabl

l6) OH

H enornos
\(// Hf(“—Nl-lfrcmorﬂuﬁml H\C//N remorobun
— OH ——OH ——OH
HO——— + HyN—remornoonn —» HO—— &, HO——
— . | TeperpynnupoBKa
on OH OH Amajopu
—OH ——OH ——OH
CH,OH CH,0H CH,0H
D-rimoko3a ocnosanue Hlupdpa

(N-enukozunumun)

NH-remori00un

H NH-remor106u1 ,
~ ﬁ — ‘Cl'lz
C-OH C=0
-, HO — » HO
OH OH
OH OH
CH,0OH CH,0H

I'mukosmmpoBansbiii reMoryioonn (HbAlc) obmamaer Ooiee BBICOKUM
CPOJICTBOM K KHCJIOPO/LY, II0O9TOMY B TKaHSIX 3aTPYIHSIETCS OTIa4a KUCIOPO/Ia.

Oébpaszoeanue cnodcnwvix rgpupos. O6pa3oBaHUE CIOXKHBIX I(PUPOB BO3-
MOXXHO IO JI000M TUIPOKCHIBHOW TpYIIe, OJHAKO Yallle BCETO CIIOXKHO-
a¢upHas cBA3bp o0Opaszyercs NUOO C y4acTHEM TJIMKO3UIAHOTO THIPOKCHIIA,
100 MEPBUYHOTO CITUPTOBOTO THAPOKCHUIIA!

O
CH20H CH20H CH,0— P\OH
POy H3PO4
(FP O
rJI}OKO30-1-([)0¢(])aT a,D-rioko3a rﬂmK030-6-(])0cq)aT
Oopazoseanue 2nuxo3udoe. I'MUKO3UABI — HTO NPOAYKTHI 3aMEIICHHUS

TIMKO3UAHOTO THApoKcmiIa. Pasnmuyaror O- u N-TVIMKO3UABI, KOTOpBIE 00pa-
3YIOTCSI B pe3yJIbTaTe B3aMMOJCHCTBUS CO CITUPTAMHU UITH AMUHAMH COOTBET-
CTBEHHO:

CH,;0H CH,0H CH,0H
O_ OCH; 0. OH 0 NHR
< CH;0H NHzR
- H20 - HZO
O-MeTHI-D-T/1I0K031 1 BD-rioko3a N-aakmi-D-rioko3n

I'IIroK03M — TIIUKO3HU TITFOKO3EI.

TUNUYHBIMU TPEACTAaBUTEISIMU  O-21UKO3UO006 SIBISIIOTCS CEpICUHBIC
TJIMKO3UbL, COACPKAIINECS B HEKOTOPBIX pacTeHUsiX. OHU COCTOST U3 yIJie-
BOJIHOM 4acCTH — IJIMKOHA, U HEYTJIEBOJIHOM YacTH — arjiukoHa. B kauecTse
arTUKOHOB MOTYT OBITh MPUPOIHBIE CHUPTHI, B TOM YHCJIE CTEPOUTHON MPH-
pOIbI.
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1. CTpyKTypHas 6MoXuMuUsI

Apuzumo3zud — cep-
JIEYHBIN TJIIMKO3U]I pacTe-
Hust Erysimum genus.

I'mnkoHOBasT  49acTh
MpeacTaBlicHa  Jucaxa-
puaom

CH,0H

CJto>kHbIE YTJIEBOIbI

Bce citoxxHBIE YTIIEBOIBI TOCTPOEHBI 1O TUITY O-TIUKO3UI0B!

RHOH + HO-R — > R-O0O—R + H,0

MoHocaxapuHble OCTaTKH BXOZST B COCTaB OJIUTO- M MOJUCAXapUIOB B
BUJI€ YCTOWYMBBIX IUKIMUECKUX (QOPM.

XapaxTepHoi 0COOEHHOCTBIO CIIOXKHBIX YTIIEBOJIOB SBISICTCS THIPOIIH3 —
pacmaj nof JefcTBUEM BOJIbI, KOTOPBIN MPOTEKAET 10 MOHOCAXapHIOB.

Hucaxapudst

Jucaxapuasl — TPOCTEUIIHE OJIMTOCAXapPHUIbI, MOJIEKYIBI KOTOPBIX CO-
CTOSIT U3 IBYX OCTaTKOB MOHOCAaXapHUIOB.

B 3aBHCHMOCTH OT 00pa30BaHUsl CBA3U MEXKAY OCTATKAMH
MOHOCAXapH/I0B Pa3INYal0T:

4 Y4 )

Boccmanasnueawuue ducaxapuodwl Hesoccmanasaueaiouue
CBSI13b 21UKO3UN-2UOPOKCUTILHAA. Qucaxapuder
OO6pa3oBaHa TJIMKO3UAHBIM THIPOKCHIOM CBSI3b 2IUKO3UN-2/TUKOZUOHAS.
OJIHOTO MOHOCAXapuAa M CHHPTOBBIM THJI- O6pazoBana B3aumojeiicTBEM 060-
POKCHIJIOM Jpyroro MoHocaxapuia. HUX TIIMKO3UAHBIX THMAPOKCHIIOB MO-
Tak kak B MOJIEKyJe€ COXpaHEH OJMH TJIUKO- HOCaxapuaoB.

3UJIHBIA TUAPOKCHIL, TO JUISl TAKUX JUcCaxXapu- Jna Takux QuMcaxapHioB HEBO3MOXK-
JIOB CYyLIECTBYET TayTOMEpHas KapOOHMIIb- HO 00pa3oBaHue KapOOHHMIIEHOH (op-
Hast Q)OpMa, H, CJIEIOBATCIIbHO, OHHU MOTYT MbI, II0O3TOMY OHHM HE BOCCTaHaBJIMBa-
OKHUCJIATHCS, TO €CTh BOCCTaHABJIIMBATH MOHBI 0T KaTHOHBI MCTAJJIOB B PCaKLMAX
mertawios (Cu?t, Agh). Tonnenca, @enunra.

Hanpumep: manpTo3a, 1aKTO3a. Hanpumep: caxapo3a.

- '\ J
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1.2. YrieBoabl

Manvmo3a (ComomoOBHIN caxap) — OWUcaxapuil, 0Opa30oBaHHBIA JBYMsI
MoOJIeKyJIaMu o, D-TIFOKOIMpaHo3bl, coeMHEHHBIMU CB3bI0 (1—4). Mab-
TO3a COJIEP)KUTCS B COJOJE U SIBISETCS MPOLYKTOM HEMOJHOIO THUAPOJIN3A
Kpaxmaja.

CH,0H CH,0H CH,OH CH,0H

O,
1 4 o - H,0 o 1 4
+ OH B—— OH OH
OH OH OH OH
a.D-T/I0KONHDaNn032 MAaJIbT032

]_[I/IKHO-OKCO—TaYTOMepI/IH MaJIbTO3bI:

CH,0H CH,0H CH,O0H CH;0H
o 0"\ o O oH
OH OH OH OH
o 0 = ? OH
OH OH OH

\ CH,OH CH,0H
(0)

OH o

OH OH Cl
H
OH

OH OH
Jlakmo3za conepxurcs B MOJIOKe (MOJIOUHBIH caxap, 4—S5 %). Monekyna
JIAKTO3Bl COCTOUT M3 OCTATKOB D-ranmakTo3bl M D-TiIOKO3bI, CBS3aHHBIX [-
(1>4)-rmuKo3uAHOI CBS3BIO

CH,0H CH,0H

o CBOOOIHBIN IIMKO3UAHBINA THAPOKCHUJL,
(0] o 3a c4eT KOTOPOro BO3MOKHA
OH (0] OH - / HHKJI0-0KCO-TayTOMepHUs
OH H

Caxapo3a (TpPOCTHUKOBEIH caxap) — COCTOHT U3 o, D-TIFOKOIMPAHO3bI U
S,D-bpykrodypanossl (cBsa3b 1—2). Caxapo3a — HEBOCCTaHABIHBAIOIIUN
JCcaxapul.

CH,;0H
(o]
® CH,OH
- H,0
+
a,D-rinokonupanosa B.D-dpykrodpypanosa
! CH,0H
CH,0H 6
(0] CH,0H
5 <~—— caxaposa
OH >
(
OH
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1.

CTpyKTypHast 6GMOXUMMST

(

IMonucaxapudst

Honncaxapm[m — CJIOXKHBIC YTJICBOAbLI, MOJICKYJIBI KOTOPBIX COACPKAT
0OJIBIIIOE KOJUYECTBO OCTATKOB MOHOCaxapuaoB.

Knaccndukanus nojucaxapuios

N

20MOROAUCAXAPUObl — TIOCTPOCHBI M3
OJ/IMHAKOBBIX OCTATKOB MOHOCaXapHJI0B.
Hanpumep: kpaxmai, INIMKOT€H, LEJUIIO-
J103a, XUTHH, XUTO3aH;

Ilo cocmagy:

2emepononucaxapudsl — B COCTaBe I0-
JIHcaxapuja TNPUCYTCTBYIOT pas3HbIE OC-

[

IHo cmpykmype:

JIUHElIHbLE HPECTABISIOT
JUIMHHBIC HEPa3BETBICHHBIC LICIIH.
Hanpumep: amuiio3a, LeI003a;

pazeemenennole
Pa3BUTHIC ITOJIMCAXAPUIBIL.

HPOCTPaHCTBEHHO

N

coboit

TaTKH MOHOCAaXapHJI0B.
Hanpumep:  ruamypoHoBas
\xonnpomnn-cynbcbarm

Hanpumep, rnuxoren

.

KHCIIOTA,

J

J

Kpaxman — 3anacHOW mojwcaxapuj pacTeHUH, MPEACTaBISIET CMECh
JIMHEWMHOW aMUJIO3bl U Pa3BETBICHHOTO aMUIIONeKTHHA. KpaxMai cocTouT u3
00JBIIOT0 KOJTUYECTBA OCTAaTKOB a,D-Tmiokonupano3sl. B amunose onu co-
eANHEHHI CBA3IMHA a-(1—4), moATOMyY IleTh aMIUIO3bI 3aKpydeHa B CIIHPAIIb,
YTO YMCHBIIIACT BO3MOXKHOCTh 00pa30BaHMs B aMUIIO3€ BOJOPOHBIX CBS3EH
MeX]ly OTIENbHBIMA LIETISIMHU, HO B TO YK€ BPEeMsI YBEIMYHNBAET BO3MOKHOCTh
o0pa3oBaHHsA TaKWX CBA3EH C MOJEKyJlaMH BOIbl. B pesymbrare ammiosa
pacTBOpHMa B BOJIE.

CH,OH

a,D-2nroko3a

CH,O0H CH,O0H
o o
— OH OH
o o—
OH /‘ OH
n

a-(1-4)-cBs13b
Amunosa
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1.2. YrieBoabl

B amunonextune, kpome cpszet a-(1—4), B MecTax pa3BeTBICHUS TIPO-
ucxoaut obpazoBanue cBs3u a-(1—6). [ninHa Hepa3BeTBICHHON LIEMTH B MO-
JIEKyJIe aMIIOTIEKTHHA MOXKeT JocturaTh 250—300 rIFOKO3HBIX 3BEHBEB, TO
€CTb BETBJIEHHE JOCTaTOYHO PEJIKOE.

Amunonexkmun

CH,OH CH,OH
(0} (0)
4 1 4
OH OH 1
0] a-(1-6)-cea3b
OH OH e
300 o
CH \
2OH
(0]
4 1
OH
0]
H
300

Ilennronoza (kremuamka) — CTPYKTYpHBIN MoMMcaxapuj pacTeHui. JIu-
HEWHBIN TIoNMcaxapu, B KOTOPOM OCTaTKH D-Tiroko3sl cBsi3ansl [F-(1—4)-rmu-
KO3UJIHBIMU CBsI3IMH. 3BeHbs [ D-INIOK0O3bI NPUIAIOT MAKPOMOJIEKYJIE BbI-
TSHYTYIO BOJIOKHHCTYIO (pOpMy 3a cYET MHOTOYMCIIEHHBIX BHYTPH- U MEX-
MOJIEKYJISIPHBIX BOJOPOIHBIX CBsI3ei. BeiiencTBue 3T0r0 LEsiono3a Hepac-
TBOpUMa.

CH,OH
0}
4 1
OH
o o—
T OH

a-(1-4)-ceaszw

CHOH . CH0H
0. |OH 3 O_ {OH
7, J 7 - H,0
:'i”j OH i+ 3 OH + ...
H-O 1 H-O
”””” OH OH

CH,0OH CH,OH
0 0
— OH (o) OH 0
OH OH
n

-(1-4)-cBsi3b

I'nuxkozen — 3anacHoOM mnonucaxapuj Miekonuraromux. [loxox 1o
CTPOCHHIO HAa aMUJIONIEKTHH, HO TOpa3o Ooyee pa3BeTBICHHBIHN, YTO MO3BO-
JISICT MOJIEKYJIe OBITh JIOCTATOYHO KOMIIAKTHO CBEpHYTOH. B opranusme ue-
JIOBEKa OCHOBHBIC 3amachl TJIMKOTEHA COJNEPKATCS B TIEUYEHU W MBIIICUHON
TKaHM.
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1. CTpyKTypHas 6MoXuMusI

Xumun u xumo3an. T JUHEHHbIEC TOTUCAXAPUIBI COCTABIIIOT OCHOBY
9K30CKeNeTa (MaHIUPh U KIICIIHN) WIEHUCTOHOTUX U HEKOTOPBIX 0ECro3Bo-
HOYHBIX, a TaK)Ke BXOIAT B COCTaB KJIETOYHOM CTEHKH I'puOOB U OakTepuil.
B ocHOBE HaHHBIX MOJHMCAXAPUTIOB JIEKHUT ,B,D-FJHOK03aMI/1H, CBSI3aHHBIN
(1>4)-rmuKo3uaHOI CBS3BIO.

CH,0H CH,0H
(0] 0 rie R=Ac mis XxuTumHa
OH o OH o_ R=H pas xuto3ana
NHR NHR
n
CH,0H CH,OH CH,0H CH,OH
(0] 0] 0] 0]
OH (o] OH N OH (o] OH N
NH, NH, NH NH
n ¢-o0 n t-o
XHTO3aH én, CHy

XUTHH

I'nukozamunoznukansl, iy MyKonoaucaxapuovl, — 3TO KUCIbIE JIU-
HeWHbIEe MOJIHCaXapyuabl COCAUMHUTEIbHON TKaHu. B oprannsme riamko3aMu-
HOTJIMKaHbI, KaK MPaBHUJIO, CBSI3aHbI ¢ OEJIKaMH U 00pa3yr0T KOMILIEKCH —
nporeorukanbl. OHM IIOCTPOEHBI M3 IIOBTOPSIOIIUXCS JHCAXapHUIHBIX
(parmeHToB, cBs3aHHBIX [-(1—4)-TIIMKO3UIHBIMU CBSI3IMH. BHyTpH nuca-
xapunHoro gparmenTa cBsa3b S-(1—3). B coctaB aucaxapuanoro ¢pparmeH-
Ta BXOAAT YPOHOBAsi KUCJIOTa (TJIIOKYPOHOBAs MM TaJaKTypOHOBAs) U aMu-
HOTeKco3a. M3BECTHO HECKOJIBKO THIIOB TJIMKO3aMHUHOTIIMKAHOB, CPEAU KO-
TOPBIX MOKHO BBIJEIUTH F'HaTyPOHOBYIO KHCIOTY, XOHAPOUTHHCYIb(ATHI (4
u 0), KepaTaHcynb]ar, TerapuH.

30



1.2. YrieBoabl

Tuanyponosas kucnoma

COOH
CH20H COOH
O o CH,0H
o /;O
M\O\
H-
OH
VHAC NHAc
B(1-3)-cBsi3b B(1—4)-cBsi3b
Xonopoumuncynvgpam-6 Xonopoumuncynvgpam-4
COOH COOH SosH
CHZOSO3H \ CH,O0H
o O
w“ n
¢-o
CH3 CH;
1.3. JIunmnpsl
.HI/IHI/II[LI — OoublIas rpynmna OpupoaHbIX COGHHHCHHﬁ, ABJIAIOIINUXCA

MIPOU3BOAHBIMH BBICIIHX XKHUPHBIX KapOoHOBHIX kucnoT (BXKK). B kmacc nm-
MUI0B BXOJAT COETUWHEHMs, TOCTaTOYHO Pa3HOOOpa3HbIe MO CTPOEHHIO, HO
uMerole olIiee CBOMCTBO: MIOXYI0 PacTBOPUMOCTb B BOJAE M XOPOIIYIO
PacTBOPUMOCTD B OPraHUYECKUX PACTBOPUTEIISIX.

Hpe)IlHeCTBeHHI/lKI/l JUIIUA0B

Cnupmul
Kupnvie kucnomout
- 2AuyepuH,
- HacvleHnble
. ’ - cqpunzo3umn,
- HEHACbIUWCHHDbLE
- Xonecmepon

JKupHblie KMCTIOTHI

B mpupone Bcrpevarorces xupabie kuciaoTsl (JKK), kak mpasuio, obma-
JAroIye CIEAYIOIIUMHU CBOHCTBAMHU:

» couepxar oJHY KapOOKCHJIBHYIO TPYHITy (TO €CTh SBISIIOTCS MOHO-
KapOOHOBBIMH);

» cozaepxar yetHoe yuciio aToMoB C (C-Cy);

» WMEIOT JIMHEWHOE CTPOCHHE, TO €CTh SBIIAIOTCS HEPa3BETBICHHBIMH;

» CcozepXarT IBOWHBIC CBSI3H B INC-KOH(DUTYPALIUH;

» TIOJMHEHACHIIIEHHBIC JKUPHBIE KHCIOTHI — METWJICHpA3/IClICHHbIC
(To ecTh MeXIYy ABOMHBIMHE CBsi3siMU rpynmna CHy).
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1. CTpyKTypHas 6MoXuMusI

Hacvtuennste KK ue conepxar TBOMHBIX CBSI3CH, a HeHACblUeHHblE
KK — coneprkar oqny (MoHOoeHOBBIE JKK) MM HECKOITBKO TBOMHBIX CBSI3CH.

Bce mpupoaHple HEHACHIIIEHHBIE >KUPHBIE KHCIOTHI MPH KOMHATHOM
TEeMIepaType HaXOAATCSA B JKUAKOM COCTOSHUH, B TO BpeMs KaK HACHIIICH-
HBIC — YaIlle B TBEPJOM COCTOSHUH. AHAJIOTHYHO, YeM OOJIBIIE B MOJIEKYJIC
JUNUAA OCTATKOB KOPOTKOIEMOUYECYHBIX U HEHACKHIIICHHBIX KUPHBIX KUCIOT,
TeM HIKE TeMIlepaTypa IulaBieHus *upa. JKupel )KUBOTHOTO MPOUCXOXK]IE-
HUS COAEpIKaT 3HAUYMTEIbHOE KOJMYECTBO OCTATKOB HACHIIIEHHBIX JKUPHBIX
KHCJIOT ¥ TIpY KOMHATHOM TeMIiepatype sSBISIOTCS TBEpAsIMU. B cocTaB pac-
TUTENBHBIX XHUPOB BXOJUT MHOTO OCTaTKOB HEHACHIIEHHBIX JKUPHBIX KHC-
not. [Ipn KOMHATHOW TeMIiepaTtype OHU MPEACTABISIOT COOOH JKUIKOCTH, H
MO3TOMY MX HA3bIBAIOT MACIaMHU.

Homenknamypa scupuvix xkuciom. JXupHYIO KUCIOTY MOXHO 0003Ha-
YUTHh MH(PPOM, B KOTOPOM YKa3aHBI KOJMYECTBO aTOMOB yTJIEpOa B KUCIO-
T€, KOJIMYECTBO JBOMHBIX CBSI3€M W TOJIOXKEHHE JIBOMHBIX cBszeil. Hampu-
Mep, IS OTIEMHOBOM KHUCIIOTHI:

KOJIH4eCTBO KOJIH4eCTBO MOJIOKEHH e

aromoB C JIBOMHBIX CBsi3eii  JBOWHBIX CBsI3eil
18 9 1 N l —
CH,—~(CH,),- CH=CH—(CH,),—~COOH 18:1(9-z)

T

nuc-Kongopmanus
JIBOHHOI CBA3HM

Kpome Toro, mis onucaHus )UPHBIX KUCIOT UCHONB3YIOT (0-HOMEHKIIA-
Typy, KOTOpas ITOKa3bIBAET MOJOKEHNE JBOMHOMN CBSI3M OTHOCUTEIBHO KOH-
ueBoit CH;-rpymnms! (co-rpymrbr)

-1 ®-9

[TonmmeHoOBBIE KUPHBIE KUCIOTHI C PACTIONOKEHUEM JTBOMHBIX CB3eH ®-3
U -6 SIBIIAIOTCS HE3aMCHHUMBIMH JIJISl YEIIOBEKA, TaK KaK HE MOTYT CUHTE3H-
poBaThcs B OPTaHU3ME W JIOJDKHBI MOCTYIATh ¢ nuied. X oObenHSIOT B
T'pynily noa Ha3BaHUCM BUTAMHUH F, TaK KaK 3TU KHCJIOTHI ABJIAIOTCA MPCI-
IIIECTBEHHUKaMH TOPMOHOB 3WKO03aHOHMIOB (IIPOCTOTJIAHAWHOB, JIEHKOTpHE-
HOB, TpoMOOKcaHOB). B Tabmurie 1.4 mpuBeaeHsl HanOoJee 9acTo BCTpEda-
romuecs B npupoze KK.

Tabnuya 1.4
I[IpuponHbie ;KUPHBIE KACIOTHI
Ha3zBanue KucaoThl | Cn:m | ()
Hacvuyennvie
byraHoBas (macisiHast) 4:0
MupucTHHOBas 14:0
[TarpMuTHHOBAS 16:0
CreapuHoBast 18:0
ApaxuHOBas 20:0
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1.3. JIunuabl

Oxonuanue maon. 1.4

HasBaHue KHCIIOTHI | Cn:m | ®

Monoenogvie

TTanebMuTOOICHHOBAS 16 : 1(9-2) -7

OnenHoBast 18 : 1(9-2) ®-9
lonuenoguvie

Junonesas 18 :2(9-z, 12-7) -6

JluHONEHOBAS 18 : 3 (9-z, 12-7, 15-7) -3

OHKO030TpHEHOBAs 20:4 (8-z, 11-z, 14-7) -6

ApaxunoHoBas 20 :4(5-z, 8-z, 11-z, 14-2) -6

DiiKo3amneHTaeHoBass (THMHOMO-

HOBas) 20:5(5-z, 8-z, 11-z, 14-z, 17-7) ®-3

Cnuptbl

B cocras JIMIIAA0B MOTYT BXOJUTH CIICAYIONINC CIIUPTHI:

H;C
H;C CH;
CH,—OH CH;—(CH,);;—CH=CH-CH—OH H,C CH,
H—OH H—NH,
¢H,—OH H,—OH
HO
2nuuepun
uep cpunzosun Xxonecmepon

MO>KHO BEIICITUTH CJICIYIONTHE TPYIIITH JIMITHIOB:

JInnuaer

Heomvinsemore

(He cuoporusyomces)

Ombingemole
- cmepouowbl
(euoponusyromes) P ’
- mepnenvl,
- KapoOMuHoOUObl
Ilpocmuie
(cocmosam u3 08yx KOMNOHEHMOB) Crnooxcnule
- TAL (cocmosim uz mpex u 6onee
- 6ocka, KOMROHEHMOB)
- yepamuowl
Tnuxonunude
Dochorunudwl
- yepebposuowl,
- enuyepongocgonunudst,
- 2aH2IUO03UObL,
- cghuneogpoconunuds
- 210603udvbl
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1. CTpyKTypHas 6MoXuMuUsI

Tpuayunznuuepuoovt (TAI). TlpeacTaBisiioT cOOOW CIOXKHBIE >(OUPHI
TpexaToMHoro cnupta raunepuHa u BXKK. B cocta TAI' MOryT BXOIUTH
KaK OJIMHAKOBBIE, TaK M pa3INYHbIe OCTATKU )KUPHBIX KUCIIOT.

N o
_C—Ry CH,—0-C—R,
CH,—OH HO
O cunrte3 TAT ‘ 0O
SCR, ————> CH-0-CUR, + 3 HO
— 0—-C—
CH—OH + HO 2 2
ruapoaun3 TAT (0]
X I
/Cf R; CH,—O0-C—R;
H,—OH HO
TN epuH KK TAT

TAI He comepkat Tpym, CITOCOOHEBIX K IHCCOIMALINH, II03TOMY OTHO-
CATCS K HEUTPAIBHBIM (TO €CTh HEHOISPHBIM ) JIMIIHAIAM.

Bocka tipenctaBisitoT co00# ClOKHBIE A(PUPHI BBHICIIAX OJHOATOMHBIX
ciuptoB 1 BXK. U cnupte, u KK, BXoasume B cocTaB BOCKOB, UMEIOT
0OJBIIIOE KOTUYECTBO YTIIEPOTHBIX aTOMOB U, KaK MPABHIIO, SBISIFOTCS HACKI-
neHHbIMUA. [103TOMy BOCKa MMEIOT JOCTATOYHO BBICOKYIO TEeMIEpaTypy
TJIABJICHHSI M B IIPUPO/IE BHITIONHSIOT 3aIIUTHYIO (DYHKITHIO.

(0] 0 o
I i :
R—C—0-R, CH3—(CHy);4—C—0—(CHyp)3—CHj CHy—(CHy)14—C~0—(CHy)1s—CHj
BoCK MHPHIWJINAJIBMHATAT HETUINMAJIBMUTAT
(MYeaMHbBI BOCK) (cepmaner)

Hepamuowvt (N-auuncgpunzozunvy) — amunsl BXKK n crimpra cunro-
3MHa.

CH;3;—(CH3);,—CH= CHf‘CHfOH CH3;—(CH;);,—CH= CHf‘CHfOH 9

CH—NH, CH—NH-C-R
CH,—OH CH,—OH
chunrosun uepamua (3pup cpunrosunna u KK)
0]

Hepamun: HNJ\/\/\/\/\/\/\/\

N-nanvmumuicpuneosun HO\)\‘/\N\/\/\/\/\/

OH

Lepamunel BcTpeyaroTcs B KJIETKax B CBOOOJHOM BUZE M B cocTaBe 00-
JIee CIOKHBIX CTPYKTYD, a TaKXKe KJICTOYHBIX MEMOpaH.

Dochorunudvt NPeCTABIAIOT COO0N CIIOKHBIC 3QUPHI CIIUPTOB TIIHIIC-
puna unu cunrosuna ¢ BXKK u docdopnoii kucnoroii. B cocraB docdo-
JHMIHUI0B BXOAAT TaKKe aMUHOCIIMPTHI: XOJIMH, STAHOJIAMHH WJIH CEpUH, W
MHOTOAQTOMHBIN CITUPT HHO3UTOIL.
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1.3. JIunuabl

Docghonunuodnl
Z N
TI'nuyepongpochonunuoni
— (ocdaruaHbIe KHCTOTHL, Counzogpocgponunuowt
— KedalHHBbI, — CMHTOMUEITUHEI
— JICUUTHUHEL,
— cepuHpocharuapl,
— nHo3uToN(ochaTHabI

I'nuyepongpochonunuowvt (cnuuepongpochamudny). SIBngOTCI MpoOU3-
BOIHBIMH (DOCHATHIHBIX KHCIIOT

0 0
o CH,—O0-C—R; o CH,—O0-C—Ry
I Il
R,—C-O0O—CH o H(}l‘)—O—CH o
I I
CH;—O0— I"—OH OH CH,—0-C—R,
OH
a-pochamuonan kucroma B-docpamuonan  kucnoma
0
1) CH,—O0-C-R, O61as popMyIa IPOU3BOTHBIX
Ro— &_0 CH dhochaTUIHBIX KUCIOT, TIe X —
z 0CTaTOK aMHHOCITUPTA UK MHO-
CHz—O—‘P‘—(% X TOATOMHOTO CIIUPTa
\
OH

B Ttabamue 1.5 mpeacraBiieHBl CTPYKTYpBl OCHOBHBIX KJIACCOB (ocgo-
TJIMLEPUIOB U BXOJSIIMX B UX COCTaB aMUHOCTIHPTOB.

Tabnuya 1.5

CTpykTyps! riuneposadochonnnuios

A oc
docharua MPIP(IX)HHPT Crpykrypa
Kedanuabr DTaHOJIAMUH (u)
CH,—O0-C—R,
e
Rz—CfO—‘CH
I
CHy—0—P—0-CH,— CH,— NH,
OH

JlenuTHHEI XoauH (H)
CH,—0-C-R;
o ]
R,—C—0—CH
’ | 0 +
CHy—0—P—0—CH;—CH,—N(CHy);
OH
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1. CTpyKTypHast 6MOXUMMST

Oxonuanue maon. 1.5

AMuHOCIIUPT

®DochaTin (X) Crpykrypa
Cepundocda- |Cepun 9
THIBL o CH,—O0-C—R;
I
Rz—Cf(F‘CH
[l
CH2*O*I‘)*O*CH2*(EH* NH,
OH COOH
Huosurdocda- |MuO3uTON (u)
THIBI o (‘?HZ—(}C— R,
Il
R,—C-0—CH
: | 0 OH OH
CHy—0-P——0
OH
OH
OH

K rimunepondochonunumaaM MOXXHO OTHECTH U KapAUOJUITUHBI (BXOMIST
B COCTaB BHYTPCHHEH MeMOpaHbI MHTOXOHIPHI) U TUIa3MaJOreHbl (Comep-
JKATCS B CTUHHOM U TOJIOBHOM MO3Te, CEpJICUHOMN MBIIIIIE, TIa3Me KPOBH).

CtpyKTypa KapAUOJUIINHA:

(0] (0]
Rl—l(li— CH, OCTATKH INIMIEPpUHA H,C— O—&— R,
R,—C—-HO—CH 9 9 HC—O+C-Ry

CH,— O+ ll)_ O—CHz—(IjH—Cl'Iz—O-— II’— O0——CH,
OH OH (0)

Inazmanozenvt — raunepondocdartupl, y KOTOPHIX B IIEPBOM TOJO-
JKCHUU TIIMIICPUHA HAXOJMTCS HE JKHPHAs KUCIIOTa, & OCTATOK CIHPTA C
JUTMHHOM anu(aTudecKoi Iembio:

CHzf O- (CHz)n—CH3

CH,—O-CH=CH-R

0 | 9 |
Rz—C—O—?H o RrC*(F‘CH 0
I [l
CHy—0-P-0-X CH;—0-P-0-X
OH OH
CH2*O*(CH2)II*CH3
0 | TA® -
CH3—C70—(‘JH TPOMOOUMTAKTUBUPYIOIIUI
[l
CH;~0-P-0-X (axTop
OH
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1.3. JIunuabl

B xauectBe amuHOCTIHpTa (X) Yallle BCETO MPUCYTCTBYET OCTATOK XOJIMHA.

Counzomuenunst, unu cpunzogpocghonunuowvl, — conepxarcs B MeM-
OpaHaX JXUBOTHBIX U PACTUTEIHHBIX KJIETOK, OCOOCHHO MHOTO C(hUHTOMHE-
JMHOB B MO3TOBOW M HepBHOW TKaHU. CHOUHTOMHUENUHBI U MX MPOU3BOIHBIC
00pa3yrT MUEIMHOBBIC 000JIOUKH aKCOHOB — OTPOCTKOB HEPBHBIX KIICTOK,
M0 KOTOPBIM NIEpEacTCs HEPBHBIN UMITYIIHLC

CH3—(CH3);,—CH=CH-CH-OH CH3—(CH;);,—CH=CH-CH-OH
0 9
CH-NH—C-R, CH-NH—C-Cy7H33
0 | -
CH;0-P-0 X CHy—0—P—0- CH,~CH;~ N(CHy),
OH OH

00mas ¢popmyJia chHHroMHeIMHA

Tukonunudsl — KOMIUICKCHI YTIICBOJIOB W JIMMHUIOB. YTJIEBOIHAS
4acTh MPEJCTABJICHA OCTAaTKAaMH MOHO-, JH-, OJIMrocaxapuiaMi U CHaIOBbI-
MU KUCJIOTaMH.

U3 riukocUHTOIUIHI0B MOKHO BBIJICIIUTH IEPEOPO3HIIBI, B COCTAB KO-
TOPBIX BXOJAT MOHOCAaxXapuabl (TIFOKO3a WM TajlakTo3a). [ 71o6o3umbl co-
JepKaT ONMrocaxapa, a B COCTaB T'aHTIIMO3UIOB MOTYT BXOJHUTH CHAIIOBEIC
KHUCJIOTHI. JKUpPHBIE KUCIIOTHI MPEIICTABICHKI IIepEOPOHOBOM, HEPBOHOBOW H
JUTHOIIEpUHOBOM. [lepeOpo3uIbl i TaHTIIMO3K/IBl HAXOIATCS TJIABHBIM 00pa-
30M B MHEJIEHOBBIX 000JIOYKaX U MCM6paHaX HCPBHLBIX KJICTOK MO3ra.

CH;—(CH3);,—CH=CH-CH-OH

9
(‘ij NH—C-R,
CH,
CH,0H ‘ Tlanakro3wiiepamug
OH
H

Cmepoudst — HEeOMbUIsIEMbIE JTUIH/IBI, OCHOBY CTPYKTYPBI KOTOPBIX CO-
CTaBJIACT CTEPAH, CONCPIKAIIHIA TPU ITUKIOTeKCAaHOBEIX KoJbIla (A, B u C) u
nukiIoneHTanoBoe Koublo (D). Ctepounbl, Yy KOTOPBIX pajfiKal COIACPKUT
BOCEMb YTJICPOIHBIX aTOMOB, Ha3BIBAIOT cmepunamu. CaMblii W3BECTHBIN
CTEPUH — X0J1eCIepo.l, Ul X0J1eCIMEPUH.

H; CH; H CH;
H;C H3;C
3 Hs 3 Hy
() g
1]
Hi R—C—

crepan X0J1eCTepoI 3¢up xosecreposa u KK
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1. CTpyKTypHast 6MOXUMMST

Knaccudukarmm munumos

o o nonapnocmu o nokanuszayuu 6
nPOUCXO0HCOEHUIO opzanusme
3 - pesepenvle,
- Helimpanbubie,
- pacmumenvibole, - npomonnaimamuye-
- nonapusie
- Jlcugommuie P CKue

Ilo npoucxoscoenuro.

Pacmumensnsie munuapl Ooiee mpocThie Mo coctaBy. OHHU TpeacTaB-
JSIOT c000# CMECH YKUPHBIX KUCIIOT W alWITINIEPHIOB, B COCTaB KOTOPHIX
BXOJISIT Yallle BCErO0 HEHACHIIICHHBIC KUCIOTHI. OJIHAKO OHU PEIKO COJepKat
IMMOJIMHCHACBIICHHBIC XUPHBIC KHCJIOTBI C KOJIUYCCTBOM YTJIEPOAHBIX aTO-
MoB 20 u 6omnee. ZKusomnule TuIuaBI 0oJiee CIIOKHEBIE 1O cocTaBy. OHH CO-
nepxkat GpochoTUnHIbL, TIUKOIATUAB 1 XOJIECTEPOIL.

Ilo nonapuocmu.

K neiimpanvnvim (v HenoysipHbiM) MoxHO oTHecTH TAI, Bocka, Xo-
nectepon u ero 3¢upsl. Ioaapusie mumuasl — 3T0 GocHOTUTHABI U TIIHKO-
munuael. OHU SBIAIOTCAS OM(MIBHBIMA MOJIEKYJIAMHA — COJEpKaT IOJIsp-
HYIO 4acTh (TOJIOBKY) M HETHOJSPHBIC 4YacTH (paJHMKaIbl KUPHBIX KUCIOT).
[MonspHble aunuaBl 00pa3yOT B BOAHOH Cpejie TaKHE arperaThl U3 MOJICKYJI,
KaK MUILIEJUIA, JIMIUIHBIA OMCIION, JIMIIOCOMA.

MHULIEIUIA ouciaon JIMIIOCOMA

B Tabnuue 1.6 npuBeneHsl QyHKIMH OCHOBHBIX KJIaCCOB JIMITUAOB U MX
JIOKanu3ayua B OpraHusMe.

Tabauya 1.6
@DyHKIMU OCHOBHBIX JIUNHI0B
IIpeumyiiecTBeHHasA
Kiacc aunmnnos OyHKIUN P Y
JIOKAJIH3AIHS B OPTaHU3ME
TAT 3amnac BeIecTB ¥ SHEPTHH; AIATIOIATEI

TEPMOU3OJISIIHS;
MEXaHHYECKas,
3aluTHAs QYHKIMS

38




1.3. JIunuabl

Oxonuanue maon. 1.6

Kinacc aunumoos

DyHKIMU

[IpeumyiecTBeHHast
JIOKAJIM3AIHS B OPTaHU3ME

Imunepodocdonumumabt

CTpyKTYypHBIE KOMITOHEHTBI
MeMOpaH;

¢dochaTuanIXOINH, KPOME TO-
ro, KOMIIOHEHT cCypdakTaHTa,
MPEIOTBPALIAIOIIETr0 CIAUIAaHUEe

aJIbBCOJI

MeMOpaHBbI KIIETOK;
MOHOCJION Ha MOBEPXHO-
CTH JIUIIOTIPOTEHHOB;
aJIbBEOJIBI JIETKUX

Cdunrodocdonumu st

OCHOBHBIE CTPYKTypHBIE KOM-
TTIOHEHTHI MEMOpPaH KIIETOK HepB-
HOU TKaH!

MuenuHoBEIE 000TI0YKH
HEUPOHOB;
cepoe BEMIeCTBO MO3Ta

I'muxonunuanl

KommnoneHTsl MeMOpaH;
AQHTUTCHHBIE CTPYKTYPBI;
peLenTopsl

Buemnuit cnoit  knerou-
HBIX MeMOpaH

Xouectepon (XC)
Ddupsr XC

KommnoneHTsl MeMOpaH;
XC — npe/mecTBeHHNUK B CHH-

MeMOpaHBbI KIIETOK;
JIMIIONIPOTENHBI KPOBU

TE3€ KEIIYHBIX KHCIIOT, CTEPO-
HJHBIX TOPMOHOB, BUTAMWHA D3

Bxomut B cocraB Mem06-
paHHBIX (HOochHOTUIHIOB

[IpenmecTBEHHUK  TKaHEBBIX
TOPMOHOB HIKO3aHOUIOB

ApaxuI0HOBasE KHCIIOTa

buosornueckue memo6paHbl

buonozuueckue memoépansl — 3T0 CTPYKTypHBIE OpTaHHU3AIUH, IIO-
CTPOCHHBIC U3 JIMIHIOB U OENKOB, CBSI3aHHBIX MEXIy COOOH HEKOBAaJICHT-
HBIMHU B3aUMOJICUCTBHUSIMUA. brioMeMOpaHbl OTAETSIOT KIETKH JPYT OT Apyra
Y OKpY’KaloIIeH Cpenpl, a TakkKe pa3feisaioT KIETOYHbIE KOMITAPTAMEHTHI U
OTPaHUYHMBAIOT KJIETOYHBIC OPTAHEIIITBL.

MembOpaHa mpencTaBisieT CoOO0M JIMIUAHBINA OUCIION CO BCTPOCHHBIMH B
Hee Oenmkamu. JIMMUABI TpeX TIaBHBIX THIIOB — (OCQONUMUIBL, TITUKOIHUITU-
JIbI ¥ XOJIECTEPOJI — OTBEYAIOT 3a CTAOMIIM3AINI0 MeMOpaH, a OeKu — 3a
(hyHKITMOHANBHYIO aKTHBHOCTh. B MemOpaHe coueTaroTcs CBOWCTBAa KPH-
cTajuia (YIopsIOUYeHHOE PaCTOOKEHUE MOJIEKYN) U KHAKOCTH (TIOABHXK-
HOCTH MOJICKYJI, TEKY4ECTh).

Ha Bsi3koCT TMIIUAOB B OHCIIOE BIMSIOT CeyIomue (PaKTOPHI:

— YeM JJIMHHEe W HaCHIIIeHHEee YXUPHOKHUCIOTHBIC LIEMH JIUMUIO0B, TEM
TUIOTHEE OHU MOTYT OBITh YITAKOBAHBI;

— IUTOTHAs YNaKOBKa TOBBIIIAET BS3KOCTh (CHMXKAET TEKy4decTh) OH-
cIost;

— XOJIecTepoa TpHIaeT MeMOpaHe >KEeCTKOCTh, 3aHUMas CBOOOIHOE
MPOCTPAHCTBO MEXAY THIPOPOOHBIMU XBOCTAMH JIMIIMAOB M HE TMO3BOJISA
UM U3THOAThCSI.

B xierounoit MmemOpaHe TUIUABI HAXOAATCS B HENPEPHIBHOM JIBUKCHHUU
Y TIOCTOSIHHO TTepeMeIatoTCsl.
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1. CTpyKTypHas 6MoXuMusI

Ilepenoc sewyecme uepes mem6paHy (Memo6paHHslii mpaHcnopim)

1. Ilaccusnwtit — no zpaduenmy KoHyeHmpayuu, 6e3 3ampam IHepzuu:

— npocras auddy3uss — TepeHoc ocymiecTBisercs 0e3 Oenka-Tie-
pPEHOCYMKa; OTIMYAeTCS HEeM30MpaTeIhbHOCThI0 W HU3KOHW CKOPOCTBIO Te-
peHoca;

— obneryenHas audQy3uss — BEIIESCTBO MEPEMENIACTCS C MOMOIIBIO
0ETIKOB-NIEPEHOCUNKOB; OTIMYAETCS N30MPATEIbHOCTHIO (CHIENU(UIHOCTHIO)
Y BBICOKOW CKOPOCTBIO.

2. AKmuenwlii — npomue 2paoueHma KOHUeHmpayuu, ¢ 3ampamoi
anepeuu 6 uoe AT® (adeno3unmpughochopnoii kuciomot):

— MEPBUYHO-aKTUBHBIA TPAHCIOPT MPOUCXOTUT TPH YIaCTHU TPaAHC-
MOPTHBHIX aT(ha3 (MOHHBIX HACOCOB);

— BTOPUYHO-aKTUBHBIA CUMIOPT WM AKTUBHBIM aHTHUIOPT (COBMeILe-
HUE aKTUBHOTO U TTACCUBHOTO).

3. Ilepenoc uepez memoOpany makpomonekyan u uacmuy (mpancnopm é
MeEMOPAHHOI YNAKOBKe):

— DHJOLUTO3 — U3 CPEAbI B KICTKY;

— DK30IIUTO3 — W3 KIETKH B Cpeay.

1.4. HykieMHOBbIE KMCJIOTHI

Hyxneunnossie xucnotsl (HK), wim monmuHyKI€OTHIB, — TOIUMEpPHBIC
MOJIEKYJIbI, IOCTPOCHHBIE U3 HYKJICOTHIOB.

Ocobennoctu xumudeckoro crpoenust HK oGecrnieunBaroT BO3MOKHOCTh
XpaHEeHUs, epeHoca M Tepefadd Mo HACIeNICTBY ITOYEpPHHM KIIETKaM HWH-
dopMaruu 0 CTpPyKType OENKOBBIX MOJIEKYJ, KOTOPhIE CHHTE3HPYIOTCS B
KKI0M TKaHU Ha OMPeIeICHHOM dTare HHANBUIYATFHOTO Pa3BUTHSI.

Jlro6wie m3menenns crpoernst HK BiekyT 3a co60ii n3MEHEHUS CTPYKTY-
PBI KJIETOK WJIM aKTUBHOCTH (PH3MOIOTHMUYECKUX TPOIIECCOB B HUX, BIUIS Ta-
KUM 00pa3oM Ha JKU3HECITOCOOHOCTD.

Hyxkneosuapl 1 HyKI€OTUI I

Hyxneo3un — 310 N-INIMKO3H YIIeBOAA-IEHTO3bl U COOTBETCTBYIOIIE-
r'0 a30THCTOTO OCHOBAHUSI.

B cocraB HK Bxoasar nBe nmenTto3sl (pndo3a u 1e30Kcupr003a), mypuHo-
BBIC U IUPUMHIHHOBBIC a30THCThIC OCHOBAHUSL.

CH,OH CH,OH
o. OH o. OH
OH OH OH H
prbo3a Jiezokeupubosa
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1.4. Hyk/IeMHOBbIE KUCIOTBI

Hypunoeble asomucmole OCHO6AHUA:

NH, OH | o
H
N7 & Yq Z = w 8
e
Sy N N Sy N HyN N
AaAKRMUM JAKmam
adenun 2yanun

Iupumuounoevie azomucmute ocnosanus. B cocra HK nupumunuso-
BBIC a30TUCTHIC OCHOBAHUS BXOAT B BUJIE OKCO-(POPMEI:

nUpUMUOUH

(EH 0
NZ | H\N)j
ypauua (U) D
HOJ\\N OJ\N
. f

(EH o
CH3 H_ CH3
TumuH (T) Nﬁ/ N)‘)/
H OJ\\N OJ\lTI
\/ H

ﬁﬂz NH
= H_
muTo3uH (C) jj — j\)j
HO Xy 07y
N B

Kpome mypHHOBBIX ¥ THPUMHIMHOBBIX a30THCTHIX OCHOBAaHHM, B COCTa-
Be HK MoryT BeTpeuarbest UX IPOM3BOIHBIC — MUHOPHbIE A30MUCHbLE OC-

HoeéaHuA:

NH—CHj3

N& \
ey
f

N*-memunaoenun

o S o NH;
CH;
H- N ‘ N\> H- N ‘ H- N N7 ‘
CH;—NH” N7 N 07 >N 07N 07N
H " H H
N-memunzyanunun muoypayun ouzuopoypayun  S-memunyumosun
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1. CTpyKTypHast 6MOXUMMST

Ha3zeanun Hykneomuooe u HyK1eo3uoos:

A30THCTOE OCHOBaHHE Hykneo3un Hyxkieorun
Aoenun AleHO3WH AnenoznamoHodocdar (amd)
Tyanun I'yano3un I'yanosuamonogocoar (rmd)
Lumo3sun Hutuaus Hutunauamonodocdar (mmd)
Tumun Tumuana TumunuamoHodocdat (TmMd)
Ypayun Ypunus Ypuauamonodocdar (ymb)

B cTpykType HyKIEOTHIOB M HYKJIECO3UAOB HyMEpalus aTOMOB a30TH-
CTBIX OCHOBaHMH BeJleTcsl Hu(ppamMu 0e3 ITPUXOB, a HyMepalus aTOMOB yT-
JeBofa — HU(pPaMH CO LITPUXAMH.

