I'ocynapcrBenHoe o0pa3oBare/ibHOE yUpPeKICHHEe
BbICLIEr0 NMPO(ecCHOHAIBHOI0 00pasoBanus «OpeHOyprekui
roCyAapCcTBEHHbIN MeTUUMHCKUH YHUBepcUuTeT» MHUHHCTEPCTBA
3apaBooxpaneHus Poccuiickon @eaepaumnu

I'OY BIIO OpI'MY M3 PO

KA®EJIPA BUOJOT'MYECKOM XUMUU

N3PAHHBIE BOITPOCBHI DOH3NMOJIOTUN: KTACCU®UKAIINUA,
HOMEHKJIATYPA, IPUMEHEHUE ®EPMEHTOB B MEJUIIUHE U
OAPMAIIIN
(mocodue 1/ BHEAYAUTOPHOI CAMOCTOSATEILHOI Pad0ThI CTY/ICHTOB

dbapmaneBTHYecKOro GpaxKyabTETA)

Openoypr-2015
1



VIIK 577.17 (075.8)
BBK 28.072 51 73
" 32

ABTOpBI:

Jle6eneBa Enena HukonaeBHa - k.0.H., JOIEHT Kadeapbl OMOJIOTHYECKOU
xumuu OpI'MY

lNomuuckas Jlogmuna BrnagumupoBHa -  K.0.H., JOUEHT Kadeapsl
ounonornyecko xumun OpI'MY

A¢donnna Cpernana HwukomaeBHa —  K.M.H., JIOIEHT Kadeapbl
ounonornyeckoi xumun OpI'MY

I'mpuna Jlrommuna BrnagumupoBHa - K.0.H., CTapuIuii MpenojaBaTeib
kadenpsl Ouonoruueckoit xumuu OpI' MY

BunokypoBa Haranes BuktopoBHa - k.0.H., cTapmudii mpenojaBareib
kadenpsl Ouonoruueckoit xumuu OpI' MY

MauneBa Upuna BukTopoBHa — accucTeHT Kadeapbl OMOIOTHYECKON XUMHUU

OpI'MVY

Penenzenrtnr:
Korkoa T.B. - kaHmupmar OWOJOTMYECKUMX HayK, JOLEHT Kadeapsl
HOpMalibHOW  ¢usnonorun  OpeHOyprckoro rocyJapCTBEHHOTO MEIUIIMHCKOTO

YHUBEPCUTETA,

TopmkoB A.A.. — IOKTOp OHWOJOTHYECKUX HAyK, JONEHT Kadeapsl
BETCPUHAPHO-CAHUTAPHOW  JKCrepTu3sl W ¢apmakosoru  OpeHOyprckoro

roCyJJapCTBEHHOTO arpapHOro0 YHUBEPCUTETA



Conep:xkanue

Beenenue 4
| TeopeTndeckas 4yacThb 5
1. Knaccuduxanus ¢pepmeHTOB 5
1.1 OxcuaopenyKkTasbl 6
1.2 Tpancdepaza 10
1.3 IM'uaponasel 12
1.4 JInassl 15
1.5 N3omepasbl 17
1.6 JIurassl (CHHTETa3bI) 18
2. Homenkmnarypa dhepmeHTOB 19
3. [Ipumenenue pepMEHTOB B MEAUIIMHE U (hapMaluu 24
3.1 [Ipoucxoxnaenre GepMEHTOB KPOBU 24
3.2 N3odepentor 29
3.3 Omnpenenenre akTUBHOCTH (DEPMEHTOB 31
3.4 DH3UMOTEepanus 45
4, DH3UMONATUU 49
I. [IpakTideckas 4acTth 53
1. TecToBbIE 3aMaHUA 53
2. 3ajaHus ¥ ynpaXKHEHUs JIJIsl 3aKpeIJICHUs MaTepuana 61
3. CuTyallMoOHHBIC 33[]a4H C TPUMEPAMH PEIICHHS 68
3aKIrouYeHHe 70
Jluteparypa 71
[Tpunoxenue 72




BBenenue

Besikoe xumuueckoe MpeBpalieHUE CBS3aHO C KaueCTBEHHBIM CKAYKOM-
OJIHM BEIIECTBA HCUYE3AIOT, JPYrue MOABISIOTCSI. AOCOIIOTHOE OOJIBITUHCTBO
XUMUYECKUX pEakluid, MNPOTEKAOIIMX B OpraHu3Me 4YelOoBeKa, UIeT B
MPUCYTCTBUH (PEPMEHTOB.

®depmentsl (oT nar.cioBa fermentum — OposkeHue, 3aKBacka), SH3UMBI-
cnenuuyeckre OENKH BCEX KHUBBIX KJIETOK, MTpaIollde poJib OMOJIOTHYECKHUX
KaTanu3atopoB. C MX MOMOIIBIO OCYIIECTBISETCS OOMEH BEIIECTB U DHEPIUU B
opranu3Max. OTKpbITHE (PEPMEHTOB OBLIO CBSI3aHO C MPOLIECCAMU, UAYIIUMU C
BBIJICJICHUEM Ta30B (NMPUTOTOBJIEHUE TECTa, BMHA W.T.JA.). Takum oOpa3om, 3TO
SIBJICHUE YEJIOBEK HAOJI01aJl U UCTIONB30BaANT THICSUYEIICTUSIMU.

Eme Baauane XVIII Bexka W.Ban I'eabmoHT, HaOmromas alKOTOJIBLHOE
OposkeHue, Ha3Basl (PepMEHTOM HEU3BECTHYIO MPUUYMHY 3TOTO Tporecca. B Hauane
XIXB Kupxrodp¢ Brepbie cooOuun 00 yCKOPEHUH XMMHUYECKOW peakuuu. Pedb
[Uia O pa3JjoKEHUU Kpaxmaia MoJl BIUSHUEM 3KCTPAKTa U3 MPOPOCTKOB ceMsH. B
1836 r bepuenuyc, DOAMETHB CXOACTBO MEXAy (epMEHTATUBHBIMU
MPEBPAIICHUSIMU caxapa Mpu OpOKEHUW U SBICHUSMU KaTalli3a, MPEAON0XKUI,
4TO (PEpPMEHTHI SIBJISIOTCS KaTaau3aTopamMH TaKHX >KU3HEHHBIX MPOIECCOB Kak
ankoronbHoe OpokeHue. HMmMenHo bepuennyc Ha3Ban KaTalau3oM SIBJICHUE
YCKOPEHHUE PEAKIHUHU B TMPUCYTCTBUM BEIIECTB, OCTAIOLIMXCSA B KOHIIE PEAKIUU
HEU3MEHEHHBIMHU. YK€ B mepBoil mosoBuHe XIXB ydeHBIM yaalioch HE TOJBKO
BBIJICJIUTh U3 TYMEHHOTO c0jio/ia (hepMEHT, OTKPHITHIM Kupxrogom, HO U OTKPHITh
MPUCYTCTBHE APYTUX (PEPMEHTOB: TETICHHA B KEITYJOYHOM COKE, TPUIICHHA B COKE
MOJIKENTYIOYHOM JKeJie3bl, HO MpHUpOJIa MX €Ile J0Jroe BpeMsl ocTaBajach He
BbIsicHeHHOU. [To3nuee [[x. Camuep, 3arem J[.Hoptpon u apyrue ucciienoBarenu
MOJIYIrJId psii GEPMEHTOB B KPUCTAJUIMUECKOM COCTOSIHUM M JIOKA3alld, YTO 3TU

(hepMEeHTHI ABJISIIOTCS OEJIKaMHU.



®epMeHT MOXXHO OINpPEAECIUTh KaK 0eJIOK-KaTaJau3aTop, PEryJupYOIIHii
CKOPOCTh XMMHYECKUX PEAKLIH B OpraHu3Me. Y CTAHOBJIEHHE OEIKOBOM MPUPOJIbI

dbepMeHTOB - (PaKT Ype3BbIYAWNHON U MPUHIIMITHAIBHON BaKHOCTH.

Teoperuuyeckasi 4acThb
1. Knaccudukauusi pepMeHTOB
B nacrosiee Bpemst uzBectHo 6oiee 3000 pepmentoB. Bee hepmeHTHI
pa3AeiieHbl Ha MIECTh KIACCOB, KAXKIbIA U3 KOTOPBIX UMEET CTPOTO ONPEACICHHBIM
HOMED.
1. Okxcuaopenykrasbl KaTalU3UPYIOT OKHUCIUTEIbHO-BOCCTAHOBUTEIbHBIC
pEeaKInH.
2. TpaHcdepa3dpl KaTamu3UPyIOT peaKIUUd TMepeHoca (YHKIMOHATBHBIX
IPYII ¥ MOJIEKYJISIPHBIX OCTATKOB C OJJTHOM MOJIEKYJIBI HA APYTYIO.
3. I'mapoJa3bl KaTaau3upyOT PEAKIUN THAPOIIN3A.
4. Jlma3bl KaTaNU3UPYIOT PEAKLHMH OTILEIJIEHUSI (KPOME aTOMOB BOJOPOAA) C
o0pa3oBaHUEM JBOWHOMN CBSI3M JTUOO MPUCOSAUHEHUS MO IBOWHOM CBsI3H, a
TaK)Ke HErHJPOJIMTUYECKUM pacrnaj OpraHUYeCKUX COEAMHEHHH 100
CUHTE3 0€3 y4acTus MaKpO3PIMUECKUX BEILIECTB.
5. M3omepa3bl KaTAIM3UPYIOT MPOLIECCHI U3MEHEHUS T€OMETPUYECKON WIIH
MIPOCTPAHCTBEHHON KOH(UTYypallUd MOJIEKYI.
6. Jlura3ml (cuHTETa3bl) KATATU3UPYIOT peakuuu CHHTE3A,
COTIPOBOK/IAIOIITUECS TUAPOIU30M OOTaTON SHEpPruei CBA3U (Kak MpaBuilo,
ATO).
Krnaccel pepMeHTOB AensaTcss Ha MOAKIACCHI, a OJKIACCHI, B CBOIO OYEPE/b,
Ha noanojkiaccel. [loaknacc yrounsier neiictBue pepMenHTa, Tak Kak yKa3blBaeT B
o0IIMX uYepTax Ha MPHUPOAY XMMHUYECKOW rpymmbl cyoctpata. [loamoaxmace ere
0ojiee KOHKpETU3UpYeT AeicTBUE (hepMEeHTa, YyTOUHSS MPUPOY aTaKyeMOW CBSI3U
cyOcTpaTa Wid NpUpoy aKIenTopa, KOTOPbI y4acTBYET B peaKIUu.
Hudpossie koasl knaccuduramun pepmentoB (KO wm EC xoast — ot

anri. Enzyme Commission) COCTOSIT U3 YEThIPEX YHCEIN, pa3/IeICeHHbIX TOYKaMHU
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(mampumep, KO 3.2.1.4). IlepBas uudpa ykaspiBaeT Ha MNPUHAAICKHOCTH
dbepMeHTa K OJHOMY M3 IIECTH OCHOBHBIX KJIACCOB, BTOpas - HOMEp MOJKjacca,
TpeThsl - TMOAMOJKIACCAa U YeTBEpTas - TMOPSAKOBBIA HOMEp B JaHHOM
noanoaknacce. Tak, nakrataeruaporeHaza wumeer mmupp KD 1.1.1.27, Tt.e.
OTHOCHUTCSI K MEPBOMY KJIAcCy, NMEPBOMY TMOJIKJIacCy, NEPBOMY MOJIOAKIACCY U
3aHMMaeT 27-e MEeCTO B IepeuHe PepMEHTOB YIOMSHYTOIO MOATMOIKIIAcCa.

Ha pucynke mnokazan mmudpp ¢epmenta kpeaTuHpochokunazpl- K
2.7.3.2.910T hepMEHT KaTaIu3UpyeT peakiuio GpochopuimpoBaHus KpeaTuHa:

AT®+ kpeatun— AJID + kpearurdocdar

KPEATUH®OCPOKHNHA3A
K®2732. «
ﬂk IMopsiakoBbIi
HOMep
Komuccus no ¢pepmenram
Kaacc (Tpancdepas) noakJace (pochorpancdepasni ¢

a30Cco/IepKAIUM AKIENITOPOM)

Hoaxkaace (¢pochorpancdepas)

CucreMatuueckoe Ha3BaHUE 3TOrO bepmenTa AT®:
kpeatuHpocdarpanchepasza. Pabouee Ha3BaHue 3TOro (hepMeHTa KpeaTMHKHHA3a
M kpeaTuHpochoKruHa3a.

[IpuBeneM  KOHKpETHBIE  TMPUMEPHl  OMOXMMHYECKHX  TIPOIECCOB,
KaTaJnu3upyeMbiXx (EpMEHTaMH, OTHOCSIIMMHUCSA K OMPEACIICHHOMY Kiaccy |

TIOJIKJIACCY.

1.1. Oxcupopenykrasni(1.0.0.0.)

K aromy knaccy hepMeHTOB OTHOCATCSI PEPMEHTBI, KOTOPbIE KaTATU3UPYIOT

pe€akun BOCCTAaHOBJIICHHUA-OKHCJIICHUS.



OOmrasi cxemMa TPOIEeCCOB, KATATM3UPYEMBIX OKCHUIOPEIYyKTa3aMH, MOXET OBITh
BBIpaXKeHa CJIEAYIOIUM 00pa3oM:

Oxcunopenykrasa
== CyOcTpar + Aklenrop

7 7

OKHMCJICHHBIN BOCCTAHOBJICHHBIH

Cybcrpar + Axuenrop

—

Oxcunopenykrassi (1.0.0.0)

1.1.0.0. HeiictBytor Ha CH-OH rpynms! JOHOPOB

1.1.1.0. HAJL" nmu HAJI®" B kauecTBe akIenTopoB

1.1.1.1. AnkorojpJaeruaporeHasa
1.14.0.0. JlercTBYIOT Ha mapHBIX JOHOPOB MPY BKIIOYECHHUH B OJIMH U3 HUX

KHCTIOpoJia

1.14.15.0. OnuH U3 TOHOPOB BOCCTAHOBJICHHBIN KEIE30CEPHBIN OCIIOK U
OCYIIIECTBISIETCS BKIIOYCHHE OJHOTO aTOMa KHUCIOpO/1a

1.14.15.1. Iuroxpom P-450
1.14.15.5. KopTukoctepoH: 18-MOHOOKCUTEHAa3a

HaubGonee wacto ™Mbl OymeM BCTpedaTh OKCHIOPEIYKTa3bl MOAKIAcCa
OKCHJIa3 U ACTUPOreHas3, MO3TOMY PacCMOTPHUM HX MOAPOOHEE.

Oxkcuaassl - 3TO OKCHIOPEIYKTa3bl, KOTOPBIE TIEPEHOCSAT aTOMBI BOJOPO/Ia
WJIM DJIEKTPOHBI HETIOCPEICTBEHHO Ha aTOMBI KMCJIOPO/ia MO0 BHEPSIOT B

MOJIEKYJTy CyOCTpaTa aToM KHCIOpoJa:

0 0
[ |
C C
H—N~~C—N Kcautunokcupaza ~ H—N~~~C——N—H
0 c' @ lclu e =0 cI IJ: él
=C ~ =C~. ~ =
N N N N~
I | | |
H H H H
Kcautux MovyeBasi KMCIOTa
JleruaporeHasbl - 3TO OKCHAOPEAYKTa3bl, KaTAIH3UPYIOIIHE IPOLECC

OTHICIIJICHUS aTOMOB BOAOPOJIA.



Bce mermaporenassl sBisitoTcs xosiodepMeHTaMu, KohepMeHTaMU KOTOPBIX
CTyXaT CIeyIOlMe COEAMHEHHs: HHUKOTHHaMMaaaeHuHaunayKneotnn (HAJY),
HuKoTHHaMuaneHuHaunyKkieotns (HAJAD®), d¢naBuaMoHonykieotnn (®MH),
dbnaBunageHuHaUHYKIeoTU T (DAJT).

Haubonee pacnpocTpaneHsl B NPHUPOAE JETHUAPOreHA3bl, COAEpIKAIIUE B

+
kauecTBe kKopepmenta HAJI .

NH, NH,
0w | €
LI L]
x \
N N N N
—O0—CH, O —O0—CH, O
H H H H
H H H H
OH OH OH OH
HO—P=0 H +H__ HO-P=0
| | — | B 8
o) C 0 0 G 0
| Hcl/ \"C—C\ | H(IZI/ \|C—C\
—P= NH —P= NH
HO TO HCSN, (7 CH 2 HO==0 HO~ :
O0—CH, O O0—CH, O
H H H H
H H H H
OH OH OH OH
OxucnenHas ¢opma HAIA-HAI* BoccranosnenHas dopma HAL-HAIH

Kak BuAHO W3 cXeMmbl, IPUCOCAMHEHHWE aTOMa BOAOPOJA MPOUCXOIUT IO
AApY HUKOTUHaAMUIA. MexaHu3M JeUCTBUS HAJICD+ TaKoOM ke, KakK 1 HA21+.
HAJI- u HAJI®-3aBucumMble JErHApOreHa3bl CIIOCOOHBI OTIICTUISITH aTOMBI
BOJIOPOJIa OT CyOCTPaTOB (CIIUPTOB, aIbIACTHIOB, THIPOKCUKUCIOT, AMUHOB U JIP.)
- +
B Buje runapua-uoHoB (H') u nporonos (H'), okucnsas Takum 00pa3oM yKa3aHHBIC

COEINHEHUS.



V) + [V} [V}
[Ipumepom peakunu, katanuzupyemorn HAJI -3aBHCHMON JeruaporeHasomu,

MOXET CIY>KUTh OKHCIICHUE MOJOYHOW KUCIOTHI (JIaKTaTa) JO0 MUPOBUHOIPATHON

KHUCJIOTHI (TUpyBaTa):

CO|OH HALI* (IJOOH
JlaKTaTAeruaporeHasa
H—C—OH = (C=0
| HAJIH + H* |
CH, CH,
MonoynHas kuciora ITupoBHHOIrpaaHas KMcCiIOTa
Kodaktoppr ®O®MH wu  DAJ[ comepkaT B  CBOEM  COCTaBe

dbochopunupoBanHblii BUTaMuH B, (pnbodiiaBiH), KOTOPHIA CIIOCOOEH OTIIEIUISATh

OT cyOcTpaTa JjBa aroMa BOJIOpOJIa:

0
||
CIH,o—p—OH
|
H—C—OH OH

I
H—C—OH

OxucnenHas ¢gopma
OMH-OMH

9)

+2H

=
~ G /C\C/NH

[l

0]

BoccraHoBneHHas ¢opma
POMH-®OMH-2H

[Ipumep peakiuu, karanusupyemoit @A Jl-3aBucuMon 1eruaporeHas3oi:



COOH COOH

I DAL, |
CH, CyKuMHataernaporesasa CH
S — |
(IZH2 DAI-2H CH
|
COOH COOH
SIHTapHas xuciaora dymapoBasi KUCJI0Ta
1.2. Tpancdepassi (2.0.0.0.)

DTO OJIMH U3 CaMbIX MHOTOUUCIIEHHBIX KJIACCOB (DEPMEHTOB.
Tpandepassi (2.0.0.0.)
2.1.0.0. [TepeHOCAT OTHOYTIIEPOIHBIE TPYIIIIBI
2.1.1.0. Metuntpancdepasbl
2.1.1.1. HuxotuHaMmuaMeTuITpanchepasa
2.1.1.15. TumuannaTcuHTaza
2.3.0.0. Atuntpancdepasbl

2.3.1.6. XonuHanetuirpancdepasa

B 3aBucuMocTM OT XapakTepa TIEPEHOCHMBIX TPYII  BBIACISIOT
dbochotpancdepassl, aMuHOTpaHcdepassbl, TIIMKO3WITpaHc(epassbl,
aruiTpancdepassl u Jp.

Docompancghepazvl - 3T0 GEPMEHTHI, KaTATM3UPYIOIIUE TIEPEHOC OCTATKa
docdopuoii kucnotel. B pesynbrare neiictBusi ochorpancdepas obpazyroTcs
dbochopHbIe d(HUPHI Pa3TIUYHBIX OPraHUYSCKUX COCIMHEHUN, MHOTHE M3 KOTOPBIX
00J1aJ1at0T MOBBIIIEHHON PEAaKIIMOHHOM CITIOCOOHOCTHIO U 00Jiee JIETKO BCTYIAIOT B
nocinenyrone peakuu. CrenoBatenbHo, (HOChHOPUINPOBAHUE OPTaHUYECKHUX
COCIMHCHWH MOKHO CUWTATh MPOIECCOM WX aKTHBAIMU. Yaie BCEro JTOHOPOM
(dbocdaTHBIX TPy SBISIETCS MOJIEKYJIa aieHO3UHTpUGochopHOI KUcIOoThl (ATD).
docdorpancdepaspl, UCMOIL3YIONME B KadecTBE H0HOpa (ochaTHON TpYIIIbI

mosiekysy AT®, Ha3biBatOTCS KMHa3aMu. K KMHAa3aM OTHOCHUTCS, Hampumep,
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TIIMIEPOJIKMHA3A, YCKOPSIONIasi TEePeHOC ocTatka (ochOpHOW KHUCIOTHI OT

MoJieKyJibl AT® k MosieKyse MuIeprHa:

CH,OH CH,OH
CHOH + AT Tmmepomoma Lo o + AID
(IJH20H (|3H20—’P|—OH
on
ImuuepuH dochormuuepuH
Amunompancgepazol YCKOPSIIOT nepeHoc AMUHOTPYMIIBL.

AMuHoTpaHcdepaspl - IBYXKOMIIOHEHTHbIE (PEPMEHThI, KOYEPMEHTOM KOTOPBIX
CITy)KuT nupuaokcanbpocdar (ochoprmpoBanHbiii BuTaMuH Bg).
I'nuxozunmpancgepaszvl NYCKOPSIOT peakUUu MEpeHoca TIMKO3UIbHBIX
OCTaTKOB, oOecreurBas, IIaBHBIM 00pa3oM, peakiMi CUHTE3a U paclaja OJIUro- u
nojucaxapusioB. Eciu TNIMKO3WIBHBIM OCTaTOK IEPEHOCUTCS Ha MOJIEKYIy
docdopHON KUCIOTBHL, TO MpOLEcC HazbiBaeTcs (Ppochoponan3oMm, a (QEepMEHTHI,
oOecreynBapIIMe 3TOT Ipoliecc, HasbpiBatoTca pocopunazamu. B kauecTBe

npuMepa npusesieM cxemy Gocdopoiirsza MaIbTO3bI:

H
Mansro3sadoc Wiasa
+ H,PO, pocoopiag.
H
CH,0OH CH,OH
H Q H Q_OH
MasnsTO3a H (0] H
—_— H H I + H H
O—P—OH H
H OH | H OH
OH
I'moko3sa- 1-docdar Imoko3a

JIOHOpOM TJIMKO3WJIBHBIX OCTATKOB B TIPOIlECCaX CHHTE3a OJUTO- U
nojMcaxapuioB ciayxar Hykjeosuanudocdarcaxapa (HJID-caxapa), ogHum u3

MpeICTaBUTENICH KOTOPHIX siBisieTcst ypuauHaudocdarrmokosa (Y ID-riroko3a):

11



C
CH,0H H—T\II/ \IEH
H QO
H o 0] 7N H
H H || i 0

—P—0—P—0O—CH,

| |
i O 6w on

Y AD-rimoko3a

Ayunmpancghepazvi KaTanM3upyrOT IPOLIECCH TEPEHOCA AlMIIOB (PaJUKaioB
KapOOHOBBIX KHCJIOT) Ha CIUPThI, aMUHBI, aMUHOKUCIIOTHI U JAPYTHE COCTUHEHUS.
HcroynnkoMm anmioB siBisieTca aml-KoA, KOTOpBIM MOYKHO paccMaTpUBaTh B
KauecTBe KO(aKTopa B peaklMsIX MepeHoca aumibHbIX rpymi. [Ipumepom peakinuu
TPaHCALUIUPOBAHUS MOXKET CIIY>)KUTh peaklusi cuHTe3a (pochaTUAHON KUCIOTHI, B

KOTOpO# ydacTByeT (HochOTIUIIEPUH U IBE MOJIEKYIbI aini-KoA:

B nuuepo.- lol
CH,OH 0 al%?xcr%):;'c- THZO_g_ClsHu
|CHOH ﬂ + 2C,.H, —C—SKoA i W CHO-'C(I)—C,SH3l + 2KoASH
CH,—0—1—08 (l:HZO—g—OH
o by
PochornmuepuH Manemutia-KoA PocdaruaHas KMCIoTa

1.2. Tuapoaassr (3.0.0.0.)
OTH (HEPMEHTHI YCKOPSIOT PEAKIIMU THAPOJIN3a OPraHUUECKUX COETUHEHUIA;

00s3aTeJIbHBIM Y4aCTHHKOM OTHX IIPOLCCCOB SABJIACTCA BOJA. B 3aBucumocTtu ot

XapakTepa mz[ponmyeMoﬁ CBA3U THApOJIa3bl MOAPA3ACIIAIOT HaA PO ITOAKIACCOB!

12



ACTEpasbl, MIMKO3UAA3bl, NENTUATHAPONa3bl U Ap. OTINYUTETLHON 4YepTOM Bcex
TUAPOIIA3 SBISETCS TO, YTO OHU SBIITFOTCS OJTHOKOMITOHEHTHBIMH (PEPMEHTAMH.
I'uapoaaser (3.0.0.0.)
3.1.0.0. 'maponusytot a3pupHBIE CBSA3H
3.1.1.0.'mapomnassl 3pupbl KAPOOHOBBIX KUCIOT
3.1.1.17. AuetunxoauHacrepasa
3.2.1.0. I'muko3uAruapoassl
3.2.1.1. a-amunaza
3.2.1.2. B-amunasa
3.4.0.0. leHcTBYIOT Ha IENTUIHBIE CBSI3U
3.4.21.0. CepuHOBBIE POTEA3BI
3.4.21.1. XuMoTpuIicuH
3.4.21.4. Tpuncuu
3.4.21.5. Tpombun
OcTepa3bl KaTAIM3UPYIOT PEaKIUU TUIPOJIH3a CIOXKHOIDUPHBIX CBS3EH.

[IpuBenem npuMepsl:

0}
||
CHIO—(S:—C”H“ CHZOHO
| 1 Junasa I
CI-IO—CO—C,SH3I + 2H,0 —_— (|3HO— —CH,, +2CH, COOH
| I CH,OH
CH,0—-C—-C,H,,
TpunaibMHUTUH f-TIanpmutun-  [lanbMUTHHOBas
IIMLEePHH KMCJIOTA

JIumasa ycKopsieT THAPOJIN3 BHEIIHUX CIIOKHOI(DHUPHBIX CBSI3EH B MOJIEKYIIE
Tpuriunepuaa. OCoOeHHO MMPOKO PACTIPOCTPAHEHBI ACTEPA3bl, KaTAIN3UPYIOIINE
TUAPOJIH3 CIOXKHBIX d(PUpoB (HOCHOPHON KUCIOTHI U YIIEBOAOB. DTU (HEPMEHTHI

Ha3bIBatoTCs (ocarazamu:

13



0 N A ©
OH lnioxo3o-6-pocdarasa OH
HO OH HO OH
OH OH
Inako3o-6-docdar lnioxosa

FJII/IKOBI/I,IIaBBI YCKOPAOT pCakKOun THAPOJIN3a TIJIMKO3UIHBIX CBSI3CH.

[TpumMepoM MHKO3UAa3bl MOKET CIYKUTh MajbTa3a (0-TJIFOKO3M1a3a).

MansT03a I'moko3a

N3  rauko3upas,  JASHCTBYIOIIMX ~ HAa  TOJMcaxapulibl,  HauboJjee
pacIpoCTpaHECHbl aMUJIA3BI.

[Tenrua-rugponasel. @EpMEHTHI 3TOTO MOAKIACCAa KAaTATU3UPYIOT THIAPOJIU3
MENTUIHBIX CBS3€H B MOJIEKYyJiaX MENTHUI0B U OEJIKOB, YTO MOYKHO BBIPA3UTh

CJIEIYIOIIEH CXEMOM:

0 (0] (o)
|| |l || IMenTHa-ruaposiasa
H,N—CH—-C— Il\l—(IJH—C— l—(IZH—C—OH + (n + 1)H,0 —
|
R H R 'I;l R
[MTonunenTya

I
————==— (n + 2)H,N—CH—C—OH
|

R
AMMHOKHCIOTA

[lentua-ruposia3sl THAPOIU3YIOT HE BCE MENTUIHBIE CBSI3M B MOJIEKYJax
OEenKOB W MENTHUIOB, a TOJBKO ompeaeneHHble. O cneuuduuHOCTH IEHCTBUS

MEeNTUI-TUAPOJIa3 peub MmoiaeT B riase "OOMeH 6enkoB".
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AMUA3bl YCKOPSIFOT TUIPOJIN3 aMUAOB JHUKAPOOHOBBIX AMUHOKHCIOT -

acliaparvHa ¥ riryraMuHa.

0) 0)
A\N AcriaparuHasza \\
C—CH,—CH—COOH + HO0 ——— = /C—CHZ—-C’H—COOH + NH,
H,N 1\|le HO NH,
AcnaparuH AcnaparvuHoBasi KMCI0Ta

1.4. JIna3zwei (4.0.0.0.)

depMEeHTHI 3TOT0 KJlacca KaTalM3UPYIOT pasHOOOpa3HbIE peaklUh pacnaja
U cuHTe3a. B 3aBUCMMOCTH OT TOTO, Kakas CBSA3b pacHICIUISIETCs] WM, HA000pOT,
oOpa3yeTcsi, BBIICISIIOT YIIEPOI-yriaepod, Yriaepoa-KUCIOPOA, YIJIEPOA-a30T
JUa3bl.
JIna3zsi (4.0.0.0.)
4.1.0.0. Yraepoa-yriaepoaHbie Tua3bl
4.1.1.0. KapOGokcuKrHa3bI
4.1.1.1. IMupyBatnekapOOKcHIa3bI
4.2.0.0. Yraepoa-Kuciopos a3l
4.2.1.0. 'maponunassl
4.2.1.11. EHonaza
4.2.1.12. ®ocdornrokoHaTAETHIpaTa3a
[TpuBeneM nmpuMepsl MPOIECCOB, KATATU3UPYEMBIX (DEpMEHTaMH YKa3aHHBIX
MOJIKJIACCOB.
Venepoo-yenepoo nuazvi. B mpuposie MMpPOKO TMPeACTaBICHb (HEPMEHTHI,
YCKOPSIOIIUE AeKapOOKCHUIMPOBAHUE KETO- U aMUHOKUCIIOT. JlekapOoKCcHIia3bl WIn
KapOOKCUIMa3bl - JABYXKOMIIOHEHTHbIE (DepMEHThI, KOPEPMEHTOM KOTOPBIX

spisercst pochopubiii >dup BuTamuHa B; - B ciydyae nexkapOOKCHUIMPOBAHUS
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KCTOKHMCJIOT M BHTaMHHAa Be' B CiIydac I[eKap6OKCI/IJII/IpOBaHI/IH AMHMHOKHMCIIOT.

