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IIpenuciaoBue aBTopa

Hanucanue HacTosmiero usgaHus OOYCIIOBJIEHO >XKEJaHHEM, a BO3MOXKHO,
U HEOOXOIUMOCTBIO, OMKUCATh OCHOBHBIE OMOXMMHUYECKUE MPOLECCHl B €IMHOM KITIO-
4e, HE3aBUCUMO OT IPUPOJIbI OPraHU3MOB — OYJIb TO PaCTEeHUs, )KUBOTHBIC MU MHUK-
poopranusmel. [Ipu 3ToM, TUM KIIFOYOM MOKHO CYMUTATh XUMUYECKUM MOAXO0J, YUH-
THIBAIOIIUN MOJIEKYJISIPHBIE CTPYKTYPbI, MEXaHU3MbI PEaKUil U UX CBA3b C OMOJIOTH-
YeCKUMHU (DYHKIUSIMU — OMOCHHTE30M, 0OMEHOM M MeTabonu3MoM. KonedHo xe,
yKa3aHHbIE BbIIIEC aCMEKThl B HauOOJbIIEH cTeneHH OyAyT OTHECEHBl K OMOXUMHH
YeJI0BEKa, 10 BIIOJHE MOHATHBIM COOOPaKEHUSIM.

XUMUYECKUI MOAX0J K OMOXUMUYECKOMY OINKCAHUIO BCErO KUBOTO SIBISIETCA
BIIOJIHE €CTECTBEHHBIM, NOCKOJIbKY 3HAHWE XUMHUUYECKOTO CTPOCHUS U XUMHUYECKHUX
CBOMCTB BCEX CTPYKTYPHBIX 3JIEMEHTOB KJIETKH M OPraHoOB, WJIM TNPHUOIMXKArOIIee
K OHOMY, MO3BOJIUT HE TOJIbKO OOBSICHUTH Ty WU MHYIO (DYHKIIMOHAJIBHOCTH COOT-
BETCTBYIOLIEIO0 OPraHU3Ma, HO U IPEACKA3aTh MOCIEAYIOIIee IT0OBEeIeHHUE ero. B ciy-
4ae 4eJI0BEUYECKOr0 OPraHu3Ma — 3TO U JUarHOCTHKA, U JIEYEHUE, U IPOTHO3.

CrnenyeT OTMETUTH, UTO HEOOXOAUMOCTh CO3/IaHUsl Y4eOHOTO M3AaHUS JOCTa-
TOYHO OOIIEro XapakTepa MO 3TOW JUCHUIUIMHE, CBA3aHO C PACUIMPEHHEM CIIEKTpa
CIIEHUAIINCTOB, IIPU MOJATOTOBKE KOTOPBIX JOCTATOYHO OCHOBATEIBHO IPUBJIEKAIOTCS
XUMUKO-OMOXMMUYECKHUE KypChbl Pa3HOrO HAMOJIHEHUS. DTO KacaeTcs, KOHEYHO XKe,
MEIMKOB BCEX CIELUaIN3alii, B IEPBYIO OYepelb, B 3HAUUTEIBHOM CTENIeHN O1OJI0-
TOB Pa3jIM4YHOr0 MPOQUIIsl, TaKHE€ KypChbl YMTAIOTCA HAa XMMHUYECKHX (aKyJbTeTax
KJIACCUYECKUX YHUBEPCUTETOB, B By3aX CEJIbCKOXO3SIMCTBEHHOW M MUIIEBOU OPUECH-
TalHH.

Takum 00pazoM, HACTOSAIIUN YUeOHUK CIEAYyeT CUUTATh KPATKUM KypCOM, IO-
CKOJIbKY IPETEHI0BAaTh HAa MOJHOTY 0003pEHMs TaKOH OBICTPO pa3BUBAIOLIEH HAyKU
C IIMPOKUM OXBAaTOM CMEXHBIX oOJacTel 3HAaHUW U MPUPOAHBIX OOBEKTOB MpaKTHUYE-
CKM HEBO3MOXXHO. A OOLIMM K€ KypCOM Ha3BajlH B CBSI3M C IMPENOJIaraeMbIM pac-
CMOTPEHHEM OMOXMMHUYECKHX MOJIOKEHUN OOIMIMX JJIs pa3InyHbIX opraHu3MoB. Ko-
HEYHO K€, HEKOTOpas JeTajau3alus MpUcylias Ju00 pacTeHUsIM, JIUOO KUBOTHBIM,
YeJIOBEKYy B MEpPBYIO OYepelb, WIM MHUKpoOopraHuzMaMm Oynaer BbilosiHeHa. W Bcé-
TaKl, OCHOBHOW ymnop OyJeT cliejaH Ha OMOXHMMHUIO YEJIOBEKA, B CBSI3U C 3TUM, B OT-
JIeJIbHOM TJlaBe pacCMOTPEHBI I1aBHbIE OOMEHHBIE MTPOLIECCHl B OpraHU3ME YEJIOBEKa,
BKJIKOYAs U MMaTOJOTUYECKUE HBIOAHCHI.

B cBsi3u ¢ BhIlIE cKazaHHBIM, BbIOpaHa M CTPYKTypa H3JIOKEHHUS MaTepuana,
COrJacHO KOTOPOM CTaTHKa U JMHAMMKA KaX10ro OMOXMMHUYECKOr0 KJ1acca aHalu3H-

pyeTcsl U ONUCBIBAETCSI HEPA3PBIBHO, T. €. B IJ1aBE MOCBAIIEHHON, HATPUMED, AMUHO-



KHUCIIOTaM U OenkaM, OyIyT pacCMOTPEHBI M UX KITFOUEBbIE OMOXUMUYECKHUE aCTEKTHI,
KaK TO: CTpPOCHHE, OMOCUHTE3, XUMUUYECKUE U OMOJIOTHYECKUE CBONCTBA.

Hacrosimiee yyebHoe m3nanue mpeaHa3HA4eHO, B MEPBYIO Oouepeib, IS CTY-
JIEHTOB XUMUYECKUX M OMOJIOTHYECKUX CIEHHUATIBHOCTEH KIIACCUYECKUX YHUBEPCUTE-
TOB, a TakXKe OYJET MOJE3HBIM CTYJEHTaM Pa3IMYHBIX MPO(HUIeH METUITUHCKOTO
HarpasJieHus, (apMalleBTUYECKOr0 B OCHOBHOM.

buoxumus (6uonmornyeckass XMMHs) HaXOJIUTCA HA MEPAPXUUECKOW BEpIIUHE
XUMUYECKUX HAaYK, €M MPEeIIIeCTBYIOT BCE XUMUYECKUE TUCIUILUIMHBI, OT KaXJI0U U3
KOTOpBIX OHa OepET BCE TO, YTO B TOW WM MHOU CTEMEHU CBA3AHO C KUBBIMHU Opra-
HuU3Mamu. B HauOounbllei cTeneHn oHa, KOHEYHO K€, CBsI3aHa C OPraHUYecKOu Xu-
MUEH, KOTOPYIO MOXXHO CUMTATh (PYHITaMEHTOM OMOXWMHH, & MOCTUKOM CBSI3bIBAIO-
UM OMOXHMHUIO C OPraHUYECKOM XUMHEHN CITY>KUT OMOOpPraHUYECKast XUMUS U XUMHUS
IPUPOJIHBIX COCIUHEHUN. B CBSI3U ¢ 3TUM, OYEBHUIHO, YTO CIEAYET BBIICIUTH T€ OC-
HOBHBI€ CBOMCTBA OPraHUYECKUX COCAMHEHUN U IOJOXKECHUS OPTraHUYECKOM XUMMUH,
KOTOpbIe OyIyT HEOOXOAMMBI TIPH PACCMOTPEHUHU BCETO Marepuaia mpeamera Ouo-
xumus. Takke, ciaeayeT MpOBECTH KiacCU(pUKAIUIO COSAUHEHUM W BEIIecTB, oOpa-
3YIOIUX JKUBYKO MaTepuro H obOecrneunBaronux e€ (yHKIIMOHATU3AINIO, Kak
¥ BKpaTIle ONUCATh CTPOEHUE U (YHKIIMU HEKOTOPHIX TPyMHI OUOJIOTUYECKH AKTHB-
HBIX COCIMHEHUH, MPUHUMAIOIIUX yYacTUE B OMOXUMHUHN OCHOBHBIX KJIACCOB BEILIECTB
KWBOM MaTepuu.

VYuuThiBas BCE BBIIIE CKa3aHHOE, BECh MAaTEpUAIl Kypca U3JIOKEH U, B KAKOMU-TO
CTENEHU, KIacCu(UIMPOBAH B CIEAYIOIIEM NopsAsike. B mepByto odepenpb, paccMoOT-
PEHBI OCHOBHBIE TEOPETHUUECKUE ACIEKThI, CBA3aHHBIE CO CTPOCHHEM U CBOWCTBaAMU
OpTraHUYECKUX W OUOOPTraHMYECKUX MOJEKYJ, KOTOphIE MPEACTaBISAIOT (DyHIaMEHT
OMOXMMHUYECKUX SIBIICHUN. DTOT pasziesl MOKHO OMpPEAENUTh, KaK CylmpamMoJIeKyJsip-
HBII mojaxon K Ouoxumuu. Crienyromuil 0J0K MOXKHO O3BYYUTh KaK CTaTHYECKas
OMOXUMUS, B KOTOPOM MPECTABIEHBI BCE IIABHBIC KJIACCHI OPTAHUYECKUX U OMOOp-
TaHUYECKUX BEILIECTB, 00PA3YIOIIUE CTPYKTYPY OMOJIOrMYeCKUX KIETOK. OTAeIbHBIM
OJIOKOM pacCMOTPEHBbI HU3KOMOJEKYIISIpHbIE (PYHKIIMOHAIBHBIE COCUHEHHUS, OTBET-
CTBEHHBIC 32 OMOXMMHMUYECKHE U (PU3HOJOTHUECKUE MPOIEcChl (BUTAMUHBI, Kodep-
MEHTBI, TOPMOHBI). 3aBepIIAONINA, Haubosee 0ObEMHBIN M 3HAYMMBINA, OJIOK MOCBSI-
IEH ONMUCAHUIO TJIABHBIX OOMEHHBIX MPOIIECCOB — YIJICBOJAHOMY, JIUMUIHOMY, aMU-
HOKHCIJIOTHOMY, HYKJIEOTHIHOMY.

VYuutsiBas TOT (PakT, YTO HACTOsIEEe Y4eOHOE W3JIaHWE OPUEHTUPOBAHO Ha
CTYJICHTOB M MAarucTpaHTOB XUMHUYECKUX, (apMaleBTUUECKUX HAIPABICHHUMA
Y HaIPaBJICHUS] «MEIUIIUHCKAS XUMUS», €r0 MOXKHO ONPENETUTh, KaK «XUMUYECKas

OHOXUMUS.



Yacte |. CTpykTypHas (cynpamoJsieKkyjasipHasi) OMOXUMMS

I'maBa 1. CBolicTBa OCHOBHBIX OMOTeHHBIX QYHKIMOHAJIBbHBIX IPYIII,
(parMeHTOB M MOJIEKY.JI

T'uopogunvnocmop-1unogunvnocms. B 1nepByr0 ouepellb, OTMETHM TaKoe
BaXHOE CBOWCTBO OPTraHWYECKUX MOJEKYJ, X (parMeHToB M (DYHKIIMOHAIBHBIX
IPYIIN, KaK OTHOIIIEHUE K BHEIIHEH Cpejie, a ToOuHee, K pacTBOpUTe siM. B kauecTBe
pacTBOPUTEIICH B )KUBOM CHCTEME BBICTYIIAIOT BOJAA U B KAKOW-TO CTEIICHU JIUITUIHBIC
KOMITOHEHTBI, TIPOILE TOBOPS, XKUPHI U KUPOIMOAOOHBIE BelecTBa. Tak BOT, QyHKIIHU-
OHAJIbHBIE TPYIIIBI U MOJICKYJIIPHBIE ()parMEeHThl UMEIOIIHNE CKJIOHHOCTh K 00pazoBa-
HUIO COCJIMHEHUI TOr0 WJIM MHOTO THUIA ¢ MOJIEKYJIaMU BOJbI (BOJIOPOJIHBIMU CBS3S-
MH, B OCHOBHOM) HaszbiBatoT TuapoduibHbiME (-OH,- COOH, -CR=0, -NH,,
-OPO3H,, -SO3H); Torna kak, ¢pyHKIMOHAIBHBIE TPYIIBI U MOJIEKYJIApHbIE (parMeH-
ThI HE 00pa3yroIIue CBA3el ¢ MOJICKyJIaMH BOJbI Ha3bIBAIOT THAPO(GOOHBIMHU ( yTIIe-
BOJOPOJIHbIE (hparMeHThl Pa3IMYHOTO CTPOEHUS — aJIKUIIbHBIE, AIKEHUIbHBIE, apoMa-
tudeckue). Takum 00pa3om, MOJEKYIsIpHbIE (PparMeHThI, UIMEIOIIHE CPOJACTBO K BOJIC
SABIISIFOTCSL 2UOPOPUAbHBIMU, PACTBOPSAIOTCS B HEW, HO HE UMEIOT CPOJICTBA K YTIJIEBO-
JI0OpPOJIaM M HE PACTBOPSIOTCS B HUX, T.€. OHU JIunoghooHble. B cCBOIO o4epeb, MoJie-
KyJsipHble ()parMeHThI, HE UMEIOIINE CPOJICTBA K MOJIEKYJaM BOJbI U B HEH HE pac-
TBOPSIIOIIUECS, HA3bIBAIOT 2UOPOPOOHBIMU, HO TAK KAK OHU PACTBOPSIOTCS B YIJIEBO-
JIOPO/AX U )KHPAX, TO UX MOYKHO HA3bIBATh AUNOPUILHBIMU.

['unpodunbHbie B3aUMOACHCTBUS, IHEPTreTUYECKH OOECIICUCHHBIE BOJOPO/I-
HBIMU CBS3SIMU U JJIEKTPOCTATUUECKUMU B3aUMOICHCTBUSIMU 3apSIKEHHBIX (hparMeH-
TOB MOJIEKYJI (HOHBI U JUIIOJIbHBIE MOMEHTBI) 1OCTATOYHO MPOYHbBI, aTPAKTUBHBIE K€
B3aMMOJICUCTBHS JIUMTODUIBHBIX (PParMEHTOB MEXIy co0oil, 00s13aHHbIe JIOHTOHOB-
CKUM cujiaM (JUCIEPCHOHHBIE B3aMMOJICUCTBHS), 3HAUUTENbHO ciabee. [ucnepcu-
OHHBIC B3aUMOJICUCTBUSL OOSI3aHBl B3aMMOJCHCTBUI0 MTHOBEHHBIX JUIOJBHBIX MO-
MEHTOB CBSI3€M U MOJICKYJIAPHBIX (PparMeHTOB, HE TOJIAPHBIX B MPHUHIIUIE, HO B MO-
MEHT COJMKEHUS UHUIMUPYIOUIMX MTHOBEHHOE paclpe/iesieHUe 3apsioB. DTH B3au-
MOJIEUCTBUS XapaKTEepHBI pU (HOPMUPOBAHUH KIETOUYHBIX MEMOpaH.

Tak kak, Oonbllasg 4yacTh OMOT€HHBIX CyOCTaHUMU MpeACTaBlIeHAa MOJU(PYHK-
IMOHAJIBHBIMUA COEIMHEHUSIMU, T. €. B WHJIUBUAYAIBHOW MOJIEKYJIE OJIHOBPEMEHHO
COCYUIECTBYIOT JABE WM Ooisiee (DYHKIMOHAIBHBIX TPYII PAa3IUYHON TPUPOABI
Y CBOMCTB, TO BIIOJIHE BEPOSITHO, U 3Ta BEPOSITHOCTh YaCTO PEAUIYETCS, IPOSBICHUE
UMU Ougpunvnbix cBOCTB. it OMPUIBHBIX MOJEKYJ AOCTATOYHO OOJIBIIOTO pa3Me-
pa XapakTepHbIM CBONCTBOM SIBJISICTCSI TEHIAEHLHUS K JIOKAIM3ALUUU UX HA TpaHULE
paznena ¢a3 B AByx(ha3HON cucTeMe BOAA-TUNU (WM JApyras opraHuyeckas >Kuj-
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KOCTh, HE CMEIIIMBAIOIIASCS C BOJIOI) B CUITy «PacTBOpPEHUs» TUipodmibHOro (par-
MEHTa MOJIEKYJIbl B BOJHOM CJIO€ U «IPWJIUIAHUS JUNOPUIBHON YacTH €€ K MoJie-
KyJaMm JIMMUAIHOTO cliosi. J{mst OupuiIbHBIX MOJIEKYJ MaJIoTO pa3Mepa XapakTepHa hX
CIOCOOHOCTh Oecnpe/IeIbHO PACTBOPSTHCSA KaK B BOJAE, TAK U B OPraHUYECKOM JIU-
IIAJTHOM PacTBOPUTENE, T. €. CMEIIMBATHCS. SpKUN mpuUMep TOMY — METWUIIOBBIU
Y STUJIOBBIM COUPTHI, TUMETHICYIb(OKCHUI.

Booopoonuwie ceazu.

Bonopoansie cBs3u, uinu emé HasbiBaemble H-cBs3u, 00pa3yroTcs, Kak MpaBu-
710, IBYMsI TIOJSIpHBIMU (parmerTamu oomen popmynsr: X-H u Y-, rne X u Y rere-
pOaToMBbI OoJiee ANEKTPOOTPULIATENIbHBIE YEM aTOMBI YIJIepo/ia U BOJIOPOJia, B OUOOp-
FaHUYECKUX MOJIEKYJ 3TO aTOMBbI KHCJIOpoAa W a3oTa. B Ttakom ciyuae, cBsi3p X-H
HOJIIPHA C TMOJIOKHUTEIBHBIM 3apsiIoM Ha aTOME BOJAOPOJA, a aToM Y HecE€T Ha cebe
OTPULIATENBHBIN 3aps/l U HEMOACIEHHYIO SJIEKTPOHHYIO TIapy, T. €. BOAOPOAHAs CBS3b
obecrieyeHa 3JIEKTPOCTATUUECKUMU B3aUMOACHCTBUSIMU 3apsaoB. TUMUYHBIE Bapu-
aHTBI BOAOPOJHBIX CBS3€H )KMBOM KIJIETKU MpeACcTaBiIeHbl Ha puc. 1.1.

B psne cnydaeB, peanusytoTcsi BOJAOPOIHBIE CBA3U C YYaCTHEM C OJIHOM CTOPO-
Hbl cBsa3ed yriepoa-soaopoa (C-H), a ¢ apyrol CTOpPOHBI YTII€BOJOPOIHBIE
n-cucteMbl. Hanmpumep, C-H...O=C wmu O-H...6en3ou1.
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Pucynok 1.1. Ocnognvie munvl 6000poOHbIX c853€ll 8 OUOXUMUUECKUX CUCTNEMAX

Kpome THUTIOB BOJIOPOAHBIX CBSI3€H, OMMCAHHBIX BBIIIE, HEOOXOAMMO BBIICITUTh
U CrocoObl MX 00pa3oBaHUSs, CTOJb XapakKTEpHbIC IS OMOXMMUYECKHX MOJIEKYII
¥ CUCTEM — BOJIOPOJHBIC CBS3U OJHOTO UTOTO JK€ THUIA MOTYT OBITh OOpa30BaHbI Kak
BHYTPUMOJIEKYJISIPHO, TaK U MEXMOJICKYJIIPHO, B MOCJIEIHEM Cliydae, Jalle BCEro,
(bOpMHPYIOTCS KpAaTHBIC W MOJIMMEPHBIEC BOJOPOIHBIC CBS3H, T. €. MEXKIY ABYMS MO-

JICKyJIaMH WM MOJIEKYJISIpHBIMH (PparMeHTaMu 0oOpasyeTrcsi ABE WJIM TPU BOJIOPO/I-



HBIX CBSI3€H, a B Ciyyae OMONOJMMEPOB KOJMYECTBO ITHX CBA3EH BeCchMa BEIMKO
U 3[IeCh OHM UTParOT BaXHYIO, 4 MHOI/IA U PEILAOILYI0 POJib B (POPMUPOBAHUU MPO-
CTPAHCTBEHHOM CTPYKTYypbl OHONOIMMEpPAa U KJIETOUYHBIX CTPYKTYp (BTOpPHUYHBIE
CTPYKTYpBbI O€IKOBBIX MOJIeKYJ1, BUHTOBbIE cTpyKTypbl JIHK 1 PHK),

Kucnomnocmo-ocnoénocms. KucnoTHOCTD W OCHOBHOCTH OpPraHUYECKHUX
U OMOOPraHUYECKUX COCIMHEHUN ONpenessieTcs MPUCYTCTBUEM B UX MOJIEKYJaX CO-
OTBETCTBYIOUINX (DYHKIMOHAIBHBIX TPYII — T€ U3 HUX, KOTOPBIE CIIOCOOHBI OTLIET-
nATh KaTHoH Bogopoaa (H') mpu aucconumanuu B pacTBOpe WM HpH AEHCTBHU JIpY-
roro CO€IMHEHUs, UMEIOIIETr0 TEHACHIMIO K MPUCOEANHEHUIO 3TOM YacTULbl (CpoI-
ctBo k H), miam crocoGHble K IPUCOEINHEHHIO aHHOHA JII000T0 TUIIA SBISIOTCSA KHC-
JIOTaMH; T€ U3 HUX, KOTOPBIE B IPOLECCE TUCCOUMALMN OTUIEIUISIIOT TUAPOKCH]T aHU-
oH (HO"), obpasyrot ankokcu anvoH (RO ) unu umeroT TeHASHIIUIO K TPUCOeHE-
HUIO [TPOTOHA, SIBJISFOTCSI OCHOBAHUSMH.

KucnorHeie cBoiicTBa MNpOSBIAIOT (YHKIMOHAJIbHBIE TPYIIbI, HMEIOIINUE,
B IIEPBYIO OUYEpPEb, TUAPOKCIIBbHYIO CBsI3b, OH-KHCIOTHI, (COUPTHI, (GEHOIBI, KapOo-
HOBBIE KHCJIOTHI); a30T-BOJOPOJHYIO CBsI3b, NH-KUCIOTHI, (aMUABl KUCIOT, TETEPO-
LUKJIbl MTUPPOIBHOIO THIA); TMOISIPU30BAHHYIO HHIYKIMOHHBIM 3()(PEKTOM COCeTHUX
IpyII, YIJI€BOJOPOIHYIO CBA3b TeTparoHanbHoro yrieponaa, CH-kucnotsl, (mmpous-
BOJHBIE KapOOHOBBIX KUCJIOT). B mpuHuumne, Bce 3TH KUCIOTHI JOCTaTOYHO Clla0ble
CPABHUTEJIBHO C HEOPTaHUYECKUMHU KUCIOTAMH, HO BCE TaKU, MEXAY COO0M UX MOXK-
HO PACHOJOXHTh IO CWJIE€ KHUCIOT caeaymoomeMm nopsake: OH-kucnorer >
NH-kucnotsr > CH-kucnoTel. TUNHYHBIE PEACTABUTEIN OMUCAHHBIX BBIIIE KUCIOT

npuBeACHBI Ha puc. 1.2.

CH;—COOH CH3—(CHy),—COOH COOH
_— \ LCOOR
__N-H . H-CZcooR H—CR;COOR
\ R
H

Pucynoxk 1.2. [Ipedcmasumenu 6uoopeanuyeckux KUciom

Oco0o0 crieyeT BBIACIUTh KUCIOTH HEOPTaHUYECKOTO TTPOUCX 0K ICHUS, 00pa-
30BaHHBIC COJIIMHU HEKOTOPBIX METaIOB (0-3JIEMEHTHI), TaK Ha3bIBACMbIC KHUCIIOTHI

JIptonca, KHCIOTHOCTh KOTOPBIX OOYCJIOBJICHA HAIMYUEM y KaTHOHA METaylia CBO-
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OOJTHBIX AJIEKTPOHHBIX YPOBHEH (aTOMHBIX OpOMT), TOCTATOYHO HHU3KO PACTOJIOKEH-
HBIX 10 PHEPreTUYECKOM IIKaie, 4TO 00eCleunBaeT UX CIOCOOHOCTh K IMPUCOEANHE-
HUIO KaKoro-imbo aHWoHAa WM (DYHKIIMOHAJIBHON TPYIIIBI C HEMOJCIEHHOU JIICK-
TPOHHOU mMapoi. B ciyyae OMOOpPraHMYECKUX CHCTEM 3TO COCIMHEHUs Tumna: FeXs,
ZnX,, CaX,, MgX;, MnX,, rae B kauecTBe rpynmupoBOK X OOBIYHO BBICTYHAIOT
AQHUOHBI XJIOpa, TUAPOKCUI-aHUOHBI, KApOOKCUIIaT-aHUOH, a TaK)Ke HEUTpaIbHbIE MO-
JeKyJISIpHbIE (DparMeHThl C HEMOAENEHHON AJIEKTPOHHOW Mapoil Ha TeTepoaToMme,
00BIYHO ATO a30T, cepa U Kuciaopoj (o6o3HaunM ux kak L, ot cioBa murann). Ilo-
TOMY, B camMOM 0OIIeM Buje, KUCIOTHI JIptorica MOTYT OBITH OomucaHbl (HOPMYIIOM
MX L. Taxxe HEOOXOIUMO BBIJICTUTh y4acTHE B OMOXMMHUYECKUX Tpolieccax ¢oc-
(bOpHOI KHUCIOTHI, KOTOpas B CBI3aHHOM BHUJE MOXKET 00pa30oBaTh aHMOHBI pa3ind-
HOW CTENeHW 3apsTHOCTH, (OPMUPOBATh MAaKpOIPTHYECKHE AHTHIPUIHBIC CBS3H,
oOecrieuynBaTh JIETKOCTh PEAKIUN STUMUHUPOBAHUS U HYKICO(PUIHHOTO 3aMEIEeHHUS
KaK yxojsias rpymnma. Penkas Onoxumuueckas: peakius OCYIIECTBIsIeTCsl 0e3 y4a-
ctust pocharoB B ToM i nHOM BHJe (puc. 1.3).

r )
o
RO-PO;> RO-HPO,; —Fl’—o—"l“—
o) o)
0]
\ /
), QST C—O0—P, —» X—C, + MgPO,
Y S ) 7
< 0*--Mg
\_ J

Pucynox 1.3. Buoopeanuueckue pocghamot

OcHOBHBIE CBOMCTBAa OMOOPTraHUYECKUM MOJIEKYJIaM, KaK MpPaBUiIO, IPHUAAIOT
pa3inuHble azoTcoaepxkamue QyHKUUU, TpUuéM, QYHKIUHN TPEXBAJIEHTHOIO a30Ta
HECYIIUE HEMOAECNEHHBIE 3JIEKTPOHHBIE Mapbl. Crofa OTHOCATCS alMKJIMYECKAE aMu-
Hbl — IIEPBUYHBIE, BTOPUYHBIC U TPETUYHBIE — aPOMATUYECKUE U LIUKINYECKUE aMHU-
HBbI, TIOCJIETHUE MPECTABICHBI B IPUPOAE OTPOMHBIM KOJIMYECTBOM Pa3HOOOpa3Heil-
IIUX TeTEPOLUKINYECKUX COEAMHEHUN MoJ OOIIMM Ha3BaHUEM ankajiouabl. OCHOB-
HOM BaJI 3TUX BEIIECTB IPUXOAUTCS HA PACTUTEIbHBIE HICTOUYHHUKH, B ITOCIEIHEE BpeE-
Ms MHOT'O MX HaxOJIIT B MOPCKMX OpraHM3Max pasHbIX KJIACCOB, aJIKAJIOUJBI )KUBOT-
HOTO IIPOMCXOXIEHUs TOCTATOYHO peAaku. HekoTopele BapuaHThI a30TUCTBIX OCHO-

BaHWI IpuBeJeHbI Ha puc. 1.4.



R—(CHs)—NHs

N-H R3N NH,

Pucynox 1.4. Bapuanmul azomucmsix 0CHO8AHUL

CremyeT 3aMeTHTh, COEIMHEHMs a30Ta aMMoHuitHoro xapaktepa (NR; X)),
aMHHO Tpymma IO COCEACTBY C KapOOHWJIBbHOW WM Cynb()oHHOW (yHKUHUAMU
(-CO-NH_y, -SO,-NH,), naTuuieHHbIe TeTepONUKIIBI TUPPOILHOTO THITA, OCHOBHBIMHU
CBOICTBaMH He 00J1a/1al0T.

OcHOBHBIE CBOMCTBA, peXe€ U B MEHBIIIEH CTENEHHU, KaKk MpaBWiIo, MpU Mpolec-
cax (opMHpOBaHUS NEPEXOTHBIX COCTOSHHUM Pa3NUYHBIX PEAKUUA U KOMILIEKCO-
00pa30BaHUsIX, IPOSBISIOT COCIMHEHUS ABYXBAJIEHTHOMN cephbl (Cyab(GUIbI U THOJbI),
COUPTHI ¥ IPOCThIe 3upbl. OCHOBAaHUSIMH MOKHO CUUTATh U aHUOHBI TUITUYHBIC JJIs
ounooprannueckux ¢pynkuronansHeix rpymnin: RCOOT, RO, RS'.

Haubonee cuibHBIME OCHOBHBIMHU CBOWMCTBAMHU 00JIQJAIOT pa3indHbIE OHOOD-
TaHUYECKHE MOJICKYJIbI C ()parMEHTAMU T'yaHUAMHA U ajieHuHa (puc. 1.5).

NH,
H //NH N
N TN
R \ ‘
NH2 \ N
N \
R

Pucynox 1.5. Cmpykmypor MoNeKynsApHbIX (ppacmeHmos 2yaHuouHa u a0eHuHa

A3OTHCTBIC OCHOBAHHUS — TCTCPOLUKIIBI C ABYMA aTOMaMHM a30Ta pPas3jindHOIo
BAJICHTHOTO COCTOSAHHA — MOI'YT HPOSABJIATL KaK OCHOBHBIC, TAK U KHCJIOTHBIC CBOM-
CTBA, TaK CKa3aTb, OBITH KHCJIIOTHO-OCHOBHBIMHU «XameJjiecoHaMM». Haubonee SPKHUM
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IPUMEPOM TOMY MOXKET CIIYy)KHTh MOJieKysia umuaasoina (puc. 1.6). Kak monexyssp-
HBIM ()parMEeHT UMH1a30J1 YaCTO (PUTYPUPYET Ha KIFOYEBBIX MO3ULMIX OMOOpraHnye-
CKHUX BEILECTB U OMOXUMUYECKUX peaKLuil.

) Qﬁ”— %Tuﬁﬁ QBQ

N
H

Pucynox 1.6. «Xameneonnvie» ceoticmea umuoasona

KucnoTHO-0CHOBHBIE XapaKTEpUCTUKU BOJHBIX PACTBOPOB M3MEPSAETCS BEIHU-
yuHOM pH, xoTopass mima uymcror Boabl paBHa 7.0, kucnele MMEOT 3HadeHus pH
MeHble 7.0, menoyHbie (OCHOBaHHBIE) pacTBOPHI UMeEIOT 3HaueHust pH Oonbie 7.0.
Tak Kak, B OpraHM3MeE YEeJIOBEKA OCHOBHOM PAaCTBOPUTEIL BOAA, TO UMEET CMBICI
yKa3zaTh 3HaueHus: pH ans ero OMOJIOTMYECKUX KUIKOCTEH B HOpPME: >KeNTyAOYHBIH
cok (2.0), muzocomsl (5.0), mot (6.0), moua (6.0), uurornasma (7.0), miazma Kpo-
BU (7.4), ToHKUN KumeyHuK (7.75). DTU 3HAYEHUS KOJEOIIOTCS B Mpejenax IUIC-
muHyc 0.5.

Kparkocpounsie konebanust pH B opranusme uenoBeka KOMIEHCUPYIOTCS Oy-
(dbepHBIMU CHCTEeMaMH, KOTOPBIC MPEJICTABISAIOT cO00i cMech cimaboit kmciotel HB
U COMPsKEHHOTO ¢ HeW ocHOBaHMs B', M ci1aboro OCHOBaHHS M COMPSDKEHHOM
C HUM KHUCIOThL. Takue cucTeMbl MOTYT HEUTPaIN30BaTh NU30BITOK KATUOHOB BOJIOPO-
J1a, TaK U TUJIPOKCHUII AHUOHOB.

AnexkmpoghunvrHocmb-HyK1eoPuIbHOCHb. INEKTPODUIBHBIE U HYKICOPIITEHBIC
CBOICTBa OpraHUYECKUX (PYHKIIMOHATIBHBIX T'PYII B ONPEACIEHHON CTEIICHH CBS3aHbBI
C KACJIOTHOCTBIO M OCHOBHOCTBIO OPraHMYECKUX MOJIEKYJ, COOTBETCTBEHHO. MOXHO
CKa3aTh, MOHATHS AIEKTPOPMIBHOCTH U HYKJICO(DUIHHOCTH SBISIIOTCA 0oJiee OOIIMMH,
a KACJIOTHOCTh U OCHOBHOCTh MOYKHO PacCMATPUBATh KaK UX YAaCTHBIN CITy4aM.

DOnexkTpouibHBIE CBOWCTBA MPOSBIISAIOT BCE T€ (DYHKIIMOHATIBHBIE TPYIIIbI, KO-
TOPbIE UMEIOT CLIOCOOHOCTh B3aUMOJIEHCTBUS C OTPUIATEIBHO 3aPSKEHHBIMUA YaCTHU-
IaMU U HEUTpaJbHBIMU (DparMeHTaMu MOJEKYJ C M30BITOYHOM AJEKTPOHHOU IIOT-
HOCTHIO. DIIEKTPO(UILHBEIMU CBOMCTBAMHU 00JIAIAl0T TaKKE HEKOTOPBIC COCTUHCHUS,
BLIEJIOM, MOJIEKYJIBI KOTOPBIX OCHOBATEJIBHO 3arpy’KEHbl 3JEKTPOHOAKUENTOPHBIMU
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rpynnaMu Uid reTepoaToOMaMiu C 3JIEKTPOOTPULIATEIBHOCTRIO OOJIBIIEH YeM y yrie-
pona. [Tpumeps! Ha puc. 1.7.

A
H® C1IY Br’ CH; CHy>Cl ClgC<—H Ry,C=0

Pucynox 1.7. Dnexmpogunvusie yacmuysl u MoaeKyivl

HyxneoduiapHBIMU CBOMCTBaMH 00JIaTa0T COCTMHEHUS C BRIPAKEHHBIM CPOJI-
CTBOM K TIOJIO)KHTEIIbHO 3apsDKCHHBIM YacTUIIaM, K TTOJIOKHUTEIHHO 3apsKECHHBIM
neHTpaM (QYHKIMOHATBHBIX Tpynn. HykIIeopWIBHBIME CBOWCTBaAMH 00JIaqaroT
¥ HEHUTpAIbHBIE MOJIEKYJIBI C HECKOJBKHUMH JJICKTPOHOJOHOPBIMH (YHKIUSIMH WITH
UMEIOIIMMH CBSI3M C TETEPOATOMOM MEHBIIEH JIEKTPOOTPHUIIATEIIBHOCTH YeM Y yTJIe-
pona. [Tpumepst Ha puc. 1.8.

Ho® RO° cHy Hal® cN~ NS RS® NH; RCOO

e
ROH RSH HCN NH; R3N CH(COOR); CHy<Li

Pucynok 1.8. HykneogunvHole uacmuyvl u MOaeK) bl

Crnengyer OTMETUTh, YTO HEKOTOpbIE (DYHKIIMOHAJIBHBIC TPYIIBI U MOJIEKYJIBI
MOTYT MPOSIBIIATH KaK 3JICKTPO(PIIbHBIC, TAK U HYKJICO(PUIbHBIC CBONCTBA B 3aBUCH-
MOCTH OT CpeAbl U JEHCTBYIOIEro peareHra. Hampumep, kapOoHWIbHAS (yHKIIUS
aNBJICTUIIOB U KETOHOB TOJIIPU30BaHA CO CMEIICHHEM DJICKTPOHHOW TUIOTHOCTH HA
aTOM KHCIIOpOJa, B CBSI3U C Y€M aTOM KucJopojaa OyaeT o0naaaTh HyKICOPHIbHBIMU
CBOMCTBaMH, a aTOM YTJIepoJa — JJNEKTPOPMIBHBIMHU. 37IECh K€ YKaXeM KECTKOE
IPABUIJIO B3aUMOJCHCTBUS MOJIEKYJ MEXIYy COOON B 3aBUCUMOCTH OT UX XapakKTepa —
PEaKIMK OCYIICCTBISIIOTCS MEXIY MOJICKYJaMHU M YaCTHUIIAMH TIPOTHUBOIIOJIOXKHOTO
XapakTepa, T.e. dNeKTpoduisl 3H(HEKTUBHO pearupyroT ¢ HyKiIeohuIamu.
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Kougopmayuu u konguzypayuu monexyn. Ilorstus konbopmainuu u KoHDH-
rypauuy BBEJEHBI JUIsl ONMCAHUs MPOCTPAHCTBEHHOTO CTPOEHUS JIIOObIX OpraHuye-
CKHUX MOJIEKYJI, IOCKOJIBKY IPOCTPAHCTBEHHAS CTPYKTYpa B TAKOW )K€ CTEIIEHU BIIWSI-
€T Ha UX CBOMCTBA, KaK U 3JIEKTPOHHOE PACIPEIEICHHUE, U ITH JIBE XapaKTEPUCTUKU
B3aMMHO CBSI3aHbI, TAK KaK ONPEAEIISIOTCS, B KOHEUHOM CUYETE, OCOOCHHOCTSAMH SJIEK-
TPOHHOT'O CTPOEHUS BaJCHTHOW 000JOYKM aTOMa yriepoja B 3aBUCUMOCTH OT MOJe-
KYJISIPHOTO OKPY>KECHHS.

Kpome noHsTHS BajJeHTHOCTH, MPU ONMHMCAHUM CBOMCTB M CTPOEHHUS COEIIMHE-
HUH YIJIepoJa CleAyeT YUYUTHIBATh U MOHATUE BAaJEHTHOIO COCTOSIHUS, KOTOPOE CBSI-
3aHO C KOOPJIMHALMOHHBIM YHCIIOM €ro. YTJEepoJ CBA3aHHBIA C YETBIPbMS COCEAHU-
MU aTOMaMH ONpPENENsIeTCsl Kak TeTparoHaIbHbIA Cre, YIJIEpOA CBSI3aHHBINA C TpeMs
COCEIHUMHM aTOMaMH 0003HadaeTcss Kak TPUTOHaIbHBIN Cy, yIriiepoa CBA3aHHBIM
C IByMsI COCETHUMHU aTOMaMHM MOXHO Ha3BaTh AMTOHaNbHBIM Cgi . Mexay cBsa3saMu
00pa30BaHHBIMU TETPArOHAJIBHBIM YIIIepoJioM yroi paBeH 109.5°, B ciywae Tpuro-
HAJIBHOTO YIJEpoa yIibl MEXIY €ro cBA3sIMU paBHbI 120°, 111 TUTOHAIBHOIO yTJie-
pona 3tot yroia paseH 180°. C atumMu nmapameTpaMu aToMa yTJIepoJia CBsI3aHa U CUM-
METPHUSI COOTBETCTBYIOIUX MOJIEKYJIAPHBIX (PparMEHTOB — T€TparoHaJbHbIN yriepos
oOpa3yeT mnupamMujy, TPUTOHAJIBHBIA YTIEPOJ pacrojiaraeT CBOM CBSI3U B OJHOMU
IUIOCKOCTH, CBSI3M JUTOHAJIBHOTO yriiepojaa o0pa3yroT oJHy JuHuto. [Ipumeps! cooT-
BETCTBYIOIINUX MOJIEKYJ IpUBeIeHbI Ha puc. 1.9,

NL | @
Cie Cir Cai
ROl R H @ H—C=C—R H\c c=c.'R
: C=C. —C=C— =C=C,
H/C\H H/ \R H/

Pucynox 1.9. Banenmnule cocmosnus yenepooa

u npumepovl coomeemcmeyroumux coeOuHeHuUll

Opranuueckue coequHEHUs, 00pa30BAHHBIE TOJIBKO TETPArOHAJIbHBIMU YTJie-
pOJlaMH, Ha3bIBAEMbIE HACBIIICHHBIMHU, YKE B CAMOM IIPOCTOM cilydae (MoJIeKyJa co-
JEP>KUAT TOJBKO J[Ba TAKMX aTOMa, dTAHOBAas CHCTEMa) MOTYT CYIIECTBOBATH B JIBYX
IPOCTPAHCTBEHHBIX (DOPMAX — 3aTOPMOKEHHOH M 3aCIOHEHHOW — KOTOpPHIE MOTYT
JIETKO TEePeXOAUTh JpYr B Jpyra mnpocTbiM Bpamnenuem ¢parmentoB —CH,X
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(puc. 1.10). Takue mpocTpaHCTBEHHBIE M30MEPHI HA3BIBAIOTCS KOH(OpMepamu, mpe-
BpallIeHUs UX APYT B Apyra — KOHGOPMALIMOHHBIMU [IEPEX0JaMH, & CaMa U30MEPUST —
KoHpopMmarmonHas uzomepus. [Ipu srom Bpamenun cBs3b Ce — Cie He HapyIIaeTcs
0 XOJy BCEro Mpoluecca u, CaeAoBaTelIbHO, He TPeOYeT CYLIECTBEHHbIX dHEpreTuye-
CKHUX 3aTpaT, HO SHepreTuieckas pazHula Mexay KoHpopMmepaMu Bceraa CylecTBY-
€T U BCErja B IMOJIb3y 3aTOPMOKEHHOU (OpMBI, IOTOMY OHA M HA3bIBAETCS 3aTOPMO-
YKEHHOM.

Ecnu mbl Temepb 0OpatuMcsi K HACBHILIEHHBIM YTJIEBOJOPOIHBIM IEMOYKaM
¢ OOJIBIIUM KOJMYECTBOM YTJIEPOAHBIX aTOMOB, TO MOKEM 3aMETHTbh, YTO OHU MOTYT
0o0pa3oBaTh OOJIBIIOE KOJTMYECTBO TAKMX KOHPOPMALIMOHHBIX U30MEPOB, YEM OO0JIbIIIE
¢dparmentoB —CHo—, Tem Gombinie u koHbopmanmii. Ho Hanbosnee crabunbHOM Oyner
OJIHa, Ta B KOTOPOH Bce (hparMeHThl UMEIOT 3aTOPMOKEHHOE IMOJOKEHUE YTIepo-
YIJIEPOJIHBIX CBS3EH.

B ciyyae npocTpaHCTBEHHONW M30MEPHUM IUKINYECKUX HACHIIICHHBIX YIJIEBO-
JI0pOJI0B 0c000€ MECTO 3aHMMAaeT MOJIEKyJla LIUKIOTeKCaHa — IUKJIONPOMaH, UKIIO-
OyTaH M LUKJIONEHTAH UMEIOT IJIOCKOCTHYIO MM OJIM3KYI0 K HEH (OpMBbI — KOTOpast
paay COXpaHEHUs] HOPMAJIBHOI'O COCTOSIHUSI BAJIEHTHBIX YIJIOB TE€TParoHajabHOI'O YT-
Jepoja BBIHYXKJEHA YUTH U3 IJIOCKOTO COCTOSIHUS B «CMOPILEHHOE», 00pa3ys B pe-
3yJibTaTe KPECIOBUAHYIO KOH(OPMAIINIO, KaK HanboJiee CTa0MIbHYIO.