Cmpoenue u odpazosanue HyK1eo3uo06:

NH,
a30THCTOE OCHOBaHHE
5 N - IImMKo3H/IHas CBA3b N “
N
HO—CH, o
H H
H H
X=0H pudoHykiIeo3n OH OH
X=H J€30KCHPHOOHYKIE03H]T a0eHo3UH
NH
Heg NH
UUMO3UH \\ | H~y
= .
07 «ﬁL-- |
H o
o HO-CH; O

OH 5 H H
|<H H>| -H,0 H H
H H OH OH

pubosa HHMUOUH

Hykneomuowst — docdophsie 3¢upsl Hyki1eo3ua0B. DocopHas Kucio-
Ta MOXeT ObITh B 3'- U 5'-moNokeHUu MeHTo3bl. L{ukindeckne MOHOHYKIIe-
OTHUJBI B KJICTKE BBIOJIHSAIOT POJIb BTOPUYHBIX MOCPEIHUKOB (BTOPUYHBIX
MECCEHKEPOB) TOPMOHAJILHOTO CHTHAJIA.
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1.4. Hyk/ieMHOBbIE KUCJIOTBI

NH,
CAONCHONDUPHAR N
CBAIL NH, { N
' HOCH. N N‘J
0! N N ;
iy s \\
HO-P-0OCH, N 0  N-2auxosudnas
OH 0 \\ | | 3 CaATL
s, ]
™ N-z2auxosudnan ) E| ‘9 OH
canzs OH ™. croxmcnosdupnas
OH OH CER3Ib
aicHO3uH - 5"-docdar agcHoauH-3"-docdar

(5'-apeHmnoBas KHCTOTA)

(3'-aacHmnosas kucAoTa)

Kpome Toro, ¢parMeHThl HYKJICOTHJOB BXOJSIT B COCTAB MHOTHUX KO-
(dhepmeHTOB, a Hykieotuarpudocdarsl (Harpumep, ATD) urparot BaKHYIO
POJIb B 3HEPTETUYECKOM KJIIETOUHOM OOMEHE.

CTpOGHI/Ie HYKJIEMHOBLIX KUCJIOT

Paznuuaror pubonyknennosbie kuciaotel (PHK) u nesoxcupubonykien-
HoBble kucioThl (JIHK), B cocTaB KOTOpPBIX BXOAAT prub03a U Ae30KCHpH003a
cootBeTcTBeHHO. Kpome Toro, B cocraB JIHK BXoasT aneHuH, ryaHuH, TH-
MHH U [IUTO3UH, a B coctaB PHK — ajiennH, ryaHuH, ypaiui v IUTO3UH.

Cpsi3pIBaHUE HYKJICOTUIIOB MTPOUCXOAUT Uepe3 obpazoBanue (GochopHo-
MU (QUPHON CBS3H MEXTY TICHTO3aMH, B TO BPeMs KaK a30TUCThIE OCHOBAHHS
OCTalOTCS B CTOPOHE M CIIOCOOHBI 00pa30BBIBATH BOJOPOJHBIE CBSI3U IPH
oOpa3zoBanuu mpoctpaHcTBeHHOHN cTpykTypsl JJHK u PHK. B nBycnmpans-
Hoit Moniekyne JJHK Ttakve BoJOpOAHBIE CBSA3M MOTYT OOpPa30BBIBATHCS MEXK-
Iy OCTaTKaM{ aJICHWHA OJHOW MOJMHYKJICOTHAHOHN IIeTM U THMHHA JAPYTOH
MOTMHYKJICOTHIHOHN TIenH (IB€ BOJOPOJHBIE CBS3HM). MEXIy OCTaTKaMH Ty-
aHWHA W [IMTO3MHA BO3MOXXKHO 00pa30BaHUE TPEX BOJOPOJHBIX CBsized. Bo-
JIOPOJTHBIE CBSI3M MEXIY a30TUCTHIMU OCHOBAHHMSIMH Ha3bIBAIOT MOCTHKAMHU
Yorcona — Kpuka, a a30THCTbIE OCHOBaHUS — KOMILIEMEHTaPHBIMH.
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T (T) Amermm (A ) HuTozma (1) Tyamem (T)

Komnnementapueivu mapamu B PHK sBisAroTCS HUTO3MH-TyaHMH H
YPauMJI-aJ¢HUH.

MonekysipHble MeXaHU3Mbl MYTaLINI

Mymayuu — n3menenus B crpykrype JHK, npuBonsdimue k u3sMeHeHU-
sIM 3aKOJAWPOBAaHHOW B HeH reHermueckod mHpopmaumu. Mymazenez —
MIpoIlecCC BOZHUKHOBEHMSI B OpraHU3Me HacleJCTBEHHBIX U3MEHEHUH — My-
Tanui.

MyTanuyu MOTYT HPOMCXOAWTH CHOHTAHHO JINOO WHAYLHMPOBATHCA pPas-
JUYHBIMA XUMUYECKUMU B (prU3ndeckuMu GakTopamu (U3IydeHHe, TeMIlepa-
Typa 1 1p.). B Tabnuue 1.7 npruBeaeHs! TUIBI U MOJIEKYJISIPHBIC MEXaHHU3MBI
HanboJiee 4YacTo BCTPEUaeMbIX MyTalri.

Tabauya 1.7

Hawun6osee yacTo BcTpeyaeMble MyTalMu

Tun myrauuu

IIpuurHa noBpexaeHUI

MonexynpoHe MCXaHHU3MBI

AnypuHH3anus CHOHTaHHO WM IIPU MOBHI-| Pa3phiB IIMKO3UIHOMN CBA3HM MEX-
LIEHUH TEMIIEPATyPbl Iy TypUHOM H AE€30KCHPHO030i

HezamunupoBanue |(CrioHTaHHO Wi noAa Aeu-|Lluto3uH mnpeBpamaercs B ypa-
creueM HNO, 11J1, aJICHUH — B TUIIOKCAHTUH

AnkunupoBaHue HetictBue ankunupyrowmux|IIpucoeaunenue yriieBo1opoIHbIX

arc¢HToOB

paaukanos o O- win N

OO0pazoBaHue MHUPH-
MHANHOBBIX  JWME-
poB

Hetictue Y ®-uznyueHus

OO0pa3oBaHue IMKIOOYTaHOBBIX
KOJIeLl MEeXIy AByMS THMHHAMH B
uenu JJHK

AHanoru oCHOBaHHUH

OwmmnbKH perMKanuu

O0pa3yoT napsl ¢ 0ObIYHBIMHU OC-
HOBaHHUSIMU

B pesynbrate myTranmii B KJIETKE BO3MOXKEH CHHTE3 Oellka ¢ 3aMeHOH
AMHUHOKHUCIIOT B IOJMIIETITUIHOMN LEIH, 9TO MOXKET NMPHUBECTH K CHIDKCHHUIO
WM yTepe (pyHKIMOHATIBHOM CIOCOOHOCTH OerKa.
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1.5. T'opmoHbI

Paznuuarot Tpu ypoBHS peryisnuu Meradbonusma:

1) HHC (menTtpanbHas HEpBHAS CHCTEMa) — OCYIIECTBISIETCS HEHpO-
MeInuaTopamu;

2) MEXKJIETOUHasi — OCYIIECTBIACTCA TOPMOHAMH U IPYTUMH CUIHAJIb-
HBIMHU MOJIEKYJIaMHU;

3) BHYTpPHKJIETOYHAsi — OCYLIECTBIAETCS (pepMeHTaMu.

T'opmonbl — 5TO OHONOTMYECKH aKTUBHBIE BEILECTBA, KOTOPHIE CHUHTE-
3UPYIOTCSI B MaJIbIX KOJWYECTBaX B CHEIMATM3UPOBAHHBIX KIIETKAX 3HIO-
KPUHHOW CHUCTEMBl U 4epe3 LMPKYJIUPYIOLIME XHUIKOCTU JOCTaBIIIOTCA K
KJeTkaM-mMumieHssM. OTBeTHas peakius o4eHb pa3HOOOpa3Ha U onpeaeisieT-
Csl CTPOGHHEM TOPMOHAa M TUIIOM KJETKH, Ha KOTOPYIO HAalpaBieHO AeH-
CTBHE.

B pesynbrare cBsA3bIBaHUS TOPMOHA C OEIKOM-PELETITOPOM MPOUCXOIUT
nepeiaya FOpMOHAIBHOTO CUTHAJIA U B KJIETKe-MUIIEHU HAa0JII0AaeTCsl BKIIIO-
YeHHE WJIHM BBIKIIOYCHUE KIIETOYHBIX peakiuii, 00ecreunBaromuX KIeTou-
HBIH 0TBeT. KileTka-MuIIeHs — KJeTKa, UMEIoIas pelenTop K JaHHON CHr-
HAJILHON MOJIEKYJI€.

Ilpuuunsvr usmenenHus Kiemounoo memadonusma (KiemouHvli om-
eem):

1) u3MeHeHue CKOpPOCTH OMOCHHTE3a OTHAENBHBIX OENKOB (B TOM UHCIIE
0enKOB-(EepPMEHTOB);

2) U3MEHEHHE aKTUBHOCTH YK€ CYIIECTBYIOIIMX (epMEHTOB (Harpu-
Mep, B pesyibrate GochopunpoBanusi-nedochopuInpoBaHusi, YaCTHIHOTO
MPOTEOJIH3a U TIP.);

3) M3MEHEHHUE MPOHUIIAEMOCTH MEMOpaH B KJIETKAaX-MHUIICHIX JJIS OT-
JIeTbHBIX BEIIECTB WIH HOHOB (Hampumep, A Ca’’, IOKo3bI U 1Ip.).

B 3aBHCHMOCTH OT CTPYKTYpBI TOPMOHBI MOTYT OBITH JTHUMOQPHIBLHBIMH,
TO €CTh JIETKO MPOXOIALINMHE 4Yepe3 OnoMeMOpaHbl, U JTUIOGOOHBIMU, HE
CIIOCOOHBIMM TIPOXOIUTH uepe3 MeMOpany. [lostomy penentopsl MOryT
OBITh PACIIONIOKEHBI KaK B IUTO30JIE KIIETKH, TaK U HAa MeMOpaHe. Takum 00-
pa3oM, pazIMyaroT JBa MEXaHWU3Ma B3aMMOACHCTBHS TOPMOHA C KJIETKaMU-MH-
HICHSIMH:

1) Membpannwlit mexanuzm — KOrga TOPMOH CBSI3BIBACTCS C PELIETITO-
POM Ha MOBEPXHOCTH HAPYXKHOM MeMOpaHbl KIETKU-MHUILIECHU. BTopnuHBIMU
MOCPEHUKAMU MOTYT OBITH CIEAYIOIINE MOJICKYJIBI: IUKINYECKUE HYyKIIe-
otuabl (YAM®, yI'M®), unosurontpudochaT, KanbUui-CBI3bIBaIOIHA Oe-
JIOK — KaJIbMOJyJIUH, Ca2+, NO (0enxoBO-NIENTUIHBIE TOPMOHBI);

2) 6HymMpUKIemOUHbll MeXAHU3M — KOT/Aa PELEnTop IJisi TOpPMOHA
HaXOJIUTCs BHYTPH KJIETKH, TO €CTh B LUTOILIA3ME WJIM Ha BHYTPUKIIETOY-
HBIX MeMOpaHax. ['OpMOHBI PEryJIHPYIOT CKOPOCTh TPAHCKPHUIIIMH CICIH-
(uueckux reHoB (CTeponIHbIE, THPEOUIHBIE TOPMOHBI).

B Tabnmune 1.8 npuBeneHs 0cOOCHHOCTH JTUMOPHUILHBIX U JTUIMOPOOHBIX
TOPMOHOB.
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1. CTpyKTypHas 6MoXuMusI

Tabauya 1.8

Oco0eHHOCTH JUNO(PUIBHBIX H TUNO(OOHBIX TOPMOHOB

JlunodunbHbIE TOPMOHEI

JIunogoOHBIE TOPMOHBI

1. IToctymatoT B KpOBb Cpasy IOCIe CHH-
Te3a.

2. TpancnopTupyroTcs ¢ Oenkamu-mepe-
HOCYUKAMH.

3. [IpoHukaroT yepes MeMOpaHy.

4. Penenitop BHYTpPH KIIETKH.

5. Knerounsii oTBeT: OMOCHHTE3 OEIIKOB.
6. TIpoJoImKUTENLHOCTD IEHCTBUSI — Yachl

1. MoryT HakanIuBaThCs.

2. Jlerko TpaHCHOPTUPYIOTCSL.

3. He mpoHukatoT uepe3 MeMOpaHy.

4. Pementop Ha IOBEPXHOCTH KIICTKH.

5. KnerouHblil OTBET: UBMEHEHUE AKTHB-
HOCTH (pepMEHTOB.

6. IIpoaomKUTENEHOCT NEHCTBUS — MU-

HYTbI

B 3aBucuMocTH 0T crioco0a rnepeayn rTOpMOHAITBHOTO CUTHANIA B KIETKY
BBIJICJISIFOT TPH KJIACCa MEMOPaHHBIX PEIENTOPOB:

— penenTtops! ¢ (PepMEHTATUBHON aKTUBHOCTHIO;

— KaHao000pa3yIolIHe PelenToOph;

— peIenTopkl, CBs3aHHbIe ¢ G-OenKamu.

Peuenmopei, oo1adarouiue Kamanumuyeckoil akmugHocmuio (puc. 1.2).

[Ipn B3ammopeicTBUM TOpPMOHa C pe- 2opaion
LENTOPOM AKTHBHUPYETCS BHYTpH- ' ' :
KJIETOUHBIN JOMEH pelenTopa, UMEIOIINN : ﬂ,;menmop
(hepMeHTaTHBHYIO aKTUBHOCTD (Tu-
pOHMHKHMHA3a, THpo3uH(pocdaTaza, rya- - -
Hunatuukiasa). Ilo stomy MexaHusmy

JIEUCTBYIOT COMATOTPOIMH, UHCYJIUH, IPO-

JIAKTHH, UHTEP(EPOHHI a, 3, .

uacms peyenmopa, odaaoarouias
depmenmamueHol aKMUEHOCINBIO

Puc. 1.2. Peuentop
C KaTaTUTUYECKON aKTUBHOCTBIO

Kananooopazyrowue (wonomponnwie) peyenmoput (puc. 1.3).

[Ipucoenunenne ropMoHa K pELENTOpPY

BBI3bIBACT OTKPBITUE HOHHOTO KaHajla Ha
MeMmOpaHne. Takum crmocoboM IeHCTBYIOT Hei-

pomeauaropsl (anermwixonun, TAMK

HOMAacJsiHasE KHCJIO0Ta) M Tp.), BTOPUYHBIN
MecceHxep — uHozuTonTpudochar (UD;).
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1.5. T'opmoHbI

Peuyenmopul, ceazannvie ¢ G-veaxamu (puc. 1.4).

[lepenaya curaaixa oT ropMoHa MPO- 20pMOH
UCXOmuT TIpu mocpenctBe G-Oenka. G-  J
Oemok BIUseT Ha QepMeHTHI, 00pa3yro- |/ peyenmop

IIMe BTOPUYHBIC TOCPSTHUKU (MECCECHII- = m -
G-

xepsl). [locneaHne mepeaarT cUrHail Ha benox | | |
BHYTPUKJIETOUHbIe Oenku. K sTomMy BHIY l
OTHOCSITCS aJICHIIATIINKIA3HEIH (puc. 1.5)

o o nepedaya cuzHala
1 KaIbIUH-GoCcHOTHITATHBIN MEXaHU3MBI.

Puc. 1.4. Peuentop ¢ G-6enkamu

AOdenunamuyuKknasnovlii MexaHum nepedauu cuznana (puc. 1.5) npouc-
XOJUT CICIYIOIIMM 00pa3oM:

1) B3aUMOJCHCTBUE CUTHAILHON MOJIEKYIIBI C PEIIETITOPOM;

2) m3MmeneHune koHPopmanuu G-0Oenka;

3) zamena ['J1® (ryanosunmudocdara) va ['TO (ryaHozuaTpudocdar)
B anbda-S equnanie G-0enka;

4) akTuBauus aJACHUIATLUKIA3bl, KoTopas cuHTesupyeT yAM®D (umk-
TUYECKUH aieHO3MHMOHOGoCchaT);

5) yAM® axtuBupyeT depment nporennkuHazy A (IIK A);

6) nporenmHknHaza A Qocopunaupyer OeIKd U OenKoBbIE (aKTOPHI
TPaHCKPHUIIIAH, H3MEHSIOIINE aKTUBHOCTh M KOJTMUECTBO ()EPMEHTOB;

7) TpekpamieHue AeHCTBHS, €CITU PEIENTOp OCBOOOIMIICS:

— (docdomuscrepaza — paspyrraer yAMOD;

— (docdaraza — nedochopunupyer OeNKu.

TOPMOH
N

uAM®
AKTHBALHA

ITpoTeHHkHHa3a A

lq;occhopunuposanne

DepMeHTBI

H3meneHue akTHBHOCTH epMeHTOB

Puc. 1.5. AneHunatiuukiasHplii MEXaHU3M TepeIadd TOPMOHAIEHOTO CUTHAIA
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1. CTpyKTypHast 6MOXUMMST

I'opMoHBI KaccuGUUUPYIOT 110 MECTy CHHTE3a (aHaTOMHYecKas Kiac-
CHU(HKALHUS) U TI0 XAMHYECKOMY CTPOCHHIO (XUMHUECKast KilacCU(DUKAIIHSA).

B 3aBHCHMOCTH OT CTPOCHHUS Pa3IMYAIOT TPYIIITBI TOPMOHOB:

— T'OPMOHBI, IPOU3BOIHBIE aMUHOKUCIIOT. CHHTE3UPYIOTCSI B MO3IOBOM
BEIIIECTBE HA/IMOUYEYHUKOB U IIUTOBUIHOM XKele3e;

— O€eJKOBO-TIeNTHAHbIE TOpMOHBL. CHHTE3UPYIOTCS B TUNO(U3E, THIIO0-
TajaMmyce, MOHKEIyA0YHON U MapalliuTOBUAHOM XKeJe3ax;

— CcTepouHble TOPMOHbI. CHHTE3UPYIOTCSI B KOpPE HAANOYEUYHUKOB U B
TIOJIOBBIX XKEJIe3ax;

— siiko3aHouAbl. CHHTE3UPYIOTCA HEMOCPEICTBEHHO B TKAHAX U3 apa-
XHJIOHOBOH KHCJIOTHI U €€ aHaJIOTOB.

T'opmonbi, npouseo0nvle amuHOKUCA0M, CUHTE3UPYIOTCS U3 apoMaTtu-
Yyeckoi aMMHOKHCIOTE — Tyr. TpaHCHOPTUPYIOTCS B BHIE KOMIUIEKCOB C
OenKamHu IU1a3Mbl KPOBH.

Kamabonuzm: TOPMOHBI TOJBEPratOTCsl OKUCIUTENBHOMY JAE€3aMUHHUPO-
BaHUIO U JanbHeimemy okucnenuto 10 CO, u H,O.

Buocunmes adpenanuna. llpenniecTBeHHUK aJpeHaIMHA — THPO3UH.
OpHako caM TUPO3HH B KJIETKE MOXET OBITh I10JYUYeH I'HJIPOKCHUINPOBAHUEM
(ennnanannHa (hepMeHT HeHMITATaHHHTHIPOKCHIIA3a).

4 A A
DeHUnanaHnH @—CHQ—?H—NHQ
» DeHUunanasuH-
T rMApOKCHNasa
2| | Tuposun HO
§ =
8 o
\%, Ié % TupoanH-
é'la -] Ifi_- rMapoxKcunasa
3 8| £
5| 2| 2| ROdA (grokcn- HO
E| £| & denunanaru)
g 2| =
2l & ® [OGA-nexapbo-
= = Kcunasa
2l m /
§ Nodramun HO—
-]
& 3 ik
g —_— + it C
B | i | e e e Dodcpamun-f-rng-
o HO l - poKCUIa3a
HopaapeHanit HO@CH—CHQ—NH2
| J |
OH
HO S e t ’E’E‘i‘f____ MEeHUNSTAHONAMIUH-N
METUATpaHCdEpasa
! AnpeHanias HO CH—CHQ—NH(CHa}
|
OH
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1.5. T'opmoHbI

Jliia neficTBus 1o0(aMUHTHAPOKCHIIa3bl HEOOX0AMMa aCKOPOUHOBAs KUC-
sora (ButamuH C), KOTOpast BEICTYIIAET B POJI KOohepMeHTa.

T'opmonst wjumoeuonoii cenezpt. K HIM OTHOCSTCS THPOKCHH (TET-
paitoatuponuH, T,) u TpuioaTuponuH (T;). JIunopunsHLL.

I I I

HO o CHZ—(‘3H7COOH Hoﬁo cnzf(‘:cho()H
NH; NH;
I I

I I
mempaiioomuponun (mupokcun, Ty) mpuiioomuponun (T3)
CunTe3 floacoaepxKainx ToOpMOHOB BKIIIOYAET CIIEAYIONINE CTAAUN:
— MOCTYIUIEHUE HOAUIOB;
— OKHCJICHUE HOU0B U HOJUPOBAHUE TUPO3UHA;
— KOHJICHCAIUs 1 00pa30BaHUe HOJITUPOHUHOB;
— MUHOIIUTO3 M MPOTEOIN3 THPEOTIIOOYIINHA;
— BBIJICJIEHUE TOPMOHOB.
CxemMaTnyHO CHHTE3 MOYKHO TPEACTAaBUTH CIIEAYIONM 00pazoMm:

NH,—CH—COOH NH2—(|3H—COOH NH,—CH—COOH

H; CH2 H;

+1Ip +1,
- . 2
I I I

OH OH OH

Tyr MOHOOATHUPO3UH Ui O THPO3HH
MUT AT

I
MHUT + JUT — > HO@—O@—CHZ—?H—COOH
-s
er NH,
I I

TpuitoaTupoHuH (T3)

I 1
AIT + T o HO@O@—CHZ—?H—COOH
NH,
1 I

TeTPAHOATHPOHHUH (THPOKCHH, Ty)

benxoso-nenmuonvie 2opmonvi. CHUHTEIUPYIOTCS U3 aMHUHOKHCIOT B
BUJE IPe-IPO-TOPMOHOB, HE 00JaJarOMUX OHONOTMYECKOW aKTUBHOCTBIO.
I'uapodunbhbl. TpancnopTHPYIOTCS B CBOOOHOM BHJIE.

Kamab6oauzm: nmoasepraroTcsi MpoTEONN3y, paciafaloTcsl 10 OTAEIbHBIX
aMUHOKHCIIOT. DTH aMMHOKHUCIIOTHI BCTYNAIOT Jalibllle B OOIINE WM CHelH-
(uaeckue myTH MeTabonu3Ma aMUHOKHUCIIOT.
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Hampumep, TupeonnbepruH — TPHUIIETITH

a ; 8
r g \'4 N
H,C——CH—CO—NH—CH—CO—N
i P, 4
ol " Hy CH—C—NH,
€ \c/ CH,
i H,C——CH,
(o]
HN N [Mponuuammg
[TupornyramunoBas \/ P ‘
KHCIIOTa
['uctamuu

OKCI/ITOI_II/IH 1 Ba30IIPECCHUH — HAHOIICTITUABI

1 3 4
T*)r—l]e—Glln C-worey Tyr—Phe—Gin
N-xowey = Cys  Asn ! ' ki
la 7 8 g |
é—S—Cys—Pm—Léu— Gly-NH, 8 — 8—Cys —Pro—Arz —Gly-NH,

GECHTOIHH BAJIOMPECCHE

Cmepouonvte 20pmonnt. CHHTE3UPYIOTCS B KOPE HAIIOYCYHHKOB U B
MOJIOBBIX JKelle3aX U3 XOJeCTepoia.

[lo xonWyecTBY YIIIEPOIHBIX aTOMOB CTEPOWABI OTIMYAIOTCS APYT OT
Jpyra:

— C,; — rOpPMOHBI KOPBI HA/IMOYSYHHKOB U MPOTECTEPOH;

— Cj9 — MYIKCKHE MOJIOBbIE TOPMOHBI — aHPOTCHEI,

— Cg — XKCHCKHUE TOJIOBBIE TOPMOHBI — 3CTPOTEHBI.

Jlumo¢uneae! (ruApo(OOHE).

Kamabonusm: monudukarms O0KOBBIX pamnkainoB. OOpaszyercs crepas,
y KOTOpOro B 17-M MOJOKEHUHN HAXOAMTCS KeTorpymmna. B Takom Buzae mpo-
JIYKTBI KaTa0O0JIM3Ma CTEPOUTHBIX MOJOBBIX TOPMOHOB BBIBOJASATCS C MOUOU U

Ha3bIBAKOTCS 17-KCTOCTepOI/IIII>I.
2lch
3
21 22 20¢6—0

AKTI
0, 1AM + H/W
_— —

P-450, Oecmonaza

H

S

CH;
NporecTepoH C=0

XoJiecrepost

MPErHeHoJI0H

O

21 -zm)pom’uV \ \\

MHHEPAJTKOPTUKOUIBI TIIIOKOKOPTUKOUIBI AHAPOTEeHbI 3CTPOreHbI

17-2udpoxcunasza
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CH;

R

H
/ HPerHeHoI0H

CH;
MporecTepoH &0

H Xo0J1ecTepoJt

o
CH,OH

s

o OH

2 ]
| g i
c=0 ; = ~
¥ v &—0 w
HO, HO, } JjOH
o o Y
KOPTHKOCTEPOH KOPTH30.1 TeCTOCTEPOH acTpanmox

v

n (|3=0 TJIIOKOKOPTUKOM/T

Q
=
=]
P—
Q=0
=
=

ICTPHOJ

9CTPOI'EH

aJIbA0CTEPOH

MUHEPAJIKOPTUKOM ]

Diiko3aHoudbl — NPOU3BOJIHBIE APAXUIOHOBOM KHUCIOTHI M HEKOTOPBIX
JIpyrux nojaueHoBbIX KucioT (20:3 (8z, 11z, 14z) u 20:5 (5z, 8z, 11z, 14z,
17z)).

— Ilpocmoznanounst — conepxat NATUWICHHBIE LUKIbI, THAPOKCHUIIb-
HbI€ TPYIIIBI U KPAaTHBIE CBA3U. YUacTBYIOT B IIOJIEP’KaHUU IT'OMEOCTa3a, SB-
JIIOTCSL MeIMaToOpaMH BOCIIAIMTEIBHOTO Mporecca. OTBETCTBEHHBI 3a Mpo-
SBJICHUE TTOKPACHEHUs, TOBBIIICHNE TEMIIEPATYPHI, MOSBICHHE OTEKa, OOJIH
U TIp.

— Ilpocmoyuxnunst (PGI). Pa3HOBUAHOCT MPOCTOTNIAHAUHOB. IMeroT
JIBa KOJbLA: OAHO MATHWICHHOE (KaK APYTHe MpOoCTarjaHIHHbl), Ipyroe —
TOXe€ MATHYIICHHOE, HO C KUCI0opoAoM B 1ukie. [Ipoctanuknnnel (0cOGEHHO
PGI;) BBI3BIBAIOT Je3arperaiuio TPOMOOIIMTOB H CIIOCOOCTBYIOT (pUOpHUHO-
T3y.

— Jletikompuenvl. XapakTepHas O0COOEHHOCTb JEHKOTPUEHOB — OT-
CYTCTBUE LIMKJIMYECKOH CTPYKTYpPHl U HAJIMYUE TPEX CONPSDKEHHBIX CBSI3EHl.
OHH CTHOCOOCTBYIOT COKpAILICHHIO TJAIKOW MYCKYJIATyphl IbIXaTeNbHBIX
nyteil, JKKT, peryaupyroT TOHyC COCYIIOB, UTPAIOT BaXKHYIO POJIb B Pa3BU-
TUM aIJIEPIUYECKUX PEeaKLuil.

— Tpombokcanvt (TX) — UMEIOT MIECTUWIEHHOE KOJBIIO, BKIIIOUYAIOIIee
aTOM KHCIJIOpOJa, CUHTE3HPYIOTCS B TPOMOOLMTAX, CTUMYJHPYS WX arpe-
ranuio, a TAaKXKe BBI3BIBAIOT CY>KEHHE COCYJIOB U MOBBIIIICHUE apTEPHATILHOTO
JaBJICHUA.
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1. CTpyKTypHast 6MOXUMMST

B knerke apaxumoHOBasi KHCIOTa HAXOJMUTCS B cocTaBe (POCHOIHUITHIOB
MeMOpaH. CHHTE3 SUKO3aHOMIOB HAYMHAETCS TOJBKO TIOCIIE €€ OCBOOOXK Ie-
HUS U3 MeMOpaHbl. [Toce BBIXOAa KUCIOTHI B IIUTOILIA3MY, B 3aBUCUMOCTH
OT THIIA KJIETOK, TIPOUCXOJUT €¢ MpeBpalleHue B MPOCTArIaHANHBI (IIUKIO-
OKCHI'CHA3HBIN MyTh) UK B JICHKOTPUCHBI (JINTIOKCUTCHA3HBIH MyTh).

JKMPHBbIE KH CI0THI

(I)OC(I)OJIHIIMLIBI MeM6p2H] TIH LIeBbI noﬂunenacuu.(elllluel

KOPTHKOCTEPOH/IbI ocponunasa A2
9 8 !

5
= COOH
lom
_ _ 20

11 12 14
apaxHI0HOBasi KHCJI0TA

Jnunookcuzenasza yuKnoOKCUzZenaza
NHPO30JI0H,
BuT.E, BuT.P acnupHH (HeodpPaTHMO)

HH/I0MeTAlHH (06paTHMO)

9 6 2 5
5

7 COOH
7N
11 14 15

aeiikorpuen LTA4 ﬂpﬂc;tgiéazﬂﬂﬂﬂ COOH

neiikotpuensi (A,B,C,D,E) 1 nepoxcudasa
/

CIOCOOCTBYIOT XeMOTAKCHCY
H Pa3BHTHIO AJLIEPrHYECKHX
peaxumi

Z
NPOCTOrIAHIHH H H
PGH,
NPOCTOUHKJIHHBI
PGI,
IPOCTOr. 1
PGE, PGA, PGF u np. AHTHTPOMOOOOpasylome
cBoiicTBa
H  tpombokcan TXA, HO,
COOH
OH tpomGokcansi 1
HO
H NPOCTOrIAHANH
PGF,

Tpombokcan TXB,
CIOCOOCTBYET arperamun
TPOMGOIHTOB

Hectepounnbie JekapcTBEHHBIE MPOTHBOBOCHAIUTEIBHBIC MpenapaThl
(HIIBC) narubupytot LHOI' (1tuKiI00KCUTEHAa3y), CHIXKAsk TEM CaMbIM CHHTE3
MPOCTOIIAHAMHOB M TpOMOOKcaHOB. OHM HEOOPaTUMO UHAKTHBHUPYIOT (hep-
MEHT IyTeM allWJIMPOBAHUsSI OCTAaTKa CepUHA BOJIU3U aKTUBHOTO LIEHTpA, I1e-
PEKpBIBas TEM CaMbIM IIOJXO0J cyOcTpaTa K aKTUBHOMY LIEHTDY.

COOH
@0

Acnupun

B S

aktuBHas LOI' OH

HeakTHBHas LOI'

cammuuiioBasi
KHCJI0Ta
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1.6. ®epmeHTBI (3H3MMBbI)

@DepMeHTBl — 3TO BbICOKOCHEIM(UYHbBIE OENIKU, CHUHTE3UPYIOLIUECcs B
OpraHU3Me U BBINOJNIHSAOINE (GYHKIUN ONOJIOTMYECKUX KaTaiau3aTopos. Kak
M KaTajU3aTopbl, OHW CHIDKAIOT SHEPIHI0 aKTUBALMU, HEOOXOAMMYIO IUIS
MPOXOKACHUS PEaKINH.

B ornmume oT kaTtamuzatopoB Ais (EPMEHTOB XapaKTEPHBI OCOOBIE
CBOICTBA!

1) BeICOKasl KaTalUTHUYECKasi aKTUBHOCTb, KOTOpasl MPOSBIIETCS B MAT-
KHX yCJIOBUSIX;

2) cybcerparHas crienu(pUIHOCTh, TO €CTh COCOOHOCTh KaTaM3UPOBATh
OTIPEICNICHHYIO PEAaKLHUIO TPYMIbl aHaJOTMYHBIX 10 CTPOEHHIO CyOCTpaToB
(oTHOCHTENBHAS CHENM(UIHOCTE), WM TOIBKO OJHOTrO cybcTpara (abco-
JIOTHAasl CHenn(UYHOCTh), WIKM TOJIBKO OJHOTO CTepeon3oMepa cyOcTpaTa
(cTepeocnenmupuIHOCTD);

3) kaTanuTHYECKas CHEMUGUIHOCTh (WU CHEMUOUIHOCTh IYTH TIpe-
BpAaLICHUS), TO €CTh (DEPMEHT KaTaJU3UpPyeT TOJIBKO OJHO IpeBpallcHHUe
cyOcTpara u3 BceX BO3MOXKHBIX;

4) TepMONIaOMIBHOCTb, TO €CTh HW3MEHEHHE CBOIHCTB INPH HM3MEHEHHU
Temrepatypsl. s kaxaoro ¢epMeHTa CyIIecTBYET ONpe/elicHHas TeMIle-
patypa (xak mpasuio, B uHTepsaie 30—40 °C), mpu KOTOpOH OH MPOSBISIET
MaKCHMYyM CBOEro ACUCTBHs. Brllie onTuManbHON TemmepaTypsl (epMeHT
TEpsieT CBOIO aKTUBHOCTH BCJIECICTBHE JACHATYypalH O€JKa, a HHXKE OINTH-
MaJbHOM TeMIlepaTyphl — M3-3a HEXBATKHU TEIUIOBOM dHEepruu (puc. 1.6);

MaxcumansHas
CKOPOCITIS

3 |
S
g Pocm cropocmiu |
3 peaxuuL | Hexamypauyus
o G NosslUeHUEM | thepmenma
0 memMnepamypbs! |
£ |
3 |
S |
g | COnmumym
(&) | meMiepamypsl

|

|

T T T Lt

0 10 20 30 40 50 60
Temnepamypa, °C

Puc. 1.6. 3aBucumMocTh CKOpOCTH (DEPMEHTATHBHOMN PEAKLUK OT TEMIIEPATYPbI

5) otHomenue k pH-cpene. [ns kaxxaoro gepMeHTa CyHIeCTBYET ONTH-
ManbHas pH, B KOTOpOil OH MPOSIBISET MAKCUMYM CBOE€H akTHMBHOCTH. OT-
KJIOHeHHe OT pH B Ty min IpyTyro CTOpPOHY BeAET K U3MEHEHHIO IIPOCTPaH-
CTBEHHOW KOH(pOpManuu OeIKOBOW MOJICKYJBI, a CJIEOBAaTEIbHO, K CHIXKE-
HUIO aKTUBHOCTH;

53



1. CTpyKTypHas 6MoXuMuUsI

6) COCOOHOCTh K PETyNAIMHA aKTUBHOCTH. [IpHUCYTCTBHE HEKOTOPBIX
BEIIECTB CHUKAET aKTHBHOCTh ()EPMEHTOB — 3TO HHTHOMTOpHL [IpucyT-
CTBHE JAPYTHX, HAOOOPOT, YBEIUYHBAET AKTUBHOCTL — OTO aKTUBATOPHI.

B 3aBHCHUMOCTH OT CTPYKTYpBl pa3iH4yaroT OJHOKOMIIOHEHTHBIE (ep-
MEHTBI, COCTOSIIME TOJNBKO U3 Oenka, U JIBYXKOMIIOHEHTHBIE (PEpMEHTHI, B
KOTOPBIX KpoMe OelKOBO# yacTu (amodepMeHTa WM anodH3MMa) ecTh He-
OenkoBas dacTh (kodakrtop). DepMEeHTATUBHON aKTHBHOCTBHIO O0JIamaeT
TOJIBKO KOMIUIEKC amo(epMeHT-KO(aKTOp, HAa3BIBAEMbIH X0IOPEPMEHTOM.
B poin Ko(aKTOpOB BBICTYIAIOT HOHEI MetamioB (Zn®", Mg®", Mn*", Cu*" u
Tp.) WIK OPTaHUYECKHE BEIIECTBA, KOTOPhIE MPUHSITO HA3BIBATh KOPEpPMEHTa-
MU (KO3H3UMaMH). B GONBIIMHCTBE CITyYaeB 3TO MPOU3BOIHBIC BUTAMHUHOB.

B xaxxnom (epMeHTe MOXKHO BBIACTUTH AKMUGHbLI UEHMP, TO €CTh 00-
J1aCTh, B KOTOPOU MPOUCXOAUT CBSI3BIBAHHE M KaTAIN3 CyOCcTpaTa. AKTHBHBIH
HeHTp HOPMHUPYETCsI Ha YPOBHE TPETHUYHOMN CTPYKTYphI Oenka-pepMeHTa.

J1yis TOro 4TOOBI OCYIIECTBUIIACH XMMUYECKAs peakius, HEOOXOIUMO CO-
OTBETCTBUE CyOCTpaTa akTUBHOMY LEHTPY (GepMeHTa. COOTBETCTBUE JIOJIK-
HO OBITh ¥ HA IPOCTPAHCTBEHHOM M Ha XMMHUYECKOM yYPOBHE.

MexaHnnusm neicTBus GepMeHTOB

BrimensioT HeCKONbKO cTamuii (hepMEHTATUBHON PEaKITHH:

1) B3aumoneiicTBue ¢pepmeHTa U cydcTpata ¢ oOpa3oBaHHEM (EepMEHT-
CyOCTpaTHOIO KOMILIEKCA;

2) npeoOpa3oBaHue QepMEHT-CyOCTPATHOTO KOMIUIEKCA, B XOJIE KOTO-
POTO MPOUCXOANT U3MEHEHHE B CTPYKTYpe cyOcTpaTa, YTO B KOHEYHOM HUTO-
re NPUBOIUT K 00pa30BaHUIO KOMILIEKCa (PePMEHT-IPOLYKT PEaKIUH;

3) ormienyeHue NpoaykTa (MPOIYKTOB) PeakIMK OT aKTUBHOTO IEHTpa
thepmeHTa.

B3aumooeiicmeue pepmenma u cyocmpama onucwigaiom oee meopuu
(puc. 1.7):

1. Mozenb «KITI09-3aMOK», WIIH KECTKOTO COOTBETCTBHS, ['.D. dumrep
(1890) (puc. 1.7, a). CornacHo qaHHOW MOJENN CyOCTpaT JODKEH UMETh JKeCT-
KOE COOTBETCTBHE aKTHBHOMY LIEHTPY (hepMeHTa.

2. Monenp «pyka-niepyaTkay, Wil UHIYIHPOBAHHOTO (MATKOTO MJIH THO-
koro) cootBerctBus, J.D. Kommenn (1950) (puc. 1.7, 6). CornacHo naHHOI
MOJENH, IPU B3aUMOAEHCTBUNU cyOcTpaTa ¢ (epMEHTOM BO3MOXKHO HE3HAUH-
TEJIbHOE U3MEHEHHUE CTPYKTYpHl Oenka-(epMeHTa, 4TO MPUBOIUT K Oolee
yCTOMYMBOMY (PEPMEHT-CYyOCTPaTHOMY KOMILIEKCY.

«KIKY-3aMOK» «PYKa-nmepyaTrKa»
/ \ | \
I \ ~ - \ 3 \
) . axmubuui \ a bJ < , \ anmubuun i T
. Hewmp f qeump
\ t A ) 135 §
a DoV TES-xomnaexc ) - ES-xomnaexc

a 7]

Puc. 1.7. B3aumopetictBue pepmenTa u cyocTpara
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1.6. ®epmeHTHI (3H3MMBI)

Kunernka dbepmeHTaTMBHOTO KaTaamsa

CxopocTh GepMEHTATHBHON PEaKIIMN 3aBUCHUT OT KOJIMIECTBa (DepMEHTa,
€ro akKTUBHOCTH U KOJU4YecTBa cyOcTpara. [Ipu 3TOM B KJIETKE KOJIMYECTBO
(hepMEHTOB MaJIO TI0 OTHOIIEHHUIO C KOJIMYECTBOM CyOcTpara, TakuM obpa-
30M CKOPOCTh OyIeT OTpaHUICHA BO3MOYKHOCTBIO (hepMeHTa.

Hns xaxaoi (epMEeHTaTUBHOH peakIMu CYIIECTBYET MaKCHMalbHas
ckopocTh (puc. 1.8), mpu KOTOpoi Bce (hepMEHTHI BOBIICUEHBI B 00pa3oBaHUe
(hepMeHT-CyOCTpaTHOTO KOMILIEKCa, TO €CTh MMPOUCXOANT HaCHIIeHHE (ep-
MeHTa CyOCTpaToM.

U (ckopocts)
Umax f-=====———————_

HacblleHne hepmeHTa
cybcTpaTom

EII]IIIIIJIIIIS
0K [S]

Puc. 1.8. 3aBucumocts ckopocTH (PepMEHTATUBHOM peakiu
OT KOHIICHTpAIUK CyOcTpaTa

3aBUCHMOCTD CKOpOCTHU (bCpMCHTaTHBHOfI pCaknuu OT KOHUCHTpAalHuH
CY6CTpaTa B OIIPCACIICHHBIX YCJIOBUAX OIMCBIBACT YPABHCHUC Muxasmica —

Menrten

Oy [S]

L= ,
K, +[S]

I7Ie U — CKOPOCTh (PEPMEHTATUBHOW PEAKIINH; L,y — MaKCHMaJIbHAsl CKO-
pocth; [S] — koHnenTpanus cyocrpara; K, — xoHcTanTa Muxasmuca.

Koncranrta Muxasinuca — KOHCTAaHTa PAaBHOBECHS MEKIY PEaKIUSIMH
pacnaza 1 06pa3oBaHus PEPMEHT-CyOCTPATHOrO KOMILIEKCA
1 k2
E+S +=—> ES —> E + P
k-1
K - k | +k,
L, =——2=
kl
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1. CTpyKTypHas 6MoXuMusI

N3 ypaBHeHust Muxasnuca — MEHTEH clielyeT, 4To Mpu

v =2 K, = [S],
TO €CTh KOHCTaHTa MuXasymca YMCICHHO PaBHA KOHICHTpaIUK cyOcTpara,
MPU KOTOPOU CKOPOCTh JOCTUTAET MOJIOBHHBI MAKCUMAJIBHOTO 3HAYCHUSI.

Bennunna K, moka3bsIBaeT cpoAcTBO QepMeHTa K cyocTpary. UeM MeHb-
nre 3HaueHue K, TEM BBIIIE CPOJCTBO U TEM aKTHBHee OyJeT MpPOTEKaTh
(epMenTaTiBHas peakius. Hampumep, Bennunna K, GepMeHTa TeKCOKHHA-
36l 10 OTHOUICHHWIO K rimoko3e paBHa 0,01 MMounb, a y ¢epMeHTa TITIOKOKHU-
Ha3el — 10 mmombe. CrnemoBaTenbHO, T€KCOKMHA3a MPOSBISLET OoJblee
CPOJICTBO K TJFOKO3€, YeM MIIFOKOKHHA3A.

XapaKkTepUCTUKON aKTUBHOCTH ()EPMEHTOB SIBIISIETCS CKOPOCTh, C KOTO-
PO OHM KaTATM3UPYIOT Ty WM WHYI0 peakiuio. OHa u3MepsieTcs CKOpo-
CTBIO TIPEBpAIICHUS CyOCTpaTa Wi CKOPOCThIO HAKOIJICHUS MMPOAYKTOB pe-
AKIIH:

xkoauyecmaso S (unu P)

akmusHocms  pepmenma =
eouHuya epemenu

AKTHUBHOCTbH (pepMEeHTa BbIpakaeTcs B MEeXXIyHapoIHbIX eauHunax (ME)
WIN B KaTanax:

ME(}OHMWZ):M, xamaia = MOTe R
MUH c
lkaman=6-10" ME , I ME =16,67 Hkaman.

Kpome Toro, ucnonb3yioT 3HaUYeHUE yIETbHOM aKTUBHOCTH, KOTOPAsI BBI-
paxkaeTcs B €IMHUIIAX aKTUBHOCTH HAa MacCy WM 00beM MPOoOBI MaTepUaa.

H3menenue ckopocmu ghepmenmamueHoil peakyuu

CkopocTh (hepPMEHTATUBHOW PEaKIMM MOXHO PEryJIMPOBaTh CICIYIO-
IITIM 00pa3oMm:

1) u3MeHEeHHEM KONMMYecTBa cyOCcTpaTa WM MPOIYKTa;

2) U3MEHEHHEM KOJIM4YecTBa (pepMeHTa;

3) m3MEHEHHEM aKTHBHOCTH (pepMeHTa:

— MyTeM KOBAJCHTHOM Moaubukaimu HepMeHTa, HAMPUMEpP B pe3yiib-
TaTe YaCTUYHOIO MpoTeosu3a wik (ochoprinpoBaHusi-nedhochopuinpo-
BaHWS;

— MyTeM aJUIOCTEPUYCCKON pEryNsaiuy, HampuMep HWHTHOUPOBaHHE
MPOJYKTOM PEaKIIny;

— B pe3ysbTaTe OeNoK-OCIKOBBIX B3aUMOJCHCTBHN — MPHCOCTUHCHH-
€M PEeryJISITOPHBIX OCITKOB HIIU acCOIManuel / TUCCOUAIe TPOTOMEPOB.

Hneuouposanue hpepmenmoé — >T0 CHUKCHUE KaTATUTHYECKOM ak-
TUBHOCTH TIOJ] ISHCTBUEM BEIIIECTB-UHTHOUTOPOB.
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WHrudurops!

Cneyuduueckue Hecneyuduueckue

delicmgyiom Ha (hepmeHm deilicmeyrom Ha OenokK

Ilo npounocmu Ilo mecmy cea3vi6aHUsA C

C8A3bl8AHUA C
“pepmenmon depmenmom

- obpamumvle - KOHKYpeHmHble

- HeoOpamumbvie - HEeKOHKYypeHmHble

OO6patumble UHTHOUTOPHI CBS3BIBAIOTCS C (JePMEHTOM HEKOBaJICHTHBIMHU
CBSI3SIMH, TIOCJIE YJaJIeHUs] HHTMOUTOpa BO3MOKHO BOCCTAHOBJIEHHE KaTallH-
THUYECKOW aKTUBHOCTH (hepmeHTa. HeoOpaTuMble HHTHOUTOPBI CBSI3BIBAIOTCS
MIPOYHO, TIO3TOMY YJAIUTh €ro 3aTPyIHUTENBHO W, CIEI0BATENIBHO, AKTHUB-

HOCTh (hepMeHTa BOCCTAHOBUTH HEBO3MOKHO.

