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MpeancnoBne K pycCKOMY M3AaHuUto

K HacTosiwemMy BpemeHU B 061aCT 6MOXMMUN YeNTIOBEKA U XXMBOTHbIX CO3aHa XopoLuas
cTaptoBas njowanka Ans YCrnewHoro pasBUTUA danbHEWLWMX WCCNef0BaHUN. BbIACHEHBI
(hYHKLUMN MHOTMX MPOCTbIX WU CNOXHbIX GMOMONEKYN; NPU 3TOM FNaBHbIMU AOCTUXKEHUAMU
SBNAKOTCS YCTaHOB/EHNE NH(hopMaLMoHHOM ponn AHK 1 paclumndpoBka mexaHu3Ma rnepeaa-
yn nHhopmaumm ot AHK K 6enky. BblaeneHsl rnaBHble OpraHensibl KNeTOK XUBOTHbIX, YCTa-
HOBJIEHbI X OCHOBHbIE (DYHKUMW. [T0NyYeHbl B BbICOKOOYULLEHHOM BUAE MHOTME PEPMEHTHI,
OXapaKTepu30oBaHbl MeXaHW3Mbl PErynsiuMnm uUX akTUBHOCTW. W3y4deHbl (POpPMbl 3anacaHus
M MCMNONb30BaHWUA 3Heprun. LOCTUTHYTbl CYLECTBEHHbIE YCMEXW B M3Y4YeHWM CTPYKTYpbI
N QYHKUMM MeMOpaH. BbISICHEHO AEWCTBME rNaBHbIX FOPMOHOB. Y CTaHOB/EHbI GUOXUMUYE-
CKWe HapyLleHus, fnexalline B OCHOBe psfa 3abonesaHui.

BmecTe ¢ TeM ocTaeTca elle Hemano npobnem, Tpedbyrowmx nydeHuns. K nx uncny oTHo-
CUTCA BbISICHEHME MEXaHW3MOB PErynsaunmnm 1n KoOpAMHaLMM NPOLECCOB YXM3HeAeAaTeNbHOCTM, Ha
HayaNbHbIX CTaAMAX HAXOAATCSH, B YAaCTHOCTM, MCCNEAOBaHNA MO pacLUMGPOBKE MEXAHN3MOB
PErynsiuMm 3KCNPeccun reHoB, C KOTOPbIMU CBSI3aHbl MPOLIECCHI POCTa W AeNEHNS KNETOK, KX
AndhepeHUMpPOBKa, a NPy NaTonornm— onyxonesas TpaHchopmaums. Becbma orpaHUYeHHbI
CBEIEHMSA 0 MeXaHM3MaX KNeTO4YHOWN cekpeunn. OcTaeTcs HesACHOM npupoja MHOrMX Hacnea-
CTBEHHbIX 3ab60neBaHuiA. He yaaeTcs noka chopmynmMpoBaTb KOHCTPYKTUBHOrO npeacTasne-
HUSA O CNOXHbIX GUOXMMUYECKUX MpoLeccax, Nexalinx B 0CHoBe (DYHKUMOHMPOBAHUA LIEHT-
pasibHOW HEPBHOWN CUCTEMBI.

Mpennaraemblil BHUMaHUIO ynTaTenen yyebHMK GMOXMMUKM OCTaTOYHO MOIHO OCBeLLaeT
[NOCTVKEHUS BMOXMMUKN YeloBEKA U XXMBOTHbIX. OH BbIlLEN 3a PY6EXXOM 21-M U3aHUEM, YTO
HECOMHEHHO CBU/ETENbCTBYET O ero 40CTOMHCTBaX. B nepByto oyepeap y4ebHUK npefHa3Ha-
YeH AN9 CTYAeHTOB-Me[MKOB, a TakKXe Bpayei, n3yyarowmx 6MoXMMnYeckme npoLIecchl, nexa-
LMe B OCHOBE (DYHKLIMOHMPOBaHUS 3[40POBOr0 OpraHM3Ma, HapyllueHMe KOTOPbIX COMNpPOBO-
YKAAeTCs NaToNOrMUYecKUMN SBNEHUSMU. Takasa HanpaBNeHHOCTb Y4Ye6HMKA Hallla OTPaXXeHNne
M B €ro HasBaHuUM NPV NepeBofe Ha PYCCKUIN A3blK— «BMOXUMUSA YenoBeka» (TakK >Xe Hasbl-
BaeTCA M BBOAHAasA rnaea yyebHMKa). B Kakaol rnaee nocne BBeAeHWs cneayet pasgen «buo-
MeANLMHCKOe 3Ha4yeHune», B KOTOPOM OTMe4YeHbl OCHOBHbIE BOMPOCHI, MMEIOLLINE Hernocpea-
CTBEHHOE OTHOLWIEHME K meauumHe. MHoOrune rnaebl 3aBepluaroTca pasgenom «KnuvHuyeckme
acnekTbl», B KOTOPOM YyKa3aHbl 3a60/1eBaHUSA, CBSI3aHHbIE C HAPYLLUEHUAMWN PACCMOTPEHHbIX
B J@AHHOW rNnaBe NpoLeccoB MeTabomM3ma, 1 oxapakTepm3oBaHbl (EC/IM OHU UMEKOT MeCTO) U3-
MEHEHNA cofep>KaHna COOTBETCTBYIOLNX MeTaboNNMTOB B KPOBM U B Mode. CneflyeT nog4ep-
KHYTb, UTO B Y4EOHMKe BECbMa 0BCTOATENIbHO N3N0XKEHbI CBEAEHNS 0 MeTaboM3Me NMNNLOB,
006bIYHO BeCbMa KpPaTKO OCBelllaeMble B APYrMX PyKOBOACTBAX; B TO XKe BPEMS HapyLLeHME Me-
Tabonmama nMnuaoB UMeEeT HeNoCpeACTBEHHOE OTHOLLIEHME K TAKUM 3ab0/1eBaHMAM, KaK aTe-
POCKNEepPo3 1 niemmnyeckas 60n1e3Hb cepaua. B yuebHUK BKAKOYEHL, rnaBbl «[uTaHWe, nuLile-
BapeHMe 1 BcacbiBaHMe», «lMna3ma KpoBM U NPOLECChl CBEPTbIBaHUSA», «PaK, OHKOreHbl 1 (ak-
TOpbI pocTa», NPeACTaBNsAOLLME 0COObIA MHTEPEC ANS MeANKOB. 3aBepLuUaeT yyYebHMK pasaen,
B KOTOPOM npuBefAeHbl 060CHOBaHMe NabopaTopHbIX BUOXUMUYECKNX aHaNIM30B, UHTEPrpeTa-
UMa MX pesynbTaToB M UCMO/b30BaHME B ANArHOCTUMKE.



MpeancnoBme K pycCKOMY W3AaHuI0

YUebHUK HECOMHEHHO 3aMHTEPECYeT He TONbKO MeAWMKOB; OH 6yaeT BecbMa MOMe3HbIM
W ANA LWWMPOKOro Kpyra 61oM0oroB, UHTEPECYIOLMXCA OCHOBaMMU 6UoXuMmUn. OH COAepXKuUT
YETKOE U 0CTAaTOUYHO TAKOHUYHOE W3NOXKEHWE BUOXUMUM U MONEKYNIAPHONA Bronoruu *, npu
3TOM B TEKCTE OTPaXKEHbI JOCTUXKEHUA BUOXUMUM NOCNEAHEr0 BPEMEHU. YUEOHUK UNTHOCTPH-
POBaH 60/IbLLINM YUC/IOM PUCYHKOB U CXEM, KOTOPbIE CMOCOGCTBYIOT YCBOEHUIO MaTepuana
M MOTYT 6bITb MCMOJb30BaHbI MPW NPENogaBaHUN BUOXUMUM.

.M. NmHogmaH

1 Bonee noapo6HOE M3N0XKEHNE PAfa Pa3fenoB 6MOXMMUN MOXHO HANTK B APYTrnX yuebHMKax, BbiMy-
WeEHHbIX N3aatenbcTBOM «Mup»: . Meunep, «brnoxmmusa», B Tpex Tomax (1980); A. Yait n ap., «OCHo-
Bbl 6BMOXuMun», B Tpex Tomax (1981); J1. Ctpaiiep, «bnoxumusa», B Tpex Tomax (1984—5); A. JIeHUHA-
xep, «OCHOBbI 6MoXMMnUn», B Tpex Tomax (1985).— Mpum. peg.



[1pegncnoBsune

B npepnaraemom nocooun Mbl NOMbITAINCh KpaTKO, HO BIOJIHE NcYepnbiBaloW M 06pa-
30M USNTOXUTL MpuHUWNbI, nexatline B 0CHOBE OMOXUMUN U MOHEKyﬂﬂpHOVI 6ronormn. Mol
PaCcCMOTPENN TaKXKe OMOXMMUNYECKME aCMEKTbl HEKOTOPbLIX MaTO/I0MMYECKNX COCTOSIHWW, YTO
Mo3BoAAE€T NO3HaKOMWUTL CTYAEHTOB-MEAMKOB C K/IMHUYECKUMU TMPOABNEHUAMU W NOCNen-
CTBUAMMU HapyLLIEHI/II‘/JI OUOXNMNYECKINX MnpoLeccos.

N3meHeHna B 21-M m3gaHnu

Mpn NOAroToBKe HOBOIO M3JaHNA aBTOPbI CTaBUIW nepeq coboil rnaBHbIM 06pa3omM age
3afa4n: 0TpasnTb HOBEMLUNE AOCTMXEHNA OBUOXUMUN, BaXKHbIE C MEAMNLMHCKON TOUKM 3pEeHNS,
N caenatb U3NoXeHWe 6051ee NHTEPECHbIM W AOCTYMHbLIM. [103TOMY OblfI BHECEHbI CNefyto-
LMe M3MEHEHMS.

e KHMWra coctomT 13 WecTn 60MbLUMX pa3fenos, YTo fAefaeT sACHee NIOrMKy ee NocTpoe-
HMs. KpynHble rnaebl 6611 pasgeneHbl Ha 60/1ee KOMNAKTHbIE, HEKOTOPbIE T/1aBbl NEPEHECEHDI
B Apyrue pasgensl, rae oHu 60s1ee NOrMYHO BMNUCHIBAKOTCA B TEKCT.

e [lo6aBneHbl ABe BBOAHbIE rnasbl. ['N. 1(«BroxmumMmsa n meguuuHax) MNNKCTPUpPYeT Tec-
HYH CBSI3b MeXAy Groxummnein n meauunHon. CTyLeHTbl HanaYT B Hel pAd MHTEPECHbIX U Ba-
YHbIX MPUMEPOB NCMNOb30BaHNA BMOXMMUN B MeAULMHCKON Hayke. B rn. 2 («<brnomonekysbl
N BUOXMMUYECKME METO/bI») KPAaTKO OXapaKTepn3oBaHbl OCHOBHbIE TUMbl MOMEKY/, NPUCYT-
CTBYIOLLMX B K/eTKax, a TakKe MeTO/bl, UCMO/b3yeMble A1 UX U3ydeHUsi. TeM cambiM 3a0-
eH (DYHAAMeHT [AN1A BCEro nocriefytolero n3noxxeHns. OnmcaHbl Hanbonee 3HaUYNTENbHbIE
OTKPbITUA, CAeNaHHble B BMOXMMMK, YNOMSAHYTbI NEpCneKTUBHbIE HanpaB/ieHWs uccreaoBa-
HWIA, BeAyLLMXCA B HACTOALLEE BPeMs.

» Kaxpasa rnaea HauMHaeTcs C HeGONbLIOrO BBEAEHWSA, B KOTOPOM KPAaTKO M3naraetcs
cofiep>kaHue rna.bl U OLEHMBAETCS CTeneHb BaXXHOCTW NPeACTaB/NeHHOro Martepuana.

' Cpasy 3a BBefjleHNeM crieayeT HebonbLOoW pasgen «bnomeanuMHCKOe 3HaYeHMe», B KO-
TOPOM NOAYEPKMBAKOTCA Te 3aTPOHYTbIe B [/1aBe BOMPOCHI, KOTOPble UMEKOT OTHOLLEHWNE K Me-
ANUMHe.

* HoBasa rnaea «lMpomexyTouHbli 06MeH» (rn. 16) npugaet TemaTuyeckoe eAUHCTBO
BCEM rsiaBaMm 0 meTtabosinsme.

e HoBas rnaBa «TexHonorms pekoMbmHaHTHbIX AHK» (rn. 36) gaeT npeacraBneHne o6
MCMOMb3YEMbIX NMPUHLMNAX 1 MeToAaxX M 0 TOM MOLHOM B/IMSHUKN, KOTOPOe TEXHMKA PEKOM-
6uHaHTHbIX AHK oKa3ana Ha pa3BuTue 61oiorum n meauLuHbl.

o [oGaBneHa creynanscHas rnaea «Pak, OHKOreHbl 1 pakTopbl pocta» (rn. 57), koTopas
BBOAWUT CTY[EHTOB B Kypc Npo6nemM B 37O 061acTu U yKasblBaeT Ha ()yHAaMeHTa/IbHbIN Xa-
pakTep GUOXMMUYECKOW MHGopMaL MK, NOoNy4aeMoin Npu U3yYeHUN OHKOreHesa U (hakTopoB
pocTa.

o [ob6aBneHo Takxe «[1punoXxkeHne», B KOTOPOM MNpeacTaB/ieHbl OCHOBHbIe nabopaTop-
Hble GMOXMMUYECKNe METOAbI aHa/In3a, UCNO/b3yeMble B KTMHUYECKON MeauumHe. PaccmoTpe-
Hbl OLLEHKM YYBCTBUTE/IBHOCTU U CNELUDUYHOCTA 3TUX MeTOL0B. punoXxKeHne Npu3BaHo no-
MOYb CTYZieHTaM MepekMHYTb MOCTUK MeXay 06LWen U KIMHUYECKON BMOXMMMEN N OLEHUTD
ANAarHoCTUYECKMEe BO3MOXKHOCTM MHOTMX OUOXMMUYECKNX TECTOB.



Mpegucnosue

Kpome TOro, Bce rnaebl NpuBeAeHbI B COOTBETCTBME C CEMOAHALIHUM YPOBHEM HaY4HbIX
3HaHW. JononHMTENbHO, BBUAY MX 0CO60ro MHTepeca, 06CYXAAKTCA Crefytowmne TemMbl.
* MembpaHsbl (B rn. 43).

e [uTaHue, nuueBapeHne n abcopbumsa (B rn. 53).
e [ /iMKonpoTenHsbl (B rn. 54).

NnaH KHUrm

TeKCT COAepPXXUT ABe BBOAHbLIE INaBbl M LWECTb KPYMHbIX pa3fenos.

Pasgen | nocesiweH 6enkam n pepmeHTaM— «pabounM notuagkam» opraHusma. Mocko-
NbKY MOYTW BCe peakuuun, NpoTeKatoLmne B KNeTKe, Kataim3npytoTcs (hepMeHTaMmmn, Heobxoam-
MO YACHUTb CBOWCTBA (DEPMEHTOB, MpeX/e YeM paccMaTpuBaTb OCTas/lbHble BOMPOCHI.

Pasgen Il cooepXXnT cBefeHNs 0 TOM, Kak BCEBO3MOXKHbIE MPOTEKaKLLIME B KNETKe peak-
LUMKN CcBA3aHbl C BbIPAOOTKOW MM NoTpebneHnem 3Heprun. 34ecChb XXe NPOCNeXNBaKTCA NyTu
CUHTE3a 1 pacnaga yrnesoos v nunuaos. O6CyXaarTca yHKUUN pa3NnyHbIX NpeacTaBuTe-
Neit 3TUX ABYX KNaccoB BELLECTB.

Pasgen |11 noceslleH aMMHOKUCIOTaM. pocnexunsaeTca cyabba aTux Mosiekyn, Ux Mmeta-
60113M, TOXe CBA3aHHbIN C BbIPAOOTKON W MNOTPebneHnemM 3Heprum.

Pasgen IV onucbiBaeT CTPYKTYPY U (DYHKLMN HYKNEMHOBbIX KWUCIOT B pPaMKax CXeMbl
OHK “PHK - 6enok. B 3TOT pa3fieN BK/IKOUYEHaA HOBasi rnaea O NpuHLUMNax TeEXHOMOrnn pe-
KOMOUHaHTHbIX AHK, OTKpbIBLUEA HOBbIE NEPCNEKTUBLI Pa3BUTUA BMOMEANLMHCKOM HayKW.

Pa3gen V nocBaLeH ropMoHam U UX K/TKOYEBOW POSIN B MEXK/IETOYHBIX KOMMYHMUKALMAX
U B perynsauumn metabonunsma.'Bosgeinctsrie ropMOHOB Ha KNeTKM Hen3BeXHO onocpefyercs
NX B3aMMOLENCTBUEM C Nia3maTuyecKMMm MembpaHaMmu, No3ToMy npeaBapuTesibHO paccma-
TPUBAKOTCA CTPYKTYpa M (YHKUMM MeMbpaH.

Pasgen VI 3aTparneaet nNATb CneumanbHbIX TEM, BKAKOYaA HOBYHO raBy «PakK, OHKOreHbI
N (PaKTopbl pocTax.

MpunoXeHne COAEPXUT KPaTKOe onmcaHne 6UOXMMUYECKMX NabopaTopHbIX aHan30B, UH-
TepnpeTaumio pe3ynbTaToB U UCMOb30BaHNE UX B AMarHOCTUYECKUX LENsx.

bnarogapHocTu

ABTOpbI BbICOKO OLEHMBAOT 60/bLION BKAaJ B CO34aHMe Mocobusi, BHECEHHbIA A-pOM
[einBngom MapTUHOM B TOT Mepunof, Korga OH BO3r/1aB/sin aBTOPCKUIA KONNEKTUB. MHoroe
U3 TOro, YTO BHeC A-p MapTuH, COXPaHUIOCh N B HACTOALLEM M3faHUN. PYKOBOACTBO NOArO-
TOBKOW 3TOro m3daHus B35 Ha ceba a-p PobepT Mappu, cTapaBLumniica paboTaTb CTOMb Xe
3HEPTMYHO M NPOSABUTL TaKYH XK€ BbICOKYHD BUOXMMUYECKYIO KOMMNETEHTHOCTb, Kakas Oblna
CBOWCTBEHHa A-py MapTuHy.

ABTOpbI BblpaXXatoT 6/1arof4apHoOCTb Konneram m Apy3bsM U3 pasHbIX CTpaH, 0T KOTOPbIX
MOCTYNWUAN NPELNOXKEHUS MO YNYULLIEHNIO KHUTK, & TaKXe psag ucrnpasieHnin. Mbl paccUmnTbl-
BaeM Ha WX y4yacTue 1 nHTepec 1 B byayLiem. Mbl NpUBETCTBOBa/IM Obl N1t0ObIE 3aMeYvaHuns 1 Co
CTOPOHbI CTY[EHTOB.

ABTOpbI 0CO6EHHO GnarofapHbl 3a TO LUMPOKOE NPU3HaHWe N MOALEPXKKY, KOTOpble 3Ta
KHWUra nonyymna Bo BCeM MUpe. HECKONbKO M3[aHWIA Ha aHTIMACKOM A3blKe ObINN reperneya-
TaHbl B AnoHun, JlueaHe, Ha TaiBaHe, Ha PununnuHax u B Kopee. Kpome Toro, KHura 6bina
nepeBefeHa Ha UTANbSHCKWIA, MCNAHCKWIA, ()paHLy3CKWiA, NOPTYranbCKUn, AMOHCKWIA, MONb-
CKWIA, HEMELKMNIA, NHAOHE3NNCKNIA, CepOCKOXOPBATCKUIA U TPEYECKUIA A3bIKN.

OkTs6pb, 1987 M.

os Bam =R/

K.

K. T.
ACM.
Y.P.



[ naBa 1

Bruoxmmmsa n meguumnHa

PobepT Mappu

BBEAEHUE

BMOXMMMA— 3TO HayKa, 3aHUMAatOLLLAsICA U3YUYEHNEM
Pa3NINYHbIX MOJMEKY/, XUMUYECKMX peakuui 1 npouec-
COB, NPOTEKALWINX B XXMBbIX KNETKaxX W OpraHuM3max.
OcHoBaTe/lbHOE  3HaHME  OUOXUMWUN  COBEPLLEHHO
Heob6X0AMMO ANS YCNELLIHOr 0 Pa3BUTUSA ABYX MMaBHbIX Ha-
npaBneHnin GMOMEANUMHCKMX HayK: 1) pelleHue npo-
6/1eM COXpaHeHUs 3[0POBbA YeNIOBEKA; 2) BbISCHEHME
NPUYMH pas3nNYHbIX 60Ne3Hen U U3biCKaHWe MNyTen UX
3(PEKTUBHOIO fleYeHUs.

BNOXNMUNA N 300POBbLE

BcemunpHas opraHusauma 3gpaBooxpaHeHus (BO3)
ornpefenseT 340P0Bbe KakK COCTOAHME «MOJTHOMO (hn3mnye-
CKOTO0, ;yXOBHOTO0 ¥ COLManbHOro 61arononyymns, KoTo-
pOe He CBOAMTCA K NMPOCTOMY OTCYTCTBUIO 6O/e3HeN
N HepfomoraHuii». Co CTPOro GUOXMMWUYECKON TOUKM
3peHNs OpraHM3M MOXHO CcuyMTaTb 340POBbIM, €C/n
MHOT e TbICAYM peaKLnii, NPOTEKAOLLNX BHYTPU KNETOK
W BO BHEKNETOYHOW cpege, UAYT B TakKUX YC/OBUAX W
C TaKMMU CKOPOCTAMMW, KOTOPbIe 06ecrneymBatoT Makcu-
MaslbHYH0 XW3HECNOCOOHOCTb opraHu3Ma v nogaepXu-
BalOT (PU3MONOrNYECKN HOpManbHOe (He maTtonoruye-
CKOE) COCTOSIHME.

BNOXMWA, MATAHUE,
MPOPUNTAKTUKA N NIEHEHUE

O[HO 13 rnaBHbIX NPeANOCbINOK COXPaHeHMs 3/0-
POBbS ABNSIETCS ONTMMAasbHas AueTa, CoAepKalllas paj
XUMUYECKMX BELLECTB; NaBHbIMU U3 HUX SBAAIOTCA BU-
TaMWHbI, HEKOTOPbIE aMUHOKMCNOTbI, HEKOTOPbIE XUp-
Hble KWUCMOTbl, pa3/MyHble MWHepanbHble BeLLeCTBa
1 Boda. Bce 3T BellecTBa NPeacTaBAsAOT TOT UK MHOI
MHTEPeC Kak Ana GUOXMMUK, TaK U AN HayKU O paLuo-
HaMbHOM nNUTaHUW. CnefoBaTeNbHO, MeXay 3TUMK
[BYMsl HayKaMU CyLLeCTBYET TeCHas cBa3b. Kpome Toro,
MOXXHO Mofaratb, UTO Ha (hOHe YCWU/WiA, MpunaraeMbix
K TOMY, Y4T0Gbl C1epXXaTb POCT LiEH Ha MeANLIMHCKOE 06-
CNyXuBaHWe, BCce GONblUee BHUMaHME ByaeT yaensThes
COXPaHEeHU0 3[10POBbA 1 NpPeAynpeXaeHnto 6one3Hel,

T.e. MNpodunakTuyeckoir meguuuHe. Tak, Hanpumep,
ANt NpeynpexaeHns aTepoCckKnepo3a 1 paka co Bpeme-
HeM, BEPOSITHO, Bce 6O/bLUIee 3HaueHve ByaeT npuaasa-
TbCA PaLUOHaNbHOMY NUTaHKI0. B TO e Bpemst KOHLen-
UMs paLMOHaNbHOr0 MUTaHWUS [0/MKHA OCHOBbLIBATHCS
Ha 3HaHWN BUOXUMUN.

BNOXVMUA N BOJIE3HN )

Bce 60ne3Hn npeAcTaBnAOT COO0M NPOsB/IEHME Ka-
KUX-TO M3MEHEHWNIN B CBONCTBAX MOJIEKYN N HapyLUEeHW
X0fa XMMUYECKMX peakuumi n npoueccoB. OCHOBHble
(hakTOpbl, NPMUBOAALLNE K PA3BUTUIO 6ONE3HEN Y XKNBOT-
HbIX U YenoBeka, NpueefeHbl B Tabn. 1.1. Bce oHM OKa-
3bIBAKOT B/IMSIHNUE HA OLHY WM HECKOJIbKO K/THOYEBbIX
XUMUYECKMX peakuuii UM Ha CTPYKTYpy U CBOWCTBa
(hYHKLMOHANbHO BaXKHbIX MOJEKYIN.

* Bknag 6MOXMMMUYECKUX NCCNEL0BAHNIA B AMArHOCTU-
Ky W neyeHue 3ab60neBaHUA CBOAMTCS K CNefytoLemy.

Tabmmua 1.1. OcHoBHble (AaKTOPbI, NPUBOASALLME K PA3BUTUMIO
60ne3Heli. Bce OHM 0Ka3biBalOT BAMSHUE HA Pa3MyHble BMOXK-
MUYeCKMe NpoLecchl, NPoTeKatoLne B KNeTKe UK Lie/ioM opra-
Hu3me "

1. ®usnyeckue aKTopbl: MeEXaHUYeCKaa TpaBma, 3KCTpemMab-
Hasd TemmnepaTtypa, pe3kne N3MeHeHUs aTMOC(epHOro fasne-
HUS, paguaumns, 3NeKTPUYECKUin LWoK

2. XUMMWYeCKUe areHTbl U JleKapCTBEHHbIE Mpenapartbl: HEKOTO-
pble TOKCUYECKMNE COeNHEHUA, TepaneBTMYECKMe npenaparsl
nT.Ag.

3. Bronornyeckue areHTbl: BUPYCbl, PUKKETCUU, 6aKTepuu, rpu-
Obl, BbICLLIVE POPMbI NapasnMTos

4. KwncnopogHoe ronofaHue: noteps KpoBu, HapyLLeHne K1cno-
poanepeHocawed (yHKLMW, OTpaBNeHWE OKUCIUTENbHbIX
(hepMeHTOB

5. eHeTMyecKune (hakTopbl: BPOXAEHHbIE, MONEKYNAPHbIE

6. ViIMMyHonornyeckne peakummn: aHauiakcus, ayTOMMMYH-
Hble 3a60/1eBaHNA

7. HapyweHua nuweBoro 6anaHca: HefoCTaTOYHOE MUTaHue,
N36bITOYHOE NUTaHKE

" W3 kHurm Robbins S. L., Cotram R. S., Kumar V.: The Patholo-
gic Basis of Disease, 3rd ed. Saunders, 1984, c HeKOTOPbIMW U3MEHEHUS-
MU, C N06E3HOro paspeLleHns aBTopPOB.
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Bnarofapa aTUM MUcCnefoBaHUAM MOXHO 1) BbISBUTb
NPUYMHY 60Ne3HN; 2) MNpPeaoXuTb paunoHasbHbIN
N 3P EKTUBHBIN NYyTb neveHns; 3) pazpabotaTb MeTOAM-
K/ A8 MaccoBOro 06c¢nefoBaHWA Hace/leHUs C Lefbto
paHHei AMarHoCTUKKW; 4) cnefiuTb 3a XOAOM 6ONE3HU;
5) KOHTponunpoBaTh 3PYPEKTUBHOCTb NeyveHns. B Mpu-
NOXXEHUWN OnNucaHbl Hanbonee BaKHble OGMOXMMUYECKME
aHanu3bl, UCMonb3yemble 4NA ANArHOCTUKM PasINYHbIX
3abonesaHunii. K atomy lpunoxeHuto 6yaeT nosesHo
obpallaTbCcs BCAKUI pa3, Korga 6yaet uatu peds o 6uo-
XMUMUYECKON AMarHOCTUKe pasfinyHbIX 60ne3Hein (Ha-
npumep, MHMapKTa MUoKapaa, OCTPOro naHkpeaTuTa
nap.).

B03MOXHOCTU OMOXMMUK B OTHOLUEHUM Npeaynpe-
XOEHNA N NneveHnst 60/1e3Hen KpaTKo MPonnICTpupo-
BaHbl Ha TpexX Mpumepax; nosgHee B 3TOW XXe rnase Mbl
pacCMOTPUM eLle HECKOJ/IbKO MPUMEPOB.

1. XOopoLlo N3BECTHO, YTO ANA NOALEPXKaHUA CBOErO
30pPOBbA YeNOBEK [O/HKEH MONy4yaTb OrpefesieHHble
CMOXHble  OpraHM4Yeckme  CoeAMHEHNS— BUTAMUHBL.
B opraHusme BMTaMUHbI MpeBpaLialoTca B 60nee cro-
XHble MOneKynbl (KO(epMeHTbl), KOTOpble WUrpakwT
K/IOYEBYHO POJIb BO MHOTMX MPOTEKAaKLWMX B KeTKax
peakumax. HefocTaTok B AMeTe Kakoro-nnbo us Buta-
MWUHOB MOXET MPUBECTN K Pa3BUTUIO Pas3INYHbIX 3a60-
NeBaHWUA, HanpuMep LUHIX NpyY HeAoCTaTKe BMTaMUHa
C nnun paxuta npu HegoctaTtke BuTammHa D. BblisicCHeHWe
KNHOYEeBON POSIN BUTAMUHOB WM UX BUONOrNYECKN aK-
TUBHbIX NPOMU3BOAHbLIX CTaN0 O4HON 13 rNaBHbIX 3adad,
KOTOpble pewan 6GUOXUMWKU W AUETONIONM C Havana
HbIHELLHEro CToneTus.

2. MaTonornyeckoe COCTOSHWE, WU3BECTHOE MOJ Ha-
3BaHMeM peHunkeToHypus (PKY), B oTcyTCTBME NeYe-
HUS MOXKET MPUMBECTM K TAXKENON (hopMe YMCTBEHHOWA
oTcTanoctu. bunoxmmmyeckasa npupoga ®KY un3BecTHa
yXe okono 30 neT: 3aboneBaHWe 06YC/IOBMEHO Hepo-
CTATKOM WM NOJSIHbIM OTCYTCTBMEM aKTUBHOCTU (ep-
MeHTa, KOTOpbI KaTa/n3npyeT npeBpalieHne ammHo-
KWUCNOTbI (beHUNanaHMHa B Apyryt aMMHOKUCNOTY, TU-
po3vH. HepgoctatoyHas akTUMBHOCTb 3TOr0 (pepmeHTa
MPMBOAUT K TOMY, YTO B TKaHAX HakanivMBaeTcs n36bl-
TOK (peHunanaHMHa U HEKOTOpbIX ero MeTabonuToB,
B YaCTHOCTM KETOHOB, YTO He6MaronpuAaTHO CKasblBae-
TCA Ha PasBUTUN LEHTPaSIbHON HEPBHOW CUCTEMbI. [10o-
C/e TOro Kak 6bl/n BbISICHEHbI BUOXUMNYECKNE OCHOBBI
®KY, yaanocb HauTu paumoHanbHbliA CNOCO6 NeYeHns:
O0NbHbIM [eTAM Ha3HayalT AUETY C MOHMXKEHHbLIM CO-
fep>XXaHmeMm QeHunanaHmHa. MaccoBoe 06cnegoBaHue
HOBOPOXAEHHbIX Ha PKY MN03BONSET B CNyyae Haf06-
HOCTW HayaTb NleYeHNe He3amedSIUTENbHO.

3. KuctosHbihi  (hnbpo3— Hacnegyemas  60/1€3Hb
9K30KPUHHBIX, U B YaCTHOCTW MOTOBbIX, Xenes. Mpuyu-
Ha 60/1e3HN HensBeCcTHa. KMCTO3HbIM Pubpo3 sBnseTca
O[IHOM M3 Hambosnee pPacnpoCTPaHEHHbIX FEHETUYECKMX
6onesHelt B CeBepHoli AMmepuke. OH XapaKTepu3yeTcs
aHOManbHO BA3KMMMW CeKpeTamu, KOTOpble 3aKymnopu-
BalOT CEKPeTOpHble MPOTOKW MOMKENYyA0UHHOW XKefesbl

n 6poHxunonsbl. CTpagatouyme aTon 60/1€3HbIO Yallle BCe-
ro norubatT B paHHeM BO3pacTe OT JIerO4YHON WHMDeK-
UMn. T1OCKONIbKY MONeKynspHas ocHoBa 60Me3HM He-
M3BECTHA, BO3MOXHO TO/IbKO CUMNTOMATUYeCKOoe feye-
Hue. Bnpoyem, MOXHO HafeATbCA, YTO B Hefa/leKoM Oy-
AyweM C MOMOLWbK TEXHONMOTUN PEeKOMOUHAHTHbLIX
OHK ypactca BbIACHUTL MOSIEKYNIAPHYHO npupoay 3a-
6oneBaHNA, YTO NO3BOJIUT HaNTU 60Nee APPEKTUBHbIN
Cnocob neveHus.

®OPMA/NIbHOE OINMPEAENEHMNE BNOXNMINWN

Buoxumuns, Kak cnegyet U3 HasBaHus (OT FpPeyveckoro
bioS— XXW13Hb),—3TO XMMUS XU3HW, UK, 6onee CTPOro,
HayKa O XMMMYeCKMUX OCHOBax MPOLECCOB >XWU3HedeATe-
NbHOCTW.

CTPYKTYPHON eAMHULEN XXMBBLIX CUCTEM SB/SETCS
KNeTka, Mo3TOMy MOXHO AaTb U ApYyroe onpeaeneHue:
OMOXUMMA KaK HayKa U3y4aeT XMMUYECKNE KOMMOHEHTbI
XKUBbIX K/IETOK, a TakXKe peakuuu 1 Npouecchl, B KOTO-
PbIX OHW y4yacTBytOT. CoOrflacHoO 3TOMYy OnpeadeneHuto,
OMOXMMUA OXBaTblBaeT LUMPOKME 06/1aCTU KI/IETOUHOM
61O/10rMM N BCKO MONEKYNSAPHYIO B1OIOMNIO.

SAOAYN BUOXNMUN

"naBHas 3agadva 6MOXMMUM COCTOUT B TOM, YTOObI
[JOCTUYb MOHOIO MOHUMAHMA Ha MOJIEKYNSIPHOM YpPOB-
He MPUPOAbLI BCEX XMMWYECKMX MPOLIECCOB, CBS3aHHbIX
C XXMU3HeAeATe/IbHOCTbHO K/ETOK.

[ns peweHns 3ToM 3agavym HeobXo4MMO BbIAe/UTb
N3 KNeTOK MHOIMOYMCNEHHbIE COEANHEHUNS, KOTOPbIE Tam
HaxoAsaTcs, onpeAenuTb UX CTPYKTYPY U YCTaHOBUTb KX
(hyHKUMK. B KayecTBe NpumMepa MOXHO yKa3aTb Ha MHO-
rOYMC/IEHHbIE UCCNEeA0BaHMSA, HaNpaB/eHHbIE Ha BbISICHe-
HWe MOJEKYNAPHBIX OCHOB MbILLEYHOr0 COKpaLLeHNA
N pAga CXo4HbIX npoueccos. B pesynbTarte 6biiv Bbige-
NeHbl B OYMLLEHHOM BWAE MHOTMe COefVHEeHNs pasfiny-
HOW CTenmeHM CNOXHOCTM U NpOBefeHbl AeTa/bHble
CTPYKTYPHO-(PYHKUNOHAbHbIE UCCNefoBaHNA. B utore
YAa/I0Cb BbISICHUTL PSJ acNeKTOB MONEKYNAPHbIX OCHOB
MbILLEYHOr0 COKpaLLeHMS.

Ele oaHa 3agavya 6MOXMMUM 3aKN0YaeTCa B BbIAC-
HEHWUX BONPOCa O MPOUCXOXKAEHUM XM3HU. Hawwn npea-
CTaB/IeHNs1 06 3TOM 3axBaTblBalOLLEM MPOLECCe faEKM
OT MCYEpPNbIBAOLLUX.

OBJTACTU NCCNEAQOBAHUNA

Cepa 6MOXMMUKN CTONMb XKe LUMPOKA, Kak M cama
XW3Hb. Bcrogy, rae CyLlecTByeT XU3Hb, NPOTEKAOT pas-
NINYHbIE XMMUYECKUE NPOLECChbl. BUOXMMUSA 3aHMMaeTCS
N3yYeHNEM XUMUYECKUX peakumil, NpoTeKarowmx B Mu-
KpoopraHusmax, pacTeHMsX, HaceKOMbIX, pblbax, MTu-
Lax, HU3LWNX W BbICLLIMX MIEKOMUTAKOWMX, U B YaCTHO-
CTW B OpraHusMe 4enoseka. [ns CTYAeHTOB, M3y4varo-
WX BGMOMESULNHCKME HayKW, OCOObIA WHTEepec npea-



Buoxumuna n megmumnHa 11

CTaBNAT [Ba MocnefHuX pasgena. OgHako 6blno Gbl
HeflaflbHOBUHO COBCEM HE WMeTb MpPeACTaB/EHNS
0 6UMOXMMWUYECKMX OCOGEHHOCTAX HEKOTOPbIX APYruX
(hOpPM XKM3HU: HEPeaKO 3TV OCOBEHHOCTU CYLLECTBEHHbI
ON15 TIOHMMaHMS Pa3HOro pofa CUTyauuid, MMELUX
NPsIMOE OTHOLLEHME K YENOBEKY.

BUOXNMUNA N MEAVNUWVHA

Mexay 6MoxvMumen n MegUUUHON MMeeTCs LLIMPOKas
[BYCTOPOHHSAA CBA3b. bnarogapsd GMOXMMMYECKUM MC-
CnefoBaHUAM y[anocb OTBETUTb HA MHOrME BOMPOCHI,
CBfI3aHHblEe C pa3BUTMEM 3ab60n1eBaHNIA, a U3yYeHue npu-
YMH 1 X04a PasBUTUS HEKOTOPbIX 3a60/1eBaHNIA NPUBENO
K CO3[aHNI0 HOBbIX 06/1aCTE BUOXMMUMN.

Brnoxmnmmnyeckmne mccnegoBaHus,
HanpaBJ/IEHHbIE Ha BblABJ/IEHNE NPUYNH 3aboneBaHui

B gononHeHne K yKasaHHbIM Bbllle Mbl NPUBEAEM
eLe YeTblpe NpuMepa, NMKCTPUPYIOLWKX WKNPOTY Ana-
MasoHa BO3MOXHbIX MPUMEHEHWNA Buoxummmn. 1 AHanus
MexaHM3Ma AeiicTBMA TOKCMHA, MpoAyLMpyeMoro BO3-
OyanTenemM Xonepbl, NO3BOJSIUA BbISICHUTb BaXHble MO-
MEHTbI B OTHOLLEHUWN KTMHWYECKNX CUMMITOMOB 60/1€3HN
(anapes, 06e3BOXMBaHME). 2. Y MHOMMX athpuKaHCKMX
pacTeHUn cogepXXaHne OQHOW UNN HECKOIbKUX He3ame-
HUMbIX aMUHOKWNC/IOT BeCbMa He3HaunTenbHO. BbisiBne-
HWe 3TOro (pakta rno3BoJINIO0 MOHATL, NMOYEMY Te NIHOAM,
AN151 KOTOPbIX UMEHHO 3TW pacTeHus SIBNSKOTCA OCHOB-
HbIM MCTOYHMKOM 6enKa, CTpagatoT OT 6eNKOBOM Hepdo-
ctatoyHocTn. 3. OO6HapyXeHO, 4YTO Yy KOMapoB—
NMePeHOCUYMKOB BO3BGYyAUTENe Manapun—mMoryT qop-
MUPOBaTbCA BMOXMMUYECKME CUCTEMDI, HaaensaoLme nx
HEBOCMPUUMYMBOCTBIO K WHCEKTMUMAAM; 3TO BaXKHO
yunTbiBaTb Mpu pa3paboTke mep no 6opbbe ¢ mana-
pueii. 4. 'peHNaHACKME 3CKMMOCHI B 60MbLUMX KOMnYe-
CTBax MOTPe6NAT pPbI6UA XKKUp, 60ratblii HEKOTOPbIMU
MOSIMHEHACBILWEHHBIMU YXXUPHBIMA KUCNOTaMK; B TO XXe
BPEMS M3BECTHO, YTO A/151 HUX XapaKTePHO MOHMXXEHHOE
coAepXXaHune XonecTeposia B KPOBM, U NO3TOMY Y HUX FO-
pas3fo pexxke pa3BMBAaETCS aTepPOCKIepo3. ITK Habntoge-
HWSt HABENN Ha MbIC/Ib O BO3MOXXHOCTW MPUMEHEHUS MO-
NMHEHACBILLEHHBIX YXWUPHbLIX KUCAOT ANA CHWKEHUS CO-
Jep>aHua xonectepona B naasme KpoBW.

N3y4veHne 60ne3HeN cnocobecTByeT
pasBUTUD BUOXUMUN

HabntoeHns aHrMMincKoro Bpava capa Apumnbanbia
appoaa ewe B Havane 1900-X rr. 3a HE6O/bLLOK rpyn-
MO nNauMeHTOB, CTpafaBLUVX BPOXAEHHbIMWA HapyLLe-
HUAMW MeTabonnsma, CTUMY/MPOBaNM WCCNefoBaHNe
OMOXUMUYECKNX MYTEN, HapyLIEHNe KOTOPbIX MPOUCXO-
OWUT MpU Takoro poja COCTOAHUAX. [OMbITKM MOHATL
NMPUPOAY reHeTMyeckoro 3aboneBaHMs Nof Ha3BaHMEM
ceMeliHas r’MnepxosiecTeposieMnst, NPUBOASALLETNO K pa3Bu-
TUIO TAXKENOro aTtepockneposa B paHHeEM BO3pacTe, Crno-

CO6CTBOBAN BbICTPOMY HAKOM/EHWIO CBEAEHUIA O Kie-
TOYHbIX PeLenTopax U 0 MexaHU3mMax MOr/oLeHNs XO0-
necTepona Knetkamu. VIHTEHCMBHOE M3y4eHue OHKOre-
HOB B PAKOBbIX K/IETKAaX MPWB/EKI0 BHUMaHUE K MOfe-
KY/IAPHBIM MexaHW3MaM KOHTPO/S pocTa KETOK.

MN3yyeHne Hu3LWMX opraHMsmMoB N BUPYCOB

LleHHaa nHpopmMauma, KoTopas OKasanacb BeCcbMa
Mone3Hon A4 NpoBeAeHNs BUOXUMNYECKMX MCCeaoBa-
HWUIN B KNIMHKKe, 6blna nonyyeHa npv U3yY4eHUN HEKOTO-
PbIX HU3WMWX OpPraHM3mMoB W BMpPYcOB. Hanpwumep, co-
BPeMeHHble TeopUmn Perynsaumm aKTMBHOCTU FreHOB U diep-
MEHTOB C(HOPMMPOBANIUCL Ha 6a3e NMUOHEPCKUX UCCneno-
BaHWI, BbINO/IHEHHbIX HA MNJIECHEBbLIX rPubax 1 Ha G6akTe-
pusx. TexHonornsa pekoMouHaHTHbIX AHK 3apoaunack
B XO4e uccnefoBaHui, MNPOBefeHHbIX Ha 6GakTepuax
N GakTepuanbHbIX BUpycax. 'NaBHbIM LOCTOMHCTBOM
6aKTEPUN N BUPYCOB KaK 06bEKTOB BUOXUMNYECKUX UC-
Cef0BaHNIA ABNAETCA BbICOKas CKOPOCTb MX pasMHOXe-
HWS; 3TO CYLLLECTBEHHO 06neryaeT npoBefeHne reHeTUYe-
CKOro aHasm3a n reHeTMyeckux Mauunynaumii. Ceefe-
HWA, MOJlyYeHHble MPU U3YYeHUU BUPYCHbIX TeHOB, OT-
BETCTBEHHbIX 3a Pa3BUTUE HEKOTOPbLIX (POPM paKa y Xu-
BOTHbIX (BUPYCHbIX OHKOIeHOB), MO3BOMIUIN fy4lle Mo-
HATb MeXaHM3M TpaHCopMauumn HOPMabHbIX KNEeTOK
4enoBeKa B PaKoBble.

BEVNOXMUNA N APYTVNE BNONTOTI MYECKWE
HAYKN

BUOXUMUS HYKNEMHOBBIX KUCNOT NEXUT B CaMOW OC-
HOBE MeHETUKM; B.CBOIO 0Yepefb UCMONb30BaHME FreHeTu-
YECKMX MOAXO0A0B 0Ka3anocChb M0A0TBOPHLIM A1 MHO-
rmx obnactert 6moxmmmn. PuMonIorns, Hayka o (yHk-
LLMOHMPOBaHNM OpraHn3ma, O4eHb CUIbLHO MepeKpbliBae-
TCA C GUOXMMMEN. B MMMYHOMOMMN HAXOAUT NPUMEHEHNE
60NbLIOe YMCNO OGUOXMMUYECKUX METOLOB, M B CBOIO
oyepefb MHOTEe UMMYHOOMMYECKME NOAXOAbI LUMPOKO
NCMNONb3YHTCA BroXnummukamu. dapmakosorus u apmva-
ups 6a3MpyroTca Ha BUOXUMUK U PU3M0IOrMK; MeTabo-
NM3M BGOJIbLLUMHCTBA NIeKapCTB OCYLLECTB/AETCA B pe3sy-
NbTaTe COOTBETCTBYHOLWMX (DEPMEHTATUBHbLIX PeakLuiA.
AfLbl BAMAOT Ha GUOXMMUYECKME peakummn 1am npolec-
Cbl; 3T BOMNPOCLI COCTABAAKT MpeaMeT TOKCUKOMOMUN.
Kak Mbl y>xe roBopuiu, B 0OCHOBE pa3HbIX BWAOB MaTo-
NOTUKN NEXWUT HapyLLeHWe pafa XMMUYECKUX NPOLIECCOB.
3710 06ycnosnvBaeT BCe 60/ee LUIMPOKOE UCMOMb30Ba-
HVUe OMOXUMMYECKUX MOAXOLOB ANS1 U3YUYEeHUsS pasiny-
HbIX BWAOB NaTofiorMn (HanpvMep, BOCMANUTE/bHbIE
Mpouecchl, NOBPeXAeHNs KNeTOK 1 pak). MHorue 13 Tex,
KTO 3aHMMaeTCs 300/10r1eid U 60TaHNKOM, LUIMPOKO UCMOo-
Nb3YHOT B CBOEW paboTe GUOXMMUYECKME NOAXOAbI. DTN
B3aMMOCBSA3N HE YAMBUTE/NbHbI, MOCKOMbKY, KaK Mbl
3HAEM, XW3Hb BO BCEX CBOWMX MPOABMEHMSAX 3aBUCUT OT
pasHO06pa3HbIX BUOXMMUYECKUX peakLuiA 1 NPOLEeCCoB.
Bapbepbl, CyLleCTBOBaBLUME paHee Mexay 6Guonoruye-
CKUMW HayKamu, (haKTUYeCKWN paspyLLEHbI, N B1OXUMUA
BCE B 60/bLLIEN CTENEHN CTAHOBMTCS NX 0OLLUM SI3bIKOM.
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BrUOMOMEKYbI N BUOXMMUNYECKNE METO/bI

PobepT Mappu

BBEAEHWE

dTa rnaea COCTOMT M3 MATM OCHOBHbLIX Pa3fjesnos.
B nepBom pasfene paccmaTpMBarOTCS COCTaB OpraHmM3ma
N OCHOBHbIE K/1acCbl MOMEKY/1, U3 KOTOPbIX OH MOCTPOEH.
06 3Tnx Monekynax 6yfeT MATU pedb Ha MPOTSHKEHUN
BCEN KHUTW.

OCHOBHOW CTPYKTYPHOW M (hyHKUMOHA/IbHOW euHU-
el BNONOrnMYecKnX CUCTEM ABNAETCA KneTka. VIMeHHO
B K/leTKax npoTekaeT G0NbLUMHCTBO XUMUYECKUX peak-
UM, TToaTOMy BO BTOPOM pasfesie npuBefeHa KpaTkas
XapaKTepucTMKa KOMIMOHEHTOB K/IETKM U CrocoboB KX
BblAe/IeHNs; 3HaYMTeNbHAsA YacTb 3TOW KHUIK 6yaeT noc-
BSiLLleHa AeTaNbHOMY OMUCaHMI0 PYHKLMIA 3TUX KOMMO-
HEHTOB.

3afjaya TpeTbero pasjena BbiTEKAET U3 TOro 06CTOA-
TeNbCTBA, YTO BUOXMMUA ABNAETCA IKCNEPUMEHTA/TLHON
HayKo. OuyeHb BaXXHO MOHWMaTb WM YMETb OLEHMBaTb
pas/inyHble 3KCNepUMeHTa/lbHble NOAXOAbl WU METOAbI,
ncnonb3yemble B GUOXUMUU, YTOObI ee N3yyeHne He CBe-
Nocb K npocTomy 3a3ybpueaHunio. Kpome T0ro, 6umoxu-
MUS—3TO He 3aCTbIBLUMIA CBOL HENPENOXKHbIX 3HAHWUA,
a MOCTOAAHHO pa3BMBatoLLAfCA HayKa. Kak n B Apyrux
061acTAX 6UOMEANLMHCKNX 3HAHWIA, ee YCNexu B 3HaYM-
TeNIbHOW CTENeHN 3aBUCAT OT HOBbIX 3KCNEPUMEHTasb-
HbIX MOAXOA0B M Mporpecca B TEXHOJOMMMW.

B yeTBepTOM pasgene Kpatko CyMMUPOBaHbI JOCTU-
XeHna onoxumun. O6LMIA B3rNAL Ha BCHO 3Ty HayKy

Tabnuua 2.1. MpubaAn3NTeNbHbIA 3NEMEHTHbIR cocTaB opia-
HM3Ma uyenoBeka (B NMpoueHTax K cyxomy Becy)l’

3nemMeHT % ANemMeHT %
Yrnepog 50 Kanwuii 1
Kncnopog 20 Cepa 0,8
Bopgopop 10 HaTpuii 0,4
A30T 8,5 Xnop 0,4
Kanbuuii 4 MarHuii 0,1
dochop 2,5 Xeneso 0,01
MapraHey, 0,001
Nog 0,00005

' 13 paboTbl West E. S., Todd W. R.: Textbook of Biochemistry,
3rd ed. Macmillan, 1961, ¢ n06e3HOr0 paspeLleHus.

B LLe/IOM MO3BO/INT YMTATENIO /lyYlle OPUEHTUPOBATLCSA
B NpejcTaB/fieHHOM MaTepuane.

HakoHeu, 3agaya nATOro pasgena— Nokasatb,
HaCKO/IbKO OrpaHuyeHbl HalM 3HaHWS BO MHOIMX obna-
CTAX OUMOXMMWUK; 3TO, B YACTHOCTM, KacaeTcs NpoLeccoB
pasBUTUS  OpraHu3Ma, AU ¢epeHUNPOBKN  TKaHeN,
(hYHKUMOHNPOBaHNA MO3ra, NPUYNH BO3HUKHOBEHUS pa-
Ka WU apyrux 6onesHeil yenoseka. Bo3moXkHO, 3TO 06-
CTOATENbCTBO BO3OYAWUT Yy uUmMTaTeNlen XenaHue BHECTU
CBOKO NIENTY B pa3BUTUE YNOMSIHYTbIX 06nacTei uccne-
[0BaHMA.

SNEMEHTHbIA COCTAB OPITAHU3MA
YEJ/IOBEKA

MpUMepPHbIN 3N1EMEHTHbIN cocTaB opraHu3Ma 4esno-
Beka npefcTtasneH B Tabn. 2.1. bonbWNHCTBO 6GUOMone-
Ky/1 COCTOAT B OCHOBHOM M3 yrniepoja, K1Ucnopoaa, Bogo-
poga v asoTta. BaXHbIM KOMMNOHEHTOM HYKNENHOBbIX Kn-
CNOT U Apyrux Monekyn asnsetca docdar; B MOHMU3NPO-
BaHHOW (hOpMe OH LUMPOKO MNpeACTaB/lieH B opraHusme
yenoseka. Kno4yeByo posib B MHOTOYUCIEHHbIX 610/0-
FMYECKMX npoLeccax UrpaeT KasbUpiA; 3TOT BOMNPOC Ha-
XOAMTCA B LEHTpe BHUMaHUSA MHOTUX COBPEMEHHbIX UC-
cnefoBaHUA. ONIEMEHTBI, MePeYnC/ieHHble B TPeTbeMm
cToNn6ue Tabnuubl, BbIMOMHAT MHOXECTBO Pas3/IMYHbIX
(yHKUMA. CO MHOTMMU U3 HUX MPUXOAUTCA MOYTK
eXe[HEBHO CTa/IKMBaTbCA B MEAULMHCKOM MNpaKTuKe,
HanpuMmep B TeX CnyyasX, Korga y 60/bHbIX HapyLleH
6anaHc anektponutoB (K+ Na+, CI u Mg2+), Habnto-
[laeTca aHeMus, CBfi3aHHas C HeLOCTAaTKOM >kefesa
(Fe2+), nnn 3a6oneBaHnA WUTOBMAHON Xenesbl (1).

OCHOBHbIE KNACCHI NMPNPOAHBIX
BUOMOJNEKY

Kak B1ugHo 13 1abn. 2.2, 0CHOBHbIMW CNOXHbIMM 6110-
MONeKy/lamMu, NPUCYTCTBYHOLWUMWN B KNETKAX U TKaHAX
BbICLUMX XXMBOTHbIX (BK/OYasA 4YesioBeka), ABMAAKOTCA
OHK, PHK, 6enku, nonicaxapuibl U aunnapl. 3T cno-
YXHble MONEeKY bl MOCTPOEHbI U3 NPOCTbIX GMOMONEKY,
KOTOpble Takxe nepeyncneHbl B Tabnuue. CTpouTenb-
HbiMK 610kamn HK 1 PHK (BMecTe OHM M3BECTHbI Kak
HYKNENHOBbIE KUCIOTbI) CYXKaT Ae30KCUPUOOHYK/IE0TU-
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Tabnvua 23.. OCHOBHbIE CMIOXHbIE OpraHUYeckne 6MOMONEKYbI, MPUCYTCTBYIOLWME B KNETKAX U TKaHAX. HYKNenHoBble KUCMIOTHI,
6enkn 1 nonucaxapupbl ABNAKTCA MOAMMepaMy, KOTOPble MOCTPOeHbl M3 6/I0KOB, TakXe yKa3aHHbIX B Tabnuue. Jlunugel,
BOOGLLEe roBOps, He ABNAKOTCA GMOMNONMMepPaMu, U He BO BCEX C/lyyasaX B KayeCTBe WX CTPOMTENbHbIX 6/10KOB MCMOMb3YHOTCA

XWPHbIE KNCNOTHI

naBHble QyHKUUN

eHeTUYecknii matepuan

MaTtpuua gna cuHTe3a 6enKoB
Becbma pasHoo6pasHblie; o6ecneynBardT (YHKLUOHMPOBaHWE KNETKM

(bepMeHTbI, COKpPaTUTENbHbIE 3/IEMEHTHI)

Bromornekybl CrpoutesbHble 6/10KU
OHK [e30KcMpnboHYKNeoTn-
Abl
PHK PHO6OHYKNEOTU/bI
benku AMWHOKNCNOTHI
Monucaxapuabl (rnMko-  HOKO3a
reH)
Nnnungbl XXunpHble KUCNoThI

KpaTKoBpeMeHHOe 3anacaHue sHeprun (B popme raoKo3bl)

KoMNOHeHTbl MeM6paH; 3anacat0T 3Heprut0 Ha AnuTenbHoe Bpems (B

BUAE TPUaLMNrInLeposoB)

Abl N PHOOHYK/EOTU/bI COOTBETCTBEHHO. CTPOUTENbHbI-
MU 610KamMu 6enNKoB ABASAKOTCSH aMUHOKUCNOTLI. [1onn-
caxapu/bl NOCTPOEHbI M3 MPOCTbIX YrNeBO4OB; B YacT-
HOCTW, Tr/IMKoreH (rnaBHbIA nonucaxapug, nNpUcyT-
CTBYHOLLMIA B TKaHSX Ye/ioBEKa) MOCTPOEH W3 I/HOKO3bI.
CTpouTenbHbIMX 610KaMu IUMUL0B MOXHO CUYMTaTb
YXUPHbIE KUCNOTbI, XOTA NUNUALI U He ABNAKOTCA NOMN-
mMepamMu XUpHbIX Kncnot. AHK, PHK, 6enkn n nonuca-
Xapu/bl Ha3blBalOT BLUONONMMEPAMMU, MOCKONbKY OHWU CO-
CTOAT M3 NOBTOPSAKOLWMXCA CTPOUTENbHBIX 6/10K0B (MO-
HOMEPOB). OTU C/IOXHbIE MOJEKY/Ibl COCTaBNSAOT CyLLe-
CTBEHHYIO YaCTb «BELLECTBa >XXM3HW»; GONbLUAas 4YacTb
3TON KHWUrM 6y[eT B OCHOBHOM MOCBSILLEHA OMUCaHUIO
pa3NINYHbIX CBOMNCTB OMOMONEKYN— KakK 6uononume-
POB, TaK U MOHOMEpPOB. MOAOGHOr0 Xe TUna CnoXHble
MOJIEKY/Ibl MPUCYTCTBYHOT WU B HU3LIMX OpraHuM3max,
XOTSl MX CTPOUTENbHbIE G/IOKM B HEKOTOPbIX ChyYasx,
Kak 370 BMAHO M3 Tabn. 2.2, MOryT 6blTb HECKO/bKO
MHbIMWU. Hanpumep, 6aKTepuUn He cofepxkaTt rMKoreH
M TPUaLUArInLeponsbl, 3aT0 cofepxxar Apyrue nonuca-
Xapubl ¥ nUNuabi.

XWMWYECKWNIN COCTAB OPFAHN3MA
YE/TOBEKA

Mbl yXXe MPUBENN 3M1EMEHTHbIA COCTaB OpraHu3ama
yenoBeka. Ero xummnyeckuii coctaB npeactas/ieH B Tab.
2.3. OCHOBHbIMW KOMMOHEHTAMU SBAAKOTCSA OENKWN, YKW-
pbl, YrneBofbl, BOAa WU MWHepasibHble BeLLECTBA; Npu
3TOM Hambonbllas 4acTb MPUXOAMTCA Ha A0 BOAbI,
XOTS ee cofepXXaHwe B Pa3HbIX TKaHAX CYLLECTBEHHO
pasnuyaetca. Boga—aTo nonsgpHoe coeguHeHue, cno-
cobHoe 06pa3oBblBaTb BOAOPOAHbIE CBA3W; WMEHHO
6narogaps aTMM CBOMM CBOWCTBaM OHa SIBNAeTCS uaea-
NbHbIM PacTBOPUTENIEM B OpPraHM3Me YesnoBeka.

KNETKA

LLInerigeH n LLIBaHH, a TakKxXe gpyrvie NMoHepbl HayKK
XIX B., B 4aCTHOCTM BuKpxoB, cumTanun Knetky gpyHpaa-
MEHTa/IbHOW eVHULEN 6MONOrNMYECKO aKTUBHOCTMW.
OpaHako cpasy e Mnocne OKOHYaHMs BTOPOW MUPOBOWA

Tabnuua 2.3. HopmanbHbI XMMUYECKWIA COCTAB OpraHM3Ma ye-
noBeka BecoM 65 Kkrl

KOMMOHEHTbI Macca, Kr CopeprkaHve, %
benku 1 17,0
Kupbl 9 13,8
Yrnesojbl 1 15
Bopa 2 40 61,6
MuHepanbHble BelecTsa 4 6,1

1 L3 paboTbl Davidson S.D., Passmore R.. Brock J. F.: Human
Nutrition and Dietetics, 5th ed. Churchill Livingstone, 1973, ¢ pa3peLue-
HUS.

21 CopepxXaHue BOAbl B pa3HbIX TKaHAX CYLLECTBEHHO pasnnyae-
TCA: B TKAHH KOCTW, He CofepXKalleil KOCTHOro M0o3ra, Ha ee 4o/ npu-
xoantca 22,5%'. Cogepr>kaHue BOLbl CHUXKAETCA TaKXe Mpu HaKoMNIeHnn
Xupa.

BOWMHbI NPOU30LL/N TPU COObITMA, 03HAMEHOBaBLLME CO-
601 Hayano nepuoja pasaesibHOro pa3BUTUS BUOXUMUN
N KNEeTOYHON Gronormn. 310: 1) WWMPOKoe pacnpocTpa-
HEHWe 3/IEKTPOHHbIX MUKPOCKOMOB; 2) pa3paboTka MeTo-
[10B pa3pyLLUeHMs1 K/IETOK B CPaBHUTENIbHO MATKUX YC/O-
BMSAX, MO3BONAIOLWMNX COXPaHUTb (YHKLUMM KX KOMMO-
HeHTOB; 3) LUMPOKOEe pacnpocTpaHeHne BbICOKOCKOPOCT-
HbIX Y/IbTPALEHTPURYT C OXNaXKAEHNEM, C MOMOLLbHO KO-
TOPbIX MOXHO 6bINI0 CO3AaBaTh LEHTPOOEXHbIE CUfbI,
[loCTaTOYHble ANA pasfeneHns KOMMOHEHTOB paspy-
LLUEHHbIX KNETOK, U n3beraTb Ux neperpesa. C noMoLLbto
3NEeKTPOHHON MMUKPOCKOMUW OblfI0 BbIIBNEHO MHOXe-
CTBO paHee HEeM3BECTHbIX MAN MIOX0 Pa3/IMYUMbIX Kie-
TOYHbIX KOMIMOHEHTOB, a pa3pyLUeHNe KeToK U ynbTpa-
LLeHTPUMYrMpoBaHmne No3BoNUIN pasfaennTb UX U NPoBe-
CTM UccnefoBaHue in vitro.

KneTKa nevyeHn KpbiChbl

Ha puc. 2.1 cxemaTnyeckn n3obpaxeHa KneTka rneye-
HW KpbICbl (renaTounT). BUOXMMUYECKME CBOMCTBA 3TUX
KNIeTOK 13yyeHbl Hanbosee Nogpo6HO— YaCTUYHO K3-3a
TOr0, YTO KNETKM NeYeHn yaaeTca nonyyatb B OTHOCUTE-
NbHO 60MbLUNX KONNYECTBaX, a YaCTUUYHO 6narogaps T0-
MY, YTO OHU Y00OHbI ANs PPaKLMOHMPOBAHUS W BbIMON-
HAKOT MHOXECTBO (PYHKUMA. enaToOUUT COLEPXUT BCe
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JHAonnasmMaTtuyeckuii
peTukynym

Puc. 2.1. CxemaTtnueckoe n300paxeHue KIeTKN NevyeHn KpbiChl,
Ha KOTOPOM MOKa3aHbl OCHOBHbIE K/IETOYHbIE OpraHesbl.

OCHOBHbIE€ TWUMbl OpPraHen, NPUCYTCTBYHOLLMX B KNETKax
ayKapuoT (Tabn. 2.4),—aapo, MWUTOXOHAPWMW, 3HAO-
nnasMaTUUeCKUin PeTUKynyMm, CBOGOAHbIE PMBOCOMBI,
annapaT [oNbAXKW, NM30COMbI, NEPOKCUCOMbI, Nia3ma-
TUYECKYH0 MeMOpaHy U 3M1eMEHTbI LMTOCKENeTa.

Cy6KneTouHoe (hpaKLMOHNPOBaHME

Onsa rny6oKoro n3yyeHus QyHKumii ntobon u3 opra-
HeNl Heob6Xo4MMO Npexzae BCEro nonyynuTb 3TW opra-
HenMbl B OTHOCUTENIbHO YMCTOM BMAe, TaK, YTOObI KX
npenapat 6bl1 KaK MOXXHO MeHbLLUe 3arpA3HeH 4pyrumu
opraHennamu. llpouecc, ¢ MOMOLLbIO KOTOPOro 3T0ro
06bI4HO ypaaeTcs [JOCTMYb, Ha3blBAETCS CYOKIETOUYHbLIM
(hpakUMOHMPOBAHMEM W COCTOUT W3 TPex 3Tanos:
9KCTPaKUMM, rOMOreHM3aunumn u LeHTPUgyrmposaHus.
Bo/bLLIMHCTBO NepBbIX paboT B 3TON 061aCTN BbINOJIHE-
HO Ha MEeYEHWN KPbICbl.

A. 3KcTpakuus. MepBbiM WaroM npu BblgeeHnn
cneunduyecknx opraHenn (MAn Monekyn) SBASeTCA UX
3KCTparnmpoBaHue n3 KAETOK, B KOTOPbIX OHW HaxoAs-
TCA. BOMBLWMHCTBO OpraHenn U MHOrne 6UOMONEKYbI
(B yacTHocTH, 6enKKn) Becbma slabusbHbI (HEYCTOMYMBbI)
W Nerko yTpayumsBatoT OMOMOrMYECKYHD aKTUBHOCTD.

[M03TOMY WX HYXHO 3KCTparmposatb B .MAMKUX YC/O-
BUSX (B BOAHbIX pacTBopax, u3beras 3KcTpemasibHbIX
3HayeHWn pH, 0OCMOTMYECKOTr0 aBNeHUS, a TaKXe BbICO-
Knx Temnepatyp). bonbwas yactb onepaunii no Bblge-
NneHno opraHenn npoussoantca npu 0—4° C (B xonopa-
HO KOMHaTe Wnun Ha nbgy). MNpu KOMHATHOW Temnepa-
Type MOXeT HabnoaaTbCq 3HaUYNTENbHOE YMEHbLUEHME
aKTMBHOCTW, 4aCTMYHO BCMEACTBME AEACTBUA pasnnu-
HbIX TUAPOMNTUYECKUX (DepMeHTOB (npoTeas, HyK/eas
N T.[.), BbICBOOOXJAIOLMXCS MPU paspyLLUEHNIN KNETOK.
OO6bIYHO ANs 3aKCTpaKuumu opraHenn mcnosnb3ytot 0,25
M pacTBop caxapo3sbl (M300CMOTUYECKUNIA pacTBOp), CO-
aepxawnin nonbl K+ 1 Mg+ B KOHLEHTpauumn, 6/11M3Kom
K (h1310Nnornyeckom; pH pactesopa goseaeH 4o 7,4 cons-
HOKUCNbIM  TpUc-6ydepom (Tpuc [rugpokcumeTnn]-
aMMHOMeTaHrmgpoxnopumg) B KoHueHTtpauun 0,05 M.
DTOT pacTBop yacTo HasbiBaloT CTKM. He Bce pacTBo-
putenn ob6ecneynBaldT CTOMb XXe MArKMe YcnoBus
aKcTpakumu, kKak CTKM; Hanpumep, ANA 3KCTpakuuu
NUNNA0B N YrNeBOAO0B MCMO/b3YHOT OpraHUYecKue pa-
CTBOPUTE/IN.

B. MomoreHunsauma. Ons BblgeneHua opraHenn (Mnm
6MOMOJIEKYN) U3 K/IETOK HEeobXo4MMO npexzae BCero
paspyLmnTb KNETKU B MATKUX YCNOBUSX. Y LOOHbLIM Me-
TOAOM paspyLleHus opraHoB (MeyeHW, MOYKKW, MO3ra)
N COCTaBNAOLNX UX KNETOK ABNAETCA FOMOreHu3auums.
[Ona aToro nsmMenbyeHHble )parMeHTbl COOTBETCTBYHO-
LLLero opraHa noMeLatoT B CTEKNSAHHbIV CTaKaHYMK Noa-
XO4ALWMX pa3MepoB, 3arno/iHeHHbI pacTBOPOM ANA ro-
mMoreHusaunmn (Hanpumep, CTKM), a 3aTeM NecTUKOM
(Bpy4yHYtO WM C NOMOLLLIO MOTOpPYMKA) NPUBOAAT
CMeCb BO BpalleHue. BpaleHne nectnka ¢ KOHTPOu-
pPyemMoKr CKOPOCTbHO CO3faeT CUJIbl BA3KOr0O TPEHWUS, MOJ
[EeNCTBMEM KOTOPbIX K/ETKM paspyLuatTcs n Ux codep-
YXUMOe BbICBOOOXJaeTCA B pacTBOP caxaposbl. lMony-
YEeHHYIO CYCMeH3uIo, cofepXXallyo MHOrMe UHTaKTHbIe
(HenoBpeXkeHHbIE) OpraHensbl, Ha3blBalOT FOMOreHa-
TOM.

B. LleHTpudyrmposaHie. Cy6ipakuyOHHPOBaHHE To-
MoOreHarta nyTtem AugdepeHUNabHOro LeHTPUQyrmpo-
BaHWSA— 3TO OAMH U3 Hamboee BaXKHbIX MeTO40B 6MO-
Xnumun. B Knaccnyeckom cryyae UCNoJb3yoTCA TPU CTa-
AN LUEeHTPUGYrnpoBaHua npu BO3pacTaroLwmMx CKOpo-
cTax (puc. 2.2). B xofe Kaxaon n3 Hux obpasyrotcs oca-
[OK M Hajocago4vHas XXnakocTe (cynepHataHT). Cynep-
HaTaHT, NONYYeHHbI Ha KaXX40N 13 cTagunin, nogseprae-
TCS LEHTPUMYrMpoBaHUIo Ha cnefytoLlen ctagun. B pe-
3ynbTare 3TOi Npoueaypbl 06pasyroTca Tpy TUna ocas-
KOB, KOTOpPble Ha3blBaKT A4EPHON, MUTOXOHAPWASIbHOM
N MUKPOCOMHOM (Ppakumamu. Hu ogHa n3 atux gpak-
UM He npeAcTaBnseT co60 abCONOTHO YMCTbIE Opra-
Hennbl. OfHaKo C NOMOLbLIO 3/1EKTPOHHOI0 MUKPOCKO-
na, a Takxe NyTeM MAEHTU(UKaLUN COOTBETCTBYOLLNX
«MapKepHbIX» (PEPMEHTOB N XUMUYECKNX KOMMOHEHTOB
(Hanpumep, AHK unn PHK) 6b1710 yCcTaHOB/EHO, YTO



Ta6nuua 2.4. OCHOBHbIe KNeTOYHble OpraHen bl U Ux gyHKuuK. Mepedncierbl TONbKO rNaBHble GYHKLUUM KaXXA0r0 TUMNa opraHen.
B page cnyyaeB B 3TUX OpraHensiax MoryT NpoTeKaTb U Apyrue NpoLecchl 1 peakymm, PyHKLUMOHMPOBATL Apyrue MeTabonmyeckme

nyTu
OpraHenna unu ppaxkumnal
Appo

MuToxoHgpuA
Pnéocomal(

JHponNasMaTUYecKnin pe-
TUKYNIYM
Jlnszocoma

Mnasmatnyeckas
6paHa

MeEM-

Mapkep
OHK

CnyTamaTtgerngporeHasa

Bbicokoe  copepkaHue
PHK

noKo30-6-ocartasa

Kucnasa tocthartasa

bla/K+ATPa3a
5'-HyKfeoTnasa
ManakTo3unTpaHcgepasa

OCHOBHbIE (hyHKLM

O6nacTb floKanm3ayumMy XpomMocoMm

O6nacte AHK-3aBucumoro cuHtesa PHK (TpaHcKpunums)
LLMKA NMMOHHOR KMCNoThbl, cMHTEe3 ATP

CuHTe3 6enka (TpaHcnaumsa MPHK)

CB#f3aHHblE C MeMbpaHaMn puUBOCOMbI ABNAKTCA NaBHbIM MeCTOM
CuHTe3a 6enka

CvHTe3 pasnnyHbIX NUNUL0B

OKucneHne MHOrUxX KCeHobmoTmkos (LuTOXpomMom P-450)

MecTo feiCTBUSA MHOrMX rugponas (GepmMeHTOB, KaTann3upyroLinx
peakuum rmaposIMTUYECKOro pacLienieHuns)

TpaHCNoOpPT MOMEKYN B KNETKY U U3 KNETKW, MEeXK/eToUYHas aaresuns u
MeXK/eToOUYHble KOMMYHUKaLun

BHYTpuKnetoyHas «CopTMpoBKa» 6GENKOB

Annapat onbmxu
Peakuuv riankosninpoBaHua
Peakuuu cynbatmpoBaHus

Mepokcucoma Kartanasa [erpagauns HEKOTOPbLIX XXUPHbLIX KMCNOT U aMUHOKUCOT
Okcmnpasa mo4yeBoW ku-  O6pas3oBaHWE U Pas3fioXeHWe Nepekucn BoLopoa
CNOThI
LUnTtockenetll Cneuntmyeckne  dep-  OnopHble QYyHKUUN (MUKPODUIaMEHTbI, MUKPOTPYBOUKMN, MPOMEXY-
MEHTbI-MapKepsbl 2 TOYHbIE (PUNAMEHTDI)
OTCYTCTBYIOT
Linuto3onb n NakTtaT-gerngporeHasa Mpouecc rnMKonn3a, CUHTE3 XUPHbLIX KUCNOT

1 OpraHenny MOXHO OMNPeAenTb Kak OrpaHUyYeHHY0 MeMOpaHoW Cy6KEeTOUHYH CTPYKTYPY, KOTOPYH MOXHO BbIAENNTb NPU BbICOKOCKO-
POCTHOM LeHTPUyrnpoBaHnu. CornacHo aToMy OnpegeneHnto, pubocomsbl, LMTOCKENET U LUTO30/1b He ABMATCA opraHennamu. OfHaKo B 3ToOW Ta-
6/11LLEe OHW MepeYnCreHbl BMECTE C OpraHeniaMm, MOCKO/bKY MX TOXE 0ObIYHO BbIAENAT NyTeM LEeHTPUQYrmpoBaHns. VX MOXHO paccmaTpuBaThb
Kak cyb6KneTouHble 06pa3oBaHusa uam hpakumm. MpenapaT opraHenn, BblAeNeHHbIX B X04€e OAHOT0 LuKNa augdepeHunansHoro LeHTpUgyrnpoBaHums,
pefKo 6bIBAET YNCTbIM; YTOObI NOAYUUTb YUCTYHO hpaKLMo, 06bIYHO NPUXOAMNTCS LEHTPUGYrnpoBaTh NpenapaT No MeHbLUER Mepe HECKOMbKO pas.

2l dpakymsa uuTocKeneTa NgeHTUHULMPYETCA C MOMOLLbIO 3/IEKTPOHHON MUKPOCKOMMW UK NMyTeM 31eKTPOoOPeTMYECKOro aHanns3a Ha cogep-
XaHue cneuuuuHbIX Ana 3ToW (pakumn 6enKkos.

Puc. 2.2. Cxema pasgeneHus cyokneTouHbIX hpakuymii ¢ NOMoLWblo AuddepeHynanbHOro LeHTpugyrnposaHns. FomoreHnsnpo-
BaHHY0 TKaHb (HanpumMep, neyeHb) cHavana LeHTPUQYrupyoT Npyu Mano CKOPOCTH, YTO MPUBOAUT K OCAXAEHWNIO ALEPHONW (hpak-
unn (cofepxxallein AP0 U HepaspyLUeHHbIe KNeTKW) U oTAeneHnto cynepHataHTa (1). CynepHaTtaHT OCTOPOXHO CMBAKOT (AeKaH-
TUPYIOT) ¥ MPOBOAAT LEHTPUQyruposaHve npyu 60nee BbICOKOW CKOPOCTU, B pe3y/ibTaTe Yero pasfenstoTcad MAUTOXOHAPUAIbHAs
(hpakuns (cogepxalas MUTOXOHAPUK, TM30COMbBI U MEPOKCUCOMBI) U cynepHaTanT (2). MocnefHUN LeKaHTUPYIOT U LEeHTPUQYrun-
PYIOT MPU BbICOKOM CKOPOCTK, B pe3yfibTaTe Yero (GOpMmnpyeTca MUKPOCOMHas pakuyms (cogepxalias cMecb CBO60AHbIX pubo-
CPM M (hparMeHTOB rNajKoro u LIepoxoBaToro 3HAOMNAa3MaTUYeCcKoro peTukynyma) v OTAeNnseTcs YUCTbIA Npo3padHblii pa-
CTBOP— KOHEYHbIV cynepHaTaHT (3). MocnegHnin npegctaBnset co60M LUMTO30/b, UAN KETOUYHbIA COK. cnonb3ysa pasnunyHble
MoAMpUKaLMmn NpeAcTaBieHHOro 34ecb NoAxona, 06bIYHO BbILENAOT KAXAYI U3 KNeTOYHbIX OpraHesinn B OTHOCUTE/IbHO YNCTOM
BUJeE.
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rNaBHbIMW KOMMOHEHTaMM 3TUX Tpex ()pakuunin sBnsto-
TCA A4pa, MUTOXOHAPUM Y MUKPOCOMbI COOTBETCTBEH-
HO. «MapKepHbI» (ePMEHT UNN XMMUYECKOe CoefnHe-
HMe—3TO TOT KOMMOHEHT, KOTOPbIA MpUCYTCTBYET
MPaKTUYeCKN TONbKO B COCTaBe AaHHOro Tuna opra-
HeNs; HanpuMmep, Kucnas ochaTasa HaxXoAUTCA B /IN30-
comax, a AHK—B agpe (Tabn. 2.4). Takum obpaszom,
MapKep CNyXXUT UHANKATOPOM NPUCYTCTBUSA UK OTCYT-
CTBMA (hpaKuMmM Tex opraHesin, B COCTaBe KOTOPbIX OH
HaxoauTca. MHKpoeoMHast (hpakumsi (MMKPOCOMbI) Npej-
CTaBnsieT co60li B OCHOBHOM CMeCb (PparmMeHTOB rnaj-
KOro 3HA0MNasmMaTn4ecKoro peTukynyma, LWepoxoBaTo-
ro aHgonnasmaTn4yeckoro petnkynyma (T.e. aHgonnas-
MaTUYeCKOro peTukynyma c npucoeamHeHHbIMN K Hemy
pnbocomammn) 1 cBoboAHbIX pubocom. Coaep>KMmoe cy-
nepHataHTa, NMONYYEHHOrO0 Ha KOHEYHOW cTafguu, npu-
6/11M3NTeNIbHO COOTBETCTBYET COCTaBY KJ/IETOYHOMO COKa
(umTo3ons). MoangmKaumm aToro 0OCHOBHOIoO NMoaxoja,
OCHOBaHHbIE Ha WCMOMb30BaHWUM Pas3/INYHbIX Cpes ANns
roMOreHm3aumm, pasHblX YCNOBUWA WU METOAOB LEH-
TpudyrnpoaHna (Hanpumep, MCNOAb30BaHME Herpe-
PbIBHOIO WKW CTYMeHYaToro rpajgmeHTa caxapossbl), no-
3BOJIN/IN BbIAENNTL B 60/EE UM MEHee YNCTOM BUAe BCe
opraHesnsibl, NokasaHHble Ha puc. 2.1 N NepevncneHHble
B Tabn. 2.4. OnucaHHasa Bblle CXemMa NpuMeHUMa K 60-
NbLWWHCTBY OPraHoB W KNeToK, OAHAKO B KaXAOM Cy-
yae ANA CTaHAapTM3auun npoueaypbl Cy6KNeTOUYHOro
(hpakLMOHMpPOBaHNS HEOBXO0AMMO MPOBECTU CEPUIO aHa-
NIN30B Ha cofiepXkaHne MapKepHbIX PepMeHTOB UK 4py-
TMX XMMUYECKUX KOMMOHEHTOB, a TakXe BbINOMHUTb
3N1EKTPOHHO-MUKPOCKOMMUYECKNE HabNOAEHNS.
3HayeHne CyOK/EeTOUYHOro (pakuMOHUPOBaAHUSA ANA
pasBUTUA GUOXUMUN N KNETOYHON BUONOTMM HEBO3MO-
YKHO nepeoueHnTb. OHO cocTaBfseT OAHO M3 TN1aBHbIX
3BEHbEB O0OLLEro 3KCNepMMeHTaslbHOro nogaxoga (cm.
HUKE), C NOMOLLbIO KOTOPOro YAanoch BbIACHUTL (DYHK-
LMW opraHenn, nepeyncneHHole B Tabn. 2.4. MonyyeHve
3TOW MHhopMauun npeacTaBnseT 04HO M3 INaBHbIX [0-
CTVKEHUA BMOXMMUYECKUX UCCNef0BaHNA (CM. HUXKE).

OBLLN SKCMNEPVMEHTA/bHbIV MOAXOL,
NCMNOJIb3YEMbI B BUOXVMNI

3TOT NOAX0A COCTOUT U3 TPEX COCTaBHbIX YacTelt: 1)
Bblae/fieHe OMOMOSIEKYNT W OpraHens, HaxoaAawmxcs
B K/eTKe (CM. npefblaywmin pasgen o cyoKneToyHOM
(hpaKLMOHNPOBaHUN); 2) orpeaesieHne CTPYKTYpbl 6HO-
MOsIeKy/; 3) UCNOMb30BaHWe Pas/IMYHbIX NPenapaTosB 415
aHanmsa QyHKUMIA GMOMOSEKYNT N UX MeTabonmama (T.e.
MPOLIeCCOB CUHTE3a M pacnaja).

1. BblgeneHne 6uomonekyn. Kak u B cny4vae opra-
Henn, ANna BbIACHEHUA (YHKUUW N060 6MOMONEKYbI
He06X0AUMO Mpexe BCero noayynTb ee B YACTOM BUIE.
B tabn. 2.5 nepeyncneHbl OCHOBHble METOAbI, MUCMO/b-
3yemble ANs pasfefieHns N 04UCTKN Buomonekyn. 3a4ech
Mbl He 6yaem nNoApo6HO 06CYyXAaTb MX: HEKOTOPbIE U3
HUX OyfyT BKpaTLe OnucaHbl B APYrMX 4acTaxX KHUW.

Tabnuua 2.5. OCHOBHble MeTOAbl pa3feneHns U QUNUCTKKU Buo-
MoJieKyn. bonblwas yacTb 3TUX MeTOA0B MPUTO4HA 418 aHaNMU-
32 KOMMOHEHTOB, HaxoAAWMXCA B KNETOUHbIX 3KCTpakTax W
ApYyrux 6rmoxmmuyeckux npenapatax. Ans nonyvyeHus 60/b-
WMHCTBA BMOMOJIEKYT B YACTOM BUAeE, KakK NnpaBuio, Heobxo-
AWMO MocnefoBaTeslbHO MCMO/b30BaTb HECKO/IbKO MeTO[0B.
MoApO6HOCTN O NPUMEHEHUN KaXA0ro n3 MeTof0B yuTaTe/b
MOXeT HaTU B COOTBETCTBYIOLLUX PYKOBOACTBAX

dpakuMoHMpoBaHMe CONAMN (Hanprumep, ocaXKaeHue ¢ cynbda-
TOM amMMOHMA)
Xpomarorpagpus
byMaxkHas
MoHooOMeHHas (aHMOHO- U KaTUOHOO6GMEHHas)
AddhuHHas
ToHKoOC/oMHasn
[Ma30-)KMAKOCTHas
XKnAKOCTHasA NoA BbICOKUM [AaB/IEHUEM
Menb-HAbTPaLHA
AnekTpodopes
Ha 6ywmare
BbICOKOBONbTHbI
B arapose
B auertatuenntonose
B KpaxmanbHOM rene
B nonunakpunammuge

B nonuvakpunammae B NPUCYTCTBMM AoAeuLuncynbgara
HaTpus
Y NbTpaueHTPH(YrHpoBaHHe

Moyt Bcerga o4YUCTUTL 6MOMOJIEKY/bI O COCTOSAHUA
FOMOIreHHOCTU (T. €. 0 OTCYTCTBUA 3arpsisHeHNs Nto6bI-
MU ApYyrumMn 61MomosieKynamn) yhaeTca nuib npu no-
cnefoBaTe/ibHOM NPUMEHEHUN HECKONIbKUX TaKUX METO-
[10B.

BaxXHO MMeTb B BUY, YTO NpPOrpecc B 6GoxXmMmun 3a-
BUCUT OT pa3paboTKN HOBbIX MeTOOB aHann3a, O4mcT-
K/ 1 onpefeneHns CcTpykTypol. Hanpumep, B o6nactu
6MOXMUN NUNNAO0B NPOM30LLEN HACTOALNIA NepeBopoT
rnocnie BBeAEHMS B MPaKTUKY raso->KMAKOCTHOM N TOHKO-
C/TOMHON Xpomatorpaun. AHanmn3 meMopaHHbIX U MHO-
rmx Apyrmux 6enkoB 6bl/1 KpaiHe 3aTpyAHEH [0 Tex nop,
MoKa He NosABWU/ICA METOJ, 3/1eKTPOopesa B Noimakpuna-
MWHOM refie B MPUCYTCTBMU AoAeUnCyNbgaTta HaTpus
(ACH-M3IN): npumeHeHne pofdeuunncynbdara HaTpus
NpUBOANT K «CONO6GMNM3aUUN» (PacTBOPEHMIO) psda
6eNKoB, KOTOPble paHee He y/[aBasocb MepeBecTu B pa-
CTBOpPMMOE coCTosiHMe. Mocne TakoW contobunmsaymnm
y>Ke MOXKHO MPOBOANTL 3/1eKTpodopes. PazpaboTka me-
TOA0B K/IOHUPOBaHUS N CeKBEHMPOBaHHA (onpegeneHuns
nocfefosaTtefibHOCTM MoHOMepoB) AHK npoussena
MOAJ/IMHHYIO PEBOJIOLNIO B N3YUYEHUN HYK/IEMHOBBIX KU-
cnoT 1 Boobuwe B 6uonorun.