Pucynox 1.10. Kongpopmayuu u konghopmayuorHwvle nepexoovbt MOAeKY1

HACHIUWEHHBIX Y2l1e8000P0008

[Ipu sTOM, eciau B MOJIEKYJie ITMKJIOTeKCaHa MMEETCS 3aMECTHUTEINb, TO YXkKe
BO3MOJKHA ITPOCTPAHCTBEHHAS H30MEPHS C akCHaNbHBIM (R,) 1 sxBaropuanbHbeiM (Re)
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HOJIOKEHUSIMU 3aMECTUTENISA, U3 KOTOPBIX MOCIIEIHEE SJHEPTETUYECKU O0JIee BHITOTHO.
KondopmanmonHslii nepexoa Mexay IByMsi KPECIOBUIHBIMHU (hopMaMu C aKCUaib-
HbIM U 3KBAaTOPUAJIbHBIM TOJIOKEHUSIMHU 3aMECTUTEIISIMU €ILE OMPENENsAOT, KaKk UH-
BEPCHUIO, B CBSI3U C Y€M, CJIEAYET OTMETUTh, YTO IPU MHBEPCUU LIMKIOTE€KCAHOBOIO
Kpeclia MPOUCXOAUT M3MEHEHHE MOJIOKEHHSI 3aMECTUTENIed MPU BCEX YTIIIEPOJHBIX
aToMaXx, CKOJILKO ObI UX HE OBLIO.

[IpocTpaHcTBeHHas U30MEPUSL B COCMHEHHSIX C TETPArOHAIBHBIM YIJIEPOJIOM
BO3HUKAET B T€X CIIy4asiX, KOTrJa MOJEKyJa HE UMEET 3JEMEHTOB CUMMETpHUH, T. €.
oHa acuMMeTpudHa. Hanbonee pacnpocTpanéH BapuaHT aCUMMETPHYHBIX (WM XU-
paNbHBIX) MOJEKYJ, CBA3aHHBIM C HAJIMYUEM ACUMMETPHUUYECKOrO ILEHTpa B OHBIX,
B KQU€CTBE KOTOPOTO BBICTYMAET aTOM YIJIEpOAa C YEThIPbMS Pa3IUYHbIMU 3aMECTH-
TensiMu. IMEHHO B 3TOM cilydae MOJIeKyJja TepsieT BCE 3JIEMEHThl CUMMETPHUH TpH-
Cyliye, Hampumep, METaHy W MOJO0OHBIM MHUPAMHAAIBHBIM CTPyKTypam. Tak BOT,
aCUMMETpHUYHAsl, WIM XUpaJbHas, MOJEKYJIa MOXKET CYLIECTBOBATh B BUJIE JIBYX IPO-
CTPAaHCTBEHHBIX (pOpMax, KOTOPHIE COOTHOCATCS KaK 3epKaTbHbIC N30MEPHI, KOTOPHIE
HECOBMECTUMBI KakK JieBas W IpaBasi PyKH, UM Bbl U Ballle OTOOpa)KEHHE B 3epKaje.
DT ABa U30MEpPA, YHAHTUOMEPHI, MOTYT MEPEXOAUTh NIPYT B JApyra TOJIBKO uepes
CTaJUI0 COMNPOBOKIAIOMICHCA pa3pblBOM XHUMHUYECKOW CBS3M. ODTOT BapUaHT IpO-
CTPAaHCTBEHHOW HM30MEPHUHM W HA3bIBACTCS KOH(DHUTypammoHHOW u3omepueit. Emé eé
HA3bIBAIOT ONTHUYECKOM, MOCKOJIbKY /IBa YHAHTHOMEpA MIACHTHUYHBI M0 BCEM CBOUM
XUMUYECKUM M (U3UYECKUM CBOWCTBAM KpOME OJHOTO — OHHM BPAIIAIOT IMJIOCKOCTh
NOJIAPU30BAHHOIO CBETA HA PABHBIM yroJj, HO B MPOTHBOMNOJIOKHBIX HAIPABJICHUSIX,
0 STOMY pa3jU4YMI0 MX HWHOTJA Ha3bIBAIOT JIEBO- M IMpaBOBpaIlaroime (Hpopmsl
U ONIPEJEIISIIOT YIiibl BpalleHUs +o U — a.

B npupoIHOW M CHHTETMYECKOM XHMHUHU CYLIECTBYET OIPOMHOE KOJUYECTBO
COEIMHEHHM, B CTPYKTYPE KOTOPBIX UMEETCSI HECKOJIBKO aCHMMETPUYECKUX LIEHTPOB,
a 9TO O3HAYAET YTO KOJUYECTBO KOH(PUTYPAIMOHHBIX H30MEPOB B TAKOM cllydae Oy-
ner pasao N = 2", rme N — KOIMYECTBO H30MEPOB, N KOIMYIECTBO ACUMMETPUYECKHX
LEHTPOB.

Kpome Toro, ontuueckoil uzomepuein 001aal0T U HEKOTOPbIE APYTHE THUIIbI
OpraHUYECKUX MOJIEKYJ, He HMMeEIonre (OpMaTbHBIX aCUMMETPUYECKHUX IIEHTPOB,
aluIeHbl U OM(EHWIbI, HApUMEp, a TaKXKe MOJUMEPhl PA3HOTO THUIA C BUHTOBOMU
CTPYKTYpPOM, KyJla OTHOCATCA (PyHIaMEHTaJIbHbIe OMOTIOIMMEPHI — OCJKU U HYKJICH-
HOBBIE€ KUCJIOTHI.

KoudurypanroHHbIMU H30MepaMu SIBISIOTCS W TIPOW3BOJIHBIE ITUJICHA, B KO-
TOPBIX [JIBa 3aMECTHUTENSl PACHOJOXKEHbl MO OJHY CTOPOHY T-CBS3M (yuc- WiIH
Z-u30Mepbl) U 10 pa3Hble CTOPOHBI €€ (mparnc- unu E-u3omMepsl), TOCKOIbKY UX B3a-
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MUMHBIE IEPEXO0/Ibl TAKXKE CBA3AHBI C Pa3pbIBOM XUMHUYECKOU CBSI3H, T-CBSA3U B JAHHOM
ciayyae. Cm. puc. 1.11.

X\C H i . C/X HOOC\C H i 0 C/COOH CH,
v Mk 1 Ry cy’ YOH ! HO” " CH, *
HO *
H\c=c=c X \ X c=c=c/H CH CH
R MY o y” “r ’ °

Pucynox 1.11. Bapuanmul kongueypayuouHo onmu4eckot uzomepuu
(6 MoneKyie MEHMONA 36€300UKAMU OMMeEYEeHbl ACUMMEMPUYECKUe YEeHMPbL)

Bo Bcex BbIlIe paCCMOTPEHHBIX CIyYasix Mbl TAHIIEBAJIX BOKPYT YIriepojia, Oc-
HOBOIIOJIAraroLIero JIEMEHTa OPraHu4ecKoun cpeapl. Ho uM 0HUM MBI OIrpaHUYUTHCS
HE MOXXEM, MMOCKOJbKY HeoOXxoanma (yHKIIMOHATN3AINS CUCTEMbI, TPUIEM, MHOTO-
napamMerpoBas (yHKIIMOHAIM3AIMA. JTa MpodiieMa perraeTcsl MOKII0YEHUEM TeTe-
pPOaTOMOB, WJIM aTOMOB OPraHOI'C€HOB, KHCIIOPOJia U a30Ta B HAWOOJBINCH CTEIICHHU.
Tak BOT, 3aMEHa aTOMa YIJepo/Jia Ha KIFOUEBBIX MO3ULMAX KUCIOPOJIOM WM a30TOM
HE MEHSET NPUHOUIHAAIBHOM  KApPTUHBI  CTEPEOM3OMEPUHM  —  YETBIPEX-
KOOPJMHUPOBAHHBIM aTOM a30Ta WJIM TPEX-KOOPAWUHUPOBAHHBIA C HEMOACIEHHOMU
ANIEKTPOHHON Mapoil (TOCTeaHssT BBHIMONMHICT (DYHKIMH YETBEPTOTO 3aMECTHUTEINS)
aToOM KHCJIOpoJa CIOCOOHBI 00pa3oBaTh PHAHTHUOMEPHI. 3aMeHa aToMa Yrjepojia B
[UKJIOTEKCAHOBOM IHMKJIE HA KHUCJIOPOJ WJIH CEpy OCTaBJISIET HEU3MEHHOM €ro
KpeciaoBuaHY0 hopmy (puc. 1.12).

o H

. \
R N
NE ° A T
Rl/ \R3 ‘

Pucynok 1.12. Cmepeoxumus cemepoamomubix Op2aHU4ecKux cucmem
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Taymomepusa ¢ ouoxumuueckux cucmemax. I'naBHasi o0coOOEHHOCTb OHOOpra-
HUYECKUX MOJIEKYJ, €ClIM JdakKe He TpeOOBaHUE — ATO MX MOJU(PYHKIIMOHAIBHOCTD,
o0ecreunBaoIIasi MAKCUMYM XUMHUYECKHUX BO3MOKHOCTEH MPU MUHUMAIBHBIX MOJIE-
KYJIpHBIX 3aTparax. BO3MOXHOCTh OJHOrO BEIIECTBA CYIIECTBOBAaTh B ABYX, WIIH
Oomnee, CTPYKTYpPHBIX (popmax, JIETKO MEPEeXOosiluX APYr B Apyra, 4acTo HaXOJs-
IUXCS B JIMHAMUYECKOM DPaBHOBECHH, WIM (DUKCUPYIOMIUXCS JTOTOJHUTEIHHBIMU
B3aUMOJICMCTBUSIMU U YCJIOBUSMU, O] IMTOHATUEM TAyTOMEPUU, MOKET CIIYKHUTh JO-
MOJIHUTEIBHBIM (PAKTOPOM PACIIUPSAIONIMM 3TOT MOCTYJAT (MAaKCUMYM XHMHUYECKUX
BO3MOXHOCTEN IIPU MUHHUMAJIBHBIX MOJICKYJISIPHBIX 3aTpaTax — MOXET paccMarTpH-
BaThCS KaK Ouoxumuyeckas mpakmoska npunyuna Okkama).

HawnbGonee wacto BcTpedarIlue TayTOMEpPHBIE BapHAHTHl B OHMOXUMUYECKUX
CHUCTEMax: KETO-CHOJbHAs, JaKTaM-JaKTUMHas,

HUMUH-UMHWHHAasA, IMUPUIHNH-

nUppOoJIbHAs mpecTaBieHbl Ha puc 1.13.

a) b)
COOR COOR @ - (1
R‘(H:‘CHZ R‘C=CH N/ OH N o
H

o) == OH
R1 3 R1 R3 d) | \> o N
YN == N= == | />
RZ R R? R* H N
g J

Pucynox 1.13. Taymomepus: a) kemo-enonvuast, b) nakmam-naxmumnas,

¢) umun-umunnas, d) nupuoun-nupponvras

OcoObIii BapraHT TayTOMEPHOW CUCTEMBI MPEACTABICH KOJIhYATO-IICTTHON Tay-
TOMEpPHEN YIIIEBOJOB, IJI1 KOTOPBIX XapaKTEPHO CYILIECTBOBAHME B pacTBOpax JIWHA-
MUYECKON CMECH HECKOJIBKUX (HOpM. DTy CUCTEMY MBI U PACCMOTPUM B pasjieie, Tmo-
CBSIIIEHHOM XUMHUHM YTJI€BOJIOB.

Xumuueckasn peakyuoHHasA CROCOOHOCMb OUOXUMUYECKUX CUCTEM MMEET He-
KOTOpBIE OCOOCHHOCTH, KOTOphIC, B MPUHIUIE, 0a3upyrOTCs Ha (QyHIaMEHTATHLHOM
0a3uce TEOPETUYECKON OPraHMYEeCKO XUMHUU. BO-TIEpBBIX, peakuu y TeTparoHaib-
HOTO YTJiepoja BCErjia MpoTeKaloT M0 CUHXPOHHOMY ITyTH, TaK Kak 3TO 00ecleyuBaeT
cTepeocnenuPuIHOCTh MPoIlecca, BKIOYas SHAHTHOCEICKTUBHOCTE (CM. HAmpuMep,
MexaHu3M Syp). Bo-BTOpBIX, 3HEpreTHuecKku Bcerjaa 00Jiee BBITOIHBI BHYTPH MOJIe-
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KYJISIPHBIE TPOIIECCHI — 3TO KACAeTCs XMMHUYECKHX PEaKIUil U CympaMOJIEKyISIPHBIX
B3aUMOJAECHCTBUIA. DTOT (DaKT 3HEpPreTudecku oOecrevyeH Ha MpeBapUTEIbHBIX CTa-
misix (popMupoBaHus OMPYHKIMOHAIBHBIX WM MOJU(PYHKINOHATIBHBIX MOJEKYJ,
T. €. pemyjbCUBHas 4YacTb SHEPreTMYECKoro Oapbepa peakUuu YyxKe NpoiineHa.
U, B TpeThux, Kak MpaBUIO, OMOXMMHYECKOE MpEBpalleHHUE KaTaJu3upyercss He-
CKOJIbKUMU KaTaJUTUYECKHUMHU IICHTpaMU (HECKOJIbKUMHU (pepMEHTaMH, YacTO B BUE
KOMILIEKca (PepMEHTOB) 00pa3ys «IepPEeXOAHbIN CaluT.

I'naBa 2. Knaccudgukanust ¥ CBOMCTBA BelleCTB
M COeIMHEHHUH KUBOH KJIETKH

Knaccudukanus B 11000# 0071aCTH HAyKU BCETIa MPOBOAUTCS U BCETJa OTO HE
npoctoii MoMeHT. [lo Mepe yclmokHEeHHsST OOBEKTOB HCCIICIOBAHHS YCIOKHSICTCS
U IpoOyieMa KiacCHU(PWKAIMA — IKUBBIE OpPTraHW3MbBI, YEJTOBEYCCKUU OPTaHU3M
B HanOOJIBINICH CTETIICHU, CaMble CIIOKHBIC CHCTEMBI M KiacCU(dHKaIMs B 3TOH oOpac-
TH HOCHT MHOTOIIapaMeTpOBBIA xapakTep. M xumudeckas, 1 OMOXUMHUYECKasl Kiac-
cu(UKaIs BCETO )KMUBOTO, KUBOW KJICTKU U JKUBBIX OPTAaHM3MOB — HAaBEPHOE, caMast
CJIOXHAsl CTOPOHA 3TOTO Jieya. B CBsI3W ¢ BBINIECKa3aHHBIM, MBI 3/IeCh MTPOBEAEM ca-
MYIO KpaTKyl0, BBOAHYIO, XapaKTePUCTHKY MPOOJIEMbI, UMes BBHLy TO, YTO MPAKTH-
YeCKH OOJIbIas 4acTh BCETO MaTepHaa KHUTH, KaKk Obl HETJIACHO, TIOCTOSIHHO OCBE-
IIaeT T€ WJIM WHBIC MOAXOABl K XHUMHKO-OMOXUMUYECKON KITACCH(PUKAIIMK BEIICCTB
Y TIPOIIECCOB KUBOU KJICTKH U )KUBOTO OPraHNU3Ma BIICIIOM.

CIo’)XHOCTh U MHOTOILIAHOBOCTH ITPOOJIEMBI BCET/Ia BJICUET 32 COOOM M HEKO-
TOPYIO HEOMPEAeIEHHOCTh, CBA3aHHYIO0 C HEBO3MOXKHOCTBIO TIPOBECTH YETKYIO Tpa-
HUILy MEXIy TOHSITHSIMH, HAPUMEpP, OPTaHUYECKUE W HEOPTaHWYECKHE BEIIEeCTBA,
HU3KOMOJIEKYJISIPHBIE U BBICOKOMOJIEKYJISIPHBIE COCIMHEHUs] — Bcerja OyAeT MUMETh
MECTO KaKasi-TO IPOMEKYTOYHast 00J1acTh.

Heopzanuueckue 6éewjecmeéa B XUBBIX CHCTEMax HE OTIUYAIOTCS OONBIIAM
pa3Ho00pa3reM CPaBHUTEIBHO C OPraHMYECKUMH, KaK BOOIIEM TO M BO BCEU OKpY-
JKAIOIEeH CHCTeME — KOJIMYECTBO HEOPTraHWYECKUX COCAMHCHUM, M3BECTHOE HaM, Ha
MOPSJIKKM MEHBIIIE OpraHudeckux. Ho 3To He 03HauaeT WX Malyl0 BaKHOCTh — OHH
SIBJISIFOTCSL 00513aTEILHBIMU YYACTHUKAMHM TIPAKTUYECKHA BCEX OMOXMMHYECKHX IPO-
nieccoB. OJIHM M3 HUX, MCIOJB3Ys CBOIO BBICOKYIO PAaCTBOPUMOCTH B BOJIC, TJIABHOTO
PacCTBOPHTEIIST BCETO KXUBOTO, BXOIAT B COCTAaB BCEX OMOJOTHYECKUX JKUIKOCTEH,
dbopMHpYST WX AIEKTPOTUTHBIA COCTaB, 3TO — KATHOHBI HATPUS, KAJIWs, KaIbIIHs, Mar-
HUS, aMMOHMUS; aHUOHBI XJIOPa, YTIIEKUCIOTHI, pocdaT-aHMOHBI, CyIb(haThI.

Jlpyras rpymma 3JeMEeHTOB — JKeJe30, IIMHK, MapraHell, KoOaJIbT, CeJieH U Mo —
oTmpeensieMble KaKk MUKPODJIEMEHTHI JIJIS )KUBBIX CUCTEM, BXOJIAT COCTaB (PEPMEHTOB,
ATUX YHUBEPCAIbHBIX KaTAIM3aTOPOB BCEX OMOXMMHUYECKUX PEAKIIHIA.
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Opzanuueckue éeujecmea COCTaBISIIOT OTPOMHOE MHOT0OOpasue B KHUBOM MpH-
poJie, NPaKTUYECKU TPYJTHO 0003PUMOE, TTOCKOJIbKY UX KOJIMYECTBO MOCTOSIHHO MPHUOBI-
BaeT, 00s3aHHOE IMporpeccy B 00JaCTH MEIUKO-OMOJIOTMUECKMX HAYYHBIX HMCCIIEAO0BA-
HUI, OMOXMMHUYECKOW M XUMHUUYECKOM HampaBJI€HHOCTH, B TOM uucie. OpraHnyeckue
BEIIIECTBA, B NIEPBYIO OYEPEb, CIEAYET Pa3ACIUuTh HA HU3KOMOJIEKYJISIPHBIE U BBICOKO-
MOJIEKYJISIPHBIE COETMHEHUS, MEKIY KOTOPBIMH, KCTaTH, HE BCErJa MOKHO IMPOBECTH
4ETKYIO TPaHUILY, KaK HallpuMep, B CITydae MOJUTIEITHIOB U OEITIKOB.

K HM3KOMOJIEKYISIpHBIM BEIlIeCTBaM KMUBOM KJIETKH CJIE€yeT OTHECTH: BUTAMHU-
Hbl U KO(PEPMEHTHI, TOPMOHBI CTEPOUTHON MPHUPOJBI M AMUHOKHCIOTHOTO IPOUC-
XOXKJICHUS, YKUPHBIC KUCIOTHI U MX MPOU3BOJAHBIC, AMUHOKUCIIOTHI M TENTHU/IbI He-
OOJBIIIOT0 pa3Mepa, MOHOCaXapa M OJIMTrOcaxapuibl, W3OMPEHOUIBI W ATKaJIOUIbI,
(heHOTOKUCIOTH U (HJTABOHOU/IBI, AHTUOMOTUKHU U TIOJI00HBIE UM MPUPOAHBIE (papma-
KOJIOTUUECKHU aKTUBHBIE coequHEHUs. VIX OTHOILIEHHE K Pa3IUYHbIM OpraHU3MaM J10-
CTaTOYHO PA3JIMYHO — €CJIM CTEPOUJIHBIE TOPMOHBI 3TO MpeperaTuBa >KMBOTHBIX, (e-
HOJIBI U (PITABOHOUABI CUHTE3UPYIOTCS MPAKTUYECKU HAIIENIO PACTCHHUSIMHU, aHTUOHO-
TUKU MUKPOOPTraHU3MaMH, CHHTE3 aMUHOKHUCIIOT U KUPHBIX KUCIOT B PaBHOM CTeme-
HU OCYULIECTBIISIFOT U TE€ U IpyTHE.

Xumuueckasa Knaccugukayus npeanosiaracT pa3AesieHue COSIUHEHUN OJHO-
ro IapcTBa Ha KJIacChl M (DOPMUPOBAHKE WX HA3BAHUN B COOTBETCTBUH C CUCTEMATH-
YeCKUMH HOMEHKJIaTypaMH Kiaccudeckoi opranudeckod xumuu (IUPAC), 6uoxu-
muu (IUB) u monexynsapuoit 6uonorun (IUBMB). 3toT moaxon moxer ObITh 1OCTa-
TOYHO PalMOHAIBHBIM TOJBKO ISl JOCTATOYHO HU3KOMOJEKYJISIPHBIX COEIMHEHHM
C HEOOJIBIINM KOJMYECTBOM (PYHKIIMOHAIBHBIX TPYII, U HE UMEIOIIUM TPUBUATIBHO-
ro Ha3BaHus. Kcratu, TpuBUanbHbIe HA3BaHUS IIUPOKO MCIOJIB3YIOTCS B XUMUU OHO-
OpraHUYECKUX BEUIECTB.

buoxumuueckana knaccugpukayua oCHOBaHA HA Pa3rpaHMUYECHUU BELIECTB >KU-
BOM CHCTEMBI COTJIACHO IMyTsIM MX OMOCHHTE3a, KOTOphIE OYIyT PAaCCMOTPEHBI HIIKE,
OTJIETIbHBIM Pa3/I€TIOM.

Meouko-6uonozuueckas aKmugHoOCHb TPUPOTHBIX COCIUHEHHUN TaKXe MO-
XKET ObITh MCIOJIb30BaHA ISl UX OOBEAMHEHUS B OINpPEACIEHHbIE KJIACCHI, XOTS Cle-
IyeT cpa3y kK€ OTMETHUTh, UTO YacTO B OJIHY TPYMITY MPH TaKOM IMOaXojae OyayT mo-
najaTh BEIIECTBA, MUMEIOIIME OYEHb Mayo OOILIEro Mo MOJEKYJISIPHOH CTPYKTYpE,
HaIpUMep, BUTAMHUHBI, aHTUOMOTUKH, IIMTOTOKCHUHBI U JIp.

Knaccugpurkayus no npupoonvim ucmounuxam uMeeT OrpaHUYEHHOE MTpUMe-
HEHUE, TaK KaK BEIIECTBA OJIHON CTPYKTYPhI U CBOMCTB MOTYT OBITH HalJIEHHI B CO-
BEPIICHHO Pa3JIMYHBIX OpraHu3Max, Halmpumep, MpocTarjaHAUHbl XapaKTepHbIEe AJis
YelioBeKa B OOJBIIOM KOJMYECTBE COJACPKATHCS B HEKOTOPBIX BHUAAX KOPAJIIOB.
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371ech, B MEPBYIO OYEPENb, BBIICISAIOT BELIECTBA PACTUTEIBHOIO IMPOMCXOXKICHHUS,
KUBOTHOTO TIPOUCXOK/IEHHUS, BEILIECTBA CUHTE3UPYEMblE MUKPOOPraHu3Mamu, B IO-
CJIEIHEE BPEMS OTAEJIBHO pACCMAaTPUBAOT BEUIECTBA BBIJAEISIEMbIE U3 MOPCKUX Opra-
HU3MOB — HaJI0 OTMETUTh BBICOKYIO MPOAYKTUBHOCTb 3TOI'0 HAIIPABICHUS.

I'nagnwvle Knaccol 6uoopzanuyeckux moJiekya. 1'TaBHBIMU KjaccamMu OHOOD-
TraHUYECKUX COCAMHEHHUH CJEeAyeT CUMTaTh: YIIeBOAbl, AMUHOKHUCIOTHI U OEJIKH,
KUPHBIE KUCJIOTHI U JIUINJbI, HU3KOMOJEKYJISIPHBIE COCUHEHUSI Pa3IMYHON aKTHB-
HOCTH (BUTAMHHBI, (H€PMEHTHI, TOPMOHBI).

Yeneeo0vt 10 XuMHUYECKOW TPUPOJE SBISIOT COOOM TOJHU-THIPOKCH-
KapOOHMJIbHBIE COEUHEHUsI (OKOHYaHuE — 03a). X kimaccuduumpyror mo Koiauye-
CTBY aTOMOB YIJEpOJa B OCHOBHOHM LENOYKE (IEHTO3bI, T€KCO3bl); MO COCTOSHUIO
KapOOHWJILHOM T'pyIIIbI (C ajdbAETUIHON IPYNION — aabA03bl, C KETOHHOW Tpynnoi —
KeTo3bl). B 3aBucMMOCTH OT KOHQUTYpalUU MOJIU-THAPOKCHIBHOTO (hparMeHTa Mo-
JIEKYJIbl UM MPUCBOEHBI UMEHA COOCTBEHHbIE (TJII0K03a, FaJlakTo3a, u T. 1.). X nuk-
JIUYECKUE TayTOMEpHbIE (OpMBbI 0003HAUYAIOT KAK AUPAHO3bl I IIECTHUYICHHBIX
UKIIOB U KaK @)ypano3vl ISl NATUYICHHBIX HUKIOB. Eim€ ObITyeT kiaccudukanums
YyIJIEBOAOB IO CTENEHU MOJMMEpPU3AlMd MOHOMEPHBIX YIJIEBOAHBIX E€IUHULL.
DT0 onurocaxapuabl U MoJucaxapuibl (TJTUKaHBbI).

VYT1eBobI BO BCEM CBOEM MHOT000pa3nu (HOTOCUHTE3UPYIOTCS pacTeHusMu. Pu-
3MOJIOTMYECKH 3HAYMMBIMU JIJIs )KUBOTHBIX, YEJIOBEKA, B YACTHOCTH, SIBIISIFOTCS: TIIFOKO3a
(B mepByto ouepenn), GpyKTo3a, rajakTo3a, MaHHO3a, pubo3a. Creayer OTMETUTD TIIH-
1epo3y (TIULEPUHOBBIN albAETHI) KaK caMblii MaJIEHbKUHN YTJIEBOJ, OOBIYHO y4YacTBY-
IOIIMHA B KAU4eCTBE MPOMEXKYTOUHOTO MPOJYKTa PA3TUUHBIX META0ONINYECKUX MpOLec-
cax. Ha pucynke 2.1 mpuBeneHbl CTPYKTYpbI BBIIIIE YKa3aHHBIX YTJICBOJOB (Ha3bIBae-
MBIX em€ MoOHOocaxapugamu) B mHpoekiusx @umepa. Bce oHu  umeroT
D-xoHpurypamnuto, onpeaensieMyro Mo MocaeHEMY aCUMMETPUIECKOMY LIEHTPY.

( )
H CHO CH,OH
CHO CHO o CHO
- H——OH ——
cHO H——OH HO H "o . H——OH
- 1 HO——H 1
H on HO H HO H ) o o
S H——oH HO——H 1
CH,OH H OH el oy M T ©H
H——OH H——OH H——OH | CH,OH
CH,OH CH,OH CH,OH CH;OH
a b c d e g
. J

Pucynok 2.1. Cmpykmypsi 0CHO8HbIX npocmulx yenesodos. a) D-enuyeposa, b) D-enokosa,

) D-mannosza, d) D-eanaxmosa, €) D-¢ppyxkmosa, g) D-pubosza
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[Tpoexkuun dumepa oToOpakaroT, Tak Ha3bIBa€MbIE, IIETIHBIE» CTPYKTYPHI yI-
JI€BOJIOB, TOTJIa KakK JUlsl HUX OoJjiee XapaKTepHbI «KOJbYaThie» (DOPMBI, KOTOPbIE 005~
3aHbl BHYTPUMOJIEKYJIIPHOMY HYKJICO(PHIBHOMY MPUCOEAMHEHUIO CIIUPTOBOM (PYHK-
muu (HykJaeopui) no 3ekTpoduiibHON kapOoHuIbHOUM rpynme. [lpu sTom B3aumo-
JEHUCTBYIOT HanboJiee COMMKEHHBIE B TPOCTPAHCTBE (PYHKITMOHAIBHBIE TPYIIIBI — JISI
IeKCO3 3TO TMAPOKCUIIBI IIPU C® u C*, anst meHTO3 TUAPOKCUIIBL IIPU c, Bzaumorpe-
BpallleHus 3TUX JIBYX (KWiaH Oosee) GopM U ONpenesstoT KaK «KOJIb4aTo-IeMHY0» Ta-
yromeputo (puc. 2.2).

HO
H H_O
H
HO OH a
HO OH
H
H 4o
H_O
HO\ >C: ~ OH
CH OH > HO OH
HO—WH ]
| HO oH y
_CH \ b
HO R
H\\\\\

Pucynox 2.2. Konvuamo-yennas maymomepus D-eniokosvl: &) o-nuparnosa,

b) p-nupanosa, ¢) a-gpypanosa, d) p-pyparnosza

B BogHOM pacTBOpe TIIFOKO3a MPEACTABIEHA BCEMU IISITBIO CTPYKTypamu, CO-
OTHOLIEHUE KOTOPBIX 3aMETHO 3aBHUCUT OT pH cpenpl, HO Bcerga JIOMUHUPYET
a-nupaHo3Has gopma. OHa e SBIAETCS €IMHCTBEHHOW B KpPUCTaJIaX, €Cld KpH-
CTaJUIM30BaTh W3 BOJHOTIO pactBopa. lIpu kpuctamumsannu INFOKO3bl U3 NMUPHUANHA
OHa OyzeT nojyuyeHa B J-nupaHo3HOU ¢opMme. B 3aximroueHue cieayer OTMETUTDH a0-
COJIFOTHOE MPEUMYILECTBO HUKINYECKUX CTPYKTYp MpU 00pa30BAHMM TE€X WJIM MHBIX
IPOU3BOHBIX YIJIEBOJOB — MUPAHO3HBIX JJIS ajbJ0reKco3, (ypaHO3HBIX ISl KETO-
IeKCO3 U aJIbJ0-TIEHTO3.

21



Ecnu dypano3Hbie CTPYKTYpHI SBISIOTCS IJIOCKUMU, TO 3TOTO HEJb3s CKa3aTh
0 TIMPAHO032aX, MOCKOJIbKY MO BCEM CTEPEOXUMUUYECKUM MpaBUiIa MECTUUICHHBIC 1IHUK-
JIbl, TIOCTPOCHHBIE U3 aTOMOB T€TPAroHaJbHOW KOH(HUTypaluu, HE MIOCKUE U UMEIOT
dbopmy Kpecina, Kak HauOosiee cTaOWIbHYIO. BBeleHre B TaKOM IMKIOT€KCAHOBBIM
IUKJI OJTHOTO WM 00Jiee TeTepOaTOMOB HE MEHSIET MPUHIIMIUAIBLHON KapTUHBI. Ta-
KM 00pa3oM, YIJIEBOJbI C MUPAHO3HOM IUKIMUYECKON CTPYKTYpOHMl BCerjia MMeEIT
KpecioBuaHyo (hopmy, B kKoTopoi ¢yHkimoHanpHbie Tpynmnsl (-OH, NHAC u np.)
PacIoIOKEeHbl B aKCHAJIBHOM WJIM AKBAaTOpHAIbHOM HarpaBiieHusx. Ho Takoe n300-
pakeHHe He BCETJla HAarJsHO, ¥ TOTOMY Yalle MpuoeramT K CTPYKTypHOMY n300pa-
KEHUIO B BHUJE IUIOCKUX MpOeKIHil Xeyopca, B KOTOPHIX B3aMMHOE PACIOI0KCHUE
(GYHKIMOHANBHBIX TPy (HaJ TIOCKOCTHIO WIIM TOJ] TJIOCKOCTBIO ITUKJIA) TPOCMAT-
puBaeTcst 4€Tko. Hampumep, B MoJieKkysie B-TJIFOKOMUPAHO3bl BCe PYHKIIMM PaCIIOo-
KEHBI SKBATOPUAIBHO, TOTJIa KAaK y O-U30Mepa MoJyaleTaJbHbli THIPOKCUIT aKCha-
neH (puc. 2.3).

CH,OH CH,OH
o O. OH
OH OH
OH OH OH
OH OH
a) b)

Pucynox 2.3. I[Ipoexyuu Xeyopca: a) a-ghopmwi u b) f-ghopmur enroxoszel

W3 MoHOCaxapu0B MbI BBIICIUM €IIE OJTHO MHTEPECHOE COCAMHEHHUE, XapakK-
TEPHOE CBOEH CTPYKTYPOW M OMOIIOTHYECKON aKTHBHOCTHIO (MOKHO CKa3aTh, OMOJIO-
TMYECKON MPUHAIICKHOCTBIO) — 3TO CHAJIOBYIO KUCIIOTY. BO-TIepBbIX, OHA SIBISCTCS
HOHO30i1 (Cg); BO-BTOPBIX, IIMPOKO PacIpoCTpaHeHa B MPHUPOJIC Be3/e, HO OoJiee Bee-
ro B KJIETKaX JKUBOTHBIX; TJI¢ OHA B OCHOBHOM JIOKQJIM3YETCS B COCTaBE OJUrocaxa-
PHIOB Ha TOBEPXHOCTH KJICTOYHBIX O0OJIOYEK, y4acTBYs B IMpoIeccax MMMYHHOM
3alUThI KJIETOK (puc. 2.4).
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Pucynok 2.4. Cmpyxmypol cuanosoui kuciomsl: a) a-gpopma, b) f-gpopma

IIpouszsoonvie yenesodos. Hanuuue B MoOJieKysiax yrieBOJIOB HECKOJBKUX TH]I-
POKCHUIIBHBIX TPYMI B KyIle ¢ KapOOHWIbHOW (PyHKITMEH oOecreunBaeT UM MTUPOKUI
CHEKTP XMMHUYECKUX TpeBpaiieHuit. O0 0THOM W3 HHUX, CBSI3aHHBIM C BHYTPHUMOJICKY-
JISIPHBIM B3aUMOJICHCTBHEM CIIMPTOBOM M KapOOHMIBHON (DYHKIIUH MEXKITYy COOOM, yiKe
OBLJIO YIOMSIHYTO BBIIIIE — 00pa3oBaHue IMUKINYeCKuX Gopm (cM. puc. 2.2). 31ech Mbl
TOJILKO YKa)KE€M T€ MPOU3BOJHBIE YTIICBOJOB, KOTOPHIE 00pa3yIOTCs B MpoIleccax MeTa-
6omm3Ma. Bo-miepBbIX, ATO peakiuu UX OKUCIEHUS, TJI€ MOTYT OBITb OKUCJICHBI ajbJIe-
TUHAs Tpylna W TUJIPOKCWIbHBIE TPYIIbI, Yalle BCEro MEpBUYHAsA CIHUPTOBAs,
T. €. “CH,OH. CoOTBETCTBEHHO, MOJYYAIOTCSI TTIMKOHOBBIE KUCIIOThI, TTTUKAPOBBIE KUC-

JIOTHI M TJIMKYPOHOBBIC KUCIIOTBI, CM. Ha TIPUMEPE TITIOKO3BI (pHc. 2.5).

COOH COOH

H——OH H——OH COOH
HO——H HO—}—H Ho A oL
H——OH H—oH OH H
H——OH H——OH OH on
a) CHioH p) COOH c)“ oH

Pucynok 2.5. Kucnomei: @) D- aniokonosas, b) D-emoxaposas, ¢) D-aniokyponosas

W3 apyrux mpou3BOIHBIX YTJIEBOMIOB CIEAYyET OTMETHTH (hocdhaThl (CITUPTOBHIE
rpymnmnsl dTepedunrpoBanbl GochopHOl KHCIOTOH), amuHOonpon3BoaHbIe (-NH-AC
rpyIIa BMECTO THAPOKCHIA TIPH atoMe yriaepona C%) U Ie30KCHIIPOU3BOAHBIC (CIIHp-
ToBasi PYHKIIHSI 3aMeIlleHa Ha aToM Boiopoaa). [Ipumepsl Ha puc. 2.6.
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CH,0PO;H CH,OPO;H CH.OH H CH,OH
2 H
OH (o] H 1
OH H
H H H OH OH OH
OH H OH H H NHAc
a) b) c)

Pucynok 2.6. a) 1.6-oughocgham D-gppyxmoset, b) 2-0ezoxcu-D-pubosa,
¢) 2-amunoayemun-D-entoxoza

I uxo3uodwbl TakKe MOXKHO pacCMaTpPUBATh B KAYECTBE MPOU3BOJIHBIX YTIIEBO-
JIOB, @ HIMEHHO MOHOCaxapuI0B, HO TOJBKO C YUETOM MX 3HAYUMOCTH JJISI TPOLIECCOB
KUZHEACATEIbHOCTU BCEro KUBoro. O0Opa3yroTcs OHU 3aMEILIEHHEM MOJyaleTaabHO-
ro THAPOKCHIA JIF000ro yrieBoaa (TeKCO3bl WM MEHTO3bI) B €r0 MUKJINYecKou (op-
Me. M3 Bcex cnupTOBBIX (DYHKIHK YIIIeBOJA, MOTyaleTalbHbIN (TJTMKO3UIHBIN) TH-
pOKCcHJI HaubOojiee JIETKO MOJBEpPraeTcs HYKJICOPUILHOMY 3aMEIICHUI0O B CHIY
HanuOOJIBIIETO MOJIOKUTEIBLHOTO 3apsiia Ha COOTBETCTBYIOIIEM aTOME YTiepojia (Ch,
KOTOPBIM 00€CIeUeH AByMsI TeMUHAIBHBIMU TOJSIPHBIMU CBsi3aMu C—O. Tlpu sTom
THUAPOKCHUI O-U30Mepa 3aMelaeTcs jerde 4yem y B-uzomepa. Knaccudumupyror riu-
KO3UJbl COIJIACHO MPHUPOJIE BOIIEAIIeH HYyKIeohubHOM rpynmnbl: O-TIIMKO3UIHI,
N-rauko3uasl, S-rauko3uasl, C-rauko3uasl. CM. puc. 2.7.

H OH H OH
H o .o H
"o /\N“H HO -0
H —— HO
H “oH - H,0 0 oon
H OH H H

Pucynok 2.7. Cxema obpazosanusi f-enuxo3u0o6 no mexanusmy Sz

O-2nuxo3udbl B OCHOBHOM MPEJCTABIEHBI JUCAXAaPUAAMH, OJIUTrOcaxapujiaMu
U TIoJIcaxapujiaMu, B KOTOPBIX B KaU€CTBE BXOJAIIECTO HyKJIeo(uia BEICTyAOT MO-
JIEKYJIbl MOHOCaxXapui0B. B urore, 3TH TJIMKO3U/IbI MOTYT MPEICTABICHBI COCTMHEHU-
€M OJIMHAKOBBIX MOHOCAaXapuIHBIX (PparMeHTOB (MaybTO3a, LEJI00M03a, Kpaxmal,
LEJUTI0NI03a, XUTHUH) WM PA3IMYHBIX (caxapos3a, JIaKTo3a, T'eTepOIoJINCaxapujibl).
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OHu MOTyT OBITH TaK)X€ H30MEPHBIMH IO KOH(MUTYpalHy TJIMKO3UIHBIX CBSI3EH
(MayIpTO32 M 1EI00M03a, KpaxMajl M LEJUII0I03a); U 110 YYaCTUIO Pa3IMYHbIX CIUp-
TOBBIX T'PYII BXOSAIIEr0 yrieBoaHoro Hykieoguna (1—1 B Tperanose, 1—2 B ca-
xapo3e, 1 —3 B HeKOTOphIX rereponosucaxapuaax). Cum. puc. 2.8.

CH,OH CHZOH 2o|-| OH
o
OH CH,9H
OH o— OH OH
OH
a
CH20H
CH,OH
0 1o CHZOI-b
OH
OH CHZOH
OH
c

Pucynoxk 2.8. Haubonee 3nauumvle oucaxapuowvt (O-2nuxo3uovl):
a) manomosa, b) mpeeanosa, c) yeinobuosa, d) ppyxmosa

N-2ruxo3udvl TIPeACTaBICHBI TPYIION COCMHEHUN SIBISIIONIUXCS 00s3aTeNb-
HbIMU KOoMIIOHEHTaMu HyKJIenHOBbIX kucioT (JJHK u PHK) u, B cBsi3u ¢ 3TuM, Ha3bI-
BaeMBbIMH HyKJIeo3uAaMmH. VX Bcero msiTh — 00pa3oBaHbl OHU YIJIEBOJAAMU pUOO30M
U 1€30KCUPUO0301, a30TUCTHIMH HYKJI€O(UIaMU NYPUHOBOTO U MUPUMHIMUHOBOIO
psaaa. Ha pucynke 2.9 npencrasnens! nykieo3uasl JJHK, T. e. Hykieo3uasr Ha OCHO-
BE€ J1€30KCUpUO03bI — HYKJI€o3uabl xapakTepHbie Juisi PHK B kauecTBe kitoueBoro yr-
JIeBOJIa UMEIOT pub03y, U B UX HA3BAHUSIX OIMyCKaeTCs MPE(PUKC «IE30KCH.

NH,

Pucynox 2.9. Cmpyxkmypnoie ¢hopmynvl HyK1eo3uoos:
a) oezokcuaoenosut, b) dezoxcueyanuszun, c) oezokcumumuoun, d) oezokcuyumuoun
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S-enukosuder u C-2nuko3udbl TOCTATOUYHO PEAKO BCTPEUAIOTCA B MPHUPOJIHBIX
UCTOYHUKAX W CYHIECTBEHHOTO BJIHMSHHUS Ha OMOXMMHYECKHE MPOIECChl HE MMEIOT.
CrnenyeT TONBKO OTMETHTH 3aMEUYEHHYIO B MOCIEAHEE BpeMsi aHTUOMOTHYECKYIO aK-
TUBHOCTh y C-TVIMKO3UIOB (OOBIYHO 3TO TJIMKO3HIBI C apOMAaTHYECKUMU M TeTepo-
UKIMYECKUMH BXOSIIUMU HYKICO(PHIaMH), 9TO U UCIIOJIb3YETCSl B UCCIICTOBAHMSIX
(apMarLeBTUYECKOTO TOJKA. TUNMYHBIM TNPEACTaBUTEIEM S-TIMKO3UIOB SBIISAETCS
CHUHHUTPHH, OOHAPYKEHHBIN B CEMEHaxX ropyHIlbl, B KOPHAX XpeHa u panca. UHTepe-
CEH TEM, YTO MPU €ro Pa3IoKEHUU 00pa3yroTCs HENpeneabHbIe CYJIb()UAbl U MOJIH-
CyIb(GUIBI — 00JIaTAF0IIHE MEIMKO-ONOIOTHISCKOW aKTUBHOCTRIO (puc. 2.10).