KoHnkypeHTHbIE HHTHOUTOPBI KOHKYPHPYIOT ¢ CyOCTpaToM 3a CBS3bIBa-
HHE B aKTHBHOM ILIEHTpe (epMeHTa, HEKOHKYPEHTHBIC WHTHOUTOPBHI MOTYT
CBSI3BIBATHCS B APYTOM MecTe hepMeHTa.

Knaccudmukanus ¢pepmeHTOB

B Hacrosiee BpeMs Uis yHU(PUKAIIMM HOMEHKJIATYpPbl (pepMEHTOB pas-
paboTraHa cucTeMa KiacCH(HUKAITIN ¢ yYeTOM UX PEaKIMOHHON U cybcTpart-
HoW crieruduaHocTH (Tadu. 1.9).

Tabauya 1.9

Kanaccudpukauus ¢pepmeHTOB

Knacc

HasBanme xnacca

Tun xaranuzupyemoi
peakun

Baxkneime noakiaaccs

EC1

OxcunopenyKrasbl

PeaKIlI/II/I OKHUCJICHHA-BOC-
CTAHOBJICHUA

HerunporeHassi,
penyKrasbl,
MOHOOKCHUT€HA3bI,
JTIUOKCHUTECHA3bI,
MIEPOKCHUIA3EI

EC2

Tpancdepassr

Peakumu mepeHoca ato-
MOB WJIM TPYIIl aTOMOB
OT ofgHOrO cyOcTpaTta K

Jpyromy

AmuHOTpaHCcdepasbl,

thocdoTpanchepassi,
aruITpaHcgepassl

EC3

I'unponaszet

Peaxumm rugpomsa (pas-
PBIB CBsI3€ C IpUCOean-
HEHHEM BOJIbI)

Ocrepassl,
HENTHAA3H,
JMOa3kl

EC4

JInasel

Peakuun HeruapoauTH-
YECKOr0 M HEOKHCIIUTEIb-
HOTO pacrnaja

JlexapOokcumnassl,
JIeTUIpaTasbl,
Jie3aMUHa3bl
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1. CTpyKTypHas 6MoXuMusI

Oxonuanue maon. 1.9

Tun xatanusupyemon N
Knacc | Haspanue kiacca Baxxnelimue noaxnaccsl
peaxIuu
EC5 N3omepasbl Peakiiun n3zomepuzaiun |Snumepassl,
LUC-TPAHC-U30MEPA3bI,
MyTa3bl
EC6 Jluraser (cunTerasbl) |Peakumu cunteza ¢ 00-|C-O-nurassl,
pasoBanueM cBsizeit C-O,|C-S-nurassl,
C-N, C-S u mp. C-N-nuraset
EC7 Tpancnokassl Peaxiun nepeHoca HOHOB —
WJIN MOJIEKYJI Yepe3 MeM-
Opany

B ocHoBy cymiecTByoLIel Knaccu(pUKaluy NOJI0XKEH TUI KaTalu3upye-
Mol (hepMeHTOM peakimu. Kaxkapiil kimacc GepMEHTOB IENUTCS Ha MOJIKIAC-
CBI, KOTOPBIE B CBOIO OYepellb MOAPa3AeoTCs Ha moanoAkiaccsl. Kaxxaprii
(hepMeHT B TIOATIOAKIIACCE IMEET CBOU MOPSIKOBBIN HOMep. TakuM oOpazoM,
KaXIIbIli pepMEHT UMeeT MHQp, COCTOSIINN U3 YETHIPEX YMCEl.

CornacHo kiaccupuKanyu, NpUHATOH Ha MeXIyHapOoIHOM OHOXUMH-
4yecKoM che3fie B 1961 ., cymecTByeT mecTh OCHOBHEIX KIIACCOB (pepMeH-
ToB. OHako B 2018 1. ObLT 100ABICH CEABMOM KJTaCC — TPAHCIOKA3bl,

EC 1. Okcudopedykmas3suot

Oxcuaopenykra3sl — Kiacc (pepMEHTOB, KaTaTU3UPYIOUINX OKHCIH-
TEIBHO-BOCCTAHOBUTEIIBHEIC PEAKITUH.

Kiacc gacuuteiBaet 22 moakiaccea.

IHlooknacc 1.n. — 3aBUCHT OT TOHOPA DJICKTPOHOB.

Iloonooknacc 1.n. n. — 3aBUCHT OT aKLIENITOPA 3JIEKTPOHOB.

KodepmenTni:

— HAD" (HADF" umu NADP");

— FAD (FMN);

— metaisl (Fe, Cu, Mg) u mip.

Ilpumep paszodenenusn Ha NOOKAACCHL U NOONOOKIACCHL:

1.1. — neiictByet Ha rpyniry CH-OH gonopos (S — criupr).
1.1.1. — akuenTop 5neKTpoHOB — NAD".

1.1.1.1. — anxozonvoezudpozenaza

CH;-CH,-OH + NAD = CH;-COH + NADH + H".
1.1.1.27. — nakmamoezuopozenasa (JIII')
JAT
H3;C-CH-COOH + NADt =——= H3C—ﬁfCOOH + NADH + HT
H

JIAKTAT aKuenTop nupyBaT
JIOHOD JIeKTPOHOB  J/ICKTPOHOB
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IIpumepuvr okcudoopedykmas:

Jlezudpozenazpl — OKCUIOPEAYKTa3bl, KATAIN3UPYIOIIUE JETHIPUPOBA-
HHe cy0OcTpaTa ¢ HCHOIBb30BAHUEM B KauecTBE aKIENTOpa BOJOPOJA JIHOObIX
MOJIEKYJ, KpOME KHCIOpOoJa.

thepment — cykuuHataerunporenasza (EC 1.3.5.1)

CH,-COOH CH—COOH
+ FAD —— || + FAD H,
CH,-COOH CH—COOH

SAHTAPHAasA KUCJI0Ta (l)yMapOBaﬂ Kucjora
OKcuodazpl — KaTaIU3UPyIOT OKHUCIEHHE CyOCTpaToB C MOJIEKYJISPHBIM
KHCJIOPOJIOM B KaueCTBE AKIICMITOPA IEKTPOHOB 0e3 BKITFOUEHUS KUCIOpOIa
B MOJIEKYIy cyOcTpara.
(dhepment — riroko3ookcuaaza (EC 1.1.3.4), npeBpallieHue TIIIOKO3BI B
TTIOKOJIAKTOH

CH,0H CH,0OH

O OH (0
EC 1.1.34
OH + 02 = OH =0 + H202
OH H OH
H H

MoHooKcuTeHa3bl — KAaTAIM3UPYIOT BHEAPEHNUE OJHOTO aTOMa KUCIIO-
pozia B MOJISKYJIy cyOcTpara ¢ MOJIEKYJIIPHBIM KHUCIIOPOJIOM B Ka4eCTBE JIO-
HOpa KHCIOpO/Jia.

Hampumep, ¢eHmIamaHuIMOHOOKCUTEeHA3a ((peHMITATaHUITHIPOKCHIIA-
3a, EC 1.14.16.1)

NH,— HCl—COOH NH,— H(lj—COOH

CH; CH;
(0) H,0

NADFH; NADF
OH

Phe Tyr

Jlnokcurenasbl — KaTAIM3UPYIOT BHEJAPEHHUE JBYX aTOMOB KHCIIOPOZA
B MOJICKYJIy CyOCTpaTa ¢ MOJNEKYJISIPHBIM KHCIOPOJOM B KauecTBE JOHOpA
KHCJIOpO/JIa.
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Hampumep, muokcurenasa romorenTn3nHoBor kucioTsl (EC 1.13.11.5)

OH o
5 |
[0]
CH,—COOH HOOC 0/ CH,—COOH
H
TOMOI'€HTU3UHOBAasA q)yMapn,naueToaueTaT
KHCJI0Ta

Ilepokcuoaszer (1.11) — B KadecTBE aKIenTOpa BJICKTPOHOB HCIIONH3Y-
eTcs IepEKUCh BOJIOPOIA.

cyocrpar + H;0, —> okuciaenssii cyocrpar + 2 HO

Hanpumep, karanaza (EC 1.11.1.6)
2 H,O0, — 0, + 2 H,O0

EC 2. Tpancgepaswi

Tpancdepazsl — 3T0 KiIace PepMEHTOB, KAaTATU3UPYIONINX PEAKIMH T1e-
peHoca Py aTOMOB OT OJIHOTO CyOcTpara K Ipyromy

AX+B=A+BX,

rae X — nepeHocuMast GyHKIMOHaIbHas Tpymnma; AX — noHop Tpynmsl; B —
aKUEnTop.

KodepmenTsi:

— mapunokcanbdocdar (I1D);

— koaH3uM A (HSCoA);

— tetparunpodonmesas kuciota (TTOK);

— METHJIKOOaIlaMUH.

Knacc moapazaensiercss Ha AEBATH TOAKIACCOB B 3aBUCIMOCTH OT CTPOe-
HUSI IEPEHOCUMBIX TPYIII.

Ilpumepor mpancegpepas:

Kuna3bsl — TpaHcdepassl, KaTamu3upyroime neperoc ¢pocdara or ATD
Ha cyOctpar (pochorpancdepassl).

rexcoknnaza (EC 2.7.1.1)

CH,0H CH,—OPO;H,
0} 0}
EC 2.7.1.1.
OH + AT ———— %  of + Al
OH OH H H
H H
IJII0K03a TJII0K030-6-(pochar
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1.6. ®epmeHTHI (3H3MMBI)

Amunotpasncgepasbl — TpaHcdepasbl, KaTATM3UPYIOIKE TEPEHOC aMH-
Horpymmsl. KopepmenT amuHoTpancdepas — mupunokcanbhocdar (11D).
anannHamMuHOTpanchepasa (EC 2.6.1.2)

EC 2.6.1.2

NHZ—(‘TH—COOH + OZ\C*COOH —_— 0:(‘:—COOH + Hsz(EHfCOOH
CH3 CHz CH3 CHZ
‘CHZfCOOH ‘CHZfCOOH
AJIaHUH a-KeTroriayrapoBasi NMUPOBHHOIPaIHAsA nIyraMmHOBas
KHCJI0TA KHCJI0Ta KHCJI0TA

Auuarpancdepaspl — TpaHchepasbl, KaTaTU3UPYIOIIUE MEPEHOC OC-
TaTKOB KHCJIOT.
xonuHanerunrpanchepasa (EC 2.3.1.6)

0 . EC 2.3.1.6 ﬂ N
CH3—C\ + HO—CHz—CHz—N(CH3)3 —_— CH3—C—O—CH2—CH2—N(CH3)3 + HSCoA
SCoA
XOJHMH AUCTHIIXOJTUH

EC 3. I'udponassi

I'uoponazel — kinacc GepMEHTOB, KaTAIM3UPYIOIINX PEaKUK THAPOIH-
THUYECKOI0 pacmaja

A-B + H,0 A-H + B—OH.

ITonpazgensrorcs Ha 13 MOAKIACCOB B 3aBUCUMOCTH OT THIIA pa3pbIBac-
MOW CBsI3U. BBUY CI0XHOCTH MHOTHX CyOCTpaToB y psiaa (GpepMEHTOB CO-
XpaHEHBI TPUBHAJIbHBIC HAa3BaHUs, HAIIpUMeEp IerncuH, Tpuncud. Kodepmen-
ThI Yallle BCEr0 OTCYTCTBYIOT.

I'uaponaszel MUPOKO MpeACTaBICHBI (PEPMEHTAMH JKEITy IOYHO-KHILIEYHO-
ro Tpakra (NENCHH, TPUIICHH, JIMIa3a, aMWia3a U Ap.) U JU30COMAIbHBIMU
(dhepmeHTaMU.

Ilpumepuvi cudponasz:

JcTepa3bl — KaTATM3UPYIOT THIPOJIN3 CIIOKHOA(PHUPHBIX CBSI3EH.

Hanpumep, anernnxonauHscrepasa (aleTHIXoNUH:aneTuiaruapoiasa, EC
3.1.1.7)

o o
I + EC 3.1.1.7 I +
CH3—C-0-CH;-CH,-N(CH3)3 + H,0 —— CH3—C-OH + HO—-CH,-CH,-N(CHzy)3
AUETUIIXOJIUH anerar XOJIUH

JIunazsl — KaTamu3upyIOT THAPOIN3 TPHALMITINLEPHIOB.
Hampumep, TAT-nmumnaza (EC 3.1.1.3)
(0]

0
Il
CH, 0-C-R; CH,—0-C-R,
| ? EC 3.113 o o
CH—0-C-R; + H)0 =—— CH—O0-C-R, + Ry—CZ
o) SOH
‘ Il
CH;—O—C—R3 CH,—OH
TPUATMIITJTHIEPU/T AU HJITTHITEPH/T
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1. CTpyKTypHas 6MoXuMusI

ManbTasza (a-rmukosugasza, EC-3.2.1.20) — karanuszupyet TUAPOIHU3 AH-
caxapuzia MaJbTO3bl

CH,OH CHOH CH,0H
0 o) 0
OH OH + H,0 ——> 2 OH
o OH [0) OH
OH OH OH

a,D-rioko3a
MaJjbT03a

EC 4. JTuasel

JInazpl — kjacc PEepMEHTOB, KATAIU3UPYIOIINX PEaKH HETHIPOIUTH-
YECKOT0 M HEOKHUCIIMTEILHOTO pa3phiBa pa3nuaHbIX cBsseit (C-C, C-O, C-N,
C-S u gp.) cybcrpara, oOpaTUMble peakluu 0Opa3oBaHHS U pa3pbiBa JBOM-
HBIX CBfA3€H, CONPOBOXIAIOIIMECS OTLICIUICHHEM WIM IPHCOEIUHEHUEM
TPy aTOMOB IO €€ MECTY, a TakXke 00pa30BaHHEM LHUKINYECKUX CTPYKTYP.
B pesynbraTe peakiuil 11Ma3HOro paclleIIe s YacTO BhIIENSAIOTCS IPOCThIE
BemectBa — CO,, NH;, H,O.

Bbriensor ceMp MOJKIACCOB JIMA3 B 3aBUCUMOCTU OT IPUPOJBI Pa3phl-
BaeMOM CBS3H.

KodepmenTni:

— mpunokcanbdocdar (I1D);

— mramuHaudocdar (TAD nmm TIID);

— MAar"ui, Ko0amsT.

Ilpumepot 1ua3z:

Jexapbokcunazpl — KaTaau3UPYIOT peakUUH AeKapOOKCHIMPOBAHMUSL.
KapOoxcumnbHas rpymnna yxoJuT B BUJIE YIJIEKHCIIOTO rasa.

Hanpumep, ructuannaekapOokcunasa (rucTuIuH:KapOokcunmaza, EC
4.1.1.22)

EC 4.1.1.22
NHz—(llH—COOH . NH2—|CH2 + CO,
CH, CH,
o )
NHJ NHJ
THUCTUAUH THCTAMHH
Tuoponuazer — KaTaqM3UPYIOT PEAKIMU TMPHCOCAUHECHUS BOJBI MO

JBOWHON CBSA3M M OOpaTHBIE PEAKLUH OTIICIUICHHS BOIBI C 00pa30BaHUEM
JIBOMHOI CBSI3H.
Hanpumep, dymapaza (EC 4.2.1.2, manaT:ruaponuasa)

H_ COOH
H + H,0 EC 4.2.1.2 CH,-COOH
HOOC T H HO—CH-COOH
¢pymapar ENEYY
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1.6. ®epmeHTHI (3H3MMBI)

aneHmIatiukiasa (nmuknmsyomas ATO: mudocdar-mmaza EC 4.6.1.1)

NH;

NH;,
N X N S
N N
2 8 3 I L
=
HO—P—0—P—0—P—0O—CH, N N o—cH; N N
da o om o EC 4.6.1.1 |
—_— o<}
- H4P207 =
H H ad ™~ H
ATD UAT®D
EC 5. HU3omepasut
W3omepaspl — kiacc (EpPMEHTOB, KaTaJU3UPYIOLIMX IPOIECCHl BHYT-
PUMOJICKYJISIPHBIX IIPEBpaIlleHui ¢ 00pa3oBaHUEM Pa3IMYHBIX H30MEPOB.
KogepmenTsi:

— npunokcanbdocdar (I1D);
— JI€30KCHaJCHO3UIKOOaIaM1H;
— TIIyTaTHOH.

BLI,I[GJ'ISIIOT MECTh MOAKIIACCOB U30MEPA3 B 3aBUCUMOCTH OT THUIIAa pCaK-
U1 U30MCpU3allu.

Ilpumepot uzomepas:

Pauemaszpr — xatanm3upyrot obpatumoe npespamenue L- u D-crepeo-
HU30MEPOB.

Hanpumep, anannnapanemasza (EC 5.1.1.1.)

COOH e 51t COOH

H;,;N H -5 H NH,
Hj éH3

L-ananun D-ananu

Mymazbt — KaTamu3upyroT BHY TPUMOJIEKYJISIPHBIN IIEPEHOC TPYIIT aTOMOB.
Ilpumepor mymas:

tdhocdormoromyTtaza (EC 5.4.2.2)

CH,0PO;H, CH,OH

(0] (@)
OH EC 5.4.2.2 O
H PO;H,
H H

IJIIK030-6-pocdar rjwKo03o0-1-gocdar
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1. CTpyKTypHas 6MoXuMusI

rI0K030-6-hochatnzomepasa (EC 5.3.1.9)

CH,0PO;zH,
CH,0PO;zH,
0 EC 5.3.1.9 o) CH,OH
OH
o) OH OH
OH OH OH
rJ110K030-6-ocdart (ppykT030-6-pochar
tpro3odocharnzomepasa (EC 5.3.1.1)
(0}
CH,OH cZ
EC5.3.1.1 & H
—0 P E—_— H—OH
éHzOPi H,0Pi
DA OI'A

EC 6. /Iuzasel (cunmemasuol)

Jlurassl — knacc pepMEHTOB, KaTATM3UPYIOIIUX CUHTE3 (COCIMHEHHE)
OpPraHMYECKUX BEILECTB C HCIIOJIb30BaHMEM 3Hepruu pacnaza ATO umm
JPyTUX MakpOIPTrUueCcKUX COeANHEHUN

A+ B + ATO — A-B + AI® + H;PO,

Onu comepkar Hykiaeotuaasie (YT®), 6nornHoBEIe, (homeBsie Kodep-
MEHTBI. BBIENAIOT MeCTh MOJKIACCOB JIMTra3, (GOPMHUPYIONMX pa3IHYHbIC
cesm3u (C-O, C-S,C-Nur. n.).

Ilpumepwt 1uzaz:

mupyBatkapbokcunaza (EC 6.4.1.1, mapysar:CO,-nurasa)

AT® All®
CH;—C—COOH + (0, 7 > HOOC—CH,—C—COOH
8 nupyeamkapooxcunasza (”)
MBK LYK
cyknuHniI-CoA-cuHTeTasa (cyknuHartnokunasa, EC 6.2.1.4)
|CHz-COOH HSCoA |CH2—COOH
< > o
CH,-COOH N CHr-CZ
I'T® 0
raio
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1.6. ®epmeHTHI (3H3MMBI)

rirytamuHcuHTeTasza (EC 6.3.1.2, L-rmytamaT:aMMHaK-Iurasa)

ATD All®
NHz—‘CHfCOOH + NHj N NH,—CH—COOH + H,0
CH, ‘CHZ
‘CHZ—C//O (‘IH —Cc? N
“OH 7 SNH,
Glu Gln

EC 7. Tpancnokaset

B 2018 r. 66110 TIpeTo’KeHO BBECTH HOBBIH, CEIbMOM Kitacc (hepMeHTOB —
mpancaokazel. [IpyuuHON cTaNo TO, YTO HA OAWH U3 MPHUHATHIX KJIACCOB HE
MOXET ONKCaTh TPYINY (EPMEHTOB, KaTAIU3UPYIOMIUX JBHKCHHUE WOHOB
WJIM MOJIEKYJI Yepe3 MeMOpaHbl MM UX pa3/ielieHue BHyTpH MeMOpaH. Heko-
TOpBIE U3 ATUX (EepMEHTOB cBsA3aHbl ¢ ruaponuzoM ATO u panee kiaccu-
turupoBanuck kak AT®a3w1 (EC 3.6.3), XOTS THApONIUTHYECKAS PEAKIIHsI He
ABJSIETCS X OCHOBHOM (yHKIHMEH. 3a Takumu (pepMEHTaMH COXPaHHINCH
Ha3BaHUs, YKa3bIBAIOILIUE HAa UX MPEKHUM KIlacc.

B 3aBrcHMOCTH OT IEpEHOCHMBIX HOHOB MJIM MOJIEKYJ B CEIbMOM KJlac-
ce BBIJEIISAIOT IIECTh MOKIACcCOB:

7.1. — nepeHoC MPOTOHOB Bofopoaa H';

7.2. — mepeHoc HEOPraHUIECKUX KaTHOHOB M UX X€JIaTOB;

7.3. — mepeHoc HEOPraHUIECKUX aHHOHOB,;

7.4. — nepeHoc aMUHOKHCIIOT U TIENTHIOB;

7.5. — nepeHoc yrieBoJ0B U UX MPOU3BOIHBIX;

7.6. — TIEpEHOC UHBIX COCTUHEHUM.

Ilpumepovr mpancnokas:

Huroxpom-c-okcunaza (EC 7.1.1.9), nnmu kommeke [V anexTporTpaHc-
NOPTHOM LENH, — TEepMUHaNIbHAs (KOHEYHas)) OKCHIa3a a’poOHOM ApIXa-
TEJILHOW LIENH TMEePEeHOCca JIEKTPOHOB (WM IBIXaTENbHON e (epMEHTOB),
KOTOpasi KaTaJIM3UpyeT MEePEHOC AIEKTPOHOB C yuUmoxpoma ¢ Ha KUCIOpOJ C
00pazoBaHUEM BOJIBI.

Na'/K'-AT®aza (EC 7.2.2.13) — ¢epMeHT mIa3MaTudeckoii MemOpa-
HBI, KOTOPBIA KaTalu3upyeT IEPeHOC TPeX MOHOB HATpHs B OOMEH Ha JBa
MOHA KaNWs Ha OHY ruaponu3zoBaHHyto AT®. depmeHT ydacTByeT B 0Opa-
30BaHMU JIEKTPUUECKOTO TOTEHIMANA [1JI1a3MaTHIECKOW MEMOpaHBbI.

1.7. BuramuHbl 1 Ko)epMeHTbI

ButamuHBl — 3TO HHM3KOMOJICKYJISIPHBIC OPraHUYECKHUE COCAMHCHUS
pa3MYHOW XWMHUYECKON IMPHUPONbI, HE CHHTE3WPYEMble B OpPraHU3Me WU
CHUHTE3UpPyEeMbIE B HEJOCTATOYHOM KOJIMYECTBE, HE BKIIFOYAOIUECS B CTPYK-
Typy TKaHe# M He UCTOIbh3yeMble OPTaHU3MOM B KaueCTBE MCTOYHHKA DHEP-
THH, HO HEOOXOIUMBIC JUIsi HOPMAILHOTO PA3BUTHS U KU3IHEACATEIBHOCTH
JKUBBIX OPraHU3MOB. BUTaMUHBI OTHOCATCS K HE3aMEHHMMBIM (pakTopam Iu-
tanus. HemocraTok Wiy M30BITOK BUTAMUHOB MPUBOJIUT K PA3BHTHIO OIpe-
JIENIEHHBIX KIIMHAYECKIX TMPHU3HAKOB.
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1. CTpyKTypHas 6MoXuMuUsI

Ilposumamunbr — TpeNIIECTBEHHUKN BUTAMUHOB, NOJIydaeMble C IH-
meil. B oprann3Me U3 NpOBUTAMUHOB MOKET OBITH JIETKO OCYIIECTBIICH CHUH-
Te3 caMux BUTaMuHOB. Hampumep, f-kKapoTHH — NPOBUTAMUH BUTAMHHA A.

Bumamepwr — pazniunsie GopMbl ogHOro BuTamuHa. Hanpumep, Burame-
paMu SBISIOTCS BUTaMUHBI D, (3prokasisimdepon) u Ds (xonekanbsuudepodn).

CyI111ecTBy€eT HECKOJILKO CIIOCOOOB Ha3BaHUI BUTAMHHOB:

— OYKBEHHOE;

— TI0 XUMHUYECKOH CTPYKTYPE;

— 10 (HU3NOIOTUIECKOMY JICHCTBUIO.

@OYHKIMM BUTAMUHOB (BJIMSIHYE Ha MeTabOIM3M)

1. Kogpepmenmmnan. B 0cCHOBHOM BUTaMUHBI Tpynnsl B.

2. Aumuoxkcuoanmnasa. OCHOBHBIMH BHTaMHHaMH-aHTHOKCHIAHTAMU
seisirorest ButamuH C (B BOJHOH (ase) u BurtamuH E (B nunmuaHoi dasze).
Kpome Toro, aHTHOKCHAAHTHON aKTHBHOCTBIO 00JIafacT BUTAMUH A, JTUTIOE-
Bas KMCJIOTA.

3. Cneyuchuueckaa (coocmeennasn) gynkyusa. HexoTopble BUTaMUHBI
obmagaroT coOcTBeHHOW QyHKIMEH B MeTabonu3me. Hanpumep, ButamMuH A
ABJSIETCS IPEALIECTBEHHUKOM POJOIICMHA — 3PUTENIBHOIO IUTMEHTa, BbIpa-
0aTpIBaEMOr0 B MajJ0YKax CeTYaTKU riasa. Ponorncun obpa3yercs npu B3au-
MOJEHCTBUM PETHHAIS (OKMCIEHHON (OpMBI BUTAMHHA A — PETHHOIA) C
6enkom orcuHOM. Butamuusl D u F aBnsiorcs npeiecTBeHHIKAaMU TOPMO-
HOB — KaJIbLIUTPHOJIA U SMK03aHONUZ0B COOTBETCTBEHHO.

KJJACCUO®UKALINA BUTAMUHOB

B 3aBUCHUMOCTH OT PaCTBOPUMOCTHA

[
4 N\ )

Jcupopacmeopumbyle:
600opacmeopumbie:
Ju1st BecacbiBaHus U3 JKKT HykHBI
JICTKO TPaHCIIOPTUPYIOTCA, JKEITIHBIC KUCIOTHI M KHUPHL,
OBICTPO BBIBOAATCS U3 OPTraHU3Ma; TPAHCIIOPTUPYIOTCS C OeTKamu;
HE HaKaIlJIUBAIOTCS; MOTYT HAaKaIJIUBaThCS B )KUPOBOH
TKaHH;
JeUINT B IATIE OBICTpee
MIPUBOJUT K TUIIOBUTAMHHO3aM, M30BITOK B IHIIE TPUBOIUT K
THIIEPBUTAMUHO3aM;

CYTOYHBIC HOPMBI BBIIIE, YEM

YKHPOPACTBOPUMBIX CyTOUHBIE HOPMbI HUXKE, YEM

BOJIOPACTBOPUMBIX
eumamunsl zcpynnot B, C, P, H

\ / @maﬂmubz A,D,E, K, F j
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1.7. ButramuHbl 1 KodepMeHTbI

Dakmopamu, eAUAIOWUMY HA Oehuyum GUMAMUHOB, MOZYH CUUMAMb-
ca cnedyrowue:

1) U3MeHeHHEe NHIIEBOT0 PAllMOHA;

2) yBenndyeHne GU3NIeCKON W/WIIM HEPBHOH Harpy3Ku;

3) u3MeHeHue yCIOBUIl OKpYXKaroLen cpenpl (pe3Kas CMeHa TeMIlepaTy-
PBI, JaBJICHHS, JOCTYITHOCTH KHCIOPOJAA U TIP.).

CymecTBYIOT [1B€ TPYIIBl MPUYHH BO3HUKHOBEHHS THIIOBUTAMHUHO30B
(tabmn. 1.10).

Tabnuya 1.10

OcHOBHBIE NPUYUHbI THKMIOBUTAMUHO30B

AnnMeHTapHbIE Hapymenust oomena
(2K30TE€HHBIE) (?HIIOTEHHBIE)
1) HegocTaTOK B MUILEBBIX NPOAYKTax; |l) HapylIeHne BcachiBaHuUs (3a00eBaHUs
2) HenpaBmIIbHOE WM AuTenbHOe XpaHe-|XKKT, medenu, xKemTqHbIX myTei);
HHE THUIIEBHIX ITPOIYKTOB; 2) HapyIIeHUE TPAHCIIOPTa BUTAMUHOB;

3) HenpaBJIbHAsI KyJIMHApHast 00paboTka; (3) nedekTsl GepMEHTOB, YHACTBYIOLIMX B
4) ceMeiiHbIe, MECTHBIC WM HAIMOHAJb-|[IPEBPAIICHISIX BUTAMUHOB;

HbIE 00BIYaH B CUCTEME IMUTAHUS 4) neiicTBMe aHTHBUTAMUHOB (BEIIECTBA,
UMEIOIIHAE CTPYKTYPHOE CXOJICTBO C BH-
TaMUHAMH, HO He oOJiajaromime ux Ouo-
JIOTHYECKUM JISHCTBHEM)

B opranusme GONBIIMHCTBO BUTAMUHOB IIPEBPAIIAIOTCS B aKTHBHBIE (hOp-
MBI, KOTOPHIE U yY9aCTBYIOT B MeTabonndeckux nporieccax (tadm. 1.11).

Tabnuya 1.11

ButamuHbl 1 NX aKTUBHBIE (OPMBI

Bodopacmsopumvie sumamunul

DepMeHThI
Buramun KodepmenTras dhopma p
(mpouecc)
Tuamuagudocdar (TAD) JHexapOokcniassl;
B, TMAaMuH
(tnamunnupodocdar, TIID) TPaHCKETOJIa3bl
FAD (¢pnaBuHaqeHUHINHYKICOTHT ) Oxcupgassl a/k;
B,, pubodaBuu
wi FMN JETUApOreHasbl
[TanTOTEHOBAs KHCIIOTA HSCoA Anmnrpanchepasbl
PP, nukotnHamug NAD" (HUKOTHHAMUIAICHUH U -
JeruaporeHassl
(HranuH) HYKJIEOTHT)
AmuHOTpaHchepassi;
Bs, nupunoxcux Mupunoxcansdochar (I1D) JieKapOOKCHIIa3bl;
patemasbl
buoTtux BuoTtuH KapOoxkcuassl
By, dponuenas TI'®K (Terparunpodonuenas
% (rerparnipog Tparcdepassl
KHCJIOTa KHCJIOTA)
MertunkobanamMuH; Kodepment
B,, inanko6anaMuH
aJIeHO3WIIKOOAITaMHUH METHUJINPOBAHHUSI
AHTHOKCHJIAHT,
KO(epMEHT OKCHA3
C, ackopOuHOBas o s (gagumx T gx
KHCJIOTa P P
CHITUPOBAHHUS
MIPOJIMHA W JIM3WHA
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1. CTpyKTypHas 6MoXuMusI

Oxonyanue maon. 1.11

JKupopacmeopumvie sumamunbsl

Buramun AKTHUBHBIA METa0OJIHUT IIponecc
Ob6pa3oBanue
uc-perunans
pooIcuHa
A, petnHon Poct snutennanbHOM,
PerunoeBas kucnora HEPBHOU, KOCTHOU
TKaHU
D,, sprokansuudepor
IIpenecTBeHHUK
(aprocrepon),
D;, xonexamsrmdepon| 1,25-aurunpokcuxonekarbundepo KaJlbiTpHosa
3(’7 eIIPOXOIE (I: ’ P P (06MeH KanbIus
P u ¢pocdopa)
TEpOoI)
AKTUBUDPYIOT
K, ummoxunoH, py
— (hakTopbI
K,, MeHaxuHOH
CBEPTHIBAHUS KPOBU
E, Tokodepon — AHTHOKCUIAHT

Bumamun B;, muamun, anmunespummnutii

rae
X = H , tuamuH
X = -PO3H, , tTnamunmonopocpar TMH

Hj; N, NH,
= / 8 - o o
NI 4l—\l/ a X =7‘1‘L(F‘l"—OH, THaMuHAHpochaT
= 7 (0),¢ OH OH
CH;

TAD (TI1D)
X =—P-0-P-0-b—on > THAMHHTpHoCHAT
OH OH OH TT®

Kogepmenmuvie popmot

buonozuueckoe oeticmsue:

CymecTByeT HECKOJBKO KO(GEPMEHTHBIX (OpPM THaMKHA, HAaUOOJIbIIEEe
3HaueHHe U3 KoTopsix umeeT TuaMuuaudochat (TAD wmm TIID).

T® BXOIUT B COCTaB:

— MHUPYBaT- M O-KETOTJIYyTapaTAeruipOreHa3HBIX MYJIbTH(PEPMEHTHBIX
KOMIUIEKCOB, KaTaJU3UPYIOIINX OKUCTUMENbHOE O0eKapOOKCUIuposanue
RUPOGUHOZPAOHO U A-KEMOZIYMaApPO8Oll KUC10mbl,

— mpancKemona3, y4yacTBYIOIUX B NMeHTo30(ocdaTHOM IMyTH oOMeHa
YTJIEBOJIOB.

Tuamun nposBiseT 1 HeKoepMeHTHbIE (QYHKLINH:

— B Buzie TT® ydacTByeT B SHEPreTHYECKOM OOMEHEe B HEHpOHaxX, Mpo-
BEICHUH HEPBHBIX UMITYJIbCOB;

— MPOM3BOJHBIE BUTaMHUHA SBIAIOTCS MHruouTopoM MAO (MoHOaMu-
HOKCHZA3bl), YTO CIIOCOOCTBYET HPOJIOHTHPOBAHHOMY ICHUCTBHIO KaTexoJia-
muHOB B [JTHC;

— KOHTPOJIb OMOCUHTE3a XOauH3cTEpasbl (X0).
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1.7. ButramuHbl 1 KodepMeHTbI

Tunosumamunos B; IposBIsSETCS Kak 3a0oneBanne «oepu-oepm»:

— MOJIMHEBPUT C TIOPAKEHUSMHU HEPBOB HIDKHUX KOHEYHOCTEH — pac-
CTPOWCTBA YYBCTBUTEIBLHOCTH U OOJU 1O X0y HEPBOB;

— pa3BUTHE Napandel HHKHUX U BEPXHUX KOHEYHOCTEH;

— W3MEHEHUS B IICHUXWKE: MOTeps MaMsTH Ha HEeJaBHHUE COOBITHS, Taj-
JoIHAIMY, (OOUIECKHE HEBPO3bl, CHUKCHUE MHTEIUICKTA;

— HapyIIeHNs AATENFHOCTH CepAeYHO-COCYAUCTON CHCTEMBI — OJIbIII-
Ka, cepAieOnenue, 00au B 00JaCTH cep/ia, OTEKH.

Bumamun B, pubogpnasun, eumamun pocma

OH OH rae
X = H pu6odaasun
CH,—O0—X
OH X = -PO3;H, FMN NH,
H N N (0] N X
3 Z ﬁ/ 0 0 </ \ )N
P NH X = —P-0-P-0-CH NN
Hj3 N ‘ OH OH
FAD H H

Kohepmenmmule popmut

Buonozuueckoe oelicmeue.

Pubodnasun Bxoaut B cocraB kopepmentoB FAD nu FMN. ®raBuHOBBIC
KO(EepMEHTHI BXOJAT B COCTaB IETUAPOTeHA3, OKCHIa3 1 MOHOOKCHI€HA3.
FAD (pnaBuHa cHUHANMOHOHYKJICOTHT)

NH,
OH OH N SN
o ¢ <)
~
CHZ—O—I‘L(kIr—(FCHz N7 SN
OH OH OH
H;C N N (0] OH OH
3 N
H N/ NH
3
| FAD

w\f’)— P, puboza J— adenun

Y
A0eHO3UH
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1. CTpyKTypHas 6MoXuMusI

VYuactue (h1aBUHOBBIX KO)EpPMEHTOB B Iepeiaue MPOTOHOB U AJIEKTPOHOB:

R R H
HC N N_ 0O HyC N. N_ O
j@: = \f +2H | \f
H,C N:HTNH -2 H H3C 1T NH
o H O
FAD FADH,

OKHCACHHAA PopMa BOCCTAHOBJeHHAas popMa

WX COKPAIICHHO

H
FAD + S<H —> FADH, + S

Ocmpuiti agumamuno3 B, — TOTHOE OTCYTCTBHE BUTAaMUHA B ITHINE —
XapaKTEpHU3yeTCs BHE3AITHBIM Pa3BUTHEM KOMATO3HOTO COCTOSIHHSI M1 OBICTPO
HACTYyMAaoNIeH ru0enbro. BBI3bIBACT CIICIYIOIINE CUMITTOMBI:

— TpeIrHBI Ha TYy0ax;

— epMaTHUTHI;

— mopaxeHus a3 (0nedapuThl, KOHBIOHKTUBUTHI U TIP. );

— aHEMHUIO;

— HEpBHBIE PACCTPOICTBA, MBIIIIEYHYIO CI1a00CTh.

Ilanmomenosasn kuciroma (nanmomenam,)
[TanTOTEHOBAsI KUCJIOTA SIBJIACTCS JUICNTUIOM M COCTOMT U3 f-ajlaHMHA
1 2,4-mMoKCH-3,3-TMMETHIIMACTITHOM (ITAaHTOCBOM ) KHCIIOTHI.

s 0 0
H(FCHrC—‘CH—C—NH—CHrCHﬁCZOH
CH; OH .

[-ananuH

Buonozuuecxoe oeticmeue:

Bxomut B coctaB xodepmenta A (depment ammmuposanms, HS-CoA),
KOTOPBIM MPUHUMAET y4acTUE B OMOXMMHUYECKHX IIPOLIECCaxX B POJIH IPOME-
JKYTOUHOI'O aKHeINTopa M IMEPCHOCUHHKA Pa3JIMYHBIX KHUCJIOTHBIX OCTAaTKOB
(armuioB).

B monekyne kodepmeHTa A K OCTaTKy MaHTOTEHOBOM KHCIIOTHI TIPUCO-
EJMHSCTCS MOJICKYJIa THOATaHOJIaMUHA, TepMUHATbHas SH-rpymnma kotopo-
ro o0yamaeT CoCOOHOCTRIO CBSI3BIBATHCS C COSNMHEHHUSIMH, COAEPIKAITIMHU
B CBOEH CTPYKType KapOOKCHIbHYIO Tpymy. CoemuHsIsICh ¢ KOPepMEHTOM A,
3TH COEIMHEHWSI TTO/IBEPTAI0TCS CBOCOOPA3HOM aKTHBAIINH, CIIEJICTBAEM YETr0
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1.7. ButramuHbl 1 KodepMeHTbI

CTAaHOBHUTCS IMOBBIIICHUE MX OHOJOTMYECKON aKTHBHOCTH. Takum 0o0pasom,
MAHTOTEHOBAs KHCJIOTa MIPaeT Ba)KHYIO POJb B OKHCIUTEILHOM JeKapOo-
KCHUJIUPOBAHHUHU (-KETOKUCIIOT (UPYBAT, o-KETOTIyTapar), S~-OKUCICHUN BBIC-
IIMX JKUPHBIX KUCJIOT, CHHTE3¢ KETOHOBBIX TEJI, X0JIECTEPOsa U MPOYUX Me-
Ta0OTMYECKUX MTyTAX.

OmunH n3 akTuBHBIX armioB — aneTui-CoA (CH;-CO-SCoA) — kiro-
YeBOW METabOMNUT, MOCPESICTBOM KOTOPOTO MPOUCXOJHUT B3aUMOCBSI3bL OcEll-
KOBOT0, YIJICBOJHOIO U JIMITHIHOTO OOMEHOB.

HS-CoA
NH;
N X
N
0 o om0 g
H57CH27CH27NH7C7CH27CH27NH7C7‘CH7(‘37CH2—07l"f(kl"f(FCHz N N
OH CH;j OH OH 3
THOITAHOJIAMHUH MAaHTOTEHOBAast KU CJIOTA (0] OH
|
HO—P=0

|
OH

3'-¢pocdoanenozun-5"-qudocdar

OO6pazoBaHue alMIKOIH3UMA A

R c”O HSCoA — R C//O

— + 0 T

“oH - H,0 "\LSCoA
ayun-CoA

Kpome xosH3uMa A, MAHTOTCHOBAs KMCIOTA BXOJUT B COCTAB €IIIC OJIHO-
ro kodpepmenta — 4-hochomnaHroTerHa, UIPAONIETO BAXHYIO POJIb B CO-
cTaBe MyJbTH()EPMEHTHOTO KOMIUIEKCA MaTbMUTATCHHTA3bI (CHHTA3bI JKHP-
HBIX KUCIIOT):

4-ghochonanmomeun

i p o 0
HS—CH,—CH;—NH—C—CH,—CH,— NH—C—(IIH—(lj—CHz—O— Il’—OH
OH CH; OH

IMMAaHTOTCHOBAasA KUCJI0OTA

Tunosumamuno3 naHmMomeHoBol KUCi0mvl BbI3IBACT CJICAYIONE CUMII-
TOMBI:

— IMOPAXXCHUE KOXKHBIX IMOKPOBOB, NCITUIMCHTALIMIO BOJIOC U ITOTEPIO BO-
JIOCAHOI'O IMOKPOBA,

— ACTIPECCUIO, allaTULO,
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1. CTpyKTypHas 6MoXuMusI

— nH(pEKINN BEPXHUX ABIXaTeIbHBIX MyTeH;
— HapyIlIeHHUs CO CTOPOHBI CEpPAEYHO-COCYAUCTOW CUCTEMBI U >KEly-
JIOYHO-KHIIEYHOTO TpaKTa.

Hukomunamuod u HUKOMuHo8as Kucjioma, opyzue Ha3eanus — euma-
mun PP, Huayun, anmuneniazpuyeckuii
MokeT CHHTE3UpOBaThCS B opranusme u3 Trp

C’O c”o
= I “NH, Z | ~OH
NS NS
N N
HUKOMUHAMUO HUKOMUHRO6axn KUucjioma

buonoeuuecroe oeticmaue:

HukoTnHaMug BXOIUT B cocTaB KO(EPMEHTOB OKCHIIOPEAYKTa3 NAD' u
NADF".

Kodepment NAD' sBnsercs IUHYKIEOTHIOM, B CTPYKTYpy KOTOPOTO
BXOJUT JBa MOHOHYKJICOTHA, OJUH U3 KOTOPBIX COAEPKUT B Ka4eCTBE a30-
THCTOTO OCHOBaHHMs HukoTuHamua. NADF' npencrasmser coboit hochopu-
nupoBanHyio hopmy NAD'.

CZO rae
OH 7y M X=H, eciu NAD™
~ 1
0=P—0—CH, N X = PO3H, , ecim NADF*
S OH OH
NH, HHUKOTHHAMH/ | ajeHHH
<
0=P—0—CH; NTSN pu6o3a P. P. pn603a|
OH
OH  OX

B xiretkax 3T KOQepMEHTHI BHIIONHSAIOT POJh MPOMEXYTOUYHOTO TIepe-
HOCYHKA DJIEKTPOHOB M IMPOTOHOB MEXAY CyOCTpaTaMHu B Pa3iHYHBIX peak-
msix. NAD' u NADF' B pEaKkUsAX SBISIOTCS OKUCIUTEISIMA, IIPUHUMAS] OT
cyOcTpaTa JiBa RJIEKTPOHA W MPOTOH, €IIe OJUH MPOTOH OCTAeTCSA B Cpeie,
TeM CaMbIM <GaKuCIIT» e€e. B pesynprare mpoucxoauT obOpa3oBaHHE
NADH-H" u NADFH-H", KOTOpBIE Jaliee CIy>KaT BOCCTAHOBUTEISIMU, OT/a-
Basi BJIEKTPOHBI U MPOTOHBI.
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1.7. ButramuHbl 1 KodepMeHTbI

C//O H H //0
= \NHZ + C\
. | +2H + 2 e | NH,;
N + H+
N N
R R
NAD™ NAD-H
okucJieHHas opma BOCCTaHOBJIeHHas opma
H
s~ + NAD* =——= S + NADH + H*
\H

Tunosumamunoz PP niposiBIIsIeTCS Kak 3a00JIeBaHUE — TeJuIarpa.

Hecnenuguueckre CHMITOMBI THITOBUTAMHHO3A.:

— BSUIOCTb, anatus, cJIaboCTh B HOTaX, OBICTpast yTOMIIIEMOCTb;

— CHIDKEHHE alIeTUTa;

— rOJIOBOKPYIKEHHE, Pa3APaKUTEIILHOCTh, OCCCOHHMUIIA;

— CHIDKCHHUE COTIPOTHUBIIIEMOCTH OPTaHN3Ma HH(EKIIHSM;

— caMo€ TSDKEJI0e B KIIMHUYECKONW KapTUHE — HApPYIICHUS IMCUXHKH
(TICMX03BI C Te30pHUeHTAINeN, Ope/, TaTFOINHAIIHH).

Bumamun Bg, anmuodepmamummulii

Buramun Bg mpencraBien tpems m3odopmaMiu, B OCHOBE KOTOPBIX Jie-
SKUT TUPUIMHOBOE KOJIBLIO:

(0]
/
CH,0H <y CH>—NH,
HO CH,;0H HO. CH,0H HO CH,0OH
& & &
N\ N\ N\
Hj N Hj3 N Hj N
MU PUIOKCHH NUPUIOKCATb NUPHUI0OKCAMUH

Buramun B¢ MokeT ObITh CHHTE3UPOBAH KUIIEYHONH MUKPOGIOPOH.

bBuonozuueckoe oeticmsue:

Bce ¢opmbl BUTaMHHA HCHONB3YIOTCS B OpraHu3Me AJsl 00pa3oBaHUs
KopepMeHTHBIX (opM — mupugokcanbdochara (I1D) u nupumokcaMuHO-
thocdara, kKoTOpBIe 00pa3yloTcs B pe3yibTare (HOCPOpPUINPOBAaHUS C yda-
ctuem ATO:

o
/7 /7
Cn C~n

HO, CHyOH  AT® Al® HO, CH,-O—PO3H,

~ | AL, ~ |

N NS

H; N H3 N

MU PHAOKCATD nupujaokcanbpochar

(I®)
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1. CTpyKTypHas 6MoXuMuUsI

IMupunokcanessle KOGEPMEHTHl UTPAIOT Ba)KHYIO POJIb B METAabOIN3MeE
aMUHOKHCIIOT, Y4acTBYsl B peakUUsAX TPAaHCAMUHHPOBAHMSA, 1E€KapOOKCHUIH-
poBaHUs U crenrn(UUECKUX MPeBpaIleHUSIX TpUnTodaHa, TPEOHUHA, CEPHHA
U TIp.