2. OnpeaeneHvie CTPYKTypbl GHoMonekyn. [locne

OYMCTKM BMOMONEKYT MOXHO OMpeaennTb UX CTPYKTY-
py. 9TO— COBEPLUEHHO HEOOXOAMMOE YCNoBME YycreLl-
HOro JeTaslbHOro M3y4YeHUa KOppensaunum mexay CTpyk-
TYpOW 1 PyHKUMen. OCHOBHbIE METO/AbI, UCMO/b3YEMbIE
ANA aHanus3a CTPYKTYpbl OGUOMOMEKY/, MepPevncreHbl
B Tabn. 2.6. OHM JO/MKHbI BbITb 3HAKOMbI YMTATENAM,
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Tabnmua 2.6. OCHOBHbIE METOAbI ONpeAeneHns CTPYKTYpbl 61o-
MOMEKY I

ONEeMEeHTHbIN aHanus

CnekTpockonus B Y-, BUAUMON N MH(paKpacHon obnacrtax,
AMP-cnekTpockonus

Mcnonb3oBaHMe KUCNOTHOIO WAW LWeENOYHOro rmaponnsa ans
paclieneHns un3yvyaeMblX MOJIEKY/1 Ha COCTaBfsoLLmne
KOMMOHEHTbI

Mcnonb3oBaHme Habopa (hepMeHTOB C U3BECTHOW CneunpuyHo-
CTbIO AN1A pacwenneHns nyvyaeMblX MoOnekyn (Hanpumep,
Mcnonfb3oBaHWe MpoTeas, Hykneas, rMMKo3naas)

Macc-crnekTpomMmeTpusa

Cneymnguryeckme MeTofbl CEKBEHMPOBaHMA (Hanpumep, 6en1KoB
NN HYKNENHOBBIX KWUCOT)

PeHTreHoBcKasa Kpuctannorpagus

M3y4yaBLINM OpraHUYyeckyro xumuio. CreunduyHocTb
AencTeus paga PepMeHTOB MO3BOIAET UCMOJb30BATb WX
B KayeCTBe€ MOLLHbIX WHCTPYMEHTOB [ANS BbIACHEHUS
CTPYKTYPHbIX OCOOEHHOCTE HEKOTOPbIX OGUOMONEKYII.
TeopeTMyeCcKuUin 1 TEXHUYECKUIA MPOorpecc, NO3BO/IMBLUNI
MOBbICUTb  paspellatrollyo  CnocobHOCTb  Macc-
cneKTpoMeTpun 1 AMP-CreKTpocKonun, cnocobcTBoBal
TOMY, UYTO 3TV MeTO/bl CTa/IN LLUNPOKO NCMO/b30BaThLCA
AN onpegeneHua CTPYKTYpbl MofeKyn. Hanpumep,
KpaiiHe CNOXKHY CTPYKTYPY YI/1eBOAHbIX Lienen, BXoAs-
LWKMX B COCTaB HEKOTOPbIX OGMOMOMEKYS, B 4aCTHOCTU

rMMKONPOTEMHOB, BO MHOIMX C/lyyaax yaanocb YyCTaHo-
BUTb C NomoLbio AMP-CNeKTPOCKONMM BbICOKOIO pas-
pewleHns. Hanbonee fgetasbHY0 MHPOPMALNIO O CTPYK-
Type 6MOMONEKYN Aal0T MeTo[bl PEHTreHOBCKOW Kpu-
cTannorpaun. ImeHHo 6narogaps Ux NCNosib30BaHUIO
Oblna yCTaHOBNEHa feTanbHasi CTPYKTypa pPas/inyHbIX
6eNnKoB M (DePMEHTOB, a TaKXe OTKpbITa [ABONHasA Chu-
pans AHK.

3. N3yyeHre dyHKUMM 1 MeTabonmsma 61MomMoneKys

C MCMO/b30BaHMEM Pa3/IMYHbLIX NpenapaTos. [epsble 610-
XUMUYECKME UCCNe0BaHNA YeNoBeKa M XUBOTHbIX NPO-
BOAWINCL Ha YPOBHE LENOro opraHusma. B kauvectse
npumMepa MOXHO MPUBECTM M3YUeHUe AblIXaHus WU Cyab-
Obl MoCTynalowmx B OpraHu3M coefuHeHuid. Bckope
CTano ACHO, OAHAKO, YTO LeNbli OpPraHu3m C/IMLIKOM
C/TIOXEH, YTOObI MOXHO ObI/I0 MONYYUTHL YeTKME OTBETHI
Ha pa3fiMyHble BONpockl. MHorve npo6aemMbl, BO3HMKaB-
Llne npu paboTe Ha LEeNoOM opraHusme, 6bl1M ycTpaHe-
Hbl NOCNe NPUroTOB/IEHMSA 60/iee MPOCTbIX NpenapaTos
M U3y4eHus ux in vitro. B Tabn. 2.7 npusefeHbl pa3nmny-
Hble TUMNblI NpenapaTtoB, KOTOPblE UCMONb3YKOTCA B Ha-
CTOsILLLEE BPEMS A5 U3yYeHUs BUOXUMUYECKUX MpoLiec-
COB; OOMbLIMHCTBO CBEAEHUN, COAEpPXKALMXCA B 3TOM
KHWre, NONy4YeHO MMEHHO Ha Takux npenapartax. B Ta-
6nnue npenapatbl NepeyncneHbl B NOPsSAKe YMeHbLUe-
HUSA UX CNoXHocTU. OHaKO UCnosb30BaHWe 6osee npo-
CTbIX MPenapaToB TOXe UMEeET CBOW OrpaHnyeHus. Pesy-

Tabnuua 2.7. Mepapxuueckas nocnesoBaTe/lbHOCTb NPenapaTtoB, UCMOMb3YeMbIX 4151 U3YUYeHUS] BUOXMMUYECKUX MPOLLECCOB

MeTog

MccnenoBaHus Ha YPOBHE LIENIOFO OpraHus-

KomMmmeHTapuun

OHM MOryT BK/IHOYATH

Ma 1) ypaneHue opraHa (Hanpumep, renatakTomMusa)

2) N3MeHeHMne aneTbl (rofofaHne— YCUIeHHOe NMUTaHue)

3) npuvem nekapcTs (Hanpumep, peHobapbumTana)

4) BBeAeHMe TOKCUYeCKMX BelecTB (Hanpumep, YeTbIPEXXOPUCTOrO yrieposa)

5) HabnwaeHWe 3a XXUBOTHbIM CO Creunduyecknmn 3abonesaHusammn (Hanpumep,
caxapHbIM agnabetom)

6) Mcnonb3oBaHWe CMOXHbIX METOL0B, Takux, Kak AMP-cnekTpockonus v nosu-
TPOHHO-3MUCCUOHHAsA TOMOrpapus

WccnepoBaHue M301UMPOBAHHOTO nNepysu-
pyemMoro opraHa

Mcnonb3oBaHMe TKaHeBbIX CPe30B

Micnonb3oBaHMe LEenbliX KNeToK L

Hanbonee npurofHbl cepaue, neyeHb, MoYKu

Oco6eHHO cpe3bl MeyeHu
OCO6GEHHO 3TO OTHOCUTCS K K/eTKaM KPOBW, KOTOPble OTHOCUTENbHO /IErKo

noAfarTCs BblAeNeHU0
2. KneTtkn B KynbTypax TKaHeil ABNSOTCA He3aMeHUMMbIM 06BHEKTOM BO MHOTMX
obnacTax 6uonorumn

Mcnonb3oBaHWE rOMoOreHaTa 1

Mo3BonseT paboTarb C 6ECKNETOYHBLIMWU Mpenaparamu

2. MOoXHO A06aBNATbL MM yaanaTb (MyTem Avannsa) pasinyHble COefUHEHNS 1
HabngaTb 3a NOCNeACTBUSAMM

3. MyTem LeHTpUPYrnpoBaHns MOXXHO NPOBECTU fanbHellwee Cy6(pakLMOHNPO-
BaHWe, YTO MO3BONSET MONYYUTb UHAWBUAYANbHbIE KNETOUYHbIE OpraHen bl

WccnepgoBaHme N30/IMPOBAHHBIX KNETOUYHbIX
opraHesnn

Cy6(dpaKLyMOHMpOBaHWE OpraHesn

BblgeneHve n xapaktepuctuka metabonm-
TOB U (DePMEHTOB

KnoHvpoBaHue reHoB, KOAUPYHOLUX hep-
MEHTbI U gpyrve 6enku

nyTu

LLInpoKOo Mcnonb3yeTcsa ANs M3yyeHus PYHKLMIA MUTOXOHAPWIA, 3HAOMNNa3MaTnye-
CKOro petukynyma, puoéocom u 1.4.

LLInpoko ucnonb3yeTcs, HanpumMep, Npu n3yyeHnn OYHKUUA MUTOXOHAPWIA

BaxHeiwwasn 4yacTb aHanu3a 060N XMMUYECKON peakumm Mam MeTabonnmyeckoro

BblgeneHne KNOHMPOBAHHOIO reHa He06X0AMMO ANs U3yUeHUs feTaneli ero CTpyk-
Typbl U Perynsymun; no3BonsieT yCTaHOBUTb aMWHOKUCNOTHY Moc/efoBaTe-

NbHOCTb 6efKa, KOTOPbIA UM KoAMpyeTcs
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NbTaTbl IKCMEPUMEHTOB in Vitro MOryT 0Ka3aTbCs OLLK-
6OYHbLIMU, HaNpUMep B TOM C/lyyae, Korga rnpv romore-
HU3ALMN KNETOK BbICBOOOXAAKTCA PEPMEHTbI, YacTnu-
HO paspyLualoLLe UCCeayeMble COeVHEHMS.

OO6Las cTpaTernst nU3yyeHms
OMOXMMUNYECKNX MPOLLECCOB

B 3TON KHUre OCHOBHOE BHMMaHue YAeneHo Ccno-
XXHbIM BMOXMMMYECKNM npoLueccam (Hanpumep, CUHTe3y
0eNKOB, MbILLEYHOMY COKpALLEHWUI), B TOM YuMCNe U pas-
NUYHBLIM  MeTabonnyeckum nyTam. MeTabonmyeckumii
NyTb— 3TO COBOKYMHOCTb Peakuuidi, OTBETCTBEHHbIX 3a
CVHTE3 C/IOXHbIX COeJMHEHMIA N3 60/ee NPOCTLIX M 3a pa-
cnafg COoefMHeHNS A0 KOHEeYHbIX MPOAYKTOB. TOT umau
MHOM CNOXHbIA GUOXMMUYECKMNIA NpoLecc nam metabo-
NMYECKNA NYTb MHOTLAa NPOSABNAETCS Ha YPOBHe Lenoro
opraHmama. MprvMepoM Takoro pofga MOXET CNYyXUTb
COKpaLleHue mMbiwl,. Mbl 3Haem, YTO F1OKO3a SBNSETCS
MCTOYHUKOM 3HEPIrUM ANS YenoBeka W APYrux XMBOT-
HbIX, & 3TO O3Ha4yaeT, YTO B OpraHM3Me YesioBEKa OHa
[O/MKHa pacnagatbest (noaBepraTbCa MeTabonnsmy)
C BbleneHnem aHeprun. OHaKo 4714 TOro, 4Tobbl NONy-
YATb MONHOE MNpeAcTaB/fieHWe O TOM, Kakum 06pa3om
MPONCXOANT MeTabonmM3M Tr/IOKO3bl B KeTKe—a Mbl
Takoro npegcrasneHns (B YaCTHOCTKU, O MeXaHW3Me pe-
rynsgun) noka He nmeem,— Heo6xo4AMMO MPOBECTU WUC-
cnefoBaHuMsA Ha Apyrux ypoBHsx. Ha puc. 2.3 npeacTas-
NeHbl pas3fiMyHble TUNbl HabNKAEHUIA 1 aHanmn3a, KOoTo-
pble MO3BOMIAKOT MOMIHOCTLIO OXBaTUTb BeCb BMOXUMMU-
YECKMI npouecc, Takoi, Hanpumep, Kak pacnag rnrKo-
3bl 1 BbICBOOOX/AEHME 3HEPTN (3TOT MPOLIECC U3BECTEH
KaK rNMKonms3). 3Ta cxema B 06WWmuX YepTax nNpuMeHnMa
KO BCEM OCHOBHbIM GMOXMMUYECKMM npoLeccam, o6ey-
XAAeMbIM B 3TOW KHUre, U, TakuM 06pasom, UINKCTpu-
pyeT 06LLY0 CTpaTErnto N3y4yeHns 6UOXMMUYECKUX NPo-
LieccoB; 06 3TOM cnegyeT MOMHUTL, paccmaTpusas fio-
6ol Groxmmuyeckuii npouecc (rUKOIN3, OKUC/EHME
YXUPHbIX KNUCNOT U T.4.).

LJononHuTeNnbHbIe 3aMmevyaHuda no HpEHapaTMBHOﬁ
pa60Te n cTpatermmn mnccnegoBaHnA

Mone3Ho caenatb elle HECKONbKO 3aMeyaHWii no He-
KOTOPbIM MO3UUMAM, YKa3aHHbIM B Tabsn. 2.7 1 Ha puc.
2.3. 1 BO3MOXHOCTb apTe(akTOB HWUCKO/bKO He CHU-
MaeT abCoNMTHOMW HeOBXOANMMOCTI BblAENEHNSA U UOEH-
TUPMKaUMM  KaXKA0r0  KOMMOHEHTa, Y4acTBYHOLLEro
B 6MOXMMMNYECKOM MpOLIECCe, B YUNCTOM Buae; 6e3 aToro
HEBO3MOXHO MOHATH, KaK NMpoTeKaeT NpoLecc Ha Mose-
KyNspHOM YpoBHe. [lofTBEpXAEHWEM 3TOMY MOryT
CNY>XUTb MHOIOYUCNEHHbIE MPUMEPbLI, KOTOPble Ham
BCTPETATCS B Aa/bHeieM. 2. BaXKHO Hay4nUTbCS PEKOH-
CTPYMpOBaTb MPOLECC in Vitro nyTem cUCTeMaTuyecKoro
nogbopa MHAMBMAYa/IbHbIX KOMMOHEHTOB. Ecnu nocne
CO0PKM BCEX KOMMOHEHTOB CUCTEMbl MPOLECC BCe-Taku
He NAeT, 3TO MOXKET 03HayaTb OTCYTCTBME KAKOro-TO Ba-
YKHOFO KOMMOHEHTa, KOTOPbIA 6bll NPONyLEeH npu
naeHTUGUKaLUM 1 He no6asnsnca npu céopke. 3. bna-
rogapsi [AOCTUTHYTbIM B MOCNeAHWE TOAbl Yycrexam
B o6nactm TexHonorum (Hanpumep, B HAMP-
CMeKTPOCKONUU N MO3UTPOHHO-3MUCCUOHHOW TOMOrpa-
(hnn) nosiBuNacb BO3MOXHOCTb BbISIBNSATb ONpefesneH-
Hble 6MOMO/IEKY /bl HA YPOBHE 06CNeA0BaHUS LieNbIX Op-
raHoB W CNeAnTb 3a U3MEHEHMEM UX COEPXKaHMSA BO Bpe-
MeHW. DTO NO3BONSET aHaIN3MpPOBATb MHOIME CIOXKHbIE
6rnoxmmmnyeckme npouecchl in vivo. 4. Jinwb nocne Toro,
KaK HabnAeHUs, BbINO/HEHHbIE HA Pa3HbIX YPOBHSIX,
AagyT cornacyrolinecs mexmay coboi pesynbTaTbl, MO-
YKHO C YBEPEHHOCTbHD FOBOPUTb O peanbHbIX ycrnexax
B NOHUMaHMN M3y4aeMoro 6MOXMMMYECKOro mpovecca.
Ecnum Xe npu UCMnonb30BaHMM pasHbIX NOAXO0L0B BO3HU-
KHYT CYLLECTBEHHbIE PACXOXAEHUS, CnelyeT UCKaTb Npu-
YMHY 3TUX PaCXOX[AEHWI A0 TeX Mop, noka He 6yaet
HalileHO pauuoHanbHoe 06bscHeHKe. 5. OnncaHHOE Bbi-
LLie coyeTaHMe pasHbIX YPOBHe UccnefoBaHNA U pasHo-
ro poga npenapaToB MOXeT MCMO/b30BaTbCA A4/19 BbISB-
NEeHNs  OMOXUMUYECKUX  W3MEHEHWUI Y  XKMBOTHbIX,
CBSI3aHHbIX C M3MEHeHVSIMWU MeTabonmama (Hanpumep,
NPWM OrpPaHWYEeHHOM WAW YCUNEHHOM MUTaHWUW) WK

BbiBOg 0 cyulectBoBaHnn 6MOXMMMNYECKOTO npouecca nnun MeTabonn4eckoro nyTn, C,Cl,erlaHHbII\/‘I Ha OCHOBaHWUN Ha6l'|l0,quI/Il7I Haj uenbiM OpraHn3mMom

AHann3 mexaHn3mos, KOHTPOTNPYHOLWKNX npouecc in vivo

AHann3 HapyLleHuWid Npouecca, BbI3BaHHbIX CMELUBNYECKUMN GONE3HAMU (BPOXAEHHbIE OIMGKM MeTabonusma, pak u T.4.).

Jlokanusauus npouecca B 0AHOM WM HECKONbKMX OpraHax

Nokanusayns npouecca B O,ELHOVI MNN HECKONTIbKNUX KNETOYHbIX opraHennax wmnn Cy6KfI€TO‘-IHbIX CbpaKLl.I/IFIX

PaCCMOTPEHVIe npouecca B Bmnae oTAe/bHbIX peaKLl.VIVI

OumncTKa ero MHAMBUAYaNbHbIX Cy6CTPaTOB, NPOAYKTOB, DEPMEHTOB, KO(PAKTOPOB U APYrMX KOMMOHEHTOB

AHaM3 MEXaHM3MOB, KOHTPOIMPYIOWMX NPOLecc in vitro
M3y4yeHre MeXaHU3MOB OTAE/bHbIX peaKLuii

PekoHCTpyKUuMa nporecca

M3yueHne npolecca Ha reHeTMYECKOM YPOBHE METOAOM PEKOMGMHAHTHbIX JHK

Puc. 23. CTpaterns nsyyeHus metabonmyeckoro npotecca uay mMetabonnyeckoro nytu. KMcnonb3yemas npoiegypa He ob6azartesib-

HO JO/KHA BK/IHOYATb BCE MepeyncineHHble 34ech atanbl. OAHAKO MPUMEHEHNE UMEHHO 3TUX MOAXOA0B NMO3BOAET 0OLIYHO BbIAAC-

HUTb feTany 6UOXMMUYECKMX MPOLLECCOB WM MeTabonnyecknx nytein. 3Ta cxema B 06LemM BuAe UCMONb30Banach A1s U3yyYeHus
rNnaBHbIX MeTaboNMYeckKnx MnyTeid, paccMaTpuBaeMblX B MOCMELYIOLWNUX [NaBax.
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C onpefeneHHbIMU 3a60/1eBaHNSIMU (CaxapHblid Anaber,
pak). 6. bonblas 4acTb OMUCaHHbIX Bbllle MeTOAOB
1 NOAXO0A0B NMPMMEHUMa AN U3yUYeHUs KNeTOK Un TKa-
Hell YyenoBeKa B HOPMe 1 natonoruu. NMpu aToM HeobXo-
AMMO TUlaTeNbHO CNeAuTb 3a TeM, YTOObI MCNOMb30Ba-
NNCb TONbKO CBEXENPUroTOB/IEHHbIE NMpenaparbl, a Kpo-
Me TOro, cnefyet obpaliaTb 0C060e BHUMaHMe Ha 3Tn-
Yeckue BOMPOCHI, CBA3AHHbIE C MPOBEAEHMEM 3KCMepu-
MEHTOB Ha YefioBeke.

Mcnonb3oBaHue M30TONOB B GMOXMUN

OueHb 60NbLIYI0 POJIb CbIrpano BBeAeHWE B 6UOXM-
MWYECKYIO NPaKTUKY n3oTonos B 1930-x rr. PaHee 6b1/10
OYeHb TPYAHO NMOMETUTL GUOMOSEKY/bI, YUTOObI 3aTeM
cnefmnTb 3a MX MNpeBpalleHnsaMM B Xode MeTabonn3ma.
B NUOHEPCKUX UCCNefoBaHUsX, npexae scero LLoHxei-
Mepa U ero Konner, Ans peweHns MHOrmx 6uoxmmMmmye-
CKMX 3afiay MCronb3oBasncb cTabunbHble n3otonsbl (2D,
15N), 3a cybb0il KOTOpbIX fJanee cnefuan ¢ NOMOLLbHO
Macc-CrnekTpoMeTpun.  Hanpumep, CUHTe3MpoBanu
onpefeneHHble aMUHOKMC/IOTHI, caxapa W >XXUPHble Ku-
CNOTbl, B COCTaB KOTOPbIX BBOAUNN CTabUNbHbIE N30TO-
Mbl, a 3aTeM A06aBNSNN 3TN COEAUHEHNS B NULLY XMNBOT-
HbIM MW K NpenapaTtam in vitro, 4To6bl MOXHO OblN0
cneanTb 3a MX metabonnamom (onpeaensite Bpems Mo-
NY>XWU3HW, NPeBpaLLeHne B Apyrne 6MoMoneKkynbl U T. 4.).
VIMEHHO TakuMM Ccnoco6oM ObINN BbISCHEHbI MHOrMe
acnekTbl MeTabonmama 6enKoB, YrnesoAoB U NUMU0B.
CT1ano ScHo, 4To MeTab0o/M3M— OYeHb aKTUBHbIN MPo-
Liecc: 6onbluas YacTb COEAMHEHWNIA B KNETKE NOCTOSAHHO
CUHTE3NpyeTCA W pacnafaeTcd, XOTA CKOPOCTU 3TUX
MpPOLECcCoB MOryT CU/MIbHO pasnmyatbcd. CymmupoBaHue
BCEX 3TUX pe3ynbTaToB N03BONMWU/O LLIoHXenmepy chhop-
MYNMpoBaTb MpeAcTaBieHne 0 «AMHAMUYECKON Nnpupo-
ae Metabonmaman.

OueHb BaXXHOE 3HaYeHWe NMeno nocneyroLee ncno-
Nb30BaHME PaAM0aKTMBHBLIX M30TOMOB U NPUOOPOB, MNO-
3BONIAKOLWMX onpedensaTb UX Konn4yectBo. CTabuibHble
N pagnoakTUBHbIE W30TOMbI, LWIWPOKO WCMOMb3yeMble
npu paboTte ¢ 6MONOrNYECKMMU CUCTEMAMK, Mepeyuncre-
Hbl B Tabn. 2.8. VX NpuMeHeHMe CbIrpano pPeLlaroLLyto
pONb B pasBUTUM psaga obnacten 6Guoxmmmn. MHorme
nccneaoBaHUs NPOCTbIX U CIOXHBLIX BUOMOMEKYN in VIVO
M in Vitro B 3HaYMTENbHON Mepe ONMParTCAa UMEHHO Ha
MCMONb30BaHME N30TOMOB. TOT Nporpecc, KOTOPbIA Oblf

Tab6nuua 2.8. M3oTonbl, Hanbonee LWNPOKO UCMNONb3yeMble B
O6MOXMMUNYECKUX NCCNef0BaHUAX

CTabunbHble N30TOHBI PagnoakTuBHbIe U30TOMb

2D 3H
5N 14C
35S

35Ca
1251

131y

AOCTUTHYT B MOC/neAHee BPeMS B CEKBEHWPOBAHWMW Hy-
KNEMHOBbIX KUCMOT U B Pa3BUTUN PaANOMMMYHHbIX Me-
TOAO0B ANS U3MEPEHNS OYeHb MasiblX KONUYECTB coeau-
HEHWI B BUONIOMMYECKMX CUCTEMAX, TaKXKe Obln 06yCnoB-
NeH B 3HAYUTENbHOWN CTENeHW NPUMEHEHMEM M30TOMOB.

OCHOBHbIE AOCTVXXEHUNA BUNOXMINU

CymMMMpyeM OCHOBHble AOCTUXeHUSA B 06n1acTn 6uo-

XUMWUW, B OCOBEHHOCTU B BMOXMMUM YerloBeka.

» OnpefeneH XMMUYECKUIA COCTaB KNETOK, TKaHel 1 Le-
Nioro opraHusma. BblgeneHbl OCHOBHbIE COEAMHEHMS,
NPUCYTCTBYIOLWME B 3TUX CUCTEMAX, U YCTaHOB/IEHA
NX CTPYKTYpa.

* BbISiCHEHbl— MO KparHel mepe B 06WIMX yepTax-
(YHKLUMN MHOTMX NPOCTbIX GUOMOMEKY/. Y CTaHOB-
NeHbl Takke (yHKUMM Hambonee BaXKHbIX CNOXHbIX
6romonekyn. LleHTpanbHOe MeCcTO cpeam BCeX 3TuX
OTKPbLITUA NPUHAAIEXUT YCTaHOBMEHNIO TOTO (hakTa,
4yto AHK —3T0 reHeTU4ecKnini MaTepuan n cogepxa-
Llasacs B HEM MH(oOpMaLMA nepefaeTcs OT Hee O4HO-
my un3 Bugos PHK (nHopmaumoHHoin PHK), koTo-
pas B CBOK ouepefb onpenenseT nocnefoBaTesibHO-
CTb aMWUHOKMCNOT B 6enikax. MoToK nHhopmaumm, mc-
X0[HO 3akntoyeHHon B AHK, ynobHO npeacTtaBuTb
B Buge cxembl JHK ->PHK ->benok.

* BblgeneHbl rnaBHble OpraHen/bl XXUBOTHbLIX KIETOK,
YCTaHOB/IEHbl UX OCHOBHbIE (DYHKLMMN.

* [loKa3aHO, 4TO MOYTM BCe peakuuu, npoTekaroLime
B K/IeTKaX, KataivM3nmpyrTca (pepMeHTamu; MHOrve
(bepMeHTbI MOMYyYeHbl B YMCTOM BUAE U U3YYeHbl,
BbISIB/IEHbI 00LUME MPUHLMMbLI MeXaHW3MOB WX [eu-
CTBUS.

» [pocnexeHbl MeTabo/Myeckme Nyt CUHTe3a M pa-
cnaga rnaBHbIX MPOCTbIX W CMOXHbLIX OMOMOSEKYI.
[Moka3aHO, 4TO NYTU CMHTE3a [JaHHOro CoeAuMHEeHUA
B 00LLEM Cnyyae OT/IMYaKOTCA OT NyTeil ero pacnagja.

* BbIICHEHbI MHOrMEe acneKTbl perynauum metabonuns-
Ma.

* Bob6wmx yeptax ycTaHOB/IEHO, KaKMM 06pa3oM KIeT-
KW 3anacaloT U UCMNONb3YHT 3HEPruto.

* BbIICHEHbI  OCHOBHble  OCOOGEHHOCTU  CTPOEHMS
N PYHKUMW pa3nnYHbIX MembpaH, NokasaHo, YTo oc-
HOBHbIMW WX KOMMOHEHTaMW SABASAKOTCA 6ENKU W Nn-
nnabl.

* HakonneHo 3HaunTeNIbHOe KONMYECTBO AaHHbIX O Me-
XaHW3Me [eWCTBUA rNMaBHbIX FOPMOHOB.

* YCTaHOB/EHbl OMOXMMUYECKME OCHOBbI 3HAYUTE b-
HOro ymcna 3aboneBaHui.

KAK MAJIO Mbl 3HAEM

HWCKONbKO He yMassisi 3HaYeHMs TOr0 OrPOMHOrO
KOMMYecTBa OUMOXMMUYECKUX [aHHbIX, KOTOPOE HaKo-
MNEHO K HACTOSLLEMY BPEMEHMU, OUYEHb BaXKHO YSICHUTB,
KaK CKy/Hbl Hallin 3HaHWS1 BO MHOTMX 06/1acTAX 6MOXU-
Mun. Cpean Tex Npo6iem, KoTopble elle NpeacTouT
pelnTb, MOXanyi, Hanbonee BaXHbl ABE: BbISCHEHMWE
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OMOXUMNYECKMX OCHOB  WHAMBUAYaNIbHOMO  PasBUTUA
N anhhepeHUMPOBKU U (lyHKUMIA Mo3ra. XoTsi Xnmude-
cKas Npupoja reHeTUYecKoro MaTepuana fetanbHo nU3y-
YeHa, 0 MexaHu3Me BK/IHOYEHUS U BbIK/IKOYEHUA TEHOB
B MpoLecce pasBUTUA OpraHM3Ma Mbl He 3Haem MoYTK
HWU4ero. BbIiCHEHWe MexaHU3Ma perynsaumm reHoB CoBep-
LLEHHO HeobXoAMMO ANA M3YYeHUs NpPoLeccoB aAuddge-
PEHLMPOBKN K/IETOK U NpeBpaLLeHns HOPMasbHbIX Krie-
TOK B pakoBble. Ceilyac O [efleHUM N pPocTe K/IeTOK—
HOPMasibHbIX W OMYXO0/eBbIX— MW O Perynaymm 3tux
MPOLLECCOB Mbl 3HaeM KpaiHe Maso. MpakTuyeckn HuYe-
ro He N3BECTHO 0 BUOXMMUYECKOW OCHOBE C/TOXHbIX MPO-
LIECCOB HEPBHOM AeATe/IbHOCTUW, BK/OYas Takme SABNeHns,
KaK CO3HaHue 1 namATb. Becbma orpaHu4eHHbl CBeje-
HUA O MeXaHW3Max KJ/ETOYHOWN CeKpeumn. HecmoTps Ha
ornpefeneHHbIn MPOrpecc, Hem3BeCTHA MOJEKYNSPHas
npMpoAa MHOIMMX PacrpocTpaHeHHbIX FeHeTUYeCKUX 6o-
NE3HEN; BNPOYEeM, MOXXHO HafeATbCs, YTO B bamkaniine

HECKO/NbKO fIeT 611arofaps pasBUTUI0 TEXHUKU PEKOM-
6UHAHTHLIX AHK 38eck 6yayT AOCTUTHYTbI 3aMETHbIE
ycnexu. K Hauany cneayoLlero Beka, a BO3MOXHO, U pa-
HblUe, OyAeT OonpeAeneHa HyKIeoTUaHas nocneaoBare-
NbHOCTb BCEro reHoMa YesioBeka; npae/a, 0CTalTCs Co-
MHEHUsl, SIBNSIETCA MM 3TOT MOAXO0[ OMTUMA/bHbIM
C TOUYKU 3PEHUSA UCMO/b30BAHNA YeNIOBEHECKUX U (PUHAH-
COBbIX PECypCOB.
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CTpyKTypa U QyHKUUN
6enlKoB N (PePMeHTOB

[ naBa 3

AMUNHOKNCOTDI

BukTop Poayann

BBEAEHUE

B XXMBbIX KNMETKax CUHTE3NPYETCA MHOXECTBO Ma-
KpoMOneKyn (6en1KoB, HyKMEMHOBbLIX KMCOT, nonmcaxa-
pVaoB), KOTOPblIe UrparT Ponb CTPYKTYPHbIX KOMMO-
HEHTOB, 6GMOKaTanM3aToOpoOB, FOPMOHOB, pPeELENTOPOB
VNN XPaHWAWL, TEHETUYECKON MH(popMauun. ITU Ma-
KpPOMOeKy bl NPeACcTaBnA0T co60i Gruonommepbl, no-
CTPOEHHbIE N3 MOHOMEPHbIX €ANHULL, NN CTPOUTENbHbIX
6110KOB. B HyKNeMHOBbLIX KMCNOTaX MOHOMEPHbLIMU ean-
HULAMW CNyXaT HYKIeoTUAbl, B CIOXKHbIX Nosimcaxapu-
jax—caxapa W WX TMpOM3BOAHblE, B OenKax—
L -a-aMHHOKMC/OTb.

Benkyn MOMMMO aMWHOKWUCIOT MOFyT COAepXaTb
M Apyrue KOMMOHEHTbI, 0AHAKO TPeXMepHas CTPYKTypa
6enKoB, a cneaoBaTefibHO, N UX BMONOrMYecKne CBOW-
CTBa OMpeAenstTca B OCHOBHOM aMUHOKUC/IOTHbIM CO-
CTaBOM, MOPSIAKOM YepefoBaHWS aMWUHOKMCIOT B NOK-
NeNTUAHOM Lenn M Kak CNeAcTBMe MX B3aUMHbIM MpPo-
CTPAHCTBEHHBLIM PaCrOSIOXKEHVEM.

AMVHOKNCNOTbI B KNETKaX BbIMONHSOT MHOXECTBO
BaXKHbIX (DYHKUMIA; HeKoTopble M3 6GMONOrMYecKkn Ba-
XXHbIX COeAUHEHWIA, 06pasyoWMXca U3 aMUHOKMUCAOT,
npueeseHbl B Tabn. 3.4 n 3.5.

BMVOMEAMUNHCKOE 3HAYHEHUE

AMUWHOKNCNOTbI, ABASASICb CTPOUTENIbHLIMK 6/10KaMK
NenTUAOB 1 GeNKOB, BbIMOMHAT W pAf APYTUX BaXKHbIX
(yHKUMIA. HekoTopble M3 HKX, MNO-BUAMMOMY, Y4a-
CTBYIOT B repegaye HEPBHbIX MMMYNbCOB; NpMMepamm
CNyXaT rMUUMH 1 rnyTaMuHoBas Kucnota. B nuwe gon-
XXHbl COAEpPXXaTbCA He3aMeHVMble aMUHOKWUCNOTbI, Mo-
CKOJ/IbKY OpraHu3M 4efioBeKa He Croco6eH CUHTEe3Mpo-
BaTb WX B KONMYECTBAX, AOCTATOUHbIX ANs pocTa (B AeT-
CTBE) U NoAAep>KaHus 340p0oBbsA (BO B3POC/IOM COCTONA-
HUK). B pesynbTate metabonmama aMMHOKUCIOT 06pa-
3yITCA MHOTME COeAMHEHWsi, UMetoLne GMoMeanLMH-
CKoe 3HayeHue. Hanpumep, npu gekap60oKCUANPOBaHMM

HEKOTOPbIX aMUHOKWUCNOT 06pa3ytoTcA COOTBETCTBYIO-
WMe amUHbl, WU HEeKOTOpble W3 HUX [rUCTaMUH, Y-
ammnHomacnaHas kucnota (FTAMK)] BbIMOMHAKT Ba-
XHble 6uonornyeckme (QyHKumMn. Psp  3aboneBaHui
CBf3aH C HapyLUeHUsAMM TpaHCMopTa aMMHOKUCIOT BHY-
TPb KNEeTOK. OTN 3ab0neBaHMA YacTO CONPOBOXKAAKOTCA
3HAYMTENbHbIM NOBbLIWEHNEM COAEPXXaHUsA O4HOW WNn
HECKO/IbKMX aMUHOKUC/IOT B MOYe; TaKOe COCTOSAHME Ha-
3bIBAKOT aMMHoaUnLypuren.

AMVHOKWC/OTbI

AMWHOKNCOTbI COAep>aT B KayeCcTBe (PYHKLMOHA-
NbHbIX FPYMN aMUHOTPYNNYy U KapOOKCUIbHYHO TPpynMny.
B a-ammHoKKcnoTax 06e OHW CBsi3aHbl C OAHUM U TeM
Xe (a) yrnepogHbiMm atomom (puc. 3.1).

B npupopge cyuiectsyetT okono 300 aMUHOKMUCAOT,
O[IHaKO B 6e/Kax 06Hapy>eHbl ToNbKO 20 13 HKX. B pe-
3ynbTare MOMHOI0O rnaponnsal 6eKoB BbICBOOOXKaae-
Tca 20 L-a-amuHokucnot (tabn. 3.2). OgHu u Te xe 20
aMUHOKUC/IOT MNPUCYTCTBYIOT B BENIKOBbIX MOJeKynax
BCEX (DOPM XXM3HU— PACTEHWUI, XKMBOTHbLIX U MUKPOOP-
raHM3moB. [loyemy 37O TaK— Mbl MOMMEM MO3XKE, KOT-
fa byaem 06cyxatb YHUBEPCA/IbHYHO MPUPOAY FeHeTu-
yeckoro koga (rn. 30). OgHako B psge GenkoB BCTpe-
4aroTCA MPON3BOAHbLIE HEKOTOPLIX aMUHOKUCOT, 0bpa-
3ylowmeca y)xe nocne BKIOYEHMSA 06bIYHbIX aMUHOKK-
cnoT B Monekyny 6enka (tabn. 3.4).

3a WUCKMOYeHWeM rfnuMHa, Y KOTOporo R—aTo
aToOM BOAOpPOAA, Y BCEX aMUHOKUC/IOT YeTbIpe rpynnbl,
CBfI3aHHbIE C a-yrnepoAHbIM aTOMOM, pas/nyHbl. bna-
rogaps TeTpasfpuyecKoMY pPacrnosfioXXeHUIO YeTblpex

1 TmapoNmM3— 3To paspbiB KOBaNEHTHOI CBA3M C NpuUcoe-
AVHEHNEM aTOMOB MONEKY/bl BOAbI.
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PHc. 3.1. Ba cnocoba n3obpaxeHna a-aMUHOKNCNOTHI.

pasHbIX rpynn OTHOCUTENbHO a-yrnaepoaHoro atoma
aMUHOKMcNnoTa 06/1a4aeT ONTUYECKOW aKTUBHOCTbIO
(cnoco6HOCTLID MOBOPaYMBaTh MAOCKOCTb MONSAPU3a-
UMM NIIOCKOMONAPM30BAaHHOIO cBeTa). OfHU aMUHOKMU-
CNOTbl, BXOAALLME B cOCTaB 6enkoB, sBasoTes (npu pH
7,0) npaBoBpallalWUMK, a Apyrue— neBoBpa-
LAOWMMK, OfHAKO BCE OHU MMEKT abCOMOTHYHO KOH-
(urypauuio L-ravuepanbaernia U noatoMmy sBASOTCS
L-a-aMMHOKMCNOTaMU.

NOHHBLIE ®OPMbl AMVHOKWNC/10T

AMWHOKMCNOTbI HECYT N0 KpailHel Mepe [Be
cnabonoHusmpyemble kucnble rpynnbl, —COOH u
—NH-8 B pactBope 3TV rpynnbl Haxogarca B ABYX
(hopmax, 3apsSHKEHHON U He3apsHKeHHOM, MeXAy KOTo-
pbIMU NoAAep>KnBaeTca NPOTOHHOE paBHOBECKE:

R—COOH R—COO---H+,
R—NH8 R—NH2+ H+.

R—COOH n R—NH.. 3gecb aBnsa0TCA NPOTOHUPO-
BaHHbIMM NapTHepamu, T.e. kucnotamm, a R—COO-
N R — NH2— conpspkeHHbIMW OCHOBaHUAMMU (T.e. aKLen-
TOpaMyn NPOTOHOB) COOTBETCTBYHOLWMX KNCAOT. M R —
COOH, 1 R— NH4—23t0 cnabble KACNOTbI, U BCE XXe
R—COOH 9aBnsieTcsd B HECKONbKO ThbICAY pa3 6onee
CUNbHOW Kucnotor, yemM R—NHSB [Mpu 3HaYeHUsAX
pH, XapakTepHbIX 415 Naasmbl KPOBU Y MEXKNETOUYHOM
xugkoctn (7,4 n 7,1 cOOTBETCTBEHHO), KapOOKCU/IbHbIE
rpynmnbl HAXOAATCA UCKMIOUNTENBHO B POpMe KapboKeu-
natHblX noHoB, R— COO. [Mpu atux sHavyeHusx pH
6onblas 4acTb amMUHOrpPynn HaxoAWUTCA MNpeumyLle-
CTBEHHO B accoLMMpoBaHHOM (MPOTOHMPOBAHHO) (hop-
me, R— NHS8 lNpeobnagatoulas NoHHas gopmMa amm-
HOKWC/IOT, MPUCYTCTBYHOLNX B KPOBU Y B B6OMbLUMHCTBE
TKaHel, npeacTaBneHa Ha puc. 3.2,A. CTpyKTypa, 13o-
OpaxeHHas Ha puc. 322>, He MOXET CYLLEeCTBOBaTb HW
npu Kakux pH. Tpwn 3HayeHnsax pH, 4OCTaTOYHO HU3KUX
A5 NPOTOHNPOBaHUSA KapbOKCUIbHOWN rpynnbl, aMUHO-
rpynna, HamHoro 6osee cnabas KucnoTa, TaKkxe oyaet
NPOTOHUPOBaHa. [MpymepHbIe 3HayeHua pKs
a-KapboKCUNbHON M a-aMUHOrPynn a-aMMHOKWUC/IOTbI
paBHbl 2 1 10 cooTBeTCTBEHHO (Tabn. 3.1). Knucnorta npu
pH Hwke cBoero pKs 6yaeTr npeMmMyLLecTBEHHO NPOTO-
HUPOBaHa, npuyem ecnu pH 6yaeT CABMHYTO Ha 2 efu-
HULbI HWKe PAa OHa 6yfeT npoToHMpoBaHa Ha 99%.
Mo mepe ysennyeHus pH kapbokcunibHas rpynna Te-

psieT CBOWM MPOTOH HamHOro padblle, yeM R—NH+
Mpwn BbLICOKUX 3HAYeHUsAX pH, AoCTaTO4YHbLIX ANS nepe-
X0fla aMMHOrpynnbl NPENMYLLECTBEHHO B (POPMY Hesa-
PSXKEHHOrO COMPSXXEHHOro OCHOBaHMA, KapboKcubHas
rpynna 6yaeT HaxoAUTLCA B BUAE KapbOKCUIATHOrO Mo-
Ha (R—COO-). OgHako Ana ypobctea BO MHOMMX
ypaBHEHUAX, KOTAa peyb He MAeT O NPOTOHHLIX paBHO-
BECUSX, 4aCTO MCNOJb3yeTCs CTPYKTYpPa, N306paXkKeHHas
Ha puc. 3.2,b.

OTHOCUTENbHYIO KUCNOTHOCTb C/labblX KWUCIOT MO-
YKHO 0XapakTepu3oBaTb C MOMOLbIO KOHCTaHTbI AMUCCOo-
umauumn Kucnotel Kamnm cooTBeTCTBYIOLWLErO el pA,—
OTPULATENILHOIO NOorapuma KOHCTaHTbl AMCCOLMALMNN:

pA. =—Ilog A..

B T1abn. 3.1 npeAcTaBneHbl KUCMOTHblE rPyNMbl
1 3HaYeHns pA ansa QPyHKLMOHaIbHbIX rpynn 20 aMmUHO-
KUC/OT, BXOAALWMX B COCTaB GenKoB.

MonHbIN (CyMMapHbIiA) 3apsag (anrebpanyeckas cym-
Ma BCEX MOJIOKUTENbHBIX U OTPULATENbHbIX 3apsAA0B)
aMWHOKMC/IOThI 3aBUCUT OT pH, T.e. OT KOHLEHTpaumn
MPOTOHOB B OKpPY)XaroLem pactsope. 3apas aMUHOKK-
CNOTbl UK ee NPON3BOLAHOI0 MOXHO U3MEHUTb, Bapbu-
pya pH; 310 obneryaeT usmyeckoe pasgesieHme aMmHo-
KUCNOT, NenTUAoB 1 Genkos.

3HayeHne pH, Npu KOTOPOM CyMMapHbIi 3aps[, amu-
HOKUC/MOTbI paBeH HY/0 1 MO3TOMY OHa He rnepemeLae-
TCS B MOCTOSAHHOM 3/IEKTPMUYECKOM MOoJe, Ha3blBaeTCH ee
N303/1EKTPUYECKON ToUKoW (pi). Ona anndaTnyeckmx
aMUHOKMC/IOT, TaKUX KaK anaHuH, W303/1eKTpuyecKas
(hopma nmeeT BUA, NPeACcTaBneHHbIA Ha puc. 3.3.

303neKTpnyeckas TouKa HaxoaMTCs NocpeanHe Me-
XAy 6nvKakWMMK 3HaYeHUsAMU pA ANCCOLUMPYIOLLMX
rpynmn no pasHble CTOPOHbI OT pi. AnA aMUHOKMCNOTSI,
MMetoLLEeN TOMbKO [iBe AUCCOLMMPYIOLLME TPYNIbI, HAKa-
KO HeOAHO3HAYHOCTU NpW MOACYeTe Pi He BO3HMKAeT.
Haingem, Hanpumep, pi Ana anaHuHa. MocKonbKy pA,
(R—COOH) = 2,35 n pK2 (R—NH8 = 9,69, u3o-
aneKTpuyeckas Touyka (pi) anaHMHa paBHa

: pA + pK2 2,35 + 9,69
Pl = mmmmmmmmmeee S e e = 6,02.

PaccunTaTbh pi Ans COeAMHEHMS, coaepyKallero 6o-
nee ABYX AVUCCOLUMMPYIOLLMX TPYNM, TPYAHEe, U B 3TOM

PHc. 3.2. A. lMpaBunbHad MOHHaaA CTPYKTypa aMUHOKUCNOTbI
npu 3HaveHnax pH, 6nu3knx K dunsmnonorndecknum. b. Hesaps-
XXeHHasa hopma, KOTopasd He MOXET CYLLEeCTBOBATb HWN MpU Ka-
KnX- 3HaYeHusax pH; snpoyem, Takoro Tuna opmyny yao6Ho
MCNonb30BaTbh NPU 0BCYXAEHUU XUMUUM aMUHOKUCIIOT.
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Tabnaya 3.1. Cnabokucnble rpynnbl aMUMHOKUCNOT, BXOAAWMX B COCTaB 6e/1KOB

"pynna ConpsikeHHas
Kucnota
a-Kap6okcunbHas R-COOH
©-Kapb6okcunbHas (acnaprat, rnytamar) R-COOH
r=r"
MmunpasonbHaa (rMCTUAnH) HN~A+ANH
a-AMuHorpynmna R-NH,+
e-AMuHorpynna (iM3uH) R-NH,+
®eHonbHag OH-rpynna (TMPO3UH) R
H NH,
I+

MNyaHnguHoBas (apruHuH)

CynbsprugpunsHasa (LUCTEUH)

C/lyyae MOXHO owWnbuTbcs. Yemy, Hanpumep, byaet
paBHa M303/1eKTPUYECKas ToUKa A5 acnaparmMHOBOMN Ku-
CNOTbl, €CNN UCXOAUTb W3 [aHHbIX, NPUBELEHHbIX Ha
puc. 3.4? UTo6bl 04HO3HA4YHO OTBETUTb HA 3TOT BOMPOC,
HY>XHO BbINMCaTb BCE MOHHbIE CTPYKTYpPbl, BO3MOXHbIE
AN [AHHOTO COeAMHEHMS, B TOM MOPSAKe, B KOTOPOM
OHM 06pasyoTcs Npu nepexode OT CUAbHOKMCIONO K
LLLeIO4HOMY pacTBopy (Kak aTo 6bI10 chenaHo As1a acnapa-
r'MHOBOM KUCNOTbI Ha puc. 3.4). 3aTeM cneayet Hautu
o6nactb pH W30MOHHOW (UBUTTEPMOHHON), T.e. HeW-
TpanbHOW, popmbl (Kak Ha puc. 3.4,6), pi—aTo 3Have-
HVWe pH nocpefguHe mMexay 6nvKauMMK 3HAYEHNSMM
pK Mo pasHble CTOPOHbI OT WU30MOHHON (PopMbl. Ans

NH3+

0]

Pac. 3.3. N303nekTpuyeckas popma anaHnHa (<LBUTTEPUOH»).

XO0Ta UBUTTEPUOH COAEPXKUT 3aps>KeHHble TPYMMbl, ero 3apsgj

paBeH Hy/0, NO3TOMY B MOCTOSAHHOM 3/1EKTPUYECKOM MO/E OH
He nepemellaeTcs.

ConpskeHHoe MpumepHoe
OCHOBaHue 3HayeHue
pK.
R-COO- 21 +0,5
R-COO- 0x0Q
r=rr"
6,0
R-NH, 98 £ 10
R-NH, 10,5
OH 10,1
NH
|
R—N—C—NH2 12,5
R-S- 8,3

NaHHOT0 npumepa
pl = 2,09 + 386 298

STOT Noaxof B PaBHOIN Mepe NPUMEHUM ANS APYTunX
aMWHOKWUCNOT C AMCCOLMMPYIOLWMUMM TpynnamMu B 60Ko-
BOI Llenun, Hanpumep ANa NU3UHA UK TUCTUAUHA. Bbl-
nucaB (HOpPMYnbl ANS BCEX BO3MOXHbIX 3apsKEHHbIX
()OPM OCHOBHbIX aMWHOKWUCNOT, /IM3MHA W apruHuHa,
nonyyaem

pi- P*r+pP*>,
Ana nuanHa pi = 9,7, gnda apruHdmHa pi = 10,8. Mpepna-
raeMm Bam HauTu pi rucTuauHa.

OnucaHHbIA Bbile NOAX0A— OLeHKa 3apsija CTPyK-
Typ, PK KOTOpbIX HaXo4MTCS MO pa3Hble CTOPOHbI OT Pi
LUBUTTEPMOHA,— NPUTO4eH He TONIbKO A1 aMUHOKMK-
CNoT. Ero MOXKHO NpUMeHSTb A/18 OLEeHKM 3apsa Mone-
Ky/bl C IIO6BLIM YMC/IOM AUCCOLMUPYIOLMUX TpYynn. Y Me-
HWe BbIMOMHATL TaKuMe pacyeTbl OKa3blBAETCA OYEHb LIEH-
HbIM A5 paboTbl B KIMHUYECKOW nabopaTopun, NocKo-
NbKY MO3BONSET MNpefcKasaTb MOABWXKHOCTb COeAuHe-
HWA B 3N1eKTPMYeCKOM Mofie M nojobpartb COOTBET-
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B cunbHO KMCON cpepe
PH< ]

MOJIHbIN 3apsg = +1

Mpwn pH okono 3
nosHbINA 3apsg = O

Mpu pH B nHTEepsasie 6—8
NosHbIA 3apsg = —1

B CW/IbHO LLE/TOYHON cpefe
(pH>11)
NosHbIN 3apsag = —2

Puc. 3.4. NMpoOTOHHOe paBHOBECMe 1A acnaparMHOBOW KWCMOTHI.

CTBYIOLWNIA Bythep AN UX pasgeneHns. Hanpumep, ans
pasfeneHns 4BYX COefUHEeHWU CO 3HaYeHUAMU pi 6 u
8 npurogeH 6ytep ¢ pH 7,0, nockonbkKy npu atom pH
MOJIEKY/bI C pi = 6 BYAYT HECTU CyMMapHbIi1 oTpuLaTe-
NbHbIN 3apsj, @ MOSIEKY/IbI C Pi = 8— MONOXUTE/bHBIN.

CTPYKTYPA AMNWHOKWC/IOT

AMWHOKMNCNOTBI, BXOAAWMe B cocTaB 6enkos, MO-
YKHO pa3buTb Ha ABe 60/bLUKe FPYMMbl HA OCHOBE TOTO,
KakKuMKn SBNAOTCA R-rpynnbl, CBA3aHHbIE C aTOMOM a-
yrnepoga,— nofsgpHbIMA WX HenonspHbIMK  (Tab.
3.2).

B 1abn. 3.3 npuBeaeHbl TPeXOYKBEHHbIE U OHOOYK-
BeHHble 0603HaYeHNA aMUHOKUCIOT, KOTOPbIe LUPOKO
NCNonb3yrTcA B 6uoxummun. OfHobyKBeHHbIE 0603Ha-
YeHUA NPUMEHAKTCA AN 3anucu Hambonee AJIMHHbIX
aMUHOKMCNOTHBLIX MocnefoBaTe/ibHOCTEN (Hanpumep,
MOSIHbIX aMUHOKMUC/IOTHLIX Moc/efoBaTenibHOCTen Gen-
KOB).

AMWHOKUCNOTLI, Haxogswmecs B cBO6GOAHOM CO-
CTOSIHUM WU BXOAALLME B COCTaB APYrUX COEAMHEHWI
(He 6enKOB), BbIMONHAT BOXKHYIO (DYHKLUUIO BO MHOTUX
meTabonuyeckmx npoueccax (Tabn. 3.4 n 3.5). Hanpu-
Mep, aMUHOKUCNOTbI OPHUTUH, LATPYSIMH U aprMHUHO-

Tabnuua 3.2. Knaccnpmkaymna Lra-aMMHOKUCNOT, BXOAAWMNX B
cocTaB 6e/1KOB, OCHOBaHHasA Ha OTHOCUTENIbHON NONSPHOCTU UX
R-rpyrm

HenonspHole MonspHble
AnaHuH APrUHUH -
BanuH AcnaparuvH
N3oneiymH AcnaparvHoBas Kucnora
NeiymH MuctngmH
MeTnoHuH CnnymH
MponuH FnytamuH
TpuntodaH FnyTamMuHoBasa KucnoTta
deHnnanaHuH NnsuH
CepuH
Tunpo3unH
TpeoHuH
Lincteunn

cyKumHat (tabn. 3.4) yyacTBytoT B MeTabonn3me Moue-
BUHbI. B NpupoaHbIX 06beKTaxX 06HapYy>XeHO cBbille 20
D-amnHokmncnot. K ux yncny oTHocAaTca D-anaHnH u D-
rnytamart, BXOAALLME B COCTaB KNETOYHbLIX CTEHOK HEKO-
TOpbIX 6akTepuii; psag D-aMMHOKUCNOT BXOAAT B COCTaB
aHTMONOTUKOB.

PACTBOPUMOCTb AMUHOKWCNIOT

AMUHOKUCNOTbI COAEPXXAT MO HECKOJIbKY 3apsKeH-
HbIX FPynM, NO3TOMY OHMW NErko CONbBATUPYHOTCA U XO-
POLLO PacTBOPAKTCA B MOMAPHbLIX pacTBopuTenax (Bo-
[a, 3TaHO/) U He pacTBOPAKOTCA B PACTBOPUTENAX HEMO-
nsApHbIX (6eH30/, rekcaH, aup).' TemnepaTypa nna.ne-
HUA aMUHOKNCNOT BecbMa Bbicoka (> 200° C). 310 To-
e 00YyCnoBneHO NPUCYTCTBMEM B HUX 3apsXKEHHbIX
rpynn. [Ans paspbiBa MOHHbIX CBSA3E, CTabUNN3NpPYHO-
LMX CTPYKTYPY KpuCTanna, Hy>Ho CpaBHUTENbHO 60/1b-
LLIOE KOJINYECTBO 3HEPrUMn.

OBWNE XUMNYECKWME PEAKLUN

KapboKcunbHble W aMWHOTPYNMbl  aMUHOKWUCIOT
BCTYNalOT BO BCe peakLuW, XapakTepHble ANS 3TUX
rpynmn, T.e. B peakLMn o6pa3oBaHuUs conei, aTepudmka-
UMM U aLuIMpoBaHus.

LIBeTHbIE peakuun

HuHrnapuH (puc. 3.5) ocyLecTBNSeT OKUCINTENbHOE
feKapboKcunnpoBaHne a-amMMHOKUCIOT C 06pa3oBa-
Hnem C02 NH3wn anbgernga, cogepxatlero Ha oauH
aToM yrnepoja MeHblle, YeM UCXoAHad aMUHOKWNC/OTA.
BocCcTaHOBNEHHbIN HUHTUAPWH Aanee pearnpyeT C BbiC-

@)
Il

@)

Puc. 3.5. HuHrngpuH.



Tabnuua 3.3. L-a-aMMHOKWUCNOTbI, BXOASLINE B COCTaB 6enKOB"

HanmeHoBaHue CokpallieHHoe 0603HaqeHue CrpykTypHas thopmyna
C anmaTunyeckummn 60KOBbIMU LensMu
CAVLMH Gly(G)
H H H
ANaHuH Ala(A)
[Mns
H3C
BanuH Val(V)
H3C 311 94 ®
H3C
H-CH9—£H —C6CI
NeliymnH Leu(L) /Lb ¢ r9_ i 6C
H3C HN\H3
CH
\CJHZ
N3oneiiumH He(l) / CH-feHvCOQ~
CH3 +H L
C 6OKOBbIMM LensamMu, coaep>Xawumu rugpokcunbrble (OH) rpynnbl CH- eH6OOT
CepuH Ser(S) | ZHQI :
OH  oNHJ
TpeoHnH Thr(T) CHE CHMWSE007
OH fflIH j".
TUpoO3nH Tyr(Y) CM. Hmxe
C 60KOBbIMU LienAMU, Cofep>KalyMn aToM Cepbl
Lunctenn Cys(C) | 2 K T T
sh wA'iy
MeTWUOHUH Met(M) CH9CH,-'CH-*COCTI

r 2 2 |
S—CH3 +NH3

C 6OKOBbIMU LeNAMU, COAep>KaLMn KUCNble TPYNMbl UM UX aMuibl
AcnaparmHosas Kucnorta Asp(D)

H2N-C— CH
AcnaparvH Asn(N) P)

" 3a uckoyeHvem rugpokcunusnHa (Hyl) n rugpokcunponuHa (Hyp), KOTOpble BKAHOYaOTCA B NOANMNENTUAHYHO LieNb B BUAE IN3MHA U MPO-
NMHa, a 3aTeM rugpokcuampyrotcesa (cM. rn. 29 n 54). na Bcex nepeuncneHHbIX B Tabnumue aMMHOKUCNOT UMetoTes cneuuguueckne TPHK, noatomy mx
BK/IOYeHMe B 6eNOK OCYLLECTBAAETCA NOJA NPAMbIM FEHETUUECKMM KOHTPOJIEM.

2 LluctnH coctonT u3 ABYX OCTaTKOB LUWCTEMHa, CBA3AHHbIX ,D'I/Icyﬂbq)M,U,HOﬁ CBA3bHO:
NHi*

O00C—CH—CHi—S—S—CH>—CH—coO0O0-
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HanmeHoBaHue CokpauyeHHoe CTpYKTypHas
0603Ha4eHmne hopmyna
CnyTamMuHOBas KucnoTa Glu(E) OOC—CH2—CH?2
FnytamuH GIn(Q) H.N-C-CH,— CH

C GOKOBbIMU LiensiMU1, COAEP>KaLLVMU OCHOBHbIE TPYNMbl

APTHUH Arg(R)
nh?2
Nnsuu Lys(K) ch2—ch2—ch2—
+NH3
rnetnanH His(H)

AN N

Cofiep>Kaliye apomaTUUecKue Konbla

CUCTUANH His(H)
/ V
®eHUNanaHuH Phe(F) V=
TUpPO3MH Tyr(Y)
TpunToaH Trp(W) CH-— .CH-HPOO™
O3 -'z
MMUHOKNCNOTbI

MponwuH Pro(P)



Tabnmua 3.4. HekoTopble a-aMUHOKMNCIOTHI, He BXOAALWME B cOCTaB 6e/IKOB, HO Urparilune BaXKHYO pofib B MeTabonmame

Ha3BaHue

fomouuncTenH
(2-AMUHO-4-Mep-
KanTomacnsHas Kuc-
nora)

LinctemHcynburHoBas
kucnota (2-AMuHO-
3-cynbuHonponuo-
HOBas KWUCNoTa)

"omocepuH
(2-AMUHO-4-Tnapo-
KCMMacnaHas Kucno-
Ta)

OpHUTHH
(2,5-brucammnHoneH-
TaHOBas KucoTa)

Lutpynnuu
(2-AMUHO-5-ypengo-
nmeHTaHoBas  KWC/O-
Ta)

ApPruHUHOAHTapHas
nota

3,5,3-TpuunogtTupoHnH (T3)

TupokcuH (3,5,3',5'-
TeTpanogTUPOHUH;

dopmyna npu HeliTpanbHoMm pH

CH,—

| [

SH +NH3
CH2— CH-COO*
| | ¢
SOj +NH3

CH2—CcH2—CH-COO-'
I I
OH +NH3

CH-— CH-—€H-—5CH-C0O0“
1 1 1
+NH3 +NH3

CHZ2-CH2-CH,-CH-COO _

1 1
I}IH +NH3
C=0

nh?2

+ CH-—CH-— CH-— CH-COCT*
NH * 1 r
I
HN—C—
|

O00C-CH2— C-COO"

Ponb

MpomexyToyHoe coeAnHeHne B BUOCUHTESe
unctenHa (rn. 29)

MpomMeXyToyHOoe CoeiHEHNe B KaTabo1un3-
me uuctemHa (rn. 31)

MpomMexyTouHOe CoeanHeHre B MeTabonms-
Me TPeOHWHa, acnaparvHoBOW KWCNO-
Tbl U MeTUOHUHa (rn. 31)

MpoMeXxXyTo4HOe coefiHeHVE B MeTabonns-
Me TpeOoHMWHa, acnaparMHOBOW KWUCO-
Tbl U MeTUOHUHA (rn. 31)

MpomMexXyToUYHOe coefiMHEHNE B BUOCMHTE3e
MoyeBuHbI (rn. 31)

MpomexyToyHoe coeiHeHNe B BMOCUHTESE
MoYyeBuHbI (rn. 31)
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Tabnuua 3.5. HekoTopble aMUHOKMCNOThI, HE CoAepXKallne a-aMUHOTPYNN 1 UrpatoLlie BaXXHYH pPO/b B MeTabonnM3me MIeKONm-

Tar WX

O6bI4HOE 1 CUCTEMATMYECKOE Ha3BaHMe

R-AnaHuH CH3—CH3—coo -
(3-AMuHONponMoHar) 1
WNHj
TaypuH CHi—CHj—SOT
(2-AMUHO3TMACYNbDOHAT) 1

NHj

y-AMuHomacnsaHaa kucnota (FAMK)
1

HNHj
R-AMUHOM3OMACNSAHAsA KKUcnoTa HjN +—CHr—cH—coo -
(2-MeTun-3-aMnHONpoONMOHaT) 1
CHs

BoboaMBLUIMMCA aMMWaKoM, o6pasysa ronybor Kowm-
NIEKC C MaKCUMYMOM NOrioweHns npu Xax = 570 HM.
O6pa3oBaHMe 3TOro OKPaLIEeHHOro COeAMHEHNA UCNO/b-
3yeTcs B KO/MYECTBEHHOM TecTe Ha a-aMWUHOKWUCOTHI,
C NOMOLLbK KOTOPOro MOXHO OBHapy>XWTb aMUHOKMK-
CNOTbI, AaXe ec/iM UX KOIMYECTBO He MNpeBbIllaeT 1 MKr.
HuHrngpuH pearvpyet He TONbKO C  a-
aMUHOKMCIOTaMK, HO U C APYTMMU aMUHaAMU; MPU 3TOM
TOXe MOsBNSAETCHA ronybas okpacka, HO 6e3 BblfeneHus
C02 Takum o6pa3om, BbigeneHne C024BnsSeTca MHAKN-
KaTopoM y4yacTus B peakuuu a-aMUHOKWUCNOTHI.
M NenTuabl TOXe BCTYNAKT B pPeakuuto, HO MeHee ak-
TMBHO, YeM a-aMUHOKMUCNOTbI. MpoAYyKT peakuun Me-
XAy NPofIHOM (UK 4-rMAPOKCUMPOSIMHOM) U HUHTUA-
PUHOM MIMEeT XenTyk OKpacky.

dnyopeckamHH (puc. 3.6) aBnsieTcs elle 6onee vyBs-
CTBUTE/IbHbIM pPeareHToOM, MO3BONSAKOWMM 06HAPYXM-
BaTb aMUHOKWCNOTbI B KOJIMYECTBE MOPSAKa HaHo-
rpamMmMm. Kak 1 HUHIMApWH, OH 06pa3yeT KOMMJIEKC He
TO/IbKO C aMUHOKUC/IOTaMU, HO U C ApYTMMWN aMUHaMMU.

O6pasoBaHue NeNTUAHbIX CBS3ei

Hanbonee BaXKHOW peakuueid, B KOTOPOW yyacTBYIOT
aMWHOKMCNOTbI, ABNsSieTCA 0b6pa3oBaHMe MeNTUAHbLIX
cBsizeld. Mpu 3TOM BbICBOOGOXKAaeTCA OfiHa MONeKy/a BO-
Abl (pyc. 3.7). OfHaKo peakLns OCYLLECTBNAETCA He Tak,
KakK OHa npejAcTaB/ieHa Ha PUCYHKe, MOCKO/IbKY paBHOBE-

dopmyna npu HeATpanbHOM pH

CHr—CHr—CHi—COO

NH3

Ponb

CocTaBHas yacTb KOhepMeHTa A M BUTaMUHa MNaH-
TeTenHa (rn. 17)

HaxofguTtcs B Xenun B cOCTaBe KOHbHOTAaTOB Xeny-
HbIX KucnoT (rn. 27)

Helipomeanatop, o6pasyrouniica n3 rnyramara B
TKaHu mo3sra (rn. 32)

KOHeuyHbIn NpoAyKT Katabonmsma NMpUMULNHOB,
MHOr4a 06HapyXunBaeMblii B MOYe HEKOTOPbIX
60nbHbIX (rn. 35)

0]

Yy H 20

AnaHnn-sanvH
(Ala-Val), gunentung

Puc. 3.7. CoefjMHEHMNE aMUHOKUCNOT NEeNTUAHOW CBA3bIO (3aTe-
HeHHas 06N1acTb).

CVe CUbHO CABMHYTO B CTOPOHY rMaponun3a nenTugHowm
cBsasn. [ns o6GpasoBaHWA MENTUAHON CBA3N MeXay
ABYMSA aMWHOKMCNOTaMK KapboKcuibHasa rpynna fon-
KHa ObITb MpeABapuTeslbHO akTUBMpPOBaHa. XuMUYe-
CKWUIA CUHTE3 OCYLLECTBSETCA NyTeM NpeaBapuTe/ibHOro
obpa3oBaHuA xopaHrugpuga. brnonornyeckas aktvBa-
uMa BKIKOYaeT B3ammogencteme ¢ ATP.

CBOWCTBA WHAUBUAYANbHbLIX AMWHO-
KNCNOT

CAUUUH, HaMMeHbLLUAs U3 aMUHOKMCIOT, MOXET /10-
KaNM30BaTbCs B TaKMX 061acTAX TPEXMEPHON CTPYKTY-
pbl 6ENKOBOV MOMEKY bl, KOTOPble HeOCTYMHbI APYTUM
aMUHOKUCNOTaM,
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Anndartmyeckue R-rpynnbl anaHvHa, BanuHa, Neu-
LUMHa 1 n30M1enLmMHa 1 apoMatmuyeckne R-rpynnol eHu-
nanaHuHa, TMpo3nMHa 1 TpuntogaHa rugpohobHbl; 3TO
CBOWCTBO NPUBOAMUT K OL4HOMY O4YeHb BaXXHOMY Mnocrej-
CTBUO— 06pa3oBaHnI0 YNopsa04EHHOI0 MOBEPXHOCT-
HOro CNosA MOMEeKyN BOAbl B 06/1aCTV NMOBEPXHOCTM MO-
Nnekynbl 6efnka, rae 3KCrMOHUPOBaHbI HenonspHble R-
rpynnsl. 3aps>keHHble R-rpynnbl OCHOBHbIX U KUC/bIX
aMUHOKWC/IOT UrpatoT BaXKHYK PoO/ab B CcTabunmsauun
cneumdmryeckor KoHjopmaumm 6enka nytem obpasosa-
HUS CONeBbIX CBA3e. Kpome TOro, aMMHOKMUC/IOTbI C MO-
NOXUTENbHO W OTpUUATe/IbHO  3apsHKeHHbIMM  R-
rpynnamu, a Takke TUCTUAMH MOTYT Y4yacTBOBaTb
B (DOPMUPOBAHUKN CUCTEM «MepeHoca 3apsda», KOTopble
B Xofe (epmMeHTaTMBHOroO Kartanmsa obecrneymsaroT
nepemMeLleHre 3apsija Ha 3HauyMTe/lbHble PaCCTOAHMUS.
HakoHel,, yHUKanbHasa 1 04eHb BaXKHast posib B (hepMeH-
TaTUBHOM KaTtanm3e MPUHAAIEXUT TUCTULUHY— PA
MMWNAA30/1bHOW FPYMMbl TaKOBO, YTO 3Ta aMUHOKUCIOTA
npu pH = 7 MOXeT NonepemMeHHO BbICTYMaTb B PO/ OC-
HOBHOIO WM KUCMOTHOrO KaTtanmsaTopa.

MepBUYHAsA CNUPTOBaA rpynna cepuHa v nepeuyHas
TmocnuptoBas (—SH) rpynna uucTteMHa ABNSKOTCA
B OrnpefeneHHbIX YCNOBUAX XOPOLUMMU HYKneoduiamm
M y4yacTBYIOT B (DepMeHTaTUBHOM KaTtanuse. X0oTa BTO-
pUYHas CnMpToBas rpynna TPeOHWHA TOXE ABNAETCH HY-
KNneoguiom, AaHHbIE O ee BO3MOXHOMW KaTaNMTUYeCKOW
poNn OTCYTCTBYIOT. TOMUMO KaTa/IMTUUYECKON (YHK-
umm —OH-rpynna cepuHa y4acTByeT B perynsymm ak-
TUBHOCTW HEKOTOPbIX K/IHOYEBLIX (PEPMEHTOB MeTabo-
NN3Ma, aKTUBHOCTb KOTOPbIX 3aBUCUT OT (DOChopusin-
poBaHWA OnpefeneHHbIX OCTAaTKOB CepuHa.

AMWHOKUCNOTbI He MOrnowWarT CBeT B BUAMMOM
06nactn (MHbLIMK CNOBaMW, OHM He OKpalleHbl). 3a uc-
KMIOYEHNEM apoMaTUYecKMX aMUHOKMCNOT TpunToda-
Ha, TUPO3NHA, PeHnNanaHnHa n rMCTUANHA, OHU He MNo-
rnowarwT 1 B yNbTPanoneToBoin 061actv Npu AanHax
BOJIH BbiLe 240 HM. Kak BUAHO 13 puc. 3.8, nornoweHue

Puc. 3.8. CnekTpbl nornoweHns TpuntodaHa, TMpo3nHa u ge-
HunanaHnHa B Y ®-obnactum.

6enKoB B 3TON 061acTN 06YCNOB/IEHO B OCHOBHOM TPUI-
TO(haHOM.

METOAbl PASOE/TEHNA AMWHOKNCOT

XpomaTtorpagpus

Mpn BCex xpomaTorpauyeckmx meTtogax pasgene-
HWUS MONIEKY bl pacnpedensitoTca MeXay CTalyiOHapHOW
N NMoABWKHON (hasamu (Tabn. 3.6). PasgeneHuwe 3aBuCUT
OT OTHOCUTE/IbHOIN CMOCOBHOCTU COAEPXKaLLMXCA B CMeCU
MOJIEKY K 60/1ee MpOoYHOM accoupauym ¢ 04HOM Win apy-
ro hasou.

34ecb Mbl pacCCMOTPMM B OCHOBHOM METOAbI pasfe-
NeHNA aMUHOKUCOT, O4HaKO MPUMEHEHNe 3TUX MeTo-
[,0B H/ B KOEIN Mepe He orpaHMymnBaeTCs AaHHbIMU MOe-
Kynamu.

Xpomartorpagua Ha bymare

Ceiyac 3TOT METO/, B 3HAYUTE/IbHON Mepe BbITECHEH
bofiee COBepLUEHHbIMU METOAamu, OLHaKO OH BCe e
MPUMEHSIETCA ANs pasfeneHns ammHokucnoT. O6pasubl
HaHOCAT Ha 6ymary B 3apaHee OTMEYEHHYIO TOUKY, OT-
CTYNMB NPUMEPHO 5 CM OT BEPXHEro Kpas MNoJI0CKU
(hmnbTpoBanbHON 6ymarn. 3aTem MOMOCKY MNOABELUN-
BalOT B 3aKpbITOM cocyfe, Ha AHO KOTOpPOro Hanuta
cmecb pactBoputenein (puc. 3.9).

[na pa3geneHna aMUMHOKUCIOT UCMNO/b3YHOT Nonap-
Hble PacTBOPUTENIN B BUAE GMHAPHbLIX, TPONHbLIX 1 60osee
C/IOXHbIX CMeceil BOAbl, CMMPTOB, KAC/IOT U OCHOBaHWM.
Bonee NonsApHbIe KOMMOHEHTLI PACTBOPUTENA accounm-
PYIOTCA C LLeNt010301 M 06pasyroT CTalMoHapHyto da-

Tabnuua 3.6. dr3nyeckoe coCToAHME a3 B xpomaTorpadguye-
CKMX CUCTEMax, UCMOJb3yeMbIX B 6MOXUMUN

Xpomatorpadumueckas cuctema CraumoHapHas
(hasa

MoagwkHan
(haza

PacnpegennTensHaa xpomMa-
Torpaua Ha 6ymare, B
TOHKOM C/I0€ MOPOLUKa
LLe/1110103bl, HA KOJIOHKe
C WHEPTHbIM HOCUTENEM,
MOKPbITbIM TOHKWUM C/l0-
eM  XKWMAKOCTW;  Tefb-
hunbTpauuns

Xunpkas Xunpakas

NoHoO6MeHHAs  XxpomaTo- ?

rpatums: agcopbums Ha
TOHKUX C/OSIX WU Ya-
CTULAX, 3anofIHALWNX
KO/TIOHKY

Teepgas

PacnpegenutensHas Xxpoma-
Torpagua (mexagy TOH-
KUM CNOEM XWUAKOCTU Ha
HOCUTENe N NOABUXHbBIM
rasom)

Xupgkas a3oobpasHas
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Puc. 3.9. ¥YcTpoiicTBo ansd xpomaTtorpadum Ha bymare (B HUC-
XO4ALLEM BapuaHTe).

3y, @ MeHee MONAPHbIE COCTABMAOT MOABWXHYHO (hasy.
ATO— HOpMa/lbHasA  pacrnpegenunTesibHasd Xpomarorpa-
. B pacnpenenmTenibHoOM XpomaTtorpagun ¢ obpalLieH-
HOW (hasoil MonsipHas n HenonspHas ¢asbl MEHAOTCA Me-
cTamu (gns atoro, Harnpumep, bymary npeiBapuTenbHO
Morpy»awT B pacTBOP CU/IMKOHA). PacnpegenutensHas
Xpomartorpagua ¢ obpalieHHOW (a3oir Mcnonb3yeTcs
ANA pasfeneHns HernonspHbIX NenTUAOB WAV NUNULOB;
NS TaKUX NONSPHbBIX COEAUHEHUI, KaK aMUHOKUCNOTHI,
OHa HenpurogHa. PacTBopuTenb nepemelyaetcs no 6y-
mare BBEPX WM BHU3 (BOCXOAsLLAasA WM HUCXOAALLAS
xpomartorpagus). Korga oH SOXOAUT MOYTK 4O KOHUA,
MOMIOCKY BbIHMMAKT M3 COCYAa, BbICYLUMBAKOT U 0b6pa-
6aTbIBAlOT OnpefeneHHbIM 06pa3oMm, 4YTOObl Ha Hei
NMPOSABUINCL WHTEPEeCYyloLWMe uccnefoBaTens CoefuHe-
HUSA (NpY pasgeneHn amMHOKMUCNOT UCNOJb3YOT 06pa-
60TKY 0,5%-HbIM HUHTUAPWHOM B aLEeTOHE C Moc/efyto-
MM MPorpeBaHNEM B TeYeHMe HECKONbKUX MUHYT Mpw
90—} 10 ). AMUHOKMCNOTbI C 06bEMHbLIMW HENONAPHbI-
mMun 60koBbIMK Lenamu (Leu, lle, Phe, Trp, Val, Met,
Tyr) nepemewatoTcad ObICTpee, YemM aMWHOKUC/IOTbI
c 60/1ee KOPOTKMMW HENOJIAPHbIMA GOKOBLIMW LieNsmu
(Pro, Ala, Gly) nnu ¢ nonspHbeiMy 60KOBbIMU LIEMAMM
(Thr, Glu, Ser, Arg, Asp, His, Lys, Cys) (puc. 3.10). 310
00ycC/ioBneHO 60NblUeid PacTBOPUMOCTBI  MOMAPHBIX
MOMeKYN B TMAPOPUIBHON CTauMOHapHON (hase 1 Heno-
NAPHBIX—B OpraHNYeckux pacteoputensx. OTMeTum,
4yTO B pAdy HenmonapHbix amuHokucnot (Gly, Ala, Val,
Leu) npu yBennyeHUn LANHbI HEMNONAPHOW 6OKOBOW Lie-
MW, COMPOBOXAAKOLLEMCSH YCUNEHUEM ee HEenosIspHOro
XapakTepa, yBeNMuMBaeTcAa M MOABVKHOCTb aMWHOKMK-
CNOTblI.

OTHOLLEHMe pacCToAHMA, Ha KOTOPOE MnepeMeLLaeTcs
JaHHas aMWHOKWCNOTa, K PacCTOAHWUIO, MPONAeHHOMY
(hpoHTOM pacteopuTens (o6a oHW OTCUUTLIBAOTCH OT
TOYKM HaHECeHWs CMecu amMMHOKMCNOT), 0603HauvaroT
yepe3 Rf (NOABMXXHOCTb MO OTHOLUEHUIO K POHTY pa-
cTBopuTens). 3HadeHme R{ana AaHHOW aMUHOKMCNOTHI
3aBUCUT OT YC/IOBMIA 3KCMEPUMEHTA, Hanpumep oT Tuna
pacTBopuTens. XoTa npeABapuUTENbHYHO WAEHTUDUKA-
M0 aMUHOKUC/IOTbI MOXHO MPOBECTUN UCXOAA NNLLb U3
ee 3HayeHMs R{ pekomeHAyeTCs O4HOBPEMEHHO C He-

HanpasneHve . |_}_| TouKa HaHeceHus
Murpauum
pacTteoputens I C,ys
Lys His
Asp Arg
Gly Ser
Thr Glu
Ala
Pro
Tyr
Val Met
Trp
Phe lle
Leu

Puc. 3.10. NaeHTUUKaLMa aMMHOKNCNOT, BXOAALWMX B COCTAB

6enkoB. MNocne xpomaTorpaguyeckoro pasgeneHua Ha bymare

C UCMNO/Ib30BaHUEM B KauecTBe pacTBOPUTENs CUCTEMbl OyTa-

HoN/yKCycHast Kucnota (HUCXOAALWMIA BapnaHT) aMUHOKUCOTbI
OKpawmnBaT HUHTUAPUHOM.

N3BECTHON CMECbI0 MPOBOAUTL XpoMartorpadupoBaHme
N3BECTHOW CTaHAapTHOMW CMeCVM aMMHOKMUCOT. B 3TOM
c/yyae NoABMKHOCTb Uccneayemor aMMHOKUCIOTbI MO-
YXHO OTHECTU K MOABWMKHOCTU CTaH4apTa (Hanpumep, He
R( a /?A9. Mo4BMXHOCTU, BblpaXXeHHble OTHOCUTE/IbHO
CTaHfapTa, MeHSTCA OT IKCMEPUMEHTA K SKCMEPUMEH-
TY B MeHbLUel cTeneHu, yem R{

[ns KOMMYeCTBEHHOro aHann3a aMUHOKMUCIOT Kax-
[l0e MATHO BbIPE3at0T N 3MIOMPYIOT (BbIMbIBAKOT) BeLLe-
CTBO MOAXOAALWMM pacTBOpUTE/NieM; 3aTeM MpPOBOAAT
KO/MMYECTBEHHbIN  KONOPUMETPUYECKUIA  (HUHTULPUHO-
Bbli1) aHanu3. B gpyrom BapuaHTe 6Gymary OnpbICKK-
BatOT HUHTUAPUHOM U M3MEPSAIOT C MOMOLLbIO (hOTOME-
Tpa WHTEHCMBHOCTb OKpallMBaHWA MATHA B MPOX0As-
LLEeM UM OTPaXKeHHOM CBETe.

Mpy aBymMepHO XpomaTorpagum Ha bymare obpasel,
HaHOCAT Ha OAMH W13 YI/I0B KBaApaTHOro nucra bymaru
M NPOBOAAT pasfjefieHne B OLHOWN CMCTeMe pacTBOpuUTe-
Neli. 3aTeM NIMCT BbIHUMAIOT, BbICYLUMBAOT, NOBOpPAUU-
BalOT ero Ha 90° n xpomarorpaupyroT B 4pyrom pa-
ctsoputene (puc. 3.11).

TOHKoOCcNolHasA xpoMaTorpadgus

MmeroTCA ABa YETKO pasnNunyarolmMxcs BapuaHTa
TOHKOCNOMHON XpomaTorpadun. PacnpegenutenbHas
TOHKOC/NOWHaa xpomaTorpagusa (PTCX) cxoaHa ¢ pac-
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ByTaHon/ykcycHasa kucnota/Boga (4:1:5)

2 * Touka A Asp
& HaHeceHusa LI .
«Cy, Glu
£61 A Ser
c [AspNH2 *#T hr
0oOxX
M #Ala
LyS8’ *G IuNH2
yS$8 " Tyr
(8&£ His n #Val
Argi Met # He Leu
M Tryp#
* PO *Phe

Puc. 3.11. BymMepHaa xpoMaTorpamMma aMWHOKWUCNOT, BXoas-
WMX B cocTas 6esika (BOCMpoOU3BeAeHa C HEKOTOPbIMU MOANKN-
Kauusamm m3 pabotbl Anal. Chem. 1953:25:396).

npefenuTensHONn XpomaTorpaduenn Ha 6ymare, a af-
COp6bUNOHHas TOHKoCNOHas xpomaTtorpagusa (ATCX)
OCHOBaHa Ha COBEPLUEHHO WHbIX MPUHLMNAaXx.

Mpu npoBeaeHnn PTCX Ha NOpOLLIKe LLen1t0103bl Nn
Ha ApYrnx CpaBHUTENIbHO MHEPTHbIX HOCUTENAX MOXHO
MCNO/Ib30BaTb TaKMe Xe CUCTEMbl pacTBOpPUTENe U Ta-
KWe >Xe NpoABNAOLLINe peareHTbl, Kak U npu XpomMaTo-
rpacun Ha 6ymare. BoamoxxHa n PTCX ¢ ob6palleHHOW
hasomn.

Pa3geneHue c nomowbio ATCX onpefenseTca cno-

COOHOCTbIO pacTBopuTenst (3TOT pacTBOPUTENb He 064-
3aTeNbHO $ABNSETCA OWHAPHOW WM 60Nee COXHOW
CMECbI0) 3/110MpPOoBaTh KOMIMOHEHTbI 06pa3La C MecTa ero
afcopbumm Ha akTUBMPOBAHHOM COpPOGeHTe, Hanpumep
Ha Harpetom cunukarene. ATCX npumeHnuma gnq pas-
[eNeHNs TaKUX HEMoNApHbIX COeANHEHUN, KaK NUnufpl,
HO He ANnA pa3feneHuss aMMHOKUCNOT U 60NbLIMHCTBA
nenTuaoB.

ABTOMaTM4yecKasi MOHOOOMEHHasi XxpomaTtorpadus

PasgeneHne aMUHOKUCIOT MOXHO MPOBOAUTL pas-
HbIMW MeTOoZaMW, HO ANA aHann3a aMUHOKWCIOTHOrO
coctaBa nosunenTuga nocne ero ruaponnsa 06bIYHO
MCMONb3YIOT aBTOMATUYECKYH MOHOOOMEHHYIO XPOMATO-
rpadguto. MNonHoe pasfeneHne aMMHOKUCOT, UX UAEHTU-
(pMKaumMa M KONMYeCTBEHHas OLEeHKa 3aHMMAlT MeHee
Tpex YacoB. B meToge Mypa v LLITeiiHa NCMONb3YHOT KO-
POTKYIO W A/IMHHYIO KOMIOHKW, 3aro/IHEHHbIE CMOJION U3
CY/Nb(OHNpPOBaHHOI nonncTuposa B Na+dopme. Kor-
[a KUCNOTHbIAN ruaponusat npyu pH 2 HaHOCAT Ha Ko-
JTOHKY, aMUHOKWNCNOThbI CBA3bIBAlOTCA B pe3y/bTaTe Ka-
TUOHHOTrO 06meHa ¢ Na+. [Janee KONOHKY 3MOUPYOT
pacTBOPOM LUTpaTa HaTpua MNpU 3apaHee 3anporpam-
MUPOBaHHbLIX 3HayeHMaX pH u Temnepartypbl. KopoT-
KYIO KOJIOHKY 3/IIOUPYIOT O4HUM 6Yy(hepoM, ANNHHYI—
ABYMSA. ntoaT 06pabaTbiBalOT HUHTMAPUHOM, U3MEPSS
WHTEHCUBHOCTb OKPAacKM C NMOMOLLbI MPOTOYHOrO KO-
nopumetpa. [aHHble aBTOMATUYEeCKU PErncTpupyroTcs
Ha NleHTe camonucLua U MoryT nepegaBaTbCcA B KOMMbIO-
Tep 418 BblYMC/EHMA Mowaan nog nukom (puc. 3.12).