CH,O0H CH,-CH=CH, CH,OH
o s—< O__ Ar(Het)
N—0—SO0;K
OH 0-50; OH
OH OH
OH OH

Pucynox 2.10. Cmpyxmypuol S- u C- enuxo3uoos

BaxHpIMU UCTOYHMKAMU YTJIEBOJOB B MUILEBOM PAIIMOHE YEJIOBEKA U KUBOT-
HBIX CIY’KaT MOJUCaxapubl: KpaxMall, B MEPBYIO O4epe/lb, MOJIMMEPHAsT MOJIEKYJa
KOTOPOT'O COCTaBJIEHA U3 MOHOMEPHBIX €IMHHUIL TJIIOK03bl. DparMeHThI ITHOKO3bI CBSI-
3aHBI MEXKAY CO00M O-TIIMKO3UAHBIMU CBSI3IMU O-KOHPUTYpaluu MExAy yriepoja-
1 ~4
mu C-C", ¢popMupyss OCHOBHYIO II€lb, a TJIMKO3UAHAS CBSA3b MEXKAY YTriepoJamMu
1 ~6
C-C” popmupyet onurocaxapuaabie orBeTBieHus (puc. 2.11).

CH,OH
o
OH
OH \
CH,
CH,OH
o) (o)
OH OH
—0 (@) 0o—
OH OH

Pucynox 2.11. Cmpyxkmypuas ghopmyna monekynivl Kpaxmana
26



CrtpykrypHas ¢opMmyia, npejcTaBieHHas Ha puc. 2.11, B nmpuHImmne cooTBeT-
CTBYET BEIIECTBAM — aMuUJI03a, aMIJIONEKTUH U TJIMKOTEH — Pa3IuYarolluxcs JIUIIb
CTEIIEHBIO PA3BETBJICHUS U MOJIEKYJAPHOW Maccoll. HECKOIbKO OTIIMYHBIM OT OHBIX
SIBJISIETCS WM3BECTHOE BEIECTBO IIEJUII0JIO3a, MOCTPOEHHOE TaKXKe€ M3 MOHOMEPHBIX
(GbparMeHTOB TJIIOKO3bI, HO CBS3aHHBI OHU MEXIy co0oii Oojee MPOUHOU
B-rnuko3uaHOM CBsA3BI0. Kpome Toro, MojiekyJjia LeJIi0I03bl UMEET HE Pa3BETBIIEH-
HYIO IIETIOYKY BBICOKOH CTeleHW mojuMmepusanuu (puc. 2.12). DTH CTPYKTypHBIC
dakTOopbl 00ECIeunBalOT €l BaKHbIC MPUKJIAIHbIE CBOMCTBA (XMMHUYECKYI0 U MeXa-

HUYECKYIO CTAOMIBHOCTD, BOJIOKHUCTYIO CTPYKTYPY OHOIIOINMEDA).

CH,OH CH,OH
o O o
o OH O OH .
OH OH

Pucynox 2.12. Cmpyxmypnas ¢popmynvl MoaeKyivl yeinono3vl

Cy1miecTBEHHOE MECTO CpeIu MPUPOJIHBIX MOJMCAXAPUAOB 3aHUMAET XUTHH,
NOJTUMEpPHAs MOJIEKyJia. KOTOporo ooOpaszoBaHa N-aneTwii-2-aMUHOTIIOKO3UTHBIMU
MOHOMEPHBIMH SIMHHIAMHU CBA3aHHBIMU B-rimkosuaHoit cesspio C-C* (puc. 2.13).
[Ipy KHCTOTHOM T'MAPOJIM3E XUTHHA UX €r0 MOJUMEPHOW MOJIEKYJIBI YJAIseTCs ale-
TUJIbHAS TPYyIINa, 00pa3ys COOTBETCTBYIOUIUN OMOMOIUMED, XUTO3aH, BEUIECTBO Mep-
CHEKTUBHOE TSI (papMaIieBTUKH.

CH,OH CH,OH
o O o
o OH O OH ~
NHAG NHAc

Pucynox 2.13. Cmpyxmypnas ¢oopmyna monexynvl Xumuna
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Buopacnpeodenenue BBIIEONUCAHHBIX YTIEBOAHBIX OHOIOIMMEPOB CIEIYIO-
miee: KpaxMajl B BUJE aMWJIO3bl M AMWIONEKTHHA CHUHTE3UPYEMBIl PACTEHUSIMHU CIIy-
KUT 3alacHbIM DHEPrOHOCHUTENIEM [JIsi PacTeHUH M HCTOYHUKOM TJIIOKO3bI (TOXeE
SHEPrOHOCHUTENIEM) U1l YEJIOBEKA U JKUBOTHBIX. | JIMKOr€H — 3TO 3amacHOil yrieBoA
YeJIOBEKa M JKUBOTHBIX, HA3bIBAEMBIN €ILI€ KUBOTHBIM KPaxMajOM COIJIACHO CBOEH
onoxumuyecko ¢yHkuuu. llemirono3a — riaBHbIA CTPOUTENBHBIN MaTEepHall pacTe-
HUM. XUTHUH — TJIABHBIA CTPYKTYpPHBIN MOJUcaxapuj 0€CliO3BOHOYHBIX (opMuUpys ux
AK30-CKEJIET, COJIEPKUTCA eli€ B rpubax u Oakrepusx. Hu neniono3a, HU XUTHUH Op-
TaHU3MOM Y€JIOBEKA HE YCBAWBAIOTCS, HO UTPAIOT CYIIECTBEHHYIO POJIb B PETYJISALINU
pabOThI NUILIEBAPUTETHLHON CUCTEMBI.

I'emepononucaxapuosi M0 CBOEH XUMHUYECKOW MPUPOJIE SIBISIOTCS aMUHOTJIU-
KaHaMU Pa3IMYHOW cTeneHU (YHKIUMOHATIU3ALUUU U, COOTBETCTBEHHO, PAa3IUYHOU
CTENeHU OMOJIOTHYECKON (YHKIMOHATHHOCTH B OPraHU3ME YEJIOBEKA U JKUBOTHBIX.

['manypoHOBass KHCIIOTa — TJIaBHBIM KOMIIOHEHT CHHOBUAJIBHOM >KUIKOCTH,
BXOJIUT B COCTaB XPSAIICH, OCHOBHOW KOMITOHCHT OMOJIOTHYECKON cMa3ku (puc. 2.14).

COOH CH,OH
1O
(0 (@)
~ N ~
(0 OH OH
NHAc
OH

Pucynok 2.14. Cmpykmypa Monexyivl 2uaiypoHO8OU KUCIONb

XOHAPOUTHH CyNIb(aThl — TJIABHBIC KOMIIOHEHTHI XPSIIEBBIX TKAHEH, POTOBU-
1B TJ1a3a, TKaHel mapojonTa (puc. 2.15).

CH,OH
HO;SO o o

COOH

on 5 NH-COCH,

OH

Pucynox 2.15. Obwuti 6uo cmpyxmyp XoHOpoumuH cyibghamos,
R1 — R3 ceprokucnomuwie epynnwi, SOsH
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l'emapun — nOpsiMOil aHTUKOATYJSIHT, NPEAOTBPAILIAECT CBEPTHIBAHUE KPOBH,
(GYHKIIMOHUPYET B OpPraHU3ME B KayeCTBE OJHOTO U3 (PAKTOpPOB CBEPTHIBAEMOCTH
KPOBH, MCITOJIb3YETCS IIPU XUPYPTUISCKHUX OIEPaIUAX Ha cepale u T. 1. (puc. 2.16).

( CH,OH )
CH,0SO;H
(o) o 00—
COOH
OH OH
—0 (@)
NHSO;H OSO;H

Pucynok 2.16. Cmpykmypa 001020 u3 36eHbes NoIUMEPHOU MONEKYIbl 2eNapUHa

Amunokuciomosl u 0enku. AMAHOKUCIIOTHI 10 CBOEM XMMHUYECKOW IMPUPOAEC
SBJISIFOTCSL OM(YHKIIMOHATBHBIMU COCIUHEHUSAMH B OOIIEM BHJE, WM UX MOXHO
onpenensaTh U Kak aM(puuiIbHble COCIUHEHUS COTJIacHO MX KHUCIOTHO-OCHOBHBIM
cBoiicTBaM. Hanmure B MoJiekyse KapOOKCHIbHON (KUCTOTHOW) (DYHKIIMA U aMUHHOU
(ocHOBaHUA) (GYHKIMU MPUBOAUT K 0OpPa30BaHUIO BHYTPEHHEH COJIM U MOTOMY aMU-
HOKHCIIOTBHl Ja)ke HEOOJBIION MOJEKYISIPHOM Macchl BCErja KPUCTAIMYECKHE
U C BBICOKOU TemriepaTypoi miaasiaeHusi. Ho BBUAy TOro, 4To MHOTM€ aMUHOKHCIIOTHI
cozepkar enié MOTOJHUTENbHBIC (DYHKIIMOHATIBHBIE TPYIIIBI, TO UX MOXXHO paccMmart-
pUBaTh U Kak NoJu(yHKIMOHAJIbHBIE coeuHenus. Kak Bce OudyHKIMOHAIBHBIE CO-
EAMHEHUS], AMHHOKHUCIIOTH KJIACCU(DHUIIMPYIOTCS B 3aBUCUMOCTH OT B3aWMHOTO pac-
NOJIOKeHUS UX QYHKUUNA 1O yriepoHol nenoyku. [lo ceMy ux MHOTO, HO IpUpoOaA
JUIsl CBOUX OMOXMMHUYECKHX M OMOJOTMYECKUX HYKJ BBIJCINWIA CPABHUTEIBHO HE-
OOJIBIIYIO TPYIMIy aMHUHOKHUCIIOT, KOTOpPbIE HAa3bIBAIOTCS MPOTEMHOTECHHbIE aMUHO-
KHCJIOTBI. YK€ camMO 3TO Ha3BaHME yKa3bIBA€T HA MyTh MX O0Opa30BaHUSA U UX POJIb
B KU3HENIEATETLHOCTH. TO €CTh OHU CHHTE3UPYIOTCA IMOJ I'€HETUYECKUM KOHTPOJIEM
U GopMUPYIOT OeTKOBBIE MOJIEKybl. K HacTosiiieMy MOMEHTY M3BECTHO 22 TaKuX
aMUHOKHUCTOTHI. OOIKUe CTPYKTYpHbIE MOMEHTBI MPOTEUHOT€HHBIX AMUHOKHUCIOT
CJIEYIONIUE: a) IO CTPYKTYPHON M30MEPHUH ITO (l-aMHUHOKHUCIIOTHI, 0) Mo KoHpUrypa-
I aCUMMETPUYECKOIO IIEHTpa BCE OHU MpHUHaIekaT K L-psay, B) a-yriepoanas
rpyIna CBs3aHa C OCTaJIbHOM 4YacThIO MOJIEKYJbl 4epe3 -CHy- mmm, pexe, depes —
CHX- dparmenTsi (puc. 2.17).
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R—CH,—CH S R—CH,—CH
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X NH, X @ NH,
COOH gOOH COOH
H,N H H N e 4
z HES SR
R = H,N

Pucynok 2.17. Cmpoenue npomeunocenHuix AMUHOKUCIOM

Knaccugukanus npoTeMHOT€HHBIX aMUHOKHCIOT OOBIYHO MPOBOJUTCS MO Xa-
PaKTEpHBIM XUMUYECKUM U (PU3HKO-XHUMHYECKHM CBOWCTBaM (parMeHTOB R, nmero-
IIUX CYIIECTBEHHOE 3HAYEHUE I CBOMCTB OENKOBBIX MOJIEKYJ, KOU OHU 00pa3yloT.
Krnaccudukanusa He oueHb cTporasi, MOCKOJIbKY 4acTo (pparmenTsl R ObiBatoT amdu-
(UIBHBIMHU UM MOTYT OOHApY’KMBaTh HECKOJBKO BUIOB B3auMojencTBus. [loaTomy
Mbl OCTAaHOBHMCS Ha KJacCU(HUKALMU MEPBOr0 YPOBHS COTJACHO XMMHUYECKON (PyHK-

IMOHAJIBHOCTH, @ BO BTOPYIO OYEPE/b, BBIACIUM TPYIIIbI IO XapaKTEPHBIM XUMHUYE-
CKHM CBOMCTBaM.

Tabnuya 2.1
AMUHOKHUCIIOTHI C YTJIEBOJAOPOIHBIMU R
I'muoun NH,—CH,—COOH Gly G
AJIaHUH H;C CH—COOH Ala A
NH,
Baaun H;C Val V
CH—CH—COOH
H,C
3 NH,
Jlelinun H3C COOH Leu L
CH—CH,—CH
H,C NH,
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IIpooonocenue maon. 2.1

N3oaeiinun H3;C—CH, COOH lle I
CH—HC
H5C NH,
denniaIaHuH COOH Phe F
CH,—CH
\
NH,
IIpoaun Pro P
COOH
N
H

AMUHOKHCJIOTHI, TpeACTaBlIeHHbIe B TaOiuie 3.1 o0magaroT OJHUM OOIIUM

IJIABHBIM CBOMCTBOM — JIMMIO(PHILHOCTBIO UX TPYNIUPOBKU R, 00s3aHHOM TMCTIEpCUOH-

HBIM B33HMO,Z[CI?ICTBPI$IM. v (l)eHI/IJIaJ'IaHI/IHa CICaAyCT OTMCTUTL BO3MOXKHOCTBL €TI0

T-JTOHOPHOTO MEXMOJIEKYJIPHOTO B3aUMOJCHCTBUS C 3JIEKTPOHOAKLENTOPHBIMU (DYHK-

IIUSIMH, 9TO CIIOCOOCTBYET 00pa30BaHUIO KOMIUIEKCOB mepeHoca 3apsaa (K.m.3.). Ilpo-

JIMH OTJIMYAETCsI BOOOIIE OT BCEX aMUHOKHCIIOT CBOEH KOH(POPMALIMOHHOM KECTKOCTHIO,

YTO B UTOTE OTPAKACTCS HA MAKPOCTPYKTYPE COOTBETCTBYIOMINX OCITKOBBIX MOJICKYI.

CJICJIYIOIII&H rpymnmna aMHUHOKHUCIOT IPCACTAaBJICHA COCAMHCHUAMMU, B TI'PYIIIIN-

poBKe R KOTOpPBIX MPHUCYTCTBYET THAPOKCHUIIbHAS (YHKIUS — CHUPTOBas wWin ¢e-

HOJIbHAS (Tab. 2.2).

Tabnuya 2.2

AMHHOKHCIIOTBI ¢ THAPOKCUIILHOM (yHKIIMEH B CTPYKType R

H
Cepun HO—CH2—(|:—COOH Ser S
NH,
Tpeonun HO TH (|: COOH Thr T
CH; NH,
Tupo3un Tyr Y
HO CHz—(i‘.—COOH
NH,
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Hanuuue B Mosekynax aMUHOKUCIOT TUJIPOKCUIBHOW TPYIIbl CIOCOOCTBYET
(dbopMHUPOBAHNIO BOJOPOAHBIX CBSI3€HM Pa3HOTO THUIMA W, CJIEIOBATEIHHO, MPOSBICHUIO
rUAPOGUIBLHBIX CBOMCTB. DEHONBHBIN THAPOKCUI MOJIEKYJIbl TUPO3WHA, KPOME TOTO

GHIé, IMPOABJIACT cna6y}0 KHCJIIOTHOCTD.

Tabnuya 2.3
AMMHOKHUCIIOTHI ¢ PYHKIIMEH KapOOHOBBIX KUCIIOT B CTPYKType R

H
AcnaparuHoBast HOOC— CH,—C—COOH Asp D
KHCJI0TA
NH,
H
AcnaparuH H,NOC—CH,—C—COOH Asn N
NH,
H
I'ayraMmuHoBast HOOC—H,C—CH,—&—COOH Glu E
KHCJI0TA
NH,
H
Payramun H,NOC—H,C—CH,—C—COOH Gln Q
NH,

AcmaparmHoBasi ¥ TJIyTaMUHOBAasi KUCIOTHI B CBOCH CTPYKTYpE COZEp KaT J0-
MOJIHUTEILHO €€ OJHY KapOOKCWJIBHYIO TPYIITY, YTO OOECIEeYMBAET MM BIIOJIHE
OnpeNeNEHHYI0 KUCIOTHOCTh Hapsiy C APYTMMH XapaKTePHBIMH CBOMCTBAMHU ITOM
GYyHKIIMY, KaK-TO: TUAPODUIBLHOCTH, COJIe00pa3oBaHue, 00pa30oBaHKUE CIOKHOIPUP-
HBIX U aMHJIHBIX CBSI3€H. AMUIBI 3TUX KHCIOT OTINYAIOTCS eié 0oJjiee BBICOKOU TH/I-

POGUIBHOCTBIO U CITOCOOHOCTHIO K KOMILIEKCOOOPA30BaHUIO.
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Tabnuya 2.4
AMMHOKHCIIOTBI ¢ (DYHKITMEH a30THCTOrO0 OCHOBAHUS B CTPYKType R

NH,
H,N COOH
NH,
A NH,
PTUHUH HN \ Arg R
H
COOH
o) NH,
=N /\/\)\
[Mupponusux -, N COOH Pyl (o)
H H
CH,

[maBHBIM CBOWMCTBOM aMWHOKHCIIOT, YKa3aHHBIX B TaOmuie 3.4, SBISETCS KO-
HEYHO K€ MX OCHOBHOCTH OOECIEUEHHOW HEMOoJEeIEHHBIMHU 3JCKTPOHHBIMU TapaMu
aTOMOB a3oTa QyHKIHH B rpynmupoBke R. [ToHITHO, 4TO Hanboiee CUIBLHBIM U3 HUX
ABIISIETCS ApTUHUH — TPH aTOMa a30Ta COOTBETCTBYIOIIETO BAJIEHTHOTO COCTOSHUSI.
OCHOBHOCTh OOBIYHO CBsi3aHa C HYKJICO(MUIHLHOCTHIO, HauboJiee CYIIECTBEHHO OHA
IPOSIBISIETCS] B PEAKIMSIX €-aMUHO TPYIIIHI JIM3WHA ¢ KapOOHUIBHBIMU COCTUHEHHUSI-
MU, HalpuMmep, ¢ ajabAeTuAHON (QyHKUMeH BuTamMuHa A. DTOT ke (DakTop, HaIu4ue
HENOAENEHHBIX AJEKTPOHHBIX MAp y aTOMOB a30Ta, CIOCOOCTBYET MX KOMILIEKCOO0-
Pa30BaHUIO C KATUOHAMU TSDKEIBIX METAJLIOB.

Tabnuya 2.5
AMWHOKHUCIIOTHI C CEPY U CEJIeH CcoAepKauMu (YHKIUIMH B CTPYKType R

Hucrenn HS—CH,—C—COOH Cys c
NH,
Meruoi HaCS—H;C— CH,— 6 —COOH Met M
NH,
CeJleHOLMCTEHH HSe—CHz—(I-:l—COOH Sec U
NH,
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HawnGonee BaxXHBIM CBOWCTBOM IIMCTEHHA U CEJICHOIMCTENHA CIIEyeT CUUTATh
UX BOCCTAaHOBHUTEIBHYIO CIIOCOOHOCTH, T. €. aHTHOKCHIAHTHYIO aKTHMBHOCTh. Oco-
OCHHO SPKO BBIPAKEHO ITO CBOMCTBO JUIsl MOJIEKYJBI CEJICHOIMCTEMHA — €ro He-
00JBIIIOE CONIEpKaHNEe B OPTaHMU3ME YEJIOBEKa, B CBSI3KE C IIUCTEMHOM, 00eCreunBacT
KapAUOMPOTEKTOPHYIO 3alUTy. DJIEKTPOHO-JOHOPHBIE CBOMCTBA aTroMa CEphl B MO-
JICKyJIe METHOHHHA SIBIITFOTCS HauOoJiee CUIIBHBIMHA BO BCEM PsTy TPOTEHHOTCHHBIX
AMUHOKHCJIOT, YTO M CIIOCOOCTBYET OOpa30BaHUI0 WM OHHUEBBIX COCTUHEHUN
(cm. pepment SAM B pasnene o pepMeHTax ...).

[IpoTenHOTEeHHBIE AMHHOKHCIIOTHI C TETEPOIUKINYECKUM (apOMATHUYECKUM)
¢dbparMeHTOM B CTPYKType R mpeacTaBieHsl BCEro NBYMsI MPEICTAaBUTEIAMU, TUCTH-
JTUHOM | TpunTodanom (Tad. 2.6), HO KAk U3 HUX TTO-CBOEMY CaMOOBITEH.

Tabnuya 2.6
AMWHOKHCIIOTBI C TETEPOIUKINICCKUM (PparMeHTOM B CTPYKType R

I'ueruaun N \ H His H
L CH2—(|:—COOH
N NH,

Tpunrodan HN \ H Trp W
CH,—C—COOH

NH,

Mornekyia TUCTUIMHA COACPKUT TETEPOLMKINYECKUN (PparMeHT MMHIAa30)1 —
TETEPOLMKI C ABYMS aTOMaMH a30Ta MPUHUIUNHUAIBHO PA3IMYAOIIUXCSl BAJICHTHBIMU
coctostHUAMH. ONMH W3 HUX (IBaXIbl KOOPJAMHUPOBAHHBIN) BHOCUT B T-CHUCTEMY
IIUKJIA OJTMH 3JIEKTPOH Ha P-OpOUTE M OCTABISET HEMOACIEHHYIO SJIEKTPOHHYIO TTapy
BHE CONpPSIKEHUS, T. €. B G-CUCTeMe, o0ecreurBas TeEM CaMbIM MOJICKYJIE€ CBOWCTBA
ocHoBaHUs. COCTOSTHUE 3TOTO aToMa a30Ta 4YacTo €Hlé ONpeNeNsatoT, KaK MUPUIUHO-
Boe. BTopoii atom azora (TpEX KOOPAMHUPOBAHHBIN) MTOCTABIISET B T-CUCTEMY IIMKJIA
nmapy 9JICKTPOHOB Ha P-opOuTte, obecrmednmBas TEM CaMbiM apOMATHYHOCTH IIHUKIIA
B COOTBETCTBUU C IpaBuiioM Xtokkens. [Ipu aToM, aTom Bojgopoza mnpu azore Oyaer
o0nagaTh HEKOTOPOUW KUCIOTHOCTHIO, N-H kucimoTa (MmUppoabHOE COCTOSTHUE a30Ta).
Takum oOpa3oMm, HMAA30JbHBIA (parMEeHT OO0EeCleurnBaeT MOJICKYJe THUCTHAMHA
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CBOMCTBa W OCHOBAHMS M KUCJIOTHI. Takoe ke, MUPPOJIBLHOE COCTOSTHUE, UMEET aTOM
a30Ta B reTepOIMKINYECKOM (hparMeHTe (MHI0JIbHOM) MOJICKYJIbI TPUIITO(DaHA.

Xumuueckue ceoicmea amMuHOKUCA0m. XUMUYECKNE PEAKIIMM aMUHOKHUCIIOT
MOXKHO pa3ieIuTh Ha JBE TPYNNbl: a) peakuud (yHKIUOHAIBHBIX TPYIII
¢parmenta R u 0) peakinuu o-aMUHOKHCIOTHOTO (pparmenTa. [Ipu 3TOM akueHTHPY-
€M BHHMAaHHE Ha PEaKIMsIX, UMCIOIINX TO WM WHOEC OTHOIICHHE K OMOXUMUYCCKUM
IpOoIECCaM.

B niepByto odepesp, pacCMOTPHM peakIuK KapOOKCHILHON TPYMIbI, TTOCKOJIb-
Ky OHHM XapakTepHBI JUisi o0eux rpynn gparmMeHToB. Hambonee TUNMUYHBI peaKIvH
HYKJICO(MIBHOTO 3aMEIIeHUsI B KapOOKCUIIBHOM TPYMIE MPH JACHCTBUM CITUPTOBBIX,
AMUHHBIX U CyJIbQUAHBIX HYyKIeopmioB. OHU MPUBOAAT, COOTBETCTBEHHO, K CIIOXK-
HBIM 3pupaM, aMuaaM KUCIOT U THO3(PHUpaM KUCIOT. Peakuu MOTYT OCYIIEeCTBIISATh-
Cs KaK MEXMOJICKYJISIpHO, TaK BHYTPU MOJIEKYJSIpHO. Peakmum Kataau3upyroTcs
Y KACJIOTAaMH ¥ OCHOBaHUSIMHU, B OMOXUMHUYCCKOM aCIIeKTE 3TH ()YHKIIUH BBITOJTHSIIOT
COOTBETCTBYIOINE (PEPMEHTHI, KOTOPHIE MOTYT aKTHBUPOBATH KapOOKCHIBHYIO
GYHKIIMIO ®W  BXOAAIMIMK HYKJICO(MUT OJHOBPEMEHHO, IOYTH YTO CHHXPOHHO
(puc. 2.18).

ROH

O—H R-cooORrR
/ / RNH,
R—c\@ - R-CONHR
O—H \M{» R-CO-S-CoA

Pucynok 2.18

Peakiust nexkapOOKCHMIMPOBAaHUS KapOOHOBBIX KHCJIOT OOBIYHO MPOTEKAET
B JIOCTAaTOYHO >KECTKUX YCJIOBUAX U TpeOYeT IIET0YHOro KaTanusa, HO AJIs COeqUHe-
HUM, UIMEIOUIUX B O-TIOJIO)KEHHUH 3JIEKTPOHO aKLENTOPHbIE 3aMECTUTEIU Pa3HOTO Po-
Jla PeaKLUU YT 3HAYUTENBHO Jierde. B ciyyae MpOTEeMHOr€HHBIX aMUHOKHCIIOT IIPH
(epMEHTaTUBHOM KaTaJlU3€ PeakUUu MPOTEKAIOT JErKo ¢ 00pa30BAHMEM COOTBET-
CTBYIOIIMX METa0OJIUTOB, OMOT€HHBIX AMUHOB, BELIECTB YYAaCTBYIOIIUX B Pa3IMYHbIX
OMOXMMHUYECKUX M (pr3uosiorndeckux mpoueccax (puc. 2.19-2.20).
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& Y coon = & —

NH, NH,

Pucynox 2.19. Jlexapboxcunuposarnue cucmuouna 00 cucmamuna
(6ewecmso pazHONIAHOBOU 2OPMOHANLHOU AKMUBHOCILL)

- CO,
HOOC—CH,—CH,—CH—COOH ——— » HOOC—CH,—CH,—CH,

NH, NH;

Pucynok 2.20. /lexapbokcunupoganue enymamuHo8o KUCIOMbl 00 P-AMUHOMACTAHOU KUCIOMbl
(I'AMK, mopmo3snou meouamop L[HC)

Psin aMMHOKHCIIOT AeKapOOKCHIIUPYIOTCS MOCIE MPEBAPUTEIBHBIX WU COIMYT-
CTBYIOITUX OKUCIIMTEIBHBIX PEAKIMN — TMAPOKCHIIMPOBAHUE apPOMATHUECKOTO ITHKJIa,
OKHCJIeHUE CyabGUIHON cephl (puc. 2.21-2.23)

2C—CH—COOH 2c—C|-|2
o]
- Co2

Pucynok 2.21. Buocunme3s (cuopokcunuposanue + oekapboxcuiuposarue)

CcepomoHuHa (Hetipomeouamop, «20pMoH CHacmsy)

HO—Q—CHZ—TH—COOH[ (0] ] HO CH,—CH,
R ——

NH, D NH,

-CO, HO

Pucynok 2.22. Buocunme3s (cuopokcunuposanue + oekapboxcuiuposarue)
doghamuna (Hetipomeduamop, 6UONPEKYPCOP HOPAOPEHATUNHA)
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HS—CH,—CH——COOH L B HO;S—CH,—CH,—NH,
_—
NH, - CO,

Pucynox 2.23. buocunmes (oxucnenue + 0ekapboxkcuiuposanue) maypuna —
C JHCENUHBIMU KUCIOMAMU 00pazyem KOHbI02ambl 8 Npoyecce 00MeHa HCUPHLIX KUCTIOM,
Hetipomeouamop, yiyuuaem sHepeemuyecKue npoyeccsl,
CMUMYIUPYem 3adxcusiienue pat, UcCnoasvsyrom 6 kavecmee bA/la

3HAYUTENBHYIO POJIb B OMOXUMUUYECKUX MPOIIECCaX UTPAIOT PEaKIuu OKHUCIIe-
HUS IUCTEUHA W CEJICHOIIMCTENHA JI0 COOTBETCTBYIONIUX MUCYIb(PUIOB U JUCEICHU-
noB. Peakiuu jexaT B OCHOBE AHTHMOKCHUJIAHTHOM 3aIllUThl KJIETOYHBIX CTPYKTYD,
a TaK)Ke B apXUTEKType OCITKOB CO3JaHHEM TUCYITh(UIHBIX MOCTUKOB (puc. 2.24).

( N
HOOC—CH—CH,—XH H,0, , dehydrogenases
NH, >
HOOC—CH—CH,—X—X—CH,—CH—COOH
rLHZ rLHZ
. J

Pucynok 2.24. Peaxyusi 00pazosanusi Oucyib@uono2o (OuceienuoHo20) MOCmMuKos
npu 0eucmeuu OKUCIumenell pasHo2o mund

Peakium aMMHO Tpynnbl TaKK€ MOXKHO PA3feNIUTh HA JiBa THIA: a) PEaKLUU
€-aMHMHO TPYIIIbI, T. €. PyHKIMU B cocTaBe pparmenTa R; 0) peakiuu o-aMUHO Tpym-
nbl. B mepBoM ciyuae peub (pakTHUECKH TOJIBKO O MOJIEKyJe JTU3WHA U Haubosee xa-
PaKTEpHOUN ero OMOXMMHUYECKON PEeaKIUU C albJECTUIHON TPYNION MOJIEKYJIbl BUTA-
muHa A (petunans). JIu3uH B coctaBe Oenka orncuHa 00pa3yeT ¢ peTHHAJIEM B pe-
3yJbTaTe peakiuu KoHaeHcaluu poporncuH (ocHoBanue Illudda mo xummueckoit
KJIacCU(PHUKAIUHN ), KOTOPBINA BBIMOIHSAET (PYHKIIMH CBETOYYBCTBUTEIBHOTO 3JIEMEHTA
B CETUATKE IJIa3a YeJOBeKa, IIOYTH BCEX HA3€MHBIX MIO3BOHOYHBIX U MOPCKHUX Oecro-
3BOHOYHBIX (puc. 2.25).
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NH—CH——(CH,),—NH, O—CH—Ret

Y

CONH—— - H,0

NH—CH——(CH,),—N==CH—Ret

CONH——

Pucynox 2.25. Peaxyus obpazosanus ochosanus Llluggpa (poooncuna)

Peakiuu o-aMHHO TpYIIIBI 3HAYUTENBHO 0oJiee pa3HOOOpa3HbI U, MOXKHO CKa-
3aTh, Oonee 3HaunMMbl. CaMasi BaXKHasl U3 HUX, peaKkiusl, CBsI3aHHas C y4acTUEM Kap-
OOKCWJIBHOW TPYNIIBI, TO3TOMY OHa caMas BaKHas W JJisi KapOOKCUIBHOM TPYIIIIbI,
T. €. CONPsDKEHHAS pPeakusl 0-aMMHOKHUCIOTHOTO (parMeHTa — 3TO oOpa3oBaHHE
aMuIHOM (DYHKIMM, HA3bIBAEMOM €Il€ MeNTUAHON CBsA3bI0. Peakius JeXUT B OCHOBE
oOpa3oBaHMs NMenTuAoB U O6enkoB. OOpa3oBaHrEe aMUJIHOM CBSI3U HAIpPSIMYIO BeCbMa
AHEPro-3aTpaTHo, T. €. TpeOyeT BechMa KECTKUX YCIOBUHM, YTO UCKIIIOUEHO sl OMo-
JorudecKkux cucteMm. lIpoGmema pemiaeTcss TpeaBapUTENbHONW aKTHBAIMEH Kap-
OokcunpHOM rpynnsl AeiictBueM AT® — B pesynbrare 3Toi peakuuu oopasyercs: 00-
raras sHeprue auetuwi-ocdaTHas aHruaApHUIHAS (DYHKIMS, JIETKO B3aUMOJIEHCTBY-
IOIIasi C TAKMM aKTUBHBIM HYKJICO(DUIOM, KaKk aMHHO rpynmna (puc. 2.26).

NH,—CH—CO—O0—PO0,%*

NH,—CH—COOH

| ATP | \_/ >
R, R4 NH,—CH—COOH
|
— NHZ—TH ﬁ NH—CH—COOH R
R, O R,

Pucynox 2.26. Cxema obpazosanus nenmuornoui ceéssu npu kamanuze ATP

B HEeKoTOpBIX cilydasx peakius 00pa30BaHUs MENTUAHON CBSI3U aKTUBUPYETCS
KoepMeHTOM A, Tak Kak, B IOJIy4€HHOM IpU 3TOM HHTepMenuarte, rpymmna S-CoA
SIBIISICTCS JIETKO YXOMSIIEH MpH HyKIeopmIbHOM aTake (puc. 2.27).
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NH,—CH—COOH CoA-SH
| -

R4

R4

NH,—CH—CO-S-CoA

R2

R4

—» NH,—CH—CO-NH-CH—COOh

N

NH,—CH—COOH

R

Pucynok 2.27. Cxema obpazosanus nenmuoHou c6éa3u npu kamanuze kogpepmenmom A

['maBHBIM pe3ynbTaTOM KOHISHCAIMHN 0i-aMUHOKHCIIOT SIBJISIETCS TO, UTO 00pa-
30BaBIIUKACS MENTH/I IO CYTH MO-MPEKHEMY OCTAETCS AMUHOKHUCIIOTON ¢ KOHIIEBBIMU
aMHUHO M KapOOKCH TPYIIIIaMH, YTO B CBOIO OUYepeb OTKPHIBACT BO3MOXKHOCTH IPO-
JOJDKEHUS Tpoliecca MenTUA0-00pa30BaHusl U MPUBOJUT K OMOMOJIMMEPHBIM MOJIE-
KyJIaM TTOJTUIIETITUJIOB U OEJIKOB (pHC.

2.28).

NHZ_CH

R

co

Rm

|_NH CH co ] NH CH COOH

Rn+1

Pucynox 2.28. Cmpyxmypa buononumepa 06eixkosoil (noiunenmuoHou) npupoosl

Hannure amMmuHO Tpynmbel M KapOOKCHMIbHOW (YHKIIMHM HA KOHIIAX MOJIMITECTITH/I-

HOU LIETIOYKH, B KyNE C HEIMHEITHON KOH(POPMAIMOHHOMN MOJBUKHOCTHIO €€, CO37aET

MPEANOCHUIKH BHYTPUMOJIEKYJIIPHOTO WX B3aMMOJICUCTBHS, T. €. 00pa30BaHUs HOBOM

HOHOHHHTCHBHOﬁ HGHTHHHOﬁ CBA3HU U, COOTBETCTBCHHO, NUKINYCCKHUX ITOJIHUIICIITH-

noB. LlukmonenTuabl oOpa3oBaHHBIC ABYMS aMUHOKHCIOTAMH BBIJICJICHBI B OTJCIb-

HYIO I'pyHlilry 1oJi Ha3BaHUEM JUKCTOIMUIICPA3HUHBI — KaK IIPOU3BOJHBIC IICCTUYJICHHO-

I'o a30THUCTOI'0 I'CTCPOLIMKIIA ITHUIICPA3KHA. Bce ocranbHbie OUKIOIICIITUABI KJIaCCH-

(GUUIUPYIOT COIIACHO KOJMYECTBY aMHUHOKHUCIOT UX 00pa3yrolux — TaKk MOTYT ObITh

reKCarenTH/Ibl, TeNTanenTUuabl U T. 1. (puc. 2.29).
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H Pro—Pro
o N R val”~ V\al
Phe 10 Phe
R N o
1 H Phe\Pro ; /Phe
—Fro
a) b)

Pucynox 2.29. Cmpykmypol: a) oukemonunepaszunos, b) oexayuxnonenmuoa anmamanuoa

JlukeronunepasuHbl NPEICTaBIECHbl COCAUHEHUSAMH CUMMETPHUYHOM CTPYKTY-
pel (R; = R;) m HecummerpuuHbiMu coenuHeHusMu (R; # Rj). IlukmomenTumbl
Hanbosiee XapakTepHbl C coaepkaHueMm oT 6-tu 10 10-TM aMHUHOKHMCIOTHBIX (par-
MEHTOB. JIJisl HUX )K€ XapaKTepHbl U MOAU(UKAIIMN aMUHOKHUCIIOT, Yallle BCEro ajKu-
JTUpOBaHUEM 110 aToMy a3ota nentuanoi ces3u (NH—NCHj3), a Taxke CTpyKTypHBIM
y4acTHEM aMHHOKHUCIOT D-koH(urypanuu.

Taxoke yacTbl BapMaHThI C BKJIIOUEHHEM B IIMKJI HApSAAY C aMHUHOKHCIOTAMHU
U COOTBETCTBYIOILIME TUAPOKCU-KUCIOTHI D-KoH(purypauuu, Hanpumep, MOJIOYHOU
KucaoTel. Knacc Takux cMMOMO3HBIX LMKIMYECKUX CTPYKTYp ONPEAEIsoT, KaK Jel-
cunenTuabl. Bece NMKIMYECKUe MOJUMENTH Bl SBISIOTCS BTOPUYHBIMU MeTabOIMUTa-
MU TPUOOB U MUKpPOOPTaHW3MOB, U MPEJACTABIISIOT ONpeneiaEHHbIN (apMaKkogoruye-
CKUU UHTEPEC.

AHanu3 MOJUMEpPHOM CTPYKTYpHI, MpeacTaBlIeHHON Ha puc. 3.11 mokasbiBaeT
OECKOHEYHYIO BO3MOYKHOCTh O€IKOBBIX 00pa30BaHMi, TaK Kak 22-€ aMHHOKHCIIOTHI
MOTYT OBITh PAcCTaBICHBI B ATOM ILIEMIOYKE B CAMOM Pa3jIMYHOM MOPSAJKE, B CAMOM
PA3JIMYHOM KOJMYECTBE IIPU CAMBIX PA3JUYHBIX 3HAYCHUAX “N”, KOTOpBIE I MOJIE-
KyJ1 OelKOB Bcerja BelauKu. Maccy OeNKOBBIX MOJEKYJ MPHUHSITO yKa3bIBaTh B €U-
aunax kla (x/la = 1000 [la, rne [la paBeH omgHOoMy JlanbTOoHY, KOTOPBIH paBeH
1/12 maccel atroma yriaepoja Clz). JlnanazoH MOJIEKYJISIPHBIX Macc OCJIKOBBIX MOJIe-
Kya JexuT B npenenax ot 10 k/la no 1000 x/1a. Muoraa u 6osee.

Pa3Hoo06pasue n 3HaUMMOCTh OETTKOBBIX 00pa30BaHU KOHEYHO K€ MOTpeboBa-
JIM COOTBETCTBYIOIIEH Kiaccu(UKaIMu, KOTOpas oKa3ajach HE OJJHO3HAYHOU B CBSI3U
C BblIIECKa3aHHBIM. MOKHO BBIACIUTh TPU OCHOBHBIX MOAXO0JAa K ATOH mpobdieme:
XUMUYECKUN, OCHOBAHHBIA HA MOJIEKYJISIPHBIX CTPYKTypax O€JKOB; OMOJIOrMYECKUiA,
OCHOBAHHBI Ha KJIETOYHBIX CTPYKTYypax (LMUTOJIOTHS); MEAULIMHCKUI UIU (PU3U0JIO-
IMYECKUH, OCHOBAHHBIM Ha UX POJIM B (PU3HOJOTMYECKUX M MATOPU3UOIOTUUECKUX

nporieccax. Bce 3TH MOAXOJbpI CBSI3aHBI MEXKIY COOOM, Kak 3BEHbS OJHOW IENu
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U, B OIIPEICIIEHHON CTENEeHH, 3aBUCUMBI JIPYT OT Jpyra. A 3Ta 3aBUCUMOCTb OIpeze-
JSIeTCS CTPYKTYPHBIMU YPOBHSIMH O€JIKOBBIX OOpa30BaHMM, KOTOPHIX YEThIpE: Iep-
BUYHBIC, BTOPUYHBIC, TPETUYHBIE U YETBEPTUYHBIE CTPYKTYpPHI OenkoB. B HacTosmiee
BpeMsl CTpOCHHUE OEJIKOB Ha BCEX YPOBHSX OMPEACNISICTCS SKCIEPUMEHTAIBHO METO-
JaMU XUMUYECKOHN Nerpananuu, xpomarorpaduu, AMP cnekrpockomnuu, Pertreno-
CTPYKTYPHOTO aHayin3a, KpuoreHHou 3JIEKTPOHHOM CIEKTpOoCKoNnuu. Bee 3Tu naHHbie
nomMeniarTcs B cooTBeTcTBytomuii 6ank PDB (Protein Data Bank).

llepsuunas cmpykmypa Oenxka OIHUCHIBAET IOCJIEAOBATEIBHOCTh AMHUHOKHC-
JIOTHBIX OCTAaTKOB B ITOJUIIENTUIHON LIEMU MOJIEKYJIBI, KOTOpas ONpPEIEIIIeTCS METO-
JaMU XUMUYECKOM Jerpajalui U U3 JaHHbIX PeHTreHocTpykTypHOro ananusa. Ce-
IyeT OTMETUTh, YTO TIEPBUYHAS CTPYKTypa SBISIETCS CaMbiM (DyHIaMEHTaTbHBIM
YPOBHEM, OMPEACISIONUM BCE OCTaJIbHbIC. 3aIllUCHIBACTCS OHA OOBIYHO B TpPEX-
OykBeHHOU TpaHckpuruu (puc. 2.30), B ciIydae OYeHb JJIMHHBIX [IEMTOYEK — B OJIHO-
OYKBEHHOM, HO MOCTIEHSS MEHEee HarJIsqHasl.

MNMepBUUHaA CTPYKTypa Genka TPUNCUHA

an @@

@ @)

() @@@@@@@Q

G

R o
% 20D EOOS
O000000DeD

6660606,
e

Pucynoxk 2.30. Ilepsuunas cmpykmypa MoneKyibl MpuncuHa

Bmopuunas cmpykmypa 6enkoe — 3TO NEPBbI 3Tan MPOCTPAHCTBEHHOM opra-
HU3aLUU [OJIMMEPHONH MOJEKYJbl OenKa, ONpelessieMblii BOAOPOJHBIMU CBSI3IMHU
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NENTUAHBIX (PYHKIMH, KaK BHYTPUMOJICKYJSPHBIMH, TaK W MEXKMOJICKYJISIPHBIMH.
OCHOBHBIMH BUJaMU BTOPHUYHOUN CTPYKTYPBI SBIISIOTCS O-CTPYKTypa (BHHTOBAS WA
3D-cimpanbHas) u B-cTpykrypa (ckinamuatas). BUHTOBas a-CTpyKTypa cTabUIu3upy-
€TCS BHYTPHUMOJICKYJIIPHBIMH BOJOPOAHBIMH CBs3siMu >C=Q0----H-N<, ckimaguaras
B-cTpyKTypa CTaOMIN3UPYETCS MEKMOJIEKYISIPHBIMHA BOJIOPOTHBIMU CBSI3SIMH TOU K€
npupoasl (puc. 2.31).