T'unosumamuno3s Bs IPOSIBIIAETCS B BUIE CIECAYIOIUX CUMITOMOB:

— CyXOH ce0OopeiHbIi Menaarponogo0HbIH 1epMaTHT;

— CTOMAaTHUTHI, CBS3aHHBIE C BTOPMYHO pa3BHBaroLIelicss (U3-3a Hapy-
mieHust oOMeHa TpunTogana) HEAOCTATOUHOCTHIO HUKOTHHOBOW KUCIIOTHI;

— CyZIOpOTH;

— y TPYIHBIX JE€TeH — NEePMATUTHI, IOPAKEHUS HEPBHOU CUCTEMBI.

Bumamun B, uyuankodanamun

Buramun B, umeer crnoxxHyr0, 10 CpaBHEHHIO C JPYTUMH BUTaMHUHAMH,
CTpYKTYpy. OCHOBOI1 SBISETCS KOPPHUHOBOE KOJIBIIO, TOX0XKEE HA CTPYKTYPY
remMa, HO OTJIMYAIOIICECs OT TOCIETHETO TEM, YTO JBa IMUPPOILHBIX ITHKIA
u3 quLIpex COCOAUHCHBI HE MCTHUJICHOBBIM MOCTHKOM, a HeHOCpeZICTBeHHO.
Kpowme Toro, B cocTaB BUTAMHHA BXOJUT UOH KOOAJIbTA.

HOH,C

1-© CH;

? | CHj3
H0—1|= |
¢ |
HgC—(liH |
CH, |

CH,—CO—NH,
CH,—CH,—CONH,

H,N—CO—CH,—CH,
H,C

R: 1)CN™- uuankobasamun R

Butamun Bj; HEe cuHTe3upyeTcs B opraHu3Me yesioBeka. B npupoae ero
OMOCHHTE3 OCYIICCTBISICTCSI MHKPOOPTaHMU3MaMH, a TaKKe MHUKPOQIOpOi
KHIIEYHUKa, TPU YCIOBUHU JTOCTATOYHOIO MOCTYIUIEHUs KoOanmpTa. OmHAKO
JaHHBIA OMOCHHTE3 HE MMeeT OOJbIIOoro 3HaueHus. OCHOBHBIMH HCTOYHU-
KaM{ BUTaMHHA SBISIOTCS MPOAYKTHI )KUBOTHOTO MPOMCXOXKACHHA. Bceachi-
BaHUE B, IPONCXOIUT B TOHKOM KHIIIEYHUKE MOCIE B3aMMOAEUCTBHUS B Ke-
JyJIKEe C TaCTPOMYKOIIPOTEMHOM — «BHYTpeHHUM (aktopoMm Kacrtiay», ko-
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1.7. Butramusbl u KodepMeHTbI

TOPBIN CEKPETHPYETCS KISTKAMHU CIM3UCTON 000JIOUKH KeyaKa u obecre-
yrBaeT ero adbcopOumio. [1o3TOMy THMOBUTAMHUHO3 BHTaMHUHA MOXET BO3-
HUKHYTh NIpH 3a00JICBaHUSX, CBS3AHHBIX C HApYLICHWEM CHHTE3a JTAHHOTO
Oenka, JjaXke MpH JOCTaTOYHOM CoJiepKaHuu By, B muie.

bBuonozuuecxoe deticmsue:

HunankobanamMuH obpasyeT aBe KodepMeHTHbIE (JOPMBI:

1) meTmnkobOanamMuH;

2) 5'-nme3okcuaieHO3UITKOOaTaMuH.

Oo6pazoBanue KOQEPMEHTHBIX (HOPM MPOUCXOTUT MyTEM 3aMEHBI [IMAHO-
TpyMNIIEl B OCHOBHOM CTpYyKType BuTamuHa (R B ¢opmynie BuTamuHa) Ha co-
OTBETCTBYyIOIIUE (pparMeHThl. MeTmikobalaMiH SBISETCS KOQEpMEHTOM
MeTHITpaHcepas U OCYIIECTBISCT EPEHOC METHIIBHOM Tpymibl. Jle30Kkcu-
a/ICHO3MIIKOOATaMUH — KO(QEPMEHT M30Mepa3, OCYIIECTBISIOMNX IepecTa-
HOBKY aTOMOB B yTJIEPOJTHOM CKeJieTe (Hampumep, MeTHIManoHmI-CoA-my-
Taza).

MEMUIAMATIOHUTT-
(0) CoA-mymasa 0
Z > 2
HOOC—CH—C - HOOC—CH;—CH,—C
‘CH3 “SCoA SCoA
MeTHJIMaI0HuI-CoA cyKyuuHuiI-CoA

Butamuna By, HeoOXomuM Il HOpMaTsHOTO KpoBeTBOopeHms. OH obec-
MEYMBaeT HEOOXOIMMOE paBHOBECHE NpOIeccOB mponudepanuu u audde-
PECHIMPOBKHU KJIIETOK KPOBU B (1)I/I3I/IOJIOFI/I‘ICCKI/IX YCIIOBUAX.

Tunosumamunos B;>:

— Oone3np AnmucoHa — bupmepa (3710kauecTBeHHAs TEPHUITUO3HAS
aHEeMHs);

— JIEHKOTICHUS, HEUTPOTICHUS U TPOMOOIIMTOIICHUS;

— MATOJIOTHH OPTraHOB MUIIICBAPCHHUS,

— CyJIOpOTH | TIp.

Bumamun B, (By), dhonuesan xucnoma (ponayun), haxmop pocma, au-
muanemuuecKul

HeobOxoaum myst pocta ¥ pa3BUTHS KPOBEHOCHOH M IMMYHHOU CHCTEM.

Mornekyia (oJIMEBOM KUCIOTHI COCTOUT U3 OCTATKOB MTEPHUINHA, H-aMH-
HOOCH30MHOI KHCIOTHI M TITyTAMHHOBOM KHCIOTHI

N I |
N7 | T(THgTNH ('O‘—I‘lJH—CH—CHg—CHg—COOH
)\\ = '
H>N N N |
1

\
' COOH
I
I

LS J

AN S v
¥ v v
Imepudun TMapa-ammobenzotinas Faymamunosasn
Kucaoma

Kucaomd
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1. CTpyKTypHas 6MoXuMuUsI

buonozuueckoe oeticmsue:
AKTUBHOW (DOpMOW BHTaMHHA SBIISICTCS TETParuapooeBas KUCIOTa
(TT®K), koTopast oOpazyercs MoJ AeHCTBUEM PEAYyKTa3bl C 3aTPaToOi IBYX
+
monekyl1 NADFH".

OH .

s ! )
N I |
N7 | (flIgTNlI‘@*C()i—]\I!II—(TII—(IIIE—CIIg—(,‘()()ll
)\\ " COOH
HoN N N
H

1

| I

1 1

I I J
N

[,I”“;!;H}“H [Mapa-asmrobensoinas Faymanunosas
Kucaome Kucaona
TI'®K sBnsercs kopepMeHTOM TpaHc- Oonoyznepoonuvie cpynnoi:
(depa3z u ydacTByeT B IEpPEHOCE OJHOYT- —CHs:
JIepOJHBIX (PParMEeHTOB. —CH—:
Takue mnpeBpamieHUs] HUTparOT Bax- ~COH:
HYIO poiib B 0OMEHEe aMUHOKHCIOT (TJIU- _CH=
[[UHA, CepUHa U Tp.) U a30TUCTHIX OCHO- _CH,OH:
BaHUH HYKJICOTHIOB. _CH=NH.

T'unosumamunos B,

Hedumur GponareBoit KUCIOTH B OpraHU3Me TOPMO3UT CHHTE3 THMUANII-
tpudocdara, yro mpuBoAUT K cHIDKeHHIo cuHTe3a JIHK B OpicTpo nesns-
IIMXCS KIETKaX — KOCTHOTO MO3T'a, AMUTENNATIbHBIX TKAaHEH.

B mepByio odepenp 3aTparMBaroOTCs OpraHbl, TaKXKe pa3BUBaeTca Iopa-
JKEHHE CIU3UCTBIX JKETyJKa M KHUIIEYHOTO TpakTa (TaCTpUTHI, SHTEPHUTHI),
OTMEeYaeTcs 3aMeAJIeHHEe POCTa, KOHBIOHKTUBUT, YXYALICHHE 3a)KUBICHUS
paH, UMMYHOAC(UIUTHI U TIp.

Anmugumamurul Qonuesoli Kuciomuol

B MenuuuHCKON MpakTHUKEe MIMPOKOE PacpOCTPaHEHUE HOTYUYHUIN aHTH-
BUTaMUHBI ()OJIMEBOM KHCIOTHI — COEIMHEHUS HAa OCHOBE 7-aMHUHOOEH-
30MHOI KHCJIOTHI, B TOM 4HCIe CyJIb(paHWIaMUIHbIE TIpernaparel. BBeaenue
TaKUX COCIMHEHUH B KJIETKM MUKPOOPTaHU3MOB IIPUBOAUT K HAPYLICHUIO B
HHUX CHHTe3a (DOTMEeBOI KHCIIOTHI, 0€3 KOTOPOH HEBO3MOKEH MX POCT.

Bumamun C, ackopéunoeas kucioma, anmuoKCuOAHMHbLIL, AHMU-
CKOpOymHulil

Buramun C sBisieTcss TaMMa-JIaKTOHOM, OJIM3KAM TIO CTPYKTYpe K TITFO-
ko3e. Ero Mosekyna umeer nBa acuMMeTpuyeckux aroma yriaepona (C4 u
C5) u yeThlpe onTHYECKUX H3oMepa. buonornyecku akTuBHa TOJbKO L-ac-
KOpOMHOBAas KUCIOTa. ACKOpOMHOBas KUCJIOTa 00pa3yeT peloKc-mapy ¢ e-
THIIPOACKOPOMHOBON KUCIOTON

CH,0H CH,0H
CHOH CHOH
o) -2H
—Q b —_— — Q0
—_— +2H
OH OH (o] (o]
acKkopOUHOBas JerupoacKkopouHoBast
KHCJI0Ta KHCJI0TA
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1.7. Butramusbl u KodepMeHTbI

bBuonozuuecxoe deticmsue:

buonornyeckas akTHBHOCTh aCKOPOMHOBOW KHUCJOTHI 3aKJIIOYAETCS B €€
CHOCOOHOCTH Y4acTBOBATh B OKUCIUTEIbHO-BOCCTAHOBUTEIBHBIX PEAKIIHIX:

— TUAPOKCHINPOBAHMS TpUITohaHa (CHHTE3 CEpOTOHHHA);

— nuokcudenunananaa (00pa3oBaHUe HOPAIPECHAIMHA);

— OoKcu(eHMIUpYBaTa (CHHTE3 TOMOT€HTU3NHOBOW KHCIIOTHI);

— CTepouI0B (CHHTE3 KOPTHKOCTEPOUIOB);

— p-O6ytupoberanHa (CHHTE3 KapHUTUHA).

Kpome Toro, ackopOWHOBasI KHCIOTa MOXKET MPOSBIATEH CIEAYIOUIHNE JIeHi-
CTBHA B OPraHu3Me:

— aKTUBUPYS HPOJIUNZUOPOKCUNA3Y W JIUZUAZUOPOKCUIA3Y, ODecTIeun-
BaeT TUAPOKCHINPOBAHNE OCTATKOB MPOJIMHA U TU3MHA B IIPOKOJUIareHe (Co-
3peBaHKE KOJIareHa);

— ydJacTByeT B OOMeHe jKene3a, o0ecreunBasi Mepexo/ TPEXBaJIeHTHOTO
JKEJIC3a B ABYXBAJCHTHOC B KUIICYHUKE U TEM CaMbIM o0OJjieryast ero BCachl-
BaHUE, a TAK)KE BRICBOOOXKIas jKkeJe30 u3 TpaHcheppruHa B KPOBH, YTO YCKO-
PSIET ero MOCTyIUICHNE B TKaHU;

— BOCCTaHAaBJIMBasl METaJUIbI IEPEXOTHON BaleHTHOCTH, BUTaMUH C OKa-
3BIBAET PETYJTOPHOE BIMSHUE HA KAaTAIUTUYECKYH) aKTHBHOCTH (epMeH-
TOB, B COCTaB aKTUBHOI'O LICHTPA KOTOPBIX BXOJAT HOI[O6HLI€ MCTaJIJIBI,

— BBICTYIIACT B POJIM aHTHOKCHAAHTa — MPHHUMACET y4acTue B HEHTpa-
TU3aIy aKTUBHBIX ()OpPM KHCIIOpOJa, peaKTWBallMK BHTaMuHa E, mpemo-
XpaHsieT oT okucieHuss SH-rpynmbl 6enkoB, B TOM yncie (epMEHTOB.

Tunosumamunos ackopbuHo6ou Kuciomsl W3BECTEH Kak 3a0olieBaHUE
[HTA U COMPOBOXKIAETCS CICTYIOMMMA CHMITOMAMH:

— JIOMKOCTBIO KPOBEHOCHBIX COCY/IOB;

— o0mreit cmabocThio, araTueil, TOBBIIIEHHOW YTOMIIIEMOCTBIO;

— CHIDKCHHEM aIlleTuTa;

— BOCHPUUMYHBOCTBIO K HHPEKIUIM;

— aHEMUeH;

— ocrnabyieHneM (HUKcaluy 3y0OB B TyHKaX;

— TIPH TSDKENIOM IMHTE Pa3BUBAETCS HEKPOTHUECKUN MPOIECC B 0OJIACTH
3eBa, MATKOTO HEOA, MHUIIEBOA, YSIIOCTHBIX KOCTE;

— BO3MOJKHBI YBEIMUSHHE CEJIE3CHKH, KUPOBask HHOUIbTpAIUs TeUeHH;

— YTHET€Ha MOTOpPHAs M CEKPETOPHAsl NESATEIbHOCTh JXKEIyJIKa U KH-
HICYHUKA.

Bumamun H, 6uomun, anmuceoopeiinwiii

Mornekyiia OMOTHHA COCTOUT U3 TETPATHIPOUMHUIa30JIBHOTO U TETParu-
poruodenoBoro kombla. K mocneaaeMy npukperieHa BalleprHaHOBasi KUCIIO-
Ta, KOTOpas MOXET OBITh CBfA3aHA C JIM3UHOM OCJIKOBOM YacTU MOJICKYJIBI
(hepmenTa. BHOTHH-0ENKOBEII KOHBIOTAT HOCUT Ha3BaHUE OUOUUMUH.

(CH»);,—COOH
NH—

ol S
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1. CTpyKTypHas 6MoXuMusI

Buonoeuueckoe oeiicmsue:

dochopunupoBaHHbIl OHOTHH SIBISETCS KO(EpMEHTOM KapOOKcHia3
(mupyBaTkapbokcunasza, anetuia-CoA-kapOokcuiasa U mp.) U TpaHCKapOo-
KCHJIa3.

T'unosumamunos gumamura H BBI3bIBaeT CIEIYIOMINE CUMITTOMBI:

— ceOOpelHbI I1epMaTUT HOCOI'YOHOTO TPEYTOJbHUKA U BOJOCHCTOM
YacTH IoJIOBbI;

— TOpaXKeHHUs1 HOT'TeH, BBINIaJICHUE BOJIOC;

— KOHBIOHKTHBHT, MHAJITUIO, aTAKCUIO, BAJIOCTh, COHJIMBOCTb, AHOPEK-
CHI0, aHEMHUIO.

I'mmoBuTaMMHO3 MOXKET HAOIIOAATHCS TIPU YIOTPEOICHUN B IUILY OOJIb-
IIOT0 KOJMYECTBA CHIPBIX SIMI, TaK KaK B HUX COIEPKUTCS aHTUBUTAMUH
OMOTHHA — TIMKONPOTEHH asuouH, ceszbiBaromuii Buramut B JKKT u npe-
ISTCTBYIOLIUIA TEM CaMbIM €0 BCAChIBAHHIO.

Bumamun Q, youxunon

YOUXuHOH mpencTaBisieT coboit 2,3-muMeToKch-5-MeTw- 1,4-0eH30X1-
HOH C U30MPEHOBOH LIEMbI0 B 6-M MOJ0XKEeHUU. [[n1Ha U30MpeHoBoi 1enu y
YeIIOBEKa W KUBOTHBIX cocTaBiseT 10 3BeHbeB (Qjo). Berpeuaercs Bo MHO-
TUX TPOAYKTaX XKHUBOTHOTO W PAaCTUTEIHHOTO MPOUCXOXKICHHS, MOXKET CHH-
TE3UPOBATHCS MUKPO(DIOPOii.

(0]

Co
CH;0 CH; Qi

CH;0 H
o 10

buonozuueckoe deticmsue:

OcHOBHas poJib YOUXUHOHA — MEPEHOC 3JICKTPOHOB B JBIXaTEIBHOH I1e-
mu (pepMEHTOB B MUTOXOHAPHUAX. Takum 00pa3oM, OH UTPaeT BAXKHYIO POJIb
B oOpazoBannu AT® B KIIeTKE.

‘(‘) OH
CH;0 CHy ot CHIO CH;
-2e2H"
CH3O H R ’ CH30 R
OH
CoQ CoQ H;

(oxkucienHas ¢gopma) (BoccTaHoBJIeHHasi popma)

Tunosumamunos u 2unepeuUMamuro3:

Tak kak yOMXHMHOH CIIOCOOEH CHHTE3WPOBATHCS M HAKAIUTUBATHCS B Op-
TaHU3MeE, TO TUIIOBUTAMHUHO3BI BO3HHUKAIOT JOCTATOYHO penko. OgHaKo mpu
HEKOTOPBIX MATOJOTHUSIX, BCIECICTBUE KOTOPBIX HAPYIIAETCS €r0 CUHTE3, Pas-
BHUBaeTCsl aHeMUs. Takke BO3MOXHO BO3HHUKHOBEHHUE CEPIEYHOM HENOCTa-
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1.7. ButramuHbl 1 KodepMeHTbI

TOYHOCTH BCJIEJCTBHE HApyIICHUs pabOThl MHUOKapia M IUCTpodUIecKue
M3MEHEHUS B CKEJIETHON MycKynaType. [ MepBUTaMHHO3 BO3HUKAET TOJIBKO
IpU yHOTpeOJIeHNH OOJBIINX KOMHYeCcTB youxuHoHa. [Ipu 3ToM mosBisioT-
cs1 0oy B 00JIacTH JKWBOTA, HAPYIICHHS CTyJa M TomrHOTa. KosH3mMm Q —
3¢ PEKTHBHOE CPEACTBO MPU JICYCHNH MBIIICYHON AUCTPOPHU U CEpACUHOMN
HEIOCTaTOYHOCTH.

Bumamun A, pemunon, anmukcepogpmanvmuueckuit

Buramun A npezctaBieH IpyInoi coelnHEHUH-PEeTHHOUIOB: PETUHOI,
PETHHAIIb ¥ PETUHOEBAsI KUCIOTA, UMEIONIMX CXOAHYIO OMOJOTHYECKYIO aK-
TUBHOCTb. PETHHOM cOAepKUTCS B TIPOJYKTaX KMBOTHOTO MPOHUCXOXKICHUS,
B TO BpEMsI KaK B PAaCTUTEJIbHBIX IMPOLYKTaX — €ro IPOBUTAMUH, KapOTHUH.
Ectp HEcKkombKO BUIIOB KapoTuHa (a, f ). Ocoboe 3HaUeHNE UMEET [-Kapo-
THH, TaK KaK IpPEeACTaBJIsieT CO0OH AMMEp BUTAaMHHA, COEAWHEHHBIA 10
NPUHIMITY «XBOCT K XBOCTY». [IpeBparienue f-kapoTnHa B PETHHOJ OCYIIe-
CTBIISIETCSA B CTeHKe KuuleyHWka. OH pacuieruisieTcss moj JeiicTBueM crie-
IU(QUYHON OKCUreHas3bl (aAKTHBHOCTh KOTOPOW MOBBILIAETCS B MPHUCYTCTBUH
Bi,) c oOpa3oBaHueM peTuHaNs, a 3aTeM BOCCTAHABIUBACTCS PETHHOIACTH/I-
porenasoii ¢ yaactueM NADH unun NADFH.

beta-kapoTuH
ﬁ-KﬂpGﬂﬂlﬂOKClIi?é’ﬂﬂSﬂ
H+

peTuHanke

l NADH, pemiHoN0ezudpozenasa

petuHon (BuTamuH A1)
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1. CTpyKTypHas 6MoXuMusI

Buramun A criocoOeH HaKarInBaThCs B IEYCHN B BHJIE 3(PHUPOB MaTbMHU-
THHOBOH, YKCYCHOH 1K oc(hOPHOI KUCIIOT.

buonozuueckoe oeticmsue:

OcHoBHBIC MeTabomueckre dPGEKTH BUTaMUHA A CBSI3aHBI C €TI0 BITUS-
HUEM Ha CTAaOWIFHOCTH M IPOHUIIAEMOCTh KJIETOYHBIX MeMOpaH. Kpome To-
ro, PEeTUHOI:

— y4acTByeT B (DOTOXMMHUYECKOM aKTe 3peHUs (BXOIUT B COCTaB POAOII-
CHUHA — 3PUTEIHHOI0 MUTMEHTA, CHHTE3UPYIOIICTOCs B IMAJOYKaX CETYATKU
IJ1a3a U OTBEYAIOILETO 32 TEMHOBOE 3pEHHE);

— HEOOXOUM JIJIST POCTa Tela;

— SIBIISICTCS] BAKHEHIIIUM KOMITOHCHTOM aHTHOKCHJIAHTHOH 3alllUThI Op-
TaHW3Ma;

— BUTaMUH A W PETHHOWIBI CTHUMYJIHPYIOT PEaKINH KIETOYHOIO WM-
MYHHTETA, B YaCTHOCTH, YBEITHMUMUBAIOT aKTUBHOCTh T-KHJLIEPOB.

Haunbonee yacto BCTpeqalOMMNCS cunosumamuno3 eumamuna A — 310
3a00neBaHNe «KypHHasl CIIENIOTa» — CHIDKEHHE TeMHOBOH amanrarmn. Kpo-
ME TOTrO, HEJIOCTATOK BHUTAMHUHA MOXET IMPOSIBIIATHCS B BHJE CICIYIOIIUX
CHUMIITOMOB:

— MOpaXeHHe TJ1a3, KOXKH, CITU3UCTHIX 000I0YEK;

— TOPMO’KEHHE POCTa, CHIYKEHHE MacChl Tea, 00Iee UCTOIIEHUE Opra-
HU3Ma;

— MOpaXCHHE DIHUTEIHS KOXKH, TePMATHTHI;

— MOpa)KeHHE KPOBEHOCHBIX COCYAOB.

Tunepsumamunos sumamuna A MOXET HaOIOAATHCS MPH PETYISIPHOM
ynoTpeOIeHnr BBICOKHX 103 BUTAMHHA, OOJBIINX KOJIMYECTB PHIOBETO KU-
pa. Jlus runepBUTaMHHO3a A XapaKTEPHBI CICAYIONUE CUMITOMBI: BOCIIA-
JICHWE POTOBUIIBI TJla3a, TUIEPKEpaTo3, MOTepsl ammneTuTa, TOIHOTa (TpH
OCTPOM OTpPaBIEHUH — PBOTA), TIOHOC, TOJIOBHEIE 00JH, OO B CycTaBax,
YBEJIMYCHHE TICYCHHU.

Bumamun D, kanvyugepon, anmupaxumuueckuii

[Ipencrasnser coboil rpyniry BemecTB CTEPOUAHON IPUPOIBI, CPEIH KO-
TOPBIX MOXKHO BbLIEIUTH D, — apzokanvyughepon, conepxamuiics B pac-
TUTEJBHBIX NPOAYKTax, U D3 — xonexanvyugpepon, npucyTcTBYOLMNA B
MPOAYKTaX )KUBOTHOT'O MPOUCXOKICHUS.

CH CH
3 CH, 3

Ipeoxansyugdepon Xonexanoyugepon
D:z Ds3
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1.7. ButramuHbl 1 KodepMeHTbI

buonozuuecxoe oeticmeue:

Butamun D, nocTynuBIINii C MUILIEN, BCACBIBAETCS B KUILIEYHUKE B KOM-
TUIEKCE C JKETYHBIMU KHCIOTAMHU U, CBS3BIBASICh C OCIKOM-TIIOOYIMHOM,
TPAHCTIOPTUPYETCS B MEUCHBb. B TIEYCHN MPOUCXOANT €r0 THAPOKCHINPOBA-
HUE MUKPOCOMAaJIbHOU cucTeMoi okcureHas mo C25 u obpasyercs 25-rua-
POKCHXOJIEKaTbIIM(Eeposl — TpPaHCIOpTHAS (GopMa, KOTopas MEePEHOCUTCS
TOKOM KPOBH C IMIOMOIIBIO CIIEU(PUIESCKOTO TPAHCIIOPTHOTO OeNKa B IMTOYKH.
B moukax ocymiecTBisieTCss BTOpas peakius ruapokcwiupoBanms mo Cl ¢
MTOMOIIIBI0 MHUTOXOHJIPHAJIbHBIX OKCUTE€HA3 — o0pa3syercs 1,25-Auruapokcu-
XOoNeKanpu(epon, WM Kalb[UTPUON. Eciu ypoBeHb KanblUs B HOPME,
BTOPHYHOE THIPOKCHIHMpoBaHWEe mpoucxomut mo C24 (Bmecto Cl), mpu
3TOM 00pa3yercss HEaKTUBHBIA MeTa0oIuT 1,24-TUruapoKcuxoneKanbiude-
poil. B peaknusx ruApOKCHIUPOBAHUS MPUHUMACT yyactue BuTamuH C.

JloTTOTHUTENFHBIM HICTOYHUKOM XOJIeKaNbIH(epoa CIIy)KAT €ro TPOBH-
TaMUH 7-JETUIPOXO0JIECTEPOII, KOTOPHIN 00pazyeTcss B KOXKE U3 XOJeCTepoia
Y TIOJ1 ICHCTBUEM COJIHEYHOTO CBETa MpeBpaimiaercs B Ds.

X0J1ecTepoJI Ko:ka
Inma, l P

JIeKapCTBeHHbIE
npenaparbl 7-AeTHAPOX0JIeCTEPO.T

(7-nermapoxonaexanabiudgepo,
npoButamuH D3)

sprokansuudpepo (D;)

xoJexanbuudepos (D3) xoJexanbuudepo (Ds)
25-ruapoxcuxonaexaasnugepos (25(0OH)D3),
TpaHcnopTHas (opma
'
NOYKH
1-ruapokcmnasza 24+map nasza
1,25-quruapoxcuxosiekanabuudgepos 24,25-nmurnapokcuxoiekanbuugepos
(1,25(OH);D3), KaJbIHTPHOJ (24,25(0OH),D3)

AKTUBHBIN MeTa00MT BUTaMuHa D3

ﬁéj?*ﬁgﬁw

Xoaecrepon 7-neruapoxo.ecTepo.i
OH OH
\ P \
| _~CH; _CH,
H OH H
Kaibyumpuoa KaJabIUIH0J1

(25-ruapokcuxosexkanbuudgepo.r)
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1. CTpyKTypHas 6MoXuMusI

Taxkum 00pazoM, XoJekambIiudeposl MOKHO paccMaTpuBaTh Kak IIPO-
TOPMOH.

Dphexmopr kanvyumpuona:

— yBenmueHne peadbcopbuun i Tpancropra Ca’;

— aKTHBAIlUs MHUHEPAJIN3AlUU XPSIICBON TKaHHU;

— aKTHBaIlUs CHHTE3a KOCTHOTO KOJUIarcHa,

— MOJYJHPOBaHWE NMMYHHOTO OTBETA.

Tunosumamunos eumamura D NPOSIBIIAETCS KaK paxuT y JIETeH U OCTEO-
MaJISIUS Y B3POCIBIX (HAPYIICHUE MMEPUOCTAILHOTO OKOCTEHEHUSI — OCTE0-
U] BEIPa0aThIBACTCSI, HO HE MUHEPAIU3YETCS).

Hapymienus xanmbinii-hochopHOTO OOMEHA MPHUBOIAT K HAPYIICHHIO
MUHEpaIH3alMi KOCTHOW TKaHH, 0OCOOCHHO B 30HaX pOCTa TPyO4aThIX U Ye-
penHbBIX KocTel. Paxurtnieckre KOCTH MeIJICHHEE PacTyT, HE CIIOCOOHBI BHI-
JIEpKUBATh HOPMAIBHYIO CTATHYECKYIO W AMHAMHUYECKYI0 HAarpy3KH, JIETKO
MOJIBEPTalOTCs MEXaHUUYECKUM Je(POPMAIIUSIM.

Bumamun E, moxoghepon, anmucmepunvHulil, 6umamun pazmHoOMceHus

D70 TpyIna NPUPOAHBIX COSAUHEHHA, TIPOU3BOAHBIX TOKOJIA — TOKO(de-
POJIbI 1 TOKOTPHUCHOJIBI. HaI/I6OJ'IBHIaH BUTAaMHWHHAas aKTUBHOCTbH 06Hapy>1<eHa
y a-Tokoepona.

CHj;

a-Toxo(pepoJ
MyHKTUPOM pa3/ieNIeHbl H30TPEHOBbIE ()parMeHThI

buonozuueckoe oeticmsue:

Buramun E 001amaeT aHTHOKCUIAHTHBIM JICHCTBUEM

— pearupyeT ¢ aKTHBHBIMU (pOpMaMU KHUCIOPOAA, Tacs IEHTPHl HHUIHU-
aIy CBOOOAHOPATUKAIBHBIX MPOIECCOB;

— OrpaHMYHUBAET CKOPOCThH IMPOIECCOB MEPEKUCHOTO OKUCICHUS JIAIH-
JIOB MEMOpaH;

— 3aIIMIIaeT OT MEPEeKUCHOTO OKHCICHHUsS HEHACHIEHHYI0 OOKOBYIO
[enh BUTaMHUHA A, BOCCTaHABIIMBAaET KOMH3UM (Q, PEryImUpyeT aKTUBHOCTH
(hochommmmassr A,, y4acTBYIOIICH B MeTabOIM3ME apaxuJOHOBON KUCIOTEHI.

T'unosumamunosz eumamuna E. HemocTaTo4HOCTH TOKO(EPOIOB MPOSB-
JISIETCSI CHMIITOMAaMHM, CBS3aHHBIMH CO CTPYKTYPHO-()YHKIIMOHATBHBIMH
HapYIICHUSIMU MeMOpaH:

— reMOJIUTUYECKasi aHeMUS Y HEJJOHOIIICHHBIX JAeTel;

— Oecmonue;

— MBIIIEYHAS JUCTPOdHs;

— CHI)KEHHE YPOBHSI HIMMYHOTTIOOYJINHOB;
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1.7. ButramuHbl 1 KodepMeHTbI

— CHI)KCHHE WHTCHCHBHOCTH TKAHEBOTO MIBIXaHHs, YTO OOBSCHSETCS
BIIMSIHHEM a-TOKO(epoIia Ha BOCCTAHOBJICHHE YOHMXUHOHA;
— HapylieHrue o0pa3oBaHusi TPOMOOKCAHOB U MPOCTALMKIHHOB.

S-aoenozunmemuonun (SAM), koghepmenm memunuposanus

Kodepmentamu MeTUIMpoBaHus B opraHu3Me (KpoMe aKTUBHBIX (hopm
BUTaMHUHOB B, 1 (ommeBoii KUCIOTHI) MOTYT TaKXKe SBISATHCS J1Ba MPOU3BOI-
HBIX aMHHOKHCIIOTHI METHOHHH — S-MeTiiaMeTHoHnH (ButamuH U) n S-afe-
HO3MJIMETHOHUH (SAM)

Z
i w L
+
HOOC*\CH*CHszHsziCH3 HOOC—CH—CH,—CHy—S™—CH, o N7 N

NH; NH;
OH OH
S-MeTHIMeTHOHUH S-aieHO31 IMEeTHOHM H
(Butamuu U) (SAM)

SAM — HecTabuieH, Tak KaK cepa MpH BaJICHTHOCTH 2 MMEET 3 CBS3H.
SAM obpazyeTcs Ipu MPUCOSAMHCHIN METHOHWHA K aICHO3UHY C YUaCTHEM
METHOHHMHAIEHOZWITPaHC(Epa3bl (eCTh BO BCEX THUMAX KIETOK). AJCHO3UH
obpazyercs mpu ruaposmze ATO.

NH,

N SN
CHy < )
+AT® HOOC—CH—CH;—CH,—S——CH, N7 N
HOOC—CH—CH,—CH,—S—CH; ——> I‘VH
I‘VHZ MeTHOHHHAICHO3MI 2
TpaHcepasa
Met S-adeno3unmemuoHun OH OH

(SAM)

OTmennenne METUIBHOM Tpynnsl oT SAM M mepeHoc ee Ha COeIuHe-
HHE-aKIETITOp KaTaIM3upyIoT hepMeHTs MeTunTpancdepazsl. SAM B xo1e
peaxmuu mpeBpariaercs B S-aneHo3mnromonuctend (SATD).

[Ipumep nefictBust SAM — cuHTE3 XOIMHA:

O CO, OH 3SAM 3SAT OH
ICH2 _) lCHz U _ |CH2
CH-NH, > o > CH,
I cepundexapbokcunasa | > Smanonamun- I, 7
cooH NH, Memunmpancgpepaza N (CH3)s
Cepun DTaHONAMUH Xonun

AHanornyHo SAM HCTONB3yeTCS B CHHTE3aX KapHUTHHA, aJpeHalIlHA,
KpeaTuHa, TAMHUHA | TIp.
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1. CTpyKTypHas 6MoXuMuUsI

B o0rmiem Bue peakmuu METHIINPOBAHUS C HCIIOIb30BaHueM SAM MoOX-
HO IPEJICTAaBUTh B CIIEIYIOIEM BUJIE:

C|OOH CH; R—OH

CH—CHZ—CH2—§+—CH2 Ad -

| 0] + /NH JE—

NH,

. - — HC=CH—
R—O—CHj

COOH

- >N—CH3 +  CH—CHy—CHy—S——CH, Ad

0
NH,
— HC—CHy—

H; H H



2. BUOXUMHUSA METABOJIN3MA

MGTa6OJ'H/I3M, HId O0OMeEH BCHICCTB U SHCPIrUr, — 3TO COBOKYIMHOCTH pC-
aKHHﬁ, O6CCHCI{I/IB3.IOH.II/IX JKUBHCACATCIBHOCTh OpraHru3Ma.

METABOJIM3M
L) I 1
4 N /7 )
KATABOJIU3M: AHABOJIU3M:
pacmazn CII0)KHBIX BEIIECTB (Trmine- OMOCHHTE3 CJI0KHBIX BEILECTB
BBIX WITH KJIETOYHBIX) IO TIPOCTHIX; KJICTKH,
HMMEET OKUCIIUTENbHBIN XapaKkTep; SHEPTHUs TPATUTCS,
DHEPrus BbIACIACTCS, aHa0O0JIMYeCKUE MMyTH WHAUBUIY-
KaTabONMMYIEeCKHe My TH CXOIATCA AJIbHBI
\ O\l _J

AHa00M3M U KaTaboJIM3M IEPECEKAIOTCS MEXKy COO0H Ha YPOBHE MPO-
MEXXYTOUYHBIX META0OJIMTOB ¥ HA SJHEPTETUYECCKOM YPOBHE.

O6wuii nyms kxama6onusma (OIIK)

Ecnmn myTtn OmocmHTe3a pa3nuYHBIX CIOXHBIX KIIETOYHBIX BEIECTB HE
MOTYT UATH IO KaKOW-TO OJHOM cXeMe, TO MPOILECCH pachaja UMEIOT TeH-
JEHIIMIO CXOTUMOCTH.

MO>KHO BBEIICNTUTH TPH dTalla pacaja CIOXKHBIX BemecTB (puc. 2.1):

1. Pacmag cimokHBIX BEIIECTB A0 IPOCTHIX cocTaBisoumx. Ha stom
JTane MPOMCXOAUT pacmal MOJEKYJI IO CBOMX MOHOMEpHBIX (pparMeHTOB
(aMUHOKHCIOTBI, KUPHBIE KUCIOTHI, MOHOCAaXapHIbl, TIULEPUH U 1Ip.). BoI-
Jensgercs npuMepHO 1 % BO3MO>KHOM SHEPTUH.

2. YuuBepcanuzanus. OOpasyromuecs B IEPBOM 3Tane MOHOMEpHBIC
(hparMeHTHI IPEeBpAIalOTCs B YHUBEPCANbHbIE META0O0IUTHI: THPOBHHOTPA/I-
uayto kucioty ([IBK, mupyBsar) n ametminko’u3uM A. Takke yHUBEpCalb-
HBIMH METa0OJUTaMH MOTYT CUHTAThCS a-KeToriyTrapoBas kuciora (o-KI,
o-KeTornyTaparT) u IaBeneBoykcycHas kuciora (II[YK, okcanoamnerar), ko-
TOpBIE 00pa3yroTCs B X0O/€ pacnaia HeKOTOPBIX aMHHOKHUCIOT. Ha aToMm 3Ta-
TIe MOJKET BBIICTHTBCA 10 /3 BO3SMOYKHO# SHEPTHHL

3. O6uwmii myTte karabomusma (OIIK). Obpasyromiascs THPOBUHOTPA-
Hasi KUCJIOTA B BHJE AlleTHIIKOIH3MMa A MOCTYMAaeT B LUK TPUKapOOHOBBIX
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2. Buoxumusa merabomsma

kucioT (1ukir Kpebca), conpsskeHHOM ¢ paboToi ABIXaTeNbHOHN (2JIEKTPOH-
TPAHCIIOPTHOW) 1Tenr (hePMEHTOB, PACIOIIOKEHHONH B MUTOXOHAPHUIX. B pe-
3yJbTaTe MPOUCXOIUT ToNHas yTwimu3aius Monekyisl [IBK o yriekucnoro
ra3a u BOJbl, a B MUTOXOHIPHSIX 0Opa3yercst sHeprus B puge ATO.

YFJIEBO)IBI' ‘ JIATTATBI | BEJIKH | (O} |

MOHOCAXapH/bI KUPHBIE
(ro10K03a) KHCJIOThI TIMIEPHH | | aMHHOKHCIOTBI
- 0=¢—COOH 0=C—COOH
_C— |
CHy—C—COO0H CH, CH,-COOH
0 H,-COOH YK
MBK a-KT
0
cH—c—]
3 Tscoa
aneTna-CoA
JIBIXATEJILHASI L{ETTD
IAK.JT KPEBCA ®EPMEHTOB
Co, H,0 AT®

Puc. 2.1. Oramsl pacnaia CIOKHBIX BEIIECTB

Ocobennocmu InepzemuuecKux nPoOUEeccos 6 OpP2anHu3me

1. IMo criocoOy momy4YeHus: U UCTIONB30BAHUS SHEPTHU JKUBBIE OpraHu3-
MBI JCNATCS Ha ghomompoghvt (MCTIONB3YIOT SHEPTHIO CBETA) U XeMompoghul
(MCTIONB3YIOT PHEPTHIO paciiaia XUMHUUECKUX CBSI3€i).

2. YenoBek MmoyydaeT SHEPTUIO U3 BHEIIHEW CpeAbl B BHJE MHUIICBHIX
BEILIECTB, KOTOPbIE PACIaJaloTCs B OpraHu3Me ¢ 00pa3oBaHUEM SHEPIHH.

3. IlpeoOpa3oBaHue Mody4aeMol SHEPTHU B APYTHE BUIBI SHEPTHH WU
paboty uaeT He3z MpeABaAPUTEIHLHOTO TIPEBPAIICHUS B TETLIO.

4. B0o3MOXHOCTb 3allacaHusl B BUIE€ MaKpOIPIrUUECKUX COSAUHEHUH.

Maxkpoapzuueckoe coeounenue (Makpo3pr) — COCIUHEHHUE, B KOTOPOM
NPUCYTCTBYIOT BBICOKORHepreTudeckue cBsizu (bomee 20 x/[x/monp), mpu
pacmaze KOTOpbIX Bhifensiercss sHeprusi. CyIIeCTBYIOT HECKOJIIBKO THIIOB
MaKpO3pTOB, COACPKAIINX:

— ¢ochoaHTHIPUAHYIO CBS3b — BCe HYKIeo3uaTpudocdarsr;

— THo3(hUpHYIO CBs3b, HanpuMep aneTI-CoA, cykuHuI-CoA;

— ryaauauH(pochaTHYIO CBSI3b, HAPUMEP KpeaTuH(ochar.

B opranmsme cambIM pacripocTpaHeHHBIM MakpodproM sisisiercs ATO (ane-
HO3UHTpHUOCHOpPHAS KACIOTA):
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2.1. Buosiormueckoe OKMC/IeHe

MH,
M | |
§ >
R P NN
0=p—0—P—O0—P—0—CH,
|
OH OH OH L8]
OH OH
cunre3 AT®
(GocdopusiupoBanue)
ADF + H3PO4 + E = ATF + H20
ruapom3 AT

Paznmuarot HeckonbKo BIIIOB hocoprnmpoBaHus:

1) ¢orocuHTETHYECKOE, KOT/Ia UCIIONB3YETCs SHEPT U CBETA;

2) cyOctpatHoe (aHa’poOHOE), KOT/Ia TPOMCXOAUT Iepefada OcCTaTkKa
(hochopHOI KHCTIOTHI OT KaKOW-THO0 MOJIEKYJIHI (CyOcTpaTa);

3)
s+ ADF SH + ATF
(I)H
Pi uau —PO3H,

= _FI_OH

4) oxkucnurenapHOE (adpoOHOE). PocopunrpoBaHme MPOUCKXOANT B pe-
3yJbTaTe CONPSHKCHHON peaky OKHCIICHUS cyOcTpaTa
ADF ATF

7,

>

H
o
SH

+ 12 0, S + H,0

2.1. Buosiornueckoe oKuc/JIeHNE

Bronornueckoe OKHCICHHE — 3TO COBOKYIHOCTh OKHCIHTEIBHO-BOC-
CTaHOBUTEJILHBIX NPEBPAICHUI Pa3IMYHBIX BEIIECTB B )KUBBIX OPTaHU3MAaX.
CymiecTByeT ABE TSOPUU OMOIOTUIECKOTO OKUCICHUS:

1. Teopus akxmusayuu kuciopooa,
U Meopust NEPEeKUCHBIX COeOUHEHUI,
Anexceii Huxonaesnu bax (1898)

2. Teopusa axmusayuu 6000pooa,
unu decudpuposanue S,
Bragnvup WBanosud [ammagus (1908)

OCHOBHBIE MOJIOKEHUS:
— B OKHCJICHHU 00sI3aTE€IhHO Y4aCTBYET
Oy;
— TP €T0 aKTUBALUK Pa3pbIBACTCs TOIb-
KO OJIHA CBSI3b;
— O, mepenmaercs Ha CyOCTpaT yepes mpo-
ME)XyTOYHBIC BEIIECTBA,;
— Y4acTBYIOT (pepMEHTBI — OKCHTECHA3bI

OCHOBHBIE OJIOKEHHS:
— OKHUCIICHHE TMPOTEKACT ITyTeM OTIIET-
JICHUs] aTOMOB Bojiopoa 6e3 yuactusi O,.
U MOXET MPOTEKaTh KaK B MPHCYTCTBUH,
Tak u 0e3 O,;
— O, CIOYXHT KOHECYHBIM aKIEITOPOM
aTomoB H;
— YYacCTBYIOT IPOMEKYTOUYHBIE IIEPSHOC-
guKkd aToMoB H — XxpoMoreHs! (okcuaa-
3B HJIH JICTHAPOTCHA3HI)
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2. Buoxumus merabomsma

buonornyeckoe oxucjieHue

4 Oxcudasnozo muna N[ OKcuzenaznozo muna )
1. Mumoxondpuansnoe: 3. Muxpocomanvhoe:
cBsi3aHO ¢ cuHTe3oM ATO. - MOHOOKCU2EHA3HOE;
2. Buemumoxounopuanvnoe: - OUOKCU2EHA3HOe
(TIepOKCHCOMHOE).
B IIEPOKCHCOMAX, JICHKOITUTAX,
Makpodarax u np. JHeprus B

\ BHJC TCILIA. ) k J

Kpome BbIIIETIEpEUHCIICEHHBIX BHOB OKUCICHHS, €CTh HE(epMEHTATHB-
HO€ CBOOOIHO-paINKaIbHOE OKHCIICHNE, KOTOPOE MHUIIUUPYETCS PaIuKaib-
HBIMU (hOpMaMH KHCIOPOIA.

MI/ITOXOH,ELpI/IaJ'IbHOE OKUCJIEHIEe

Tpatutcs 80—90 % mocTymaromero B KJIETKY KUCIOPO/a.
Buonozuueckas ponw:
Oo6pazoBanue AT®D, HEOOXOAMMOTO IS JKU3HECATSILHOCTH KICTKH

ADF ATF

H
s+ 12 O, 7

H

~ § + H,0

MuTOXOHApUANbHOE OKUCIIEHHE HA3bIBACTCA TAK)KE MKAHE8bIM ObIXAHU-
eM, IOCKOJIBKY IIPH €T0 MIPOTEKAHUM TKaHH aKTUBHO MOTPEOIISIFOT KUCIOPO.

MO3KHO BBIAETUTH CIEIYIOIINE CTaIUN OKUCIECHHUS:

1. Peakuyum meruapupoBaHusi OPraHUYEeCKUX BeIecTB (CyOCTpaToB), KO-
TOpPbIE IPOTEKAOT B MAaTPUKCE MUTOXOHJPHUI U SIBISIOTCS DJIEMEHTAMH Me-
Tabonuueckux ImyTeid, Hampumep nukna KpeGca MiIM OKHUCIEHHS >KUPHBIX
KUCIIOT. B pe3ynbpTare cyOcTpaT OKUCHSETCs, OTAABAs 3JIEKTPOHBI M IIPOTO-
HBI IepBUYHBIM aknentopaM — NAD- unn FAD-3aBucuMBIM ageruaporeHa-
3aM. Tur nepBUYHOTO aKLENTOpa 3aBUCHUT OT OKHUCIIIEMOro cybcTpara.

2. BoccTaHOBIEHHBIE NEPBUYHBIE AKIENTOPHI MEPEHOCSIT JJIEKTPOHBI U
NPOTOHBI B IBIXAaTENbHYIO (3MEKTPOHTPAHCIIOPTHYIO) LENb (PEPMEHTOB, pac-
MOJI0KEHHYIO Ha BHYTPEHHEH MeMOpaHe MUTOXOHAPHH.