CxeMbl IpOLECCOB MPEICTABICHBI HIKE:

COOH
| MupysaTacKapboKcuasa .0
C=0 24 e = H,C-C7 +CO,
| NH
CH,

[MupoBuHOrpanHas AueTansaerna
KHCIIOTA

H,C—CH—COOH Ananunzekapbokcuiasa
| = (O, + CH,—CH,—NH,
NH,

AJIaHUH OTWIAMHH

Yraepoa-kucinopoa nuasbl (Tuaponuasbl). MEepMEHTHl ATOTO IMOJKIIacca
YCKOPSIIOT peaKIMy TUAPATALNU U JCTUIPATALIMA OPTAHUYECKUX COCTUHEHU.

OTU peakluyd TOCTOSHHO WAYT IIPU paclajie M CHUHTE3E YIJIEBOJOB U
JKUPHBIX  KHCJIOT, TIO3TOMY THJApara3bl HWrparoT  OOJBIIYI0O  POJib B
JKU3HEESITEIbHOCTH OpPraHu3MOB. [Tpumepom MOJKET CITY’KUTh
dbymaparruapaTaza, IPUCOCAUHSIONIAS MOJICKYJTY BOJbI K KpaTHOH CBS3U

(GbymapoBOW KHCIIOTHI:

()
HOOC—CH=CH—COOH + H,0 — P HOOC—CH—CH,—COOH
|
OH
@ymapoBasg KHCI0Ta AbGnoynas kuciora

Yraepoa-a3or Jina3bl KaTadu3upyroT PEAKIUHU IPSMOTro J€3aMUHUPOBAHUS

HCKOTOPBIX aMHHOKHCJIOT, IIPUMECPOM MOKCET CIYXHUTH acliapTaT-aMMHUaK-JIna3a:

Acnaprar-aMMHaK-JjiMasa

HOOC—CH,—CH—COOH > HOOC—CH=CH—COONH,
I
NH,
Acnaparuﬂosaﬂ KHCJIOTa (Dymapar aMMOHHA
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1.5. M3omepasni (5.0.0.0.)

N3omMepas3bl  yCKOPSIOT — MPOIECChl  MPEBpAIICHUM  OJHUX  M30MEPOB
(ONTHYECKUX TCOMETPUYCCKMX W IMO3UIMOHHBIX) OPTraHMYCCKHX COCIUHCHHUU B
TpyTHe.

HN3omepassbi (5.0.0.0.)

5.1.0.0. Pamiemaspl 1 aMuUpassl

5.1.1.0. [delcTBYIOT HA aMUHOKHUCIIOTHI U UX TTPOU3BO/IHBIC
5.1.1.1. Ananunpanemasza

5.3.0.0. Buyrpumonekymnspabie OKCUI0PEAYKTa3bI

5.3.1.0. BzaumonpeBpamaroT aaba03bl U KETO3bI
5.3.1.9. ®ocdormokonzomepasa
5.3.1.20. Pubo3ouzomepaza

IIpuBenem nBa npumepa:

COOH
COOH O ®ocdorauuepar-

l || dbochomyrasa CHOH O
H—C—0—P—OH -— (]

| | CH,—O0O—P—OH
CH,OH OH |
OH

2-DochornuuepuHoOBas 3-®ochornuiepruHoBasi
KUCIIOTa KHCI0Ta

0
]
HO—P—O—CH O_ CH,0H

['mokosodocdarusomepasa QH H O
- H OH
OH H
[moko30-6-ocdar DpykT030-6-hocdar
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1.6. JIuraswel (cuaTerasnl) (6.0.0.0.)

depMEeHTHI ATOTO KJIacca 00SCIIEUMBAIOT CUHTE3 PA3IMYHBIX OPTaHHYECKUX
COeJIMHEHUM.
JIurassl (6.0.0.0.)
6.1.1.0. O0pa3zyrot cBsizu C-O
6.1.1.0. o6pa3yror monekyasl amuHoanwi- TPHK u poactBenHbie um
COCIMHEHUS
6.1.1.1. Tuposun-TPHKcunTeTaza
6.5.0.0. O6pa3ytoT dhochordupHbie CBI3U
6.5.1.1. JHK-nmuraza(AT®-3aBucumasi)
6.5.1.2. JHK-nuraza(HA I -3aBucumas)
XapakTepHoil 4epToil (PepMEHTOB 3TOro Kiacca SBJISETCS HCIOJIb30BaHUE
COEJIMHEHUM, CIIOCOOHBIX MOCTABJISITH SHEPTUIO JJI OCYLIECTBICHUS OMOCHHTE3A.
OpHUM U3 TaKUX COCIMHEHUN sIBIsieTCs afeHo3uHTpudochopHas kuciora — ATO.

B Ka4yCCTBC InpuMepa I[CflCTBHH JIUTa3bl MOKHO IMPHUBCCTH CHHTC3

11aBEJIEBOYKCYCHOMU KHUCJIOTBI U3 ITUPOBUHOTPATHOMN IIyTEM ee
KapOOKCUITMPOBAHUS:
COOH
I
COOH C=0
| lupysaTkap6okcunaza |
C|7=0 + CO, + AT® = CH, + AII® + H,PO,
|
CH, COOH
[TupoBHHOrpanHas [LlaBesnieBoykcycHas
KHMCJIOTa KHMCJI0Ta

Cnenyer oOpatuTh BHHMaHHE Ha TOT ¢akT, 4yTto Mojekyna ATD ne

y4acTBYeT B 00pa30BaHUU MPOAYKTOB peakluu, a mpocto pacnagaercs 10 AJD u
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H3PO,4; mpu sToM 0CBOOOXKTAETCS HEPrHsi, HEOOXOAUMAs IJI OCYIIECTBICHUS
OHoCHHTE3A.
BaxHoii peakmmel sBiseTcs oOpa3oBaHHMe amui-kKodH3mMa A (ammi-KoA),

KOTOpasi TOXKe YCKOpseTcs (EpPMEHTOM, OTHOCSIIMMCS K pPaccMaTpUBAEMOMY

KJ'IaCCY:
Auma-KoA-cuHTeTasa
R—COOH + KoASH + AT® =
XKupHast KMci0Ta
0] o) (0]

[l |l |l
———== R—C—SKoA + AM® + HO—P—0O—P—OH

ke &
IMupodocdar
B npunokeHurn TpUBENEH CIHCOK, COJEpXKAIIUMK KIIACcChl, MOJKIACChl U
NOANOAKIAcCh (EPMEHTOB, a TakKe€ HEKOTOpbIe XapaKTepHbIC MPUMEPHI
OTHEJbHBIX (PEPMEHTOB C YKAa3aHMEM WX PEKOMEHJOBAHHBIX TPUBHAIBHBIX U
cuctematTudyeckux HazBanuii (s nentuaa3 (KO 3.4) cucremaTtudyeckrue Ha3BaHUS
He mpuBeaeHbl). s HeKOTophIX (EPMEHTOB, KPOME TOTO, MEPEUUCITIEHBI IpYyTre
4acTo ynoTtpeOisieMble TpuBUaAIbHbIe HazBaHMs. C MOJHBIM CIUCKOM (epPMEHTOB

MO>KHO 03HAaKOMHTHCSI B COOTBETCTBYIOIIUX U3JIAHUAX (CM. CIIHCOK JINTEPATYPHI).
2. HomeHnkaTypa (pepMeHTOB

Ha mepBbIX ATanax pa3BUTHS SH3UMOJIOTUN Ha3BaHUS (DepMEHTaM JaBajld UX
MEPBOOTKPHIBATETIN TIO0 CIyYaHBIM TpHU3HAKaM (TpUBHAJIbHAS HOMEHKIIATYPA).
Hampumep, K TpUBHAILHBIM OTHOCSTCS Ha3BaHUs (EPMEHTOB: IEINCHH, TPUIICHH,
XuMOTpuricuH. [lepBasi MOMbBITKa BBECTH MPUIIIHUIIBI 711 0003HAYCHUST (PEPMEHTOB
obuta mpennpunsta E. Jliokno B 1898 r. (pamnuoHanbHas HOMEHKJIATYypa).
CorylacHO palMOHAIBHOW HOMEHKJIAType, MPOCTOW (EPMEHT Ha3bIBAIH II0
Ha3BaHUIO cybOcTtpata c nobaBnenneM okoHudanusi —a3a (JIHKaza, PHKaza,

amusiasa, ypeasa).
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Jns wHa3zBaHua XonodepMeHTa IO  palMOHAIbHONM  HOMEHKJIAType
UCIIONB30BaIM Ha3BaHue KodepMeHTa (THpuIoKcalib(epMeHT, TeMUH(EPMEHT).
[ToznHee B Ha3BaHUM (hepMEHTa CTalM UCIOJIb30BaTh Ha3BaHHWE CyOcTpaTa W THUIL
KAaTAJIM3UPYEMOM peakiuu (aJIKOroJIbAErHAPOreHasa).

JIiist ToyHOrO 0003HAYEHUsI KaXKI0ro OTAENBbHOTO (DepMeHTa U JUIsl YETKOTO
pasrpaHUYeHHUs] MEXKAY OTrPOMHBIM  YMCIOM OJIM3KUX TI0 CBOEH CyTH
dbepMeHTaTUBHBIX peakiuii MexayHapoaubsiii onoxumudeckuit coro3 (IUB) B 1956
r. yupenun MexayHapoJIHyl0O KOMHCCHIO MO (epMeHTaM, KOTOPYIO BO3IJIaBHII
npodeccop M. @nopkuH. Kommccus pazpabotania kiaccupuKanuoo U
HOMEHKJIATypy Il BCeX M3BECTHBIX depMeHToB. B 1961 1. V MexnyHapoaHblii
OMOXUMHUYECKUIA  KOHTpECC, POXOAUBILINNA B Mockse, YTBEPIAUI
CUCTEMATUYECKYI0 HOMEHKJIATypy (epMEHTOB.

B 1961 r. xomuccus Owuia 3ameHeHa [lOCTOSSHHBIM KOMHUTETOM 10
dbepmenTam, a B 1969 r. — DKcCnepTHBIM KOMUTETOM 10 hepMeHTaM, KOTOPBIN 10
HACTOSIIIEr0 BPEMEHU BEAET paboTy 1o oOHOBIeHUI0O HoMeHKkaTypbl (hepMEHTOB
(CM. CNHMCOK JUTEpaTypbl) W PETyJIIpHO MNyONMKyeT nomnosiHeHuss B European
Journal of Biochemistry.

Ha ceromnsmauii 1eHs B cricke HacuuThiBaeTcs cpbime 3000 ¢hepMeHTOB.
B cnucke durypupyer Takke IMUGPOBOM KOA M CHUCTEMATHYECKOE Ha3BaHUE
Kax1oro ¢pepMeHTa.

CoryiacHo 3T0ii HOMEHKJIAType Ha3BaHHe (pepMeHTa CKJIAABIBAETCH M3
XHMHYECKOr0 Ha3BaHus cyOcrpara (cyOcTparoB), HAa KOTOPbIi JAeilCTBYeT
(hepMeHT, TUNIA KATATU3UPYEMO peaKIui U OKOHYAHHUA -a3a.

Ha3Banus dhepmMeHTOB (B TOM YHCII€ U TPUBHUAIBLHBIC) MMOAYUHSIOTCS OOITUM
MpaBUJIaM:

e OOBIYHO Ha3BaHWE MMEET OKOHYAHUE «a3a» W YKa3bIBAeT Ha HEKHE CBOMCTBA
KaTaJIM3UpPyEMOU peakinu (penapasa, Kacmasa).
e Ecnu ¢epMeHT kartaqu3upyeT HECKOJIbKO peakiui (Hampumep, eciud OH

COCTOHNT n3 HCCKOJIBKHUX CY6’I)€,Z[I/IHI/IH, KaTaAJIU3UPYIOIINUX HECKOJIBKO
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MOCJIEA0BATEIbHBIX pPEaKiMil), €ro cjiaeayeT Ha3blBaTh CUCTEMOM, XOTS YacTo
OT00HBIC CTPYKTYpBbI Ha3bIBAIOT KOMILIEKCaMH, HaIrpuMep
NUpyBaTAeTUApOreHa3Has cucremMa (KOMIUIEKC), cucTeMa (KOMIUIEKC) CHUHTa3bl
KUPHBIX KUCJTIOT.

¢ [lockonbKy Ha3BaHue (hepMEHTa OCHOBAHO HA KaTAJIM3UPYEMON UM peaklnu,
(dbepMeHThI, KaTaM3UPYIOLIME OJHY M Ty K€ peakiuio (hepMeHThl U3 pa3HbIX
OpPraHU3MOB WA W30(EPMEHTHI), UMCIOT OJMH M TOT K€ KOJ M OJHO U TO XKE
CUCTEMATHUYEeCKOE Ha3BaHHWe. M3 3Toro mpaBuiia €CTh HECKOJBKO HCKIIIOYEHUH,
HampuMep Kucias W 1ienovyHas ¢ocdaTtazbl WIM alETWIXOJIMHICTEpa3a U
XOJIMHACTEpa3a.

e He umMmeromme KaTalUTHYECKOW (QYHKIMU OEIKM HE BHOCATCS B CIHCOK
dbepMeHTOB.

o Jlns xnaccudukanuu (epMeHTa B COOTBETCTBUHM C KaTalM3UPYEMOU UM
peakiuell yKa3bIBaeTCsl HampaBjeHUE 3TOM peakuuu. BHyTpu Kaxkaoro kiacca
(dbepMEeHTOB HalpaBlieHUE BCEX PEAKIUN TOJKHO ObITh OJMHAKOBBIM, JAXKe €CIIU B
(bU3MOOTNYECKUX YCIOBUSX PEAKIIUs MPOTEKAET B APYrOM HaAIlPaBJICHUH.

e CucremMaTH4eCcKOe Ha3BaHUE MCXOAMUT W3 MPUHATON (POPMBI 3aMKCH pEaKiuu,
B TO BpEMs KaK TPUBHAIBHOE (PEKOMEHIOBAHHOE) Ha3BAHUE Yalll€ BCETO CBSI3AHO C
TEeM HalpaBJECHUEM PEaKIiu, KOTOPOE ObLIO MPOAEMOHCTPUPOBAHO.

e CucTeMaTM4ecKO€ Ha3BAaHUE COCTOMT M3 JIBYX 4YacTeil: B MEPBOM 4YacTu
YKa3bIBaIOT cyOcTpaT (CyOCTpaThl), 3aT€M CTaBIT JBOETOYME U 0003HAYAIOT CYTh
peakuuy, OKaH4YuBas CIIOBO Ha «asza», HampuMmep, ankorois: HAJ+
okcuaopeaykrasa. CucreMaTH4eCKUEe Ha3BaHUSI OKCHUIOPEIYKTa3 CIEAYIOT OOIIei
dbopme 3anucu AOHOP: (aKIIENTOP) OKCUAOPEAYKTAa3a.

e B TpuBHanbHBIX Ha3BaHMIX (PEPMEHTOB, KaTATUZUPYIOIMIMX PpEaKIuu ¢
MPUCOEAUHEHUEM MOJIEKYJISIPHOTO KUCIIOPO/1a, UCIIOIB3YETCS TEPMUH OKCUTEHA3a:
MOHOOKCHUT€HA3a — €CJIU MPUCOEAUHSAETCS OJMH aTOM KUCJIOpOJa U TUOKCUTEeHAa3a

— C€CJIM IPUCOCANHATOTCA 00a aToMma.
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e Eciny He BO3HMKAeT ITyTaHMIBl, TO B TPUBUAJIBHBIX HA3BAaHUAX OITYCKAIOT
oykBy D ms D-caxapoB u L st L-aMUHOKUCHOT.

e CyOcTtpatsl B aHMOHHOW  (QopMe  HMMEIT  OKOHYaHHE  «aT»
(ManaTaeruaporeHasa). Eciam cpasy 3a HazBaHueM CyOcCTpara cleIyeT OKOHYaHUE
«a3a», 3HA4MT, PeUb UAET O €ro FUAPOoIU3e (HAIpUMep, JaKTa3a).

e 13 oOmero mnpaBuia 3akaHYUMBaTh Ha3BaHHA (PEPMEHTOB Ha «a3ay
CYLIECTBYET HECKOJIBKO HUCKIIIOUEHUH, KACAIOIIUXCS MPOTEOJUTHIECKUX (PEepMEH-
TOB, HAaIIpUMeED IETICUH, TPUIICUH U IP.

Hanpumep,  ¢gepMeHT,  OCYHIECTBIAIOIIMNA  THIPOJIU3  MOYEBUHBI
(pauuoHaIbHOE Ha3BaHUE - Yypea3a), MO CHUCTEMaTHYECKOM HOMEHKIAType
Ha3bIBAIOT KapOAMKIaMHIOTHIPOJIA30ii:

H,0
HzN—ﬁ-—-NH2 —=2NH, + CO,
O

Ecnu B XUMHUYECKOW peaklMM y4acTBYIOT JOHOP KakKOH-1HOO TpynmupOBKU
aTOMOB U aKUENTOp, TO (EPMEHT Ha3bIBAIOT CIEIYIOIIUM O0pa3oM: XMMHUYECKOE
Ha3BaHHWE JIOHOPA, XWMHYECKOE Ha3BaHWUE AaKIENTOpa, THIl KaTaaUu3HpyeMOU
peakuuu. Hampumep, dhepMeHT, KaTaIM3UPYIOWUA TpoLecC NepeaMHUHUPOBAHUS
[NIyTAMMHOBOM WM IIMPOBHUHOIPAJAHOW  KHUCIIOT, HAa3bIBACTCA  2nymamam.

nUpysamamMuHompancgepasa.

COOH COOH
(|3HNH2 COOH (|:=0 COOH
C|H2 + C‘=O —— (I:H2 + (IZHN H,
i L % -
(|:OOH (IZOOH

[ nyramuHOBas ITupoBuHOrpaaHas a-Keroriyraposas AnaHuH
KHUCIIoTa KHCJIOTa KHCJIOTA
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TpuBuanbHble Ha3BaHUS, YacCTO BO3HHUKIIHNE HCTOPUYECKHM W HUKAK HE
CBA3aHHBIE C WX KaraguTHdeckoh (QyHKmuwer, Hanpumep, auadopasa
(IMrUapOIUIOAaMU]  JIETHAPOreHa3a) WM CTapbld  JKEATBIH  (PEepMEHT
(HAI®H:(akuentop) okcuaopenaykraza). MHorna TpuBHAIbHOE Ha3BaHUE AT
HEKOTOPYIO MH(QOpPMAILMI0O O pPEaKlIMHU, HO HE €€ CUCTEMATHUYECKOE OIMCAHUE,
HaIpuMep, TPUBUAIBHOE Ha3BaHUE GepMeHTa L-akrataeruaporenasa roBopur oo
OKHUCJIEHUM TUIPOKCWIBHOW TPyNIbl JIAKTaTa O OKCOIPYIIIbl, HO HUYEro He
cooOm@aer 00 akmenTope, Kak 3TO JelaeT CUCTEeMaTHYecKkoe Ha3BaHue L-
nakraT:HAJI+ oxcunopenykraza. OqHako CUCTEMAaTHYECKHUE HA3BAHUS HACTOJIBKO
HEYIOOHBI Il MOCTOSIHHOTO YMOTPEOJEHHUs, YTO OOMICHPUHSATBHIMU SBIISIOTCS
TPUBHAJIbHBIE Ha3BaHMs, JaXe B OQUIMAIBHOM SI3bIKE, HallpUMEpP B TOPTOBBIX
onepauusax. Homenknatypa (epMEHTOB pPEKOMEHAYET HCIOJIb30BaTh 0CO00€
TPUBHAJIBHOE Ha3BaHMUE (PEKOMEHJOBAHHOE HAa3BaHUE) JUISI KaXKIOro (hepMeHTa.
[ToaTOMYy Hapsiy ¢ CHCTEMaTUYECKUMU Ha3BaHUSMHU JIOIIyCKAETCS UCIIOIb30BAaHUE

TPUBUAJIBHBIX HAa3BaHUN ()EPMEHTOB.

dDopMa COCTABJICHUS CUCTEMATHYECKUX HA3BAHMI OT/Ie/IbHBIX KJIACCOB (DEPMEHTOB

Kaace dopma cocTaBjIeHHs] HA3BAHMSI

OKCHIOPEIyKTa3bI JloHOp: aKuenTop — OKCHAOpeIyKTa3a

TpaHC(l)epaBBI JloHop: akuenTop — TpaHCIOpTUpyeMasi TpyIina — TpaHcdepasa

I'maponaszel Cybctpar — rumponasa
JIuasel CybcTpaT — oTieruisieMast, prucoenuHsIeMas TpyIia jras3a
I/I30Mepa31>1 CyOcTpar — yuc-mpanc Wi KeToll-u3oMepasza
JIurasel X:Y —iurasa

X,Y — COCTMHSIONTIECS MOJICKYJIBI
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3.IlpuMeHeHue (pepMEHTOB B MeAUIMHE U (papManuu

3.1 Ilpoucxo:xkaenne ¢gepMeHTOB IJIA3Mbl KPOBH

[Toutn Bce (pepMeHTHI QPYHKIMOHUPYIOT BHYTPH T€X KJIETOK, B KOTOPBIX
OpPOUCXOAUT WX  OuocuHTe3.  MckimioueHue  COCTaBIAIOT — (pepPMEHTHI
NUIICBAPUTENBHOTO TpakTa, a TakkKe HEKOTOpble (EpPMEHTH  IJIa3MBl,
y4acTBYIOIIKE, HAIPUMED, B MPOIECCE CBEPTHIBAaHUS KPOBH.

®depMeHTHI, OOHApY)KHMBAaeMble B IUIa3M€ KPOBU, JENSAT Ha JBE TPYIIIbL:
miazMocnenuduueckre U GepMeHTbl, HecnenupUuIecKue sl TIa3Mbl.

duznonoruyeckas byHKIHS 1asMocnenuGuIecKkux (depMeHTOB
peanusyeTcs B miia3Me KpoBH. DTH (EPMEHTHI CHHTE3UPYIOTCS MPEUMYIIIECTBEHHO
NEYECHbIO U TOCTOSIHHO CEKPETUPYIOTCS B IUIA3My, IMO3TOMY 3TH (HEpMEHTHI
HA3bIBAIOTCSl CEKPETOPHBbIMH. X aKTUBHOCTH B IJIa3Me OOJIbIIIE, YeM B KJIETKAX U
TKaHSIX.

K mnasmocnennduueckum pepMeHTaM OTHOCATCS:
JenUTUH-XonecTepuH-anuaTpanchepasza (JIXAT) — ocymiecTBiseT 3TepupuKaIuio
CBOOOIHOTO XOJieCTepuHa (IPEUMYILIECTBEHHO B JIMIONPOTEUHAX BBICOKOH
MJIOTHOCTH);
nocTrenapyuHoBasi  (MEYEeHOYHAs) JIMMOMPOTEH JINIA3a, WM TPOCBETIISIFOIINNA
(bakTop KpOBU — THIPOJIM3YET TPUTIIULIEPUIBI, BXOISIINE B COCTAB XMJIOMUKPOHOB
¥ JIMTIOTIPOTEHUIOB OYCHb HU3KOH IIOTHOCTH,

NICEBAOXOMMHACTEpa3a, WM CBIBOPOTOYHAS XOJMHOCTEpa3a — paspyliaer
alleTWIXOJIMH W OYTHUPWIXOJIMH, JU30IUM — TuAponu3yetr [1,4-TIMKo3ugHbie
CBS3M B TJUKOMPOTEMHAX CTEHOK OakKTepHWii, TeM caMbIM OO0eCTeurnBaeT
OaKTepHITNIHBIE CBONCTBA KPOBU;

OenkoBbIe (DAKTOPHI CHCTEM CBEPTHIBAHMS KPOBH, (PUOpHMHOIM3A U KHHUHOTCHE3A,

OTHOCAIIHUECA K TPYIIIIC IMPOTEa3, HAIIPHUMCED, TpOM6I/IH, IIJ1a3MHH, KMHUHOI'CH U

JpyTHe;
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5. uepynoria3MuH — o01a1aeT CynepoOKCUANNCMYTa3HOW aKTUBHOCTBIO M Pa3pyIlIaeT
CYIEpOKCHIHBIC AHHOHBI, y4acTByeT B Tpancropre CU®* u (epMeHTATHBHO
OKHCJISIET pa3InuHbIe CyOCTpPATHI.

[Tockonpky mnazMocnenuduueckrue GepMEeHTHl MOCTOSHHO CHHTE3UPYIOTCS
B TIEYEHU M BBICBOOOXKIAIOTCS B IUIa3My, TO JUArHOCTUYECKOE 3HAa4Y€HUE, 3a
peOKUM  HCKJIIOYEHUEM,  HMMEET  yMEHbBIIEHHWE  HMX  aKTUBHOCTH  —
runogepMeHTeMHU.

['unodepmentemMust  CIAy>KUT  NPU3HAKOM  HapylleHus  (QyHKIHUH
NpoAyLUUpyIolero (GpepMeHT opraHa (MPeXkJe BCEro IMEUEHH), a TaKKE MOXKET
SBUTBCS TYCKOBBIM 3B€HOM IaTOJIOTMYECKOT0 MPOILECCa, HAPUMED, CBEPTHIBAHUS
KpoBH. [IoHM>KEHNE aKTUBHOCTHU MOKET BBI3BIBATHCSI YMEHBIIIEHUEM YUCTIA KIIETOK,
CEeKpeTUPYIOMUX (HEPMEHT (HampUMeEp, XOJUHICTEPa3bl — MPU LUPPO3E MEUCHH),
HEJOCTAaTOYHOCTBIO CHHTE3a (Hampumep, ULepyJloIula3MUHa MpU  00Je3HU
Bunbcona), yBenuueHueM BbiBelleHUS (epMeHTa (HampuMmep, LepyJoIuia3MuHa
npu  Heppo3e), TOPMOXKEHHMEM  aKTUBHOCTH  (HampuMmep,  TPHUIICHHA
AHTUTPUIICUHOM ).

B nenom, 1uarHocTuuecKkoe 3HaueHHe Miaa3Mocnennpuueckux (pepMeHToB
HEBEJIMKO.

Bropas rpymnma ¢epmMeHTOB — 3TO (epMeHTH, Hecnenupuyeckue s
1a3Mbl KPOBHU, TO €CThb OHHM HE BBINOJHSIOT OINpPEAENICHHBIX (U3UOJOTHYECKHUX
byHkuuii B miazMe. X akTUBHOCTH B IUIa3Me ropas3fo HUXKE, YeM B KIETKaX |
TKaHsAX. HarpuMep, akTUBHOCTD JIAKTaTACTHAPOTreHa3bl B KieTkax neyeHu B 3000
pas3 BbIIIE, YEM B IIJIa3Me, a alikoroJibaeruaporenassl — B 20000 pas.

K »9Toif rpynme OTHOCSATCS DJKCKpETOpHbIe (QEpMEHTH H (HEPMEHTHI,
CBSI3aHHBIE C KJIIETOYHBIM META00JIU3MOM (MHIUKATOPHBIC UITU KJIETOUHBIE).

IKCKpeTOpHbIe (EePMEHTHI CHHTE3UPYIOTCS, TJIABHBIM 00pa30M, TICYCHBIO U
MO/KETTYIOYHON KeNe30i (JeHmHaMrHO-TienTHAa3a, menodnas Qocdarasza, o-
amuia3a u JApyrue) U BBIBOJATCA C MOYOW U Keaubio. B HOpME UX aKTMBHOCTH B
11a3Me€ OTHOCUTENBHO HHM3Ka M MOcTostHHA. IIpu martosioruu, ecnu OJIOKHPOBAH

0001 U3 HYTGﬁ 9KCKPCIHUH, aKTUBHOCTb 3THUX q)epMeHTOB B IIJIa3M€ 3HAYUTCIIbHO
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MOBBIIIAETCS (HAalpUMep, MOBBIIICHUE AKTUBHOCTHU IIEIOYHON (ocdaTtazpl B
CBIBOPOTKE KPOBH MPH 3aKYMOPKE KETUEBBIBOIAINX MyTeH).

OcHoBHas Tpynna (pepMEeHTOB, UCIIOIb3yeMas C JUArHOCTUYECKON LIEIbIO, —
3TO (EepMEHTHl KIETOYHOro oOMeHa (MHAUKATOPHbIE WIH KJICTOYHbIE),
JOKaJIM30BaHHbIE BHYTPU KJIETOK B LUTOIIa3ME€ M KIETOUHBIX CTpPyKTypax. B
CHIBOPOTKE KpPOBM MX AaKTUBHOCTb HH3Ka WJIM OHHM BOOOIIE OTCYTCTBYIOT.
NuaukaTopHble (EepMEHTHI MOSBISIOTCA B IUIa3Me MPH TMOBPEKICHUH KIETOK
pa3IMYHBIX TKaHEW (JakTaTAErUApOreHasa, aibjaoia3a, KpeaTuH(ochoKuHa3za).
JlnarHocTuyeckoe 3HAUEHHWE HWMEET YBEJIMYEHHE aKTUBHOCTU 3THUX (hepMeHTOB
(runeppepmenTeMus).