Pac. 3.12. ABTOMaTU4eCKNin aHan3 KUCMOTHOro rmaponnsara aHgocnepma nweHuusl no Mypy v LLITeliHy Ha KOIOHKax AHY3KC-
50 (npu 55°C). 1. Ana naeHTUPUKaLMm oCHOBHbIX aMUHOKUCIOT UCNOMb3YeTCcs KopoTKasa KosoHka (5 x 0,9 cm); antomposaHue
npoBoaAT npu pH 5,28, NnpogomKUTeNbHOCTL ONbiTa 60 MUH. B. [na pasgeneHns HeMTpanbHbIX U KUC/IbIX aMUHOKWCIOT UCMO/b-
3yeTcs 6onee gnnHHasA konoHka (55 x 0,9 cm); antonpoBaHmne NPoBOAAT CHavana 6ydgepom ¢ pH 3,25, a 3atem byhepom ¢ pH 4,25.
B KayecTBe BHYTpPeHHero ctaHgapta gobasneH HopneiuH. OCHOBHbIE aMUHOKUC/IOTbI OCTAKOTCA Ha KOJIOHKE. Mpogo/mKUTeNIbHO-
CTb-onbiTa 180 MMH. dntonpyemble pakLMy aBTOMaTU4eckn 06pabaTbiBalOT HUHTUAPUHOM, MOC/e Yero U3MepsarT KX ONTuYe-
CKYI NMOTHOCTb npun 570 n 440 HM. Peructpayns npu ganHe BonHbl 440 HM UCNONb3YETCA UCKNKYNTENBHO AN UAEHTURKaLNK
NPOANHA U TUAPOKCUNPONNHa (B 3HAOCNEPME MLEHULbI OHM OTCYTCTBYHOT). (C ntobesHoro paspeweHus E. T. Mertz, Purdue Uni-
versity.)
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BbICOKOBO/bTHbI 31eKTPO(ope3 Ha MHEPTHbIX
HOCUTENAX

B 6roxnmun LWMPOKOe NpYMeHEHNe Hal 1o pasjene-
HWe aMWHOKMCNOT, MOAMNENTUAOB W ApYrux amdonn-
TOB (MONEKy/, CYMMapHbIA 3apsj KOTOPbIX 3aBUCUT OT
pH cpeabl) NoA AeACTBUEM HANOXXEHHOTO MOCTOSHHOIO
anekTpuyeckoro nons. Mpu pasgeneHnn ammHOKUCIOT
B KayecTBe WMHEPTHbIX HOCUTENei 4alle BCero WUCMosb-
3yHOT NOMIOCKN Bymaru nam TOHK1e Croun Lennn03Horo
nopoluka. PasgeneHve npoBodaT B TeyeHne 0,5—2 4 npu
HanpsxeHnn 2000—5000 B B 3aBUCMMOCTIN OT CyMMap-
HbIX 3apsA40B am(OMTOB M UX MONEKYNAPHbIX Macc.
Cpey MONIEKYN, HeCylMX OfMHAaKOBbIA 3apsfg, Gonee
Nnerkme MUrpupyroT GbicTpee. Ho 6onee BaXHbIM Napa-
MEeTPOM MpWU pasfeneHnmn ABNASETCA CyMMapHbIi 3apsj,.
MeTof NpUMEHSETCS ANs pasfeNeHns amUHOKMCNOT,
HW3KOMOMNEKYNSIPHbIX NEenTUAO0B, HEKOTOPbIX 6eNKoB,
HYKNeoTUA0B 1 caxapoocgaro. Obpasel, nomewaroT
Ha HOCUTe/lb, CMaymBaroT 6yepom npu COOTBETCTBYIO-
wem pH v coegmHAT ¢ 6ydepHbIM pe3epByapoM Mnosio-
CKOW (hunbTpoBasibHOW Gymarn. bBymary npukpbiBaloT
CTEKNAHHOW NNaCTUHKOW WUAWM NOrpyXarT B yrneBofo-
POAHbLIA PacTBOPUTENb ANA OXNaxXAeHus. B anekTpuye-
CKOM NOJie MOJNEKY/bI, HecyLme npy gaHHom pH oTpu-
LaTe/IbHbIN 3apsag, MATPUPYIOT K aHoAy, a Te, KOTopble
HECyT NONIOXUTENbHbIV 3apsad,— K KaToay. [anee BbiCy-
LUEHHYIO 3NeKTpodoperpaMmy «mnposBAAKT» HUHIUA-
puHOM (Mpu paboTe ¢ aMMHOKUCNOTaMW, nenTugamu)
AN U3MEPSIOT MornoweHne B Yd-ceete (npu paboTte
C HyKneoTmgamu).

Bbibop pH onpegensietca 3HadeHusimu pK aucco-
UUMPYIOLWNX Tpynm, BXO4AWMX B COCTaB MOEKYN CMe-
cu. Mpu pH 6,4 rnyTamat 1 acnaprtaT HecyT 3apag — 1
N OBUXYTCA K aHOAy; pasfefieHne UX OCYLLeCcTB/AeTCs
bnarofaps pasiMyunio B MOJIEKYNSAPHOM macce. JIn3uH,
aprMHUH N TUCTUAMH OBWXKYTCA B NPOTMBOMO/IOXKHOM
Hanpas/fieHUW, a Bce apyrve aMMHOKUCOTbI, BXoAdLLMe
B cocTaB 6enka, octatoTcA BO/IM3M MecTa HaHeceHus.
Mpwv pa3geneHnm NenTnAoB, 06pa3oBaBLLNXCS B Pe3y/ib-
Tare PepmMeHTaTUBHOIO pacLiensieHns, yMmeHoLleHe pH
[0 3,5 NMpMBOAUT K YBEMYEHUIO 3apAfa KaTUOHHbLIX
rpynn v obecneymBaeT nydllee pasfeneHue.
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[lenTnabl

BukTop Poayann

BBEAEHWE

Korpa Kap60KCI/U'IbHaFI n aMmuHorpynmna aMMHOKN-
C/NIOT COEAMNHAKOTCA, o6pa3yﬂ nenTnagHyrw CBA3b, COOT-
BETCTBYHOLLNE aMUHOKMNCNIOTLI NpespallaloTca B aMUHO-
KUCNOTHbIe OCTaTKKW. [enTung cocTouT 13 ABYX Unu 6onee
dMWHOKNCMNOTHbLIX OCTaTKOB, CBA3dHHbLIX MNENTUAHbIMU
cBasamu. MNentngbl 13 6onee yem 10 aMUHOKMCNOTHbIX
OCTAaTKOB Ha3bIiBakOTCA MnoannentTunaamu.

BMOMEOVNUNHCKOE 3HAYEHWE

MenTnabl UMEKT 04YeHb 60/bLLIOE BMOMEANLMHCKOE
3HayeHne; 0COGEHHO BefMKa WX POJSib B 3HAOKPUHOSIO-
run. MenTngamu ABNAKOTCA MHOMME BaXHEWLINE TOPMO-
Hbl YenoBeka. X 4acTo HasHayaloT 60/bHbIM A5 KOp-
PEKLUMN COOTBETCTBYHOLWENA HeloCTaTO4HOCTU. CaMbli
N3BECTHbIN NpUMep— BBEAEHME UHCYNNHA 60NbHbLIM Ca-
XapHbIM AnabetoMm. MNenTugamy SBAAOTCS TakXKe pas-
NNYHbIE aHTUOMOTMKKN (Ba/IMHOMULMH, rpamMuumanH A)
N HEKOTOPbIE NMPOTUBOOMYXO/EBbIE NpenapaTbl (Hanpu-
mep, 6neomuumH). Pa3paboTaHHble B NocneaHue rofsbl
MEeTOAbl BbICTPOr0 XMMNYECKOr0o CUHTE3a NenTUAo0B Mo-
3BONNNN HanaguTb NPOU3BOACTBO MENTUAHLIX FOPMO-
HOB B 3HauYMTeNbHbIX KOMMYEeCTBax; 3TO pa3peLumno
MHOr1e nNpo6aembl, MOCKOMbKY 00bIMHO FOPMOHbI MpK-
CYTCTBYKOT B OpraHuM3Me >XMBOTHbIX B O4YEHb MasiblX
KOHLEHTpaUMAX U UX TPYAHO BbIAENNTbL B KONNYECTBAX,
[IOCTaTOYHbIX [AN18 TepaneBTMYeCcKuX uenei. Mo Ton xe
TEXHOMOrMN OCYLLLECTBNSIETCA CUHTE3 U APYrMX Nentu-
[0B, KOTOpble BBMAY WX Manoro COAepXaHus TOXe
TPYAHO BbIAENSATb U3 NPUPOAHBLIX UCTOYHUKOB; B YacT-
HOCTM, 3TO OTHOCUTCS K BUPYCHbLIM NenTuaam, UCrosb-
3yEMbIM B KauyecTBe BaKL|VH.

CTPYKTYPA TENTVNAOB

O6LLMe CBeIeHNS 0 CTPYKTYype nentuia

Ha puc. 4.1 n3obpaxeH TpunenTtua, COCTOSAWMIA U3
aMWHOKMC/OTHbIX OCTaTKOB anaHnHa, LUCTeNHa 1 Banu-
Ha. OTMEeTMM, UTO TPUNENTUA COAEPXUT TPK 0CTaTKa, HO
He Tpu nenTuaHble cBA3u. CTPYKTypy nentuaa NpUHATO

21573

AnaHus LUuncrtenHnn BanuH

Puc. 4.1. CtpyktypHad ¢opmyna Ttpunentuga. lMentugHble
CBA3N ANA HArngfHOCTM 3aTeHEeHbI.

n3o6paxkatb Tak, 4Tob6bl N-KOHLEBON OCTaTOK (copep-
Xalnin cBo6oaHYH a-aMUHOTPYNNy) pacnonarancs cne-
Ba, a C-koHuUeBoM ocTaToOK (cO cBOGOAHOW a-
KapboKCWUNbHOW rpynmnoi)—cnpaea. TakoW nenTug
MMeeT TOJIbKO OfHY CBOOOAHYO a-aMUHOrpynmny v ToMb-
KO OfHY a-KapbOOoKCW/bHYH rpynny. 9TO crpasea/vBo
ANsi BCEX NOAMNENTNAOB, KOTOPble 06pa3oBaHbl TONLKO
aMWUHOKUC/IOTHBIMW OCTaTKamMW, COEAUHEHHbIMW ApYr
C ApYroMm nenTUAHbIMK CBA3SIMKM, 06pa3oBaBLUMMUCSA
MeXay a-aMUHOrpynnon n a-kapboKCWUIbLHON rpynmnon.
B HekoTOpbIX nenTugax KoHLeBas amMWHOrpynna wumm
KOHLeBass KapboKcunbHas rpynna moanduumnpoBaHa
(MpMMepoM MOFYT CAYXWUTb auuibHOEe MPOU3BOAHOE
aMUHOTpynnbl UM aMng KapboKCUAbHOR rpynnbl) 1, Ta-
KUM 00pa3oM, He ABNSieTCS CBOOOAHOMN.

3anncb CTPYKTYPHOI (hopmy/nbl NenTUaoB

YKaXem camblii npocToil crnoco6 3anucu. Bo-
MepBbIX, HAPUCYEM «OCTOB» W3 CBA3AHHbIX APYr C ApY-
rom a-NH2 un a-COOH-rpynn » w©n3 aromoB a-
yrnepoga. 3Tu rpynmnbl YepeayoTca BAOMb OCTOBA Lie-
nu. 3aTeM NOACOEAUHUM K a-yrnepofaHbIM aToOMaM CO-
OTBETCTBYHOLLNE 6OKOBbIE rpynmbl. Onuwem 3Ty npoLie-

oypy noapo6Hee.

1 BbluepTumM 3Mr3aroo6pasHyto IMHUIO MPOM3BO-

NbHOW ONNHBI U ,u,o6aB|/||v| cnesa N-KOHLEBYH aMUHO-
rpynny:
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2. BcTtpoum B LeMNoYKy a-yrnepoAHble aToMbl, a-
KapOOKCU/MbHYIO 1 a-aMUHHYHO Tpynnbl:

0]

0]

3. MpucoeanHum cooTBeTCTBYtOWME R-rpynnbl (OHM
3aTeHeHbl) 1 aTOMbl a-BO0pOAa K a-yrnepofHbiM aTo-
MaMm:

SH

o H 2 H
h2n '& al o
> [\ | «co
H CH. o H >Nch
CH CH,

Glu-Ala-Lys-Gly-Tyr-Ala
E A K G Y A

Puc. 4.2. MpepacTtaBneHne NepBUYHON CTPYKTYPbI rekcanentu-

[la C MOMOLbI TPexOYKBeHHbIX M 04HOOYKBEHHbLIX 0603Haue-

HWA aMUHOKMCNOTHbLIX OCTATKOB. [laHHbIV rekcanenTug cogep-

XuT Ha N-koHue rnytamart (Glu. E). a Ha C-KoHUe anaHuH
(Ala, A).

MepBUYHasA CTPYKTypa nentuaa

JNInHeinHas nocnegoBaTe/lbHOCTb aMUHOKUCNOTHBIX
0CTaTKOB B MOMUMENTUAHOW LEnu HasblBaeTCs MnepBuy-
HOM CTPYKTypoOi nentuga. Utobbl onpeaennts nepBuy-
Hyl0 CTPYKTypy [lonvnentuga, HY>XHO YCTaHOBWUTb
UNC/MO, XMMNYECKYIO CTPYKTYPY M MOPSALOK Pacrosioxe-
HUS BCEX aMUHOKMUC/IOTHbLIX OCTATKOB, BXOAALLUX B €ro
COCTaB.

MonunenTtuapl (6enkn) moryT cogepxatb 100 n 60-
Nee 0CTaTKoB, MO3TOMY TpPaAWLUMOHHbIE CTPYKTYPHbIE
(hopMy bl OKa3blBalOTCA HEYA0OHLIMU ANs NpeAcTaBe-
HUA NEPBUYHON CTPYKTYpPbl. «XMMUYECKAs CKOPOMUCH»
NCNONb3YeT NMNM60 TpexOyKBeHHble, NM60 OLHOOYKBEH-
Hble 0603HaYeHNsi aMUHOKUC/IOT, BbIMUCaHHbIE BO BTO-
pom cTonébue tabn. 3.3 (puc. 4.2). MNpn HanveHoBaHUN
nenTuga ero paccMaTpuBaloT Kak npoussogHoe C-
KOHLIEBOr0 aMWMHOKMC/IOTHOrO OCTaTKa.

Ecnn nepenyHaa CTpyKTypa 04HO3HAYHO yCTaHOB/e-
Ha, TO TPexXOyKBeHHble 0603HAYEHMA aMUHOKUCIOTHbIX
OCTaTKOB COeAMHAKT 4epToukamu. OHOOYKBEHHbIE
00603HaYeHNs YepTOUKaMMN He COeAUHAIOT. Ecnn Ha Ka-
KOM-TO y4acTKe NOAUNENTULHON Leny TOYHbIA NOPSAOK
CNefloBaHNS aMWUHOKUC/IOTHbIX OCTaTKOB HEW3BECTEH,
3TW OCTaTKWU 3aK/NK4akT B CKOOKN U pasfensatoT 3ans-
ToiMU (puc. 4.3).

Glu-Lys-(Ala, Gly, Tyr)-His-Ala

Puc. 4.3. TentanenTtuj, cofepXalinii y4yacTOK, TO4Has mnep-
BUYHaA CTPYKTypa KOTOPOro He yCTaHOB/IeHa.

®d13n0I0rNYecKmne NOCNeacTBUA NU3MEHEHWIA
B MEPBUYHOI CTPYKType

3ameHa BCero OfHOM aMWHOKMCNOTbI Ha APYryto
B IMHENHOW nocnegosaTenbHOCTN 13 100 n 6onee amu-
HOKUC/IOT MOXET MNPMBECTU K CHVDKEHWIO WM MOJHOM
notepe 6MONOTMYECKOW aKTMBHOCTWU MenTuga, a 370
noB/eyeT 3a cob60i BecbMa Cepbe3Hble nocneacTens (B
KayecTBe NpuMepa MOXXHO MPUBECTU CeprioBMAHOK/Ee-
TOYHYHO aHemuto; CM. . 6). MHorne Hacnefyemble Ha-
pyLieHnsa Metabonnsma 06ycnoBneHbl UMeHHO OAMHOY-
HbIMW 3ameHaMmy Takoro Tuna. C pasBUTMEM HOBbIX
MOLLHbIX METOAOB oOnpeAeneHns CTPYKTYpbl 6enkos
n OHK ypganocb BbIACHUTb OGMOXMMUWYECKYHO OCHOBY
MHOIMX HacnefyemblX 60/1€3HeN, CBA3aHHbIX C HapyLLe-
HUAMK MeTabonmama.

NOHHBIE ®OPMbI MEMNTNL0B

MenTngHaa (ammngHasa) rpynna ocTaeTcs HesapsKeH-
HOW Npwn BCeX U3MoNornyecknx 3HaveHusx pH. Obpa-
30BaHMe NenTuaa n3 aMMHOKUCAOT npu pH 7,4 conpoBso-
XAaeTcq NnoTepein OAHOro OTPMLATENbHOrO M OAHOr0
MONOXUTENbHOIO 3apsAja Ha KaXkayto 06pa3oBaBLUYHOCS
NenTuAHYo cBA3b. OQHAKO NenTuabl Npu usnonormye-
CKMX pH HecyT cymMmMapHbIid 3apsf, NOCKONbKY 3apsXKeH-
HbIMK SBNAOTCA C- 1 N-KOHUEBbIe rpynnbl U CBA3aHHbIE
C a-yrnepoHbIMy aToMaMu 3apsHkKeHHble GOKOBbIe Lienu
(tabn. 3.1).

MonunenTuabl, Tak e Kak aMMHOKUCNOTbI U Apyrue
3apsKeHHble MOEeKY/bl, MOXHO BbIAE/UTb C MOMOLLbIO
METO/I0B, OCHOBaHHbIX Ha pa3fAeneHuny no 3apsgy (3nek-
Tpodopes, MOHOOOMeHHas Xpomartorpadgus). 3HavyeHue
pK C-KOHUeBOW KapbOKCWAbHOW Tpynnbl nosvnenTunga
BblLLIE, YeM Y a-Kapb6OKCUIbHOM rpynnbl COOTBETCTBYO-
wein amuHokucnotel  (T.e. nentugHas COOH-
rpynna— 6onee cnab6ass Kucnota). NpoTOHUPOBaHHas
N-KOHLieBass aMMHOrpynna, HanpoTuB, ABNSETCA 6onee
CU/IbHON KucnoTon (¢ 6onee HM3KMM 3HadeHvem pK),
4yemM amMMHOrpynna COOTBETCTBYHOLLEN CBOBOAHOW aMu-
HOKMCNOTbI, OT KOTOPOW OHa npowusowna (Taén. 4.1).

Tabnuua 4.1. 3HauveHnsa pA'4na rauumMHa U rMuMHOBBIX MenTU-
[loB

PAI(COOH) pA(NHnN)
Gly 2,34 9,60
Gly-Gly 3.12 8,17
Gly-Gly-Gly 3,26 7,91
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KOH®OPMAUWMA MEMTNAOB B PACTBOPE

TeopeTnyeckn NenTug MOXeT HaXxO4MTbCA B CaMblX
pasHO06pa3HbIX KOH(POPMALMOHHbLIX COCTOSHUAX (T.e.
MMeTb MHOXECTBO BapuaHTOB MPOCTPAHCTBEHHOrO pa-
CnosioxXeHns atomos). OAHaKo, cyas No UMEKLWUMCSA
[aHHbIM, B pacTBOpe Anana3oH BO3MOXHbIX KOH(opma-
LM HeBeNWK. Hannumne npenmyLLecTBeHHbIX KOH(opMa-
LM 06YC/IOBNEHO TaKUMK (PAKTOpaMu, KaK CTepUYecKme
orpaHuyeHus, Ky/noHOBCKME B3aNMOLENCTBIUSA, BOLOPOL-
Hble CBA3N U rnapodobHble B3ammogencTsmsa (rn. 5).
Kak n B cnyyae 6enkoB, (m3nonornyeckas akTMBHOCTb
nonunenTugos (Hanpumep, aHrMoTeH3MHa 1 Basorpec-
CWHa) TOXE 3aBUCUT OT UX KoHdopmaumum (rn. 45, 48).

®PU3N0M0rNYecKN aKTUBHbIe NENTUAbI

JKMBOTHbIE, pacTUTeNlbHble U GaKTepuasibHble KieT-
KN cOofepXXaT MHOXECTBO pasHbIiX nonunentugos (OT
3 fo 100 aMMHOKMCNOTHBLIX OCTaTKOB), 06nafatoLLnx
BbICOKOW (PU3MO0IOMMYECKO aKTMBHOCTbIO. HekoTopble
M3 HWUX, B 4YaCTHOCTU OONLLUIMHCTBO MOAMUMENTULHBIX
rOPMOHOB MJIEKONUTAIOWMNX, COAEPXAT TONbKO nemn-
TUAHbIE CBA3M, 00pa3oBaHHble MeXAy a-aMMHO- U a-
KapbOoKCW/IbHOM rpynnamu ABaguaTu L-
a-aMUHOKMCNOT, BXOAAWMX B cocTaB 6enkos. OfHaKo
B nmonunentuaax (HO He B 6enkax) MOryT CofepXaTbCs
N Apyrue aMUHOKMUCNOTbI WX NPOU3BOAHbIE OObIYHbIX,
BCTpeyaroLmxca B 6enkax, aMMHOKMCNOT. [pusegem
HECKO/IbKO NMPYMepoB TaKoro pofa.

KopoTkre nonunentugbl 6pagvKMHUH U KaiMauH
BbI3bIBAlOT paccnabneHue rnagkux Mbill U ABAAIOTCS
NPOAYKTaMN OrpaHMYeHHOro npoTeonn3a creymguye-
CKnx 6enkoB nniasmbl. MOCKOMbKY 3TX NenTUAbl Npouc-
XOAAT U3 6eNKoB, OHWN CofepXKaT TO/IbKO aMUHOKWKC/O-
Tbl, BCTpeyaroLwmecs B 6enkax:

Arg-Pro-Pro-Gly-Phe-Ser-Pro-Phe-Arg
BpagnKUHWH
Lys-Arg-Pro-Pro-Gly-Phe-Ser-Pro-Phe-Arg
KannnguH

[FnyTatnoH (puc. 4.4) BCTpeyaeTca BO BCEX BMAax op-
raHM3MoB; 3TO aTUMNUYHbLIA TpUNenTuid, B KOTOPoM N-
KOHLEBOW rnyTamMaT W UUCTEMH CBSA3aHbl He a-
NenTUAHON CBA3bID. B opraHusme 4yenoBeka U Apyrux
YXMBOTHbIX FNyTaTUOH HeobxoAum Ana paboTbl psga
(hepmeHTOB. 10 UMetOWMMCA NpeacTaBfeHUAM, rnyTa-

SH

H—C—NH3+
Coo-

Puc. 4.4. TnytaTuoH (Y-rnytamuiymucTenHuUNranLmH).

TWUOH BMECTe C (PepMeHTOM ryTaTUOHPeAyKTa3on yya-
CTBYeT B 06pa3oBaHMM «MpPaBU/bHbIX» AACYbOULHBIX
cBsi3er BO MHOIrMX 6enkax v noannenTuaHbIX ropMOHax
(rn. 5).

MonunenTtugHble aHTUOMOTUKK, CUHTE3NPYEMbIE
rpmbamm, 4yacto cogepxar Kak D-, Tak u L-
aMWUHOKUCNOTbI, & TaKXe HEKOTOpPble aMUHOKNCOThI, HE
BCTpeyvatoLmecs B 6enkax. Mpumepamm MOryT CY>XUTb
TUPOLUANH U TPAMULUUANH S— LUKIUYECKME NONUNEN-
TUAbI, cofepxaHve D-theHunanaHuH N «HebGenKoBYHO»
aMUHOKNCNOTY OPHUTUH. CUHTE3 3TUX NONMNenTuaoB
OCYLLECTB/SAETCA He B pubocomax.

ElLe o4HUM NPUMEPOM CNYXXUT TUPeONnGepuH (puc.
4.5). Ero N-KoHUeBOW rnytamaT LUMKIN30BaH ¢ 06pa3o-
BaHMeM ocTaTka MuUpornyTaMMHOBOM Kucnotbl, a C-
KOHLeBas KapboKcuibHasa rpynna nposanHa aMmanmposa-
Ha.

Puc. 4.5. TupeonnbepuH (MUpPOrnyTamuarucTUANANPOINH-

amup).

B opraHusme MeKonuTaloWMX CUHTe3MpyeTca Mo-
NUNenTug, BKIOYaOWMA HECKONbKO MOMAUMENTUAOB,
noTeHUMianbHO 06nagatoWmnx HrU3nonorM4eckon akTme-
HOCTbO.  B-J/INNOTPONUH— rMNO(U3aPHbIA  TOPMOH,
CTUMYNUPYIOLWMIA OCBOOOXAEHME >KUPHBIX KUCNOT U3
YXMPOBOIN TKaHW,— COLEPXXUT aMUHOKMUCNOTHbIE MocC/e-
[0BAaTe/IbHOCTN, WAEHTUYHble NOC/ef0BaTe/IbHOCTAM
HEKOTOPbIX APYrMX MONAUMENTUAHLIX TOPMOHOB C MHOM
(hM3M0NOrNYECKOn aKTUBHOCTLIO (pUc. 4.6). STOT BbICO-
KOMOJNEKYNAPHbLIA NOMUNENTUA CNYXUT NpPeLIecTBEH-
HWKOM MOMMMNENTUAOB MeHbLUero pasmepa.

METO/Abl PASOENEHUNA MEMTNAOB

XpomaTtorpagusi 1 BbICOKOBO/IbTHbIN
anekTpodopes

911 meToAbl (rn. 3) NPUMEHUMbI ANS pa3feNeHns He
TONbKO aMUHOKMCIOT, HO M HU3KOMO/EKYNSPHbIX MOMN-
nenTuaoB.

Menb-ounbTpaumns

Mpn aBTOMaTUYECKOM CeKBeHWpoBaHUK (onpegene-
HAM aMWUHOKWUC/IOTHOM NOCNefoBaTe/IbHOCTN) WUCMNONb-
3yt0T KpynHble (30—100 ocTtaTkoB) nentugbl. OfHAKO
MHOrve AeHaTypupoBaHHble BbICOKOMOJIEKYAPHbIE MO-
NUNENTUAbl 0Ka3blBaTCA HepacTBOPUMbIMU. ITO CBA3a-
HO C TeM, YTO rMApPO(O6HbIE OCTATKW, paHee YKPbITble
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Tr-3HoopdmH
a-OHAopdmH
- ]

i MeT-3HkedanmH |

Puc. 4.6. MepBrYHaa CTPyKTypa B-nunotponunHa. dparMeHT, BKAOYaoWwmii octatkn 41 —58. cooTBeTCTBYeT MeNaHOLUTCTUMY-
nupytouiemy ropmoHy (B8-MCT), a ¢parmMeHT, COCTOAWMIA M3 OCTaTKOB 61—91, BKAOYaeT MOCAeA0BATE/NbHOCTM YKa3aHHbIX
3HAOP(UHOB.

BHYTPU MONEKY/bl, NPN AeHaTypaunm MOryT 3KCNOHU-
poBatbCA. Takue nonunenTuabl MOXXHO B MpuHLUKNE pa-
CTBOPUTb B MOYEBMHEe, CNNPTAx, OpPraHNYecKnx Kucno-
TaxX U OCHOBAHMUAX, HO 3TO OrpaHNYMBaET BO3MOXKHOCTU
nocneaytoLLero pasgeneHua nenTuaoB ¢ NOMOLLbIO MO-
HOOOMeHHOM  Xpomartorpagpuu.  Bnpouyem,  renb-
(hmMnbTpaymo KpYMnHbIX rMApodOo6HbIX NENTULO0B MOXHO
npoBoAnTbL B 1—4 M MypaBbMHOM UM YKCYCHO KUC/IO-
Te (puc. 4.7).

XXunakocTHaa xpomartorpagms Ha KONoHKax
C obpalleHHON (ha3oi NMpu BbICOKOM AaB/ieHUU

MOLLHbIM MeTOAOM OYMUCTKN BbICOKOMOMEKYNSP-
HbIX HEMONAPHbLIX NENTUAOB SBNAETCA XUAKOCTHAsA XPO-
mMaTorpagus npu BbICOKOM [aBNEHUU Ha HEMONSPHbIX
mMaTtepuanax ¢ Ucrnonb3oBaHUEM ANS 3/HOMPOBAHMS MO-
NAPHbIX pacTBopuTeneid. Puc. 4.8 unnoctTpupyeT pasge-
NeHVe C MOMOLLbI0 3TOro MeToda Tex e 6pomumaHo-
BbIX ()parMeHTOB (heTanbHOro FNo6KHa YenoBeKa, KOTo-
pble urypupoBanm Ha puc. 4.7. COBMECTHO UCNONb3YS
renb-unbTPaLMI0 1 yKasaHHbI METOZ, MOXHO pasfe-
NNTb CNOXHbIE CMeCU NenTUAO0B, NOMyYeHHbIe MyTeM Ya-
CTUYHOro NpoTeonusa. Ons pas3feneHns KpynHbIx nen-
TU0B CO3/aHbl HOBble CTaLMOHAPHbIE (ha3bl.

BbICOKOBO/bTHBLIV 3n1eKTpodopes
Ha MOJIEKYNAPHbIX cUTax

B 3TOM MeTOfle WCMO/Mb3yHTCA OfHOBPEMEHHO
W pasfeneHune no 3apagy, 1 ahhekT MONeKynapHOro cu-
Ta. B KauecTBe cuTa NMPUMEHAIOT Kpaxmaa W araposy,

a Takxke nonumep akpunammnga (CH2= CHCONH2 ¢
nonepeyHbIMK CLUMBKaMK. Ecnin anekTpodopes NpoBoau-
TCS B nonnakpunammgHom rene (MATID), To pacTeop 6en-
Ka HaHOCAT Ha HacbllleHHble 6ydepom 610KM MONK-
akpunammpa, «npowwnToro» MeTuaeHomcakpuiammnaom
(«6uc») (cTeneHb clumBaHus 2—10%) nnm Apyrum aHa-
NOTMYHLIM CLUMBAOLWNM peareHToM. [ns nNposiBneHuns
NCMNONb3YKT KyMaccu cuHuin unu Ag+ (nonmnentugpl),
OpPOMMCTBIN 3TNAMI (NONIMHYKNeOTUAbI) U T.4. Becbma
pacrnpocTpaHeHO MCMoMb30BaHWe 3neKTpoopesa B Mo-
NNaKpuIaMnMaHOM refe B AeHaTYPUPYIOLWMX YCOBUSIX.
Benok nporpesalT M 3aTeM MPOBOAAT 3NeKTpodopes
B NPUCYTCTBUM [eHaTypupyrLNX areHToB— Moye-
BUHbI U pogeumnncynbara Hatpusa (ACH), 4ToObI
co34aTb YCNoBusA, 6naronpuaTHble A0S pasjeseHuns
MONeKy/ no pasmepy. Anektpodopes B NMATM-ACH wwu-
POKO WUCMNONb3YeTCcAa ANA ONpeaenieHnss MOJEKYNAPHON
maccbl 6e/IKOBbIX CyObeMHUL,; METO/, OCHOBAH Ha cpas-
HEHWUW NX NOABUXHOCTM C MOABUXHOCTLIO CTAHAAPTHBIX
npenapaToB WM3BECTHOM MONEKYNSAPHOM MaccChl.

OMNPEAETEHVNE AMVNHOKWC/IOTHOIO
COCTABA TENTMNAOB

Mpexae BCero nyTem ruaponvsa paspyLlaroT nen-
TUAHbIE CBA3W. MOCKONbKY Npu HeliTpanbHbiX pH nen-
TUAHbIE CBS3M CTAGUNbHbI, MPUMEHSIOT KUCNOTHBIN UK
LLeNIOYHOM KaTanns. DepMeHTaTUBHbIA KaTanu3 ans
MONIHOIO FUAPONM3a MeHee NpurogeH. MonHbIA rnapo-
nn3 6efka Ha cocTaBsAOLLINE aMUHOKMCNOTbI Hensoe-
YKHO COMPOBOX/AeTCA YacTUYHOI MoTepeli HEKOTOPbIX
aMWUHOKUCNOTHbIX OCTAaTKOB. Jlyuylle BCEro MpOBOAWTb
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Puc. 4.7. lenb-thunbTpaumsa 6pomynaHosbix (CB) pparmeHTOB

theTanbHOro rnobuHa 4yenoBeka. Xpomartorpadus npoBefeHa

Ha KONOHKe cegagekc G-50, ypaBHOBEWEHHON 1%-HbIM

HCOOH, ¢ nocnegytoweli anoLmein Tem Xxe pacteopom. Hy-

Mepauuns hparMeHToB a- 1 y-Lenein nponssonbHa. (C no6esHo-

ro paspewenus J. D. Pearson et al., Department of Biochemi-
stry, Purdue University.)

rngponus B 6 n. HCI npn 110°C B BaKyyMWpPOBaHHOWA
amnyne. B 3TuX ycnoBuAX MNOMHOCTbIO paspyLlalTcs
TpUnNToMaH K UUCTEMH N YaCTUYHO UMCTUH. B npucyt-
CTBMM MeTa/NIoB Hab/oAaeTcq vyacTMyHas noTeps Me-
TUOHWHA U TUPO3UHa. TNyTamMuH K acnaparvH Konuye-
CTBEHHO Je3amuAunpyroTca B rnytamat un acnaprtat. Co-
[ep>kaHue cepyHa 1 TPeOHMHA TOXe OKa3blBaeTCs 3aHu-
YKEHHbIM, NpMYeM B TeM 60/bLUIEIR CTENEHW, YeM [0/bLUe
NpoBOANTCA TMAPONN3. HakoHeLl, HEKOTOpbIe CA3K Me-
Xay HenTpanbHbiMn octatkamm (Val-Val, lle-lle, Val-
lle, lle-Val) paxke yepe3 20 4 rnAPONN3YIOTCA NIULb HA
50%. OO6bI4HO MapannenbHble NPo6bl FMAPONN3YIOT
B TeueHue 24, 48, 72 1 96 u. 3aTeM fAaHHbIE MO CepuHy
N TPEOHWHY HAaHOCAT Ha rpaduk B nonynorapugpmMmye-
CKOM MacLuTabe v NpoBOAAT 3KCTPANONALMNIO K HY/EBO-
MY MOMEHTY BpeMeHW. 10 Ba/IMHY U N30N1ENLUHY KCMO-
Nb3YKT pe3ynbTaThl, NONYyYeHHbIe Npy 96-4acoBOM TUA-
ponuse. AMKapb0oHOBbIE KUCOTbI U UX aMUAbl onpege-
NAKTCA CYMMapPHO U perncTpupyrotcs Kak “GIx” nam
“Asx”. LUIMCTEMH U UMUCTUH A0 rnaponusa npespailaroT

Puc. 4.8. XXugkocTtHas xpomaTtorpadgus ¢ obpalleHHOW (a3oii

Mpu BbICOKOM [aBNeHUN: Npopub 3110MPOBaHNSA GpOMLMaHO-

BbIX (CB) hparmeHTOB (heTanbHOro rnobuHa venoseka. Hyme-

pauus parMeHTOB a- U y-Lenei nponssosibHa. (C no6e3Horo

paspewweHns J. D. Pearson et al., Department of Biochemistry,
Purdue University.)

B KMCNOTOCTabW/bHble  NPOM3BOAHbIE  (HanpuMmep,
B LMCTEMHOBYIO KuUcnoty). [Ons aHanusa TpuntodaHa
MPOBOAAT LLENOYHOW TMAPONN3; NPU 3TOM NPOMUCXOAAT
paspyLUeHne cepumHa, TPEOHUHA, aprMHMHA U UMCTenHa
M pauemMm3almsa Bcex aMMHOKMCAOT. M0 OKOHYaHUW rug-
pONN3a aMWHOKMC/IOTHbIA COCTaB MOXHO OMpefennTb
C NOMOLLbIO aBTOMATUYECKON MOHOOOMEHHOW XpoMaTo-
rpacdmm (cm. puc. 3.12) nUnun XXMUAKOCTHOW XpomaTtorpa-
(hun nof faBneHWEM.

OMPEAENNEHME MEPBUYHOWM CTPYKTYPbI
NOJIMMENTVNAOB

Yxe 6oriee TPeX AeCATUNETMIA MUHYO C TEX NOp, Kak
CeHrep nopasuni GMOXMMUYECKUIA MUP, YCTAHOBMB C MO-
MOLLLbHO XMMUYECKMX U hePMEHTATUBHbLIX METO/0B NOJ-
HYIO MEePBUYHYI0 CTPYKTYPY FOPMOHA MHCYNuHa. Mog-
xo CeHrepa cocTosin B cneaytowieM. CHavyana oH pas-
Lenvn ABe NonMnenTuaHbIe Lenu nHeynmHa, A n B, n ga-
nee NPoBeN Ux crneumnduyeckoe pepmMeHTaTUBHOE PacLlie-
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MeHne Ha HeboNbLUKE NeNTUAbI, COAepXKaLlne nepekpbl-
BaloLLMecs yyacTku nocnefosaTensHoCTU. OH pasgenun
atn nenTuabl n, Ncnonb3ys peareHT 1-
(hTop-2,4-AMHNTPOGEH30N (purc. 4.9), naeHTUpMLMpoBan
nx N-KOHLeBble ocTaTkn. Kpome TOro, OH onpegenun
aMWUHOKMCNOTHbLIA COCTaB MenTMAOB U B UTOre CMOr
YCTaHOBUTb UX CTPYKTYpy. CpaBHMBaA nocnefoBaTteslb-
HOCTM NepeKpbiBaloLWMXCA NenTuaoB, OH OAHO3HA4YHO
YCTaHOBW/T NEPBUYHYIO CTPYKTYpPY 06emx Lenein, A n B.

B o6wmx 4eptax ctpaTernsa CeHTepa coxpaHunia
CBO€ 3HayeHue M L0 HaluWX AHel, Of4HAKO 3a UCTeKLIue
JecaTuneTns 6olnn paspaboTaHbl ABa HOBbIX NOAX0AA,
KOTOpble MPOW3BeNN PeBONOLUIO B ONpeaeneHnun nep-
BUYHOM CTPYKTYpbl nonnnentugos (6enkos). lMNepBbii
Nnoaxo/[ OCHOBaH Ha pa3paboTaHHO DaMaHOM B 1967 T.
aBTOMaTUYeCKOW npouefype Noc/nefoBaTeNbHOro OT-
wenneHna n naeHTUgpmKaumm N-KOHLUEBbIX aMWUHOKM-
C/MOTHbIX OCTaTKOB B BUAE UX PEHUNTUOTNAAHTOUHOBbIX
Npou3BoAHbIX. BTOpO nNoaxoa cBsizaH ¢ MeTOA40M, pas-
pabotaHHbIM CeHrepom W, He3aBucuUmo, Makcamom
n 'mnbepToM, NO3BONSAKOWMM NPOBOAUTL ObICTPOE
N OLHO3HAYHOE CEKBEHMpPOBaHWEe reHa, KOAMpYHOLLero
paccmaTpuBaeMblil 6e10K. OnTUManbHasa cTpaTerus co-
CTOWUT B O4HOBPEMEHHOM MCMO/b30BaHMM 060MX NOAXO-
[0B. ABTOMaTn4yecKaa gerpagauns no 3amaHy, HaMHO-
ro 6onee 6bICTPas N0 CPaBHEHWUIO C MepBOHaYasibHbIM
py4YHbIM MeToAoM CeHrepa, TeM He MeHee CU/IbLHO YCTYy-
MaeT no CKOpoCTM MeTopam cekBeHupoBaHua [AHK
U conpshkeHa ¢ pagom TpyaHocTed. C apyroii CTOPOHbI,
cekBeHunpoBaHne OHK He Bcerga faeT OAHO3HA4YHYIO
MepPBUYHYIO CTPYKTYpPY mccnegyemoro 6enka. I'naBHbIM

H R
O,N H —N-CH -COOH
HF
NO2
H R
o2n N-CH-COOH
Puc. 4.9. Peakuuns aMUHOKUCOTHI c 1-gpTop-

2,4-nnHnTpobeH3oniom (peareHToM CeHrepa). PeareHT HasBaH
B YeCTb HobGeneBckoro naypearta (1958 r.) 6uoxmmuka dpepge-
puka CeHrepa, KOTOpbI MCMONb30Ban €ro Ans onpegesieHuns
MepBMYHOM CTPYKTYpbl WHCYyNMHA. BHauane apunupytot
(C KONMMYecTBEHHbIM BbIXOAOM) BCEX CBOOOAHbIE aMWUHOTPYyr-
Mbl, Mocne ruaponusa  nentuga  ob6bpasywTca  2,4-
OUHUTPOMEHUT-NPON3BOAHbIE  aMUHOKMCNOT, obnagatoLime
SPKOW XXeNnToi okpackoi. KonnyecTBeHHbIN aHann3 aTux npo-
M3BOAHbLIX OCYLLECTBAAKT CMNEKTPOMPOTOMETPUYECKAMUN Me-
Togamu. C  gUHUTPOTOPOEH30/IOM  pearupyroT  Takxe
e-aMuVHorpynna nunsvHa, MMugasonbHad rpynna rucTuinHa,
OH-rpynna Tupo3uHa n SH-rpynna uuctenHa. AuHuTpode-
HUMIbHbIE TPYMMbl He OTWEMAKTCA MPU KWUCMOTHOM TUA-
ponM3e N WUCMONb3yTCA ANA uAaeHTUUKaumMy N-KOHLEBbIX
aMWHOKWCNOT B nonunentugax.

OC/IOXXHEHVEM NPU CEKBEHWPOBAHUN 3YKapUOTUYECKUX
reHOB fAB/MIAETCA MPUCYTCTBUE BHYTPU reHa HATPOHOB (11
38), KOTOpble He CUMTLIBAKOTCA B XO4e 3KCMPeccum 1 He
npeAcTaBfieHbl B 3penioM 6enke. B To e BpeMs 60/b-
WM NPenMyLLecTBOM MeToAa cekBeHMpoBaHua AHK
ABNSAETCA OTHOCUTENIbHAA NIErKOCTb OBHAPYXXEHUA U Cce-
KBEHMPOBAHUA YYaCTKOB, MPUCYTCTBYIOLLNX TOMbKO
B NpeALlecTBeHHVKe 6enka 1 oTWensemMbiX rnpu ero co-
3peBaHMK. Takum o06pa3om, cekBeHMpoBaHue [AHK
N aBTOMaTMyeckasa npoueaypa 3AmMaHa [AONONHAKT
ApYyr Apyra; uxX COBMECTHOE UCMNO/Ib30BaHNE KOPEHHLIM
06pa3omM U3MEHWUI0 U pacLUMpPUo Halln 3HaHWUA O nep-
BUYHON CTPYKTYype 6enkoB. CekBeHnpoBaHme AHK Mbl
paccmoTpum B rn. 38, a npouenypy damMaHa—B cre-
AYIOLEeM pasgene.

ABTOMATUYECKOE OMPEAENEHME
AMUHOKUNCIOTHOW
MNOCNEAOBATENBLHOCTW MOJUMNENTUAOB
METOAOM 3JMAHA

PasfeneHune Ha NNHEHbIEe nonnnenTngbl

MoneKkynbl MHOrMX 6enKoB cogep>xat 60/iee 0gHOM
NMONUNENTMAHOM Lenn; 3TN Lenun cBA3aHbl N1M60 HeKoBa-
NEHTHbIMU CBA3AMW, 60 ANCYNbPUAHBIMA MOCTUKA-
MW. M03TOMY NepBbIM LLAroM LO/MKHO ObITb BblAeNeHue
UHAMBUAYaNbHBIX MONUMENTUAHBLIX Uenei. [uccouna-
L0 HEKOBANIEHTHO CBSi3aHHbIX MOIMNENTUAOB MPOBO-
AAT C NOMOLLbIO AeHaTypupyroLWnX areHToB (Mo4YeBU-
Hbl, TyaHUAUHIAPOXN0PUAA), KOTOPble pa3pbiBatoT BO-
[OPOAHbIe CBA3N. AncynbPuaHble MOCTUKN paspyLuaroT
C NOMOLLbKO OKMCNAIOLLNX M BOCCTaHaB/IMBAOLLMX areH-
TOB (puc. 4.10). 3aTem NPOBOAAT XpoMaTorpapuyeckoe
pasfeneHne nonunenTUaoB.

PacluenneHne nonunenTuaa Ha parmMeHThl,
NPUroAHble 4151 aBTOMATUYECKOro
CEKBEHMPOBaHUS

Mpnbopbl ANd aBTOMATMYECKOro CeKBEHWPOBaHWS
(cekBeHaTopbl) paboTaloT Hambosnee ahPeKTUBHO, KOr-
fa annHa nonunenTtugos coctasnfeT 20—60 oCcTaTKOB.
3TN TpeboBaHUA B 3HAYMUTENLHOW Mepe cnocobCTBOBa-
NN pa3paboTKe METOAO0B pacLueneHns nonvnenTuios
Ha (pparmMeHTbl HY>KHOro pasmepa v ux o4nMCTKN. OCHOB-
HOW 3afjayeil CTano He nosyvyeHne 60/bLLOrO yncna Ma-
NbIX ()parMeHTOoB, NPUTOAHbIX ANA PYYHOr0 CEKBEHUPO-
BaHWSA, a pacLyen/ieHne Ha mManoe YMCo KPYMHbIX dpar-
meHTOB (0T 30 4o 100 ocTaTKoB). IMpu 3TOM Xenartesib-
HO OblNO OCYLECTBUTb MOJIHOE BbICOKOCMEUN(UYHOE
pacLuensieHe no orpaHUYeHHOMY YUCY CBA3E. DTUM
TpeboBaHUSAM OTBeYaeT pacLiensieHne ynmaHoreH6poMu-
aomM (CNBr), TpUncuHOM u 0-1o[0306€H30/10M.

A. CNBr. lNpeaBaputenbHO NpoBOAAT MoAUGMKA-
LMI0 OCTaTKOB LMCTEMHA MOAOYKCYCHOM KMUCNOTON. [a-
nee ¢ nomowbio CNBr cneuuduyecks pacliennsoTt
cBasn Ha COOH-cTOopoHe OT OCTaTKOB METUOHWHA,
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Puc. 4.10. [iBe coceHMe NONUAENTUAHbIE LIenn CoeqUHeHbl AN-

CYNbPUAHOI CBA3bIO (3aTeHeHa). PacuienneHve 3TOi CBA3N Ny-

TEM OKMWC/eHUs HafMypaBbMHON KUCNOTOM (Cnesa) unuv nytem

BOCCTaHOBNEHUA R-mepkanToaTaHo/sOM (cnpasa) MpUBOAMT

K 06pa3oBaHunio ABYX NENTUAO0B, COAEPXKALLMX OCTATKN LuUcTen-
HOBOW KUCNOTbl MAN LUCTEMHA COOTBETCTBEHHO.

B G0NbLUNHCTBE C/y4aeB C KOIMYECTBEHHBIM BbIXOA0M.
OcTaTtkn MeTMOHWHA B NOMMENTUAaX BCTPevaroTCcs 40-
CTaTOYHO pefKo, MO3TOMY B pe3y/ibTare Takoro pactie-
MneHns obpasyroTca NenTuAHbIE PparMeHTbl Xenaemo-
ro pasmepa.

B. TpuncuH. TpuncuH pacuiennset csasn Ha COOH-
CTOPOHe OT OCTATKOB /I31HA 1 aprmHmMHa. YTobbl orpa-
HUYUTb YNCNO MECT pa3pbiBa, OCTaTKW NiM3nMHA Mpejsa-
pUTENIbHO MOAUUUNPYIOT LUTPAKOHOBLIM aHrMapu-
AOM (peakums HOCUT 06paTUMbI XapaKTep); B pe3y/b-
TaTe NOJIOKUTE/IbHBIN 3apAL 0CTaTKOB /IN3MHA 3aMeHsie-
TCS Ha oTpuuaTenbHbll. Mogugmkaumsa ocTaTtkos apru-
HUHA MeHee LenecoobpasHa, NOCKOJIbKY OCTaTKU NN3N-
Ha BCTPeYarTca OTHOCUTENIbHO Yaule. OaHAKO OHa 6Obl-
BaeT nonesHa Ana fancHenwero pacuwennedms CNBr-
(hparMeHTOB.

B. 0-1040306eH30/1. OTOT peareHT crneympuyeckm n
C KOMMMYECTBEHHbIM BbIXO40M pacLuensisieT CpaBHUTE b-

HO peakue cAsn Tuna Trp-X. MpeaBapuTebHOM 3aLLK-
Tbl APYrMX OCTATKOB MpW 3TOM He TpebyeTcs.

[". TwgpokcnnamuH. [napokcunamuH “pacliennset
CpaBHUTENbHO PefKo BCTpevarowmecs csaAsn Asn-Gly,
HO BbIX0A He ABNAETCA KONYECTBEHHbLIM.

. Mpoteasa n3 Staphylococcus aureus V8 pactie-
nnset ceAsn tuna Glu-X, npeumyLLecTBeHHO B TeX C/y-
yasx, kKorga X—runapogobHoli octatok. CeAsb Glu-
Lys He pacliennseTca. 3Ta peakumsa nonesHa Takxe and
nocneaytoulero pacuienneHns CNBr-tparmeHTos.

E. MArkuin KuCNoTHbIM ruaponms. PaclienneHunto
noABepraroTca pPefAKo BCTpevarouinecs ceasu Asp-Pro.

[ByX-Tpex HabopoB ()parMeHTOB, 06bIYHO Moy4ae-
MbIX MpU pacLenieHnn UCXOAHOro nonunentuia no
octatkam Met, Trp, Arg 1 no cesAsam Asn-Gly, BmecTe
c cybparmeHTaMu, Mosly4YeHHbIMU MPU AONONHUTENb-
HOM pacLienneHnn, 06bI4YHO OKa3blBaeTCA A0CTaTOYHO
AN5 onpejenieHns NosHOM NepBUYHON CTPYKTYpPbI NOSN-
nentuga. Ecnun He BO3HMKaeT KakKUX-1Mb0 HenpeasuaeH-
HbIX TPYAHOCTEW B OYMUCTKE (DparMeHTOB, TO NpU LON-
YKHOW TLLaTeNIbHOCTM ANs BCei npoueaypbl HE06X0ANUMO
BCEro HecKoJ/IbKO MUKPOMO/e Nnonunentua.

®parMeHTbl  ouMWalT C  MOMOLWbLI  Tefb-
(MnbTpauuUn B YKCYCHOW WM MYPaBbUHOWN KMCNOTE
(puc. 4.7), ¢ NOMOLLbIO >XMAKOCTHOW XpomaTorpagumm
C 06palLleHHO (ha30il NpY BbICOKOM AaBnieHun (pwc. 4.8)
NN MOHOOOMEHHOI XpomaTtorpaun Ha gocgoLennto-
Nno3e UM Ha cynbodeHnn-cedasekce.

PeareHT 3amMaHa M peakuusa damaHa

Mpy aBTOMATMYECKOM CEKBEHWPOBAHWN BMECTO pe-
areHTa CeHTepa NpUMEHAT peHnnn3oTrmounaHaT (pea-
reHtT SamaHa); B pesysibTaTe peakuun npoucxoguT oT-
wenneHve N-KOHLEBOro octarka B Buie ero oeHnNTuno-
rMAaHTOMHOBOrO MPOU3BOAHOrO (peakums JOamaHa;
puc. 4.11).

Bce peakumn npoTeKkaroT B MNJIEHKe pacTBopa, KOTO-
pas MNoOKpbIBaeT CTEHKM BpallaroLlencs uunnHapude-
CKOM Kamepbl. 3TO 06/1eryaeT 3KCTPakL Mo U NOCNesyo-
Lee yaaneHue pacteoputenied. HeCKONbKO (hpM Bbiny-
CKatoT npubopbl, MO3BONAIOLWNE MNPOBOAUTL MOJSHO-
CTb0 aBTOMAaTM3MPOBAHHOE ONpejeneHne nocnefosare-
NIbHOCTW nonunenTuaos, cogepxxawmx go 30—40 octart-
KOB (B HEKOTOPbLIX cyyasax go 60 unu gaxe fo 80 ocrtar-
KOB) 3a OfivH NPOroH. B npnbop 3anoxeHa nporpamma
nocnefoBaTeslbHOro OTwWenseHns -no  3damaHy N-
KOHLIEBbIX OCTATKOB nonunentuga. Nocne otwenseHns,
BblJENEeHNA N UAEHTUMPUKALUN MCXOAHOW N-KOHLIEBOW
ammHokucnoTbl (puc. 4.11) obpasyeTcsa 34MaHOBCKOe
MPON3BOAHOE CNeaytoLwein aMMHOKUCOTbI U T. 4. N aeH-
TUPUKALUNIO (PEHUATUOTMAAHTONHOBBLIX MPOU3BOAHbIX
MPOU3BOAAT C NOMOLLbIO XMAKOCTHON XpomaTtorpagum
nog fasneHveMm. Ha Takom npubope MOXHO ornpefe-
NUTb NOCNeA0BaTeNbHOCTb 3HAUYUTENLHO 6Gofee AJ/INH-
HbIX Y4YaCTKOB, YeM NpPW CEKBEHWPOBaHWUM BPYYHYIO,
npuyem ropasgo bbicTpee.
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B3anmogeiictBne nentuga ¢ heHnnn3o-
TMoumaHaTtomMm (peareHTom dimaHa)

H R' 0]
deHnNTMOrnjaHTonHOBasA Kucnota

H +Hutpo-~ H,0
mMeTaH

®EeHUNTUOTUAAHTOUH U NenTug,
YKOPOUEHHbIl HAa OfjMH OCTaTOK

Puc. 4.11. Obpa3oBaHue PEHUNTUOTMLAHTOMHA U3 aMUHOKMU-
cnotbl (MM N-KOHLeBOro octaTka nonunentuga). ®eHnIn3o-
TMoumaHaT pearupyeTr ¢ aMUHOrpynnamum amuMHOKUCNOT WK
nenTuaos ¢ obpasoBaHWeM (EHUNTUOTMLAHTOUHOBLIX MPO-
n3BoAHbIX. Mocnegytowas nx o6paboTka KMCNOTOW B pacTBo-
pUTENaX, He cofepXalmx ruapokcunbHbix Tpynn, NpuBoOAUT
K UMKAIM3auumM npousBOfHbIX C 06pasoBaHWem (EHWUNTUOTU-
[JAHTOMHOB. OTa peakuus, No3BoNAOLWAA MAEHTUOULMPOBATD
N-KOHLEBOI OCTaTOK MenTuia, UCMosb3yeTcsa Npu aBTomMaTu-
YECKOM CEKBEHWPOBAHUW MONUMENTULOB.

YCTaHOBNEHMe MOMHOV MePBUYHON CTPYKTYpPbI
NyTeM CPaBHEeHWsI Noc/efoBaTe/IbHOCTEN
nepekpbIBalOLLNXCS NenTUA0B

MMocneHuiA Wwar coCcTOUT B BOCCO34aHMM NOC/ef0Ba-
TeNbHOCTU, B KOTOPOM MPOCEKBEHMPOBAHHbIE MENTUAbI
pacrnonarasncb B MCXOQHOM 6efike. 15 3TOro Heo6xo-
AVMO MMeTb MenTUAbl, NMONYYeHHble pasHbIMW MeToAa-
MW B pe3ynbTaTte paspbiBa 6e/1KOBOW Lenn B pasnyHbIX
MecTax (Hanpumep, C UCMO/b30BaHWEM TPUMCUHA N XU-
mMoTpuncuHa). ConocTasme NocnefoBaTeNbHOCTN MOy-
YeHHbIX MenTuAoB, OAHO3HAYHO YyCTaHaB/MMBAKOT Mep-
BMYHYIO CTPYKTYpY (puc. 4.12).

Mentng X Mentng Y

Mentng Z

/ — [V 2— '

C-KoHugeBOM N -KOHL,EBOVA

doparmeHT doparmeHT

nentuga X nentnga Y

Puc. 4.12. Ncnonb3yd nentug Z, nocnefoBarte/isHOCTb KOTO-

pOro nepekpbiBaeTcsa € Noc/efoBaTe/lbHOCTAMM NenTuaos X

n'Y, MOXHO YCTaHOBUTb, YTO B UCXOLHOM 6Genke nentuibl X
n 'Y pacnonaratca B nopagke X-»Y, HO He Y->X.

ABTOMATUYECKWNW CUHTE3 MENTNAOB

C MOMOLbIO KNACCUYECKUX XUMWUYECKMX MeTOZ0B
yAanocb CUHTe3MpoBaTb OKTanenTuibl Ba3onpeccuH
N OKCUTOLMH, a no3gHee— OGpagnKNHUH, O4HAKO BbIXO-
Abl KOHEYHOro npogykta Obln CTONIb HU3KMMM, UTO
HeNb3s OblI0 HafEeATbCA Ha BO3MOXHOCTb CUMHTe3a 60-
nee L/IMHHLIX NOAUNENTUAOB UK 6enkoB. ATy 3adavy
yAanoch pewnTb MeTo40M aBTOMaTUYeCcKoro TBepho-
(pa3HOro CcuHTe3a, paspaboTaHHbIM Meppuduagom.
Becb npouecc NpoBoAnTCA B OAHOM COCYAE, B KOTOPbIN
aBToMaTU4YecKu Mo 3aflaHHOW nporpamme, 4yepes orpe-
[e/leHHbIe NMPOMEXYTKWN BPeMEHU, [,06aBNAOTCA peareH-
Tbl, YAANATCA NPOAYKTbI U T. 4. Mpouecc cocTouT u3
cnefyroLmx 3Tanos.

1 AMWHOKMCNOTa, KoTopas OyAeT HaxoAuTbCsA Ha
C-KOHLe nonunenTtuaa, NPUcoeanHAETCA K HepacTBOpK-
MO YacTMUUKe CMOJIbl.

2. BBoguTtca BTOpas amMMHOKMCNOTA C NpegBapuTe-
NbHO 6NOKMPOBAHHOW COOTBETCTBYHOLWMM peareHToM
aMUHOrpynnon, U B NPUCYTCTBMM [AernapatupyoLLero
areHTa guvuyuknorekcunkapbéognnmmaa obpasyercs nen-
TUAHas CBS3b.

3. bnokupytowas rpynna oTwennseTca KUCNoTou;
Npu 3TOM 06pasyoTcsa ra3oobpasHble NPOAYKTbl, KOTO-
pble y4anatoTCs.

4. Ctagun 2 n 3 NOBTOPAKTCA CO CnefytoLen npu-
coeinHAeMoi (BTOPO) aMUHOKUCNOTOM, fanee c Tpe-
Tbei, 1 TaK A0 TexX Nop, Noka K 4acTUYKe CMOJIbl HE OKa-
XKETCA NPUCOefNHEHHBIM NOMTHOCTLIO CUHTE3NPOBAHHbIN
nonunenTug.

5. MonunenTtung OTWENNSETCA OT YaCTUUKN CMOJIbI.

Mpouecc NpoTeKaeT BbICTPO M C NPEKPACHbIM BbIXO-
AoM. Ha o6pa3oBaHMe KaX0i NenTUAHON CBA3M 3aTpa-
4yMBaeTCca 0KOM0 3 Y. ATUM METOAO0M 3a 8 cyT Oblna CUH-
Te3upoBaHa A-uenb MHCyNMHa (21 ocTtatok) u 3a 11
cyT— B-uenb (30 octatkoB). Haunbonee Bblgatowmincs
pe3ynbTaT COCTOS/1 B MOSTHOM CUMHTE3e MaHKpeaTuue-
CKOW pnboHykneasbl (124 octaTka; puc. 5.10) ¢ 0bwum
BbIXOAOM 18%; 3TO Obln MepBbli CUHTE3NPOBAHHBLIN
(hepMeHT. 3TO JOCTMXEHNe 03HAMEHOBAsIo Co60M Hava-



MenTugbl 41

N0 HOBOW 3pbl HE TO/IbKO B 06/1aCTU U3YUYEHNS CTPYKTY-
pbl 6eKa, HO U B CMEXHbIX 06/1aCTAX, HanpumMep B M-
MYHOMOIMN, B NPON3BOACTBE BaKLUMH, a TakXXe, BO3MO-
YKHO, B MeAuUUHE Npu nedveHUn 60ne3Hen, CBA3aHHbIX
C BPOXKAEHHbIMW HapyLleHUaMn metabonumama. Pag u-
310N10MMYECKM BaXKHbIX MENTUAOB Obl1 CUHTE3UPOBaH U3
L-aMWUHOKMC/IOT C MOMOLLb0 MEeTOA0B, MCKIHYaKLLNX
NX pauemMm3aLmio; nonyyeHHble NPOAYKTbI B NOMHOW Me-
pe o6nagann U3N0NOrMYecKoi akTUBHOCTbIO. pume-
pamu cy)aT OKTanenTuabl OKCUTOLNH M Ba30OMNPECCUH,
afpPeHOKOPTMKOTPONHbIA ropMoH (AKTI) u menaHo-
UMTCTUMYNNPYIOLWMIA TOPMOH (rn. 45).
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Benkun: cTpyKTypa u CBOWCTBA

BukTop Poayann

BBEAEHUNE

Bce 6enkun SBNAKTCA BbICOKOMOEKYNSPHLIMW NOMN-
nenTuaaMn. Y CMOBHYHO FpaHuLy MeXay KpynHbIMWU Mno-
nunentungamn n 6enkamm o6bI4YHO NPOBOASAT B 061aCTK
mos. macc 8000— 10000. MpocTble 6eKn cogepxar To-
NbKO aMWHOKWUCNOTLI, a C/IOXHble— eLle U HeaMUHOKMK-
CNOTHblE KOMMOHEHTbI: FeM, NPOU3BOAHbIE BUTAMWNHOB,
NUNUAHbIE UMW YTNEBOAHbIE KOMMOHEHTLI. B 3TOI rnase
Mbl PaCCMOTPMM CBOMCTBA NPOCTbIX 6EMKOB. YHUKa/b-
Hble CBOMCTBA CMELUU(UNYECKMX CMIOXHbIX 6E/IKOB, B TOM
yucne reMonpoTenmHoB (rn. 6), FMMKONpPoTenHOB (. 54)
M nunonpoTenHos (rn. 26), 6yayT pacCMOTPEHbI NO34-
Hee, KaK W CBOWMCTBa MPOCTbIX GENKOB C YHWKa/IbHOM
CTPYKTYPOR, TakmMX, Kak KONnareH uU COKpaTUTe/bHble
6enkun (rn. 56),

BMOMEONUMHCKOE 3HAYEHWE

Benkun urparT LeHTPanbHY POJib B MPOLIECCax Xu-
3HeeATe/IbHOCTU KNeTOoK (NpUMepoM cryxaT (pepmeH-
Tbl) U B POPMUPOBAHUM KNIETOUHbBIX CTPYKTYp. AHaniun3
cofep>kaHns B KPOBU OnpefesieHHbIX 6e/IKOB 1 hepMeH-
TOB LUMPOKO WUCMOSb3YeTCA B AMArHOCTUYECKUX Lensx.
B yacTHOCTW, Npu 3a60/1€BaHNAX MEYEHN JMarHocTuYe-
CKOe 06c/efjoBaHNe HEMPEMEHHO BKIKOYAET 31eKTPOgo-
peTnyeckoe ornpeseneHie 0THOCUTEIbHOTO COAep>KaHus
anbOyMWHOB W rN06YNMHOB B MNa3Me KpoBu. AHanu3
cofiepXXaHus B nsasMe NNNOMNPOTEUHOB U UMMYHOT/0-
OY/IMHOB C MOMOLLbIO 3/1EKTpOdpopesa N Apyrux MeTo-
[,0B 0ObIYHO UCMONb3YETCA NPU LMArHOCTUKe cneundm-
YECKMX TWUMOB TUMEPAUMNONPOTEMHEMUM N UMMYHHbIX
HapyLeHud. Moya YenoBeka B HOPMe He COLEPXUT 6eri-
KOB; NO3TOMYy O6Hapy>XeHue B MOYe faxe HebOsbLInX
Konu4yecTB 6esika (MPOTEMHYPUS) C NOMOLLbK COOTBET-
CTBYIOLLMX NabOpaTOPHbIX aHANN30B CMYXUT BaXKHbIM
rnokasatesieM 3ab0/s1eBaHUA NOYEK, B YACTHOCTW pas3fny-
HbIX (POPM HedpUTOB.

KJTACCNPUNKALNA BEJIKOB

Y 0oBNETBOPUTENIbHON  YHMBEPCA/IbHOW  CUCTEMBI
Knaccugukaumm 6enKoB He CyLlecTByeT. iMeeTca nuilb
HECKO/IbKO 06LLeynoTpebuTeNnbHbIX CUCTEM Kriaccupu-
Kauuy, 4acTMYHO NPOTMBOPeYalUMX OfHa ApYrow.
C TOYKM 3peHUs KntodeBbliX CBOMCTB 6E/IKOB BCE OHM
NMEIT OrpaHNYeHHYH0 LLeHHOCTb. O4HAaKO 3TN CUCTEMBI
M COOTBETCTBYIOLAA TEPMUHOMIOIUS WCMOMNb3YHOTCA
B K/IMHUYECKNX nabopatopusx, NoaTomMy MMeEeT CMbIC/
BKpaTue paccMoTpeTb MX. Mbl 06CyaUM TiaBHble 0CO-
GEHHOCTM CUCTEM Knaccupukaumm 6enKoB, OCHOBAHHbIX
Ha pacTBOPMMOCTU, (hopMe MOMeKY/, PYHKLMAX, PU3N-
YECKMX CBOMCTBAX M TPEXMEPHOW CTPYKTYpe.

PacTBOpMMOCTb

Knaccumkaumns 6eKoB, OCHOBaHHast Ha UX pacTBO-
puMocCTHK, 6bina BBefeHa B 1907—1908 rr. 1 ncnosb3ye-
TCA A0 CUX NOP, OCOBEHHO B KIMHWYECKON GUOXMMUWU
(tabn. 5.1). CTporo YCTaHOBMEHHbIX TpaHUL, MeXay

Tabnuua 5.1. Knaccuukauma 6enkoB, 0OCHOBaHHas Ha ux pa-
CTBOPUMOCTH

AnbOYyMUHBI PacTBOpMMbI B BOZE U COMEBbLIX PacTBO-
pax. He uMeloT ocobeHHOCTei B
CMbIC/Ie  COfepXaHus OTAeNbHbIX
aMWUHOKNCNOT

CnabopacTBOopvMbl B BOAE, HO XOPOLLO
pacTBOPMMbI B COJIEBbIX PaCTBO-
pax. He wnmelT ocobeHHOCTel B
CMbICNe COLEPXaHUs OTAe/bHbIX
aMWHOKKCOT

Pactsopumbl B 70—80%-HOoM 3TaHofe,
HO HepacTBOPMMbI B BOAe 1 B abCo-
NOTHOM 3TaHosie. boraTbl apruHu-
HOM

PacTBOpUMbI B COMEBbIX pacTBopax

HepacTBopuMbl B BOZE W COMEBbIX pa-
ctBopax. [1oBbILWEHO cofep>kaHue
Gly, Ala, Pro

FNo6ynnHbl

MponamuHebl

[MCTOHBI
CkneponpoTeunHsl
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Knaccamu He cyulecTByeT. Hanpumep, 4eTKoe pasrpaHu-
YeHVe MeXay anbobymMuHamu v rnobynmHamm HeBO3MO-
YKHO, eC/IN UCXO4UTb TONIbKO M3 MX pacTBOPUMOCTHU B BO-
[ie V1 ConeBblX pacTBopax. [1o3aTomy rnobynnHbl nogpas-
[EeNAT Ha MCeBAOrnobyNnHbl, NErko pacTBOPUMbIE
B BOAE, W 3yrnobynunHbl, HepacTBOPMMbIE B BOAE, CBO-
604HOI OT conei.

dopma MoneKyn

Ecnn ncxogntb M3 OTHOLLEHMS oced (NPOLOJIbHOM
1 MOMNepeyvyHon), MOXHO BblAeNnNTb ABa 60/bLUMX Knacca
6enKoB. Y rnobynsipHbIX 6e/1KOB OTHOLLEHWE COCTaBNSET
meHee 10 1 B 60NbLUNHCTBE Cly4aeB He NpeBblwaeT 3—
4. OHU XapaKTepu3yrTcs KOMMNaKTHON YKNaAKoW nonu-
NenTUAHbIX Uener. Mpumepamun CNy>XaT UHCY/NUH, alnb-
OYMUHbI U TNO6YNHbBI M/1a3Mbl, MHOTUE epMeHTbI. du-
OpUNIApHbIE 6e1KN, Y KOTOPbIX OTHOLLEHWE OCE NPeBbI-
waet 10, COCTOAT M3 My4YKOB MNOAUMENTUAHBLIX LEnen,
CNUPasibHO HaBUTbIX APYT Ha ApYra 1 CBA3aHHbLIX MeXAay
co6oil nonepeyHbIMU KOBaJIEHTHBIMU UM BOLOPOAHbI-
MU cBs3aMKU. TMpumepamun cnyxaT KepaTuH, MWO3WH,
KonnareH n puopuH.

PYHKUNU

Benkn MOXHO KnaccugpuumpoBaTb B COOTBETCTBUM
C UX 6MONOrNYeCKUMM QPYHKUUAMK, HaNnpUMepP, MOXKHO
nogpasfenuTb 6e/IKh Ha CTPYKTYpPHbIe, KaTaIMTUYecKme
N TpaHCMopTHble (Tabn. 5.2). B cBOKO o4yepedb KaTanum-
Tuyeckne 6enkn  ((hepmeHTbl), KOTOPbIE BK/OYaKOT
OONbLMHCTBO Pa3/IMYHbIX TUMNOB 6e/IKOB, MOXHO NOA-
pasfennTb B COOTBETCTBMM C TUMOM KaTainsupyemoi
nmn peakummn (rn. 7).

du3nyeckme cBONCTBA

Ansa psga 6enkoB, NPeACTaBNSIOWMX MeANLMHCKUIA
WHTEPeC, CYLLECTBYIOT CreLnann3npoBaHHble CUCTEMbI
KnaccuguKaLmm, no3sonsioLue ycTaHaBIMBaTb pasfin-

Ta6nuua 5.2. OCHOBHblE PYHKUUN GenkoB

OyHKLUSA Benkn

Katanutuyeckas ®PepMeHTHI

CokpatuTtenbHas AKTWUH, MWUO3UH

Perynauua pabotel  [UCTOHbI, HETUCTOHOBbLIE AAepHble 6Gen-
reHos Kyt

[TopmMoHanbHas WHcynnH

3awnTHas ®un6pPUH, UMMYHOTNOBYNINHBI, UHTepde-

POH

PerynatopHas KanbmofynuH

CTpykTypHas KonnareH, anacTuH, KepaTuHbl

TpaHcnopTHas AnbbYMUHbI  (NEpPeHOCAT OUIMpYy6UH,

XXVPHbIe KUCNOTbI UT. 4.), remorno-
6uH (Kucnopog), NMNONPOTEMNHbI
(pa3nuuHble nunuabl), TpaHchep-
pUH (>Keneso)

yms B npefenax CeMencTB CXoAHbIX 6enkoB. Hanpumep,
LUMPOKO MUCMNOMb3YIOTCA ABE M 06CYXAaeTCcs TPETbA CU-
CcTeMa HOMEeHK/aTypbl IMNonpoTenHoOB nnasmel. B nep-
BOW CMCTEME NUMNONPOTEMHBI KnacCUu@uuUupyoT B COOT-
BETCTBUWN C NX NOBEAEHNEM B 3NEKTPUYECKOM WU/ FpaBu-
TaUMOHHOM ToOfie; TakK, Ha OCHOBe 3/ieKTpodopeTnye-
CKOWN nofABMXHOCTU npu pH 8,6 pa3nuyaloT «CTapTo-
Bble» a,-, a2, B- 1 y-nMnonpoTenHol. BTopas cuctema
Knaccuukaumm nunonpoTenHOB OCHOBaHa Ha UX MoT-
HOCTW B rMapaTtupoBaHHOM COCTOAHMU; B 3TOM C/lyyae
pasnuMyaroT XUAOMUKPOHbLI, JITTOHI, AMHIM, JINBI
n JINOBTI (rn. 26). Bo3MOXeH 1 TPeTWid TUM Knaccupu-
KaLun, OCHOBaHHbIA Ha MEePBMUYHON CTPYKTYpe anoben-
KOB. B 3TOIN cucTeme pa3nuyatoT LWeCTb KI1accoB NNMOo-
NPOTEMHOB MNasMbl, XapakKTepusyrloLWnxca npucyT-
cTBuem anobenkos A, B, C, D, E n F coOoTBETCTBEHHO.
ANo6enKn MOXHO pasfinyatb, UCMoMb3ys MMMYHO/OIU-
YyecKue Kputepuu.

TpexMepHasi CTPYKTypa

Benku MOXHO pa3rpaHM4YMBaTh 1 HA OCHOBaHWUMW TO-
ro, UMeT NN OHW YETBEPTUYHYHD CTPYKTYpY (CM. HU-
%e). Kpome Toro, LieHHOI OCHOBOW AN KnaccuguKaLmm
6ENKOB CMYXXWUT CTPYKTYPHOE CXOACTBO psaa 6enkos,
BbISIBIIEMOE FNaBHbIM 06Pa3oM C MOMOLLbIO PeHTre-
HOBCKOIA KpucTannorpagun. Hanpumep, 6enku, cBs3bl-
BalOLLME HYKNeoTuAbl, 06bIYHO XapaKTepusyoTcs npu-
CYTCTBMEM B UX TPETUYHOI CTPYKTYpe «HYK/EOTU/CBS-
3bIBAOLLEr0 AOMEHa» W, BO3MOXHO, SABNAKTCS 3BOSIO-
LIMOHHO PO/ACTBEHHbIMU GenKamu.

CBA3N, OTBETCTBEHHbIE 3A
POPMUNPOBAHVE CTPYKTYPbIl BEJTKA

MepBUYHasA CTPYKTypa 6eNKOB (DOPMUPYETCA B pe3y-
NnbTaTe coefuHeHWs L-a-aMMHOKUCIOT nenTuAHbIMU
ceA3amMmn. O6 3TOM CBUAETE/NIbCTBYET MHOXECTBO pas-
NNYHBIX JAHHbIX, O4HAKO Hanbonee ybeanTeNnbHbIM [0-
KasaTeNlbCTBOM CTa/l XUMWYECKUA CUHTE3 WHCY/NMHA
N PUBOHYKNeasbl, OCYLLEeCTB/EHHbIA NyTeM NocfefoBa-
TENbHOTO  COEAMHEHWA aMUHOKMCNOT  NenTUAHbIMU
CBA3AMMN.

CTpyKTypa 60/bLLIMHCTBA 6ENKOB CTabUNN3MpyeTca
ABYMSA KfaccaMu MPOYHbIX cBs3eil (MenTUAHbIX U AUCY-
NbMAHLIX) 1 Tpemsa Knaccamm cnabblx csszen (BoLO-
POAHBIX, TMAPOPOBHLIX M 3NEKTPOCTATUYECKMX, T. €. CO-
NeBbIX).

JKeCcTKOCTb I'IEI'ITI/I,QHOVI cBA3N

B CTPYKTYpHbIX (hopmMynax MenTUAOB CBSA3b MEXAY
KapbOoHUNBLHOWM rpynmnoi n aToMoM a-a3oTa u3obpaxae-
TCA KaK OAMHapHas, 04HaKo Ha camOM fene 3Ta CBA3b
MeXZay aToMaMu yrnepoga v a3oTa HOCUT XapaKkTtep ya-
CTUYHO ABOWHOM cBsizn (puc. 5.1). CBO60HOE BpalleHune
BOKPYT Hee HEeBO3MOXKHO, W BCE YeTbIipe aTOMa Ha puC.
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Puc. 5.1. Pe3oHaHCHas cTabunusayms nenTULHON CBSA3N Npu-
[aeT eil xapakTep YaCTUYHO ABONHOW CBA3M; 3TUM 06bACHSAETCA
»KecTkocTb cBasn C—N.

5.1 nexaT B 0[JHOI MAI0CKOCTU (KOMMIaHapHbl). Bpalie-
HUE >X& BOKPYr OCTaflbHbIX CBSi3eli MOAUNENTUAHOIO
0CTOBa, HAa060pPOT, AOCTATOYHO CBOGOAHO. DTO MONO-
YKEHME UNNTIOCTPUPYET puc. 5.2, rae CBA3U, BOKPYT KOTO-
PbIX BO3MOXHO CBO60OAHOE BpaLLEHNE, OXBaueHbl Kpy-
FNbIMW CTPENIKamu, a rpynnbl KOMMAaHapHbIX aTOMOB
3aTEHeHbl. Ta MONYXECTKOCTb BeAeT K BaXKHbIM MO-
CNeACTBMAM, CKa3blBalOLMMCS Ha 60/1ee BbICOKMX YPOB-
HAX CTPYKTYPHOIA opraHusauuy Geska.

MexuenoyeyHble U BHYTPULENOUeYHble NMonepeyHble
ANCYNbMUAHbIE CBA3M

OucynbhngHasa cBa3b obpasyeTca MexXay [ABYyMA
ocTaTKamu LUMCTEMHa U «CLUMBaeT» ABa y4yacTka nou-
NenTUAHOM Uenu (MNKU Uernein), KOTOpPbIM NpUHagnexart

Puc. 5.2. MapaMeTpbl NOMTHOCTbHO BbITAHYTON NOANMNENTUAHOW
Lenu. YeTbipe aToMa, pacrnosioXXeHHble B 3aTeHeHHbIX 06na-
CTAX, KOMM/iaHapHbl 1 06pasyroT NenTuAHy cBA3b. B HesaTe-
HEHHbIX 06n1acTaX HaxoAAaTcA aToMm a-yrnepoga, atom a-
BOZOpPOAA M a-R-rpynna COOTBETCTBYIOLWEA aMUHOKUCNOTHI.
Bokpyr cBsi3eil, COeAWHAIOWMX a-yrnepog c a-a3otoMm u a-
Kap6oHW/IOM, BO3MOXHO CBO6GOAHOe BpalleHVe (NOKa3aHo
cTpenkamu). Takum 06pa3oM, BbITAHYTad NOAUNENTUAHAsA
Lenb—3TO NONYXXecTKas CTPYKTypa, B KOTOPOM ABe TpeTu
aTOMOB OCTOBa- (eCiM paccmaTpuBaTb aToOMbl MO rpynnam,
obpasylouwmnm nenTUAHY CBA3b) 3aHUMaKT APYT OTHOCUTE b-
HO Apyra UKCMPOBAHHOE MO/I0XKEHUe N HaxoAATCA B OLHOM
MIOCKOCTW. PaccTosHWe mexay COCeAHVWMMW atoMamu a-yrne-
poga 0,36 HM. [lokasaHbl TakxXe [pyrue mexaTtoMHble pac-
CTOSIHUA W BasieHTHbIe YIbl (OHW HeakBMBaneHTHhI). (C paspe-
weHuns, us pabotsl Pauling L., Corey R. B, Branson H. R.: The
structure of proteins. Two hydrogen-bonded helical configura-
tions of the polypeptide chain. Proc. Natl. Acad. Sei. USA
.1951:37:205.)

3TN OCTaTKW. OTa CBA3b OCTaeTcA CTabu/ibHOW B Tex
YCNOBUAX, MPU KOTOPbIX 610K 06bIYHO AeHaTypUpyerT.
O6paboTka 06enka HagMypaBbWUHON KUCNOTOM (OKK-
cnawouwen ceasm S—S) unm R-mepkantoataHosnioM (Boc-
CTaHaB/MBaKOLWMM CBA3N S—S C pereHepauuen [AByx
OCTaTKOB LMCTENHA) NPUBOANT K pa3feneHnto noaunen-
TUAHBIX Leneid, CBA3aHHbIX AMCYNbOUAHLIMA CBA3SIMMU,
NX MepBUYHAsA CTPYKTypa Npu 3TOM He 3aTparmBaeTtcs
(cMm. puc. 4.10).

CTa6I/|J'II/I3aLI,I/IF| nonnnenTnaoB MexuenovyeyHbiMn
1 BHYTpUUyenovye4yHbiMn BOAOPOAHBIMUN CBA3AMMU

BopgopoaHble cBA3n o6pasytoTcs 1) mexay rpynna-
MW, BXOAALLMMN B COCTaB 60KOBbLIX Lienei u Cnoco6HbI-
MU K (POPMMPOBAHUIO BOLOPOAHbLIX CBS3EN; 2) MexXay
aToMamu asoTa W Kucnopoga, npuHagiexawumm nen-
TUAHLIM rpynnam 0CToBa; 3) MeXAy NONSPHbLIMM OCTaT-
KamMK, pacnosiodKeHHbIMW Ha MOBEPXHOCTU MOJEKY/bl
6enka, 1 Monekynamu Bofbl. Bce OHM UrpatoT BaXKHYHO
ponb B CTabunmszaumm BTOPUYHOW, TPETUYHOW WU T.[.
CTPYKTYp 6enka (cM. pasg. «a-Cnupanb» n «Cknagya-
TbIl B-CNOIN»).

MMapothobHble B3aMMOLENCTBUSA

HenonsipHble GOKOBbIE LENN HENTpasbHbIX aMUHO-
KACNOT B 6efKax MMEKT TEHAEHLMIO K accoLmauum.
CTexnoMeTpuyeckme COOTHOLUEHMS NPU 3TOM He Co-
61t04al0TCA, TaK YTO HUKAKUX CBSA3E B 0ObIYHOM CMbl-
CNe He BO3HMKAeT. TEM He MeHee 3TV B3aVMOAENCTBUS
UrpatoT BaXKHYHO PO/b B NOAAEPXKaHUN CTPYKTYpbl Gen-
Ka.

DneKTpocTaTU4ecKue CBA3N

3TK coneBble CBA3M BO3HMKAIOT MEXAY Pa3HOMMEH-
HO 3apSXKEHHbIMMW Fpynnamu, BXOASLWUMN B cocTaB 60-
KOBbIX  Uenein  aMUHOKMCOT. Hanpumep, e-
amnHOrpynna nM3nHa npu uanonormyecknx pH Hecet
3apan + 1, a kapbokcunbHas rpynna acnaprara Wm
rnytamaTa B cOcTaBe OOKOBON Lienu HeceT 3apsg - 1
CnepnoBaTenbHO, 3TV TPYNMbl MOTYT 3MeKTpocTaTnye-
CKW B3aMMO[eliCTBOBaTb, CTabUAN3MPYS CTPYKTYpYy
6enka.

MpoYyHOCTb CBsI3ei

B xope geHatypaunn 6enkos (Hanpumep, npu obpa-
060TKe MOYEBMHON WM [AoAeunncynbhaTtom HaTpus
B MpucyTcTBUM M36bITKA MoHoB H+ 1 OH ) Bogopoa-
Hble 1 TUAPOMO6HbIE CBA3M, a TaKXe CBA3W 3/IEKTPOCTa-
TUYECKOW MPUpPOAbl paspyLlaroTcs, a NenTuiHble U an-
CyNb(hMAHbIE COXPAHSOTCS.
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YMNOPAAOYEHHBIE KOH®OPMAL W
NOJIMMENTNAOB

a-Cnupanb

OcHoBonosarakWmMm MOMEHTOM B HalleM NoHMMa-
HAM MPUHUUNOB oOpraHm3auuy 6GefiKoB  MOCIYXUIO
BbISIB/IEHWE TOr0 (PaKTa, YTO NOAMNeNnTUAHbIE LEenu Mo-
ryT HaxoAWUTbCS B BbICOKOYMOPAAOYEHHON KOH(opMa-
LMK, CTabunmnmpyemoin BoAOPOAHbIMU CBA3AMUN MEXY
nenTMAHbIMW rpynnamMmu. BnocneacTemm cyLecTsoBaHme
NOAOGHbLIX BbICOKOYMNMOPSAOYEHHBLIX CTPYKTYP 6bln0
MHOIOKpaTHO MOATBEPXAEHO AAHHbIMU PETreHOCTPYK-
TYPHOr0 aHanmi3a KpucTannoB 6GefKOB Mpu BbICOKOM
paspeLleHnm, 0HaKO BHayasie KOHLenuusa Hocuna YncTo
TEOPETMYECKMNIA XapaKTep.

CornacHo peHTreHorpauUyecknum faHHbIM, MNONy-
YyeHHbIM B Hayane 1930-X rr., a-KepaTuHbl BOSIOC U LUe-
pcTn 06nagatoT MPOAOALHON NepuoamyHOCTbIO 0,5—

Puc. 5.3. PacnonoxeHne aTOMOB OCTOBAa MeNTUAHONA Lienn OT-
HOCUTENIbHO OCW a-Cnupanu.

Puc. 5.4. Bua a-cnupanu cBepxy. R — 60KOBble Lenn, BbICTY-
naroLune u3 cnupann. BaHaepBaanbCcoBbl pagnycbl aTOMOB 3Ha-
ynTenbHO 60/bLLIE, YeM 3TO MPeACTaB/IEHO Ha PUCYHKE, NO3TO-
MYy BHYTPM CruMpaan noYTn He 0CTaeTca CBOGOAHOIO NPOCTPaH-
cTBa. (BocnpounsseneHo ¢ HE6ONbLWMMY U3MEHEHUSAMU U3 KHW-
rm Stryer L. Biochemistry, 2nd ed.. Freeman, 1981. VmeeTcs
nepesod: Ctpaiiep /1. buoxumusa. B 3-x T.— M: Mup, 1985.)

0,55 HM. OfHaKo B BbITAHYTOW MOMAUMENTUAHOW LEenu
PacCTOAHWNIA, MOPOXAAIOLWMX TaKyt MNepuogUYHOCTb,
HalTK He yaasanoch (puc. 5.2). 3To KaxyLleecs NpoTu-
Bopeuure 6b1n10 ycTpaHeHo MonuHrom u Kopu, npegno-
NOXMBLUMMW, 4YTO MNOAUMNENTUAHbIE Lenu a-kepaTtuHa
nmeroT opmy a-cnupanm (puc. 5.3). B aToit cTpyKType
R-rpynnbl Npy a-yrnepogHbIX atoMax HanpasieHbl 0T
ocu cnvpanu (puc. 5.4). Ha oANH BUTOK cninpann npmxo-
antca 3,6 aMUMHOKUCIOTHBLIX OCTaTKa, a Lar cnupanm
coctaenser 0,54 HM, 4TO 6/M3KO K MNEpUOAUYHOCTM
0,5—0,55 HMm, HabngaeMon Ha AnGpaKLMOHHBIX Kap-
TUHax. CMmelleHre BAOMb OCU, NMPUXOAALLEECs Ha OAUH
ocTaToK, paBHO 0,15 HM, YTO TOXE COrfiacyeTcs C PeHT-
reHOBCKUMU [aHHbIMU. OCHOBHblE XapaKTepPUCTUKN i-
cCnupann CBOAATCA K cregytollemy (puc. 5.5).

1 a-Cnupanb cTabunmanpyeTcs  BOLOPOAHLIMYU
CBA3AMMN Mexay aTOMOM BOLOPOJa, MPUCOELMNHEHHbLIM
K aToMy a3oTa NenTUAHOW rpynnbl, U KapOOHUIbHbLIM
KMWCNOPOAOM OCTaTKa, OTCTOALEro OT AaHHOro BAO/b
Llenn Ha 4YeTbipe Mo3uumn.

2. B ob6pa3oBaHMM BOAOPOAHON CBA3M Y4acTBYHOT
BCe NenTuAHbIe rPynnbl. ATO 0b6ecnevmBaeT Mmakcmarsb-
HYH CTabuNbHOCTbL a-crnupasnu.