3. DJCKTPOHHI MO ABIXaTENBHON e TEepenaroTcsl Ha KOHEYHBIH ak-
LIETITOP — KHUCIIOPOA, KOTOPBIA 00pa3yeT ¢ IPOTOHaMHU BOJOPOAa KOHEUHBIH
IPOAYKT — BOAY. B pe3ynprare mepeHoca 3JIEKTPOHOB IO JbIXaTEIbHOU
nenu (epMEHTOB NPOUCXOAUT BBIACICHUE YHEPTUH, KOTOpas TpaHCPOPMH-
pyeTcs B BRICOKOdHEpreTudeckue cBsa3u AT,
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2.1. Buosiormueckoe OKMC/IeHe

odecuodpoz2enasa
SH, P
Cofermv CoH,
nepeudHblu
akyenmop {
Jvixamenvnasn uensv | + 1/2 0,
hepmenmos H0
|
ATD
Ilepsuunvie akyenmopoi:
1. NAD-3aBucHUMEBIE AETHIAPOTCHAZEI
H
s~ + NAD* ——= S + NADH + H'
\H
//0 H H (0]
_ c’ . &
(Jj/ NH; +2H'+2e fﬁ/ \NHz
. ~——————— + H
k X
NAD* R NADH+H'
okucJieHHas ¢ opma BOCCTaHOBJIeHHasi ¢ opma

Cy6ctpatsl — [1BK, n301MMoHHast KHCIIOTa, o-KETOTTyTapoBast KUCIIOTa
U TIp.

—CH— + NAD" — —l(li— + NADH + H"

H
2. FAD-3aBucuMbIc IeruapOTreHa3hl
H
FAD + S(H —— FAD'H, + S
: ol
|
H;C N N o H3C N N o
’ = \f + 2 H ’ \f
_— |
e NH -2 H NH
HaC N H3C N
0 H o
FAD FADH,

OKHC/J¢HHadA popMa
(l) P BOCCTAaHOBJ/JCHHadA q)opma
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2. Buoxumusa merabomsma

CyOcTpatel — sHTapHAs KUCIIoTa, anmmi-CoA
—CH,—CH,— + FAD — —CH=CH— + FADH,

[TepBrUyHBIC aKLENTOPHI TOCTABISIIOT SJCKTPOHBI U MPOTOHBI B JIbIXa-
TenpHYIO 1enb ¢depmenToB (LD, mnm 1mens mepeHoca AIEKTPOHOB —
IIII3), B KOTOpO¥ MPOUCXOIUT UX MEPEHOC Ha KOHEUHBIN aKIIETITOP — BIIbI-
XaeMbIid KUCIIOPO/I.

Ilpunyun pabomor ovixamenbHOU yenu:

— paszeneHue MoToKa MPOTOHOB U AJIEKTPOHOB, MOCTYMAKOIIMX U3 MAaT-
pHKca;

— 3JICKTPOHBI OCTYMAIOT HA KOHEYHBINA aKIIEITOP — KUCIOPO/I;

— MPOTOHBI — BEIOPACHIBAIOTCS B MEXKMEMOPAaHHOE TIPOCTPAHCTBO;

— JBWXKYIIEH CUIION TpaHcHopTa 3JieKTpoHoB 1o JI1 siBisgercs pasHula
pEeIOKC-TIOTEHIIMAala €€ KOMIIOHEHTOB.

CaMblil HU3KUNA PEJOKC-MOTEHUIUAT UMEET HAYallbHOE 3BEHO bIXaTellb-
noit nermm HAJI/HAJIH, = — 0,32 B. Cawmsrii Beicokuit — y H,O/O, = 0,82 B,
PACIIOIOKEHHOTO B KOHIIE IICTIH.

Hepeﬂoc MMPOTOHOB BOAOPOAA U 3JICKTPOHOB BO3MOKCH TOJbLKO
B OTHOM HAaIIPaBJICHUH — B MOPAAKE BO3PACTAHUA
HX PEAOKC-IOTCHIUAIOB.

B coctaB gpixatenbHOHN IeH BXOJUT YeThIpe (PePMEHTHBIX KOMITIEKCa,
KOTOpBIC MPOYHO 3aKpeIUieHbl BO BHYTPEHHEH MeMOpaHe MUTOXOHIPHIA, H
JIBA HU3KOMOJIEKYIISIPHBIX TIEPEHOCUYHKA — KOIH3UM Q M yumoxpom c, KOTo-
pBIe CIOCOOHBI TIEPEMENIATHCS B JIUITUIHOM CIIOE.

Komnonenmot ovixamenvhoii yenu grepmenmos (puc. 2.2):

1. I komnnexc: NADHH -y6uxunon-oxcudopedykmasa — TepeHOCUT
3JIEKTPOHBI OT mepBHYHOTO akmentopa (NAD-3aBUCHMON AerHaporeHa3bl)
Ha Ko3H3uM Q.

B cocraB BxomaT 26 momunentUAHBIX Iienel, (hIaBUHMOHOHYKICOTHT
(FMN), sxene3o-cepHbie (HereMuHOBbIe Oenkn): FeSyB 5—7 kmactepax.

—Cys—Trp—Val-Cys—
S S
\F e/
N
d
—Cys—Leu—Pro—}ys—

Kommieke 1 — wmHTErpanpHBIi OEMKOBBIA KOMITIEKC. Mcmonp3ys sHep-
THIO, BBIICIISIONIYIOCS NIPH [IEPEHOCE JIEKTPOHOB IO JbIXaTENIbHOM 11U, OH
TPaHCIIOPTUPYET YEeTHIpe MPOTOHA W3 MaTpUKca B MeKMeMOpaHHOE Mpo-
CTPaHCTBO — KOMIUIEKC | paboTaeT kak MpOTOHHAS [TOMIIA.

2. II komnnekc: CyKUuHam-yoOUXuUHOH-0KCUOOPeOyKmasa, uiu CyKyu-
Ham-0ezudpozenasa, — NEPENaeT IEKTPOHBI OT NETUAPOreHa3bl HA KO3H-
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2.1. Buosiormueckoe OKMC/IeHe

3uM Q. Kommieke II — omuaoBpemento depment L[TK (muxma TpukapOoHO-
BBIX KHCJIOT) U TIOJTYHUHTErpaSIbHBIN O€JIOK BHYTpeHHEH MeMOpaHbl MUTOXOH/I-
puii. Kommiekce 11 cogepskutr FAD u 7—8 Fe-S GenkoB B Tpex Kiacrepax.

3. HuzkoMonekymsipHbIiA mepeHocunk — kodH3uM Q. He mmeer Genko-
BoH wacTu. CoQ akmenTupyeT IeKTPOHBI ¢ KoMImiekcoB | u II u meperocut
Ha xomruiekc II1.

4. III komnnekc: youxuHoaI-yumMoxpom c-0KCuoopeoyKkmasa — 1mepe-
HOCHUT 3JIEKTPOHBI OT codH3nMa (Q Ha UTOXpoM ¢. B ero cocrase nmerorcs
MOJIEKYJIBI IIUTOXpoMa b 1 nuToxpoma ¢; (reMcojepxaliue HHTerpaabHbIe
Oenkm), jkene3o-cepHple Oenku. Pabotaer kak mpoToHHas momma. Ileperoc
3JIEKTPOHOB MPOUCXOIUT 3a CUET MOHOB JKeJe3a, BXOAIUX B COCTaB IUTO-
XPOMOB,

2Fe +2e¢ —> 2F

5. HuzkoMonekymsipHbIi nepeHocuuk yumoxpom c. llepemaer anexrpo-
HblI ¢ III Ha IV xommnekc.

6. IV Komnnexc: yumoxpomokcuoaza. AKIENITUPYET 3IEKTPOHBI C ITH-
TOXpOMa ¢ ¥ HaINpaBJIAeT AJIs YEThIPEXIEKTPOHHOTO BoccTaHOBIeHUs O, 110
H,O. IlepeHoc 31€KTpOHOB OCYIIECTBISIETCS 3@ CUET BXOJSIIUX B COCTaB
KOMITJICKCOB MOHOB Menu. Komruiekc mpencraBisier coOOH HHTETpalibHBIH
0emoK, paboTaoLUIMi KaK IPOTOHHAS TTOMIIA.

2Fe* + 2Cu* — 2 Fe¥ + 2Cu’
2Cu" + 120, — Cu*' + O*

20 + 4H' — 2H,0

AT®-canTaza

Cosnaume H' rpaguenta

CyxymHar

NAD" NADH+H"
®ymapar A 4
ATO A0+ O

Puc. 2.2. Cxema geixarenpHoi nenn pepmenTos (JLD)

PaboTa npixarenbHOM 1enu GepMEHTOB HEMTOCPEICTBEHHO CBS3aHA C pa-
0OTOIi elle OAHOTO KOMIUIEKCA, KOTOPBI HAa3bIBAIOT MSATHIM KOMILICKCOM
JUD® — AT®d-cunrazonr. AT®-cunrasza (puc. 2.3) cocTout U3 OOIBIIOTO
KOJIMYECTBA MOJUIIENTH/IHBIX TIeTiel, (GOPMHUPYIONIHUX JIBE OONBIIUE IPYIIITHL:
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2. Buoxumusa merabomsma

H+

Puc. 2.3. Ctpoenue AT®-cuHTa3bI

— ofHa rpymmna ¢opmupyeT cyobeauHuny Fo (0JMroMHLMH-4yBCTBH-
TenbHas) — ee (DYHKIMS — KaHajioo0pasyrolas, o Hell BhIKauaHHbIC Ha-
PYXy IIPOTOHBI BOJIOPOJA YCTPEMIISIIOTCSI B MATPHUKC;

— Apyras rpymmna oopasyer cyobeaununy F, — ee QpyHKImMs — KaTamu-
TUYECKasi, IMEHHO OHA, MCIIONb3ys SHEPTHIO MPOX0ja MPOTOHOB Yepe3 Ka-
Haj, cunre3upyer ATO.

Xemuocmomuueckasa meopus Mumuenna
(meopus conpsyceHus MKaHesozo ObIXaHus
U OKUCaUmenbHo20 hocgopunuposanus)

1. BHyTpenHss1 MeMOpaHa MUTOXOHIPHI HEIIPOHUIIAEMa AJIsl BCEX HOHOB.

2. Tocrynatomue B J{L{® snexrpons! 6oratel E, no Mepe npoaBuxeHus
10 LIEMH OHM TEPSIIOT SHEPTHUI0, KOTOpask UCTONb3yeTcs i eperoca H' u3
MaTpukca B MMII (MexxMeMOpaHHOE TIPOCTPAHCTBO).

3. 3a cuer sHepruu nepenoca e mo AL, I, III u IV xommuiekchkl pabo-
TalOT KaK [IPOTOHHbIE [TOMIIBI.

4. B pesyibTare BO3HUKAET pasHocTh [H'] ¢ ABYX cTOpOH MeMOpaHbl —
co3jaercs 3eKTpoxuMudeckuit morenuuan (3XII).

5. Ilpu oocmusicenuu onpeodenennozo 3nauenusn IXII npoucxooum ax-
mueayua ATD-cunmasvl, NPONMOHLL HAYUHAIOM (MEYb) UePe3 NPOMOH-
HbLIl KAHAT1 00PAmMHO 8 MAMPUKC, YMO conpogoxcoaemces curnmesom AT®.

PaboTa mprxatenpHOM Memu XapakTepu3yeTcs KOIPGOUITIEHTOM OKHCIIH-
tenbHOTO (ochopunupoBanust (P/O) — 3T0 OTHOIICHHWE KOIMYECTBA CBS-
3anHOi H3PO, K KOIMYECTBY MOTIIOMIEHHOT'O aTOMApHOT0 KUCIOPOaa.

P/O nns cy6erpatos, epenaronmx H n e mza NAD™ =3, 1o ectb 3 AT®;

P/O nns cy6erpatos, nepenaronmux H' u e na FAD = 2, T0 ecTh 2 AT®;

P/O qna CitC = 1.
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2.1. Buosiormueckoe OKMC/IeHe

Huzubdumoput ovixamenvHoi yenu:

1) MHrUOUTOPHI JIEKTPOHHOr0 TPAHCMOPTA — 3TO BEIIECTBA, KOTO-
pBIe B3aUMOJACHCTBYIOT ¢ (hepMEHTaMH IbIXaTeIbHON LeTH M TEM CaMbIM Ha-
PYILIAIOT IIEPEHOC AIIEKTPOHOB. OHU ABIIOTCA KIETOUYHBIMU TOKCUHAMH, BbI-
3BIBAIOT TKAHEBYIO THUIOKCHIO. K HUM OoTHOCSTCS:

— 0apOUTYpaThl ¥ POTEHOH (MHCEKTUINI) — Onokupyror NAD-/IT;

— MasoHoBasl kucnora — Onokupyetr FAD-/II;

— aHTUMUIMH (aHTHONOTHK) — OJIOKHPYET ABIXaTeIHHYO IICTh Ha YPOB-
HE YUmoxpom 6 — Yumoxpom c;

— muanuabl (moHsl CN), yrapusiii ra3 (CO), cepoBomopon (H,S) —
0JIOKMPYIOT IUTOXPOMOKCHIa3y U MEPEHOC 3JICKTPOHOB HA KUCIOPOJ.

2) HHrUOMTOPBI OKUCJIHUTEIBHOrO (hochopuIupoBaHus:

— ONUrOMHUIMH (aHTUOMOTUK) — yrHeTaeT pabory AT®-cunrassr (F,-
(hparmeHT).

Pazodouumenu Ovixamenwvhoit yenu — 3TO COEIUHEHHUS, KOTOPHIE pa3-
o0IIaf0T TpoIlecC OKHUCICHHUS CyOCTpaToB M Tporecc oOpazoBaHus ATO.
Kak mpaBuiio, Takue cCOeIMHEHHUS] CIIOCOOCTBYIOT MEPEMEILEHHIO POTOHOB
BOJIOPOJIa U3 MEXMEMOpPAHHOTO MPOCTPAaHCTBA OOPAaTHO B MAaTPUKC, MUHYS
AT®-cunTa3y. DHeprus, KoTopas BbIACISETCS B JIbIXaTEIbHOW LIEMH IpH
NEPEHOCE IEKTPOHOB, TPAHCHOPMHUPYETCS B 3TOM ClIydyae B TEILIO.

[IpupoaHbsIM pazobuiuTeneM sBiseTcs OEJI0K MepPMO2eHUH, IPUCYTCTBY-
IOIIMH B MUTOXOHJpUSX Oyporo sxupa. [IpumepoM CHHTETHYECKOTO pa3o0-
HIUTEISE MOXET OBITH 2,4-TUHUTPOGEHOI, KOTOPHIH MBITAINCH UCIOIb30BATh
B 00pb0E MPOTHB OXKUPESHMSL.

TakuMm o00pa3oM, AbIXaTeJIbHAA ellb MO:KeT padoTraTh 0e3 BKJIKOYe-
Hust AT®-cunTa3pl, B To BpeMsi kak AT®-cunrta3a He padoTaeTt 0e3 aAbl-
XaTeJbHOM LeNH.

T'unosnepzemuueckue cocmoanus — 3TO COCTOSIHHA, KOTJa KJIETKE HE
XBaTaeT HEPTHH IS CBOCH JKU3HEACATCILHOCTH. [[pHYUHBI THIIOOHEPTCTH-
YECKUX COCTOSHUM:

1) TUIOBUTAMHHO3BI SK30TEHHBIC H/HIIN YHIOTCHHBIC;

2) medunut Oenka B muile (HEBO3MOXXKHOCThH pereHepanuu (HepMeHTOB
JIbIXaTeIHHOU 1EMH);

3) CHIKEHHE TMOTPEOJICHUS YTICBOJOB M JIMMUAOB KaK OCHOBHBIX HC-
TOYHUKOB HEPTHUU;

4) medunuT KUCIOPOaa;

5) medunuT xene3a u MEAH.

MuxrpocomanbHOe OKMC/IeHME
Ha mMukpocomansHoe okucnenue tpatutcs 5—10% mnocrynaroomero B
KJIeTKy Kuciopona. OHo He cBA3aHO ¢ cuHTe3oM AT®, a kuciopo UCHOb-

3yeTcs He B OMOPHEPreTHYEeCKUX, a B IUIACTHUECKHX 1eaxX. Kucmopon Britio-
4aeTcsl B MOJIEKYJIy cyOcTpaTa, OBBIIIAs €ro TUAPOQHIBHOCTD.
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2. Buoxumus merabomsma

buonozuueckas ponv:

1) cuHTE3 pa3MMYHBIX KIETOYHBIX BEIIECTB;

2) o0e3BpeXMBaHHUE PA3NUYHBIX HJOTCHHBIX TOKCHYECKHUX BEIIECTB B
MEYeHN W KCEHOOMOTHKOB (UyKEPOIHBIX ISl OPTaHW3Ma BEIIECTB, KOTOPBIC
OH HE MOXET HCIOIB30BaTh JIsi COOCTBEHHBIX HYXKI).

depMeHTHl — MOHOOKCHUTEHAa3bl (THIPOKCHIIa3bl UM OKCUTEHA3bl CMe-
IIAHHOTO THUIIA) U JUOKCUTEeHA3bl. [I[puMephl paboThl JaHHBIX ()EPMEHTOB CM.
B Ty1aBe «DepMEHTHI.

BHemuTOXOHApMATEHOE OKMC/IEHNE OKCUIa3HOTO TUIIA
(oKucCIeHe B IEPOKCUCOMAX)

Tpatutcs okoio 5 % mocTynaromero B KJIeTKy KHCIOpoa.
@epMeHTH OKCHIa3bl (OKCHIa3bl aMHHOKHCIIOT, MOUYEBOM KHCIOTHI U
Tp.), KOTOpbIe BOCCTaHABIMBAIOT KHCIOPOI, 00pa3ys MepeKnuch BOJ0pOIa

02+SH2_’S+H202-

OHeprus, BBIACISIOMANACS IPU OKHCICHUH cyOcTpara, TpaHchopMHUpY-
eTcs B TEIUIO U BMECTE C BBLIEIIONIEHCS MEPEKUChI0 BOAOPOJA CILYXKHUT
MOIIHBIM Pa3pPyIIUTEIbHBIM (DaKTOPOM.

buonozuueckaa ponv:

— 3alUTHAs — MPOUCXOANT pa3pyIIeHHE Uy KePOTHBIX OEIKOB U TOK-

CHHOB;
— KaTaboaM3M OMOTEHHBIX aMHHOB (Ma0 — MOHOAMHHOOKCHIa3a)
MonoaMHHOOKCHAA3A
(MAO)
FAD
R-CH,-NH, 7~ R-CH=0 —>— R-COOH;
O, H,0 H,0, NH, 0,

— KaTa0oJIM3M ITypHUHOB U APYTHX YCTOHUUBBIX K pacnany COSIMHEHHH.

CBoboaHo-paaukanbHoe okucienne (CPO)

Tpatutcs 1—3 % xucnopona.

Cesi3aHo ¢ o0Opa3oBaHHEM paJMKaJIbHBIX (OPM KHcIopoaa. Pamukanb-
HBIE PEaKIHU IUIOXO KOHTPOJIHPYIOTCA, TOITOMY HM30BITOK TaKHX pPEaKIHUH
MOXET HAHECTH Bpe]] KIIETKE.

IIpu TkaHEBOM ABIXaHUU MOJIEKYJIAa KUCIOPOJa, IPUHUMAS YEThIPE JIIEK-
TPOHA U YEThIpE MPOTOHA, IPEBPALIAETCS B IBE MOJICKYJIbI BOJBI:

0,+4H +4e¢—> 2 H,0.

IIpy HEmOJHOM BOCCTAaHOBJICHHHM KHCJIOPOJAa OOpa3yroTCs Pa3IHYHBIC
aKTHBHBIC (bopMLI (ADK):

_\._, i._,Hzoz _kL, _\._.

Cynepokcupn MNepokcua Mmapokcun

Kucnopoa aHWOH-paguKan BoAopoAa pagukan

Bopa
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2.1. Buosiormueckoe OKMC/IeHe

HUcmounuxu snekmpornos onsa obpaszosanus ADK:

1) «yTeuka» U3 ABIXAaTEIbHOM LIETIH;

2) Npu MUKPOCOMAJILHOM OKHCJIEHUH C Y4acTHeM yumoxpoma P450 u b5;

3) B opUTpOIMTaX MpPU OKUCICHHH T'eMOrIoOMHa B METTeMOTIIOONH 00-
pasyercst cynepoken annoH-pagukan Hb(Fe®) + O, — MetHb(Fe®) + O%;

4) panuosus Bojsl 2 H,O — HO® + H;0";

5) MeTabl IepeMEHHBIX BaIEHTHOCTEH:

H,0, + Fe*" — Fe*" + HO + HO' (peakuus deHTOHA);

HOCI + Fe*" — Fe’* + CI' + HO' (peaxuus Ocuosa);

6) ¢depMeHTHl — OKcHIa3bl (B OCHOBHOM CHHTE3 IEPEKUCH BOAOPOJA,
MHOT/Ia IEPEKHUCH OPTaHNYECKUX BEIIECTB).

buonozuueckan ponv CPO — oeoiicmeennan

[Ipu xouTpOonUpyemom komnuecte ADK:

— CHUHTETHYecCKas;

— 3aIlUTHAs;

— IPUAAET ONPENEIECHHYIO TEKY4eCTh MeMOpaHe.

Ilpu u36vimke cBOOOIHBIX PaJUKAJIOB IPOMCXOIUT BOBJICUCHHE pa3-
JUYHBIX BEIIECTB B IEMHBIC peakiuu (0enxos, HK u mp.).

Oco0y10 0macHOCTh HECET MOBPEXKIECHHE MEMOpaHbl — aKTHUBALUs IIe-
pexucHoro okucienus aumuaos memOpan (I[10J1), aro mpuBoauT K THOETH
KJIETKH.

Ilepexucnoe okucnenue 1unudoe

[onstue I1OJI oObenuHSET BCE peakluu HEPEPMEHTATUBHOTO OKHCIIC-
HUsI monmHeHachimeHHbIX JKK, cBOOOAHBIX MM BXOASIIMX B COCTaB OMBLIS-
eMBIX JTUNHUIO0B (0cOOEHHO MeMOpaH), MPOTEKAIOIIUX M0 PAJUKaILHOMY Me-
xanu3Mmy. Peakiuu [1OJ] vHUIIMUPYIOTCS aKTHBHBIMUA (POPMaMHU KHUCIOPO/A.

ATake moJBepraeTcs METHJIEHOBOE 3BE€HO MEXAY JABOWHBIMU CBSI3SIMU B
OCTaTKe XUPHOU KHCIOTHI JIMIIUI0B MeMOpaHbl. B pe3ynbTaTe mpoucxoaut
o0Opa3oBaHH€e IEPOKCUAHBIX U THAPOKCHIBHBIX TPYIII B COCTaBe JUMHJIOB.

Oobpazosanue nepexucu 7KK:

\/:‘>C\/ Jf(‘upHa}l Kucaoma

HO
HHHIHAUA Q
H,0

L)
H30Mepu3anus 0, poct uenu
/ aNMI-PaIUK AT \
H (AJJIMJIBHBI)
e, N
— 0—0°
OueHoaswvlil paouKan nepoxcudmniii

paduxan K\:TP(H:V
VTV

o Yo—oH <«— npoaykrsl [10JI

nepeknch KK
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2. Buoxumusa merabomsma

Oobpazosanue cuoponepexucu KK:

O—OH

nepexkuch KK

l -HO"

TUAPOKCHJIbHBIH
paaukan

V_IXOZ\/

ruapokcu-KK

B pesynbrare noseieHUS B rHApo(GOOHOM ciioe MeMOpaH THIPO(UIb-
HBIX 30H 3a CUeT 00pa30BaHUs THIPOINEPOKCHAOB KHUPHBIX KHCIOT B KICTKH
MOTYT MPOHHUKATh MOHBI HATPHs, YTO BEIAET K YBEIMUEHHIO OCMOTHYECKOTO
JaBJICHUA.

Eme omnum MexanusmoM paspymmutensHoro aeiictsus I10JI sBnsercs
o0pa3zoBaHKHE MaJOHOBOI'O AMANbIECTHAA, KOTOPBI MOXET B3aUMOAEHCTBO-
BaTh C aMMHOTIPYIIaMHU OEJIKOB WM JIUIIUIOB, «CIINBAsH MOJIEKYJIbl MEXIY
co00o# 1 cHIKast uX (yHKIMOHATBHOCTE!

o — — — .-COOH
& e — R
NMonuHeHacbIWEHHAR
IKMpPHaA KWCcnoTa
o—0 0—0
e — - .COOH
SHOONEPEKMCH
HKMPHOA KMCNOTEI
i La COOH
JJ\ : ? H -

s /E—CHZ—C\H

ManoHoELIA guankgerng,
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2.1. Buosiormueckoe OKMC/IeHe

CummBanue OEIKOB MaJIOHOBBIM JUAIIBIECTHUIOM:

ManoH08u#
,JL‘L"h“CfM
0
o
0 cHJ— o o
- HianCHant " |
Ha i": EH:
H H2 f“z
Ha H2 H2
[ HZ \ $H2 JH:
NH)'

Manes \c—cn,—(H
(8 cocrase Gerua)

WDDOBL OCHOBIHMA

AKTHUBaIUs TEPEKUCHOTO OKHCICHUS XapaKTepHa JJisi MHOTHX 3a0o0Iie-
BaHuii: auctpodum memmn (OonesHs romenna), Ooneznu [lapkuHcoHa.
ITIOJI pa3pyuiaer HEepBHBIE KJIETKHM B CTBOJOBOM YacTH MoO3ra IpHU aTepo-
CKIIepo3€e, pasBUTHH OITyXoiei. B HopmampHBIX ycnoBusx mnpomecc CPO
HAXOJUTCS TIOJ] CTPOTHUM KOHTPOJIEM, CKOPOCTh €r0 HEBEJTHKA.

Paznuyaror 1Ba BUAa aHTHOKCUAAHTHBIX cucTeM 3amuTsl 0T ADK: dep-
MEHTaTHBHbIE U He()ePMECHTATUBHEIE.

AHTHOKCHIAHTHbIE CHCTEMBbI 3aIUThHI

( \ / Hedepmenmamugnuie \

Depmenmamuetole 1. Benxu u nenmuowi:
1. CynepokcunaucMyTasa. TpaHcdeppuH, Geppuh,
METAUTOTHOHEHHBI, THOPEIOKCHHEI,
2. Karamasa. [JIyTaTHOH, KAPHO3UH, aHCEPHH.
3. [IyTaTHOHIIEpOKCHIA3a. 2. Hympuenmol:
6UMAMUHBL — ACKOPOMHOBASK
4. 'myraTnoH-S-TpaHcdepasa. KHCII0Ta, ToKohepor,
5. JlakTonepokcuaasa. Kapomunoudst — f-xapotu,
JIUKOTTHH,
6. Tupeonepokcuasa. OuOpaeoHOUObL — KBEPLUETHH U
7. IlepoKCUPETOKCUHBI. TIp., CCIICH.
3. Memabonumot:
8. Lepynormia3mMuH OmmpyOnH, MOUYeBas KHCIIOTA,
\ / Q6I/IXHHOH

Kamanaza — pa3pymract nepeKucChb BOAOpOaAa:
2 H202 —2 Hzo + Oz.

Cynepokcuooucmymasa (CO/[) — mipeBpamaer CynepoKCHIHBIE aHUO-
HBI B TIPOKCHUJI BOAOPOA:

20, +2H" — H,0, + 0,.
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2. Buoxumusa merabomsma

I'nymamuonnepoxcuoaza — obecrieunBaeT WHAKTHUBAIIMIO TEPOKCHIIA
BOJIOPOJIa U THIPOTIEPOKCHIIOB JTUTTUOB:

rnymamuon-
nepokcudasa
H205 /\ » 2H20

FnyrtatuoH-S

2 Myrtatnon-SH
FnyraTtuoH-S

2.2. Iuxk TpuKapo0oHOBBIX KUCI0T (UK Kpedca)

Huxn tpukapbonoBsix kucaoT (LUTK, nukn TMMOHHOW KHCIOTHI | TIp.)
ommcaH ["'ancom Anonpdom Kpedbcom B 1937 1.

Buonozuueckoe 3nauenue:

— IEHTPAJIbHBIA METa00NNYECKUH MyTh;

— OTKPBITBIH;

— o0benuHsCT MyTH KaTabonm3Ma W aHaboim3Ma, TO eCTh amghubou-
yecKuil,

— 00BEUHACT ITyTH OOMEHa YTJICBOIOB, JUIINAOB, OCIIKOB;

— CBSI3aH C JAbIXaTeJbHOH IeNbl0 (DEPMEHTOB, TO €CThb BBIPAOOTKOM
SHEPTUH B OpraHu3Me.

Ilpunyun pabomur:

OxucieHre yCTOMIUBOM MOJIEKYJIBI mUpoBHHOTpanHoi kucioTsl (I1BK)
B BHJIE aKTUBHOTO aneTmi-CoA 10 YTJIEKUCIOro ra3a M BOIBI («TOPCHHE)
[1BK) ¢ Beiaenenuem sneprun. OOpa3oBaHHe YITIEKHCIOTO ra3a UAeT Hero-
CPEACTBEHHO B peakUusiX LKA, a oOpazoBanue Boabl 1 AT® — B conps-
JKEHHOM K ITUKITY bIXaTeIbHOU 1enr (hepMEHTOB.

Huxmy npeamiecTByeT oKHCIUTENbHOE AekapOokcumuposanue [I1BK, ko-
TOPOE OCYIIECTBIISIETCS MHPYBATIETUAPOTEHA3HBIM MYJIbTH(QEPMEHTHBIM
komriekcoM (ITAK mmu [IBK-/IT), BKiTtogatomeM Tpu hepMeHTa U TATh KO-
dhepmenToB (Tabdi. 2.1):

6]
IIBK-JIr +
HsC—C—COOH + HSCoA + NAD' BT H;C—c’;sc L NADH + H ¢ 0, |
0.
(0]
Tabnuya 2.1
MepMeHTBI MUPYBATIETHIPOr€HAZHOT0 KOMILIEKCA
DepmeHT Kodepment Buramua
1.1 aTjekapOOKCcHIIa3a
HUPYBaTACKapOOKCHUIL /D B,
(mmpyBaTAeruIporeHasa)
I ————— Jlunoamup Jlunoesast kucnota (JIK)
) P P ! KoA [TaHTOTEHOBAS KHUCIOTA
3. JIuruapouIonIIeTuAporeHasa FAD B,
. Aap ACTUIAP NAD' PP
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2.2. Iluxn Tpukap6oHOBBIX Kuca0T (UK Kpedca)

Iupysamoexapooxcunaza (E;) — nexapOOKCHINPOBAaHHE NMHpYyBaTa H
MEPEHOC TUAPOKCUITHIIBLHOTO ocTaTka Ha TJ(D:
E;
H3C—ﬁ—COOH + H-TI® —— (0, + H;C—CH-TI®
H

Juzuoponunounmpancauemunaza (E,) (ayunmpanceghepasa) — oxuc-
JICHUE THIPOKCHUITUIILHOTO OCTATKA M TIEPEHOC alleTHIa CHavaia Ha JIMIoe-
BYIO KHCJIOTY, 3aTeM Ha areTmi-CoA:

o)
CH;);—COOH CH;);—COOH
/\S (CH2)4 H3C—g—s (CH2)4
HiC—CH-TIA® + _[. L mTio +
on S HS
anuJI-Jmmnoar
JHUImoenBasi
KHCJI0Ta
Il (CH2)s—COOH H)y)y— H
H;C—C— b, HS (CH)4—COO! o
4
+ HSCoA —> ; + H3C—C
HS HS “SCoA
AUTHAPOJIUIIOCBAsT

KHCJI0TA

Muzuoponunoun-/{I' (E3) — HeoOXoauM JUIsl OKUCIICHUS TUTHAPOIUTIO-
€BOU KHMCJIOTHI B JIMIIOEBYIO KUCIIOTY:

s (CH);—COOH (CH,)s—COOH
E;
HSj * FAD ——— D + FADH,

E
FADH, + NAD® ——> FAD + NADHH'

B II®
CxeMa OKHUCIUTENEHOTO AckapbokcumupoBanms [1BK:
2 CH; COOH
HJCiﬁi(;OOH H—TA® H3C*‘(‘:fsj( D HSCoA
0 HS
E; E; Ez
s (CHp4—COOH Hs (CHp)s—COOH /0
Co, H3;C—CH—TI® g ; Hy;C—C._
| HS. SCoA
OH
E3
FAD
FAD H,
E3
NAD NADH H*
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2. Buoxumusa merabomsma

Peaxyuu IITK:

1. Anetmii-CoA  B3aMOACHCTBYET C IIABEJIEBOYKCYCHOM KHCIIOTOM
(I1YK) ¢ obpa3oBarreM ITUMOHHOH KACIOTHL. DEPMEHT — IUTPATCUHTETA-
3a4.1.3.7:

e CJ) .  CHyCOOH CH,-COOH
3C— + H —
"“SCoA  O—C—COOH 20 ——— > HO—C—COOH + HSCoA
CH,-COOH
JJUMOHHAaA KHCJI0Ta
(muTpar)

2. JIuMOHHas KUCIIOTa MPEBpaIIacTCsl B M30JMMOHHYIO Yepe3 LHC-aKo-
HHUTOBYIO KUCJIOTY. DepMeHT — aKoHuTa3a (akoHuTarruaparasa) 4.2.1.3:

CH,-COOH CH,-COOH +H,0 CH,-COOH
- H,O | H; |
HO—C—COOH ﬁ—COOH — H(‘J*COOH
CH,-COOH CH-COOH HO—CH-COOH
MHUC-AKOHUTOBAS KNCJI0TA H30JIMMOHHAS KHCJI0TA
(UMC-aKOHUTAT) (u3ouUTpAaT)

3. M3onuMoHHas KUCIIOTa JETUAPUPYETCS ¢ 00pa30BaHHEM IIaBEJIEBO-
SIHTAPHOM KHUCIIOTHI (OKCAJIOCYKIIMHATA), (DEPMEHT — H30LUTPATACTUAPOTE-
Haza— 1.1.1.41:

‘CHZ—COOH ‘CHZ—COOH

+
H?fCOOH + NADY —— > H‘C—COOH + NADH + H
HO—CH-COOH 0=C—COOH

4. 1llaBeneBosiHTApHAs KHCIOTA NEKApOOKCHIUPYETCS IO O-KETOTIyTa-
poBoil. ®epmeHT — m3omMTpaTAeruaporeHaza — 1.1.1.41:

‘CHZ—COOH CH,-COOH
H\C*COOH —_—> ‘CHZ + CO, T
O=C—COOH O0=C—COOH

5. o-KetormyTapoBass KHCIIOTa OKHCIUTEIBHO JeKapOOKCHIHMpYeTcs,
JIEHCTBYET 0-KEeTOTIyTapaTACTUAPOTCHAZHBI MYyJIbTH(PEPMEHTHBIN KOMII-
JIEKC, aHAJIOTUYHBIN MUPYBATIETHAPOTCHA3HOMY MYIbTH(EPMEHTHOMY KOMII-
nekcy. Obpasyercst CyKIHIIT-COoA

CHy-COOH
CH, N CHy-COOH )
| + HSCoA + NAD" — > | .

0=C—COOH CHTCEéLms co,! + NADH + H

6. Cykumami-CoA pacuieruisieTcsi Ha SIHTApHYIO KHUCIIOTY (CyKUWHAT) U
aleTHIKO(EPMEHT, TIPH 3TOM BBIACISETCS SHEPTHUsl B BUAE TyaHO3UHTpU(OC-
(ata. DepmeHT — cykuuHUI-COA-CHHTETa3a:

H;PO, HSCoA 1@ I'T®
grcoon N~ @HeCOOM N+ ci-cooH
0) 0) |
CH,-C~ _C=
2 T SCoA CH-C POSH, CH,-COOH
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2.2. Iluxn Tpukap6oHOBBIX Kuca0T (UK Kpedca)

Oto enuHcTBeHHas cramus L[TK, B Xome kKoTopoli reHeprupyeTcsl BBICO-
KodHepreTudeckas ¢ocdarHas CBsI3b Ha CyOCTpaTHOM YpPOBHE — cCyo-
cmpammnoe pocghopunuposanue:

I'TO + AI® — TAD + AT®.

7. SlaTapHas KMCJIOTa JeTUApPUpYeETCs ¢ oOpazoBaHueM QpyMapoBoOil KHc-
notel (pymapara) moxa aerictBeM (HIaBUHOBBIX (epMeHTOB. DepMeHT —
CcyKIMHataeruaporexasa 1.3.5.1:

CH,-COOH N CH—COOH

FAD — > || + FAD H
CH,-COOH CH—COOH 2

8. ®ymapoBast KMCIO0Ta MPUCOSTUHSCT BOAY C 00pa3oBaHUEM SIOJIOYHOM
KHCIOTH (ManaTa). ®epmeHT — ¢dymaparruaparasza 4.2.1.2:

CH—COOH + H,0 CH,-COOH

Il
CH—COOH HO—CH—COOH

9. sl6mounas kucnota neruapupyercs ¢ oopazoranuem YK, depment —
MajaTAeTUAPOreHasa:
CH,-COOH

CH,-COOH NAD* .
+ — > | + NADH + H
HO—CH—COOH 0O=C—COOH

Taxum oOpazom, kpyr 3amkHyJcsa. LIIYK cHOBa BeTymaeT B peakiuio ¢
HOBOM MoJjiekyoi areTmi-CoA, obpazoBannoro u3 [I1BK.

c—c—c?”
T on
nupyeam TWPOBHHOTDAIHAS KHCIOTA
NAD" + HSCoA
3AT® | Jl® <«— NADHH’, < -COz
o
y o
CHy—C
T sc0A
anern-CoA FH0  ccon
+
CH~COOH CH—COOH
+ 0=C—COOH H()—y‘,—('()()H CH-COOH
JI® <— NADHH'  NAD L
myK HO—¢—COOH
ocanoanemam LH-coon
CH~COOH IMMORHas KuCA0TA
HO—LH_COOH wumpam \ 1o
saG0umas KuCIOTA \
anam
+H0 CHy-COOH
(—cooH
GH-COOH CH-COOH
CH-COOH HHC-AKONHTOBAS KHCOTA
(ymaposast kucaora yuc-axonumanm
dymapam o
FAD
JU® <— FADH, CHy-COOH
24T0 "H—COOH
CHz-COOH HO—CH-COOH
'H“ COOH H30JIHMOHHAS KHCJA0TA
cykuunam
N NAD®
rae - HSCoA NADH H*
o Aue CHy~COOH
e “H—COOH ¢
CH,~COOH NADH H* 0=C—COOH Aue
=0 abeaeBosHTApHaN
cykmmmma-CoA ?HYCOOH/ oKcanocyxyunam
CHy -CO,
o—t—coon

-0, +HSCoA
a-KeTorayraposas
KucioTa

a-kemoziymapam
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2. Buoxumusa merabomsma

Dnepzemuyeckuit d6ananc 00noz20 ooopoma I TK:

— B 4 OBP IITK o6pa3ytorcs 3 NADH, u 1 FADH,, kotopsie Hampas-
JSIFOTCS 1ajiee B IBIXAaTENbHYI0 Lelb OKUCIUTENbHOTO (ochOpHINpOBaHNS;

— B Iporiecce okucauTensHoro gocopummposanus uz 1 HAJIH, o6pa-
syercs 3 AT®, uz 1 ®AJIH, — 2 ATO;

— u3 I'T® B pesynbrare cyocTparHoro hochopuInpoBaHusl CHHTE3UPY-
erca 1 ATO.

Taxum oopazom, 3a 1 yuxn I[TK uz 3 NADH,, 1 FADH; u 1 I'T® no-
ayuaemcesn 12 AT®.

Pezynayua IITK:

1) perynsaropHbie (KJI04eBbIe, TUMUTHPYIOLINE) PEPMEHTHI:

— IUTPAaTCUHTETAa3a;

— M30LUTPaTACTHIPOreHa3a;

— O-KETOTIyTapaTAETuIpOreHasa;

2) unarubupyer — NADH, u AT®, xoTopble SBISIOTCS MPOLYKTaMHU
IITK u gpixatenbHOU Len;

3) aktuBupyioT — NAD" u AJID;

4) nepBas — myckoBas peakius LITK 3aBucur ot xonnentparuu 1IIYK,
anetmin-CoA;

5) crumynupyet LITK ropMoH MHCYTTHH, @ UHTUOHPYET — TIFOKAaroH;

6) O, axruBupyetr LUTK, nepeBoast Boccranosnennbie Gpopmel NADH,,
FADH, B OKHCJIEHHBIE;

7) ammuak csizbiBaeT o-KI', ¥ UK OIOKHpYETCH.

Hukn KpeOca siBisieTcss OTKPBITBIM META0O0JINYECKUM IIyTeM, HO3TOMY
IPOMEXYTOYHbIE METa0OJUTHI MOT'YT OBITh HCIIOJIb30BaHbI KIETKOU B JIpy-
rUX peakuusx. Takum o0pa3oM, UK HAYWHAETCS, HO HE JOXOAMT A0 KOHLA
u BoccranoBienus IIYK ne npoucxoaut. [Toatomy nipu HejgocTaTke IiaBe-
JIEBOYKCYCHOM KHMCJIOTHI B KJIETKE BKJIIOYAIOTCS aHOIUIEPOTHYECKHE (TO €CTh
MOIOJHSIONINE) PEaKUUH, Iedb KOTOPBIX IOMNOJHHUTH Iyl METaOOJIMTOB
LTK.

Anonnepomuueckue peakyuu:

1. B meuenn u noukax — kapookcunuposanue [IBK 3a cuer CO, ¢ 06-
paszoBannem okcanoarerara (II{YK). ®epment — nupysamrxapboxcunasa:

AT® Al
CHy—C—COOH + 0, — > HOOC—CH;—C—COOH
0 IPY8aAmMKaApOOKcUNA3a o
BK LYK

2. B Muokapze U B MBIIIIAX — (DoChOeHOInupy8amrapOOKCUKUHA3HAS
peaxkyus:

IC) rTo
CH,—=C—COOH + CO0, — » HOOC—CH,—C—COOH
\ RUPYEAMKAPOOKCUKUHA3ZA I
OPO3H2 (0]
¢ochoenonnupysar LYK
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2.2. Iluxn Tpukap6oHOBBIX Kuca0T (UK Kpedca)

3. AMUHOKHUCIIOTBI TaKX€ MOTYT OBITh HCTOYHHUKAMH METabOIUTOB
TK:

— Ala, Ser, Gly, Cys, Trp — IIBK — L[VYK;

— Val, Ile, npoxykTsl pacnaga »XUPHBIX KUCJIOT C HEYETHBIM YHCIIOM
aTOMOB yriiepoga — NponuoHmI-CoA — cyknuHuI-CoA (BO BCEX TKaHSX,
KpOME MEeYEHH U MBIIIL);

— Glu, GlIn, Arg, Pro, His — rmyramar — a-kerormyrapat (BO MHOTHX
TKaHsIX, KpOME IIEUYCHH U MBIIIIL [IOJ] IeHICTBUEM 2ymamamoecudpoeenasol);

— Phe, Tyr — dymapar (B mieueHm).

2.3. O6MeH yr/IeBoJi0B

YTeBoHbI 00OMEH — COBOKYITHOCThH TPOIIECCOB MPEBPAIEHUS MOHO-
Y TIOJIMCAXapUIOB B OPTaHU3ME YEIIOBEKA U JKUBOTHBIX.

Dyukyuu y2nee0006:

1. DHepreTryeckass — YTIEBOAB! SBISIFOTCS YHUBEPCAIBHBIM KJIETOY-
HBIM TOIUTMBOM, 00pa30BaHHE SHEPTUH B PE3yNbTaTe WX Paciaga BO3MOXKHO
KaK B a9pOOHBIX, TaK ¥ B aHADPOOHBIX YCIOBHUSX.

2. CTpyKTypHass — yTJCBOJBI BXOJSAT B COCTaB 0OJIEE CIOKHBIX MOJIE-
kyn: HK, rmukonporenioB, TUITONPOTEUIOB U TIP.

VYTieBoaHbI 0OMEH BKJIFOUAET CIEAYIOMINE MPOIECCHI:

1) pacmemnienue mnumeBbix yriaeBomoB B JXKT mo MoHOcaxapumoB
(TIpenMyTIIECTBEHHO TIIIOKO3HI);

2) BcachIBaHHE MOHOCaXapHI0B U3 KUIIIEYHUKA B KPOBb;

3) MOCTYIUICHHE TIFOKO3bI B KIIETKH TKaHEH;

4) KJIETOYHBIH METabOJIM3M TITFOKO3BI:

— CHHTE3 U pacia/] IJIMKOreHa;

— adspoOHOEe 1 aHa3POOHOE PACIICTUICHHUE TITFOKO3HI;

— JIIOKOHEOTEHE3;

— meHT030(OCQATHBIN ITyTh OKUCICHUS TIFOKO3BI.

Huweeapenue y2neeo0os

Tak Kak BCAacCBHIBAaHUIO MOJBEPTarOTCs TOJIHLKO MOHOCAXapHIbI, TO IEIh
MATIEBAPCHIS — THUIPOIN30BaTh 00JIee CIIOKHBIC MUIIECBBIC YTIECBOABI 10
MOHOCaXapHI0B.

1. Monocaxapuael — 1o JKKT 6e3 m3mMeHeHni, B KUIIEYHUKE BCACHI-
BaIOTCH.

2. Jlucaxapunpl — 10 KUIICYHUKA Oe3 U3MEHCHHH, B KUIICYHHUKE ITO]I
neiicTBueM (pepMEHTOB Jucaxapas pachajaroTcs 10 MOHOCAaXapHJIOB, KOTO-
pBI€ BCACHIBAIOTCSI.

3. KpaxmanucThie moicaxapyibl — HAYWHASTCS pacmaj] B pOTOBOU I10-
JIOCTH TIOJ NEHCTBHEM 0-aMFJIa3bl CIIOHBI, B JKENMYyJIKE pacraj MpUOoCTa-
HABJIMBACTCS, BO3OOHOBISACTCS B KUIICUHUKE TIOJ] IEHCTBUEM MaHKpeaTude-
CKoi1 a-ammitasbl. O0pasyromiasicst TIIF0K03a BCAChIBACTCS.