K ¢akropam, nmoBeILIAIONIMM YPOBEHb aKTUBHOCTH ()EPMEHTOB B CHIBOPOTKE
KPOBH, CJIEIYET MPEXKAE BCETO OTHECTHU: «CTApeHHE» KIETOK U MX OTMHUpPAHUE,
BbIXO/1 (PEpPMEHTOB Uepe3 MOBPEXKICHHbIE MEMOpPaHbI, HEKPO3 TKAHH, TOBBIILICHHBIN
OuocuHTe3 (epMeHTa, UBMEHEHUE KaTaIUTHUYECKON akTUBHOCTH. CHOCOOCTBYIOT
CHIDKCHHIO  YPOBHS  aKTHUBHOCTH  (EPMEHTOB B  CHIBOPOTKE  KpOBH:
BHYTPUCOCYAMCTAass ~ WHAKTUBALMsA,  [OIJIOIIEHUWE  KJIETKaMH  PETHKYJO-
SHIOTENNATBLHON CUCTEMBI, SKCKPEIHSI C MOUOH, KETUBI0, KaJIOM.

Ha BbIxoj (hepMeHTa U3 KIIETKU BIMSET €r0 BHYTPUKIICTOUHAS JIOKATU3aLUs
U MoJeKyJsipHas Macca. Hambosee merko OyayT BBHICBOOOXKIATHCS (PEPMEHTHI U3
LUTOIIa3Mbl, YEM U3 OpraHesll, U (PEpMEHTHI C MEHbILIEH MOJIEKYJIIPHOI MacCoOi.

DT U3MEHEHUsl JIETKO OOHApyXUThb B KPOBU, OINpEAeNsis aKTHUBHOCTh
depmenTOB IN Vitro. Iy 3TOH 1EeTH UCTONB3YIOTCS MIMPOKO PACHpPOCTPAHCHHBIC
METOIbl. AHAIM3UPYS aKTUBHOCTh (DEPMEHTOB, ClIeyeT YYHUTHIBATh BIIHSHUC
HEKOTOPBIX  JICKApCTBEHHBIX  mpemapaTroB. Hampumep, cynb(aHuIaMubl
MOJIABIISIIOT aKTUBHOCTHh KapOOAHTHAPA3bl, CAJIHIIMIATHI MOBBIIIAIOT AKTUBHOCTH
aMUHOTpaHc(epas, mpenaparsl ONus MOBBIIIAIOT AMIIa3HYIO0 aKTUBHOCTb.

KomnuectBo opraHocnmenmudpuyeckux ¢GepMEHTOB, TO €CTh (EPMEHTOB,
COJIEPIKAIINXCS TOJBKO B OJHOM OpraHe, OrpaHuYeHo. [I[puMepoM MOXKET CITyKHUTh
TapTpaT4yBCTBUTENbHAs Kucias (ocdaraza B mpexacrarenbHON sxenese. s

NeYeHu opraHocnenupuyecKuMu dbepmenTaMu SBJISIFOTCS
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copouTonaeruporeHasa, OpHuTHHKapOaMomITpancdepasa, rucTiuaa3a, apruHasa.
AKTHBHOCTh TaKuX (EpPMEHTOB B CBIBOPOTKE KPOBH HH3Ka WJIM BOOOIIE
OTCYTCTBYET U HE BCET/IA BBIABISAETCSA CYIIECTBYIOIIMMHU METOJAMHU.

[TockonbKy KaXXAblii OpraH UMEET XapaKTepHBIN uid Hero Habop (hepMeHTOB
(OH3UMHBIA [po(duib), B KPOBU ONPEICISIOT OJHOBPEMEHHO aKTHMBHOCTH
HECKOJIbKMX (PEPMEHTOB, KOTOpbIE NpPU Pa3BUTHUU IMATOJIOTMHU B JAHHOM OpraHe
BBIXOJAT B KpoBb. Yamie Bcero mnpu 3a00J€BaHUAX CepAUA ONPEAEISIOT
KpeaTuHQoc(hokrHa3y, JaKTaTACTUAPOTeHAa3sy M acmapTaTraMUHOTpaHc(epasy;
MOJ/KETYIOYHOM  KeJe3bl  O-aMujia3y M JIMMAa3y; CKEJETHBIX MBI —
kpeatuHdochoknHazy U  anpaosia3zy; KocTh — I1enoudHyro  (ocdarasy;
IpeCTaTeNIbHON JKene3bl — KUCIylo (ocdarazy; nedeHu (KEIYHble IyTH) —
allaHMHAMUHOTpaHcdepasy, [JIyTaMaTAeruIporeHasy, XOJIMHACTEPA3y,
MalaTaeruporeHasy, meaounyo gocdarasy u y-riryTaMuITpaHCIENITHAASY.

OCHOBHBIM  TIPUHLUIIOM  3H3UMOJUArHOCTHKH  SIBJISIETCS  BBIOOP
ONTUMAJIBHOTO CIIEKTPa (PEPMEHTOB, U3MEHEHUE aKTUBHOCTU KOTOPBIX XapaAKTEPHO
JUISl TATOJIOTUN ONPEJEIEHHBIX OPraHOB U TKaHEMN.

Ha crenenp u3MeHeHUs aKTUBHOCTH (pepMEHTa B IJIa3M€ KPOBU OKA3bIBAET
BJIMSIHME MacIITad MOBPEXACHUM.

Hanpumep, BO MHOrMX clydasx BHPYCHOIO Tematuta ObICTpoe
MOBPEXJICHUE OTHOCUTEIBHO HEOONBIIOrO YKCIa KIETOK MOXKET IPUBECTH K
3HAYUTEIbHOMY YBEJIMYEHHIO YpPOBHEH akTUBHOCTEH (HEpMEHTOB B KpPOBH,
KOTOPbIE TTOHMKAIOTCS TI0 MEPE BBI3IOPOBIICHUS.

Haoboport, npu pa3BuBILIEMCS LHUPPO3E CTENEHb MOPAKEHUS MEUEHU MOXKET
OBITh 3HAYUTENHHO OOJIbIIE, HO CKOPOCTh AKTUBHOTO TOBPEXKICHUS KIIETOK HU3Kasl
U cofiep:kanne (epMEHTOB B KPOBU OBIBAET JIMILIb HE3HAYUTEIHHO MOBBIIIEHO WU
naxke ocraercss B HopMme. [Ipu oueHb TspKeNbIX 3a00JieBaHUSX TEYEHH, KOr/a
MHOTHE KJETKH pa3pyllaroTcsi, OCTaeTcs Majo KJIETOK, KOTOpbhle MOTJIH Obl
MOJIBEPraThCsA MNaJbHEUIIEMY TOBPEXICHUIO, W Ha 3aKIIOUUTENBbHBIX H3Tamnax
MAaTOJIOTHYECKOTO Mpoliecca coaepkaHue GEpMEHTOB B IIa3Me KPOBH MOXKET JaxKe

ITIOHM)KATbCsI.
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HauanbHble cTaiuy MOBPEKICHHH, HA KOTOPBIX IIEJIOCTHOCTh KJIETOK €I1I€ HE
HapylieHa, HO TMPOHMUIIAEMOCTh KJICTOYHBIX MeMOpaH YK€ YBEIMUYMIIACH,
COMPOBOXKJIAIOTCS  BBIXOJJOM B KPOBb PACTBOPUMBIX (HEPMEHTOB IIUTO30JIS
(asibONIA3bI, AJIAHMHAMUHOTpaHCc(epasbl, JaKTaTACTUIPOTeHa3bl, T€KCOKMHA3bI U
JPYTHUX).

[Ipu Gosiee riayOOKUX MOBPEXKICHUSIX, KOTJA pa3pylIalOTCs KIETKH BIUIOTh
JI0 HEKPO3a, B IJIa3ME KPOBH MOSBISIOTCS (PEPMEHTHI, CBSI3aHHBIE C KJICTOYHBIMU
OopraHejylaMd  —  MHUTOXOHJIPUSIMH,  JIU30COMaMH,  JSHJOIUIA3MaTHYECKUM
peTUKyJyMOM  (LIMTOXPOMOKCHJa3a, Kucias Qocdaraza, TIIOKYpOHHUIA3a,
TIF0K030-6-hocdaraza u ap.).

[ToaTOMy TIOsIBIIEHUE OTIpEIeTICHHBIX (DEPMEHTOB Oy1€T TOBOPUTH O TIIyOHHE
noBpexaeHusa. CKOpPOCTh BbIXOJAa (PEPMEHTOB M3 KIETOK M, CJI€IOBATENIBHO,
CTeNeHb THUNEpPEepPMEHTEMUH, B 1I€JIOM, TEM BbIIIE, YeM OOIIMpHEe ouar
MOpa)KEHHUA 1 4eM Oorayde KJIETKH JaHHBIM (DEPMEHTOM.

Mexanu3Mm ynaneHus GEepMEHTOB U3 TUIa3Mbl KPOBU JI0 KOHIIA HEM3BECTEH.
@depMeHTBl C OTHOCUTEIHHO HEOOJBIION MOJICKYJIIPHOM Maccoi (o-aMuiiasa)
DKCKPETUPYIOTCS 4epe3 MOYKU. B miasme KpoBH NPOUCXOAUT HHAKTUBALIUS
dbepMeHTOB M NaJbHEHIINI pacmaj ¢ ydacTHeM mpoTenHas. [Ipudem y kaxaoro
dbepmenTa cBOM nepuo mosiypacmana. Tak, HarpuMmep, mociae nHhapkTa MUOKapaa
KOHIIEHTpaIiusi KpeatnuHdochokuHasel U acmapraramMuHOTpaHcdepasbl B IIa3Me
KpPOBH (MMEIOIINX KOPOTKHI NEPUOI MOJTypacnaga) CHUAKAETCA 10 HOPMbI paHbIIIE,
YeM KOHIICHTpaIus JIaKTaTAeruaAporeHasbl (MMeromed Oosiee JIMHHBIM TEpHo.
nonypacnazna). Ilpu mnpoBeneHWHM HH3UMOJUATHOCTUKM BCE 3TO  CIEAYET
YUUTHIBATb.

CymectByeT psifi (GaKTOpPOB, BBI3BIBAIOIIMX HECHENU(PUIECKOE MOBBIIICHUE
aktuBHoctd  gepmerTtoB. K dusmonormueckum  (pakTopaMm  OTHOCSTCS
OEpEeMEHHOCTh M HOBOPOXXIEHHOCTh. OHH CONPOBOXAAIOTCS 0OJiee BBICOKUM
ypoBHEM MiesiouHor docdarasbl 1 amuHOTpacdepas. HekoTtopsie JiekapCTBEHHBIE

mpenapaTbl MOTYT TMOBBIIIATH KOJMMYECTBO (pepmMeHTa B miasme. Hampuwmep,
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mubeHnH v OapOuTypaThl ~ MHAYLUUPYIOT  oOpa3oBaHue  (HepMEHTOB
MHUKPOCOMAIBHOTO OKHUCIICHUS (Y-TIyTaMmITpancdepassl).
Ha BbIsSBIsIeMyI0 aKTHBHOCTh ()EPMEHTOB CHIBOPOTKH KPOBH OKa3BIBAIOT

BJIMSIHUC JUIMTCIIbBHOCTD U YCIIOBUS XPAHCHHA CBIBOPOTKH.

3.2.A30¢epMeHTHI

C 1MarHoCTUYEeCKOW LENb0 4YacTO OIpPEAeNsoT HE TOJBKO OOIILyIO
aKTUBHOCTH (DEPMEHTA, HO U M30()EPMEHTHBIM COCTaB. ITO OOBICHAETCSA TEM, UTO
(dbepMeHT, KaK MpPaBUIIO, COAECPKUTCS B PAAEC OPraHOB, a OTIAEIbHBIE NU30(DEPMEHTHI
OpraHoCHelM(PUYHBI U MOTYT JIOCTOBEPHEE CBUAETEIBCTBOBATH O IMOBPEXKICHUU
opraHa, B KOTOPOM JIOKaJIM30BaHBI.

TepmuHoM «u30hepMeHT» 0003HAYAIOT TPYIIIY WIA CEMENUCTBO (PEPMEHTOB,
KaTaJIM3UPYIOLMX OJHY M Ty JK€ peaklyio, OO0JaJalolMX OJHUM THIIOM
cyOcTpaTHOM CHEHM(PUYHOCTA, HO OTIMYAIOIIUXCS HMMYHOJOTHYECKUMHU U
HEKOTOPBIMU  (PU3UKO-XMMHUYECKUMHU  CBOMCTBAMHU:  3JEKTPO-(HOpEeTUUECKON
MOJBM)KHOCTBIO, ONTUMYMOM pH, TepMOCTaOMIBHOCTBIO, CPOJICTBOM K CyOCTparty,
YyBCTBUTEIBHOCTBIO K  uHruOutopam u  apyrum.  llpoucxopsmas
NOCTCUHTETHYECKAass ~MOAU(PUKALUS MOXKET MPUBOJUTH K  00pa3oBaHUIO
MHOKECTBEHHBIX (opM (epmenTa. OgHaKO, TEPMUH «HU30(EPMEHTY MPUMEHHUM
TOJILKO K TEM MHOXKECTBEHHbIM (opmaM (EepMEHTOB, KOTOPbIE MOSBISIOTCS
BCJICZICTBUE TEHETHYECKH OOYCIIOBIEHHBIX pPa3M4yvil B TEPBUYHOU CTPYKTYype
Oenxka.

Oxono cra (epMEHTOB B OpraHU3ME 4YeJIOBEKa MPEICTABICHb B BHJIE
HECKOJBKUX  MOJeKysipHblx  (opm. K Takum ¢epmeHTaM  OTHOCATCA
JaKTaTAECTHApPOreHasa, aibjaosas3a, kpearuH(pochokuHaza, MalaTIeTuaporeHasa,
miesnioyHas pocdarasa, XOIUHICTEPA3a U MHOTHE JAPYTHE.

Hanpumep, kpeatundocdokunaza (KOK), senssacy nuMmepHbiM (hepMEHTOM,

coctont u3 cyoseaunun tuna «B» m «My». Ux coderanue naer 3 BapuaHrta
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uzopepmenton: BB, MB, MM. N3odepment BB xapakTepen ais MO3roBoil TKaHH,
MM — st cKenmeTHOM MYCKYJIaTypsl, @ MB — i1 cepie4HON MBIIIIBI.

B HOpManbpHBIX YCIOBHUSX B CBHIBOPOTKE KPOBH BBISBIIIFOTCS JIMIIb CJIEBI
K®K. OcHoBHast Macca (hepMeHTa JTIOKAIM30BaHA B CKEJIETHBIX MbIIax. [loaTtomy
OpU  Pa3BUTHM  IPOTPECCUPYIOUIEH  MBIIIEYHOW  JIUCTpO(UU  YBEIMYEHUE
KpeaTUHPOC(HOKNHA3HON aKTUBHOCTH CHIBOPOTKM OOYCIIOBJIIEHO BBIX0J0M MM-
3o epMeHTa.

B cepaecunoit wmbimme npucyrctBytor u MM u MB  uzodopmbl.
W30uparenbHas TkaHeBas Jiokanuzauuss MB  wuzo-gpepmenta KOK wumeer
U pepeHInanbHO-TUATHOCTUYECKOE 3HAYEHHE IPU HEOTIOKHBIX COCTOSHUSX,
[Tpu uHdpapkTe MUOKapa UHOT 1A Tunep(epMEeHTEMUS IPEALIECTBYET MOSBICHUIO
TUIAYHBIX MPU3HAKOB HH(pApKTa Ha 3JIEKTpokapauorpammax. Ilpu mocraHoBke
nuarfHo3a UHQapKT MUOKapJa MPUXOAUTCA MPOBOAUTH AUPPEpEeHINATBHYIO
JUArHOCTUKY C JApPYTMMHU 3a00JIeBaHMSIMM CepJla, HanpuMep, C HpUCTyNaMu
creHokapaud. OT nuarHo3a OylleT 3aBUCETh M COOTBETCTBYIOLIas Tepanud. [laxe
CaMblii CHJIBHBIM NPHUCTYIl CTEHOKapAWM, KakK IPaBUJIO, HE CONPOBOXKIACTCS
MOBBIIIEHUEM B CBIBOPOTKE KpPOBU AKTUBHOCTH (epMeHTOB. BrplsiBieHue B
ceiBopoTKe MB-u30hopmbr KOK 6e301mu609HO TOBOPUT O TOPAKEHUU MUOKAP/IA.
[Tpuuem kpeatuHdochokuHa3zHAs aKTUBHOCTh YBEJIMUMBAETCS B KPOBU yXKE uepe3
3-4 yaca moce Havasna 3a00JeBaHus.

BB-uzodpepment KOK mnosBisercs B KpOBH NpHU UYEPEITHO-MO3TOBBIX
TpaBMax, a TAKXKE MPU PA3IMYHBIX 3a00JI€BaHUSAX [IEHTPATbHON HEPBHOM CUCTEMBI:
30 pEeHNU, MaHUAKaJIbHO-IETIPECCUBHBIX MICUX03aX.

Ha wuMMyHOJOTHYECKOM pa3iudyuu H30()EPMEHTOB OCHOBAHO CO3/IaHUE
Ha0OPOB AJIs SKCIPECC-IUATHOCTUKH UMMYHOXUMU-KECKUM METOJIOM.

[Ipy momagaHuM B KpPOBSHOE PyCiO M30(EPMEHTHl MOTYT IOJBEPraThCs
NOCTCHUHTETHYECKOM  MOAM(UKAMU B  pe3ylbTaTe  (PEepMEHTaTHUBHBIX U
HEe(DEpPMEHTATUBHBIX pEAKIMi alUWIUPOBAHMS, JCAMUIUPOBAHUS U APYTHX.
[Tpuuem monudukanus (Hampumep, MOHOMepa «M») He 3aTparuBacT AKTHUBHBIN

OCHTPp W HC BIMACT Ha AHTUICHHBIC JCTCPMUHAHTELI. BO?)MO)KHO, TaKas
[olV)



moaupukamms M-ienn KOK ciyxut mapkepom i BeiBeeHus: Oenka-pepMeHTa
U3 HUPKYJSIUU B KPOBU.
C uenpl0 SH3MMOJMATHOCTHKH 4Yallle BCErO OMNPEAETSIOT H30(epMEHTHI

JaKTaTAETHAPOTreHasbl, KpeaTuH(GOCPOKHHAZBI, XOIMHICTEPA3Hbl, (hocdaTas.

3.3 OnpenesieHue aKTUBHOCTH (DePMEHTOB KPOBH

Jliist 60apIMHCTBA (DEPMEHTOB HE MMEET MPUHIUITMAIBLHOTO 3HAUCHUS, Te
OTIPENIETSETCS aKTUBHOCTh (DEPMEHTOB B IJIa3M€ WJIM CHIBOPOTKE KPOBU. ITO
UTPACT BAXKHYIO POJIb JJisi (EPMEHTOB, COACPIKAIIMUXCS B TPOMOOILMTAX, TaK Kak
IpU CBEPTHIBAHWU KPOBH 3H3UMBI OyAyT BBICBOOOXKIATbCS U3 TPOMOOIMTOB U
ompenaensieMasi (epMEeHTAaTHBHAs aKTHMBHOCTh B CHIBOPOTKE OyneT Bbimie. Takas
HaIpaBJICHHOCTh M3MEHEHMM OTMeuaeTcsi I Kuciol ¢docdarasbl, anbaoiiasbl,
JAKTaTIETUIPOT€HA3BI.

Omnpenensiemasl B HOpME aKTUBHOCTH (DEPMEHTOB B IJIa3Me€ KPOBH SIBIIACTCS
pe3yabTaToM cOajJaHCUPOBAHHOCTH CKOPOCTEM MOCTYIUIEHUS W YAAJEHUS 3THX
(hepMEHTOB U3 IJIa3MBbl.

O6 aktuBHOCTH (epMeHTa CyAsIT TO CKOPOCTH OOpa3oBaHUs MPOAYKTa
peakiuu, 1100 10 CKOPOCTH YObUTH cyOcTpaTa.

JIis OlEeHKM YpOBHSA AaKTUBHOCTH (epMeHTa IUIa3Mbl B KIMHUYECKOU
OMOXUMUU HCTONB3YIOT TIOKA3aTeNN MPEEIOB HOPMAJIbHBIX BETUYNH aKTHBHOCTH
dbepMeHTa, KOTOpbIe 3aBUCAT OT METO/1a M YCIIOBHI OTpPEICIICHUSI.

Ha axtuBHOCTH (epMeHTa OKas3pIBalOT BIHMSHUE Temmeparypa, pH,
KOHIIEHTpaIus cyocTpara, Bus Oydepa u nonnas cumna OydepHoro pactBopa. Js
yHUUKAIMU ~ ompejaelieHus  (epMEeHTAaTUBHOW  AaKTHMBHOCTH  (CKOPOCTH
(epMEHTAaTUBHON peakiuu) pPEKOMEHIYeTCS MPOBOAUTh HW3MEpPEHUs IpHU
HACBIIMAIONINX KOHIIEHTpAIUAX CyOCTpara, MpH ONTUMAIbHBIX 3HaueHusx pH mms

dbepMeHTa, pu cranaaptTHoi Temneparype 30°C.
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Ha mpaktuke nmns kaxmgoro ¢epMeHTa SKCIEPUMEHTAIBHO —JOJHKHA
noaOupaThCs KOHIEHTpamusi cyoOcTtpara, ontumyM pH, Bumg Oydepa u ero
KOHIIEHTpAIHsI.

[Ipu uHTEpIpETaNK PE3yIbTATOB ONPEACICHUS aKTUBHOCTH ()EPMEHTOB MX
HEO0OXOJMMO CpPaBHUBATH C MOJYYEHHBIMU B 3TOH XK€ JIabOpaTOpUM JTaHHBIMU B
JMAna3oHe HOPMAJIbHBIX BeIMYMH. ONTHMAaNbHBIE YCIOBUS  ONpEAeNeHUs
aKTUBHOCTH (pepMEHTa IMOBBHIIIAIOT HAJACKHOCTH TMOJYYaCMBIX PE3YJIbTaTOB U UX
WHOOPMATUBHYIO II€HHOCTh. KaXKIplii pa3 TMpu ONpeAesieHUd aKTUBHOCTHU
dbepMeHTa HEOOXOAUMO CTPOTO COOMIOJATh OJHU U Te e ycioBus. OOpasibl
TEMOJIM3UPOBAHHON W JOJTO XPaHUBIIEHCS KPOBH OOBIYHO HE TPHUTOIHBI IS
UCCIeI0BaHus (PEPMEHTOB.

CxopocTh (epMEHTATUBHON peakiuu (aKTUBHOCTh (PEpMEHTA) OIICHUBAIOT
0 KOJIMYECTBY cyOcTpaTa, MPEBPATUBIIETOCS B MIPOIYKT PEAKIMH MO/ ACHCTBUEM
dbepmenTa 3a enuHUIy BpeMeHH (¢, MuH, 4). KomudecTBo cyOcTpara M mpoayKTa
BBEIPKAIOT B MOJISIX M €TO ACCATUYHBIX MPOU3BOTHBIX.

Komuccust mo ¢depmentam MexayHapoIHOTO OHOXMMHUYECKOTO COIO3a
npemyioxkuia 3a enuuHuny aktuBHoctd (ME) ¢epmenta mnpuHATH TO €ro
KOJIMYECTBO, KOTOPOE KaTaJlu3upyeT mpeBpaiieHue | Mukpomosst cyOcTpata B
MUHYTY (I MKMOJB/MUH) B ONTUMAJIbHBIX YCIOBHUSX. AKTUBHOCTH ()EPMEHTOB B
CBIBOPOTKE WJIA TUIa3M€ KPOBU CJEAYET BbIpaXaTh B MEXKIYHAPOIHBIX €IUHHUIIAX
Ha | 7.

Jlis  ompeneneHuss aKTMBHOCTH — (DEPMEHTOB  IIMPOKO  HMCHOJIb3YIOT
KOJIOPUMETPUUECKUE U CIEKTPOPOTOMETPUUECKUE METOIBI.

Hwxke mnpencraBneHsl KpaTKue CBEIEHUS 00 OTACHBbHBIX (DepMEeHTax,

OMnpeCACICHUC aKTUBHOCTHU KOTOPBLIX HMECT BA)KHOC JHUATHOCTHUYCCKOC 3HAYCHUC.

Kpearunkuna3sa

Kpearnnkunaza (KK) otHocuTCcs Kk Kitaccy TpaHcdepas W KaTalu3UpyeT

00paTUMYIO PEAKIHUIO:
oL



NH IrllH

(I.llz— NH2 . ATO KK (I:—NH“U POsH: + AT
ITI—CH; I\II—CH3

CH. CHz

(|300H {_l:ODH

KpeaTuH KpeaTuHohocthar

KK conepxutcs B HaumOOJbIIEM KOJMYECTBE B CKEJIETHOM MYCKynaType,
CEpJIEYHOM MBILIIE, TOJIOBHOM MO3I€, BCTpEYAEeTCs 3TOT (EPMEHT U B JIPYTUX
TKAHSIX.

KK B opranusme npejacrasieHa Tpems nzopepmenramu: MM — MbIIIIEUHBIN
tun, MB — cepaeunsiii T, BB — mo3roBoi Turl.

3HauuTtenpHoe NoBbIIeHHEe akTUBHOCTH K®K B kpoBM Habmomaercs npu
BbIXOJI€ M30()EpPMEHTOB U3 MOBPEXKACHHbIX opraHoB. [logpoOHee 53TO
paccmarpuBaiock Bbie. OOHapyxenne MB wu3odepmenTta ykaspiBaeT Ha
nopaxxenue Muokapnaa, BB — Ha mopaxenue mosra, MM-u3zodepMeHT MOXKHO
OOHapyXUTh B IJIa3M€ KPOBH 30POBOTO YEJIOBEKAa, 3HAUMTEIbHOE YBEIMUEHUE
conepxkanusi MM  wu3odepMeHnTta HaOMIOAACTCS TPH  MBIIIEYHOW TUCTPOPUU

Mro1ieHa, moJMMHO3UTE, CUIILHOM MBIIIIEYHOM HarpsiKeHuu (0ere), TumoTupeose.

AmuHOTpaHCcpepasbl

AmvunoTpancdepasbl — (EepMEHTHI, KaTATH3UPYIOIIHE PEaKIUud TepeKoca
AMUHOTPYIIBI C aMUHOKUCIIOTHI Ha KETOKHUCIOTY. OTU (EPMEHTBI OTHOCSITCS K
KJiaccy 2 — tpancdepas.

[IpocreTnueckon rpynmnon amMmuHOTpaHchepas ABIIAETCA

nupuaokcanbdocdar (Mpou3BoIHOE BUTAMHUHA Bg).
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HaubGonpimmee  3HaueHne B SH3UMOJMATHOCTUKE  UMEIOT  JIBE
aMHUHOTpaHc]epasbl: acmapTaTaMMHOTpaHc(hepasa U aTlaHuHAMHHOTpaHcdepasa.

Acnapratramunorpancdepaza (ACAT; L-acnmaprar: 2 okcoriyrapar
aMHUHOTpaHc(epaza) KaTaIM3UpyeT OOpaTUMBIM TMEPEeHOC aMUHOTPYII  C
acraparviHOBOM KUCIOTHI Ha (-KETOTIYTapOBYIO.

AnanuHamMuHoTpaHcdepaza (AJIAT; L-amanuH: 2 OKcorjiyrapar
aMHHOTpaHcdepasa) KaTalIu3upyeT 0OpaTUMBI MEPEHOC aMUHOTPYII C alaHWHA

Ha 0-KE€TOTJIYTapOBYIO KUCIOTY:

COOH CO0H
cooH | Acnapraramano ?OGH
C=0 i CH—NH
H=— NHz i Tpavcepasa ?=g 2
+ e +
CH CH
CHa [ CHy 2
CH CH
OOH ? OOH 2
COOH OOH
ENaparsHOBIR CnyTasmmpnosan
KHCROoTa II-KE'IEIIﬂj'TEIpE'I Oxcancayerar EMCAOTS
COOH COOH
OOH — ANGHHHIMHHO- OH
C=0 hsncoepasa ?O CH—NH3z
CH—NH3 & CHa :i:mo + CHa
CHg CHy CHy CHa
OOH O0OH

FayTamunoBas
Ananmm a-KeTornyrapar Nupyear KMCAOTS

[lepeuricriienHble aMUHOTpaHC(EPa3bl OOHAPYKEHBI BO BCEX MCCIIEIOBAHHBIX
TkaHsx yenoBeka. ACAT coctouT u3 m30(EepMEHTOB: ITUTOILIA3MATHYECKOTO U
MUTOXOHJPHAIBHOTO, KaTaIUTHYECKUE CBOWMCTBA KOTOPBIX pa3inuuHbl. Ha momio
[UTOTUIa3MaTH4YeCKOoro m3odepmenta npuxoautcs a0 80% Bceil aktuBHocTU. B
CBIBOPOTKE KPOBH  OOBIYHO  (BBIABIAETCS  TOJIBKO  I[UTOILIA3MAaTHYECKUI
nzopepment ACAT.

Conepxanue ACAT B mumokapae 3nauutenbHo (B 10000 pa3) mpesblaer
cojeprkanue ¢pepMeHTa B cbIBOpoTKe KpoBU. MHOTO ACAT conepXuTcs B IIEYECHH,
CKEJIETHBIX MBIIIIAaX, TOJIOBHOM MO3T€, MOYKax, €CTh (DEPMEHT U B IPUTPOLIUTAX.
HaubGonee Bbicokuit ypoBeHb ACAT B wmuokapae paemaer 3ToT (EpMEHT
MapKepHbIM Il MHOKapaa. OTo umeeT auddepeHuanbHO-I1arHoCTUYeCKOoe
3HAYE€HUE U, B YACTHOCTH, TPU HEOTJIOKHBIX COCTOSIHUSIX.

[Ipu wuHbapkTe MUOKapjia HWHOTAA TrunepPepmMeHTeMus: MPeaIIeCTBYET

MOABJICHUIO THUIIMYHBIX IIPHU3HAKOB I/IH(l)apKTa Ha OJJICKTpOKapAuorpaMmax.
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Habnrogaercs koppermsauust Mexay BennuuHOM akTUBHOCTH ACAT B KpoBu U
pa3mepamu oyara Hekpos3a. Kpome Toro, mokasareinb MMEET NPOTHOCTUYECKOE
3HaueHUE: 0OBIYHO YPOBEHb aKTHBHOCTH BO3BpAIllaeTCa K HOpME depe3 4-5 aHel,
ecyi Ha 4-blii IeHb O0JIE3HN aKTUBHOCTh HE CHH)KAETCS — ATO IJIOXOM MpU3HAK, a
yeTelpexkpatHoe mnoBbllieHne ACAT Ha 3TOT MOMEHT MpPEABECTHUK
HeOmaronpusiTHoro ucxona. IIpu creHokapauu, kak ykasbiBasioch Bbilie, ACAT
OCTAa€TCsI B HOPME M B COMHUTEIBHBIX CIy4asX MOMOraeT MCKIIOYUTh HHPAPKT
MHOKap/a.