3. B o6pasoBaHune BOAOPOAHbLIX CBA3E BOB/EYEHDI
BCe aTOMbl a30Ta M Kucnopoga nenTUAHbIX rpynm, YTo
B 3HAUUTE/IbHON Mepe CHWXaeT rUApoPUILHOCTL a-
cnupanbHbIX obnacTei (M yBennumBaeT UX rmapodobHo-
CTb).

4. a-Cnupanb  obpasyeTca  CamOnpOn3BOJIbHO
N ABNSETCA Hambosee YCTOMUYMBON KOHQopMaLlmein no-
NUNEeNTUAHON Lenu, oTBevarwen MUHUMYMY CBO6OA-
HOI 3HEeprum.

5. B uenn u3 L-amMMHOKWUCNOT npaBas cnupanb,
006bI4YHO 0OHapyXXmnBaemas B 6e/1kax, HaMHOro cTabusb-
Hee IeBOWA.
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Puc. 5.5. CTpyktypa a-cnupanu. a-CnupanbHasd KoOHGopMa-

UM BO MHOTOM OMpejenseTca xapakrepoMm R-rpynn u ctabu-

NN3NPYeTCA BOAOPOAHBIMU CBA3AMMU Mexay atomamu H n

O (nokasaHbl NYHKTUPHbIMKU NUHUAMMK). (BocnpounsseneHo

C pa3speweHus n3 kHurm Haggis G. H. et al., Introduction to
Molecular Biology. Wiley. 1964.)

HekoTopble aMMHOKUCIOTbI NPensTCTBYHOT CBEPTbI-
BaHMIO Lienu B a-Cnupasb, U B MeCTe UX PacrooXXeHus
HemnpepbIBHOCTb a-cnupanun Hapywaetca. K HUM OTHO-
CATCA NPOSIVH (B HEM aTOM a30Ta C/Y>XXUT YaCTbHO XKeCT-
KOW KONbLEBOW CTPYKTYpPbl, U BpaLleHne BOKPYT CBS3M
N — CacTaHOBUTCA HEBO3MOXHbIM), a TaK)Ke aMUHOKM-
CNOThI C 3apPSHKEHHBIMU UK 06bEMHBIMWU R-rpynnamu,
KOTOpPbIe 3/1eKTPOCTATUYECKN NN MEXAHUYECKUN NpensT-
CTBYIOT (PopMUpoOBaHuUIO a-cnupanu (tabn. 5.3).

Cknagyatblii [3-cnon

MonuHr n Kopu npeaioxunm n apyryr ynopsgo-
YEHHYI0 CTPYKTYpYy— cKnagyaTblii B-cnoit (0603Hauve-
Hue [} yKasblBasio, 4YTO MPeaoXeHHas MU CTPYKTypa
ABNSETCA BTOPOWN Mocne a-cnupanun). B TO BpemMsA Kak
B a-cnmpany noamnenTuaHas Lenb HaXo4uUTCA B KOHEH-
CUPOBaHHOM COCTOSHWUW, B CKagyaTom RB-cnoe uenu
MOYTN NOMHOCTBIO BbITAHYTHI (puc. 5.6). B Tex cnydasix,

Tabnuua 5.3. BAnsHMe pa3nnyHbiX aMMHOKUCNIOT Ha hOpMUpo-
BaHWe a-cnupanu

CnocobcTsytoT [JecTtabunusmpytot lMpensaTcTBylOT
Ala Arg Pro
Asn Asp Hyp
Cys Glu
Gin Gly
His Lys
Leu lle
Met Ser
Phe Thr
Irp
Tyr
Val

Korga cocefHvie nonvnenTuaHbIe Lenn cknagyatoro -
CNos NAyT B MPOTUBOMONOXKHbIX HanpasneHnsax (3a no-
NOXUTENbHOE NPUHMMaeTcA HanpasneHue oT N- K C-
KOHUY), CTPYKTYpYy HasblBalOT aHTUNapasvie/ilbHbIM
cknagyatbiM R-cnoem (oHa n3obpaxeHa Ha puc. 5.6).
Korga cocefHue uenu vayT B O4HOM Hanpas/ieHUW,
CTPYKTYpPY R-C105i Ha3blBaKOT MapasinienibHo (Ha pUCYH-
Ke He NnokasaHa).

O6nacTn ckKnaguyaton [B-CTPYKTYpbl MMEHTCA BO
MHOIrMX 6efikax, NpMyeM BCTPeyaeTca 1 napannesnbHas,
W aHTUNapannensHaa gopma. B (hopMUPOBaHUMN TaKMX

Puc. 5.6. AHTUNapannenbHblil cKNagvaTblii B-cnoit. Hanpasne-
HVe COCeAHMX Leneid B3aMMHO MPOTUBOMONOXHO. CTPYKTYypy
cTabunuanpytoT BOAoOpoOAHble cBaAsM Mexay NH- n CO-
rpynnamu cocegHux ueneii. bokosble rpynnsl (R) pacnonarato-
TCA BbIWE WM HWXKe TMNJOCKOCTM CNos. YepHble KPY>XXKU—
aToMbl Yyrfepojga, cepble —aTOMbl a30Ta, CBeT/ible —aTOMbl
Bogopoga. (M3 kuuru Stryer L. Biochemistry, 2nd cd.. Free-
man, 1981, ¢ U3MeHeHNAMN.)
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PUC. 5.7. CxemaTnueckoe 1306paXkeHne YKNagKu Lennu B Mose-
Kyne Oblubeli .NaHKpeaTU4eCcKo PUOOHYK/easbl — eANHOK MNO-
cnefoBaTenbHOCTM U3 124 ocTaTkoB. CTpyKTypa cTabuansunpo-
BaHa YeTbIpbMSA MOMEepPeyYHbIMU  AUCYNbMOULHBIMY  CBA3AMMU.
O6nacTb a-cnupanu BblAeneHa 0BanbHbIM MYHKTUPHbLIM KOHTY-
poM, 06nacTb CKnag4aToro cfos 3aTeHeHa. [pyrue yvactu
CTPYKTYPbl UMEIOT HeperynapHyr KoHgopmauuto. Jlokanmnsa-
UM aKTMBHOIO uUeHTpa (rn. 8) ykasbiBaeT noH P01 4. (M3 pa-
60Tbl Kartha G., Bello J., Harker D.: Tertiary structure of ribo-
nuclease. Nature 1967:213:862.) 3T0T 6e/10K yA4anocb CUHTE3N-
pPOBaTb YMNCTO XMMMUYECKUM MYTEM.

CTPYKTYpP MOryT yyacTBOBaTb OT ABYX A0 NATU cocepl-
HUX MONMNEeNTUAHbIX uUeneld. Ha puc. 5.7 npeacrasneH
y4acToK MOJeKy/bl pUbOHYKeasbl, B KOTOPOM CKNaf-
yatas R-CTpyKTypa obpa3oBaHa Tpems yyacTkamu no-
AMNenTUAHON uenun. Bo MHOrmx 6enkax o4HOBPEMEHHO
MMEKTCA 1 a-cnupanu, 1 cknagyarasa B-cTpykTypa (puc.
5.7).

B a-cnunpanu ctabunmanpytowme BOAOPOAHbIE CBSA3M
obpasytoTca Mexay nenTUAHbIMU rpynnamu, OTCTOSA-
WMMM OfHa OT APYroi BAOMb LENN Ha YeTblpe OCTaTKa,
a cknaguarasa R-cTpyktypa hopmupyetcs 6Gnarogaps
06pa3oBaHMi0 BOAOPOAHBLIX CBS3er Mexay nentugamu,
yAaNeHHbIMW MO Leny HAMHOTo fanblie. TO 06CcToNATE-
NIbCTBO TakKXe UNNKCTPUpyeT puc. 5.7.

HeynopsgoyeHHas KoHgopmaums (Kny6oK)

Te yyacTKu 6eNKOBOW MONEKY/bl, KOTOPbIE HE OTHO-
CATCS K CNUpanbHbIM WAW CKNafyaTbiM CTPYKTypam,
006bIYHO Ha3blBalOT HEYNOPsSAOUYEHHbIMU. KakK NoKasaHo
Ha puc. 5.7, B TaKOW KOH(OPMALIMN MOXET HaXOAUTbLCS
3HaUUTENbHAsA YacTb 6eNKOBOV MONEKY bl. TEPMUH «He-
YNops0Y€eHHbIi» He BMOMHE yaayeH: co3iaeTcs Bneyar-
NeHve, 4YTO 3TO YKasblBaeT Ha MeHbLUy 6Guonoruye-
CKY0 3HAUYMMOCTb TaKMX Y4YaCTKOB MO CPABHEHUIO C Bbl-
COKOYMOpA0YEHHbIMM Nepuoanyeckumn. B To e Bpe-
MS C TOYKM 3PEHUS BMOMOrMYECKON (YHKLMKM Heymno-
PALOYEHHbIE, HEPETYNAPHbIE YYACTKM CTOMb XK€ BaXKHbI,
Kak 1 a-Cnupanu u cknagyatble B-cnowm.

YPOBHW CTPYKTYPHOW

BEJIKA

OPIrAHN3ALINN

MepBUYHasA CTPYKTypa

MoA NepBUYHON CTPYKTYPOIA, YXKe 3HAKOMOW HaM 13
rnasbl 0 nentugax (rn. 4), NOHMMaeTca nocnefoBarTesib-
HOCTb aMWMHOKWC/IOT B MOAUNENTUAHOW uenu (Man ue-
NAxX) M MNONOXeHWe AUCYNb(MAHBLIX CBA3EW, eCnivi OHU
MMELoTCS.

BTopuuHas cTpyKTypa

Ha 3ToM CTpYKTYpHOM YpPOBHe ONUCLIBAOTCS CTEPU-
YecKve B3aMMOCBSA3N MeXay PacrosioXXeHHbIMU 6113K0
APYT K Apyry BAO/Sb LenW amuHokKucnotamu. BTopuu-
Has CTPYKTypa MOXeT OblTb perynsapHoin (a-cnupansb,
cknaguyatbli R-Cnoil) Mnn He 0BGHAPYXXMBaTb HUKaKMX
MPU3HAKOB PerynsgpHoCcTU (HeynopsgovYeHHas KOHGop-
mauus).

TpeTuyHaa CTPyKTypa

OO6Lee pacnonoxeHue, B3aMHYH0 YKNaAKy pasind-
HbIX 06nacTeit, JOMEHOB W OTAe/IbHbIX aMUHOKUCOT-
HbIX OCTaTKOB OAMHOYHOW MONUMNENTUAHOW Lenu Hasbl-
BalOT TPETUYHOW CTPYKTYpPOM JaHHOro 6enka. YeTkou
rpaHnLbl MeXay BTOPUUYHOM U TPETUYHOW CTPYKTYypamu
MPOBECTU HeNb3s, OAHAKO MOJ TPETUYHOW CTPYKTYpPOi
MOHUMAKOT CTEPUYECKME B3aNMOCBA3N MEXIY aMUHOKN-
CNOTHbIMM OCTaTKamMW, faneko OTCTOoAWMMU Apyr oT
Apyra no uenw.

UeTBepTUUHaA CTPYKTypa

Ecnn 6enkun cocToAT u3 AByX W 6onee nonvnentua-
HbIX Leneid, CBS3aHHbIX MeX/Ay CO60/ HeKOBasSIEHTHLIMU
(He NeENTUAHLIMA N He AUCYNb(MUAHBIMN) CBA3AMW, TO O-
BOPAT, YTO OHM 06najatoT YETBEPTUUHOM CTPYKTYPOIA.
Takue arperatbl CTabuAn3MpytOTCs BOLOPOLHLIMY
CBA3AMU U 3N1EeKTPOCTATUYECKUMWN B3aUMOLENCTBUAMU
MeXay ocTaTKamm, HaxXoAALMMMCA HA NOBEPXHOCTK Mo-
AMNenTUAHbIX Uenei. MogobHble 6en1KN Ha3bIBAKOT ONn-
romMepamu, a CoCTaBnsoLWmMe X UHANBUAYaSIbHbIE NONN-
nenTuAHbIE LUenu— npoTomMepamMy, MOHOMEpaMU  WUn
cyobenHMLLaMW.

MHorve oniMromepHble 6enKu cofepxxaT fABa Uam Ye-
Tbipe NPOTOMEpa ¥ Ha3blBatOTCS AUMEPaMU UK TeTpa-
MepamMy COOTBETCTBEHHO. [JOBO/IbHO YacTO BCTpeYaroT-
CA 0IMTroMepsbl, cogepxallme 6osee YeTblpex NpPoToMe-
pOB, 0COOGEHHO Cpeau PerynsaTopHbIX 6enKoBs (Mpumep—
TpaHckap6amownnasa). OnuromepHble 6Genku urparoT
0C00YH0 PO/ib BO BHYTPUKNETOUHON perynsuum: nx npo-
TOMepbl MOTYT C/lerka MeHsTb B3aUMHYH OpUEHTaLIO,
4TO MPUBOANT K U3MEHEHUIO CBONCTB onnromepa. Ham-
6onee M3yyYeHHbIA NpUMep— reMorniobuH (rn. 16).
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Ponb MepBUYHOI CTPYKTYpPbl B (hOpMMUPOBaHUN
60/1ee BbICOKUX YPOBHEN CTPYKTYpPHOM
opraHusaunmn 6enka

BTOpuyHas n TpeTnyHasa CTPYKTypbl 6enka gpopmu-
PYHOTCA CAMOMPOM3BO/ILHO N ONPeLeNnsoTCa NepBUUYHON
CTPYKTYpOW ero nonvnenTuaHon uenu. MNapannenbHo
CUHTE3y LEenn rnpoucxomaT ee NIoKa/bHOe CBEPTbIBaHME
(o6bpasoBaHue BTOPUYHOI CTPYKTYpPbI) K cneyuguyeckas
arperauusi CBepHyTbIX y4acTKoB ((hopmmpoBaHue Tpe-
TUYHOW CTPYKTYpPbI). DTU MPOLECCHI feTEPMUHMPYIOTCS
XUMUYECKUMKN TpyrnnaMn, OTXOAAWMMK OT aTOMOB a-
yrnepoga COOTBETCTBYHOLMX 0CTaTkoB. Hanpumep,
06paboTKa MOHOMEPHOro (epmeHTa PUOOHYK/easbl
MATKMM BOCCTaHaB/iMBalOWMM areHTom (-mepkarn-
TO3TAHO/IOM) W AeHATypuUpYyHOLWMM areHTom (Mo4yeBu-
HOW UMW TYaHUANHOM; CM. HXKE) MPUBOANT K UHAKTUBA-
UMM 6enka n nepexogy ero B HeyrnopsAoYeHHYH KOH-
(hopmaunto. Ecnm MefNneHHO ypanatb AeHaTypupyto-
WM areHT 1 OCYLEeCTBNATb NOCTENEHHOE PEOKMUCIIEHNE,
TO BHOBb 06pa3ytoTcs S— S-CBSA3N M NPaKTMYecKn BOC-
CTaHaBNMBaeTCs (PepmMeHTaTUBHAA aKTUBHOCTb. HeT H-
KaKW1X OCHOBaHWA yMaTb, UTO CYLLIECTBYET HE3aBUCKMbIIA
FEHETUYECKUIA KOHTPO/Ib 32 (HOPMMPOBAHMEM  YPOBHEN
CTPYKTYPHOW opraHusaumm 6esika BblLLie NMepBUYHOrO, Mo-
CKOJIbKY MepBUYHas CTPYKTypa crieumimyeckn onpege-
NSeT W BTOPUYHYK), N TPETUYHYHO, N YETBEPTUUHYHO
CTPYKTYpPY (ECNN OHA MMeeTCs)— T.e. KOHdopmaLuio 6esl-
Ka. HaTnuBHOW KOHopMauuen 6enka, B 4YaCTHOCTU pu-
6OHYyK/Neasbl, MO-BUAMMOMY, ABNAETCA TEPMOAUHAMMYE-
CKM Hanbosnee ycToiumBas CTPYKTypa B [JaHHbIX YC/O-
BUSIX, T.€. NPU AaHHbIX rMAPOGUNbHBLIX U TMAPONOBHBIX
CBOWCTBaxX cpepbl.

CTpyKTypa 6efika nocse ero cMHTe3a MoXeT MoAu-
(mympoBaTbCd  (NOCTTPAHCNALUNOHHBLIA  NMPOLECCUHT);
Tak, 4acTo HabngaeTcsa npespaLLeHne npenpogepmeH-
Ta B KaTa/IN4eCKn aKTUBHYIO (hOpMY WU yaaneHue «iu-
QNepHON»  nocnenoBaTeNlbHOCTW, [AEeTEPMUHUPYHOLLET
TpaHCMNopT 6enKoB Yepe3 MembpaHbl (rn. 42).

MaKpomonekynapHble 0eN1IKOBble KOMMJIEKChI

MonngyHKLMOH'aNbHbIE MaKpPOMONEKYNAPHbIE KOM-
nnekcol, obpasyrowmecs B pesynbTare arperaumm pas-
NNYHBIX PYHKLUMOHANbHBIX 6EMKOB, KaX /bl N3 KOTOPbIX
o6nagaeT BCEMU YETbIPbMSI YPOBHAMU CTPYKTYPHOI Op-
raHusaumm, QyHKUMOHMPYIOT B Lenn TpaHcnopTa 3Mek-
TPOHOB (rN. 12), y4acTBYHOT B BMOCMHTE3E XUPHbIX KU-
cnot (rn. 23) u metabonusme nupysata (rn. 18).

NEHATYPALI/A

CpaBHUTeNbHO cnabble CBA3M, OTBETCTBEHHbIE 3a
cTabunmnsalnto BTOPUYHON, TPETUHYHOWN N YeTBEPTUUYHOM
CTPYKTYpbl 6efika, Nerko paspyLiarTcs, YTo NPUBOAUT
K noTepe ero 6Mo10rMyYecKoin akTMBHOCTU. Takoe paspy-
LLIeHVe HaTUBHOW CTPYKTYpbl Ha3blBalOT AeHaTypaumen.
C (m3nyeckoil TOUKM 3peHUs [eHaTypauuito MOXKHO

Puc! 5.8. Cxematnyeckoe n3obpaxeHuwe geHaTypauuum npoTo-
mepa.

paccmatpuBaTb Kak pasynopsigoyeHne KoHhopmauuu

NonunNenTUAHON Lenu 6e3 N3MeHeHNs NePBUYHOA CTPYK-

Typbl. ECNu peyb naet o npoTomepe, TO NPOLLECC MOXHO

NpeacTaBuTb Tak, Kak 3TO MoKas3aHO Ha puc. 5.8.

Mpy peHaTypaumMyM ONUMroMepHOro 6enka Mpomcxo-
OUT amuccoumaums Ha nNpoToMepbl, KOTopas MOXET Co-
MPOBOXAATLCA WU HE COMPOBOXAATbLCA W3MEHEHWEM
NX KOH(opMauun.

BONbLUIMHCTBO 6€/IKOB TEPSAOT OMOMOTMYECKY0 aK-
TUBHOCTb B MPUCYTCTBUM CW/bHBIX MUHEPasIbHbIX KK-
CNOT WAM OCHOBaHWA, NPW HarpeBaHUM U 06pPabOTKe
MOHHbIMW feTepreHtTamMmun (am@UPUIbHBIMA COeLUHe-
HUAMW), XaOTPOMHbIMK areHTamu (MOYEBWUHON, ryaHu-
OUHOM), TsKenbiMy meTannamu (Ag, Pb, Hg) nnn opra-
HUYECKUMU pacTBOpUTeNaMNU. [eHaTypupoBaHHble 6esl-
KN 00bIYHO MeHee pacTBOPMMbI B BOZE U 4acTo U3 BOA-
HOro pacTeopa BbiNnajakT B 0Caf0K. OTO CBOMCTBO LWK-
POKO MCMOJIb3YeTCA B KIMHNYECKOW nabopatopuu. Mpo-
Obl KPOBW WM CbIBOPOTKM, B3ATbIE AJ/151 aHa/n3a Ha co-
[epXXaHne B HUX ManblX MOJSIeKYN (rt0KO3bl, MOYEBOM
KUCNOTbI, NIEKAPCTBEHHbIX MpenapaTos), cHavyana obpa-
6aTbiBAOT TPUXIOPYKCYCHOWN, (octhoBONbDOPaMOBONA
nnn  hochoMonnbaeHOBON KUCNOTOM AN OCKAEHMS
6enka. Ocafok yaanawT LeHTPUPYyrmpoBaHmMeM, a CBo-
604HYI0 OT 6efika HafoCafouYHYH XUAKOCTb aHan3un-

pPytoT.
UyBCTBUTENLHOCTb 60MbLUMHCTBA CbepMEHTOB K Ha-

rpPeBaHMIO, KNC/I0TaM W NpoTeasaM MO3BOJISIET MPOBECTU
npeaBapuTeNibHOe TECTUPOBaHME Ha PePMEHTATUBHbIN Xa-
paKTep peakumn. Ecnm KNeTouyHbIin 3KCTpaKT 06nagaet
KaTaNIMTUYECKO aKTUBHOCTLIO 1 TEPSIET ee Noc/e Kuns-
4eHUs, NOAKUCIEHNS Cpeabl U NOCNeaYIOLLEN ee HEMTpa-
nm3aumm nnmn nocne o6paboTKM Kakoi-nnmobo npoTeason,
TO MOXXHO MPeAN0N0XUTb, UTO KaTannm3aToOPOM CAYXMUT
(hepMEeHT.

YacTo Ha npouecc AeHaTypaLuumn oKasblBaeT BAUSHUE
npucyTcTBMe cyocTpaTa. DTOT 3h(EKT 0OBACHSAIOT KOH-
(hOpPMaLMOHHBLIMU U3MEHEHMAMU (hepMeHTa, CONPOBO-
XaarLWwmmn cessbiBaHe cyocTpaTa. HoBas KoHhopma-
LS MOXET ObITb 60N1ee cTabuibHa UK MeHee CTabu/b-
Ha, YeM MCXOoAaHas.

METO/bl ONPEJENEHNA MEPBUYHOW
CTPYKTYPbI

CHayuana cnoXHble 6efKn 0cBO60X AT OT NpocTe-
TUYECKUX rpynn (Hanpumep, 0T rema) v OKUCASIOT Aucy-
NbhMAHbIE TPYNMbl; B pe3ynbTaTe 06pasytoTcs NUHEN-



Tabnuua 5.4. Mogudukayma rpynn a-COOH na-NH:. Haxoas-

wmxcsa B coctase 6enkos U

Benku: cTpykTypa u cBoiicTsa 49

a-COOH a-NH:
Amng N -thopmun N-aueTun N-meTun
Ala Ala
Asp Asp Asp
Glu
Gly Gly Gly Gly
His
Met Met Met Met
Phe
Pro
Ser Ser
Thr Thr
Tyr
Val Val

1 C nsmeHeHusmu, n3 pabotel Uy R., Wold F.: Posttranslational
covalent modification of proteins. science: 1977: 198: 890, c nt06€3HOr0
paspeLueHns aBToOpOB.

Hble nonunenTuabl (cm. puc. 4.10). MeToAbl CEKBEHNPO-
BaHWA 3TUX MONUNENTULOB YXKe 06CyXaanuch B . 4.
BO/IbLUMHCTBO 6€/IKOB COAEPXUT TO/IbKO Te aMUHOKM-
CNOTbI, KOTOPble NnepeyncrieHbl B Tab/. 3.3, 04HAKO B He-
KOTOpbIX 6e/ikax BCTpeyaroTCs NPon3BOAHbIE 3TUX aMU-
Hokucnot (tabn. 5.4 n 5.5). MeToabl MAEHTUDMKALUN
MPOV3BOAHbLIX aMUHOKMNCNOT BbIXOAAT 3a paMKKN aHHOM
rnaebl; OTMETUM TO/IbKO, YTO KX MPUCYTCTBUE YCNO-
XKHSIET ornpefeneHve NepBUYHON CTPYKTYpBbI.

MepBUYHas CTPYKTypa WMHCY/IMHA
N pnboHYyK/easbl

WHCYnMH cocTouT M3 ABYX NOMMNENTUAHBIX Lernei,
KOBa/IEHTHO CBA3aHHbIX AUCYNbMUAHLIMK CBA3AMM (pUC.
5.9). B A-uenn Ha N-KoHUe HaxoauTcs octatok Gly,
a Ha C-koHue—Asn; B B-uenn N- n C-KOHLEBbIMU
octatkamu aBnatoTca Phe n Ala cooTBeTCTBEHHO. MpK
OKWUCNEHWUN MHCYNNHA HaAMypaBbUHOW KUCNOTOW aucy-
Nb(uaHble CBA3M Mexay A- 1 B-uenammn paspbiBaroTcs.
B xofe 6nocuHTesa 06e Lenu BHavyane HaxoAaTcs B CO-
cTaBe OA4HOW NOAUNENTUAHON LEnu MpouncysiMHa, KOTo-

Tabnuua 5.5. Mogugpuunpyemble yHKLNOHANbHbIE TPYNMbI B
OOKOBbIX LIEMAX aMWHOKMCNOT B cocTaBe 6efnkoB"

-OH —N (B 60K0BOWA Lenn)
PO,H2 N-meTun N-gumetun N-TpumeTunn
Arg Arg
His
Lys Lys Lys
Ser
Thr
Tyr

1 C nsmeHeHunamu, n3 pabotel Uy R., Wold F.: Posttranslational
covalent modification of proteins. science: 1977: 198: 890, ¢ nto-
6e3HOro paspeLleHns aBTOPOB.

S-S

20
A-uens 1 TanyuH >21

1

B-uenb { deHunanaHuH .30

19

Puc. 5.9. A- n B-uenn nHCyNnHa 4YenoBeKa, CoOefUHU Hble AU-
CYNb(INAHBIMU CBA3AMMU.

PbIiA NOC/e CUHTE3a NOABEPraeTcs NPOTe0IMTUYECKOMY
MPOLECCUHTY, BeAyLLeMYy K 06pa3oBaHUIO UHCYUHA (1.
51).

Pn6oHyKneasa cOCTOUT U3 OANHOYHOM LLenn AIMHOM
124 octaTtka, ¢ Lys Ha N-koHue 1 Val Ha C-koHue. Bo-
CeMb OCTATKOB UMCTEMHA COeANHeHbl AUCYNb(OULHLIMM
CBA3AMMU, TaK YTO B 6enke 06pa3yroTCs YeTbIpe nonepey-
Hble cBA3Kn (puc. 5.10).

OMPEAENEHWVE BTOPUYHOW N TPETUYHON
CTPYKTYPbl METOAOM PEHTIEHOBCKOW
KPUCTAITOIrPA® NN

PaHee 415 BbISBNEHNS CNUPanbHbIX CTPYKTYp B 6en-
Kax LUMPOKO MCMO/Mb30BafUCh Takue MeTofbl, KaK au-
crepcust OMNTMYECKOro BpalleHust U TPUTKEBLI 0OMeH
NabunbHbIX NPOTOHOB; B fa/bHelLeM BCce 3TV METOAbI
ObINM BbITECHEHbI FOpa3fo 60/iee MOLLHbIM MeTO/0M
PEHTIEHOBCKOM KpucTannorpaguu. B aToM ciyyae He-
06X0ANMO MONYUNTb GENOK B KPUCTANIMUYECKOM BUE.
Kpome Toro, HyXHO, Kak MpaBuio, UMeTb eLle U Kpu-
CTann MPOM3BOAHOIO 3TOr0 XKe 6enka, CoAepKallero
MOHbI TSXKENbIX METanNoB. PeHTFeHOBCKME Nyuun, Npo-

NW-Ma-Cy»-lWn>0lyAip:Fn>-iyr U -T>«/Ibbl W -TIn.Mip-Nir3are”

N WI‘{

HA-1-y»*M p-AIB-En-T*r-Tlir-1.y-Tyr-Ala-Cya-n»»-Pno-Tyr*1.y»*317/

Hia -Val-Tro-lyt-Cyi~rj bp-ly*N i anmynir

Puc. 5.10. CTpykTypa 6blubeit puboHykneasbl. Mocnegosate-
NbHOCTb aMWHOKWUC/IOTHbIX OCTATKOB MpefCTaBfieHa B Buie
OBYMEPHOW  CXeMbl: M306paxeHbl AUCYNb(UHbIE  CBA3W.
CTpenku yKasblBalOT HanpasfieHWe NenTULHOW Lenu, HaunHas
¢ N-koHua. (M3 pa6otbl Smyth D. G., Stein W. H., Moore S.:
The sequence of amino acid residues in bovine pancreatic ribo-
nuclease. Revisions and conformations. J. Biol. Chem.
1963:238:227, ¢ nt06€3HOr0 paspeLleHmns.)
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XOfsl uepe3 KpUcTasi/l, paccemBaroTcsi, MpuyeM pacrpe-
[ENeHNe VHTEHCUBHOCTU pacCcesHWs 3aBUCUT OT pacrpe-
[ENeHNs aNeKTPOHHOI NNOTHOCTU B KpucTanne. Pacnpe-
[ENeHNE VHTEHCUBHOCTEA PErucTpupytoT C MOMOLLbIHO
(hoTorpadnueckoii MAEHKU M pacyeTHbIM MyTeM Mosy-
YaloT KapTbl 3/MEKTPOHHOI MAOTHOCTW. o 3TUM Kap-
Tam (B BMAE MAOCKUX CEUYEHMIA), HANOXEHHbIM APYr Ha
Apyra, noay4yatoT A0OCTaTOYHO [AOCTOBEPHYI MOfenb
paccmaTpuBaeMoro 6enka. PeHTreHoBcKasi KpuUCTasio-
rpadums SBNSETCA AOPOrocTOSWIMM MeToAo0M, TpeGyeT
60MbLLUMX 3aTpaT BPEMEHM U CONUAHOIO MpodeccroHa-
NILHOFO OMbITa, HO B WUTOFe OHa MO3BOMSET MOMYUUTb
OYeHb MOAPOGHYID U TOUHYH KapTUHY B3aVMHON
OpMEeHTaLUM BCEX aMUHOKMCIOT BO MHOrMX 6efkax. Ee
BK/a/ B HalLIX CEroAHsALIHME NPeACTAB/EHUS O CTPYKTY-
pe 6enKa TPYAHO MepPeoLeHNTb.

OMPEAE/IEHVE YETBEPTUYHOWN
CTPYKTYPbI

OnpepgeneHne YeTBEPTUYHOW CTPYKTYPbl ONIMTOMEp-
HbIX 6E/IKOB BK/KOYaET WAEHTUMUKALMIO NPOTOMEPOB
KaXk4oro tuna, onpeaeneHne nx B3aMMHOW OpUeHTauumn
N M3y4yeHne B3aMMOAENCTBUIA, CTaBUNNINPYIOLLUX BCHO
CTPYKTYpY.

[ns onpefeneHns MoneKynsapHoi maccbl 0Mrome-
pa NpUrofHbl MHOrMe u3 NPUMEHSIEMbIX 4151 3TON LeNn
METOAO0B, NM1Lb Obl OHW He MPMBOAUNN K [eHaTypauum
onuromepa. Ecnn xe npeaBaputensHO NPOBECTU AeHa-
Typauuto OnMromepa, TO MOXHO TeMu Xe MeTodamu
onpeaennTb MOJIEKYNSIPHYI0 Maccy npoTomepa.

Tab.inya 5.6. YeTBepTMUHaA CTPYKTypa HEKOTOPbIX (hepMEHTOB

®epmeHT (onmromep)

Y nbTpaueHTpUgyrupoBaHmne

3T0T MeToh, paspaboTaHHbli CBefbeprom, OCHO-
BaH Ha W3MEPeHMM CKOPOCTM ceaumeHTauumn (ocaxae-
HWS) NOf AENCT BUEM LIEHTPOOEXHbIX CUM. KOTOpble CO-
34aeTCs B yNbTpaUeHTpUdyre npu yCKoOpPeHUn nopsigka
105).

LleHTprdyrnpoBaHue B rpagmneHTe
NAI0THOCTU caxaposbl

Habop 6enkoBbIX CTaH4APTOB W MCCedyemblin Ge-
NOK HacnavMealT MOBEPX HaIMTOro B NIacTMacCoBYHO
NpobupKy pacTBopa caxaposbl, NJIOTHOCTb KOTOPOro
N3MEHSETCA TakK, YTO 06pasyeTcs rpajMeHT KOHLEeHTpa-
umin ot 50 20%; fanee B TeYeHMe HOYM MPOBOAAT LEH-
TpUyrmposaHune npu 10g. lMocne aTtoro gHo npo-
OVpPKM NPOKanbIBalOT UIFONKON, COAEPXKMMOE CobuparoT
Mo KannsiMm B Heb6o/blive NPOBGUPKK, yCTaHaB/IMBaKOT
OTHOCUTE/IbHOE MOJIOXKeHMEe 6eNnKoB BAOMb rpagueHTa
MAOTHOCTM U MPOBOAAT HEOOXOA4MMble pacyeTbl.

dunbTpaumnsa uYepe3 MOMEKYNSIPHble cUTa

BHauane npoBoAAT KanMbpoBKY KOJIOHKM C cedhagek-
COM WM CXOAHbIM HaNOAHWUTENEM, WUCMONb3ys Habop
6eN1K0B M3BECTHOW MOMIEKY/IAPHOM MaccChl. 3aTeM OLEHM-
BAKOT MOMIEKYNSIPHYHO MacCy HEM3BECTHOrO 6eska, cpas-
HMBas ero NOABMXXHOCTb C MOABMXHOCTbIO CTaHAapPTOB.
OpHako, ecnm 6enokK npeacTaBnseT co60i BbICOKOACKUM-
METPUYHYIO MONEKYNY W XXe B3aMOAENCTBYET C Ha-

Ywucno MonekynapHas

NMpPOTOMEPOB macca
Mpo3 omepa

AcnapTaT-TpaHcaMuHasa u3 cepgua kypuusl (L-acnaprtaT: 2-ketornyrapaTr amu 2 50000
HoTpaHchepasa, K 2.6.1.1)

CVHTa3a XXWPHbIX KUCMOT M3 MeyeHn ronyobs 2 230000

®pykTo30-6MChochaTaza U3 nedyeHn kponuka (D-thpykTo30-1.6-6uchochar- 2’1 29000
1-pocorngponasa, K 3.1.3.11) 7> 37 000

OpHUTUHTpPaHCaMMHa3a U3 MneyeHn KpbiCbl (b-OPHUTKH:2-KETOKMCNOTA—aMUHO- 4 33000
TpaHcpepasa. Ko 2.6.1.13)

MponnoHnn-CoA-kapbokcunasa n3 cepaua ceuHok (nponnoHnn-CoA:CO nurasa 4 175000
[ADP], K& 6.4.1 3)

NaktatgerngporeHasa (J140) u3 cepgua, neyeHn mam Mblwubl 6bika (L-nakrart: 42, 35000
NAD okcupopegykrasa, Ko 1.1.1.27)

MuTtoxoHgpuansHas ATPasa u3 cepgua 6bika (ATP-pocthorugponasa, Ko 10 26000
3.6.1.3)

FnytamuHcmHTasa us E coli (L-rnytamar: NH' nurasa [ADP], K® 6.3.1.2) 12 48 500

Auetnn-CoA-kapbokcunasa 13 neveHun kypuubl (avetun-CoA :CO.” nurasa [ADP], 23 4100000
K® 6.4.1.2) 102 409000

1 W3 o63opa Klotz I. m., Langerman N.R., Darnall D.w.: Quaternary structure of enzymes. Amu. Rev. Biochcm. 1970:39:25.

I HempeHTUUHble CyBbCOMHALEL.
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MNOJIHUTENEM (MOI'IG‘Ky!'IFIprIM CI/ITOM), MOTYT BO3HU-
KaTb Cepbe3Hble OLLMOKMN.

AneKTpodopes B NONNAKPUIAMUAHOM rene

Habop cTaHgapTHbIX GenkoB pas3genstoT ¢ nomo-
b0 3/1eKTpoopesa B rensix pas/IMyYHOM MNOPUCTOCTK
C coaep>XaHvem MonepeyHbIX CMBOK 5—15%. Bbliss-
NAT 60K, OKpalimBas ero Kymaccu CUHUM WK cepe-
6pom, 1 onpeensoT MONEKYNAPHYHO Maccy, cpaBHMBas
MOABMXHOCTL 6efika 1 cTaHgapTa. OCOBEHHO LUIMPOKOE
NpYMeHeHWe 3TOT MeTOo/, Hallen npu onpegeneHnn mo-
NeKyNApHOW Maccbl MPOTOMepa; CHavana OcCyLLecTB-
NAKT AeHaTypauuio onuromepa (Hanpumep, Kunsdye-
H/AeM B [eTepreHTe B MpucyTcTBun  R-mepkarn-
TO3TaHONA), a 3aTeM MPOBOAAT pasfdefieHne B rensx,
COAepXalnX  WOHHbIA  JeTepreHT — AoAeunscyb-
(haT HaTpus.

DNeKTPOHHaA MUKPOCKOMNUA

C NOMOLLbI0 3NEKTPOHHOT0 MUKPOCKOMNA MOXHO Mo-
ny4yatb M306paxKeHUs ManblX 06LEKTOB NPU IMHENHOM
yBenndeHnn B 100000 pas. 3TO OTKPbIBAET BO3MOXX-
HOCTb BM3ya/iM3aLUN BbICOKOMOMEKYNSAPHbLIX 6eNKoB
B COCTaBe BUPYCHbIX YacTuL, PepPMEHTHbLIX KOMM/IEKCOB,
O/INTOMEPHbIX GE/KOB.

B T1abn. 5.6 npuBedeHbl BbIGOPOYHbIE AaHHble
0 Yncne U MONEKYNAPHON Macce NPOTOMEpPOB, U3 KOTO-

PbIX (hOPMUPYETCA YeTBEPTMUYHAS CTPYKTYpa paga dep-
MEHTOB.
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BukTop Popyann

BBEAEHWE

Benkn, 0 KOTopbIX 34eCb NOMAET peyb, UMEKT Kap-
OVHanbHOe 6unonornyeckoe 3HadeHve. OueHb BaXKHO
M TO, YTO Ha WX NPUMepPe MOXHO MPOC/NeAnTb B3anMo-
CBSA3b MeXAy CTPYKTYpPOI 6e/IKOB U X 61UON0rMYecKUmMn
yHKUMAMN,

BUOMEOAVNUMNHCKOE 3HAYEHNE

Femcofepxxalwme 6enkn y4vacTBYKT B Mpoueccax
CBA3bIBAHMA W TpaHcnopTa KWUCNopoaa, B TpaHcropTe
3N1eKTPOHOB M (hoToCcKHTe3e. [leTanibHOe U3yYeHne remo-
rnobvHa M MUOrNO6WUHA BLISBASET PAA CTPYKTYPHbIX
acnekToB, 06X AN MHOrMx 6enkoB. MoBops 0 60/b-
LLIOM OMOMEANLIMHCKOM 3HAYeHUW 3TUX OENKOB, Mbl
MMEEM B BUAY, YTO pe3y/bTaTbl, MOMYYEHHbIE MPU UX UC-
CnefioBaHWUMW, HarnsagHo WANKCTPUPYOT CTPYKTYPHO-
(hYHKUMOHaNbHbIE B3aMMOCBS3N. Kpome TOro, aTm uc-
CNefoBaHNA BbIABNSAOT MONEKYNSAPHYH OCHOBY psiaa re-
HETUYECKNX BOoNe3Hel, TakmxX, Kak CeprnoBUAHOKNETOY-
Has aHemusi (BO3HMKatOLlas B pe3ynbTaTe WM3MEHEeHUs
CBOWCTB MOBEPXHOCTU R-cybbeanHULbl FeMornobuHa)
UK Tanaccemmns (XPOHMYECKOe HacneLyemoe reMmosiuTu-
yecKoe 3ab0/1eBaHNe, XapaKTepusytoLLeecs HapyLLeHns-
MW MPOLIECCOB CMHTe3a remorno6uHa). JleTanbHbli
3(heKT UmaHmaa M OKUCK yrnepofa 00bACHAETCS TeM,
4TO 3TV BeLLECTBA 6/IOKMPYIOT (IM3NONOTNUECKYHO (DYHK-
UM remonpoTeMHOB— LMTOXPOMOKCMAA3bl N remMo-
rnobmHa COOTBETCTBEHHO. HakoHel, cTabununsauns YeT-
BEPTMYHON  CTPYKTYpbl  [A€30KCMremornobuHa 2,3-
oucgoctornnuepatom (4PI) 3aHUMaET UEHTPasbHOE
MECTO B MCCNef0BaHUM MEXAHM3MOB KUCMOPOAHOM He-
AOCTaTOMHOCTM B YCNOBUAX BbICOKOrOpbS M MPOLECCOB
aganTauum K aTUM YCNOBUSIM.

FrEEMOMNPOTENHBI—MWOINOBUH
N TEMOINOBUH

Ha npumepe muornobuvHa v remornobvHa O4YeHb
YETKO TMPOCNEeXMBAETCA CBA3b MeXAY CTPYKTYpoW
N (yHKUMEN 6eNnkKoB BOOOLLE WM rNOGYNAPHbLIX GENKOB

B 0COGEHHOCTW. JTW [Ba C/MOXHbIX Oenka cogepxxart
B Ka4YeCTBe MPOCTETUYECKOW rpynmbl FeM— UMKITNYECKNIA
TeTpanuppon, MPUCYTCTBMEM KOTOPOro O6bACHSETCA
M KpPacHbIN LBET aTUX 6e/IKoB, U UX CNOCOBHOCTbL 3ana-
caTb Kucnopog (mMuornobmH) wm obecneumBatb €ro
TpaHcnopT (remornobuH). TeTpanupposibl COCTOAT U3
YeTbIpex Mosiekyn nuppona (puc. 6.1), CBA3AHHbIX YeTbl-
pPbMSi a-MeTW/IEHOBbIMU MOCTUKaMU C 06pasoBaHueEM
MNOCKOW KOJbLEBON CTPYKTYpbl. UTO npu aTtom ob6pa-
3yeTca— reM Wy Kakoe-To poACTBEHHOE COeIHEHNE—
3aBUCUT OT MNpuUpoAbl 3-3amecTuTesieil B NUPPOSbHBIX
KofibLax. 3ameljarowmnmm rpynnaMmm B reMe ABMAKOTCA
meTtanbHasa (M), BuHunbHaa (V) n nponvoHatHaa (Pr)
rpynnbl, pacrnosoXeHHble B Takom nopagke: M, V, M,
V, M, Pr, Pr, M (puc. 6.2). B ueHTpe ni10CKOro Kosbua
HaxoAaMTCcs OAMH aTOM >Kene3a B (heppo-COCTOAHUM
(Fe2+). TeTtpanupposbHble MNPOCTETUYECKUE TPYNMbl
N CBA3AHHbIE C HUMW WOHbI MeTai/IoB Cofepxxat U 4py-
rve 6enku: umMToxpombl (Fe2+ n Fe3t), HekoTopble tep-
MEHTbI, HanpuMmep Kartanasa, TPUNTOMaHNMpPPOsasa,
n xnopodunncogepxawme 6enkn (Mg2+). B uutoxpo-
Max MPOUCXOAUT MOnepemMeHHOe OKMUC/IeHWe W BOCCTa-
HOB/IEHVe aTOMa >Kenesa, urparoliee onpefenstoLlyto
PO/b B UX (DYHKUMOHMPOBaHMUM (TPaHCMOPT 3/1eKTPOHOB;
cMm. . 12). Hanpotme, B MUOr/I06MHE W reMorsiobmHe
OKUCNeHWe Fe2+ npmBoauT K MoTepe MX GMOMOrMYecKoin
aKTVBHOCTW.

*Q

Puc. 6.1. Muppon. AToMbl a-yrniepoga coefiHeHbl METUNEHO-

BbIMW MOCTMKamu ¢ obpasoBaHmemM TeTpanuppona. Mpu ato-

mMax R-yrnepoga HaxofAaTCA 3aMeCTUTeNu, XapakTepHble ANd
TOr0 WM WUHOTO TeTpanuppona, B 4aCTHOCTM rema.
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Puc. 6.2. 'em. InpposibHble KOMbLa M aTOMbl Yriepoaa, y4a-
cTBytol e B 06pa3oBaHUM METU/IEHOBbIX MOCTUKOB, Haxops-
TCS B OLHOW MNOCKOCTU; MNOYTN He BbIXOAUT U3 3TOM NNOCKOCTK
natom xenesa (Fe2+). MNAToe v WecToe KOOPANHALMOHHbIE NO-
NOXXEHWNA HAXOAATCA BbILE U HVXKE MNOCKOCTN reMOBOro KOJlb-
La Ha IMHUK, NeprneHjnKynapHoi nnockocTn. O6paTuTe BHU-
MaHue Ha Mpupoay 3amecTuTenel npu B-aTomax yriepopa
NMUPPOIbHBIX KOMeL,: NofsipHas 4yacTb remMa B MOJIEKY/IE MUO-
rnobuHa obpatlieHa B CTOPPHY ee NOBEPXHOCTU (Ha pUCYyHKe —
CneBa BHU3Y).

MNOTJTOBNH

Buonormnyeckan QyHKUUS MUOTN06MHA

MWOrno6uH cofepXXMTCS B KPaCHbIX MblLILAX U yya-
CTBYeT B 3anacaHuu Kucnopoga. B ycnosumsax Kucnopog-
HOro ronofaHus (Hanpumep, Npu CUIbHON PU3NYECKON
Harpyske) KWUCNOPOZ BbICBOOOXAETCA M3 KOMIIeKca
C MMUOINI06MHOM ¥ NOCTYNaeT B MAUTOXOHAPUM MblLLEY-
HbIX K/IETOK, rAe ocylectensgerca cuHtes ATP (okucnum-
TeNbHOe (ocopunnposaHue; cMm. ra. 13).

MepBMUHas CTPYKTypa W pacnpefeneHue
aMUHOKMCNOT

MuOrno6uH coCTONT U3 eAMHUYHON NOUNENTUAHOM
uenn ¢ Mon. maccor 17000; HWMKaKuX OCOGEHHOCTEMN
B XapakTepe cocTaBnAroWmx ero 153 aMMHOKMUCNOTHbIX
0CTaTKOB He 06Hapy>kmBaeTcs. Mpu aHanm3e Xe Ux Npo-
CTPaHCTBEHHOI0 pacnpefefieHns YeTKO BbISB/AETCA 0f-
Ha 0COOGEHHOCTb: Ha MOBEPXHOCTU MOMEKY/Ibl HAX04ATCA
MO/IAPHbIE OCTATKM, @ BHYTPU CTPYKTYPbl— HEMONAPHbIE;
3TO CBOWCTBO XapaKTEPHO AN rnobynspHbIX OGENKOB.
OcTaTku, cofepxxawiMe OLHOBPEMEHHO W MONAPHbIE,
N HenonspHble rpynnbl (Hanpumep, Thr, Trp n Tyr),
pacronioXeHbl Tak, YTO HENOJAPHbIE TPYNMbl OPUEHTU-

PYHOTCA BHYTPb r106ynbl. ECnn He cumTath 4BYX ocTaT-
KOB TMCTUAMHA, MPUHMUMAKOLWMX yYacTue B CBA3bIBAHUN
Kucnopoga, To BHYTPeHHWe 06/1aCTV M1OrNobmHa cogep-
XaT TO/IbKO HenosisipHble ocTaTtky (Hanpumep, Leu, Val,
Phe, Met).

BTopuuHaa n TpeTuyHasa CTpyKTypa
MMOr106MHa

Kak nokasblBaeT PeHTreHOCTPYKTYPHbIA aHanus,
MWOrNo6UH npeacTaBnseT coboil KOMMaKTHYH, MNpu-
MEpPHO cthepryeckyto MONeKyny pasmepom
4,5 % 3,5 % 2,5 Hwm (puc. 6.3). NMpumepHo 75% ocTaTKOB
06pa3ytoT BOCEMb MpaBbIX a-Cnvpanen, cogepxawinx ot
7 0o 20 octaTtkoB. HaumHasa ¢ N-KoHUa, crnvpann 060-
3HayvaloT 6ykBamm oT A Ao H. YuacTku, coeuHsioume
cnupanun, 0603HavaloT 4ByMA GYKBaMM, yKa3sblBaroLm-
MU COOTBETCTBYlOWMNe cnvpann. WIHAMBUAYaANbHbLIM
ocTaTKam npuceBamBatoT OYyKBY, YKasblBatloLLyk Chu-
pasib, B KOTOPOW OHWN HaxoAATcs, U NOPSAKOBbIA HOMED,
oTcumTbiBaembli 0T N-KoHua cnvpanu. Hanpumep, His
F8 — BOCbMOWA OCTatok B cnupanu F, UM aBnsetcs ru-
cTuauH. OcTaTKW, [aneko oTcToswMe Apyr OT Apyra
BAO/Ib Lenu (HanpuMmep, NnpuHagiexatine pasHbiM Crnu-
pansm), MOryT OblTb MPOCTPAHCTBEHHO CO/IMXKEHbI; Ha-
npumep, AOBOJIbHO 6/IM3KO HAaXOAATCA OCTaTKW TUCTU-
AvHa F8 (mpokcumanbHbi) v E7 (guctanbHblid) (puc.
6.3).

PAn JaHHbLIX CBUAETe/NIbCTBYET O TOM, UYTO B PacTBO-
pe BTOpPUYHasA W TpeTuyHas CTPYKTYpbl MUOrI06UHA

Puc. 6.3. Mogenb Mosnekynbl MuornobuHa. KoHTypbl— 3TO
ouyepTaHua, Habngaemble NpU HU3KOM paspelleHun. N3obpa-
YXeHbl B OCHOBHOM TO/IbKO aTOMbI a-yrnepoga v rem. (A3 cta-
T Dickerson R. E. In: The Proteins, 2nd ed., Vol. 2. Neurath
H. (editor). Academic Press, 1964, c nto6e3HOro paspeLleHuns.)
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6/IM3KN K CTPYKTYpe KPUCTaN/IMYeckoro MMornobuHa.
B 060m1x cnyyasx Habn04a0TCs NPaKTUYECKN UAEHTUNY-
Hble CMEKTPbl NOT/OLWEHNS; KPUCTANIMUYECKUI A MUOTNO-
6UH CBSA3bIBAET KWCMOPOA; COAepXKaHWe a-crnvpanei
B pacTBOpe, OLIEHMBaemoe Mo AWUCMEPCUM OMTUYECKOro
BpALLEeHMS 1 KPYroBOMY AUXPOU3MY, CXOAHO C aHHbI-
MW, MNOMYYeHHbIMW MeTOAOM PEHTreHOCTPYKTYPHOrO
aHanmsa.

BnvsiHve rema Ha KoH(opMauuio MUOFI06MHA

Mpwu noHwXeHun pH o 3,5 obpasyeTcs anoMuorso-
O6VH (MUOrNo6KMH, He coaepXalluii rema), 1 coepXxaHue
a-cnupanein pesko nagaet, a nocnegyroulee gobasneHune
MOYEBMHbI K anommuorfobuHy npu HentpanbHom pH
MPUBOAUT K MOYTU MOMHOMY MX UCYE3HOBEHMIO. locne-
Ayloliee yaaneHue MOYeBMHbI AManm3om u pobasne-
HWe remMa TMOMHOCTbD BOCCTAHaBMMBAET YWUCNO a-
cnupanen, a pobasneHne Fe2+ nNpuBOAMT K MOJSIHOMY
BOCCTaHOB/IEHNIO 6MONIOrNYECKOM (KUCNOPOACBA3bIBALD-
LLlein) akTMBHOCTU. Takum ob6pa3om, MHhopmaums, co-
[epxalasncs B NepBUYHON CTPYKTYpe anoMuoriobunHa,
B NPUCYTCTBMU rema O4HO3HAYHO LeTepMUHUPYET CBep-
TbiBaHME MONeEKYNbl 6e/ka ¢ 0bpasoBaHMEM HaTUBHOW,
O6M0N0rMYecKn akTUBHOW KOHMopMauun. ITO BadKHOE
MONOXKEHME PaCMpPOCTPaHAETCA U Ha Apyrue 6enkun: nep-
BUYHaA CTPYKTypa 6enka onpefensieT ero BTOPUYHYHO

N TPETUHHYIO CTPYKTYPY.

MpocTpaHCTBEHHAS OpUeHTaLMA aToMa Xenesa,
NMPOKCMMa/IbHOTO U JUCTa/IbHOr0 OCTATKOB
rMcTUANHa B MOJEKY/le MUOTI06MHA

fem B MOMeKysie MUOrN06mHa pacnosioXXeH B LLeN
mexay cnvpanamun E n F; ero nofspHble NPOnMoHaTHbIE
rpynnbl  OPUEHTMPOBaHbI K MOBEPXHOCTU TN106YbI,
a OCTa/lbHas 4acTb Haxo4UTCs BHYTPU CTPYKTYpbI
N OKPY>XeHa HenonspHbIMM OCTaTKamu, 3a WCK/IOYe-
Huem His F8 n His F7. IaToe KoopAnHaLMOHHOE Nono-
YKEHVe aToMa XKefesa 3aHATO aTOMOM a30Ta reTepouu-
K/IMYECKOro Kosbla NPoKCUMasibHOro rmctuanHa His F8
(puc. 6.4). AnctanbHbIi ructuguH (His E7) pacrnonoxex
Mo APYryto CTOPOHY reMOBOr0 KOJbLa, MOYTN HANpPoTKB
His F8, HO wwecToe KOOpAWHALMOHHOE NOJIOXKEHWe aTo-
ma >xenesa His E7 octaetca cBo6ogHbIM (puc. 6.4).

Pacnono)xeHue atoma ><esesa

B HeOKCUreHMpoBaHHOM MMWOrN06MHE aTOM >Xenesa
Ha 0,03 HM BbLICTYNaeT U3 NMIOCKOCTU KO/bLa B Hamnpas-
neHumn His F8. B oKcureHMpoBaHHOM MUOT/I06MHE aTOM
Kucnopoaa 3aHMMaeT LLeCToe KoopANHaALMOHHOe noso-
XKeHne aToMa XKenesa, a cam aTOM >XKefie3a BbICTYNaeT U3
MIOCKOCTN rema TonbKo Ha 0,01 HMm. Takum o6pasom,
OKCUreHMpoBaHNe MUOrn06uHa COMpPOBOXAAeTCA CMe-
LLleHNnem aToMa Xenesa u, cnegosatenbHo, His F8 u Ko-
Ba/IEHTHO CBA3aHHbLIX C HUM OCTATKOB B HarnpaB/ieHUU

MpokcuManbHbIiA
His (F8)

AnctanbHblii

His (E7)

Puc. 6.4. TonoxeHve moJsieKy/bl KACMOpPOLa B reme nocje OK-

CUrCcHUpoBaHMA. M306paxeHbl TakxXe MMWUAAa301bHblIe KOMblLia

[BYX BaXHbIX OCTATKOB FMCTUAMHA B rNOBMHOBOW Lenu, KOTo-

pble pacrnofiaraloTca psALoOM ¢ aToMoMm >xenesa. (13 paboThl

Harper H. A. et al., Physiolégische Chemie. Springer-Verlag,
1975, ¢ nto6e3HOro paspeLueHus.)

NNOCKOCTW KOMblia; B pe3ynbTaTe 3Ta 061acTb Genko-
BOW rn06ynbl NPUHUMAET HOBYH) KOHOPMALMIO.

Jlnrangbl

CBA3b, 06pasyloLwaica Mexay aTomoMm Kucnopoga
M aToMOM Fe2+ npu OKCUreHMpoBaHUM MUOTrN06UHaA
Hanpas/ieHa NepneHAUKYNSpPHO MJIOCKOCTU KonbLa re-
Ma. BTopoi aTtom Kucnopoga yaaneH oT AUCTaNbHOro
rMCTMANHA, U CBSI3b MeXay aToMamu Kucnopoga obpa-
3yeT OTHOCWUTENbHO M/IOCKOCTU rema yron 121° (pwuc.
6.5).

~0 I

Fe LU Fe

Puc. 6.5. lNMpegnoyTtuTefibHble OpUEHTALUN MOJSIEKY/T KUCOPO-
[ia 1 oK1cK yrnepoga, cBA3aHHbIX C aTOMOM Xefliesa 130nmpo-
BaHHOro remMa (TEMHbIE MONOCKN).
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* Okucb yrnepoga (CO) cBA3bIBAeTCA C M30/1MPOBaH-
HbIM remoM npumepHo B 25000 pa3 60nee NPOYHO, YeM
Kucnopofd. NMockKonbKy aTMOCHEPHbIN BO3AYX COAEPXKNT
cnefbl CO u elle HebonbLoe Konnyectso CO obpasye-
TCA B X0fe HOpPManbHOro.katabonnsma rema, BO3HU-
KaeT BOMPOC: MOYEMY >Ke LLeCToe KOOPANHALWNOHHOe No-
NOXKeHwe xenesa B MMOrnobumHe 3aHATO He CO, a mone-
Kynoin 0 2 CBsi3aHO 3TO CO CTEPUYECKMMM OrPaHNYeHNs-
MW, BO3HMKAKOLWMMW B MuornobuHe. Monekyna CO,
CBA3bIBAACL C TEMOM, CTPEMMUTCA MNPUHATbL TaKyto
opueHTauuto, npn Kotopoi Bce Tpu atoma (Fe, C, O)
HaxoasaTca BAOMb NNHWUW, NEPreHANKYNSPHOW MNI0CKO-
CTW Kosibla rema (puc. 6.6). 4na n3onnMpoBaHHOro rema
Takas opueHTauus BNOJSHe BO3MOXHa, HO B MUOT/106M-
He cBsi3bIBaHNO CO B TaKO OpUeHTaLIMN CTEPUYECKN Mpe-
NATCTBYET AUCTa/IbHbIA TUCTUAMH (puc. 6.6). ToaTomy
CO cBsi3blBaeTCA B MeHee 61aronpusaTHON KOHGUrypa-
LMK, YTO MOHMKAET NPoYHOCTb cBsisn CO ¢ remom 60-
Nee YyeM Ha ABa nopsaaka, Tak YTo OHa CTaHOBMTCA BCErO
nmwb B 200 pa3 npoyHee, yem cBA3bL reM— 02 Tem He
MeHee Heb0/bLas YacTb MOJIEKY/T MUOTN06MHa (0KOMO
1%) B HOpManbHbIX ycnosmax ceasbiBaeT CO.

KnHeTNKa OKCUTeHNPOBaHUA MUOr106MHa

Moyemy MWOrN06UH HecnocobeH TpaHCNOPTUPO-
BaTb KNCNOPOA, HO 3aTO 3heKTUBHO ero 3anacaet? Ko-
NINYECTBO KMCNOpOoJa, CBA3bIBAKOLLErOCA C MUOrIoou-
HOM («MPOLEHT HACbILLEHWS»), 3aBUCUT OT KOHLEHTpa-
UMM KUcnopoga B cpefe, HENOCPeLCTBEHHO OKpyXKako-
e monekyny 6enka (3Ty KOHLUEHTpaUUIO BblpaxaroT
Kak PO — napuwuanbHoe AaaBneHue Knucnopoga). 3asucu-
MOCTb ‘MeXfy KONMYeCTBOM CBSA3aHHOr0 Kucnopoga
n PO MOXHO NpeacTaBuTb rpaivyeckn B BUAE KPUBOM
HaCbILWEHNA MMUOTI06MHA KMCNOPOAOM (KpWBOI AmMcco-
uvauun Kucnopoga). Ona muornobvHa wmsoTepma af-
copbumn Kncropoga nmeeT hopmy rvnepéosbl (puc. 6.7).

Puc. 6.6. OpveHTaumns MONEKYT KMCNOPOAa N OKUCK Yrnepoja,

CBA3aHHbIX CaTOMOM >Kefie3a remMa B coctase muornobuHa. u-

CTaNbHbIA ructugmH E7 npenatcTByeT cBAsbiBaHU0 CO

B NPeAnOYTUTENIbHON AN 3TOW MONEKYNbl OpUEHTaLUn— noj
yrnom 90° K noCKOCTU reMOBOro KOsbLa.

Puc. 6.7. Kpuasi HacbIWweHUs MUOrnobuHa KUCnoposom.

PO B TKaHW, OKpYXaloLleh NerovHble Kanuinspbl, co-
ctaBnset 100 MM pT. CT., NO3TOMY MUOT/I06UH B NErKNX
MOT 6bl BeCbMa 3(P(PEKTMBHO HACbIWATLCA KNCOPOAO0M.
B BeHO3HOI KpoBKn PO paBHO 40 MM pT. CT., a B aKTUBHO
paboTarollen MblliLe— okKono 20 MM pT. CT. HO agaxe
npw napymanbHOM gasneHun 20 MM pT. CT. CTENEHb Ha-
CblLeHs MMOrobmnHa KMCNopoaom byaeT BecbMa 3Ha-
YNTENIbHOMW, MU MO3TOMY MWUOTNOOUH HE MOXKET CNYXUTb
CPeACTBOM ero A0CTaBKM OT NIETKUX K nepuepruyecknm
TKaHaMm. OfHaKo npu KUCNOPOAHOM ronogaHuun, KoTo-
PbIM CONPOBOXJaeTcs TAXenas guanyeckas pabota, PO
B MbILUEYHOW TKaHM MOXXET MOHU3UTLCA U A0 5 MM PT.
CT.; MPU CTO/Ib HU3KOM [aBNEHNUN MUOTOO6UH NEerko oT-
[aeT CBsi3aHHbIN KUcnopog, obecreynBas TEM CambiM
OKNCNUTENbHbIA CUHTE3 ATP B MUTOXOHAPUSAX MblLLEY-
HbIX K/ETOK.

TEMOI TOBUNHDbI

Buonornyeckas GpyHKUUS reMorsio6uHoB

[eMOrno6uHbI— CTPYKTYPHO-POACTBEHHbIE  6e/KK,
HaxogAwmMecs B 3puTpoLmMTax MO3BOHOYHbIX. OHU Bbl-
MONHAKT [Be BaXHble 6MONOrMYecKkme  (yHKUUN:
1) nepeHocaT 0 213 Nerknx K nepugepryeckumM TKaHAaM;
2) nepeHocat CO, 1 NPOTOHbLI OT NepudepruyecKnx TKa-
Hel K fgblXaTe/lbHbIM OpraHam A/ NocrefytoLero Bbl-
BefleHuss u3 opraHusMa. CpaBHUTeNbHAs OGUOXUMUA
reMornobMHOB 4pe3BblYanHO MHTEPecHa caMa o cebe,
OfHaKO Mbl 3[eCb COCPeAOoTOYMM BHUMAaHWE TO/bKO
Ha remMors06uHax yenoBeka.

MepBUYHAs CTPYKTypa remornobuHa A

B oTnnuyme oT MMornobuHa, KOTOPbIA HE UMEET YeT-
BEPTUYHON CTPYKTYPbl, FEMOrNOOUHLI MPeAcTaBNsaOT
cob60W TeTpamepHble 6eNKKU, MOJEKY bl KOTOPbIX 06pa-
30BaHbl Pa3IMYHBLIMX TUMAMKU NOMUMENTUAHBIX LEenen
(oHn o6o3HavaroTCcA a, B, y, 5, SuT.4.). BcoctaB mone-
KyNbl BXOAAT NO ABe LENU ABYX pasHbIX TUMOB. OnnHa
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a- u 3-uener NpUMeEPHO O4MHAKOBa— a-LieMnb COLEPXUT
141 octatok, a R-uenb— 146; ogHako a- un B-
nonunenTugbl remornobuHa A (HbA) kogupytoTcs pas-
HbIMW TEHaMWN 1 UMEIOT PasHyHo NEPBUYHYIO CTPYKTYPY.
B T0 e Bpemsa nepeuyHas CTPykTypa B-, y- 1 6-Lenei
remMorsiobnHa yenoBeka B 3HAUYMTE/IbHON CTEMeHW KOH-
cepBaTuBHa.

BTopuuHasn n TpeTUUHasn cTPyKTypa remornobmnHa A

HecmoTpsa Ha pasnuumnsa B AAMHE LEenn U aMUHOKU-
CNOTHOM nocnefoBaTeNbHOCTM MuUOrnobuHa w  B-
nonunentuga HbA, OHM WMEKT MNOYTU WAEHTUYHYIO
BTOPUYHYIO U TPETUYHYIO CTPYKTYpY. STO NnopasuTesb-
HOe CXO0ACTBO, KOTOPOE pacnpoCcTpaHAeTCcs Ha pacnoso-
YXEeHVe reMa 1 BOCbMU CNUpasibHbIX YyY4aCTKOB, YaCTUYHO
00YyC/I0BNEHO TEM, YTO B 3KBMBAEHTHbIX MOMOXEHUAX
MEePBUYHON CTPYKTYpPbl MUOrNo6mnHa 1 R-cybbegnHNLbI
HbA HaxopdATcsa X0TA U pasnuyaroLlinecs, HO CXOAHbIE
Mo CBOMM CBOWCTBaAM aMMHOKWUCMOTbI. a-Monunentung
Tak)Ke BeCbMa CX0feH C MUOrN0BMHOM, XOTS B HEM CO-
[EPXUTCA CeEMb, a He BOCEMb cnupaneil. Kak n B Muo-
rnobuHe, rMapoMo6HbIe OCTATKM Y HEro pasmeLLarTcs
BHYTPU CTPYKTYpbl, a rMapodusibHble (OMATb-TaKM 3a
NCKMOYEHNeM [IByX OCTAaTKOB F'MCTUANHA)— Ha NMoBepx-
HOCTW; 3TO B OfMHAKOBOW Mepe CBOWCTBEHHO U a-,
N R-cybbeamHmLam.

UeTBEpPTUYHAS CTPYKTypa remorsobmnHa A

CBoKCTBa UHAMBMUAYA/bHLIX remMornobMHOB Hepas-
PbIBHO CBfi3aHbl C UX YETBEPTUYHOW, PaBHO KakK U BTO-
PUYHOW N TPETUYHOW, CTPYKTYypaMu. Hanbonee pacnpo-
CTpaHeHHble TeMOr/I06MHbI UMEKT CefyroLLyto TeTpa-
MepHYyto CTpyKTypy: HbA (HOpManbHbIA remornobuH
B3pOCnoro 4enoseka)— aBl2 HbF ((eTanbHbl remo-
rnoouH)—az/2 HbS (remornobuH npu cepnoBuiHO-
KNeToyHoi aHemnm)—aS2 HbA2 (MUHOPHbLIA remo-
rnobuH B3POCNOro 4enoeeka)—ad2 YeTBepTU4yHas
CTPYKTypa Hagenser remornobuH LONOSHUTENbHbIMY
BaXHbIMW 0COO6EHHOCTAMMU (OTCYTCTBYHOLWMMU Y MUO-
rnobuHa), KoTopble CNOCOBCTBYHOT BbIMOIHEHUIO FeMO-
rNOGMHOM €ro YHUKanbHOW 6MOMOrnYeckon ¢yHKLMK
1 06ecrneymBaloT BO3MOXHOCTb CTPOroi Perynaunm ero
cBoWcTB. [emornobuH o6nagaeT a1oCTEPUUECKUMN
cBoctBamn  (OT Tpey. annoc— 4pyron, crTepoc—
MeCTO, MPOCTPAHCTBO), U Ha ero NpuMepe MOXHO Nyy-
LLIe MOHATb CBOWCTBA APYrnX afinocTepuyeckmnx 6enKos.

KnHeTnKa okcureHMpoBaHms remMornobuHa

[eMOorfiobuH cBA3bIBaeT YeTblpe MOJEKY/bl KUCMNO-
pofa Ha TeTpamep (MO OAHO Ha rem B KaXAoW CyoObe-
ANHULE); 0CO6EHHO BaXXHbIM OT/IMYMEM €ro OT MUOT0-
OVHa ABNSETCA XapaKTepHas KpMBas HacbILWEHUS KNCOo-
pOAOM, KOTOpas UMeeT curmoungHyto gopmy (puc. 6.8).
Takum 06pa3omM, CrNOCOOHOCTb remornobmHa CBsi3bl-
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Puc. 6.8. KpuBble cBfi3biBaHUS KuUCopoga rFemMorfio6uHoOM
n MuornobuHom. MapunanbHoe faBNeHWe KUcnopoja B apTe-
pranbHOW KpoBu coctasnseT okono 100 MM pT. CT., B BEHO3HOWA
KpoBM  0KOJ10 40 MM PT. CT., B Kanunnsapax KPOBEHOCHbLIX CO-
CY[,0B aKTUBHON MblWLbl— 0K0M0 20 MM PT. CT.; MUHUMAaSIb-
HOe flaB/ieHne, He06X0ANMOE AN MYHKLMOHUPOBAHUSA (DePMEH-
TOB LUTOXPOMHOI CUCTEMbI, PaBHO ~5 MM pT. CT. /3 pucyHka
BMAHO, YTO accoumaumns ueneil ¢ o6pasoBaHMeM TerpaMepHOi
CTPYKTYpPbl MPUBOAUT K CYLLECTBEHHOMY MOBbILIEHNIO 3(eK-
TUBHOCTU CHabXeHWs TKaHel KWUCNOPOLOM MO CPaBHEHUIO
C MOHOMepHbIMU 6enkamu. (A30n1MpoBaHHbIE LEenu remMorso-
6nHa 06n1a8al0T NPUMEPHO TaKUM Xe CPOACTBOM K KUC0POAY,
4YTO U MUOTN06UH, N XapaKTepu3yrTCsa aHanorMyHol runep6o-
NNYeCKO KpuBOi HacbiweHus.) (M3 paboTbl Stanbury J. B,
Wyngaardcn J.B., Fredrickson D.S. (editors): The Metabolic
Basis of Inherited Diseases. 4th ed. McGraw-Hill, 1978, c name-
HEHMAMMN.)

BaTb 0 23aBUCUT OT TOTO, CofepXXarcs i1 B laHHOM Te-
Tpamepe gpyrve monekynsl 0 2 Ecnn ga, To nocnepyto-
Wwue monekynsl 0 2 npucoeanHaATcA nerye. Cneposa-
TeNbHO, AN TeMorniobnHa xapakTepHa KMHETUKA KOO-
NnepaTyMBHOIO CBSA3bIBaHWUS, 6narogaps KOTOpPOW OH
CBA3bIBAET MaKCUMManbHOe Konimyectso 02 B nerkux
N oTAaeT MakcumanbHoe Konmyectso 0 2npu Tex PQ,
KOTOpble MMEKT MeCTO B Nepuepryeckmx TKaHAX.
CpaBHUTE, HanpuMmep, Kakue KOMM4YecTBa KMUCNOpoAa
CBA3bIBAKOTCA TEMOr06MHOM U MUOTNOBUHOM B Jier-
Kux, npu PO = 100 MM pT. CT., U KaKne B TKaHAX, Mpu
PO = 20 mm pT. CT. (puc. 6.8).

CpoAacTBO remornobnHoB K 0 2xapakTtepusyeTcs Be-
NNYMHOW Pjo— 3HayeHnemM PO , MpM KOTOPOM Habroaae-
TCA MOJIyHACbILLIEHVE reMorf10buHa K1ciopogom. 3Hade-
H/e PX y pasHbIX OpraHM3MoB CYLLECTBEHHO pa3fnyae-
TCA, HO BO BCeX C/lyyasax OHO MpeBbIlaeT 3HavyeHne PO B
nepudeprnyecknx TKaHAX paccMaTpuMBaeMoro OopraHus-
Ma. 3TO XOPOLLO MNNCTPUPYET (eTanbHbIA FeMOrno-
6uH yenoseka (HBF). Ans HbA Px = 26 mM. pT. CT.,
a ana HBF P3g = 20 mm pT. cT. Bnarogaps aToi pasHu-
Le remornobuH F otbupaet kucnopog y HbA, Haxops-
Lerocs B nnaueHTapHon Kposu. OAHAKO Mocfie poXx-
feHuns pebeHka HBF yTpaumBaeT cBOKO (PyHKUMIO; 06Nna-
fas 6onee BbICOKMM CpoAcTBOM K O 2 OH BbICBOGOXKAa-
€T MeHbllee ero Ko/IM4yecTBO B TKaHAX.
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OKCUreHpoBaHMe COMpPOBOX/AeTCsl
3HAUNUTENbHBLIMU KOHHMPMALMOHHbLIMM
N3MEHEHVAMU B TemMorfiobuHe

CaasbiBaHMe O, CONpPOBOXAAETCA paspbiBOM cofie-
BbIX CBA3ei, 06pa30BaHHbLIX KOHLEBbIMU KapbOKCWb-
HbIMU rpynnamm cyobeamHuy, (puc. 6.9). 3to obneryaet
CBA3bIBaHME cnegytowmx monekyn 0 2 NOCKOfIbKY npu
3TOM TpebyeTcs pa3pbiB MEHbLUEr0 4ucna CONeBbIX
CBA3ei. YKaszaHHble W3MEeHeHVs 3aMeTHO B/UAKT Ha
BTOPUYHYIO, TPETUYHYKDO W OCOOEHHO YeTBEPTUYHYIO
CTPYKTYpy remornobuHa. Mpu 3tom ofdHa a/B-napa
Ccyb6beuHNL, MOoBOpayYMBaeTCa OTHOCUTENbHO APYroWn
a/R-napbl, 4TO NPUBOAUT K KOMNAaKTU3aLNKN TeTpamepa
1 NOBbILWEHNIO cpoacTea remos K 0 2(puc. 6.10 n 6.11).

UeTBepTMYHaA CTPYKTYpa YaCTUYHO OKCUTEHUPOBAH-
HOro remorno6mMHa onucbiBaeTcs Kak T-cOCTOsiHMe (OT
aHrn, taut— HanpsyxeHue); NONHOCTLIO OKCUIEHNUPOBaH-
HOMY remornobuHy (Hb02 oTeBevaeT R-cocTosiHue {re-
laxed— penakcupoBaHHoe) (puc. 6.12). TepMuHbl R-
N T-COCTOAHUA MCMONbL3YIOT ANA XapaKTepucTuku 4Yet-
BEPTUYHON CTPYKTYpPbl a1/10CTEPUUECKUX (PEPMEHTOB;
MeHbLIMM CPOACTBOM K cy6cTpaTy o6nagaet T-
COCTOSHUE.

KoHhopmaloHHble U3MEHEHMST B OKPYXXeHU
remMorpynnbl

OkcureHupoBaHue remornobuHa, kak 1 Muornoom-
Ha, COMPOBOXAAEeTCA CTPYKTYPHbIMU U3MEHEHUSMU
B OKPY)XXeHUW remorpynnbl. [1pn OKCUreHMpoBaHMM
aToOM >Kefnesa, KOTOPbI B 1€30KCUTreMoriobuHe BbICTY-
nan Ha 0,06 HM 13 NNOCKOCTU reMOBOro Kosbla, BTAMM-
BaeTCcA B 3Ty MJOCKOCTbL (puc. 6.13). Bcren 3a atomom
Xenesa 6/1Ke K reMy nepemeLLaeTcs v NPoKCUMasnbHbIi

T-hopma

Puc. 6.9. Conesble CBA3N MeXAy CyObefnHMLaMN B fe30KCUre-

MoriobuHe. Mpu OKCUTEHNPOBAHMM 3TN HEKOBA/IEHTHbIE CBA3N,

00yCNOBMEHHbIE 31EKTPOCTATUYECKUMUN B3aUMOLENCTBUSAMU,

paspywatoTtca. (M3 kHurm Stryer L.: Biochemistry, 2nd ed..
Freeman, 1981, ¢ n3mMeHeHMAMN.)

rucTuamH (F8), a TakXkKe CBf3aHHbIE C HUM COCeHME
OCTaTKM.

TpaHcnopT ABYOKUCK Yriepoaa

FeMornobuH He TONIbKO MEPEHOCUT KWUciopog oT
Nerknx K nepuepuyecknm TKaHAM, HO W YCKOpsieT
TpaHcropt CO02 oT TKaHeW K nerkum. [emorno6mH
cBA3bIiBaeT C02cpa3y nocne BbICBOGOXKAEHNA KMCIOPO-
fa; npumepHo 15% C 02 npucyTCTBYIOLLETO B KPOBMU,
nepeHocuTcAd Monekynamum remornobuvHa. Haxops-
Lasacs B apuTpoumTax KapboaHrugpasa katanmsmpyet
npespalleHre noctynatoero n3 TkaHein C02B yrosb-
Hyto kucnoty (puc. 6.14). YronbHas Kucnota 6bICTpo
anccounmnpyeT Ha 6MKapboHaT-MOH M NPOTOH, MPUYEM
paBHOBECME CABWHYTO B CTOPOHY Auccoumauun. And

R -thopma

Puc. 6.10. Mepexog remornobuHa n3 T- B R-hopmy conpoBoXAaeTcsd NOBOPOTOM OAHOM Mapbl XXeCTKO CBSi3aHHbIX Cy6beanHuL,

(a2R2) Ha 15 OTHOCUTENbLHO APYroi Takol e napbl (a,/,). Ocb BpalleHNS 3KCLEHTPUYHA, T. €. 0[JHOBPEMEHHO MPONCXOAUT CABUT

anmepa (a2B2) 6nuxe K ocm TeTpaMepa. Ha 3TOM pUCYHKe MOKa3aH NMoBOPOT M CMeLLeHNe 3aTeHeHHOW a2d2-napbl OTHOCUTE/IbHO
He3aTeHeHHOR a,/p,-napbl (NOCNeAHAN CUMTAETCA HENOLBVKHOW)
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Puc. 6.11. N3meHeHuns, npoucxopaawme B obnactu a,,R2KOH
TakTa npu okcureHuposaHun. KOHTAKT KakK Obl «Mepecka-
KnBaeT» C OA4HOro 3ybua Ha Apyrow, ¢ 3aMeHOl OAHOW BOfO-
POJHOW CcBA3M Ha Apyryto. OcTanbHble CBA3M 06pa30BaHbl He-
nonspHeiMy octatkamu. (3 paboTel Perutz M. F.: Molecular
pathology of human hemoglobin. Stereochemical interpretation
ofabnormal oxygen affinities. Nature 1971:232:408, c nto6e3Ho-
ro paspeLueHus.)
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Puc. 6.13. Mpu OKCUTeHNPOBaHUM ANAMETP KOOPAMHALVOHHOM

chepbl aTOMa >Kefie3a CTAHOBUTCA MeHbLUe, U OH BTATUBAETCA

B MJIOCKOCTbL remMa. BmecTe ¢ aTOMOM >Kene3a CMmeLlaeTcs ru-

ctmanmH F8. (N3 kHurn Stryer L: Biochemistry, 2nd ed., Free-
man, 1981, ¢ HEKOTOPbIMN U3MEHEHUAMMN.)

T - hopma

R -hopma

Puc. 6.12. BeposiTHOCTb nepexoga u3 T-thopmMbl B R-(hopmy noBbILaeTcs No Mepe noc/efoBaTelbHOr0 OKCUIeHNPOBaHNA KaXKAoM
13 YeTblpex remorpynn. B npefcTaBneHHON 34ecb MOLENN COMEBble MOCTUKM (MPSAMbIE IMHUK), CBA3bIBalOLLME CYObeUHNLbI B T-
(hopme. paspyLiarTca No Mepe NPUCOESNHEHNSA KNCNOPOa, M flaXke Te CONeBble MOCTMKWN, KOTOPbIE OCTatTCA HepaspyLLEHHbIMU,
MOCTENEHHO 0C/1abnaTCca (BOMHUCTLIE MHUK). MNepexon u3 T- B R-COCTOAHME He CBA3aH OAHO3HAaYHO C NPUCOeANHEHEM Onpeje-
NEHHOT0 Yuncna MoIeKyN KMCIopoja, 04HaK0 Npuy CBA3bIBAHWUMW KaX /0 HOBOI MOJIEKY bl KNCNI0POJa BEPOATHOCTbL 3TOM0 nepexoja
nosbillaeTcd. Ha nepexo mMexay ABYMSA COCTOAHUAMM 0Ka3blBalOT BAUAHME NPOTOHbLI, ABYOKUCH yriepoaa, xnopug n Adrr. Yem
Bbille MX KOHLUEeHTpauus, TeM 60/blIee YUCNo MOJIEKYNT KMCMOPOAa AO/HKHO CBA3ATLCA, YTOOblI 0Ka3ancad BO3MOXXHLIM MEPEXOL.
lMONHOCTbIO OKCUTEeHUPOBaHHbIE MOJIEKY /bl B T-COCTOAHUN W NOMHOCTLIO 4E30KCUTeHNPOBaHHbIE B R-COCTOSHUW He noKasaHbl —
OHU CNULLIKOM HEeYCTOWYMBbI, YTOObI MPUCYTCTBOBATb B 3aMeTHOM KonuuecTBe. (13 paboTbl Perutz M. F.: Hemoglobin structure
and respiratory transport. Sci. Am. [Dec.] 1978:239:92, ¢ N3MEHEHUAMMN.)
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CO2+HD T m—— HZ03
Kap6oaHrugpasa YronbHas
Kucnota
* HOOJ +H+
Camonpon3Bo/bLHO

Puc. 6.14. O6pasoBaHue YrofibHOW KWUCNOTbl B XO4e peakuumu,
Katanusmpyemon Kkapb6oaHrmapason apuTpoumTOB, U ee AUcco-
Lunaumsa Ha 6MkKapboHaAT-MOH U NPOTOH.

npefoTBPaLLEHNSA OMAcHOro MOBbLIWEHUSA KUCIOTHOCTH
KpOBM [O/KHA CyLLecTBOBaTb OydepHas cuctema, cno-
cobHas norsowaTtb U36bITOK MPOTOHOB. [emMornobuH
CBA3bIBAET ABa MNPOTOHA Ha KaKable YeTbIpe 0CBOOOAVB-
LLIMeCA MOJIeKY/ bl KUC/opoda 1 onpegenset 6ygepHyto
eMKOCTb KpoBu (puc. 6.15). B nerknx maeTt obpaTHbIi
MpoLecc: NPUCOeaMHeEHME KUCNOoPoha K Ae30KCUremMorsio-
OMHY COMPOBOXAAETCA BbICBOOOXAEHNEM MPOTOHOB, KO-
TOpble CBA3bIBAOTCA C BMKapboHaT-noHaMu, nepeBoas
MX B YrOMIbHYO KUCNOTY. [anee appeKTUBHO AelCTBYIO-
was KapboaHrmgpasa KataamsuMpyet MpeBpaLieHue
YrofIbHOW KWUC/IOTbl B YI/IEKUC/bIA ra3, BblAblXaembli
U3 nerkux. Taknum o6pa3oM, CBSA3bIBaHVE KMC/I0pOoAa TeCHO
COMpsiXXeHo ¢ BbiabixaHnem C02 3710 obpatumoe sBne-
HVe M3BECTHO KakK adpeKT Bopa. ekt bopa sBnsdercs
CBOWCTBOM TeTpamepHOro remMorsiobuHa v onpegense-
TCS reM-reMOBbIM B3aMOJENCTBUEM, NEXALLUM B OCHO-

Ypansetca BMecTe C
BblbIXaeMbIM BO3JYX0OM

2C0, + 2H,0
| | Kap6oaH
| 1 rngpasa
2H,CO,

O6pasyeTcs B
uunkne Kpeéeca

Puc. b.15. ekt bopa. [AByokucb yrnepoga, obpasoBas-
Laacsa B nepudepmnyecknx TKaHaX, pearmpyeT ¢ BOoW, 06pa3sys
YroNbHYI KWUCNOTY, KOTOpas Auccoumupyet Ha GukapboHar-
MOH W NPOTOH. [1e30KCUIeHUPOBaHHbIA remMornobuH BbINOJ-
HAeT posib 6yepa— OH CBA3bIBAET NMPOTOHbI U NOCTABAET UX
B /lerkue. B nerkux cBssbiBaHWe reMornobuHoOM Kuciopoga co-
NMPOBOXJaeTCcAa BbICBOOOXJAEHNEM MPOTOHOB W3 remornobuHa.
MPOTOHbI COEAMHATCA C 6UKAPOOHAT-MOHOM, 06pasys yronb-
HYI KUCMOTY, KOTOpas npu yyactum kapboaHrmgpasbl npespa-
WaeTca B ABYOKMUCb yrnepoja u Boay. [BYOKuCb yrnepofa
(yrnekucnblii ra3) yfansercsa u3 fIerkux ¢ BblAbIXaeMbIM BO3AY-
XOM.

Be KOOMepaTuBHbIX 3((EKTOB. Y MUOrnobuHa agdexT
Bopa He o6HapyXnBaeTcs.

MonekynsapHaa ocHoBa apdekTa bopa

MpOTOHbI, OTBETCTBEHHbIE 3a apdeKT bopa, BbICBO-
6oXaarTca B pesyfibTarte paspyLUeHns COMEBbIX MOCTU-
KOB, KOTOPbIM COMPOBOXJAETCHA CBA3bIBAHUE KWUC/IOPO-
fa ¢ T-CTPYKTYpPOR; OHW OTCOeAMHATCS OT aTOMOB
a3oTa ocTaTtkos ructuauHa (146) B R-uenax. T npoTo-
Hbl CABWraltT paBHOBECMe B CTOPOHY 06pa3oBaHUS
YrofibHOW KWUCNOTbl, KOTOopas pacuiennserca Kap6o-
aHrumapason c obpasoBaHuem CO; (puc. 6.15).

Hao6opoT, npu BbICBOGOXAEHUWN KUC/IOPOAA BHOBb
thopmupyeTcs T-CTPYKTypa C NPUCYLLUMMK eli CONEBLIMU
MOCTUKaMW, Npu 06pa3oBaHUM KOTOPbIX MPOUCXOAMT
npucoeivHeHne NPOTOHOB K OCTaTtkaM rncTuguHa B R-
uensx. Takum 06pa3om, B NepuUPepnUecKnX TKaHsaX npo-
TOHbI 61aronNPUATCTBYIOT 06Pa30BaHMIO COMEBbLIX MO-
CTUKOB NyTemM NPOTOHMpPOBaHMA (MO aTOMy a3oTa) KOH-
LIeBbIX OCTATKOB ructmamvHa B R-cy6beanHuuax. Obpa-
30BaHue COMEeBbIX MOCTUKOB (hopcMpyeT 0CBOGOXAEHME
Kucnopoga 13 OKCUreHMpoBaHHOW R-(hopmbl remorno-
OuHa. TaK, noBblLLEHME KOHLEHTpaLyM MPOTOHOB CrMo-
CO6CTBYET 0CBOOOXKAEHMIO KUC/TOPOAA, @ MOBbILLEHNE KOH-
LIEHTpaLMN  KUC/opoda CTUMY/IMPYET  BbICBOGOXKAEHME
NPOTOHOB. [epBblii U3 3TUX 3PPEKTOB NPOSABNASETCS
B CABUTe KPUBOW gmuccoumaumm Kucnopoga Bnpaso npw
MOBbILEHNN KOHLEHTpauMm MOHOB Bogopofa (npoTo-
HOB).