4. Hemmrono3a (kmerdarka) — He nepeBapuBaercsa B JKKT, tak kak HeT
(hepMeHTa, PaCIICIUISIOIIETO TSIITF0JIO3Y.

B Tabmune 2.2 npencraBieHbl pepMEHTHI, yIaCTBYIOIINE B YTICBOTHOM
obMeHe.
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2. Buoxumusa merabomsma

Tabnuya 2.2

®epmenTsl JKKT, yyacTBylomue B nuieBapeHuN yrieBoi0B

IIponykTel
KaJIH3aIus MEHTEI TIepeBapHBaHUS
Ornen KKT Jlokanu3za depme epeBapuBal
MEHT: U ONTHMYM TIBI | 1 TUAPOITU3YEMBI
€pMEHTa o H cpe 0JIN3yEMBIE
CBS3H
PoroBas o-amuiIasza
Crrona exctpunsl (a-1,4
- (pH 6,8—7.2) | Aexctpunt (o-1.4)
Her sn3uMo0B
Kenynok JKenynouHslil COK | THIPONU3a YTIIEBOIOB —
(pH = 1,5—2,0)
Jucaxapupl
. | Ilankpeatnyeckas (MamnbTO3a,
12-nepctHas | Ilankpearnyeckuit AMIIA3a H3OMABTO33)
KHIITKa COK
(pH =17,5—8,0) U OJINTOCAXaAPHIBI
(o-1,4)
IlleTounas Kaiima Caxapaso-nsomart-
.| To3HBIH, rmuKoamu- | ['mrokosa, ppykTo3a,
N 1 KJIETKH CIIU3ACTON N
Tonkwmit oBonouK (MpHCTE JIa3HBINA rajakTo3a
KUILIEYHUK HOUTICHOE HHI:neBa (?K30TIIMKO3H/1a3a) (a-1,2), (a-1,6),
eHne) 1 B-TIMKO3WAa3HBIN (a-1,4), (B-1,4)
P (J1aKTa3a) KOMITJIEKCHI

HenocraTok uinm 0TCyTCTBUE JIFOOOTO U3 BHINIETICPEYHCICHHBIX (DepMeH-
ToB JXKT MOXET mpuBeCTM K HapyIICHWIO MHINEBAPEHUS YTJIEBOIOB.
HaunGonee u3BecTHast maroiorus — OTCYTCTBHE (pepMEHTa JIaKTa3bl, KOTO-
pasi MPUBOJIUT K HETIEPEHOCUMOCTH JIAKTO3BI.

Bcacvieanue u mpancnopm 2nroKko3st npoucxooum nymem:

— obnezuennoti ougpysuu (IJ7IFOT-5) — (ipu BHICOKOW KOHIICHTPAIIUN
TJTFOKO3bI B KUIICYHHUKE, TO €CTh TI0 TPAJUCHTY KOHIICHTPAIIHH);

— BMOPUYHO-AKMUBHBIM MPAHCnopmom — (TIPU HU3KOW KOHIEHTPAIIH
TJIFOKO3bl B KHINIEYHHKE, TO €CTh MPOTUB TPAJMCHTA €€ KOHIICHTPAILUU) C
moHamu Na';

— W3 KJIETOK D3IUTENHS TOHKOTO KHINEYHWKA TIIFOKO3a MEPSHOCUTCS B
KpOBb TI0 MEXaHU3MY oO/ecyennoll ouggyzuu. VI3 KpoBOTOKa B TKAHH — C
noMoIipi OenkoB-niepeHocunkoB (['JIFOToB), mokanu3anus KOTOPBIX MOKa-
3aHa B Tabmuie 2.3.

Tabauya 2.3

Pacnpenenenue GeaxoB-TpancnopTepos riawko3sl ([JIFOT)

Tuner [JIFOT Jlokanu3anus B opranax
TJIIOT-1 Nmetotrcs Ha MemMOpaHaxX BceX KJIETOK W OTBETCTBEHHBI 3a
0a30BbIi TPAHCIIOPT TJIFOKO3bI B KIETKH
I'JIIOT-2 CriocoOHBI MPOIYCKaTh TJIOKO3y B JIByX HAalpaBJICHHUSX U

HUMCIOT HU3KOC CPOACTBO K I'TFOKO3E.
Ileuens, nouxu, bema-knemxu OCMpOBKOE8 Janeepeancda, H-
mepoyumnvl
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2.3. OGMeH YriieBO0B

Oxonuanue maon. 2.3

Tuner IJIIOT Jlokanuzamnus B opranax

TJIIOT-3 OO6aaeT BEICOKMM CPOJICTBOM K TIIIOKO3€ M TPEICTABJICH B
OCHOBHOM B HEPBHOMW TKaHU

I'JIKOT-4 (uacynmnH3a- |COKpAaTUTENBHBIE MBIIIIIEI, aHITOIUTHI
BUCHMBIH)

I'JIYOT-5 B ToHKOM KHIIeUHHKE (BO3MOXKHO, SBISIETCS IEPEHOCUUKOM
(bpyKTO3BHI)

Obwan cxema y2neeo0H0z0 oomena

YpOBEHB MIIOKO3bI B KPOBU — Ba)kKHAsi KOHCTAHTa, KOTOpas MOKa3bIBaeT
9HEProodecneueHHOCTh opranu3Ma. [Ipn HU3KMX KOHIEHTPAIHAX TITIOKO3bI
KJIEeTKA (0COOEHHO MepU(EepUIHBIX TKAaHEH) HEeIOMOMyYaroT IIIIOKO3bl. BbI-
COKasl KOHIICHTPAIIMS TIFOKO3bI BhI3BIBACT NU3MEHEHUE (YHKIHHM KPOBHU, TaK
KaK MCHSIOTCS €€ (PH3UKO-XMMHUIECKHE IMapaMeTphl (B YJaCTHOCTH, BA3KOCTD),
a OeJKY KpOBH IMOJIBEPTalOTCS TIMKOZWIMPOBAHUIO U TEPSIOT CBOIO (DYHKIIU-
OHAJIBHOCTb.

B 3aBucHMOCTH OT IyTed MOCTYIJICHUS TIIIOKO3bI B KPOBbH Pa3InvaioT
TpU (PU3UOJIOTHUECKUX COCTOSIHUS — aO0COPOTHUBHBIN NEproJI, ocTadbcopo-
THBHBIU TIEPUO/] U TOJOIAHHE.

abcopbmuseHblll [TocmabcopbmueHbill 20100aHUe

Pacmaj MHIeBBIX Pacmai rIHKorena I'nlokoneorenes
YI1eBOIOB HeuYeHH CuHTe3 H3 0€IKOB H
T~ ¥ «  ‘mmmion
INroxosza

KpoBb 3,3-5,5 MMOJIBL/ 1

/ \.ruu\'o.rul 3

Cunres Cunres 2 IIBK

[JIIKOTeHA nenros A a3podHo
abcopbmueHbiii (KOMIIOHEeHTOB  aHa’podHo
HK) 2 JaRTATA I—I TK

H Ip.yriiesoaos
CO,, H,0, AT®

[TocTymuBIasi B KJICTKHU TIIIOK03a PACXOAYETCs Ha CIICIYIONINE MPOIIECCHI;

— CHHTE3 TJIMKOI'eHa KaK OCHOBHOT'O 3araca ITFOKO3EL;

— IIMKOJIN3 — OCHOBHOW DHEPTreTUYECKHH ITyTh WCTIOIH30BAHUS TIIO-
KO3,

— neHT030(oCcaTHBI MyTh — OWOCHHTE3 TICHTO3 W JAPYTUX KIETOY-
HBIX YTJIEBOJIOB.
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2. Buoxumus merabomsma

Kierounsle mpeBpameHus TII0K036l HAUMHAIOTCA ¢ ee (ochopuimmpoa-
HUA. Bo Beex KieTkax 3Ty peakluio KaTalu3upyeT pepMeHT reKCOKHHas3a, a
B TICUCHU €IIIe U TIFOKOKHHA3A.

Peakuns docopmimpoBaHus, BO-TEPBBIX, aKTUBHPYET TIIOKO3Y IS
BKJIIOYCHUS] B METa0OJIMYECKUE MYTH, @ BO-BTOPBIX, «3alHPaeT» TIIOKO3Yy B
KJIETKe, TaKk Kak (ocopminpoBaHHas TIIOKO3a HE CIOCOOHA MPEOa0NIeTh
KJIETOYHYIO MEMOpaHy.

CH,0PO;H
CH0H AT® AJlD T
(0] (0]
OH > OH
2eKCOKUHA3a
H
OH H (enoKoKunasa) H
OH H

O6MeH riIMKoreHa

3uauenue 2nuKozena:

I'mukoren — quHaMHYECKUN 3armac TIII0KO3bl B opraHu3me. MoxHO cka-
3aTh, 9TO 3TO KOMIAKTHas opMa XpaHEeHHUs OO0JIBIIOT0 KOIWYIECTBA MOJIEKY.T
TJIFOKO3BI.

Cunme3 2nukozena IpOXOIUT B aOCOPOTUBHBIN MEPUOA B TKAHSIX, Tpe-
Oyromux OONBIINX HEPreTHYECKHUX 3aTpaT, TaKMX KakK TeueHb, MBIIIIIBL.
Kpome Toro, HeOONBIIIOE KOIMYECTBO TIIMKOTEHA MOXKET JCTIOHUPOBATHCS B
MOYKaX U CEeJIe3eHKE.

Bcero riaukoreHa B opranusMe MoeT JienoHnupoBarbes 10 450—500 r.

I'/IMKOT'EH
4 N )
6 neueHu
no 100—150r (5 %) g Mbliuuax
-0,
1. PaBora HeueH. 0,5—3 % oT MacCchl MBI
2. [lonnep>kaHue ypoBHI Hcnonvzyemcea moavko Ha
TJIIOKO3BI B KPOBH B MbUUEUHYI0 AKIMUEHOCHb
MOCTabCOPOTHBHBIHN MEPUOLT
- VAN J

CHHTE3 TIIMKOTEeHA OCYIIECTBISIETCS MTyTeM yAIHHEHNS YK€ WMEIOIIencs
MOJIEKYJIbI MOTUCAXapuaa, Ha3bIBAEMOH «3aTPaBKOI», WM «IIpaliMepomy.
KittoueBbIM (epMEHTOM SIBISIETCS TIIMKOTEHCHHTA3A.
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2.3. OGMeH YriieBO0B

CHZOH CH20P03H2 CHZOH

+YTCI)
zeKcoxunaxa -
H dmc:]mzwoko 1O O—PO3H,
mymasa

IJ1I0K032 JII0K030-6-(hocaT ria0Ko030-1-gochar

CHZOH L'HzOHO
O OH
OH o 0 on .
_—
)

I
P—O— l’ O—ypuauH 2NUKOZEHCUHMA3A
H 61-1 H

V/[®D-z2n10K030-
nupogocghopunaza

Y 1®D-riawko3a

CH,O0OH CH,0H
(0] (o)
—_— OH OH
OH o
H H

TJIMKOIeH

Ilpu yaauHEHUM JUHEWHOro ydacTka MNpUMEpHO N0 11 TrIrOKO3HBIX
OCTaTKOB (pepMEHT BETBIICHHUS IIEPEHOCHT €€ KOHLEBOU OJIOK, coaep Kalluii
6—7 0CTaTKOB, HA BHYTPEHHUI OCTATOK INIFOKO3bI 3TOM WM APYyrou Lenu ¢
obpazoBanueM o-1,6-TTUKO3UAHON CBsA3U. HoBas Touka BETBJIICHHS 00pa3y-
eTcs Ha PacCTOSHUM HE MEHee YEThIPEX OCTATKOB OT JIIO0OH yKe CYIIEeCTBY-
IOIIEH TOUYKU BETBIICHHUSI.

Pacnao enukozena TPOUCXOIUT IyTeM MOCIEIOBATENBLHOTO OTILEIIE-
HUSI TITI0K030-1-hocdara B OTBET Ha MOBBIICHHE IOTPEOHOCTH OpPTaHU3Ma B
rimoko3e. Peakiuro karanusupyeT raukorendocdopriasa.

CHZOH CH;OH
+ H3POy,
2/IUKOZEH-
n
docghopunaza
IVNIMKOT €H
CHZOH CH20P03H2
E—
PO;H,
qboc¢0amo1<o-
mMymasa
r.11101<030-1-(l)0cq)aT rnmR030-6-(b0cq)aT

Y naeHue BETBICHUS OCYIICCTBIISET ACBETBSIINN (DepMEHT, KOTOPHIH 00-
nanaet TpaHcdepasHoi U TITMKO3UIa3HOH aKTHBHOCTSIMHU.
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2. Buoxumusa merabomsma

OO0pazoBaBmmiics TIOK030-6-pocdar mmbo moaBepraeTcs ManbHEHIIe-
MY pacria Ty To IyTH TJIMKOIN3a, JIN0O B TICUSHH IO ACHCTBHEM TITFOK030-6-(oc-
(haTa3bl mpeBpalnaeTcs B CBOOOAHYIO TIIIOKO3Y, KOTOpas BEIXOJIUT B KPOBb.

AT®

CH,0PO3H,
(0)

OH
H

ALD AT®

Hapywenus oomena 2nukozena

Iuxocenosvie boneznu — TPyIA HACIEJICTBEHHBIX HapyIIeHHH, B OC-
HOBE KOTOPBIX JIGKUT CHU)KEHHE WM OTCYTCTBUE aKTHBHOCTH ()EPMEHTOB,
KaTaJTM3UPYIOIINX PEaKMi CUHTE3a WM pacraja TIMKOreHa 00 Hapyle-
HHE PErYJISILUHU STHX (PEPMEHTOB.

Inuxoeenoszvr — 3ab0neBaHus, 00yCIOBICHHBIE aedekToM (pepMeHTOB,
YYaCTBYIOIIMX B pacrajie TiaukoreHa. OHU MPOSBISIOTCS MM HEOOBIYHOM
CTPYKTYpO# TJIMKOTEHA, WIIM €T0 M30BITOYHBIM HaKOTUICHHEM B IEYEHH, cep-
JICYHOM WMJIM CKEJIETHBIX MBIIIIAX, II0YKaX, JIETKUX U JIPYyTux opraHax. B Hac-
Tosllee BpeMsl TJIMKOTEHO3bl AETAT Ha TMEYeHOYHBIC, MBIIIEYHBIE U CMe-
nranHblie. [leyeHouHbIe GOPMBI MITMKOTEHO30B BEAYT K HAPYIICHHIO UCIIOJb-
30BaHMS TIMKOTEHA JUIS TTOJICP KaHks YPOBHS TIIIOKO3bI B KpoBH. [loaTomy
00Ut CUMITOM IS 3THX (POPM — THIOTIMKEMHN B IMOCTAOCOPOTUBHBIN
Hepuo/.

OkuciieHye rJIroK0o3bl

OKuCIIeHHE TIFOKO3bI B KIIETKAaX MPOUCXOJIUT TI0 JIBYM HATPABICHHUSIM:

1) okwucieHue ¢ 00pa3oBaHUEM MUPOBHHOTPATHON KUCIIOTHI U MONyYe-
HHUEM SHEPrud — 2iuKoau3. B 3aBucuMocTu OoT manbHeimei cyapObl mu-
pyBaTa pa3uyaloT a’poOHOE W aHa’POOHOE OKUCIICHHE TIOKO3bL. llerbro
000WX THITOB OKUCJICHUS SBJIsETCS noiyueHne ATO;

2) OKHUCJICHHE ¢ 00pa30BaHUEM IIEHTO3: PHOO03bI, pUOYII03bI, KCHUITYIIO3HBI.
OTOT MyTh HA3BIBACTCS HEHMO30hochamnubvim u He céA3aH C NOJIYUEHUEM
IHepuU.

I'nuxonus

Tnukonuz — oH xe (ocHOTPHO3HBIA MyTh, WIKM LIYHT JMOAeHa —
Meitepxoda, U ouxomomuueckuit nyms, NPOTEKAIOUIMNA B IUTOIIa3Me
KJIETOK.

3nauenue 2nukonusa — oOpa3oBaHNUE SHEPTUH.
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2.3. OGMeH YriieBO0B

KiroueBoit hepmenT — dochodpykrokunaza (PDK). N36biToxk ATD u
JUMOHHOM KHUCIOTHI HHTHOHpYIoT DOK.

Peaxyuu znukonusa:

1. Ilon neiicTBUEM 2eKCOKUHA3bI TIIIOKO3a IIPEBPALIAETCS B INIIOKO30-6-
dhocdar.

2. o pevicTBHEM TIIOK030-6-(pochaTr3oMepasbl MPOUCXOAUT MpeBpa-
IeHNe TI0K030-0-Pocdara Bo GhpykTo30-6-ocdart:

(‘)Pi
CH,—OPi CH, ox CH,0H
1O _ o~
on OH IJII0K030-6-(ocdar- OH
OH u3omepasa OH

IJII0K030-6-ochar
(pykro30-6-pochar

3. Jlanmee mpoucXoguT BTOPUIHOE (oCHOpPHUIHpPOBAHUE MO ACHCTBHEM
dhochodpykTokuHasbl u o0pasyercs Gpykros3o-1,6-nudocdar:

OPi
PiO—CH,  CH0H q, CH,OPI

(I)OC(boq)pyKTommam

($pyxro3o-6-pocdar (pykro3zo-1,6-1udocpar

4. Ilox nmetictBueM depMeHTa anpaona3sl A (pykTo3o-1,6-mudochar
pacmagaercst Ha JBe TpUo3bl — QocdormunepruHoBsiil anpaerua (PIA) u
thochomurnapoxcuaneror (OLA):

(‘)Pi
CH, CH,0PI
o M CH,OPi °
- Lt
OH > o + H—OH
OH aJIb0J1a3a &H ,OH éHz oPi
¢pyxro3o-1,6-qudochar DA ®dTA

5. Tak xak okucieHuro nogsepraerca Tonbko OI'A, To mpoucxoaur uzo-
mepuzanus OJIA B DI'A. depment — tproszodocharuzomepasa:

o
CH,OH cZ
> é H
—0 < sl ‘H—-OH
éHZOPi mpuo3oghocghamuzomepasza éHZOPi
OIA OIra
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2. Buoxumusa merabomsma

6. ®I'A oxuciautenbHo (hochopunmupyercs ¢ oopazoBarmeM 1,3-nmudoc-
tormumepara (1,3-mudochornunepuHoBoit KUCIOTH). DepMeHT — TIHIIe-
panbaeruadocharaeruaporeHasa:

<° 2NAD" 2 NADH+H' C//O
—OPi
H + 2 H3PO
3 CHEOH S / ~ , CH-OH
éHZOPi anuyepanvoecuogocham- H,OPi

Oe2uopozenasa
OIr'A

1,3-mudocdoraunepar

7. 1,3-mudochormuiiepar aedochopunupyercs, otaaBas ¢ochopHyo
rpyny Ha AII® (cybetpatHoe dhocdopunupoBanue):

/) 2 ATO® /)
2 A1D
C/ C/\OH

—OPi U
2 CH—OH > 2 &H—OH

&HZOPi docpoenuyepamrunaza éHZOPi

1,3-mudocorimmepar 3-pocormmmepar

8. Hanee npoucxoaut nepeHoc ocdara U3 Mog0KEHUS 3 B MOJIOKEHHE 2,
obpasyercs 2-pochormmmepar, 0T KOTOPOTO OTHIEIUBIETCS] BOAA B 00pa3yeT-
cs1 pocdoeHonmUpyBar:

COOH COOH COOH
2 éH—OH > éH—OPi _-2H0 2 ,é—OPi
H,OPi H,OH éHz
3-ocpormuepar  2_docoramuepar docdoenoanupysar

9. Cramus docdarroro docopummpoBanus — GochoeHONHPYBAT OT-
naet gocdopnyto rpynmy Ha AJI® u npespamaercs B [I1BK:

COOH 2 Al® 2 AT® COOH COOH
. |
2 C-OPi 2 C-OH _—> 2 C=0
H, Gocoenonnupysamxuraza gHz H,
(hochoenonmupysar MBK (mupoBHHOTrpaIHAs] KHCJIO0TA)

Hanbueiimas cyapba [IBK 3aBUCHT OT K1€TOYHBIX BO3MOKHOCTEH:
— B aHadpoOHBIX ycnoBusix [IBK BoccranaBimBaeTcst JakTaTAETHIPO-
rerasoit (JIAI') 10 MOJIOYHON KHCIIOTHI (JIAKTATA);
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2.3. OGMeH YriieBO0B

— B a9poOHBIX ycaosusax [IBK mepenocutess B MUTOXOHIPUIO, TAE MO-
BepraeTcs yTuimianuu B rukiie Kpebca:

H3;C— (HZ—COOH
O

IBK NADH+H"
apoono anapoonHo NAD"

H3;C—-CH-COOH

HTK |
OH

MOJIOYHAA KUCJI0TAa

(1akrar)

Peakuus mpeBpamennst mupyBata B JIAKTaT MIPH aHAYPOOHBIX YCIOBHUSIX
uMeeT OoJbIIoe 3HAYEHHE, TaK KaK MpPU 3TOM TMPOUCXOIUT PEreHeparus
NAD'".

Conpscenue mexny oxucinearneM ®OI'A u Boccranosnenuem [1BK mo
JIaKTaTa B TJIMKOJU3€ IMOIYYMIIO HA3BAHUE CUKOJIUMUUECKOU OKCUPEOyK-
uuu.

B aspoOHbIX ycnoBusx pereHeparus NAD' mpoucXoauT depes abixa-
TEJIbHYIO LEeTb (PEPMEHTOB.

Cpagnenue apooHoz0 u AHAIPOOHO20 NUKOU3A:

A3pobno Anaspoono
» TIBK u3 nuTo3051s1 IEPESHOCUTCS B MH-|» HE TpeOyeT KUCIopo/a;
ToXUHApUHU U Betynaer B LITK; > NDHH' HakannumBaercs B IHTO30IE,
» koneuHble poaykTsl CO,, H,O; TJIIMKOJIN3 TOPMO3UTCS, TO3TOMY ISl BOC-

> NDHH' nepenocutcst B MUTOXOH ipun|cTanosiaenus [IBK ucnonbsyercs 2nuko-
C TIOMOIIBIO JBYX YEITHOYHBIX MEXaHU3-|IUMUUECKAA OKCUPEOYKYUA,;

MOB: » KOHEYHBIH MPOJYKT — JIAKTAT

— MaJlaT-aclapTaTHOro;
— rimrepoidochaTHOro;
» obpasyercst 38 ATD

JlaktaT He SIBIETCA KOHEYHBIM IPOIYKTOM MeTabonusma. M3 aHaspoo-
HOW TKaHM JIaKTaT NEPEHOCUTCS KPOBBIO B IE€UYEHb, IJE IpeBpallacTcs B
rimoko3y (ki Kopm), nnn B a3poOHbIe TKaHW (MUOKap), TAe MpeBpalact-
cs B [IBK u okucnsercs no CO, u H,O.
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2. Buoxumusa merabomsma

Cxema 2nuxonusa

T'anxoren
[JIMKOTeH-
docdopunaza ¢ +H3POy
CH,0H
AT® 7O
OPO3H,

CH, OH OPO;H,
OH

0, /
H r10K030-1-ocar
docdormoxomyraza
OH OH

OH  IJII0K030-6-docart
TJII0K030-6-¢ocdat-
OPO3H, H30Mepasa

CH, CH,OH

OH
O0— dpyxro3o-6-docdar
OH

OH

AT®
ALD DochoppyKkToknHaza
¢dpyxro3o-1,6-1udochar
OH
0.

anbj101a3a ] )

-

‘CH20P03H2 — OH = .6\1-1

c=0 OH ’CH*OH ®OrA
‘ ®1A CH,0PO3H,

CH,OH
riauuepaiabaernagpocda +2 H;PO HALL
JAernaporenasa HAJHAHY ——-emeememeeee -
CH,OPO3H,
1,3-qudocdoraunepunopas |
KHCJI0TA 2 CHOH

Tnoko3a

TeKCOKHHa3a

A

Tpata JHepruu

2A1D OPO;3H,

ochorimueparkuHaza
2 AT® oct P

CH,0PO3H,
3-pochoramuepar 2 cHoH
COOH 2UKoJiumu4ecKan

l S2m0 oKcupeodyKyus

2
ocoenommupysar |l ~
thocd pysat, ‘C70P03H2

COOH
2A0D

2 AT® ’J

2 MHPOBHHOTPATHOI KHCIOTHI HAJTH+H <Y

wpotne__—— wopotis
————————— >

ITK 2 MOJIOYHOMH KHCIIOTHI

BBIJACJICHUEC DJHCPIUH

Hukn Kopu (TTIOKO30-TaKTaTHBIA ITUKI) — TPEACTaBIsIeT coO0i Omo-
XMMHMYECKUW TPAHCIOPT JaKTaTa U3 MBI B MIEUEHb U JAIbHEHIINNA CUHTES
TJIFOKO3BI U3 JIAKTATa, KaTATU3UPyeMbIl (hepMEHTaMU TITFOKOHEOTeHe3a!

MbiluUbl Kpoeb ne4yeHb

2/H0K03a ==——— 2/]}0KO3a <= 2/T0K03a

noko-
HeoreHes

Jlakmam =—r—>JlaKkmam ———>aKkmam
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2.3. OGMeH YriieBO0B

I'mrokoHeorenes

I'mrokoHeoreHe3 — CHHTE3 IIIOKO3bI U3 HEYTIICBOHBIX KOMIIOHEHTOB.

3unauenue: noanepKaHue YPOBHS TIHOKO3bI KPOBH B TIEPUO]T TOJIOIaHUS
W MHTCHCUBHOMW pabOTEHI.

Ileuenv u nouky — OCHOBHBIC OpPTaHbl CHHTE3a TIIFOKO3bI.

OCHOBHBIE TIPE/ILICCTBEHHUKH: JTAKMam, Rupyeam, 21uuepon u 2JiuKo-
2eHHble AMUHOKUCIOMDbL.

I'mokoHeoreHes He SBISETCS OOPATUMBIM TITHKOJNU30M. ECTh TpH HE00-
paTHUMbIE pEaKIuu B TIMKOJIHM3¢ — TeKCOKHMHa3Has, GpochoppyKTOKHHA3HAS
W MUpyBaTKWHA3HAsA. [l MPEOJONCHHS 3TUX PEAKIMiA MCIIONB3YIOTCS CIie-
UaTbHbIE (DEPMEHTBI, KOTOPBIC HA3BAIN KIFOUSBBIMH PEAKIUSIMU TITIOKOHEO-

reHesa (Tabm. 2.4).

Tabauya 2.4

KiroueBbie ¢epMeHTBI INTHKOIN3A U ITIIOKOHEOr eHe3a

q)epMeHTLI TJIMKOJIN3a

(DepMeHTI)I TJIFOKOHCOT'CHE3a

I'excokuHaza

I'mok030-6-pocdaraza

Dochodpykrokunaza-1 (POK-1)

®pykrozo-1,6-mudocharaza

IMupyBaTkuHa3za

1. IMupyBaTkapbokcuiIasa.
2. ®ocdoeHonnupyBaTKapOOKCHKIHA3A

Ipespawenue nuposunocpaonoii kucromst (I1BK) 6 gpocghoenonnuposu-
Hoepaonyio kucromy (PEIIK) 6 enoxoneozenese:
1. Kap6okcunuposanue [1BK ¢ obpazoBanuem LIYK (B maTpukce mu-

TOXOHJIPH):

CH3;—C—COOH + CO,

ATO® AJl®

» HOOC—CH,—C—COOH

nHUpyBaTKapOoKcHiIasza

IIBK

(0uoTHH)

YK

2. Ilepenoc LYK u3 marpukca MUTOXOHAPHUI B IIMTO30Ib B BUIE 5I0-

JIOYHOM KUCJIOTHI (MajaTa):

NADHH*  NAD™
HOOC—CH,—C—COOH vanar T > HOOC—CH,-CH-COOH
o) N H
]_[IyK NADHH™* NAD* manam
3. O6pazoBanue OEITK
I'T® I

NS

HOOC—CHZ—E—COOH CH,=C—COOH + CO,
(0} ¢ochoenonnupysar- Pi
VK Kap0OKCHKHHAa3a
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2. Buoxumusa merabomsma

0O6xon hochodpyKTOKHHAZHOW M TEKCOKMHA3HON PEaKITMU OCYIIECTB-
JIIETCS C TIOMOIIBIO (hepMeHTOB-pocdaTas B OHY CTAIHIO.
Bknrouenue memadonumos ¢ 2nioKoneozenes:

CH37‘CH*COOH 2NI0KO0o3a
OH T
JIaKTaTt T
lv[ﬂ,l‘ T
——
CH3fﬁ7COOH — HOOC*CHz*ﬁfc()OH — CH;Z?*COOH =_—» | OI'A =—= ®JA
OPO3H;
NBK LYK (ochoenonmupysar
riMnepuH

AMHUHOKHUCJIOTHI

[TenTo3odochaTHBIN TYTh OKUCIEHNST TJTFOKO3bI

ATBTEpHATHBHBIN MyTh OKHUCIEHHS IJIIOKO3bl, HE CBA3aH C CHUHTE30M
ATO.

3uauenue:

1) cuntes NADFH H' (1 6MOCHHTE3a )UPHBIX KUCIIOT, CTEPOMIOB U
mp.);

2) cunTe3 pubo030-5-hocdara (ma onocuaTesa JJHK m PHK u Hekoto-
pBIX KO0(haKTOPOB);

3) obecneunBaeT METa0OJIHU3M «HEOOBIUHBIX caxapoBy» (B Buae (docda-
TOB).

[TenTo3odocdarHblii MyTh MpOTEKaeT B MEUYSHH, MOJOYHBIX ¥ HAJIO-
YeyHBIX JKeJe3aX, AKUpoBoil Tkauu. B sputporurax NADFH H' noanepsxku-
BaeT BOCCTaHOBIIEHHOE >kene30. HE mpoxoaut B ckemeTHBIX Mbimiax. Bee
(hepMEeHTHI HaXOATCS B IUTO30JIE.

Brinenstor n1Ba stana nearo3odocdaTHOro myTH:

1. OxucauTenbHbIIi — HEOOPATUMBINA 3Tall, B KOTOPOM 00Opa3yroTcs
NeHT030-pocaTsl

CH,0PO;H; HALD' HAJ®H H' CH,0PO;3H,
o,
OH ~ / >
H H  2110K030-6-¢hocham-/IT'
H
2110K030-6-hocham 6-pocghocnroxonakmon
COOH +  CH,OH
HAjo" HAIPHH 2
—3 HO——H \ > L OH
—+ OH - COz L OH
—+tOH
CH,0PO;3H;
CH,0PO;H,
6-ghocghoznroxkonosasn puoynoso-5-gpoccham
Kucaoma
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2.3. OGMeH YriieBO0B

2. HeokncanTeabHBIA — BKIIOYaCT 0OpaTUMbIE PEaklid, B KOTOPHIX
00pasyroTcs pasHooOpaszubie (GochaThl MOHOCAXAPUIOB, B TOM YHCIIE BO3-
MOXKHO 0Opa3oBaHHE TIIOK030-6-¢ocdara. HaumHaercs ¢ uzomepuzanuu
pubyno30-5-docdara B pub030-5-hocdart u kcmrynoszo-S-pocdar:

H_ , o
CH,0H CH,0H ~c”
C=0 C= —1—OH
Inumepaza usomepasa
HO—|— —> ——0OH : —1—OH
—1—OH —1—OH —T1—OH
CH,0PO;H, CH,0PO;H, CH,0PO;H,

Kcunyno3o-5-gpocpam

pudynoso-5-cpocgham

pubo3zo-5-gpocham

Jlanee HaUMHAIOT €M CTBOBATh TPAaHAIBI0IA3bl M TPAHCKETONAa3bl, KOTO-
pBIE TIEPEHOCHT IBYX- H TPEXYTJIEPOIHBIE OCTATKH C OJHOTO MOHOCAXapHia
Ha JIpYTrou.

. CH;OH
| CHOH | e - (';OH
HO- G-
| C=0 | w e’ !
e St H-C-OH  TpaHckeTonasa G H-C-COH
HO- C-OH * | —e- *
H-C-OH H=¢=OH e Ho g om
i H-C-OH Tae HzC ~OPOsH, H-C—OH
H.C ~ OPOsH, | !
H,G — OPOsH, HzC —OPOH;

Kewnynoao-5-gpoctpar

Pu6o3o-5-thochar

muuepoansbaerng-3-octhar  Ceporentynozo-7-ocdar

| CHOH | %
| | |
| = 4
PoogEo H, 0 M i
HO-C-H | 7 ' g=0
__________ ; i TpaHcanegonaza H—C-— i
H-C-OH + H-C—OH oot LI I HO=C=H
L I H-C-OH
H=C=0OH H,C ~ OPO3H, i H-C-OH
H—CIJ—OH HoC —OPO3H; H-C-0H
1
H,C — OPOsH; H2C — OPOH;

Cepnorentynoao-7-tocdar

Mnuuepansaernwa-3-docdar

3puTposo-4-thoctat

@pykroso-6-cocar

Obpawenue 2ntoko30-6-gpocpama ¢ I1@II (nenmozoghochammusiit yuxn)

Ecim KieTke HeoOXOIMMBI BOCCTAHOBHTENbHBIE SkBuBaneHTsl (NADFHH),
HO HE HY>KHBI YTJIEBOZBI, TO BO3MOXKEH Iepexo/] MeHT030(0ochaTHOrO MyTH B
IUKJL.

CyMMapHBIH pe3ypTaT MeTaboim3Ma TPEeX MOJICKyN prOyino30-5-doc-
(aTa B HeokucnuTenbHOH (aze nenrozodocdarHoro myTn — odpa3zoBaHUe
JIBYX MOJIeKyn PppykTo30-6-pocdara u ogHoii Monekynsl GLA. lanee dpyk-
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2. Buoxumusa merabomsma

T030-6-(hocdat 1 @I'A MOTYT IPEBPATUTHCS B TIFOKO3Y IO IyTH TIIFOKOHEO-
rede3a. Omgnako s mpesparienns OI'A B T110k03y HEOOXOAWMO IIBE €ro
MOJICKYJIBI, TIOATOMY OOBIYHO PACCMATPHBAIOT YJIBOCHHBIM HEOKUCIHTECIIb-
HBIM dTam, KOTr/Ia W3HaJaIbHO OepeTcs IecTh MOJISKYT TITFOKO3El. B pe3yib-
TaTe BO3MOYXHO BOCCTAHOBIICHHE JIVIIE TISITH MOJIEKYJI TITFOKO3HI.

CH.CH
=0 CHCH
CH.CH HO—&—H =
=0 H—C—CH HO—&—H CH,0-FPOH,
H—(IJ—OH H—(IJ—OH H—«JJ—OH -
H—A—OH H—é—OH H—L—CH _— I
H,0FOH, dnopop, dnoPop, S
Pubhozo-3-F Cegoremrymoso-7-& Ppyrrozo-6-o Tmorozo-A-F
1_\ - T @Dc@:orexcosn-g
Grmmepasa.xi . HEOMepaza
; T TpaHcamEg0TaTa
CH,OH PAHCKETMIATA O\\ /O' P e CH,oH
e} v
=C ¢ =0
HO—C—H H‘i_OH H——oH HO—&—H
H—é—OH HO-POFH, H—‘é—OH H—(IJ—OH
éHzo-PO3H2 34T4 H,0-POH, Het—on
Femarymozo-5- Fprpozo-4-F H,O-FO
DpyrToz0-6-P
TpaHCKeTOTATE
CHLCH
=0 O
. R
HO—&—H _E
H—{—OH o0l
H2-FO
H.O-FC 2
i T4
Fewmmymozo-5-8

Metabom13m hpyKTO3bI U TaIaKTO3bI

Mertaboim3M (pPyKTO3bl M TaJaKTO3bl BKIIOYAET IMYTH HCIIOJIb30BaHUS
UX JUISL:

1) cuHTEe3a IPYTUX BEIIECTB (T€TepOIOINcCaxapuaoB, JaKTO3kI U Ip.);

2) ydactus B 3HeproodecredeHnn oprannima. B aTom ciydae gpykrosa
U TaJaKTo3a MPeBpaIlalOTCS B MEYEHHU JIMOO B TIIOKO3Y, JIMOO B MPOMEXKY-
TOYHBIE TIPOIYKTHI €€ MeTaboIM3Ma.

[Mepexon (GpyKTO3BI B TIIFOKO3Y OCYLIECTBISETCS MO JABYM HaIlpaBIICHHU-
sM. CHavajga MPOUCXOIAUT aKTUBAIUS (PPYKTO3bI OCPEACTBOM (HOCHOPHIIH-
poBaHUs OO MIECTOrO0 aroMa yrjiepoja IpH Y4acTUH TeKCOKHHA3bl (ITyTb
c11a00 BEIpaXKeH), JIN0O TIEPBOTO aToMa IMPH YIaCTHU PPYKTOKHUHA3HL.
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2.3. OGMeH YriieBO0B

HO—CH, CHy-OH
H
OH
OH
ATD
KMOKUHA3Q
AL® bpy
HO—CH; CH;-OPO3H;
H ¢pyxkmozo-1-pocpam
H
H
,/O ’/mwmha_l OH NADH H® NAD" CH,-OH
CH,;-OH  NAD' NADHH' C~y 2
— A—L» 'H,-OH
H—OH H—OH 14 o4 7= © o orout
Hy-OH H,-OH H,-OPO3H; 2 k1))
2nuyepon-3-pocgham
2nuyepun AT® l
A AT

(0]

7
<y

@or4 &

H—OH H,03PO—CH. H,-OPO3H

J:H2—0P03Hz 203 2 2~ 3H>

C
O
H
"
(i unomus ) "

@pyxkmoso-1,6-ougpocpam

6 2/IIOKOHeOo2eHe3

BximroueHnue raiakTo3bl B METa00IM3M IITIOKO3EL:

Tanaxkmoza

AT® —
Ao

CHHMES ZTUROZEHA
2anaxkmozo-1-ghocgham

kX
21Kos0-1- ‘@\

docdam Yi®-zuoroza-, | TAIT

R e 3

ypuduaocdan- \\}j@ i
J$-zanarmosa

‘;-JFEEMEE!P{ES&

ZETAKMOKHHAZA

zmokozo-1-gocgham

focgozrroromymaza

zmoxozo-6-ghocgham
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2. Buoxumusa merabomsma

Perynsius yriieBogHOro o6MeHa

Perynsmus yriaeBogHOro oOMEHa OCYIIECTBISETCS Ha BCEX €ro 3Tamax
HEPBHOH cHCTeMOU u ropmMoHaMu. [loMHMO 3TOr0, aKTHBHOCTh (PEpPMEHTOB
OTJIENBHBIX MyTeld MeTaboNM3Ma YTIEBOJOB PETYIHMPYETCS MO MPHUHIUIY
«00paTHOI CBSI3W», B OCHOBE KOTOPOTO JIGKHT aJNIOCTEPUICCKUI MEXaHU3M
B3auMoelcTBusl hepmeHTa ¢ 3ddexropoM. Baxkueiinyio pons B Hanpas-
JleHHOCmu YTIEBOAHOTO OOMeHa (CHHTE3 WM pacmhaj YTJIeBOAOB) HIrpaeT
cootHomenue kodpepmentos HAJI/ HAJIH-H' u sHepreTHueckuii moTeHIy-
a KJIETKH.

Hucynun oka3pIBaeT CBOE ACUCTBUE TOJIBKO HA UHCYJIMH3ABUCUMBIE TKa-
HH, TIPEXJIE BCErO Ha MBILICYHYIO U XKHUPOBYIO. Mo3r, TuMpaTHyeckas TKaHb,
SPUTPOLUTHl OTHOCSTCS K WHCYJIMHHE3aBUCHUMBIM. B oTinuume oT Apyrux
OpraHoB, IEHCTBUE HHCYJNHA HE BIHSIET HA META00IM3M TenaToIUTOB. XOTs
TJIIOKO32 CBOOOAHO MPOHMKAET B KJIETKH MEUYEHH, HO 3TO BO3MOXKHO TOJBKO
NPY YCJIOBUH MOBBIIICHHOH €€ KOHIIEHTPAIMX B KPOBU. [Ipy rUMOTIMKEMUH,
HalpOTHUB, MIEYEHb OTHIAET IJIIOKO3Y B KPOBb (Jake HECMOTPSl Ha BBICOKHM
YPOBEHb MHCYJIMHA B CHIBOPOTKE). YPOBEHB TIIOKO3bI B KPOBU CHUKACTCS B
pe3ynbTaTe:

1) yckopeHUs MOCTYILICHUS TIFOKO3BI B KIICTKH;

2) TOBBIIIEHUS HCIIOJIBb30BAaHUS TIIOKO3bI KJIIETKaMU 3a CUeT:

— aKTUBUPOBAHUS W WHIYKIIUU CHHTE3a KIFOYCBBHIX (PEPMEHTOB TIIUKO-
nu3a, TeHT030(0chaTHOTO MyTH;

— MOBBIIICHHUS CUHTE3a TJIMKOTE€HA 32 CUeT aKTHBHPOBAHUS TIUKOTEH-
CHHTA3HI (OJHOBPEMEHHO MHCYJINH HHTHONpPYET MMKoreH(ochopuiazy);

— TOPMOKEHHS aKTUBHOCTHU KITIOUEBBIX (DEPMEHTOB TIIIOKOHEOTCHE3a.

Jpyrue TopMOHBI, KaKk MPaBWIO, CIOCOOCTBYIOT YBETHUEHHIO COJEpKa-
HUSI TJIIOKO3BI B KPOBH.

I'nioxazon v adpenanun TPUBOJAT K POCTY YPOBHS TIIOKO3HI B KPOBH
MyTeM aKTHBAIUY TIMKOTEHOJM3a B TIeUeHU (aKTUBHPOBAaHUE TIHUKOTEeH(OC-
(opunasel), oHAKO, B OTIMYHE OT AAPEHAIMHA, TJIIOKArOH HE BIHSET Ha
riukorerdocdopuinazy meimi. Kpome Toro, riitokaroH akTUBUPYET TIIIOKO-
HEOreHe3 B IEYEHH, CICICTBUEM Yero TakkKe SBJSETCS yBeIMUCHHE KOHIICH-
TpAaIHH TIFOKO3EI B KPOBH.

T'niokokopmukouowt, yCKOpsisi KaTaboJu3M OCIIKOB, CIIOCOOCTBYIOT ITO-
BBILICHUIO YPOBHSI TJIIOKO3bI B KPOBH 32 CUET CTUMYJISIIIUH TITIOKOHEOTeHe3a.

T'opmon pocma BbI3bIBacT yBEIMYCHHE TIIMKEMUHU OMOCPEIOBAHHO: CTHU-
MYJIUpYsl pacnaj JHIHAOB, OH MPUBOAWUT K YBEIMYCHUIO YPOBHS >KUPHBIX
KHCJIOT B KPOBH W KJIETKaX, CHMXKAsi TEM CaMbIM MOTPEOHOCTh MOCEIHUX B
TJTIOKO3eE.

[Tpu HOpMAaTBLHOM YPOBHE TIIIOKO3BI B KPOBHU TIOYKH MTOTHOCTBIO ¢ pead-
copOupyIoT, 1 B MO4e OHa He ompenesseTca. OAHAKO eclu TIUKeMHUs Ipe-
BbImaeT 8—10 MMOIB/1 (ITOYEUHBIH TOPOT), TO TOSBIAETCS TIIOKO3YPUS.
IIpy HEKOTOPHIX TOPKEHHUSIX MOYEK TIOKO3a MOXET OOHAapyKHBaThCS B
MOuYe ¥ IIPH HOPMOTITHUKEMHH.
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2.4. O6MeH M08

2.4. O6MeH IUIINI0B

DyuKyuu 1UNUI08:

1) 3amac MATATENBHBIX BEIIECTB M SHEPTUH;

2) 3amuTa KIeTOK U OpraHu3Ma.

Ilpespawienue nunuooe 6 ;KKT

[MumeBple TUMUAIBI B KEITYAKE 3MYJIBTUPYIOTCS C YYaCTUEM IKEITYHBIX
KHUCJIOT U COJSHOM KHMCJIOTHI. Pacr[a):[ JIMIINIOB HAYHMHACTCSA B KHIIICYUHUKE
mox nmeficteueM GepMeHTOB — numa3. OOpa3yIoNIHics TIUIIEPOII JIETKO Bca-
ceiBaetcs, a KK mepeHocaTest B KOMILIEKCE € KETIYHBIMHA KUCIIOTAMH.

TpancropTupyloTCsl B KOMIUIEKCE ¢ OelkaMu, o0pa3sysl Junonpomeuo-
Hble Komnaekcol (Tabn. 2.5), KOTOpbIe MPEICTABIISAIOT OO0 OKPYTIIbIC Ya-
CTHIIBI, TOBEPXHOCTH KOTOPHIX THAPOGMILHA Oarogaps ciowo (ochommmm-
JIOB ¥ OENKOB, a BHYTPH — TUAPOPOOHast 001acTh, B KOTOPOH HAXOIATCS

HCIMOJIAPHBIC JIMTTUABI.

Tabauya 2.5
Jlunonporeunanbie kommiaexcsl (JIIT)
Xapaxrepu- JITIOHIT JITTHIT } JITIBIT §
Xunomukponsl |(JIIT ouenb Hu3-| (JIIT Huskoit | (JIII BIcOKOM
cruka JIIT o
KOH TUIOTHOCTH)| TUIOTHOCTH) TJIOTHOCTH)
Cocras, %
benku 2 10 22 50
Dochomunuasr 3 18 21 27
XonecTtepon 2 7 8 4
D¢upsr XC 3 10 30 16
TAT 85 55 7 3
DyHKIUU Tpancnopt sx30-| Tpancnopt nu-|Tpancnopr XC|Tpancnopr XC

T'CHHBIX
J0B

JIMIIU-

IIHJIOB, CHHTE3H-
PYEMBIX B Iede-
HU

B TKaHH

13 TKaHEH U npy-
rux JIII B me-
JeHb

Mecto o0pazo-|Onurenuii ToH-|[IeueHb Kposb B neuenn —

BaHUs KOT0 KHIIEYHU- (w3 JIIIOHIT)  |JITIBII-nipeamie-
Ka CTBEHHUKH

Juametp, HM > 120 30—100 21—100 7—15

IInoTHOCTB,

/M 0,92—0,98 0,96—1,0 1,0—1,06 1,06—1,21

JIIOHII u JITHII sBnstoTCS aTepOreHHBIMH KOMIUIEKCAMHU («IJTOXOH
xoJnectepoin»), B To Bpems kak JIIIBII ateporenHocTsio HE 00amaeT («xo-
POIINI XOJIECTEPOI»).

Ilpespawienusn nunuoos é Knemkax

YacTh MpoayKTOB paclaja JUIUI0B UAET Ha CUHTE3 MpoToIIa3MaTnye-
CKUX JIMIIUZIOB U JIMIUIOB aAUMIOLUTOB (KUPOBasi TKaHb, 3a11ac).
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2. Buoxumusa merabomsma

XoJecTepoll pacxoiyeTcs Ha CUHTE3 TOPMOHOB, JKEIYHBIX KUCIIOT U BU-
tamuHa D.