BropuuHas cTpyKrypa 6enka

Cxema o-cmupanu (a) u B-ctpykrypht (6) MOACKYIBI GeaKa
Pucynox 2.31

Tpemuunasn cmpykmypa 6enxo8 — o0pa3oBaHUE UX ITO BTOPOM ATam MPOCTPaH-
CTBEHHON OpraHu3alMy MOJUIENTUIHBIX OHOMOIMMEPOB, KOHTPOJIUPYEMbIH B3au-
MOJENCTBUAMU (DyHKIMOHAILHBIX TPy 60KoBbIX (pparmentoB R. Bug stux B3au-
MOJICHCTBUIN MOKET OBITh CAMBIM PA3IUYHBIM: 3TO Pa3HOOOPa3HBIE BOJAOPOIHBIE CBSI-
3M, 3JIEKTPOCTATUUYECKUE MPUTSIKEHUS MOHOB, KOBAJIEHTHBIE CBSI3U, TUAPO(UIBLHO-

nunoduIbHBIe B3auMmoeiictBus (puc. 2.32 =16.12).
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Puc. 16.12. Tperuunas cTtpykrypa Genka (o6pasoBanue kJayOGkoB)

Pucynox 2.32. Cxema 63aumodeticmeuil,
QuKCUPYIOWUX MPEMUUHYIO CIMPYKIYPY MOJIeKYbl DelKa

Baxneiiimee mecto B (hOpMUPOBAHUM TPETUYHOM CTPYKTYphl O€JIKa UTPaIOT
IUCYyIb(GUAHBIE CBA3M, OOpPa30BaHHbBIC B3aMMOJCHCTBHEM JBYX LUCTEHMHOBBIX (par-
MEHTOB. JTa CBSI3b BBITOJIHO OTIMYAETCS OT JIOBOJIBHO CIaObIX BOJOPOJHBIX CBS3EH
CBOEH MPOYHOCTHIO B OOBIUHBIX YCIOBUAX U, B TOKE BPEMS, BHIUTPHIIIHA IO CPABHE-
HUIO C JPYTMMH KOBAJIEHTHBIMH CBSA3SMHU, BO3MOXKHOCTHIO B O€JKax CBOEH JIaOWIib-
HOCTBIO. T. €. OHa MOXET pa3pyIllaTbCsi U CHOBA BOCCTAHABIIMBATHCS B JOCTATOYHO
MSTKHX YCJIOBUSIX MIPH JCHCTBUU COOTBETCTBYIONINX (hepMeHTOB (redoX hepMeHTOB).

dopMa MoJIeKyJbl, 00pa30BaHHON TAKUMHU BHYTPHUMOJEKYJISIPHBIMU pPEaKIMs-
MU, MOKET OBITh OIpeesieHa Kak 1io0ya (KiyOok kECTKo (prUKCHpoBaHHOU (POPMBI)
WM, KaK cedvyac MpUHSATO Ha3biBaTh, JoMeH. Ha pucynke 2.33 mpeacTaBieHbI JBa
BUJIa TPETUYHBIX CTPYKTYpP: TNIOOYJsipHAs MUOTJI00MHA 00pa3oBaHa OJHOM MOJIHIEN-
TUJHOM LIETIOYKON M (UOpUIUIApHAs KoJjulareHa oOpa3oBaHHasl U3 HECKOJIBKUX MOJH-

IICIITUAHBIX HCIIOYCK.
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TpeTuuHasa cTpykTypa denka (HaTuBHas)

hopMuUpyeTCsa 3a CHET MHOXECTBEHHbBIX CUSbHBIX U Cnabblx
B3aMMOOEVNCTBMN, BOZHUKAOLWMWX MeXay DOKOBBIMIW pagukanamu
AMUHOKMCNOTHBIX OCTATKOB

KONNareH MUOTNOBUH
(thubpunnapHbin Henok) (rnoBynapHbIi Henok)

Pucynox 2.33. Cmpoenue muoenobuna u Koinazena

Yemeepmuunas cmpykmypa 0enikog, B KaKOW-TO CTEIIEHH, HECKOJIBKO HEOIpe-
nen€HHas CTpyKTypa. ['1aBHOE, 4TO MOXHO CKa3aThb O HEW — TO, YTO 3TO KOMILUIEKC
HECKOJIBKUX TMOJUIIENTUIHBIX LEMNOYEK, HECKOJBKHX JIOMEHOB, CBS3aHHBIX MEXKIY
c000M caMbIMU Pa3IUYHBIMU CBA3SIMH (CIA0BIMU BOJIOPOJIHBIMH, HAIPUMEDP, U MPOY-
HBIMU KOBaJIGHTHBIMH). PacCMOTpEHHBIN BbIllI€ KOJUIAre€H, Kak pa3 U SIBISAETCS MPHU-
MepoM OEJIKOBOUM CTPYKTYpPBI, KOTOpasi MOXKET ObITh OTHECEHA U K TPETHUYHOU U YeT-
BEPTUYHON (hopmam, XOTsS MOCIEAHEe MPEANOUYTUTEIbLHEN, TTOCKOJIBKY MOCTPOSHA U3
HECKOJIBKUX TOJIMMENTUIHBIX Henouek. O4eHb 4acTO YeTBEPTUUHBIE CTPYKTYPhI 00-
Pa30BaHbl PA3HOPOIHBIMHU JOMEHAMH U CBSI3aHBI MKy COOOM ¢ ydacTHEM COeHe-
HUW HE OEJIKOBOW MPUPOILI, B TOM YKCIIE U HeOpraHudeckumu. [Ilpumepom Tomy Mo-
KET CIY>KUTh MOJIEKyJla TeMOrJo0nHa, B 00pa30BaHUM KOTOPOW KPOME TOTUTICTITH I
HBIX IIETI0YEK YYacTBYeT MOJIeKyJia ToppUpUHA U aTOM jKejie3a — U BCE ITO B UETHI-
PEXKpATHOM HCITOJIHEHUH (puc. 2.34).
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B4

H,C  CH,CH,COOH

Polypeptide
chain

(a) Hemoglobin (b) Iron-containing heme group

Copyright © 2006 Pearson Education, Inc., publishing as Benjamin Cummings.

Pucynox 2.34. Cmpoernue monexynvl cemoeiobuna

AHanu3 3TON SKCTIIEPUMEHTAITLHO TIOTYUYE€HHOUW CTPYKTYPBI TeéMOTJI00MHA TTOKa-
3bIBAET Y4YacTHE B OOpa30BaHUU YETBEPTUUHON CTPYKTYpPbl €r0 MPAKTUYECKU BCEX
TUTIOB CBSI3BIBAHUS — JIMMIOQWIBHBIE B3aUMOJICHCTBUS aTKUIBHBIX U OJCPUHOBBIX
rpynn, TUAPOPUIbHBIE U KOBAJEHTHBIE aTPAaKTHBBI KApOOKCHIBHBIX (DYHKUUH, 1O-
HOpHO-akuenTopHbie cBsizu N—Fe. Oco6eHHO XapaKTepHO CBA3bIBAHUE aTOMa XKeJe-
3a ¢ OEITKOBBIMU COCTABIISIONIUMH T€MOTIIOONHA Yepe3 MMUAA30JIbHBINA (ParMeHT THU-
cruauHa (puc. 2.35).

X (0, OH, ...)

HN/\\
(rroem)—cte—h

Pucynoxk 2.35. @paemenm cesszvieanusi OeiK080U MOAEKY bl
C 2eMOM 2eMO2NI0OUHA NO MUNY KOMIIEKCO0OPA308AHUSL

Xumuueckue ceoticmea 0enK08 u NOAUNENnmMuoos ONPEAEIAIOTCS (yHKIHO-
HalbHbIMKU rpynnaMu gparmentoB R, IIpakTnuecku Bce OENKOBBIE MOJIEKYIIBI CO-
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Jiep>KaT Bech HA0Op aMHHOKHUCIOTHBIX (DYHKIIMOHAJIOB, YTO HE TMO3BOJISIET OIMpee-
JISITh UX CBOMCTBA OJTHO3HA4YHO. boisiee win MeHee, 3T0 BO3MOXKHO JJIsI TTOJIUTIENTUHIIOB
HEOOJBIION MOJICKYJIIPHOM MacChl B T€X CIIy4asiX, KOT/Ia B UX CTPYKType UMEET Me-
CTO CYLIECTBEHHOE MpeodiagaHue poJCTBEHHBIX (DYHKIMOHAIBHBIX rpynn. Hampu-
Mep, KaK 3TO MMEET MEeCTO B ciy4ae dHKehanuHoB (puc. 2.36) uinu aHTamMaHuaa
(cM. puc. 2.29), CTpYKTYphI KOTOPBIX MOYTH HALEIO MPEICTABICHBI JIMITOMUIHHBIMU
AMUHOKHUCJIOTHBIMU KOMIIOHEHTAMU.

NH,—Tyr Gly Gly Phe Leu COOH (a)

NH,— Tyr— Gly—Gly—Phe—Met—COOH  (b)

Pucynox 2.36. Ilepsuunvie cmpykmypol netiyun-sukeganuna (a) u memuonun-sukedanuna (b)

[TosToMy B HAaTHUBHBIX O€IKaX MMEET CMBICI TOBOPUTh O XMMHUYECKUX CBOW-
CTBax HE MOJIEKYJIbI B IIEJIOM, a OTJEIbHBIX €€ y4acTKOB, COCTABJICHHBIX U3 POJ-
CTBEHHBIX IT0 CBOMCTBaM OOKOBBIX (pyHKIHA (puc. 2.37).

( N\
o o
NH c/ NH c/
N H~ Ny NH
o ) P ®
CH CH; CH,—Ph
N
H,C CH;,
o o
NH c/ NH c/
-~ NH~ ~NcH” NHAT
NH
(b) ‘ | | e
(CH3)4 (CHz)3—NH—C
(CH3)4 | N
| NH NH
NH, 2
(o) (o)
. NH—C/ NH C/ N
N H - Ny SNH 7
S N
CH, CH, (CH,),
HOOC/ HOOC/ HOOC
\§ J

Pucynok 2.37. Cmpykmypnvie yuacmku 6e1K08bIX MONEKY: (@) MUno@uibHo2o ceoticmea,

(b) ocnoenozo xapaxmepwi, (c) ¢ kucrommnou peaxyuetl
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B psne cinyyaeB, O€IKOBbIE MOJIEKYJIBI BCE-TAKM MUMEIOT HEKOTOPYIO MPEAINO-
YTUTEJIIbHOCTh AMUHOKHCJIOTHOIO COCTaBa, TaK B MOJIMIIECNTHUIAX KOJIJIareHa TPETh
AMUHOKHCJIOTHOIO COCTaBa MPUXOAMTCS Ha INMUMH. Takoil coctaB oOecreunBaeT
ruipodoOHOCTh OeKa U OMPEeAENEHHYIO PEryJIipHOCTh BTOPUYHOM €ro CTPYKTYpHI.
Hpyroii npumep, B NOJUNENTUIHON 1enu HerdpoTtokcuHa-l1 (sin koO6psl) okono 20 %
AMHUHOKHCJIOTHOI'O COCTaBa IMPUXOIUTCS HA JIOJIIO OCHOBHBIX amMmuHOKucaoT (His, Lys,
Arg), Toraa Kak KOJIMYECTBO KUCIBIX aMuHOKHCTOT (ASp, Glu) menee 10 %. Ilo sto-
My TOBOJY, CJE€IyeT OTMETHUTh, YTO, KaK TMPAaBHIIO, OEJTKOBBIE, MOJUICHTHIHBIC
U aMUHOKHUCJIOTHBIE 00pa30BaHUs C BHICOKUM COJEp:KaHUeM (PparMeHTOB aMUHOKHC-
JOT OCHOBHOTO XapakTepa MPOSBISAIOT BBICOKYI0 Pa3HOIUIAHOBYIO MEIMKO-
OMOJIOTUYECKYI0 aKTUBHOCTh. CHenu(puYHOCTh MOJIUIENTUIOB CTAaHOBHUTCS Ooiiee
3amMeTHON mpu (popMUpoBaHUM anoPepMEHTHON (MOJUMENTUAHON) COCTaBISIONIICH
(dbepMEeHTOB, MOCKOJBKY OOpa3ylOTCS OHHU PACIICINIEHHEM BBICOKOMOJIEKYJISPHBIX
OEJIKOBBIX MOJIEKYJl HA MEHbLIME MO pa3Mepy, HO Oosiee crielU(pUUHbIE 110 XUMHUYE-
CKHUM U CyIPaMOJIEKyJISIPHBIM CBOWCTBAM.

Jlunuowt. Jlunuapl BMecTe € yriieBoJaMu, O€IKaMU U HYKJIEMHOBBIMHU KHCIIO-
TaMU 00pa3yroT OJMH M3 YETHIPEX IIABHBIX KJIACCOB BEHIECTB, (DOPMUPYIOIIUX KHU-
BYIO TKaHb, )XUBYIO KJIETKY. B *KUBOW TIpUpoO/Ie JIUMUABI TPEACTABICHbI IBYMS THUIIa-
MU BEILIECTB: a) >XUPHBIMM KHUCJIOTAMU M WX IMPOU3BOAHBIMHU, 0) H30MPEHOHUIAMM.
OHu 6:1M3KH MEXKITY cO00M MO HU3UKO-XUMUYECKUM XapaKTepUCTUKAM, OTYACTH U TI0
OMOJIOTUYECKUM CBOMCTBAM, HO TMIPUHITUIUAIBHO PA3IUYAIOTCS MyTsIMU OMOCHHTE3a,
KOTOpbIE OYAyT pacCCMOTPEHBI B CIIEIyIOLIEH IiaBe

Kupnwvie kucnompl. K KUpHBIM KHCIIOTaM OTHOCAT T€ KapOOHOBBIE KHUCIIOTHI,
R-COOH, xoTopble UMEIOT JOCTAaTOYHO OOJIBIIYIO BEJIMUHUHY YTJIEBOJIOPOIHOTO pa-
nukana R, 1 uMerT BHOJIHE ONpelesIEHHOE OTHOLIEHUE K JKMBBIM cucTemaM. Kup-
HbIMU HMX Ha3bIBAIOT M0 NPHUYHMHE MEPBOHAYATIBLHOIO UX BBIAEIEHUS U3 KUPOB. Pas-
MEPHOCTh YTJIEBOJAOPOIHON IEMOYKH TUIMUYHBIX MPUPOIHBIX KUPHBIX KUCIOT KO-
nebnercs B auamnazoHe Cijg — Cyp XOTA HEPENKH KUPHBIE MPUPOJHBIE KHUCIOTHI
U ¢ OOJIbIIIeH MOJIEKYJIIPHOM MacCOH.

3axonomepHocmu CmMpoOeHUsl HCUPHLIX KUCTIOM, Kldccuurayus u HOMEHKIA-
mypa. B camom o01eM citydae, IpUpOAHbIE JKUPHBIE KHCIOTHI MOKHO pa3JIEIUTh Ha
ISATh TPYII: a) HACHIIICHHBIE )KUPHBIE KUCIIOThI, 0) HEHACHIIICHHBIE KUPHBIE KUCIIO-
Thl, B) KUPHbBIE KUCIOTHI C YCIOKHEHHON YTI€BOJAOPOIHOMN 1IEMOYKOM, T') OKCUTEHU-
POBaHHbIE KUPHBIE KUCIIOTHI, /1) TPOU3BOIHBIC KUPHBIX KUCIIOT.

[Ipu cTpyKTYpHOM aHaIM3€ >KUPHBIX KUCIOT, B IEPBYIO OYepeb, OTMETHM ITpa-
BUJIO YETHOCTHU UX YTJIEPOJHOIO COCTaBA — BCE MPUPOAHBIE )KUPHBIE KUCIOTHI HATUBHO-
ro 6MocuHTE3a cofiepKaT YETHOE YMCIIO aTOMOB YIJIepO/ia; BO-BTOPBIX, HEHACKIIIIEHHBIE
KUPHBIC KUCIIOTHI, OMSITh K& HATUBHBIC, BCera MMEIOT Z (yuc) KOHPUTYpaIHIO BCEX
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CBOMX JIBOMHBIX CBSI3€H; B-TPETHUX, MOJIUEHOBBIE )KUPHBIE KUCIIOTHI, KaK MPaBUJIO, SIB-
JSIFOTCSI. METWJICHPa3ACNEHHBIMH, T.€. OJIE(UHOBBIC CBSI3U Pa3/IeieHbl METUJICHOBHIM
dparmerrom (—CH=CH-CH,-CH=CH-). Bce oTKJIOHEHHS OT THX TOJOKCHUN, a OHH
UMEIOTCSI, SIBJISIFOTCSI CII€ICTBUEM BTOPUYHBIX META0OIUYECKUX MPOLIECCOB.

JI71s1 JKUPHBIX KUCIOT, MIOBCEMECTHO PACHPOCTPAHEHHBIX B KUBBIX CHCTEMaX,
MOKHO Ha3BaTh MX 0a30BbIMHU, OOBIYHO MPUMEHSETCS TPUBUAIbHAS HMCTOPUUYECKH
CJIOKUBIIAsIC HOMEHKJIaTypa (MadlbMUTHUHOBAS, CTEAPUHOBAs, OJICMHOBAs, JIMHOJIE-
Bas, JIMHOJICHOBAs, apaxuI0HOBas KUCIOTHI). Kak Bceraa, Ha3BaHUS JFOOBIX KHPHBIX
KHUCIIOT MOTYT MOCTPOEHHI corniacHo, mpaBuiam IUPAC, mo crnenyrormieit cxeme: BHa-
yasie HUQppor yKa3bIBae€TCs KOJUYECTBO aTOMOB YIjiepoJa OCHOBHOM ILIETIOYKH, Clie-
JIOM 4Yepe3 JABOCTOYHE yKa3bIBACTCS KOJIMYECTBO KPATHBIX CBsI3eH, Janee B CKOOKax
yKa3bIBA€TCsl MOJIOKEHNE U KOHPUrypanus 3Tux cBszeil. [Ipu Hanmuuum B CTpyKType
KUPHOU KUCIOTHI Kako-mnbo ¢yHknuoHansHou rpynmsl (-CHs, -OH. C=0 u ap.),
UX TOJIOKEHUE YKa3bIBA€TCA OOBIUHBIM 00pa3oM, 1udpoit u npedpukcom. B Tabnuie
2.3.1 mpuBeneHbl HanboJIee TUMTUYHBIE TPUMEPHI KUPHBIX KHUCIOT C COOTBETCTBYIO-
IIIUM HOMEHKJIaTyPHBIM UCTIOJTHCHUEM.

Tabnuya 2.6
HekoTopsle KIFOUEBBIE KUPHbIE KUCIOTHI
Ha3Banue Ctpykrypa Mugp IUPAC
[MansMUTHHOBAS CH;—(CH3),,—COOH 16:0
CreapuHoBas CH;—(CH;),4—COOH 18:0
OnenHoBast CH,—(CH,) 7/=\ (CH,}—COOH 18:1 (92)
Jlunonesas CH3—(CH2)4/ﬂ/:\(CH2)-,—COOH 18:2 (9Z, 122)

[IpuponHble KUpHBIE KHUCIOTHI 3aMEyaTelbHbl BEChbMA IIMPOKUM CIIEKTPOM
CTPYKTYPHOTO pa3HO0Opa3us, CBA3aHHOTO ¢ WX MPUPOJAHBIMU UCTOYHHKaMU. [Ipu aToM
HE BCET/Ia MOKHO OTNPEICIUTh WX MPUBS3aHHOCTh K MyTH OMOCHHTE3a — TOJIM OHU SIB-
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JIOTCA IIPOAYKTAMH IICPBUYHOIO ITyTH 6I/IOCI/IHT€33, TOJIN OHU ABJIAIOTCA IMPOAYKTAMU

BTOPUYHOr0 MeTradonu3Ma. Hacto oHM coAepkKaTbCs B MPUPOAHBIX UCTOUHUKAX B He-

OOJBIINX KOHIIEHTPAIUIX, HO UX (DU3HOIOTHYECKasi POJib IIPH 3TOM OBIBAET BEChMaA CY-

ILIECTBEHHOM. 3I[€CB CJICAYCT OTMCTUTDH ITOJIMCHOBLIC KHUCJIOTHI, COHpSDKéHHBIC KHCJIOTHI

U KUCIOTHI ¢ E-KoHuTyparmeit o1eQuHOBOM CBSI3H, STHIICH pa3/IeIEHHbIC TTOJUCHOBbIC

KHCIIOTBI, KACIIOTBI C IUKIMYSCKUMHU (pparMeHTaMu (cM. Tao. 2.7).

HCHaCBIH_IeHHBIC JKUPHBIC KUCJIOTHI Pa3HbIC

Tabnuya 2.7

HaszBanue

Crpykrypa

HUcTouHuK
M CBOHCTBA

ApaxugoHoBas

‘ — — COOH

CH,

Bcerpeuaercs
TOJIBKO
B JKUBOTHBIX

KUpax

XanbMyrpoBas

@—(CHZHZ—COOH

B macae
N3 CCMSIH
Hydnocarpus
Wigtinia

CrepkynoBas

CH;—(CH,)3 (CH,);—COOH

B macine u3 ce-
MSH pPaCTEHUIN
cemericts Malva-
ceae,
Bombaceae, Tili-
aceae

dneunosasn
36:5 (42, 8Z,
127, 16Z, 202)

CH3—(CH2)13W~5CH2—COOH

Haiinena
B MUKOOAKTEPUSIX

OcHoBHOU
DneocTeapuHo-
KOMITOHEHT
TYHTOBOTO Macjia
H
C—C—C—C=—C—C=CH AHTHUOHOTHUK,
H MPOYLIUPYEMBII
MuKkoMHIIIH
= Streptomyces
CH,—COOH mitakaensis
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B nocneanee Bpemsi BBeAE€HA JOIMOJIHUTENbHAS KJIACCU(UKALUA HEHACHILICH-
HBIX JKUPHBIX KUCJOT IO MOJOKEHUIO TToclieHEN 01e(UHOBOM CBsI3M, T. €. Hauboee
yAaNE€HHON OT KapOOKCHIBHOU Tpynmbl. Beimenstor d-3 u ®-6 KUpHBIE KUCIOTHI —
3TO T€ MOJIMEHOBBIE KUCJIOTHI, B KOTOPBIX JABOMHAS CBSI3b HAYMHAETCA OT 3-TO U, CO-
OTBETCTBEHHO, OT 6-Ir0 aTOMOB YIJiepoja PU HyMEPALMH C XBOCTA MOJIEKYJIbL:

(®-3) CH3-CH,--CH=CH- ----COOH
(»-6) CH3-(CHp)4-CH=CH------COOH

Haubosnbiiee BHuManue obpariaercs Ha (0-3) )KUPHBIE KUCIOTHI, KOTOPBIE SIB-
JISIFOTCS. OCHOBHBIMM WJIM CYILECTBEHHBIMA KOMITOHEHTAMH KUPOB MOPCKHX OpraHu3-
MOB, PBIObETO >KHMpa B MEpPBYIO ovepeab. 11omoKuTenbHbIN MPOTEKTOPHBIN (hapmako-
jorudeckuit 3((PEeKT UxX TOCTOBEPHO YCTAHOBJIEH IO psALy nosuiuii. Hanbonee xopo-
10 M3YyYEHbl U MOKAa3aH MOJIOKUTEIbHBIA AP(HEKT Ui CIAeAYIOUMX KHUCIOT: aibda-
nuHojdeBas 18:3(9Z, 127, 15Z7); tumuononoBas 20:5(5Z, 8Z, 11Z, 14Z, 17Z); uepso-
HoBas 22:6 (4Z, 1Z, 10Z, 13Z, 16Z, 19Z); nuzunoBas 24:6(6Z, 92, 127, 157, 187,
217). Ponb (-6) )KUPHBIX KUCIOT B OMOXHUMHUYESCKHX TpOIleccax BOOOIIE HE sSCHA.

CrexkTp NpUpPOAHBIX KUPHBIX KUCIOT B 3HAYUTEIBHOW CTENEHHU PACILIUPEH 3a
CYE€T UX OKCHI€HHPOBAHHBIX MPOU3BOJHBIX, KOTOPHIE CKOPEE BCErO SIBJISIOTCS BTO-
PUYHBIMU METa0OJUTAMHU, HO MPH 3TOM MX OMOXMMHUYECKHE CBOMCTBA M OHOJIOTHYeE-
ckve (GYyHKIIUU 3HAYHMbI U COITOCTaBUMBI CO CBOMCTBAMHU HATUBHBIX KUPHBIX KUCIIOT.
Takue KUCIOTHI JOMOJHUTENBHO K CBOEH KapOOKCUIIBHOM TpyNIe COAEpkKaT MPaKTH-
YECKH JIFOObIE KUCIOPOIHbIE (PYHKIIMHU, KaK TO: CHUPTOBBIE, KETOHHBIE, STIOKCHUJIHBIE,
NIEPOKCUIHBIC, (ypaHOBBIC ITUKIIBI, KAPOOKCHIIbHBIE (Ta0M. 2.8).

Tabnuya 2.8
HexkoTopbie OKCUTeHUPOBAHHBIC JKUPHBIE KHCIOTHI

H o C HUcTouHuK
asBaHue u wudp TPYKTYpa .
M CBOHCTBA

Punmnonenas COOH OcHoBHas
12-runporcu-18:1(92) | CH, KHUCITOTHAs
OH KOMIIOHCHTA

(mo 90 %)
KacTOPOBOTO

mMmacjia

7-0xc0-18:1(112) Q W3 macna 3épen
COOH Gardenia
‘ CH, lucida
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IIpooonxcenue mabn. 2.8

Ha3Banue u mundp Ctpykrypa HCTO?HHK
U CBOIiCTBA
BepnonoBas kuciora o) CH, N3 macna 3épen
Vernolia
COOH anthelminitien
@ypaHOBBIE JKUPHBIE R=H, CH, R CH; m=2,4 HaiiieHst
KHUCJIOTHI / \ n=6,8,10 | g yunumax peio,

CH;—(CHp)s N0~ (CH,),—COOH B rpubax,
B BOAOPOCIIAX,

B IIJIa3M€ KPOBH

YeJI0BEKa,
B PaCTEHsIX
TerparuapodypaHoBbie m=5,7-14 B mrazme
YKUPHBIE KUCIOTHI CH,—(CH,) m/Q\CHz— COOH KpOBH 4Y€JIOBEKa
[LmakopTuast N3 ry6ok
Placortis

IlIpou3zeoonvie »scupnvix xuciom. XvpHbIE KHUCIOTHI MPEACTABIAIOT COOOM
TUMHUYHBIE aMPUOUIbHBIE COCTUHEHUS C JTUNMO(UIBHONU YIIIEBOAOPOAHON IEMOYKOM
U TUApOOUIbHON KapOOKcHiabHOU (yHKImen. [locaenss, Kk TOMy ke, OTIUYaeTCs
BBICOKOM pPeaklMOHHOM CIIOCOOHOCTBIO B PEAKIUAX HYKIJICO(DUILHOTO 3aMEILIEHUs CO
CIIUpTaMU U aMMHaMHM. B Tex cilyyasx, Korga COUpPTOBOW KOMIIOHEHTOW SIBIISIETCS
TJIMIIEPOJI, 00pa3yIOTCs TIUIEPUIBl — OCHOBA KHUPOMO00HBIX BemiecTB. K xuporo-
TOOHBIM BEIIECTBAM OTHOCSITCS TIPOCTBIE KHUPBI (CIOXKHBIE dPUPHI TIO BCEM TPEM
ruapokcunam), Gochonunuasl (0JHA W3 CHUPTOBBIX (PYHKIUN ATEpUPHUIITPOBAHA
dbochopHOI KUCTOTOM), aTKUIIUAIWITIUIEPUALl U TIa3MOTeHbl (0JHAa U3 CIUPTO-
BbIX (DYHKIMH 3TepuduIpoBaHa JpyruM CIUPTOM, 00pasys CBsI3b IPOCTOro 3pupa).

s N

CH,-OCOR! CH,-OCOR! CH,-OCOR!

CH—OCOR? CH—OCOR? (l:H—OCOR2

(|2H2—000R3 cI:Hz—O—R4 c|:|-|2—0—|=o3H2
(a) (b) (c)

Pucynok 2.38. JKuponooobuwie coeounenus: (8) npocmvie sxncupvl, mpuayuiiuyepuobl,
(b) ankunouayunenuyepuowt u naazmozensl, (c) pocpoznuyepudst, pocghamuonas kucima.
1 p3 4
R™— R® paouxansr srcupnvix kuciom, R” ankunvuvie u ankenunbHbvie paoukaibl 8blCUUX CRUPTNOS
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Ocobas rpynmna IunuaoB npeactaBieHa (ocdorunuaamu, B KOTOphIX (oc-
daTHbIl  (parMeHT ATepUPUIMPOBAH €€ OJHONM CHUPTOBOM KOMIIOHEHTOM.
OTU BTOpBIE CIHUPTOBBIE KOMIIOHEHTHI SIBISIOTCS OMQPYHKIIMOHAIBHBIMA W TIOJIH-
(GYHKIMOHATBHBIMA COEAMHEHUSMHU, O00ECIICUNBAIOIIMMHU YCHICHUE THAPOPUILHO-
ctu QocdaTHOro 3BEHA 32 CUET JOTOTHUTEIHHBIX BOJOPOIHBIX CBA3EH M BHYTPUMO-
JEKYJISIPHOTO coyieoOpa3oBaHusi. BHYTpUMOJNEKyJIIpHOMY CoJie0Opa3oBaHUIO Oyiaro-
NPUSATCTBYET BBEJECHHWE CIHUPTOBBIX KOMIIOHEHT COJEPKAIUX aMUHHBIC (yHKIIUUA
(B-aranomamuH, XoiwH, cepuH). IIpousBoaHble ¢ (parMeHTOM [-3TaHOIAMUHA
CTaBJIAIOT TPyIIly KedaluHOB, a ¢ (parMEeHTOM XOJIMHA — JICHUTUHOB, BEIECTB
C IIIMPOKUM CIIEKTpOM (HHU3HOJOTHUSCKHX DyHKIMI (puc. 2.39).

CH,-OCOR' CH,-OCOR'
R—COO—CH o R—COO—CH o
¢H,-0—FZ 0 ¢H,-0—F20
2~ _|_ \c\:Hz 2 | \C\H2
o} o}
H © CH
(@) OF  CH, (b) ?
@H;N ©® Me;3N

Pucynok 2.39. Cmpyxkmypeot: (a) kegparunos u (b) neyumunos

JloTIoTHUTENIbHBIE BOJIOPOIHBIE CBSI3U 00pa3yroT Gocoaumnuabl ¢ pparMeHTa-
MU TJIMIEpUHA, TITFOKO3bl 1 MUOMHO3HTONA (prc. 2.40).

CH,—OCOR" CH,—OCOR'
R—COO —CH R—COO —CH o

A /

CHz_o_p_o\CH CHZ—O—II’—O HO OH
2
OH \ OH ﬂ
CH, OH
(a) "G ®) Ho oH

Pucynox 2.40. Cmpyxkmypeul: (a) pocpamuounenuyeponos, (b) poccpamuoununosumonos

Cdunzonunuowr npencTaBisioT coOOW BeCchbMa BaXHYI0, Pa3HOOOPa3HYIO
Ipynily JUOUAOB 00pa30BaHHYIO JJIMHHOLEIIOYEYHBIMU AMHUHOCIIUPTAMU MU KUPHBbI-

MU KHCIOTaMU. AMUHOCIIUPTHI (COUHTOHUH M CPUHTO3MH) SBISIOTCS JUOJIBHBIMU
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U COZIepXKaT aJIKWIbHYIO TPYNIy y COUHTOHMHA M aIKCHUWJIBbHYIO TPYMIy y CQHUHTO-
3MHa C cojaepkanueM ot 12 mo 22 atoMoB yriiepoaa B uenouku. ChuHronunuas Ha
OCHOBE C(PMHTO3MHA, OCHOBHASI TpyMNa COUHTOJIUIINIOB, B OOJIBIIOM KOJIHMYECTBE CO-
JIEp>KaThCs B HEPBHOW TKAHH, UTPAIOT BAXXHYIO POJIb B TIepeiaue KJIETOYHOTO CUTHAJIA
U B KJIETOYHOM PACIO3HaBaHUU. BBIACNSIOT TpU OCHOBHBIX TUIIA CUHTOIUIIUIOB:

Llepamuovr — Hambosiee NPOCThie CHUHTOMUMUABI, SIBISIONIAECS KUPHOKHC-
JTOTHBIMH aMUJaMH C(PUHTO3MHA.

Counecomuenunvt — B TOTIOJTHEHHUE K CTPYKTYpE IlepaMuia COJIepKaT 3apsmKeH-
HYIO MOJISIpHYIO Tpyminy Gochoxoauna uwin GochosTanonamuna (puc. 2.41).

( )
R'—CH—OH R'—CH—OH R'—CH—OH
Hc|;—NH2 HC|:—NHCOR2 HC——NHCOR?
CH,—OH CH,—OH CH,—O0. _O0—CH,
P CH,
V2N /
(a) (b) (c) o o) H;N
© ©)

Pucynok 2.41. Cipuneonunuoa: (a) cpuncosun, (b) yepamuoel, (c) cpuncomuenumnvi

I'nuxocgpunzonunuovl — B JONOJHEHHE K CTPYKType LEpaMHAa COJepKar
O-rnuKo3uAHbIA (PparMeHT MO KOHIEBOM cHUpTOBOM (hyHKUMH cpuHro3mHa. Eciu
[JIMKO3UIbl 00pa30BaHbl MOHOCAXapaMH TIFOKO30¥ MJIU TajlakTo30M, TO 3TO yepebpo-
3u0bl; €clii OHU 00pa30oBaHbl OJUrocaxapHuiaMu C 00s3aTENbHBIM y4aCTHEM CHAJO-

BOH KHCJIOTBI, TO 3TO 2ananuosudwl (puc. 2.42).

CH;—(CH,);,—CH=—=CH—CH—OH

CH NH CO—R

CH,—O—Glu Gal Man !Sialic acid'

Pucynok 2.42. Cmpykmypa canenuo3uoos
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H3onpenoudvt camblii MHOTOYMCIIEHHBIA KJIacC MPUPOJHBIX COEIUHEHHU,
IPEICTAaBICHHBIN OONBIINM CTPYKTYPHBIM Pa3HOOOpa3UEM YIJIEBOJIOPOJHOIO CKele-
ta. [Ipuuuncien k JunugamM Ha TOM OCHOBAHHMM, YTO a0COJIOTHOE OOJBIIMHCTBO U3
HUX 00J1a7at0T SIPKO BBIPAKEHHBIM JIMMO(UIBLHBIM XapaKTEPOM, YTO B UTOTE U OTpa-
KACTCS B XAapaKTepe B3aUMOJEUCTBUS MX C KIACCUYECKUMH JUIUAAMH, POU3BOJI-
HBIMH KUPHBIX KHCIOT. AOCOIOTHOE OOJIBIIMHCTBO M3OMPEHOUIOB SIBIISIOTCS MPO-
OYKTaMH OMOXUMHYECKON NeATEIbHOCTU PAaCTUTENIbHBIX OPraHU3MOB, HO Y >KHUBOT-
HBIX U Y 4Y€JIOBEKa, B YACTHOCTH, OTACJIbHBIEC MPEACTABUTEIN ITOr0 KJAcCa UrparoT
HEMAJIOBAXXHYIO POJIb.

N3onpenonnamu (ObITyeT Oosiee y3KOe Ha3BaHKUE, TEPIICHOU b)) OHU Ha3BaHbI CO-
[JIACHO UX CTPYKTYpe U MyTu OnocuHTe3a. CTPYKTYpHO OHHU BCE CBS3aHBI (PparMeHTOM
m3onpena (CsHg) 1 kitaccupUIMpPyrOTCs COTIacHO KOJIMUYECTBY ITHX 3BEHBEB B YIJICBO-
JOPOJIHOM CKeJIeTe MOJIEKYJIbl. MIcTOpHUecKH CI0XUIOCh TaK, YTO BIEpPBbIE ObUIN BbI-
JIeJIEHbl caMble MPOCThIE M30MPEHOUIBI C ABYMS M30IPEHOBBIMU 3BEHBSIMU (COJEpIKa-
aue yriepoaa Cyg) u ObUTH Ha3BaHBI MOHOTEpIIeHaMU. [loaTOMY B camoM 0O0I1IeM TiaHe
Y 3aKperuiiach TePIICHOBAsi TEPMUHOJIOTHS U Kilaccudukanus (tadm. 2.9).

Tabnuya 2.9
Krnaccudukanus n3onpeHouos
Tun YHucio Crpoenue Ha3zBanue
yIj1epoaoB
I'emutepniens 5 CH; N3omnpen
CH
=2
H,C
MoHoTeprneHbl 10 CH; CH, Mupuen
HsC
CeckBuTepIieHbI 15 CHa CHa Mz dapueseH
CH
Hye \ \ sk
JluteprieHbI 20 M duton
. x_~CHz0H
Tpurepnensl 30 \ \ \ - - - CkBanen
TeTrpaTepneHbl 40 PP PP G PP PP PPN JIukonuH
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XapakTepHON XUMHUYECKONW OCOOCHHOCTHIO H3OMPEHOUIOB, SBJISIETCS CKJIOH-
HOCTh MX K Pa3jMYHBIM M30MEPHU3aLUiIM U NEPErpynnupoBKaM € MOCIEAYIOIIUMHU
GYHKIMOHATBHBIMA MOJIU(DUKAIIUSIMH, KOTOPBIE B UTOTE U 00ECTICUNBAIOT MHOTOYHC-
JEHHOCTh Kiacca. [IpuBeéM TONBKO HEKOTOphIE MPUMEPHI M3OMPEHOUIO0B, KOTOPbIE
TPaAULIMOHHO HA30BEM 3/1€Ch TEPIEHOMAMHM, COCTABIIIONINE COOOW TpyIITy BEIECTB
PACTUTENIBHOTO MPOUCXOXKICHHUS U 3HAYMMBbIE JUISl HAC, KaK BellecTBa «OeHe(UCHOM»
aKTUBHOCTH. T. €. BelIecTBa MOJIE3HbIC YeJIOBEKY B OOJIbIIIEH CTENEHH, YeM CaMoOMy pac-
TEHUIO, U TEM CaMbIM, MPEJOCTaBIIsieMbIe HaM B KadecTBe OeHeducHoro nojapka. Oco-
00 ciemyeT BBIICTUTH MEPCIEKTUBHBIC (HapMaKOJOTMYECKH aKTHBHBIE COETUHEHEUS:
apTeMU3MHUH (IPOTUBOMAJISIpUITHAS aKTUBHOCTb) U TaKCOJN (IPOTHBOOITYXOJIEBOE Jie-
KapCTBO) — SBJISIACH HATUBHBIMU JIEKAPCTBEHHBIMU CYOCTaHIIMSIMU, OHU MEPCIEKTUBHBI
emé U B KaYeCTBE CMHTETUYECKUX TUIaT(OpM Ui CO3[aHUSI HOBBIX BEILIECTB COOTBET-

CTBYIOIIUX MEINKO-OMOIIOTHIECKUX CBOUCTB (puc. 2.43).

N
S
S

b HO g AcO
( ) OCOPh

Pucynok 2.43. (a) cecksumepnenouo apmemusunun uz Artemisia aunua L.;
oumepnenoud maxcon us pacmenuil Taxus baccata

Hpyras rpymnmna u30MpEeHOUJIOB MEANKO-OMOJIOTHYECKON 3HAYMMOCTH TIPE-
CTaBJICHA TPUTEPIICHONAMUU M TETPATCPIICHONIAMH. TPUTEPIICHOUIBI SIBIISIONTUECS
IPOJYKTaMU BTOPUYHOTO META0OJM3Ma CKBaJIEHa 00pa3yioT (PU3MOJIOTHYECKH BaX-
HBI KJIacC COCIWHEHUU, CTepoubl, QyHIaMEHTAIbHAS CTPYKTypa KOTOPBIX Mpe-
CTaBJIeHa TETPAIMKINYECKUM YTIJIEBOJOPOJHBIM ckeneToMm. Ha mepBom srtarme merta-
Oonm3Ma cKkBasieHa 00pa3yloTCs 1Ba TEPIEHOUAA, [IMKJIOAPTEHOI U JIAHOCTEPOJI, TIEp-
BbIIl U3 HUX SIBIISIETCSA POJIOHAYAIBHUKOM OOJBIIOr0 YKCIA PACTUTEIBHBIX CTEPOU-
HBIX COSAMHEHUH (CaloreHWHbI, BUTOCTEPOUIBI, TUMOHOUIBI U Jp.), TOTJa KaK JaHO-
CTEpOJ NaéT HA4YaJl0 CTEPOMJAM >KUBOTHBIX OPTraHW3MOB (XOJIECTEPOJ M MPOAYKTHI

ero merabonusma). Cm. puc. 2.44.
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Pucynok 2.44. (a) yuxnoapmenon, (b) ranocmepon

Terpatepriensl npeacTaBleHbl TPYNION KAPOTUHOUAOB, HEOOJBIION, HO YHH-
KaJbHOU MO CTPYKTYpe — UX YIIAEPOAHBIN CKEJIET COACPKUT COMPSHKEHHYIO MOJIMEHO-
Byto cucreMy. OQUMHHAALATh TM-CBA3EH 00pa3yrT €IUHYIO CONPSKEHHYIO CHUCTEMY,
KOoTOpasi o0ecreynBaeT MOJEKYJe BBICOKOE CPOJICTBO K PAJAMKAIBbHBIM YacTHUIIaM
U CBETOBOMY H3JIyuyeHHUI0. B cBsA3M ¢ mociegHuMm (pakTopoM, KapOTHUHOHJBI MOIJIO-
IIAIOT CBET B BUAUMOW 00JacTé CrekTpa (Amax = 500-450 HM, XEnTO-OpaH)KeBas
OKpacka). B pacTenusix oHM 0OecrieunBalOT aHTUOKCUAAHTHYIO 3alUTY, B OpraHu3Me
YeJI0BEKa BHITIOTHAIOT (DYHKIIHIO TpoBUTaMKHA A (puc. 2.45).