Perynaumsa 2,3-6ucgoctornmuyepaTom

HepocTtaToK Kucnopoa B NeEPUQEPUUECKUX TKaHAX
NPMBOAMT K HaKonneHuto 2,3-6ucgocgornumuepara (au-
(ocornuuepata, APlr) (puc. 6.16). 3T0 coeanHeHue
obpasyeTcs n3 1,3-6uchocthornmuepara. NPomexyToy-
HOro npoaykKta rnvkonusa. TeTpamep remornobuHa
CBA3blBaeT OA4HY Monekyny A®[, kKoTopad pa3mella-
eTCsl B LEHTPa/bHOM MONOCTW, BbICTIAHHOW OCTaTKamu
BCEX YeTblpex cyobeanHul. O6bEM 3TO NOMOCTM A0CTa-
ToYyeH Ana pasmMeweHns OPI TONbKO B TOM Chyuae,
Korga monekyna remornobuHa Haxogutcs B T-(hopme
N 06pasyeTcs A0CTaTOYHO LUMPOKUIA NPOCBET Mexay H-

0
on \

0-

V

-o"" \\
o

Puc. 6.16. CtpykTypa 2.3-6ucctocornumuepara.
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cnupanamun R-ueneir. CeasbiBaHMe AP ocyllecTBns-
eTca nyteM 06pa3oBaHWMA COMNEBbIX MOCTMKOB MeXay
atomamun kucnopoga APl u rpynnamu, npuHagnexa-
WM 06enm R-uensmM: KOHLEBbIMU aMWUHOrpynnamum
octatkoB ValNAI, amuHorpynnamun octatkos LysEF6
1 60KoBbIMMK rpynnamu octatkoB His H21 (puc. 6.17).
Takum obpasom, AP cTabuInsnpyeT Ae30KCUreHNpo-
BaHHyt0 T-hopmy remorsiobuHa, o6pasysi norepeyHble
CBAN Mexay [-uenamMu— LONONHUTENbHbIE COMeBble
MOCTUKWN, KOTOpPble AO/MKHbI ObITb paspyLUeHbl Mnpu
nepexoge remornobuHa n3 T- B R-ghopmy.

C beTanibHbIM remorsiobvHom AP cBA3bIBaeTCA Me-
Hee MPOYHO, Yem C reMorno6MHOM B3POCIOro YenoBekKa,
MOCKOJIbKY B ero f3-uenu B nonoxxeHnn H21 HaxoauTtcs
He His, a Ser, KOTOpbIA He MOXET y4yacTBoBaTb B (pop-
MUPOBAHUN COJMIEBLIX MOCTUKOB, yaepxXusawowmx 4P
B LeHTpanbHOW nonoctu. -Moatomy APl B MeHbLLEN
CTereHn cnocobCTBYIOT cTabunmsaummn T-popmMbl eTasb-
HOro remorsiobnHa 1 nocnegHuin obnagaeT 6osee BbICO-
KM CPOLCTBOM K KMUC/IOPOAY MO CPaBHEHMIO C remMor/o-
O6MHOM B3pOC/IOr0 YesioBeKa.

[ycKoBbIM MexaHW3MoM nepexoga mexgy R- un T-
(hopmamMun remMornobmHa Cny>XuT MepemMeLLieHe aTomMa
Kenesa B M/I0CKOCTb MOPUPMHOBOIO KOMbLa WM OT Hee.
CTOYHMKOM CBOGOLHOIN 3Heprum Ans aTux npoLeccoB
(okonio 3000 kan/mosib) CAyXaT CTepuUYecKne 1 31eKTpo-
cTatuyeckume aktopbl. Takum 06pa3om, coBcem Hebo-
NblUOE CMeLleHne atoma Fe2+ 0THOCUTENLHO NOpUpKU-
HOBOrO KO/blLa BbI3blBaeT 3HAUUTESIbHbIEe W3MeHeHUA
KOH(popMaLmm remornobuHa v pewsarowum obpasom
BO3[ENCTBYET Ha ero OTBETHYIO peakLmio Ha CUrHan, no-
CTynaloLwmuii U3 BHELUHEN cpeapbl.

Puc. 6.17. MexaHun3Mm cBasblBaHUs O @I ¢ fe3okcuremoriobu-

HOM 4enoBeka. AP B3anMOZeNCTBYET C TPEMSA MONOXUTESb-

HO 3apsHKEHHbIMK TpynnaMn B Kaxxaon ns RB-uenei. (M3 paboThl

Amone A.. X-ray diffraction study of bonding of 2,3-

diphosphoglycerate to human deoxyhemoglobin. Nature
1972:237:146, ¢ pa3pelleHus.)

MyTaHTHbIe remors106MHbl YenoBeka

MyTauun reHoB, KOAUpYOWMX a- u B-uenu, mMoryT
CyLLEeCTBEHHbIM 06pa30M CKasblBaTbCA Ha MX GUONOrU-
4ecKor PYHKUMN. N3BECTHO HECKOJ/IbKO COT MYTaHTHbIX
reMorfiobuHoB 4YenoBeka (B O6OJSIbLUMHCTBE C/y4aeB
(PYHKLMOHA/IbHO aKTUBHbBIX), N O HEKOTOPbIX U3 HKX, OT-
NNYAKOLLMXCA CUMIbHBIM  M3MEHEHMEM OMOMIOTMYECKMX
(YHKUMIA, peub MOMgeT Huke. [aTonornyeckoe cocTos-
HWe, NP KOTOPOM MyTalusa Bbl3blBaeT NU3MeHeHue 61o-
NOTUYECKOM (PYHKUMM TemornobuHa, HasblBatOT remo-
rnobuHonaTue.

B cemeiicTBe remorsio6MHoB M oCTaTKuM MpPoKcMaslb-
HOrO WM AUCTalbHOMO ruUCTUgMHa B a- wm  [3-
cybbeAMHMLAX 3aMeHeHbl Ha OCTaTKM TUPO3MHA. ATOM
)enesa B COCTaBe rema HaxoguTcAa B 3TOM C/y4ae
B Fe3+cocTosiHUKM, 4TO 06yCnoBfeHO 06pasoBaHUEM
MPOYHOr0 WMOHHOIO KOMMeKca C (PeHONATHbIM aHuo-
HOM TUPO3UHa. Pe3ynbTaTOM TakoW aHOManuu SBNS-
eTca MeTreMor/iobuHeMus, MNOCKONbKY (heppu-reM He
cnocobeH cBA3biBaTb 02 B a-uenu remornobunHa
M R—T-paBHOBecHe CABMHYTO B CTOPOHY 06pa3oBa-
HUs T-popmbl. CPOACTBO K KUCNOPOAY HU3KOeE, adhdheKT
Bopa otcyTcTByeT. B R-Lensax remorno6uHoB M MoxeT
MPOUCXOANTL Mepexos Mexay R- v T-COCTOAHUAMU W,
cnefosartenbHO, Habnogaetca apdekT bopa.

MyTaunn, npuBOAALLME K MPEUMYLLECTBEHHOMY
obpasoBaHnio R-hopmbl (B KayecTBe npumepa MOXHO
NPMBECTM reMornobmnH Yesanuk), OTAIMYAKOTCA TEM, YTO
COOTBETCTBYHOLLME reMOriobnHbl 061a4at0T MOBbILLIEH-
HbIM CPOACTBOM K Kucnopogy. Mogo6Hble reMmorioouHbl
He CMOCOOHbI NOCTaBNATL 4OCTATOYHOE KOMIMYECTBO KU-
cnopofa nepuepnyeckum TKaHAM. BO3HMKaeT TkaHe-
Bas rMNoKCus, BeAyLas K pasBuTuio noavuuremmn (no-
BbILUEHNIO KOHLEHTpauun 3apuTpoLmTOB).

CeMor/106MH Npu ceprioBUAHOKIETOUHO
aHemMunm

B remorno6uHe S octatok Glu AZ6) 3amelleH Ha
Val. Octatok A2 (Glu nnn Val) pacnonaraetcs Ha ro-
BEPXHOCTU MOJeKY/lbl FeMOrnobuHa n KOHTaKTuUpyeT
C BOJOW, W 3amelleHMe nonsapHoro octatka Glu Ha He-
nonspHebii Val npuBoANT K NOSBNIEHUIO HA MOBEPXHOCTM
B-cy6benHMLbI «/IAMKOr0 y4yacTKa». ITOT /INMKNIA yya-
CTOK MPUCYTCTBYET KaK B OKCUTEHMPOBAHHOM, TaK W
B A€30KCMTIeHMPOBaHHOM remornobuHe S (B remorioou-
He A OH OTCYTCTBYeET). Ha NOBEPXHOCTM AE30KCUIEHNPO-
BaHHOIO remMorsiobnHa CyLecTByeT KOMIM/IeMEHTapHbIIA
Yy4acToK, CMOCOOHbIA MPOYHO CBA3LIBATHCA C JIUMKUM
y4acTKOM R-cy6beanHuLbI, TOrAa Kak B OKCUTeHNPOBaH-
HOM reMor/fio6uHe aTOT Y4aCcTOK MackupyeTtcsa Apyrumu
rpynnamm (puc. 6.18). Korga remornobuH S nepexoaut
B [1€30KCUTeHNPOBaHHOE COCTOSAHME, ero NINMKUA y4a-
CTOK CBA3blBaeTCA C KOMMJIEMEHTAPHbIM Yy4acTKOM Ha
ApYrov mMonekyne [e30KCUIeHUPOBaAHHOIO remornoom-
Ha. [MpoucxoanT nonvMepmsaumns [e30KCUreMorsobuHa
S nero ocaxaeHvie B BUe I/IMHHbIX BO/IOKOH. BosokHa
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Okcu A Je3okcu A

Jesokcu A [Oe3okcn S

Okecn S

Jesokcu S

Puc. 6.18. Cxema, NOACHAKOLWaa B3auMOLEeNCTBME IMNKOT0 y4yacTKa reMorniobuHa S (4epHblii TpeyrofibHUK) € peLenTopoMm /IMNKo-
ro yyactka (CBeT/iblil TpeYronbHUK) fe30KcuremornobvHa A v fe3okcureMmornio6uHa S. Hanmume KomnnemMeHTapHbIX y4acTKOB Ha
MOBEPXHOCTU MOJIEKY/bl [1e30KCUTemMorsobnHa S cnoco6CTByeT ero nonmmepusauny ¢ o6pasoBaHMEM BONOKHUCTBIX CTPYKTYP.
B npucytcTBun fe3okcuremornobuHa A npouecc nofmmepusanmm 0CTaHaBINBaETCS, MOCKO/bKY Ha NOBEPXHOCTM 3TON MOJIEKY bl
nunkoro ydactka Het. (M3 kHuru Stryer L.: Biochertiistry, 2nd ed., Freeman, 1981, ¢ HEKOTOPbIMU W3MEHEHUAMMW.)

[e30KCUTeMOr/IobnHa S MexaHU4Yeckn [ehopMupytoT
3puUTpOLUT, Npuaasas emy CeprnoBuUAHYHO (PopMy, 4To
MPMBOAUT K JIN3UCY KNETOK U MHOXECTBY BTOPUUHbIX
K/IMHWUYECKMX MPOosBNeHNA. Takum o6pa3oM, ecnu Obl
MOXXHO ObI/10 NOAAEPXKMBATbL TEMOTIOOUH S B OKCUTEHN-
POBAaHHOM COCTOSHUM WM NO KpalHelW Mepe CBECTU
K MUHUMYMY KOHUEHTpauuo [e30KCUTeHUPOBaHHOTO
remMornobuHa S, To Ham yganocb 6bl NpPefoTBPaTUTHL
MoNMMepmn3aL Mo Ae30KCUreHNPOBAHHOIO reMoriobnHa
S n obpasoBaHue «CeprioBUAHbLIX» KMNEeTOK. ACHO, 4TO
no/mmvepusaumn nogsepykeHa T-oopma remornobuHa S.
VHTepecHO OTMETUTH (XOTHA B NPAKTUUYECKOM M/iaHe 3TO
Masio CYLLIECTBEHHO), UTO (heppu-MOH METremMornobunHa
A 0CTaeTcs B M/I0CKOCTM NOPPMPUHOBOr0 KoJiblLia U Tem
cambIM cTabununsnpyet R-thopmy remornobuHa. To xe
OTHOCUTCA W K reMorfiobuHy npu cepnoBUAHOK/IETOY-
HO aHeMMK: TemornobuH S B (eppu-cocTossHUN (MeTre-
MOrN06MH S) He NOABEPXEH NOMMEPU3aLmMm, NOCKO/b-
Ky OH cTabunusnposaH B R-thopwme.

B pesokcuremornobuHe A TOXe MMeeTcs peuenTop-
HbI y4acTOK, CMOCO6HbLIA B3aMMOEeNCTBOBaTL C /UN-
KUM Y4YaCTKOM OKCUTeHMPOBAHHOIO WA Le30KCUTreHU-
poBaHHOro remornobuHa S (puc. 6.18), Ho npucoeanHe-
HUS «/IMNKOro» reMorfiobuHa S K 1e30KCUremMorioonHy
A HefoCTaTOYHO ANA 06pasoBaHMsA Monnmepa, Mocko-
NbKY caM [e30KCUremMornobmH A NNUNKOro y4vactka He
COLEPXMUT M He MOXKeT CBA3aTb C/eAYHLLY0 MOeKyny
remornobuHa. CnefoBatenbHO, CBA3bIBaHWE [e30Kcure-
MorsiobuHa A ¢ R- wn T-hopmoia remorsiobrHa S npepbl-
BaeT MoSMMepu3aLpio.

B pesynbTaTe nonumepmsaunm 4e3oKcuremornobmHa
S 06pasytoTcs cnupasbHble PUOPUNNAPHbIE CTPYKTYPSI.
Mpu aTOM Kaxgjas MosieKyna remornobmMHa KOHTaKTu-
pyeT C YeTbIpbMs cOCefHUMU MoneKynamu (puc. 6.19).
O6paszoBaHMe MOJOOHbLIX Tpy64yaTbiX BOSIOKOH OTBET-
CTBEHHO 3a MexXaHW4YeCKue HapyLLUeHUA B COLepXKallem

Puc. 6J19. MNpegnonaraemas cnupanbHas CTPYKTypa BOJIOKHA

M3 arpernpoBaHHbIX MONEKY fe3okcuremornobuna S. (U3 pa-

60Tl Maugh T. Il: A new understanding of sickle cell emerges.
Science 1981:211:265, ¢ pa3pelwieHuns.)
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Puc. 6.20. SnekTpoHHble MUKpooTorpadgum HopmansHoro (A) u cepnosugHoro (b) apuTpounToB. N3mMeHeHUs B Monekyne B-
rno6buHa, NpuBOAALLME K TAKOMY U3MEHEHWNIO (DOPMbl K/ETKU, Bbl3BaHbl MyTaLuein eAUHCTBEHHOro ocHoBaHus B AHK (A BmecTo
T), B pesynbTaTe 4ero B uUenu B-rnobuHa npoucxoam! 3ameHa rayTamarta Ha BanuH (rn. 36).

UX 3PUTPOLMTE: OH NpuUobpeTaeT CEPNOBUAHYIO opMy
(puc. 6.20), CTAHOBUTCA MOABEPXEHHbLIM /IN3UCY B MO-
MEHT MPOXOXAEHNA UM LLENEN B CUHYCONAAX CENe3eHKMN.

Tanaccemun

[pyras BaXHas rpynna HapyLUIeHWUA, CBA3aHHbIX
C aHOManunaAMM reMoriiobnuHa —TanaccemMmn. Ona HUX
XapakTepHa MOHWXEHHasA CKOPOCTb CMHTE3a a-Lenen
remornobuHa (a-tanaccemusi) wunu B-uenen (B-Ta-
naccemusl). 3To0 NPUBOAUT K aHEMUW, KOTOpasi MOXeT
MPUHMMATbL OYeHb TSXKENYH (hopMy. B nocnegHue rofpbl
JOCTUTHYT OLLYTUMbIA NPOrPecc B BbISCHEHUN MOMEKY-
NAPHbIX MEXaHU3MOB, OTBETCTBEHHbIX 3a pa3BUTUE Ta-
naccemumn (cm. rn. 36).
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depMeHTbI: 00LLVe CBOUCTBA

BukTop Poagyann

BBEOEHWE

KaTannsatopbl— 3T0O BeLIECTBa, YCKOpSOLLME XU-
MUYeCKUe peakuun; B XOfe peakumm OHW npeTepnesatoT
(hn3nyeckme N3MeHeHUs, HO MO ee 3aBepLUeHNN BO3Bpa-
L atTCsA B UCXOLHOE COCTOSIHNE. dPepMeHTbI ABNAKOTCA
0e/KOBbIMM KaTanmsaTtopaMmm 6MOXMMUYECKUX PeaKL WA,
6onbLlas YacTb KOTOPbIX B OTCYTCTBME PEPMEHTOB Npo-
Tekasa 6bl KpariHe MefeHHO. B oTnnune oT HebesnKo-
BbIX KaTanmsatopos (H+ OH', NOHbI MeTannoB) Kax-
AbliA hepMEHT CNOCO6eH KaTanm3npoBaTb NNLLb OYEHb
Heb6O0MbLLOe YMNCO peakLnid, YacTo TONbKO 0AHY. Takum
o6pasom, hepMeHTbI NPeACTaBNAT CO60M PeaKLMOHHO-
crieundmyeckme KatanusaTopbl. MpakTUyeckn Bce 61UOXK-
MUYECKME PeaKkLMn KaTaIM3npyoTesa thepMeHTamu.

BMOMEAMUNHCKOE 3HAYEHWE

depMeHTbl COBEPLUEHHO HEob6X0oAuMbl ANs Cylie-
CTBOBaHMSA XW3HM Ha 3emne. Mo3aToMy HeyAMBUTENLHO,
YTO Mbl BCTPEYAEMCS C HUMW BO MHOIMX 06nacTax 6umo-
MeANLMHCKNX HayK. MHorune 60ne3Hu (BPOXKAEHHbIE Ha-
pyLleHnss MeTabonuM3ma) OMpeaenstoTcs TFEeHETUYECKM
06YCNOBNEHHbIMW HApPYLUEHNAMMW B CUHTE3€e (DepPMEHTOB.
Mpun noBpexaeHNn KNeToK (BbI3BaHHOM, Hanpumep, He-
AOCTaTKOM KPOBOCHabGXeHWs MM BOCNaIEHNEM) HEKO-
Topble hepMeHTbI NoMNagatoT B NnasMy Kposu. Mamepe-
HWe aKTMBHOCTM TakuX (DEPMEHTOB O0ObIYHO WCMOJb-
3yeTca ANA AMAarHOCTUKM MHOTFMX PacnpoCTpaHeHHbIX
3aboneBaHnin (HanpuMep, UH(apKTa M1okapga). Auar-
HOCTMYECKas 3H3MMOMOrns SBNsSeTCA 06MacTbto Meau-
LUMHbI, WUCMONb3ylOLWeA (epmMeHTbl ANS ANArHOCTUKM
M KOHTPONS 3a pe3ynbTaTamu neveHus. GepMeHTbl Npu-
MEHSATCA 1 B Tepanuu.

KINACCNPUNKALUNA PEPMEHTOB
N HOMEHK/TATYPA

lMepBOHayanbHO (epMeHTaM [aBanu Ha3BaHWUA,
obpasyemble NyTeM [06aB/EHNSI OKOHYaHUA -a3a K Ha-
3BaHMUIO CcybCcTpaTa, Ha KOTOPbIA AaHHbIN (DepMeHT aeit-
cTByeT. Tak, (hepMeHTbl, FMAPONM3YIOLLME KpaxMman
(amnnoHr), 6bInM Ha3BaHbl ammnasamm; HepMeHTbI, Tna-

ponuayroume Xupbl (MNoc), —unnasamm; PepmeHTbl,
rnaponusyroine 6enkn (MPoTenHbl),— NPOTEMHa3aMW.
MMo3gHee (hepmeHTaM, KaTaiM3vpyroLWMM CXOAHble MO
TUNY peakuuun, CTann faBaTb Ha3BaHWe, YKasblBatollee
TUN COOTBETCTBYIOLLEN peakuu — fernaporeHasbl, okK-
cupasbl. gekapbokcunasbl, ayunassl U T. 4. MHorve u3
3TUX Ha3BaHWI MCMOMb3YKOTCA U Tenepsb.

HomeHknatypa, BBefeHHas MexayHapoaHbIM 6K1o-
XMUYeCKM coto3oM (IUB), Ha nepBbI B3rNs KaxeTcs
C/TIOXXHOM U TPOMO3AKOIN, HO 3aTO OHa ABMAETCA Of4HO-
3Ha4yHOW. [NaBHbIA ee MPUHUMN COCTOUT B TOM, 4TO
(hepMeHTbI Ha3blBAKOT U KNacCUPUUUPYOT B COOTBET-
CTBUW C TUMOM KaTa/M3MpyemMon XMMUYECKOW peakLmm
N ee MexXaHW3MOM; 3TO CYLLECTBEHHO 06neryaeT cucre-
MaTM3aUMI0  AaHHbIX, OTHOCALUMXCA K pPasfinyHbIM
acnektam Metab6onunama. OCHOBHble YepTbl CUCTEMbI,
BBeAeHHOM IUB, COCTOAT B CnedyoLEM.

1 Peakuym N (PepMeHTbl, KOTOpble WX KaTannsn-
PYIOT, MOAPAa3LeNsATCA Ha LLECTb K/acCoB, B KaXKA0M 13
KOTOPbIX MMEEeTCA HEeCKO/IbKO MoAKnaccoB (0T YeTbipex
o 13).

2. HazBaHue (hepmeHTa COCTOMT U3 IBYX YacTeld: nep-
Bas 4acTb— Ha3BaHue cyb6cTpata (MM cybcTpartos);
BTOpas YykasblBaeT TWM KaTa/IM3UPYEMOA peakumm 1
OKaH4yMBaeTcA Ha -asa.

3. JlornonHuTeNnbHaa MHGopMauys, ecim OHa Heob6-
XogMma Ansa  YTOYHEHWUs, 3aK/4vaeTca B CKOOKW.
Hanpumep, ¢epmeHT, KaTanusupyroLwmnin  peakumto
L-manat + NAD+ = lNupysat + CO, + NADH + H
nmeet Homep 11 1.37 u HasbiBaetca L-manat: NADT
oKcuaopeaykTasa (gekapbokcunmpytowyas).

4. Kaxgblin (bepMeHT MMeeT KOAoBbIi HOMep Mo Krac-
cvgmKauum pepmeHToB (KP); nepsas undpa xapakrepu-
3yeT Knacc peakuuu, BTOpas —fIOAKNACC M TPeTbs —
nognogknacc. Yerseptasa uudgpa ykasbiBaeT MopsaLKo-
Bbll HOMep (epMeHTa B €ro nognopaknacce. Takum
obpasom, K® 2.7.1.1 o3Ha4aeT, 4YTo (hepMEHT OTHOCUT-
ca K Knaccy 2 (TpaHcdepasa), nogknaccy 7 (nepeHoc
(hochata) u nognogknaccy 1 (akuenTopom docgara
asnseTcs cnupt). MNocnegHas uudgpa obo3HavaeT gep-
MEeHT rekcokuHasy, wunm ATP; D-rekco3o-6-thoc-
(hoTpaHc(epasy, T.e. (epMeHT, KaTaM3npyroLunia
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nepeHoc (ocgara ¢ ATP Ha rMAPOKCUNbHYIO Tpymn-
My aToMa yrnepoga B LUECTOM MOJIOXKEHWUMN TNHOKO3bI.

Hwxe npeacTaBneHbl BCE LLECTb K1acCoB (PepMEHTOB
N HEKOTOpPble KOHKPETHbIe NpuMepbl. B ckobkax ykasa-
HO PeKOMeHAyeMOe Ha3BaHWe.

1. OKcnpopeaykKTasbl.®epMeHThl, KaTanmsmpytoume
OKNCNUTE/IbHO-BOCCTaHOBUTE/IbHbLIE peakuum C ydya-
CTWeM [Byx cyb6cTtpaToB, S n S"

Socer 45 © awon — S 4 @ st

KatanusnpyloT peakunn, B KOTOPbIX YYacTBYIOT TaKue
rpynnel, kak CH—OH, CH—CH, C =0, CH—
NH2, —CH—NH—. HekoTopble nogknaccol:

1.1. depmeHTbI, JeAcTBytowme Ha rpynny CH—
OH (moHop aneKTpoHOB). Hanpuwmep:

1.1.1.1. Ankoronb: NAD+okcungopeaykrasa [a/iko-
ronbAervaporeHasal

CnupTt + NAD+ = Anbgerng Wi KeToH +
NADH + H+.

1.4. ®depmeHTbI, fencTBytowme Ha rpynny CH—NH,
(moHoOp anekTpoHOB). Hanpumep:

1.4.1.3. L-Ihytamat: NAD(P)+ okcupopefykrasa
(nesamumHuMpytowan) [rnyramargermaporeHasa u3 neve-
HU >KMBOTHbIX]. 3anucb NAD(P)+ 03HauaeT, 4YTo akuen-
TOPOM 3N1EKTPOHOB MOXET CNyXnUTb 60 NAD+, nn6o
NADP+.

L-Inytamat + HD + NAD(P)+ =
= a-Ketornyrtapat + NH#4+ NAD(P)H + H+

2. TpaHctepasbl. ®PepMeHTbl,  KaTanusupyroLime
nepeHoc rpynnbl G (OTAMYHOW OT atoma BOLOPOAA)
c cybcTpaTta S Ha cybeTpart S

S—G+S=S—G+8S

KatanuanpyrT nepeHoc OAHOYrNepoAHbIX rpynnm, asnb-
LernaHbIX NN KETOHHbIX OCTATKOB, a TaKXe auW/bHbIX,
aNKWUbHBIX, TIMKO3WbHbLIX TPYMM WU rpynn, coaepxa-
LWmx ocdgop n cepy. HekoTopblie NoakKnacchl:

2.3.  AuuntpaHcgepasbl. Hanpumep:

2.3.1.6. Auetun-CoA:xonnH O-auetuntpaHchepasa
[xonuH-aueTunTpaHcgepasa]

Auetun-CoA + XonuH = CoA + O-AUeTUNXO/MH.

2.7. depMeHTbl, KaTanManpyoLLme NepeHoc rpynnbl,
cofiep>katLiein hocchop. Hanpumep:

2.7.1.1. ATP: D-rekco3sa 6-hocthoTpaHcepasa [rek-
COKMHa3a]

ATP + D-l'ekco3a = ADP + D-I"ekco30-6-hocdar.

3. T'ngponasbl. PepmMeHTbl, KaTannsupyroline rug-
PONN3 3PUPHDBIX, CIOXHOIPUPHBIX, MeNTUAHbLIX U FNKO-
3UNbHbIX CBA3EI, KUC/MOTHLIX aHrMapuaos, ceasen C—
C, C-ranonpga n P—N. Hanpumep:

3.1.
cBasn. Hanpumep:

depMeHTbI, JEACTBYIOLME HA CNIOXKHOIDMPHBIE

3.1.1.8.
NMH3CcTepasa]

AuunxonvH + HD = XonuH + Kucnorta.

3.2. PepMeHTbI, AeNCTBYHOLLME HA MIMKO3U/IbHbIE CO-
eanHeHNs. Hanpumep:

3.2.1.23. R-D-lanakto3ng—ranakrormgponasa [B-
rasiaktosmgasaj

R-D-lanakrosung + HOD = CnupTt + D-IanakTosa.

3.4. depMeHTbI, JeCTBYIOLLME Ha MenTUAHbIE CBA3N.
Knaccudmkauus (c nogpasgeneHvem Ha 11 nogknaccos)
YUUTbIBaET pasnnuuna Mexxay nentujasaMmu 1 npoteasa-
MW, BblAenseT epMeHTbl, TMAPONN3yLoL e AUNenTuabl
nnun 6onee KpynHble NENTUAbI, OTWENNAOLLNE OAHY UK
60/bLLUEe YMCIO aMUHOKUC/IOT, aTakytowme cBA3b Ha C-
nnn N-KoHue. MNMpoTenHasbl B COOTBETCTBUM C MeXaHU3-
MOM KaTtann3a nogpasfenarorcsa Ha CepuHOBbLIE, TUOJO-
Bble U MeTann03aBMcuUMble. Hanpumep:

3.4.21. CepuHOBbIe MpoTenHasbl. Hanpumep: XuMo-
TPUMNCUH, TPUMCUH, NNa3MUH, (PaKTOPbl CBEPTbIBAHUSA
KpoBu IXa n Xla.

3.4.23. KapbokcusbHble (KUCMble) npoTenHasbl. Ha-
npumep: nencuHbl A, B n C.

4. Jlnasbl. ®epMeHTbl, OTLenasaowWme rpynnsl ot
cybcTpatoB MO HErngpoMTUYECKOMY — MeXaHUu3my,
c obpa3oBaHMEM [BOWHbIX CBA3EIA.

XY
I 1
C—C=X—-Y+C=C
depmeHThI, gercTByrowme Ha ceasm C—C, C—0O, C—
N, C—S n C—ranouna. HekoTopblie noarpynmnsbi:
4.1.2. Anbpervng-nuasbl. Hanpumep:
4.1.2.7. KeTto30-1-pocthar-anbaonasa [anbaonasa]

KeTto3o-1-octhat = AurngpokcmnayetoHgocdgar +
Anbperung.

4.2. Yrnepoi— Kucnopoa nuasbl. Hanpumep:
4.2.1.2. L-manat—rugpo-nvnasa [(pymapasa]

L-manat = ®ymapart + HAD.

5. MN3omepasbl. B aTOT Knacc BK/KOYEHbI BCe (hep-
MEHTbI, KaTannsupyroLuime B3anMMoOnpeBpaLLleHnsa OnTu-
YECKMX, FeOMETPUYECKUX U MNO3ULMOHHbLIX M30MepOB.
HekoTopble nogknacesi:

5.2. Uwuc-rnpanc-usoTnepassl. Hanpumep:

5.2.1.3. Bce-TpsAHC-PeTnHanb 1l-yuc-TpaHc-n3ome-
pasa [peTnHanbLn3omMepasa]

BCe-TpaHc-PetnHanb = 11-i/uc-PetunHasb.

5.3. ®PepmeHTbI, KaTa/IM3NpYOLLVe B3auMOnpeBpaLLe-
HVe anbo3 1 KeTo3. Hanpumep:

5.3.1.1. D-I'nuuepanbaerni-3-gochaTkeTon-n3o-
Mepasa [Tpmo3soocgarnsomepasal

D-IMuuepanbgerng-3-pocgar = Aurmugpokcmade-
TOH®ocar.

ALNNXONMH— auunruaponasa [rcesgoxo-
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6. Nyrasbl, (0T naT. AMrape— cBA3bIBaTh). PepmMeH-

Thbl, KaTannsnpyoLme CoefMHEHME ABYX MOJIeKYyn, CO-
MPs>XXeHHOe C pa3pbiBOM nupoochaTtHoin ceasm ATP
MWNn NoJo6HOro coeanHeHns. B 3TOT Kiacc BK/HOYEHbI
(bepMeHTbI, KaTanm3upyoLime peakumm, B X0f4e KOTO-
pbix 06pasytoTca cesasu C—O, C—S, C—N n C—C. He-
KOTOpble NoAKNacchbl:

6.3. PepMeHTbl, KaTa/m3mpyloLLme
cBazer C—N. Hanpumep:

6.3.1.2. L-Inhytamatiammuak nurasa (ADP) [rny-
TaMUHCUHTeTa3a]

ATP + L-I'nytamat + NH” = ADP +
Optodocdat + L-InytamuH.

obpasoBaHue

6.4. ®PepMeHTbl, KaTa/m3npyroLme
csAzet C—C. Hanpuwmep:
6.4.1.2. Auetnn-CoA:C02 nurasa (ADP) [auetun-
CoA —kapbokcunnasa]
ATP + Auetun-CoA + C02= ADP + P, +
ManoHun-CoA.

obpasoBaHue

KOD®EPMEHTbI

MHorve ®MepMeHTbl O0Ka3blBalOT KaTa/IMTUYeCKoe
ANEeNCcTBME Ha cybCcTpaTbl TONLKO B NPUCYTCTBUK Crieuu-
(puyeckoro TepMOCTabuIbHOr0 HWU3KOMOJIEKY/IAPHOIO
OopraHM4yeckoro coeguHeHUs— KopepMeHTa. B Takux
cny4YasX X0onoepMeHT (KaTaMTUYECKN aKTUBHbIA KOM-
MNeKc) cocTouT u3 anodepmeHTa (6enKoBas 4acTb)
N CBSA3AHHOIO C HUM KodepmeHTa. KohepMeHT MOXeT
ObITb CBA3aH C anoepMeHTOM KOBa/IEHTHbIMW U He-
KOBa/leHTHbIMWU CBA3AMW. TepMUH «MNPOCTETUYECKaS
rpynna» OTHOCUTCHA K KOBaNEHTHO CBSA3aHHOMY Kodiep-
MeHTY. K yuncny peakumnin, Tpeoyowmx NpmucyTCTBMSA KO-
()epMEeHTOB,  OTHOCATCA  OKWUCNUTE/IbHO-BOCCTaHO-
BMTE/IbHbIE peakuumn, peakumn nepeHoca rpynn n n3ome-
pusaumn, a Takxe peakumn KoHgeHcauum (no cucreme
IUB aTto knaccel 1, 2, 5u1 6). Peakuuun pacuienseHuns, Ha-
npuMep rUAPOUTUYECKME peakunKn, Katanusmpyemblie
nuLLeBapuTenbHbIMK (epMeHTaMn, NPOTEKalT B OT-
cyTcTBue KoepmeHTa (Mo cucteme IUB 3To knaccobl 3
n 4.

KothepMeHTbl Kak BTOpble Cy6CcTpaThl

KothepMeHT MOXHO paccmaTpuBaTb KaK BTOPOIA
cy6CcTpaT, MnM KocybeTpat, Mo ABYM MpuynMHam. Bo-
MepBbIX, B X0[e peakLMn KothepMeHT NpeTeprieBaeT Xu-
MUYECKIE M3MEHEHNS!, B TOYHOCTM NPOTMBOMOSIOKHbIE U3
MeHeHVsIM, KOTOpble MPOMCXOAAT B cybcTpaTe. Hanpu-
Mep, B OKMCNUTENIbHO-BOCCTAHOBUTENbHbIX Aernapore-
Ha3HbIX peakLUMsax MOnekyna cy6cTpaTa OKMCAsieTcs,
a MONeKyna KothepMeHTa BocCTaHaBnmBaeTcs (puc. 7.1).

Mof06HbLIM e 06pa3oM B peakuusx nepeaMUHMpPO-
BaHMA Npugokcanbdochat BbICTYNaeT Kak BTOPOIA cy6-

3 1573
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Puc. 7.1. Tpumep OKUCAUTENbHO-BOCCTAHOBUTENbHON peak-
ummn, B KoTopoii NAD* BbiCTynaeT B po/iM KocybeTparta.

CTpaT B [jBYX COYETaHHbIX peakuMax N Kak nepeHocUmK
aMUHOTPYNMbl MeXAy PasIMYHbIMA  a-aMUHO- U <%
KETOKNCNOTaMMU.

BTopasa npuunHa, no KOTOPOW KOGEPMEHT MOXKHO
cyMTaTb paBHOMpPaBHbLIM YYaCTHUKOM peakLuu, 3aK/to-
YyaeTcs B TOM, YTO MMEHHO €ro y4yactue MOXeT UMeTb
(hyHAaMeHTaNbHOe (PU3M0Iornyeckoe 3HadyeHme. Hanpu-
Mep, paboTa MbIWLbl B aHA3POOHbLIX YC/IOBUSAX COMpPO-
BOXAAETCA MpeBpalleHneM nupysaTa B nakrtar. Ho
B 3TOM C/ly4yae BaXkKHbl COBCEM He NaKTaT W He NuUpyBarT:
npefHasHayeHWeM peakuumn ABNSETCA NpeBpalleHue
NADH B NAD+. B otcytctBue NAD+ rnnkonus npo-
[O/MKaTbCA He MOXET W aHaspobOHbIA cuHTe3 ATP (a
cnefosartenibHO, M paboTa MbIWLUbl) MNpPeKpaLlaeTcs.
BoccTaHoBNeHWe nupyBsaTa A0 nakKTata B aHa3pOOHbIX
ycnosuax obecneumsaet okucneHve NADH B NAD+,
HeobXxoauMmbI na cuHTesa ATP. ®yHKuMo ob6pasoBa-
HUa NAD+ MOryT BbINOMHATL U Apyrue peakunn. 3Ha-
YyeHne 3TOro nporecca CTAHOBUTCA OYEBUAHLIM, ec/u
MeperTh OT >KMBOTHbLIX K APYrMM (Qopmam XXWU3HMW.
Y 6akTepuili U OPOXOKEN, pacTyLluX B aHaspoOHbIX
YCNOBUSX, BelecTBa, obpasytowmecs u3 nupysara, cny-
xat okucnutenamu ana NADH, npn 3Tom camu OHuU
BOCCTaHaB/mBatoTcs (tabn. 7.1).

Tabnmya 7.1. Cuctembl aHaspobHol pereHepayun NAD-

OkucnuTenb BoccTaHOBMEHHBIi OpraHun3mbl, TKaHM
NPOLYKT
Mupysat NakTart MbILWLbl, TOMO-
thepMeHTaTUB-
Hble MOJIOYHO-
Kucnble 6akTe-
pun
AueTtanbgerng OTaHon L poxoku
Ourngpokcunaue- a-Inuycpodocar E. coli
ToH(ocpar
®pyKTO3a MaHHuTON leTepoepmeHTa-
TUBHble  MO-
NOYHOKMUCbIE
bakTepum
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PoNb KO(hepMEHTOB KaK MepeHOCYMKOB rpynn
Ha NPOMEXYTOUHbIX CTagusx meTabonunsma

Broxmmmyeckmne peakLmmn nepeHoca MoXHo npeacra-
BUTb B BUAE

D—G -bA A—G & D.

34ecb PyHKUMOHanbHasa rpynna G nepeHocuTca OT MO-
neKkynbl goHopa, D—G, Ha monekyny akuentopa A. Ko-
(hepMeHT B 3TOM C/lyyae MOXeT BbICTYNaTb IM60 Kak KO-
HeYHbI akuenTop (B peakumax oTLWeneHns BOL4OPOAa),
NM60 KaK MPOMEXYTOUHbIA MNepeHoCUMK (B peakumsax
nepeaMMHNPOBaHNA). DTy BTOPYHO (YHKUUIO MOXHO
MPOUNNKOCTPMPOBATL CeayoWwmnm 06pasom:

D-Gi-'y - CoE A-G

D-*74&*'CoE-G A

Ha 3Toi1 cxemMe NokasaH ToNbKOo oAunH Komnaeke (CoE—
G), HO MOXXET Y4aCTBOBaTb U HECKO/bKO TaKMX Npome-
XKYTOUHbIX KOMM/EKCOB.

Ecnv nepeHoCKUMOIA rpynnoii siBNsieTcs aToM BOJO-
poAa, TO 06bIYHO YKa3blBalOT NULLIL NEBYIO MONYpeaK-
Lto:

CoE

D CoE-H

Peakuuy nepeHoca BOA0pOAA, MPOTEKalLWMe B Xu-
BbIX KneTkax (Tabn. 7.1), nayT no cxeme

D-H A-H
D A

MOXHO MPefnoXNTb CefyroLWyro Knaccugpukaumo
KO(hepMEHTOB:

KothepmeHTbl, yyacTByloWMe B MNepeHoce 06bIX
rpynn, KpoMe aTOMOB BOAOpOJaA:

Caxapoocgartbl

CoASH

TwnamuHnupodocgar

Mupnpokcanbdocgar

donmatHble KOGEPMEHTbI

BnoTuH

KobamungHole (B2 KogepmeHTbI

Jlnnoesada KucnoTta

KothepmeHTbI, y4acTBYyHOLLME B NepeHoce aTOMOB BO-

fopoza:
NAD\ NADP+
FMN, FAD

Jlunoesasa Kucnorta
KodgepmeHT Q

KohepMeHTbl— NPOU3BOAHbIE
BUTaMUHOB rpynnbl B 1 AMP

BuTaMuHbl rpynnbl B BXOAAT Kak COCTaBHas 4acTb
BO MHOrMe KoepMeHTbl. Hanpumep, GpepMeHTbI, yua-
CTBYlOLME B MeTaboNM3Me aMUHOKUCIOT, HYXAatoTCs

B KO(hepmeHTax— Npou3BOAHbLIX BUTaMuMHa B6 Bura-
MWHbI rpynnbl B— HHKOTMHaMnA, TmamuviH, préoduiaBuH
M MaHTOTEHOBas KUC/OTa— ABMAKOTCA KOMMOHEHTamu
KOpepMeHTOB, y4acTBYHOLMX B npoueccax 6uonorunye-
CKOr0 OKWUC/IEHUS U BOCCTAHOB/IEHWNSA, & KOPEPMEHTHbIe
(hopMbl pormeBoli KUCIOTbI U koBGamuaa Yy4vacTBYIOT
B MepeHoce OAHOYTr/IEPOAHbLIX (PparmMeHTOB.

CTPYKTYPHbIM KOMMNOHEHTOM MHOIMX KO(hePMEHTOB
ABNIAETCA a[EeHWHOBOE KONbLO, CoeAuMHeHHoe ¢ D-
pnbo30il M HeopraHnyeckum chochaTom. ITU Koep-
MEHTbl MOXHO paccmaTpuBaTb, CfiefloBaTe/IbHO, Kak
npon3BoAHble afeHo3nMHMOHogochaTa (AMP) (cwm.
Tabn. 34.1). CtpyktypHble hopmynsl NAD4 n NADP+
npuBeaeHbl Ha puc. 7.2.

«TPEXTOUEHHAA ®PUNKCALINA» CYBCTPATOB
HA ®EPMEHTAX

BONbLWKWHCTBO Cy6CTPaToB 06pasyeT MO MEHbLUEN
Mepe Tpu CBA3M C (hepMeHTOM. bnarogaps Takon «Tpex-
TOYEUHOV domKcaumm» CUMMETPUYHAA MOJeKyna MoXeT
NPOABNATb aCUMMETPUIO. UTOObI 3TO NOACHUTL, Npej-
CTaBMM 061acTb (hepMeHTa, CBA3bIBAOLLYO CybCTpar,
KaK y4acCTOK M/IOCKO MOBEPXHOCTU (XOTS, KaK Mbl BCKO-
pe yBMAMM, cybcTpaTtcBasbiBatoLwas «naowanka» hep-
MeHTa pefKo ObIBAeT M/IOCKOM, a BO3MOXHO, M He Obl-
BaeT coBceM). Ha puc. 7.3 monekyna cybcTpaTa npeg-
CTaB/ieHa B BWAe aToMma yrnepoga C 3aMecTUTENSAMM,
TPU U3 KOTOPbIX B3aUMOAENCTBYIOT C TPEMSA TOUKaMM
Ha MI0CKOM Yy4acTKe NOBEPXHOCTU pepMeHTa. Ecnm mo-
nekynacybcrpara MOXeT NOLONTN K 3TOMY Y4acTKy TO-
NbKO C OfIHOW CTOPOHbI W B3aMMOENCTBOBaTb MOIYT

Puc. 7.2. NAD(P)+; R=H (B cnyvae

~0P02_j(b cnyyae NADP+).

NAD+) wnmm
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Y4acToK NoBepxHOCTU
thepmeHTa

Puc. 7.3. «TpexToyeyHasa ukcauma» cybcTparta Ha NAOCKOM
aKTMBHOM LeHTpe (hepMeHTa.

TONbKO  KOMMJ/IEMEHTapHble CTPYKTYpbl Cyb6CTpaTa
N hepMeHTa (B peanbHbIX (hepMeHTax 06a 3TUX YC/0BUS
cobnofarTcs), To MosieKyna cybcTpata MOXET CBA3bI-
BaTbCA C (DEPMEHTOM E€AMHCTBEHHbLIM CMOCO60OM, Aaxke
ecnu rpynnel 11 3 naeHTUYHbL. Mepebupasi MbICNEHHO
BCE BO3MOXXHbI€ MPOCTPAHCTBEHHbIE OPMEHTaLMK MOfe-
Kynbl cybcTpaTa, Mbl MOXEM y6eanTbCA, YTO C TpeMs
TOUYKaMW MI0CKON MOBEPXHOCTM (C OHOI M TOI Xe CTO-
POHbI) MOJIEKYNla MOXEeT CBA3aTbCsH TONIbKO B OAHOW
opueHTaumn. OTcrofa cnefyet, 4To rpynnbl 1un 3, XOTS
OHU W WAEHTUYHbI, NPU CBA3bIBAHUN C (DEPMEHTOM CTa-
HOBATCA HE3KBMBANEHTHbIMU M3-3a Pa3INYns B UX OKpY-
XEeHUN. XUMUYECKME WM3MEHeHUs ByayT NpPOUCXOAuTb
TONbLKO C rpynmnoi 1, Ho He ¢ rpynnoi 3 (unn Hao6oporT).
O606Las 3T pacCyXaeHus, Mbl MOXEM OOBACHUTH
Tenepb, noyemy epmMeHTaTUBHOE BOCCTAHOB/IEHME ON-
TUYECKN HEeaKTMBHOMO NMupyBaTa NpMBOAUT K 06pa3oBa-
HUO UMeHHO L-, a He D, L-nakTaTa.

CrNneynenNyHOCTb ®EPMEHTOB

CnocobHOCTb (hepMeHTa KaTam3npoBaTb OAHY U TO-
NbKO OfIHY CNEeLMtNYECKYHO PeaKLIMIO SIBNSAETCS, NOXKasTyi,
Hanbosiee BabKHbIM €ro CBOWCTBOM. bnarogapsi atomy
CKOPOCTM Ccneumgpmnyecknx Metabonmnmyeckmx npoLeccos
MOTYT PErynnpoBaTbCa NyTEM U3MEHEHMUSA KaTanuTuye-
CKOWM aKTMBHOCTU crieluduyecknx epmeHToB. Mpasga,
MHOrve hepMeHTbI KaTan3npyoT peakunumn ogHoro Tu-
na (nepeHoc docdata, OKWUCINTENbHO-BOCCTAHO-
BMUTE/NbHbIE peakuun u T1.4.), cybcTpaTtaMy Npu 3TOM
SIBNSETCA HeBOMbLLOE YMNCNO0 CTPYKTYPHO CXOAHbIX CO-
eIMHeHWI. Peakumn ¢ anbTepHaTUBHbIMK Cyb6CTpaTaMu
NPOMCXOAAT B TeX Cy4asX, Korfga aTu cybcTpartbl Npu-
CYTCTBYIOT B BbICOKMX KOHLEHTpauusx. MpoTeKaroT
B XKMBbIX OpraHmM3max BCe peakuuu, BO3MOXHble Npwu
y4yaCTUN [aHHOro (PepmeHTa, 3aBUCUT OT OTHOCUTESIb-
HOM KOHLEHTpauuy anbTepHaTMBHbLIX Cy6CTpaToB
B KNETKEe U OTHOCUTE/IbHOTO CPOACTBa (PEPMEHTA K 3TUM
cybcTpatam. Huke Mbl pacCMOTPUM HEKOTOPbIE 06LLMe
acnekTbl cneuugruUHOCT PEepMeHTOB.

3*

OnTuyeckas crneynuyHoOCTbL (hepMeHTOB

3a MCKMYeHneM anmmMepas (pauemas), KoTopble Ka-
TanM3nMpyroT B3anMMONpPeBpalLLeHne ONTUYECKUX MU30Me-
poB, (bepMeHTbI B 06LLEM C/lyvae MPOSBAAOT acbosoT-
HYI0 OMTUYECKYIO CMELMMUYHOCTb, M0 KpaiHell Mepe Ho
OTHOLLIEHMIO K OJHOMY M3 Y4acTKOB MOJIeKY/Ibl CybCcTpa-
Ta. Tak, (PePMEHTbI IMIMKONTUYECKOTO 1 MPAMOro OKu-
CNUTENIbHOrO MYTWU KaTain3npyroT NpeBpaLleHns TONb-
KO D-, HO He L-thocthocaxapos. 3a e4MHMNYHBIMU UCKIHO-
JyeHusMM  (Hanpumep, noyeyHas okcupasa D-amu-
HOKWUCNOT) 60/IbLUMHCTBO (PEPMEHTOB MJIeKOMUTato-
WMX KaTannsnpyeTt npespalieHne To/bKo L-n3omepos
aMWUHOKMCOT.

OnTryeckas cneunmMUHOCTb MOXKET OTHOCUTBLCA Kak
K (pparMeHTy MOJIEKY/Ibl, TaK U K MOJIEKY/IE B LLE/IOM.
Nnnoctpaymen cnyxnt cneyntmMyHOCTb TNKO3MAa3s.
ATN (hepMeHTbI KaTanm3npyoT rmaponn3 rnmko3naHbIX
CBSI3e MeXAy caxapoM M CMUPTOBOM rPYNMoi: OHWU Bbl-
COKOCMNeunrUHbl Kak K caxapHOMy (parMeHTy, Tak U
K XapaKTepy rM1MKo3naHou cBsA3un (a unm ), Ho 0THOCK-
TeNbHO HecneununyHbl K CNMPTOBOMY (hparMeHTy Mo-
NeKy/bl.

"pynnocneynpnyHOCTL (PEPMEHTOB

JInTnyeckme epmeHTbl AeACTBYIOT Ha crieumdmye-
CKMe XUMWYEeCKMe TrpynnupoBKU: TINKO3MAAa3bl —Ha
rMIMKO3NAHbIE CBA3M, MENCUH U TPUMNCUH —Ha NenTua-
Hble CBS3W, 3CTepasbl— Ha CNOXHO3(MpPHbIE CBA3N. [ei-
CTBUE 3TUX (PEPMEHTOB PacnpocTpaHsaeTcs Ha 60/bLUoe
ynucno cyobcTpaToB, YTO MO3BO/MIAET OpraHM3My 060K-
TUCb HEBO/IbLUMM YMUC/IOM MULLEBAPUTENbHBIX (PEPMEH-
TOB— VMHaye ux notpeboBanocb 66l HAMHOIO GObLLE.
MHorme npoTeasbl CMOCOOHbI TakKXe KaTaivM3nmpoBaTb
rMAPOAN3 CMIOXHBIX 3(PUPOB. XOTA CMOCOBHOCTb MPO-
Teas rMaposan3oBaTh COXHO3(UPHbLIE CBA3N HE MMeeT
(PM3M0/IOrMYECKOr0  3HaYeHWs, WCMONb30BaHUE C/o-
YKHO3(IMPHBIX CUHTETUYECKUX CYOCTPATOB A1 U3YYeHUs
MexaHu3Ma Ux AeCTBUA 0Kas3asioCb BECbMa LEHHbIM.

OTpeNbHble IMTUYECKME hepMeHTbI 0TInYaroTca 60-
Nee BbICOKOM rpynnocneynmuyHocTbio. Tak, XumoTpun-
CUH rMApoNn3yeT NpPenmyLLecTBeHHO NenTuaHble CBA3N,
B KOTOPbIX KapboKcuibHaa rpynna npuHagnexuT apo-
MaTUYeCKMM aMMUHOKNCNOTaM — (PeHnnanaHuHy, Tupo-
3uHy nnn TpuntogaHy. Kapbokcunentugasbl ¥ aMUHO-
nenTugasbl OTWENAAT aMUHOKUCAOTbI MO0  OfHOM
C KapbOoKCMNbHOTO UM C aMUHO-KOHLLA COOTBETCTBEH-
HO.

HekoTopble okcuaopeayKrasbl CNOCOBHbI UCMOMb30-
BaTb B KayecTBe aKUENnTopoB 3nekKTpoHoB U NAD+, un
NADP4, HO 60nblass KX 4acTb WUCMNOMNb3YET TOJbKO
0AMH 13 HUX. 0606 as, MOXXHO CKazaTb, UTO OKCMAOPE-
AYyKTasbl MIEKOMUTAOLNX, KOTOPbIE YYacTBYHOT B'6MO-
CUHTETUYECKNX MNpoLeccax (Hanpumep, B CUHTE3E KUPHbIX
KMCNOT W CTepOn0B), 00bIYHO UCMO/b3YIOT B KayecTBe
BoccTaHoBUTeNs NADPH, Torga Kak (pepMeHTbl, y4a-
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CTBYHOLLME B NpoLeccax pactuensieHns (rIMKoms, OKucse-
HVE YXVUPHbIX KWC/OT), B KayecTBe OKWUC/NTENsS WCMOSb-
3yl0T npenmyLlectseHHO NAD+.

KOJIMYECTBEHHOE OMNPEAEJIEHVNE
®EPMEHTATUBHOWM AKTVBHOCTW

depMeHTbI B OT/IMUYME OT OPraHNYecKnX Unn Heopra-
HWYECKMX BELLLECTB MPUCYTCTBYIOT B KNETKax B YPe3Bbl-
YyailHO ManblX KONM4YecTBax, U onpefeneHne ux copdep-
XKaHMsA B TKaHEBbIX 3KCTPaKTax WM XWUIAKOCTAX npef-
cTaBnsieT ocobyto npobnemy. K cuyacTbio, BeCbMa 4yB-
CTBUTE/bHbIE U CreLMiNYHbIE METOAbI 0Ka3a/loCb BO3MO-
>KHbIM CO3aTb Ha OCHOBE OMNpeae/ieHNA KaTa/IMTUYECKOM
aKTVMBHOCTU (DEPMEHTOB.

UToO6bl OLEHUTb KONNYECTBO (hepMeHTa B NPo6e TKa-
HEBOr0 3KCTpaKTa WM 6UONMOrMYECKOM XUAKOCTKH, W3-
MepPST CKOPOCTb peakuun, KaTtaiu3npyemoi cotepxa-
lwmmcs B aToit npobe hepmeHTOM. Mpn onpeaeneHHbIX
YCNOBMSIX M3MepsieMasi CKOPOCTb MPOMopLOHa/IbHa KO-
NINYECTBY MPUCYTCTBYHOLLIETO (hepmeHTa. MOCKOMbKY npw
3TOM TPYLHO ONpeaennTb YUC/IO MOJNEKYN (hepMeHTa
B Npobe nnm nx obLLy mMaccy, pesynbTaThl BbipaXarT
B YC/IOBHbIX €OMHMLAX aKTUBHOCTWU (hepmeHTa. [anee
CpPaBHMBAOT OTHOCUTE/IbHblE KO/MYEeCTBa (hepMeHTa
B Pa3/IMUHbIX 3KCTpakKTaX. EAMHMLLI aKTUBHOCTK YA06-
Hee BCEro BblpaXaTb B MuKpomonax (MkKmonb, 1O 6
MO/b), HAHOMO/IAX (HMOfb, 10-9 MO/b) UM NUKOMONAX
(nmonb, 10 Pmonb) nspacxofoBaHHOro cyberpara unm
ob6pa3oBaBLUErocs MNpPoAyKTa 3a eauMHuuy BpemeHu (B
MUHYTY). COOTBETCTBYIOLLNE MEXAYHAPOAHble eAuNHW-
Libl aKTUBHOCTM (pepmeHTOB 0603HauvatoTcs pU, nU nnm
puU.

MpyMep KONMUYECTBEHHOro aHanm3a
(hepMEHTATUBHON aKTUBHOCTY;
onpefenieHne CoAepXaHust AerngporeHasbl

Mpy n3MepeHNn CKOPOCTEN peakunii, NPOTEKaoLUX
¢ ydyactnem NAD+ wnnnm NADP+ (peakumn katanmsu-
pyloTCA AerngporeHasamu), MOXHO BOCMO/Ib30BaThbCA
TeM o6ctosaTenscteom, 4To NADH 1 NADPH (HO He
NAD+ 1 NADP+) nornowatT CBET C A/IMHOW BOJHbI
340 HM (puc. 7.4).

OkucneHne NADH B NAD+ (unn obpaTtHbI Npo-
LIecC) CONpPOBOXKAETCA U3MEHEHNEM OMTUYECKOW NNoT-
HocTu (D) pactBopoB npu 340 HM, 1 NpKU ONpeaeNieHHbIX
YC/I0BMAX CKOPOCTb M3MeHeHus D oka3bliBaeTcA nponop-
LUMOHaNbHa aKTUBHOCTK (hepmeHTa (puc. 7.5).

[ns nonyyeHns kannbpoBo4vHOM KpuBoW (puc. 7.6)
CTPOAT rpagkK 3aBUCUMOCTU CKOPOCTN MU3MEHEHUs on-
TUYECKO NNOTHOCTY (HakNoHa NPAMbIX Ha puc. 7.5) oT
obbema [06aBNeHHOro pepmeHTHOro npenapata. Ko-
NNYecTBO (hepMeHTa, MPUCYTCTBYIOLLErO B WUCCenye-
MOM pacTBOpe, MOXHO HaWTK Mo HabNaeMol CKOpo-
CTN n3MeHeHUsa D npu 340 HMm.

Puc. 7.4. Cnektpbl nornoweHns NAD* n NADH. KoHueH-

Tpauus pacTtBopoB 44 Mmr/n, AnNMHa ONTUYECKOro nytu 1 cm.

AHanornyHble cnektpol uMetoT NADP+ n NADPH cooTseTt-
CTBEHHO.

ConpskKeHHbIN (hepMeHTHbI aHann3

B npeapigyuiem npumepe ougHKa pepMeHTaTUBHOW
aKTMBHOCTU OCHOBbIBaNlaCb Ha W3MEPEHMM CKOPOCTU
o6pasoBaHus npogykta (NADH). CkopocTb 06pa3oBa-
HUA nNpoayKTa (UK, pexxe, CKOPOCTb pacXoAoBaHUs Cy6-

Puc. 7.5. TpuHunn wunsmepeHusa aktusHocTu NADH- wam
NADPH-3aBucumoin gernaporeHassl. 13mepstoT CKOPOCTb M3-
MeHeHWs ONTUYeCKoM NAOTHOCTM npu 340 HM, 06YCNOBEHHOIO
npespaleHnemM BOCCTaHOB/IEHHOTO KO(epMeHTa B OKWC/IEeH-
HYI0 (hopMy. B KioBeTy f06aBNAIOT OKUC/IEHHbIN cy6cTparT (S).
BOCCTAHOBJ/IEHHbI KOepMeHT 1 6ydep 1 perucTpupyroT no-
rnoweHue npn 340 HM. BHauvane HabnjaeTcs Bbicokas OMTU-
yeckas NNOTHOCTb M3-3a cuibHOTo nornouweHns NADH (nmm
NADPH). Mpn go6asneHun 0,025- 0,2 ma cTaHgapTHOW pa-
cTBOpa (pepMeHTa ONTUYecKas MIOTHOCTb MOHMXAeTCA.
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Puc. 7.6. Kann6poBo4yHas KpuBas ANns OnpeaeneHuns Konumue-

cTBa (pepmeHTa. 10 OoCU OpAMHAT OTNOXEH TaHreHC yrna Ha-

KNOHa MpsAMbIX, NMPUBELEHHbLIX Ha puc. 7 5, Mo ocn abcuuce —
KO/IMYECTBO (pepMeHTa.

cTpaTta) MOXHO MCNO/b30BaTb AN OMNpeAeNeHns aKTuB-
HOCTW He TO/bKO AernfporeHas, Ho W Apyrux epMeH-
TOB. KOHKpETHbIi METOA KONMYECTBEHHON OLIEHKN AWK-
TyeTcs (hM3MKO-XMMUYECKMMU CBOWCTBaMU MPOAYKTa
nnu cybctpata. Bo MHoOrux cnyvasix 6bliBaeT yAo06HO
nojsepratb 06pa30BaBLUMIACA NPOAYKT peakuun aen-
CTBMIO AernaporeHasbl, Ans KOTOPO 3TOT NPOAYKT
ABnseTca cybcTpatom (puc. 7.7).

Fnoko3a

NATP, Mpg2+
[ekcoknHaza

A ADP, Mg2+

I ntoko30-6-thocchat

NADP+

o Ko30-6 hochartaerngporeHasa

NADPH + H+

6-PocdorntoKOHONAKTOH

Puc. 7.7. OnpegeneHne akTUBHOCTU TeKCOKWHa3bl B CUCTEME,
B KOTOpPO NpoTeKaeT COMpsXXeHHas (epMeHTaTUBHas peak-
ums, Katanusmpyemas r/OK030-6-ochatiernaporeHasoi.
noKo30-6-(hochatgerngporeHasa, rnokosa, ATP, Mg2+ u
NADP+ fo6aBneHbl B U36bITKe. B 3TUX YCNOBUAX CKOPOCTb
06LLeil CONpsHXKEHHOW peakuuy 3aBUCUT OT Konn4vecTsa fo6aB-
NEHHOW reKCoKMHasbl. ATy CKOPOCTb ONpeaenstoT no obpaso-
BaHM0O NADPH, koTopblii nornow,aet cseT npu 340 HM.

BbIAE/TEHVNE ®EPMEHTOB

Bcst vH(opMaums 06 OTAeNbHLIX MeTaboINYecKux
peakLUusx, 0 NPOMEXYTOUHbIX COeAMHEHNsIX, 06pa3yto-
LLIMXCA Ha NOCNef0BaTeNbHbIX 3Tanax pasNnyHbIX MeTa-
BONMUECKMX NYyTei, a TakkKe O MexaHu3Me Perynsyum
paboTbl KaTanM3aTOPOB MOMyyeHa rnaBHbIM 06Pa3oM
C UCMONb30BAHMEM OUMLLEHHbIX MpenapaToB (epMeH-
TOB. BbICOKOOUMLLEHHbIE NpenapaTbl (hepMeHTOB Heoo-
XOIMMO UMETb TaKXe W ANs TOro, YToObl NMONYUYNTb Ha-
[EXHble [aHHbIE 0 KWHETUKE, KO(aKTOpax, aKTUBHbIX
LIEHTpax, 0 CTPYKTYpe 1 MexaHu3me [eicTBMS (hepMeH-
TOB.

MpoLecc OYMCTKM COCTOUT B BbleNEHUN [JAHHOTO
(hepmeHTa 13 rpy6oro KNeTOUHOro 3KCTPAKTa, CofepxKa-
LLlero MHOXECTBO [APYrX KOMMOHeHToB. Hebonblune
MONEKYNbl  YAanalTCs  AMANU30M WU Tefb-
(unbTpauueli; HyKNeMHOBbIE KUCOTbl — OCaXKAEHNEM
nyTeM [A06aBfeHWss aHTUOMOTMKA CTPEenTOMULMHA
n 7.4. OCHOBHasi Npo6aemMa— OTAENUTb HYXHbIA (hep-
MEHT OT COTEH XMMUYECKN U (PU3NYECKN CXOAHbIX Gen-
KOB.

Knaccnyeckme MeToAbl OUYUCTKU

LLINpOKO UCNOMb3YHOTCA CNeaytoLLne MeToAbl OUNCT-
KW: OCaX[eHue Mpu pas/iMyHbIX KOHLEHTpaumusax cosein
(vale Bcero cysnbata aMMOHUSA WAWU Cynbgara Ha-
TpuA), a TaKKe OpraHNYecKMu pacTBopuTensMu (aue-
TOHOM, 3TaHoO/IOM); AuddepeHUManbHaa [AeHaTypauns
MyTemMm HarpeBaHWs wnu u3MeHeHus pH; auddepeH-
UmManbHOe  LUEHTpPUQYrnpoBaHue,  refb-uabTpaumns
N 3neKTpoopes.

Ons macwTtabHoOn M 6bLICTPON OUUCTKM Benkos
YCMELWHO NPUMEHAIOTCA u3bupaTenbHas agcopbums
N anoumns 6eIKOB € Les/103HOT0 aHMOHOOOMEHHMKaA
ANITUNAMUHOITUNLENTI3/103bl U KAaTMOHOOOMEHHMKA
KapbokcumeTuauennonosbl. LLIMpoko wmcnonb3yeTca
TakXe pasgenieHne 6enKoB No pasmepam Ha MOeKynap-
HbIX CUTaX, Hanpumep cedagekce. ITU METOAbl ABNS-
IOTCH, O4HAKO, OTHOCUTE/IbHO Manoce/IeKTUBHbIMU (eC/n
OHW He UCMNO/b3YKTCA B COMeTaHWUMW) AN1A OTAENEHNA UH-
AVBUAYaNbHOTO 6Genka OT BCEX OCTasIbHbIX, HaxoAs-
Lmxcs B cMecu. Takas 3afa4a fierye pewlaeTca MeTo0om
apmHHOM XpomaTorpadgum.

TunuyHasa npoueaypa OUNCTKA O4HOTO 13 PepMEHTOB
MeYeHn C XOpPOoLMM BbIX040M 1 490-KpaTHO CTENeHbIo
OUYMCTKWM npenapata onucaHa B Tabn. 7.2. ObpaTtute
BHUMaHWe Ha U3MeHeHWe NMpy OYNCTKe YAe/IbHON aKTUB-
HOCTW 1 BbIXxofa hepmeHTa. MNpouesypa HanpasfeHa Ha
TO, YTOObI JOCTUYb MAKCUMaNbHOIN YAeNbHON aKTUBHO-
CTW (4MCNOo eiHUL, aKTUBHOCTM (PepMeHTa Ha 1 Mr 6en-
Ka) NMpu BO3MOXHO 60/bLUEM BbIXOA4e WUCXOLHOW CyM-
MapHOW aKTUBHOCTW.
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Tabnuua 7.2. TunnyHas npouenypa OYUCTKM (hepMeHTa

dpakyus, cofepxalias pepMeHT CyMmapHast

aKTUBHOCTL, pU

py6blii TOMOreHaT MneyeHu 100000
CynepHaTaHT nocne UeHTpUgyrnposaHuns

npu 100000 g 98000
Ocapgok, obpasywouwuiticas B 40—50%-HoMm

(NHASO« 90000
Ocapgok, obpasytowmnincs B 20—35%-HoM

aLeToHe 60000
®pakuum 80—T10 nocne xpomatorpagum

Ha KOMoHKe ¢ ADA3-Uenntono3ol 58000
Ocapnok, o6pasywuwninica B 43—48%-Hom

(NHA”SO. 52000
MepBas Kpuctannmsauns 50000
Mepekpuctannunsauuns 49000

MeToa admnHHOM XpomaTorpaduu

3ameuartesibHbIM  [JOCTOMHCTBOM 3TOr0 MeTofja
OUYUCTKM SIBNSIETCH TO, YTO OH MO3BONIAET U3bMpaTesibHO
N3BNEKATb U3 C/IOXKHON CMecn 6e/1KOB OAUH KOHKPETHBbIN
6enoK 1K Nno KparHein mepe He60MbLWOe UX Yncno. Me-
TOJ OCHOBaH Ha MCMOJb30BaHUN MMMOOUIN30BAHHOIO
NUraHga, KOTOpbIA creununyeckn B3aMMOAENCTBYET
C TeM 6e/IKOM, KOTOpbIA TpebyeTcs n6ayyYnTb B O4U-
WeHHoM Buge. W3 Bcex 6enKoB, MNPUCYTCTBYHOLLMX
B CMecu, C 3TUM UMMOOBUNIN30BaHHbLIM JIMTaHAOM CBA3bI-
BAKOTCA TO/IbKO Te 6e/KK, KOTOPbIe CNOCOOHbLI BCTYNaTb
C HAM B CU/IbHOE B3aMmogeicTeue. llocne ypaneHus
BCEX MPOYMX HECBA3ABLUMXCA OENKOB HYXXHbIN epmMeHT
3NOMPYIOT C UMMOBUNIN30BAHHOTO NUraHAa MMb0 KOH-
LLEHTPUPOBaHHLIMY CONEBLIMW pacTBopaMu, Nn6o pa-
CTBOPOM, COAep>KaLliMM pacTBOPUMYHO (hopmy nuraHga.
YcnewHoe npumeHeHne Metofa ag)MHHON Xpomato-
rpam no3BonseT Jo6UTLCSA B XOA4e OYUCTKU nopasu-
Te/IbHbIX Pe3y/ibTaToB, 06bIYHO NPEBOCXOAALLMX Pe3y/b-
TaTbl MOC/NeA0BaTENIbHOI0 MPUMEHEHUS MHOTMOUYUC/IEH-
HbIX KNacCUYecKnX MeTOZ0B.

Yale BCero pepMeHTbI MPOSBAAIOT BbICOKYHO Creum-
(PMYHOCTb NO OTHOLUEHWUIO K CBOMM cybcTpartam U Ko-
(hepMeHTam, NO3TOMY Hanbonee NOAXOASALLUMU NNTaH-
JaMU CNy>KaT Mpou3BoAHblE Cy6CTpaToB U KO(epMeH-
TOB, KOBAa/IEHTHO CBfi3aHHblE C HOCWUTE/NeM, Hanpumep
c cepagieKcoM. OHM MOTYT 6bITb NPUCOEAMHEHBI K HOCU-
Tento M0 HenocpeAcTBEHHO, MO0 Yepes CBA3YIOLLYHO
«HOXKY» (NIMHKep) n3 3—8 atomoB yrnepoga. Vcnonb-
30BaHMEe J/IMHKepa noMoraeT paspewwunTb npobnemsl,
CBfA3aHHbIE C TEM, YTO MPUCOEAMHEHWNE NTUTaHAa K HOCU-
TEN0 MOXET MPenAaTCTBOBaTb €ro B3aMMOAENCTBUIO
C (hepmeHTOM. BmecTe ¢ TeM BBefeHWe rnapoooHOro
NIMHKEPa MHOTa OCMOXHSET BblAeNeHNe U3-3a NposiBe-
HUSA 3(h(heKTOB XpomaTorpagumm Ha ruapoo6HbIX Nn-
raHgax (cm. Hwke). Mprmepom ycnewHoro npumeHeHus
appMHHOM XpomaTtorpauu MOXeT CNYXWUTb OYUCTKA
MHOXXECTBA pa3/IMYHbLIX AerngporeHas Ha apgpuHHbLIX

CyMMapHbiii YaenoHas akTUBHOCT, Bbixog, %
6enoK, Mr pU/mr
10000 10 (100)
8000 12.2 98
1500 60 90
250 240 60
29 2000 58
20 2600 52
12 4160 50
10 4900 49

Hocutenax ¢ NAD+ B kayecTBe nuraHga. lpu 3Tom
C IMraHAoM MOTYT CBA3bIBATLCSA HECKO/IbKO Aermapore-
Ha3, KOTopble Npu antonpoBaHum nx pactsopom NADbD
BbIXOAAT BMeCTe, 1 UX Aa/ibHelLlee pa3gefieHne npoBo-
AAT, UCMONb3YS YXKe HE KODEPMEHTHbIE, a CyOCTpaTHbIe
a)(OMHHbIe HOCUTENIN NN NPUMEHAR AR 3HOUPOBaHMUA
«TYMNUKOBbIE TPOWMHBLIE CMeCU», coaepkalime Kodep-
MEeHT, crneyunguyueckunii cyocTpart 1 cneympruyeckmin npo-
AYKT.

C athmHHON XpomaTorpaueir BO MHOroM CXofHa
Xpomarorpagus, npu KOTOPOM B KayecTBe UraHAoB
NCNoNb3YKTCA Kpacutenu (ronybas, 3eneHas uam Kpac-
Haa cepapo3sa), a TaKXkKe xpomartorpagumsa Ha rugpodo6-
HbIX INraHgax, rae HocUTeneM ABMAETCA OKTU- UK (e-
Hunceaposa. B nepBom cnyyae B Ka4ecTse UMMOOUN-
30BaHHOI0 NMraHAa MCNonb3yT OpraHMYecKnin Kpacu-
TeNb, ABNAKOLWMIACA aHanoroMm cybcrpara, KohepmeHTa
WX annocTepuUyeckoro agdekropa. JdHOMpoBaHMe
00bIYHO OCYLLECTB/AT COJIEBbIM PACTBOPOM YBENNYU-
BalOLLLECA KOHLEHTpaLuK.

B cnyyae xpomartorpaumn Ha ruapodooHbIX NUraH-
flax K HocuTento (Hanpumep, cetagekcy) NpucoeanHAIT
anKubHble UKW apunbHble YrneBoaopoabl. Cea3biBaHNE
6eNKOB C TaKUMU HOCUTENAMU 00yCNOBNEHO rnapodo6-
HbIMW B3aMMOJENCTBUAMWN MeXAY anKuibHbIMU Lens-
MU 1 TUAPOGO6HBLIMK yYacTKammn 6e/1KOBO MOMEKY/bI.
Benkn HaHOCAT B COCTaBe PacTBOPOB C BbICOKUM Cofep-
XaHunem conu, Hanpumep (NH4H2S04 v anounpyroT pa-
CTBOPOM C NMOHWMKaOLLLENCS KOHLIEHTpaLMe 3TO Xe co-
nm.

OnpegeneHne roMOreHHOCTU 6e1IKOBOrO
npenapaTta ¢ NomMoLbio 3neKTpodopesa
B MOMNAKPUIAMULHOM refie

COMOreHHOCTb GE/IKOBbIX MPEnapaToB Jiyylle BCEro
yCTaHaBNMBATb C MOMOLLbIO 3M1EeKTPothopesa B Monma-
KpUNamugHOM rene B pasHbIX YcnoBusix. Mpu ogHomep-
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HOM 3neKTpodope3e HaTUBHOro 6Genka (NPU HaMuum
L0CTaTOYHOr0 KO/IMYecTBa npenapara) MOXXHO 06Hapy-
XWUTb KakK OCHOBHbIE, TaK ¥ MMHOPHbIE 6e/IKOBbIe NpuMe-
cu. B gBymepHoMm BapuaHTe (no O’®appeny) B O4HOM
HanpasneHNUN MPOBOAAT pasfefieHne [eHaTypupoBaH-
HbIX 6E/IKOB B COOTBETCTBMM C UX 3HaYeHUAMY pi (B npu-
CYTCTBUM MOYEBUHbLI) B rpagneHte pH, KOTopbIin co-
3[aeTcsa NoAMMEPU30BaHHbIMKU amdonutamu. Bo BTO-
pPOM HanpaBneHWu 6enKku, AeHaTypupOBaHHble C MO-
MOLLbIO fofeunncynbara HaTpus, pasfensatoT B COOT-
BETCTBUWM C pasmepamu MpoToMepoB (ecim Genok fB-
NAETCA O/IMTOMEPOM).

BHYTPUKNETOYHOE PACIPEOE/NTEHNE
PEPMEHTOB

MMpocTpaHCTBEHHOE pacnpegenieHne U K/eToyHas
KomnapTMeHTaumns pepmMmeHTOB, Cy6CTPaToB M KO(aKTo-
POB (CM. . 2) UMEIOT KapAnHaibHOe 3HavyeHne. Hanpu-
Mep, B KeTkax nevyeHn hepMeHTbl FIMKOAM3a NoKain-
30BaHbl B LuMTOMNMa3Me, a (DEPMEHTLI LKA IMMOHHOM
KMCNOTbl— B MUTOXOHAPUAX.

PacnipeseneHue (hepMeHTOB MO CYOK/IETOYHbIM Opra-
HefnaMm M3y4yatroT Nocne npefBapuTeNnbHOro (pakuymo-
HUPOBAaHUSA K/ETOYHbIX FOMOreHaToB MNYTeM BbICOKO-
CKOPOCTHOIO LEHTPUQYrupoBaHuns, onpegenss comep-
XaHve PepmMeHTOB B KaX4oin pakuymu (cMm. rn. 2).

Jlokanmsauymo [aHHOro (epmeHTa B TKaHWM Wan
KNeTKe 4acTo Yy[aeTcd YyCTaHOBUTbL in situ rucro-
XUMUYECKUMIN MeToAaMu («FMCTO3H3MMONOrns»). Ans
aToro ToHkue (oT 2 Ao 10 MKM) cpe3bl 3aMOPOXKEH-
HOM TKaHW 06pabaTbiBatOT pacCTBOPOM Cy6CTpaTa, K Ko-
TOPOMY creyniuyeH faHHbIN PepMeHT. B Tex MmecTax,
rae HaxoguTcs (hepmeHT, obpasyeTcs NPOAYKT KaTanu-
3UpyemMort 3TUM (hepMEHTOM peakumn. Ecnu npogykt
OKpalleH M HepacTBOPMM, OH OCTaeTCs Ha MecTe 06pa-
30BaHMA U MO3BONAET /N0Kanu3oBatb (epmeHT. [u-
CTO3H3MMONOrA faeT Harfa4HY U B U3BECTHOW Mepe
(PM3NOMIOrNYHYI0 KapTUHY pacnpefeneHns pepMeHTOB.

N3ODPEPMEHTbI (M303NMbI)

Korga Mbl roBopum «ManataernaporeHasa» unm
«TNIOK030-6-hochaTasa», TO 0ObIYHO MMEeM B BULY
KOHKPETHbIA 6enok, obnagarowmin (GOpMeHTaTUBHOM
aKTUBHOCTbIO, O4HAKO B AeACTBUTE/IbHOCTN 3TN HanUMe-
HOBaHWA 0XBaTblBAlOT BCe OefiKW, KaTaausupyroLiune
OKWUCNEHME Manarta B OKcasnoaueTaT Uan ruaponma rnto-
K030-6-(hochaTa c 06pa3oBaHMEM MHOKO3bI 1 P*. B yacT-
HOCTW, MocC/e BblAeNieHna ManartaernaporeHasbl U3 pas-
NNYHBIX UCTOYHUKOB (neyeHn Kpbickl, E. coli) o6Hapy-
XKUNOCb, YTO PEPMEHTLI U3 NeveHn 1 hepmeHT K3 E. coli,
KaTanmanpyoLme ofHy 1 Ty Xe peakuuto, pa3nnyaroTcs
BO MHOTMX OTHOLUEHMAX MO CBOUM (DU3NYECKUM U XUMU-
YeCcKMM CBOMCTBaM. Pu3nMYecKn pasnnyMmble GOpMbI
(hepmeHTOB, 0b6nagatowme o4HUM N TEM >Ke BUAOM Ka-
TaMTUYECKON aKTMBHOCTM, MOrYyT MNPUCYTCTBOBATb

B Pa3HbIX TKaHAX OAHOro opraHu3ama, B pasHbIX Tunax
KNeTOK OAHOW TKaHW U JaXKe B MPOKapuoTUYECKOM Op-
raHmame, Hanpumep B E. coli. 3To oTKpbITUE 6bINO Cle-
naHo 6narofgaps NPUMEHEHMIO 3N1eKTPOOPETUYECKMX
METOA0B pa3fefieHns 6efikoB, B pe3y/bTaTe Yero 6biu
OGHapy>XeHbl 3MEKTPOOPETUUECKM pa3Hble OpPMbl
onpeseneHHoOW PepMeHTaTUBHOM aKTUBHOCTMW.

TepMUH «M30(hepMeHT» («M303MM») 0XBaTbIBAET BCE
BbILLEYNOMSAHYTbIE  (IM3NMYECKM pa3InumMMble  GENKu
C JAHHOW KaTaMTU4YeCKOW aKTUBHOCTbIO, OAHAKO Ha
MPakTMKe, U 0COBEHHO B K/IMHUYECKOW MefuuMHe, ero
ynoTpebnsAoT B 60siee Y3KOM CMbICNe, nojgpasymesas
(hpM3nMyeckn pasnnumMmble U NogaaroLmecs pasgefieHnto
(hopMbl JaHHOro (pepMeHTa, MPUCYTCTBYIOLLME B pas-
NNYHBIX TUMNAaX KNeTOK AaHHOro 3yKapnuoTUYEecKoro op-
raHusma, Hanpumep 4enoseka. WM303UMbl HEN3MEHHO
06HapY>XMBaKTCA B CbIBOPOTKE U B TKaHAX BCEX MO3BO-
HPYHbIX, HACEKOMbIX N B OAHOK/NETOYHbIX OpraHn3max.
Mpn 3TOM YMCNO (PEPMEHTOB U NX COAEpPXKaHWe CUNbHO
BapbupytoT. I3BECTHbI N30(hepMEHTHbIE (POPMbI Aerna-
poreHas, okcugas, TpaHcammnHas, gocgaras, TpaHcdoc-
(hopunas v NpPOTEONUTUYECKUX (DepMeHTOB. B pasnnu-
HbIX TKaHSAX MOTYT HaxoAMTbCA pasHble N30(DEePMEHTHI,
N 3TN N30(WepPMEHTbI MOTYT UMETb HeO4MHAaKOBOE CPOA-
CTBO K cy6cTpaTam.

AnarHocTtnyeckoe 3HayeHne M303MMOB

MeOVLMHCKNIA NHTEPeC K M303MMaM BO3HMK MOC/e
TOr0, Kak 6bl/10 06HaPY>XEHO, YTO CbIBOPOTKA YesloBeKa
COLEPXXUT HECKO/IbKO M303HINMOB JlaKTaTaerngporeHasbl
N YTO UX OTHOCUTE/IbHOE COfepKaHMe 3HauYnTeSIbHO 13Me-
HAETCA MPW OnpeesieHHbIX NaToNIOrMYeCKMX COCTOAHUAX.
Bnocneacteun 66110 BbISIBIEHO MHOMO APYruX Cny4aeB
M3MEHEHMA OTHOCMTE/IbLHOIO COAepXKaHusa M3031MOB
npu pasHbIX 3ab60/1eBaHUAX.

N3031MMbl  CbIBOPOTOYHOW NaKTaTAernaporeHassbl
o6Hapy>uBaroTca nocne anektpoopesa npn pH 8,6 Ha
KpaxmMasibHOM, arapoBoM WM MoAMakpuiaMmaHoM re-
nsx. Mpu ykasaHHOM 3Ha4yeHUn pH 1303UMbl HECYT pas-
HbI 3apag U pacnpefensaTca Ha anekTpooperpamme
B NATM pasHbIX MecTax. [anee nM303MMbl MOXXHO 06Ha-
PY>XWUTb 6narofgaps Mx CNOCOOGHOCTM KaTa/n3mpoBaTb
BOCCTaHOB/EHNE BGeCLBETHbIX KpacuTeneil B HepacTBO-
PUMYIO OKpaLLEHHY hopmy.

TuUnnYHbIA Habop peareHTOB 4N 06HaPYXKeHUs N30-
3MMOB JernfporeHasbl BK/IHOYAET:

1) BOCCTaHOB/IEHHbIA cyb6CcTpaT (Hanpumep, Nakrar);

2) KogpepmeHT (NADH);

3) KpacuTenb B OKUCNEHHOW thopMme (Hanpumep, ro-
nyb6as HATPOTETPa3o/IneBas Cosb);

4) nepeHocuunk anekTpoHoB oT NADH K kpacutento
[Hanpumep, deHasnHmeTacynbat (PMC)];

5) 6ydep; aKTMBUPYHOLLME UOHbI (eCnn TPebytoTCs).

NakTtargerngporeHasa KatanmsupyeTt nepeHoc ABYyX
3/1eKTPOHOB N ogHOro MoHa H+ ot naktata K NAD+



72 MnaBa 7

Puc. 7.8. Peakuus, KaTanusupyemas

reHasom.

L-nakTtatgerngpo-

(puc. 7.8). Ecnn anekTpodoperpammy onpbickatb Npu-
BefleHHOM Bbllle CMECbl0 W 3aTeM WMHKYOMpoBaTb Mpu
37°C, TO peakuus cConpsXeHHOro nepeHoca 31eKTpoHOB
OyfeT npoTekaTb TO/IbKO B TeX MeCTax, rge npucyT-
CTBYeT naktatgerngporeHasbl (puc. 7.9). OTHOCUTENb-
HYO MIOTHOCTb OKPAaCKW MOJIOC MOXXHO fasiee OLeHUTb
KO/IMYECTBEHHO C MOMOLLbIO CKaHMpYHOLLero oTtome-
Tpa (puc. 7.10). M303umM ¢ HambonbLWUM OTPULATENb-
HbIM 3apafom 0603HavaroT I,

dusnyeckas npupoaa 1M303MMoB

OnuromepHble hepmeHTbl, 06pa3oBaHHbIe pa3HbIMM
npoToMepamu, MOTyT ObITb NpPefcTaB/eHbl HECKO/TbKN-
MK popmammn. Yacto onpefeneHHas TKaHb Mpogyuu-
pyeT NpenMyLLeCTBEHHO O4MH 13 NpoToMepoB. Ecnu ak-
TUBHbIA OIMTOMEPHbIN (hepMeHT (Hanpumep, TeTpamep)
MOXET ObITb NOCTPOEH M3 TaKMUX NMPOTOMEPOB B pa3/imy-
HbIX KOMOGMHaLMAX, TO 06pasytoTCcs M303MMbI.

M3031Mbl nakTaTAernaporeHasbl pasinyaroTcs Ha
YPOBHE YETBEPTUYHON CTPYKTYpbl. OnnromepHas Mone-
Kyna nakratgermgporeHasbl (mon. macca 130000) co-
CTOWUT M3 YeTblpex NpoTomMepoB AByX Tunos, H n M (o6a
C Mon. maccor okono 34000). KatanmTuyeckon akTus-

(NakTar)

BoccTtaHoBneHHbIi PMC OKUcneHHbIn PMC

OKWCNeHHbIli KpacuTenb BoccTaHOBNEHHbI KpacuTtenb
(6ecuBeTHbII) (rony60ii hopmaszaH)

Puc. 7.9. Jlokanusauunsa naktatgerngporeHasbl Ha anekTpogo-
perpaMmc € WUCNo/fb30BaHWUEM CUCTEMbI COMPSXKEHHbIX peak-
LWIA.