ApaxuaoHOBas KUCIOTa U APyTHe @-3 U @-6 UPHBIC KUCIOTHI — CHH-
T€3 TOPMOHOB 9UKO3AHOUOO8.

Wznumky — nu0o0 yTUIM3UPYIOTCS B IIEYEHH, MO0 3aracaroTcs B XKU-
POBOI TKaHMU.

BrocuHTe3 KeTUHbIX KMUCIOT

[IpoTrekaeT B meyeHu U3 XojecTeposia.

3nauenue:

JKemunple KUCIOTHI YYacTBYIOT B IUIICBAPCHUM JIUIHJIOB, SIBISSICH
AMYJIbraToOpaMH, ¥ aKTHBHPYIOT MaHKPEATHUYCCKYIO JIUMa3zy. B cuHTe3e sxemy-
HBIX KHCJIOT BBIICTISIIOT CIEAYIONINE CTaANN:

1. TumpokcuarpoBaHKUEe XOJECTEPOIia C 00pa3oBaHUEM 7,a-THUAPOKCHXO-
jectepoia.

2. ObpazoBanue MO0 XOJIEBOH, MO0 TE30KCHXOJICBON KHUCIOTHI B BUIE
akTHBHEIX anuiaoB ¢ HSCoA.

3. Konbroraius ¢ TJIUIMHOM U TayPUHOM — OOpa30BaHUC HEPEUUHBIX
JcenunvIX Kuciom (IApHBIX).

4. TlepBUYHBIC XEIYHBIE KUCIOTHI — B KelM4b. B KuieuHnke — Je-
KOHBIOTALIUS B 00Pa30BaHUE GHMOPUYHDIX HCETUHBIX KUCTOM.

Hapymenne xemdeoOpazoBaHusl WK TMOCTYIUICHHS JKETYH B KUIIEYHUK
MPUBONT K HAPYIICHUIO PACHICIUICHUS KUPOB M, CICIOBATEIBHO, K BBIIC-
JICHHIO KarleJib )KUpa ¢ KajioM (cTeaToppes).

]\ADH H"

7a -rHIPOKCHIeHa3a

HO’ HO 'OH

Ta-ruipoKcuxoecTepost

XeHo1e30KCHX0IHI-CoA

xomma-CoA
HO OH

aypuH l

HO' 'OH + T4
+ FMLIHH K‘
- HSCoA «)/ HSCoA O

20 S - TJIMKO- U Taypo-
R ‘r‘('m" Eitrsoun xeﬂonesoxcnxolnesme KHCJI0THI

JCKOHbIOranusa B KHIICYHUKE
TaypoxoJieBasi KHCJIOTA

/

IJIMKOX0JIEBasi KHCIOTA

"lCKOH'bIOI"ﬁl[Hﬂ (//0
B KHLIEYHHKe “on
OH
HO’
J1e30KCUX0JIeBasi KMCJI0Ta JIMTOXO0JIEBASI KHCJI0TA
(BTOpPHYHAS KeTYHAS KHCJI0TA) (BTOpHYHAS JKeTUHAS KHCII0TA)
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Karabousm aunmmos

Okucnenue 2iuyepuna:

NAD® NADHH' //0

CH,—OH (EHz*OH (‘ij
CH—OH CH—OH CH—OH
CH,;—OH ; \: CH,—O0—PO;H, CH,—0—PO;3H,
AT® Al®
TJIMIePUH dIraA

3-dochoraunepun

rJmKoJaun3 TJIKOHEOI'€eH

OKucnenue HeupHvIxX KUCTIOM:
Bo3moxHO a-, [ (ochosnoe) n y-oxucnenue KK.

[-oKkucnenue y3cupHeix Kucaom (a3po6Hoe oKucieHue 1unuodos)

3nauenue: >nepreTudeckas QyHKIUS.

3akirodaeTcs B MOCIEI0BATEIEHOM OKUCIEHUH IO [f-yTIepOAHOMY aTo-
My H OTIICIJICHWH AByXyriepoaHoro ¢parmenta B Buae CH;-CO-SCoA,
koTopslit moctymnaeT B L{TK.

Henocrarok:

JUis OKHCIIEHUS KUPHBIX KUCIOT TpeOyeTcst 60JIbIIoe KOJIMUECTBO KHUC-
jopoza.

Bxutowaer craauu:

1. Axtuanus JKK (B muto3ome):

AM® + H,P,0;

/() ATD //()

2

R—CH,—CH,— + HSCoA LZ» R—CH;—CH,—C, + H0
C\OH muoxkunasza SCoA

2. Ilepenoc aruin-CoA B METOXOHJIPHIO C TIOMOIIBIO KApHUTHHA!

Uumao3oib

0] +
7
_ _ + (CH3)N-CH—CH-CH,-COOH
R-CHy—CHy C“SCOA

+
(CH3)N-CH;—CH-CH-COOH + HSCoA
H MUmoxox. o

KAPHUTHH O:é—CHz—CHz—R
AUWIKAPHUTHH

Cunres KapHUTHUHA IPOHUCXOAUT B IICUCHU!

3 SAT

3 5AM CH;
Lys == NH,—CH;—CH,;—CH,;—COOH CH;—N—CH;—CH;—CH,—COOH
Y-aMuHOOYTHpAT CHs v GyrupoGerann
+0,
CH}\
. CH3*N*CH2*‘CH*CH2*COOH
CH; OH
KapHumuH
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2. Buoxumusa merabomsma

3. CobOcTBEHHO ﬂ-OKI/ICJ’IeHI/IG HUACT BUTKAMU, B KaXKIOM BHUTKC YCTBIPC

peaxkuuu: AeTUIPUPOBAaHME, THApPATALUs, OKUCICHHE THAPOKCUTPYIIIBI (1e-
TUAPUPOBaAHKE) U THOJIA3HBIN pacna.

BUTOK [-OKHCIeHUS

0
CH3<ECH2 CH_ CH—C/

122

0
CH34ECH2 CHz—CHz—C/SCOA

FAD
auun-CoA-JII

FAD H,—> JILI®, 2AT®

_0
CH34ECH2 CH_CH—C/ SCoA ’mpaﬂc-euouﬂ-CoA

enoun-CoA- l+H20

oecuopamasa

CH3;—CH %H C(%{ C/O P-OH-ayun-CoA
< L CH2 n |l 7S CoA

OH

+

NAD
P-OH-ayun-CoA-/1.

NADH+H" —» JIII®, 3 AT®

B a 0
CHS‘ECHa,ﬁ%CHz_C::SCOA SPrkemo-auun-CoA
n
(0]

muoJjiasza l + HSCoA

KeroHoBBIE
y@&“’, Tena
_0
CHy—fCHpf—CZ _  + CHy—CZ > WK
n SCoA SCOA\ Tipyrue
HOBBIH FAD peaximu

BHUTOK
FAD H, — JlI®, 2AT®

"SCoA

I



2.4. O6MeH M08

[Ipumep f-oxucneHns NaTbMUTHHOBOW KUCIIOTHIL:

nanomumoun-CoA

CH «ECH CH,—CH c//O
3 2 »—CHy—

BUTOK 12 *SCoA
B-oxucaenns

o ~
H H CH,»—CH,—C* + CHs—C7
C 3{(: 2 10 2 2 C%S(:OA %SCOA

/O //O
CH3JECH2 ; CHZ—CHZ—C;SC0A+ CH3—C%SC0A

w

/O //O
CHy—{-CH; T T M= Cagcon

4O<' P CH— 20
- + —
CH3{CH2 ; CH—CH—CZ -+ I Clga

0< O + CHs—C?
< 3 -
CH3—ECH2 ] CH,—CH—CZ, . “SCoA

0 °<. 20 7
CH3— CH27CH27C%SC0A + 3 “SCoA

7°<< CH c//O CH c//o
TTUmGCoA T ™SCoA

Hroro cymmapHo:

0
CH3—(CH2)14—CiSC N 7FAD + 7NAD' + 7H,0 + 7 HSCoA —»
o

0
— > 8 CH—CZ + 7FAD Hy + 7 NADH H'
SCoA

I/IJ'II/I, €CJIK C YUYCTOM aKTHUBAIIUU B HUTO30JIC,

_0
CH3—(CH2)14—CT  + 7FAD + 7NAD" + 7H,0 + 8 HSCoA + AT® —>
OH

o]
> § CHy—CZ + 7FADH, + 7TNADHH' + AM® + H,P,0,
SCoA

Ocobennocmu f-oxucnenus nenacovijennovix KK

Wnet 06b1aHbIM 06pa3oM 10 MeCTa MEPBOM TBOWHON CBSI3H.

B 3aBucumocTH OT cuTyaruu ganee AeHCTBYET OJTUH U3 IBYX (DepPMEHTOB:
1) enomn-CoA-m3omepasa;

2) enomn-CoA-smnMmepasa.

123



2. Buoxumusa merabomsma

Ipumep oeticmeus enoun-CoA-uzomepa3svl:

/\/\/\/E/\/\/\/\C//O
0 9 ™SCoA

18

3 eumka f-oxucnenus lu

2
P g ¢ 3,4-yuc-enoun-CoA
4 C

12

2
12\/\/\/\/\/\ C::O 2,3-mpanc-enoun-CoA
SCoA

enoun-CoA-cuopamasa l+ H0

_0
SCoA
l OH

oanee [-okucnenue

Tlpumep oeticmsus enoun-CoA-snumepasol:

14 11 8

- -

20 “u,
SCoA
120:3(8z,112,14z) |

3 eumka B-oxucnenus l“

- - -

enoun-CoA-eudpamasa l*’ H0 oH

o “SCoA

l

oanee [-okucnenue
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2.4. O6MeH M08

Ocooennocmu -oxucnenusn KK c neuemnvim konuuecmeom C

HADHS® KACNOTH!
C HEMETHIIM YHCIOM
ATOMO8 YIMepaaa

Peaxymnm
P-oKHCNEHMR

n AueTrun-SKoA
KapGoxcunaza ,
O3
Buomun .
CHy-CHz-C-SKOA — TH o+ COOM-CHz-CHy-C-SKoA
N
€Oz are "
NponuoinN-SKoA AfQo+®y  Memanuancwan-SKoA Cyxupman-SKoA,

ad-OKUCJIeHUe HCUPHbIX Kuciom

3aKIII0YaeTcsl B OKUCICHHUH N0 (-YTJIEPOJHOMY aTOMY M MOCIEIYIOIIEM
JIeKapOOKCUIIMPOBAHUY.
He cesizano c evipabomrou ATD

NAD" NADHH"'

0} O
a Y7 oKcuzenasa 3
OH OH

OH

0 a 0
2 OKCuzeHasa R—CH v
—— R—CH,—C— — o —CH—C

@-OKUCJIeHUe HCUPHbIX Kucjom

CTaHOBUTCS 3HAYMMBIM B CJydYae, KOrja [-OKHCIICHHE HEBO3MOXKHO IO
KaKAM-TH00 MpUYrHAM (TaToNoTHs (PEPMEHTOB, OTCYTCTBUEC KAPHUTHHA M
mp.). 3aKo4yaeTcs B OKMCIEHHH XBOCTOBOTO aToMa yriaepoaa (o-C) ¢ naib-
HEUIINM [-OKHCIICHUEM O0pa3yromeicss TUKapOOHOBON KHCIIOTHI cpa3y ¢
JIBYX CTOPOH.

(O] //0
CH3—(CH2)n—C\OH

cit P450

0
HO—CH,—(CH,)
" C\OH
O]
o)
(0] Y/
N 2
C—(CH,)
" C\OH

I-I(/B—IOI l 0

- CH C//
—
NSCoA

0 (o) o

(0] Y x 7
[ 2 \C—(CH Ya—
__(CH unu 2
c—(C 2}-6—C\ C\ H

H H(/

cy0epHHOBast KHCJIOTA aIMIMIHHOBAS KHCJIO0TA
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2. Buoxumusa merabomsma

CyOeprHOBas U aqUITUHOBAS KACIOTHI BBIBOISATCS C MOYOM.
OOMeH KeTOHOBBIX TeJl

OO6pa3yloTcst B TICYEHU B CIy4ae MHTEHCHBHOT'O pachaia >KUPHBIX KHC-
JIOT. DTO MPOUCXOANT, KOT/Ia B OPTaHU3ME MPOIIECCHl SHEPTOCHAOKEHHS T1e-
PEKITIOYAlOTCs C YIJIEBOAHOTO Ha JUMHUAHBIN 0OMeH (ToJIoaHue, caxapHbIi
muader).

K KeTOHOBEBIM TellaM OTHOCSTCS TPU COSAWHEHUS: alleTOYKCYCHas U [-THI-
POKCHUMaACIIAHaA KMCJIOTEI U allCTOH.

Auemoykcycnaa u f-cudpoxkcumacnanas Kucionmsl — CUHTE3UPYIOTCS
B [I€YEHHU, TOCTYNAIOT B KPOBb M UCIIOJIB3YIOTCS TKAHSAMH KaK JTOMOTHUTEb-
HBII UCTOYHMK 3HEPrUU. TPaHCIOPTUPOBKA 3TUX KUCIOT BBI3BIBAET CHUXKE-
Hue pH kpoBu — kertoaruao3. [IoaToMy 4YacTh aleTOyKCYCHOM KHCIIOTHI
(ametoaneraTa) noasepraeTca He)epMEHTATHBHOMY J1€KapOOKCHIMPOBAHHIO
¢ 00pa3oBaHUEM ayemoHd, KOTOPBI BBIBOAUTCS C MOYOi. B HOpMe ypoBeHb
KETOHOBBIX TeJl B MOYe He TpeBbimaeT 50 MI B CyTKH.

Cunme3s KemoHogvIx mein:

(0]

[l (0
2 H3C—C//O _THOTA3A - HyC—C—H,C—CZ + HSCoA
“"SCoA SCoA
aneroameTu-KoA

H;C—C7 =7 A
TS CoA i
OH o |
HOOC—HZC—é—HzC—C:: |
| SCoA '
CH; ;
B -ruapoxcu-p—mernarayrapmi-KoA i
I'MI'-CoA-nua3a
o :
HOOC_H,C—C—CHy, + HiC )
_ — C— 3C—
N 2 3 ™SCoA
HAJIH+H ameroamerar
HAJL -CO,
i
oH H;C—C—CH;3
HOOC—H,C-CH-CHj -
B-ruapoxcuMaciisiHasi KHCJI0Ta 6 Kposu
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2.4. O6MeH M08

Hcnonvzosanue kemonoevlx mejl mKaAHAMU (KpOMC He‘IeHI/I)Z

NADHH® NAD'

CH3;—C—CH,—COOH = \ CH3;—CH—CH,—COOH
(H) B-ruapoxcudyrupar-Ar H
ameroameraT B-ruapoxcuMacisinast
KHCJI0TA
cykuuHuI-CoA- cykuunui-CoA
aneroauerar-CoA-
TpaHcdepasa
CH,—COOH
CH,—COOH
CYKLMHAT
4
H3CfoH2CfoAO S ISOR L mec?
8 SCoA THOJI232 *SCoA
aneroaneTwi-KoA
OTK

Bbuocunres JKUPHBIX KNUCJIOT

B yumosone moryt cunresupoBarbes HacwieHHbie JKK ¢ atTomamu yr-
nepona a0 16 (mpeuMyIecTBEHHO MaJIbMUTUHOBAS KUCIOTA). B mMumoxon-
OpusAx BO3MOXKHO NanbHEHWIee HapamluBaHue mernu u oOpaszoBaHue KK c
Oonee mMHOW Lenbio. B sHpomnmazmarndyeckom peTukyiayme (IP) Hachl-
mennble JKK mpeBpamiatoTcst B HeHACHIIIEHHBIE, TAK)KE€ BO3MOXKHO YAJTUHE-
HUE YTIIEPOIHOM 1emy.

Omauuue 6uocunmesa om OKUCIeHUA:

— MpolEeCC MPOTEKaeT B IUTOIIa3Me KIETKH;

— uzer ¢ norpedieHrneM >Hepruu 3a cuet ATO;

— tpebyer HAJI®H H', xoTophlii oOpasyeTcs B HeHT030(oc(haTHOM
My TH OKUCIIEHUS TIIFOKO3BI WX TIPpU padoTe MalnuK-(hepMeHTa;

— He0OXOIMMO «CTapTOBOE» coennHeHne — MaNOHUI-CoA.

Buioenatiom uemewipe smana d6uocunmesa KK:

1. Obpaszosanue ayemur-CoA w3 nmupysara (TITIOKO3HEI).

2. llepenoc ayemun-CoA u3 Mumoxonoputi 8 yumoniasmy B COCTaBe JH-
MOHHOH KUCJOTHI (uuTpara). [loctynarommii u3 MUTOXOHIPHUNA UTPAT B LIU-
to3oie pacmeruistercs ATO-murpar-nmazoit o YK u anetmn-CoA.

3. Obpaszosarnue maronun-CoA n3 anetnin-CoA (ametnin-CoA-kapOoKcH-
na3za, MyJIbTU(EPMEHTHBIH KOMIUIEKC U3 TpeX ()EPMEHTOB).

4. Cunmes nanomumunogoli xuciomsl. OCyIIECTBISICTCS MYJIbTH(Ep-
MEHTHBIM KOMIUIEKCOM «CUHMA3A JHCUPHBIX KUCIOmY (CHHOHUM — TTaTbMH-
TaTCHHTAa3a), B COCTaB KOTOPOT0 BXOJAUT IIECTh ()EPMEHTOB U allijI-NIEPEeHO-
csmuit 6emok (AlIb).
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2. Buoxumusa merabomsma

Ilepenoc auemun-CoA uz mumoxonopuii:

MWaapann

wocnora  ———  CHETes TAD
rniokoaa i kmHea0T Tcunmaas KK
4 Manosean-S-Kolk
J ankoams ii;':::;f:x' c
AYemun-SCaA = X0 1: ;‘Zez 1a
nupyaam.‘_—- ManaT —— &:-lm);:;r;reu N AT@‘-HI}MPBM-;‘!U”G po- E{HmﬂBﬂJ b
Lumpam
3
< ( >
o
h Y . MUIOXOHOPUA
Mupyeam —— Auewa-S-Koh Lijumpam v - P
Tt = = = e ORCANGALETAT Maoustpat
UTK T iy
Mumoxonopusn
o CHy-COOH
HyC— (7 + HOOC—HC,— ﬁ—COOH + H0 ———> HO—C—COOH  + HSCoA
3 “Ua
SCoA 0 CH,-COOH
myK yumpam
Humo3ons
CH>—COOH AT®:yumpam
HO—C TCOOH e o+ TN e+ mypo
i + + L
CHy-coOH HSCoA T AT® 7= TG con 0=C—co0H s
2
npespauienue I[YK 6 IIBK:
NADH H* NAD" NADF* NADFH H*
{Hr-coon {Hz COOH CH;—C—COOH + CO,
—C—
0=C—COOH  majar-illl’ HO—CH—COOH MaJIHIR- i
LYK MaJjar epment IIBK
Oopazosanue manonun-CoA:
anermii-CoA-
KapOokcHiIa3a o
Y 6
HiC(? + €Oy + AT® — 01O H00C- B el + AJI® +H;POy
*SCoA SCoA

MajgoHuI-CoA
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2.4. O6MeH IUNNACB

Cmpoenue Myﬂbmud)epmeumﬂozo KOmnjiekca — «Curmasa HCcupHsvlx
Kuciaiom)

YOBEANHNLL

EHOWN-
peaykTasa
KeToaumn-
penykrasa

n-
nepeHo-
AL

Benok

\ PyHKUMOHANBHARA TPaHKUA
\ cy6

\ KeTtoauwn-|
CUHTA3A

TpaHc-
auunasa
AHC-

nepem‘:-
CALLM|
Gesnok

Omna SH-rpynma mpuHaUIEKUAT HS
IUCTEUHY, ApyTras — MPOU3BOTHOMY
MAHTOTEHOBOH KUCIOTH (ocdomnan- HS
TOTCHHY):

OIHOBPEMEHHO HUJET CHHTE3 HS
nByx moiekyn JKK. Ha cxemax mo-
Ka3bpIBAIOT YIPOLIEHHO — TOJBKO
oxnoii JKK. HS

AneTwipHBIN ocTarok nepeHocutes Ha SH-rpyrmy Cys, a MaTOHIIBHBIN —
Ha SH-rpymmy AIIB.

CwuHTasa Hs

HKUPHbIX 8
Kucnot HS
1
HSKoA

CH3-C-S

NADPH+H*

HSg
H:;C-CH=CH-(;.‘I—S
o

6 NADP*

HS
(BoccranoBnenne) %
CH3-C H2-CH2-CI:‘-S

¢

CH3-CH2-CH2-C-S LI LMK |

HSKoA

TVed

Q
I
W

&9

00

HOOC-CH2-C-8

CO2

NADPH+H* o
CO»2
NADP*
CH:;-CHQ-CHz-ﬁZ-CHz-C-S%

ST

(Konpencauun)

H;;C—ﬁ—CHz—
O

O

-S

£0=
I
(2]

(Boccranoenenne)

-5

e

H3C-FH-CH2-
OH

wnmo=
T
N
o]
[e]
O=
- ———

(Jdernaparauun)

\J
H20 I'moscTepasa
E

IaabMmurar
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2. Buoxumusa merabomsma

ﬂ ?I OTH peakuuu MOBTO-
CH}—C—S— E 141 HOOC7CH2—C757 E p}IIOTCﬂ CceMb pa3
AueTwi, CBSI3aHHBIN ManoHws, cCBSA3aHHbIA HCHOHBSyeTCSI 1 are-
¢ hepmeHTOM ¢ (hepMeHTOM
l - Tun-CoA u 7 MaJlOHMII-
OHOeHCcauusa
CoA, 4to06s1 00pazoBaTh
l BoccTaHoBJIEHHE MaJbMUTHHOBYIO KHCJIO-
l Jlermaparamus Ty (C-16)
l Boccranosiienue
i
CH,—CH,-CH,—C—S—E byrupun-E

Cymmapno
0 ) .
H3C—C., + 7 HOOC— Hzc_c/:u +14 NADFHH® 5
SCoA SCoA

—» Cy5H31COOH + 7CO; + 6 H;O + 8 HSCoA + 14 NADF*

YonuHeHue HcupHOil KUCI0Mbl — 3J10H2aY Us

Vnnmnenne XKK Ha3biBacTcs 210H2ayueil.

Jua xaxxmoit mmmab! XKK cymiectByrot cBou anmonrassl (16—18, 18—20,
20—22,22—24).

OCHOBHOM TPOIYKT SJOHTAIlMU B TICYCHH — CTEAPHUHOBAS KHUCIOTA.
B nHepBHBIX TKaHMX 00pa3yroTes KK ¢ mmuaHON nenpio (C = 20—24), HeoO-
XOJIUMEBIC JIJIST CHHTE3a COMHTOJIUITAIOB HEPBHOW TKAHH.

OJoHTalMs TPOUCXOIAUT IMyTeM 00ABJICHUS JBYXYIJIEPOIHOTO (par-
MEHTa K KapOOKCHJILHOMY KOHILy >KHPHON KHCIOTHL B MukpocomambHOM
CHCTEME DIIOHTAllMU B KAueCTBE JIOHOPA JABYXYTIEPOTHON TPYMITUPOBKU HC-
moJis3yeTcss MaloHMI-CoA, a B MUTOXOHAPUATBHOM crcteMe — aneTmi-CoA.
YuHeHNe UACT aHAIOTUYHO CHHTE3Y MajJbMHUTATa, HO JKUPHBIC KHUCIOTHI
cBsa3annl He ¢ cuaTason KK, a c HSCoA

o) +
4 NADFH, NADF
HOOC— H,C—-C
//O/\z ™ SCoA 0 N

v
CsH31—C > CisH3—C—CH;—C
5 coA - CO,,-HSCoA iy "*SCoA
NADFH, NADF*
(0]
2 - H,O 7
_CH- _ ——>» Cy5H3;—CH=CH—
—> C5H3; (‘:H CH; C%SC()A 15H31 C%SCOA

OH

4
Ci5H31-CH-CH,—C.
—> (ysH3; R T

C18:0
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2.4. O6MeH M08

Oo6pa3soeanue 060liHbIX cés3ell — decamypauus

[Iponcxoaut B SHAOIUIA3MATHYECKOM PETUKYJIYME B MOHOOKCUT€HA3HBIX
peaKkuysxX, KaTaJu3HpyeMBbIX JAecarTypasaMd IPH y4acTUU MOJIEKYJISIPHOTO
KHCIIOpOJa.

HdecaTypa3sl yejioBeKa He MOT'YT JeliCTBOBAThH aaJjibie, yem C-9

//0 . Oecamypasza
CH3—(CH)n—CH;—CH,— (HO)—C, SC A+ 0O, + NADFHH @ ——mF—>
o

o
——>  CHs—(CHpn—CH=CH— (H,C);—C_, R NADF"
0.

Cunmes non UHEHACbIUIEHHbIX MHCUPHbIX Kucjiom

CoueTasi mpoIEeCCHl AJIOHTAIlMU U JIecaTypallii, MOXXHO CHHTE3UPOBATh
HeoOxoaumble kieTke KK, 3a HCKITIOUCHUEM JKUPHBIX KUCIIOT C XBOCTOBBIM
pacImonoKeHneM JBOWHBIX CBs3er (-3 U @-6). OgHAaKO, €CIIH UCTIOIh30BATh
B Ka4€CTBE MCXOIHBIX MMOCTYMAIOIINAE C MHUINEH JTUHOJIEBYIO U JTMHOJICHOBBIC
KHUCJIOTBI, MOKHO TIOTYYHTh U3 HUX U APYTHE MOJMHEHACHIIIEHHBIE KACIOTHI
rpynn -3 u @-6.

Cunmes apaxudorosot kuciomol (w-6):

o)
12 9 &
C18:2(9,12-z) S T NN N5 c0A

-2H i decamypaza

12 9 6 o
C18:3(6,9,12-2) """ T N NN
0 SCoA
- HSCoA l + O o
14 11 8 o
C20:3(8,11,14-z) > T N NN
( ) Sscoa
2H l decamypaza
14 11 8 5 &
C 20:4 (5, 8, 11, 14-z) = = = = ~SCoA
apaxunonar-CoA
Cunme3s scupuvix Kuciom -3 paoa:
15 12 9 P
C18:3(9,12,15-2) o~~~ S0
a-JIHHOJIeHosaA Kucioma
_2H l Odecamypasza
15 12 9 6 o)
C 18:4 (6,9, 12, 15-z) A N e N
0 SSCoA
- HSCoA l + CH37C;5C0A
17 14 11 8 o
C 20:4 (8,11, 14, 17-2) = = = = &
SSCoA
-2H i Ooecamypasa
17 14 11 8 5 v
C20:5(5,8,11,14,17-2) = = = = = Cscoa

TUMHOA0HAT-COA
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2. Buoxumusa merabomsma

buocunres TAI' u pochormmmepraon

BrocuHTe3 MHITUIOB HA OCHOBE TIMIIEPUHA MIPOUCXONT ITyTEM B3aHMO-
JICHCTBUS aKTUBHBIX TIUICpHHA (B BUE (OCHOPHIHPOBAHHOTO TITUIICPHHA)
1 KUpHBIX Kuciot (B Buae anmuia-CoA). B meuenu obpazoBanue pocdoriu-
[epuHa WJET HEMOoCPEICTBEHHO (OCHOPHIMPOBAHHEM CaMOI0 TIIMIEPUHA
nmoJl AeWCTBUEM (epMeHTa enuyeponkunasvl. OIHAKO B KUPOBOW TKAHU H
MBIIIIAX 3TOr0 (epMeHTa HET, MOITOMY TaM (ochOoTIuIepruH oOpasyercs
BOCCTaHOBJICHHEM Tpuo3 riaukomm3a — DA wm OPI'A mox neicTBreM
enuyepoaghocghamoecudpocenasvpi pu U30BITKE TIHOKO3EI. BHavane oOpasy-
ercs ochaTumHas KUCIOTa, KOTOpas MOXeT 0o mpeBpamiarecs B TAL,
m6o B apyrue dochormurepuapl. AMAHOCIUPTHI (XOJIMH, dTaHOJAMUH U
p.) BKJIIOYAIOTCS B cocTaB (HOCHONUMUIOB B BHIE AKTHBHOTO KOMILJICKCA C
LA®.

WHCcynuH aKTHBHPYET JUIOTeHEe3, TIIOKaroH M aJpeHaIMH — WHTUOH-
pYIOT.

_ 2III0K03a
CH,—OH CHz OH /
CH—on NADHH" c o] =
‘ N CH —OPi B MbIIIIAaX
CH,—OH ) i - I
POBOH TKAHHU
27 ’"uepo - CH270H Z'IMMEI}II -
B IeYE€HHU Kunaza H*OH docpam-JII
) CHz—OPl
/0
2 R—C7.
SCoA
K -2 HSCoA
/O
CHy—0—CZ
cH—o—c=9
R
CH,—OPi
a-ghochamuonan kucnoma
l - H3POy4
(0]
g
‘CHZ—O—C/\R
o ‘CH—O—CfO
R
>SCoA + I A®-x0mH
.HSCOA\) °A  CH,—OH Wﬁfm““

‘0/ JIeMTHHBI
cr—0—cZ Keda HHDBI 1 TIp.
CH—O—CéO

N
| R
CH—0—c=9
R
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2.4. O6MeH M08

O6meH xosecTepoJia

XomnecTeposl B OpraHU3Me YeJIOBEKa BBIMOIHSET CIEAYIONINE OCHOBHBIC
¢$hyHKUMH:

— BXOJIUT B COCTaB MeMOpaH, MOHIKAET MX TEKY4YEeCTh, YBEIHMUHUBACT
BSA3KOCTD; M3MEHS UX (DU3MKO-XMMUYECKHE CBOMCTBA, YIaCTBYET B PETyIIsi-
IIUU TPOHHUIIAEMOCTH MeMOpaH ¥ (PYHKIIMOHWPOBAHHS BCTPOCHHBIX B HUX
(hepMEeHTOB, PEIEITOPOB U IIEPEHOCUYHUKOB;

— W3 XOJIECTEpPHHA CHHTE3WPYIOTCS B OPraHU3ME JKEITYHBIE KHUCIIOTHI,
CTEpPOUIHbIC TOPMOHBI, 7-IETUAPOXOIECTEPUH, SBISIOIIUICS MPOBUTAMH-
HOM D;.

Pacnpedenenue xonecmepona 6 opzanuzme

B opranusme B3pocnoro yenoseka coaepxurcs 140—150 r xonectepo-
na, u3 HuX okoiio 90 % B cocTaBe rurazMarudeckux memOpan, okoso 10% B
KpPOBY (JIMIIOTPOTEUIHBIE KOMILIEKCH). B MeMOpaHax KIeTOK — CBOOOHBIN
XoJiecTepo. B NHMMUAHBIX KamisX IUTOIUIa3Mbl — 3(UPBI XOJECTEepoIa,
yarie Bcero ¢ onenHoBoit (C18:1) u nunonesoit (C18:2) kucnoramu. Itepe-
(bUIMPOBAaHHBIA XOJIECTEPOJT BBHIMONHAET TPAHCIOPTHYIO M PE3EPBHYIO
¢yakmun. OgHAKO HA IIACTHYCCKUE TICIIA UCITONIB3YETCsI JIUITh CBOOOHBIH
XOJIecTepo.

B kpoBu copeprkanue xoiaecTeprHa cocTaBisieT oT 3,6 10 5,2 MMOJIB/II.

Omepugpukayus xonecmepona

B kierkax stepudukaiuio XC katanuzupyetT AXAT (Aunun-CoA: anui-
xoJecTepuHTpancdepasa):

A)\AT
H RCO~SCoA HS»COA

Xonecrepon Arnn-CoA

AUWIXonecTepon
(atbup xonectepona)

B xpoBu B JIIBII atepudukaius xonecrepona HIAST MOJ ICHCTBUEM
JIXAT (nenmTrH:X0NecTepoIanmiITpaHcepashl):

JIXAT

Jleyumux:xonecmepon- o
auyun-mpaHccepasa 1
HO' 5 Ry—C—0 g

6
Xonecrtepon / Odwmp xonecrepona

Tuz—og%—m THZ—&—R1

CH—OC—QC—RZ Ha CH—OH Hs
+ +
CHy—0—(P)—0—CH—CHa—NE-CH CHy—0—(P)—0—CHy—CHy—NE-CH
2—0—(F)—0—CHp—CH2 N=-CHy ,—0—(P) 2~CHz=N-CH3
CH3 CH3
docaTmannxonuH JluzochocaTnamnxonuH
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2. Buoxumusa merabomsma

Oobwaa cxema oomena xonecmepona:

O6pasosaHue poHga
X0NecTepona B opraHMsme

MocTynnenue c nuuiei CuHTtes u3 auetn-CoA
0,3-0,5r nol0r
! 1
KneTtkn —90-93% %{ Xonecrepon:sceros opraHu3me 140 }H JlvnonpoTenHbl
(B ocHoBHOM nAasmbl KPOBU
MemBpaHbi) 7-10% (<200 mn/gn,
LT <5,2 mmonb/n)

JlunonpoTenHbl KPOBK |
| P P | "y'I'M MCNoNb30BaHWUA U BbiBEAEHMA ‘

BeiBepgeHue ¢ CuHTe3 BoiBegeHue ¢
dekanuamu BUTaMuHa D; || KOXHBIM canom
0,5-0,7r go 10 mr po0,1r

buocunmes xonecmepona

HcTounnkoM Bcex aTOMOB yriiepoJa B MOJIeKyJie siBisieTcs aneTui-CoA,
MOCTYTAIOIINI B COCTaBe IIUTPaTa, KaK M MPH CHHTE3€ )XUPHBIX KUCIOT. [Ipn
OnocuHTe3e xonecteposa 3arpadnBaercs 18 monekyn AT u 13 moraekyn
HAJI®H.

OO6pa3zoBaHue X0JecTepoia UACT B OOJIBIIOM KOJTHUIECTBE (hepMEHTATHB-
HBIX PEaKLHUil, KOTOPbIE MOXHO CIPYNIIUPOBATH B HECKOJIBKO ATAIIOB:

1. CunTe3 MeBaIOHOBOU KHUCIOTHI (MeBajoHara) C-6 (IIUTO30J1b):

A NADHH* NAD*
o +CH=Cogon é C”O —>\_/
2CH—C,  — CHC—CH—C,, HOOC-CH—(=CH—Cogron - HSCor
SCoA 6 SCoA Hs
aunern1-CoA aneroanerni-CoA B-merna-B-ruapoxcuriayrapui-CoA
OH
—_— HOOC—CHz—&—CHz—CHzOH
H3

MEBAJIOHOBAasl KHCJIOTA

2. Cunres ckBanera C-30 (IIUTO30I1b):

& e )\/va b oo =
HOOC—CH—C—CH—CHy0H — A% )\/\O_P oo — Y NAN0-P-0-P-0H T
&H3 H H H
MeBAJIOHOBasi KHCJIOTA repannanupogocdar (Cyg)
uzonpenuanupodocdar (Cs)

)\/\/k/\/k/\ _’+C‘5
O—P—O—P OH X X X

H ckBasieH (Cs)

¢papuesunnupodocpar (Cls)
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2.4. O6MeH M08

3. Hukmuzanws ckBajieHa u oopazoBanue xonectepona Cy;HyO (MuKpO-
combl OP):

ckBasie (Czg)

X0J1ecTepot

JIAHOCTEPO.I

Hapywenus 00mena xonecmepona BbI3bIBAIOT CIEAYIOMINE 3200ICBAHUSL:
1) >xeIYHOKAaMEHHYIO 0OJIC3Hb;
2) aTepocKiepos.

2.5. O6MeH 0e/IKOB M aMMHOKWC/IOT

OcHoBHas (yHKIUS OEIKOB — CTPYKTYpHAsl.

B otanume ot yriieBooB U TUMHIO0B OCIKH HE MOTYT PEe3epPBUPOBATHCS!

«Pe3epe» — Bce PpyHKIMOHATBHBIE U CTPYKTypHBIE Oenku. OcobeHHO
OCJIKM MBIIIEYHON TKAaHU (TaK KaK MX MHOTO).

C TouKkH 3peHUs TOTHOIICHHOCTH OEJIKOB, TIOCTYMAIONIUX C THUIIEH, MOXK-
HO BBIJICITUTD NIOJTHOIIGHHBIE W HETIONHOIICHHBIE OETIKH.

Ilonnouennvie denku:

— cofieprkaT Bce He3aMEHHMbIC aMHHOKHUCIIOTBI;

— COOTHOIIICHHE aMHHOKHUCIIOT B O€JKe aJanTHpPOBaHO K CYTOYHBIM IIO-
TpeOHOCTSIM OpraHH3Ma YeJIOBEKa;

— Genok criocoOeH nepeBapuBathes B KKT.

Ecnu omHO M3 3THX MpaBUII HAPYLIEHO — OENOK CUMTAETCSl HETOJIHO-
LEHHBIM.

Huweeapenue denxos

B XKT numessle O€IKH IMOABEPTAIOTCS THAPOIW3Y IO ICHCTBHEM
NPOTEONUTHYECKUX (hepMeHTOB (Tabdid. 2.6) 10 aMUHOKHUCIIOT, KOTOPBIE BCa-
CBIBAIOTCS U C TOKOM KPOBH IMOCTYIAIOT B TI€YECHb, 3aTE€M B TKaHH, TIE pac-
XOAYIOTCSI HAa CHHTE3 OeNKOB OpraHm3Ma, ()epMEeHTOB, TOPMOHOB, OHOTEH-
HBIX aMHHOB.

DyHKyuu CONAHOL KUCTIOMDBL 8 NEPEBAPUBAHUU DEIK06

ConsHas KucloTa cuHTesupyercs u3 moHoB H' u CI' B 00OKIaJ0UYHBIX
KIICTKaX KeIyIKa:

— JieHaTypanus OCIKOB IHIIIH;

— OaKTepUIUAHOE JICHCTBIE;

— MpeBpalleHre HEaKTHBHOTO TIETICHHOTEHA B aKTHBHBI METICHH;

— cHmwkeHue pH >xemymodnoro copep:kumoro mo 1,5—2,5 u coznanue
orntumyma pH mist paboThI ercuHa.
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2. Buoxumusa merabomsma

Tabauya 2.6

IIporeonurnyeckue pepmentsl AKKT

®depMmeHT

AKTHBaIMS U JOKaJIU3aLUs
B XKKT

Ontumym pH

XapakTepucTHKa

Onoonenmuoazvl (MPOTEHHA3bl) — PACLICIUIIOT BHYTPEHHUE NENTHIHBIE CBS3H.

Bruigenstorcss B HEaKTUBHOM BHie — 11 3aiuThl 0ekoB KKT

Ilencun HeaktuBHas ¢opma mnencu-|pH =1,5—2,0{nuaponansyer mnenTuaHble
HOTEH — CIIM3HCTas 000J104- CBSI3U, 00Opa30BaHHBIE aMH-
Ka JKeITyIKa. HOTPYyMIIOW  apoMaThye-
AKTHBamusg — YaCTUYHBIN cknx AK
npoteonu3 (-42 a/k ¢ N-KoH- X-Phe, X-Tyr
I1a) — TOJIOCTD JKETyIKa.

ITox Bimsuuem HCl u camo-
ro MerncuHa (ayTokaraims)

Tpuncun |HeakTtuBHast ¢opma Ttpuncu-| pH=7—=8 |[[maponusyer nentuaHbie

HOT'e€H — IOJPKeITyI0YHas JKe- CBsI3M, 00pa30BaHHBIE Kap-
nesa. OOKCHIIBHOW TpyHIION ap-
AKTHBamUsT — YaCTUYHBIN TMHUHA 1 JIN3UHA
nporeonns (-6 a/k ¢ N-KoH- Arg-X, Lys-X
11a) — MOJIOCTh TOHKOH KHIIIKH.
Ilog BnusHHMEM B3HTEpONEN-
THJA3bl, BBIJEISIEMONW KIIET-
KaMH KHMIIEYHUKA U MOCIEy-
IOIINM ayTOKATaIN30M

Xumotpur- |HeaktuBnass ¢opma xumo-| pH =9—10 |[ugponusyer nenTuiaHbie

CHH TPUIICHHOTEH — TIOKEIy- CBsI3U, 00pa30BaHHBIE Kap-
JIOYHAs JKele3a. OOKCHIIBHOW IpyIIION apo-
AxTHBalUs — YaCTUYHBIN MaTHUYECKHUX  aMUHOKHC-
IPOTEONIN3 — IOJIOCTh TOH- J0T
KOIl KHUIIKM TOJA BIUSHHEM Tyr-X, Phe-X, Trp-X
TPHIICHHA

Onacraza |OGpasyercs u3 npooainacrassl| pH =9—10 [Tuaponusyer nentuaHbe

MO/ IeHCTBHEM TPHUIICHHA ITy-
TE€M YaCTHYHOTO IPOTEOIH3a
B IIOJIOCTH TOHKOH KHIIIKU

CBs13H, 00pa3oBaHHBIE Kap-

OOKCHWIIBHBIMH  TPYIIITaMH

TJIMLFHA WK alaHHHA
Gly-X, Ala-X

ODxzonenmudasvi (HeHTI/IIRBBI) — pacCIICIIAOT KOHLICBLIC IICTUAHBIC CBA3HU

AmuHonen- |Cuntesupyrorcs B kietkax| pH =9—10 (l'maponusyroT nentunHsle
TUIA3bI TOHKOT'O KHIIIEYHHKA CBSI3U CO CTOPOHBI CBO-
00/IHOW aMUHOTPYIIITBI
Kap6okcu- |Cuntesupytoress B nomkeny-| pH =9—10 |[TuaponusyroT nentuaHbie
HNEeNTUIA3bl |IOYHOH XKeme3e CBSI3U CO CTOPOHBI CBO-
60/1HO KapOOKCUTPYIIIBI
Junentu- |Cuntesupyrorcs B kierkax| pH=9—10 (lugponusyror  nentua-
Jla3bl TOHKOT'O KHILIEYHHUKA HYIO CBSI3b B AMMENTHIAX
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2.5. O6meH 6e/IKOB M aMUHOKUC/IOT

Oobwaa cxema 6e1K068020 00MeHa

Bce TkaHm comepikar OmpeneNieHHOE KOJIMYECTBO CBOOOJHBIX aMHHO-
KHCJIOT, U3 KOTOPBIX (opMuUpyeTcs 0OMEHHBIH (MeTaboMuTHBIH) QoHI aMu-
HOKHCIIOT OpraHn3Ma. DTOT (OHJ OYEeHb M3MEHUYWB, TaK KaK B OpTaHU3MeE
MOCTOSIHHO MIYT MPOLIECCHl CHHTE3a U paclaja aMHHOKHUCIIOT.

Ilymu nonoanenuss memaboaumuo2o poHOa AMUHOKUCTIOM.:

— aMWHOKHCIIOTHI, BCOCABIINECS M3 KHUIIEYHUKA B Pe3ylbTaTe IepeBa-
puBaHus ruiessx 6emkos (/3 poHna);

— aMUHOKHCJIOTBI, 00pa30BaBIIUECS IPH pPaclaje TKaHEBHIX OCIKOB
(pacnamaercs mpumepHo 400 r 6enka B CyTKH);

— CHHTE3UPOBAaHHBIE B TKAHIX 3aMEHIUMbIE AMHUHOKHCIIOTHI.

Ilymu pacxooosanus amurokuciom:

— CHHTE3 TKaHeBBIX OenkoB U nentuioB (mpumMepHo 400 T);

— oOpa3oBanne HeOEMKOBBIX N-comep Kanix BemecTB (ITypHHOBEBIE OC-
HOBaHUsI, KpEaTHHHUH, OMOTeHHbIE aMUHBI, (poconnumuIb);

— Pacxo0BaHUE HA CUHTE3 YIIIEBOAOB (TTIIOKOHEOTEHE3);

— 00pa3oBaHHe W3 AMHHOKHCIIOT HEKOTOPHIX META0OIUTOB JUIHIHOTO
obMeHa (KETOHOBBIC TEJa).

Wznuiex aMUHOKHCIIOT MOJIBEPraeTcs IOJHOMY pacmany. BHauane mpo-
UCXOMAST TIPOIECCHl JIe3aMUHUPOBAHUS WM TPEBPAIICHUS OCTAaTKOB aMUHO-
KHCJIOT B METa0OJUTHI IUKJIAa TPUKAPOOHOBEIX KUCIOT. OOpa3oBaBIIMIiCS B
pe3yibTaTe Ae3aMUHHPOBaHUS aMMHUAK BBIBOJUTCS W3 OpPraHM3Ma B BHJIE
MOYEBHHBI, KOTOpasi 00pa3yercsi B OpHUTHHOBOM LIMKJIE B MEYEHH, WIN CO-
JIel aMMOHHSA, KOTOPBIE 00pa3yIOTCs B MOYKAX.

Karabo/13mM aMMHOKMUCIIOT

[lyTn xarabonn3Ma aMHUHOKHCIOT MOKHO pa3elUTh Ha:

— 00ujue, XapaKkTepHbIE U1 BCEX aMUHOKHCIIOT, — J1€3aMUHUPOBAHUE,
JIeKapOOKCHIINPOBAaHKE, TPAHCAMUHUPOBAHUE;

— cneyughuueckue, XapakTepHble U1 ONPeICIEHHbIX aMUHOKHUCIIOT, —
npeoOpa3oBaHue paJuKaioB.

MexaHnuzm mpaHcamuHupo8aH us

TpancaMuHHpOBaHUE — pEAKIHs NIEPEHOCa AMHHOTPYIITIBI C AMUHOKHC-
JIOTHI (IOHOP) Ha 0-KETOKUCIIOTY (aKIENnTop) ¢ 0Opa3oBaHWEM HOBOU o-Ke-
TOKHCIIOTHI 1 aMHUHOKHUCIIOTHI.

depMeHTH — TpaHCaMHUHA3B! (aMHHOTpaHChEpasbl), KOYEPMEHTOM KO-
TOPBIX SIBISIETCS MUPUAOKCATb(ochar

H;N-CH-COOH +  0=C-COOH o, 0=C-COOH + H,N-CH-COOH
|
R, R, R, R,
AMHHOKHCJI0TA KeTOKHCI0TA HOBas HOBast

KETOKHCI0TA AMHUHOKHCJIOTA
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2. Buoxumusa merabomsma

MexaHu3M aMHUHUPOBAHUS — «IIMHI-TIOHT», KOraa (EepMEeHT B3auMO-
JEeMCTBYET CHavaa C OHUM CyOCTpaToM, 3aTeM C IPYTHM.