\\\\\\\\\
(a)

Pucynox 2.45. (a) f-xapomun, enasnwvlii KApOMuUHOUO MKAHEL 3eNEHbIX PACTeHUll,
mopckux sooopocietl, yeemrxos Narcissus; (b) momeun, wupoko pacnpocmpanén

6 3eré'HblxpacmeHuﬂx, I’UZOOGX, cemMeHax, codep:)fcumc;z makoice 6 ;nh;ax U HCUBONIHBLX IHCUpPAX

I'naBa 3. MoJieKkyjasipHble OCHOBBI KJIE€TOYHBIX CTPYKTYP

Tenepp, KOrgja HamM M3BECTHBI CTPYKTYPBI TJIABHBIX COCTABIISIIOIINX >KABOU
KJIETKU (YTJ1eBOJbl, OCNKU U JUMIHJbI), MOXKHO IOCTPOUTh TEOPETHUECKYIO, B CBSI3U
C DKCIIEPUMEHTAJIBHBIMA JaHHBIMHM, MOJEJb XUBOW KJIETKH M €€ NMPUHIUIIAAIBHBIX
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¢dbparmenToB. BriosHe 04eBUAHO, YTO 3/1€Ch HA TIEPBBIN IUIAH BHICTYHAIOT B3aUMO/ICH-
CTBHUSI CYIIPaMOJIEKYJIIPHOTO XapaKTepa Kak OJHOPOJHBIX MOJIEKYJI, TAK U Pa3HOPO.I-
HbIX. A MMEHHO, JUIUJ-TUIUIHbIE B3aUMOJEHUCTBUS, MPOTEUH-TUIUIHBIE B3aUMO-
JNEUCTBUSI, TPOTEHUH-YTJIEBOJIHBIE B3aUMOJICUCTBUS, JUINU-YTJIECBOJIHBIE B3aUMOJICH-
CTBUS, IPOTEUH-NIPOTEUHOBBIC B3aUMOJCHUCTBUS, YTIJIEBOA-YTJIEBOJHBIE B3aUMOJIECH-
ctBus. [IpuHuunuansHo, MPUPOJIa SITUX B3aUMOJEHCTBUNA MOXKET OBITh YETBHIPEX TH-
IIOB: JTUCIIEPCUOHHBIE B3aMMOJECHUCTBUSA, BOJOPOAHBIE CBA3U, JIEKTPOCTATUYECKUE
B3aUMO/JICCTBUS, KOBAJICHTHBIEC CBA3U. JIMCIEPCUOHHBIE B3aUMOACHUCTBUS SHEPTETHU-
yecku Hanbosiee ciiadble, KOBAJCHTHOE CBSI3bIBaHHE HambOojee mpouHoe. YacTo mpu
00pa3oBaHUU CYMPAMOJICKYJIIPHBIX U KJIETOUHBIX CTPYKTYP YUacTBYIOT B3aUMOJICH-
CTBHUSl Pa3HbIX THUIIOB JAXXE B CAMOM IPOCTOM CTPYKTYPHOM BapuaHrte. B BbICIIEH
CTEIEHU 3HAYMMO ATOT BapUaHT CYNPAMOJIEKYJISIPHOTO B3aUMOACHCTBUS MPOSBIACT-
Csl 1O JIUTU/I-TUTMHIHOMY Bapuanty. Mosnekyna docdonunua sBiasieT co0oi TUINY-
HYIO SIPKO BBIpaKEHHYI0 aM(PUPUIBLHYIO CUCTEMY, YTJIEBOJIOPOIHBINA paguKail KOTO-
poil obnmamaeT TUNOPUIBLHBIM XapaKTepoM, a IBUTEPUOHHBIN (ochaTHbIl (par-
MEHT — TUAPOPMIbHBIM. JIMnopuUIbHbIE YIVIEBOJOPOAHBIC IEMOYKH ITUX MOJEKYI,
Kak OBbl, CTUTIAIOTCS MEXITY COOO0M 3a CYET AUCTIEPCUOHHBIX CHJI, TOT/Ia KaK OUIIOsIp-
Hble (pocaTHbIC TPYMIBI COCEAHUX MOJEKYJ aCCOLUMUPYIOTCA IPYT C APYroM SJIEK-
TPOCTATUYECKUM MPUTSHKEHUEM. DTOT MPOLIECC HOCUT MOTUMEPU3AIIMOHHBIN Xapak-
Tep 00paszys aMmpudunbHy0 WIEHKY, KOTOpas 00J1a1aeT CBOMCTBAMU MOBEPXHOCTHOM

akTuBHOCTH (pHcC. 3.1).
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Pucynox 3.1. Cmpyxkmypa pocghorunuoa u cnocod 0opazosanusi um IUNUOHO2O Cl051
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CtaOMIIBHOCTh ATOTO B3aMMOJICMCTBHS M TOT'O0 CBOMCTBA BO3pacTaeT IPHU ac-
COIIMALUU JBYX IUIEHOK JIPYT C APYrOoM CBOMMH JHUNOQPUIBLHBIMU CIOSIMHU, 00pasys
JIBOMHOW JIMIIUAHBIA CJIOM. [IBOMHOM JUIMIHBIN CJIOM B BOJHOW CPEJE, a TAKOBOM SIB-
JSIeTCsl cpefia AUBOM KIIETKH, B UTOre (popmMupyetr MmeMOpaHy, TouHee, e€ pyHaameH-
TaJIbHYI0 OCHOBY (puc. 3.2).

..EE:»\I\, . JIvnnaHbIi 6GUCNO — CTPYKTYpHasi OCHOBA
| ouonornyecknx MmemopaH KreTku

I'mapododnasn

TR

001aCTh

* MemoOpanHbie Junuabl GOPMHUPYIOT MIOCKHI
0MMOJIeKYJISIPHbIN JIUNUAHBINA c10i (0uc/10H)

o KKM aunuaa 10'1°M

Pucynox 3.2. Membpany obpazyrowuii 080UHOU TURUOHBLL COU

bromMexaHnyeckrue CBOMCTBA JIMIHUIHBIX MEMOpPAH JTOCTATOYHO Pa3HOOOpa3HbI
M0 CTEMEHU >KECTKOCTH U TEKYYECTH U OINPEACNIAIOTCS OHU XMMHYECKUM COCTaBOM
onbIx. Eciin memOpana (e€ dhochonumuaapiii OUCION) MOCTPOEHA TOJBKO C y4aCTHEM
HACBIIIEHHBIX XUPHBIX KHUCIOT, TO Takas MeMmOpaHa OyaeT 00JiagaTh CKIOHHOCTBIO
(dopMupOBaThH KECTKYIO KPUCTAIIMUECKYIO YIIAKOBKY, CO BCEMHU €i COMyTCTBYIOIIH-
MU CBOWCTBAaMH — JOCTaTOYHO PE3KHM MEepexoi M3 KPUCTAUIMYECKOrO0 COCTOSHHUS
B )KMJIKO€ M OOpaTHO MpPH TEMIEPATypHBbIX (IIOKTyalusX (AOCTATOYHO BCIOMHMTH
cBolicTBa mapaduna). Toraa kak >kuBas KJeTKa JOJKHA 00s1a1aTh (Da30BOM MOIBUXK-
HOCTBIO, T. €. COXPAHATh CBOIO JKUJKOKPHUCTAJUIMYECKYIO CTPYKTYPY B ONPEIEIEHHOM
TEMIIepaTypHOM JAuana3oHe. J[pyrumu cioBamu, He 3aTBEPAECBATh U HE Pa3KIKATHCS,
a JIOCTUTaeTcs 3TO HAPYIIEHUEM YIaKOBOYHOM CTPYKTYypbl MEMOpaHbl BHEIPEHUEM
B HE€ (parMEeHTOB HEHACBIIIEHHBIX KUPHBIX KUCIOT (puc. 3.3) U, B 3HAYUTEIBHOU

CTEIEeHH, MOJIEKYJI XoJiecTepona (puc. 3.4).
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YnakoBka HachINIeHHBIX (A) H
HeHACBHIIEHHBIX (B) KU PHOKH CITOTHBIX
pPagHKaJIOB B MeMOpaHe

(B)
Pucynox 3.3. Ynaxoexa naceiwyennvix (A)
U HeHACLIWEHHBIX (B) HCUPHOKUCIOMHBIX PAOUKANI08 8 KIEeMOYHOU MeMOpaHe

XOJECTEPON

* [MpupgaeT cTabunbHOCTb
membpaHe

* YMEHbLUAET TEKYUECTb

Pucynox 3.4. Cmpykmypa 0801iH020 TUNUOHO20 CI05L C BKIIOUEHUEeM XO0leCmepod,
KPACHbIM OmMeUueHbl 2u0poduibHble hpasmenmovl ochorunudos u xoiecmepona

[Tocnenyromas MoauduKaus TUMHIHON MeMOpPaHbl OCYIIECTBIISCTCS MOAKIIOYCHH-
€M OEITKOBBIX M YTJIEBOJHBIX MOJICKYJI, KOTOPhIE (PaKTUYECKH M «OXKHBIAIOT» €. Tak
Kak MeMOpaHa BBITIOJHAET HE TOJIBKO OaphepHYIO0 (PYHKITNIO, HO U TPAHCIIOPTHYIO, TO
MOSIBJIIETCS. HEOOXOMMOCTh (POPMUPOBAHUS COOTBETCTBYIOIIMX MEMOpPAHHBIX KaHa-
710B. MHOTOOOpa3ne COeAMHEHUH, TOCTABISIEMBIX BHYTPh KJIETKA W BBIXOMSIINAX
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HapYXKy U3 He€ TTO3BOJISIET OJJHO3HAYHO YTBEPHKAATh, YTO STUX KAHAJIOB JIOJKHO OBITH
MHOTO U JIOJDKHBI OHU OBbITh crieuuuunbiMu. [JocTaTtouHo yOenuTenbHO (IKCHepu-
MEHTAJIbHO) TOKAa3aHO, YTO CTPYKTypa KaHalla MPEJCTaBISET COOOM OTBEPCTHUE WIIH
nopy B MeMOpaHe, 3aKperyiEHHYI0 OCJIKOBBIM CJI0€M, KOTOPBIN BBIMOJIHSIET POJb «dy-
TUPOBKM» €€ M CIeNU(PUIECKOTO MPOMYCKHOTO KOHTPOJIA. 3aKperieHne KaHaja oCy-
IIECTBISACTCS: a) JUMOPWIHLHBIMU (IMCIEPCUOHHBIMHU) B3aUMOACHCTBUIMU JTUITH/I-
OelloK, T. €. B MOJIEKyJie OeNKa JOJKEH MPUCYTCTBOBAThH OMPEeIEHHBI HAOOD JIH-
oG HIBHBIX AMUHOKHUCIIOT; 0) 00pa3oBaHneM aMUIHOW (IENTHIHOM) CBSI3U KOHIIEBO-
ro aMHHOKHCJIOTHOTO (parMeHTa OenKoBOW MOJeKysibl ¢ (hochaTtHol GyHKIHEH
dochonunuaa B OununuaHoM cioe. B cBow ouepenb, pocharusiii pparmeHT nu-
MUIHOTO CJIOSI MOXET 3TepUUIIMPOBATHCA YTIACBOAHBIMU MOJIEKyJIaMu, oOpasys
JIMKOIUIUIL (DOPMUPYIOIITUE HAPYKHBIM CJIOW IJIa3MOTHYECKOW MEMOpaHbl. ITH,
MOCJIEIHUE YYaCTBYIOT B MEXKIIETOYHBIX B3aMMOJECHUCTBUSIX U KOHTAKTaX Pa3HOIo
pona (puc. 3.5).
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Pucynox 3.5. Cmpyxmypwi (a) aunonpomeunos u (0) eruxorunudos
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Crona ke clielyeT OTHECTH eII€ U KJIacC TITMKOIPOTEHHOB — BEIIECTB 00pa3o-
BaHHBIX KOBAJICHTHBIM CBS3bIBAHUEM OCJIKOB C OJIHOM WJIM HECKOJIBKHUMHU MOJIEKYyJa-

MU YTJIEBOJIOB — C MOHOCAXapHaamMu U ojiurocaxapuaamu (puc. 3.6).

InukonpomeuHsl

CepuH
D (wam TpeonuH) ﬁ AcnaparuH

/\/"\/""\/\ AN \g"”\/

H2 2
HO-CH3 0
H HO-CHy
N-Auetun- NH
ranakTo3amuH N-Auetun-
NH H
H

rMIOKO3aMUH
=0
H3 =0
—— Hj

Cnoco0 npucoeaMHEHUA YIIeBOAHOIO OCTAaTKa K Oeky

Pucynox 3.6. Cmpoenue aruxonpomeunos

T. e. OTKpBIBAIOTCA TakUM OOpa3oM CIEAYIONIHE KIACChl OMOOPTaHHMYECKUM
00pa3oBaHUM: JTUMOMPOTEHH, TJIUKOJHUMHUABI M TJIMKOMPOTEHHBI, KOTOPHIC HIPAIOT
CYIIIECTBEHHYIO POJIb HE TOJHKO B (DOPMUPOBAHUU CTPYKTYPHI KICTOYHBIX MEMOpPaH
(HEpacTBOPHUMBIC B BOJI€), HO M B PA3JIMUYHBIX OMOXMUMHUYECKUX U (HYU3UOJIOTHUECKUX
cCUTyanusix (BOJIOpPAcTBOPUMBIE BemecTBa). M3 3THX KOMIUIEKCHBIX CTPYKTYp 0C000
CJIeAYyeT BBIJCIUTh PAaCTBOPUMBIC B BOJE, TaK Ha3bIBaeMble €II¢ CBOOOIHBIC, JTUIIO-
IPOTEHHBI, TAK)KE PACTBOPUMBIC B TJIa3Me KPOBH, B MOJIOKE U APYTUX (Pu3. pacTBO-
pax — KIIOYEBBIE COSIMHECHUS TPAHCIOpTa U MeTabom3Ma TUnuaoB. [IpuHiunuaib-
HO BBLICJISIFOT TPU TPYIIIIBI OHBIX: XUJIOMUKPOHBIL, JIUIIOIMPOTENHBI HU3KOW TIIIOTHOCTH
(JIHIT) u nunonporennsl Beicokoi mmoTHOocTH (JIBII), koTOpbhle pazmuyarorcs pas-
MEpPOM MHUIIC]I 1 KOMITOHEHTHBIM COCcTaBoM (Tadu. 3.1).
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Tabnuya 3.1
CB00O/IHbBIE TUMONTPOTEUHBI

Ha3Banue Pa3zmep CocTaB yacTun
YaCTHIL

XHUIIOMUKPOHBI 75-1200 am | Dochonunuap (4 %), Tpuraunepuast (90 %),
xojectepod (5 %), nporenn (1 %)

JIHII 18-26 um dochomunuast (20 %),
tpurmnepuasl (10 %), xomecrepon (45 %),
npoteuH (25 %)

JIBIT 8-11 am dochommmmunst (30 %), Tpurmumepuast (5 %),
xonectepot (20 %), nporeus (45 %)

Crnengyer OTMETUTh 3aBUCUMOCTb aT€POCKIEPOTUUYECKUX 3a00JIeBaHUIl OT CO-
CTaBa JIMMIOMPOTEUHOB, IIUPKYJIUPYIONINX B IIa3Me€ KPOBH — BEPOATHOCTH (OPMHUPO-
BaHUS aT€POCKIEPOTUUYECKUX OTIOKEHUN HAXOJUTCS B MPSIMOM 3aBUCUMOCTH OT CO-
JepKaHusl TUNONpOoTenHOB HU3KoW minoTHOCTH (JIHIT) m ouyeHb HM3KOU MIOTHOCTH
(JIOHIT). KocBeHHO 3TO MOYKHO CBSI3aTh C CoAepKaHuEeM xoyecTepoia (cM. Tad. 3.1)
U COOTBETCTBEHHO C TOBBIIICHHOW JUMO(PUIBHOCTHIO KOMITJIEKCA, KOTOpasi Crocoo-
CTBYET MPUJIMIIAHHUIO UX K CTEHKAaM cOCyloB. Toraa Kak, NOBBIIIEHHOE COJIEpPKaHHE
Oelika B KOMIUIEKCE YBEIUUYHMBAET €r0 THAPOPUIBHOCTD, a 3HAYUT U PACTBOPUMOCTD
B IJIa3M€ KPOBHU.

K Hacrosimiemy MOMEHTY 3KcnepuMeHTalbHO (Metogamu AMP, pentreno-
CTPYKTYpPHOTO aHajliu3a, KPUOTEHHOW 3JIEKTPOHHONW MHUKPOCKOMHUHU) YCTAaHOBJIEHO
CTPOCHUE MHOTMX KJIETOUHBIX (MEMOpaHHBIX) KaHaloB. Pa3HooOpa3ue U CI0KHOCTh
UX OYEBHUJHA W3 ATUX JAHHBIX, J1a 3TO U OXHUJAEMO, TaK KaK MPOIMYCKHas CIOCO0-
HOCTh KaHaJIOB 00s3aHa OBITh CTPOro CHeUU(PUYHON, BIUIOTH IO 3HAHTHOMEPHBIX
cTpykTyp. Kak BUAHO U3 NpuMepoB, MPUBEAEHHBIX Ha pUC. 3.7, MeMOpaHHbIE KaHAJIbI
pa3nuyaroTcs IMaMeTpoM B IIMPOKOM JAUana3zoHe, KOJIMYECTBOM M Kaue€CTBOM O€IKO-
BbIX €IMHUL, CAMMETPHUEN — TOJIBKO TaKO€ Pa3HOOOpa3re U MOXKET 00ECHeYUTh BbI-
COKYIO CEJIEKTUBHOCTh UX TPAHCIOPTA, a CJIEIOBATENIbHO, U BEKMBAEMOCTh KIIETKHU.
OmuH w3 MeXaHM3MOB BO3JIEUCTBHS ((U3HOJIOTUYECKOTO, (HapMaKOJIOTUYECKOTO
¥ TOKCUKOJIOTHYECKOTO) Ha KJIETKY M 3aKJIF0YAeTCsl B HAPYIICHUH (QYyHKIIMH TOTO WIIH
MHOTO MEMOpaHHOTO KaHaja — KaHajl MOXET ObITh 3aKyNOpEH BEUIECTBOM M Mepe-
CTaHeT paboTaTh, UJIM K€ HA0OOPOT — MOXKET OBITh pa3pylleHa ero OenkoBas QyTH-

POBKa M OH CTaHET MpoIycKkaTh BcE Oe3 pazdopa.
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Pucynox 3.7. Ilpumepst cmpykmyp K1emouHblX KAHAL08,

8U0 c8epxy u cOOKy (kax 6wl 6 ghac u npoghuv)

Takum oOpazoM, B (OPMUPOBAHUM KJIETOUHOWU CTPYKTYphl B 00s13aT€IBHOM
MopsIKe MPUHUMAIOT ydyacTue Bce (hyHIaMeHTaIbHbIE OHOOPTaHHUECKUE MOJICKYJIBI
(yrneBobl, OCIKU M TUIUABI) Ha BCEX YPOBHAX MEXMOJICKYJISPHBIX B3aUMOJICHCTBUI
(IMCnepCcHOHHBIE B3aMMOJCHCTBHS, B3aUMOJCHCTBUSL dYepe3 BOJOPOJHBIE CBS3H,
MOHHbIE U KOBaJICHTHbIE CBsA3bIBaHUA). Hanbonee yHuBepcanbHbl U pa3HOCTOPOHHU
3/1eCh ydacTus OENKOBBIX 00Opa30BaHMU OO0s3aHHBbIE, MPAKTUYECKU, O€3rpaHUYHBIM
CTPYKTYPHBIM M XHMHYECKHUM BO3MOXHOCTSIM 3TUX Onononumepos. Ilo cBoiicTBam
M aCIMOJIOKEHUIO MEMOPAHHBIX OENKOBBIX MOJIEKYJ CIEAYET OTMETUTh O€JIKU: UHTE-
rpajibHble, nepudepuiinble, TOrpyKEHHbIE, TPAHCMEMOpPaHHbIE, OapbepHBIE, TPaHC-
MOPTHBIE, PELIETITOPHBIE, (PepMEHTaTUBHBIE. B CBS3M ¢ 3TUM, IPUHIIUIHATIbHAS CXEMa

CTPOEHHS KJIIETOYHOU MeMOpaHbl MOXKET ObITh TIpe/ICTaBlieHa Ha puc. 3.8.
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Pucynox 3.8. Illpunyunuanvras cxema cmpoeHus K1emouHou Memopanvl

Membpansr Mycobacterium tuberculosis mpeacTaBiasioT CyIiecTBEHHbIN HHTe-

pec BBUIY MX (DEHOMEHAJIbHOW YCTOMYMBOCTH MO OTHOLICHUIO K Pa3IMYHBIM JIEKap-

CTBEHHBIM CYOCTAHIMSM M (DU3UKO-XMMHYECKUM BO3JACUCTBUSIM cpefbl. THTEpecHO

TO, YTO KJIETOYHasi 000J0YKa MUKOOAKTEpUl TakkKe HEOObIYHA U IO CBOEW XUMUYeE-

ckoit ctpykrype. OHa MHOTOCIIOWHAS U ¢ OOJIBIIUM Pa3HOOOPAa3UEM JIUIHIHBIX KOM-
noreHt. Cwm. puc. 3.9.
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(d) mycomembrane

(c) arabinogalactan

(b) peptidoglycan

(a) inner membrane

Pucynok 3.9: @) enympennsis memobpana — kiaccudeckutl O80UHOU TURUOHDLL CILO,
b) npomesicymounas membpana nocmpoena uz nenmuodocaxapuoos,
C) nonucaxapud apabuno3vl U 2aNaKmMOo3bl, YACMb MUKOMEMOPAaHbL,

d) cob6cmeenno muxomembpana nOCmpoena Ha OCHOBE MUKOJLOBbIX HCUPHBIX KUCTIOM

CaMpIMU HEOOBIYHBIMU CTPYKTYPHBIMH DJIEMEHTAMH 3/1€Ch SIBIISTFOTCS MHKOJIO-
BBIC KHUCJIOTHI — JIJTAHHOIICTIOYEYHBIC PA3BETBIICHHBIC )KUPHBIC KUCIOTHI, COJICPIKAIIINC
ot 60 1o 90 aroMoOB yriepojia B OCHOBHOM LienHu. [[jsi HUX XapaKTepHO OTCYTCTBHE
0JIe(MHOBBIX CBS3EH, YTO BMECTE C OTCYTCTBHEM XOJIECTEPOJOBBIX MOJICKYJ B MEM-
OpaHe, nenaeT uX XUMHYECKH YCTOMYMBBIMHU, a IPUCYTCTBUE B OCHOBHOW IETIH ITUK-
JIOTIPOTIAaHOBBIX ()PAarMEeHTOB 00ECIIEUNBACT UM JKHIKO-KPUCTALINYCCKUE CBOMCTBA.
B nienom, BHEmHSSI MeMOpaHa (MUKOMEMOpaHa) GOpMUPYETCSI CIOKHOIPUPHOU CBSI-
3bI0 MUKOJIOBBIX KHCIIOT C MOJUCAaXapyuoM apaOrHoranaktaHoM. [Ipumep THTHYHOM

MUKOJIOBOU KUCJIOTHI puBenéH He puc. 3.10.

HaC

HO

H, COOH

Pucynok 3.10. Cmpykmypa monekyvl 0-MUK0JI080U KUCTIOMbL

I'naBa 4. HuzkomoJsiekyJasipHbie O0HOpPeryasiropbl
U BTOPUYHBbIE META0OJTUTHI

B Hacrosmumii paszsen BKIIOYEHBI BCE T€ KJAcChl WM IPYIIbl OMOJIOTMYECKU
AKTUBHBIX COCIMHEHUH, KOTOPHIC BBIMOJHAIOT (PYHKIIMHA KaTalu3aTOPOB M CTUMYJIS-
TOPOB OHMOXMMHYECKUX U (PU3MOJIOIMUECKUX MPOIECCOB B IKHUBBIX CHCTEMAX.
[Tpu 5TOM, OMOXUMHUYECKHE U (PU3HOTOTHYECKHE MPOIIECCH] B TOM WJIM UHOM CTETIEHU
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B3aMMOCBSI3aHbI, TaK K€ KaK U OMOPEryJsaTOpbl C BTOPUYHBIMH METAOOIHTAMH.
HaunGoinee o0rieit xapakTepUCTHKOMN SISl BCEX 3THUX BEIIECTB MOKHO CUMTATh MX BbI-
COKyI0 (YHKIIMOHAJbHYI0 AKTHMBHOCTh B OYEHb MAaJbIX KOHIEHTPAIMIX, YacTO
B ycioBusx In Situ. Ha ocHOBaHMUM BBINIE CKa3aHHOTO, B 3TOM pPa3/iei BKIKOUYCHBI:
dbepMeHTBI, BUTAMHUHBI, TOPMOHBI, BTOPUYHBIE META0OOIUTH PACTCHHIA.

Depmenmut (Hnzumst). OepMeHTH (WM DH3UMBI, CHHOHUM) MPEICTaBIISIOT
co0oli OMOOpPraHUYECKHE BEIIeCTBa, OCHOBHON (yHKIMEW KOTOPBIX SBJISETCA OHO-
XUMUYECKUM Kartanu3. DepMEHTaTUBHBIN KaTalau3 OTIUYAETCS BBICOKOM CEJIEKTUBHO-
CTBIO TI0 OTHOIICHHIO K CyOcTpaTaM M BBICOKOU 3()(PEKTUBHOCTBHIO B YCIOBHSIX KHU3-
HE/IeATeIbHOCTH OpPraHu3Ma, T. €. CYIIECTBEHHOE YCKOPEHHUE MPOLIECCOB MPH HUZKHUX
KOHIIEHTpAIUAX KaTaln3aTopa B MATKUX TEMIIEpaTypHBIX auamnazoHax. Jlocturaercs
BCE 3TO OCOOEHHOCTBIO CTPOCHHUS (HEPMEHTOB, MPUHIMUIUAIBHO TOCTPOSHHBIX TI0
cilenyromen cxeme — uMmeercs OenkoBast 4acTh (amodepMeHT) u HeOeTKOBbIN (par-
MEHT (kopepmeHT). AnoepMeHTHas YacTh OTBEYAET 3a TPAHCIOPT U JOKAIU3ALHUIO
dbepmenTa, 9To B CyMMe 00€CTIeUnBaeT €ro CEICKTUBHOCTD (CIEU(PUIHOCTD) 0 OT-
HOILIEHUIO K cyOcTpaTy — MHOrooOpasue OENIKOBBIX CTPYKTYp 3TOH CHOCOOHOCTU
dbepmenta u otBeyaeT. KodepmeHT mnpencraBisieT coO0W HHU3KOMOJICKYIISPHBIHA
¢dbparMeHT MOJEKYIbl (DepMEHTa OTBETCTBEHHBIN 32 BBIMTOJTHCHUE COOTBETCTBYIOIICH
XUMUYECKOUN PeaKIny, T.€. 3TO XUMUUYECKH aKTUBHAS 4acTh (hepMEeHTa, KOTOpas Jale
BCEro CBsi3aHa ¢ anodepmeHToM yepe3 pocdatubiii munkep (puc. 4.1). Cnenyer oT-
METUTh, YTO YaCTO POJIb KO-PH3UMA BBHITIOJHSIOT KAaTHOHBI METAUIOB (METaJljIo-
SH3UMBI), YaIlle BCETO 3TO JKEJe30, IMHK, MEb.

R3 0 R'

ZTI
I=z
o

Pucynok 4.1. Cmpoenue pepmenma

B Hacrosimee Bpems mNpHHATa 4YeTHIpEX-IM(poBas HH3UM Kiaccudukanus,
E.C.a.b.c.d. (K®. k,I,m,n), cormacao kotopoii kaxaomMy (pepMEHTY NPUCBAUBACTCS
KJ1acCu(UKAIMOHHBI HOMEp W3 4eThIpéx mudp, rae mnepsas mudpa obOo3HAYAET
KJIaCC, BTOpasi — MOJAKJIACC, TPEThsl — MOANOMAKIIACC, YETBEPTAsA — UHIAUBUIYaAJIbHbBIN
HOMEp. 311ech MbI pacmiudpyeM cojep’KaHue MepBOW LUPPbI — UX CEMb BCEro —
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ocTaJibHbIE TPl BECbMa MHOTOYUCIICHHBI, IOTOMY U OITyCTHM UX OIHMCAHUE JI0 CO-
OTBETCTBYIOIIEro MoMeHTa. OKOHYAaHMSI B HA3BAHUIX (PEPMEHTOB — a3a.

Ha nepBom srarne kinaccuukanuy SH3UMBI TOJPA3IEISIOT HA CEMb KIIACCOB
COTJIACHO THUIIaM PEAKIUA UMH KaTaJIU3UPYEMBIX:

E.C.1 — okcudopedyxma3zvl KaTaau3upyrOT OKUCIUTEIbHO-BOCCTAHOBUTEIbHBIE
peakiuu, peKoOMEHyeMbIe Ha3BaHUs pedykmaszwl (Oecudpozenasvl) U OKCUOA3bL.

E.C.2 — mpancghepasvr ocymecTBISIOT EPEHOC (PYHKIIMOHAIBHBIX TPYIIT OT
OJIHOM MOJIEKYJIBI (paccMaTpuBaeMOM B KauecTBE JIOHOpA) K APyrou (paccMmarpuBae-
MOM KaK akKIIeITop).

E.C.3 — cudponaszvi xaTaqu3upyrOT THAPOIUTHYECKOE paCHISINIEHUE CBs3EH
C-0O, C-N, C-C u HEKOTOpBIC IpyTHE.

E.C.4 — qua3er kKaTau3upy0T HETUAPOIUTHUECKUE DIIMMUHUPYIOLIUE PA3PbIBbI
CBsI3EH, BeAylue K 00pa30BaHUIO JBOMHBIX CBS3EH U IIMKIIOB.

E.C.5 — uzomepasvl kKaTanu3upyroT CTPYKTYPHBIE U T€OMETPUUYECKUE HU3MEHE-
HUS BHYTPU OJTHON MOJIEKYJIBI.

E.C.6 — queasvr katanmmu3upyroT oOpa3oBaHHUE HOBBIX CBSI3€H, Ha3bIBaeMbIC €I
cuHmemaswl.

CpaBHUTEIBLHO HENABHO, MedcOyHApOOHbIM COO30M OUOXUMUU U MOJEK)IAD-
HoU 6uono2uu BBEJIEH HOBBIN Kiacc ()epMEHTOB, OTBETCTBEHHBIN 3a MEPEHOC NOHOB U
MOJIEKYJI Yepe3 MEMOpaHbI WM UX pa3zielieHue B MeMOpaHax.

E.C.7 — mpancnoxaszet KaTalIu3upyroT CEIECKTUBHOCTH MEMOPAHHOTO TpaHC-
nopta. EC. 7.1 — Tpancnokanus H'; EC.7.2 — TpaHCIOKaLus HEOPraHUYECKHX KATH-
oHOB U ux xenartoB; EC. 7.3 — TpaHcnokauus Heopranmieckux anuoHos; EC. 7.4 —
TPAHCJIOKAlMs aMHUHOKUCIOT M nentuaos; EC.7.5 — TpaHcimokaus yrieBoAaoB U UX
npou3BoiHbIX; EC. 7.6 — TpaHCIOKalMs APYrUX COCTUHEHUM.

Cnengyer OTMETHTh — €CIM JIEWCTBHE MEPBBIX IIECTH KJIACCOB (PEPMEHTOB
OmpeeNsieTcs] XUMUYECKONW MPUPOJION KOHKPETHOro KodepMeHTa, TO B clydae
TpPaHCIIOKA3 ACHCTBUE OMPENEISeTCs CTPYKTYpaMu COOTBETCTBYIOIIMX MEMOpPaHHBIX
KaHaJIOB TOCTPOEHHBIX KOMITJIEKCHBIM y4acTUEM OEJIKOB, YIJIEBOJIOB U JIMITHIOB.

Hanpumep, rimrokozokcuaasze npucBoed mudp EC. 1.1.3.4, uro o3Havaer:

EC. 1 — okcunopenykrassbl.

EC. 1.1 — ankoroaboKCUI0peyKTa3bl.

EC. 1.1.3 — okcunopenykrassl, okucistomue rpynny CH-OH u BoccTanaBnu-
BaIOILIME KUCIIOPO/I.

EC. 1.1.3.4 — okcuaopenyk3bl, OKUCISIOIINE CHUPTOBYIO TPYIINY TIHOKO3bI
B IIPUCYTCTBUH KUCIOPO/A.
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Bumamunwt u koghpepmenmar. 311 1BE TpyNHIbl HU3KOMOJEKYJISIPHBIX COEIU-
HEHUM, 00bEAMHEHBl B OJIMH KJIACC MOCKOJIbKY OJM3KH 1O CBOUM OMOXMMHUYECKUM
00513aHHOCTSIM M Yallle BCEro MEKIy HUMHU TPYIHO IIPOBECTU OJIHO3HAUYHYIO IPAHUILY.
B GosbliMHCTBE CilyyaeB, OHU MOCTABJISIIOTCS B HAIll OPraHU3M € IPOJYKTaMU MUTa-
HUS — 9TO BUTAMUHBI; B PAJE CIIy4acB, OHU MOJHOCTBHIO WJIM YaCTUYHO CHHTE3UPYIOT-
Csl U3 COOTBETCTBYIOIIMX MPEAIIECTBEHHUKOB B OPraHU3Me YeJIOBeKa — 3TO BUTAMMU-
HOTIOZ00HBIE BEUIECTBA; KPOME TOTO, HEKOTOPHIE COCAMHEHUSI MPUYACTHBIE K 3TOMY
KJIACCy BBIMIOJIHSIOT OMOXMMHYECKHE (PYHKIUU CAaMOCTOSTEIbHO, anopepMeHTOM,
T. €. paboTaroT Kak KopepMeHThl. Ha 0CHOBaHMU 3TUX pacCyKIeHUH, MbI TPOaHATH-
3UpyeM BCE UX HA OCHOBAHWU XUMHUECKOHN (OMOXUMHYECKOMN) (YHKIITMOHATBHOCTH.

Butamun C (ackopOumnoBass kuciiora). Buramma C caMblii TOIMYJISSPHBINA
B IIPUPOJIE BUTAMUH, MMOCKOJIBKY TPEOyeTCsl YeI0BEUECKOMY OPraHU3My MOCTOSIHHO U
B 0OoJpIIMX (IO BUTAMUHHBIM MepKam) Jo3aX. OH CHHTE3UPYeTCs BCEMU 3eIEHBIMU
PACTEHUSIMHU, MPECMBIKAIOIIMMUCS U 3€MHOBOJAHBIMUA. JTO BOAOPACTBOPUMBINA BUTA-
MUH, YYaCTBYIOIIUI B pa3HOOOPa3HBIX OMOXMMHUYECKUX MPOIECCax, MHOTHE U3 KOTO-
PBIX CBSA3aHBl C €r0 AHTUOKCHUJAHTHBIMH cBoOWcTBamMH. OKHUCIEHHE AaCKOPOMHOBOIA
KHCJIOTHI MPOTEKAET B JIB€ CTAJMH: MepBas CTaaus 0OpaTUMO MPUBOAUT K JETHAPO-
acCKOpOMHOBOM KHCIIOTE, BTOpas CTaaus — HEOOpaTMMO K UIaBEJIEBOM KHUCIOTE.
Cwm. puc. 4.2.

CHZOH CHZOH

HOHC HOHC
TOOH
C2IHT H,0 _ coon

+2[H] (O]

Pucynok 4.2. Cxema oxuciumenvpHo2o npespawjerusi acKOpouHo8ol KUCI0mul

Bumamun A (perudonnpl). CeMeNHCTBO U3 TPEX OCHOBHBIX COCAMHEHUN OJIH-
HAKOBOU JUTEPIICHOBOM CTPYKTYPHI C IPKO BHIPAKEHHOMN JIUIMODUIEHOCTHIO: PETHHOI
(BUTaMUH A;), peTUHANb (BUTAMHUH A; aibAeru/l), pETUHOEBAsI KUCI0Ta (BUTAMUH A
kucnota). Kpome toro, onvcana takxe rpyIia BUTaMUHAa A; — UMEET Ha OJHY OJle-
$uHOBYIO cBs13b Goubiie (pparment C*=C?). Cm. puc. 4.3.
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Pucynox 4.3. Cmpyxmypwt pemunouoos

JlocTaTOUHO IJIMHHAS TT-COMPsDKEHHAS 1IENMOYKa PETUHOUIOB 00€CTIeUBaAET UM
CIIOCOOHOCTH TOTJIONIECHUSI CBETa BUIUMOM OOJIACTH CIIEKTpa — BCE OHM OKPAILCHBI.
Btopoe, petuHanb Jierko OKHUCHseTCAa oOecrieurBasi TEM CaMblM aHTHOKCHIAHTHYIO
3alUTy JTUNUI0B. B-TpeTbux, anpieruinas rpynma JIeTKO BCTYMAaeT B KOHICHCAIUIO
C aMUHOTPYNION JIM3UHOBOrO (hparMeHTa MOJIEKYJbl Oenka o0pa3ysl pOJONCHH, KO-
TOPBIN BBIMOJIHSAET (PYHKIHIO CBETOYYBCTBUTEIBHOTO 3JIEMEHTA 3PUTEIBHONU CUCTE-
MBI yenoBeka. CM. puc. 4.4.

Pucynox 4.4. Buoxumuueckue (hynkyuu pemunas

BuTtamuHbl TPYIIIIbI A COACPIKATCA TOJIBKO B JKMBOTHBLIX: B IICYCHU TPCCKHU

U aKyJi, B MOJIOYHBIX MIPOJYKTaX, B siiiax ntul (keitok). [I[poBuraMuHoM peTuHans
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ABJIIETCS B-KapOTHH, KOTOPBIA CONEPIKUTCS UCKITIOYUTENBHO B PACTCHUSIX U, MONaaast
B OpraHU3M >KUBOTHBIX, IPETEPIICBAET MEPEX0]l B PETUHAIb PEAKIIMEN OKUCIICHHUS.
YHUKaJIBHOCTh BUTAMUHA A U, COOTBETCTBEHHO, POAOIICHHA OIIPEIEISIETCS €r0
NOJINEHOBOM conpspKEHHOM cuctemMoit (6—7 m-cBsizeil). B monekyrne peruHas
6 m-CBsI3eW OMpPENENSIIOT €ro MEKTPOHHYI0 KOH(PUTYpPalUI0, KOTOpas MpeCcTaBlieHa
IIECThIO 3aHATHIMM YPOBHSIMU M IIECThIO BaKaHTHBIMH YpoBHsiMU. [Ipu B3aumopeil-
CTBHUHM CO CBETOBBIM M3JIyYEHHEM BHJIMMOM M yIbTpaduiaeToBoi 00JacTH CleKTpa
B MOJIEKYJIE peTHHAJIA (M POJIOTICMHA) BO3MOXKHBI 36 3J€KTOHHBIX NMEPEXOA0B — Clle-
JOBATEJIbHO, U TAKOE K€ KOJMYECTBO I10JOC BOIJIOLIEHUS B CIEKTPE, MPAKTHYECKH,
3TO CIUIONIHOE MOTJIONIEHUE. DTU MEePeX0Jbl MOTYT COMPOBOXKIATHCS U3MEHEHHEM
¥ T€OMETPUUECKON KOH(PUTYpaLUU MOJIHUEHOBOTO (pparMeHTa MOJIEKYJbl POJONCHHA
3a cuér trans-cis m3omepm3anuid. Takux reOMETPUYCCKHX TEPEXOJIOB TOXKE MOXKET
ObITh HEeCcKOJIbKO. Takum 00pa3oM, COBMECTHOE JEHCTBUE AJIEKTPOHHOTO U T€OMET-
puyeckoro 3¢g¢hekToB 00eCIeYUT MOJIEKYJIe MPOIECC Pa3HO0OpPa3HO-CEIEKTUBHOIO
norjomieHus ceera (n3oopakenus) u Tpancisnuio ero B [{HC. Cu. puc. 4.4 — 6uc.
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Pucynox 4.4 — buc. Dnexmponnas w-xKougueypayus
U eeomempuieckue uzomepbvl (6apuanmol) MOJIEKYibl POOONCUHA
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Bumamun D (xanpiudeponsl). OT0 rpynna COeAMHEHUN OYeHb ONM3KUX IO
CTPYKTYpe, pa3indaroT 4eTeipe coenuHenus D; — D, Uucto npupoansiM (T. €. Ha-
TUBHBIM) SIBJIIETCS TOJIBKO OJIMH U3 HUX, BUTaMep Ds, Xxonekanabiudeposn, ocTalbHble
TPU COEIUHEHMs, CKOPEE€ MOYKHO Ha3BaTh IPOBUTAMUHAMH JIETKO MEPEXOIAIIMMHU
B D3. AkTUBHON (opMoil Xonekanplupeposa ABISETCS €ro TUTHIPOKCH MPOU3BO/I-
HOE, KOTOpOE€ OTBETCTBEHHO 3a TpaHcHopT ¢ocdara Kajablus B XOJ€ COOTBETCTBYIO-

miero ooMena. Cum. puc. 4.5.

H o\\\\\\,

Pucynox 4.5. Xonexanvyughepon (D3) u eco npespawerue 6 oucuopoxcuxonekarvyugepon

Huozumon (Muo-uHO3UT, Me30-UHO3UT). OJIMH U3 CTEPEOM3OMEPOB ITUKIIOTCK-
can-1,2,3,4,5,6-rekcomna, o0ianarmuii BUTAMHHHONW aKTUBHOCTBIO, XOTs (popMaIbHO
¥ HE BHECEH B TaOIMIly BUTaMUHOB. [IpaBriibHEe Ha3bIBATh €r0 BUTAMUHOIIOTOOHBIM
BEIIECTBOM, IMMOCKOJBKY OOJBINECH YaCThI0 OH CHHTE3UPYETCS B OPTaHU3ME YeJIOBEKa
U3 TJIFOKO3bI. JTO BEIIECTBO HEOOXOAUMO I psifa OMOXUMHUYECKUX MPOIIECCOB KaK
B PACTUTEJIBHBIX, TAK U B )KUBOTHBIX OpPraHu3Max, rJe OH 00BIYHO (QUTYPUPYET B BU-
ne pocdaroB paznuuHON cTeneHu dTepudukanuu. MakcumanbHas cteneHb ¢Gocdo-
PUIMPOBAHUS WHO3UTOJIA TOCTUTAETCS dTepuPUKaIield BCEX €ro CIUPTOBBIX (PYHK-
Ui, 00pasyst GUTHHOBYIO KHCIOTY. DUTHHOBAS KUCIIOTAa — OCHOBHAs (hopma xpaHe-
HUs (hochopa BO MHOTHX TKAHSIX pacTeHUH. B paznuyHbIX mporieccax MeTadboiam3Ma

WHO3UTOJI y4acTByeT B Bue 1,4,5-tpudocdara. Cm. puc. 4.6.
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OH OH
H,0,PO OH

OPO;H,

H,0,PO

OH
OH

Pucynox 4.6. Unosumon u 1,4,5-mpughocpam unozumona

Bumamun U (MeTHOHHHMETUIICYTH(GOHUN XJIOPHUI) XUMHUYECKA U OMOXUMHYE-
CKH TECHO cBsi3aH ¢ kopepmenToM SAM (S-aIeHO3MIMETHOHHH), B CBS3HM C YeM HX
U pacCMOTPUM B ofHOM cxeme. OOmuUM CTPYKTYpPHBIM ()parMeHTOM ATHX JBYX CO-
EAMHEHUH SBIISIETCSI aTOM CEPBI B CYJIb()OHNEBOM BaJICHTHOM COCTOSIHHH, T]I€ OJTHUM
U3 PaJIUKAJIOB TIPH HEM SIBJISICTCS METHIIbHAS T'PYIINA, JISTKO BCTYIAIOIIAS B PEAKIIUU
METHWJIMPOBAHUS PA3UYHBIX (QYHKIHMA. DTH JIBa COCAUHEHUS CBA3aHBI CIIE MEXKIY
co00l, MOKHO CKa3aTbh, POJICTBEHHOM CBA3BIO, NOCKOJIbKY BUTaMUH U 1 0Opa3yercs
u3 S-ajieHo3uaMeTnonnHa. Cm. puc. 4.7.