HOCTbHO 06nap,aeT TO/IbKO TeTpaMepHada MOJIeKYa.
Ecnu nopAagokK coegnHeHna nNpoTomMepoB HE UMEET 3Ha-
YeHnA, TO MNPOTOMEPbLbI MOTYT OblTb CKOMMOHOBAHbI
NATbKO cnocobamu:

HHHH

HHHM

HHMM

HMMM

MMMM

MapkepT nogo6pan ycnosus 418 paspyLieHuns n pe-
KOHCTPYKLUMW YeTBEPTUUHOW CTPYKTYPbl U CyMes BblsiC-
HUTb B3aMMOOTHOLLEHUS Mexay N303MMaMn naktatie-
rmgporeHasbl. PacluenneHne n peKoHCTPYKLUMA nakrat-
perngporeHas I, n 15He npnBoAAT K 06pasoBaHM0 HO-
BbIX M303MMOB. CneposaTenbHO, 3TM [Ba KU303MMa
cofiepyaT TOMbKO OAMH TN NpoToMepoB. Korpa Takoi
e npouefype 6bl1a NoABeprHyTa CMecb nakTataerna-
poreHas I, n 15 nossunucb TikKXxe opmbl 12 131 14
CoOTHOLLEHNE N3031MOB COOTBETCTBYET NpuBEeAEeHHOMY
HWKe CyObeaNHUYHOMY COCTaBY:

N3031Mbl nakTataerng- Cy6beMHNYHBI COCTaB

poreHasbl
, HHHH
V) HHHM
13 HHMM
U HMMM
15 MMMM

CuHTe3 H- n M-cybbeanHuL, LeTEPMUHUPYETCS pasHbl-
MW TEHETUYECKMMM JIOKyCaMW, U OHU NO-pasHoOMy
3KCNPECCUPYIOTCA B pasHbIX TKaHAX (Hanpumep, B cep-
[EYHON N CKEeNeTHON MbILLax).

®EPMEHTbI B KIMHUYECKOW
ONATHOCTUKE

Paznnuma mexay (yHKUMOHaIbHbIMM
N HeYHKLMOHA/TbHbIMK (hepMeHTaMK
nnasMmbil

HekoTopble (epMeHTbl, NPOMEPMEHTbI U KX Cy6-
CTpaTbl B HOPMe MOCTOSAHHO LUMPKYNNPYIOT B KPOBM Ye-
NOBEKa W BbIMOMHAKT  (QU3MONOTNYECKME  (PYHKLMN.
Mpumepamn  PYHKUMOHA/IBHBIX — (DEPMEHTOB  M/1a3Mbl
ABNAKOTCSA NMNONPOTENHAMNNA3]A, NCEBAOXO/IMHICTEPA3a,
a TakKXke NpodepMeHTbl KOMMOHEHTOB CUCTEM CBEPTbI-
BaHMS KPOBM N PacTBOPEHMSA KPOBSIHOrO cryctka. OHu
CUHTE3NPYIOTCS B MEYEHWN, U UX KOHLEHTPaLUA B KPOBU
NGO TaKasa Xe, KaK B TKaHsX, NM0O0 6onee BbICOKaS.

Kak cnefyeT U3 Ha3BaHus, HepyHKLMOHabHbIe dhep-
MEHTbI M/1a3Mbl HE BbIMO/THAKT B KPOBU HUKAKNX N3BECT-
HbIX (DU3NONOTMYECKMX PYHKUMIA. NX cy6CTpaThl B Nias-
Me 00bI4YHO He 06HAPYXMBAKOTCH, U B HOPME UX KOHLIEH-
Tpaumsa B KPOBM YesioBEKA NMOYMTU B MUNINOH pPa3 HUXe,
yem B TKaHsAX. MNoaABneHne aTux 6enKoB B Maa3me B Mo-
BbILLUEHHbIX KOHLEHTPaUMAX YKa3blBaeT Ha MOBbILLEH-
HYK0 CKOPOCTb AECTPYKUMM TKaHeWh. Takum o6pas3om.
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Puc. 7.10. CopgepXaHne MW303MMOB JlaKTaTherugporeHassl
(NAT) B CbIBOPOTKE KPOBU B HOpME U Natonoruu. N303umsl
cbiBOpOTOYHOW NI4T pasgensanu MeToaoM 3neKTpogopesa Ha
auetaTtuenntonose npu pH 8,6'v BbIABNAAN C MOMOLLbIO peak-
uMKn, B pesynbTaTe KOTOPO o6pasyetca Kpacutenb. doTome-
TPUYECKOe CKaHMpOBaHWe NATEH NO3BO/SET OLEHUTb OTHOCKM-
TeflbHOe cofepxaHue n3031MoB. A. CbiBOPOTKa 60/IbHOMO WH-
thapkToM Muokapga. b. CbiBOpOTKa 340p0OBOro 4yesnoseka. B.
CblBOpOTKa nayueHTa ¢ 3a6oneBaHmem nederun. (C ntobesHOro
paspeweHuns Dr. Melvin Black and Mr. Hugh Miller, St Luke’s
Hospital, San Francisco.)

N3MEPEHNE B KPOBU YPOBHSA He(yYHKLMOHaNbHbIX ep-
MEHTOB MNa3mbl AaeT Bpayy LEHHYH AMarHOCTUYECKYHO
N NPOrHOCTUYECKYHD MHOpMaLMIO.

HedyHKUMOHaNbHbIE EPMEHTbI NNa3Mbl BK/IOYAKOT
0eNKOBble CEKPETbI 3K30KPUHHbIX XeNne3  UCTUHHO BHY-
TPUKNETOUYHbIE Genkun. PepmeHTbl, Bblaensemble 3K30-
KPUHHBbIMW  XXefne3aMn,— naHKpeaTuyeckas ammunasa,
MaHKpeaTnyeckas nunasa, wenoyHas dgocgarasa (K3
Xenum) u  Kucnaa  Qocdartaza M3 npocTaTbl—
nocTynatT B MasMy nMyTem npocTorh Auddysun.
VCTUHHO BHYTPUKNETOUYHbIE GENKA B HOPME B CUCTEMY
KpOBOOGpaLLeHNA He MOCTynatoT.

MpouncxoxaeHne HeyHKLNOHANbHBIX
(hepMeHTOB M/1a3Mbl

HeyHKUMOHabHbIE (hepMeHTbl, 06bIYHO O06Hapy-
XUBaemble B Mja3Me B Ma/blX KOMMYecTBax, Mo-
BUANMOMY, MOSABAAIOTCSA B Heil BCNeACTBME HOPMasIbHO
MAYLMX MPOLLECCOB paspyLUeHNs 3pUTPOLNTOB, NEenKo-
LUMTOB 1 APYrnX KNeToK. Mpu yCKOPEHUN rmbenn KneTok
B KPOBOTOK MOCTYNatT pacTBOPMMblE (HEPMEHTBI.
VIMEHHO € 3TUM NpoLeccoM 06bIYHO CBA3bIBAKOT MOBbI-
LLIeHWe coAepXKaHns (hepMeHTOB B Nia3Me, HO MOCTyMe-
HVWEM B MNia3My 3HaYMTESIbHbIX KOJIMYECTB MbILLEYHbIX
(hepMEeHTOB COMPOBOXAAETCSA W BbIMOSHEHUE THXKENOM
(hn3myeckoin paboThbl.

OAVNATHOCTNYECKOE M MNMPOMHOCTUYECKOE
SHAYEHWE CMNMEUNPUNYECKNX ®EPMEHTOB

MpaKTUKYIOLWME Bpaun YXKe MCMONb3ytoT KONMude-
CTBEHHblE OMpeaeneHnss HEKOTOPbIX HedyHKLMOHANb-
HbIX (DEPMEHTOB nnas3Mmbl. [lonyyeHWe 3TON LEHHOM
[AVMArHoCTUYECKOM W MPOrHOCTUYECKOW MHDopmaLmm
Tenepb BO MHOTUX Cy4asx NMoSHOCTbIO aBTOMATU3NPO-
BaHO. B Tabn. 7.3 npuBeseH nepeyeHb hepMeHTOB, KOTO-
pble UCMONb3YIOTCA B AWArHOCTUYECKON 3H3UMONOTUMN.
[anbHeliline feTany, KacatoWMecs UX 1CMosb30BaHus,
npuBefieHbl B MPUNOXEHNW, Tae paccMaTpuBarTCs TaK-
K€ BOMPOChI, CBA3aHHbIE C YYBCTBUTENbHOCTbIO U CMELM-
(UYHOCTbLIO AMArHOCTUYECKMX TECTOB.

MPUMEHEHWE SHAOOHYK/NEAS3 PECTPUKLNN
B AMNATHOCTUKE

[narHocTuka reHeTu4ecknx 3abonesaHunin nonyymna
MOLLHbIA CTUMYN 6narogaps nocnefiHUM SOCTXKEHUAM
B TEXHONOrMN pPeKoMObuHaHTHbIX AHK. YXe paaBHO
M3BECTHO, YTO BCe HAaCNeACTBEHHble 60ne3HM 00yCNoB-
neHbl n3meHeHnamun B AHK, ogHako metodbl NpsaMoro
onpefeneHns  HYKMeoTUAHOW  MOCNef0BaTeNIbHOCTM
AHK noasunuck nuwb B nocnegHee spema. Hanpumep,
Ha OCHOBe TMbpMAM3aLNOHHOIO0 Moucka (parMeHToB
OHK (Southern, 1975) yaanocb pazpaboTtaTb gocTaTou-
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Tabnuua 7.3. OCHOBHbIE EPMEHTbI CbIBOPOTKM, UCMOMNb3YyeMble
B K/IMHUYECKOW AuarHocTuke. MHOrve v3 npuBefeHHbIX (ep-
MEHTOB He ABNAKTCA CMeLUPUYHBIMUN A1 YKa3aHHbIX B Tabin-
Le 3a60neBaHWIA; JOMNONHUTENbHbIE faHHblEe 06 YCM0BUAX, NpU
KOTOPbIX aKTUBHOCTb 3TUX (DEPMEHTOB M3MEHAETCH, Npusese-
Hbl B MpunoxeHuu

depmeHT 3abonesaHue
AMUHOTpaHcepassbl
AcnaprtataMUHOTpaH- WHdapkT munokapaa
cthepasa
AnaHnHaMUHOTpaHche- BupycHbIin renatut
pasa
Amunnasa OcCTpblil NaHKpeaTUT
LlepynonnasmuH CenatoneHTUKynapHaa pere-
Hepauua (6onesHb Bun-
COHa)
KpeaTnHjochokmHasza 3aboneBaHne MbILWIL W WUH-

(hapKT MuokKapga
PaznuuHble 3aboneBaHusa ne-
YeHu
WNHpapKkT muokapaa

y-FCnyTammntpaHcnenTuaasa

NakTtatperngporeHasa (M30-

31UMbl)
Nunasa OcCTpblil naHKpeaTUT
Kwncnasa tocaTasa MeTacTasmpywowas Kapuu-
HOMa npeacTaTe/ibHOW
Xenesbl

Pa3nuuHble 3aboneBaHus Ko-
CTeil, 3aKynopka npoTo-
KOB MeyeHu

LenoyHad ¢ocartasa (M30-
3UMblI)

HO YyBCTBUTE/IbHbLIA METO[, MPEeHaTaNbHOro CKPUHUHIa
HacneACTBEHHbIX HapYLUEHWA; C 3TOW Lenbio C Momo-
Wbt (DEPMEHTOB PECTPUKLMMN NPOBOAAT KapTUpOBaHUe
OHK, 13BN1e4eHHON 13 3apOofblLLEeBbIX KNETOK, Haxonas-
LMXCA B aMHUOTUYECKOM YKUAKOCTH.

B npuHUune MoXHO CKOHCTpPyMpoBaTh nNpobbl AHK
AN ANArHOCTUKM 60/bLUe YacTU reHeTUYecKnx 3abo-
neBaHWi. Hanpumep, AN npeHaTasbHOroO BblISIBEHUA
TanaccemMnn (HapyLleHUs B CUHTE3e CyObeAMHUL, remMo-
rnobuHa; cm. rn. 6) MOXHO CMHTe3npoBaTb Npoby AHK
Mo (hparmMeHTy reHa, KOAMPYHOLLEro HOPMaslbHYH CyOb-
eMHNLY remornobuHa, 1 ¢ ee MOMOLLbI0 BbIIBUTb YKO-
POYEHVE NN OTCYTCTBME PECTPUKLMOHHOIO (hparmMeHTa,
006yCnoBneHHOE Aeneunein B aTOM reHe. VIMeHHO Takue
Jeneunn  xapakTepHbl A1 HEKOTOpbIX BWAOB a-
TanacCeMmMn W HECKONbKMX pefkux Tunos B- u R,8-
Tanaccemun (Dozy, Forman, Abuelo, 1979; Kan,
Chang, Dozy, 1982). MNpea/ioxXeH W afbTePHATUBHbIN
MoAXof4, OCHOBaHHbIA HA KOHCTPYMPOBAHMMN CUHTETUYE-
ckon KAHK, rnépuamnsytouleinca ¢ R-rnobuHoBon no-
CNefloBaTeNbHOCTbIO, KOTOpas COLEPXXWUT  HOHCEHC-
MyTauuto, XapakTepHYK A5 HEKOTOpbIX BUAOB B-
Tanaccemun (Pirastu et al., 1984). OTcyTcTBME B Nnasme
a,-aHTUTPUNCUHA— MHTNOUTOPa NpoTeas— NPUBOANT
K pasBuTMIO 3M(U3EMbI U PaHHEMY LMPPO3Y MeYEHW.
HeaKTVBHbII a,-aHTUTPUMNCUH BblN 06HAPYXXEH C NOMO-

woo AHK-30HAa, CKOHCTPYMPOBAHHOIO Ha OCHOBE He-
aKTUBHOrO0 MYTAHTHOrO affiefia reHa a,-aHTUTPUNCUHa
(Kidd et al., 1983).

MepuAan3aLMoHHbIE 30HAbLI MOTYT UCMO/b30BaTbhCA
Takxke AN 06Hapy>XeHUs reHeTUYeCKUX U3MeHEHWIA, Be-
AyLWMX K NoTepe pecTpMKUMOHHOro canta (cm. rn. 38).
Hanpvmep, npv CepnoBUAHOKIETOYHOW aHeMUu Ha-
6noaaeTca ToyeyHas myTauma B kogoHe GAG (Glu),
B pe3y/bTaTe KOTOpOW nossnsetcs kogoH GTG (Val);
Taky MyTauuto B B-rnobMHOBOM reHe MOXHO 06Hapy-
XWUTb, B35B AN aHanm3a Bcero 10 M1 aMHMOTUYECKON
YXXUAKOCTU U UCNOMb3YS 3HA0HYK/easy pecTpukuumn Mst
Il nnm Sau | (Orkin et al., 1982).

OHK-30H4bI MOXHO MCMONb30BaTh M ANs 06Hapy-
XeHns nocneposatenibHocTen AHK, npoyHo cuenneH-
HbIX C WHTEPEeCYHOLMM Hac reHOM, HO He npuHagnexa-
WMX caMOMY 3TOMY reHy. MOAO6HbIN aHann3 MOXeT
MPUMEHATLCA U A9 BbISB/IEHUS XPOMOCOMHOI0 Mosu-
mMop@duama (pasnnumnin B nocnefoBaTe/lbHOCTAX FOMOJ0-
F'MYHbIX Xpomocom). PacwenneHve OHK 3aHAOHYKea-
30/ PecTpMKUMM [AeT B TaKMX C/y4vasx HeoaUHaKoBble
PECTPUKLIMOHHbIE KapTbl (Habopbl parmeHToB AHK),
CBUAETENbCTBYIOLINE O pasnymax B nocnegoBaTesibHO-
CTAX OCHOBaHMIN FOMOMIOrNYHBLIX TEHOB. JTO SBMEHME
MONyYMn0 HasBaHue nonudopmmsMa A/IHbI PECTPUK-
UNOHHBIX hparmeHToB (MAP®P). Mpn pecTpUKLUOHHOM
aHasi3e 06HapyXXuBarTCa ABe rmépuansaunoHHbIe no-
nocbl (ecnn 6bl reHbl 6bIN UAEHTUYHBI, Habnganach
Obl TO/ILKO OAHa nosoca). Y NOTOMKOB, yHac/efoBaB-
LWMX Ae(eKTHYH0 XPOMOCOMY, TOXe BbIAB/SAETCA OfHA
rmépuamsaumnoHHas nonoca, Ho ee NoOMOXeHWe oTNYa-
eTCcsi OT MOJIOXEHUSA NOJIOCbI HOPMa/bHbIX XPOMOCOM.
deHomeH MAPD npumeHAnca n 4ns 06Hapy>KeHUs reHa
CEeprnoBMAHOK/IETOUYHON aHeMUK (CLIENIEHHOMO C CanToM
pecTpukumm Hpa I), a Takxe R-Tanaccemun (CLenIeHHo-
ro c camtamu pectpukuum Hind 111 n Bam HI) (Little et
al., 1980; Woo et al., 1983).

CKPUHWUHT, OCHOBAHHbIV Ha NOIMMOP(3ME PECTPUK-
LUMOHHbIX (hparMeHTOB, MCMONb30BA/ICA TaKXe A1 paH-
Hen anarHocTukK deHunkeToHypumn (Woo et al., 1983)
(cm. rn. 31). OTMeTMM, OfHAKO, YTO CaM reH, OTBET-
CTBEHHbII 3a PeHUTIKETOHYPUIO, He BNNAET Ha pacnpeje-
NeHne PecTPUKUNOHHBLIX (DparMeHTOB, O4HAKO OH TEeCHO
CLEN/EH C cauTOM PECTPUKLUOHHOIO NoaMMopgusma.
MMepcrnekTBbl  MCMOMAL30BaHMA NONUMOP(U3Ma  pec-
TPUKUNOHHBIX (DparMeHTOB MOTyYT 6bITb CBA3aHbI C NOK-
CKaMu reHOB, OTBETCTBEHHbIX 3a TO UM MHOe 3abo/eBa-
HVe, KOTOpble cuenieHbl C NOMMMOPYHbLIM YYaCTKOM.
ATOT NOAXOL Y)Ke MPUMEHSANCA AN CKPUHUHra MyTa-
UMIA, NPUBOAAWMX K PasBUTUIO PETUHOGM1aCTOMHbIX
onyxonen (Cavenee et al., 1983) n 6051e3HU eHTUHITO-
Ha (Gusella et al., 1984).

[anbHeilwe npumMepbl UCMONb30BaHUA PECTPUK-
LMOHHBIX (hparMeHTOB B LieNIAX AnarHocTuku oyayT aa-
Hbl B IN. 36.
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PEPMEHTDI:

KNHETUWKA

BukTop Poayann

BBEAEHWE

B npefblgywmx rnaeax Mbl paccMOTpenu ¢usmye-
CKMe N XMMUYeCKMe CBOMCTBA 6e/IKOB M CBA3b CTPYKTYPb!
6enka ¢ ero goyHkumen. B rn. 51 11 obeyxpaatorcs 06-
e cBOMCTBA (PEPMEHTOB W 3HEPreTMYecKne MU3MmeHe-
HUSA, 00bIYHO CONPOBOXAAKOLME BUOXUMUYECKME peak-
UMK, GONbLIYH YacTb KOTOPbIX KaTanusupyroT cre-
ungpuyeckne epMeHTbl. B 3TOW rnaBe Mbl paccmoT-
PUM XMMUYECKYHO NpMpPoLY (hepMeHTaTMBHOIO KaTanmnsa
W npupogy (epMeHT-CybCTpaTHbIX B3auMOAENCTBUN,
OTBETCTBEHHbIX 3a CNELUPUYHOCTb 3TUX BUONOrNUYECKMX
KaTann3aTopos.

BUOMEOAVNUNHCKOE 3HAYEHWE

3 Bcex Tex (hakKTOpOB, OT KOTOPbIX 3aBUCUT OMpe-
AeneHne akKTUBHOCTU (hepMeHTa— KOHLEeHTpauus ¢ep-
MeHTa 1 cybcTpaTa, Temnepatypa, pH n npucyTtcTBue
NHIMOUTOPOB,— HaMBONbLUNIA  KNMHWUYECKUIA WNHTEpEC
NpeacTaBnAT nocnegHne Tpu. AKTUBHOCTb (JepMeH-
TOB pacTeT C MOBbILLEHNEM TEMMNEPATYpPbl, MO3TOMY CKO-
POCTb MeTaboNMYECKMX MPOLIECCOB 3HAUMTENIbHO NOBbI-
laeTca npu nuxopagke. Ecnv TemnepaTypa B KOHLE
KOHLLOB HE MOHM3UTCA, NOCNeAcTBMs OyayT (aTaNbHbI.
C Apyroi CTOpPOHbI, MOHMXeHMe TemnepaTypbl Tena (ru-
noTepMusi)— 1, cnegoBaTeflbHO, MOHMKEHNE aKTUBHO-
CTV 60MbLUMHCTBA (DEPMEHTOB— BeCbMa NOME3HO B TEX
cny4yasnx, Korfa TpedyeTca CHU3MTb 06LLMe MeTabonnye-
CKUWe NoTpebHOCTUN (Hanpumep, Npu onepawun Ha cepaue
WA TPaAHCMOPTMPOBKE OPraHoB [And TpaHCnAaHTauu-
OHHOM xupyprum). KapanHanbHbIM 6GMOMOrMYECKNUM
MPMHUMNOM SBNSETCA romMeocTas — nojaep)KaHue BHy-
TPEHHe cpeabl opraHn3Ma B COCTOSIHUM, MaKCMMabHO
6NM3KOM K HOpMe. AKTMBHOCTb MHOMMX (hepMEHTOB
N 6e/IKOB U3MEHSAETCA Aaxe NPU CPaBHUTENbHO HEOO/b-
LWNX M3MeHeHUsAX pH. BONbLIMHCTBO NEKapCTBEHHbIX
npenapaToB OKa3blBaeT CBOE [eNCTBUE, BNMSAS HA COOT-
BETCTBYIOLLME (PepMeHTaTMBHbIE peakumn. MHorue Ta-
Kne npenapaTtbl CXOAHbl C MPMPOAHLIMK CybCTpaTamu
1 NOTOMY MOTYT AeNCTBOBATb KaK KOHKYPEHTHbIE UHT -
ouTOopbl (hepmMeHTOB. YT0ObI NMOHATL MHOTME NPOLIECCHI,
KOTOpble CYLLECTBEHHbI ANS (PapMaKoNornm n TOKCUKO-

noruun, Heo6XxoaNMMo MMeTb YeTKOe NPeacTaB/ieHne 0 Me-
XaHU3Max MHIM6UPoBaHNS (hepMEHTOB.

OBPASOBAHUE N PACMAL
MEPEXOAHBLIX COCTOAHUN

PaccmMOTpuUM peakLuto 3aMeLLLEHNsl, B KOTOPOWA npu-
xofsllas rpynna Y 3amellaeT yxogsulyto rpynny X:

Y+ R—X?7tY —R + X.

dTa peakuma COCTOUT W3 ABYX Monypeakumnin: 1)
obpa3oBaHMe MEPexXo4HOro COCTOSHWUS, B KOTOPOM
K rpynne R npucoeanHeH 1Y, n X; 2) pacnag nepexoa-
HOro COCTOSIHMSA C 06pa3oBaHMEM MPOLYKTOB:

Y+ R—XSY-R-XSY —R+ X

lNepexoaHoe
COCTOSHME

Kaxpaas 13 nonypeakumnii, Kak u niobas apyras xu-
MUYECKas peakuus, XapaKTepu3yeTcsi OonpefeneHHbIM
M3MEHEHMEM CBOOOAHOM 3Heprun. O603HaAYMM 4yepes
AGF n3meHeHne cBO60OAHOW 3Heprun, cBA3aHHOe ¢ obpa-
30BaHMEM MEPEXOHOro COCTOosHUA, a yepe3 AGD name-
HeHMe CBOOGOAHOIN 3HEPruKn, CBA3aHHOE C ero pacrnaaom
1 06pasoBaHMeEM MPOAYKTOB:

[Y-R-X]

AGF= AC° + RT In
[YIIR-XT’
NCM= AG°+ RT In Y- Rl X
[Y-R-X]
CyMmMapHOe W3MeHeHue CBOOGOAHOM 3HEPruu MosHoM
peakumn, AC, paBHO CyMMe W3MEHEHW CBOGOAHOM
SHEpPrum Kaxaom uns nosypeakuuia:

AG = AGF+ AGd.

Kak n B nto60M ypaBHeHUM, rae ecTb fBa crarae-
MbIX, HEBO3MOXHO /MMLWb MO anrebpanyeckomy 3Haky
N BennunHe AC ycTaHOBWUTL 3HaK unn senuyuHy ACH
n AGd. ViHaye rosops, Mbl He MOXeM, 3Has NU3MeHeHMe
CBOOOAHOWN 3Heprnm nonHom peakumm AC, ckasaTb 4To-
nM6o 06 U3MeHeHMAX CBOGOAHOW 3HEPTUW, CBA3AHHBIX
c obpas3oBaHMeEM UM pacnajom MnepexofHbIX COCTOSHWIA.
MMocKo/MbKy KaTanu3 TecHelwMM 06pa3oM CBfA3aH CO
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3HayeHuamn AGF n AGD fAcHo, 4TO TepMojuHamuye-
CKune napameTpbl NOMHOW peakunn (AG) HMYero He roBo-
PAT HaAM O NyTW peakuun (T.e. 0 ee MexaHu3me). AToT
BOMNPOC U ABNAeTCA NPeAMeTOM KUHETUKMW.

N3MEHEHWA CBOBOHOW 3HEPI U,
CBASAHHbLIE C OBPASOBAHVEM

N PACIMALOM MNEPEXOAHbIX
COCTOAHUN

CdopmynmpoBaHHble BbILe MOIOXEHUS MPOUNIO-
CTPUpPOBaHbI rpaduyeckn Ha puc. 8.1 n 8.2; Ha aTux pu-
CYHKaX 1306paxeHbl «NPonIn peakuuinyg, KoTopble OT-
paxatoT cBsA3b Mexay AG, AGFu AGD ObpaTuTte BHU-
MaHue, 4to AG Ha puc. 8.1 otpuuyartensHo (AG<0), a Ha
puc. 8.2 nonoxutenosHo (AG>0); TeM He MeHee B 060MX
cnyyasax AGF nonoxutensHo (AGF>0), a AGD
oTpuuaTtensHo (AGD<0). CnegoBatesibHO, Kak 1 6bln0
CKa3aHo, 3HaK 1 BenmymHa AG eLle HMYero He roBopsT
0 3Hake 1 BennunHe AGFunnn AGD

POJIb KATAJIN3SATOPOB B OBPA3OBAHNI
MPOAYKTUBHbIX MNMEPEXOAHbIX
COCTOAHNN

PaccMoTpuM npounn peakuuid, pasnuyarolmxcs
TONIbKO 06pa3oBaHMEM [BYX pas3HbIX MepexofHbIX Co-
cTosHuin (puc. 8.3).

B oboux cnydasx BenvyMHa CBOOGOLHOWN 3HEprum
06pa3oBaHMsA NepexofHOro COCTOAHWUA XapaKTepusyet
3HepreTMYecKuin 6apbep NONHOWN peakumn. Ho sHepreTu-
YecKUin Gapbep peakuumun, NPOXOAsLLE Yepe3 Nepexom-

CBobogHas
3Heprms

Puc. 8.1. SHepreTnyeckunii Npodub peakumMm 3ameLleHus, ans
KOTOPOI XapaKTepHO OTpuLaTenbHOe M3MeHeHue CBOOOAHOM
"aHeprumn (A G < 0).

Puc. 8.2. DHepreTMyeckuin npounb peakuumn 3amMeLleHmns, ans
KOTOPOW XapaKTePHO MONOXMUTENIbHOE M3MeHeHue CBO6OHON
aHeprun (A C > 0).

Puc. 8.3. DHepreTuyeckne Npouan peakuuun, B Xome KOTOPbIX

MOryT 06pa3oBblBaTbCA ABa Pa3HbIX MEPEXOAHbLIX COCTOAHUS.

[Y R.. X]J n [Y—Re= X]o 067" n AGf—cBobogHas
3Heprns o6pa3oBaHMA yKasaHHbIX KOMMIEKCOB.

Hoe cocTosiHMe [Y -R-X]h HuXe, Yem 3HepreTuyeckuii
bapbep peakuun, NPoOXopsLlen yepe3 MepexofHoe Cco-
cTosaHne [Y-R-X]8 B npvBegeHHOM Bbille npumepe
[Y-R-X]*“npeacrtasnseT cobon nepexofHoe COCTOSAHME
HeKaTa/M3MpyeMon peakummn, Torga kKak [Y-R-X]b—
3TO MepexofHoe COCTOSHME KaTa/M3npyeMOon peakumu.
Bce katannsatopbl, BKOYasA U (DEPMEHTbI, YMEHbLLAIOT
CBOOOJHYHO 3HEPrM0 06pas3oBaHMA MEPEXOLHOr0 COCTOS-
HuA AGT. 3ameTuMm fanee, 4To Ha BennunHy AG Katanum-
3aTOp He BAMAET: U3MeHeHWe CBOOOAHOM 3HEPTN MOMHOIA
peakumMn He 3aBUCUT OT MPUCYTCTBUSA KaTa/IM3aTOpOB.
KoHCTaHTa paBHOBECUSA XUMNYECKOW peakuumn ABNAETCS
(hYHKLMen N3MEHEHNA CTAHAAPTHOW CBOOOAHON 3HEPr M
3TOW peakuuu:

AGO= _ RT In K",

OTcrofa cneflyet, uto (PepMeHTbI U Ipyre KaTanmaa-
TOPb! He BMSIIOT HA KOHCTAHTY PaBHOBECUSI PEaKLIMM.

TEOPUA CTOJIKHOBEHWI

KuHeTnyeckast Teopusi, UM Teopust CTOSIKHOBEHWIA.
OCHOBbLIBaeTCA Ha ABYX K/IHOYEBBLIX MOMNOXKEHUAX.

1. Ona npoTekaHUs peakUMW MONEKYNbl AOKHbI
CTafIKMBaTbCa APYr C APYrom, T.e. cOnmKaTbca Ha pac-
CTOSIHWA, [OCTaTOYHble A1 06pa3oBaHMs CBA3EN.

2. YT06bI CTONIKHOBEHWE 6b110 NPOAYKTUBHBIM (T.€.
NPMBOAWUIO K NPOTEKaHWUI0 peakuuun), pearvpyroLime
MOJIEKY bl AO0MKHbI 06n1afaTb 3HepPruen, A40CTaTOUHOM
AN NPeofoNeHNs aHepreTuyeckoro 6apbepa.

OTclofa cneflyeT, UTo NPy HaIMYUK Y pearupyroLmx
MOJIeKY/1 AOCTaTOYHOW 3Heprun Bce (haKTopbl, MOBbI-
LaKoLwme 4acToTy UX CTONKHOBEHWI, OyAyT NOBbLILWATb
CKOPOCTb peakumn. N Hao60poT, (hakTopbl, MOHMXKAt0-
LLine YacToTy CTO/IKHOBEHWNIA MONIEKY U/IN UX KUHETUYE-
CKYIO 3HEPTui0, CHMXAKT CKOPOCTb peakuuw.

Ecnn He Bce MofieKynbl B nonynsumMu obnagaroT
3Heprven, AoCTaToOMHON N5 OCYLLECTBEHUS peakuun,
TO NOBbILLEHEe TeMNePaTYpbl, CONPOBOXKJatoLLleecsa yBe-
NMYEHNEM KMHETUYECKON 3Hepruuv Monekysn, npuseget
K MOBbILLIEHNIO CKOPOCTN peakLmn. STU NOJIOXKEHUA CXe-
MaTUYeCKN NNNCcTpupyet puc. 8.4. B cnyyae A HM oHa
N3 MONEKyn, B cnyyae b—uactb, a B cnyyae B—Bce
MONeKynbl 061a4alT KMHETUYECKON 3Hepruen, focTa-
TOYHOWN AN NPeofOoNeHNs HEPreTUYeckoro Gapbepa.
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JHepreTuyeckunii 6apbep

Puc. 8.4. KoHuenuua 3HepreTM4eckoro Gapbepa XUMWUYECKOIA
peakuuu.

B'oTcyTCcTBME PEPMEHTOB MHOIME XMMUYECKUNE peaK-
UMM nNpu TemnepaType, XapakKTEPHON ANS XUBbIX Kne-
TOK, WOYT WCKNUUTENbHO MefneHHo. OfHaKo [Aaxe
M Npy 3TOW TemnepaType MOMEKYbl HaxXoAsaTCs B ABU-
YXEHUW 1 CTaNIKMBAKOTCA APYr ¢ Apyrom. MNpaeaa, OHW He
MOryT pearmpoBaTthb 6bICTPO, MOCKO/bKY 60/bLUNHCTBO U3
HMX He 06NafaeT A0CTATOUHOM KMHETUYECKOM 3Hepruen
QNS NPeoAoneHNst 3HepreTnyeckoro 6apbepa. Mpu gocTa-
TOYHO 6ONbLUIOM MOBbLIWEHNUN TemnepaTypbl (T.e. Npu
MOBbILUEHUN KUHETUYECKOW 3HEPrumn) peakuus nonget
obicTpee. To, UTO peakuusi Boobule naet (T.e. npoTe-
KaeT caMonpousBos/IbHO), credyeT u3 ycnosus AG< Q
HO MPU HU3KMX TEMMepaTypax OHa UaeT MeaneHHo. dep-
MEHTbI YCKOPSIKOT peakuymm, NPoTEKaoLLMe CaMOonpon3Bo-
JbHO NP1 YCNOBUSIX, NPe06/1afatoLLmMX B XKUBbIX K/ETKaX.

POJ/Ib PEPMEHTOB B PA3PbIBE
N OBPA3OBAHUVN KOBAJIEHTHbIX
CBASEN

BONbLWNHCTBO XUMNYECKUX peakuuii, NpeacTaBnsio-
LLMX BMOXMMMNYECKNIA NHTEPEC, COMPSXKEHO C Pa3pbiBOM
NN 06pa3oBaHNEM KOBaJIEHTHbIX CBSi3el. PaccmoTpum,
Hanpumep, peakuUuto NnepeHoca, 0 KOTOPO FOBOPUIOCH
BN 7.

D—G +AtA —G + D,

B KOTOpoK rpynna G nepeHocuTca ¢ goHopa, D —G, Ha
akuentop A. TonHaa peakuus BK/IOYaeT KaK pa3pbiB
cBA3n D —G, Tak 1 ob6pa3zoBaHue HoBoOM cBasn, A —G.
OpfHaKo ecnin peakuma nepeHoca Katanusupyetca ep-
MEHTOM, ee /y4lle 3anucbiBaTb CefyrowmM 06pa3om:

D-G -v

Enz A-G

D Enz-G A

Takoe ee npeAcTaB/ieHne NOAYEPKMUBAET TPU BaXKHbIX
Npu3Haka (hepMEHTATMBHbIX PeakLWnid rnepeHoca rpynn.

1 Kaxgzasa nonypeakuma CONpoBOXAaeTCa U paspbl-
BOM, 1 06pa3oBaHMEM KOBA/IEHTHOW CBA3MN.

2. ®epMeHT AB/AETCA paBHOMpPAaBHbIM peareHToM,
Takum e Kak D —G u A.

3. B 10 Bpemsi Kak B NOJSIHOW peakuun HepMeHT Bbl-

MONHAET (PYHKUMIO KaTanmsatopa (T.e. OH TpebyeTcs
N1Wb B CMEfO0BbIX KONMYeCcTBax W BO3BPALLAeTCA B UC-
XOAHOE COCTOSiHME MO OKOHYaHWW peakuun), B KaXK4oW
13 NONypeakunin pepmeHT BbICTYMaeT Kak CTEXMOMETPU-
YeCcKWI peareHT (T.e. pearvpyert ¢ ApYrMMu peareHTamm
B MOJIAPHOM OTHOLeHun 1:1).

MHorve pgpyrve GMOXMMUYECKME Peakuum MOXKHO
paccMaTpuBaTh KakK YaCTHbIE C/lyvan peakuuii NepeHoca,
B KOTOPbIX OTCYTCTBYHOT nmbo A, nnbo D, nn6o ob6a pe-
areHta. Tak, peakuuio n3omepusalmm (Hanpumep, B3au-
MOnMpeBpaLLleHne raKo30-6-ochata U [/HOKO30-
1-dhoccpaTa) MOXKHO NMPeAcTaBUTbL Kak peakuuto nepeHo-
ca, B KOTOpPOi OTcyTCTBYIOT D 1 A:

y'"Enz y *1

Y-Enz-S/

B TakoM npefcTaBneHUN, 0fHaKo, TePSETCA U3 BUZY
elle OfHO K/NHYeBOe CBOMCTBO (PEPMEHTATUBHbIX peak-
LUWIA—y4yacTve B MOSHON peakumn ABYX W 6osee hopm
KomMnnekca Enz —S hnocnegosaTe/ibHOE NPO3eKaHe He-
CKO/IbKMX CTaguii peakumun. [na Toro 4tobbl 0TPasuThb
3TO CBOWCTBO, peakLMIo nepeHoca MOXHO MpeACTaBUTb
B CNefytoLLeM BULe:

D-Gy
D

Enz

Enz-G Enz-G*

Enz-G*

roe Enz —G, Enz —G * n Enz —G** — (hopMbl KOM-
nnekca Enz —S, nocnefoBatenbHO 06pasytowmecs
B X0fe MOMIHOW peakuuu.

3 BCero ckasaHHOro BblILLe ACHO, YTO 4N NpoTeKa-
HUS peakuun HeobXoauMmo, 4YTO6bI BCe Y4acTBYHOLLME
B Heli peakTaHTbl COMMXKaNMUCh Ha PacCTosHMS, fOCTa-
TOYHble AN14 06pasoBaHua (MM ANs paspbiBa) CBA3EN,
T. e. CTaIKUBA/IUCb APYT C APYroM. B XvMuUM romoreH-
HbIX PacTBOPOB KOHLIEHTpauus pearnpyroLmx Monekyn
B OTCYTCTBME KaTannM3aTopoB CUMTAETCA MOCTOSAHHON BO
BceM pactBope. OfHaKO B NPUCYTCTBMM KaTanmsatopa
3TO ycnoBue nepectaeT cobnogarbca. Ons apdekTns-
HO paboTbl KaTann3aTtop A0/MKEH UMETb Ha CBOEW MO-
BEPXHOCTU YYacTKU CBA3bIBAHWA pearvpyrolmnx morne-
Kyn. Takoe cBsi3blBaHWe npefcTaBnseT coboi obpatm-
MbIA npouecc, OfHaKO pPaBHOBECWE CWUIbHO CABWHYTO
B CTOPOHY 06pa3oBaHMa KoMmnekca. KayecTBeHHO 3TO
MOXXHO MpeAcTaBuTb ChneayowmmMm obpasom:

PeakTaHT + KaTtanusatop Komnnekc
C KaTann3aTopom.

peakTaHTa

MpoyHOCTb KOMMNMEKca peakTaHTa R u Katanusatopa
C MOXHO 0XapaKTepu3oBaTb KOMMYECTBEHHO C MOMO-
b0 KOHCTaHTbI Anccoumaumn komnnekca R —C (Kij)
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NN KOHCTaHTbl paBHOBECUA pPeakLnn:
R—C R+C,

[R- ]
Takum o6pa3om, 4yeM npoyHee kKomniekc R —C, Tem
MeHblUe Kit

OTctofia Mbl nonyvyaeM OAHO BaXKHOe CleACTBUE:
CBSA3bIBaHME peaKTaHTa C KaTa/m3aTopoM NprBOUT K 3a-
METHOMY MOBbILLEHMIO SIOKa/IbHOM KOHLIEHTPaLMN peareH-
Ta Mo CPaBHEHMIO C ero KOHLEHTpaLe BO BCEM pacTBOpE.
Taknum 06pa3omM, Mbl MepPexoinum 13 061acTv XMMUK To-
MOTeHHbIX PacTBOPOB B 06/11aCTb XUMWUWN reTepPOreHHbIX
pacTBOpPOB.

Ecnn katanusatop OGMOMONEKYNAPHOW  peakuuu
(MayLei ¢ yyacTuem AByX peakTaHTOB) CBA3biBaeT 06a
peakTaHTa, TO /lIOKa/bHaa KOHLUEHTpauus Kaxaoro us
HWX MOBbILIAETCH, MPUYEM CTerneHb 3TOr0 MOBbILEHNUA
3aBUCUT OT CPOACTBa Kartanusatopa K JaHHOMY peak-
TaHTy (AT). Kak Mbl YBUAWM HIKe, CKOPOCTb GUMOIEKY-
NAPHOM peakuunm

A+ B-»A—B

MPonopLMoHanbHa KOHLEHTpaumMm 060MX peakTaHTOB,
A n B, noaTomy cBa3biBaHMe A U B ¢ KatannsaTtopom
MOXeT NPUBOANTL K 4pe3Bbl4ailHO 60nblioMYy (B He-
CKO/MIbKO ThICAY pa3) YBefIMYeHU0 CKOPOCTU peakLumu.

OfHMM M3 KK4YeBbIX (PaKTOPOB, MO3BONAKOLLUX
(hepMeHTY CNY>XXWUTb KaTa/sin3aTopoMm, ABMAETCA ero cno-
COOHOCTb 3(h(hEKTUBHO CBA3bIBaTb OAUH MK (Yalle) o6a
peakTaHTa, y4yacTByloLme B GUMONIEKYNSPHON peakumn,
4YTO NPMBOAUT K MOBbILEHNIO IOKASIbHON KOHLEHTpa-
UMW peakTaHTOB W, C/iefoBaTe/IbHO, K /I0Ka/ibHOMY Mo-
BbILLEHMIO CKOPOCTU peakumn. To 06CTOATENbCTBO, UTO
(hepMEHTbI MO CPaBHEHUIO C GONbLUIMHCTBOM HEOesNKo-
BbIX KaTanM3aTopoB HeobOblYaiHO 3()(heKTUBHbI N BbICO-
KonsbupartenbHbl, TPeOyeT AanbHENLIEro 0O6bACHEHNS.
UT0oO6bl MOHATL 3TU OT/IMYUTENbHbIE CBONCTBA (DEPMEH-
TOB, Mbl JO/>)KHbI BBECTU MOHATUE aKTUBHOI0, UM KaTa-
NNTUYECKOro, ueHTpal

KATANMUTUYECKWNA LLEHTP

PasMepbl 6e1KOB HAMHOrO MpPeBbILWAOT Pa3Mepb
HW3KOMONEKYNAPHbIX Cy6CTPaToB, B CBA3N C YeM BO3-
HWUKNO NpPeACTaBMEHNEe O TOM, YTO B KaTa/in3e yyacTByeT
NWb OrpaHMYeHHas 06/1acTb MONEKYNbl (epMeHTa.
9Ty 06MacTb Mbl U Ha3blBaeM KaTa/IMTUUECKUM LEH-

1 B0 MHOIMX pyKOBOACTBaX MOHATUA «aKTUBHbIA LEHTP»
N «KaTaIMTUYECKUI LeHTP» pacCcMaTpUBalOTCA KaKk CUHOHUMDbI,
OflHAKO HEKOTOpble (PepMeHTbl UMEKT LOMOSHUTENbHbIE «aK-
TUBHbIE LEHTPbI», NpefHa3HaYeHHble AN perynsyum akTuBHO-
CTU (hepMeiiTa 1 HEMOCPEACTBEHHO He CBA3aHHbIE C XMMMNYECKM-
MW NpeBpaLLeHNIMN Ha Pas3/iMyHbIX CTagnAX KataiMTU4ecKoro
npouecca. MNMoatomy, 4To6bl M36€XKAaTL HEOLHO3HAUHOCTU, Mbl
NCNOMb3yeM TEPMUH «KaTaMTUUYECKUIA LEHTP».

Puc. 8.5. O6paszoBaHue komnnekca Enz S cornacHo mogenu
«KEeCTKOM maTpuubl» Puwepa.

TpoMm. BHayane 6bI10 HEMNOHATHO, MOYEMY MOMEKY/bI
(hepMEHTOB CTO/Ib BEINKK, EC/IN TOMbKO YacTb UX CTPYK-
TYpbl y4YacTBYeT B CBSA3bIBaHMM cybcTpaTa M Henocpes-
CTBEHHO B KaTtanmie. OfHaKo, KaK MoOKa3a/j aHanus
TPEXMEPHOWN CTPYKTYpbl (PEPMEHTOB, C cybCcTpaToMm
B3aMMOENCTBYET HaMHOro 60nbLlas 4YacTb 6eNKOBOM
MOJIEKY/bl, YEM Mpeanonaranoch paHee. Ecnu eule yye-
CTb BK/IHOYeHME B paboTy (DepMEHTOB a/lIoCTEPUYECKUNX
LeHTPOB Takoro >ke pasmepa (cm. rn. 10), He npuxo-
ANTCA YOAUBNATLCA 06BEMHOCTU (DEPMEHTOB.

Mopenb «KNHOY— 3aMOK»

lMepBOHayasnbHasA MOAE/b KaTa/IMTUUYECKOrO LIEHTPa,
npeanoXeHHas Imunem duepom, TpakToBana B3au-
MoJeicTBME cybeTpaTa U (pepmMeHTa Mo aHanoruu ¢ cu-
CTEMOM «KJ/1HOY— 3aMOK». ITa MOJe/lb, KOTOPYH MHOr-
[a Ha3blBalOT MOAE/bIO «KECTKON MaTpuupl» (puc. 8.5),
He yTpaTtuia CBOero 3Ha4yeHusa 4159 NOHUMAaHUA HEKOTO-
PbIX CBOWCTB (PEPMEHTOB, HanpuMmMep KX CNOCOBHOCTU
K CTPOro onpefeneHHoOMY CBA3bIBAHUIO ABYX UM 60Nb-
Lero yncna cybcerpartos (puc. 8.6), nnun Ana o6bACHEHUS
KWHETUKN HacCbILLEHNSA cybCcTpaToMm.

Mogenb MHAYLMPOBAHHOIO COOTBETCTBMS

HepoctaTkoM mogenn ®uiiepa aBnsetca noapasy-
MeBaemasi B Heli XXeCTKOCTb KaTa/MTUYeCKOro LEeHTpa.
Bonee o6WmMii XxapakTep MMeeT MOAeNb UHAYLIMPOBAaHHO-
r0 COOTBETCTBUSA, NpeaioXxeHHasa KolwinaHgom. 3ta mo-
NeNlb OCHOBbLIBAETCS HA BeCbMa YOeAMTeNbHbIX 3KCMepu-
MeHTaNbHbIX [aHHbIX. Ee CcyllecTBeHHON YepToil ABNA-
eTca r’MOKOCTb KaTaMTUYeCKOro LeHTpa. B mogenun du-
Lepa KaTaMTUYECKMIA LEHTP cUMTaeTCs 3apaHee Noaor-
HaHHbIM NoA popMy MONEKYNbl cybcTpaTa. B mogenu

Puc. 8.6. lNMocnegoBaTenbHOe CBA3bIBaHUE (hepMEHTOM Kodep-

meHTa (CoE) n gByx cy6cTtpatoB (S, 1 S2 B pamKax runotesbl

«KecTKoW Matpuubl». lMpegnonaraeTcs, YTO KO(EPMEHT co-

LEePXUT y4acToK, CNOCOOHbIN CBA3bIBarb nepsblii cyocTpart (S,);

nocne cBA3bIBaHWA NepBoOro cybcrpara obneryaetcs CBA3bIBa-
HVve BTOpOro cyb6ctpata S2
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Puc. 8.7. Cxematnyeckoe npefcTaB/ieHNe KOHGHOPMaLMOHHbIX
M3MeHeHWN B MOJIeKy/ie (hepMeHTa Mnpu CcBA3bIBaHUK cybcTpaTa
COrniacHoO MoAenn MHAYLMpoBaHHOTo cooTBeTcTBuA. O6partuTe
BHVMMaHMWe Ha pPacrnofoXeHue K/4eBbIX 0CTAaTKOB A0 M nocne
cBA3bIBaHUA cybcTpaTa (Mo KownaHay).

e MHAYUMPOBAHHOIO COOTBETCTBUA CybCTpaT MHAYLM-
pyeT KOH(hOpMaLMOHHbIE N3MEeHeHWNs hepMeHTa, 1 NLLb
B pe3y/ibTare 3TUX U3MEHEHNI aMUHOKMNC/IOTHbIe OCTaT-
KW 1 gpyrue rpynnbl epmeHTa NPpMHUMAKOT NPOCTPaH-
CTBEHHYIO OpueHTauuto, HeobXoaMMyto ANA CBS3blBa-
HUs cy6cTpaTa u Katanusa. Mpu aToM agpyrve aMMHOKK-
C/IOTHble OCTaTKM MOTYT NOrpy3nTbCs B rNy6b MOMeKy-
Nbl (PepmeHTa.

B npumepe, npreegeHHOM Ha puc. 8.7, B CBA3bIBAHUN
cybcTpara NpMHUMAKOT yyactue ruagpodobHble n 3aps-
YKeHHble rpynnbl (06nacTu, BblgeneHHble Toukamu). He-
MOCPeACTBEHHO B KaTasim3e y4yacTBYOT OCTaToK (hoco-
cepuHa (P) 1 —SH-rpynna unuctenHa. [pyrve octaTku,
He BOBJ/IEYEHHbIE HW B TOT, HW B ApPYroun npouecc, npes-
CTaBfieHbl ocTaTkamu Lys n Met. B oTcyTcTBME CYO-
cTpata KataliMTuyecknme U cy6bCcTpaTCcBA3bIBaKOLLINE
rpynnbl HAX0A4ATCA ApYr OT Apyra Ha pacCTOAHWUN, B He-
CKO/IbKO pa3 npeBblllatowem aavHy cessu. Cyb6cTpat
Mo mepe COMMXKEHNA C (hePpMEHTOM WHAYLMPYET B Mo-
cnefiHeM KOH(OpPMaLMOHHbIE U3MEHeHNs, B pe3ysbTaTe
KOTOPbIX COOTBETCTBYHOLLME Tpynnbl 3aHMMAKT NoJo-
YXeHune, HeobxoaMMoe AN CBA3bIBaHWA cybcTparta u ans
Katanusa. O4QHOBPEMEHHO MEHSETCA NPOCTPaHCTBEHHOE
pacnosiokeHne Apyrux octatkoB—Lys u Met Tenepb
OKasblBarTCA COMVKEHHbIMU (pUc. 8.7).

AHanoru cybcTpara ToXXe MOryT Bbl3blBaTb KOH(OP-
MaLVOHHbIe U3MEHEHWS, HO He BCe U3 HUX ABNAKOTCA
«npasuibHbIMU» (puc. 8.8). Mpun cBA3bIBAaHUU UCTUHHO-
ro cy6ctpata (A) Bce rpynnbl (YepHble KPY>KOUKK) 3aHK-
MalT HY)XXHOe NonoxeHune. MNpu cBA3bIBaHUM >Ke aHano-
ra cy6crtpara— 6onee obbvemHoro (puc. 8.8,6) wunm,
HaobopoT, MeHbLero no pasmepy (puc. 8.8,i?)—

Puc. 8.8. CxemaTtunyeckoe npefcraB/ieHne KOH(OPMaLNOHHbBIX
M3MEHEHWNI B (hepMeHTE Npu CBA3bIBAHUM UCTUHHOTO Cy6CT paTa
(A) n ero aHanoros (b, B).

Puc. 8.9. Cxema anbTepHATMBHbIX NyTei peakuun nNpu NHAyLm-
pPOBaHMK Cy6CTPaTOM KOH(OPMALMOHHbLIX M3MEHEHWI B ep-
MeHTe. DepMEHT CcHayana npeTeprieBaeT KOHMOpPMaLUOHHOE
n3MeHeHue (A), 3aTem cBasbiBaeT cybcTpart (B). Ha anbTepHa-
TUBHOM NyTW (hepMeHT cHavana cBasbiBaet cybctpar (B), a 3a-
TEM NpeTepnesaeT KOH(popMaunoHHoe nameHeHue (). Hako-
Hel, 06a npouecca MOryT pa3BuBaTbCA COrnacoBaHHbIM 06pa-
3oM (') c o6pa3oBaHMEM KOHEYHOW KoHdopmauuu (/).

UHAOYLMPYETCA HEeMpaBW/bHOE pPacrnosioXXeHne 3TUX
rpynn. Euwe ofHON CTPYKTYPHON OCOBGEHHOCTLIO (hep-
MeHTa ABNsAeTCA HebONbLlas BbleMKa B MpPaBoOil YacTu.
MpefcTaBum, YTO B 3Ty BbleMKY MnonafgaeT perynsatop-
Has MOJIeKyna, «yaepXusatowasa» O4WMH M3 nonaunen-
TUAHBIX Y4YaCTKOB, KOTOPbIA HECeT KaTa/IUTUYECKYHo
rpynny, oT nepemMelleHns. Torga 6yaeT nNpoMcxoanTb
NNLWb CBA3bIBaHWe cybcTpaTa, HO He Katanus.

OcTaeTcs BbIACHUTL TOYHYK MOC/Nef0BaTENbHOCTb
COObITUA, M3 KOTOPbIX CKNafAblBatOTCA WMHAYLMPOBAH-
Hble Cy6CTPaTOM KOH(OPMALNOHHbIE 3MEHEHUS. 34eCb
BO3MOXXHO HECKO/IbKO MyTeid, NpeAcTaBNeHHbIX Ha puC.
8.9.

MpefnonoXnm, YTO HaM U3BECTHA NOJiHasA MepBuY-
Hasa CTPYKTypa pepMeHTa. [axe B 3TOM c/iyyae 06bIYHO
OblBaeT TPYAHO PeWwwnTb, U3 KaKMX MMEHHO OCTaTKOB
(hopMupyeTcs KaTaIMTUYECKNn LeHTP. Kak ABCTBYeT u3
MOJeNn NHAYLMPOBAHHOIO COOTBETCTBMUSA, 3TN OCTATKM
MOryT pacnosiaraTbCs fasieKo OAMH OT ApYyroro B nep-
BUYHOW CTPYKTYpPe, HO OblTb CONMKEHbI B TPEXMEPHOM
(TpeTnyHOW) CTPYKTYpe.

B hopMupoBaHUM KaTaIMTUUECKOTO LeHTpa NpuHK-
MalT y4yacTre aMUHOKWUC/IOTHbIE OCTATKM HECKOJIbKMX
CerMeHTOB MOMMMNENTUAHOW LEenu, Kak B Cnyyae remo-
rnobuHa (rn. 6) uam xmumotpuncuHa (rn. 9).

KaTtanuTuyeckunii LeHTP nusouuma

JInzoumm npuCyTCTBYET B COCTaBe C/ie3, HOCOBOW
CNN3N, CNIOHbI, XEeNy[o4yHOro CeKpeTa, B Pas/IMYHbIX
TKaHAX, a TaKXKe B MOJIOKE U ANYHOM Genke. DTOT (hep-
MeHT Katanm3upyet rugponus  [-1,4-cBaseid  N-
aueTUNHENPaMNUHOBON KNCNOTbl (CM. rn. 13 u 33), BXo-
AsLleil B cocTaB NPOTEOr/IMKAHOB U T1H0KO3aMUHOT IN-
KaHOB. JIn3oumMm, MPUCYTCTBYHOLLMIA B C/ie3axX 1 HOCOBOM
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(A) Asp 101

Trp 62 B Ser 100
Trp63 ~

Asn 59
Asn 46

Asp 52 G|y 35

Ala 110
C

Ser 36 4
(F) Arg 114

Puc. 8.10. CxemaTuueckoe npefcTaB/eHNe KaTaMTUUYECKOro

LLleHTpa, pacnosio)eHHOro B LWWenu, Kotopad NpoxoguT nocpe-

AVHe MOJieKynbl n3oummMa. MKo3unbHble 3BeHbs rekcacaxa-

pnfa o6o3HavyeHbl 6ykBamu oT A [0 F. YKaszaHbl HeKOTOpble

OCTaTKW, BbICTU/AIOLWME LLielb aKTUBHOTO LLEHTPa, U UX HOMepa
B aMWHOKMCIOTHO NocnefoBaTeNbHOCTM U30LMMa.

C3K, paspyluaeT KNeTOYHble CTEHKM MHOrMX nona-
JAlWNX 13 BO3AyXa rpamMnonoXUTENIbHbIX 6aKTepui.
Nnzoymm (mon. macca okono 15000) o6pa3oBaH 0AHOM
nonMNenTUAHOW Lenblo, cogepxkawlen 129 ocTaTkos.
IMOCKONbKY B COCTaBe MOJIEKY bl HET HU KOPepMeHTa,
HW WOHOB MeTasfIoB, KaTanus, CneynuduyHoCcTb N Tpex-
MepHas CTPYKTypa nnsoumma LenmkoM OnpesenstoTcs
aMWUHOKWUC/IOTHOW MOC/ef0BaTe/IbHOCTbI0. B Monekyne
MMeroTCA Hebonblume 061acT CKNaa4aTtoro cros, He-
CKO/IbKO KOPOTKUX a-cnupaneil 1 ocTaTtoyHo 60/bLumne
YUYaCTKW C HEPEerynsipHoOn CTPYKTYpoK. LIBETHOM CHMMOK
TpexXMepHOW Mogenu nu3oumma B KOMekce c cyberpa-
TOM MOXHO HaiTu B pa6oTe J. Biol. Chem. 1968: 243,
1663. NocpefmHe MONEKYNbI N30LUMA NPOXOAUT TNy-
6oKaa Lenb, B KOTOPOW HaxopgAaTcs ocTaTku, opmu-
pytloLLMe KaTaIMTUYECKUIA LIEHTP U CybCTpaTCBA3bIBato-
Lyt 061acTb; MOCNeLHAS COLEPXMWT LUECTb Y4YacTKOB,
B3aMIMOAENCTBYIOLLMX C pasHbIMU cybcTpaTaMu U NH-
rmémutopammu (puc. 8.10). OcTaTKM, OTBETCTBEHHbIE 3a
pacLLensieHne CBA3M, pacnonaratoTcs MeXay yvyacTkamu
D u E; Hanbonee BaXXHY0 posib UrpatoT KapboKCUbHble
rpynnsl octaTkoB Asp 52 1 Glu 35. INocnegHuiA, No Bcei
BEPOSATHOCTU, MPOTOHUPYET TNNKO3UAHYHO CBSi3b CYO-
cTpaTa, a OTPULATENIbHO 3apPSXKEHHbI ocTaToK Asp 52,
pacronaratowminca Ha nNPOTUBOMOIOXKHON CTOPOHE,
CTabuninsnpyeTt obpasyrowminics B pesynbTate Kapbo-
HVEBbIA WOH.

Kataintnyecknin LeHTp pnboHyKeasbl

B oTAnume oT cuTyaLmm ¢ TM30LMMOM MHGopMaLus
0 KaTa/MTUUYECKOM LIEHTPE PUGOHYKeasbl 6bina B 3Ha-
UMTENbHON Mepe MONyyeHa elle A0 OnpefeneHust ee
TPEXMEPHOV CTPYKTYpbl. BbiBOAbI, OCHOBAHHbIE Ha XM-
MUYECKMX WCCEe0BaHMAX, MOATBEPXKAEHbI KpUCTanno-
rpadMUeckuMn aHHbIMKU. B Monekyne puboHyKeasbl

Puc. 8.11. CTpyKTypa pub60OHYyKneasbl N0 JaHHbIM PEHTreHO-
CTPYKTYPHOrO aHanms3a. YKaszaHbl HOMepa Creunuuyecknx
octaTkoB. (CM. Takxe puc. 5.7.)

TOXE VMMEETCA Lefb, CXO4HasA CO LLenbk B N30LUME,
B KOTOPYIO BbICTYMatT ABa octaTka, His 12 n His 119.
13 nony4yeHHbIX paHee XMMUYECKUX AaHHbIX cnegoBano,
4YTO 3TW OCTaTKM BXOAAT B COCTaB KaTa/IMTUYECKOTO
LeHTpa. O6a OHKM pacronaratoTcs B6/M3M MecTa CBA3bI-
BaHUS ypUANNIOBOMN K1cnotbl (puc. 8.11).

AMUWHOKUCNOTHbIE NOCNef0BaTeIbHOCTH
B 06/1aCTU KaTa/IMTUYECKOrO LIeHTpa

MepBUYHas CTPYKTypa B OKPECTHOCTU KaTanuTuue-
CKOrO LEHTpa Y pa3NYHbIX CEMENCTB FMAPOANTUYECKNX
(hepMEHTOB 0Ka3blBaeTCA A0BONbHO 61M3KoK (Tabn.
8.1). 9T0 Mo3BonseT npeanonaratb, YTO MeXaHWU3Mbl
rMAaponm3a cBa3ein B 6MOMOMMYECKUX CUCTEMAX OTHOCU-
TENbHO HEMHOFOYUCNEHHbI. [M03TOMY HeyaMBUTENbHO,
YTO aMWHOKMC/IOTHbIE MOC/eA0BaTENbHOCTM B 06/1aCTH
KaTa/IMTUYECKOrO LIEHTPa Y OAHOr0 1 TOro e pepmeH-
Ta, BbIENIEHHOr0 13 pa3HbIX BMUAOB, eLle 60/1ee CXOHbI.

PAKTOPbBLI, BANAKO WWNE
HA AKTUBHOCTb ®EPMEHTOB

depMeHTaTUBHAs aKTUBHOCTb 3aBUCUT B OCHOBHOM
OT cneayroWmMx (aKTOpoB: KOHLEHTpauus depMeHTa
n cybeTpata, TemnepaTtypa, pH, NpucyTCTBUE UHTMGK-
TOpOB.

TEMMEPATYPA

B HEKOTOPOM OrpaHMYEeHHOM WHTEpBane Temnepa-
TYp CKOPOCTb (hepMeHTATVUBHON peakuuy MOBbILIAETCS
C pocToMm TemnepaTypbl. KoadhuLMeHT, yKasblBato-
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Tabnvua 8.1. AMUHOKMC/IOTHbIE NOC/Ie0BaTENIbHOCTY BOMN3M BaXKHbIX B KATa/IMTUYECKOM OTHOLUEHMMN OCTATKOB CepuHa (S) u ru-
ctugnHa (H) B HecKonbkMx OblubMX npoTeasax. Mcnonb3oBaHbl 04HOOYKBEHHble 0603HayYeHUs amuHokmcnoT (rn. 3). (A3 paboTsl
Dayhoff M. O., ed.: Atlas of Protein Sequence and Structure. Vol. 5. National Biomedical Research Foundation, 1972, c pa3peLue-

HUS.)
depmeH T AMWHOKNCNOTHbIE OCTaTKU AMVHOKNCNOTHbIE OCTAaTKK
B6M3M cepuHa (S) B6/m3n rucrugunHa (H)
TpuncuH DSCQDG(S)GGPVVCSGK VVSAA(H)CYKSG
Xumotpuncun A SSCMGD(S)GGPLVCKKN VVTAA(H)GGVTT
XumoTpuncuH B SSCMGD(S)GGPLVCQKN VVTAA(LN)CGVTT

Tpom6uH

LLMIA, BO CKOJIbKO pa3 MOBbILAETCA CKOPOCTb peakuum
Npv NoBbIWeEHUM TemnepaTypbl Ha 10°, Ha3bIBaeTCHA TeM-
nepaTypHbIM KoadhdmupmeHToM 1 0603HavaeTca QIO Ans
MHOIMX 6MONOMMYECKMX peakLMid NPy NOBbLILLEHUN TEM-
nepaTtypbl Ha 10° ckopocTb yaamBaetca (Qi0= 2) n,
aHa/IorMyHO, MNPWU MOHMXKEHMM TemnepaTypbl Ha 10"
yMeHbLIaeTca BABoe. MHoOrne (usnoiornyeckne npo-
Lieccbl (Hanpumep, CKOPOCTb COKpaLLeHMs U301MPOBaH-
HOM CepaeyHON MbllLbl) TOXE XapaKTepusyrTcs
KoathpuumeHtom Q) 6M3KMUM K [ABYM.

TunnyHas 3aBUCMMOCTb CKOPOCTM (DEpPMEHTaTMBHOM
peakuun OT TemrepaTypbl NpeacTaBneHa Ha puc. 8.12.
BugHo, 4To Npy HeKo oNTUManbHO TemnepaType CKo-
POCTb peakum MakcumanbHa. [loBbIlLEHME CKOPOCTU
peakumny no Mepe NPUBAMXKeHNS K ONTUMasibHON Temre-
paType cfeBa 00bACHAETCS YBENMNYEHNEM KUHETUYECKOW
3Heprun pearvpyroLmnx Monekyn. Npu gansHeiwem no-
BbILLEHUWN TemMnepaTypbl KUHETUYecKas 3Heprus more-
Ky/bl (DEpMeHTa CTAHOBUTCS AOCTAaTOYHOW ANSA pa3pblBa
CBsI3el, NOAAEPXKUBAIOLLNX BTOPUYHYIO CTPYKTYpPY dhep-
MeHTa B HaTUBHOM, KaTa/MTUYEeCKN aKTUBHOM COCTOSA-
HUM (MPOUCXOAMT TensoBasd fAeHaTypauusa (pepmeHTa).
BTopnyHas n TpeTu4yHas CTPYyKTypa (hepMeHTa paspy-
LLIaeTCs, YTO COMPOBOXAAETCA NOTEPeN KaTaIMTUYECKON
aKTUBHOCTW.

[Ons 60/blIMHCTBA (PEPMEHTOB OMTUMasibHas TeMm-
MepaTtypa paBHa Wau Bbille TOW TemnepaTypbl, Npu Ko-
TOPOW B HOPME HaxoAaTCcs KNeTku. 19 pepmMeHTOB Mu-
KpOOpraHM3MoB, afanTUPOBaBLUMXCS K 06MTaHWUIO
B MPUPOAHbLIX rOPAYMX UCTOYHUKAX, ONTUMasIbHas TeM-
neparypa MOXeT OblTb 6/1M3Ka K TOUKE KUMEHUS BOAbI.

pH

YMepeHHble U3MeHeHMa pH oKasbiBalOT BAUAHME Ha
MOHHOe COCTOsIHWE (hbepMeHTa, a 3a4acTyro 1 cybcTpara.
Kak nokasblBaloT nM3MepeHus pepmMeHTaTUBHOW aKTuB-
HOCTW MpK pasnNYHbIX pH, ONTUMYM aKTUBHOCTU HaxXo-
anTcs 06bliuHO Mexay pH 5,0 1 9,0. BmecTe ¢ Tem oTe-
NbHble (PepMeHTbl, HanpuMep NencuH, akTUBHbI MPU 3Ha-
yeHnAX pH, nexawnx ganeko 3a npegenamu 3Toro UH-
Tepsana.

3aBMCMMOCTb aKTUBHOCTK OT pH onpefensercs crne-
AYIOLWMMN (haKTopaMMu.

DACEGD(S)GGPFVMKSP

VLTAA(H)CLLYP

1. [JeHaTypaupein hepMeHTa NpY O4eHb BbICOKUX UK
O4YeHb HU3KUX pH.

2. 13MeHeHVeM BerMUMHbI 3apsifa MosieKyn cybctpa-
Ta W (pepmMeHTa. AKTUBHOCTbL (pepMeHTa MOXET n3mMe-
HATLCA B pe3y/ibTaTe U3MEeHeHWU NGO ero CTPYKTYpbl,
nn6éo 3apsga (YHKUMOHa/IbHbIX OCTaTKOB, Y4YacTBYHO-
WMX B KaTanmse WAM CBA3bIBaHUM cybcTpaTta. Paccmo-
TPUM 4N NpUMepa B3auMOLENCTBME OTPULATENBHO 3a-
ps>keHHOro epmeHta (Enz ) ¢ NonoXuTenbHO 3aps-
YKEHHbIM cybcTpaTtoM (SH+):

Enz- + SH+-» Enz —SH.
[Npn HM3KNX pH npoucxoguT NpoTOHMpoBaHue Enz-:
Enz- + H+-» EnzH,

a Mpu BbICOKMNX pH—/enpoToHMpoBaHue cy6eTparta:
SH+-S + H+

MOCKONbKY B3anMoecTBOBaTb ApYr C 4PYroM Mo-
ryt 101bk0 SH+ 1 Enz-, npn KpaiHUX 3HaveHmsx pH
aheKTMBHAA KOHUeHTpaumsa Enz- nnn SH+ 6yget Hus-
KOW, 4TO MPUBEAET K CHWDKEHWIO CKOPOCTM peakumu
(puc. 8.13). /1 TonbKo B 0651aCTK, BblAENEHHON ABOMHON
LUTPUXOBKOW, B HY)KHOM MOHHOM COCTOSIHUM HaXoAaTcA
OfHOBPeMEHHO ¥ Enz, n S, a MakCMMa/ibHON KOHLEH-
Tpauun OHW AoCTuUratT B Touke X.

OonTumanbHas Temnepatypa

Puc. 8.12. BnuaHue TemnepaTtypbl Ha CKOPOCTb rMnoTeTuye-
CKON (hepMeHTaTUBHOIN peakuumn.
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Hu3Kuit pH BbICOKMUIA

Puc. 8.13. BnusHue pH Ha aKTMBHOCTb (hepMeHTa.

Mpn n3meHeHUn pH hepMeHTbI MOTYT NpPeTepnesaTtb
KOH(hOpPMaLMOHHbIE N3MEHEHUS. A noAdepXaHus ak-
TUBHOW TPETMYHON WM YETBEPTUUYHOWN CTPYKTYPbl MO-
YKET 0Ka3aTbCst HEO6XOANMbIM MPUCYTCTBUE ONpPeeNneH-
HOro 3apsfa Ha rpynne, yaaneHHOn oT 061acTu CBA3bI-
BaHMsA cybcTpaTta; MMEHHO Takas cuTyauums Habnwopaae-
TCA B cnyyae remornobuHa (rn. 6). Ecnm 3apag aTon
rpynmnbl U3MEHUTCA, MOTYT MPOU3OUTU YaCTUYHOE pas-
BepTbIBaHNe GeNKOBOW Uenu, unm, HaobopoT, KoMMak-
Tn3aumsa MONEKYbl, UK Xe ee anuccoumnanms Ha NnpoTo-
Mepbl— BO BCEX Cy4asx C MoTepeit aKkTUBHOCTMW.

KOHUEHTPALUNA PEAKTAHTOB

[pn yBeNnUYeHUn KOHLEHTpaLUnm peakTaHTOB BO3pa-
CTalOT YMNCNO MONEKYN, 06nafatoLnMX 4OCTaTOMHOW Ans
peakunn 3Hepruen, n vactora MX CTO/IKHOBEHWMI. Pac-
CMOTPUM peakuuno Mexay ABYMA pasHbIMM MOJSieKyna-
Mn A n B:

A+ B-AB.

YBOeHWe KOHUEHTpauum A nnm B npuBeaeT K yBenmue-
HUIO BABOE CKOPOCTM peakLiuu, a YBOeHMe KOHLeHTpa-
UMiA 0AHOBPEMEHHO A U B MOBLICUT BEPOATHOCTbL UX
CTONKHOBEHMI B YeTblpe pasa. CneaoBaTenibHO, CKOPO-
CTb peakuuyu Bo3pacTeT ByeTBepo. CKOPOCTb peaKuym
NPOMNopLUMOHabHA KOHLIEHTpaLUWSIM pearvpyroLLmMX Mose-
Kyn. KBagpaTHble CKOOKI MCNOMb3YHOTCA A8 YKazaHUs
MOJIIPHbIX KOHLIEHTPaUuiA 1, CMUMBON oc O3HAYaeT Mpo-
MOPLMOHANbHOCTb. BbIpaXkeHVe AN CKOPOCTW MPUHM-
MaeT BUA

CKOpoCTb peakuum oc [PearvpytoLime MoneKysbi],
nnu
CkopocTtb peakunn oc [A][B].

1 CTporo roBops, AO/MKHbI MCNONb30BATLCSA HE MOSAPHbBIE
KOHLIEHTpaLun, a MONSIPHbIe aKTUBHOCTMW.

0na peakuum
A + 2B -»AB,

BbIpaXeHue ANA CKOPOCTU peakuum MMeeT BUf
CkopocTtb peakuuu oc [A][B][B]
nnu
CkopocTb peakuun oc [A][BP.
B obuwem cnyvae, Korga n Mofiekyn A pearupyrot c
T monekynamu B,
nA + «B-» A,,BT,

BbIpaXXeHne ANA CKOPOCTM peakuunu npuHUMaeT BUL
CkopocTtb peakummn oc [A]"[B]r.

KOHCTAHTA PABHOBECUA

MOCKONbKY BCE XMMWYECKME peakLuu 06paTumbl,
ANs 06paTHOM peakummn (MO OTHOLUEHUKD K TOW, Koraa
N Monekyn A pearnpyroT ¢ nr monekynamu B)

A/BI't A+ TB

COOTBETCTBYIOLLEE BbIpaXKEHNE AN CKOPOCTU peakLmm
OyfeT UMeTb BUA

CKopocTb peakuumn oc [AAJ.

O6paTMMOCTb 0603Ha4YaeTCs ABONHBLIMW CTPEKaMU:
nA + TB <A,B,,.

3TO BblpaXKeHue cnefyeT untatb: N Mofekyn A U T MO-

nekyn B HaxopAatcA B paBHoBecun ¢ A,[,. 3HaK npo-

NOPLMNOHANBLHOCTU oc MOXHO 3aMEHUTbL Ha 3HaK paBeH-

CTBa, €C/1 BBECTWN KO3IPPUUMEHT NPOnopLUOHa/IbHOCTY

K, XapaKTepHbli ANnd paccMaTpuMBaeMOil  peakuuw.
B obwem cnydae

nA + TB <AB
BbIpaXXEHMSA [ANA CKOpOoCTU npsamoint peakuymmn (Ckopo-

CTb,) U 06paTHOM peakumn (CKOpOCTb ,) NPUHMMAKOT
BUL

CkopocTb, = /CIAIYB]",
Ckopoctb , = K ,[A,BJ.

Korga ckopocTn npsiMo U 06paTHOM peakuWnil paBHbl,
rOBOPSAIT, YTO CUCTEMA HAXOAWUTCA B PaBHOBECUM:
CkopocTtb, = CKOpOCTh.,,
*[A]"[BI = k ,[A,,BJ.

OTcropa

*j [A,.BJ

k-1 [A]-[B]"
OTHOLLEHNE KXK K_, Ha3blBAeTCS KOHCTaHTOl paBHOBeE-

cva Keg CneayeT 3anoMHUTL Ceaytolive CBOMCTBA CU-
CTeMbl, HAaXOASALIENCA B COCTOAHUN PaBHOBECUSA
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1 KoOHCTaHTa paBHOBECUSI paBHa OTHOLUEHMWHO KOH-
CTaHT CKOPOCTe NPSIMOM 1 06paTHOW peakLui,

2. B paBHOBeCMM CKOPOCTW MPSMOI 1 06paTHOI pe-
aKUMin (HO He MX KOHCTaHTbl) pPaBHblI.

3. PaBHoBecKe ABMSETCA AUHAMUYECKUM COCTOSAHUEM.
XOTS CyMMapHOro N3MeHeHUst KOHLEHTpaLMK peareHToB
M NPOAYKTOB B paBHOBeCUM He npoucxogut. A 1 B no-
CTOAHHO npespaLlatoTca B A,BT, 1 Ha060pOT.

4. ECnn n3BeCTHbI PaBHOBECHbIE KOHLUEHTpauumn A, B
n AB,, MOXXHO HaiTU YMC/IEHHOE 3HAYeHWMEe KOHCTaHTbI
paBHOBECUS.

CBA3b MeX[Jy KOHCTaHTOW paBHOBECUSA
N WU3MEHEHMEeM CTaHAapTHOW CBOOOAHON 3Heprun

(AC°) peakumn

KoHcTaHTa paBHoBecus cBa3aHa ¢ AG COOTHOLLUe-
HUEM

AG = -RT In Kay

3pecb R—rasosas nocTosaHHas, T—abconoTHaa TeM-
nepatypa. [1OCKONbKY WX 3Ha4YeHWS W3BECTHbI, 3HaA
UMCNEHHOEe 3HaYeHVe Kay MOXHO HailT AG . Ecnn KOH-
CTaHTa paBHOBeCUS 60/bLUe eMHULIbI, peakuus et ca-
MOMPON3BO/ILHO, T. €. B TOM Hanpas/ieHUWN, KaK OHa Ha-
nucaHa (cneea Hanpaso). Ecnn e KOHCTaHTa paBHOBE-
CUS MeHblle eAuHWUUbl, TO CaMOMNpPOW3BOJILHO WAeT
obpatHas peakuus. 3aMeTUM, OfHAKO, YTO KOHCTaHTa
paBHOBECUA YKa3blBaeT Harpas/ieHne, B KOTOPOM peak-
UMA MOXET MATU CamOMnpon3BOSIbHO, HO He MO3BO/AET
CyauThb, Byaet nn peakums MATN 6bICTPO. VIHbIMK crioBa-
MW, OHa HWYero He roBOPUT O BbICOTE 3HEPreTUYECKOro
6apbepa peakuymm (A(7F, cm. Bbiwe). DTO crefyeT U3 T0-
ro, 4uto onpegenset T0/ibko AG°. CKOpOCTU peakuyi
3aBUCAT OT BbICOTbI 3HEPreTUYECKOro 6apbepa, HO He OT
BE/MUYMHbLI AG .

BO/MbWNHCTBO (paKTOPOB, BAMAIOLLMX HA CKOPOCTU
(hepMeHTaTUBHbIX peakuuii, 0Ka3biBalOT CBOe [eicTBue
NyTemM W3MeHeHUs NOKa/lbHbIX KOHLEeHTpauui peareH-
TOB.

KOHUEHTPAUWA ®EPMEHTA

Bo MHOrux cnydyasx 6biBaeT HeAOCTaTOYHO 3HATh,
YTO AAaHHbIA PepMeHT MPUCYTCTBYET B CUCTEME, HY>XHA
ele nMHdopmauma o ero KonumyecTse. pu onpegenex-
HbIX YCNOBUAX CKOPOCTb (DepMEHTaTUBHOW peakuun nps-
MO NpoMnopuUMOHasibHa KOonu4yecTsy gepmeHTa (rn. 7).

3T0 6bIBAET HE BCErga, YTO MOXHO MPOUNIIOCTPU-
poBaTb Ha NpUmepe NPSMOI peakuun, NayLiein B paBHo-
BECHbIX YCNoBMAX. [axke ecniv Mbl 3Haem, 4YTO npaAmas
peakuus AencTBMTeNbHO UAET, Ham OyaeT KasaTbCs, YTO
CKOPOCTb ee paBHa Hy/0, MOCKO/bKY C TaKOW e CKOpOo-
CTbO MAeT 1 obpatHas peakumsa. Korpga xe thepmeHTa-
TMBHAaA peakuMsd TO/MIbKO HauyMHaeTCH, MPOAYKT eLle
NPaKTUYeCKM OTCYTCTBYET N 06paTHas peakums He naer.

Kpome TOro, Ha Hava/lbHOW CTaAuWN peakumn KOHLEH-
Tpaums cybcTpara COOTBETCTBYET €ro UCXOAHOMY KOJu-
yecTBy. M0O3TOMY CKOPOCTb B Hayane peakuuu, T.e. ee
HaydasibHast CKOpOCTb (I), 6yAeT NMpsmo NporopLyoHasibHa
KOHUeHTpaumm epmeHTa [Enz] (rn. 7).
dPepMeHT fABNAETCA peaKTaHTOM, KOTOPbIA coeau-
HAeTCcA ¢ cybcTpaTtoM, ob6pasyst (hepMeHT-Cyb6CTpaTHbIM
Komrniekc Enz —S, pacnagarowmiica Ha CBOGOAHBLIN
(hepmMeHT ¥ nNpoayKT P. B npocTeliwein popme MOXHO
3anucaTb A
Enz+ S *4 Enz + P.
k-1
OTMEeTUM, 4YTO XOTA B BbIPAXEHWUA A1 CKOPOCTENn
NPsMOi 1M 0BpaTHON peakuuid BXoauT uneH [Enz]:

CkopocTb, = /c,[Enz][S],
Ckopoctb = A. [Enz][P],

B BbIPaXXEHUW AN KOHCTaHTbI paBHoBecus [Enz] yxe He

COZePXKUTCA:
K. [Enz] [P] [P]
[Enz] [S] [S]

Takum 06pa3oM, KOHLIEHTpauUmMs epMeHTa He OKasbIBaeT
B/IMAHMA HA KOHCTaHTY PaBHOBECUA. K He 3aBUCUT OT TO-
ro, KakMMm 06pa3om [OCTMUraeTcAa paBHOBECWME—C Yy4a-
CTUEM (hepMeHTa Wm 6e3 Hero (BCMOMHMM O BENUYUHE
AC®). ®epMeHT MeHSET NyTb, N0 KOTOPOMY WAET peak-
WA, HO He KOHeYHble (paBHOBECHbIE) KOHLEHTpaLun pe-
areHToB N NPOAYKTOB, OT KOTOpbIX 3aBuUCAT Kain AG

KOHUEHTPALUNA CYBCTPATA

[anee Mbl 6yfem paccmaTpmBaTtb (DepMeHTATUBHbIE
peakumun, B KOTOPbIX UMeeTCs eANHCTBEHHbIV cybcTpaT
N €AMHCTBEHHbIN MNpoayKT. Takas cuTyaums AeincTeu-
TeNbHO HabngaeTca A9 HEKOTOpbIX (epMeHTaTUB-
HbIX peakUWii, 0HaKO 60MbLIMHCTBO M3 HUX MPOTEKaeT
C y4yacTuem [AByX K 6onee cybcTpaToB M MPOAYKTOB.
3T0, 0[HAKO, HUCKONbKO He CHWKAeT LEHHOCTW Aanb-
HeMLWNX paccyXaeHnii. To. 4To cnpasedvBo A8 OAHO-
ro cybcrpara, OCTaeTCA BEPHbIM W ANA ABYX.

Mpwu yBeNnnMYeHUM KOHLUEHTpaumn cybctpata [S] u co-
XpaHeHU BCeX OCTa/lbHbIX YCNOBUI Haya/lbHasi CKOpO-
CTb V(CKOPOCTb, M3MepsieMas B nepuog, Koraa m3pacxo-
[0BaHa OYeHb Manaa fpona cybctparta) 6yaer noBbl-
laTbCA [0 MaKCMMasibHOW BeNMYMHLI Kngs nocne Yero
OCTaHeTCA NOCTOsAHHON (puc. 8.14).

Mo mMepe NOBbILLEHNS KOHUEHTPaLUUK cybcTpaTa CKo-
pOCTb GYJEeT pacTu A0 TeX Mop, NOKa He NPON30MNAeT Ha-
CbIlWEHMA (hepMeHTa cyocTpaToM. VI3MepeHHast B Takmnx
YCNOBUAX HayanbHas CKOPOCTb Y)Xe He OyaeT Bo3pa-
cTaTb NpW [anbHelWeM MOBbILWEHNN KOHLEHTpaUun
cybctpata. OTMeTUM, 4TO cybeTpar 06blYHO GepyT
B 3HAYMTE/IbHOM MOSIPHOM M30bITKE MO OTHOLLEHMWIO
K thepMeHTy. Hanpumep, ecnm epmeHT ¢ MO/. Maccol
100 00U B3anmmomencTByeT ¢ Cy6bCcTpaTtom € MOJ. Maccoi
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Puc. 8.14. BnusiHMe KOHUEHTpauuMm cyb6cTpaTa Ha CKOpOeEib
(hepmeH ras neHow peakymm.

100 n o6a NpUCYTCTBYIOT B KOHUEHTpauun 1mr/mn, 10
Ha KaX[blil Monb (hepmeHTa 6yaet npuxoantsbes 1000
monei cybcTtpata. bonee peanbHbIMU ABAAKOTCA Che-
Aylouie BeNNUNHBIL:

[Enz] = 0,1 mkr/mn = 10-9 M,
[S] = 0,1 mr/mn —10 3 M,

T.e. MONIAPHbIA M3BbLITOK cy6CcTpaTa MO OTHOLUEHMIO
K (pepmeHTy cocTaBnfeT 106

Oaxe ecnn [S] ymeHbwnTb B 100 pa3, ero KOHLEH-
Tpaymsa Bce elle B 10000 pa3 6yaeT npesblllaTb KOHLEH-
Tpauuo epmeHTa.

Cutyauus, cooTBeTcTBytolas Toukam A, B n C Ha
puc. 8.14, nponnnocTpupoBaHa Ha puc. 8.15. B TouKax
A n B B KOMNekce ¢ cyb6CcTpaTtoM HaxoAuUTCA NNLLb
4acTb MOJIEKY/ PepMeHTa, XOTA MOJIEKYN cy6cTpaTa Ha-
MHOro 60/ibLUE, YeM MONEKYN (hepMeHTa. DTO NPOUCXO-
AUT MOTOMY, 4YTO KOHCTaHTa paBHOBECUA peakuuu
Enz + S Enz —S (o6pasoBaHune Komnnekca Enz —S)
XOTS W BENNKa, HO KOHeYyHa. Takum 06pa3oM, B TOUKax
A 1 B noBblLLIEHVE WM NOHWKeHVE [S] OyaeT npuBoanTb
K YBE/IMYEHNIO WM YMEHbLLEHWIO [0NN Mofekyn Enz,
CBSA3aHHbIX C S (T.e. fonv monekyn Enz —S), n v éyanet
3aBuceTb OT [S]. B Touke C npakTuyeckn Bce MOMEKY/bl
(hepMeHTa CBsi3aHbl C CyOCTpaTOM, M JanbHeNLLIee NoBbl-
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LeHre [S], XOTA 1 NOBLICUT YaCTOTY CTONIKHOBEHNA Enz
C S, He CMOXXET NPMBECTU K MOBbILLEHNIO CKOPOCTU peak-
LUU—cCpean MoNekyn epMeHTa yXXe He ByaeT Takux,
KOoTopble Oblnn 6bl CBOGOAHLI ANS peakuun ¢ cybecTpa-
TOM.