3HayuTeapHOE MOBbINIEHHE akTUBHOCTH B 10-100 pa3 moxeT HaOmogaThCA
TaKXe NMPHU BUPYCHOM T'€IATUTE, TOKCUYECKOM HEKPO3€ IEUYECHH, HEJOCTATOYHOCTH
KpPOBOOOpAIIEHUS C IIOKOM U TUIIOKCHUEH.

HesnauurtensHoe noBeiieHue akTUBHOCTH ACAT 11t HOBOPOXKIEHHBIX (B
1,5 pa3a) Mo CpaBHEHHMIO CO B3POCIIBIMH JIIOJAbMH SIBISETCS (PU3MOIOTUYECKUM U
CBSI3aHO C MOBBILIEHHON MPOHUIIAEMOCTBIO KIETOYHBIX MeMOpaH. K 6-mecsiuHoMy
Bo3pacTy akTuBHOCTh ACAT O5in3ka K HOpME B3POCIBIX JIIOACH.

[Ipu omnpeneneHnr aKTUBHOCTH aMUHOTpaHc(]epas B CHIBOPOTKE KPOBHU HE
JIOJKHO OBITH CJIEIOB reMon3a, Tak kak cogep:kanue ACAT B spurpouurax B 10
pa3 Oosbllle, 4eM B CBIBOPOTKE, M TE€MOJIU3 MOXXET NPUBECTH K MOJYyUYEHUIO
3aBBIIIEHHBIX MTOKA3aTeNIe aKTUBHOCTH (pEpPMEHTA.

CHmkeHrue HOpPMaJIbHBIX IMOKa3arelied aMuHOTpaHcdepas B IIa3Me MOXKET
IPOMCXOAUTh MPH HENOCTATOYHOCTH BUTaMHHA Bg, a Taxke npu MNOYEYHOU
HEJIOCTaTOYHOCTH.

HauOonbmas akruBHocTh AJIAT xapaktepHa sl IEYEHH, IO3TOMY JaXkE B
WHKYOAIlMOHHOM mepuoAe WH(GEKIIMOHHOTO TeraTtuTa W MPU  OE3KEITYITHBIX
dbopmax 6osie3Hu boTknHa B KpOBU 3HAYUTEIHLHO MOBBIIAETC aKTUBHOCTH AJIAT.
OT0  WMMeeT  BaXHOE€  JMArHOCTHYECKOoe  3HadeHwe. HepocraroyHOCTh
KPOBOOOpAIIEHUS C IIOKOM U TMIIOKCHEN TaK»Ke MPUBOIAT K PE3KOMY YBEIUYCHUIO
aktuBHOCTH AJIAT 0 mnnazme. MexaHUUYECKHE JKEJITYXH HE COIMPOBOXKIAIOTCA

BBICOKON aMHHOTpaHc(hepa3Hoil akTUBHOCTHIO B KpoBU. Hanbosbiee yBenuuenue
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aktuBHOCTH AJIAT mpu mH(pEKIMOHHOM TematuTe oTMmeuaercss Ha 6-10-if neHb

3a0oneBanus, a Kk 15-20-oMy JHIO IOCTENEHHO BO3BpAIIaeTCsa K HOPME.
docharasbl

docdaTazpl — (GepMEHTHI, KaTaATU3UPYIONIUE TUAPOIHU3 CIO0NKHOIPUPHBIX
cBs3eit B MoHOA(Hpax GpochopHOIt KUCIOTHI M OPTAHUYECKUX COCTMHCHUM:
/OH
R-0-P=0 + H,0 —R-OH + H,PO,
\OH

B pa3psiBe cBsI3u pUHUMAET ydyacThe BoAa, mo3ToMy docdaTtazbl OTHOCATCS
K KJIacCy ruipoJas.

B 3aBucumoctu ot pH, mpu KoTOpoM IeHCTBYEeT (PEepMEHT, pa3auyaroT
HISJIOYHYIO U KUCITYI0 pocdarTassbl.

lesounas docparaza — D, wm dochomonoscrepaza | mmpoko
pacnpocTpaHeHa B TKaHAX opranu3dma. OntumansHoe 3HaueHue pH miga D B
unrepBaiie 8,6-10,1. HaunGonee 6oratel 1I[® kocTHas TKaHb, MEYCHB, KUIICYHUK,
MJIALIEHTA U TMOYKHU.

II® npeacraBieHa S  TKaHEBO-CHEUU(PUUYECKUMHU  H30(EepMEHTaAMHU:
MJIALEHTAPHBIM, KOCTHBIM, NIEYEHOUYHBIM, KUILIEYHBIM U TIOY€UHbIM. B HOpMe nipu
anektpodopese BhIABIAIOTCA 1-2 ¢pakiuu [P B 30HE 0,-TII0OYJIMHOB, OpH
MATOJIOTHH KOJIMYECTBO (QPaKIIUN U UX PACTIONIOKEHUE MOTYT MEHSITHCA.

3HauuTENbHOE YyBeIMYEeHHE akTUBHOCTHM [I[® B CBHIBOPOTKE KpOBHU
HaOJIIOIaeTCsl MPU pPaxXUTe W APYTUX KOCTHBIX 3a00JI€BaHMSIX, TaKUX Kak
OCTEOCapKOMBI, MeTacTa3bl omyxojeil B koctu. I[lpm Oonesnn Ilemxkera
(nedopmupyrommii octut) aktTuBHOCTH LD yBenuuuBaetcs B 20 pas.

[ToBbrmienne aktuBHOCTH 1D, mpoucxosinee mpu 3a00JIeBaHUSIX TIEYCHU U
JKETYHBIX MyTeH, CBsA3aHO C BbIcBOOOXKIeHHeM IId w3 mOBpEXIEHHBIX
MEYEHOYHBIX KIIETOK uiu 3axepxkkon D wu3 xemun. Hekoropoe moBbllIeHHE
aktuBHocTh [I[® B KpoBHM oOTMewaeTcss y OOJBHBIX WH(APKTOM MHOKap/a,

TyOepKyJe30M, JIUMPOTpaHyIEMaTO30M.
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Huskas aktuBHOCTh [1[® B mma3zMe KpoBU HAOTIOMAETCS MPU TUIIEPTUPEO3E,
OCTAHOBKE pOCTa KOCTEM, BRI3BAHHOM HapyUIEHUSIMHU [IPOLIECCOB OKOCTEHEHHS.

Kucaas ¢ocdarasza npospiseT HauOoIbIIyI0 akTUBHOCTB Tipu pH 5,0-5,5.
Nmeercss Heckonpko TUTOB ¢ocdaTaz ¢ ontumymoM pH B Kkucioir cpeme
(pochomonoactepassr I, 11, 1V).

Kucnas ¢ocdaraza obOHapykeHa B TpelCTATEIBLHOM Kene3e, IeUYeHH,
SPUTPOLIUTAX, TPOMOOIUTAX, TOYKAX, CEJEe3eHKEe U JApyrux TKaHsax. [lpu
MOPaXEHUU ITUX TKaHEW akTUBHOCTh KD B CHIBOPOTKE KPOBU BO3PACTAET.

K® npencrarenbHOi xeme3pl oTaumyaercss oT apyrux KO tem, yTto OHa
HEOOpaTUMO HMHAKTUBUPYETCS TapTpaToM, HOHAMH (Topa, *Keje3a, CIUPTOM,
arleToHoM. Ha »9ToM CBoOiiCTBE OCHOBaHO OOHapyxeHue B KpoBu KO
MPEACTATENBbHOMN Kee3bl IPU AUArHOCTUKE KapLUUHOMBI IIPEICTATEIbHOM KEJIE3bl.
[Tockonbky aktuBHOCTH K® B mpencrarenbHoi xene3e B 100 pa3 Beilie, yeM B
JPYTUX OpraHax, TO MPU KapLUHOME MPEACTATEIbHON MeJe3bl B IUIa3Me€ KPOBU
aKTUBHOCTb ATOr0 (PepMEHTAa 3HAUMUTEIBHO BO3pacTaeT. AHaIU3 NPOBOAAT B
MPUCYTCTBUM U OTCYTCTBUU TapTpaTa, pa3HOCTb MEXKAY Pe3yJibTaTaMH U3MEPEHUN
B OTHUX JByX Impo0ax XapakTepuszyeT TapTpar-uyBCTBUTEIbHYI0O KO

MPEICTATEIILHON KEIIE3BI.

JlakraTaeruaporesasa

Jlakratnerunporenaza (JIAI') — d¢epmeHT riaukonuza, KaTalu3UPYHOUIUAN

00paTUMYIO pEaKIUIO TPEBpaleHHUs JIaKTaTa B MUPYBAT:

9 NADH+H'  NAD' 0
C-0O } 1 C-0
~d e L / L e
1C=0 —— (H-C - OH
CHj NakrataermaporeHasa CH3
Mupysar Nakrar

B cocra JIAI' Bxomutr kodepment HAJI, koTopbiii sBisieTcs

IPOMEXKYTOUHBIM aKIENTOPOM BOJOPOAa. DTOT (EPMEHT OTHOCUTCSA K Kiaccy
37



OKCHJIOpEIyKTa3, U €ro KojJ (HOMep) MO MEXKIYHApOJHOW KiacCH(PHUKAIUIH
dbepmenToB K. @. 1.1.1.27.

JIAI' mMpoKo pacnpoCTpaHEH B PA3JIMYHBIX OpraHax M TKAaHSAX 4YEJIOBEKa,
OJIHAKO €ro COAEpKaHWE 3HAUYUTEIbHO oTiauvaercs. HaunOonbiune KognyecTBa
JIAI' B cepale, CKEIETHBIX MBIIINAX, NEYEHU, HOYKax, T'OJOBHOM MO3Te U
SPUTPOLIUTAX.

B HopMme ypoBens JI/II' B CBIBOPOTKE KPOBM Y IETEW BBIILIE, YEM Y B3POCIIBIX.
[Ipy  noBpeXIeHUsX  MHOKapna, JeWKo3ax, TIOYEHHBIX  3a00JIEeBAHMSIX,
TPOMOOLUMTONEHUSAX, THPEKIIMOHHOM MOHOHYKJIE03€, OBPEKIECHUAX MapEHXUMbI
MEYEHHU, OIMYXOJISIX, MPOrPECCUBHON MbIllIeuHOM nucTtpodun aktuBHOCTH JI/II' B
CBIBOPOTKE KPOBH IOBBIIIAETCS.

Bo BpeMs mpoBeieHHs aHAJIU30B CHIBOPOTKA JIOJKHA OBITH JIMIIEHA CIIEO0B
reMoJjM3a, NHa4Ye 3TO UCKAa3UT pe3yabTaTsl. [l npoBeaeHus quddepeHnnanbHon
JUArHOCTUKHU HEJIOCTATOYHO olpeneneHus oodmero coaepxkanus JIJII', mockonbky
OH MpeJICTaBIeH 5 n30hepMEHTAMM.

M3odpepmentsr JIJIIT — »3T0 pasznmuuHble KOMOWHAIIMM JBYX THIIOB
nosmnentuaabix neneit M um H. UM3odepment, npeobnagaromuii B cepacyHoOn
MBIIIIIE, COCTOUT U3 4 maeHTH4UHbIX «H» - memeii, u ero oOo3HayarT Kak Hi
(JIAT;). B ckenmerHbix mbimax jJokanu3oBan uzodpepment JIJII', coctaB koToporo
M, (JIIT's). Paznuunbie couetanus H u M. ueneit gator eme 3 uzodepmenta JIJII™:
JIAT,— HsM, JIAT's — HoM, m JIITy — HM.

N3odepMeHTsl  OTIMYAIOTCS  PAAOM  (PU3UKO-XMMUYECKUX  CBOMCTB.
Hanpuwmep, JI/II'; HauGosiee OBICTPO MPOABUTAECTCS MPHU JIEKTpodope3e K aHOmdy,
TOPMO3HUTCSI ~ BBICOKOM  KOHLIENT  palMell  nupyBara,  HE3HAYUTEIBHO
WHAKTUBUPYETCS MpU 00 pabOTKE MOYEBMHON M LIABEJIEBOYKCYCHOW KUCJIOTOH, a
JIIT's mponBuraercss K aHOAY MpH AIEKTpodopese MeaIeHHeH Apyrux (pakiuid,
IOJIHOCTBIO WHAKTHUBUPYETCS BO3JIEHCTBHEM MOYEBHMHBI W UIABEIEBOYKCYCHOM
KHCJIOTBI, XOPOILIO pabOTaeT B aHA3POOHBIX YCIOBUSX.

[Tpu undapkre Mmuokapaa, Merano0IaCTUIECKON aHEMUH, UH(APKTE TOYEK B

CBIBOPOTKE KpOBHM Bo3pactaer konuuectBo JII'y m JIAI,, mpuuem Hapactanue
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JIAI'; Oonbme, uwem JIAI,. Otu  ¢pakuum JIJAIT yBenuyensl y neredt c
BpPOXKICHHBIMU aHOManusiMu cepaua. [loeimenne aktuBHoctr JIZII' B CBIBOpOTKE
KpOBH TOcJie HH(apKTa MUOKap/la HOCUT JAJUTENbHBIA XapakTep (10 ABYX HE/elb),
YTO MO3BOJIAET UCMHOIB30BATh 3TOT (PEPMEHT JJIsl TOATBEPKIACHHS TUAarHO3a Jaxe
Ha 5-¢ CyTKU mociie oOHapyxeHusi uHdpapkTa Muokapaa. B ciayuyae creHokapauu
aktuBHOCTh JIJI[' B KpoBU HE MeEHsieTCs. DTO OOCTOSITENHCTBO HCIIONB3YETCS B
muddepeHIaTbHON JUarHOCTUKE MH(PAPKTA U CTEHOKAPIHH.

Y 310pOBBIX HOBOPOKJICHHBIX B IEPBbIC AHU XU3HU coaepxanue JIJII,
HIKe, a comepxkanue JI/I's Bblre, uem y B3pOCIOro 4esoBeka. MakcumanbHas
aKTUBHOCTHb (hepMeHTa oTMeyaercs Ha 2-4-ii guum xu3Hu. K 6-7 rogmam
cooTHouieHue ¢paxuuii JI/II' mpuMepHO COOTBETCTBYET B3pOCIOMY OpPraHHU3MY.
Hona uzopepmenta JI/II's B CBHIBOPOTKE KpPOBH YBEJIMYMBAETCS IPU OCTPOM
Jeiiko3e, a TakkKe OpU  CaMbIX  Pa3HOOOPa3HBIX  3JIOKAYECTBEHHBIX
HOBOOOpa30BaHUSIX.

[Ipy nopakeHHsIX NMEYEHU U CKEJIETHOM MYCKYJIATypbl B CBIBOPOTKY KPOBH
Boiensiercst u3opepmert JI/I's, mmpoko mpeAcTaBiIeHHBIM B ATUX TKaHsAX. Ha
MEPBBIX CTAAUAX KENTYIIHOTO nepuoaa coaepxxanue JIJII's B KpoBU MOBBIIIAETCS B
4-20 pa3. CreneHb YBEIWYEHUS AKTHUBHOCTH OTOTO (GepMEeHTa HaXOIUTCS B
COOTBETCTBUM C TSKECThIO OOJIE3HW U, CIEIOBATEIbHO, MOXET CIYKUTh
KPUTEPUEM JJIsl OLCHKH BBI3JIOPOBIICHUS, B X0/I€ KOTOPOro akTUBHOCTH JI/II's B

KPOBH HOPMAJIU3YETCSI.

XoJmHICTEpa3a

Pasnmuyaror ABa Tuma XOJMHOACTEpa3: aleTwiIxoiduHAcTepasy (AXD), wim
uctuHHyro xosmHoctepasy (K. @. 3.1.1.7) u nceBmoxonunHacTepazy (X9, K. O.
3.1.1.8). XonuHacTepasbl OTHOCATCA K KIIacCy THAPOIIA3.

HctrHHAS XOIMHACTEpa3a COACPIKUTCS MPEUMYIIECTBEHHO B 3PUTPOIIUTAX,

HEPBHOM M MBILIEYHON TKaHAX, a NCEBJOXOJMHACTEPAa3a — B ChIBOPOTKE KPOBH,
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NEYEHH, MOJKETYJOUYHOU kene3de. B kimmHuuyeckod npaktuke AX3 HCMIONb3YHOT
KaK MapKep 3pUTPOLUTAPHBIX MEMOpPaH, MOCKOJIbKY AXD MPOYHO C HUMU CBA3aHA.
AXD mn XD panmmyarorcs IO psAdy CBOWCTB M, IIPEXKIE BCEro, IO

cyocTpaTHO# crienuPuaHOCTH. AXD THAPOIU3YET alleTHIIXOJINH:

CHg
|
C=0 CH5-OH
Cl) oY o + CH—COOH
| aleTAnxonMHacTepada o2 N CHg 3
?HE cH CHs YKCy CHAs

+.7 3 XQniH KWMCNOTa
CHp-N=CHg

N

CHB

aueTin*xonkH

IIceBnoxonuuacrepasa HE OTJINYAETCS CTpOroun cyOcTpaTHoii
CHELM(PUUHOCTHIO U CHOCOOHA THIPOJIU30BaTh OYTHPMIXOJIMH, Aall€TUIXOJIMH,
CYKUMHWIXOJIMH W .Japyrue 3¢upsl xonuHa. OpHako OytupunxomuH X9
TUJIPOJIN3YET BJIBOE ObICTpEE, UYEM alleTHIIXOJIUH.

CoeiBopoTouHass XD OTHOCUTCA K CEKPETOPHBIM (EepMEeHTaM, TO €CTh B
HOPMAJIBHBIX YCJIOBHMSIX CHHTE3UPYETCS B IIEUYEHU W 3aTE€M IEPEXOJIUT B ILIa3My
KpoBH. B chIBOpoTke KpoBM XD 4Ype3BbIYAHHO AaKTHBHA M MPUCYTCTBYET
ITOCTOSIHHO, YTO, BO3MOKHO, IIPENOTBPAIIAET PACIIPOCTPAHEHNE ALETUIIXOJIMHA 10
TKaHSAM IIpY TONAJaHUM €ro B KpOBAHOE pycino. I[Ipy mnopakeHHH IedeHn
aKTUBHOCTh XO B CHIBOPOTKE KPOBHM NOHMKAECTCSA» TaK KaK HAPYIIAETCS CHUHTE3
(dbepMeHTa KJIEeTKAMH MEYEHHU.

CHmxeHHne akTUBHOCTH X B CBIBOPOTKE KPOBH IMPOUCXOINUT HA HAYAJIBHBIX
cTaausX HHPeKuroHHoro renatuta. [Ipu Tsoxensix ¢opmax Oone3nu borkuHa
aKTUBHOCTh XD PE3KO M CTOMKO CHMXAETCS HA MPOTSKEHUU BCETO KENTYILIHOTO
nepuoaa. [Ipu o6octpennn 3aboneBanus MaeHUE aKTUBHOCTH XD OMEpekaeT MUK
MOBBIIICHNUS KOHLIEHTpauu OUMpyOuHa, urpast pojib MpeaBeCTHUKA 000CTPEHUSI.
JIluHaMyKa W3MEHEHHs aKTHUBHOCTH CBIBOPOTOYHOW XD SBISETCS Ba)XKHBIM
nokasaresneM JUisl HaONIOAEHUs 3a T€YEHHEM OOJIE3HHW U OIpEAeNeHUs] MPOTrHO3a

IIpHU XPOHUYICCKUX 3a00JIeBaHUAX TTICUCHH.
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3HAYUTEIBbHOE CHUKEHHUE AKTUBHOCTH X B CHIBOPOTKE KPOBH HAOJIIOAAETCS
OpyU LUPpPO3ax IE€YEHU. AKTHUBHOCTH CBIBOPOTOYHOM XD yMEHbLIAETCA MpHU
OTpaBlieHUU  (POCPOOPTaHUYECKUMH  COCAMHEHUSIMHU, TPUYEM  YrHETCHHE

aKTUBHOCTU X0 MPOSBISAETCSA PaHbLIE IPYTUX CUMITOMOB HHTOKCHKALIUU.

Karanaza
Karamaza (K. @®. 1.11.1.6) oTHocuTCcs K KiIaccy OKCHIOPEOYKTa3 H

KaTaJIM3UPYET CIETYIONIYIO PEAKIUIO:

H,0, + H,O, —*0,+2H,0

DTO TEeMOINpOTEHIHbIA (EPMEHT, KOTOPBI B OpPraHU3ME COACPKUTCA B
0O0JBIIOM KOJIMYECTBE B SPUTPOLUTAX U KIeTKax rneueHu. KaTtanasza BBINOJIHSAET
3alIUTHYIO0 (PYHKIIHMIO, TOCKOJIBKY OCBOOOXAAET OPraHUu3M OT EPEKUCH BOJOPO/A.
B sputponurax KaTtajiasza 3allMIIAET F€MOrJIO0MH U JIpyrue OelaKd OT OKHUCIEHUS
IIEPEKHUCHIO BOJIOPOAA.

AKTUBHOCTBh KaTaja3bl J3PUTPOLIMTOB OCTAETCS B MpEAeax HOPMbI IpH
HesnoM psife 3a0ojieBaHUM TEYEHHW, TMOYeK, CcepAlla, HpU caxapHOM Juadere,
DHEBMOHMSIX UM OpoHxuaibHOM actMme. IIpu 370KauecTBEHHBIX OMyXOJSAX Y
NAalMEHTOB OOHAPYKEHO CHUKEHUE aKTUBHOCTHU KaTajasbl U B IEYEHU U B KPOBH.

CHmxeHHe aKTHUBHOCTM Karaja3bl KpOBU HaOJofaeTcs TMpu  psaae
WH(DEKIMOHHBIX  3a00JeBaHui: OpromHOM THUdE, CKaplaThHe, Maspuu,
TyOEepKyJie3e JerKux.

HekoTopsie BemiecTBa, Takue Kak Ko(ewH, TEOOpOMHUH, alleTOHOBHIE Tea,

AJIKOI'OJIb, BBI3BIBAIOT ITOBBIIIICHUEC KaTaJla3HOM aKTUBHOCTH KpOBH.

“41



I'myramataernaporenasa

I'myramarnerunporenaza (I'II; K. ®. 1.4.1.2.) oTHocuUTcA K Kiaccy

OKCUJOPEAYKTa3 U KATATM3UPYET CICIYIOUIYIO PEAKIUIO:

(|:OOH (I:OOH C|:OOH
NAD"  NADH+H' H0
CHz CHz CH?
| N L ok <N o B o
?Hz = Hz ?Hz 3
?H —NH,  nyramar geraporeHasa é: NH ; C=0
I

| HzO
COOH COOH COOH

Cnytamar a-UMuHornyTapar a-Ketornyrapar

I'’Il" sBRIseTCs MUTOXOHJPUATIBHBIM (PEPMEHTOM, JIOKAJTU3YIOIIUMCS B
OCHOBHOM B II€YEHH, CEPICUHON MBIIILE U MOYKaX, HO HEOOJIbIINE €ro KOJINYECTBa
BCTPEYAIOTCA U B IPYTUX TKAHAX.

I'’Il' nmpencraBineHa B HOPMaJIbHOM CBIBOPOTKE KPOBH B  CIEAOBBIX
KOJIMYECTBaX, HO Tpu 3a00JIeBaHMUAX II€YEHW aKTHBHOCTh MOBBIIAEeTCs. B
KJIIMHUYECKOM jnaboparopuu u3MepeHus akTuBHOCTH ['JIIT mpumeHstoTcs ams

OIpCACICHNA MUTOXOHAPHAJIbHBIX HapymeHI/Iﬁ, 0COOEHHO B IICUCHH.

o-amMuJIa3a

a-Ammiaza (AM; K. @. 3.2.1.1.) xkaranmusupyer rtuaponus o-1,4-
INIMKO3UAHBIX CBA3EH Kpaxmalia, TJIMKOTeHa S POJCTBEHHBIX UM MOJMCAaXapUa0B J10
JEKCTPUHOB Y MaJIbTO3BI.

Haubonbmume xonmmyectBa AM (auactassl) copepikarcs B MaHKPEaTHYECKOM
COKE U B CJIIOHE, (DEpPMEHT MPUCYTCTBYET TAKXKE B MICUCHH, (PAIITIONUEBBIX TPyOax u
MbIIIax. @EpMEHT IKCKPETUPYETCH C MOYOM.

AM npencraBieHa JByMsS U30(E€pPMEHTAMHU: IaHKPEATHUYECKOro U
CIOHHOTO. B mazmy kpoBu AM mocTynaer B HOpME Kak U3 NOJKEITYAO0YHOU, TaK
U U3 CIIOHHBIX JKene3. BocnaneHue 3TuX JKelle3 WIM 3aKyllopKa MX IIPOTOKOB
OPUBOJAUT K TIOCTYIUICHHMIO B KpOBb OOJBIIMX KOJUYECTB (epMeHTa U K

MOBBIIIICHHOM OKCKpPCIHUHN IMOYKaMHU.
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Pesynbratel onpeneneHus oomeidr AM aKTHBHOCTH HamOoJiee BaXKHBI IS
JTUArHOCTUKHU OCTporo maHkpeatuta. [Ipu 3ToM 3aboneBaHuu akTUBHOCTH AM B
CBIBOPOTKE KPOBU MOKeT NoBbImathbes B 10 pa3. Haubonbmas aktusHocth AM B
KPOBHM M M€4Y€ MPOUCXOAUT B NepBbIe Tpoe cyTOK. [loBbimenne AM B CBIBOPOTKE
KPOBH MPOUCXOAUT U MPH 3aKYIIOPKE MPOTOKA IMOKETYT0YHOM KEIE3bI.

3a0o0eBaHus CIIOHHBIX JKeJle3 (AMUIEMUYECKUM MapOTUT) COMTPOBOXKIAIOTCS
TaKXKe TUIEPAMUIA3EMUEN.

[IpuunHoii moOBBIIEHUS AM B CBIBOPOTKE KPOBH MOXKET OBIThH
HEJOCTAaTOYHOCTh  BBIACJICHHUS I[OYKAaMWM amuia3bl W3 OpraHm3ma (M3-3a
JTUC(YHKIMKM TOYEYHBbIX KIyOOukoB). OpHa W3 pEOKUX NPUYUH TOBBILIECHUS
ypoBHI AM — oOpazoBaHue KoMiuiekcoB AM ¢ HMMyHOINIOOYJIMHAMHU
(MakpoamMmiiazeMusi), KOTOpPbIE M3-32 BBICOKOH MOJIEKYJIIPDHOM MacChl He
buIbTPYIOTCS B KITyOOUKaX.

BaxxHoe nuarHoCTHYECKOe 3HAYEHWE MMEET BBIABICHUE NAHKPEATUYECKOIO
m3opepmenta AM mnpu NaHKpeaTUTax TOTJa, KOrja COCYIIECTBOBaHUE
DIUJAEMHUUYECKOTO IIApOTUTAa WIM II0Y€YHas HEJOCTATOYHOCTb 3aTPYIHSIOT
MHTEPHPETALNIO TAHHBIX O MOBBIIIEHUH 00111ed AM aKTUBHOCTH.

CHwxenue ypoBHs AM B CHIBOPOTKE KPOBU HAOIIOAACTCS TIPU OCTPOM H
XPOHMYECKOM TIE€NaTUTe, HEIOCTATOYHOCTH IOJDKEIYIOYHOM JKEJe3bl, a TaKkKe

MOKET ObITh OOHAPYKEHO Yy AETeH 10 roja.

I'moko030-6-pochaTaeruaporenasa
I'moko30-6-ocharaeruaporenaza (I'6OAIN; K. d. 1.1.1.49) otHOCUTCS K
KJIACCY OKCHJIOPENYKTa3 U KAaTaJM3UPYET MEPBYIO peakiuio nmeHtrozodocharroro

yTH 0OMEHA TJIFOKO3bI:

CHoOPQ3Hy HATSS DKRSHERS CH,0PO3H,

T L N N

H H
HO OH H H Fawoxoa0-6-goctar- 0
ABTRAPOreNISE HO
H OH H OCH
IaoKo20-6-gocdar 6-DOCcHOrnIONeHO~

« § -paxrom
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Haubonbias akTUBHOCTh (hepMEHTa OINPEAETSeTCS] B APUTPOLUTAX, MHOTO
['6DJII" B xOpe HaJAMOYEYHUKOB, CEIE3EHKE, OTHOCUTEIbHO HHU3KHE aKTUBHOCTU
oOHapy>KeHbI B ICUEHHU, CKEJIETHON MyCKyJaTrype. B cbIBOpOTKE KpOBH OTMEUaeTcs
ciabast aKTUBHOCTb.

Kodpepmentom mna T'6DAIT  ssasercas HAJD, xoropelii B cBoel
BOCCTAHOBJICHHOM (OopMe€ MNPEJOXpaHAeT TEeMOIVIOOMH OT OKHCIUTEIbHOU
nHaktuBanuu. HAJI®H, sBasercs cyOcTpartoM i TIyTaTHOHPEAYKTa3bl W
KO(EpPMEHTOM JJIs1 METTEMOTTIO0MHPETYKTa3bl.

Nutepec x I'6D/II" >pUTpOUNTOB CBA3aH C €ro POJBI0 IPU Pa3BUTUU
TEMOJIMTUYECKUX AHEMHUU W MPU BPOKACHHBIX CEPIIOBUAHOKIETOYHBIX AHEMMSIX.
Ot 3aboyieBaHUsT  4YacTO  CBA3aHbl C  TEHETUYECKH  OOYCIIOBICHHOM
HegocTaroyHocThio ['6DJ/II°, 4YTO NPUBOAUT K HEJOCTATOYHOW BBIPAOOTKE
BoccTaHOBJEeHHbIX HykJIeoTH10B (HAJIDH;), yyactByromux B 00€3BpeKUBAHUU
aKTUBHBIX (OpPM KHCIOpOAAa U, KaK CIEACTBHE, K YCHWJICHHMIO IPOLIECCOB
MIEPEKUCHOTO OKHUCIICHHS JIMITUAO0B U TEMOJIN3a DPUTPOLIUTOB.