Hs CH;3
HOOC S |
® o Ad HooC S
NH, XO -~ W@ CH,
oh NH, XO
SAM OH Vit U

Pucynok 4.7. Cmpyxmypwi S-adenosurmemuonuna u eumamuna U

[Mpoayuupyercss Butamud U MHOTMMHU pacTeHUsIMU (B OCHOBHOM OBOII[AMU)
Hambonee  OoraThl WM  CHapka, Kamycra, CelbAeped, JHCThsS  4asl.
S-ACHO3WIMETHOHUH TIPUCYTCTBYET, a CJICIOBATEIHHO U (DYHKITMOHHPYET, BO BCEX
KUBBIX OpraHW3Max; MCIIOJIb3yeTCs] B Ka4eCTBE JIEKAPCTBEHHOW CyOcTaHIuu, oOJja-
JaIoNel MPOTHBOBOCTIAIMTEILHON aKTHBHOCTBIO, @ TaK)Ke JUIS JICUYCHUS XPOHHUYE-
CKHX 3200JICBaHUH TICYCHH.
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Bumamunwvi-koghpepmenmai. 31ecb Mbl BbIJIETSIEM TPYIIIy BUTAMUHOB, y4acT-
BYIOIIMX B OMOXMMHUYECKHUX MpOIeccax TOJIbKO B KauecTBe KodepmeHTOB. Creayet
TOJIbKO OTMETHTb, YTO 3TO JIEJICHNUE HECKOJIBKO YCIOBHO, TaK KaK a0COIIOTHOE OOJIb-
IIMHCTBO OMOXUMUUYECKUX MPOILIECCOB KaTAIU3UPYIOTCS HECKOJBKUMH (hepMEHTaMH,
T. €. KacKaJoM MOCJeA0BaTEIbHbIX peakiuii. B 3Ty rpynmny, B nepByro ouepeisb, cie-
JyeT BHECTU BUTAMUHBI, 0003HAYCHHBIE KaK sumamuHul Bi.

Bumamun B; (TUaMUH) CUHTE3UPYETCSI MHOTMMHU PAacTEHUSIMHU U MHUKpOOpra-
HU3MaMHU, HauboJsiee 60raThl UM JAPOXKKH, 3€pHOBBIE, 0000BHIE. B Bujae kodepMeHTa
(tuamuaaudocdaTa) y4acTByeT B PEAKIMIX OKUCIUTEIHHOTO JIeKapOOKCUIUPOBa-
HUs, B POIIECCax ¢ MEePEeHOCOM JABYX-yriaepoHoro ¢gparmenta. Cum. puc. 4.8.

H,;C N NH, s
T N “/ (a) X=OH
N / N / X ©
@ (b) X = -O-POZ-O-PO3H2
CH;

Pucynox 4.8. Bumamun By a) muamun, b) muamunougpocpam

Bumamun B, (pubodriaBuH) B KayecTBE MpeKypcopa GopMUPYET piasurosbie
kopepmentl U (depmentel (PMH u ®A/l), yyacTByromme B OKHCIUTEIbHO-
BOCCTaHOBUTEJIBHBIX Mporieccax. [ TaBHBIMU MCTOYHMKAMU pUOOQIaBUHA SIBISIIOTCS
MOJIOYHBIE TPOAYKTHI, SIIIA, IEYEHb, IPOKKHU, rpeuka. Cum. puc. 4.9.

CH,OR
R=H (VitB,)
(HOHC),
R=PO;H, (FMN)
HsC N N o
= \]/
HO (0] (o)
_ NH \p\< \p< cH,  Ad
e N A A
0 (FAD )
OH OH

Pucynok 4.9. Puboghnasun (R = H) u ghrasunoswvie koghepmernmul
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Bumamun B; (HaHTOTEHOBAsI KUCIIOTA) CUHTE3UPYETCS 3€IEHBIMU PACTCHUSIMU
¥ MUKPOOPraHU3MaMH, B TOM YHCJI€ U MUKPODIOPON MIICKOMUTAONIUX (U YeoBeKa,
B ToM umciie). [[aHTOTeHOBasi KUCIOTAa CaMOCTOSATEIbHBIX (YHKIUNA HE BBITIOJIHSIET,
a SIBJIIETCSL 0053aTEIbHOM CaMOCTOSITEJIbHOM COCTaBHOM 4YacThIO IIMPOKO PaCHpo-

CTPaHEHHOTO B JKUBOMW MPUPOJIE, KIFOUEBOTO BO MHOIMX OMOCHHTETUYECKUX CXEMaX,
kodpepmenta A (CoA-SH). Cwm. puc. 4.10.

(b)

Pucynok 4.10. @) nanmomenosas xucioma,
b) nanmemeun, nepexoonoe coeounenue om nanmomenosou Kuciomsi K Kogpepmenmy A

Bumamun Bg (MUpUAOKCUH) MPEACTABISIET COOOW Tpynmy U3 TPEX COeAMHE-
HUH (MMPUAOKCOI, MUPUAOKCATIh, TUPUJOKCAMHIH), aKTUBHBIMU (DOPMaMU KOTOPOTO
SABIISIOTCA MTUPUIOKCANIb ¥ TUPUIOKCUAMIH, YUACTBYIOIINE B OMOCHHTE3€ MPOTEHHO-
TeHHbIX aMUHOKHUCIOT. [Ipoaynupyercs BUTAMHUH MHOTHMHU PAaCTUTENIBHBIMU U KU-
BOTHBIMU OpPTaHU3MaMH, a CJIEIOBATEIbHO, M COJEPKUTCS B OONBIIMHCTBE MPOIYK-
TOB HAIIEro MUTaHUs. JTO U MOHATHO, TaM, I'Jleé UMEET MECTO OMOCHHTE3 aMUHOKHC-
J0T U OEJIKOB, ’TOT BUTAMUH HEOOXOAUM (M OH JTMOO MPOU3BOAUTCS, TUOO MOTPEOIs-

€TCid M3 JPYruX HCTOYHUKOB, CKOpPEE BCEro U3 PACTEHUHW M MHKPOOPraHU3MOB).
Cwm. puc. 4.11.

R
a) R=CH,0H
HO CH,OH
N b) R=CH=0
= ¢) R=CH,NH,
H,C N

Pucynox 4.11. @) nupudokcon, b) nupudokcans, C) nupudoxkcamun
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['maBHas peakuusi MMPUAOKCHHA B KauecTBE KOhEepMEHTa — ITO peaKIus mepe-
aMUHHUPOBAHUS, HE3aMEHUMasi B OMOCUHTE3€ MHOTUX aMUHOKMCIIOT, a TaKXe HHTe-
pecHasi C XUMUYECKON TOUYKHU 3PEHUS] CBOEH UMHUH-UMHHOM TAyTOMEPHUEU B XOJI€ ITO-
ro mpouecca. IlupunokcamMuH B3aUMOAECUCTBYET C O-KETOHO-KHUCIOTAMH 00pa3ys
[uddoBo ocHOBaHME, KOTOPOE MOXKET CYIIECTBOBATH B JIBYX TayTOMEPHBIX (oOp-
Max — X TUJIPOJIU3 MOXKET IMPUBECTH K 0-aMUHOKHUCIIOTE + MUPUIOKCAITL, TUOO UMETh

oOpatumbIii XapakTep (MUpUIOKCaMuH + o-KeToHo-kucnota). Cm. puc. 4.11-0wuc.

_ H, _
Hooc CH,R HoocC c R
NH COOH T
- 2
o=4 N
" H,C—R HyC™
H H,OH 26—
° N o0 - - HO CH,OH CH,OH
| S
=
H,C N
HOH HOH
o
HC?
H,N  CH,R HO - CHzOH
HoocC H + | =
H,C N

Pucynox 4.11-6uc. Cxema peaxyuu nepeamuHuposanus
¢ yuacmuem nUpUOOKCAMUHA U O-KEMOHO-KUCTOMbl

Bumamun B, (Bg), Toxxe camoe, uTo ¢oyaruH Wik (HoreBas KUCI0Ta, IUpPO-
KO pacnpocTpaHeHa B >KMBOW MPHUPOJIE U MPUCYTCTBYET BO BCEX KMUBOTHBIX, PACTH-
TEIHHBIX U MUKPOOHBIX KJIeTKax. JKUBOTHBIC €€ He CHHTE3UPYIOT. bronornvecku ax-
TUBHas QopMma ¢onanuHa, padoTarolias B KayecTBe KohepMeHTa — 3T0 €€ TUIPUpO-
BaHHOE MPOM3BOAHOE, TeTparuapodoaneBas Kuciora. B kodhepMeHTHO CBsI3aHHOMU
¢dbopmMe BBHIMOTHSAET (PYHKIIUU MTEPEHOCUMKA OJTHOYTIEPOIHBIX (PParMeHTOB B OMOCHH-
TeTndeckux cxemax. Cm. puc. 4.12.

T

H,N N N
| [H] in vivo

ZT

1

b
COOH (b) O  COOH

Iz

(o) COOH

ZI

COOH

Pucynox 4.12. ) gporuesas kucroma, b) mempazuopoghoruesas xucioma
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Buomun (eumamun H, eumamun B;, kogpepmenm R) TunuuHblli BUTAMHUH-
KO(hEepMEHT, IMHUPOKO PACIPOCTPaHEH B MPUPOIHBIX UCTOYHHKAX: €T0 MHOTO B TeYe-
HU ¥ B TIOYKaX KUBOTHBIX, UM OOraThl 3¢pHA PXKH U LIBETHAs KamycTa. CBs3b OMOTHHA
¢ anodepmeHTOM OOpasyercs peakiueill ero KapOOKCUIbHOU (PYHKIHMH C €-aMUHO

TPYNIoON Mu3nHA B 0eNKOBOM 1emoyke. OCHOBHAs OMOXMMUYECKAsl PEakKiusi, KOTO-
pPyIO OCYIIECTBJISIET OHOTHUH —

KapOOKCHJIMPOBAHUE OPTaHUYCCKUX  KHUCIIOT
(TpanckapOokcunaza). Cm. puc. 4.13.

HN NH CO, HN N-COOH

H H

S ""//////\/\ COOH s "”/////\/\c OOH

Pucynok 4. 13. Buomun u e2o peaxyusi ¢ 08yoKuUcwo yenepooa, oopasyrowas N-kapboxcu-ouomun,
KOMOPbLU U 8bINOAHAEM (PYHKYUIO NEPEHOCYUKA KaPOOKCUNLHOU 2PYNNbL 8 MOLEKYy cybcmpama,
Hanpumep, buUOCUHmMe3 MAIOHOB0U U KeMO-AHMAPHOU KUCTIOM

Kaprnumun (éumamun Br). Tlo cBoeMy XUMHUYECKOMY COJCPIKAHUIO — 3TO
Y-aMUHO--THAPOKCHU-MACTISTHAS KUCIIOTa, KOTOPasi MPUCYTCTBYET B TKAHIX PACTECHUH,
KUBOTHBIX W MHUKpOOpraHu3mMoB. OCHOBHYIO CBOIO KO(EpPMEHTHYIO (DYHKIIMIO OH
BBITIOJTHSET YYaCTHEM B MPOIECCaX MEPEHOCa KUPHBIX KUCIIOT Yepe3 MeMOpaHbl U3
IIUTOIJIa3MbI B MUTOXOHIpUH. Ha 3TOM OCHOBaHMH, MOKHO OTHECTH KapHUTHH K KO-
dbepmenTam, popmupyromum depmenTs kiacca EC.7 — tpanciokasel. CM. puc. 4.14.

CO-R

o
milife]

o)
HsC H )j\ _CoA
\ /CHs R s ® o
/N\/'\/COO@ — > (H3C)3N\/'\/COO
H,c” @

Pucynox 4.14. Kapnumun u e2o peaxkyusi ¢ akmuupo8anHoU HCUPHOU KUCTOMOU

Bumamun K (GUUIOXMHOH U MEHAXUHOHBI). ['pynna coeiMHeHu, ABIsoNa-

SCsl IPOU3BOAHBIME HA()DTOXMHOHA U MU3OMPEHOUIOB — MEPOTEPIICHOUIbI, (paKThye-
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cku. Buramun K conepkutcs B 3€E€HBIX JIMCTOBBIX OBOLIAX, B MIIEHUIE U APYTUX
3J1aKax, B HEKOTOPHIX (PpykTax (KUBU W OaHaHBI), B MACE, B MOJIOYHBIX MPOIYKTaX,
B silillax, B coe. Pa3nuyaroT nBa BUJa BUTAMUHHBIX BeleCTB 3Tou rpynmsl: K; (dui-
JIOXUHOH) U cepus BUuTaMuHOB K, (MeHaxuHOHbI). Butamunsl rpyrmnsl K BRIMOIHSIOT
CBOIO OCHOBHYIO ()YHKIIMIO KaK KOQEPMEHT peakiuil y-kapOokcuinpoBaHus (par-
MEHTa TJIFOTAMUHOBOW KHUCJIOTHI B HEAKTUBHOU (popme (aKTOpOB CBEPTHIBAHUS KPO-
BU — IpoTpoMOuHa. Cm. puc. 4.15.

o K;: R= \/WYTH
3

CH;3 CH,4 CH,
R
CH, n=1-13

Pucynok 4.15. cmpyxmypor sumamunog Ky u K

Bumamun PP (HuanyH) npeiCcTaBi€H HUKOTUHOBOW KHUCIIOTOW M €€ aMUJIOM,
NOCJICTHUHN SIBIIAETCS aKTUBHOM (DOPMOIA, BBIMONHSIOMEH KODEPMEHTHYIO (PYHKIUIO
B redox ¢epmentax EC.1... kmacca. Opranu3m 4eaoBeka CHHTE3UPYET STOT BUTAMHH
CaMOCTOATENIbHO, HO B HEIOCTATOYHOM KOJIMYeCTBE. MHOro €ero coaepKuTcs
B IPO’KIKaX, B CYHIEHBIX Tpubax, B MsACE U MEUEHHU, B HEKOTOPBIX Kpynax. HukotuHa-
muaHble KohepmeHThl (hepmentsl, NAD u NADP) BecpMa HarnsigHo J1€EMOHCTPUPY-
10T 00paTUMBIi XapakTep hepMeHTaTUBHBIX peakiuii. Cm. puc. 4.16.

( )
CONH,
X R,CHOH
‘ / R2C=O
@ N
o © | © o
Ryb—P0O,—O0—PO;—Ryb—Ad Ryb—PO,—O0—P0O;—Ryb—Ad
. J

+
Cxema 4.1.16. Oxkucrumenvno-eéoccmarnogumenvhvie peakyuu cucmemvt NAD™ - NADH

(Ryb — ¢ppaemenm puboswi, Ad — ppaemenm adenuna). Redox — cucmema
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B HHKOTHHAMUIHOH 'TedOX CHCTeMe pearnpyromiiM LEHTPOM CIYKHT (par-
MEHT HUKOTHMHAMHa, a Ham4yue (pocdaTHBIX TPynn U MyPUHOBOTO a30THUCTOTO OC-
HOBAHUS, aJICHUHA, TIO3BOJITIOT MOJIEKYJIE B IIEJIOM CYIIIECTBEHHO BIHATH Ha pH cpe-
JIbI WJTU PETYJIMPOBATH €€ Ha JIOKAJIbHOM YYacTKe KJICTKH.

MexaHu3Mbl JTeUCTBUS (PEPMEHTOB OTIMYAIOTCS PAa3HOOOpPAa3UEM M CIIOKHO-
CTBIO CTPOEHUS, COOTBETCTBYIOIIETO aKTHBHOTO MEPEXOAHOro caita. Yacto B KaTa-
JUTHYECKOM JIEHCTBUM OJTHON PEaKIIMN YYaCTBYIOT HECKOJIBKO (DEpMEHTOB OJTHOBpE-
MEHHO WJIHM TOCJeaA0BaTelbHO. B (opMupoBaHMM TEepexoqHOT0 aKTUBHOTO CalTa
Kpome KodepMeHTa MOTYT y4acTBOBaTh (hparMeHTHI U anopepMeHTa.

Kogpepmenm A (CoA, CoA-SH). [MonmudyHKIHOHAIEHOCTh MOJIEKYIBI (ep-
MEHTa, a TOYHEEe, ero KO(HEepMEHTHON 4acTH, OTKPHIBAET BO3MOXXHOCTh BHYTPHUMOJIE-
KYJISIPHOTO KaTajau3a OCHOBHOM Katanuzupyemoi peakiuu. Tak, kopepmeHnt A (COA,
CoA-SH) — xodepmeHT, 3aHUMAIOIIHIA OJTHO W3 IEHTPAIbHBIX MECT B OMOXUMHUYC-
CKHMX TIpoIleccax pa3IMYHOTO HAIMPABICHUS — BO BCEX CIydYasX OH CBS3BIBACTCS
C aIlJIBHBIM OCTATKOM THOX(DHUPHOHN CBSA3BIO PEaKIMe HYKICO(PMIBHOTO 3aMeIeHHUs
B KapOOKCHIbHON (PyHKIIMU. MepKanTo-Tpymnmna, SBIsSsSICh aKTHBHBIM HYKIJICO(DHUIIOM,
YBEJIMYMBACT CBOIO HYKJICO(PMIBHOCTh OCHOBHBIM KaTaJM30M aJCHMHOBOTO (ppar-
MEHTa, PacIHOJIO)KCHHOTO Ha YAAJICHHOM KOHIIC MOJICKYJIIPHOHM IIEITOYKH, HO IPO-
CTPaHCTBEHHO COJIMYKEHHOTO ¢ Helt (puc. 4.17).

@

HS\/\NJ\/\

H

N
H

Pucynox 4.17. Cmpykmypa kogpepmenma A

B monekyne kodpepmenta A B xauectBe papmako@opHbIX (yHKIHI cliexyeT
BBIJICNIUTH TUOJIBHYIO QYHKINIO (HyKJIeO(hU), aICHUHOBBIN TeTEPOIUKII (OCHOBAHHE)
U pparmenThl GpocdopHoil kucnoTel. HykneopunbHoe 3amelieHnre B KapOOKCUIbHOM

TpyIIe akTUBHPYETCS MO JBYM HAMpaBlICHUSIM — akTuBaius Hykieodpuna (-SH
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B JIJAHHOM CJTy4ac) aJICHHHOBBIM OCHOBAaHWEM M aKTUBAIUsl KapOOKCHIIa GparMeHTOM
dochopnoii kucnorsl (puc. 4.18). Takum 00pazom, KOPEpPMEHT A €IUHOIUIHO aKTH-
BUPYET U peareHT (HyKJIeohUIbHBIN LIEHTP), U cyOcTpaT (nekTpodribHyt0 (PyHK-
ITUIO0), YTO CYIIECTBEHHO CHMYKAET YHEPTEeTUICCKUI Oapbep PeakIny.

\~
.
(
7

R
TH cl: /S—CoA
0—FP OH--o/ “x R—C
I N
0 0

Pucynox 4.18. [Ipunyunuanvuas cxema akmuayuu KapOoKCUIbHOU GyHKYUU

u eé npousz8oo0HvIx Kogepmenmom-A

Crnenyetr OTMETUTh, UTO KPOME TOTrO0, YTO amuiibHble Co-A-TIpOU3BOIHbBIE Pa3-
JUYHBIX KapOOHOBBIX KHCIIOT 3HEPTreTUYECKH JIETKO 0Opa3yloTcs, OHHM K€ M JIETKO
OTLIETUISIOT KopepMeHTHbIN ¢GparmeHT —S-COA mnpu AefcTBUM ApyTrux Hykieodu-
JOB. DTO COYETAaHME JIBYX PEaKLMW KHBas KJIETKAa IMIMPOKO HCIIONB3YET HA pa3iny-
HBIX MYTSIX METa00JIU3Ma.

Aoenosunmpugpocgham (ATD, ATP). KodepmeHT, ydacTByrOmmiA mOYTH BO
BCEX OMOXMMHUYECKUX MPOIIECCaX, SABISASACH UICTOYHUKOM (PochaTHBIX Tpynm U dHEP-
MM HEOOXOAMMBIX JJIsi BBIMOJHEHUS (pepMEHTaTHMBHOIO KaTanu3a. B Tene temo-
KPOBHBIX (4esioBeKa, B TOM uucie) cojaepxkanrue AT® odyeHb BEIHMKO MO CPABHEHUIO
C IPYTUMHU KOPEepMEHTaMH — CKEJIETHBIC MBIIIIIBI COAEPKAT ero 10 4r/kr. Y yenoBeka
ckopocth oomeHa AT® cocraBnser okoyio 50 Kr B CyTKu! YHUKalIbHBIE CBOHCTBA
ATOro KoepMeHTa 00s13aHbl MAKPOIPTUIHOCTH (HOCPOPHO-aHTHUAPUAHBIX (PparMeH-
TOB, KOTOPBIE PEArupyroT C Pa3IMYHbIMU HYKJIeO(DUIAMU C BbIJICICHUEM ONTHUMAalb-
HOTO KOJIMYECTBA YHEPTUU HEOOX0AUMOTo Jiist peakuuu. Cm. puc. 4.19.
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R-COOH
R-OH

R'CO-PO3H2 R'O'PO3H2 R'NH'PO3H2

Pucynox 4.19. Aoenozunmpugocgham u eco peaxyuu
¢ COeOUHEeHUAMU HYKIeODUIbHO20 Xapakmepda

Youxunonovt u naacmoxunonst (xopepmeHTbl Q) MMEIOTCS B OOJBIITMHCTBE
a’pOOHBIX OPraHU3MOB — OT OAKTEPH 10 BHICIINX PACTEHUH U KUBOTHBIX. [1o Xxumu-
YECKON MPUHAJICKHOCTH OHU MOTYT OBITh OTHECEHBI K KIJIACCY MEpPOTEPIICHOUIOB,
MOJIEKYJIbI KOTOPBIX SIBJISIFOT COOO0M MPOAYKT CONPSKEHHOIO OMOCHHTE3a (IIMKUMAT-
HBI + MEBAJIOHOBKIN). BEeH30XMHOHOBBI (PparMEeHT OOECIICUMBAET MOJICKYJIC DJIEK-
TPOHOAKIIETITOPHBIN  XapakTep, MOJUU3ONPHOBBIM — JUNO(UIbHBIE CBOMCTBA.
JI1st MIIEKONIUTAIOIIUX ~ XapAaKTEPHBIMU  SIBJSIOTCS  yOMXMHOHBI  (Hanbosee
3HauuMbIi Q19 rae uudpoit 0603HAYEHO KOJIMYECTBO M30MPEHOBBIX 3BeHbEB). Ilna-
CTOXMHOHBI XapaKTePHBI TOJBKO JIJIs pacTeHUi (HambOosee momyssapeH PQg). OcHoB-
Hast PyHKIMS yOMXWHOHOB — MEPEHOC 3JEKTPOHOB M MPOTOHOB B IMpoIleecax JbIXa-
HUs 1 hochpunupoBanus, PyHKINS TUTACTOXMHOHOB — TakKasl JK€, HO TOJBKO B IPO-
necce ¢ortocunresza. Cm. puc. 4.20.

R CH;3 a) R=0CH; , n=10

R AN H b) R=CH; , n=9

o CHs | n

Pucynox 4.20. @) youxunon, b) nracmoxumnon

80



Jlunoesasn kucinoma (+), CHHTE3UPYETCS B OPraHU3ME YEJIOBEKa, TaKKe I10-
CTyHaeT C MPOAYKTaMH MUTAHUS, B OCHOBHOM MSICHOTO XapakTepa. SBisercs pocTo-
BbIM (pakTOpOM MHOTHX OakTepwii (BKItodas MosouHOKHCIHbIe). C anmodepMeHToM
CBsI3aHA aMUJTHOM CBSI3bI0 CBOCH KapOOKCHUILHOM TPYIIIBI U €-aMUHOTPYIIIBI OCTATKa
au3nHa B OenkoBol 1enu. OcHoBHas €€ Omoxumuyeckas (yHKIUs 0053aHa CrIoco0-
HOCTH JHUCYIb(UIHON CBSI3W BOCCTAHABIMBATBHCS JO OUC-MEPKANTAHOBOTO COCTOS-
HUS, TIOCTIEAHSSA, B CBOIO OUEPEIb, MOXKET JIETKO OKHCIATHCS 10 UCXOAHOTO TUCYITh-
¢duma (redox croiicrBa). Cm. puc. 4.21.
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Pucynok 4.21. Jlunoesas kucioma, eé gpepmenmuas popma u redox ceoticmea

Hexomopuvie eumamunsvi-koghepmenmspt. HeckonbKo COEIUHEHUM, BBITIOIHS-
IOUX (DYHKIIMU U BUTAMUHOB, U KOPEPMEHTOB, CBEJAEM B OAMH HEOOJIBILION pa3jied,
MIOCKOJIBKY HE SIBISIFOTCS (DyHIaMEHTATBHBIMH JIJI1 OMOXWMHUHU YEJIOBEKa W, MO4a-
CTYI0, MX MOXHO paccMmarpuBaTh kKak bAJIpl. Bumamun E (Tokodepossl) mpoayu-
PYIOTCSl 3JIaKOBBIMH, TIO3TOMY HAWOOJIBIINE UX KOHIICHTPAIMU JOCTUTAIOTCS B pac-
TUTENBHBIX Maciiax. [Io XuMHUYeCKoN CTPYKType 3TO MEPOTEPIIEHOU b, 0 OUOIOTH-
YECKOMY JIEUCTBUIO — OMOAHTUOKCUIHTHI. Bumamun L (aHTpaHWIOBasi KUCIIOTA) PO-
JTOHAYaJIbHUK OMOCHHTE3a psija alkalounoB. Bumawun B, (napa-aMuHoOeH30iTHas
KHCIIOTA), MHUPOKO PaCIpOCTpaHEH B MPUPOJE, HauOOJIbIIEE COACpKAHUE B MeEKap-

CKHUX ¥ TUBHBIX Ipoxxkax. PocToBoit pakTop Mmukpoopranu3moB. Cm. puc. 4.22.

81



NH,

H,N COOH

COOH

(b) (c)

Pucynok 4.22. @) a-mokogpepon, b) aumpanunosas kucioma,

C) napa-amunoben3otunas Kucioma

Lumuxonun — KOSH3UM, SBSISIONIUICS XOJIWHOBBIM MTPOU3BOIHBIM HYKJICOTHU-
Ja UUTHIMHA, yYacTBYeT B OMOCHHTE3€ JIEHUTUHA. BhienaeH U3 meyeHu KUBOTHBIX
u apoxoked. O0nagaeT nepedpaibHbIM COCyaopacupsonuM 3pdektom. Vpuoun-
oughocghamaeniokosa — KOIH3UM, BBIJICIIEHHBIN U3 MEKapCKUX APOXIKEH, KaTaIu3UpyeT
KOHBEPCHIO TallakTo30-1-pocdara B riaoko30-1-dpocdar. SABnasercs TUNUYHBIM MIpea-
CTaBUTENIEM IIeJIOM TpyNmbel MPHUPOAHBIX Hykieosugaudocharcaxapon. Kogep-
menm M (2-MepKanTo3TaHCyIb(POHOBAS KUCIOTA) — KODH3UM CaMOW MPOCTON XUMHU-
YEeCKOW CTPYKTYpBI, SBISETCS CHIIBHOM KHUCIOTOM M 3(Q(PEKTUBHBIM BOCCTAHOBHUTE-
neMm. OH TpHCYII TOJBKO OaKTepHsiM, B OCHOBHOM, aHa3pPOOHBIM METaHOCHHTE3HPY-
IOIIUM apXeOaKTepHsiM, T/Ie OH BBIMOJHIET KIIOUYEBYIO pOJib B Ipoleccax oOpa3oBa-

HUS METaHa W3 OJHOYIJICPOAHBIX META0OJUTOB PA3JIMYHOTO IMPOMCXOXKICHHS.
Cwm. puc. 4.23.
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P
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Pucynox 4.23. @) yumuxonun, b) ypuounougpocghamenorosa, ) kogpepmenm M
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Memanno-koIn3umel. OOLIECU3BECTHO HAIMYKUE U 3HAYCHUE MUKPOAJIEMEHTOB
B JKMBBIX CHUCTEMAaX, a T€ U3 HHUX, KOTOPbIE YYACTBYIOT B KaTan3e OMOXMMHUYECKHUX
peaKkiuii CieayeT BBIICIUTh B OTACIBHYIO TPYIIY, TaK Ha3bIBAEMBIX, DH3UM 00pa3y-
IOIIUX DJIEMEHTOB. [ JTaBHBIMU 3/1eCh SABJISIFOTCS 3JEMEHTHI: kese3o (Fe), munk (Zn)
u meab (Cu). Ipyrue, Ooyiee pelKue 3JIEMEHTHI, TOXKE yJaCTBYIOT B T€X WIJIM MHBIX
OMOXMMHUYECKUX pEeaKlUsIX, HO UX ydacTue Ooliee 3MU30/IMYECKOE, a UHOTIa U Bpe-
MEHHOE, T. €. IN Situ. 31ech MOKHO OTMETUTH daeMenThl. Ca, Mg, Mn, Mo, Co, Ni.

®opmupoBaHue PEPMEHTOB HA OCHOBE METAJIJIOB OCYIIECTBISCTCS PEAKIUIMHU
KOMITJIEKCOOOpa30BaHMsI B OCHOBHOM TIO JIBYM HaIPaBJICHUSIM: KOMIUIEKCOBaHUE Ka-
THOHA METaJlJla B PA3JMYHBIX BAJICHTHBIX COCTOSHUSX C OOKOBBIMHU (YyHKIIMOHAIb-
HBIMH TpyHIamMu OEIKOBBIX MOJIEKYI U 00pa30BaHHe KOMIUJIEKCOB 3TUX KE METaJJIOB
¢ nopdUpPUHOBBIMH TeTepolukiaMu. KaTnoH wmeramia o0pa3yeT HOHHBIE CBSI3U
¢ aHnoHaMu (YHKIIMOHAIOB (KapOOKCUIIaT aHUOH, CYJIb(U aHUOH) WX K€ TOHOPHO
AKIIENTOPHBIC CBSI3U C a30TUCTHIMU OCHOBAHUSAMH U JPYTUMH UM MOJOOHBIMU (DYHK-
musiMud. MlHOTI@a 3T Ba THNA TPYAHO PA3feUTh — TaK CyJIb()UTIpHIIbHAS TPYyIINa
MOJKET BBICTYNaTh KaK JOHOP AJIEKTpOHOB B Buae R-SH ¢yHkiuu, Tak xe kak
U B Bujie cynbhua annona R-S . OyHKIHOHAIBHBIA XapakTep METaI0-KO3H3MMOB
onpenesieTcs: cleAyrmuMu (pakTopaMu: BO-TIEPBBIX, BAJICHTHOCTHIO METaia U €€
1a0UIBHOCTBIO, T. €. CIIOCOOHOCTHIO K FedoX meicTBUAM (XapakTEpHO IS Kele3a
U MEJI1); BO-BTOPBIX, MAKCUMaJbHBIM KOOPJAMHAIMOHHBIM YKCIIOM aToMa MeTasia
(ms kenes3a MIeCTh, JUIsl [IMHKA MSATh, I MEIU OOBIYHO YETHIPE); B-TPEThUX, KHUC-
JOTHOCTh aToMa MeTajuia no JIproucy (Hanbosiee XxapakTepHO ISl IIUHKA).

Lunk-3H3umbl OOPA3yIOT aKTUBHBIA CAWT KOOpAWHAIIMEH C aMHOKHUCIOTHBIMU
KOMITOHEHTaMHU OE€JIKOBBIX MOJIEKYJ (TUCTHAMHA, IUCTEHUHA, aCllapariHOBOW KHUCIIO-
ThI) C UCIIOJIb30BAaHUEM KaK MOHHBIX, TaK U JOHOPHO-AKIIENTOPHBIX CBsA3ed. OOBIYHO
TaKUX CBS3€M TPU-YETHIPE, HA OCTABIIUECS KOOPAMHAIMOHHBIE BAKAaHCUU (OJTHO-/BE)
KATHOH IIUHKA NPUCOCAUHIET MOJIEKYJIIbI WK (hparMeHThl MOJICKYJI, MOJIJICKAIUE aK-
tuBaunu. L{MHK-3H3MMOBAs akTWBalUMs OCHOBaHA HA JIPFOMCOBCKOW KHCIOTHOCTH

storo meramna (Zn°*), kotopas He ocioxneHa redox-cBoiicTeamu (pc. 4.24).
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Pucynox 4.24. Kucnomuwlil kamanumuyeckuii 3¢ppexm yuHk-sH3uMa

Kynpym-snzumer (Cu-sH3uMbI). IOH Mein JIEKUT B OCHOBE SH3UMOB, OTBET-
CTBEHHBIX 32 MEPEHOC KUCIOPOJA, TIEPEHOC DIIEKTPOHA, T. €. BBIMOIHSIIOMMX redox-
(GyHKIMM (OKCHIA3bI, CYIIEPOKCH]T TUCMYTa3bl, OKCUT€Ha3bl). OTMETUM, YTO CBOU Ie-
dox-cBoiicTBa KynpyM->H3UMBI YacTO BBITIOJHSIIOT B aHcamOie ¢ apyrumu redox-
KOPH3UMaMH, MOCKOJIbKY OMOXMMUYECKUE PEAKIMM TAKOTO THUIA JUOO0 MYJIbTUAJIEK-
TPOHHBIE 1 MHOTOKOMIIOHEHTHBIE, JIMOO PEICTABIIAIOT COOOM MEPEHOC 3JIEKTPOHA T10
Hernoyke MoJiekya. Kynpym-sH3uMbl KpoMe cBomx ed0X-CBOMCTB CIOCOOHBI emié
BBIMOJHATh KHUCJIOTHO KaTaluTU4YecKue (pyHKUIMHU, Kak KuciaoTel Jlbtouca. Banent-
HOCTh aTOMa MeJ| B ero (epmenTax o0bruno 2°, unoraa 17; koopauHAIMOHHOE YKC-
J0 mocturaer 3HadeHus 5. Tak ke, Kak M B ClIy4ae IMHK-DH3UMOB, OCHOBHBIMH JIN-
raHjamMy MOHa MeJlu Mpu (OPMUPOBAHUU AKTUBHOTO CalTa SBIISAIOTCS UMUIA30JIbHBIC
(parMeHTHl THCTUIUHOBBIX AMHUHOKHUCIIOT B O€JIKax — X MOXKET OBITh JI0 YETHIPEX Ha
OJIMH aTOM MeTajlia. B kayecTBe JOMONHUTENbHBIX JUTAH/IOB BBHICTYNAIOT (parMeH-
Thl TUPO3WHA, APTUHUHA U LKUCTeNHAa OelNKOBOW 1enu. HOrga akTUBHBIA CAaMT KyIi-
PYM-3H3UMOB 00Opa3yercs ¢ ydacTHeM ABYX-TpEX atroMoB Menu. Ha pucynke 4.25
IIPUBEJICHBI CTPYKTYPBI MEIb-COAECPKAIUX KOIH3UMOB.
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L \ His(57) His(177) _
N (204)His | R u‘\\\\HIS(328)
| WS—Met(92) 'Cu\ 7N

_Cu ar3pmis? (3‘34)Hil His(324)
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Pucynok 4.25. (a) nnacmoyuanun;, (D) oxcueemoyuanun,; 6 ckoOKax ykazanvl HOMEPAa AMUHOKUCIOM
10 PACNONONCEHUIO UX 8 COOMBEMCMBYIOUUX OENKOBbIX MOTIEKYIAX
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Fe-snsumbi. Kenezocomepxamue GepMEHTH HEOOXOAMMBI MPAKTHUSCKH IS
BceX (hOpM >KMBBIX OPraHU3MOB, UCKJIIOYEHHEM SIBISIOTCA MHKOOakTepuu. BaneHr-
HOCTh aToma keye3a B (epmeHTax 0ObIYHO 2+ unu 3+, Oosiee BHICOKHE CTEICHU
OKHUCJICHUS JKeJie3a B OMOXMMHUYECKHUX MPOIecca SBJISIOTCS «OMEPAaTUBHBIMUY, T. €.
GUrypupyoT Kak MPOMEXKYTOUHBIE MO XOJy KPYroBOpOTa HEKOTOPBIX HSH3MMOB.
B cTpykTypHOM MaHe MOKHO BBIICTUTH TPU TPYIIIBI (heppyM-3H3UMOB: a) TEMOBBIC
SH3UMBbI 00pa30BaHbl C 00A3aTENbHBIM YYaCTUEM MOPPUPUHOBOrO (hparMeHra B Ka-
YecTBE JIMTaHNa, T7Ie aTOM jKelie3a KOOPIWHUPOBAH B IUIOCKOCTU MOP(PHUPUHOBOTO
[IUKJIa 10 YEeTHIPEM €ro aTOMOB a30Ta, MATOW KOOPAMHAIIMOHHOW CBSI3bI0 OH CBSI3aH
C MOJIEKYJIOi Oenika 4Yepe3 IIUCTEHH, a MOCJIETHIO CBOIO BaKaHCHIO (IIECTYIO)
IPEIOCTaBIseT [JIsl B3aUMOJCHCTBUSL C DJIEKTPOHO-JIOHOPAMH PA3HOTO THIIA
(02, H,O, ROH, CO, CN u np. ); 0) HOH-TeMOBbIC 3H3UMbI 00pPa30BaHbl MOHHBIMHU
¥ KOOPJWHAIIMOHHBIMU B3aUMOJICHCTBUSMU aToMa JKelie3a C aMHUHOKHCIOTHBIMU
¢parmeHTaMH OETKOBBIX MOJIEKYJI, THIIMYHBI 3/I6Ch UMUIA30JIbHBIN [TUKI TUCTHINHA
u cynbpuaHas GyHKIUS IUCTeWHA; B) (GeppyM-cyabdUIHbIE YH3UMBI OTIAYAIOTCS
OO0JIBIIIM CTPYKTYPHBIM pa3HOOOpa3reM U JTaOMIBHOCTBIO CBOUX redOX CBOWCTB, I0-

CKOJIBKY COCTaBJICHBI U3 HECKOJIbKMX aTOMOB JK€jie3a M HECKOJBKHUX aTOMOB CEpHI.
Cwm. puc. 4.26.
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Pucynox 4.26. Cxemvt heppo-s13umos: @) cemo-suzumol, D) non-eemosvie snzumot,

C) peppym-cynvhuonwvie su3UMbL

Kooanem-sn3umer (Butamud Bi,, koO6anamuusl). ['pynna coequnenuit ¢ ato-
MOM KOOajibTa B KQUECTBE KOMILIEKCOOOpa3oBaTessl, CTPYKTYPHO CXOJHBIE C TeMO-
SH3MMAaMH JKeJie3a, C TOW JIMIIb Pa3HUIeH, 4TO MOPPUPUHOBHINA CKEIET MOJICKYJIIBI
B HEKOTOpOH cTeneHu monuduimpoBan (KoppuHoBbii 1ukn). [Ipoxyuupyercst Buta-

MHWH MUKPOOpPraHnu3mMamMu, B TOM YHUCJIC U MHKpO(I)HOpOﬁ YCJIOBCKA, HO B HCAOCTATO4-
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HOM KoOJIM4ecTBE. XOpPOUIMMU MCTOYHUKAMHU BUTAMUHA SIBJISIFOTCS HEKOTOPBIE BUJIBI
pbIO (TeUeHb W TTOYKH TYHIIA U JIOCOCS ), TOBSKbS, CBUHASI U KYpUHas MI€YeHb. XUMHU-
YyecKas CTPYKTypa KoOaJaMHUHOB camasi CIIOKHasi B PSy BUTAMHHOB, TTO3TOMY TOJIb-
KO OTMETHUM HaJM4YK€ B €ro KOOPJAMHAIMOHHOU chepe 0HOM MOABMKHON (PyHKIMO-
HAJIBHOU Tpymnmbl X, KOTOpast U GUTYPUPYIOT B HEKOTOPHIX OOMEHHBIX OMOXHUMUYE-

CKHX IIpoleccax ¢ yyactueMm kopepmenta Biy. Cwm. puc. 4.27.

HO OH
(o)
CH, N N\\
X = <\ \ \
N %
NH,
Y= .
N CH,
HO OH¢
CH,
N
HOH,C o

Pucynok 4.27. Cmpyxmypa kobamuouna — akmusHou ¢hopmul gumamuna Biy

Oco0OEHHOCTBIO MOJIEKYJIBI KOOAMHUAMHA SIBJISIETCSl CBSI3b KOOAJIbTa C aTOMOM
yTiiepoja aaeHo3uIbHoTo (pparmenTa (dhparment X Ha puc. 4.25), Ipu JUCCOIMATTIH
KOTOpOM 00pa3yeTcsi KapOaHUOH aJIeHO3UJa, TaK KaK 3JEKTPOOTPULIATENHLHOCTh KO-
OanbTa HIDKE yriepoaHou. Onbli kapOaHuoH (X') U oOecrieunBaeT aKTUBHOCThH BU-
TaMuHa Bi, B OTOXMMHUYECKHX PEaKIUSAX CBSA3AHBIX C TMEPEMEIICHHEM MPOTOHA U
KapOKaTHOHOB — B OCHOBHOM JTO TIPOIIECChI OKHUCIMUTEIBHOTO XapakTrepa u
U30MEpU3ALUUI0

MOXHO 3amMeTUTh BCE-TAKM — 3HAYUMOCTh BHUTaMHUHA Biy CpaBHUTEIBHO

C ApYTrUMHU BUTAMHHAMU, 0OPATHO MPOMOPIUOHATIBHA CIIOKHOCTH €r0 MOJICKYJISIPHOM

CTPYKTYPBI.

I'maBa 5. 'opmMoOHBI

['OpMOHBI MOXHO OIpPEAEIUTh, B CAMOM OOLIEM BHJIE, KAK OMOJIOTMYECKH aK-
TUBHBIE BEILIECTBA, BHIPAOATHIBAEMBIC KeJIE3aMU BHYTPEHHEHM CEKpeLMH U OKa3blBa-
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IOIHAE PETYJHMPYIOIIee JICHCTBUE HA OOMEH BEHIECTB M (DHM3HOJIOTHICCKHE (QYyHKITUH.
WNx ¢yHKIIMU 4YacTo, MPsSMO WJIM KOCBEHHO, COBMAJAIOT C JCHCTBUEM BHUTAMHHOB
¥ KOEpPMEHTOB, HO B OTJIMYME OT OHBIX OHU HE MPUHOCITCS B OPraHU3M U3 BHE
(HampuMep, ¢ MPOAYKTaMH MUTAHMS ), & TTIOJITHOCTHIO CHHTE3UPYIOTCSI B OPraHU3Me.

Knaccugurxayus TopMOHOB, TOCTAaTOYHO OJHO3HAYHO, Oa3MpyeTCs HA MX XH-
MHUYECKON MpUpPOJE: a) CTEPOUIHbIE TOPMOHBI, 0) MPOU3BOJIHBIE KUPHBIX KHUCIIOT,
B) IPOM3BO/IHBIE aMUHOKHUCIIOT, T') MOJTUIEHTHIHBIC U OEITKOBBIC TOPMOHBI.

Cmepouonvle 2opmonsl. 110 XUMHUYECKON TTPUPOJIE TOPMOHBI 3TOTO Kjlacca siB-
JSIOTCS TPOW3BOIHBIME CTEPAHOBOTO PsAJia — YIVIEBOJOPOJa HOP-TPUTEPIIEHOBOTO
IIPOUCXOXKICHUA. VX MPOUCXOXKIACHUE TECHO CBS3aHO C KITIOYCBBIM COCIMHCHHEM,
XOJIECTEPOIIOM, KOTOPHBIH, B CBOIO OYepe/h, 00s13aH CTAPTOBOMY COCIMHEHUIO CKBa-
neHy. Bes ata rpynma BemecTB o0bequHEHA ceprell MeTaboIMYeCKUX IPEeBPAIICHUH
1101 OOIITMM Ha3BaHHEM — XOJICCTEPOJIOBBIN Kackaa. CM. puc. 5.1.