Cnyuyaii B npeactaBnsieT 0co6bIi TEOPETUYECKUIA UH-
Tepec, NOCKO/bKY MPX 3TOM POBHO NOJSIOBMHA MOMEKY
(bepmeHTa HacblweHa cyb6cTtpaTom. COOTBETCTBEHHO
CKOPOCTb paBHa MOMIOBUHE MaKCUMa/IbHOM CKOPOCTU
("wBex/2), LOCTMKMMOM MpY AaHHOW KOHUeEeHTpauun ep-
MeHTa.

YPABHEHVE MNXA3JIMCA—MEHTEH

"pathmueckoe onpedesieHNe KOHCTAHTbI
Mwuxasnuca Am

KoHLeHTpauus cybeTpara, npu KOTopoid CKOPOCTb Co-
CTaB/ISIET MOIOBUHY MaKCUMaslbHOM, 0603HAYaeTCA Yepe3
Km M Ha3blBaeTCA KOHCTaHTON Mwuxaanuca. Ee MOXHO
onpeaenuTb U3 rpadumka 3asmcumoctn r ot [S] (puc.
8.14). ObpatnTe BHUMaHMe, YTO KMUMeeT pa3MepHOCTb
MOJIAPHOM KOHLIEHTpaLuK.

Korga [S] npubnuxaetca K Km, vCTaHOBUTCA BeCbMa
4yBCTBUTE/IbHOM K M3MeHeHMIO [S]; B aToi obnacTu dep-
MeHT paboTaeT CO CKOPOCTbIO, PaBHOWN MONOBUHE MaK-
CUManbHOW. MHorune (hepmeHTbl XapakTepu3yoTca Ta-
KUMKW 3HavyeHMAMM KM, KOTOpble MPUMEPHO COOTBET-
CTBYHOT (hpM3MONOrMYECKUM KOHLEHTpaLusaM ux cybcTpa-
TOB.

YpaBHeHMe Muxasanuca—MeHTeH

c rmex|S]

Am+ [S]
OMMCbIBaeT NoBefeHe MHOTUX (DePMEHTOB NPU U3MEHe-
HUW KOHUEeHTpaummn cybcTpatoB. Vcnonb3ys aTo ypas-
HEHWe, 3aBMCMMOCTb HayaslbHOW CKOpOCTWU (hepMeHTa-

TUBHOWN peakuun oT [S] 1 KM MOXXHO MponniocTpmupo-
BaTb Ha C/EAYIOLWNX KOHKPETHbIX Mpumepax.

Puc. 8.15. Cxema, nosicHAlOWan CBs3biBaHMe cybcTpaTta hepMeHTOM npu HM3KOoM (A) u Bbicokoli (C) KOHUEHTpauun cybecTpara,
a TaKXXe nNpu KoHueHTpauum cybceTparta, pasHoli Km (B). CoctosHus A, Bwu C oTBevatoT Toukam A, B, C Ha Kp1BOWA, NpuBeaeHHON
Ha puc. 8.14.
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1. [S] mHoro meHbLLe Km(Touka J1 Ha puc. 8.14 1 8.15).
B aTOM cniyyae BefiMumnHY [S] B 3HaMeHaTesie MOXXHO Oony-
CTUTb, N OH OyAeT npakTnyeckn paseH Km. OTHOLWeHMe
[BYX KOHCTaHT, VE6OK KM, MOXHO 3aMeHUTb HOBOW
KOHCTaHTOM K. Takum 06pa3om, MMeem:

Kna.CS] V K»,[S]AK[S]
M+ [S]
(~ 03HayaeT «MNPUMEPHO PaBHO»).

[pyrumu cnosamu, Korfa KOHUEHTpauus cybctparta
3HAUUTENIBHO HWDKE TOW, NMPM KOTOPOM CKOPOCTb peakuyn
COCTaB/SAET MOMOBUHY MaKCUMasIbHOM (T. €. 3HAUUTESIbHO
MeHbLUe KM)Y HavanibHass CKOPOCTb V' MPOMopLIMOHasIbHA
KOHUEHTpaumn cybctpata [S].

2. |S| mHoro Gonbwe kKm (Toyka C Ha puc. 8.14
n 8.15). B aTom cnyyae yneH Km B 3HameHaTenie MOXXHO
OMyCTUTb, T.e€.

o VT[S] _ Y
KM+ ISY [S]

3TO 03HAYaeT, YTO MNPU KOHLEHTpauum cybeTpata [S],
HaMHOro npeBblLLaroLLEn Kw HadaslbHas CKOPOCTb V paB-
Ha MaKCUMa/IbHON YT

3. IS| = M (Touka B Ha puc. 8.14 n 8.15).
K..[S] . = vm [S] _ vr [S] _
" KM+ [S] v [S] + [9] 2[S] 2

9TO 03HayaeT, 4YTO MPWU KOHLEHTpaumm cybcTpara,
paBHO KM, HadaslbHasi CKOPOCTb peakLym v cocTaB/IseT
MOJIOBUHY MakcUMasibHOW. OTCrofa e cnefyeTt crocob
OLeHKM KM: Hafo 3KCMepUMEHTaIbHO OMPeaenTb KOH-
LieHTpauuio cybcTpaTa, Npy KOTOPOo Ha4aslbHast CKOPOCTb
paBHa MosioB1HE MaKCUMasTbHOA.

Ona MHOrmx epmeHTOB onpefeneHve Vix (a 3Ha-
4yuT, n/CM) HENOCPEACTBEHHO M3 rpadmka 3aBUCUMOCTH
v OT [S] oKasbiBaeTca 3aTpyfHEHO. 115 3TOro UCMOoJib-
3yIOT ypaBHeHVe, 06paTHOe ypaBHeHUIO Muxasnuca—
MeHTeH, T.e.

1 Km+ [9]
v  W][S]

N npeacTaBnAlOT €ro npasyro 4aCtb B BUAE CYMMbI ABYX
chara€mMbix:

| _Km | "
> Kuex [S] K,.[S]

OTcloaa, ynpocTuB, Noyyaem

M. L. J

P K * [S]

NTaK, Mbl MeeM ypaBHeHVe NPsMOli

y =ax + b,

raey = \W n x= U[S].

Ecnu noctpouTb rpaduk 3asucumoctny (t.e. Uv) ot
x(T.e. V[S]), TO gnnHa oTpeska b, 0TCekaemoro ot ocu
y, OyfeT paBHa \/VTa a TaHreHC yrna Hak/ioHa a—
KJVnx [OnnHy oTpeska, OTCekaemMoro ot ocu X (B
061acTn OTpULATENbHBIX 3HAYEHWIA), MOXHO MOMYUNTD,
npmpaBHAB y Hyn0. Torga

Mpathvk ypaBHeHUs Muxasnnca— MeHTeH B 06part-
HbIX KOOpAWHATax HasbiBatOT rpatmkom JlaiHymsepa—
Bapka (puc. 8.16). Mcnonb3ys ero, KM MOXHO HalTu
NM60 M3 HaK/IoHA MPAMOM U ANUHbI OTpe3Ka, OTCeKae-
MOro OT OcW 'y, NMM60 M3 A/IMHBbI 0TPe3Ka, OTCEKaemMoro
B 06/1aCTV OTpuLaTe/IbHbIX 3Ha4YeHWn OT ocK X. ocKo-
NbKY [S] MeeT pa3aMepHOCTb MOMIAPHON KOHLEHTPaLLNN,
KM ToxXe nsmepseTca B Monax Ha nntp. CKOpocTb v MO-
XKET ObITb BblpaXKeHa B IHOObIX eAnHMLAX, NOCKONbKY KM
He 3aBucUT OT [Enz.]. padmk, NOCTPOEHHbIN B 06paT-
HbIX KOOpAMHaTax, N03Bo/feT onpefenmts KMMNo 0THO-
CUTE/IbHO HE6O/IbLLIOMY YMCNY TOYEK, MMEHHO MO3TOMY
OH 4acTo UCNOoNb3yeTca ANA HaxoxaeHns Kwm.

Mcnonb3ys rpagmk JlanHynsepa— bapka Ha npak-
TUKe ANs OueHKM KM, MHOrja CTanK1BarTCa ¢ TEM, UTO
MOYTW BCE TOUKM OKa3blBAOTCHA B 0611aCTN HU3KNX KOH-
LleHTpauui cybcTpaTa. OTO NPOUCXOANT B TOM CNyuae,
Korga M3MepeHus NpoBOAAT yepe3 paBHble MHTepBasbl
[S]. UTo6bI 3TOro n3bexarb, N3IMEPEHUs creayeT NPoBo-
OUTb NpU TakMX 3HayveHusax [S], KOTopble COOTBeT-
CTBYIOT paBHbIM MHTepBasiaMm Mo LWKasie 06paTHbIX Be-
NINYMH.

AnNbTepPHATUBHbIA NOAXOL4 K 3KCNEepMMEHTasIbHOM
oueHke Kmu Vwnpegnoxunm Nam n Xogctn. YpasHe-
HWe Muxasnuca— MeHTeEH MOXHO npeobpa3oBaThb

Puc. 8.16. Npaduk JlaitHynsepa — bapka B ABOWHbIX 06paTHbIX
KoopAuHaTax (3aBucumocTb ljvxoT 1/[S]), ncnonb3yemslii ans
rpauueckoro onpegeneHns Km n Vrax
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K BULY
w  J_ Kmex
[S] VKu «k WNe

UTo6bl HaTKU KM 1 VT CTPOAT rpauK 3aBUCUMOCTM
V/[S] (ocb y) oT V(ocb X). Torga anmnHa oTpeska, oTce-
Kaemoro ot ocuy, 6yaet paBHa VIadKm, a oTpeska, OT-
CEKaemMoro oT ocu Ji,— VT TaHreHc yrna HaknoHa pa-
BeH— \/Km.

YpaBHeHus JlaitHynsepa— bapka n Nan— Xodgctu
BeCbMa YAO0OGHbI B HEKOTOPbIX Cny4asx, OfHaKO [/
cTpororo onpegeneHnss Km n Vix TpebyeTtcs coOoTBeT-
CTBYHOLLas cTaTucTnyeckas obpaboTka.

OueHkn KM MMeroT NpakTU4YecKyro LieHHOCTb. [Mpu
KOHLeHTpaumax cy6ctparta, B 100 pa3 npeBbllLAOLLINX
Kw depmeHT 6yaeT paboTaTb MPaKTUYECKU C MaKCK-
Ma/IbHOW CKOPOCTb, MO3TOMY MaKCMMa/ibHasi CKOPOCTb
(I'ax) 6yaeT oTpaxkaTb KOMMYECTBO MPUCYTCTBYHOLLE-
ro aKkTMBHOIO oepMeHTa. ITO HEMasIOBaXXHOe 06CToNATE-
NbCTBO UCMONb3YIOT A5 OLEHKWN CofepXaHus epMeH-
Ta B npenapare. 3HavyeHne AMMNO3BONSAET OPUEHTUPO-
BaTbCA, Kakoe KOMIM4YeCTBO cybCcTpata criegyeT no6aBUTb
ansa  onpegenednss YT pakni,  MOCTPOEHHble
B 06paTHbIX KOOpAMHaTaX, HaXo4AaT LWNPOKOE NPpUMeHe-
HVe MNPU OLEHKe AeNCTBUA MHIMOUTOPOB.

CooTHoweHne mexay IMIn K h— KOHCTaHTON
anccoymaumm hepmeHT-cyobCcTpaTHOro Komraekca

CpopactBo (hepMeHTa K CybCcTpaTy paBHO BeMUMHe,
0bpaTHOl KOHCTaHTe ayccoualym Kin komnnekca Enz—S:

K

Enz+ S 1 Enz—S§

NHbIMKM cnoBaMu, uYeM cnabee BblpakeHa TEHAEHLS
(hepMeHT-Cy6CTPaTHOr0 KOMMNEKca K Auccoumaumu,
TeM BblllE CPOACTBO (hepMeHTa K cy6CTparty.

Mepoli Kii MOXeT OpMeHTUPOBOYHO CYXXUTb 3Haue-
HUe KM Ans aHHOTo hepMeHTa MO OTHOLLIEHUIO K €ro
cy6eTpaty. OHaKo 3TO BO3MOXHO TO/MbKO B TOM CIly-
yae, eC/in CnpaBeNNBO AONYLLEHMe, UCNO/Mb30BaBLLEECS
Mpu BbIBO/E YpaBHeHNs Muxasannca— MeHTeH. OHo co-
CTOS/I0 B TOM, YTO MepBasi CTaAns PepMeHTaTUBHO pe-
aKLmu

Enz + S Enz—S

-1

MAeT BbICTPO U NPU 3TOM BCerAa Ha 3TOW CcTaguu nof-
[EepPXX1BaeTca paBHoBecue. pyrumu crnoBamu, CKOpo-
CTb Auccoumaumn Enz—S Ha Enz + S HaMHOrO BblLLe,
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4eM CKOPOCTb Aguccoumaunm Ha epmMeHT + NPOAYKT:
K
Enz—S
-2
N3 ypaBHeHns Muxaanmca— MeHTEH cnepyeT, UuTo Be-

Enz + P.

nuynHa [S3, npu KoTopon V= paBHa
K2 +
[33: = *\1-
Ho ecnm
K_,» K2
[SI=~ K d

Mpn atux ycnosuax 1AM= \'KA n paBHO CpOACTBY
(hepmeHTa K cybcTpaty. Ecnm K2+ K_, # K ,, To VKM
[ACT 3aHVKEHHYIO OLIEHKY CPOACTBA.

OrPAHMYEHWA, MPNCYWUVE YPABHEHNIO
MWXA3TMCA—MEHTEH

HekoTopble epMeHTbI 1 Apyrue nuraHACcBA3bIBato-
me 6enkun, Hanpumep remorno6uH (cMm. rn. 6u 10), He
MOAYMNHAIOTCS KNacCMYECKON KMHETUKe HacbIweHns Mu-
xasanuca— MeHTeH. [pauK 3aBUCUMOCTM V OT [S] HO-
CUT B 3TOM C/ly4yae CUrMOUAHbIA XapakTep (puc. 8.17).
370 06bIYHO YKa3blBaeT Ha KOONEPaTUBHOE CBA3bIBAHME
cybcTparta MHOTMMU LIeHTpaMy — CBS3blBaHWE C O4HUM
LLleHTPOM B/IMSIET Ha CBA3bIBAHMWE C APYIMM, KaK 3TO Mpo-
ncxoanuT ¢ remornobuHom (rn. 6).

oo

Puc. 8.17. CurmomngHasa KMHeTUYECKas KPUBasA C HacCbIWEHWEM.
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B Takom cnyyae onucaHHbIl Bbille MeToA rpaduye-
CKOV OLUEHKWN KOHLIeHTpauumn cybctpaTta, Npu KOTOPOI
CKOPOCTb peakumn cocTaBisieT NOJIOBUHY MaKCUMasib-
HOI, OKa3blBaeTCA HEMPUroAHbIM (NPSAMON B COOTBET-
CTBYHOLWMX KOOpAMHATaxX YXe He nonydaetcsa). 34ecb
cnegyeT o6paTMTbCa K rpadyeckomy npeacTaBleHMIo
ypaBHeHNs Xunna, nepBOHayasbHO MNPEANT0XEHHOI0
ANS ONUCaHUs KoonepaTUBHOIO CBA3bIBaHWUS 0 2¢ remo-
rno6nHom (rn. 6). YpasHeHne Xunna, npeobpasoBaH-
HOe TaK, YTO0Obl rpaf)MK B COOTBETCTBYIOLLNX KOOPANHA-
Tax MNpeacTaBnsn coboit NpsMyro, MMeeT BUA

Iog—--\{----: wlog[S] - logK,
Knax - T

rae K'— KoHcTaHTa. U3 ypaBHeHUs cnegyeT, UTo B yCio-
BUAX, KOrga [S] Masio no cpaBHEHMIO CK', CKOPOCTb peak-
LMn BO3pacTaeT Kak n-a cteneHs [S]. Ha puc. 8.18 npuse-
JeH rpauk Xunna, MOCTPOEHHbIN MO0 KUHETUYECKUM
[JaHHbIM 4NA (PepmeHTa, XapaKTepu3yroLleroca Koore-
paTMBHbLIM CBfi3blBaHWEM cybcTpaTa. [paduk 3aBucu-
mocTu log (v/VnaK—vV) ot log [S] npeactasnseT coboit
MPAMYIO C TAHFEHCOM Yr/ia HaK/0Ha, paBHbIM W, rae n—
AMMNUPUYECKMIA NapaMeTp, 3aBUCALLMIA OT ymcna cy6-
CTpaTCBA3bIBAKOLWMX LEHTPOB M XapakTepa B3auMogein-
CTBMSA MeXAy HuUmW. TMpu n = 1 cBA3blBalOWME LEHTPbI
He 3aBUCAT Apyr oT gpyra. Mpu n > 1mexay LueHTpamu
MMeeTCs KoornepaTUBHOe B3aUMOENCTBUE; Yem GO/bLue
N, TEM BbllLEe CTEMEHb KOOMepaTMBHOCTU U Tem 6onee
BblpaXKeHa CUTMOMAHOCTb KPWBbLIX HacblweHns. [Mpu
n < 1roBopAT 06 oTpMLaTeNbHON KOONEpaTMBHOCTMW.

Korga CKOpoCTb peakuuu paBHa MONOBUHE MaKCK-
manbHon (r = V7/2), vI(Vmae—v) = 1 1 log [v/(Knax—
—rn)] = 0. Takum 06pa3omM, YToObI ONPEAeNUTb BENNYN-
Hy SH(KOHLeHTpauuio cybcTpara, Npyu KOTOPOil CKOpo-
CTb BABOE MeHbLLE MaKCUManbHO), HY>XHO U3 TOUKK Ha
npsmon, gns kotopon log [v/(Vma<—r)] = 0, onycTuTb
NnepneHgMKynap Ha ocb X.

Puc. 8.18. padmnuecknii cnocob ornpefeneHns W3 ypaBHeHUs

Xnnna KoHUeHTpauun cybcTpaTa, Npu KOTOPOI CKOPOCTb pe-

aKuuMmn cocTaBseT Mof0BMHY MaKCUMabHOW, B YCNOBUAX, KOT-
fa KUHeTu4yeckas KpmBas HOCUT CUTMOWMAHBLIA XapakTep.

NMHTMBNPOBAHWME AKTUBHOCTU
®EPMEHTOB

PasnnyatoT gBa 60/1bLINX Knacca MHIM6UTopPoB thep-
MEHTaTUBHOM aKTUBHOCTWU— KOHKYPEHTHbIE Y HEKOHKY-
PEHTHbleE—Ha OCHOBaHWW TOro, ocnabnseTca (KOHKy-
PEHTHOE MHIMOMPOBaHME) UK He ocnabnseTcs (HEKOH-
KYPEHTHOE WHIMOMPOBaHME) WX WHrMbupytollee aei-
CTBME NPW NOBbILWEHNWN KOHLEHTpauun cybcTtpata. Ha
MPaKTUKEe MHOTMe WHTMOUTOPbI He NpPOSBASKOT Tex
CBOICTB, KOTOPbIE XapaKTePHbl AN YNCTO KOHKYPEHT-
HOrO WAN YUCTO HEKOHKYPEHTHOr0 WHIMOMpoBaHMS.
[pyroin cnocob knaccugukaumm MHrIMGUTOPOB OCHOBBI-
BaeTCA Ha XapakTepe MecTa UX CBA3blBaHWA. OfgHU K3
HWX CBA3bIBAKOTCSA C (DEPMEHTOM B TOM XK€ MECTe, UTO
n cybcTpat (B KaTaIMTUYECKOM LEHTPE), a Apyrme—Ha
3HauYMTeIbLHOM PacCTOAHMM OT aKTUBHOIO LeHTpa (B an-
NOCTEPUYECKOM LIEHTpE).

KOHKYpeHTHOe UHrMbupoBaHue aHasoramm
cybecTparta

Knaccuyeckoe KOHKYypeTHOe MHrnbupoBaHWe OCHO-
BaHO Ha CBA3bIBAHWMM UHTMBUTOpPA C Cy6CTPaTCBA3bIBAKO-
WMM (KaTaUTUYeCKUM) LUeHTPOM. XMMMYecKas CTpyK-
Typa aHanora cybcrparta, AeNCTBYHOLWErO0 KakK UHIM6u-
Top (I), 06bIMHO CXOAHA CO CTPYKTYpoWn cybeTpata (S).
MMo3TOMy MHIMOGUTOP MOXeT 06paTUMO CBSA3bIBATLCA
Cc (bepmMeHTOM, 06pa3yss BMecTO Enz—S kKomnnekc
Enz—1, T.e. (hepMEHT-UHIMOUTOPHLIA Komnieke. Kor-
[a B peakLUMOHHOW cMecy OHOBPEMEHHO NPUCYTCTBYIOT
n cy6cTpat, n MIHFMOUTOP YKa3aHHOIo TUMa, OHN KOHKY-
PUPYIOT 32 OAUH U TOT e CBA3bIBAKOLWMIA LEHTP Ha Mo-
BEpPXHOCTU (hepmeHTa. OaMH u3 Hambonee noApobHO
N3YYEHHbIX MPUMEPOB KOHKYPEHTHOI0 WHrnéuposa-
HUA —3TO WHIrMObUpoBaHWe CyKUMHATAernaporeHassbl
manoHatoMm (l), KOHKYpUpYHOLWNM 3a OAWH W TOT Xe
LleHTp ¢ cybcTpaTtom cykumHaTom (S).

CykuuHatgerngporeHasa karanusupyeTr obpasoBa-
HWe (hymaparta B pe3ynbTaTe OTLLeNn/IeHNs aToma BOJ0-
poAa OT KaXAOro u3 AByX a-yrnepoAHblX aTOMOB CyK-
umHata (puc. 8.19). ManoHat ( OOC—CH2—COO )
cnocobeH CBA3bIBATLCA C AervaporeHason, obpasys
komnnekc Enz—1. Ot Caatoma mManoHarta oTLlene-
HWUA aToMa BOAOpoAa NPomn3onTN He MOXKeT. Komnekc
Enz— 1 MOXeT TONbKO pacnajarbCA Ha CBOOOAHbIN
(hepMeHT 1 MHrMbuTop. ANa 3To 06paTMMon peakumm

K
Enz—I *i Enz + |
K

-
KOHCTaHTa paBHoBecus K, paBHa

[Enz] [1] Kk,
[Enz—I] /c!
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H
H-C-C00- H-C-C00-
“00C-C-H 2" _ooc-c-H
| CyKLuMHaT-
H Jervapo-
reHasa
CykuuHar dymapar

Puc. 8.19. CykumnHaTherngporeHassas peakuus.

[leiicTBME  KOHKYPEHTHbIX WHIMOGUTOPOB MOXHO

NpeacTaBuTb B BUAE CNeAYHOLLMX PeakLnii:

Erui Enz + P

TUBH.)
EnzS(aKTHBH)-* Enz + P

_K_
Enz

CKopocTb 06pa3oBaHUs NPOAYKTa— 06bIYHO UMEH-
HO OHa fBNAeTCA OObLEKTOM W3MEepeHUs — 3aBUCUT
TONbKO OT KOHLEeHTpauum kKomnniekca Enz—S. lNpea-
MOMIOXKMM, 4TO | 04YeHb MPOYHO CBA3bIBAETCA C (DePMEeH-
ToMm (K, mana). Torga KonM4ecTBo CBO6OAHOI0 (hepMeH-
Ta (Enz), KOTOpbIA MOr 6bl MPUCOEANHATL S, 06pasys
Komnnekc Enz—S, a 3atem n Enz + P, 6ygeT BecbMa
mano. Takum o6pa3om, CKOPOCTb peakumn (obpasosa-
Husa P) 6yget mana. o aHanornMyHbIM NpuyYnHaMm npu
TOW >Xe KOHLeHTpauuy cnabo cBA3bIBatOLLErocs UHINoK-
Topa (A Benuka) Katanumsmpyemas peakums CyLLeCTBeH-
HO He 3amegnutca. [MpednonoXxum Tenepb, YTO Mpu
(PMKCMPOBAHHON KOHLEHTpauuu uHrnoutopa 1 pobas-
nseTcs Bce 6obLLee KONMMYecTso cyberpara S. 3T0 no-
BblLLIaeT BEPOSAITHOCTb 06pa3oBaHMA Komnnekca Enz—S
Mo CpaBHEHMIO ¢ Komnnekcom Enz— 1. C pocToM OTHO-
WweHunsa [Enz— S]/[Enz— I] 6yzeT pacTu 1 CKOpoCTb pe-
akuun. Tlpn  [OCTATOYHO BbICOKOW  KOHLEHTpauuu
S KOHUeHTpauna komnnekca Enz— | cTaHeT ncyesaroLle
Mana. Ho Torga CKOpOCTb KaTalM3nmpyemon peakummu
OyneT Takoi e, UTo u B otcyTcTeue | (puc. 8.20).

Puc. 8.20. Mpadmk NaliHynBepa — bapka ans cnyyas Knaccuye-

CKOr0 KOHKYPeHTHOro nHrnébuposaHus. O6patuTe BHMUMaHue

Ha MONHOEe OTCYTCTBME MHIMOMPYIOLLEero AeicTBus Npu BblCO-
KX 3HayeHuax [S] (HM3Kknx 3HayeHusax (1/[S]).

Mpadhnyeckas OLeHKA KOHCTaHT
KOHKYPEHTHOI0 MHIMGMPOBaHUS

Han puc. 8.20 npuBefeH TUMUYHBIA Cly4Yald KOHKY-
PEHTHOrO WHIrMOMPOBaHUS, MPeACTaB/IEHHbIA B (hopme
rpagpmka JlanHyneepa— bapka. CKopocTb peakuun (r)
N3MepseTca MNpu pasHblX 3HAYEHUAX KOHLUEeHTpauun S
M Npu (PUKCMPOBAHHOM KOHUEHTpauMm WHrméutopa.
Mpamble, NPOBefeHHbIe Yepes 3KCMepUMEHTa/IbHbIe TOY-
KW, NepecekaroTcs B OLHOW M TOW e TOUKe Ha OCu Y.
[OnvHa oTpeska, OTCekaemoro oT ocu y, paBHa 1/Kmax
3TO 03HayaeT, YTO NpU BECKOHEUHO GOSIbLLON KOHLEHTpPa-
wm S (1/[S) = 0) VoyaeT Takoit xe, 4YTo 1 B OTCYTCTBME
nHrméuTopa. O4HAKO ANMHA OTpeska, 0TCeKaemoro oT
ocu X (a aTa BeNn4ymMHa onpepenset 3HavyeHve Kwm), B npu-
CYTCTBUN MHIMOUTOpPa YMeHbLaeTcst (— VA'M< — AN
TakuMm 06pa3oM, KOHKYPEHTHbI WUHIMOUTOP MOBbILLAET
Kakywieecs 3HaueHre Km (/Cm) gnsa cybctpara. Ans npo-
CTOr0 KOHKYPEHTHOr0 MHrMbupoBaHus A/iHa OTpesKa,
OTCEKaeMoro ot ocu X, byfeT paBHa

Onpegenve KM B oTcyTCTBUE |, MOXXHO HANTU U3 3TOTO
ypaBHeHMs K EcnM KoHUeHTpauums pfob6aBneHHoro 1
3HaYNTeNIbHO MPeBbILAeT KOHLUEHTpaLMIo hepMeHTa, TO
MOXXHO cunTath [I] paBHOI KOHLEHTpauuu fobasieHHO-
ro nHrnéuTopa.. 3HaveHus K, ond psga aHanoros cyo-
cTpata (KOHKYPEHTHbIX MUHTMOMTOPOB) NOKa3bIBaOT, Ka-
KOW 13 HUX Hanbonee apdekTnBeH. MIHrMouTopsl ¢ Han-
MeHbWNMU Kt faxke Npu ManbiX KOHUEHTpaUUaX mMoryT
0KasblBaTb CWU/IbHOE MHTUOUpYHOLLee AelCTBUE.
MHoruve nekapcTBeHHble npenaparbl, LWWPOKO Npu-
MEHSAIOLLMECH B KNMHWKE, AEACTBYHOT KaK KOHKYPEHTHbIE
WNHTMOUTOPbI OYEHb BaXKHbIX (PEPMEHTOB, (PYHKLMOHM-
PYIOLUMX KaK B MUKPOOHBIX, TaK 1 B XXMBOTHbIX KNeTKax.

O6paTMoe HEKOHKYPEHTHOE UHIMOMPOBaHME

Kak cnegyert y»e U3 camMoro HasBaHus, B 3TOM Cly-
Yae KOHKypeHUua mexay S u | otcyTcTByeT. Npu aToM
UHIMOUTOP 0ObIYHO HUYEM HEe HANMOMWUHAET S U, KakK Mo-
YXKHO MpeanonoXuTtb, CBA3bIBAETCA C APYTUM YYaCTKOM
(hepMmeHTa. O6paTMMble HEKOHKYPEHTHbIE WHMMOUTOPBI
NOHWKAIOT MaKCUMasIbHYH0 CKOPOCTb, OOCTVKMMYHO Mpin
[aHHOM KonunyecTtse dpepmMeHTa (MoHmKatoT Fna), Ho, Kak
npaswno, He BAnsAOT Ha KM. T1ockonbky | 1 S cBA3bI-
BalOTCA C pa3HbIMU LEHTPaMu, BO3MOXHO 06pa3oBaHue
Kak Komnnekca Enz—I, Tak n komnnekca Enz—IS.
Komnnekc Enz— IS Toxe pacnagaetcd ¢ ob6bpasosa-
HVWEeM MPOAYKTa, O4HAKO C MeHbLUE CKOPOCTbIO, YeM
Enz—S; noatomy peakuma 6yaeT 3amefnAaTbCs, HO He
OCTaHOBMTCA. TakMm 06pa3oM, MOryT MpoTeKaTb efle-
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Jyouie KOHKYPEHTHbIe peakuun:
Enzl

Enz EnzIS.. Enz+ P

4 EnzS
i
Enz + P

Ha puc. 821 npeacTaBneHa 3aBUCUMOCTb \/v 0T 1/[9]
B NPUCYTCTBUW U B OTCYTCTBUE MHTMOMTOpPA (Npeanona-
raeTcs, Uto CBs3biBaHMe | He NPMBOAUT K CYLLECTBEH-
HbIM M3MEHEHUsM B paboTe aKTUBHOIO LIEHTPA).

HeobpaTMoe HEKOHKYPEHTHOE UHIMGUPOBaHMe

dPepmMeHTaTMBHAA aKTUBHOCTb MOXET YMEHbLUATHCS
B NPUCYTCTBMM MHOIUX «A[40B», TaKMX, KakK nogaleta-
MWUA, WOHbI TsXKenblx MeTannos (Ag+ Hg2+), oku-
cnsowme areHTol 1 T.4. B npucyTtctBuM ogHoro wnm
HECKO/IbKUX Cyb6CTpaToB WMAM NPOAYKTOB CKOPOCTb
MHaKTMBaLUM PepMeHTa MOXET CHMKATbCA. TOT KuUHe-
TUYECKWUIN aHann3, 0 KOTOPOM 37ecCb LUia peyb, MOXET
0KasaTbCsi He4oCTaTOUYHbIM A1 TOro, YTO6bl OTINYNUTD
[encTere (hepMeHTHbIX A40B OT AeNCTBUA HEKOHKYPEHT-
HbIX 06paTUMbIX MHIMO6UTOPOB. O6GpPaTMMOE HEKOHKY-
PEHTHOE WHIrM6UPOBaHME BCTPEYAETCH CPaBHUTENIbHO
pefko. K coxaneHuto, OHO He Bcerga BbISIBNSIETCS, MO-

Puc. 8.21. padumk JlaliHy nBepa — bapka gns cnydas o6paiun-
MOFO HEKOHKYPEHTHOr0 MHIr1bmpoBaHus.

CKO/IbKY M 06paTUMOe, U HeobpaTMMOe HEKOHKYPEHT-
HOe WHIMOMpPOBaHME XapaKTepu3yrTCA CXOOHOW KuUHe-
TUKOIA.

MOAYNATOPbI ®EPMEHTATVBHON
AKTUBHOCTW

MoTOK 3Hepruu u BelllecTsa (B BUAE aTOMOB Yriepo-
[ia) B X0[)e MeTab0/M3Ma 3aBUCUT OT NPOLIECCOB CUHTE3a
(hepMeHTOB 1 aKTUBaUuK nNpodepMeHToB. OHaKO Mnpo-
Llecchbl 3TU HeobpaTuMbl. Kak 1 Bce 6eIKM MIEKOMMTat0-
LWMX, hepMeHTbI pacnagarTcs Ha aMUHOKUCNOTbI (06-
HOBMNeHVe 6enKoB). B 6aKkTepmanbHbIX KNeTKax akTUBHO-
CTb (hepMeHTa MOXeT «pa3baBnATLCS» U3-3a pacnpepe-
NEHNs ero Cpean [OoYepHUX KNEeTOK, 06pasytoLinxcs
B pe3y/bTaTe MOC/MeAoBaTe/lbHbIX AeneHnit. XoTs oba
MexaHu3Ma MPUBOAAT K YMEHbLUEHWUIO KOHLEHTpaLmn
(hepmMeHTa 1 Kak CMefCTBUE K YMEHbLLIEHWIO KaTanuTuye-
CKOli aKTMBHOCTW, MAYT Takue MNpPOLEecChl MeAneHHO
1 COMPOBOXAATCA GONMbLUMMMK 3aTpaTaMyn BeLLECTBa:
npeacTaBUM ce6e Mo aHafornK, YTO Mbl BbIKOUANN Obl
CBeT, pa3buBas namMmnoyky, a 3aTem, 4YTOObl CHOBa €ro
BK/HOUUTb, BKPYy4YMBanM Gbl HOBYHD NaMmouky. ScHo,
YTO ropasfo 3eKTVBHEE PerynMpoBaTh aKTUBHOCTb
(hepmMeHTa, «BK/KOYas» U «BblK/oYas» ero. Katanmtu-
yeckasi aKTUBHOCTb HEKOTOPbIX K/HOUYEBbIX (DEPMEHTOB
AeCTBUTENbHO PErynmpyeTcst ¢ MOMOLLbIO HU3KOMO/e-
KYNSAPHbIX MeTa6oMToB (CM. IN1. 6). HU3Komonekynsp-
Hble MOAY/NSITOPbI, NOAABNSIOLME (HePMEHTATUBHYHO aK-
TUBHOCTb, Ha3blBAKT OTPULIATENbHLIMM MOAY/IATOPaMW,
a NoBblLLAOLLNE €e— NOMOKUTENBbHBIMK. Mbl paccMo-
TpUM UX B . 10 1 B nocneayoLIMX rnaBax.
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depMeHTbI: MeXaHU3M AeCcTBUA

BukTop Poayann

BBEAEHUNE

B 7Ol rnaBe Mbl A€Ta/lbHO OMULLEM KaTanuTuye-
CKOe [eiCTBME MPOTEONUTMYECKOro (hepMeHTa XMUMO-
TPUNCKHA, YTOGbI MPOMANKOCTPUPOBATL MPUHLMMLI Ka-
Tanusa, obume ans Beex HepMeHTOB.

BUOMEAVNUMNHCKOE 3HAYEHWE

Uem 006ycnoBneHbl CTO/Mb BbICOKAs KaTtamTuyeckas
3PEKTUBHOCTb (PEPMEHTOB M UX CNEUUUYHOCTL? DTO
OfHa M3 (DyHAAMEHTa/IbHbIX Hay4HbIX MPO6/IEM, XOTH
HEKOTOpbIe ee acneKTbl MMEKT N NPUKNAAHOE 3HaYeHNe.
Mepexon HeaKTMBHbIX MPOEPMEHTOB B KaTa/IMTUUYECKU
aKTMBHOE COCTOsHME, KOTOPbIM HabntohaeTcs B KneTkax
npu onpegeneHHbIX NaTtonormyecknx ycnosmuax (Hampu-
Mep, MpPM OCTPOM NaHKpeaTuTe), NPUBOAUT K BHYTPU-
KNETOYHOMY MepeBapmBaHUIO U PaspyLUEHMIO TKaHei.
MpoBoas PyHOamMeHTaNbHble UCNeA0BaHNA MexXaHU3ma
[EencTBnsa PepmMeHTOB, Mbl B KOHLIE KOHLOB CMOXEM,
MCMOMb3Ys TEXHOMOMNIO PEKOMOUHAHTHLIX AHK 1 me-
TO/Z HanpaB/fieHHOro TOYeYHOro MyTareHesa, cucTema-
TUYECKN CUHTe3MpoBaTb (PepMeHTbl C 60/iee BbICOKOW
KaTa/IMTMYEeCKON aKTUBHOCTLIO UM HOBOW CneumnguyHo-
CTbi0. HekoTopble M3 3TUX «CUHTETUYECKUX» (hepMeH-
TOB MOTYT OKas3aTbCA MOLHbIMK TepaneBTUYECKNMU
areHTaMu. Ecnv Mbl XOTUM MOHATb, Kak AeACTBYHOT Me-
Tannbl Ha GMONOrNYecKne CUCTEMbI, Mbl TOXKE AO/KHbI
nccnefosaTb UX BAUSAHWE Ha paboTy (hepMEHTOB.

MEXAHWN3M KATAJIMTUNYECKOI'O
OENCTBUNA XUMOTPUTICNHA

Mpupoga v cneynUYHOCTb MOJSTHOW peakuumn

XUMOTPUNCUH KaTafn3nmpyeT rmaponn3 nenTuaHbIxX
CBs3el, B KOTOPbIX KapboKCcubHasA rpynna npuHagne-
XXUT apomatumyeckor ammHokucnote (Phe, Tyr nnm Trp)
WM aMUHOKMCNOTe C OOBLEMHOW HenonspHoh R-
rpynnon (Met).

Kak 1 MHOrue gpyrve npoteasbl, XUMOTPUMCUH Ka-
Tann3npyeT TakxKe rmaponn3 HEKOTOPbIX CNOXHbIX 3(hu-

poB. JTa ero CNOCOGHOCTb HE UMEET C*JI/I3I/IOI'IOFW-IECKOFO
3Ha4eHnA, HO OHa YCMNewHO MCNOoAb3yeTCA B 3KCNEPU-
MeHTaX, HanpabB/IEHHbLIX Ha A€Ta/lbHOE N3YyYEHNE MEXa-
H1U3Ma KaTa/ln3a.

n-HutpodeHnnayeTaT, NOME3HbIN
CUHTETUYECKNIA cybecTpaT

cnonb3oBaHMe CUHTETUYECKOro cybcTpata  «-
HUTpodeHunateTata (puc. 9.1) No3BoNsET ONpeaensTh
aKTUBHOCTb XMMOTPUMCKHA KONOPUMETPUYECKAMU Me-
TOJAMW, MOCKONbKY FUAPONN3 «-HUTPOeHualeTaTa
NPUBOAMT K 06pa3oBaHUIO «-HUTPOMEHONA, KOTOPbIiA
B LLIE/IOYHOI cpeae NpeBpaLlaeTcs B UMEHOLLMIA XENTYHO
OKpacky «-HUTPOMEHONAT-aHNOH.

N3yyeHne KMHETUKN MEeTOoAO0M OCTaHOB/IEHHOW
CTpyH

KWHETUKY rngponusa «-HUTpodeHunaweraTa Xmmo-
TPUMCUHOM MOXHO M3y4yaTb C MOMOLLbIO TaK HasblBae-
MOro MeToAa OCTaHOBNEHHON cTpyu. MeTof cocTouT
B CMELUVMBAHWUU MPUMEPHO SKBUMOMAPHBLIX KOMMYECTB
(epmeHTa 1 cybecTpaTa M HemeaneHHOM (B TeYeHUe He-
CKONTbKO MWNMINCEKYHA) M3MEpPeHUW. PacTBOpbI peareH-
TOB 3a/1BalOT B Ba LUNPMLA U C MOMOLLbIO MexaHuye-
CKOr0 YCTPOIiCTBA OHOBPEMEHHO M NPAKTUYECKUN MTHO-
BEHHO BbITA/MIKMBAKOT UX B OUEHb Y3KYIO TPYGKY, MPOXO-
ALY Yepe3 CreKTpodoTomMeTp. Ha akpaH ocuunno-
rpaa BbIBOASTCS faHHble 06 OMTWUYECKOW MNOTHOCTM
Kak (byHKUMM BpPeMeHW, NpoLleallero ¢ MOMeHTa cMme-
LUMBaHMS.

Puc.. 9.1. n-HutpoeHunnauerai.
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Puc. 9.2. KuHeTnka 0CBOGOXAEHUA N-HUTPOMCHONAT-aHMOHA

B XOfle TMAP0nN3a N-HUTPO(CHUNaLeTaTa XMMOTPUINCUHOM. pe-

rucTpupyemas MetogoM OCTaHOBNEHHONW CTpyu. KonuyecTso

BbIE/MBLUEr0CA «-HUTPOEHONA ONpesenseTca nyTeM nsmepe-
HUA ONTUYECKOW MIOTHOCTM.

OByX(hasHbIN xapaKTep ruaponmsa
N-HUTpogheHnNaueTaTa

KuHeTunyeckas KpuBas 0bpa3oBaHus n-
HUTPO(EHONAT-aHNOHA WMEEeT [Be YEeTKO pasnmyaro-
wmeca gasbl (puc. 9.2): 1) asa «BblbpOCa», XxapakTepu-
3ytoLascs ObICTPbIM obpasoBaHneM n-
HUTPO(heHONAT-aHNOHA, 2) MnocneaytoLlee MeasieHHoe
obpasoBaHMe elle  HEKOTOporo  Konu4yectea M-
HUTPOMEHONAT-aHNOHA.

O6pasoBaHue U pacnaf hepMeHT-Cy6CTpaTHOro
KOMM/ieKca

[Byx®a3Hbli  xapakTep 06pa3oBaHus n-
HUTPO(EHONAT-aHNOHA MOXXHO O0OBACHUTL, paccMmaTpu-
Bas nocnefoBaTesibHble CTaAuu Katannsa, NpuBeLeHHbIe
Ha puc. 9.3.

MepaneHHas cTagus npeacTaBnseT coboin ruaponns
XUMOTPUNCKH-aleTaTHOro komnnekca (XT-Au). MNocne
TOr0 KakK BeCb WMeNLWMUACA XMMOTPUMNCUH nepengeTt
B COCTaB KOMMJEKCa, BblAeNeHne n-HUTPOQeHo-
NAT-aHMOHA 3aMefIMTCA M3-3a OTCYTCTBUA CBOBOAHOIO
(hepMeHTa, KOTOpPbIA OCBOOOXAAETCA /NUllb MO Mepe
MeAJ/IeHHOro OTLWEeNn/eHNs OT KOMM/eKca aleraT-uoHa
(puc. 9.3). dasza «BblIOpOCa» U-HUTPOMEHONAT-aHUOHA
(puc. 9.2) cooTBeTCTBYET Mepexody BCEro MMEKOLLLerocs

deHon HjoO Ay
XT + NH - » XT-MH® Ny XT-Ay, L XT
BbicTpo BbicTpo MeganeHHo

Puc. 9.3. TpoMexyTouHble CTaguu Katan3npyemoro Xmmo-

TPUMNCHUHOM rmgponusa  n-HATpoeHuNaueTara. XT
XUMOTPUNCHUH; MH®—un-HuTpodeHnnaverar; XT-
MH®  KOoMNAeKC XUMOTPUMENnHa C U-HUTPO(eHnnaLeTarom;

XT-AL —auernnixmuMmoTpuUncuH; (heHON1  A-HUTPOeHo-

NAT-aHWOoH; Al auetaT-aHnoH. O6pa3oBaHMe KOMMeKca

XT-MH®'n auetungepmerHta XT-AL MAeT HAMHOro bbicTpee
rmgponunsa XT-Al.

Enz —CHjOH +F—p"=0 Enz— CH2—-0—-P= 0

0
A .

Ao o

Puc. 9.4. Peakuns rngpokcmuna Scr 195 B coctaBe XMMOipuncu-
Ha ¢ guusonponundgTtopgochparom (ANP D).

XMMOTpPUNCUHA B cocTaB Komnnekca XT-Ay ¢ ogHoBpe-
MeHHbIM 06pa3oBaHMeEM M-HUrpodeHonsaT-aHnoHa. Oc-
BOOOXJEHMEe 3TOro NPoAyKTa cpasy Bereq 3a ObICTpou
(ha3oin 06yCNOBNEHO MeA/IEHHbIM BbICBOOOXAEHUEM XU-
MOTpPUMNCKHA B npoLiecce rnaponnsa Komnnekca XT-Ad,
ATOT CBOGOAHBLIA XUMOTPUMNCUH CHOBA BK/HOYAETCH
B peakuumto o6pasoBaHMa KommnnekcoB XT-TH® u
XT-Au, conpoBOXAalLWYKCA BblAeNeHMEM M-HUTPO-
(peHoNAT-aHMOHA. K0/MM4YecTBO BbIAENMBLUErOCA M-HUT-
PO(PeHONAT-aHUOHA MPAMO MNPOMOPLMOHANBLHO YuCy
MOJIe XMMOTPUMCUHA, NMPUCYTCTBYHIOLLETO B CMECU.

Ponb Ser 195 B KaTasnuse

AuunbHaa rpynna, BXoAsLlasa B COCTaB UHTEpMena-
Ta aynn-XT, cBA3aHa C BbICOKOPEaKLMOHHOCMOCOOHbLIM
ocTaTKoM cepuHa— Ser 195. Ocobas posib U BbICOKas
peakLUMOHHas cnocobHocTb Ser 195 nposiBNseTcs B CNo-
COBHOCTM 3TOro ocTaTKa (OTCYTCTBYHOLLEN Y OCTa/IbHbIX
27 CepPNHOBbIX OCTAaTKOB XMMOTPUICKHA) BCTyMNaTh B pe-
akumo ¢ guusonponundgropgocharom (GNPP) (puc.
9.4). AHaorn4YHble peakunn xapakTepHbl 1 ANA APYTruX
CepVHOBbIX NpoTeas.

Mpn moandukaymmm Ser 195 XMMOTPUINCUH UHAKTU-
BupyetcA. 10 aHa/siorMyHOMy MeXaHu3My B MPUCYT-
cTBumn AN DD nponcxoanT nHakTuBauma n paga apyrmx
npoTtea3. Bce OHW Ha3blBatOTCA CEPUHOBLIMU NpOTEasa-
MU,

CucTema nepeHoca 3apsja

B xoge katanusa B MONeKyne XMMOTPUNCUHA (DYHK-
LMOHNPYET CUCTEMA NMepeHoca 3apaga, Kotopas Cny>Xut
KaHanoM MepeHoca NPOTOHAa. JTa CUCTeEMa BK/O4YaeT
TPU aMWHOKMC/IOTHbLIX OCTaTKa, [a/fieko OTCTOAWMX
[PYr OT apyra B NepBUYHON CTPYKTYpPE, HO COMMMKEHHbIX
B paMKax TPeTUYHOM CTPYKTYpbl 40 PaccTosHui, gony-
CKaloWmMX BO3MOXHOCTb  B3aMMOAENCTBUA.  DTUMM
ocTaTtkamu sasnawTca Asp 102, His 57 un Ser 195. Xort#
B XMMOTPUMNCUHE 6ONbLUIMHCTBO 3apsHKEHHbIX OCTaTKOB
HaxXo4UTCA Ha NOBEPXHOCTWN MOJIeKY/bl, OCTaTKu, U3 KO-
TOpbIX (POPMUPYETCHA CMCTEMA MepeHoca 3apsama, YKpbl-
Tbl BO BHYTPEHHEN HEMONAPHON YacTu MOMeKy/bl. Tpu
YNOMAHYTbIX OCTaTka 06pasytoT uenoyky Asp 102 ..
His 57 .... Ser 195.
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Puc. 9.5. ®yHKUMOHMPOBAHNE CUCTEMbI MepeHOca MPOTOHOB
B XMMOTPUMNCUHC NpY aunimpoBaHum octatka Ser 195 cy6cTpa-
Tom (Cy6~).

HanomHuM, 4To Ser 195—3T0 TOT Camblii OCTATOK,
KOTOpbIA B XO4e KaTanu3a nojsepraetcs auuanpo.a-
Huto. ConvkeHne aueTtaT-aHMoOHa (06pasytowieroca u3
U-HUTpO(eHnnalerara) € aromMom Kucnopoga R-
rpynnsl Ser 195 npuBOAUT K NMocnefoBaTelbHOMY Mepe-
Hocy mpoTtoHa ot Ser 195 K His57 n panee k Asp 102
(puc. 9.5).

B xope AeaumnupoBaHMs Kommiekca auwun-Ser 195
MPOTOH nepemeLLaeTcs B 06paTHOM HarnpasieHUn. AHa-
NOTUYHbIA NEepeHOC NPOTOHA, Kak rnonaratoT, NPoOUCXo-
AUT 1 Npy rnaponmnse ranonormyecknx cybctpaTos Xu-
MOTpUNCUHa — NenTUAOB.

POJIb N3BNPATEJIBHOI O NMPOTEOJIN3A
B POPMUNPOBAHUNIN AKTUBHbIX
LEHTPOB ®EPMEHTOB

[NpeBpaLleHne NPOXMMOTPUNCHHA B XUMOTPUNCUH

MPOXUMOTPUNCUH—ITO MOMUMENTUA, COCTOALLUNA
U3 245 aMMHOKUC/IOTHBIX OCTaTKOB. Ero npespatiyeHve
B aKTWBHbIA (EepMeHT, a-XMMOTPUMCUH, HaYMHaeTCH
C MPOTEO/IMTUYECKOrO pa3pbiBa, NMPUBOAALLEro K 0bpa-
30BaHMI0 KaTa/IMTUYECKN aKTMBHOIO A-XMMOTPUMCUHA
(n-XT), KoTOpbIA fanee NPOTEO/IMTUYECKWU pacLyenns-
eTca elle B Tpex mectax (puc. 9.6).

B a-xumoTtpuncuHe uenn A, B n C (puc. 9.6) octa-
FOTCA CBA3AHHLIMU APYr C APYTOM [ABYMS MeXLenoyey-
HbIMU AUCYNbUAHbIMK cBA3AMM (puc. 9.7).

MpoepmeHTbI

MHoOrne 6efKN CUHTE3NPYHTCH W CEeKPeTUpYyHTCS
B hopMe HeaKTMBHbIX 6GeNKOB-NpeaLlecTBEHHNKOB, KO-
TOpble Ha3blBAlOT MpobesikaMu. B Tex ciyvasx, Koraa
Genkn ABNAOTCA (epMeHTamu, MNPOGENnKU HasblBalOT
npoctepMeHTamm UK 3uMoreHamu. peBpalleHne npo-

6enka B 3penbli 6eN0K OCYLLECTBNAETCA NyTeM n3bupa-
TeNbHOro npoteonunsa. B npobenke npomcxoauT OAuH
W HECKOJIbKO MOC/ef0BaTe/IbHbIX NPOTEO/IMTUYECKNX
pa3pbIiBOB, MOCMe 4Yero MosiBASeTCA XapaKTepHas Ans
3penoro 6enka aKTUBHOCTb (Hanpumep, epMeHTaTmB-
Hast). K umncny 6enkoB, CUHTE3NPYeMbIX B BUAe Npobdes-
KOB, OTHOCATCA TOPMOH WHCYNMH (ero npo6enkom
ABNAETCH MPOVHCYNNH), NULLEBAPUTENbHbIE (DEPMEHTbI
MencuH, TPWUNCUH U XMMOTPUNCUH  (NPOBGENKN —
MENCUHOreH, TPUNCUHOIEH Y XUMOTPUINCUHOIEH), HECKO-
NbKO (haKTOPOB KacKafHbIX CUCTEM CBEPTbIBAHNS KPOBU
N PacTBOPEHMSA KPOBAHOro cryctka (cm. rn. 55), 6enok
COeIMHUTENbHOMW  TKaHW  KonnareH  (Npo6enok—
MPOKO/INarex).

MouyeMy HeKoTOpble GeNKuM CEKPETUPYHTCS B Heak-
TUBHOI hopme? [eno B TOM, YTO eCTb fiBa TUMa GeNKoB.
OfHM M3 HMX Heo6XoAMMbl MPAKTMYECKM MOCTOSIHHO,
HaIo6HOCTb e B Apyrux (Hanpumep, hepMeHTax, yua-
CTBYIOLIMX B 06Pa30BaHUMN U PacTBOPEHMUMN KPOBSHOIO
CryCTKa) BO3HMKAET NLLb 3nm3oamyeckn. OfHaKo Korja
B 3TUX, B HOPMe OTCYTCTBYIOLIMX, (hepMEHTaX BO3HU-
KaeT peafbHas NOTPeGHOCTb, OHU OKa3blBatOTCA HEOO-
XOUMbIMN HEMENEHHO. HEKOTOpble (IU3MONOTrNYeCKme
MPOLECChI, HANPUMepP MULLEBAPEHME, TOXE HE UAYT He-
MPepbIBHO, HO OHK GONee MU MeHee PerynsapHbl U Npea-
CKasyembl (NpaBAa, y NepBOOLITHOIO Yes0BeKa 3TO MO-
rno 6bITb 1 He Tak). B gpyrux cnyyasx (Hanpumep, npu
06pa30BaHNM KPOBSHOIO CrYCTKa, MPU ero pacTBOPEHUN
WM NPU BOCCTAHOBNEHWMM MOBPEXAEHHON TKaHW) (hu-
3M0/IOrMYeCcKUe NMPOLLECChI ABNAKTCS HEMOCPEACTBEHHON
peakuUyeil Ha BHe3arnHO BO3HMKLUVE (DU3MONOrMYecKue
NOTPEGHOCTM  OpraHMaMa  WAU  NaTo/MorMYecKume
COCTOSIHMSI. TTOHATHO, YTO NpoLECChl 06pa3o0BaHUSA Kpo-

13 1415f16 146 78] 245
Mpo-XT
1 1374 15 16 146 ( { 149 245
n ‘ot r
24-15-*/| &- 147-148
i0 146 149 245 O w1

Puc. 9.6. Cxema npeBpalleHMa NpoXMMOTpHMcuHa (npo-XT)
B N-xumoTpuncuH (n-XT) u fanee B 3pefblil, KaTaMTUYECKM
aKTUBHbIA a-xumoTpuncuH (a-XT).

Puc. 9.7. CxeMa BHYTPU- N MeXLENOYeYHbIX ANCYNbOUAHBIX CBA3EN B a-XMMoTpuncuHe (a-XT).
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BAHOIO Cryctka W €ero pacTBOPeHWUs [O/DKHbI OblTb
CKOOPAUHUPOBaHbI, YTO6bI OblN AOCTUTHYT reMocTas.
HakoHel, cnefyet ykasartb, YTO CMHTE3 MpoTeas B BUAe
KaTa/INTUYECKN HEAKTMBHbIX MpPefLlecTBEHHUKOB 3allim-
LLaeT TKaHW, B KOTOPbIX OHU CUHTE3UpyroTca (Hanpu-
Mep. TKaHb MOMKeNyao4HOW XXenesbl), OT caMornepeBa-
puBaHuA (Takoe caMornepeBapvBaHue HabnogaeTcs npu
naHKpeaTtuTe).

CuHTe3 HOBbIX 06enKoB, MOTPEO6HOCTb B KOTOPbIX
00ycnoBnMBaeTcA NaTonormyeckumm akropamm (Ha-
npumep, MoTepein KpoBu), MOXET OCYLLECTBNATLCA [0-
BOMIbHO ObICTPO. OIHAKO AN 3TOr0 HeOOXOAMMO, UTOObI
MMeNCca COOTBETCTBYIOLMIA WU LOCTATOYHO MOMHbIA Myn
aMMHOKWC/IOT; KPOMe TOro, MPOLECC CEKPeuumnm MOXKeT
0KasaTbCsi CMMULIKOM MefANeHHbIM, 4TOObl YAOBNETBO-
PUTb BHE3aNHO BO3HUKLUYO (PU3MOIOMMYECKY0 NoTpe6-
HOCTb B TOM WAN UHOM 6enkKe.

PaccmoTpymM 06LmMe NpUHUMNBLI NpeBpaLLeHns npo-
6enka B 3penyto, (M3MOMOTUYECKA aKTUBHYHO (hopMmy.

1 Tlpouecc BKNtOYaeT n3bupaTesnbHbIA NPOTEONN3,
B HEKOTOPbLIX C/lyyasaX OH CBOAUTCHA K OCYLLECTB/IEHUIO
eIVHCTBEHHOIO MPOTEO/IMTUYECKOrO pa3pblBa.

2. MonunenTugHble NPOAYKTbl MOTyT aanee (DyHK-
LNOHNPOBaTb KakK WHAMBUAYaA/IbHbIE MOMEKY bl U e
MOTyT OCTaBaTbCHA accoLMMpPOBaHHLIMU APYr C APYrOM
B 3penoit hopme 6Gesika.

3. TNpouecc moxer (HO Heob6s3aTeNbHO) COMPOBO-
XAaTbCs 3HAYNTENbHBLIMU U3MEHEHUAMWN MONIEKYNAPHON
Macchl.

4. naBHbIM cneAcTBveM U3bMpaTenbHOro NpoTeo-
Nnn3a ABNAETCA M3MEHEHMEe KOHpopMauunu MOMEeKybl.

5. Ecnn npobenok npespallaeTcsi B (PEPMEHT, TO
yKa3aHHble Bbllle KOH(OPMALMOHHbIE W3MEHeHUs Wr-
patoT BXKHYK po/b B POPMUPOBAHUN KaTaIUTUYECKO-
ro ueHTpa (epmeHTa. B 3TOM CMbIC/ie n3bupartesibHbIN
NpoTeoNN3 MPOgepMeHTa MOXXHO paccMaTpuBaTb Kak
npouecc 3anycka KOH(MOPMaUNOHHBLIX U3MeHeHUI, obe-
cneyvBaloLLMX (POPMUPOBAHME KaTa/IMTUYECKOTO LIEH-
Tpa.
O6patnTe BHUMaHMe, 4YTo ocTaTku His 57 n Asp 102
HaxoAAaTCA B cOCTaBe B-nentuga a-XxMMOTPUNCUHA, TOT-
na kak Ser 195—s C-nentunge (puc. 9.6). Takum ob6pa-
30M, W3bUpaTeNbHbIA NPOTEONN3 MPOXMMOTPUNCUHA
(xumoTpuncuHoreHa) obecneuymBaet CcOMVKeHVE Tpex
0CTaTKOB, Y4acCTBYIOLLMX B NepeHoce 3apsaga. dTOT npu-
Mep Harfga4Ho MoKasbIBaeT, Kak C NOMOLLbI n3bupare-
NbHOTO NPOTE0/IN3a MOXeT (hOPMUPOBATLCA KaTaInTu-
YeCcKuin LeHTp. CrieayeT elle OTMETUTb, YTO KaTaiuTu-
Yeckme OCTaTKM M OCTaTKM Cy6CTPaTCBA3bLIBAOLLENO
LleHTpa, nonagas B pasHble NonunenTUAHbIe LEenu, TeM
He MeHee OKa3blBalOTCA Ha TaKUX pPacCTOAHUAX 4pYr OT
Apyra, npu KOTOpPbIX OHWM MOTYT B3aMMOAEeNCTBOBATb
c cybcTpartom.

YMNMOPAAOYEHHOE N HEYTIOPAALOYEHHOE
CBA3bIBAHVWE CYBCTPATOB

MHorve hepMeHTbl KaTaM3npyroT peakumio mexxay
ABYyMS K 60onee cybcTpatamu, B pesynbTaTe KOTOPOW
obpasyeTcs OANH UM HECKONbKO NPOAYKTOB. [N npo-
TeKaHMs O4HUX (DePMeHTATUBHbIX peakL il He06X0AMMO
O[JHOBPEMeHHOe NPUCYTCTBME BCeX CybcTpaToB. B gpy-
rMx cnydvasx epMeHT CHavana B3aMMOLENCTBYET C 04-
HUM cybCcTpaToM, a 3aTeM KaTalM3npyeT ero peakumto
c agpyrum cybctpatom. CeasbiBaHUE Cy6CTPAaTOB MOXET
MPOUCXOANTb HEYNOPSAOYEHHbIM WU YNOPSA0YEHHLIM
obpasom (puc. 9.8).

MHorve (epmeHTaTUBHbIE peakuuun, Tpebdytome
0643aTeNbHOr0 MPUCYTCTBUSA  KO(EepPMEHTOB, MpoTe-
KatT N0 «4Ye/THOYHOMY» MexaHM3Mmy, Npu KOTOpoMm gep-
MEHT MNOMnepemMeHHO HaxoauTcsa B COCTOAHMAX E n E'
(pnc. 9.9 n 9.10).

X0oTa KO(epMEHT 4acTO MOXeT paccMaTpuBaTbCs
KaK BTOpPOM cy6CTpaT, HEKOTOPble KOGEPMEHTbI KOBa-
NEHTHO CBA3bIBAOTCA C PEPMEHTOM WM CBA3LIBAKOTCA
HEeKOBa/IeHTHO, HO HaCTO/IbKO MPOYHO, YTO Auccouma-
UMM NpaKTUYecKn He Habnrogaetcs (TMammHnupoddoc-
(at). B 3tuX cnyyasax Mbl CUMATAEM,- YTO (PEPMEHTOM
CNYXXUT BeCb (DePMEHT-KO(WEPMEHTHbIN KOMM/EKC.

®EPMEHTbBI KAK KATAJIM3ATOPbBI
OBWEINO KNCNOTHOIO
N OBLWWEIrO OCHOBHOI'O TUNA

Mocne cBsA3bIBaHWs cy6CTpaTa B 06/1aCTU KaTanuTu-
YEeCKOro LIEHTPa 3apsXKeHHble (MK CMOCO6HbIE HECTU 3a-
psf) (YHKLMOHANbHbIE TPYNMbl GOKOBbLIX Lieneli MOryT

l— W
p
| ~ E
HeynopsagoyeHHoe
A B
E -A-» EA—~>-EAB »epQ N 0]
Ynopago4yeHHoe

Puc. 9.8. Heynopago4yeHHOe 1 yrnopagov4eHHOe NPUCcoeanHeHne
cybcTpaToB A 1 B K (hepMeLTy 1 BbICBOGOXEHME NPOAYKTOB
P n O n3 Komnnekca ¢ hepmeHTOM E.

* r bl U

-~p» EA-——-- »-EP-* » E'— W e'B--—-- »-EQ—" m»

Puc. 9.9. Cxema MexaHW3Ma «MUHI-MOHT» (ePMeHTaTUBHOIO
Karanusa.
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Puc. 9.10. MexaHn3m «NUHT-NOHT» Npu nepeaMuHupoBaHun. E—CHO n E—CH2NH2—komnnekcbl (hepMeHTa ¢ NUPUA0KCaslb-

(hocpaTtoMm ¥ NUpUAOKCAMUHPOCHATOM COOTBETCTBEHHO.

(Ala—anaHuH,

Pyr nupysatr, KG - n-ketornytapat. Glu

rnytamar.)

y4acTBOBaTb B KaTa/nm3e B KAYeCTBE KUC/IOTHbLIX UK OC-
HOBHbIX KaTa/M3aTopoB.

Mbl pa3nnyaem fiBe LWMPOKNe KaTeropumn pepmeHTa-
TUBHOIO KWC/IOTHO-OCHOBHOIO KaTanu3a: OOLWiA Ku-
CNOTHbIA (UK OCHOBHBbIN) U CNELMGNYECKUIA KUCNOTHBIR
(M OCHOBHBI).

Peakuuu, CKOPOCTb KOTOPbIX U3MEHSAETCHA NPU U3Me-
HEHUWN KOHUeHTpauum noHos H+ nanm HP + HO He 3a-
BUCUT OT KOHLEHTpauum Apyrux KuCioT uamM OCHOBa-
HUIA, NPUCYTCTBYIOWMX B pacTBOpe, paccMaTpmBaroTCs
KaK peakuun, OCyLLeCTBNsSEMble B pe3yfibTare creumdm-
YeCKOro KMUC/I0THOMO MK CNeumjmnyecKoro 0CHOBHOMO Ka-
Tanmsa. Peakummn, CKOPOCTb KOTOPbIX 3aBUCUT OT Mpu-
CYTCTBMA B pacTBope No6bIX KUCNOT (4OHOPOB NpoTo-
HOB) M NOObIX OCHOBaHW (akLenTopoB MPOTOHOB),
paccMaTpmBaloTCs Kak peakuun, OCyLLecTBNSEMbIe B pe-
3ynbTaTe 06LLEro KUC/0THOMO Uy 06LLEro 0CHOBHOMO Ka-
Tanmsa.

[ng Toro 4to6bl pewnTb, KakoW MMEHHO KaTasn3
MMeeT MeCTO B JaHHOW (hepMeHTaTUBHOWN peakuum —
00N NN cneunumuyecknii KUCNOTHBIN WA OCHOB-
HbIA,— HY>KHO M3MepPUTb CKOPOCTb peakuun B Crefyto-
LWMX ycnosuax: 1) npy pasnnyHbix pH, HO NpyY NOCTOSAH-
HOM KOHUEHTpauuun 6ydepa; 2) npu (HUKCMPOBAHHOM
pPH, HO NpV pa3NNnyHbIX KOHLUEHTpauusax 6ydgepa.

Ecnv ckopocTb peakuum Npu NOCTOAHHOM KOHLEHTpa-
umMm Bydgepa M3MeHseTca ¢ M3MeHeHnem pH, To nmeet
MECTO CreummyecKnin OCHOBHbIN KaTasins (npu pH > 7)
NN CreUMUYECKNIA KNCNOTHBIA KaTtann3 (npy pH < 7).
Ecnn ke CKOpOCTb peakuun npu ukcmpoBaHHOM pH
BO3pacTaeT C MOBbILWEHNEM KOHLEeHTpauumn bydepa, To
OCYLLUECTBNAETCA OOLMIA  OCHOBHbIM  Katanus (npw
pH > 7) nnn obwmin KNCNOTHBIM KaTanms (npn pH < 7).

B KauecTtBe npumepa crneynguyeckoro KMCnoTHOro
KaTanMsa paccMOTpuMM NpeBpalleHne cy6cTpara
B NpoAyKT P. Peakuusa npoTekaeT B ABe cTagun: 3a 6Obl-
CTPO CTaguen, BKNKOYalOLWEA 0b6paTUMbIA NEpeHoC

MPOTOHa.
S+ HD + SH +HD,

cnefyeT Gonee MeaneHHas, MMMUTUPYtOLLas CKOPOCTb
BCEro npoLecca CTaaus MpeBpalleHns NMPOTOHMPOBaH-
HOro cy6cTpaTta B NMPOAYKT:

SH++ HD?+P-[-HJ +

MoBblwas  KOHUEHTpPauuK  WMOHOB  TUAPOHUS
[HD 4], ™Mbl noBblwaeM KoHUeHTpauyuw SH+—
COMPSXKEHHOM KUCNOTHOW (hOpMbl Cy6CTpaTa; MOCKO-

nbKy SH+ aBnsieTcs cy6cTpaToM NMMUTUPYLOLLEN CTa-
[VK, BO3PACTET U CKOPOCTb MOJHOW peakumn. MaTtema-
TUYECKU 3TO MOXKHO 3anucaTb CRefytoliMm 06pasom:

N

/C\:KOpOCTb peakuumn = --Ej—Pt-]: K[SH 1],

roe P—npoaykT, /—Bpems, K— yAeNbHas KOHCTaHTa
cKopocTW, [SH+]— KOHUEHTpaums CONPSHXKEHHON Ku-
CNIOTHOWN (hopMbl cyb6CTparta.

MOCKONbKY KOHLUeHTpaumsa SH+ 3aBUCUT OfHOBpe-
MEHHO OT KOHUeHTpauuii Sn HI + obLyee BbipaXkeHNe
[N CKOPOCTU peakuuu, KaTanusmpyemon no Tuny cre-
LUMMDMYECKOro KMCNOTHOrO KaTanusa, NpumeT BUA

/E)tic'iBi[H,oq.

O6partnTe BHMMaHME Ha CBOMCTBEHHYIO Creumguyecko-
MYy KUCMOTHOMY KaTa/in3y OCOOGEHHOCTb: B BblpPaXXeHUe
[N CKOPOCTWU peakuuy BXOAAT TO/IbKO ufieHbl [S]
n [HOY.

PaccmoTpuM Tenepb B [OMOSIHEHWE K OMUCAHHOMY
BbllLEe CreunpuyeckoMy KUCNOTHOMY KaTainsy Takxe
M KaTain3, OCYLLeCTBASEeMbli1 MIOHOM UMWAA30/IMA UMU-
Aa30nbHOro 6ydepa. MocKonbKy MMmaason—aTto cna-
6as kucnota (pKa 7), OH ABNAeTCA NAOXUM SOHOPOM
MPOTOHOB; MO3TOMY peakuus

S+ Mmnpgason H+-+ SH++ mngason

MnPoTeKaeT MeANEHHO U NMMUTUPYET CKOPOCTb MOHOM
peakumn. OTMETUM, 4YTO 6bICTpaﬂ n MeaJsieHHaa CTagnn
B C/ny4vasaXx cneumcbmquKoro n 06LL|,€FO KMCNOTHOIO KaTta-
N3a MEHAKTCA MecTaMu. BbipaykeHue Ansa CKOpOCTU
peakunn B cny4dae 06LLI,€I'0 KMCNOTHOIo Katasim3sa 4acTto
nMeeT AOBOJIbHO CNOXXHbIV BUO N MO3TOMY 3[0€eCb HE
paccMaTpuBaeTCA.

NOHbI METAJIJZTOB

Csbllle 25% Bcex (PepMeHTOB cofepXXaT MPoYHO
CBA3aHHbIE MOHbI METasI/I0OB UM aKTUBHbI TO/IbKO B UX
NPUCYTCTBUKN. AN U3yyeHUs PYHKLUWIA MOHOB MeTaoB
MCNO/Mb3YKTCA METO/Abl PEHTFEHOBCKOW KpucTaniorpa-
(huKn, S4epHOro MarHMTHOro pesoHaHca (AMP) u anek-
TPOHHOrO napamarHMTHOro pesoHaHca (3MP). B couve-
TaHUW CO cBeAeHUsiMM 06 ob6pa3oBaHUKM U pacnage Me-
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TaN/COAEPXaLNX KOMM/EKCOB U O peakuusx, B KOTO-
PbIX 3aTparMBaeTCsi KOOPAMHALMOHHAs cdepa WMOHOB
METasnfoB, JaHHble, NMONYyYEeHHbIE 3TUMK MeToaaMu, no-
3BOJISIIOT Nlyyllle MOHSATL PONb MOHOB METaN/MoB B dep-
MEHTaTMBHOM KaTanuse. O6 3TOi ponu U roBopuTCcs
HIKE.

MeTannogpepMeHTbl U (DEPMEHTbI,
aKTMBMpPYeMble MeTasniamm

MeTannogepmeHTbl CogepXXaT onpeaeneHHoe Konu-
YeCcTBO MOHOB MeTan/ioB, UMEKLWUX PYHKLNOHANbHOE
3HAYeHMEe W OCTaOLLMXCSA CBS3AHHbLIMW C MOJEKY/ON
(hepmeHTa B X04e ero o4YNCTKN. PepMeHTbl, aKTUBUPYE-
Mble MeTaninaMu, CBS3bIBAKOT NOCNEAHME MEHEE NPOYHO,
HO A1 CBOEW aKTMBHOCTW TPebyoT o6aBneHmsa meTan-
noB B cpefly. TakmM 06pa3oM, pasrpaHUYeHnEe MeXay
meTannoepMmeHTamMm 1 hepMeHTaMn, aKTUBUPYEMbIMU
mMeTannaMu, OCHOBaHO Ha CPOACTBe AaHHOro PepMeHTa
K MOHY «CBOEro» meTanna. MexaHn3mbl, OCHOBaHHbIE Ha
y4yacTMM MOHOB MeTan/iI0B B KaTanunse, B 060MxX cnydasx,
No-BMANMOMY, CXO[HbI.

TpoiiHble
cybcTpar

KOMM/IEKCbl  (PEPMEHT— MeTasl1—

Ona TPoMHbIX (TPEXKOMIMOHEHTHbIX) KOMM/EKCOB,
BK/IIOYAKOLWMX KaTanMTuyecknin ueHTtp (Enz), MOH Mme-
Tanna (M) u cy6ctpar (S) co ctexnometpuen 1:1:1, Bo3-
MOXXHbI YETbIPe Pa3NINYHbIX CXeMbl 06pa3oBaHuUS:

Enz—S—M M—Enz—S
Komnnekc ¢ mocTnkoBbiM  KOMMNIEKC C MOCTUKOBbIM

cvobcTpartom (hepMeHTOM
M
Enz—M—S Enz™ |
S

MpocToi KoMnekc ¢ LInknnyecknin -~ KoMnnekc

MOCTUKOBbIM METaN/IOM C MOCTUKOBbLIM MeETas/ioM

B cnydyae (epMeHTOB, aKTUBUPYEMbIX MeTannamu,
peanin3yroTCs BCe YeTblpe CXeMbl. 15 MeTaniopepmeH-
TOB 06pa3oBaHMe Komniekca Enz—S— M HeBO3MO-
YKHO, MHaye OHW He MOrnM Obl yaepXuBaTb MeTasn
B npouecce o4unCTKM (OHM Haxopdatca B hopme Enz—
— M). MOXHO cthopmynmpoBaTb TpU 06LMX MpaBua.

1. bonbwKnHCTBO (HO He Bce) KuHa3 (ATP:docdo-
TpaHcgepasbl) 06pasyroT KOMMIEKCHI C MOCTUKOBbIM
cybcTpaTomM TuUna Enz—Hykneosna— M.

2. docoTpaHchepasbl, UCNOMb3YIOLNE B Ka4ecTse
cybcTpaTta nupysaT unm ochoeHonnupysaT, Apyrue
(bepMeHTbI, KaTanM3upyroline peakuunm C y4yacTuem
(hocthoeHoNNUpyBata, a TaKxXe Kapbokcmnasbl 06pa-
3YIOT KOMMJIEKCbl C MOCTUKOBbIM METasI/IoM.

3. [aHHbI hepMeHT MOXeT ObITb CNOCOGEH K 06pa-
30BaHMI0 MOCTMKOBOrO KOMIMJ/iEKCa O4HOro Tuna c ofa-
HUM Ccyb6CTpaTtoM W Apyroro Tmna—c Apyrum.

Komniekcbl ¢ MOCTUKOBbLIM (DePMEHTOM
(M — Enz—Y9S)

MeTansibl B KOMM/EKCax C MOCTUKOBbIM (hepmeH-
TOM, MO-BMAMMOMY, BbIMOJIHAKT CTPYKTYPHYK POSib,
NoAAepXmnBasd akTUBHYK KOH(opmauuo (NMprMepoM
CNYXWUT TNyTamMUHCMHTAa3a), WM o06pasytoT MOCTUK
C Apyrum cy6ctpatom (Kak B nupyBaTKuHa3e). B nupy-
BaTKMHA3e MOH MeTanna Urpaet He TOJIbKO CTPYKTYp-
HYIO PO/ib, HO W yAepXXUBaEeT 0AuH 13 cyocTpatos (ATP)
N aKTMBUPYET ero:

Y
MupyBaTknHasza—ATP

XKpeaTtuH.

KomMnnekcbl ¢ MOCTUKOBbLIM Cy6CTpaTOM

O6pa3oBaHuMe TPOMHbIX KOMMIEKCOB C MOCTUKOBbIM
cybcTpatoM, KOTOpoe HabnofaeTcs npv B3anmMofLein-
CTBMM (PEPMEHTOB C HyKneosuatpudgochatamn, no-
BMAMMOMY, CBA3AHO C BbiCTeCHeHeM HZD 13 KoopauHa-
LUMOHHOW Ccdepbl MeTanna, MeCcTo KOTOpPOW 3aHuMaeT
ATP.

ATP" + M(HD)26 ATP—M(HD)2, + 3HD.

3atem cybcTpar cBsi3blBaeTCA C (hepmMeHTOM, 06pasys
TPOWHON KOMM/EKC:

ATP— M(HD)2, + Enz
Enz—ATP—M(HD )2v

B thochoTpaHchepasHbIX peakumnsx MoHblI MeTasnos,
KaK nonaratoT, aKTUBMPYKOT aToOMbl pocopa 1 obpa-
3YIOT KECTKMil nonudocgar-ageHMHOBbIA  KOMMEKC
B COOTBETCTBYHLLEN KOH(OpMaLuUK, KOTOPbIA BK/HO-
4yaeTcs B COCTaB aKTUBHOIO YeTbIPEXKOMMOHEHTHOIO
KoMIeKca.

KomMnnekcbl ¢ MOCTUKOBbIM MeETas1/IoM
M
Enz—M—-SnnnEnz" |
S

Kpuctannorpamyeckne faHHble, a Takke aHanu3
MepPBUYHOWN CTPYKTYpPbl MOKa3biBAKT, UYTO B aKTUBHbIX
LLeHTpax MHOrmx 6e5KoB B CBSi3blBAHMM MeTannia y4a-
CTBYeT OCTaTOK ructmgmHa (npumepamu Cny>art Kap-
bokcunenTugasa A, UUTOXPOM C, PyOpefoKCUH, MeT-
MWOTFNI06UH 1N METTEMOrI00MH; CM. 1. 6). JTuMUTUpYyIo-
e ctaguend ob6bpasoBaHMs OGUHAPHbLIX (ABYXKOMMO-
HEHTHbIX) KOMMAEeKCOB Enz— M BO MHOrMX cny4asx
ABNAETCH BbITECHEHME BOAbl U3 KOOPANHALNOHHON cihe-
pbl NOHa MeTanna. AKTMBaLMA MHOIMX MenTuaas MoHa-
MW MeTanna fABNAETCA  Mef/eHHbIM  MPOLECCOM,
ANAWMMCA HECKO/IbKO YacoB. OTa MefJ/ieHHas peakuus,
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MO BCE BEPOSTHOCTU, COCTOMT B KOH(OpPMAaLMOHHON
NnepecTpoilke GUHapHOro Komnnekca Enz— M, npuBo-
asieid K (hOpMUPOBAHWUIO aKTMBHOW KOH(hopMaLuu.
3TOT NpOLIECC MOXHO NPeACTaBUTb TakKMM 0OpPa30oM:

CeAa3sblBaHMe meTanna'

bbicTpas
cTagus

Enz + M(H20)6---- »Enz—M(H20)6_n+ wH20

MepecTpoiika ¢ 06pa3oBaHMeM aKTMBHON KOHGopmaLmu
(Enz*):

MepneHHas
cTaamna

Enz—M(H2)6 _n----—--- »Enz*—M(H20)6 _,,.

B cnyyae meTannogepmMeHToB 06pa3oBaHme TPOHO-
ro KOMM/EeKca ¢ MOCTMKOBLIM MeTan/ioM [O/MKHO Mpo-
NCXOAMTb MyTEM NPUCOeAMHEHNS Cy6CTpaTa K 6BUHAPHO-
MYy KOMM/IEKCY:

M
Enz—M + S~ Enz-M-SwwiEnz" |
S

Ponb meTansoB B KaTtasunse

OHbI MeTannoB MOryT y4yacTBOBaTb B KaXAOM U3
YeTblpex W3BECTHbIX TUMOB MeXaHW3MOB, C MOMOLLbIO
KOTOPbIX PEePMEHTbI YCKOPAKOT XUMUYECKME peakuum: 1)
OOLUMIA KMCNOTHO-OCHOBHbIN KaTanns; 2) KOBaJIeHTHbIN
KaTanms; 3) conmKeHne peakTaHTOB; 4) MHAYKUMSA Ha-
MPSXKEHUA B (pepmMeHTe nnmn cybetparte. NMOMUMO MOHOB
Xenesa, KoTopble (DYHKLUVOHMPYOT B reMCOAepXKaLlmx
6enkax, B PepmMeHTaTMBHOM KaTa/n3e Yalle BCero yya-
cTBYOT Mg2+, Mn2+ n Ca2+ xota B paboTe HeKOTO-
PbIX (PEPMEHTOB BaXXHY POJib UTPatoT U ApYrune MOHbI
(Hanpumep, K+).

MOHbI MeTannos, Kak 1 MPOTOHbI, ABNAIOTCS /IblOU-
COBbIMW KMCnoTaMu (3nekTpoduiammn) n MoryT obpaso-
BblBaTb CO CBOMMW fiuraHAamm 5-cBA3b 3a CUET noje-
NEHHOW 3/IEKTPOHHOIN napbl. VOHbI MeTan/ioB MOXHO
paccmaTpmBaTb TaKXXe KaK «CBEPXKMCNOTbI», MOCKONbKY
OHW YCTONYMBbI B HEATPANIbHOM PacTBOpE, 4acTo HecyT
NON0XUTeNbHbIN 3apsag (> 1) n cnocobHbl K 06pa3oBa-
HUO N-cBA3eil. Kpome Toro (B oTin4yve OT NPOTOHOB),
MeTan/bl MOTYT CNAY)XWUTb TPEXMEPHON MaTpuuen,
OPUEHTUPYIOLLLE OCHOBHbIE TPYNMbl (hepMeHTa Un cy6-
cTpara.

VoHbI MeTanioB MoryT (yHKLMOHNPOBATL KaK ak-
LLenTopbl 3/1EKTPOHOB C 06pa3oBaHMeM 5- Unn N-CBA3eN,
aKTUBMPYS 3NeKTPOGWbI UK HYKNeohubl (06LWNIA KK-
C/IOTHO-OCHOBHbIN KaTanus). MeTanibl MOryT akTuBu-
poBaTb HYKNeo(ubl, 0TAaBas 3/1EKTPOHbI, UK Xe camu
[encTBOBaTbL Kak HyKneotubl. KoopanHaunoHHas cie-
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Tabnvuya 9.1. Mpumepbl, UAMKOCTPUPYIOLWNE POSIb MOHOB Me-
TannoB B MexaHUMe AeiAcTBuA (epmeHTOB"

depmeHT Ponb noHa metanna
MmcTngmMHpesammHasa MackupoBaHue Hykneogmna
KwuHasbl, nuasel, nupysatge-  AKTuBauumsa anektpogumna
Kapbokcunasa
Kap6oaHrugpasa AKTMBaLUA HyKneoduna

KobamugHble hepMeHTHI MeTann [elicTByeT KaK Hy-
Kneogumn

MupyBaTkapbokcunasa, Kap-  Y[aneHue f-a/1eKTPOHOB

bokcumnenTnaasa, anko-
ronbgernjporeHasa
HeremoBble efesonpoTten-  MeTann CAYyXWUT AOHOPOM
Hbl N-3NeKTPOHOB
MupyBaTknHasa, nupysaT- VIOH MeTanna CBA3bLIBAET /N-
Kapbokcunasa, ageHu- raHfbl U OPUEHTUPYET KX
natKkmnHasa APYTr OTHOCUTENLHO ApY-
ra
dochoTpaHchepasa, D-kcn-  MHAYKLMA HANPSXXEHHOT 0 Co-
nosousomepasa, remo- CTOAHUA
MPOTENHBI

M3 paboTbl Mildvan A. S.: Metals in enzyme catalysis. Vol. 2,
p. 456 in: Enzymes, Boyer P. D., Lardy H., Myrback K. (editors). Aca-
demic Press. 1970, C U3MeHEHUAMM.

pa MeTania MOXeT obecrneynBaTb KOHTaKTUPOBaHMe
(hepmeHTa 1 cybeTpata (cobnmkeHne) nmbo nytem obpa-
30BaHMA XenaToB MepeBOAWUTb (DEPMEHT wam cybcTpar
B Hanps>KeHHOe COCTOsHWE. VIOH MeTanna MOXeT Ma-
CKMpOBaTb HYKneotu, npefoTepalyas noboyHble peak-
UmKn. HakoHeL,, BO3MOXeH CTEPEOXMMUYECKMIA KOHTPO/b
X0fa (hepMeHTaTMBHOW peakuuu, KOTopbli obecneyu-
BaeTCA CrMOCOOHOCTHHO KOOPAMHALMOHHOM Ccdepbl Me-
Tanna urpatb pofib TPEXMEPHOW MaTpuubl, YAepXu-
BalOLLEl pearnpytouime rpynnbl B HY)XHO MpOCTpaH-
CTBEHHOWN opueHTauumn (tabn. 9.1).
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CDepMeHTbI . perynaumAa aKtTuBHOCTHA

BukTop Poayann

BBEAEHUE

B 3Toin rnaBe Mbl pacCMOTPUM Ha HECKOMbKUX MpK-
mMepax MexaHW3Mbl perynaummM MeTabonnmyeckmx mnpo-
LIECCOB, B KOTOPbIX Y4YacTBYT (hepMeHTbl. Mpn 3TOM
Mbl MocTapaeMcsi 06pncoBaTh 0OLLYH KapTUHY peryns-
umMn. B ganbHeillem B 3TOM KHWre Mbl He pa3 BCTpe-
TUMCS 1 CO MHOTUMW APYTMMU NpUMepamu, UANKCTPK-
PYIOLMMIU MHOroo6pa3ue NPOLECCOB Perynsuumn mMeTta-
60n1n3ma.