[Ipu xponuyeckoit ¢GopMe TEeMOTUTHYECKON aHEMUHU, CBA3AHHOU C
nepuuurom 6D, pasmepbl SpUTPOLUTOB HOPMaJbHbIE (AaHEMHSI MOATOMY
paHbIIle Ha3bIBaIach HECHEPOLIUTAPHOM).

Octpas TeMoNHMTHYECKass aHeMus, cCBs3aHHas ¢ jgedururom [6DJII,
BO3HMKaeT Ha (¢eHe npuema JIeKapcTB, OCOOEHHO MPOTUBOMAIIAPUNHBIX
IpenapaToB, CyJlb(paHWIaMUIO0B, MPOU3BOAHBIX CATUIMIOBON KuciaoThl. Ilpu
MH(DEKIMOHHBIX 3a00JIeBaHUSAX KpU3bl MOTYT HACTyNaTh U 0€3 mpuema JEKapCTB,
[P 3TOM MHTEHCHUBHBIN I'€MOJIU3 MPOUCXOIUT U B COCyAaX, U BHYTPHUKIIETOYHO,
YTO MOXET NMPUBECTU K OCTPOU IMOUYECUHOU HEAOCTATOYHOCTH.

[ToBbimenne aktuBHOCTH ['6DJII" B CHIBOPOTKE KPOBH OTMEYAETCS IMOCIIE
uHpapKTa MUOKapJa, IpUYeM MaKCHMaJbHOE yBeJIMueHuEe HabogaeTcs B Oolee

no3aHue cpoku, yem it ACAT u JIAT.
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3.4. DH3uMOTEepanus M NepPCHeKTUBbI NPUMEHEHUS!

(epMeHTOB B MeqUIIMHE

B nacrosmiee BpeMs B TEpANEBTUYECKON MPAKTUKE UCITOIB3YIOT HECKOJIBKO
JIECSATKOB Pa3IMYHBIX (DEPMEHTOB.

[Ipenapatbl OYMIIEHHBIX (EPMEHTOB HAILIM I[IMPOKOE MPUMEHEHUE B
KayecTBE CPEACTB 3aMECTUTEIbHOM Tepamuu MPU HEJOCTaTOUYHON (PyHKIHUU
MUIIEBAPUTENBHBIX JKEJE3, a TaKKe HEKPOJIUTHYECKUX U TPOMOOIUTUYECKHUX
BEILIECTB.

[Ipu HEKOTOPBIX 3200JEBAHUSX KETYJOUHO-KUILIEYHOTO TPAKTA UCIIOJIb3YIOT
npenapatsl (decran, mnaHKypMeH, TpUuepMeHT U Ipyrue), KOTOPhIE MPEACTABISIOT
co0oil cmech (hepMEHTOB MENCUHA, TPUIICUHA, XUMOTPUIICUHA, aMUJIa3bl, JTUIA3bI.
[Iporeonutnueckue (GepMeHTHl MPUMEHSIOT JUIsl JICYCHUSI OCIOKHEHHBIX paH U
THOMHO-HEKPOTUYECKUX IIPOLIECCOB, ITIOCKOJIBKY OHU TUIPOIU3YIOT
JICHaTypUpPOBaHHbIE OEJIKM B OMEPTBEBIIUX TKAaHIX, B TO K€ BpEeMs Majo
3aTparvuBas HATUBHbIE BHYTPUKJIETOYHBIC O€JIKH, OTIEJICHHBIC KICTOYHBIMU
MeMOpaHaMHd M MEHee 4YyBCTBUTEIbHbIE K JCHCTBUIO TIpoTeas, Omaromaps
KOMITAaKTHOW TPETUYHOU CTPYKTYPE.

OubpuHOMM3MH — (EepMEHT, KaTaau3upyloumi ruaponus3 GudpuHa,
UCIIOJIB3YIOT JIJISl paccachblBaHMsl (OCHOBHOTO O€jika KpPOBSHOI'O CIyCTKa) TPOMOOB,
BO3HUKAKOIIMX B KPOBSHOM PYCIIE€ U YIPOKAKOIIMX 3aKyIOPKOM KPOBEHOCHBIX
cocynoB. DOUOPUHOIU3UH XOPOIIO 3apEKOMEHJ0Bajl ce0s TNpu JICUCHUU
HE3)KUBAIOUIMX PaH, IPOJIEKHEN, THOUHBIX CBUILEH U IP.

HekoTopble HykJea3pl HaNUIM MOPUMEHEHUE [JIs JIEYEHUS BUPYCHBIX
3a00J1eBaHUM, TTOCKOJIbKY BUPYCHBIE HYKJIIEMHOBBIE KHCJIOTHI OKa3bIBAIOTCS OoJiee
JOCTYIIHBIMU B OTJIWYME OT HYKJIEHMHOBBIX KHCJIOT KIETKH, HaXOIAIIUXCA
MIPEUMYIIECTBEHHO B CBA3aHHOM C Oenkamu Buje. Hampumep, maHkpeaTudeckas
PHK-a3za npumensiercst s JJ€4eHUs KIIeneBoro sHiiedanuTa, a maHKpeaTuieckas

JIHK-a3a — qyist 3a00J1eBanmiA, BRI3BAHHBIX BUPYCOM Teprieca v aICHOBUPYCOM.
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Tpunicun u xuMoTpuncud 3QPEKTUBHBI TaKKe MPU JICYCHUH 3a00JeBaHUN
JBIXaTeNbHBIX MyTel (abciecc JIerKoro, SMIuemMa mieBpbl, OpPOHX0IKTa3us U JIp. ).

[lon BAMSHWEM 3TUX MpENapaToB MNPOUCXOAUT PaPKUKEHUE THOMHOIO
IKCCYJIaTa, YTO CIIOCOOCTBYET OUMIICHUIO OPOHXOB M JIETKHX.

B knuHMKE HaxoAT LIMPOKOE MPUMEHEHHE Mpenaparbl IMalypOHHUa3bl
(Hampumep, Tpu MyKomonucaxapuaoszax). llog BiMsHHEM THaTypOHHIA3BI
IPOUCXONUT  JEMOJIMMEpPU3AIUS  MYKOIOJIHMCAXapUJAOB U YBEIUYUBAETCSA
IPOHUIIAEMOCTh TKaHEH U COCYAMCThIX CTeHOK. IloaToMy 3TOT QepMeHT
(oTeuecTBEHHBIM  Mpemapar  JiMja3a)  HUCIOJB3YIOT, 4YTOObI  OOJIETYUTH
IIPOHUKHOBEHUE JIEKAPCTB Yepe3 MEXKKIETOUHYI0 CYOCTAHIMIO MpHU JIEUECHUU
IIPOLIECCOB, CBSA3aHHBIX C 3apACTaHUEM COEIVHUTEIILHON TKAHH.

JUis  MEeIMIMHCKOM  MNPAKTUKA  BaXXHBIM  SIBJIIETCS  MCIOJb30BAHHE
KO(EpMEHTOB B KayeCcTBE JICUEOHBIX CPEACTB MPHU T'HIOPEPMEHTO3aX, BHI3BAHHBIX
UX HEIOCTaTOYHOCThIO (HampuMmep, BUTaMUH B; wiaM THaMMH XJopuja mpu
MOJINHEBPUTAX ).

B nmocnennue rojpl HaluM NMPUMEHEHHE UMMOOWIN30BaHHbIE (PEPMEHTHI B
JICUEHUM PA3IUUYHbIX 3a0oneBanuii. [Ipuopurer B 3TOW 00NACTH MPUHAIIECKUT
OTEYECTBEHHBIM YUYEHBIM, KOTOPbIE MOIYUYHJIN MpernapaT UMMOOMIM30BAHHOTO aK-
TUBATOpa IUIa3MUHOT€HA — CTPEITO/IeKa3y, IPUMEHIEMYIO JJIs JeUeHus: dMO0IUN
JIETOYHOM  apTepuH, TPOMOO30B KOPOHAPHBIX COCYIOB, BHYTPHUIJIA3HBIX
KpoBou3NIusHUN. Begyrcs wuccienoBaHuss 1O UMMoOWIM3anuu  (HEPMEHTOB
MUKPOOHOTO MPOUCXOXKICHUSI U UX TPUMEHEHUIO B KJIMHUKE B BUJE (PEPMEHTHBIX
PEaKTOPOB B TEpPAIUU 3JI0KAYE€CTBEHHBIX HOBOOOPA30BaHUM 1 00JIe3HEN TTOYEK.

[TpuHIMIT UMMOOMIM3AIMKY CIIOCOOCTBOBAN CO3JAHUIO IIeJICHANPaBIECHHON
JOCTaBKA (EPMEHTOB K OMNPEJEICHHBbIM OpraHaM W TKaHSAM, YTO JOCTHUTaeTCs
BKJIIOUEHUEM (EPMEHTOB B MHUKPOKANCYJIbl M JIMIIOCOMBI, CBSI3aHHBIE C
aHTUTEIAMH, KOTOPBIE MOTYT PACO3HATh OYar MOPaKEHUS.

CocTaBHOM 4YacTbhlO IH3UMOTEPANUM SIBISETCS NPUMEHEHUE HHTMOUTOPOB
npyu U30BITOYHOW aKTHBAIMM HEKOTOPBIX (pepMeHTaTHBHBIX cucTeM. Hampumep,

CCTCCTBCHHBICE MW CHUHTCTHYCCKUC I/IHFI/I6I/ITOpI>I IIPpOTCHMHA3 HCIIOJB3YIOT IIpHU
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MaHKpeaTuTax, OpPOHXOJETOYHBIX 3a00JIEBAHMSIX, O0XKOTaX, MIOKaX Pa3JIMIHOTO
reHe3a. [lpuMeHeHne WHTHOMTOPOB MOHOAMHUHOOKCHA3bl TEPCIEKTUBHO TIpU
JICYCHHUH JICTIPECCUBHBIX COCTOSTHUM.

YpoBeHb akTUBHOCTH (EPMEHTOB B IUIa3ME€ KPOBH HAXOIWUTCS IO
KOHTPOJIEM E€CTECTBEHHBIX MHTHOUTOPOB OenkoBOM mpuponabl. OHU pazIuyaroTcs
1o cyOCTpaTHOM creU(UUHOCTH U CTIIEKTPY UHTMOUPYIOUIETO ACHCTBUA.

Buumanue wuccienoBarenied  MPHUBJIEKIO OTKPBITUE  HACIEICTBEHHOTO
nedunuta OeIKOBBIX MHTUOMTOPOB MPOTEOJM3a M, B YACTHOCTH, O3-HHTHOUTOpA
npoTenHas  (0;-aHTUTPUIICHHA), TMPHUBOJAIICTO K Pa3BUTUIO 3a00JICBaHUU
OpOHX0JIETOYHOTO JIepeBa U MeUEHU, 0COOCHHO Y JeTeH.

Yeyryonsomum — GpakTopoM  OpU  HEAOCTATOYHOCTH  O,-MHTHOUTOpa
MPOTEUHA3 SBJSETCS KypPeHHE, MMOCKOIbKY KOMIIOHEHT TaOauyHOTO JAbIMA OKUCIISET
METHOHHWH, YTO MPHUBOJUT K TMOTEPE CIOCOOHOCTH 3TOTO MHTHOWUTOpA yrHETATh
aKTUBHOCTb  MIPOTEONUTUYECKUX (depmeHToB. UM3yuenue ¢depMeHTOB, UX
WHTHOWTOPOB TIPU HACIEICTBEHHBIX YH3UMOTMATHIX CIIOCOOCTBYET pa3paboTKe U
COBEPIIIEHCTBOBAHUIO METOJIOB MX JMATHOCTHKH, B TOM YHCIIE TIPEHATAILHOM, U
paloOHaIbHOMY JICUEHUIO 3TUX 3a00JIeBaHUIA.

B o6nacti »H3UMOAMArHOCTUKH Bce Ooiiblliee MpPU3HAHUE 3aBOEBHIBAIOT
mpenaparbl  OUYMIIEHHBIX  (DEpMEHTOB,  HUCIOJB3yeMble B KayecTBe
BBICOKOYYBCTBHUTEIIBHBIX ~ CHCIUPUUCCKAX PEAreHTOB JUIsl ONpEACICHHS B
OMOJOTUYECKUX IKUAKOCTSAX PA3JIUYHBIX CyOCTpaTOB M UX METa0OJIUTOB.
Hampumep, pepMeHT ypea3y HCIOIB3YIOT IS U3MEPEHUS KOJMYECTBA MOUYCBHUHBI
B MOYEC WJIM KPOBH, a TJIFOKO300KCH A3y IS ONPEACIICHUS YPOBHS TIIOKO3bI B 3THX
KHUTKOCTSX.

DepMEHTBI HEPEAKO HWCIOIB3YIOT JUISl BBISBICHUS W KOJIHYECTBEHHOTO
OTIPEJICIICHHS B TKAHIX U KPOBH SIZIOBUTHIX BEIIECTB, OCOOCHHO TOT/1a, KOT/Ia TaKUe
BEI[ECTBa 0O0JIAAI0OT CHOCOOHOCTHIO W30MPATENbHO YTHETATh OMpEeICHHBIC
(bepMeHTHI.

depMEHTATUBHBIE METOABl OTIUYAIOTCS BBICOKOW YYBCTBUTEIBHOCTHIO H

Jar0T BO3MOXKHOCTb O6Hapy}KI/ITI> HUYTOXKXHBIC KOJIHYCCTBA Aaa (CI/IHI/IJIBHYIO
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KHUCTIOTY U ee coiH, (hochoopraHndeckue BEIIeCTBA U Ip.), YTO UMEET OIPOMHOE
MPAKTHUECKOE 3HAUCHHE I TOKCUKOJIOTUU U CYJIeOHON MEIUIIUHBI,

[IpumeHeHnre QEepMEHTHBIX AIEKTPOJOB U MMMOOMIN30BAHHBIX (PEPMEHTOB
JUISL ONpPENENICHUs TJIFOKO3bl, MOYEBUHBI, MOYEBOM KHCIIOTbl, AMUHOKHUCIOT
3HAYUTEIHHO YIPOILIAET U YCKOPSET MPOBEACHUE OMOXUMUYECKUX aHAJTU30B.

Haunlonee mnepcneKTUBHBIMU SIBISIIOTCA  BBICOKOCHEU(DUYHBIE METO/IbI
UMMYHO(EPMEHTHOTO aHaliu3a, OCHOBAaHHbIE HA WCIOJIB30BAHUU AHTUTEN U
AHTUTEHOB, MEYEHHBIX (QepMeHTaMu Wi Kodakropamu. OHU MO3BOJISIIOT
ONPEIENATh COCIMHEHUS PA3INYHON CTPYKTYpbl — (DepMEHTHI, O€IKU, BUTAMHHBI,
TOPMOHBI, aHTHUTENAa B KOHUEeHTpauuu a0 10-12monb/n. MMMmyHOMEpMEHTHBIM
aHaJIn3 MPUMEHSIOT JJIsl paHHEH JUarHOCTUKU MH(EKIHOHHBIX, COMATUYECKUX U
OHKOJIOTMUECKMX 3a00JIeBaHUIl, a TakXKe Uil KOHTPOJs 32 3(PPEeKTUBHOCTHIO
IIPOBOJMMOM TEPAIIUU.

AKTyallbHOHN sBisieTcsl mpoOjemMa IMOMCKa JIEKapCcTBa MPOTUB «uyMmbl XX
Bekay — CIIM/la (mpuobperenHoro ummyHonedumura). B xumuorepanuto BUY-
WH()EKIMU BKIIIOYEHBI TIpernapaTbl — MHrHOUTOpHl (pepmentoB. Hanbonee mmpoko
MPUMEHSIEMbIN  a3UJAOTUBIUIMH — WHTUOUTOpP OOpaTHOM TpaHckpunTaswl. D-
NEHULIUJIAMUH, MEPKAaITOTJINLIHH, MEpPKaITONPOIIAHOTJINLINH, ABJISISICH
MHTUOUTOpaMU BUPYCHBIX MPOTEUHA3, 3aTOPMAKUBAIOT TPAHCAKTUBALMIO BUpYCa B
opranuzme. Kak mnpaBwiio, Bce 3TH mpenapaTbl TOKCHUYHBI W BBI3BIBAIOT PSJ
mo00YHBIX AP (HEKTOB.

[IpumeHeHne  TUAPOTUTHYECKUX  (EpMEHTOB  JaeT  BO3MOXHOCTb
OCBOOOXK/IaThb OCEBIIME B TKAaHAX MMMYHOKOMIUJIEKCHl W JIMKBUJIUPOBATh
HUPKYJTUPYIOIIME HMMYHOKOMIUIEKCHI, oOpasytouuecs mpu BUY-undexum,
HEIMOCPEJICTBEHHO WM C T[OMOIIbI0 aKTUBU3AIMU MakpodaroB. Pe3ynbrarhbl
nepBeiX uccnenoBannii BUY-uHGUIMPOBAaHHBIX MAIIMEHTOB HA pPaHHEW CTauu
00Je3HN CBHUJETENBCTBYIOT O XOpOIIEH TEepPEeHOCMMOCTH SH3MMOTEpPAIIUH,

YIIYYIIEHUH OOIIEr0 COCTOSHUS.
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O monHOM m3nedeHnn ot BUY-undexum Ha CerogusnHui 1eHb HE MOXKET
OBITH M pEeUYr, HO TOT (haKT, YTO MOXKHO 3aTOPMO3UThH HAa KAKOE-TO BpEeMsI Pa3BUTHE

60J163HI/I, BCCJLACT HAACIKIY.

4. IH3UMONIATHH

JlIo cux mop MBI paccMaTpUBalM HCIOJb30BaHHE (HEPMEHTOB MJis
JMAarHOCTUKU OCTPBIX M XPOHUYECKHX NPUOOPETEHHBIX 3a00JIeBaHMUM, HO HE
MEHbIIIEE 3HAUCHUE UMEET JUArHOCTHUKA SH3UMOIIATH.

JH3MMONATUM —  3a00JIeBaHMs, pa3BUBAIOIIMECS B  PE3yJIbTarTe
HACJIEACTBEHHOTO  JeduimMra HEKOTOpbIX (epMeHTOB, JMOO  BCIEICTBUE
NpUOOPETEHHOW HEJOCTATOYHOCTH.

N3BectHo Oonee 400 »H3UMOMNATUM, CBSI3aHHBIX C HApYyIICHHEM OOMeEHa
AMUHOKHUCIIOT, JJUIUI0B, YTIEBOJAO0B, a30TUCTHIX OCHOBAHUN, TOP(YUPHUHOB.

O pomn nedummra I'6DJI" Obuto cka3aHo Bbimie. B meHTo3odocdaTtHOM
IIUKJICE MOKET BCTPEUAThCsl SH3UMHBINA AePeKT 6-PpocorItoKOHATIETHAPOTCHA3HI
(6I'Al). Takxke kak wu [6D/-nedexr, Hemocrarounoctb 6D
COMPOBOXK/IAETCS TIOSIBJICHUEM HECTA0MJIBbHOTO BOCCTAHOBJICHHOTO TJyTaTHOHA,
tenery [eitHma u ymepeHHON HeceporUTapHOW TEMOJUTHYECKON aHEMUHU.
3HAUYUTENBHO PEXKE B IPUTPOLIMTAX BCTpeyaeTcs AePUUUT GEpMEHTOB IITUKOIN3A U
oOMeHa rTyTaTHOHA.

K sH3umonaTusmM yrieBoJHOro oOMeHa OTHOCSITCS HapylleHus MeTadoJn3a
VIJIEBOJIOB M TJIMKOMPOTEUHOB. [IpyunHON rajakro3eMum MOXET ObITh Je(EeKT
OJTHOTO M3 TpeX (DePMEHTOB €€ METa00IM3Ma; TaTaKTOKHHA3HI, rajgakTo-1-hocdar-
ypunuHTpancdepasbl U snuMepassl (kpaiine peako). [lpu gedekre rajakTokuHasbl
MOBBIMIACTCA  KOHIIEHTPAIMSI TaJlakTO3bl B KPOBU, YTO COINPOBOXKIACTCS
rajiakTo3ypuei. 3a0oyieBaHHE OOBIYHO TMPOSIBISETCS YXYIICHUEM 3pEHUS B
pe3ynbTaTe 00pa3oBaHus KaTapakT.

[IposiBieHMsT TajakTO3eMHM B 3HAYMUTEIBLHOM Mepe W3MEHSIIOTCA B

3aBUCUMOCTH OT cTeneHu aedekrta ranakto-l-pocdar-ypununrpancdepassl U oT
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KOJIMYECTBA MOCTYMHUBIICH ¢ MUIIEH TaakTo3bl. 3a00I€BaHUE POSBISETCS yKE B
MIEPBBIC THU W HEJEIH MOcie poxkaeHus. HoBopokIeHHbIE HEOXOTHO TPHHUMAIOT
MOJIOKO. XapaKTEepHO TIOJHOE OTCYTCTBHE amleTUTa, PBOTA, B3AYTHIM >KHUBOT,
JUCTICTICUSI, TUTOTJIMKEMUYECKUE TPOSBICHUS W TEPCUCTHPYIOMas XenTryxa. B
OOJBIIMHCTBE CIIy4aeB NPHUOCTAHABIMBAETCS IMpuOaBKa B Bece, IE€YEHb U
cesie3eHKa yBenuuuBawTcs. Karapakra mnposiBigercs He paHee 3-M1 Hepenu,
MOCTETICHHO YCHJIMBAETCSI W IPUBOJUT K TOJIHOM cienoTe. [loaToMy mpu sieueHun
U3 TUTaHUS MCKIIOYAIOT MPOAYKTHI, COAEpIKalIUe TajakTo3y (B TOM 4YHUCIE U
MOJIOYHBIE).

DOH3UMONAaTUH, CBSI3aHHBIE C OOMEHOM (PYKTO3bI: 3ICCEHIHAJbHASA
¢pykTo3ypusi (nedpext (GpyKTOKHHA3BI), HACAEACTBEHHAS] HENEPEeHOCUMOCTh
¢pykro3bl  (aedexkt  dpykTo3o-1-dhocharampaonazel  wid - GpykTo30-1,6-
nudocdarasbl).

Hedbuuut nakta3sl 00yCIOBIMBACT HENMEPEHOCUMOCTD JAKTO3bI, a 1ePUITUT
caxapa3bl — HeNEePeHOCHUMOCTh caxapo3bl. Yncras HEMepEeHOCUMOCTh MallbTO3bI
BCTpEYaeTCsl KpalHe PEeAKO, TaK KaK B KUIIECYHHKE MPUCYTCTBYIOT 3 MajbTasbl,
CIIOCOOHBIC PACHICIUIATh 3TOT JAUCaXapui. DTOT JePUIUT OOBIYHO COYETAeTCs C
nedUIUTOM APYTUX AUcaxapuias.

Psn nHacnencTtBeHHbIX 3a00J€BaHUN CBSI3aH C HApYyIIEHHEM OOMeHa
TJIMKOTEHA, TOATOMY 3TH OOJE3HW TMOJYYWIM Ha3BaHUSA TIJIMKOTeH030B. [lpu
IJIMKOTEHO3aX HapyIIaloTCA TMPOIECChl pacmaia WM CHHTe3a TJIMKOTEHa,
COMPOBOXKIAIOIIMECS] €r0 HAKOIUICHUEM B Pa3IMUHBIX OpPraHax W TKaHAX. OTH
Pa3HOBHIHOCTH DH3MMOIIATHH HanOoJiee XOpOIO M3ydeHBl. Beimenstor 9 Turos
rMKoreHo30B. Jlegekt 3aTparuBaeT (hepMEHTHI: TIIOK030-6-(ocdarasy, Kuciyio
a-1,4-rmoko3uaasy, dochopunasy, dochormokomyrazy, pochodpykTokuHazy u
P IPYTHUX.

Hapymienuss oOmena  MyKomosiMcaxapuioB  (TJIMKO3aMHHOTJIMKAHOB)
ABJISETCSI TPUYMHOM MyKomoJmcaxapuao3oB. Ilpu nedexre kakoi-nubo u3
JN30COMHBIX cnenupuIecKux THIpOJIa3 HapyIIaeTCs Jerpagarus

TNIMKO3aMHWHOITIMKAHOB, U IMIPOAYKTbI HCIIOJIHOTO PACIICIICHHA HAKaIlJIMBAIOTCS B
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JM30COMaxX TOYTH BCeX TKaHed. Pasmuyaior 8 TUMOB 3TOro 3a00JeBaHUS.
Myxkonosmcaxapu103bl  OTJIIMYAIOTCS MPOTrPECCUPYIOIIUM TEYEHUEM Pa3IUYHON
cTeneHu TsokecTH. OOIMMU MPU3HAKAMU Pa3HbIX (OpM SBISIOTCS JIedopmanus
4yepT JMIa, U3MEHEHHE CcKelera, nedopmMaivs CycTaBOB, MOPAXCHUS IEUYCHH,
CEJIC3EHKH, CEepJilla, KPOBEHOCHBIX COCYAOB, 3a/IepkKKa TICUXOMOTOPHOTO U
YMCTBEHHOT'O Pa3BUTHUS.

JH3MMONATHM  JIMIMIHOTO  O0MeHa  BCJIEACTBUE  NEPBUYHOIO
(HacnencTtBeHHoro) nedekra depmeHTa BeTpedaroTcs peaxo. OHU mpuoOpeTaroT
OOJIBIIYIO BBIPAXKEHHOCTH MO/ ICUCTBUEM AITMMEHTAPHBIX (PAKTOPOB.

Cpenn BpOXKJEHHBIX HAPYIIEHWH JHMIMHIHOTO OoOMeHa (TJIaBHBIM 00pa3oM,
C(UHTOJIUITHIOB) BBIJIEIISIOT: CUHTOIUTIUIO3BI, 00JIe3Hb Pedcyma,
TUNIEPIPONUOHEMHUIO U OBBIIIEHHOE BBIBEEHUE METUIIMAJIOHATA C MOYOH.

CpuHroaunuao3bl BOZHUKAIOT U3-32 OTCYTCTBUS JIN30COMHBIX (DEPMEHTOB,
KOTOpbIE IPUHUMAIOT y4acTHe, MpPEXKIE BCEro, B IIpoliecce pacraja
C(UHTOJIMIIUIOB, YTO BIMSIET Ha MPOLECCHl PA3BUTUA CTPYKTYpP LEHTPAIBHOMN
HEPBHOW CHUCTEMbl M MOXET TIPUBECTHM K JeTalbHOMY wucxony. llpu
C(UHTOJIUIIUI03aX MOTYT HaOII0AaThCS nedeKTs B-riroxo3unassl,
C(UHTOMHENINHA3BI, 0, ¥ -TaTakTO3uaa3 U psijia IPYrux.

BoJse3ns Pedpcyma — BhI3BaHa HapyiieHneM [B-OKHCICHHS Pa3BETBICHHBIX
KUPHBIX KHUCIOT. Jedext Merunmanonun-KoA-MyTasbl sBIsS€TCS NPUYUHOU
NMOBBINICHHOT0 BbIBEACHUSI METHIMAJIOHATA C MOYOM.

HenocraroyHocTh JIMIONPOTENAIMNA3BI TIPOSIBISETCS B JETCTBE IO
CUMIITOMaM, YKa3bIBaIOIIMM Ha HAKOIUICHHE HUPOB B Pa3IMYHBIX OpraHax M
TKaHSIX: B KOXe€ (CONPOBOXKIAIOIIMICA CBINBIO KCAaHTOMAaTO3); B II€YEHU
(remaromeraiivs); B KPOBEHOCHBIX COCyJax cCeTyaToil oOO0JIOYKM IJ1as3a
(peTvHanmbHAs TUTNIEeMHUs); O0IM B 00JIACTU KUBOTA (CUMIITOM, COTIPOBOXIAIOIITHI
TUIEPXUIOMUKPOHEMHUIO).

Hepocratoynocts JienuTHH-XOJecTepuH-anuiaTpancpepassl  (JIXAT)

OPUBOJUT K HAKOIJICHUIO HEITEpU(UIIMPOBAHHOTO XOJIECTEPHHA B TKAHSX,
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CIIEICTBHEM YEro SBISETCA MPEXKACBPEMEHHOE pa3BUTUE aTEPOCKIEpPO3a,
MIOMYTHEHHE POTOBOM 00O0JIOUKH IJ1a3a, IOBPEXKACHUE MOYEK, AaHEMUS.

JH3MMONATUM, TPUBOAIIME K HAPYUICHUIO OOMEHa AaMHMHOKMHCJIOT,
OTHOCATCA K BEChbMa pPACHPOCTPAHEHHBIM BHJIAM BPOXKJIECHHBIX ITOPOKOB
MeTabosiM3Ma, XOTS OHM W HE BCEr/a YrpoKalT XU3HU OoipHOro. K HuM
OTHOCHUTCSL PSi[i COCTOSTHUM, COMPOBOXKIAIOIIUXCS 3ama3blBAHUEM YMCTBEHHOTO
pa3BUTHs. BOJBIIMHCTBO M3 3THX NOPOKOB MOKHO BBUICYUTH WM YJIYYIIUTH
COCTOSIHUE OOJILBHOTO CBOEBPEMEHHBIM TIPOBEJICHUEM KOMIUIEKCA JIeYEOHBIX
MeponpuaTuid. 1lo3ToMy Ha mpakThke OO0JbIIOE BHUMAHUE YIEISAETCS OBICTPOMY
pacno3HaBaHMUIO dSH3UMoNaThii oOmeHa aMmuHOKHCIOT. [lpu  orcyrcTBUUM
(denmnanaHuH-4-MOHOOKCUT€Ha3bl pa3BUBaeTCs eHUIKETOHYPHS.

AJIKanTOHypusi — 3a0ojeBaHue, OO0YCIOBIEHHOE JE(PEKTOM OKCHAA3bI
TOMOTE€HTU3UHOBOM KUCJIOTBI (romoreHTu3art-1,2-1MoKcUreHasa).
T'omonucTHHYpHS CBsi3aHA C 1€(PEKTOM HUCTATUOHUH-[3-CUHTETA3hl.