4 N\
CksaJen (Cy)
Jlanocrepoa (Cz)
( Xoaecrepo (C27))
/
Tpuruapoxcunpocranar (C,q) IIpernenosnon (C,)
Xoaeas kucaora (C,y) Hporecraren (C,;)
Anaporensl (Cq9)
dcrporensl (Cig) < Fnoxoxoprukonast (Cyy)
Munepanoxoprukouasl (C,g)
. J

Pucynox 5.1. Cxema xonecmeponogoeo kackaoa

N3 cxembl BUAHO, CTO UCTUHHBIM TPUTEPIECHOM SIBJISETCS TOJBKO HMCXOHBIN
CKBaJICH W MPOJYKT €ro KacKaJHOW IUKJIW3AIUU JJAHOCTEPOJI (YHUKAIbHAS PEAKIIUS
OJIHOCTAIMMTHOTO TMPEBPAILCHUS ALMKINYECKOr0 YTIEBOJOPOJia B TETpalUKINYe-
ckuii). Bce mocneayromue npeBpalieHus Kackaaa CBOIATCS K JerpaJallii yriieBo10-
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POJIHOTO CKEJIETa Yepe3 PEaKIMy OKUCIICHHS, TEKApOOKCUIMPOBAHUS U OKCUTCHHUPO-
BaHus. CM. puc. 5.2.

Pucynox 5.2. a) cksanen, b) ranocmepon, C) xonecmepon

Briiensror cteponsl U3 COIMHHOIO MO3Ta )KMBOTHBIX M JKEJIYM POTraToro CKOTa,
U3 IIEJI0YHOTO TUAPOIU3aTa APOKIKEN, U3 PACTUTEIBHBIX MACE U KUBOTHBIX KUPOB.
T. e. OHU BXOJST B COCTAB JIMIUAHBIX CUCTEM JIIOOBIX OPraHU3MOB, HO HE SIBIISIFOTCA
JUIHAJIAMA TI0 CBOE€W XWMHWYECKOM MNPUPOJAE — MX OTHOIIEHWE K JIMIUIAAM MOKHO
OTPENENTh, KaK JUMOPUIbHOCTh. Bce cTepouHbie TOPMOHBI MOAPA3NIETSAIOT: HA
KOPTUKOCTEPOUIbI, KOTOPBIE PETYJIUPYIOT BOJIHBIN, COJIEBOW U yTIE€BOAHBIN OOMEH;
AHJIPOTEHBl — MYXCKHE IIOJIOBBIE TOPMOHBI, KOTOpPBIE CTUMYJHPYIOT Ppa3BUTHE
1 QYHKIMOHUPOBAHUE MYXKCKOW T€HHATAIbHOM CUCTEMBI; 3CTPOTr€Hbl — PETYIUPYIOT
(opMHpOBaHUE KEHCKUX MOJIOBBIX OPraHOB M MOJIOYHBIX K€JI€3, KOHTPOJIHUPYIOT Oe-
PEMEHHOCTh W JAKTALHWIO; KETYHBIE KHUCIIOTHI, BBITOJIHSAIOIINAE PEMAONLYI0 POJIb
B oOMeHe >xupoB. Ha pucynke 5.3 mpuBeieHbl CTPYKTYpPbl TUTUYHBIX MPEACTaBUTE-

JIeW CTEPOUIHBIX TOPMOHOB.
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Pucynox 5.3. @) arb0ocmepon, enasnviii MUHEPAIOKOPMUKOUO;
b) kopmuszon, mowHnwiii enokokopmukocmepoud; C) mecmocmepoH, IAGHbLIL MYAHCCKOU NOI0BOT
eopmon,; d) acmpaouon, enasmwlil HeeHCKULL NOJIOBOL 20PMOH, €) X0Ne6as KUCIOMmA,
0a3080e coeouHeHue HCeNUHbIX KUCIOM, CIMUMYIUPYIOM PAcujenienue U YC8OeHUe HCUPO8

Topmonvl om apaxudonosoul kuciomol (3tikozanoudst). Ilon oOM Ha3BaHU-
€M — 3HK03aHOMIBI (OT TPEUecKoro €iC0sa ABajalaTh) — pPACCMATPUBAOTCS OKHCIICH-
HBIC MMPOU3BOJIHBIC apaxuoHoBoM kucioThl [20:4 (5Z, 8Z, 117, 147)], xoTopsie cie-
JAyeT pa3leiuTh Ha TPU TJIABHBIC TPYIIbL: HpocTariaHaubbl (o0o3navdaror PG);
tpombOokcanbl (TX) u neitkorpuensl (LT). MHoraa k siiko3aHouaM OTHOCAT OKHC-
JICHHBIE TIPOU3BOJIHBIE U APYTUX MOJUHEHACHIIICHHBIX )KUPHBIX KUCIIOT: dKO3aTpue-
HoBoOM (20:3) u sko3aneHTacHoBOM (20:5).

IIpocmaznanounsl MOXKHO paccMaTpyBaTh Kak MPOU3BOJAHBIC TUIOTETUYECKON
IIPOCTAHOBOM KHCJIOTHI, WJIH €€ UX OTHOCAT K ITUKJIOTICHTAaHOBBIM OKCHJIMITHHAM,
y3JI0BBIM CTPYKTYPHBIM (DparMEHTOM KOTOPBIX SIBIISIETCSI OKCUTCHUPOBAHHBIN ITHK-
JIOTICHTaH. B 3aBUCUMOCTH OT XapakTepa (yHKIIMOHAIHM3AIUU ITUKIOTICHTAHOBOTO
[UKJIa KUCTOPOAHBIMU (DYHKIIMSMU UX KIACCUPUIMPYIOT U 0003HAUYAIOT TaK Kak

yKa3aHo Ha puc. 5.4.
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Pucynox 5.4. Ilpocmaznanounwl

[TpocTarmanauHbBl COACPKATHCS MPAKTUYECKH BO BCEX KJIETKAX MJICKOIHUTAIO-
IIUX, HO B OYEHb MaJIbIX KOHIICHTPALMIX (10'8 — 10 BecoBhIX IIPOIICHTA), BBUIY CBO-
el HecTaOMJIBLHOCTH M OCOOCHHOCTEH (PHU3MOJIOTHYECKOTO TMpeaHa3HaYeHus. EauH-
CTBEHHO M3BECTHOE MCKIIOUCHHUE COCTABIISIOT TaK HAa3bIBAEMbIC TOPTOHUEBEIE KOpaJ-
ael (Plexanra homomalla), conepsxanue npoctarianauaa PGA B KOTOPBIX TOCTHTACT
2 % ot cyxoro Beca. IIpocTrarimanauasl 00Ja7aI0T OYCHh Pa3HOOOpa3HOH (PU3HOIIO0-
TMYECKOW aKTUBHOCTHIO: OHU YYAaCTBYIOT B TOJJEPKaHUU TOMEOCTa3a OpraHu3Ma,
B BO3JICHCTBHM Ha OOJIEBBIC PEICNITOPHI, PETYJIUPOBAHUN MMMYHHOI'O OTBETa, B PO-
JIOBOM JIEATEILHOCTH; OHM OOYCIJIaBJIMBAIOT IMOBBIIICHHE TEMIICPATyphl Tejla, OKa3bl-
BalOT TPAHKBUIU3HPYIOMUH 3D PeKT u 1p. MOKHO OTMETUTh HEKOTOPBIC U3 HUX, HC-
M0JIb3yeMbIe B METMIIMHCKOM npakTrke: PGE — ctumynmupyeT paboTy TiIagkux MBIIIIT
npu pojaoBoit aestensHocTH; PGF — cHmkaet cekpenuto nporecrepona; PGl — unru-
OupyeT arperaruio TPOMOOITUTOB, PACIITUPSIET APTEPHH.

Tpomboxcanwvl — IPEICTABUTENN CEMENCTBA DIIKO3aHOUIOB, CBSI3aHHBIE C IPO-

1eccoMm CBEPTHIBaHUS KpoBH. OOpa3yroTCs M3 apaxuI0HOBOM KUCIOTHI C TTOMOIIBIO
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(depMeHTa MUKIOOKCUTeHa3bl. Hanbosee 3HaunMble U3 HUX TPOMOOKCaH A, U TPOM-
6okcan B,. Cm. puc. 5.5.

TXB,

Pucynok 5.5. Tpombokcanwi

TpoMOoOKcaHbI Cy>KalOT COCYbI, TTOBBIIMIAIOT apTEPUATHHOE /1aBIICHUE U AKTH-
BUPYIOT arperamuio TpoMOoruToB. ClenyeT OTMETUTh NEHCTBUE aclMpUHA B ATOU
CUTYallMM — OHBIA MHTHOUPYET HUKIOOKCUTEHA3y, YTO CHIKAaeT 00pa3oBaHUE TPOM-
OOKCaHOB B TpOMOOIMTaX. YUYUThIBasi HECTAOMIBHOCTh TpOMOOKCaHa A, (Bpems Mo-
aypacnaga 30 cek.), MOXHO MpeArnojararb, 4YT0 aKTUBHONW (pOpMON TPOMOOKCAHOB,
BCE-TaKH, SBJIAETCS TPOMOOKCaH By.

Jlelikompuensvt — Tpynna MNpPOWU3BOAHBIX apaxuJIOHOBOW KHCIIOTHI 00pa3yto-
IIMXCSA NIPU OKUCIICHUU MOCHEAHEH S-JIMNOKCUT€HA30M B KAUECTBE KIIIOUEBOM peak-
uu OMOCHUHTE3a BCEH CepuM JICMKOTpUEeHOB. M3BeCcTHO 6 TUTIOB JIEHKOTPUEHOB, 00-
MM CTPYKTYPHBIM (PaKTOPOM KOTOPBIX SABJISETCS Hamu4ue 4-X 0JIe(UHOBBIX CBSI3EH
B OCHOBHOM YIJIEpOJHOM LIETIOYKE, TPU U3 HUX 00pa3yIoT CONPSKEHHYIO TPUEHOBYIO
CUCTEMY, UYTO M TMOCIYXHJIO OCHOBAaHMEM HMX Ha3BaHWs (-mpuewst). Jlanee, ux nop-
pa3iengioT Ha JBE€ MOATPYHIbl: cBoOOaHBIE JelikoTpuensl (LTA, u LTB,) u nentua-
Heie nerikorpuensl (LTCy, LTDy, LTE,, LTF,). Ecniu mepBas rpynmna npencraBieHa
HEHACBIIIEHHBIMU THAPOKCU-KUCIOTAMHU, TO BTOpas TpyIla MpeACcTaBiIeHa 3TUMU KE
HEHACHIIIEHHBIMUA TUJIPOKCHU-KUCIOTAMU JOMOJHUTENBHO CBA3AHHBIMU C KOPOTKUMH

MEeNTHUIaMH Yepe3 IUCTEUnHOBBIN ¢pparmMeHT. CMm. puc. 5.6.
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OH OH
COOH COOH

LTA LTB,

LTC, : R=Glu, R!'=Gly
LTD, : R=H, R!'=Gly
LTE, : R=H, R!=0OH
R LTF, : R=Glu, R'=0H

Pucynok 5.6. Jletikompuenvl

JIelKOTpUEHbl YYacTBYIOT B aCTMATHYECKUX U AJUIEPTHUYECKHUX PEAKIMUAX
Y IOAJIEPKUBAIOT BOCIIAIIMTENIbHBIE MPOLECChl. HEKOTOpBIE aHTarOHUCTHI JIEUKOTPU-
€HOBBIX PEIENTOPOB, TaKWe KaK MOHTEIYKACT M 3a(UpIyKacT, UCHOJB3YIOTCS IS
JI€YeHUsI aCTMbL. JIEMKOTPUEHBI — OYEHb BBIKHBIE AT€HTHI BOCIIAIINTEIIBHOTO OTBETA.
Hekoropsle u3 Hux, takue kak LTB,, o0iamaroT XxeMOTaKCHUECKUM JIEUCTBHEM Ha
MUTPUPYIOUIUME HEUPOPUIBI M, TAKUM 00pa3oM, IOMOTaloT JOCTaBUTh HEOOXOAUMbIE
KJICTKU B TKaHb. JICHKOTpHUEHBI TakKe 00J1aJIal0T MOITHBIM JIEHCTBUEM IPU OPOHXOC-
na3Me M MOBBIMIAIOT TPOHUIIAEMOCTh cocyaoB. Jlelikorpuenbl — LTCy, LTDy, LTE, —
OTHOCATCSA K MOIIHBIM OPOHXOKOHCTPUKTOPAM. DTH JIEHKOTPUEHBI CTIOCOOHBI TTOBBI-
math ToHyC rnaakux Meii JKKT. JIeMKoTpueHbI BBI3BIBAIOT OUE€Hb HENPUATHBIN ac-
NUPUHOBBIA OpOHXOCIMAa3M, BO3HUKaroui npu npuéme HecenektuBHbIXx HIIBC (He-
CTEpOUIHBIE MPOTUBOBOCHAIIUTEIbHBIE MPENapaThl), TAKUX KaK aCIIUPUH U JP.

T'opmonvr om amunoxucaom. llenas cepusi BEIIECTB TOPMOHAJIBHOW aKTUBHO-
CTH CUHTE3UPYIOTCS XKEJNE3aMU BHYTPEHHEN CEKPELIMH U3 AMUHOKHCIIOT — Yalle BCe-
ro, peakiusIMH JeKapOOKCHIMPOBAHUS OHBIX C COMYTCTBYIOIMMH HE3HAYUTEITHHBIMU
XUMUYeCKuMU MojudukanusMu. X MOXHO Jaxe U KilacCU(PpUIUPOBATH B CBS3U
C pOJIOHAYaIbHBIMU aMUHOKHUCJIOTAMU — B OCHOBHOM, WJIM J1a)K€ HCKIIOYUTEIBHO,
TOPMOHBI ~ 3TOM  TPYyONbl  SIBJISIFOTCA  MPOU3BOJHBIMHU  apPOMATHYECKHUX-
TeTePOIUKINYECKUX aMUHOKHUCIOT. C TUPO3WHOM CBSI3aHBI TUPOKCHH, H0(DaMuH, aJ-
peHanuH + HOpaApeHaluH; U3 TpunTopaHa oOpa30BaHbl MEIATOHWH U CEPOTOHMH;
nexapOOKCHUIIMPOBaHUE TUCTUIMHA IPUBOIUT K ructamMuny. Cm. puc. 5.7.
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HO J
NHR?
HO a) R'=R’=H
. b) R!=OH, R*=CH;, HO
R ¢) R'=0H, R’=H
J
R'0 § NHR2 _N NH,
e) R'=R>=H
N g R'=CH; R*=COCH, N/ ()

Pucynok 5.7. ) oopamun, b) aopenanun, C) nopaopenanun, d) mupokcun,
e) cepomonun, Q) meramonun, h) cucmamun

OU3MONIOrHYEeCcKOe JICUCTBUE 3TON TPYMNIbl TOPMOHOB MOXKHO OXapaKTEepU30-
BaTh KaK UTOTOBOE TMOBEIEHYECKOE — T. €. UX PA3HOIUIAHOBOE JICHCTBUE HA pas3iny-
HBIX ATalax B3aUMOJIEHCTBUS C PELENTOPAaMH B KyIle C IPYTUMU TOPMOHAMHU BIIUSET
Ha PEaKIMI0 U TIOBEJCHUE YEJIOBEKa. ITO MOXKET ObITh 3h(PEKT y10BOILCTBUS (CEpo-
TOHHUH), COCTOSIHHE U (OpHN (TOPMOHBI T0GaMHUHOBOM TPYTINbI), PEAKIIMs Ha CUTYa-
UIO ONACHOCTH, «Oeil wiu Oerw» (agpeHanuH U HopajapeHaiuH). OHU y4acTBYIOT
B PETYJISIIIUU TIPOIECCOB CBA3AHHBIX C COKPAIICHHEM TJIaJKUX MBI — COCYOB,
B YaCTHOCTH, YTO OTPaKaeTcsi Ha apTEpUaIbHOM JIaBJICHUH (CEPOTOHHH M TUCTAMUH).
['ucramuH BBICTYyMaeT emé Kak MEIUaTop ajUIePrUYecKUX PEaKIui HEeMEeJICHHOTO
TUIIA, @ METATOHUH — KaK PETYJISATOP HUPKATHOTO PUTMA.

lonunenmuonvle 2opmonsvl. ITO caMas MHOTOUYMCIIEHHAs TPYIIa TOPMOHOB,
YTO CBSI3aHO CO CTPYKTYPHBIM pa3zHOOOpa3weM 3TOro Kjacca MPHUPOIHBIX COEIUHE-
HUM, 0OYCJIOBJICHHOTO KOJMYECTBOM AMUHOKHCIOTHBIX €AMHHI] B TOJUTEIITHIHON
e U MOCIIE0BATEIbHOCTHIO UX COSAMHEHHUS MEXAy coOoil. HTepeceH u crnocod
uX OWOCHMHTE3a — OHHM MOTYT OBITH TMOJIYYEHBI MOCIIEIOBATEIHHOM KOHJICHCAIIUEH
aMUHOKHCIIOT COTJIACHO T€HETHYECKON MporpamMme, a TaKkKe «BBIPE3aHUEM» OTpejie-
NEHHBIX TIOJUMEITUIHBIX YIaCTKOB U3 TJI00aIbHON OEIKOBOM MOJIEKYJIIbI, CBOETO PO-
7la YHUBEPCAIbHOW 3aroTOBKHU. Takas yHUBEpCAJIbHAs OCIKOBas 3arOTOBKA MOXKET
OBITh ICTOYHUKOM CEPUH TTOJIMIICIITHIHBIX TOPMOHOB.

Bazomnpecun, coctout u3 9-tu amurokucior (Cys-Tyr-Phe-Gln-Asn-Cys-Pro-
Arg(Lys)-Gly), anTuanypeTndecKuii TOpPMOH, CHHYKAET KPOBSHOE JIaBJICHHUE.

I'mrokaron, coctout u3 29-TM aMUHOKUCIIOT, CTUMYJIMPYET B MEUYEHU MPEBpa-

IICHUC TJIMKOTI'CHA B I''ITFOKO3Y.
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Nucynuna. Monekyna nHCylInHa 00pa3oBaHa ABYMS MOJTUNIEHTHAHBIMA IETISIMU
(30 AK + 21 AK), coenuHéHHbIMU ABYMS AUCYJIb(PUAHBIMU MOCTUKaMH. OCHOBHOE
JIECTBYE TOPMOHA — PETYJIMPOBAHUE YIJIEBOJHOTO OOMEHA, B YACTHOCTH — YTHJIN3a-
IUs1 TIIFOKO3BI B MPOIIECCE YTIEBOIHOTO OOMEHA.

OxcuronuH, coctout u3 9-tu ammuokucior (Gly-Leu-Pro-Cys-Asn-Gln-lle-
Tyr-Cys), neiiponnentus. CTUMYIUPYET JIAKTAIUIO U COKpAIlCHUE JIBUKCHHUS MATKH.
I'opmon nosepus.

HekoTopble HU3KOMOJIEKYIISIPHBIC TTENTHIBI ITUPOKO MPEICTABICHBI B HEPBHBIX
TKAaHSIX TETUIOKPOBHBIX W 00JIa/Ial0T aKTHBHOCTHIO 1O OTHOIICHUIO K 3THM TKaHSIM.
Tak, ObLTM BBIJICJICHBI JIBA MEHTaNENTUaa (dHKeganunsy), 00IaIa0MMX HAPKOTHYE-
CKUM JICUCTBHEM, HO B OTIWYHE OT Mopdus, He oOnanaromue 3P¢heKToM MpUBHIKA-
aus:  nednuH-s3HKeanmuH  (NHp-Tyr-Gly-Gly-Phe-Leu-COOH) u  meTtnoHuH-
sakedand (NH,-Tyr-Gly-Gly-Phe-Met-COOH). BriocnieactBum u3 TkaHel rumnodu-
3a W TUIOTAJlaMycCa MJICKOIMTAIOIMMX OBUTM BBIACICHBI W JAPYTHE IOJHUIICTITHIBI
C QaHAJIOTUYHBIMU (PU3MOJIOTUYECKUMHU CBOWCTBAMH. Takue MONUMEHTHABI MOTYYUITH
HA3BaHUE OIMMOJHBIC TIOJUIEHTUIBI, U BCE OHHM XapaKTEPU3YIOTCS IMPUCYTCTBHEM
¢dparmenta sukedanuHa B N-KoHIIEBOI 001aCTH ETIH.
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Yacts |l. InunamMmuveckass 6uoxumMus (00MeH BelllecTB)

Obmen gewyecms CKIAIBIBACTCA U3 TIPOLIECCOB — KAMAOOAUIMA U AHAOOIUIMA.
Karabonu3m — 370 epMEHTATHBHOE PACHICTUICHHE KPYITHBIX OMOOPTaHMYECKUX MO-
neKy (YriaeBoa0B, KUPOB U OCIKOB) 0 MOHOMEPHBIX €IMHUII U 0OJIee MEIKUX MO-
JICKYJI-MHTEPMENATOB, BIUIOTH JI0 TIOJHOTO WX «cropaHus» ¢ BbiaeneauneM CO;
H,0, NH3 u cBoGomHO# »Hepruu, yTwmmsupyemoi B Buae AT®. Anabonusm — 310
(bepMEHTaTUBHBIN CHHTE3 OMOOPTaHUYCCKUX MOJICKYJI, SBIISIOIIMXCS KOMITOHEHTAMU
KJIETOYHBIX CTPYKTYp ¥ Y4YaCTHUKAMH OHOXMMHYECKUX IPOIECCOB, M3 MPOCTHIX
npeamecTBeHHNKOB. Karabonmu3m n aHa®onu3M MpoTeKaeT B KIETKAaX OJHOBPEMECH-
HO. Ha HexoTOphIX sTamax KarabojivM3ma XMMHYECKas SHEpTHs 3amacaercs, a Ha
onpenenéHHbIX 3Tanax aHadonM3Ma oHa pacxoayercs. Pe3dynbrarom mertadbonm3ma
YTJIEBOJIOB B OCHOBHOM SIBJISIETCSI DHEPTHUS U B HEOOIBIION /10JIe TPOTYKThI OMOCUH-
Te3a, METa0OoJIM3M OETKOB B OCHOBHOM HaIpaBlIeH Ha OMOCHHTE3 CaMBIX Pa3UYHBIX
OMOOPTraHUYECKUX MOJICKYJ, KUPBI PACXOAYIOTCS Ha OMOCHHTE3 BEIIECTB U MPOU3-
BOJICTBO SHEPTHH B COM3MEPUMOMN CTEIICHH.

Crnenyer emé omnpeneianThb, TaK Ha3bIBaEMbIC, am@uooruyeckue MyTH MeTabo-
JM3Ma, WA UX eIIé MO>KHO Ha3BaTh COMPSDKEHHBIM MYTEM — 3TO TOT BapUaHT, KOTJa
IPOIYKT KaTabojaM3Ma OJHOTO BEIIECTBA, CTAHOBUTCS HCXOJHBIM COCTUHECHUEM
(anabonukoMm) 11 OMOCHHTE3a APYroro BellecTBa.

I'naBa 6. KiiroueBble myTH OMOCHMHTE3A

[Ipu ananuze cxeM W MmyTed OMOCHMHTE3a BCETO TOTO OTPOMHOI0 KOJMYECTBA
OpTaHUYECKUX COCJAMHEHUN, (PYHKIHMOHUPYIOIIUX B JKHUBBIX CHCTEMax, YJIHUBISET
HACKOJIBKO 3KOHOMHO pEIIaeT 3Ty 3aJady MPUPOJa — CUHTE3 MUJUIMOHOB COEIUHE-
HUN 00eCreYrMBaeTCsl BCEIO0 HECKOJIBKUMHM H3HAYaJbHBIMU CUHTETUYECKHUMHU CXEMa-
mu. HeBonbHO BcromMuHaeTcsi moctynar YuibsimMa Okkama: «OeCCMBICIIEHHO 3aTpa-
YuBaTh OOJIBIIE YCWINI HA TO, YTO MOXET ObITh JOCTUTHYTO MEHBIITUM.

Domocunme3. bUOCUHTE3 BCEU OPraHMYECKOW MAaTEPUU HAYMHAETCS KOHEUYHO
*e ¢ (POTOCHHTE3a, OYEHb MPOCTOrO MO CXEME PEaKUMU, HO OUYEHb CIOXKHOTO MO Me-
XaHU3MY peakluu, a ToOuHee, peakuuii. KoHeuHbI IPOAYKT 3TOTO IMpoLecca, INIHKO-
3y, MOHO CUMTATh UCXOJAHBIM COCIMHEHUEM MOCIEAYIOIINX pPEeaKIui, IPeACTABICH-
HbIX Ha puc. 6.1. Bce myTu nepexoaa OT IOKO3bl, Yepe3 MUPOBUHOTPATHYIO KHUCIIO-
Ty, KOTOPYIO MOKHO CUMTATh KJIFOYEBHIM COCIMHEHUEM OCHOBHBIX OMOXMMHUYECKUX
MyTeH, K CTAPTOBBIM BEIIECCTBAM TJIABHBIX OMOXMMHUYECKUX HAIMPABICHUH, SBISIOTCS
MHOT'OCTQIMMHBIMU, KaTalM3UPYEMbIMU OCOOBIMHU KaTaju3aTropamu, ¢GepMeHTamu,

95



JETaIbHOE OIMCAaHUE KOTOPBIX OYJET pacCCMOTPEHO OTIENbHBIM pazzaenoMm. Ilpu onu-
CaHUM K€ KIIFOYEBBIX OMOXMMUYECKUX PEAKUUH, TPUBEAEM JIMIIb TPUHIIUIHAIBHYIO
CXeMy IMpEeBpALIEHUH, KJIacc yJyacTBYIOIIUX (EPMEHTOB U KOHKPETHbIE IPUMEPHI UX
B PEAKIUAX ITOrO dTarna.

| NoJIMCaXapHAbI | - LII0K03a — | HyKJIEHHOBBIE KHCIIOTBI
MoOHOcaxapa

e

CH;— CO—COOH
nupoBuHOrpagHasi | ~ > | WHKHMOBasi KHC/I0Ta

H30TPEHOMIBI
KHCJI0TA
T l denoan
MEBAMOMOBAN | | CH,—CO—$-CoA | —> | AMHHOKHCIOTBI l A
KHCJI0TA .
l l T AIIKAJIOH{IBI
| MOJTUIIeNTHABI | .
JKUPHBbIC KUCJIOThI | | NMOJUKETHIbI '

Pucynox 6.1. Obwas cxema dbuocunmemuueckux nymeti

IIpeBpalieHye yriaekucaoTsl U BOABI B TIIFOKO3Y IPU JEHCTBUM KBAHTOB CBETA,
BUJUMOTO (B OCHOBHOM) M OJIMKHETO yJIbTPa(HOJIETOBOrO (B HE3HAUUTEIBHOU CTe-
NIEHH) JMarna3oHa NpeJICTaBiseT cOO0M MHOTOCTAIMHHBIN TIPOIIecC, B OCHOBE KOTOPO-
IO JIE)KUT OKHCIIUTEIBHO-BOCCTAHOBUTEIBHBIN MPOLIECC, T/I€ BOAA BBICTYIIAET B Kaye-

CTBC BOCCTAHOBHUTCIIA, YIVICKHUCIIOTA — B KAUCCTBC OKUCIUTCIIA.

6 C02 +6 H20 +hy — C5H1206 + 6 02

Ota mpocras, Ha TMEpPBBIA B3IJISLA, PEaKlys KaTaTU3UPYETCS CIIOXKHEHIINM
KOMILIEKCOM (pepMeHTOB, mpeacTaBieHHbIX IByMs (otocuctemamu, ®C | u OC I,
KaXJasi U3 KOTOPhIX 00pa3oBaHa HECKOJBLKHUMH (hepMEHTaMH, PeAyKTa3aMUu U OKCH-
nazamu. 371€Ch TOJIBKO OTMETUM: (POTOCUHTE3 — 3TO €IUHCTBEHHBIN MpoIlecc B OUO-
chepe, BeAyIMHUA K YBEIHMYCHUIO CBOOOHON 3HEprun Omocdepsl 3a cuéT BHENTHETO
HMCTOYHUKA, CBETOBOM JYHEPrUM, U TEM CaMbiM OOECIECUMBAIOIINI CYIIIECTBOBAHUE
BCEX OPTaHU3MOB — aBTOTPO(HBIX U TETEPOTPODHBIX.

ExerogHo B pe3ynbrare gorocuHTe3a Ha 3emuie oopasyercs 150 mapa. TOHH
OpPraHUYECKOTO BEIIeCTBAa U BbiAenseTcs 0koino 200 Mipa. TOHH CBOOOIHOTO KUCIIO-
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pona. Tak 4To poib (OTOCHHTE3a B HaIlIEH KU3HU MEPEOICHUTh OY€Hb TPYIHO, JaXKe
HEBO3MOYHO.

['mrok03a KOHEYHO K€ SIBJISETCS TJIaBHEHIITNM TMPSMBIM MPOAYKTOM (OTOCHH-
Te3a, HO 00pa3oBaHUE JPYTUX MOHOCAXAPHUI0B, HEKOTOPHIX AMHUHOKHUCIIOT M YKHPHBIX
KHUCIIOT TaK)Ke UMEET MECTO, XOTS U HE B TAKOW CTEIICHHU.

I'nukonusz — pepMeHTATUBHBIN HE TUAPOJIUTUUECHM TTPOIIECC paciiajia MOHOca-
XapoB (TJIaBHBIM 00pa30M TIIFOKO3bI) 10 MOJIOYHOW KHCIIOTHI B aHA3POOHBIX YCIOBUSX
U JI0 YIJICKUCIIOTHI ¥ BOABI B adPOOHBIX YCIIOBHSX, 00CCIICUMBACT DHEPTUEH KIIETKY
U TIOCTABIIIET MaTepHall (MMPOBUHOTPATHYIO KUCIOTY W €HOJ-TIMPYBAT) ISl MOCHe-
OyIOIUX OWOCHHTETUYECKUX peakuuil. PazneneHue mertaboiu3ma yIJIEBOJOB Ha
aHA’POOHYIO W a’pOOHYI0 (ha3bl HOCUT YCIOBHBIM XapakTep, TaK KaK pa3IudaroTCs
OHM CKOPOCTSIMH PEAKIU, KOHCYHBIMU MPOTYKTaAMH U DHEPTETUUCCKUM BBIXOJIOM —
a’pOOHBIN ITyTh SHEPIeTUICCKH O0JIee IPEATIOUTHTEIICH.

He BaaBasich B eTanu mporecca TJIMKOJIN3a, 3T0 OyACT CACIaHO MO3Ke, OTME-
TUM KITFOUEBBIE TIPOIYKTHI €T0, HaXOMASIIUECS Ha KIFOUEBBIX MO3UIUAX TOCIEAYIO-
KX 3TAroB OMOCHHTE3a M METa0O0IM3Ma: U3 MOJIOYHOM KHUCIOTHI OKHCIICHHUEM TIOJTY-
Y4aeTCsl NUpPOBUHO2pAOHas Kucioma (nupysam), TayTomepHas Qopma e€, ewno-
nupysam, 3adpukcupoBanHas B Bujie ¢hocharroro adupa, 3-bocharsl eruyepurnosozo
anvoe2uoa v eiuyepunosoll kuciomeol (puc. 6.2)

HOOC HOOC CHO COOH
—0 %opost H#»OH H#»OH
CHg CHy CH,OPO3Hy CH,OPO3Hy
a b C d

Pucynok 6.2. a) nupysam, b) ¢poccpam enon-nupysama, ¢) 3-pocpam enuyepunoso2o arvoezuoa,

d) 3-pocham enuyepurnosoii uxuciomol

Ocoboe MecTo B psAly peakiuii TJIIMKOJW3a 3aHUMAET IMPOIECC MPEBPAIICHUS
MUPOBUHOTPATHON KUCIOTHI B ayemui-kogpepmenm A (CH3;CO-Co-A), HacTosmee
IIPEBPAIICHUE OMUCHIBACTCS KaK PEaKIHs OKUCIUTEIBHOTO JeKapOOKCHUIUPOBAHMS,
KaTaau3upyeMasi MyJIbTHQEPMEHTHBIM MTUPYBATACTHIPOTreHA3HBIM KOMITJICKCOM, BbI-
COKO WHTETPHPOBAHHON CHCTeMOW M3 TPEX BUAOB (hepMEHTOB (OKCHIA3bI, JEKap-
Ookcumassl U TpaHchepassbr).

Iupysar + NAD" + CoA — Amernin-CoA + NADH + H™ + CO,
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Ha »T0if peakuuu u €€ r1aBHOM MPOAYKTE CIIETyEeT OCTAHOBUTCS O0CO00 — BO-
NIEPBBIX, PEAKIUS KaTaTU3UPYETCs] HECKOJBKUMHU pPa3IMYHBIMU (epMeHTaMu, pado-
TAIOIMMU B ONPENENEHHON MOCIeNOBATENHPHOCTH B €IMHOM Komiuiekce. [lupyBat
JeKapOoKcHIHpyeTcs: THaMuHIU(pochaToM, KUCITUTEIBHO-BOCCTAHOBUTEIBHBINA TIPO-
necc ocymectpiusercss pepmentHoii mapoit NAD-NADH, TpancmopT arneTunbHoiM
IPYIIb OCYHIECTBISETCS TpaHcaleTunazo. CTpyKTYpHOM OCOOEHHOCTBIO alleTuJI-
CoA sBnsieTcst NETKOCTh HYKJICO(PHIBHOTO 3aMernieHuss KopepMeHTHOTro (¢parMeHra
00s13aHHOE HenpouHoCcTH cBsA3u C-S u nmomsipuoctu cBs3u C=0 (puc. 6.3).

Pucynox 6.3. Cxema nyxneogunvroco 3amewerus 6 moaexyie ayemun-CoA

B kadecTBe HyKII€O(WIBHBIX PEareHTOB MOTYT Y4aCTBOBAaTh HEUTpaIbHBIE CO-
€MHEHUS C HEMOAEIEHOM NEKTPOHHOM Mapoi Ha aToMax a30Ta, KUCIOPOJA U CEPHI,
OTPUIIATEIFHO 3aPSKCHHBIC YACTHUIBI (AHUOHBI) M COCJAMHEHUS C TOJISIPU30BAHHOM
CBSI3bIO; B MOCJIETHEM CIydae, OMOXUMUYECKHA BaKHA PEAKIIUS C YYaCTUEM CBSI3U YT-
JEPOI-BOAOPO MOJSAPU30BAHHOM JIEKTPOHOAKLENITOPHOM IPYIIONA y aTOMa yIJIepo-
J1a, ¢ OJHOW CTOPOHBI, U ATAaKOW OCHOBAaHMUS HA aTOM BOJOPOAA C YACTHYHBIM ITOJO-
JKUTEIbHBIM 3apPsJIOM, C APYroit cTopoHsI (puc. 6.4).

Pucynox 6.4. @opmuposanue xapoanuonnoco yenmpa (C-nykneogpuna)

8 MOJIeKyle MAIOH08020 APupa (MaioHama)

Takum oOpazom, Mbl MOkeM paccMaTpuBarh aneTHI-CoA Kak BEIECTBO IO-
crapisitoiee rpynnupoBky CH3CO- st pa3inyHbIX OMOXMMHMYECKHX peakUui
Y MOKEM Ha3BaTh €r0 «aKTUBHBIN allETUII.
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Ioaukemuonwtii nyms dOuocuHme3a OCHOBAH Ha JBONCTBEHHOU PeaKIIMOHHOM
criocooHoctu anetun-CoA — mpu aTake OCHOBaHMEM (KaTaiM3aTop) METHIHHOM
IPYIIbl alleTH/Ia OTUIIEIUISETCA MOJHOCTHIO WIM YaCTUYHO OTXOJUT KaTUOH BOJOPO-
na, 00paszys HyKJI€O(HIbHBIN LIEHTP C MOJHBIM WJIM YaCTUYHBIM OTPUILIATENIbHBIM 3a-
pSAZOM Ha yriiepojie, KOTOPBIi, B CBOIO OYE€pelb, aTaKyeT 3JIEKTPO(PUIbHBIM LEHTP
KapOOHWJIBHOM TpYMNIbl BTOPON MOJEKyIbl aneTui-CoA, BbITECHSS KOGEPMEHTHBIM
¢dbparMeHT U 00pa3yst HOBYIO YIJIEPOJ-YIIIEPOIHYIO CBsI3b. TakuMm 00pa3om, U3 ABYX
IBYX-YTJIEPOJIHBIX (PParMEeHTOB 00pa3yeTcsl OJIUH YEThIPEX-YIIEPOIHBIM. DTOT Mpo-
necc auMepusanuu anetTui-CoA MOKET IpoTeKaTh U APYTUM MYTEM — C MOAKIIYE-
HUEM MOJIEKYJIbI YTIEKUCIOThl KaK MPOMEKYTOUHOTO 3JIEKTPOPHUIBHOIO peareHTa —
Oomee JIMHHBIM, HO PHEPTeTUYECKU 00Jiee BBITOJHBIM, TAaK KaK YIJIEPOJ MOJEKYJIbI
O=C=0 »snexTpoduiibHEE aAlETUIBLHOTO, a TPOTOH METHJIEHOBOM IpyMIbl HHTEMEIU-

aTHOTO MaJloHaTa «KHCJIEe», OIATh XKe, alleTHIBHOTO (puc.6.5).

§ o~

Il
Hy—C—S—CoA + CH3—C—S—CoA —>

1l i
CH;—C—CH—C—S-CoA

0
I I o
CIJHz—C—s—coA /4 C0O0
C000O o \
—, © o
°B B--H--CH—C—S—CoA CHz—~(—S—CoA
Co0©® 0 w

Pucynok 6.5. Ilpunyunuanvhasn cxema peakyuti NOIUKEMUOHO20 CUHME3A

Mo>kHO ¢ 00JIBIIION YBEPEHHOCThIO CKa3aTh, YTO MOJUKETUIHBIN MTyTh OMOCHH-
T€3a SIBJISIETCSl KJIIFOYEBBIM BO Bcel OMOcHMHTEeTHYeCcKOM cxeMme. 1o yka3aHHO# BbIlIe
cxeme, npoiiecc oopazoBanus C-C cBsizeil MOXKET UMETh XapakTep MOJUKOH IEHCAlUU
U MPUBOJIUTH K OOpPa30BaHUIO JJIMHHBIX YIJIEPOI-YTIEPOJHBIX LETIOYEK — OCHOBHOE
HamnpaBjieHHe B OMocuHTe3e JunuaoB. Kpome TOro, BO3MOXKEH U JAPYrod MyTh Mpo-
JOJHKEHUS 9TOTO THIIA PEaKuu, a HIMEHHO — KapOaHHOH alleHuI-KopepMeHTa A HyK-
A€o0 HIbHO pUCOETUHSETCS TI0 B-KapOOHUILHON KETOHHOM rpyre, GopMHUpYys TeM
CaMbIM YK€ Pa3BETBIEHHYIO YIVIEPOA-YTIEPOIHYIO LIETIOYKY MEBAJIOHOBOW KUCIIOTHI,
KOTOpas SIBJIETCA CTAPTOBBIM COCIMHEHHEM MEBAJIOHOBOTO IyTH OMOCHHTE3a H30-
npenonoB. CM. puc. 6.6.
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HscMS-CoA H,C. OH

) CoAS-OC\></CO-SCoA

S)
HC S ,
o
\H/ H,C_ OH
° HOOC\></CO-SC0A

Pucynok 6.6. Cxema obpazoeanusi Me8anioHo80U KUCIOMbl, NOCIEOHs 8blOeNeHd

Mesanonoswtii nyms 6uocunmesa. MeBanonoBas kucinota ¢hochopuiupyercs

[0 MEPBUYHOM CHUPTOBOW TPYIIE IO COOTBETCTBYIOLIEro mupodocdara U, TaKUM

O6p&30M, OHa BPCMCHHO 3alIHIICHA. Ha CICAYIOIICM 3TAIIC ITPOUCXOAUT CHHXPOHHOC

OTILEIJIEHUE MOJIEKYJbl BOJABI U JEKapOOKCHIMpOBaHME ¢ 0Opa30BaHMEM CHayaa

n3onentuinupodocdara (IPP), koTopslii 1anee H30MEepHU3yeTCs B TUMETHIIAILIHIIIITHI-

podocpar (DMAPP). Cwm. puc. 6.7.

HO, CH, HO ~ CH;
Z ATP Z
HOOC\/</CH20H e HOOC\/'</CH20PP
-CO,
-H,0
CH3 CH3
)\/\ )\/\
H;C OPP H,C OPP
DMAPP IPP

Pucynok 6.7. Cxema obpazosanust «uzonperouonvix» 61oxo6 (IPP u DMAPP)

MeBAJIOHOB020 nymu ouocunmesa
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OTtHocuTenbHO HenaBHO (TiepBbie myOnukamuu B 1993 romy) 6su10 0OHaApyxe-
HO, YTO 3TH JIBa «M30IPEHOUHBIX OJI0Ka», UICTOYHUKU «aKTUBHOTO M30IPEHA», B Psi-
Jie cllydaeB 00pa3yroTcs Mo JAPYroi cxeme, Ha3BaHHOM MeeanoH-He3a8ucUMoil, U xa-
paKTepHOM AJisi GaKTepuid, BOAOPOCIEH U MHOTUX pacTeHUil. MeBaloH-HE3aBUCUMBbIT
nyTh Onocunte3a |IPP u DMAPP M0XHO cuuTaTh UCKIIIOUUTENBHO YIJIEBOJHBIM, MO-
CKOJIBKY MOJIEKYJIbl TOJIbKO TaKOTO CTPOCHMS MPUHHUMAIOT Y4acTHE BO BCEX €ro 3Ta-
nax. D-riroko3a B pesysibTaTe peakiuil raukoian3a (0yaeT paccMOTpEH HIDKE B pas-
Jiesie TOCBSIIEHHOM YTJIEBOAHOMY OOMEHYy) o0pa3zyeT MHUpPOBUHOTPATHYIO KHUCIOTY
u docdaT TIUIEPUHOBOTO aNIbJICTHIA, KOHICHCAIHNS KOTOPBIX MIPUBOAMT K S-pocdat-
1-ne3okcu-kcmiymno3e. Ha cienyromem atane docdar A€30KCUKCHITYTI03bI H30MEPH-
3yeTcsl B COOTBETCTBYIOLIEE PAa3BETBIEHHOE MPOU3BOJHOE — METUIIPUTPOI docdar

(MEP) — coeauHeHue ¢ (AKTUYECKH TOTOBBIM H3OMPEHOUIHBIM 3BEHOM.
Cwm. puc. 6.8.
H OH
CHO
H HOOC
HO —> H OH T o —
HO H
H  “oH CH,OP H3C
H OH
o CH
X 0 H,C_ OH
[ H]
> H OH »  HOH,C oP —> IPP + DMAPP
H——OH OH
CH,OP MEP

Pucynok 6.8. Cxema mesanon-ne3agucumozo nymu 00pazo8anus «u30npeHoUOHuIxX 0J10K08»

MoJiekibl U30MEPHBIX «aKTUBHBIX M30npeHoB», IPP u DMAPP, otinuaromue-
Csl BCEro JIMIIb IOJIOXKEHUEM JABOMHOW CBSI3U, CYIIECTBEHHO Pa3jM4aroTCs CBOUMM
XUMUYECKUMHU Bo3MOXHOCTAMHU: DMAPP nmMeer annunbHyo nupodocdartHyro rpyi-
ny OJaronpusiTHYIO Juisl HykieoduibHOro 3amenienus. B Toxxe Bpemsi, monekyna IPP
MOKET BBICTYNATh B KaueCTBE HyKJIeopuiaa ¢ HyKICOPUIbHBIM LEHTPOM Ha aTOMeE
CHj,=. Takum 00pa3om, B3aUMOJICHCTBUE U30MEPHBIX «AKTUBHBIX H30IPEHOB» MEX-
Iy coOOl OKa3bIBAETCS Pa3peUIEHHBIM MO WX 3JEKTPOHHOMY XapakTepy U MOXKET pe-

AJIM30BATHCA 110 CMHXPOHHOMY MCXAaHHU3MY aAJIMJIIBHOI'O HYKJIGO(bI/IHI)HOFO 3aMCIIC-
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HUSl TIPU COOTBETCTBYIONIEH (hepMeHT-KaTtanm3upytomeid noaaepxxke. Konnencanus
POTEKAaeT ¢ MOAKIIOYCHHEM KaTHoHoB Mg®" i Mn”" koTopsle, KOOPIHHHDYSCH
¢ nmupodochaTtHbIM (HparMeHTOM, CHOCOOCTBYIOT €ro OTIICIUICHHIO. Pe3yibTaTom
ATOM peakiuu ABIseTCs repaHuwi-nupodocdar, KOTOpbIA 3aMeuaTesieH TeM, YTO UMe-
€T OISITh )K€ AUTUIbHYI0 MHpodochaTHYIO TPYNIy, CIOCOOHYIO OMATH K€ HYKJIEO-
buIBpHO 3aMelaThesl NpH JeUCTBUU clienyromei Mosekyasl IPP. B takom pakypce

IIPOIIECC MOXKET UATH U Jajiee, 0 MYTU YUIMHCHHS TIOJUU30MPEHUIBHON IIETOYKH.
Cwm. puc. 6.9.