(0]
1 no—c  + HN—CH—COOH ——> HCI)—CH:\/N—|CH—COOH—>
H R, -H0 R,
H + KO
—» M®—CH,—N+=C—COOH ——> M&—CH,—NH, + O:|C—COOH
i
Ry nupuaokcdochar- Ry
aMHUH

N
2 N®—CH,—NH, + O:|C—COOH —»Hd)—CHz—\NJ:(lZ—COOH—>

R, -H,0 R’
i + KO //O
— [N®—CH=N-CH-COOH ——> l'[(D—C\ + HoN—CH—COOH
! | H |
R, Ry
Cxema mpancamunupoeanus:
//O
H;N—CH—COOH H‘I)—C\ H;N—CH—COOH
H I
1 R2
0=C—COOH [I®d—CH,—NH, 0=C—COOH

1 2

PeaKHI/IH TpaHCAaMUHUPOBAHHA HUMCCT 6OJ'H>HIOC 3HA4YCHHUC B aMHUHOKHC-
JIOTHOM OOMEHE BCIIEACTBHE CBOEH oOpatnMocTH. OHAa MOXKET BXOAWTH Kak
B ITyTH KaTabOJIN3Ma aMUHOKHCIIOT, TaK U UCTIOJB30BaThCA Il OMOCHHTE3A.
To ectb oHa amgpuboruuna.

,Zlesam UHUpOoBaHUe amMmuHoKuciom

IIpu xmerounbix 3HadeHnsx pH aktuBHA Tombko I/ (TiryTymatmerum-
porenasa, kopepmeHT NAD"), NpUCyTCTBYIOmAs B [UTO301I€ ¥ MHTOXOH]I-
pHYAX TICYCHHU.

n

NAD NADH H* H,0 NH3

NH,—CH—COOH NH=C—COOH ‘ 0=C—COOH
Hy - H, - H,
H,-COOH JJH;—COOH JJH;—COOH
Glu a-AMHHOIJIyTapar a-KT'
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2.5. O6meH 6e/IKOB M aMUHOKUC/IOT

I

NH2—|CH—COOH 0O=C—COOH
CH, + NAD" + H,0 —> CH, + NADHH® 1 N,
CH,-COOH CH;-COOH
Glu a-KI'

Kpowme Toro, B eueHn ecTb cieu(uIHbIe 1e3aMUHA3bL:
Cepunoezudpamasa coferm-11® (mupunokcanbdocdar) — Katanuzupy-
€T Je3aMHHUPOBAaHHUE CEpPUHA

NH;—CH—COOH _ 1,0 mo - 2
| — NHz—ﬁ—COOH—> NH=|C—COOH LZ» 0=|C—COOH

i
OH CH, CH3 CH;
Ser IIBK

Tpeonunoezudopamaza coferm-11d — xaTanuzupyer ne3aMUHUPOBAHHUE
TPEOHHHA

NH—CH—COOH _jy,0 HO - 2
—> NH—(—COOH — NH=(—COOH N A o=c—coon
|

(Ijl'l— OH

CH3 (ICjH (|:H2 (Ijl'lz
H

Thr 3 CH;3; CH3

Tucmuodaza — xatanu3upyeT BHYTPUMOJIEKYJISIPHOE J€3aMUHHUPOBaHUE
TUCTHIUHA

NH,—CH—COOH — » ﬁH—COOH + NH

H, CH
N N
His YPOKAHUHO8AA
Kucioma

OcTanpHbple AMMHOKHUCIJIOTHI TTO/ABEPTalOTCA HEMPSIMOMY J€3aMHUHHPOBaA-
HUIO, WU MPAHCOE3AMUHUPOBARUIO. DTO JIBYCTAAUWHBIN IMpolecc, KOTo-
PpBIi BKJIIOYAET:

1. TpancamunupoBanue AK c a-KI'

H,;N-CH-COOH + O=(|3—COOH —> 0=C-COOH + H2N—$H—COOH
(ITHZ ﬂ{ ?Hz
CH,—COOH CH,—COOH
@-KeTorJIyTapoBasi

KHCJI0TA Glu
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2. Buoxumusa merabomsma

2. OkucnurensHoe ae3amunupoBanue Glu (IIT)

NHz—?H— COOH NAD*  NADHH' 0=C—COOH
CH, % CH,
CH,-COOH H,0 NH; CH,-COOH

Glu a-KT'

Taxum 00pazom, Ie3aMUHUPOBAHHE B OpPTaHU3ME:

1. Oxucnurensaoe Glu (I'/II') — BO Bcex TKaHsAX.

2. HeokucnurtensHoe — Ser, Thr, His — npenmMy1iecTBeHHO NIEYEHb.

3. Henpsimoe ne3amuanpoBanne — O0NbIUHCTBO AK — Bee TKaHM.

4. OxucnauTenbHOE Ae3aMUHUPOBAaHKE MO nericTBueM okcnaas L-AK —
MaJIO3HAYMMO — II€YeHb, TOYKH (T. K. TpedyeTcs pH ~ 10)

ToxkcuuHOCTH aMMMaKa

Hooasnaem uenmpanvuyto nepeuyio cucmemy (LIHC) ecneocmeue
mozo, umo:

1) caBuraet B cropony oopazosanusi Glu I'IT -peakumro. Komuectso o-KIT
KHUCJIOTBl YMEHBIIIAETCs, U, CIEA0BaTEIbHO, CHIKaeTcst ckopocTh LITK, rnu-
KOJIN3a, CHIKACTCSl KOJIMUECTBO BBIPA0AaThIBAEMON SHEPTHH;

2) yBenuuuBaeT B kKpoBu NH,', cHIXKaeT CKOpPOCTh TPaHCMEMOPaHHOTO
MepeHoca HOHOB;

3) B HEpBHOW TKaHW YCHJIMBAeTCs CKOpPOCTh oOpasoBanHusi Gln mytem
amuaupoBanus Glu. Veennuenue [Gln] BeaeT K yBEIMUYCHHIO OCMOTHYECKO-
r0 NaBJICHHUs, KOTOPOE MPUBOIUT K OTEKy Mo3ra. A ymensinenne [Glu] Ha-
pyuraer ooMeH HelpomeauaTopos, B yactHocT ['AMK.

[ToaToMy B opraHusMe CyIIECTBYIOT CIeAyIOIIHNE MYTH YTHJIN3ALUN aM-
MHaKa:

— B TKaHsIX MPOMCXOANT BpeMEHHAsl yTUIM3aLUs aMMUaKka ImyTeM oopa-
30BaHUsI TPAHCIIOPTHBIX (OPM — TIIyTaMHUHA, acllaparuHa, a B MBIIIIaxX —
aJlaHWHa;

— B TICYCHU U TOYKAX MPOUCXOJUT OKOHYATENbHAS yTUIM3ALUS aMMH-
aka. B meueHn B OpHUTHHOBOM IIMKJIE 00pa3yeTcsi MOYEBHHA, 4 B IIOYKAX —
aMMOHUIHBIE cONTM. MOoUeBHHA 1 aMMOHHUIHBIE COITU BBIBOASITCS C MOYOH.
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2.5. O6MeH 6e/IKOB M aMUHOKMCIIOT

Hcemounuxku u cnocoowt 06e3epe.m’ueanuﬂ AMMUAKA 6 MKAHAX

I'nuenne Genkor BHoreHHbIe AMHHBI Wmeoruam

‘/‘2%1“1‘“’“] h\\

Cunres Odpazopanne O6pasopanue

Cuntes Gln
e aTaHAHA rIyTamara
(~25 r\cyT) (Asn) Obpazopanne )

AMMOHHHHBIX COJIel M
bINNLI
(~ 0,5r\cyT) M
- KHIOICYHHK

06pa306au ue aMMOHULIHBIX CcOJlell 6 NOUKAX
H" HY
IayraMEHA3a
Gin

Inyramar-J{I°
Glu o-Kerormyrapar ——

A AHHOHLI(Cl’.SO:Q
NH4A  AMMOHHIHBIE COIH

DKCKpenns

Opnumunoestii yuxkn (Wukn Kpe6ca — I'ensenaiima)
3nauenue: yTUin3anus aMMHuaka B BUJIC O6pa3OBaHI/IH MOYCBUHEI.

Bxirouaer Tpu cranguu:
1. CuHTe3 IMTPYIUIMHA (JBE PEAKUIUU B MUTOXOHIPHSX )

2ATO 2A00 + P,

M 0

NH3+ CO+ H20 Kap6aM0uncpoccpam'- c=0
cuHmemasa | -
Mg O~PO3H;
kapb6amoundocdar
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2. Buoxumusa merabomsma

H.PO THZ
NH2 ¢ c=0
NH; (CH2)3 'LH
c=0 _ opHumu:-mapGamou;
(|) .. C|:H NH; mpaHcgepasa ((|;|.|2)3
~FU3HA2
COOH CH—NH,
kapbamowun- OPHUTUH COOH
c¢doccpar UUTPYISIUH
2. CunTte3 Arg (aBe peakIiuu B IIUTO30JI¢E)
THZ COOH THZ COOH
AT® AM® + PP,

(|3=O H2N—(|:H PP (|2=N—CH

T H + CH; apeuHUHocyKuUHamf H T (|:H 2
(CH,)s COOH cuHmemasa ((|:H2)3 COOH

CH—NH, CH—NH,

COOH COOH
UMTPYNAuH  acnaprat aprMHUHOCYKUUHAT
NH, COOH THZ

|
C—N—CH C=NH (|3°°"'

|

HN CH, - NH G

| | ap2UHUHOCYKUyUHam- | + CH
(CH,);3 COOH nuasa (CH3)3
CH—NH, CH-NH, COOH
COOH COOH

apryuHMHOCYKUMHAT apryuHvH cymapar
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2.5. O6MeH 6e/IKOB M aMUHOKMCIIOT

3. CuHTE3 MOYEBUHBI

NH,
NH,
I NH
C=NH H,0 2
| (CH2); |
NH | + C=0
| apauHasa CH—N H2 |
(CH2); | NH;
COOH
CH—NH,
OPHUTUH Mo4YeBUHa
COOH
APruHvH
Cxema OPDHUMUH06020 YUK1A:
AT® Al
CO, + NH;j AL» NH,—C=0
KapoamMon- |
(pocdarcunTaza O~ PO3H,
Kapoamomiocdar I‘VHZ Asp
¥ -mpo, 70+ HN—CH-COOH
NH, —
| OPHUTHH- 'H,-COOH
(CH2)3 KapOAMOKII- (CHy);
H—NH, TpaHcdepasa ‘CH7NH2 ATO
COOH COOH
OPHUTHH UUTPYJLTHH CyKUHMHAT-
CHHTa3a AMd
NH, |,
= 1;14 CH—COOH
N { CH-COOH
e (CHy);7
— NH,—C—OH )‘:HfNHZ
ﬂ apruHasa COOH
NH; I‘VHZ ApPruHHHCYKIMHAT
NH;—}“; [0) C=NH ApPruHUH-
B s CYKIMHAT-
Moueguna o amaza
+H0 (EHz)s
[H-NH, _ CH—COOH
COooH CH—COOH
APrUHUH dbymapar

Hapywenus opnumunoeozo yukna. 'unepammonuemus

Hapymenue peaxuuii 00e3BpeKMBaHNsI aMMHaKa MOXKET BbI3BaTh IIOBBI-
IIEHHE COJEpPKAHHUS aMMHUaKa B KPOBU — 2UHEPAMMOHUEMUIO, UTO OKa3bl-
BaeT TOKCUYECKOE IeUCTBUE HA OPTaHU3M.

[IprunHamu runepaMMOHUEMUN MOTYT OBITh:

1) renerudeckue nedekThl HEPMEHTOB OPHUTHHOBOTO IIUKJIA B TICUCHH;

2) BTOpPUYHOE TMOpaKEHUE TICYCHU B Pe3yJibTaTe HUPPO3a, TernaTuTa Win
OpyruXx 3a00JIeBaHUM.
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2. Buoxumusa merabomsma

CHmKeHne akKTHBHOCTH KaKOTo-JIM00 )epMEHTa CHHTE3a MOUYEBUHBI TPH-
BOJIUT K HAKOIUICHUIO B KPOBU CyOCTpaTa JaHHOTO (epMEHTAa M ero mpen-
MIE€CTBCHHUKOB.

W3BecTHBI IITH HACIICACTBEHHBIX 3a001eBanuii (Tabm. 2.7), 00yciIoBIIeH-
HBIX Je(GeKToM NsTH HEPMEHTOB OPHUTHHOBOTO LIUKJIA.

Tabnuya 2.7
HacaeacrBeHHble HAPYIIEHUsSI OPHUTHHOBOIO IUKJIA
M UX OCHOBHbIE NIPOSABJICHUSA
Hedexr Tun Knunnyeckue MertaGonuret
3aboneBaHue
depmenTa HacJIeI0BaHUS IIPOSIBJICHUS KpOBb ModYa
T'unepammo- |Kapbamoui-¢poc- [Ayrocomuo-pe- |B teuenne 24—48 1l Gln |Oportat*
HHEMHUS, ¢at-cunTeTaza | |1eccuBHBII nocie poxaeHus ko-| Ala
o 1 Ma, CMEpPTh NH;
T'unepammo- |OpuutHH-Kap6a- [Cuemnennsii c|l'umoronus, cumke-| Gln [Opotat
HHUEMUus, Mowmi-tpancge- |X-xpomocomoii [Hue TonepanTHocTH| Ala
tun 11 pasa K Oenkam NH;
Hutpymiune- |ApruHuHO-cyk- |AyTtocoMmHo-pe- [['unepammonuemust | Lut- |Hutpymnun
MHUS LIUHAT-CUHTETa3a |[leCCUBHBIN TsKeJast y HOBOPOX-| pyll-
JIEHHBIX. Y B3poC-| JuH,
TbIX — moce Oenko-| NHj
BOI Harpysku
ApruHuHO- |ApruHMHO-CyK- |AyTocomHO-pe- |['unepamMmonuemusi, | Apru- (ApruauHo-
CYKI[MHATy- |OMHATINa3a LECCUBHBII aTaKkCHs, CyHOpOTH,| HUHO- |CyKIMHAT,
pust BBINIAJIeHUE Bostoc | cyknu- |Gln, Ala, Lys
Har
NH;
T'unepapru- |Aprunasa AytocomHoO-pe- |['unepaprununemus | Arg [Arg
HUHEMMUS LECCUBHBII NH; |Lys Opuurun

* Oporar — OpOTOBask KUCIJIOTa, KOTOpasi 00pa3yercst Ipu N30bITKE aMMHUaKa 1o
myTd 00pa30BaHus HyKICOTH/IOB.

Bce mapymieHns OpHUTHHOBOTO IHUKJIA IPUBOAAT K 3HAYUTEIIEHOMY TIO-
BBIIIEHUIO B KPOBH KOHIIEHTpannu aMMuaka (10 6000 MKMOIIB/T), TiIyTaMu-
Ha U aJlaHHiHA.

Hymu ob6meHa 6e3a30mucimozo ocmamka amuHoOKUCA0m

ITocne mesaMuHMPOBAHUS NATBHEHIINN KaTaOoIM3M 0€3a30THCTHIX OC-
TaTKOB AMHHOKHCJIOT CBOAMTCS K OOpa30BaHUIO BELIECTB, BCTYMAIOIIUX B
obmmit myTs katabonusma: [1BK, anermn-CoA, a-keroriyTapar, CyKIIMHHUII-
CoA, dymapar u IIIYK. Ot Bemecta okucistores B LITK mams obpazosa-
HUst AT® mnu uenoib3yoTCsl Uil CHHTE3a IIIOKO3bl M KETOHOBBIX Tell.
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2.5. O6MeH 6e/IKOB M aMUHOKMCIIOT

2ur0ko3a
l 2arokoneozenes Gly, Ala
»Cys Ser Leu, L
- : » LysS
s TP g
\
Lo, agmiecon
| fermorobue |
powaye” e [
B ne4yeHu VT ugoyumparn G[Il, His
\ } rg, Pro
Be3ae, Kpome
Phe—Tyr ) yuapam / a-KI' ( Glu‘/ NeYeHN 1 MbiLLLL
B ne4vYeHU . p cyxquuET Val. Met
YT ~———= " -CoA Th, Il

Be3ne, KpomMme
neyeHu1 U Mblilly

B 3aBuUCHEMOCTH OT TOTO, Kakue BEIIEeCTBAa MOTYT CHHTE3MPOBATHCS U3
AMHWHOKHCIIOT, OHU ACIATCA Ha TPU I'PYIIIIBL.

1. I'nuxozennvie amunoxucinomer — AK, KOTOpbIe NpeBpaliaroTCs B
IIBK u npomesxxytounsie mpoayktel L{TK (a-KI', cykunaun-CoA, dymapar,
IITYK) u gepe3 YK ncrons3yioTcst B TIIIOKOHEOTEHE3€. DTO TaKHE aMHUHO-
kucnothl, kak Gly, Ala, Cys, Ser, Asp, Asn, Glu, Gln, His, Arg, Pro, Val, Met.

2. Kemozennvie amunoxucnomsr — AK, KOTOpple B Ipolecce KaTa-
Oomm3ma mpeBparmatores B arneroanetui-CoA (Lys, Leu) 1 MOTYT HCITONbB-
30BaTbCAd B CHHTE3€ KETOHOBBIX TCII.

3. Cmewmannvie (2nuko-kemozennvie) amunoxucaomst — AK, npu xa-
TaboIM3Me KOTOPBIX 00pa3yroTcsi METaOOIUTHI IIUTPATHOTO IHKIIA WIIH ale-
toaneTm-CoA (Trp, Phe, Tyr, Ile). 9tn AK mcmons3yroTes s CHHTE3a
TJIIOKO3bI U KETOHOBBIX TEll.

Cunmes 3ameHUMbIX AMUHOKUCI0M

CunTe3 3aMEHHUMBIX aMHHOKHCIIOT MMEET OOJBIIoe 3HA4YCHHUEC, KOorjaa
Ha6J'IIO,I[a€TC$I OTCYTCTBUC HUJIM HCXBATKA IMHUIICBBIX OCJIKOB.
Hpe,I[IHeCTBeHHI/IKI/I 3aMCHUMBIX aMUHOKHUCJIOT B OpTraHU3ME:

a-KTI' HIYK IIBK 3-dochoranuepar Phe
l l l Ser
Glu Asp Ala /\ Tyr
Gin Pro Asn o Czs
Met
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2. Buoxumusa merabomsma

o-Kerormyraposas kuciorta, LIIYK, I[IBK — metabomuter L[TK, 3-doc-
(dormmuepar — MeTabONHT TAMKONIM3a. TakuM 00pa3oM, AEeBIATh AMUHOKHC-
JIOT (328 MCKJIIOUYEHHEM THPO3MHA) MOKHO CHHTE3HMPOBATh W3 TIIIOKO3BI (TaKk
KaK BCE TIEPEUNCIICHHBIC META0OIUTHI BCTPEIAIOTCS B YTIICBOJHOM 0OMEHE).
AJaHWH, acTiapariHOBYIO KUCIIOTY M TIIyTaAMHHOBYIO KHCJIOTHI MOJydYa-
toT TpancamuHupoBanueM [IBK, IIIYK u a-KI' cooTBeTrcTBEeHHO. YHUBEp-

CaJIbHBIM JOHOPOM a-aMHUHOTPYIIIBI ABJIACTCA ITTYTaAMHWHOBAA KHUCIIOTA:

O=?—COOH + NHZ—?H—COOH E— NHz—?H—
CHj ?Hz CH;
INBK —

CH,—COOH Ala
Glu

O=C——=COOH + NHg—?H—COOH

CH,—COOH CH, CH,—COOH CH,
YK éHZ— COOH Asp éHZ— COOH
Glu a-KT
O:?—COOH + NH2—$H—COOH — NH2—$H—COOH + O=(II—COOH
CH, R CH, R
CH,—COOH CH,—COOH
a-KT' Glu

— s NH,—CH—COOH

COOH O=C—COOH

I
CH,

+

|
CH,—COOH

a-KI'

Cayramun u acnaparud — amuarpoBanueM Glu u Asp:

+ 0=¢—COOH

2

AT® All®
NH,—CH—COOH + NH;j > NH,—CH—COOH
| 2TYMAMUH- |
(leZ 0 cunmemasa |CH2
CH,—CZ CH,—C7
Glu OH 2
Gln
AT® All®
NH,—CH—COOH + NH; » NH,—CH—COOH
_0 acnapazun- _0
CH—CZ OH cunmemasa CH— (< N
Asn

Asp

Kpome Toro, Bo3MoxeH nepeHoc aMuIHON IPyIIUpPOBKH:

AT®

NH,—CH—COOH  + NHz—?H—COOH
=0
CH,—CZ CH
> SoH o
H,—CZ
Asp NH,
GIin
—
-0
CH,—CZ
2 \NH2
Asn

146

ALD

NH,—CH—COOH + NH2—$H—COOH

CH,

H,—C%
> SOH
Glu



2.5. O6meH 6e/IKOB M aMUHOKUC/IOT

CuHTe3 ceprHa HaUMHAETCS ¢ OKHCIeHus 3-hocdormiepara, 3aTeM po-
UCXOJUT TPAaHCAMUHHUPOBAHKE C TITYTAMHHOBOHM KHCIOTOM W THIpoNn3 Qoc-
thopadupHOii cB3M:

COOH  NAD  NADH H' COOH  Glu @Kl cOOH  H,0 MO, COOH
Hedon >, c=0 chNt, ——"0 by,
I I TpaHCAMHHMPOBAHHE | [
(‘:Hz (‘IHz C‘Hz CH,
OPO3H,; OPO3H, OPOsH, 6H
3-pocoranuepar Ser

[IponuH cuHTE3UpYyeTCs U3 TIIyTAMUHOBOW KHCIOTHI, y-KapOOKCHII KOTO-
PO¥ BOCCTAaHABIIMBAETCS 10 ANbJCTUAHON I'PYIIIBL, 3aT€M IPOUCXOAUT LIHK-
JU3aLus Yepe3 aMUHOIPYIIYy U KapOOHWI U BOCCTAHOBJIEHHE MMUHO-CBSI3H
LUKJIA:

NADH H* NAD* NADH H® NAD*
- H,0
NHZ*(EH*COOH NHzf(‘,‘H7COOH — Hz‘c—‘cnz Hz‘C ‘CHz
(‘,‘Hz AT® AP (‘:H2 HCs KI/ CH—COOH HzC\N/CH*COOH
CH, CH, | |
\ [ H H
o <o o Pro

I'tuH cUHTE3NpYeTCs U3 CeprHa ¢ ydactueM Terparuapodomnara (TT'D):
Ser + TT® — I'munuu + H,O + CH, — TT'®.

YacTHyHO 3aMEHMMBIE aMHHOKHCIOTHl apIMHUH M THCTUAWH CHHTE3H-
pyroTCcsi B HEOONBIIMX KOJIMYECTBAX, YTO OCOOCHHO OLIYTHMO B JETCKOM
Bo3pacte. CHHTE3 apruHUHA MPOUCXOANUT B PEAKLUIX OPHUTHHOBOTO IIMKJIA.
I'mectunun cuntesupyetcs uz ATO u pudo3sl.

YCIoBHO 3aMEHUMBIE aMUHOKHCIIOTHI THPO3UH M LIUCTEUH 00pa3yroTcs C
UCIOJIb30BAaHUEM HE3AMEHUMBIX aMUHOKHCIIOT.

deHunanaHuH NpeBpaIlacTcs B THPO3UH NMoJ AeHcTBHEM (eHHIIaTaHUH-
THUIPOKCHIIA3bI:

NHz—C‘HfCOOH + NADHH® + 0, —> NH,—CH—COOH + NAD" + H,0
\

gz S
Phe OH
Tvr

st oOpa3oBaHus MUCTEWHA HEOOXOAMMA Cepa, TOHOPOM KOTOPOHt SBIIS-
€TCs METHOHWH. B CHHTE3¢ MCTONB3YIOTCS YIVICPOJHBINA CKENeT U G-aMUHO-
rpymnIa cepuHa:

-H,0 +H,0
NH,—CH—COOH + NHzf(‘ZchooH - = NHsz‘chooH NH,—CH—COOH ——>
“H, CH, CH, “H,
| \
CH: )
o e S%éﬂz
Ser SH

TOMOUMCTEHH

E— NH,—CH—COOH + NHzf(‘:chooH

H, (‘ZHZ
éH (‘ZHZ
OH

Cys
TOMOCEDHH

147



2. Buoxumusa merabomsma

O6meH cepocoepsKallliX aMMHOKUCIOT IMCTEMHA Y METUOHMHA

Lucmeun cuHTE3UpYETCs U3 HE3aMEHUMOI'0 METHOHMHA M 3aMEHUMOTO
CEpHHa.

Hapymenue cunTe3a mpcTenHa BO3HUKACT NPU THIIOBUTAMUHO3€ (oiue-
BOI1 KHCIOTHI, Bg, By, Miti HacaencTBEHHBIX eeKTaX IMUCTATHOHMHCUHTA3EI.

Hucmeun:

1) ucnons3yercst B Oenkax st GOpMUPOBAHUS TPETUUHOW CTPYKTYPHI
(mucynbhuaHbIE MOCTHKH);

2) SH-rpynmel nuctenHa (OPMHUPYIOT aKTHBHBIA LEHTP MHOTHX (ep-
MEHTOB;

3) uper Ha CHHTE3 IJIyTaTHOHA, TaypuHa (MapHBIE KETYHBIC KUCIIOTHI),
IIBK (rnikoreHHass aMHHOKHUCIIOTA);

4) sBIsIeTCS HICTOYHHUKOM CyNb(aToB, KOTOpble HAyT Ha cuHTe3 DADC
(3'-pocdoanenoznn-5"-pocthocynbdar — nepeHOCUNK CyThPATHBIX TPYIIIT).

NH,— CH,;~ CH,— SO,H

TaypHH

OKHUCJICHUE

OKHMCJICHUC
TpaHCAaMHUHHUPOBaAHUE

TJIMKO3aMHHOTJTHKAHBI
[JIIOTaTHOH —

[IBK H2804\
| DADC
TJIFOKO3a
T'nymamuon:
1 i
HOOC*C\H*CHrCHTC*NH—(‘JH—C—NH—CHTCOOH
NH; ?PE
SH
ramma-Glu I — Gly
Cvs
Obpaszosanue PADC:
ISH 0, ,SozH a-KI' iy ISOzH CHj,
e HC HoC ¢=o0
CH—NH, CH—NH, amunompancdepaza C=0 COOH
oo Hucmeun- ¢oon panchep coon 30.> nupysar
ucrenn uoxcuzenasa Hucreun- cynbpuHUI- + 3
cynab(pHHAT nupyBaT
yIb () S0 AT®  Al®

0, 4
\i co, ATO—> cDACk—/: DADC
SO3H } ot

HyC

(Ha  ——— mapHble JKeMYHbIE KHCIOTHI

CH-NH, CH-NH,
COOH T
aypuH
ucrenHoBas P

KHCJIOTa
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2.5. O6meH 6e/IKOB M aMUHOKUC/IOT

DADC ucnonvzyemces 8 CredVIOuUx peaKyusix:
1. B 00e3BpexnBaHUN KCCHOOMOTHKOB:

CH;,
CDA(DC DAD
(DACI)C DAD
o
cynsgpompancepasa : :
OH yavpompancipep I cynoghompancepaza Q

0O—S—OH I
I o— S_ OH
Kpezon Kpesoncephas denon deHoncepHast o
KHUCJIOTa KHCJI0Ta

2. B cunTe3e ramko3aMuHOTIIMKAHOB (cynbdupoBanue OH-rpymm mpo-
W3BOJIHBIX TIIIOKO3BI, TAJIAKTO36I CYNIb(GOTpaHChepasoi).

Memuonun — He3aMEeHUMasi aMHHOKHCIIOTa, KOTOpas MOXKET pereHe-
pHUpOBaTh U3 TOMOLMCTEHHA C Y9aCTUEM CepHHA M IIMIMHA. bruonornyeckas
PO METHOHHHA!

1) yuacTByeT B CHHTE3€ OEJTKOB OPTaHU3Ma;

2) S-METUIIMETHOHUH U S-a/ICHO3MIMETHOHUH SBIISIIOTCS KO(EPMEHTaMHU;

3) sByII€TCS UCTOYHUKOM aToMa Cepbl, HEOOXOAUMOTO Il CHHTE3a IIH-
CTEHHa.

HOOC— CH CH,—CH,—S—CH3; Met

/ i
HOOC— CH CH27CH2fS7CH2 Ad

O
+ H;
HOOCfC‘HfCHz—CHz*‘S*CHs S-aoenoguﬂmemuouun
NH; CH; (SAM) OH OH
S-MeTHJIMEeTHOHUH X—H

(Butamun U)
X—CH3
HOOC*?H*CH27CH2*57CH2 Ad
O
NH;

S-aoenozunzomoyucmeun OH  OH
H,0

+ Ser
Cys ~—— HOOC*?H*CHZ*CHZfSH Aodenosun
NH,
omouucmeun

5-CH3FI'®K j
2omoyucmenn-

Memunmpancepaza
TIroK

Met
Hapywienus obmena cepocooepicauux aMuHOKUCI0mM

Lucmunypus — 3a0o0JneBaHMe, MPH KOTOPOM CEpPOCOAEpIKAIFe aMHHO-
KHUCIIOTBI TEPSIOTCS C MOYOH B pe3yJibTaTe HapyIIeHHs peaOCopOIIMU B TIOYKaX.
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2. Buoxumusa merabomsma

Lucmuno3 — HaKOIUIEHHE CEPOCOJEPKAIMNX AMUHOKHCIIOT B TKaHSIX B
pe3ynbTaTe CHIKEHUS aKTUBHOCTH JIM30COMATBHBIX (DEPMEHTOB HX pacrajia.

Tomoyucmunypuss — TaTOJIOTUYECKOE COCTOSHUE, MIPU KOTOPOM € MO-
YOW BBIAEINSETCS TOMOIMCTENH B pPe3ysbTaTe HAPYIICHHUS MPOMEKYTOYHBIX
cTannii oOOMeHa cepocoiepKaIUX AMIHOKHUCIIOT.

O6MeH apruHuHa

ApruHMH — OCHOBHAsi aMUHOKHUCJIOTA, 3aMEHHUMa JIJIsl B3POCIBIX, a IS
JIeTeH ABIIsIeTCA He3aMEeHUMOM. brocnHTe3 Arg MPOMCXOANT B PEaKIUAX Op-
HUTHUHOBOTO LIMKJIA.

APrUHUH HUCIIONIB3YETCS B CIEIYIOMINX Mpolieccax:

— KaK UCTOYHHK OKHCH a30Ta (NO) B opranusme;

— B CHHTE3€¢ KpeaTHHA, KOTOPHIA B BuAe KpeaTuHdocdara CIy>KUT UC-
TOYHHUKOM SHEPIruun AJisd MBIIIII;

— Kak MpeanIecCTBeHHWK OPHHUTHHA, a CIIEOBATENbHO, OMOIOTHYECKH
AKTUBHBIX TIOJIHAMUHOB;

— U3 apTYHUHA, KaK TIMKOT€HHON aMUHOKHUCIIOThI, 00pa3yeTcsl IIII0K03a.

Cunmes NO

CuHTE3 UAET BO BCEX KIJIETKAX U TKaHAX. NO — BayKHasi CUTHaJIbHAS MO-
JIeKyJia, BbI3bIBaromias oopasoBanue y-I'M@ u oxa3plBaromias CleAyIole
3¢ PeKTHI:

— CHW)KEHHE aMIUTUTY/Ibl CEPJIEUHBIX COKpAIEHUH;

— peryJMpoBaHue TOHyCa COCY/IOB;

— MpeIoTBpAIIeHHe arperauy TpOMOOB 1 Tpom003a;

— pEryJIMpOBaHUE CEKPELIUN METUATOPOB.

NH,—CH—-COOH
NH,—CH—-COOH

H; NO-cuHTa32 . éHz
éHz o |
NH ™
Ar 0 C=0
g #z NH NO 111 "
NH, ?
MU TPYJLUTHH

ApzuHun-2nuyuH-KpeamuHnoeslit nymsy 8 opeanuzme (06pazoeanue Kpe-
amuna)

CuHTe3 KpeaThHa B TKaHSAX YeJIOBEeKa MPOTEKaeT B B cTaauu. Ha mep-
BOHM CTaaWW B MOYKax obOpasyercs ryaHuauHarierar. epMeHT — TIIMIUHA-
MUAHHOTpaHC(Epa3a — SBISIETCS OpPTaHOCTICHU(UIHBIM, TaK KaK MPHUCYT-
CTBYET TOJBKO B Mo4ykax. Ha BTopoii cTaguu B MEYEHU IPOUCXOTUT PEAKITUS
TPaHCMETIIIMPOBAHUS TyaHUUHAIIETaTa ¢ 00pa30BaHUEM KpeaTHHa.
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2.5. O6meH 6e/IKOB M aMUHOKUC/IOT

CHHTE3WpOBaHHBINA B MEYEHH KPEAaTHH MOCTYMaeT B KPOBb M JOCTAaBIIS-
€TCsl B MBIIIIIEI, TAe B3auMoeicTByeT ¢ AT®, B pe3ynbTare uero oopasyer-
Csl MAaKpOdPrHYECKoe coenHeHne KpeaTuHpocdar.

NH=C—NH,

) ‘ : NH;
o - RN il
(CHy)3 + CH-COOH NH + CH-NH,
CH-NH, CH, COOH COOH
ap;g:ﬁi — ryaHuAMHADeTaT OPHUTHH
NH=C—NH,
\ S-a/1eHO3MIMETHOHNH
NH (SAM)
CH,—COOH
ryaHuMHANeTaT ryaHuIMHAIleTAT-
MeTHJATpaHchepasa
aJeH03NH
NH= \CiNHZ S-a1eHO3UITOMOIHCTeHH
H3;C—N
H,—~COOH AT® CH,—SH
KpeaTHH H;
KK H-NH,
C OOH
NH=C—NH~P—OH Al® rOMONMCTEHH
H3;C—N H
H,—COOH
KkpeaTtunpochar NH-C—NH
HyC—N
H,—C=0

KpeaTHHUHH
O6MeH beHWwIaIaHNHA Y TUPO3MHA

@Denunananun — nezamennMas AK, koTopasi COIEpPKUTCS B JOCTATOY-
HBIX KOJMYECTBAX B MHIIEBBIX MPOAYKTax. DeHMIATaHUH HIIET B OCHOBHOM
Ha CHHTE3 OCIIKOB ¥ THUPO3HHA.,

[IpeBpamienrne QeHMTATaHUHA B TUPO3WH HEOOpPATHMO KaTaIH3UPYyET
genunananunzuopoxcunaza (MOHOOKcUreHasa). Peakuus HeoOXoauma Jist
YAaJleHuA n30bITKA q)CHI/IJ'IaJ'IaHI/IHa, TaK KaK BBICOKHMC KOHIICHTpalWuu €ro
TOKCHYHBI /I KieToKk. OOpa3oBaHuE TUPO3MHA HE UMEET OOJIBIIOTO 3HAYe-
HUSI, TIOCKOJIBKY HEJOCTAaTKa STONH aMHHOKHCIOTHI B KJIETKaX MPaKTHYECKH
He ObIBaerT.

OH
0,
F

CH, CH,
H(lz—NH2 ch—NH2

COOH COOH
Pen Tup

Denunananun-
MOHOOKCUZEHA3a
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2. Buoxumusa merabomsma

Denunkemounypus
B neuenn 3mopoBbix nmojeil HeOosbinas dacTe (enmnamanuHa (10 %)
npespamiaercs B QeHUUIAKTaT U PeHWIMUPYBAT:

o-KIr rny
@CH 2—GH —COOH ~ A @CH 2~ —COOH

NH, mpaHcamMuHa3sa o
ceHMnanaHuH deHnnnupysar

HAL* HAOH+H"*

HAOH+H" H,0 HADQ*

co,
QCH ,—COOH QCH 2—(|:H —COOH

OH

deHnnauyeTaTt deHnnnakTart

[Ipu nedexre gpenunananunzudpokcunaswvt 3ToT MyTh Katabonusma Qe-
HWIAaJaHWHA CTAHOBUTCS TJIABHBIM, YTO CHOCOOCTBYET Pa3BUTHIO (DEHUIIKE-
tonypuu (OKY). [Ipossnenus ®KY cBsi3aHbI C TOKCUYECKUM JCHCTBUEM Ha
KIETKA MO3ra BBICOKMX KOHIIGHTpanWd (eHWIalaHuHA, (EHHIIHpYyBaTa,
(enmnnakrara. bonpmime KOHIEHTpanuu (QeHWIAIaHWHA OTPAaHUYUBAIOT
TPaHCIIOPT TUPO3WHA M TpunTOodaHa depe3 remaTodHIedamndeckuii dbapbep
¥ TOPMO3ST CHHTE3 HelipoMeauaTopoB (1odamMiHa, HOpaapeHanHa, CEPOTO-
HrHA). OEHUIKETOHYPHUS CONPOBOXKAACTCS Pa3BUTHEM cllaboyMus ((peHmII-
MUPOBUHOTPATHAS OIUTOQPEHIUS).

Tuposzun — ycnosHo 3ameHnMas AK, oOpa3yercs u3 He3aMeHUMOTO (he-
Hunananuaa. CojepikaHue TUPO3MHA B MUIICBIX OEJIKAaX TOCTATOYHO BEIIUKO.

Tupo3uH UCHIONB3yeTCs B CHHTE3e OCIKOB, KATEXOJIAMHUHOB, THPEOU]I-
HBIX TOPMOHOB M MeJlaHMHOB. OOMEH TUPO3WHA 3aBUCHT OT TUIIA TKAHCH.

Obmen mupo3una 6 HAONOYeYHUKAX U HEPBHOU MKAHU

B M03roBOM BeliecTBe HAJMOYCUYHUKOB U HEPBHOH TKAHU THPO3UH Me-
Ta0ONM3UPYET IO KAMEXoaaMUH080oMy nymu ¢ odbpazoBanueM nodamuHa,
HOpaJpeHAINHA U aJipeHaInHa (TOJIBKO B HAIITOYCUYHUKAX ).

HapyHIeHI/Ie CHUHTC3a KaTCXOJaMHWMHOB MOKET BBI3bIBATH Pa3JIMYHBIC
HEPBHO-TIICUXUYECCKHUE 3a6OJIeBaHI/I$I. CHI/I)KGHI/Ie B HCPBHBIX KJICTKaX COACP-
KaHus ToQaMHHA U HOPAJIPEeHAJIMHA 4acTO MPUBOJIUT K JICMIPECCUBHBIM CO-
CTOSTHUSIM,

bonesns Ilapkuncona

Pa3BuBaeTcs mpu CHW)KEHWW aKTHBHOCTH THPO3MHMOHOOKCHUTEHA3bl U
JODA-nexkapOoKcHIasbl, 9TO MPUBOIUT K HEIOCTATOYHOCTH Ho(aMUHA B
YepHOU CyOCTaHIIMH MO3Ta. 3a00JIeBaHNE COITPOBOXKIACTCS aKHHE3UEH (CKO-
BaHHOCThH JIBWDKCHHI), PUTHAHOCTHIO (HAIPSDKCHHE MBIIII) B TPEMOPOM
(HEeTIpOU3BOIBHOE APOKAHHE).

152



2.5. O6meH 6e/IKOB M aMUHOKUC/IOT

Oomen mupo3una é meranoyumax

B murMeHTHBIX KiIeTKax (MeTaHOIHMTax) OOMEH THPO3WHA HIET II0 Me-
Aanunogomy nymu. VI3 THpO3MHA CUHTE3UPYIOTCS TUTMEHTHl — MEJIaHUHBI
JIByX THUIIOB: dYMEJIaHWHBI U ()eOMENaHWHbBI. JymMeraHunbl (YUSpHOTO U KO-
PUYHEBOTO IIBETa) — HEPACTBOPUMBIE BBICOKOMOIIEKYJISIPHBIC MOIUMEPHI
5,6-muruapokcunHnona. @Peomenanunsl — >KENTble WIH KPacHOBATO-KO-
PUYHEBBIC MTOJIUMEPHI, PACTBOPUMEBIE B pa30aBJICHHBIX IIIEI0YaX.

MenaHuHBI IPUCYTCTBYIOT B CETYATKE TJa3, B COCTaBE BOJIOC, B KOXKE.
IIBeT kOXM 3aBUCHT OT pacHpeiciieHUs] MEIAHOIUTOB M KOJMYECTBA B HUX
Pa3HBIX THIIOB MEJIAHUHOB,

0.
- mcoo}{ """ > DyMeJaHHHBI
- 0 N (4epHBIEC ¥ KOPUYHEBHIE)

. JIODAxpom
( H, . N
H(I‘—NHZ H?—NHZ x\ NH, /Oi j ------ > deoMeTaHHHBI
COOH COOH Hé— c S (>KenThle, KPaCHO-KOPHYHEBBIC)
Tup JIODA ([ o OH
Tuposunasza Bensortnaszun

Anvounuzm

[Ipu HacnencTBeHHOM nedeKkTe THPO3MHA3HI B MENAHONMTAX HapyIlaeT-
Csl CHHTE3 MEJIAHWHOB M Pa3BUBACTCS A1bOUHUIM.

Krmuandgeckoe nposiBinenne anpOnHN3Ma (0T Jat. albus — Oenblit) — oT-
CYTCTBHE NMHUTMEHTAIlMU KOXKH, CETYATKH TJIa3 M BOJOC. Y OOJBHBIX YacTo
CHI)KEHA OCTPOTAa 3pPCHUs, BO3HUKAET CBETO0Os3Hb. JlnuTenbHoe mpeObiBa-
HUE TaKUX OOJIHBIX T0J] OTKPBITHIM COJHIIEM MTPUBOJIUT K PaKy KOXKH.

Ilpespawienue mupo3una 6 WUMOGUOHOIL JHceleze

B muToBMAHON XKele3e W3 THPO3WHA CHUHTE3UPYIOTCS W BBIACISIOTCS
TOPMOHBI HOATHPOHUHBI: TUPOKCUH (TETPalOATUPOHWH) M TPUHOATUPOHUH
(cm. rnmaBy 1.5. 'opmoHBI).

Kamabonusm mupo3una é neuenu

Karabonm3m Trpo3nHA MPOUCXOANT B MEYCHU IO 20MOZEHMUIUHOBOMY
nymu. ®ymapat Mmoxket okuciATses 10 CO, u H,O wim uermonb30BaThCs AT
TIIIOKOHEOTeHe3a. AIleToaneraT — KEeTOHOBOE Teno, okucisiemoe 10 CO, u
H,O c BeinenenneMm 3Heprm1.

Phe v1t C 2
CH,—COOH 0]
a-KF Glu 02 L

H— —NHz

OOH OOH rOMOIr€eHTU3HHOBASA

Tyr 1-THAPOKCH- KHCJI0Ta

(ennanupysar

H— H
ﬁ €00 + CH3—C—CH,—COOH
CH—COOH I
pymapar aueroanerar
(pymapuinaneroanerar 1. OTK

2. I'okoHeoreHe3

153



2. Buoxumusa merabonmsma

Ha cxeme nudpoit 1 o6o3HaueH GpepMeHT ghenunaranunzuopoxcuiasa,
JeheKT KOTOPOro NPUBOIUT K (PCHUIKETOHYPHHU.

Hudpoit 2 06o3HaueH HEPMEHT OUOKCUZEHA3A 20MO2EHMUIUHOB0IL KUC-
nomer. Ilpu HacnencTBeHHOM AedeKTe JaHHOTO (pepMeHTa pa3BUBaETCA aJi-
kanmonypua. Ilpn ankanTOHYpUHM NPOMCXOAWUT HAKOIUIEHHE B OpPraHU3MeE
TOMOTEHTH3WHOBOH KHCIIOTHI, U30BITKA KOTOPOW BBIAEISIOTCS ¢ MO4oil. Ha
BO3/1yX€ TOMOTEHTH3HHOBAsA KHUCJIOTa OKHUCISETCS ¢ 00pa30BaHUEM TEMHBIX
MTUTMEHTOB — AJIKAIITOHOB.

Knmandeckumu niposiBieHns MU O0JI€3HH, KPOME TIOTEMHEHHUSI MOYHM Ha BO3-
JyXe, SIBTSIIOTCS IMTMEHTAIMS COeTMHUTEIIBHON TKaHU (OXPOHO3) U apTPHT.

2.6. BzaumocBsi3b 00MeHa BellecTB

B mportiecce MeTabonm3mMa MpOUCXOIUT B3aUMOCBSI3b PA3IMYHBIX MTyTEH
oOMeHa MHIMBUIYAIbHBIX BEIECTB, YTO MO3BOJISIET METa00IU3MY OBITH 00-
Jiee THOKMM U TIOJCTPAUBAIONIMMCS TOJ HYXKAbI opranusma. [[is merabo-
JU3Ma B 1IETIOM XapaKTEPHO:

1) HanMure O0IIUX MPOMEKYTOUHBIX MPOIYKTOB B META0OIMUSCKUX MY TSIX;

2) BO3MOXKHOCTh B3aUMOTIPEBPAIIEHHUS BEMIECTB PA3THMYHBIX KJIACCOB;

3) ucronp3oBaHue 0OMHMX KOHEPMEHTOB;

4) cymectBoBanue OIIK u ennHOI CHCTEMBI OCBOOOKICHUS U HCIOJb-
30BaHUs YHEPTHU;

5) UCTIONBb30BaHNE CXOMHBIX MEXaHU3MOB PEAKITHI.

Komnapmmenmanuzayus (komnapmmenmayusi) — pa3ieNeHUE KIETOK
Ha OTCEKH (KOMITAPTMEHTHI), TIOKPHIThIE 00OJIOYKOM M3 OWCIIOS JIMITHIOB, B KO-
TOPBIX JIOKATH30BAHBI ONPEJICIICHHbIC OMOXUMIYECKHUE TIPOLIeCCH (Tab. 2.8).

Tabauya 2.8

Pacnpenenenne MeTadoIM4ecKux myTei Mo KOMNapTaMeHTaM

IluTo301b Muroxonapuu
— I'mukonus; - UTK;
— TJIFOKOHEOTCHE3; — [-oKucIieHHE;
— IIPII; — JbpIXaTelibHag LENb
— OHOCHHTE3 JUIIUIOB;
— OHMOCHHTE3 MyPHUHOB ¥ MHPUMHINHOB

Ponv ynueepcanvnoco memadoruma ayemun-CoA 3axniouaemcsa 60
63AUMOCEA3U 00MEHA el eCme.

rMLOKo3a
n

BK
Kemo2eHHbl e
AK

XK
(B—oKucneHue)
KemoHo8bie
mena
Ayemun-CoA

/
KUPpHBIE KemoHoO8ble
Kucnom bl mena
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