N3 39 BpOXAEHHBIX TOPOKOB, COMPOBOXKAAIOIIMXCS 3ana3gblBAaHUEM
YMCTBEHHOI'O Pa3BUTHs, 24 OTHOCATCSA K MOpPOKaM METa0oJM3Ma aMHUHOKHCIIOT.
JlnarHocTvka Ka)KJOTO W3 BHUJOB BO3MOXXHA TOJBKO C TIOMOIIBIO METOJIOB
KJIMHUYECKON YH3UMOJIOTHH,

Hapymiennss OuocuHTEe3a MOYEBHHBI MOTYT OBITh  OOYCIIOBIICHBI
HEJOCTAaTOYHOCTBIO  CIIEAyIOUIMX  (epMeHTOB: KapOamouidochaTcuHTeTasbl,
OpHUTHUHKapOaMomiITpanchepasbl, apruHUHCYKIIMHATINA3BI, apTUHA3HI.

Hapymennss o0MeHa NypHMHOBBIX M NHPUMHIMHOBBIX OCHOBAaHMIA,
0OYyCJIOBJIEHHBIE SH3UMOIATUIMU, IPUBOAIT K Pa3BUTHUIO TaKUX 3a00JIEBaHUM, KaK
runepypukemus (cu"apom Jlema-Heiixana), HacjeacTBeHHAsi KCAHTYpus,
BPOK/IEHHAs] OPOTALMAYPHS, IOAATPA.

[TockonbKy BpOKIEHHBIE MOPOKH METAa0OJIM3Ma 4Yallle BCEro 3aTparuBaroT
(bepMeHTbl, TO Uil MX BBISIBICHHUS HCHOJB3YIOT CKPUHUHIOBBIA MeTon. OH
OCHOBAaH Ha 3HAHUM HM3MEHEHUW MeTaboJiu3Ma, KOTOPBIM BbI3BIBAECT JAHHBIM
nedext Qepmenta. Mcxomsar m3 Toro, 4ro B pe3ydbTaTeé OOMEHHOTrO OJIOKa

HaKaIlJInBacTCA CY6CTpaT WM €ro MpPOU3BOAHBIC H OTCYTCTBYCT IIPOAYKT
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(bepMEeHTaTUBHON peakuuu U ero npousBojHble. [I0BBILIEHHBI YPOBEHb TaHHOTO
cyOcTpaTa B TKaHSX Y€JIOBEKa Yallle MPUBOJIUT K MOBBIIICHUIO €T0 KOHIEHTPAIIUU
B CBIBOPOTKE, a BCJIEACTBHE 3TOro, U B Mode. Hampumep, HakoieHue u
BBIBEJICHUE TaJakTO3bl MPH TaAJlAKTO3EMHUHU, HAKOIUIEHUWE (eHWIaJaHuHa U

BbIBeJIeHUE (heHUIUpPyBaTa Mpu HEHUIKETOHYPHUHU.

|. IIpakTnueckasi yacTb

1. TecroBble 3a1aHusA

1. K xaxomy knaccy pepmenmos u3 Hudice nepequcieHHblx OMmHOCUMCs pepmerm
0ekapOOKCUNA3a AMUHOKUCTIOM
1. OxcunopenyKkTasbl
2. N3omepassl
3. JInazsl
4. Tpancdepasbl
5. I'maponassl
2. K kakomy xnaccy gpepmenmos u3z Hudxice nepeuiucieHHblX OMmHOCUMCS TUNa3a
1. M30omepassl
2. Tpancdepasbl
3. JIurassl
4. T'unposiassl
5. M3omepassl
3. Kaxou mun npespawjeHus Kamaiuzupyom KuHa3vl
1. [Tepenoc rpymn BHYTPH MOJICKYJIbI

2. Ilepenoc dhochaTHON rpyaIisl OT JOHOPHON MOJIEKVIIBI K AKIIEIITOPHON

3. O6pazoBanue C-O-cBs3eit
4. Pa3zpoiB C-O-cBsizeit

5. HeruapupoBanue cyocTpara
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4. K kaxomy knaccy gpepmenmos omHoCUmcs (pepmenm, Kamaiuzupyroujutl
peakyuio: ghocpoouoxkcuayemon — gochonuyepurosslil anboe2uo
1. 3omepa3bl
2. JIurassl
3. I'uaponassl
4. OxkcuopenyKTasbl
5. Tpauncdepassl
5. K knaccy mpancgepaz omnocamces.

1. TpancamuHasbl

2. Ocrepassl
3. Jlunasel
4. JleruaporeHassl
5. N3omepassl
6. Depmenmol KnaCCA MUAZLL KAMATUZUPYIOM.
1. B3aumonpeBpanieHue n3oMepoB
2. CoenrHeHME ABYX MOJIEKYJI, CBSI3aHHOE ¢ TuApoan3om AT
3. OKUCIUTENBHO-BOCTAHOBUTEIBHBIE PEAKIINU

4. I'maponu3 cBs3eit

5. PaspsiB cBsseit C-C, C-O, C-N, C-S

7. K pepmenmam knacca 2uoponasz OmHocamcsi:
1. Dcrepasbl
2. Jlexapbokcumasbl
3. Jlernaporenasbl
4. Tuonassel
5. I'myratnontpancdepasbl
8. Myma3zvl omnocamcs K:
1. Okcupopenykrazam
2. I'maponazam

3. Uzomepazam

4. Jluraszam
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9.

10.

11.

12,

13.

5. JInazam
K ¢pepmenmam xknacca nueaz omuocames:
1. AnannHamuHOTpaHcdepasa

2. [lupyBatkapOokcmiiaza

3. XonecrepoiacTepasa

4. CyKuMHaTIeTuIporeHasa

5. Ilencun

Kakue u3z nuoice nepeuuciennvix hepmenmos ucnoivb3yom 6 OUacHOCmuKe
uHgapkma mMuokapoa.

1. AcnapraramuHoTpancdepasa

2. Kpeatunkunasa BB

3. JII-4,5.

4. l'ucruauaaekapOOKCUITa3a

5. AmannHaMuHOTpaHCcdepasza

Kaxkue uzoghopmei nakmamoezuopoeenasvi (102) npumeHsaomcest 0ns
oupgepenyuanvbHol ouacHOCmuKku uHgapkma muoxkapoa?

1. JIAT-1

2. JIAI-2

3. JIAI-3

4. JIAI-4,5

5.JIr-1,2

Axmusnocmb Kakux uzoghepmenmos rakmamoezuopozenaswl (JI[I') nosviwaemcs
npu 3a001e8aHUSX NeYeHU?

1. JIJI-1

2. JIIT-2

3. JIAI-3

4, JIAr-4,5

5. JI1-1,2

IIpu xaxom 3abonesanuu ommeuaemcs Haubo.Iee 8blPaA*CEHHOe NOBbILUEHUE

akmuernocmu ACT?
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14.

15.

1. AnKOronbHbIA HUPPO3 EYEHU

2. Nadapkt Muokapia

3. UadapkT nérkoro

4. CreHokapaus

5. Tyb6epkynes

Axmusnocmo MM uzopopmvli KpeamuHKUHA3bl 8 KPOBU MONCEN YBETUYUBAMBC
npu:

1. TpaBMe U TOBPEKICHUN CKEICTHBIX MBIIIIIT

2. IloBpexieHue neyeHu

3. [Tankpearture

4. Uncynbre

5. Uudapkre

Onpeodenenue MB uzogopmbl KpeamuHKUHA3bL UCROTLIYIOM OIS
. InarHOCTUKH UHCYJIBTOB

. I[I/IaFHOCTI/IKI/I IMaHKpCaTuTa

. Ilmargoctuky nHdapKkTa MUOKaApIa

1
2
3. JInarHOCTUKHU remaTura
4
5

. He mmeet nuarHocTHUeCKOTO 3HAUCHHS
16. Haszosume ghepmenm, yuacmayrowuil 8 KOBAIEHMHOU MOOUDUKAYUL
Gepmenmos nymem ghocghopunuposanusi.
1. AMuHoTpaHchepasa
2. Metuntpancdepasa

3. IIporenHkmHAa3a

4. JleruaporeHasa
5. Okcupasa
17. @epmenmoul cudpoxcunazvl OMHOCAMC K KIACCY .

1. OxkcunopeayKrasbl

2. Tpancdepaszbl
3. JInazsl

4. I'mapoJsiazbl
56



5. U3omepassl
18. @epmenmul pochamaszvl omuocames K Kaccy:

1. OxcunopenykTasbl
2. Tpancdepasbl
3. JInassl
4. 'maponassel
5. U3omepassl

19.  Kunasvl omnocames K knaccy:.
1. Oxcunopenykrasbl

2. Tpaucdepassl

3. JInazsl

4. I'mapoJiazel

5. N3omepassl

20. K xnaccy oxcuoopedykmas OmHoCsam.:

1. Ilencun
2. Amunaza
3. Tpuncun
4. I'mokoKknHa3a

5. JlaktaToernaporeHasa

21. Ilpu knaccugpuxayuu ghpepmenmos omcymcemayem cieoyroujee nNoJ0HNCeHUe
1.depmeHTHI 1eTAT Ha 6 KJ1accoB
2.Ha3Banue epMeHTa BKIIOYAET B ceOsl HA3BaHME CyOCTparta, TUI
KaTaJu3upPyeMOU peaKkiini 1 OKOHYAHHE «a3ay
3.Kaxxnomy pepmeHTy pucBOeH 4-X 3HAYHBIN MUGP

4.Bce TPUBHUAJIBHBIC HA3BAHUA dJCDMeHTOB YIIPpa3aJHCHBI

22.Coenacno oeticmsyroujeii MeacoynapooHotl kniaccugpuxayuu 8

cucmemamu4eCKkom HaA3earnuu d)epmenma omcymcnieyem

1. HasBanue cyOctpara
2. Tun peakuuun
3. HazBanwue mpoayKTa peakimu
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4, OkoHUaHHE «a3ay
23. B wughpe pepmenma omcymcemeyem
1. Kiacc
2. Tlommoaxkmacc
3. IlopsiakoBslit HOMeEp

4. Homep n3ohepmenTa

24.Bmopas yuppa wugpa osnavaem

=

[TIpupony nonopa
2. CrpoeHue akienropa

3. Tum xaraiu3upyeMoun peakiuu

4. Bua xodpepmenTa

25.11epeuvlii k1acc gepmenmos Hasvieaemcs
1. W3zomepasbl
2. JleruaporeHasbl

3. OKcuIopenyKTas3bl

4., Awmumnassl
26.Bmopoii kiacc pepmenmos Hocum Haz3sauue
1. Ilentumassl
2. JInassl
3. ®ocdarazbr

4. Tpanchepassl

21 . Tpemuii knacc obvedunsem 6ce ghepmenmol, KAMAIUIUPYIOUWUE PEaKyuu
1. Tuaponuza
2. Cunresa
3.  Oxwucnenus
4. BoccraHOBIICHHS
28.B uemeepmulil K1acc 6x00am ghepmeHmol, KOMopble YCKOPAIOM PeaKyuu

1. Pacmenienus ¢ o0pa3oBaHUEM ABOWHBIX CBA3EU WJIM MPUCOEINHEHUS

0 JIBOWHBIM CBS3SAM

2. llepeHoca Tex UM UHBIX TPy
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3.
4.

KapO6okcunpoBanus

dochopunupoBaHus

29.Depmenmol namoeo Kiacca Kamaiuzupyom

1.
2.
3.
4.

CoenvHeHe OT/IEbHBIX MOHOMEPOB B MOJIMMEPHBIE MOJICKYJIbI
BHyTpuMOIIEKy IS pHBINA IEPEHOC XUMUYECKUX TPYIITUPOBOK

M3MeHEHHE TEOMETPUYCCKOMN KOHd)I/IFVDaHHH MOJICKYJI

['maponu3 nommmepa

30.Depmenmol wecmozo Knacca KAmManiu3upyom peaxyuu

1.
2.
3.
4.

TrkaHeBOro ApIXaHUA
JlezamuHnpOBaHUS
O6pa3oBaHus U30MEPHBIX (HOPM OPraHUUYECKUX COCTMHCHUIN

CI/IHTGBa, COIIPSXKCHHBIC C THAPOJIN30M MAKPOIPIrHYCCKUX CBs3EH

31. @epmenm, kamanruzupyrowuii peakyuro:

smanon + NAD" — ayemanvoeaud + NADHH' omuocumces  knaccy

1.
2.
3.
4.

Tpancdepas
Cunreras

Okcuaopenykrasa

N3omepas

32. Peaxyuro: Hzouumpam — cykuunam + 2iuoKcuiam Kamaiuzupyem

Gepmenm xknacca

1.
2.
3.
4.

I'mpponas
JInas
Tpancdepas

Oxkcuaopenykras

33. Peaxyuto ananun + a- kemoziymapam — nupyeam + L-cnymamam

Kamanuzupyem ¢gpepmerm

1. Tpauchepasa

2. leruaporenasa

3. 'myramMuHcuHTEeTa3a

4. TpaucriiyramuHasa
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34,

35.

36.

37.

38.

39.

Oxcuoazvl KAMAIU3UPYIOM peakyuu, 8 KOMopslx aKyenmopom CJLydHcum
1. Bomopon

2. Kucnopon

3. Ammwuak

4. OKcuKHCIOTa

Peaxyuu: RR; + HOH — ROH + R;H xamanuzupyrom

1. Oxkcunopeaykrasbl

2. Tpancdepaszbl

3. 'unpoinaser

4. JInazbl

Depmenm, wugp komopozo K® 5.1.1.1.1, kamanuzupyem peaxyuio
1. AnanuH + 2-0Kcoraytapatr — NUpyBaT + riiyramar

2. 3ouutpaTr — CyKIIMHAT + TJIMOKCUJIAT

3. L-ananun «>D-ananun

4. Dranon + NAD' — anerampaernn + NADH

Peaxyuio:

caxapoza + H,0 — a,D-2nroxonupanosza + f, D-¢ppykmodghypanosza

Kamanuzupyem ¢gpepmerm

1. JlakTaza

2. Dctepasa

3. Caxapasa

4, I'1roKk0300KCcHaa3a

Axmuenocms pepmenma

1. Henp3s onpenenuTs 1o yObITH CyOcTpaTa BO BpeMsl peaKIiu

2. He onpenensercs mo HapaCTaHWIO KOJMYECTBA MTPOIYKTA 33 SIUHUILY
BpEMEHU

3. DTO CKOPOCTH PEAKIIMH, COOTHECEHHAS C KOJIMYECTBOM (hepMeEHTA

4. OnpenensieTcsi KOHIIGHTpalen komruiekca ES
1 kaman — smo

1. KonnenTparus katanuzaropa, 1 MoJb/J
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2. CkopocTb peakiuu 6e3 pepmeHTa

3. AktuBHOCTE hepMeHTA, IIpeBpararomero 1 Moas cyocrpara B

CCKYH/TY

4. AKTUBHOCTb OJTHON MOJICKYJIBI (pepMeHTa
40. Mesicoynapoonas (cmanoapmmuas) eOUHUYa AKMUSHOCMU (epmMerma — dmo

1. KoandecTBo d)GDMeHTa, KOTOPOC KAaTAJIU3UPYCT IMPCBPAILICHUC 1 MKM

cyocTpara 3a 1 MuH

2. AKTUBHOCTB, OTHECEHHAs K 1 MT Oeka
3. Uucno momnekyn cydcTparta, mpeBpaliaeMbIX OJHONW MOJIEKYJIOH
KaTajJu3aTopa 3a €MHUILy BPEMEHH

4. AKTUBHOCTD KaTaJIn3aTopa B paCdCTC Ha €TI0 MOJICKYJLIPHYIO MACCY.

3AJAHUSA
1. Hanummure pabouee Ha3BaHue pepMEHTA, KaTAIU3UPYIOIIETO PEaKLUIO
Kpeatun +AT® — Kpearundochar + ALD
2. Ilonbepure COOTBETCTBUS:
1. Tpunicun
2. pubponuszun
3. CTpenTOKMHa3a
4. ruanypoHugasa
A. Vicnions3yroT 17151 KOppeKIuu pyO1ioB
B. Hcnonb3ytoT 1u1s ie4eHus JeHKO30B
C. IPUMEHSIOT PU TPOMOOIMOATHSIX

D. [IpumeHsIoT 1Jisl JIeueHUs: THOWHBIX PaH

Ul



2. 3ajnaHus ¥ ynpaKHeHUus /sl 3aKpelieHusl MaTepuajia

1. Yto nexuT B OCHOBE Ki1accudukanuu pepmMeHToB?

2. Ha cxosbKO KJ1accoB Jenarcs Bce (hepMeHTHI?

3. Uto o3HavaeT nepBas nudpa B kiaccubuKalmoHHOM HoMepe hepMeHTa?

4. Peakuuy Kakoro THUIMa KaTaIU3UPYIOT JIMa3bl?

5. Peakuy MexXMOJIEKYISIPHOTO NEPEHOCA PATUYHBIX IPYIIT KaTAIU3UPYIOT
TpaHcdepassbl.

6.Kakue ¢pepMeHThI KaTamu3upyroT BHYTPUMOJICKYJISIPHBIN IEPEHOC TPyI?

7. MexMONeKyIIpHbIE OKHCIUTEIbHO-BOCCTAHOBUTEIbHBIE PEAKIIUU
KaTaJU3upPyIOT OKCUAOPEIYKTa3bl. A Kakue (pepMEHThI KaTaTu3UupyIOT
BHYTPHUMOJIEKYJISIPHbIE OKUCIUTEIBHO-BOCCTAHOBUTEIBHBIE PEAKIINH?

8. Kakue (pepMeHTHI KaTaIU3UPYIOT PEAKIIMHU COETUHEHUS MOJIEKYJI C YHYaCTHEM
HykieosuaTpudocharon?

9. UeM OoTIMYAIOTCS pEaKIH, KaTAIN3UPyEMbIe CHHTAa3aMH, OT PEaKkIni,
KAaTAJIM3UPYEMBIX CUHTETa3aMu?

10. Kakue peakuuy KaTanu3upyrOT AeTHAPOTEHA3HI?

11. Kakue peakiuu KaTaIu3upyIOT OKCUIA3bI?

12. Kakue peakuuu KaTalu3upyrOT MOHOOKCUTE€HA3bl U TUOKCUTE€HA3bI?

13. YUto sBIISIETCS KpUTEpUEM TSI TeTICHUS TpaHc(epas Ha TOIKIACCHI?

14. Yro siBisieTcs KpuTepUeM AJis JeJIeHUs THposia3 Ha MOAKIACChI?

15. Yrto o3Hauaet TpeThs nudpa B KI1acCUUKAITMOHHOM HOMEPE OKCUIOPEAYKTa3?
16. Ectb 11 B opranu3zMe HepepMEHTATUBHBIE PEAKIIMU?

17. HazoBuTe Mo cucTeMaTuuecKoi HOMEHKIIaType (hepMeHT
nupyBataekapOoKcuiasa.

18. HazoBuTe no TpuBHanbHOil HOMEHKIAType depmenT rayramat:l’ AMK-nma3a.
19. Bce nu peakuuu ¢ yuactueM AT® kaTanu3upyroTcs Turasamu?

20. IIpuBeauTe npuMepsl peakuuii ¢ yuactuem GAJ], TT®, TIId, HAL,
nupuaokcanbaudocdara.

20. HanumuTe nojHble ypaBHEHUS PEaKlUid, KaTaIM3UpyeMbIX (hepMEHTaMHU:
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AJIKOTOJIBIETUAPOT€HA3A;
3-I'mapoxcun3oOyTUpaTACTHAPOTCHA3A;
N3onuTtpaTaernaporenasa;
[TupuaokcuH-4-neruiporenasa;
N3onuTpaTaernaporenasa;
I'moko30-6-docharaernaporenasa;
I'moko300KkcHuIa3a;

I'munepansaerun-3-docdaraeruaporenasa;

© 0o N o gk~ W DN RE

[TupyBar:munoamMua-okcua0peykTasa (1ekapOOKCHINPYIOIasi);
10.Cyknunataeruaporenasa (DAJ]);

11. Tupo3uH-3-MOHOOKCUTEHA3a (TETPATUAPONTEPUINH);

12. Tpunrodan-2,3-THOKCUTEHA3A;

13. Tpuntodan-5-MOHOOKCUTEHA3a (TETParuAPONTEPUINH);
14. 1lucTenHANOKCUT €HA3A;
15.4-T'uppoxcudeHnnnupyBaTAMOKCUTeHAa3a (IeKapOOKCUIIUPYIOIas);
16. dennnanaHnH-4-MOHOOKCUT€HA3a (TETPAruAPONTEPUIUH);
17.Hopanpenanun N-metunrpancdepasa;
18.Cepun-ruapoxcumerunrpanchepasa (T D);

19.T nyramat:kapbomomndocdat-kapdbomomnrpanchepasa;
20.T'mutiepodocdat:ammn-KoA-anmnrpancdepasa;

21. Acnaptat-amuHOTpaHcepasa;

22. AnaHuH-amMuHOTpaHcdepasa;

23.HA I+ xunHa3a;

24.PubodnaBUHKMHA3A;

25.I' myramaTKrHa3a;

26. TnamunnimpodocdoxmHasza;

27 . HutuauaaudocdaT-3TaHOIaMUH: AUAIII-TpaHcdepasa;
28. TpuanuiarMIepuH-JInna3a;

29. AlleTHIIXOMHACTEPa3a;

30.0-®ochocepun docdarasa;
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31.0-AMunasa;

32. Acmaparunasa;
33.IMupysarnexapookcunaza (TTID);
34.T nyramaTaekapOOKCcHIasa;

35. ®ocharuamicepunekapoOoKcuiasa;
36. dymaparruaparasa;
37.AcnapraT:aMMHaK-I1asa;

38. ®ocdornuneparmyTasa;

39. Aumn-KoA-cunrerasa;

40.KapbomounndocdaTcuarerasa.

21. TlpuBeaute mudp, CACTEMATUYECKOE U TPUBHAILHOE Ha3BaHUS (PEPMEHTA,

KaTaJW3UPYIOIIETO CICIYIONIYIO PEAKIINIO

2.1.
CHs COOH CHs COOH
I I I I
CH-NH, + C=0 ., C=0O + CH—NH;
I I I I
COOH (CHy), COOH (CHy).
L-ananun | nupyBar I
COOH COOH
2-0KCOrJIyTapar L-rayramar
2.2.
COOH CO—-NH;

| |
(CH2)2 + NH3 + AT® <= (CHp),  + AII® + HPO,
' |

CH-NH; CH-NH;

I I

COOH COOH
L-rmyramar L-riayramun

22.0Onpenenute Kiacc GepMEHTOB, KaTaTU3UPYIOIMIUX CIASAYIONINE PEaKIIun

a) CH, HAIHH®  HAT' CHs
| |
C=0 N » CH-OH
| |
COOH COOH
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O

6) CH,—~O-C-R; CH,—OH R,.C”
|
O +H,0 OH
H-O-C-R, «—~ CH-OH + +
| - H.0
0 0
H,—~O-C-R; CH,—OH R,-C
|
o) \OH
+
,0
Rs-C
OH

B) CHg—C—CHz—COOH _T’ CH3—C—CH3
[ I

O CcoO, @)

r) COOH COOH COOH COOH
| | [ |
CH, (CH,), CH, + (CHy)
[ [ «— | |
CH—NHZ C=0 C=0 CH_NH2
| | I I
COOH COOH COOH COOH

23. ®epment umeet mmdp 3.4.4.4.
Kakue coeqrHaenust MOryT siBIAThCS ero cyocrparamu? Kakue
OymyT 00pa30BBIBATHCS MPOTYKTHI?
24 . YxaxuTe U3 HIKETIEPSUUCICHHBIX CHCTEMaTHIECKUX Ha3BaHUH TO,
KOTOpPOE COOTBETCTBYET (DEPMEHTY ypease:
a) Acmaprar: 2-oKcoryTapaT-aMruHOTpaHcdepasa.
0) Anerar: KoA-nnrasa.
B) ['yaHnaunaneraT-ypeoruaposnasa,
r) Kapb6amua-amunoruaposasa.
25.YKaKUTe U3 HIKECIETYIOINX YTBEPXKICHUH MTPaBUIIbHBIC:
a) Tpancdepasbl — GhepMEHTHI, YCKOPSIOIINE PEaKIIUU MIEPEeHOCa AaTOMHBIX

IPYNII U MOJEKYJSPHBIX OCTaTKOB OT OJTHOT'O COEIMHEHHS K APYTOMY.
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0) Kunazel — GepMeHTBI, yCKOPSIIOIIUE PeaKkIy MepeHoca alIbHBIX
OCTaTKOB.

B) N3omepasbl — (hepMEHThI, KaTaTM3UPYIOLINE BHYTPUMOJIEKYIISIPHbIE

IPEBPALLEHUS IEPEHOCA ATOMOB U TPYIIIT aTOMOB, U3MEHEHUE UX TPOCTPaH-

CTBCHHOTI'O ITIOJIOKCHUSA B MOJICKYIJIC.

r) MyTta3bl — (epMEHTBI, KaTATU3UPYIOIINE MEKMOJIEKYIISIPHYIO MUTpa-

WO aTOMOB M aTOMHBIX I'PYIIII.

26. IloxGepure kaxxaoMy epMEHTY COOTBETCTBYIOIILYIO XUMHUUECKYIO PEAKIIUIO:

A. I'mpponaza a) Metunmanonun-KoA + nupyBar <=> nporuo-
b. JInaza HUI-KoA + maBeneBoykcycHas K-Ta
B.Tpaucdepaza 0) YI® — rimokoza <=> VY JId-ranakro3a
I'. U3omepa3sa B) Jlaktat + HAJI <=> nupysat + HAJTHH"
J1. Oxcunopenykrasa r) HoN—C—NH; +H,0 <=> C0, + 2NH;
l
O

1) IIaBeJIeBOYKCyCcHas K-ta <=> nupyBar + CO,
27 . Ilpuenute mudp, CUCTEMATHIECKOE U TPUBUAILHOE Ha3BaHUs (PEPMEHTOB,

KAaTAJIU3HUPYIOMIHUX CICAYIOINC PCAKIIUU

a) CHs HAIHH" HAI" CH;
I I
c=0 N » CH-OH
I I
COOH COOH
Je
0) CH,-O-C-R, CH,—OH R.C”
I
o) +H,0 OH
H-O-C-R, +«— CH-OH + +
|l - H:0
o) 0
H,~O—-C-R; CH,—OH R,-C
|
o) \OH
+
L0
Rs.C
OH
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B) CHy{}{Hb—COOHH——Y:——* CH,~C—CH;
[ 1l
o CO; 0]
r) COOH COOH COOH COOH
| | [ |
CH; (CH2): CH,  + (CHy),
| | «— | |
CH—-NH, C=0 C=0 CH-NH,
[ | | |
COOH COOH COOH COOH
8.1
CH,0-PO;sH, CH,0-POs;H;  CH,0-PO;H,
CH,0-POsH, I |
C=0 CH-OH
I | ,0
—> CH,OH ¢’
- | \H
OH |

¢ppykro3a-1,6-nudocdar

3-pochoauoxcu-
aneToH

3-dochorannepuHoBbIi
aJbaerus

8.2
H
I
H,N—-CH,—C—-N-CH,—~COOH <= 2H,N-CH,—COOH
[
O
T AJITTTAITHH TJIHIAH
8.3.
COOH COOH

C-H + H,0 < HO-C-H

I

H-C
I
COOH

¢pymapar

8.4.
H-C=0
I
H-C-OH
I

H,C-0OPO3zH;

3-docdoraune-

PHHOBBIN aJIbJIeTU/

|
H-C—-H
|
COOH
L-maJjat

H,C-OH
|
C=0
|
H,C—OPO3H,
3-pocdoau-
OKCHALICTOH

~
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8.5.
COOH COOH
I I
H-C-H <&~ CH + NH;
I [

H-CNH; CH
I I
COOH COOH
L-acmapatr  ¢ymapar
8.6.
COOH COOH

I I
H-C-OH <= H-C-0PO3H,
I I
H,C—-OPO3H, H,C-OH
3-¢pocdoraunepar 2-pochoraumepar

3. CI/ITyaIII/IOHHLIe 3alavdi ¢ IpuMeEpaMi peICHusA

1. ®epment (10mkr) ¢ monekymnspHoit maccor 500.000 r/mons nipeBparaer 9,6
MKMOJIb cyOcTpata B MuHYTYy npu Ttemmeparype 25C. Iloacuuraiite dYmucio
000pOTOB.

OtBer. MonsipHasi aKTUBHOCTh (YUCIO 0OOpPOTOB (pepMeHTa) — KOJIMYECTBO
MOJIEKYJI CcyOcTpaTa, KOTOpOE€ TMpeBpalaeTcss B TPOAYKT OJHOW MOJIEKYJIOU

(dbepmeHTa (MpY MOJHOM HACHIILIEHUH CYOCTPAaTOM) 3a €AMHUILY BPEMEHH.

9,6/60:10/50000=800cex "

2. CKOJIBKO TPaMMOB CyOCTpaTa ¢ MOJICKYJIIPHON Maccoit 672 r/MOiIb MOXKET
npeobpa3oBaTth (EPMEHT, €CIM €ro aKTUBHOCTHh cocTaBisier 5 HKat, a Bpems
uHKyOauu — 20 cexk.

OtBer.67210" 1.
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3. IIpoananu3upyiTe AaHHBIE SKCIEPUMEHTOB [0 ONPENEICHHUID CKOPOCTH
(bepMEHTAaTUBHOM peaKINy IpU Pa3INnIHBIX KOHIICHTPAIUIX CyOCTpaTa, a TakKe B
OpUCYTCTBUM HHTUOUTOpa. [lo uMMeromuMces JaHHBIM, TPEICTABICHHBIM B
tabnuie, noctpoite rpaduk JlaitHynBepa—bepka, onpenenute Km depmenta u

THIIL I/IHI‘H6I/Ip0BaHI/ISI.

Konuentpauus CropocTh peakuuu, CkopocTh B IPpUCYTCTBUH
cyocrpara, M MKMOJIb/MHH HHIrUOUTOPA, MKMOJIb/MHH
610° 20,8 4,2
110° 29 5,8
210° 45 9
610° 67,6 13,6
1,810 87 16,2
OrtBer:

['padux JlaitnynBepa-bepka — rpaduk ABOMHBIX 0OpaTHBIX BETUYHH (IIPOTHB).
OTpe30K Ha TOPU3OHTAIBHOM ocu = -1/Km

OTpe3ok Ha BepTUKaJIbHOUM ocu = 1/Vmax

Tun uHruOUpOBaHMsI HEKOHKYPEHTHBIH, T.K. B PUCYTCTBUU HHrHOuTOpa Km (T.€.

CPOJICTBO (pepMeHTa K CyOCTpaTy) HE U3MEHUIIACK.