BUOMEANUMHCKOE 3HAYEHWE

MexaHn3Mbl, NOCPeACTBOM KOTOPbIX KMETKN W Le-
Nble OPraHn3mbl KOOPAMHUPYHOT U PErYIMPYIOT BECH Ha-
60p MeTabo/IMYECKNX MPOLLECCOB, NMPEeACTaBNSAT MHTe-
pec AN y4eHblX, paboTalolmnX B caMblX pasHbIX 06na-
CTAX OMOMeAMUMHCKMX HayK. Crofla MOXXHO OTHECTM
Npo6/1eMbl KaHLeporeHesa, cepAevHo-CoCyancTbiX 3a60-
neBaHWiA, cTapeHus, (U3MONOTMM MUKPOOPraHM3MOB,
andgdepeHUnpoBKK, meTamopdo3a, AeAiCTBMS FOPMOHOB
N NeKapCTBEHHbIX NpenapaToB. Bo Bcex aTuX 061acTax
Habn4alTCA NPUMEPLI HapyLLIeHWUA perynsaumm pabo-
Tbl (DEPMEHTOB, UMEKOLLME BAXXHOE MEANLIMHCKOE 3HaYe-
Hue. Hanpumep, nsyyeHne aKCnepuMeHTasbHbIX OMyXo-
neli NOKa3biBaeT, YTO BO MHOMMX PaKOBbIX KMeTKaX Ha-
60 AalTCA HapYLLEeHNs perynsauun, npuBoasLine K ns-
MEHEHMIO nNponopuuin npn obpasoBaHUN (HEPMEHTOB
(oTCyTCTBME MX MHAYKUWW U penpeccun). ITO MOATBEP-
XAaeT XOPOLLO M3BECTHOE MOJIOXKEHMNE, COrMacHO KOTO-
POMY OfHUM M3 (YHOAMeHTa/lbHbIX MPU3HAKOB PaKo-
BbIX KNETOK SBNSETCA HapyLleHWEe CUCTEMbl FeHeTuuye-
CKOro KOHTpons. inu apyroi npumep: HEKOTOPbIE OH-
KOreHHble BUPYCbl COAepXKaT reH, KoAnpyowmii TUpo3un-
HOBYHO MPOTEMHKMHA3Yy; KOrga 3Ta KuMHas3a 3KCnpeccu-
pyeTcs B KneTkax X03suHa, OHa thocopuanpyetr MHO-
rve 6enkn 1 hepMeHTbI, KOTOPbIe B HOPME He dhocdopu-
NNPOBaHbI, YTO MPUBOAUT K CEPbE3HbIM W3MEHEHMUSIM
KNeTOYHOro eHoTmna. 3meHeHUsi NOAO6GHOr0 Xapak-
Tepa, NO-BUANMOMY, NexaT B OCHOBE LIE/IOV KaTeropmm
KNeTOYHbIX TpaHC(opMaLmnii, Bbi3biBaEMbIX OHKOFEHHbI-
MW BMpycamn. I HakOHel, nocneaHsas U3 YNOMSHYTbIX

Bblle 06nactert GMOMeANLNHLI, CBA3aHHas C AeACTBMEM
NeKapcTB: 34eCb Mbl TOXe 06HapyXXMBaeM MHOXECTBO
NMPVYMepoB, CBUAETENLCTBYIOLNX O BaXXHOCTWU NpoLec-
COB perynauny paboTtbl (epMeHTOB. B yvacTHOCTM,
M3BECTHO, YTO BBEAEHWE HEKOTOPbIX /IEKAPCTB MPUBO-
ANT K YCUNIEHUIO CUHTE3a paga pepmeHTOB (3TU fiekap-
CTBa [ENCTBYIOT KaK MHAYKTOpbI (hepmeHTOB). Hanpu-
Mep, (heHo6apbuTan NPMBOAMT K 3HaUYUTeNbHOMY (B 3—
5 pas) yBe/MYeHWN0 COofepXKaHns MUKPOCOMHOTo gep-
MeHTa umMToxpoma P-450, KOTOPbIA UrpaeT UeHTpab-
HYl0 pofib B MeTabonuame camoro eHobapbuTana
N MHOTUX APYTUX NEKapCTBEHHbIX npenapatos. O4nH 13
TakMx npenapatoB— BapapuH, NPensaTCTBYOLWNIA
CBEPTbIBaHUIO KPOBW. Ecnn 601bHON NpuHMMAET Bap-
(hapviH, a 3aTeM eMy Ha3HavaroT peHobapbuTan, To fo-
3a BaphapuHa A0/MKHa ObITb CYLLECTBEHHO YBE/NYEHa,
4yTOObl KOMMEHCUPOBATb €ro paspylleHne nofg [fen-
CTBMEM WHAYUMPOBaHHOro uutoxpoma /M50. VIHOYK-
uMa (HepMeHTOB—ITO OfUH W3 BaXKHbLIX OGUMOXUMMUYe-
CKMX MeXaHU3MOB B3aMMOOOYC/OB/IEHHOIO [AeiCTBuUS
NEeKapcTB, Korga npuMeM OA4HOro npenapara COnpoBOX-
[laeTCA 3HAUYUTENIbHbIM M3MEHEHMEM B MeTabonmame

apyroro.
PErYnaunAd METABOJTNIMA

[TomeocTas

MpeacTtaBneHMe 0O rOMEOCTAaTUYECKON perynaumm
BHYTPeHHel cpefbl 6bl10 BBeAeHO Knogom BepHapom
B KOHLe XIX B. 9Ta CNOCOGHOCTL XXUBOTHOIO noaaep-
XMBaTb MOCTOAHHbLIM COCTaB BHYTPUKNETOYHON Cpefbl
03Ha4aeT, YTO BCe HEOOXoAMMble (DeEpPMEHTaTUBHbIE pe-
aKL MM NPOTEKaKT CO CKOPOCTAMM, COOTBETCTBYHOLLIMMMN
N3MEHEHWAM BHYTPEHHEN cpefibl OpraHn3ma 1 ero okpy-
XeHus. KneTky nnmn opraHn3aM MOXHO CUMTaTb 60/1bHbI-
MW, eC/IM OHW HeafeKBaTHO pearvpyroT Ha BHYTpPeHHee
NN BHELLHee BO3aencTBmMe. UTo6bl NOHATL MeXaHMU3Mbl
romMeoctasa HOpMasibHbIX KNETOK W BbIACHUTb MOJIEKY-
NSIPHbIe OCHOBbI Pa3NYHbLIX 3a601eBaHUIA, BaXKHO Npes-
CTaBUTb, OT KakmxX (pakTOpPOB 3aBMCAT CKOPOCTU (ep-
MEHTATMBHbIX pPeaKkLuia.
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Bce xvMuyeckme peakumm, B TOM Yucie 1 (hepMeHTa-
TUBHbIE, [0 HEKOTOPOM cTeneHn obpatumbl L OgHaKo
BHYTPW XXMBbIX KNETOK TaKo 06paTUMOCTU MOXET U He
OblTb, MOCKO/IbKY MPOAYKTbI peakumu ObICTPO yaans-
I0TCS B pe3ysibTare ApYrux epmMeHTaTUBHbIX peakLuuid.
IMOTOK MeTabo/INTOB B XKMBbIX KNETKaxX MOXHO YMojo-
OUTb TeYeHWM0 BOAbl MO BOAOMNPOBOAHON Tpybe. XOTH
BOZa MOXET Teuyb M0 Tpybe B 06e CTOPOHbI, Ha NPaKTUKe
OHa TeyeT Bcerga B 04HOM HanpasfieHun. MoToK meTa-
60NNTOB B KNIETKAX TOXe B OCHOBHOM SIBNSIETCS OAHOHA-
npasneHHbIM. VICTUHHOE paBHOBECUE, COBEPLUEHHO He-
XapakKTepHOe A1 KMBbIX CYLLECTB, YyCTaHaB/MBaeTCA
NUWb nocne rméenn Knetok. XXuneas Kretka—3aTo Au-
HaMMyecKas CTauMoHapHasi CucTema, B KOTOpPOM noj-
[ep>X1BaeTCcs OfHOHaNpPaB/IEHHbIN NOTOK MeTaboNnTOB
(puc. 10.1). B 3penbIx KneTkax cpefHne KOHLEHTpauun
MeTabo/MTOB B TeYeHWe 4/IMTENbHOI0 Nnepuoga Bpeme-
HW OCTatoTCA NPUMEPHO MNOCTOSAHHbIMU2. [MOKOCTb
CTaUuMOHapHON  cuCTemMbl  ObBecreynBaeTCcsd  BCEBO3-
MO>XHbIMMW MOACTPOEYHbIMUN U KOMMEHCALNOHHBIMU NPO-
Lleccamm, CMOMOLL b KOTOPbIX OpraHnu3m Nogaep>KveaeTt
MOCTOAHCTBO BHYTPEHHEN cpefbl, HECMOTPS Ha pasHo-
obpasue aneTbl, pa3nnyna B KONMYeCTBe NOTPe6/19emMoN
XWAKOCTU W MOCTYynaKWwmnx MUHEepasibHbIX BELLECTB,
06bemMe BbIMOMHAEMOW paboTbl U Temnepatype OKpy-
XaroLLen cpefdbl.

O6wWasn KapTUHa perynsuum meta6onusma

Ong HOpMasbHOTro (DYHKLMOHMPOBaHUA OpraHm3ama
[lO/KHA OCYLLeCTBNATLCA TOYHAA perynauusa noToka
MeTabo/INTOB MO aHabOoNNYECKUM W KaTabo/IMyecKuMm
nyTaMm. Bce conyTCTBYHOLNE XUMUYECKUE MPOLECCHI
[lO/XHbl NpPOTEeKaTb CO CKOPOCTAMM, OTBEYaroL MU
Tpeb0BaHUSAM OpraHM3ma Kak Liesioro B yC/10BUSX OKpY-
Xatouwlen cpegbl. eHepaumna ATP, cMHTe3 MakpoMore-
Kyn, TPpaHCMOpT, Cekpeuus, peabcopbumsa B Moyeu-
HbIX KaHa/bLaxX AO/MKHbI YYTKO pearnpoBaTtb Ha camble
Hebo/IbLUNE N3MEHEHNSA B OKPYXXEHUMW, B KOTOPOM Haxo-
[AUTCA KNETKa, OpraH, XXMBOTHOE. 3TN MpoLecchl JOMK-
Hbl ObITb CKOOPAWHUPOBAHbI 1 0TBEYaTb HA U3MEHEHNA
BO BHELUHeN cpege (Hanpumep, Ha MOCTYMNJIeHWe nu-
TaTeNbHbIX BELWECTB WA UX YyOaneHue), a Takxke
Ha nepuoanyeckn npoucxopdLne BHYTPUKIETOUYHbIE
cobbITus (Hanpumep, penankauyunto AHK). 1o HefaBHero
BpPeMeHU AeTanu perynaunm Ha MonekynspHoM ypoBHe
N3yyasiMCb TOMbKO Ha 6aKTepusix; y 3TUX OpraHus-

1 Nerko obpatumas peakumns xapaktepusyeTcs MaabiM Mo
acbontoTHOM BennunHe A U. Peakymm ¢ 60M1blWINM OTpULATENb-
HbiIM A G gnd 60/1bWMHCTBA BUOXMMUYECKUX CUCTEM MOTYT
cuUnTaThCA NpakTUYecKn HeobpaTUMbIMU.

2 Mpwn 3aTom, ofHaKo, HabnLalTCA KPAaTKOBPEMEHHbIE
KonebaHUsA KOHUeHTpauunini metabonnToB M cofepxaHua dep-
MEHTOB, KOTOPble MMEIOT BaXKHOE (D3MOJI0rMYECKOe 3HaYeHMe.

4

Puc. 10.1. Cxematnyeckoe rnpeacraB/ieHNe KeTKM B CTalmo-
HapHOM COCTOSHUMU.

MOB OTCYTCTBYIOT C/I0XHble CUCTEMbI FOPMOHA/IbHOIO
M HEPBHOFO KOHTPONS U MOMEKYNsiPHbIE MPOLECChI
MOXHO WCCNefoBaTh FeHeTMYeCKUMU MeTogamu. Of-
HaKo ceiiyac Mbl MMeeM BO3MOXHOCTb BCECTOPOHHE
M3y4aTb MEXaHU3MbI PETYSALAN HA MONEKYNSIPHOM YPOB-
HE U B XXMBOTHbIX KNETKax.

Ans n3yyeHus 3aboneBaHWi, CBA3aHHbIX C HapyLle-
HUAMU MeTabonusma, u Ans paspaboTKM METOA0B KX
NEYeHNsi COBEPLLIEHHO He0o6X0aMMO MMETb MpeAcTaBe-
HUE O PEerynsiTopHbIX MPOLEccax, OCYLLEeCTBASAIOLLIMXCS
B KNeTKax yenoBeka. B TO »ke Bpems perynsaums Ha Mo-
NeKyNspHOM YPOBHEe MHOTMX MEeTabo/MYecKnx npouec-
COB Y M/IEKOMUTAIOLMX U3yUYeHa HeJoCTaTouyHo. SCHO,
YTO perynaums MetTabonmnsma y MAeKonuTatoLWnX CylLie-
CTBEHHO OT/IMYAETCA OT BHELUHE CXOAHbIX MNPOLECCOB
y 6akTepuii. Tem He MeHee Mbl BCE XXe PacCMOTPUM 3TU
BOMPOCHI UMEHHO A1 6aKTepuid, MOCKO/bKY 3TO MO3BO-
NIAT HaM 0XapaKTepu3oBaTh 06LLME NPUHLMMNbLI PETYNS-
LK, KOTOpPble COXPaHAKT CBOE 3HAYEHWE W NpU U3yue-
HUM MPOLLECCOB PErYNALIMN Y YeNOBEKa.

Cnocobbl perynaunmn paboTbl (pepMeHTOB

MoTOK yrnepofa, «NPOXOAALMA» 4Yepe3 Ty WM
NHYKO (DepMEeHTAaTUBHYIO pPeakuuto, MOXXHO perynmpo-
BaTb, U3MeHAS crefytowme napameTpbl: 1) abCoONOTHOE
KOMNYeCTBO MPUCYTCTBYIOLWLErOo (PepmeHTa; 2) nyn pe-
areHToB (NoMuMMo (hepmeHTa); 3) KaTa/IMTUYECKYHO
3 (PEeKTUBHOCTL (PepmeHTa. BONbLIMHCTBO (POPM YKU3HU
NCNOJb3YyeT BCe TPWU TUNAa PErynsauuu.

PErYnaAunAd KOJIMYHECTBA ®EPMEHTA
NMYTEM PErYNnAaunn CKOPOCTU
EFrO CMHTE3A U PACIMALA

O6wume NpUHUMNGI

AGCONOTHOE KONMNYECTBO (hepMeHTa B K/IETKE onpe-
[leNnsieTcs CKOpPOCTAMM ero CuHTe3a (/com) m pacnaga
(fomx) (pmc. 10.2). CoOTBETCTBEHHO KO/IMYECTBO (hep-
MeHTa yBennumBaeTca Mbo B pe3y/ibTaTe MOBbILLIEHUS
CKOpOCTK ero cuHTesa (ysenmyeHvnem fadWlj, nm60 cHuXKe-
HUS CKOpocTM pacnaga (yMeHblueHnem K”), nnéo
o6ommMn cnocobamum cpasy. INogo6HbLIM e 06pa3oM Ko-
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Puc. 10.2. KonunyecTBo (hepmeHTa onpegensieTca 6anaHcom
MpoLLeccoB ero cMHTe3a W pacnaga.

NNYecTBO (DepMeHTa YMeHbLLAeTcsl B pe3ynbTarte nmMbo
YMEeHbLLEHNSA £QH, NNMO0 yBENMYeHUs /iEr nMbo U Tem
M Apyrum nytem. B KneTkax yenoBeka MOXET MPOUCXO-
ANTb U3MEHEHME N KG;T, U K. Y BCEX XWMBbIX OpraHun3-
MOB CUHTE3 (DepPMEHTOB (M BCeX ApYrmx 6eKoB) U3 aMu-
HOKWUCNOT 1 pacnag depmeHTa (6enka) Ha aMMHOKUCO-
Tbl MPEACTaBNAKT COO0M pasHble NPOLECCHI, KOTOPbIE
KaTann3npyoTcs COBEPLLUEHHO pasHbIMK Habopamu
(hepMeHTOB. B 3TUX YCNOBUSAX NErKo OCYLLECTBMSETCS
He3aBMCUMas perynaums CKOpocTWU CUHTe3a pepMeHTa
M CKOPOCTKM ero pacnaga.

CuHTe3 hepMeHTOB AeTepMUHMPYETCA
NHopMaument, cogepxauieicsa B AHK

MepBMYHaA CTPYKTypa (epMeHTa, Kak M n6oro
Apyroro 6enka, onpegenseTca 1o nHpopmaumen, KoTo-
pas 3anucaHa B MH(OPMaLUOHHOW (MaTpuyHoi) PHK
(MPHK) 1 cuuTbiBaeTcs € MOMOLLbIO TPexX6yKBEHHOTO
(TpunnetHoro) kKoga. HykneotugHasa nocrefoBaTtefb-
HocTb MPHK B CBOK o4epegb onpepenseTca Komne-
MEHTapHON rnocnefoBaTeNbHOCTbIO OCHOBaHM [AHK-
MaTpuLbl, T.e. COOTBETCTBYHOLEro reHa (cm. rn. 38
n 40).

B pe3synbTate MyTauuin HyKneoTugHaa nocnegosarte-
NbHOCTb AAHK MOXeT n3mMeHUTLCA, U ByAYyT CUHTE3UPO-
BaTbCA 6GENKM C WU3MEHEHHOW MEPBUMYHON CTPYKTYPOMN.
Ecnn HoBad amuHOKMCNOTA CWUILHO OT/IMYaeTca Mo
CBOMM CBOMCTBaM OT WCXOL4HOW, W3MEHEHWS MOryT
OXBaTWUTb BbICOKME YPOBHW CTPYKTYPHOM OpraHu3auun
N MOXeT NPOM30MTK YaCTUYHas UK NONHas yTpaTa Ka-
Ta/IUTUYECKON aKTUBHOCTM (BNPOYEM, B PELKMX Cly4vasx
HabnaaeTcs, HanpoTuB, €e MOoBblleHWe). MyTauuu
B Pa3/IMUYHbIX FEHETUYECKUX NIOKYCaX MOTYT NPUBOAUTL
K HapyLLEHMIO CMHTE3a CaMblX pa3HbIX PEePMEHTOB U TEM
CaMbIM K pasBMTMIO MHOIMX TFeHeTUYecKnx 3abone.a-
HUW.

NHAayKunsi hepMeHTOB

KneTkn MOryT cMHTe3npoBaTh crieuuduyeckme gep-
MEHTbl B OTBET Ha MPUCYTCTBUE CMeUnpUUECKUX HN3KO-
MONEKYNAPHbIX WHAYKTOPOB. WMHAYKUMIO (PepMeHTOB
MOXXHO MPOUNIOCTPUPOBATL Ha CNeayloLweM npumepe.
Knetkun Escherichia coli, BblpalleHHble Ha FNHOKO3e, He
CNocobHbI copaXKMBaTb NAKTO3Y M3-3a OTCYTCTBUA (hep-
MeHTa [-rasiakto3ungassl, ruaponn3ytoLein nakTosy, Ko-

M wea 10

TOpaa pacnagaeTca Ha TNOKO3y W ranaktosy. Ecnu
B NUTaTe/IbHY0 cpefy A06aBUTb NaKTO3y WM HEKOTO-
pble Apyrue [3-ranaktos3uibl, TO MHAYLMPYETCH CUHTE3
B-ranakrtosmgasbl, U KynbTypa K1eToK obpeTaeT cro-
COOHOCTb COpaXXmMBaTb NaKTO3y.

NHaykTOop (nakTo3a) ABNseTcs cybcTpaTom UHAYUM-
pyemoro 6enka (B-ranakrto3upgasbl). MHoOrne UHOYKTO-
pbl OAHOBPEMEHHO Cny)aTt cybcTpataMy (DepMEHTOB,
KOTOpPble OHWN NHAYLMPYIOT, O4HaKO B PO UHAYKTOPOB
MOTYT BbICTYNaTb U COEAVHEHUSA, CTPYKTYPHO CXOAHbIe
C cybCTpaToM, HO camMu He fIBNSKOLLMeCa cybcTpaTamu.
1 Hao6opoT, coeanHeHne MOXeT OblTb Cyo6CTpaToM, HO
He ABNATLCA MHAYKTOPOM. Hepefko Kakoe-nnbo coeau-
HEHWe NHAYUMPYeT cpa3y HeCKONbKO (PepMEHTOB AaHHO-
ro Katabonmyeckoro nytun. B 3aTux cryyasx rosopsr,
YTO CTPYKTYPHbIE TeHbl, KOAUPYHOLWMe rpynny Katabo-
JIMYECKMX (DEPMEHTOB, COCTAB/IAKOT ONepoH, N BCe (ep-
MEHTbl, KOAUpYyemble reHaMmn OorepoHa, UHAYLUPYHTCA
eAVHCTBEHHbIM WHAYKTOPOM (KOOPAMHMPOBAHHasA WH-
Aykumsl). CrnocobHOCTb PerynvpoBaTb CUHTE3 (PepMeH-
TOB C MOMOLbLIO TOrO WIN WHOrO MUTATE/IbLHOro Be-
LecTBa No3BosiseT 6aKTepun UCMNoNb30BaTh 3TO MUTa-
TeNlbHOE BELECTBO C MaKCUManbHbIM A5 cebsa npeu-
MYLLECTBOM; B TO XXe BPeMS «HEHY)XXHble» (EPMEHTbI
GaKkTepus He CUMHTe3NpyerT.

depMeHThI, KOHLEHTPaLNA KOTOPbLIX B K/ETKE He 3a-
BUCUT OT [06aBneHNss MHAYKTOPOB, Ha3blBAOTCA KOH-
CTUTYTMBHBbIMW. [laHHbIA PEPMEHT MOXET ObITb KOHCTU-
TYTUBHbLIM N9 OAHOr0 WTaMmma, WHAYUMpPYeMbIM ANs
Apyroro v Boobue oTCyTCTBOBaTh B TPETbeM. OB6bIYHO
KNETKM cogep)kat Hebo/blIoe, HO M3MepUMOoe Konnye-
CTBO COOTBETCTBYIOLLErO (PepMeHTa Aaxke B OTCYTCTBUE
NHAYKTOpa. O T0— 6a30Bblii ypoBeHb. BennymHa oTkn-
Ka AaHHOro opraHu3ma Ha BBeAeHWe WHAYKTopa onpe-
fenseTcs reHetnyeckun (cm. ra. 41). Mpu nHAYKUMKn pas-
NMYHBIX LWITAMMOB MOXET Hab/oAaTbCs MOBbILEHWE
cofepXXaHus pepmeHTa, BapbupytroLlee oT ABYKPaTHOro
[0 TbicAYekpaTHOro. Takum obpasom, cofeprkaliascs
B K/IeTKe HacfnefCTBeHHadA reHeTMyeckas WHgopmaums
onpegenseT n xapakTep, U BENNUYNHY peakLMu Ha BBeje-
HVe nHayktopa. CnegoBaTesibHO, MOHATUSA «KOHCTUTY-
TUBHbIN» U «MHAYUNPYEMbIA» OTHOCUTE/NbHbI: OHWN Xa-
pPaKTepu3yloT NINLWb KpaiHMe TOUYKN BCEro CreKkTpa BO3-
MOXXHbIX peakuui.

NHAoyKuma epmeHTOB HabNOAAeTCs My 3yKapumoT.
MpumepamMn MHAYUUPYEMbIX (DEPMEHTOB Y MJEKOMMU-
TaloLWNX ABNAOTCA TpUNTOaHnupponasa, TPeoHUHAe-
rmapasa, TWPO3MH-a-OKCOrayTapaT—rpaHcaMmHasa,
MHBepTasa, (epMeHTbl UMKna Mo4YeBUHbl, HMG-
CoA-pepykKTtasa 1 untoxpom P-450.

Penpeccus 1 aepenpeccus PEPMeHTOB

BakTepumn, crnocobHble CUHTE3MPOBATbL OMpefeneH-
HblA MeTabonuT, Npu HaaMuuMm 3TOro MetabonuTa
B Cpefe MOryT NPUoCTaHOBUTbL €ro CUHTE3 B pe3y/bTarte
penpeccun. B 3TOM cnyyvae HebGonblias Monekyna, Ha-
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npumep NypuvH UAN aMUHOKKUCNOTA, AeNCTBYS Kak Kope-
npeccop, 6/T0KNPYEeT CUHTE3 (DEPMEHTOB, Y4acTBYHOLLMX
B 6MOCMHTE3e caMOro Kopenpeccopa. Hanpumep, pgo-
6aBneHve rTUCTUAMHA B Cpefy, Ha KOTOpPOM pacTeT 6ak-
Tepusa Salmonella typhimurium, nogasnset (penpeccu-
PYeT) CUHTE3 BCEX (PEPMEHTOB OGMOCMHTE3a TMCTUAUHA;
fo6aBneHne B cpeay NelumnHa penpeccmpyeT CUHTE3 nep-
BbIX TPeX ()epMEHTOB, KOTOPbIE YYaCcTBYHOT UCKIHOUMTE-
NbHO B 6MOCKMHTE3e NelunHa. B 06oux cnyyasx reHbl
(hepMeHTOB, OTBETCTBEHHbIX 32 OMOCUHTE3 JaHHOrO Me-
TabonuTa, 06pasytoT onepoH: Ao6aBneHne B Cpedy Ko-
HEYHOro NpoAyKTa 6UOCKMHTE3a, TMCTUAMHA UK Nenum-
Ha, BbI3bIBAET KOOPANHUPOBaHHYHO pernipeccuto. Koopau-
HMpOBaHHas penpeccus HabnaaeTcs He A1 BCEX NyTeNn
6uocuHTesa. ocne yaaneHns m3 cpefdbl Kopenpeccopa
WK XKe MPY UCTOLLEHUN ero 3amnacoB GMOCUHTE3 COOT-
BETCTBYHOLUNX (JePMEHTOB BO30OHOB/NAETCA. ITO sBMeE-
HWe Ha3blBaloT AepenpeccrieH. [lepenpeccus MOXeT 6bITb
KOOPAWHUPOBAHHOW N HEKOOPAMHUPOBAHHOMN.

MpuBefeHHbIe Bbille NMPUMEPbLI UAMKOCTPUPYIOT pe-
MPECCUI0 KOHEYHbLIM MPOAYKTOM MO MPUHUMINY OOpaTHOMN
CBsi31, XapaKTepHYHo A/15 NpoLeccoB 6nocnHTe3a B 6ak-
Tepusix. CXOfHOe SABNeHNe— KaTabo/IMTHasA penpec-
CUsi— COCTOUT B TOM, YTO OZHO 13 MPOMEXYTOYHbIX CO-
eIMHEHNI B LIEMOYKe KaTaboNMYecknx PepMeHTaTUBHbIX
peakuuin pernpeccumpyeT CUHTE3 Katabonmueckux ep-
MeHTOB. OHO 6bI/10 BNepBble 06HAPYXKEHO MPU N3YUHEHNM
KynbTypbl E. coli, pacTywein Ha cpefe, KoTopas cogep-
XWUT B KayeCTBe WCTOYHMKA Yrnepoga He r1HKO3Y,
a gpyroe coegunHeHune (X). [lo6aBneHue rnOKoO3bl pe-
NMpeccupoBasio CUHTE3 (DEPMEHTOB, Y4acTBYHOLNX B Ka-
Tabonmame X. OTO AB/EHMe BHavasle HasblBa/IU
«3()heKT TNOKO3bI», HO MOTOM O6GHApYXXUMOCb, 4TO
CXOAHble 3()(PeKTblI MOTYT BbI3blBaTb U APYrue OKuUcnse-
Mble NUTaTe/IbHblE BELLECTBA; MO3TOMY Obli NPeasIoXKeH
TEPMUH «KaTabonuTHass penpeccusi». KatabonmTHas
penpeccusa ocyllecTsngetca npu yyactun cCAMP. Mone-
KYNIApHbIe MEeXaHM3Mbl UHAYKUWW, penpeccun u fepe-
npeccun ocyxgatotca B rn. 41.

B pasBeTB/ieHHbIX Mpoueccax GMOCUHTE3a, Hanpu-
Mep npy 6UOCMHTE3e aMMUHOKUCIOT C Pa3BeTB/IEHHbIMU
OOKOBbIMW  LEMSAMW  WUAM  aMUHOKUCNOT CeMeincTea
acnapTaTa, (DepMeHTbl HayaslbHbIX CTafgui y4acTBYIOT
B OMOCWMHTE3e HECKO/IbKUX aMuHokmcnoT (puc. 10.3).
Ecnu B cpefly, Ha KOTOpPOW pacTyT 6akTtepuun, 106aBUTb
NN3VH, PEerpeccupyeTcs CUHTE3 (PepMeHTOB, y4acTBYHO-
LNX UCKOUYMTENIbHO B 61ocnHTe3e nn3nHa (Enzl). [o-
6aBneHve B Cpefy TPEOHMHA BbI3bIBAET Penpeccuio ep-
MEHTOB, Y4aCTBYOLLMX TO/IbKO B OMOCUHTE3E TPEOHMHA
(EnzT). 3TO— npumepbl MPOCTON Penpeccumn KOHEeYHbIM
npogyktom. B 10 >xe Bpemsa (epmeHTbl Enz, n Enz2
(pvc. 10.3) yyacTBytOT OLHOBPEMEHHO B OMOCUHTE3E
W NIN3UHa, U TPeOoHWHa. Ecnn 6bl penpeccuio nx CUHTe3a
BbI3blBa/l KaXKAbIA U3 KOHEYHbIX MPOAYKTOB MO OTAe/b-
HOCTW, TO Habnganca 6bl HeJOCTaTOK APYron aMmuHo-
Kucnotbl. Ecnu ke B cpepy A06aBUTb O4HOBPEMEHHO
W NN3MH, U TPEOHWH, TO (MepMeHTbl Enz, n Enz2
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AcnapToknHasa

Enzj

O-Acnaptundgocdgart
Enz2

AcnapTart-nonyanbaerug

Enz,

N3oneliunH

Puc. 10.3. CuHTe3 aMUHOKUCNOT ceMeilcTBa acnaprarta. og

EnzL n EdZt noppasymeBalTCa rpynnbl (epMeHTOB, Yua-

CTBYIOLMX B BMOCUHTE3E NN3NHA N TPEOHNHA COOTBETCTBEHHO.
Uncno cTpenok COOTBETCTBYET YMCNY CTafWM.

OKaXXyTCSl M3NINLLIHUMK; NX penpeccusi 6bina bl BbIroAHA
6aKkTepumn, NOCKObLKY Mo3sosivna 6bl 6onee apheKTmB-
HO MCNO/b30BaTb MMEIOLLMECS NUTATeNbHbIE BELLECTBA.

B npucyTcTBUM BCEX KOHEYHbIX MPOAYKTOB, 06pa-
3YIOLMXCS Ha PasIMYHbIX OTBETBIEHWUAX MYTN GUOCKH-
Te3a, MOXET HabnAaTbCa My/bTUBASIEHTHAs pernpec-
cus. DTO NPOUCXOAMT TOMbKO TOrAa, KOrja BCe KOHeu-
Hble MPOAYKTbI, CUHTE3NpYyeMble JaHHbIM Habopom ep-
MEHTOB, MNPUCYTCTBYIOT B M30bITKe. CnefoBaTenbHo,
ANS NONHOIN penpeccun acnapTokuHasbl (Enz,) Heobxo-
AUMO NPUCYTCTBME He TO/IbKO NM3MHA U TPEOHMHA, HO
TaKXe €eLle M MeTUOHWUHA, U MU30NeiumHa.

O6HoB/IEHNE (PEPMEHTOB

B ObICTpO pacTywmx 6GakTepusix obuias CKOpOCTb
pacnaga 6e/iKoB cocTaBnsieT okono 2% B yac. MHoe no-
NOXEHWe CKNagblBaeTcs, Korga 6GakTepum HaxomATcs
B YCNOBUAX FOM0AAHUS MW UX MEPEHOCHAT Ha CBEXYH
cpegdy, 6efHyt0 yrnepogom. B aTux ycnosusx pacnag
baKTepuanbHbiIX 6enKoB UAET CO CKOpOoCTbo 7—10%
B uac.

CoueTaHMe NpoLLECCOB CUHTE3a U pacnaga pepMeH-
TOB Ha3blBalOT 06GHOB/EHVEM dhepmeHToB. OOHOB/IEHME
MPOUCXOANT N Yy 6aKTepuil, Ny MNIEKOMUTAIOLWMX, OfHa-
KO 3Ha4eHue pacnaga pepMeHTOB Kak cpefcTBa peryns-
UMM uMxX Konm4yectsa y 0OakTepuil HeLOOLEHMBANIOCh.



102 Mhasa 10

B kneTkax miekonurarwmx 06HOBNEHNE 6e/IKOB 6bIN0
06Hapy>XeHO ropasfio paHblle, YeM Yy GaKTePUA. Y Kasa-
HWS Ha 3TOT MPOLECC Y YesioBeka 6bIn NonyyeHbl 60/ee
CTa neT Has3aj Ha OCHOBaHMW HabNOAEHMIA 3a NHOALMMU,
nony4YaBWMMK cneymanbHyto aveTy. OAHaKO NnLb Mo-
cne Knaccuyeckmx pabot LLIEHxelmepa, HayaTbIX He3a-
[IONTr0 A0 BTOPOW MUPOBOW BOMHbI, 6bIN0 TBEPAO YyCTa-
HOBJ/IEHO, UTO OOHOB/IEHME KNETOUHbIX 6ENKOB MPOMCXO-
AUT Ha NPOTSXKEHWUM BCEA XXU3HW. V3Mepsisi CKOPOCTb
BK/IIOUYEHUS B AaHHbIA 6en10K 15N-MeUYeHHbIX aMUHOKK-
CNOT N CKOPOCTb yTpaTbl MeTKM 6enkom, LLIEHxXelimep
npuwen K BbIBOAY, YTO GefKM B OpraHu3Me 4enoBeka
HaxoAsaTCA B COCTOSHUN «AVHAMUYECKOrO PaBHOBECUSIY;
3TO MpeAcTaBneHne no3aHee 6bII0 PacMpPOCTPAHEHO Ha
ApYrve KOMMOHEHTbl OpraHvM3ama, BK/KOYas AMnuabl
N HYK/IEMHOBbIE KUC/OTbI.

Perynaums cuHTe3a u pacnaga pepmeHTOB

OCHOBHble 3Tanbl CMHTe3a 6e/IKOB A0CTATOYHO XO-
POLLIO U3YyYeHbl, Yero Hesb3A CKasaTb O npoleccax pa-
cnaga (epmeHTOoB. Pacnag (epmMeHTOB MNPOMCXOANUT
B pe3y/fibTare UX rmaponunsa npoTeoMTUYeCKUMU dep-
MEeHTaMK, HO O MexaHu3Me perynsuum aTo NpoTeosmn-
TUYECKOW aKTMBHOCTW Maso 4YTO M3BECTHO. Y CTaHOB/e-
HO TOJ/IbKO, YTO NPOLECCbI Perynaumm moryT 6biTb CO-
npsbkeHbl ¢ pacxogoBaHvem ATP. YyBCTBUTE/IbHOCTb
(hepmMeHTa K MPOTe0Nn3y 3aBUCUT OT ero KOH(opmMauuu,
MpucyTcTBME UM OTCYTCTBUE CYOCTPATOB, KOPEepMeH-
TOB, MOHOB MeTa/l/loB— BCe 3TO CMNOCOOHO BAUATL Ha
KOH(opMaLmo 6enka v ero YyBCTBUTENbHOCTb K MPO-
Teonusy. oaTomMy CKOpOCTb pacnafa Creuuguyeckmx
(hepMEHTOB MOXET 3aBUCETb OT KOHLEHTpauun B Ket-
Ke cy6CcTpatoB, KO(EPMEHTOB W, BO3MOXHO, MWO-
HOB. 3TN NpeACTaB/IEHNS MOXHO XOPOLIO MPOUI-
CTpUpOBaTb Ha MpuUMepe apruHasbl U TPUNTOGAHOKCK-
reHasbl (TpuntodgaHnupponasbl). Perynaumsa cogepxa-
HUS aprHasbl B NMeYeHN MOXKET OCYLLLECTBATLCA NYyTEM
n3meHeHns nubo /o0, nnbo kpan Mepexon Ha obora-
LLeHHY0 6e1KOBYHO ANETY NMPUBOANT K BO3pPAcTaHUIO Co-
JepXXaHus apruHasbl K3-3a NOBbIWEHUA CKOPOCTU ee
cuHTe3a. CofepxxaHue hepmMeHTa B MeveHV BospacTaeT
TakXke y ronofarowmx XmnBoTHbIX. Ho 3T 06yCnoBfeHo
CHWKEeHVEM CKOPOCTW pacnafa apruHasbl, MOCKO/bKY
3Ha4yeHMe KCTi 0cTaeTcs NOCTOAHHLIM. Tenepb O CUTYa-
UMK, KoTopas HabngaeTcs co BTOPbIM (PePMEHTOM:
MHBbEKUMA MNEKOMUTAKOWMM TIIOKOKOPTUKOMAO0B, Kak
M UHBEKLMA TPUNTO(AaHa, NOBbILIAET COAepXKaHue Tpum-
TopaHOKCUreHasbl. TOPMOH BbI3bIBAET MOBbILLEHWE CKO-
POCTW CUHTe3a (hepMeHTa /iaHr, Torga Kak Trp He oka-
3blBaeT BMAHMA Ha &HH a noHwxaeT £{I] NoBbiLas
YCTONYMBOCTb OKCUreHasbl K NpoTeonunsy. CpaBHUM 06a
3TUX npumepa C UHAYKUMEA (hepMEHTOB Yy GakTepuid.
B cnyyae apruHasbl MoBbILEHHOE MOTPe6/ieHne asoTa
MNPV HaXO0XAeHWUM Ha 060raLLeHHON 6e/IKOBOI AneTe Mo-
XeT YBeNIMUnTb cofiep>xaHue apruHasbl (cm. rn. 30). Mo-
BblLLEHME CKOPOCTM CUHTE3a apruHasbl BHELLHe HarnoMu-

HaeT MHAYKUMIO cybcTpaToM, HabnodaroLytocs y 6ak-
Tepuin. [na TpunTodaHnNupponasbl CUTyauus WHas:
B 6aKTepmanbHbIX KneTkax Trp MOXeT AeCTBOBaTb KaK
NHAYKTOP (yBennumeasa &FHI), HO B TKaHAX MJ/EKOMU-
TalWMX OH [AeWCTBYeT TONbKO Ha Mpouecc pacnaga
(hepMeHTa (YMeHbLUaeT /gaT).

CopepxxaHuve (hepMeHTOB B TKaHAX M/IEKONMUTAROLLMNX
MOXXET U3MEHATLCA B pesy/ibTare AeNCTBUA PasINYHbIX
(PM3MONOTNYECKMX N TOPMOHASIbHbLIX PAKTOPOB, a TaKXe
nog BAvAHWEM fMeTbl. 3BECTHO MHOIO NPUMEpPOB Ta-
KOro poja Ans pasHblX TKaHel 1 pa3ndHbiX MeTabonn-
yeckmx nyTent (Tabn. 10.1), 0gHaKO HalW 3HAHUS O MO-
NEKyNAPHOM MexXaHM3Me MpPOLLeCCOB HOCAT (hparmeH-
TapHbIA XapakTep.

["IOKOKOPTUKOMAbI NMOBbILIAKT KOHLEHTPaUNIO TW-
PO3WNH-TpaHcamMmnHasbl, yBennymMeasa KTT. Ha aTtom npu-
Mepe 6bl1a BrepBble YETKO NMOKa3aHa ropMoHanbHas pe-
rynauma CMHTesa (bepMeHTa B TKaHAX MIeKOMUTaoLLNX.
VIHCYNUH ¥ rNoKaroH, HeCMOTPSA Ha B3aMMHbI aHTaro-
HMU3M 1X (PU3NONOTMYECKOro AeincTBUSA, 06a He3aBUCMO
MOBbIWAKT KTT B 4—5 pa3. [leicTBMe rNoKaroHa, Be-
posiTHO, onocpeayetcs CAMP, KOTOpbIA OKa3blBaeT
aHa/IorMyHoe ropMOHY [eicTBrEe B OpraHHOMW Ky/bType
MeyYeHn KpbiCbl.

MpeBpallieHre NPothepMeHTOB
B aKTVBHble (PEPMEHTbI

depmeHTaTMBHAA aKTMBHOCTb MOXET perynvMpo.a-
TbCS NYyTEM MpPeBpaLLEHNS HEeaKTMBHOro npoepmeHTa
B KaTa/MTUYECKN aKTMBHYHO (hopMmy. UTOOLI Mepentu
B Takyto popMy, NPoepMeHT AO/MKEH NOLBEPTHYTHLCH
OrpaHM4YeHHOMY NpPOTE0/IN3Y, COMPOBOXAAKOLEMYCA
KOH(OPMaLMOHHbIMUA N3MEHEHUAMU; NPW 3TOM MPOWC-
XOAMT NMO0 [eMacKMpoBaHMe KaTa/IMTUYeCKOro LeH-
Tpa, nMbo ero dgopmuposaHue (cm. rn. 8). CuHTes
B (DOpMe KaTa/IMTUYEeCKN HeaKTMBHbIX NPOEPMEHTOB
SIBNAETCA XapaKTePHbIM CBOMNCTBOM MULLEBAPUTENbHBIX
(hepMeHTOB, a TakXXe )epMEHTOB CUCTEMbI CBEPTbIBAHNSA
KPOBM U cucTembl ubpuHonmusa (cMm. rn. 55).

PErYNAUNA KATANUTUYECKOW
AKTUBHOCTW ®EPMEHTOB

OnpegeneHuns

Ecnu B pesynbTarte (oM3M0N0rmyeckmx rnpoLeccos ms-
MEHSIeTC aKTMBHOCTb (JepMeHTa, TO Mbl YacTO He MO-
XeM cKasaTtb, 4eM 370 00YC/I0B/IEHO — NU3MEHEHWEM KO-
NnYecTBa (PepmeHTa NN 3PPEKTUBHOCTA ero PYHKLMO-
HUpoBaHWA. Mbl Byfem Ha3blBaTb BCE M3MEHEHMS aKTUB-
HOCTU (PepMeHTa, MPOUCXOAALLME MPU MOCTOAHHOM KOMN-
YecTBe MPUCYTCTBYIOLLEro (PepMeHTa, W3MEHEeHWeM ero
KaTaMTU4eckom 3thheKTUBHOCTW.
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Tabmmua 10.1. HekoTopble (hepMeHTbI MEYeHM KPbIChl, CKOPOCTb CUHTE3a KOTOPbIX U3MEHSETCS B 3aBUCUMOCTI OT YCNOBUiA Cpefb!”

depmeHT Bpewms BHeLuHWiA cTyumyn OtHocuTensHoe
Mo/Ty06HOB/EHNS, M3MEHEeHVe CKOpOCTY
n2.4 CHTE3a
MeTabonnsm aMWHOKWUCIOT
AprunHasa 100—120 ConopaHune, rNlOKOKOPTUKOUAbI +2
Mepexof OT oborawjeHHON K 6eaHO 6enkom guete -2
CepuHperngparasa 20 CNoKaroH, aMMHOKMCIOThI + 100
McTmpasa 60 Mepexopn oT 6efHON K oborauieHHON 6enKom fuete + 20
YrneBoAHbIl 06MeH
FnoKo30-6-thoctargernapore- 15 [OpPMOHbI LWMTOBUAHON Xenesbl; Nepexon oT 6eAHON +10
Ha3a OVETbl K AMeTe C BbICOKUM COLEepXXaHuem yrnieBo-
L,0B
D-InuuepodochaTgerngpore- 100 FOPMOHbI LWIMTOBUAHOW >Kene3sbl +10
Hasa
®pyKT030-1,6-hocarTasa noKo3a + 10
Nunngxblii 06MmeH
Lintpatnnasa Mepexof OT ronofaHua K fmete ¢ BbICOKAUM cofgepxa- + 30
HVEM YrNeBOA0B Y HU3KUM COZEpPXaHNEeM XXUPOB
CuHTasa XUpHbIX KUCNoT MonopaHwue -10
Mepexon OT ronoAaHns K AneTe, He CoaepXKallei Xu- + 30
poB
HMG-CoA-pesykTasa 2—3 MocTHaa aueta, 5% XxonecTepona B nulle -10
CyTouHble Bapuauuu +5
WHCYNUH, TOPMOH LLMTOBUAHOW Xenesbl oT 2 go 10
MeTabon13m nypuHOB W NUPUMU-
OVHOB
KcaHTMHOKCKaa3a Mepexop K 6oraToin 6enkamu gueTte -10
AcnapTaT-TpaHckapbamownnasa 60 1%-Hasd opoToBas Kucnota +2
AunrngpoopoTasa 12 1%-Haa opoToBas Kucnota +3

* Bce faHHble, 33 UCKMOYeHWeM faHHbiXx No HMG-CoA-peaykTtase, B3aTbl U3 paboTbl Annu. Rev. Biochem. 1970: 39: 929.

KOHUeHTpaumMn peakTaHTOB

N3yuyeHne KMHETUYECKUX W PerynaTopHbIX CBOWCTB
(pepMeHTOB NO3BONAET /lyylLle NOHATL XapaKTep ur3no-
NOTNYECKUX MPOLLECCOB, NPOTEKAIOLWUX B HEMOBPEXEH-
HbIX KNeTKaxX, B TKaHAX W LenoMm opraHusme. OfHaKo
6o/bllas YacTb MHMOPMALMK MOMTyHeHa Npu nU3yyeHUm
(bepMEeHTOB N Vitro, B YCNOBUAX, CYLLECTBEHHO OT/u-
yaloLwmnxca OT Tex, KOTOpble MMEKT MEeCTO B XXMBbIX
Knetkax. IMo3aToMy pacnpocTpaHeHue NonyyYeHHbIX AaH-
HbIX Ha YCNoBMA in Vvivo TpebyeT OCTOpPOXHOCTU. Ha-
npuMep, KOHLEeHTpauum cybcTpartos in vitro MoryT 3Ha-
YNTENbHO OT/INYATLCA OT TeX, KOTOpPble MMerTCa In Vi-
VO.

KomnapTmeHTaUus hepMeHTOB

Ponb KOMNapTMeHTauuu (NPOCTPAHCTBEHHOrO pas-
[EeneHns) MeTabonMYecKnxX MpoLIECCOB B KNETKaX dyKa-
PMOT, B TOM YuMC/e B KNEeTKaxX MIEKONUTaoLWMX, TPYAHO
nepeoLieHNTb. JToKanusaums cneununyecknx metabonu-
YecKMX MPOLIECCOB B LIUTO30/1€ UM B KNETOYHbIX Opra-
Hennax obneryaeT He3aBUCMMYIO PErynsuuto aTux npo-
LileccoB. Pa3BuTas KOMNapTMeHTaLUMs MeTabonMuecknx
MPOLIECCOB OCOGEHHO XapaKTepHa A/s BbICLIMX (OPM
XXMBbIX OpPraHn3MOB— OHa MO03BO/MSIET OCYLLECTBNATh

Hanbonee TOHKYIO perynauuio metabonnsma. OgHospe-
MEHHO TMpyW 3TOM BO3HWKAeT HoBas npobnema—
MPOXOXAeHNe MeTabo/nMTOB Yepe3 pasgensowme 6a-
pbepbl. 3Ta Npobaema peLlaeTcs ¢ MOMOLLbI «Ye/THOY-
HbIX MEXaHW3MOB», NepeBOAALMNX MeTaboIUT B (hopMmy,
KOTOpas crnocobHa NpoxoauTb Yepe3 b6apbep. 3atem Mo
[pYyryro CTOPOHY Gapbepa MpoucxoauT obpaTHoe npe-
BpalleHne MeTabonnTa B MepBOHAYa/IbHYO opMmy.
B cBA3N ¢ HaMunem 6apbepoB BO3HMKAET NOTPeOHOCTb
B ()YHKUMOHMPOBaHWUMW, Hanpumep, UATO30/1bHON U MU-
TOXOHAPWANbHON (JOPM HEKOTOPbIX (DepMeHTOB. [1o-
CKO/IbKY 3TV (hOpMbl (pepMeHTa (PU3NYECKU pasfeneHsl,
NX HesaBucMMas perynaums obneryaetcs. Posb YenHou-
HbIX MeXaHW3MOB B MOALEPXaHUW PaBHOBECUS MeXAYy
MeTab0/IMYECKUMMN MyNnaMy BOCCTAHOBUTENIbHbIX 3KBU-
Ba/IEHTOB MPOMEXYTOUYHbIX MPOAYKTOB LUKIA JIMMOH-
HOW KUCMOTbl W psga Apyrux MHTepMenmaToB 06Cy-
Xpaetca B rn. 17.

MaKpoMoneKynsapHblie KOMNJ/eKChbI

O6beanHeHe Habopa (epMEHTOB, KaTalu3upyto-
LMX MHOTFOCTYNeHYaTyt MOCneA0BaTeIbHOCTb MeTab0-
NINYECKMX pPeakUuid, B MaKpOMONEKYNSAPHbIA KOMMIEKC
NO3BO/SET KOOPAMHUPOBATL PaboTy (hepMEHTOB U Ka-
HANM3NPYeT MepeMeLLEHNs MHTePMeANaToB No MeTabo-
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NYecKomy nyTu. AfeKBaTHOE B3aMHOE pacrofioXeHme
(hepmMeHTOB 06/1eryaeT MepeHoC Npofykra OT OAHOro
(hepmeHTa K gpyromy 6e3 ero npeasapuTesibHOro ypas-
HOBELUMBaHWNA C MeTabo/iMyeckum nynom. 3To obecne-
ymBaeT 06osiee 3MMEKTMBHBLIA MeTaboNMYECKUA KOH-
TPOAb, YeM B TOM C/lyYae, KOraa KOMMOHEHTbl KOMM/IEK-
ca U30/1MpoBaHbl Apyr oT gpyra. Kpome T0ro, KoHgop-
MaLNOHHbIE N3MEHEHWNS B O4HOM M3 KOMMOHEHTE MO-
rytT nepefaBaTbCA 4epe3 MeXOenKoBble B3anMOAEN-
CTBUA Ha Apyrue KOMMOHEHTbI KOMMJeKca. 3TO N03BO-
NAeT YyCUNMBaTb PErynsaTopHble 3PMEKTbI.

Ah(heKTUBHbIE KOHLIEHTPaLUN cy6cTpaToB,
KO(hepMEHTOB M KaTUOHOB

CpefHvie BHYTPUKNETOUHbIE KOHLEHTpaumm cybeTpa-
Ta, KO(hepMeHTa UM NOHOB MeTasl/IoB Maso YTo MOryT
CKasaTb Ham O MoBeAeHUM (pepmeHTa in vivo. Heo6xo-
AVMO UMETb MH(OpPMaLMI0 0 KOHUEHTpaumax COOTBeT-
CTBYIOLLMX MeTaboNNTOB B HEMOCPEACTBEHHOM OKpYXKe-
HUM paccmaTprBaeMoro epmeHTa. OfHaKo faxke u3me-
PeHVe KOHLEeHTpauum metabonuTta B OTAE/IbHbIX KOM-
MmapTMeHTax KNeTKM He NO3BOJIAET YYeCTb /IOKaNbHbIe
nepenagbl ero KOHUEHTpauum BHYTPM KOMMNAPTMEHTA,
06yCNnoBMEHHbIE, Hanpumep, MNPUOIMXKEHNEM K MEeCTY
MOCTYN/IEHNST UM CUHTe3a MeTabonuTa. HakoHeu, fa-
NeKOo He Bcerfga obpawjatoT AoCTaToYHOe BHMMaHUe Ha
pasnnuve Mexay obLleli KOHUeHTpauuel meTabonuTa
N KOHUeHTpauunein csobogHoro metabonuta. Hanpwu-
mep, obuwas KoHueHTpaumsa 2,3-6uchochornmuepara
B 3pUTPOLMTaxX OYeHb Be/MKa, TOra Kak KOHLeHTpauums
cBo6ogHOro éuctocgornuuepara B aTUX KIeTKax cpas-
HUMa C ero KOHLUEHTpaLmnein B pyrnx TKaHsax. SpuTpo-
UNTbI cofiepXXaT npuobanM3nTesibHO 5 MMONen remorno-
OvHa, KOTopble CBA3bIBAKOT 1 MOMb Gucgocgornmuepa-
Ta Ha MOJ1b [Ae30KCMIeHMPOBaHHOrO TeTpamepa. [103To-
My npu obuem cogepxaHuu buchocdornmuepata
4 MMONS KOHLEHTpauma cBobogHoro éuchocornnuyepa-
Ta B 3pUTPOLMTAX BEHO3HON KPOBU OKa3blBAETCH 3HAYM-
TeNbHO MeHbLUe. Mogo6HbIe Xe ABneHns HabntgaTcs
N B C/lyyae Apyrnx mMetabonMToB B MPUCYTCTBUM adek-
TUBHO CBA3bIBAKOLWNX UX 6E/IKOB, 3HAYMTESIbHO MOHM-
XarLWMX KOHUEHTpaLmMo cBO604HbIX MeTabo/nMTOB.

KnHeTuyecknii aHann3 Muxasnnca— MeHTEH OCHO-
BaH Ha NPeANOJIOKEHNK, YTO 06LLLas KOHLEeHTpauus cy6-
CTpaTa paBHa KOHUeHTpauuu cBob6OAHOro cybcrparta.
Kak Mbl BUAMM, in Vivo 3TO NPeAnonoXeHNe MOXeT He
BbIMO/IHATLCSA, MOCKO/IbKY B 3TOM C/ly4ae KOHLeHTpauus
CBO6OAHOro cybcTpara 4acto 6blBaeT MPUMEPHO TOro
e MopaAKa, YTO U KOHUEHTpauus qepmMeHTa.

VoHbl  MeTannoB, wWrpawowmne KaTaIMTUYECKYHO
N CTPYKTYPHYIO POJib B AEACTBUM MHOTUX (DepMEHTOB (B
MX YMCMO nonajaeTt CBbille YeTBEPTU BCEX M3BECTHbIX
(bepMeHTOB, CM. IN. 9), MOTYT OCYLLECTBAATb U Peryns-
TOPHblE PYHKLUMW, OCOBEHHO B TeX C/y4asx, Korga cyo-
cTpatom cnyXxut ATP. B peakumnsax, B KOTOPbIX B Kaye-

Masa HO

CTBe cybcTpaTa (urypupyet Komniekc mexgy ATP
N NOHOM MeTanna, MakCumasbHas akKTUBHOCTb Yalle
BCEro HabnwogaeTca npuv  MOMAPHOM  OTHOLUEHWUU
ATP/meTtann ~ 1 W36bITOK MeTanna wam Kn306bITOK
ATP oka3sblBaeT UHrnoupytowee fencreme. MockosbKy
HYKneo3maan- n TpudochaTbl 06pasytoT NPOYHbIE KOM-
N/IEKCbI C IBYXBaNIEHTHLIMW KaTMOHamMu, BHYTPUK/IETOY-
Hble KOHLEeHTpauunm HYKNeoTUOB CKa3blBalOTCA U Ha
BHYTPUKNETOUHbIX KOHLEHTPaumax cBOOGOAHbLIX WOHOB
MeTas/I0B, a cnefoBaTe/ibHO, U HA aKTUBHOCTU HEKOTO-
pbIX (hepMeHTOB. Hanpumep, B OTCYTCTBME WMOHOB Me-
TannoB rnytammHcuMHTasa B Knetkax E. coli npuHumaet
«penakcMpoBaHHYH», KaTaIMTUYECKM HEAKTUBHYH KOH-
(hopmauuto. MloHsl Mg2+nnn Mn2+npespatyaroT CUHTa-
3y B aKTMBHYIO, «HaMpsXeHHy» popmy. Kpome Toro,
afleHUNNMPOBaHNe CUHTa3bl MEHSAET ee CreynnUUHOCTb —
(bepMeHT OTAAET MpeanoyTeHne yxxe He Mg2+ a Mn2+
W HakoHeL, aKTUBHOCTb afeHWUIMPOBAHHOIO (PepMeHTa
CTaHOBWUTCA YyBCTBUTE/NbHOM K OTHOLWEHUIO ATP/Mg2+,
TOrfa Kak HeajeHUIMpoBaHHasa popma 3Toil 0CO6EHHO-
CTblO He obnajaer.

AJTTOCTEPNYECKASA PEIrYnaund

MprHUUNGI

Katanutunyeckasd akKTUBHOCTb HEKOTOPbIX peryns-
TOPHbIX (PEPMEHTOB MOXET MOAY/MPOBATLCA HU3KOMO-
NEKYNAPHbIMM  a/INIOCTEPUYECKUMIN  3(hpeKTopamu,
00bIYHO MMerLWMMM NGO He3HaUYUTeNlbHOe CTPYKTYp-
HOe CXOACTBO C cybcTpaTammn Unmn ¢ KopepmeHTamu pe-
ryMpyemMoro umm epmeHTa, 1Mb0o He UMEOLMMU ero
Boo6Le. VIHrMbupoBaHme (epmeHTa, KaTanmsmpytoLe-
ro OAHY 13 peakuunin B Lenm, KOHeYHbIM NPOAYKTOM 3TOM
Llenn Ha3blBalOT MHMMOMPOBaHWEM MO MPUHLWIMY 06paTHOIA
cBsA3n. B uenu peakunin 6uocnHTtesa D 13 A, KaTanunsu-
pyemon qepmeHtamn Enz,, .. Enz3

Enz, Enz En/,

->' B C D,

MpY BbICOKMX KOHLEHTpaumsax D 06bl4HO Habntogaetcs
MHIrM6rpoBaHMe npespalleHns A B B. 3T0 He npocToe
«0bpallleHre» peakLumnu, cBA3aHHOE C HAKOMNIeHWEM Mpo-
MEeXYTOUYHbIX NMPOAYKTOB, a CMeAcTBue TOro, yYTo npo-
AyKT D crnocobeH cBA3bIBaTLCS C hepMeHTOM Enz,, Bbl-
CTynas B Ka4yecTBe ero nHrmomutopa. Takmm obpasom, D
[EeNCTBYeT Kak OTpULaTe IbHbIA a/1/10CTEPUYECKUIA 3(DEK-
TOp (DepMEHTA, U UHIMOUTOP, AENCTBYIOLWMIA NO NMPUH-
UMy obpaTHoir cBs3n. CrefoBaTeflbHO, WUHIMoupoBsa-
Hue Enz, nop penctemem D perynupyet cuHTes D.
O6bIYHO D cBA3bIBAETCA C MHIMOUPYEMbIM (hEPMEHTOM
B @/1/10CTEPUYECKOM LEHTpPE, YAa/lEHHOM OT KatainTuye-
CKOro LEeHTpa.

B KMHETUYeCKOM MnaHe MHIMOGMpoBaHUe No NPUHLM-
ny o6paTHOW CBA3N MOXET OblTb KOHKYPEHTHbIM, He-
KOHKYPEHTHbIM, YaCTUYHO KOHKYPEHTHbIM W CMeLlaH-
HbIM. IHrMbmpoBaHMe NO NPUHLMNY 06paTHOW CBS3U



CDepMeHTbIZ perynauna akTWUBHOCTMU

XapaKTepHO 15 GUOCUHTETUYECKUX NyTein. OUeHb YacTo
NHIMOUTOP, AENCTBYIOLLMIA MO MPUHLMIMY 06paTHON CBA3N,
SABMSIETCS NOCNeAHE Masio MOJEKY/I0A Nepes CUHTE30M
MaKpOMO/IeKy/ bl (Hanpumep, aMWHOKWUCIOTOW, €c/iun
peyb NAET O CUHTe3e 6e/IKOB, U HYK/IEOTUAOM B CUHTE-
3¢ HYK/EMHOBbLIX KMKCNOT). Perynsuma no  npuHUmiYy
06paTHOIA CBA3M 0ObIYHO MPOUCXOAUT Ha NEPBON (yHKLWIO-
Ha/TbHO HeobpaTMMON1 CTaamK, YHUKa/TbHON A1A JaHHOM
e peakumin bnocnHTE3a.

MprmepaMmy UHIMBGUPOBaHUS MO NpUHUMNY obpart-
HOW CBAI3M B MMUKPOOPraHM3max MOryT CNY>XUTb WHIU-
6uposaHue octhopnbosnn: ATP— nupodocthopunasbl
FTMCTUAMHOM,  aHTPaHWUIaTCUHTAa3bl— TPUNTO(AHOM,
acnaprtaTTpaHckap6amounasbl—nog aeictevem CTP.
B KaxaoM cny4dae perynsatopHblili epMeHT y4yacTByeT
B LieNu peakumin 6uocmHTe3a e4UHCTBEHHOIO KOHEYHOrO
npogykra—His, Trp nan CTP.

Llenb peakumit 6UoCKMHTE3a YacTO OblBaeT Pa3BeETB-
NEHHON—ee MNepBble peakuun [JarT Havano CUHTe3sy
cpasy ABYX unv 60nbLUero ymcna metabonmtos. Ha puc.
10.4 yKa3aHbl BepOATHbIE Y4aCTKN B pa3BeTB/IEHHON Lie-
MM 6UOCKMHTE3a, NO KOTOPbIM OCYLLECTBAETCA MPOCTOE
MHIrMOMpoBaHMEe NO MPUHUMNY 06paTHOWN CBA3U (MHIK-
ouTopaMmm MOryT CAYXWUTb aMWUHOKWUC/OTbI, MypPUHBI
AN NMAPUMUANHBI). S,, S21 S3ABNAKOTCA NPeALLIeCTBeH-
HUKamMKn BCeX YeTblpex KOHeYHbIX npoayktos (A, B, C
n D), S4—npepwecteeHHnkom B un C, a S5—
npeaLwwecTseHHNKOM TonbkKo D. MocnegoBaTenibHOCTU

S3->A,

SA—aB,

s4-c,
S3->S85->D

ABNAOTCA IMHENHBIMW U MOTYT MOABEPraTbCA MHInbu-
POBAHMIO KOHEYHbIMW MPOAYKTaMM MO  NPUHUMNY
obpaTHOW CBA3N.

Bonee TOHKas perynaums ocCyLlecTBNAeTCA C MOMO-
Wb MHOXECTBEHHbIX MeTeslb 06paTHOM CBA3N (pwcC.
10.5). Hanpumep, ecnn B npucyTcTByeT B M30bITKE, TO
CHWXKaeTca noTpebHocTb B S2 CnegoBaTtesibHO, CNoco6-
HOCTb B MHrmbmuposatb npouecc, B KOTOPOM cam 3ToT
MPOAYKT o6pa3syeTtcs, NpefCcTaBnseTcs OMOOrNYECKN
LenecoobpasHoin. OfHaKo, ecnm U36bITOK B MHrmom-
PYeT He TONbKO peakuun, KOTopble CBsi3aHbl UCKNHOUU-
TeNIbHO C CUHTe30M B, HO 1 Te peakuun, KOTOpble O4HO-
BPeMeHHO BeayT K cuHTe3y A, C n D, To OH bypeT npe-
MATCTBOBATb CMHTE3Y BCEX YeTbIipex MPOAYKTOB. 3TO,
KOHEeYHo, HelenecoobpasHo. Bnpoyem, copmupoBsa-
NCb MEXaHU3Mbl, NO3BONAIOLLINE NPEOAONETL ITY TPYA-
HOCTb.

CyLecTByeT HECKO/IbKO BApUAHTOB UHTMOUPOBAHMS
Mo NpuHUMNY obpatHou cBasun. Mpu KyMynsiTUBHOM WH-

1 WmeeTcs B BUAY peakuusi, paBHOBeCKe KOTOpoil (B Tep-
MOAMHAMMWNYECKOM CMbIC/1e) CU/IbHO CMELLEHO B OfHY CTOPOHY,
T. €. peakuus, xapakrepmsyrouiasacsa 601bWKMM N0 BENNYNHE OT-
puuartenbHbiM 3HadyeHnem [ G.
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Puc. 10.4. NHrnbrposaHue nNo NpUHUKUNY 0OpPaTHOWN CBA3W Ha
Pa3/IMUHbIX y4yacTKax pa3BeTB/IEHHOr0 BUOCUHTETUYECKOTO Ny-
TM. S,- Sj— NpOMeXyTouYHble coefuHeHUs, obpasytouimecs
B Xo0fe OMOCMHTe3a KOHeYHbIX npoaykToB A—D. MMpsAmble
CTPeSIKN COOTBETCTBYIOT (pepMeHTaM, KaTtain3vpyoLwmnm yka-
3aHHble npespalleHns. KpusbiMyU CTpefikaMy yKasaHbl MeTin
00paTHOW CBA3M W BEPOATHbIE Y4YaCTKM WHrMoupoBaHua Mo
NPUHLMNY 06PaTHON CBA3N CNeLUpUYECKUMN KOHEYHBIMU MPO-
AyKTamu.

rmompoBaHNM MHIMbUpytoLlee AencTBue ABYX W 6onee
KOHEYHbIX MPOAYKTOB Ha OAWH U TOT XXe perynmpyembii
(hepMEHT CTPOro aganTUBHO.

B cnyyae cornacoBaHHOro wav My/ibTMBa/IEHTHOIO
NHIMOMPOBaHNA MOMIHOE MHIMOMpoBaHMe HabngaeTcs
TO/IbKO TOrAa, Korja B n3bbiTKe O4HOBPEMEHHO MPUCYT-
CTBYIOT ABa UM 60/s1ee KOHeYHbIX MPoayKTa.

Mpun KoonepaTMBHOM MHIMOGUPOBaHUN UHTMOUPYIOLLIEe
[eNCTBME Ha PEryNsATOPHbIA (hepMeHT OKa3biBaeT 130bl-
TOK KaX[0ro M3 KOHEYHbIX MPOAYKTOB, HO UHIMOMpyto-
LLiee [eiCcTBME cpasy ABYX M 60/1ee KOHEYHbIX NPOAYKTOB
HaMHOI0 MPeBOCXOAUT affUTUBHBIA 3(h(PEKT, XapakTep-
HblA NA KYMYZIATUBHOIO MHMMOMPOBaHWS.

Ellle 0OaUH BapuaHT perynaunyi HabnogaeTcs B cny-
yae (pepMeHTOB acnapTaTHOro CeMencTBa: OHO BKJ/IO-
4aeT MHOXEeCTBeHHble (POPMbl (hepMeHTOB (M303MMbI),
KaXX/blA N3 KOTOPbIX MMEET CBOM PerynsaTopHble Xapak-
Tepuctukn. B E. coli cuHTesmpytoTcsa Tpu acnapToKuUHa-
3bl. OpgHa n3 HMUX (AKLD cneyunguyeckn n MoMHOCTbIO
NUHrnéupyetca nusnmHom, apyras (AKT)— TpeoHUHOM,
a Tpetbd (AKH—romoceprHoM, npefLecTBEHHUKOM
Met, Thr n lle (puc. 10.6). N36bITOK Lys uHrmomnpyet
AKI, MPUBOAUT K CHWKEHUIO CUHTe3a [-
acnaptungocgara. Ho 04HOro ToILKO 3TOrO eLlle Hefo-

uToO

Psc. 10.5. MHOXeCTBEHHOe WHrMoupoBaHMe MO MNPUHLUNY

006paTHO CBA3W Ha Pa3/IMUHbIX yYacTKax pa3BeTB/NEHHOr0 61o-

CUHTETUYeCKOro nytu. MoMMMO NpoOCTbIX NeTenb 06paTHOM

CBS3N (KPUBbIe LUTPUXOBbIE CTPESIKN) YKa3aHbl NeTnn (KpuBble

CNNOLWHbIE CTPENIKKN), perynmpyoLime akTUBHOCTb PEPMEHTOB,

06LnX AN NpoueccoB 6MOCMHTE3a HECKOJIbKMX KOHEYHbIX NPO-
LYKTOB.
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Puc. 10.6. Perynauma akTUBHOCTM acnaptokuHasbl (AK)

B KneTkax E.coii. i3odopmbl hepmeHTa noasepraoTcs n3bu-

paTteNbHOMY WHIMOWPOBAHUIO OTAe/IbHbIMW KOHEYHbIMW NpPo-

aAykTamu— nusmHom (AK,), TpeoHnHom (AKT) n romocepu-
HOM (AKH).

CTaTOYHO, 4TOObI HanpaBUTb MeTaboNNTbl Ha CUHTE3
romMocepuHa 1 nocnegyrowmx npoaykKTos. epekntoye-
HWe Ha 3TOT KaHan 6uocuMHTe3a MPOUCXOAUT C MOMO-
Wbt MHIMOMPOBaHWA NO MPUHUMNY 06paTHOM CBA3M
(hepMEeHTOB, Y4acTBYOLUX B CEAYIOLWMX 3BEHBAX MYTH
ovocuHTe3a. JIM3MH MHIMOMPYeT TakXe nepsbli ep-
MEHT B NOCNeA0BaTeNIbHOCTW peakuuii, Begywmx oT -
acnapTungocdara K MM3nHy. ITo 0bneryaet HeorpaHu-
YEHHbIN CMHTE3 rOMOCEepWHa, a, CrefoBaTe/lbHO, TaKXe
TPeoHUHa ¥ nusonenymHa. Cnegyrollee MeCTo perynaumm
HaXOAMTCA Ha y4yacTKe pa3BeTB/IEHMS, U3 KOTOPOro o4-
Ha BETBb BEAET K METUOHWHY, a Apyras — K TPEOHUHY
N N30NeNLMHY.

O TOM, YTO PacCMOTPeHHble BapuaHTbl Perynsauum
meTabonm3Ma peasibHO (YHKLMOHUPYIOT, CBUAETENb-
CTBYIOT [JaHHble O XapaKTepe UHIMOMPOBaHNS KOHEYHbI-
MW NpoAyKTaMu nyTn OUOCMHTE3a, HaymHaroLlerocs
C acrapraTa, Yy pa3finuHbiX 6aktepuit (tabn. 10.2).

Haunb6osee nonHo n3yyeHHbIn annoctTepuyeckunin ep-
MEHT, acnapTaT-TpaHckapbamowunasa, Katanusupyet
MepPBYIO peakumio, YHUKaNbHYO Ans 6uocuHTe3a nupu-
muamHoB (puc. 10.7). AcnaprtaT-TpaHckapbamounasa
(ATKasa) nHrubupyetcsa no npuHLMNY 06paTHON CBS3M
untugmHtpudgocgarom (CTP). MNocne 06paboTKn pry-
TbcofepXKalwmnmm peareHtamy ATKasa TepseT 4yBCTBU-
TenbHOCTb K CTP, HO COXpaHsAeT MOMHYK aKTUBHOCTb
npu cUHTe3e KapbamounacnaprTata. ATO O3HAYaeT, YTo
CTP cBA3blBaeTCA He B TeX yyacTKax, rjge Haxopgarcs
LLEHTPbI CBA3bIBAHMA CYy6CTPaToB, a B CneynanbHOM an-
noctepuyeckom LeHTpe. ATKasa coctouT ns AByx KaTa-
NNTUYECKUX W TPEX UN YeTbIPEX PErynsaTOPHbIX NPOTO-
MepoB. KaXAablil KaTaIMTUYECKNIA MPOTOMEP COAEPXKUT

Tabnuua 10.2. BapuaHTbl anfiocTepnyecKoil perynsymm acnap-
TOKMHa3bl

OpraHusm NHrnémtop, gerctyrowmii - Penpeccop
Mo NpUHUWMMY 06paTHON
CBA3M

E. coli (kvHaza 1) "omocepuH

E. coti (kuHasa II) Lys Lys
E. coti (knHaza I11) Thr

R. rubrum Thr

B. subtilis Thr -k Lys

YeTblpe acnapTaTCBA3bIBAlOLLINX LIEHTPa, a KaxXablid pe-
r'YnaToOpHbIni—no  MeHbwed  mepe pgBa  CTP-
CBA3bIBAOLWMX (PErynaTopHbix) ueHTpa. Kaxablid Tun
MPOTOMEPOB HaxOAWUTCA MOA He3aBUCUMbIM TeHeTUYe-
CKUM KOHTpO/eM. DTO ObII0 MOKa3aHO MyTeM 0T60pa
MYTaHTOB, JIMLLIEHHbIX HOPMa/IbHOr0 KOHTPOA CO CTO-
poHbl CTP; 13 aTMX MYTaHTOB Obl/IN MOJTyYeHbI peBep-
TaHTbl, 06nagatowme npPakTMYeCKn HOpMaibHbIMU pe-
ryNATOPHbIMW CBONCTBaMM.

[laHHble 0 CyLLeCTBOBAHMM annoCTeEPUUECKUX
LIEHTPOB Y PErynsiTopHbIX hepMeHTOB

MpumepHo B 1963 r. MOHO 06paTWUN BHUMaHME Ha
OTCYTCTBME CTPYKTYPHOIO CXOACTBA MEXAY WUHIMouto-
POM, [AEACTBYIOLMUM Ha (PepMeHT NO NpuHUMNY obpaTt-
HOW CBA3K, M Cy6CTPaTOM 3TOro (hepmeHTa. OTCYTCTBME
N30CTEPUYHOCTHM C CybCTpaToOM MO3BOJIAET rOBOPUTL 06
a/1INOCTEPUYHOCTM COOTBETCTBYHOLWMNX 3pdeKkTopoB. Wc-
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Puc. 10.7. Peakuus, Katanusmpyemas

Kapbamounasoin (ATKasoit).

acnapTaT-TpaHc-



®epMeHTbI: perynsiuus akTUBHOCTU

X04s M3 3T0ro, MoOHO MPeanonoXun, Yto PepmeHTshl,
PerynvpyemMble TaKUMU aniocTepUyeckKummn adgekTopa-
MM (B Y4aCTHOCTWU, UHrMBUTOPaMKU MO NpUHUMNY obpart-
HON CBA3K), CBA3LIBAKOT 3PYEKTOP B aNOCTEPUYECKOM
LleHTpe, (hmM3nYeckn He COBMALAOLLEM C KaTa/IMTUYECKUM
LeHTpOM. TakmMm 06pas3om, anjocTepuyeckune (hepmeH-
Tbl—3TO (PEPMEHTHI, AKTUBHOCTb KaTa/IMTUYECKOro
LLeHTpa KOTOPbIX M3MeHSAeTCA Noj AeNCTBMEM ansiocTe-
pUYeCKMX 3((PeKTOPOB, CBA3LIBAKOLLMXCA B an/iocTepu-
YeCKOM LeHTpe. [laHHble 0 HaNnuMmn y perynsaTopHbIX
(hepMeHTOB (hn3nyeckn 060CO6/MEHHBLIX annocTepuye-
CKMX LIeHTPOB CBOAATCA K C/efytoLlemy.

1. PerynatopHble (PepMeHTbl Nocse mMoaupukaumum
XUMUYECKUMU NN (PUSUYECKMMU MEeTOAaMMK 4acTo CTa-
HOBATCS HEYYBCTBUTE/bHbI K a/1/IOCTEPUYECKUM 3(DEK-
TOpaMm, COXpaHAsA KaTaMTUYeCKYyt0 aKTMBHOCTb. [oKa-
3aHa u3bupatencHaa feHaTypaums annocTepuyeckKux
LLeHTPOB NpW AeCTBMU Ha (DEPMEHTbI PTYTbCOAepXKa-
LNX peareHTOB, MOYEBUHbI, PEHTIEHOBCKMX NyYeit, npo-
TEO/IMTUYECKUX (PDEPMEHTOB, PacTBOPOB C 3KCTpemasib-
HbIMW 3HAYEHUAMU MOHHOW CUMbl UK pH, Npu ANuTeNb-
HOM XpaHeHUn npn 0—5° C, 3aMopakMBaHUWU WU Ha-
rpeBaHuu.

2. Annoctepuyeckune ahdeKTopbl YacTo 3aLmLaoT
KaTa/IMTUYECKNIA LEHTP OT AeHaTypauun B YCNOBUSX,
Korga cy6cTpar Takoro 3awMTHOro 4encTeus He oKasbl-
BaeT. TpyAHO MpeAcTaBuTb cebe CUTyaumto, Npu KoTo-
poil ath(heKTOp, CBA3bLIBASACL B KAaTAIMTUYECKOM LIEHTE,
3allnLLaeT epmMeHT, a cybcTpaT Takoi CrnoCOOHOCTLIO
He o6nagaet. MMoO3TOMYy ecTeCTBeHHee MPeAnosoXuUTD,
4yTO 3(PeKTOpP CBA3LIBAETCA B APYroMm, annoctepuye-
CKOM, LeHTpe (hepmeHTa.

3. O6Hapy>XeHbl MYyTaHTHble KNeTKu GakTepui
N MNIEKOMUTAIOLWMNX, B KOTOPbIX PEryNATOPHbIE epmeH-
Tbl UMENN CYLLLECTBEHHO MHbIE PEryNsaTOPHbIe CBOMCTBA,
yeM (DepMeHTbI U3 KNeTOK AMKOro Tuna, Ho obnaganu
B TOYHOCTU TaKUMMW XKe KaTaIMTUYECKMMM CBOMCTBaMMU.
OTcroga cnefyet, 4to CTPYKTypa anoCTepUYecKoro
N KaTa/IMTUYECKOro LeHTPOB AeTeEPMUHUPYETCHA pasHbl-
MW yyacTKamn reHa.

4. T1oKa3aHO, YTO CBAI3blBaHME CyO6CTPATOB U anso-
CTepnyecKnx 3)(PeKTopoB C PErynsaTopHbIM (DepMEHTOM
MPONCXOAUT HEe3aBUCUMO.

5. B HekoTOpbIX hepmeHTax (Hanpumep, B ATKase)
aINOCTEPUYECKMIA N KaTANIMTUYECKUIA LEEHTPbI SIOKann-
30BaHbl B pasHbIX NPOTOMEpax.

KuHeTnKa annoctepmyeckoro I/IHFI/I6I/IpOBaHI/IFI

Ha puc. 10.8 npeactaBfieHbl 3aBUCUMOCTU CKOPOCTY
peakuMun, KaTaM3upyemMoin TUMWUYHBIM annocTepuye-
CKMM (pepMeHTOM, OT KOHLEeHTpauun cybctpaTa B npu-
CYTCTBUW M B OTCYTCTBME an/IoCTEPUYECKOr0 MHIMOUTO-
pa. B oTcyTCcTBME MHIrMbuTOpa HabnogaeTcs runepbo-
NNYecKas KpuBasi HacblILeHUs. B ero npucyTcTBum Kpu-
Basi NpuobpeTaeT CUrMOUAHbIA BUA; MPU BbICOKNX KOH-
LeHTpauuax cybcTpara CKOPOCTb peakumMn MOXET [0-
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CTUraTb 3HAYeHWI.* BNIN3KNX K TEeM, KOTOpble HabHo-
[alTCca B OTCYTCTBME MHrMoutopa. Obpatute BHUMa-
HMWe Ha aHa/iornio, KOoTopas MNPOC/EXMBAeTCA B 3TOM
C/lyyae ¢ KpMBbIMU HaCbILLEHUS KUCNOPOLOM MUOT06m-
Ha 1 remornobuHa (rn. 6).

Mo faHHbIM KMHETUYECKOro aHanusa, UHrnbuposa-
HMe NO MPUHLMNY 06PaTHON CBA3N MOXET OblTb KOHKY-
PEHTHbIM, HEKOHKYPEHTHbIM, YaCTUYHO KOHKYPEHTHbIM
WA MOXET HOCUTb MHOW XapakTep. Ecnv npu BbICOKUX
KOHLEHTpaumsax S akTMBHOCTb (DepMeHTa MPUMeEPHO
OfMHAaKoBa B NMPUCYTCTBMU W B OTCYTCTBUE al/IOCTEPU-
4eCKOro MHrméuTopa, To KMHETNKA BHELLHE CXOAHA C KU-
HETUKOW KOHKYPEHTHOro UHrnémnposaHus. OfHako, no-
CKOJIbKY KpuBas HacblLLeHUs cyb6CcTpaToM BCe-Takum Ho-
CUT CUTMOWHbIW, a He rmnepbonnYecknii xapakTep, Me-
TOA, MOCTPOEHUA rpaiMKoB B 06paTHbLIX KOOpAUHaTax
NS annocTepuyecKnx MHrmbuTopoB HEMNPUrofeH; OH
NpeanoXeH A1 KOHKYPEHTHOro MHrMompoBaHUA B Ka-
TAIMTUYECKOM LeHTpe. TTOCKOMbKY annocTepuyeckme
WHTMOUTOPbI CBA3BLIBAKOTCA C (hepMEHTOM B Apyrom (an-
NOCTEPUYECKOM) LEHTpe, UCXOAHAs KMHETUYecKas Mo-
[enb yTpaumBaeT cusy.

CuUrmMmongHblin  xapakTtep 3asucumoctn V otT [9]
B MPUCYTCTBUM aINOCTEPUYECKOrO WHIrMomutopa o6y-
CNoBMEH 3(h(heKTOM KoonepaTMBHOCTU. MPU HU3KMX KOH-
LeHTpaumax S aKTUBHOCTb B MPUCYTCTBUN MHIMOUTOPA
CYLLIECTBEHHO HWXE, YeM B ero otcyTcTeue. OfHaKo npu
yBennyeHnn [S] nHrnbupytowee AercTBME CTaHOBUTCH
MeHee BblpaXKeHHbIM. Takas >e KuMHeTuka Habnrogae-
TCA. KOrga MMeKTcAa fABa WaM 60/blle B3aMMOAEN-
CTBYIOLMX CYy6CTpaTCBA3bIBAOWMX LEHTpaA: NpUCYT-
CTBME MOMEKY/bl cybcTpata B O4HOM KaTa/IMTUYECKOM
LleHTpe ob6/ieryaet cBs3blBaHWe MOJIEKY/IbI BTOPOro Cy6-
cTpaTta B Apyrom LeHTpe. KoornepaTMBHOCTL CBA3bIBa-

o]e]

Puc. 10.8. CUrMouaHas KMHeTUYecKas KpuBas HacblleHuns cy6-
CTpPaTOM B MPUCYTCTBMU aNnoCTEPUYECKOr0 UHTMBMTOpA.
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HUA cybCcTpaToB Oblfla onucaHa B M. 6 Ha NpuMepe re-
MornobumHa. CUrMonaHbIA XapakTep KpPUBOW HacblLe-
HWUS remornobuHa KMCnopogoM 06YCnoB/ieH Koorepa-
TUBHLIMW B3aMMOAENCTBUAMMN YeTbIpeX CBSA3bIBAIOLLMX
0 2 UeHTPOB, NOKAaNN30BaHHbIX B PasHbIX MPOTOMepax.

Mogenu annoctepum

MonbITKK onucatb KUHETUKY a/inoCTEPUYECKOTO UH-
rMonpoBaHNs Kak «KOHKYPEHTHYHO» UM «HEKOHKYPEHT-
HYt0» MO OTHOLLEHUIO K CyBCTpaTy OCHOBaHbl Ha YMCTO
MeXaHWYeCcKoW aHasiornmn, Kotopas MOXeT BBECTU B 3a-
onyxgeHve. MoatoMy Mbl 6yAemM roBopuTb 0 [ABYX
Knaccax perynatopHbiX (epmMeHTOB— (pepmeHTax FG
paga n epmeHTax V-paga. HacbiweHne cybctpaTtom
annocTepmyecknx ¢epmeHToB K-psaga BbIMAAUT Kak
KOHKYPEHTHbIA Npouecc B TOM CMbicie, 4TO0 Km
yBenimumBaeTcs (YMeHbLUAeTCca CPOACTBO K cybcTpary),
M NpY 3TOM 3HayeHVe VBKHUKaK He n3MeHseTca. B cny-
yae a/iNIoCTepPNYECKNX (hepMeHTOB V'-psata YMeHbLLIAETCH
VX (CHMXaeTCA KaTanmTuyeckasd aPgpeKTUBHOCTb), HO
KabKyLLleecs 3HadeHne KM ocTaeTcs HensmeHHbIM. V3Me-
HeHna KM uim VTV No Bceil BEPOATHOCTKU, 06ycCroBe-
Hbl KOH(OPMaLMOHHbIMA U3MEHEHUSIMN B KaTa/IUTuye-
CKOM LieHTpe, Bbl3BaHHbIMY CBA3bIBAHNEM aiNocTepuye-
CKOro UHrnbuTopa B a//IoCcTepuyecKom LeHTpe. B anno-
cTepuyecknx epmeHTax K-psga aTv KOH(opMaLMOoH-
Hble U3MEHEHUS MPUBOAAT K 0CNabieHN0 CBA3N MeXAY
cybcTpatom M cy6CTpaTCBA3bIBAOWMMM  OCTaTKaMMu.
B annoctepuuyeckux epmeHTax V-psiga OCHOBHOM
3(h(heKT 3aknoYaeTcqd B M3MEHEHUM OpMeHTauun Karta-
NMTUYECKUX OCTATKOB, YTO MPUBOAUT K MOHVKEHWNIO
VK OfiHaKo MOryT HabnaaTbCAa M MPOMEXYTOUHbIE
cyyaun, Korga KOH(opMauMOHHble U3MEHEHUS CKasbl-
BalOTCA M Ha KM, 1 Ha VT

Ona onucaHua perynaunm aniocTepuyeckmux ep-
MEHTOB Obl/IN NPeAJIOKEHbI Pa3INYHble MOAENN, OLHAKO
BPAL N MOXHO BblOpaTh KaKyt-TO OfHY, CMOCOOHYHO
00BACHUTL NOBEAEHME BCEX PErYNATOPHbIX (DEPMEHTOB.
MMOCKONbKY CUIMOMAHBLIA XapakTep KPUBOW HacblLe-
HUS Cy6CTpaTOM B/ieyeT 3a CO60I onpefeneHHble pery-
NATOPHbIE MPEMMYyLLECTBa, Ntobas MyTaums, npuBoas-
was K CUrMOUHON KPWBOW HacbllleHus, 6yaeT UMETb
TEHAEHUMIO K 3aKpenaeHuto B nonynauun. Egsa nn mo-
XKHO 0XWAaTb, YTO BCE 3TV MyTauuu LeTEPMUHMPYIOT
OAWH N TOT e MexaHM3M WHrnébuposaHus. oaTomy
CUTMOUAHOCTb KMHETUKM eLle HUYero He roBOpUT 0 Me-
XaHW3Me MHIMbmpoBaHus.

dusnonornyeckne NOCneaCcTBMUA KoonepaTtuBHOCTU

KoonepaTnBHOCTb CBA3bIBaHMSA Cyb6CTpPaTOB MPUBO-
AWUT K TaKUM e NocneAcTBUsAM, Kak 1 KOOnepaTUBHOCTb
cBA3bIBaHMA O, remMorniobuHoM. pyU HU3KUX KOHLEH-
Tpaumsax cybcTparta annocTepruyecknin apdekTop ABns-
eTCst MOLWHbIM MHIMO6UTOPOM. OH, CneaoBaTenbHO, OKa-
3blBaeT Hanbonee aPPeKTUBHOE PerynnpytoLLee Bo3aein-

MhaBa 10

CTBVE KaK pa3 Torga, Korja B HeM UmeeTcs HanbonbLias
HEOOXOANMOCTb: MP