4, [Ipoananmuzupyre rpabukun Muxarmca-Menten u JlalitnyuBepa-bepka.
OtMetbTe KM, Vmax u onpenenure T HHTMOUPOBAHUS:

OtBet: OTpe3ok Ha ocu abcuucc = Km(rpapuk Muxasnuca-Menten) uiu-1/Km
(rpadux JlaitnyuBepa-bepka). OTpe3ok Ha ocu opauHat = Vmax wim 1/Vmax
COOTBETCTBeHHO. B mpucyrcrBum mHruomropa Km ysenwumiack (T.e. CpOJCTBO
dbepmenTa Kk cyocTpaTy CHH3UIIOCh), a VMaxX He u3MeHunack. CienoBaTenbHO, TUTT

WHTUOMPOBAHUS KOHKYPEHTHBIH.
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3akJIroueHue

[upokuit Kpyr XMMHYECKUX PEaKlMid, KaTaJu3upyeMbiX (epMeHTaMH, U
CIIOCOOHOCTh (PEPMEHTOB COXPAHATh W OCYIIECTBISITH CBOIO KaTATUTHUUYECKYIO
GyHKUIMIO M BHE OpraHu3Ma OOYCIOBWJIM IIMPOKOE HCIOJIb30BAHUE psila
(GbepMEHTHBIX MpEenapaToB B Pa3IUYHBIX O0JACTSIX NPAKTUKHA, B TOM YHCIE H
MeauuuHe. PepMeHThl Kak JedeOHble IMpernaparbl HaxoAsaT Bce Oouibliee
NPUMEHEHUE B MEIUIIMHCKOW TPAKTUKU AJIA JICUCHUS Pa3IMYHbIX 3a00s1eBaHUMN
OpraHu3Ma 4YeJjoBeKa. 3a TmocjieqHee BpeMsa (QEepMEHTbl HaUUIM AKTUBHOE
IPUMEHEHUE B  HAy4YHO-UCCIEAOBATEIIbCKUX  J1adopaTopusix B  KAauecTBE
XUMHUYECKUX peareHToB. [1o cpaBHEHHIO ¢ OOJIBIIMHCTBOM OOBIYHO IMPUMEHSEMBIX
XUMUYECKUX PEAKTUBOB (DEPMEHTHI OTIIMYAIOTCSI OCOOBIMU CBOMCTBAMM: BBICOKOU
CHELM(PUYHOCTBI0 M OOJIBIIOW YYBCTBUTEIBHOCTHIO. COBPEMEHHYIO MEIUIMHY
MHTEPECYyeT HE MPOCTO CHEeUU(PUUHOCTh Kak oOlee CBOMCTBO (DEPMEHTOB, a
opraHHasi crieuu(pUUIHOCTb 3TUX BelecTB. B HacTosIIee Bpems 0oJblI0oEe 3HaYEHUE
IPUJIAETCS UCCIEA0BAHUAM, MOCBALIEHHBIM U3YUYE€HUIO N30()EPMEHTHOTO CHEKTpa.
Opranocnenu@uiHocth U30(EPMEHTOB BbIpaXKEHa B OOJIBIICH CTENEHU, YeM
OpraHocnenu(pUIHOTH TOTO K€ PEepPMEHTa, B3STOTO B I[EJIOM.

@depMEHThl MOKHO HCIOJNb30BaTh JUIsl TMPEABAPUTEIBHOM MOATOTOBKU
MaTepuana K aHalu3zy. OTH METOJIbl AaKTUBHO NPUMEHSIIOTCS NpPH H3YyYEHUU
BUTAaMUHHOTO COCTaBa MUIIEBBIX MPOAYKTOB. Hepeako B XMMHUECKOM aHau3e
(bepMeHThI IPUMEHSIIOTCS KaK CBOEOOpa3Hble MHANKATOPHI JIsl 0OHAPYKEHHS TOTO
WJIM MHOTO BEIIeCTBA WU ISl ONIPEIeNICHUsI KOHLIA PEaKLIUH.

[Ipenapatel (pepMEHTOB HaxOJAT IIUPOKOE MPUMEHEHHE B Pa3IMYHBIX
OTpacsiX MPOMBIIIJIEHHOCTH B TOM YHUCJIE U MUILEBOM, I'/I€ OHU UCIIOJIb3YIOTCS TIPH
IPOU3BOCTBE XJe0a, M1Ba, CIUPTa, BUHA U JIp.

[Tytem nMmoOmnm3anuu u GUKCUPOBAHUS psAsia PEPMEHTOB HA PA3THMUHBIX
HOCHUTEISX (MOJIHaKpUIaMHJIe, CHIIACTUKE, LIEJUTI0NI03€e, OJInypeTaHe, nenodane u
JIp.) CO3AAOTCS HEPACTBOPUMBIE KaTaIU3aTOPbl, KOTOPHIE HE TOJBKO COXPAHSIOT

CHGHI/I(I)I/I‘IHOCTB N aKTUBHOCTb THIIMYHBIX 6I/IOKaTaJ'II/ISaTOp0B, HO U MIPEBOCXOOAT
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UX CTOMKOCTBIO U JUIMTENBHOCTBIO JelcTBuA. HepacTtBopumbie (epMeHTHI
IIPUMEHSIIOTCS] B HEIPEPBIBHBIX PEAKTOPAX B XUMHUUYECKOU ITPOMBILICHHOCTH; C UX
IOMOUIBIO CO3/]aHbl HOBbIE AHAIUTUYECKUE MeTOnbl (apuHHass XxpomaTorpadus)

pAaa METOA0B € UCITIOJIB30OBAHUCM Q)CpMCHTHBIX QJICKTPOAOB.
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HNPUJIOKEHUE

CIIMCOK ®EPMEHTOB B COOTBETCTBUM
C UX MEXJIYHAPOJHOM KJIACCUPUKAIIUEN (K®D)

1 knace OKCHUJIOPELYKTA3bI
1.1 nmoaknacc Jeiicreyromme Ha CH-OH rpynmy nonopa

1.1.1  CHAIT unu HAJID" 6 kauecmee akyenmopa
1.1.1.1 Anxorosbaeruporenasa, ajakoroyib: HA J[+okcunopenykrasa
1.1.1.27 L-nakTaTneruaporenasa, L-makrar: HAI[+ OKCHJOpPEIYyKTa3a
1.1.1.28 D-nakratneruaporenasa, D-naxrar: HAJI okcumopenykTasa
1. 1.1.29 I'nuueparnernaporenasa, D-rauuepar: HAJI' okcunopenykrasa
1.1.1.37 Manaraeruaporenasa, L-manat:HAJI" okcunopenykrasa
1.1.1.38 ManatneruaporeHasa (aexkapOooKCHIMpyroIias okcanoanerar), L-manar:
HAJI+ okcunopenykrasza
1.1.1.41 Usouurpataeruaporenasa (HAJ"), usomut-pat:HAJI" okcunopenykrasa
1.1.1.42 Uzountpataeruaporenasa (HAJI®"), uzo-uurpar: HAJD"
OKCHUIOpeayKTa3a (J1eKapOOKCIIUPYFOIIas)
1. 1.1.44 6-Docdormokonataeruaporenasa, 6-gpocdo-p-rmoxonar: HALD" 2-
OKCUAOpEAYyKTa3a
1.1.1.47 I'moko30-1-neruaporenasa, (3-b-rmokoza: HAJI(®)" 1-okcumopenykrasa
1.1.1.49 TI'moko30-6-ocdar-1-neruaporenasa, D-rmoko3o0-6-¢pochar: H ALD" 1
-OKCHJIOpEIyKTa3a

1.1.2 C yumoxpomom 6 kauecmee akyenmopa
1.1.2.3 L-Jlakrataneruaporenaza (uutoxpom), (L) - makrar: peppurmuroxpom- ¢ 2
OKCHJIOpEIyKTa3a

1.1.3 C kucnopooom 6 kauecmse akyenmopa
1.1.3.4 I'moko3o00kcuaasa, (3-0-rimroko3a:kuciaopos 1 -okcuaopenykrasa .
1.1.3.5 I'ekcozookcuaasa, 0-rekcosa:kuciopos 1-okcuaopenykrasa

1.1.3.22 KcaHTUHOKCH1a3a, KCAHTUH: KUCIIOPOJI - OKCUJIOPEyKTa3a
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1.2noaknacc JleiicTByommue Ha aJbJAerHHYI0 UJIH OKCOTPYIILY IOHOpPA

1.2.1 C HA unu HAZ®" 6 xauecmse axyenmopa
1.2.1.12 I'munepanbaeruadocdaraeruaporeHasa, o-raumepaibaerui-3-pocdar:
HAJ1" oxcunopenykrasa (pochopunupyronas)

1.2.2  C yumoxpomom 6 kauecmee akyenmopa
1.2.2.2 [TupyBatneruaporenasa (IIMTOXPOM), TUPYBaT: (PEePpULTUTOXPOM,
OKCHUIOPEAYyKTa3a

1.2.3 C kucnopooom 6 kauecmee akyenmopa

1.24 C oucyrvgpuoom 6 kawecmase akyenmopa
1.2.4.4 2-OxcounsoBaniepuana JaeruaporeHasa (JIMMoaMuI), TeTHApOoreHa3a
Pa3BETBJICHHBIX O-KETOKUCIIOT, 2-0KCOM30BaJIEpUAHAT: TUTIOAMU]T 2~
OKCHAOpeayKTa3a (AeKapOOKCIIIMPYIOIIas U aKIeTTOP-aleTHINPYIOIast

1.2.7 C scenesocepubut b6enkom 8 Kayecmee akyenmopa
1.2.7.1 IlupyBaTcuHTaza, nupysat: dheppenokcun 2-okcuaopeaykrasa (KoA-
alEeTUIIUPYIOIIas)

1.2.99 C opyeumu axyenmopamu
1.2.99.2 CO-perunporeHasza, MOHOOKCH] yIjiepojia: (aKIenTop) -OKCUA0pEyKTa3a
1.3 moaknacc JeiictByrwimune Ha CH—CH rpynny nonopa

1.3.1 C HAJ]" unu HAJI®" 6 kxauecmee axyenmopa
1.3.1.6 dymaparpenykraza (HA/IH), cykmunaTt: HAJI-okcunopeaykrasa
1.3.1.8 Auun-KoA nerunporenasa (HAI[<D+), amm-KoA:HAJID" 2-
OKCHIOpEAyKTa3a

1.3.2.C yumoxpomom 6 kawecmee axyenmopa

1.3.3.C kucnopodom 6 kauecmase axyenmopa

1.3.5 C xunonom unu e2o ananoecamu 8 kKaiecmsee akyenmopa
1.3.5.1 Cyknunataeruaporenasa (yOMXUHOH), CyK-IIHHAT: YOUXUHOH
OKCHUOpEAYyKTa3a

1.3.7 C arcenesocepnvim benkom 6 kauecmee akyenmopa

1.3.99 C opyeumu axyenmopamu
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1.3.99.3 Aunn-KoA—neruaporenasa, aimin-KoA: (akuenrtop) 2,3-
OKCHJIOpEyKTa3a
1.4 noaknacc [JeiicrByromme na CH-NH; rpynny nonopa
1.41 CHAI umu HAHD" 6 xauecmse axyenmopa
1.4.1.14 I'nyramarcuntasa (HAJIH), L-rnyramar: HAJI" okcunopenykrasa
(TpaHCaMUHUPYIOIIAS )
1.4.2C yumoxpomom 6 kauecmee axyenmopa
1.4.3.C kucnopodom 6 kauecmase akyenmopa
1.4.3.2 Oxcupnaza L-amuHOKHCTIOT, L-aMUHOKHCIOTA: KUCIOPO OKCHIOPEIYKTa3a
(ne3aMuHUpYIOILIAs )
1.4.3.4 Amunoxkcuasa (haaBUHCOEpIKaIas), aMUH: KUCIOPO OKCUIOPEIYKTa3a
(praBuHCOACpKALAs) (I€3aMUHUPYIOIIAS )
1.4.3.6 AMunookcuaasza (Meabcoiepkaiias), aMruH: KHCIOPOJ OKCUIAOpEayKTa3a
(Menbcoaepskaias) (1e3aMUHUPYIOIIast )
1.44 C oucynvgpuoom 6 kauvecmee akyenmopa
1.4.4.2 I'nunmaaeruaporeHasa, TIMIUH:TMIIOWINPOTENH OKCUAOPEayKTa3a
(mexapOOKCUITUPYIOIIAsl ¥ BBOJSINAS AMHHOMETHIILHYIO TPYIITY B aKIICTITOP)
1.4.7 C ocenezocepnvim b6enkom 6 Kayecmee aKkyenmopa
1.4.99 C opyeumu axyenmopamu
1.5 nmoaknacc Jeiicteyrwmmne Ha CH—NH rpynny nonopa
1.5.1 C HAJ]" unu HAJI®" 6 kauecmee axyenmopa
1.5.1.3 Jlurunpodonarpenykrasa, 5,6,7,8-rerparugpodonar: HAJID"
OKCHJIOpEIyKTa3a
1.5.3 C kucnopooom 6 kauecmese axyenmopa
1.5.3.11 [Nonmamunokcuaasa, N; -alieTUJICIEpMUINH: KUCJIOPOI OKCUAOPEIyKTa3a
1.5.4.C oucynvgpuoom 6 kawecmese akyenmopa
1.5.5C xunonom unu e2o ananozamu 6 kawecmae aKyenmopa
1.5.99  C opyeumu axyenmopamu
1.6 noakaacc Jeiicteyromue na HA/IH niin HAJI®OH

1.6.1.C HAJ]" unu HAJI®" 6 xauecmee axyenmopa
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1.6.2.C ecemosvim benxom 6 kawecmae akyenmopa
1.6.2.2 Iutoxpowm -5-penykraza, HAJ/IH: peppurnuroxpom- 5 okcuaopeaykrasa
1.6.4 C oucynvgpuoom 6 kauecmee akyenmopa
1.6.4.2 I'nmyratnonpenykraza (HAJ{(P)H), HAJ(DP)H: okucneHHbIi TyTaTHOH
OKCHJIOpEIyKTa3a
1.6.4.5 Tuopenokcunpenykraza (HA(D)H), HAJ(D)H: oxkucieHHbIiH
THOPEIOKCHH OKCUIOPEAYyKTa3a
1.6.5 C xunonom unu e2o ananoeamu 8 Kayecmee aKyenmopa
1.6.5.3 HAJIH-perunporenasa (youxunon), HAJIH: yOuxuHoH-
OKCHJIOpEIyKTa3a
1.6.6 C azomcooepocaweni epynnoti 8 kauecmee akyenmopa
1.6.6.1 Hurpatpenykraza (HAJIH), HAJIH:HuTpaT oKCHAOpEAyKTa3a
1.6.8 C gnasunom 6 kauecmse akyenmopa
1.6.99 C opyeumu axyenmopamu
1.6.99.3 HAJIH—neruaporenasza, HAJIH: (akmenTop) okcuaopeayKTasa
1.7 nopaknacc [deiicTBylonue Ha Apyrue a30Tcoep:Kaliue coeMHEHUs B
KayecTBe /IOHOpa
1.7.2.C yumoxpomom 6 kawecmese akyenmopa
1.7.4.C kucnopooom 6 kawecmee akyenmopa
1.7.5 C xunonom unu e2o ananoecamu 8 kaiecmse akyenmopa
1.7.7 C orcenesocepnvim benkom 6 kauecmee akyenmopa
1.7.99 C opyeumu akxyenmopamu
1.8 eiicTByIolIHe HA CEPOCOAEPKANLYIO FPYIITY IOHOPA
1.8.1 C HAJT" unu HAJI®" 6 kxauecmee axyenmopa
1.8.1.4 JluruaponunoamMua-aeruaporetHasa, ruadopasa, JUuruapoaunoaMu;
HAJI+ okcuniopeaykrasa
1.8.2 C yumoxpomom 6 kauecmee axyenmopa
1.8.2.1 Cynsdutpenykrasza, cynbhut:heppuIuTOXpOM-C OKCHAOPEyKTa3a
1.8.3 C kucnopooom 6 kauecmee akyenmopa

1.8.3.3 I'myratnoHoKkcHAa3a, IITyTaTUOH: KUCIOPOJI OKCUIOPEAYKTA3a
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1.8.4 C oucynvgpuoom 6 kawecmese akyenmopa
1.8.4.2 Tlpotennnucynbdu peaykrasa (TIyTaTHOH), TTyTaTHOH:
MPOTEUHIUCYIbPUA OKCUIOPEAYKTa3a
1.8.5 C xunonom unu e2o ananocamu 8 kavecmee aKyenmopa
1.8.7 C orcenesocepnvim benkom 6 kavecmee akyenmopa
1.8.99 C opyeumu axyenmopamu
1.9 moaknacc [leiicTByoIHe HA TeMOBYIO TPYIy JIOHOpPA
1.9.3 C kucnopodom 6 kauecmase axyenmopa
1.9.6 C azomcooeporcaweti epynnoii 8 kauecmee akyenmopa
1.9.99 C opyeumu axyenmopamu
1.10 JeiicTByromue Ha OugeHO0JIbI U POJACTBEHHbIE BElleCTBA B KaYeCTBE
JIOHOPOB
1.10.1.C HAZT" unu HAJI®" 6 xauecmee axyenmopa
1.10.2.C 2emosbim benkom 6 kawecmee akyenmopa
1.10.3 C kucnopooom 6 kauecmee axyenmopa
1.10.99 C opyeumu axyenmopamu
1.11 C nepoxcugamm B KauecTBe aKLIEeNTOPOB
1.11.1.1 HAJIH-nepokcunaza, HAJIH: H,0, -okcumopeaykrasa
1.11.1.6 Karanaza, H,0,:H,0, okcunopenykraza
1.11.1.7 Ilepoxcuaasa, nonop:H,0, okcumopenykrasza
1.11.1.9 I'myratnonnepokcumaasa, riamyraruos: H,0, okcumopemnykrasza
1.12 J[leiicTByI01IHe HA BOJOPO/I B KayecTBe JJOHOPA
1.12.1.C HAJT" unu HAJI®" 6 xauecmee axyenmopa
1.12.2.C yumoxpomom 8 kauecmeae akyenmopa
1.12.99 C opyeumu axyenmopamu
1.13 JleiicTBylomiue HA eIUHCTBEHHYI) MOJIEKYJTY JOHOPA C MPUCOETUHEHHEM
MOJIEKYJISIPHOTO KHCJI0POAa (OKCUTeHA3bI)
1.13.11 C npucoeounenuem 08yx amomos Kuciopooa
1.13.11.1 Karexoin-1,2-quokcurenasa, Karexoii: Kuciaopos 1,2-okcugopeaykrasa

1.13.11.12 Jlunokcurenasa, JIMHOJIEAT: KUCIOPO OKCUIOPEyKTa3a
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1.13.12 C npucoeounenuem 001020 amoma Kuciopooa (MOHOOKCUSEHA3bl UL
OKCU2EHA3bl CO CMEWAanHOU YyHKYuUell)
1.13.12.4 JlakTaT-2-MOHOOKCHUT€Ha3a, L-J1akTaT: KUCIOpoI 2-
OKCHUIOPEAYyKTa3a
1.13.99 Pasnvie
1.14 JleiicTByI01IHe HA TAPY MOJIEKYJI IOHOPOB ¢ MPUCOeIMHEHHEM
MOJIEKYJISIPHOTO KHCJIOpPOAa
1.14.11 C 2-oxcoenymapamom 6 kauecmsee 00H020 OOHOPA U C NPUCOCOUHEHUEM NO
OOHOMY amMoMy KUCIOpoOa K 000UM OOHOpaM
1.14.12 C HAJIH unu HA/[®H 6 kauecmse 00HO20 00HOPA U C BKIIOYEHUEM O8YX
Amomo8 KUciopood 8 MOIEKYIy 00HO20 U3 OOHOPO8
1.14.12.1 Antpanmnnat-1,2-1uoKkcurenasa (J1e3aMIHAPYIOIIas,
nexapOokcumpytoias ); anrpanuiat, HAJI(®)H: kucnopon okcunopenykrasa (1,2-
THJIPOKCUITMPYIOIIAs, Ie3aMUHHUPYIONIAs, 1eKapOOKCHINPYIOIIast )
1.14.13 C HA/IH unu HAJI®H 6 kauecmse 001020 U3 OOHOPOB U C
BKIIIOYEHUEM 0OHO20 AMOMA KUCIOpoOa
1.14.13.17 Xonectepo:n-7a-MoHOOKcUreHasa; xoiecrepud, HAJIOH kuciopos
okcugopeaykrasa (7o-ruapOoKCHINPYOIIas )
1.14.14 C soccmarognennvim ¢hrasunom uiu Gaasonpomeudom 8 Kauecmase
00HO020 U3 OOHOPOB U C NPUCOEOUHEHUEM OOHO20 AMOMA KUCIOPOOd
1.14.14.1 Hecrienmduueckass MOHOOKCHUTE€HAa3a, MUKpocoMalibHbIN P-450;
cyOcTpaT, BOCCTaHOBJIEHHBIN (Pi1aBONpOTEN: KUCIOPO1 okcuaopeaykrasa (RH-
THIPOKCUIIMPYIOIIAsT WM SITOKCHIUPYFOIIIas )
1.14.15 C soccmanosnenmvim scene30cepHviM OelKkom 8 Kauecmee 00HO20 U3
OOHOPO8 U C NPUCOeOUHEeHUeM 00H020 amoMa KUCI0poOa
1.14.15.4 Ctepou IMOHOOKCUTE€HA3a; CTEPOUI, BOCCTAHOBICHHBIN
aIpEHOJOKCUH:KUCIOPO okcuopenykTasa (11(3-runpokcunupyrorast)
1.14.16 C soccmanosneHHbIM MEPUOUHOM 8 Kauechmae 00H020 U3 OOHOPO8 U C

npucoeouHeHuem 00H020 amoma KUciopood
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1.14.16.4 Tpuntodan-5-moHoOKcureHasa; L-rpuntodan, TeTparuapoOoHonTepuH:
KHUCJIOPOJ OKCHJIOPETyKTa3a (S-TUAPOKCUTUPYIOIAs)
1.8.2.1.Cynsurpenykrasa, cyabdUT: HeppUIIITOXPOM- C OKCHIOPETyKTa3a
183 C xucnopooom 6 kauecmee axyenmopa
1.8.3.3 I'myTratnoHOKCHa3a, TITyTaTHOH: KMUCIOPO OKCUIOPEAYyKTa3a
184 C oucynvgpuoom 6 xauecmee axyenmopa
1.8.4.2 [Iporennmucynb(ua penykrasa (IIyTaTHOH).TTTyTaTHOH: MPOTEUHANCYIbGUA
OKCHJIOpEIyKTa3a
185 C xunonom unu e2o ananoeamu 6 kavecmee aKyenmopa
1.8.7 C srcenezoceprvim benkom 6 kavecmee aKyenmopa
1.8.99 C opyeumu axyenmopamu
1.9 nomiace /leiicTByolue HA reMOBYIO IPYIIITY JOHOpPA
1.9.3 C kucnopooom 6 xauecmee akyenmopa
19.6 C asomcooeporcaweri epynnoii 6 kawecmee aKyenmopa
1.9.99 C opyeumu axyenmopamu
1.10 nomnace JleiicTByromme Ha 61(peHOIbI U POJCTBEHHbIE BEIIECTBA B KAYECTBE
JIOHOPOB
1101 C HAJ unu HAZI®" 6 kauecmese akyenmopa
1102 C cemosvim benkom 6 Kauecmee akyenmopa
1103 C kucnopooom 6 kawecmae akyenmopa
1.10.3.2 Jlakka3a, mudeHo: KHCIOPOa OKCUAOPENYKTa3a
1.10.3.3 L-Ackopbatokcuaza, L-ackopbat: KUCIOpO1 OKCHIOPEayKTa3a
1.10.99 C opyeumu axyenmopamu
111 nonkniace C mepokcuaaMu B KauecTBe aKIENTOPOB
1.11.1.1 HAJIH- nepoxcunaza, HAJ/IH: H,0, okcunopenykrasa
1.11.1.6 Karamaza, H,0,:H,0, okcumopenykraza
1.11.1.7 Tlepokcuna3za, nonop:H,0, okcumopenykrasza
1.11.1.9 I'nyratnonnepokcuaasa, rimyratuod:H,0, okcumopeaykrasa
112 noaknacc JleiicTByoue Ha BOAOPO/ B KauecTBe I0HOPa
1121 C HAJ] unu HAJID" 6 kauecmse akyenmopa
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112.2 C yumoxpomom 6 kavecmee akyenmopa
1.12.99 C opyeumu axyenmopamu
1.13 noaxsiace [leiicTBy1omue Ha e IMHCTBEHHYIO MOJIEKYJTY JIOHOPA €
MPUCOeTUHEHHEM MOJIEKYJISIPHOTO KHCJI0Poa (OKCHTeHA3bI)
1.13.11 C npucoeounenuem 08yx amomos KUciopooa
1.13.11.1 Karexon-1,2-quokcurenasa, KaTexour: KUcIopoa 1,2-okcuaopenykrasa
1.13.11.12 JlunokcureHasa, TMHOJIEAT:KHCIOPO OKCUAOPEAyKTa3a
1.13.12 C npucoedunenuem 00Ho20 amoma KUCI0poOa (MOHOOKCUSEHA3bL UNU
OKCU2EHA3bl CO CMEUaHHOU (hyHKyueti)
1.13.12.4 JIakTat-2-MOHOOKCHTeHA3a, L-makTat: kuciopos 2
OKCHUIOpEAYyKTa3a
1.13.99 Pasusie
1.14 noakaacc [eiicTByoniue Ha mapy MoJIeKyJ IOHOPOB ¢ MPUCOeIMHEHHEM
MOJIEKYJISIPHOTO KHCJI0POAa
1.14.11 C 2-oxcoenymapamom 6 kauecmae 00OHO20 OOHOPA U C NPUCOEOUHEHUEM
10 0OHOMY AMOM) KUCTOPOOAd K 000UM OOHOPAM
1.14.12 C HAJIH unu HAJ/[®H 6 xauecmse 00HO20 00HOPA U C BKIIOUEHUEM O8YX
amomos KUciopood 8 MOIEKYIy 00HO20 U3 OOHOPO8
1.14.12.1 Antpanunat-1,2-nuokcureHasa (J1e3aMUHAPYIOIIAs,
nekapookcumupyromas ); anrpanwiat, HAJI(®)H: kuciopon okcuaopenykrasa (1,2-
THAPOKCUTTUPYIOIIAs, T€3aMUHHUPYIOIIAs, JeKapOOKCHIHPYIOIIas)
1.14 C HAJIH uwiu HAJI®H B kauecTBe 0JHOT0 U3 IOHOPOB U C BKJIIOYEHHEM
0/IHOT'0 ATOMAa KHCJI0pPOaa
1.14.13.17 Xonecrtepon-/o-MoHOOKcUreHasa; xonectepuH, HAJIOH kucnopon
okcusiopeaykTasa (70-ruapOKCUIUPYIOIIas)
1.14.14 C soccmanosnenuvim haasunom uiu ¢haasonpomeudom 8 Kawecmee
00H020 U3 OOHOPOS U C NPUCOEOUHEHUEM OOHO20 AMOMA KUCIOPOOd
1.14.14.1 Hecnieuuduueckass MOHOOKCUTE€HA3a, MUKpocoMalibHbIN P-450;
cyOcTpart, BOCCTAaHOBIICHHBIN ()JIaBOMIPOTEH T KUCIOPOa OKcuaopeaykrasa (RH-

TUIPOKCUIIMPYIONIAs WK SMTOKCUIUPYIOIIAs )
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1.14.15 C soccmarogneHHbIM dHcene30CepHbIM DKoM 8 Kauecmee 00H020 U3
OOHOPO8 U C NpUCoeOUHeHUuem 00H020 amoma KUCiopooa
1.14.15.4 Crepou1-MOHOOKCUT€HA3a; CTEPOM/I, BOCCTAHOBJICHHBII
aIPEHOJJOKCUHKHUCIIOPO]T OKCUIOpeIyKTa3a (1 o-TuapoKCHITUpYIOIias)

1.14.16 C soccmanosieHHbIM NMEPUOUHOM 8 Katecmae 0OHO20 U3 0OHOPO8 U
C npucoeouHeHuem 00H020 Amoma KUCI0pooda
1.14.16.4 Tpuntodan-5-moHooKkcureHasa; L-rpuntodan, TeTparuapoOoHONTepuH:
KHCJIOPO OKCHIOPEAyKTa3a (5-ruIpoKCHIHpYroIas)

1.14.17 C ackopbamom 6 kauecmee 00HO20 U3 OOHOPOS U C NPUCOEOUHEHUEM
00H020 AMoOMa KUCi10pooda
1.14.17.1 JlomamMmuH-MOHOOKCHUTeHa3a; 3,4-TUTruapoKcu(peHUIaMIH, ackopOaT-
KHCII0poJT okcuaopeaykrasa (1lo-rugpokcuampyrormas)

1.14.99 Pasnvie
1.14.99.5 Creapun-KoA-necatypasa; creapmin-KoA, qoHop: KUCIopos
OKCUIOpEIyKTa3a

1.15 moariace. [leficTBYIO1IHE HA CYNEPOKCUIHBIN PaIuKaJjl B KauyecTBe
aKuenrTopa
1.15.1.1 Cynepokcua-nucMyTasa, CylnepoOKCHI-IEPOKCU] OKCHIOPEAYKTa3a

1.16 mnoakaacc OxucasgOne HOHLI METALJIOB

1.16.1 C HAJ[ unu HAJ[®" 6 xauecmse axyenmopa
1.16.1.1 Pryts (I1)-penyxrasa, He: HAJI®" oxcunopenykrasa

1.16.3 C kucnopooom 6 kawecmee akyenmopa

1.16.3.1deppokcunaza, Fe(ll):xucnopoa okcumopenykrasa
1.17 nomxnace [JeiicTByrommue Ha CH, rpynnbi

1.17.1 C HAJT unu HAJI®" 6 kauecmse akyenmopa

1173 C kucropooom 6 kauecmee akyenmopa

1174 C oucyrvghuoom 6 kavecmae axyenmopa

1.17.99 C opyeumu axyenmopamu
1.18 nogxiace JeiicTByIomHe Ha BOCCTAHOBJICHHBIN (pepperoKCcHH B

KavyecTBE JOHOPpa
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1.18.1 C HAX" umu HAJD" 6 kauecmse akyenmopa
1.18.1.2 ®eppenoxcun-HA 1D -penykrasa, heppenoxcun: HAJ] @ oxcnnmopenykrasa
1.18.6 C N, 6 kauecmse axyenmopa
1.18.6.1 Hutporenasa, BOCCTAaHOBIICHHBIN (eppeioKCHH: okcuaopenykrasza (ATO-
THPOJIU3YFOIIIAS )
1.18.99 C H" 6 xauecmee axkyenmopa
1.18.99.1 I'unporenasa, peppenokcun: H okcunopemykrasa
1.19 nogknace /leiicTByronue Ha BOCCTAHOBJIEHHBIN ()JIaBOTOKCHH B
KayecTBe JOHOpa
1.19.6 C N, 6 kauecmese axyenmopa
1.19.6.1 Hutporenasa ((psaBogoKkcuH), BOcCTaHOBIIEHHBIN (priaBoiokcuH: N,
okcunopenykraza (ATD-ruaponusyromias)
1.97 moaknacc [lpyrue okcuaopeayKTasbl

1.97.1.3 Cepopenykrasza, JOHOP Cepbl OKCHIOPEIyKTa3a

2 xknacc TPAHC®EPA3BI

21 mnoaknacc IlepeHocsimme 0 AHOYTJIEPOAHbIE TPYIIIbI

21.1 Memunmpancgpepasvl
2.1.1.23 Ilporenn-aprunui—N-MeTunTpancdepasa, 5-aaeHo3m1 L- METHOHUH:
nporeuH-L-aprunun N-metunrtpancdepasa
2.1.1.29 TPHK (1muto3un-5-)-MeTrnrpancdepasa, 8-agenosmn- L -mernonnn: TPHK
(unMTO3MH-5-)-MeTHITpaHChepasa

2.1.2 Tpancghepaszvl cu0poxkcumemuibHblx, OPMUTLHBIX U POOCMBEHHBIX
epynn
2.1.2.1Cepun-ruapokcumeTriTpancdepasa, 5,10-metunenrerparuapodoar:
TIIMIUHTUAPOKCUMETIIITpaHChepasa

2.1.3 Kapboxcun- u kapbamounmpancgepasvl
2.1.3.2 Acnaprat- kapOamounTpaHcdepaza,kapoamonidocdat: L-acnaprar

KapObamounTpaHcdepasza
ol



214 Amuounomparncgepasvi
2.1.4 1 mumn-amuauHoTpancdepasa, L-apriuHuH: TIMIMH aMuAMHOTpaHcdepasza
2.2 nogkiiacce Ilepenocsinue anbaeruiHble M KETOHHbIE TPYIIIbI
2211 Tpanckeronasa, cenorentysno3o-7/-pocdar: D-rmunepanbaerna-3 gocdar
TIIUKOJIbaNIb-AeTUITpaHCchepasa
2212 Tpancanpaonasa, cenorentyios3o-/-pocdar: D-rimunepansaerun-3-gpocdat
rmnepuHTpachepasa
2.3 noakaaccAumaTpancdepasbl

2.3.1 Ayunmpancghepaswoi
2.3.1.8 ®ochar-aneruntpancdepasa (dhocho-TpancaneTiasa), aneTmi-KoA:
optodocdar anerrirpancepasa
2.3.1.12 luruaponaunoamMu -aueTunTpancdepasa, anetwi-KoA: iuruapoaumnoamMu
6-aneTri-rpancdepasa
2.3.1.61 JuruaponunoamMusi S-cykiuHuiITpanche-pasa, cykiunauia-KoA:
TUTHIPOJIAIIOAMU]T S-CYKIIMHIIITpaHChepa3a
2.3.1.85 CunTasa »KupHbIX KUCIOT, anni-KoA: manonui-KoA C-auuntpancdepasza
(mexapOOKCHIHPYIOIIasi, BOCCTAHABIMBAIOIIAST OKCOALMIILHBIE U €HOJIBHBIC TPYIIIIHI,
TUPOJTU3YIOIIAst THOA(DUPHI)
2.3.1.86 CunTaza ®upHbBIX KUCIOT apoxxkelt, ammi-KoA: manonun-KoA C-
anunTpaHcdepasa (1exkapOOKCHUINPYIOIasi, BOCCTAaHABIMBAOIIAS OKCOAIIMIIbHBIC U
€HOJIbHBIE TPYTIIIHI)

2.3.2 Amunoayunmparncgepasol
2.3.2.6 Jletinmnrpancdepasa, L-neiiuun-TPHK: nporenn neiiuuntpancdepasza

2.4 noakiace I'muko3uarpancdepasbl

24.1 [I'excosunmpancghepasvi
2.4.1.1 ®ochopunasa, 1,4-a-D-rarokan:oprodoc-dart a-D-rmrokozuntpanchepasza
2.4.1.11 I'nukoren(kpaxman)-cunrasa, ¥ JId-riroko3a: riaukorex 4-o-D-
TIIIOKO3UITpaHchepasa
2.4.1.18 1,4-o-I'mokan-BeTBsmui pepment, 1,4-a-rmokan:1,4-o-rmokan 6-o-D-

(I,4-a-rmrokano)-Tpancdepasa
(o 74



24.2 [lenmo3zunmpancgepasvl
2421 ®docdopunaza mypruHOBBIX HYKJI€O3UOB, TyPUHHYKICO3HI:
oprodocdar a-D-pubozunrpanchepasa
2422 ®dochopuinaza MMPUMUANHOBBIX HYKJICO3U OB,
MUPUMHUIMHHYKIeo3uiopTodocdar a- D-pubo3untpanchepasa
2.4.99 TlepeHocsume qpyrue TIUKO3WIbHBIC TPYIIIBI
2.5 kaacc [lepeHocsiime aJJKUIbHbIE MM APUJIbHBIE TPYNIIbLI, KpOMe
METWIbHOM
2.5.1.6 Metnonun-anenozuntpancgepasa, ATD: L-meTuoHUH 5-
azieHo3uITpaHcdepasa
2.6 kaacc [lepeHocsimme a30Tcoep:KalIue rPynbl
2.6.1 Tpancamunaso
2.6.1.2 AnanunTpancamuHasa, L-ananuH:2-okco-riayTapaT aMuHOTpaHchepasa
2.6.3 Oxcumunomparncgpepasvi
2.6.99 Ilepenocsime Apyrue a30TCOASPIKAIIUE TPYIIITHI
2.7xnace Ilepenocsiue gocdopcoaep:xaniue rpynmnbl
2.7.1 Dochompancghepasvl co cnupmosoti 2pynnoti 8 Kawecmse aKkyenmopa
2.7.1.1 T'ekcoxunaza, AT®:D-rexcoza 6-pochorpanchepasa
2.7.1.2 TI'moxokuHaza, AT®:L-rmroko3a 6-pochoTpanchepasa
2.7.1.11 6-®ochodpykrokunaza, ATD: L-hpykroszo-6-docdar 1 -
dbochotpanchepasa
2.7.1.37 Tlporennkunaza, AT®:mporeun pochorpanchepasza
2.7.1.38 Kwunaza ¢ochopunazel, ATO:pochopunaza dhochorpanchepasza
2.7.1.40 IMupyBatkunaza, AT®: nupysat 2-docdorpanchepasa
2.1.2 Docghompancghepasvl ¢ KaApOOKCUTILHLIMU SPYRANAMU 8 KAUeCEe
axkyenmopa
2.71.2.1 Aueratkunaza, AT®: anerat ¢pocdorpancdepasza
2.1.3 Docompancghepasvi c azomcodeparcaugumu cpynnamu 8 Kavecmae
axkyenmopa

2.7.3.2 Kpearunkunaza, AT®: kpeatun N-docdorpanchepasa
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2.14 Docghompancgepasvl ¢ pochamuvimu epynnamu 8 Kavecmae
axkyenmopa
2743 AnenunarkuHaza, MuokuHaza, AT®: AM® docdoTtpanchepas
2.7.4.6 Hyxneosummudocdarkunaza, ATD: nyxmeosugmudocdar
dbochoTpanchepasza

2.1.6 ugpocpompancgepasvl
2.7.6.1 Pu6ozodocdar- mupodochokunaza, ATD: pudo3o-B-dhocdar
nupodocdorpanchepasa

2.1.7 Hyxneomuounmpaucghepasol
2.7.7.2 DMH-agennmunrpancgepasa, ATD: ®MH anenununrpancdepasa
2.7.1.48 PHK-3aBucumast PHK-nommmepasa, nykieo-zuarpudocdar: PHK
nykieotuaunrpancdepasza (PHK-3aBucumas)
2.7.71.49 PHK-3aBucumas JIHK-nonumepasa, nezoxcunykieozunarpudocdar: JJHK
ne3okcunykieotuamirpanchepasza (PHK-3aBucumast)

2.18  Tpancghepasvl opyeux 3ameujennvix pocghammuvix epynn

2.1.9  Docghompanchepazvl c napuvimu axyenmopamu
2.8 moakiacc IlepeHocsiiue cepocoaep:kanue rpynibl

281 Cepompancgepasvi

282 Cymghomparnchepasvl

283 KoA-mpancpepasvl
2.8.3.3 Manonar-KoA-tpancdepasa, anetun-KoA: manonar KoA-tpancdepasa

3 kiaacc T'NIPOJIA3BI

3.1 moakaace JlelCTBYIOIIHE HA CJOKHOI(PUPHYIO CBSI3b (3cTEpPa3bl)
3.1.1 Tuodponazvl 3¢hupos kapb6oHo8bIX KUCIOM
3.11.3 Tpuamuirmiepon-numnasa (Jumasa), TPHAIFITIHIEPOI-aliITHAPoIa3a
3.1.14 ®ochonumaza A,, hochaTuAMIXOINH-2-alIMIITHIPOIIa3a
3.11.7 AuertunxoiMHiCTEpasa, aleTUIXOINH-AIETUITUAPOIa3a

3.1.1.8 XoauHAcTepasa, aluiIXoIMH-alUITHIpoJIa3a
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3.1.2 Tuoponusyrowue muoacioHCHOIPUPHYIO CE53b
3.1.2.2 [ManemuToun-KoA-ruaponasa

3.1.3 Tuoponazvr monoapupos hocghopmoti kucromet (pocpamasot)
3131 Illenounas docdarasa, hochoruaponaza morodpupoB oprodochopHoOit
KHUCTIOTHI (C IIETOYHBIM ONITUMYMOM JICHCTBUS)
3.1.3.2 Kucnas docdarasa, pochorumpornaza monodpupo oprodochopHoii
KHUCJIOTHI (C KUCIIBIM ONTUMYMOM JIEHCTBUS)

3.1.4 T'udponazvl ousgpupos chocghopmoii kuciomsi (gpocgpoouscmepasvt)
3.14.1 ®ochoamacrepasa |, oMUTOHYKICHHAT-5' HYKICOTHATHIPOIIA3
3.143 dochomumnaza C, pochaTuanixoauH XoauH -(pocdoruaponaza

3.1.5 Tudponaszvi monosgpupos mpughocghophoti xuciomol

3.1.6 Tuodponazvl 5¢pupos ceproti Kuciomol
3.1.6.1 Apuicynndatasa, apuicyibdar-cyabporuapoiiaza

3.1.7 Tudponazvi monoapupos oughocgopnoii Kuciomol

3.1.8 [uodponazvt mpusghupos pocghopmoii kuciomol

3.1.11 Dx300e30kcupubomnyrneasst, oopasyrowue 5"-gpocpomonosghupwi
3.1.11.1 Bx3oae30kcupubOHyKITeasa |

3.1.13 Ox30pubonykneaswvi, obpazyrouue 5'-cpocghomonodgupul
3.1.13.1 Dx30pudonykieasa |l

3.1.14 Oxzopubonykneaswl, obpasyrowue e 5'-gocghomonosghupuol

3.1.15 DOxkzonykneasvl, deticmsyrowue 1ubo Ha pUOOHYKIEUHOBbLE, TUOO HA
0e30KCUpUbOHYKIIeUHOBbIe KUCTIOmbL U 0Opazyrouue 5'-ghocghomonospupul

3.1.21 Duoooezokcupubonykneasst, oopasyrouue 5'-gpocghomonosghupwi
3.1.21.1 JIe3okcupubonykieasa |

3.1.22 Bnooodezokcupubonyxneasvt, oopasyroujue unsle, He 5'-
docghomonoshupwi
3.1.22.1 lezokcupubonykieasa |l

3.1.25 Caum-cneyughuueckue 3H000e30KcupubOHyKIeasvl, Oeticmayouue
HA U3MeHEeHHble OCHOBANUSL

3.1.26 3Bnoopubomnykneaswvi, oopazyrouwue 5'-ghocchomornosgupul
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3.1.27 DOnoopubonykneasvl, oopazyrowue unsile, e 5'-ghocghomonospupui
3.1.30 Duoonyxneaswvi, deticmayrowue 1ub0 Ha pUOOHYKIEUHOBbLE, TUOO HA
0e30KCUPUOOHYKIeUHOBbIE KUCIOmbL U 0bpasytowue 5'"-gpochomonosaghupwi
3.1.31 Duoonyxneaswvi, Oeticmeyiowpue OO HA pUOOHYKIEUHOBbLe, TUOO HA
0e30KCUPUOOHYKIECUHOBbLE KUCTOMbL U 00paszyrowue unsle, e 5'-¢hocghomonosgupul
3.2 moakiaacce I'imko3maasbl
321 Tuoponusyrowue coeounenus ¢ D-enuxo3uomnoii cesa3vio
3211 o-Amminasa, 1,4-0-D-rirokaH rioKaHOTHIpOJIa3a
3212 B-Ammnaza, 1,4-(3-D-rimrokaH MaJIbTOrHIpOIIa3a
3.2.1.4 llemumonasa, 1,4-(1,3;1,4)-(3-D-rimtokan 4-TmoKaHOTHIPOJIa3a
3.2.1.17 JIuzouum, mykonentua-N-aneTuimypaMouiIruaposasa
3.2.1.20 a-I'mroxo3uaasa, a-D-riroko3ua-rIFOKOTHApOIIa3a
3.2.1.23 (3-T'ayakTo3uaasa, L-D-rajgakro3u-rajakToruaposiasa
3.2.1.26 3D-dpyxrodypanosua-ppykroraaponasa, (3-gppykrodypanosunasa,
WHBEpTa3a, HHBEPTHH, caxapasa, Cykpasa
3.2.1.108 JlakTasa, 1aKTo3a-TaJIaKTOTHIpOJIa3a
3.2.2 Tuoponusyrowue coedurenus ¢ N- enuko3uoHotl ces13vio
3.2.2.1 Ilypunnykneo3uaasa, N-pubo3uimypun- puooruapoiasa
323 [udponuszyrowue coeoureHust ¢ S-2nuKO3UOHOL CE53b10
3.2.3.1 Tuormoko3u1asa, THOTITIOKO3HU/I-TIMKOTHAPOIIa3a
3.3 mnoakaacc JeiicTByronue Ha MpocTyI0 3(PUPHYIO CBA3b
331 [Tuoponrazvl muosghupos
3.3.2 Tuoponaszvi npocmolx 2¢pupos
3.3.2.3 Dnokcuaruaposaza
34 mnoakaacc [eiicTByroniue Ha nenTUAHbIE CBSI3H (MeNTHIA3bI)
3.4.11 Amunonenmuoazwi
3.4.11.1 JleitunaMuHOTIEN THIa3a
3.4.13 J[lunenmuoaszvl
3.4.13.6 Cys-Gly-munenTrmasa

3.4.14 Jlunenmuounnenmuoasvi u mpunenmuouinenmuoassl
(0)0]



34.15 [lenmuounounenmuoasvi
3.416 Cepunosvle kapbokcunenmuoasbvl
3.4.16.1 CepuHoBas kapOOKCUTIENTH Ia3a
3417 Memannoxkapbokcu nenmuoazol
3.4.17.1 KapbokcunenTtuaaza A
3.4.18 Iucmeurnosvie kapbokcunenmuoasvl
3.4.18.1 [{uctenHoBas KapOOKCHUIICTITH 132
3.4.19 Owmeca-nenmuoa3vl
3.4.19.1 AmiaMrHOAIMIIIEIITHIA3A
3.4.21 Cepunosvie sn0onenmuoasvi
3.4.21.1 XumoTtpurcux
3.4.21.4 Tpurncun
34215 Tpombun
3.4.21.62 CyOoTunusun
3.4.22 [[ucmeunoswvie s3no0onenmuoasvl
34.22.1 Karencun B
3.4.22.2 Tlanawn
3.4.22.17 Kanpmaux
3.4.23 Acnapacurnogvle sSHOOnenmuoasvl
3.4.23.1 Tlencun A
3.4.23.15 Penun
3.4.24 Memannosnoonenmuoazvl
3.4.24.3 Knoctpuauonentuaasa A (KoJuiareHasa)
3.4.24.27 Tepmonu3uH
3.4.99 DHoonenmuoazvl ¢ HeuzBeCMHbIM MEXAHUBMOM KAMATUMUYECKO20
oelicmeus
3.4.99.46 ITommdepmMeHTHBIM YHIONENTHAA3HBIN KOMILIEKC (IpoTeacoMa)
3.5 moakaacc [eiicTByronue Ha APYryio (He NeNTHIHYI0) CBS3b YIJIEPOI-a30T
3.5.1 B nunetinvix amuoax

35.11 Acnaparunaza, L-acnaparuH-aMuioraaposasa
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3.5.1.4 Awmwupaza, anuiasa, aluIaMAH-aMAIOTHIPOIIa3a
3.5.1.5 Ypeasa, MoueBHHA-aMUIOTHIPOIIA3a
3.5.1.35 D-I'myramunaza, D-rimyraMuH-aMHuI0THIpOIIa3a
3.5.2 B yuxmuueckux amuoax
3.5.2.3 duruapooporasa, kapOaMOUIacmapTUKOACTHAPa3a, 5,6-TUTHIpoopoTaT-
aMHJIOTHIPOJIa3a
3.5.3 B aunetinbix amuounax
3531 Aprunaza, L-apruavH-aMyuIMHOTHIPOIIA3A
3.5.4 B yuxauueckux amuounax
3.5.4.1 [uTo3uHae3aMIHA3a, IUTO3WH-AMHUHOTHIPOJIa3a
3.5.5 B numpunax
3.5.5.1 Hutpunasa, HUTpUI-aMUHOTHIPOIIa3a
3.5.99 B apyrux coenmHEHUAX
3.5.99.1 PubodnaBunaza, pudbodaaBuH-rHpoOsIa3a
3.6. noakiace JlecTBYIOLIME HA AHTHAPUABI KHCJIOT
3.6.1 B ¢ocpopcooeprcawux aneuopuoax
3.6.1.5 Anupaza, AT®-mudochoruaponasa
3.6.2 B cepocooepaicawux aneuopuoax
3.6.2.1 Anennmuncynbarasza, afeHIICYIb(aT-cyIbPoruaponasa
3.7 noakaacc [eiicTByronue Ha CBSAA3b yIJIEPOA-yIJIEPO/
3.7.1 B kemonax
3.7.1.1 Okcanoarierasa, okcajaoaleTaT-aleTHIruaposia3a
3.8 moakiacc [deiicTByronme Ha CBSI3U rajiOreHOB
3.8.1 B coedunenusx co céasvro C-eanoceH
3.8.1.1 Ankuiranoniasa, aKuiIraJoreHu I-TaIoTeHUATHIpOoIIa3a
3.9.nmoakaacc [leiicTByonue Ha cBs3b a30T-Gochop
3.9.1.1 ®ochoammunasa, pochamua-ruaponaza
3.10. noakacc /leiicTByomue Ha CBS3b a30T-cepa
3.10.1.2 IMukmnamarcyashoruaposasa,uKIOTeKCUICyIbhaMat- cyab(oruapoasa

3.11.noakuaacc/leiicTByromme Ha CBA3b yriaepoa-gocdop
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3.11.1 @ocghonoayemanvoezudzuoponasa, pocponamasa, 2
oxcoamuaghocghonam- pocghoeudponasa
3.12. moakiacc /leiicTBylonue Ha CBSI3b cepa-cepa

3.12.1.1 TputnoHaTTHAPOIIA3a, TPUTHOHAT-THOCYIH(POTHIPOTIA3A

4 xnacc JIMA3BI

4.1 noaxsiace YTy1epoa-yriieposa JJua3bl
411 Kapbokcunuazol
4.1.1.1 IT upyBataekapbokcuiasa, kapOokcuianasza 2-0KCOKUCIOT
4.1.1.17 Opuutunaekapbokcunasza, L-opautun-kapbokcunmasza
4.1.2 Anvoecuo-nuasvi
4.1.2.5 Tpeonun-anb101a3a, L-TpeoHnH-aleTaIbIeruajuasa
4.1.2.9 ®ocdokeronaza, D-kcuinynoszo-5-pocdar
4.1.3 Jluazwl oxcoxuciom
4131 W3zommrpativasa, H30IUTPAT TIIMOKCUIIAT-TINA3a
4.1.3.2 ManarcunTasa, L-mManaT-riamokcuiaT-ias3a
4.1.3.7 HutpaTcunTaza (KOHACHCUPYIOMIU (PEpMEHT), IIUTpaT-OKcaoaleTaT-1masa
4.1.3.27 AHTpaHuNaTCUHTA3a, XOpU3MaT-MUPpyBaTINa3a (AaMUHOAKIIETITOPHAS )
4.1.99 Jlpyeue yenepoo-yenepoo auasvi
4.1.99.1 Tpunrodanasa,L-rpuntodan-uHa0m Jinaza
4.2 moakJace Yriaepoa-Kucjaopo/ Jua3bl
421 T'uoponuazvl
4211 KapOonataeruaparasa, kapboaHruapasa, kKapOoHAT-THIPOINa3a
4212 ®dymaparruaparasa, pymapasa, L-manar- ruaponnasza
4213 AKoHHTATTUOpaTa3a, aKOHUTA3a, TUTPAT(U30IMUTPAT)-THIPOINA3a
4.2.1.20 TpunrodancuHTaza, L-cepun-ruaponuasza (IprucoeanHSIONIas MHAOM U3
uHpoarunepodocdara)
4.2.2 Jleticmeyrowue Ha noaucaxapuobl

4.2.2.1 I'manypoHuiaza, THATypOHaT-JIMa3a
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4.2.99 Jlpyeue yenepoo-kuciopoo iuazvl

4.3 moakiaace YrJjepoa-a3or JiMa3bl
4.3.1 Ammuax-nua3zvl

4.3.1.1 Acnaprasa, L-acnaptaT aMmMuak-iInasa

4.3.2 Amuoun-muazvl
4.3.2.1 ApruHUHOCYKIIMHAT-IMa3a, apTHHUHOCYKIIMHA3a, L-aprUHUHOCYKITMHAT
aprUHUHIINA3a

4.3.3 Amuoo-nuazvl

4.3.99 Jlpyeue yenepoo-azom nuasvi
4.3.99.1 [Imanar-nua3a, nuanat C-N-auasa
4.4 monkiiace Yraepoa-cepa Juasbl
4.4.1.2 T'omorctenHaecynspriapasa, L-roMOIEICTENH CEpOBOIOPOA-THA3A
(1e3aMUHUPYIOLIAsT )
4.5 moakaaccYriepoa-rajioreH Juasbl
4.5.1.1 JAT-nerunpoxnopunasa, 1,1,1-tpuxmnop-2,2-6uc(4-xmopdeHnn)stan
THIIPOXJIOPUI-TTNA3a
4.6 moakaacc®ocdop-KuCI0OPO JINA3bI
4.6.1.1 Anenunatimkinasza, AT®-nupodocdar-nmuaza (MUKIU3YOIIAs )

4.99 JIpyeue nuazvl

4.99.1.1 deppoxenarasa, mpoToremM-heppo-niasa

5 kmacc U3OMEPA3BI

5.1 nomiace Panemasbl M 3nuMepasbl
5.1.1.1 Ananunpaiemasa
5.1.2 Jleiicmsyrowue na 2u0OpOKCUKUCIOMbL U UX NPOUIBOOHbBIE
5.1.2.1 Jlakrarpanemasa
5.1.3 Jleiicmeyrowue na yenesoovl u ux npou3e00Hvle
5.1.3.1 Pubynozodocdar-3-snumepasa, D-pudyno3o-5-dhocdar 3-amumepasa

5.1.99 Jleiicmeytowue na opyeue coeourenust
V)



5.1.99.1 Metunmanonun-KoA-panemasa, 2-metui-3-okconpornanonia-KoA-2-
aMMMepasa
5.2 moaKJIace uMc- TPAHC-U30MepPa3bl
5213 Petunanb-n3zomepasza, moJIHOCTbIO-mpanc-peTUHANb 1-yuc-
MpaHc-uzomepasa
5.3 BHyTpuMOoJIEKYJIsIPHbIE OKCHAOPETYKTA3bI
531 Ocywecmeanaowue 83aumonpespanjerus aiboo3 U Kemo3s
5.3.1.1 Tpuozodocharuzomepasa, D-rimnepanbaerua-3-pocdar keToamzomepasa
5.3.1.5 Kcunozouzomepasa, D-kcnmo3a keTon-u3omepasa
532 Ocywecmansaowue KemoeHoIbHble NPesPaAueHs]
5.3.2.1 GenunnupyBar-TayToMepasa, (peHIIIpyBaTKeTOSHOI-U30Mepasa
5.3.3llepenocawue C=C ces3u
5.3.3.1 Crepoun-/I-uzomepasa, 3-0KCOCTEPOU] I[S-II4-H30Mepa3a
5.3.4 [lepenocawue S-S cesa3u
5.3.4.1 benok-mucynshua-n3omepasa
5.3.99 /lpyeue enympumonexynapHvle OKCUOOPeOyKmasvl
5.3.99.7 Ctupenokcuauzomepasa (paciieruisitonasi SMOKCU/IbI)
5.4 noakiaacc Buyrpumoliekyasipabie Tpancgepasbl (MyTasbl)
5.4.1 [lepeHocsiye anuibHbIC TPYIIIHI
5.4.1.1 JInzonenuTHHAIIMIMYTA3a, JIN30JICIIUTHH- 2,3-aIliIMyTa3a
5.4.2 @ocghompancgepaszvl (hocchomymasot)
5.4.2.2 ®ocdormoxkomyrasa, o-D-rimrokosa 1,6-pochomyrasa
5.4.3 Ilepenocawue amunozpynnol
5.4.3.2 JIuzun- 2,3-amunomyTasa, L-nmusun 2,3-aMmuHoMyTas3a
5.4.99 Ilepenocawue opyaue epynnoi
5.4.99.5 XopuzmarmyTasza, XOpu3MaT-nipyBaTMyTasa
5.5 moakJace BHyTpuMoJieKyIsipHbIE JINA3bI
5.5.1.1 MykoHaT-niMKI0M30Mepasa, 2,5-Iuruapo-o-okcopypan-2-amerar-iias3a
(meuuKIM3yronas)

5.99 noaknacc JIlpyrue nzomepasnbl
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5.99.1.2 JIHK-Tomounzomepasa

6 k1acc JIMI'A3bI

6.1moakiacc O6pasyronue cBsI3b YIJIepoa-KUCJI0PO/

6.1.1 Jlueazwl, oopazyrowue amunoayunr-mPHK u poocmeennvle coeounenus
6.1.1.1 Tuposzun-TPHK-nurasza, L-tupo3un: TPHK cunTerasa

6.2 moakaace Odpasywuue cBs3b yriiepoa-cepa

6.2.1 Kucroma-muon 1ueasvi
6.2.1.1 Anietnn-KoA-nwrasa, arerat:KoA nwraza (AM® oGpa3zyromas)
6.3 moakiaacc O0pasymoniue CBs3b yriepoa-a3or

6.3.1 Kucroma-ammuax (uiu amui) measvl (amMuoCuHmemasol)
6.3.1.2 I'myramar-aMMuak-nurasa, riyTaMUHCHHTETa3a, L-riryraMar: aMMHaK JiMrasa
(A1®D o6pazyromias)

6.3.2 Kucioma-amunoxucioma aueasvl (nenmuoCuHmemasbwl)
6.3.2.3 'myratnoHcuHTETa3a

6.3.3 Luknonueaswvi

6.3.4 Jlpyeue yenepoo-azom nueasvl
6.3.4.1 TM®-cunTeTasa, KCaHTO3HH-D'-(ocdar: ammuak jauraza (AMO
oOpa3yrolias)

6.3.5 Venepoo-azom nueazvl c enymamunom 6 kavecmee OOHOPA AMUOHO2O
asoma
6.3.5.2 'M®-cunTeTasa (TiyTaMUuH THAPOIIA3YIOIIAsT )

6.4 noakacc Oo0pa3yioniye CBS3b YIJIepoa-yrieposa
6.41.1 TIlupysarkapbokcuiasa, mupyBar:CO, muraza (Al oOpasyroras)
6.41.2 Anerun-KoA-kapOokcunaza, atetuin-KoA: CO, nuraza (AlD
oOpazyrormas)

6.5 noakiacc Oopazywiuue pocgo3rpupHyo CBI3b
6.5.1.1 JIHK-nmuraza (AT®), monu (1e30KCupr-00HYKICOTHI):

noJIi(J1e30KCHpuOOHYKIeoTH 1) Jiuraza (AM® obpazyroriasi)
JgL



Tabnuya. @paemenm uz cnucka gepmenmos

ludp Pexomennyemoe | Peakius Cucrematnueckoe | [Ipumeuanue o
(pabouee Ha3BaHUE cneuu(UIHOCTH U
Ha3BaHUE) JIpyTrue 3aBUCUMOCTH

Ko JlakTat- L-nakrar + HAJ{'= | L-nakrar: HAJ] - OKucnser u 1pyrue

1.1.1.27 | nerunmporeHaza | mupyBar + OKCHUJIOpEIyKTa3a | OKCHMOHOKapOOHOBBIC

HAJTHH" KHCIIOTHI

Ko® Tuposun- L-tupo3un+ 2 L-tuposun: 2 [Iporenn

2.6.1.5 | AmuHo OKCUTIIyTapar = 4- | OKCHIJTyTapar nupuaokcanbdocdara.
TpaHcgepasa okcueHnImupyBaT | amuHoTpanchepasza | DeHuIaNaHuH MOXET

+ L-rmyramar

IIPUHHUMATD Y4aCTUC
BMCCTO TUPO3HHA

93