( A
OPP H;C OPP
\/ CH; CH;
CH,

PPO//\\V/JL\CH

3

i

OPP

Pucynox 6.9. Cxema xonoencayuu «axkmusHulx uzonperosy, |PP u DMAPP

Kpome mytu oOpa3zoBaHUsl NOJUU30NPEHOBBIX LEMOYEK, BEIYIIErO K aluKIu-
YECKUM M30IpEeHOoUaM (TeprneHouaaMm), OoJbllIoe pa3zHOOOpa3ve M30MPEHOMIHBIX
CTPYKTYp (hopmupyeTcs NMpu BbICBOOOKJIECHUH COOTBETCTBYIOLIUX AJUIMJI-KaTHOHOB
npu oTiIerieHnyn nupodocharHoro gpparMenrta. AJUI-KaTUOHBI MOTYT IMpeTepre-
BaTh CJEAYIOLIME MPEBpallleHUs: a) HEWTpaln3alus €ro IOJOKUTENBHOIO 3apsjaa
OTIIETVICHUEM MPOTOHA — MOJYyYArOTCSI COOTBETCTBYIONIHE 0yie(HHBI, 0) HEUTpanu3a-
1S [TOJIOKUTEIBHOTO 3apsiia MPUCOEINHEHNEM aHWOHA, KaK IPAaBUJIO THIPOKCHIIA —
MOJYYaIOTCsl CIIUPTHI, B) BHYTPUMOJICKYISIPHOE MPUCOSINHEHUE KaTHOHA TI0 OJTHOMY
13 0yIe(UHOBBIX (PPAarMEHTOB MOJIEKYJbl — IMOJYYaIOTCA LUKINYECKUE CTPYKTYpHI,
I') XapaKTepHBIMU PEAKIHUAMH [TUKINYECKUX HHTEPMEINATOB KaTHOHHOTO TUIIA B Psi-
Iy TEpIIEHOUJIOB SIBJISIFOTCS MPOLIECCHI CBSI3aHHBIE C TUAPUIHBIMU CIBUTaMH, 1) TaK-
K€ XapaKTePHBI CKEJIETHBIC MEPETPYNIUPOBKU O00sS3aHHBIE B3aUMOACHCTBUIO KapOo-
KaTHOHHOT'O LIEHTpa ¢ OAMHAPHBIMHM U JBONHBIMU YIJIEPOJ-YTJIEPOIHBIMHU CBS3SIMH.
Bce atu mpeBpatienusi, peannsyeMble B pa3iHuHbIX COUYETAHUSAX C PA3IMYHBIMH IO
COJIEP’KaHUIO MU30NPEHOBBIX 3BEHbEB TEPIICHONIAMHU, KOTOPHIE MOKHO HA3BaTh apXu-
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TEKTYPHBIMH PEaKIUsIMHU, B UTOT€ U MPUBOAIT K CAMOMY MHOTOUHCICHHOMY KJIACCy
OPUPOAHBIX COETMHEHUN — uzonpenoudam. Cum. puc. 6.10.

(c) -HT
@ - (d)
-H'
®

Pucynox 6.10. Kacxao apxumexmypHulx peakyutl cepanui-nupogocgama: a) muHanooi,
b) eepanuon, ¢) mupyen, d) rumonen, €) a-nunen, g) f-nunen, h) kamgpopa, 1) 6opreon, ) kamgpen

HTukumammnutit nyme Ouocunmesa. Bce rpynibl BEIIECTB, COCTABISAIOLINAEC
KJIacC MPUPOAHBIX (DEHOJBHBIX COCIUHEHUH, colepxaT (Kak oOs3aTenbHbIN) OCH-
30JIbHBIN ()PArMEHT ¢ KUCIOPOJHBIMUA (PYHKITUSIMU — (DEHOTHHBIMH, KapOOKCHIIbHBI-
MU, KapOOHWUIBHBIMH U T. 1. Y HUBEPCATHHBIM MCTOYHUKOM (KITFOUEBBIM COCTHMHCHHU-
€M) OMOCHHTE3a BCEX ITUX BEIIECTB CIYKHUT IIMKAMOBAs KHCIIOTa, 00pa3oBaHUE KO-

TOpPOM HAYMHAETCS C albA0JIBHON KoHAeHcanuu 4-hochar-3putpossl ¢ GochaTom
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eHosmupyBaTa. OOpa3oBaBIIascs Ha ITOM 3Tale rernro3a Jajee MNepexoquT B JIeru-
POXMHHYKO KHCJIOTY IIYTEM YK€ BHYTPHUMOJIEKYJSIPHOW ajbI0JIbHOW KOHJICHCALIVH.
[Tocnenyromue peakuuu AETUAPATANUA W TUIPUPOBAHUS KapOOHUIBLHON (QYHKIIMH

Y TIPUBOJIAT K IIMKUMOBOM kuciore. Cum. puc. 6.11.

H._O OH
H,C
H——OH + >‘0P03H2 —— Hooc OPO;H,
H——OH HOOC I
CH,0PO;H,
COOH COOH HO, ,COOH
= O,
NADH
HO™ > “oH ~~ oH { TOH
OH 5 OH

Pucynox 6.11. Cxema peaxyuii 00pazo8anusi WiUKUMOBOU KUCIOMbL

[IInkrMOBast KUCIOTA YK€ TOCTATOYHO NPOCTHIMU PEAKIUAMH — AETUAPATALINI
U JICTUJIPUPOBAHUS — MOXKET MEPEXOAUTh B MPOCThIE (PEHOJIOKHUCIOTHI, TaKHUE Kak
rajuioBas kuciaotra (IPOAYKT YyAaJeHUS YETHIPEX aTOMOB BOJOpOJa), Iapa-
TUAPOKCUOEH30MHasT KUCIOTa (MPOAYKT yAQJICHHUS JIBYX MOJIEKYJ BOJbBI), MPOTOKA-
TE€XOBas KUCJOTa (MPOAYKT yAAJICHUS JABYX aTOMOB BOAOpPOJA U OJHOW MOJIEKYJIbI
BOJIBI). Y JaJieHHE aTOMOB BOJIOPOJa OT MIMKUMOBOM KHCIOTBI OCYIIECTBISETCS dep-
MEHTaMH JeTHAporeHazaMu (okcupaasamu), Takumu kak: HAJ[', HAJI®', DA],
OMH, knacca K®.1...Peakuu aeruaparanuu KaTaaiu3upyroTcs hepMeHTaMu Kiiacca

a3 kareropun Kd.4.2. Cwm. puc. 6.12.
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Pucynok 6.12: a) eannosasn kucioma, b) napa-euopokcubensoiinas kucioma,
C) npomokamexosas Kucioma

Crnenyrouiuii, MOKHO CKa3aThb, KIIOUYEBOM 3Tal HIMKUMATHOTO MyTH OMOCHHTE-
3a — 3T0 peakuus ¢ocdara MUKUMOBOU KUCTIOTHI ¢ pochaToM eHOIbHON (POpMBI MH-
POBHHOTPAIHON KUCIIOTHI, BEAYIas K 00pa30BaHUIO XOPU3MOBOM KHCIIOTHI C MOCIIe-

TyIoIen meperpynmnupoBKoi e€ B npedeHoByr0 KUCI0Ty. O0e 3TH KUCIOTHI B J1allb-
HEWIIIEM pa3BUBAIOT CAMOCTOSITENbHBIE MYTH OHOCHHTETUYECKHX IPEBPAIICHUI.

Cwm. puc. 6.13.

COOH CH, COOH

o co,
PO;H,

H,0,PO0% OH o

H

Olllm
I
Olllm

(a) (b) (c)

Pucynox 6.13: a) ¢pocgham wuxumosou kuciomsi, b) (—)-xopusmosasn kucioma,
C) npegherosas xucioma

Xopu3MoBasi KAUCJIOTA MOCTAIUIHO — OTIICIUIEHUEM THIPOKCHUIIA, IPUCOEINHE-
HUEM aMHUHOTPYIIIBI K aJUTHJIBHOMY KaTHOHY, JIMMUHUPOBAHHWEM (parMeHTa MUpO-
BUHOTPAAHON KHUCJIOTHI — 00pa3yeT, B 3aBUCUMOCTH OT CTPYKTYpbl pepMeHTa, JTU00
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napa-aMMHOOEH30MHYI0  KUCIIOTY,

ambo  aHTpaHWwIOByr0  kuciory. Ilapa-

aMUHOOEH30IHasl KUCI0Ta HIMPOKO UCIOJIb3YETCS] MUKPOOPraHu3MaMu Kak (axtop
pocTa U MOCIEAYIOMUX OMOXUMUYECKUX IpEeBpaIleHUd. AHTpaHUIIOBask KUCJIOTA SIB-
JSI€TCS. UCTOYHUKOM TpUNTO(aHa U IPYTrUX MHAOJIBHBIX HNPUPOAHBIX OMOJIOIMYECKU

BOKHBIX MPUPOJIHBIX COCTUHEHUM, TAaKUX Kak ankaiouasl. CM. puc. 6.14,

COOH COOH

(o] COOH

Oln
I
(2]
o
o
I
Z
=
u/
(@)
o
(@]
I

NH
\\\\ 2CH2 jﬁ
O)J\COOH : (o) COOH
COOH / NH,
l - CH;COCOOH
COOH
NH,

(b)

NH,

Pucynox 6.14: a) anmpanunosas kucioma, b) napa-amunobenzoiinas kucroma

AHTpaHWIOBasE KUCIOTa U mpedeHoBass KUCIOTa SIBISIOTCS MPEIIIECTBEHHHU-

KaMH apOMaTHYECKUX MPOTEHHOTCHHBIX aMHHOKHUCIIOT — Tpunitodana, (heHuIaIaHu-

Ha U Tupo3uHa. Cm. puc. 6.15.
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Pucynok 6.15: @) aumpanunosas kucroma, b) mpunmogpan,

C) npepenosas kucnoma, d) muposumn,e) penunraranun

[IpedenoBas kucnoTa MHTEpecHa emi€ TeM, YTO Ha MyTH K YKa3aHHBIM BHIIIIE
apoMaTHYECKUM aMHUHOKHUCIOTaM MPOMEXYTOUYHO OOpa3ylTCs COOTBETCTBYIOIINE
0.-KETOKHUCJIOTBI, KOTOPBIE MOCIEAOBATEIbHBIMUA PEAKIIUSIMU BOCCTAHOBJICHHUS U JiE-
rupaTainuu 00pa3yroT KOPUYHBIE KUCIOThI. DTH K€ KOPUYHBIE KUCIOThI 00pa3yoTcs
U U3 COOTBETCTBYIOIIMX aMUHOKHCIOT 3TOr0 OMOCHHTETUYECKOIO MYTH PEAKLUUSMHU
nezamuHupoBanusa. Cum. puc. 6.16.
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Pucynox 6.16. Ilymu obpazosanusi KOpU4HbIX KUCIOM
Ha npumepe OUOCUHmME3A NAPA-KyMaposoll KUCIOMbl

DeHOI0-KOPUYHBIE KUCIIOTHI, KaK MPAaBUIIO, HE HAKAIUIMBAIOTCS B TMPUPOIHBIX
UCTOYHMKAX, B PACTEHUSIX TJAaBHBIM 00pa30M, HO B 3HAUYUTEIBHOIN CTENEHU CIyKaT
NpEeIIIeCTBEHHUKAMH OMOCHHTE3a OOJIBIIOro KJlacca MPUPOJHBIX COECTUHEHHM —
apOMAaTUYECKUX TeTEPOLUKINYECKHX COEJUHEHUN C aTOMOM KHCIIOpOJa B IeTepo-
1uKie. TakoBBIMU SBJISIOTCS KyMapHHbI, (JIaBOHOM/IbI, aHTOLIMAHBI U IpYTHe, CTPYK-
TYpHO OJNHM3KHE K HUM, COEMHEHUS U3 PA3IMYHBIX IPUPOAHBIX UCTOUYHUKOB. Kitoue-
BBIM TE€TEPOLMKIOM 3THUX COCIMHEHUN SIBJIAECTCS IIECTUWICHHBIH LUKI C aTOMOM
KHUCIIOpOa, MHUPAHOBBIM IMKJI, apOMATHYECKUU XapakTep KOTOPOro JIOCTHUTAETCS
MOIKJTFOYCHUEM KapOOHWIBHOW (QYHKIIMHU, TUOO TpeoOdpa3zoBaHUE aToMa KUCIOPOa
B OHMEBOE BaJIeHTHOE cocTosiHue. CM. puc. 6.17.

o ©o
AN X N | o
‘ ‘ H‘ % ‘ H‘ = o/
0 g o~ o o~ o ® [x0]

S
(a) (b) (©)

Pucynox 6.17: @) anekmponnoe cocmosinue y-nupona, b) anekmponnoe cocmosinue a-nupona,
C) apomamuueckuti Xapakmep colu NUPUiLUs

Tak kak ¢opMHpOBaHME MHUPAHOBOTO TETEPOLMKIA CTAPTYyeT OT (EeHOJIo-

KOPUYHBIX KHCJIOT, TO IIOJYYCHHBIC KOHCYHBIC IIPOJYKThI 6y,Z[YT HMETh OEH30-
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KOHJICHCUPOBAHHYIO CTPYKTYPY C (peHOmbHBIMH (yHKIMSMU B OEH301bHOM (hpar-
meHTe. Cxema 00pa3oBaHusl KyMapruHOB, HanOoJee MPocTas B 3TOM Py OMOCUHTE-
TUYECKUX TPEBPAIICHUN, HAYMHACTCS THIPOKCUIMPOBAHUEM IMapa-KyMapoOBOUW KHC-
JIOTHI B OPTO-TIOJIOKCHHUE TIO OTHONICHHUIO K KapOOKCHIbHON (DYHKIIMH C TIOCIIETYFO-
e BHYTPUMOJICKYJIIPHOU 3Tepudukarmeii — paktuyeckn oOpa3oBaHHE apoMaTH-
YECKOTO JIAKTOHA, KOTOPBIM IMOCNE ACTUIPUPOBAHMS U 00pa3yeT KyMapHHOBYIO CH-
ctemy. Cm. puc. 6.18.

HO HO OH HO (o) (0]
G P =

Pucynok 6.18. Cxema obpazosarus Kymapuros

Bropoii myTh 6MOXMMHUYECKOTO CHHTE3a Ha OCHOBE (PEHOIO-KOPUYHBIX KHCIIOT
OCHOBAH Ha B3aUMOJIEUCTBUM UX C TATUYHBIM UHTEPMEIUATOM MOJUKETHUAHOTO MyTH
o6unocunTe3a, ManoHWI-S-CoA. JIBe MOJIEKYJIbl MOCIEIHEr0 KOHJAECHCUPYSCh C aKTH-
BUPOBAaHHOUW (DEHONO-KOPUUHOU KUCIOTOM 00pa3yroT MONUKETUA-(PEHOJBbHBIN IMpo-
IOYKT, KOTOPBIH MMOCJE OTUIEIUIEHHUS] MOJIEKYJIbI BOJbI 00pa3yeT ruApOKCHINPOBAHHBIN
XaJIKOH, CTIOCOOHBIA K (hOPMHPOBAHUIO Y-TTUPOHOBOTO 1IMKJIa BHYTPUMOJIEKYJISIPHOI
peaknueit mpucoeanHeHUs GeHonbHOU (QyHKIMU 10 3nekTpoduinbHoii C=C CBs3MH.
Cwm. puc. 6.19.

CoA~

HO

Pucynox 6.19. Cxema buocunmesa ¢pnagorHouoos
(6 Oannom cyyae, npocmetiuie2o U3 HUX, HAQPUHSeHUHA)
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I'nasa 7. YriieBoaubIlii 00MeH

VYTreBopl y4acTBYIOT BO MHOTHX METa0OIMYECKUX IMPOIleccax, HO MPEXKIe
BCETO OHU SIBJISIIOTCS. OCHOBHBIMHU MOCTaBIIMKaMU dHEpruu. [aBHbBIMU MOTpeOuTe-
JISIMU YTJIEBOJIOB MPH 3TOM SBJISIIOTCS KJIIETKU MO3ra U SPUTPOLIUTOB.

llepesapusanue u écacviganue yene6o0008. YTieBoibl NOCTYIAIO C MUILEH B Op-
raHW3M YeJIOBEKa B BHJIE MOHOCaXapHuI0B (TII0K03a U (PpyKTO3a), MucaxapuioB (ca-
Xapo3a, JJaKTo3a U MaJIbTO3a) U TMoyircaxapuioB (kpaxman). Bce oHu Ha pa3HbIX 3Ta-
nax BCACBHIBAHMSI JTOBOJSTCS IO MOHOCAXapUIHOTO COCTOSIHUS, TIIaBHBIM 00pa3oM 10
[JIFOKO3bI, T. €. OHM MPUBOJATCA, KaK Obl, K «0OLIEMy 3HAMEHATEN0o». JTa cepus
OMOXUMHUYECKUX PEAKIIMA KOHTPOIUPYETCS TPYIIoi (pepMEeHTOB — aMmiIazaMu. JTar
TpPaHCIIOPTa TJIFOKO3bI U3 KPOBHU B KJIETKH OCYIIECTBIISIETCS IBYMsI OCHOBHBIMU CITO-
cobamu: yTéM o6sierdy€HHoi auddy3un, Korna CKOpocTh TpaHCMEMOPaHHOTO MOTO-
Ka 3aBUCHUT TOJBKO OT TpajMeHTa €€ KOHIICHTpaIuu (MMacCUBHBINA TPAHCIOPT); JUOO
C y4acTHEM TJIIOKO3HBIX TPaHCHIOPTEPOB (aKTUBHBIA TpaHcropT). Ilocnennue npen-
CTaBJICHBI TPYNION TpaHC-MEMOpPaHHBIX OEJIKOB, K KOTOPHIM U OTHOCUTCSI MHCYJIHH.
OcCHOBHBIE TTATOJIOTHH MPOIIECCOB MEPEBAPUBAHUS U BCACBIBAaHUS 00YCIIOBJICHBI JBY-
Msl IpUYUHAMU: MO0 AepexkTaMu (GepMEHTOB, YYACTBYIOIIUX B TUIPOJU3E YIJIEBO-
JIOB; TMOO HAPYIICHUEM BCAChIBAaHUS MPOAYKTOB NIEPEBAPUBAHUS — B O0OMX CITydasx
BO3HHUKAET OCMOTUYECKas Truapesl.

[Tocne BcachiBaHUSI TIIIOKO3a YTHJIM3UPYETCS TO JIBYM HalpaBICHUSM —
B IIEPBYIO0 OuY€pedb, OHA HANpaBJsIETCs Ha «padoTy», KOTOpas 3akioyaercs B €€
«cropanun» B 1ukie Kpebca ¢ 1enpio mojiy4eHus: YJHEPTUM U UHTEPMEINaToB Ono-
XUMUYECKUX TporieccoB. M30bITOUHAS K€ €€ YacTh aKKyMYJIUPYETCS B BUJE MTOJTUME-
pa, rmukoreHa. [locnenuuii npeacTaBisieT coO00 pa3BETBIEHHBIN MOJMMED CO CTPYK-
TYypOH aHAJIOTMYHON CTPOEHHUIO Kpaxmana (cm. puc. 2.11)

Memabonusm enuxocena (2nuxocenes — buocunmes 2nuko2ena). I TUKOTeH —
OJIHA U3 CaMbIX TJaBHBIX ()OPM 3amacaHusi yIieBOJIOB Y TPUOOB, KUBOTHBIX U YEJIO-
Beka. OOpa3yeTcsi OH TMOJIMKOHJICHCAIUEH TIJIFOKO3bl Yepe3 CTaJANI0 aKTHUBAIMH €€
cHavana aeiicteuem ATP (agenoszuntpudocdara), a norom — UTP (ypuaunTtpudoc-
data). [lonyueHHas takuMmM TyTéM ypuauHAMGOCHATIIIIOKO3a B3aUMOACHCTBYS CO
criupToBoit (ynKiueit ipu C* apyroii MOIEKyIBI TITFOKO3bI (CBOGOIHOM HITH B COCTA-
BE oJurocaxapujaa) obpaszyeT HOBYIO O-TJIMKO3UIHYIO CBSI3b 10 MEXaHU3MYy CHH-
XPOHHOTO HYKJIEO(PHUIBHOTO 3aMelleHusl. B sHEepreTnyeckoM acreKkTe TIIMKOreHes3 siB-
JII€TCS SHJIEProHnYeCcKUM mporeccom. Cum. puc. 7.1.
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H OH H OH H OH
ATP
H oo - H o H o
HO o HO HO
H H HO OPO;H, HO
H  “on H  “oH " Sonl "
H OH H H H OH
\U"l;P
o
H OH
1 OH NH
HO
H o HO o
HO H H
HO H OH —— i
H  “oH
H o] H o
HO H
H  “oH
H OH

Pucynox 7.1 Ilymv 0bpazosanus enukocena — 2iuK02eHe3

I'nuxoeenonus — mpolecc paclIeIUIeHUs] TIUKOTeHa M0 Mepe HEOOXOAMMOCTH
710 MOHOMEPHOM TIFOKO3bI OCYIIECTBIISCTCS peakiuen JenoIuMepHu3aliy, KaTalu3u-
pyemoii dhepmentom Qochopunazoit. DepmeHT cienuPpuIHO Kataauzupyet docdo-
POJIUTHUYECKOE PACILEIUIEHUE TTIMKO3UIHON CBS3U ct-o0-c* 0-KOH(UTYypauu KOH-
IIEBOr0 TJIIOKO3HOTO (pparmenta. lleneBbIM MPOMYKTOM 3TOrO Mpolecca SBISETCA
rI0K030-1-pocdat, KOTOpHI M HampaBisgeTCs Ha CIEAYIOIIMNA 3Tall YTJIEBOJHOTO
oOMeHa, Ha ero «cropanue» — raukonu3. CieIcTBUEeM TaKOro HAaIpaBIICHUS TJIMKOTe-
HOJM3a (OTIIEIUICHHE KOHIICBOW TIIFOKO3bI) SIBISICTCS MpsiMasi 3aBUCUMOCTh CKOPOCTH
BBICBOOOKICHHSI TJIFOKO3bI OT CTEMIEHU Pa3BETBICHUS HCXOTHOW MOJIEKYJIbI TJIMKOTe-
Ha. CM. puc. 7.2.

H OH

H o
H-’C6H1006I—H + [Pi] — H-’C6H1006I—H + W™
n n-1 OH H

Pucynox 7.2. Illpunyunuanvras cxema 2niuKo2eHoau3d

PerynupoBanue mporeccoB MeTaboan3Ma MIMKoreHa (TIMKOTeHe3a U TIIMKOTe-
HOJIM3a) OCYIIECTBIISETCS TOPMOHAMHU: AJPCHATMHOM, TJIFOKATOHOM M TOPMOHOM-
MEIMAaTOPOM,  LHKIMYCCKUM  ajgeHo3uHmoHodochatom  (HAMD, CcAMP).
Cwm. puc. 7.3.
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Pucynok 1.3 Cmpykmypa monexynvl yukio-adenosuimonogocghama

I 7ukonu3 — 3TO, MOKHO CKa3aTh, YK€ YUCTO XUMUYECKHI MPOIIECC, XOTS U Ka-
Tanu3upyemblii pepMeHTaMu, T. €. OMOXMMHUYECKMMHU Karanuszatopamu. U, camoe
BaYKHOE, YTO ATO (PAaKTUUYECKU MEPBBIN dTAll YCBOCHUS (CrOpaHusl) TIIFOKO3bI U JPYTHUX
MOHOcaxapua0B (PpyKTO3bl, MAHHO3bI U TaJaKTO3bl), KOTOPBIM MPUBOAUT K 00pa3o-
BaHUIO KOMIUIEKCAa META0OIUTOB (MMPOBUHOTPATHAS KUCIOTa + S€HOJIMUPYBAT + MO-
JIOYHAsl KUCIIOTA), COMPOBOXKIAIOIIMICS HEKOTOPHIM 3aracaHueM SHEPTrUUu B BUJE
ATP u NADH. B GnoMeIUIIMHCKOM acleKTe CISAYEeT OTMETUTD CIICIYIOIIHE MOMEH-
ThI: a) MPOIECC MOXKET MPOTEKaTh U B OTCYTCTBUU KUCIOPOJIA, YTO MO3BOJISIET TOJI-
JEPKUBAaTh PAa0OTYy CKEJIETHBIX MBI B YCIOBUSIX HEIOCTATOYHOCTH a3pOOHOr0
(KUCTTOPOJTHOTO) OKHCIICHHS; 0) B TOXKE BpeMsl, B CEPJACYHON MBIIIIIE, aJanTHPOBaH-
HOU K paboTe B adpOOHBIX YCIOBUSX, BOBMOXXHOCTH TJIMKOJIM3a CTAHOBSITCS OTPaHU-
YEHHBIMH, YTO U COMPOBOXKIAACTCS UIIIEMHUECH; B) B OBICTPO PACTYIIUX PAKOBBIX KJIET-
KaX TJIUMKOJU3 UAET CO CKOPOCTHIO 3HAUUTEIBHO MPEBBIIIAIONICH €€ MOTpedIeHue Mo-
CIEAYIOIIMMHU peakiusmMu 1ukia Kpedca, 4To MPUBOIUT K 3aKUCICHUIO OMYXOJEBBIX
TKaHeW — (aKTop, KOTOPBIA MOXKET OBITh MCIIOIB30BAaH B TEPATMH HEKOTOPHIX (HOPM
KaHIIepOTeHe3a.

Bcro nenouky peakuui TIIMKOJIM3a MOXKHO Pa3feiauTh HA TPU JdTala. MNEPBbIA
ATall MPEJCTABIICH PEaKIUsIMHU aKTUBAIIUHU MOJICKYJIbI TTFOKO3bI (MJIM JIPYTOr0 MOHO-
caxapuaa) depe3 dochar mpou3BOgHBIC; BTOPOU 3Tal (MOXHO CUHTATh €T0 KITFOUe-
BBIM) TIPEJICTABIICH peakiuel pa3pbiBa YIJIEBOJAHOTO IIMKJIA HAa JABE TPUO3HBIE MOJe-
KyJbl; U TPETUH ATAll XapaKTePU3YyeTCs KOMIUIEKCOM peakini (HyHKIIMOHATU3AINH
BEYIIUM K MUPOBUHOTPATHOMN KUCIOTE U €XKE C HEM.

1-w111 5man: rmoko3a dochopunupyercs nerictBuem ATP ¢ pepmenTom rimro-
KOKMHa30i 1 Mg®'B KadecTBe Ko-(haKTOpa MO LIECTOMY aTOMy yriepona (peaips
nokaszaTejbHa TeM, 4To oOpazoBaHue gocdara uaet no NEPBUYHON CIIUPTOBOU IPyII-
e COTJIACHO MOJIOKEHUSIM KJIACCMYECKOW OPraHMYeCKOW XMMHH, a YYaCTUE MarHus
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crocoOcTByeT aBmxkeHuto pocharupix m nupodocharupix GyHKIMNA B TaKUX Tpe-
Bpamienusx). Janee, o-D-rimroko3o-6-pocdar uzomepusyercs B a-D-dhpykro30-6-
docdar neiictBuem dochormokonzomepasnl. TpeTheit peakiueil 3Toro 3ramna sBis-
ercs atepudukanusa pocharom BTOpol MEPBUYHO-CIUPTOBON (PYHKIUHU (HPYKTO30-
docdara ¢ obpazoBanuem (ppykro3o-1,6-nudocdara (bepmerT GochodpyKTO30KH-
Haza). Cm. puc. 7.4.

CH,OH
H,0;POH,C o
—_— H
H OH
OH H
'd N\
H,N
2+ H,03POH,C o
H
. 4 )
o "0 0®
\’I( \’I( \’I( H OH
OH H
OH OH
. J

Pucynox 7.4. Cxema peaxkyuui nepgoco smana
(8vi0enena cmpykmypa ATP akmusupoeannozo kogepmenmom Mg

Bropoii aTan rimMkosn3a BKIOYAET B ¢€0s1 BCEro JIMIIb OJHY PEaKIHI0, HO pe-
aKIIMIO CYIIIECTBEHHYIO, MOXKHO CKa3aTh, KIIFOUEBYIO BCETO Mpoiiecca — GppyKTo30-1,6-
mudocdar paclerisieTcss Ha JIB€ TPUO3HBIX MOJIEKYJIbl, AUOKCHALETOH-(pochaT
u D-rimunepansaernn-3-gocdar. Peakius katanusupyercs GepMEHTOM alib0J1a30i
(mmpp EC 4.1.2.13), akTUBHOCTh KOTOPOT'O CYIIECTBEHHO BBIIIE B TKaHSIX 3J10Kaye-
CTBEHHBIX OMYXOJICH; B SPUTPOIUTAX aKTUBHOCTH 3TOro (hepmente B 100 pa3 Beiie,
YeM B CBIBOPOTKE KpOBH. ['eHeTHyecku OO0YyCIOBIEHHAs HEMOJHOLEHHOCTh 3TOrO
dbepMmeHTa SBISETCS NPUUYMHON HACIEICTBEHHONW HEMEPEHOCUMOCTH (PYKTO3BI.
Cwm. puc. 7.5.
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H,0,POH,C

CH,OPO;H,

H (o]
\c/
H——C——OH +
CH,OPO;H,
(2)

HOH,C

cC—oO

H,0;POH,C

(b)

Pucynox 7.5. Peaxyus pacwennenus ¢ppykmoso-1,6-ougpocghama
00 D-enuyepanvoecuo-3-gpocgpama (a) u oueuopokcuayemon-pocpama (b)

Tpertuit sTan TAUKONM3a COCTOMT M3 HECKOJBKUX pPEaKIHid MpeoOpazoBaHUs
BBIIIE OIMKCAHHBIX TPHU030-(hocdhaToB (puc. 7.5) B KOHEUHBIA MPOAYKT, MUPOBUHO-
rpajHyI0 KUCIOTY. B mepByro ouepens, hocdaT AUTHAPOKCHAIIETOHA H30MEPHU3YETCsI
(dbepment Tpuo3odocharuzomepaza) B docdar TIUIEPUHOBOTO ajbJeruja, aeias
TakuM O0Opa3oM TMOCIETHUN EIUHOIUYHBIM TMPOAYKTOM pacmnaaa ¢pykroso-1,6-
mudocdara. Ha cinenyromeit cranuu ¢hocdart rauiuepruHOBOro albAeTuIa OKUCIIETCS
710 COOTBETCTBYIOIIETO (hochaTa IIIMIEPHHOBON KUCIOTHI — OKUCICHNUE OCYIIECTBIIS-
ercs kodepmenTHoii redox cucremoit NAD™ - NADH. Jlanee cieyroT IpoIeccsl Ie-
peHoca (ocdartHoi Tpynmbl U3 nojoxeHus 3-gocdar B momoxkenue 2-pocdar, me-
rujapataius 2-hochar-TIMIepuHoBOM KUCIOTH 10 (ocdoenonnupysara (pocdar
€HOJBHON (HOPMBI MUPOBUHOTPATHON KUCIOTHI), TUAPOINA3 KOTOPOTO BHICBOOOXKIAET
€HOJIbHYI0 (hOpMY TMTHUPOBUHOTPAJTHON KUCIIOTHI, TYT K€ CaMOTPOU3BOJILHO H30MEPH-
3YIOLIEWCS B MUPOBUHOTPAJIHYIO KUCIOTY. CM. puc. 7.6.

-
H (o] HO (o] HO (0]
= = HO o
\C/ N NoF NP
H—C——OH H—C——OH H——C——OPO;H, /c OPOH,
CH20P03H2 CH20P03H2 CHon 2c
HO o
H,05POH,C N
c—o |
/C\

Pucynox 7.6. Cxema obpazosarus nuposuHocpaoHoil KUCIOMbl 8 NPOYecce eauUKoIU3A
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JlanpHelmas cyap0a MUPOBUHOTPATHON KUCIOTHI U €€ TPOU3BOIHBIX CKIIa/IbI-
BaETCs CJICYIOMMM O0pa3oM: BO-TIEPBBIX, €€ MPEAIIeCTBEHHUK, (docdar eHONNu-
pyBart, B psje CAydaeB BBICTYIIAET KaK CaMOCTOSATENIbHAs CYOCTaHIMS B HEKOTOPBIX
OMOXMMHUYECKUX CHUHTE3aX; BO-BTOPHIX, B aHA3POOHBIX YCJIOBUSAX (HEIOCTATOK KHC-
JOpoJia KaK OKHCIMTENS) MUPOBUHOTPAHAS KHCJIOTa BBICTYIMAET KaK OKHCIUTEIb
B peakuuu ¢ NADH, o6pa3ys L-MonouHyt0 KHCIIOTY; a caMoe TJlaBHOE Hampasiie-
HUE — €€ OKHCIUTEIbHOE JeKapOoKcuiIupoBanue ¢ obpasoBanueM anetmi-CoA, Ko-
TOPBIA M HAIpPaBIACTCS B OKOHYATEIBHYIO CTAJMIO0 «CTOPAHUS» TIIFOKO3bI, B UK
Kpe6ca. Cm. puc. 7.7.

s N
COOH COOH o
L NADH | NAD* //
B C —— > H;C——C
S——CoA
. J

Pucynox 7.7. [lpespawjenus nupouHocpaonoti KUCI0mbl 8 MOJLOUHYIO KUCIOMY

u 6 ayemun-kogpepmenm A (Ac-S-CoA, axmusnwiil ayemun)

Hukn Kpe6ca 4acTo Ha3bIBAIOT «IIUKJIOM TPUKAPOOHOBBIX KUCIOT» WIIH «IUK-
JIOM TUMOHHOM KUCIOTh». HO Kak MBI yBUAMM /1ajiee, BO3MOKHO U Ha3BaHUE «ITHKI
KETO-SIHTapHOU KUCIIOTHI» U, TIOTHYECKH, TAKOE XUMUYECKOE OMPEIeICHNE Tpolecca
CKUTaHUS AllETUIILHOM TPYTIIBI ABIISETCS 00Jiee MOCIeI0BaTENbHbBIM, ITOCKOIBKY
UMEHHO 3TO COeIMHEHNE HAYMHAET MPOLIECC, M OHO e 00pa3yeTcs Ha 3aBEpIIAIOICH
ero craauu. Mrak, mocnegoBarelbHble peakiuu 1ukia Kpedca mo nopsaky.

Cranus 1 — oOpa3oBaHue JIUMOHHOM KHUCIIOTHI (WM €€ aHMOHA) MPHUCOEIUHE-
HUEM aneTuwibHOTO (Pparmenta oT AC-S-COA K MolleKyJie KETO-SIHTapHON KHCIIOTHI
(okcanoareTary). 9T0 TUIIMYHOE HYKJICO(DUIbHOE MPUCOCTUHEHUE 110 KAPOOHMIIBHOM
rpyIIe, KEeTOHHON B JIAHHOM cllydae, KaTanuupyemoe ocHoBaHueM. OCHOBHOMW Ka-
TaIN3 MOXXET OCYIIECTBIATHCS a30THCTBIMH TETEPOIUKIMUSCKUMHU (parMeHTaMH
dbepMeHTa IUTPATCUHTE3bl, MMHAA30JI0M, WU BHYTPUMOJEKYJSIPHO aJ€HHMHOBBIM
(dparmenToM KOepMeHTa-A, B IIOOOM BapuaHTe reHepupyercs in Situ kapOoaHUOH-
HBIM 1IEHTp (OYeHb aKTUBHBIN HYKJI€O(hUI) Ha alleTHIILHOM (parmMente. B cBoro oue-
penb, KeToHHas (QYHKIUS OKcajoalleTaTa aKTHMBHPOBAHA AJIEKTPOHO-aKIIETITOPHBIM
s dexTom AByX KapOOKCHIbHBIX GyHKIUNA. T. €. Ha TuIo Bce ycinoBus 3G (HEKTUBHO-
ro HyKJICO(PUIBLHOTO MPUCOETUHEHUS TI0 KapOOoHMmIbHOU QyHKIMU. CM. puc. 7.8.
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Pucynok 7.8. Cxema obpazoeanus iumonnou kuciomsl 6 yuxie Kpebca

Cragusa 2 — uszoMmepusanus JUMOHHOM KHCJIOTHI B M30-IMMOHHYIO KHCIIOTY
MIPOMCXOJUT TIPU KaTajiu3e aKOHHWTa30H, (DepMEHT Ha3BaH MO HA3BAHUIO MPOMEKY-
TOYHO 00pa3ylolleicsl aKOHUTOBOM KHCIIOTe. B mpuHuune, npouecc AeruapaTraiun
Y TUJIpATAllMU HA 3TOM CTaJUM ABJIACTCS PABHOBECHBIM, HO OH CIABHUTA€TCS B CTOPOHY
00pa3oBaHUsI U30JMMOHHON KHUCJIOTHI MOCKOJIbKY TMOCJIEIHSISI TTOCTOSTHHO BBIBOJIUTCS

Ha cienytonui atan nukia Kpedea. Cwm. puc. 7.9.

s )
(|:00H
H,C——COOH H,C COOH H,C——COOH
H,0 H,0
HO——C——COOH H——C——COOH
H,C——COOH H COOH HO——C——COOH
H
(@) (b) (©)

\§ J

Pucynox 71.9: a) iumonnas xucroma, b) akonumosas kucroma, C) u301UMOHHASL KUCIOMA

Cranust 3 — OKUCIIEHUE M30JUMOHHON KHUCJIOTHI 10 KETOTJIYyTapOBOM KUCIOTHI
TpoTeKaeT npu jeictBun KopepmenTHoit cuctemsl NAD(P)' u conpososxnaercs fe-
kapOokcuinpoBanueM ¢ BoiaenaeHueMm CO,. Cwm. puc. 7.10.
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H,C——COOH NAD* NADH H,C——COOH H,C——COOH
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Pucynok 7.10. Cxema okucnenus u301uMOHHOU KUCTIOMbL 00 0-KEMO2AYMAaposol KUCI0Mbl

Cramus 4 — okuCIEeHHE KETOTIIyTapOBOM KHUCIOTHI 10 STHTAPHOW KHCIIOTBHI pe-
aKIyeil OKUCIUTENBHOTO Aekapbokcunuposanus ocymectsisiemas NAD' ¢ yuactuem
koepmenTa-A. Cwm. puc. 7.11.

Ve N\
H,C——COOH
| NAD* CoA-SH ADP  H,C——COOH
CH, . + ATP + CO,
H,C——COOH
C——COOH
=
o)
\_ J

Pucynox 7.11. Cymmapnas cxema npespaujenus Kemoenymapogou KUCI0mul 8 AHMAPHYIO

Craguu 5—7 MOXXHO OOBEAUMHUTH B OJIHY cxeMy. OKUCIICHUE SHTAPHON KHUCIIO-
THI 10 (yMapoOBOH OCYIIECTBISETCS ACHCTBHEM (DepMEHTa CyKIIMHATICTHAPOTCHA3BI
C €ro akTHBHOH YacThio (hmaBUHOBBIM Kodepmentom FAD; nanee, pymapoBas kuc-
J0Ta TPUCOETUHSET MOJEKYTy BOABI MpH KaTajau3e (pymapaTruaparazoi oOpasys
L-MOJIOYHYIO KHCIIOTY; OKHCIEHHE KOTOPOH 10 KETOSHTAPHON KHUCIOTHI OCYIIECTB-
JseT ManaTaeruaporeHaza. M takum oOpa3oM, ITUKIT 3aMBIKAETCS Ha KETOSHTAPHOU
KHCJIOTE, KOTOpas CHOBa TOTOBA MPHUHITH Ha ceOst akTuBHBIN anetua (AcC-S-CoA).
Cwm. puc. 7.12.

( A
H COOH
H,C——COOH a) ¢ b) COOH o) H,C——COOH
2 ), /K o .
H,C——COOH c NI C——COOH
Hooc”  H H3C OH o/
& J

Pucynox 7.12: a) cykyunamoeeuopoeenasa (FAD),
b) dgymapaza oericmeyem cmepeocneyuguuno, 63aumodeiicmeyem moibKko ¢ mpaHc-u30MepHouU
Kucnomoii u o6pazyem monvko L-vonounyio kucnomy, ¢)maramoezuopozenaza (NAD™)
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Obwue 3ameuanus no peakuusim 1ukia Kpebca: 1) Bce peakiuy 1ukiia npore-
KaloT BHYTPU MHUTOXOHJIpPHUH, 2) Bce (hepMEHTHI MpoIiecca 3aBsi3aHbl B OJJUH MYJIbTH-
dbepMEeHTHBIN KOMIUIEKC, 4To obecreunBaeT d(PPeKTUBHBIN Mepexo1 MPOAYKTOB pe-
aKIMu OJIHOM CcTaauu K chenytouiei, 3) paborta Bced rpyrmibl GEPMEHTOB IHMKJIA
oOecrieunBaeTcs CIENUPUICCKUM JEHCTBUEM YETHIPEX BUTAMUHOB Tpynmsl B (pu-
0o¢aBrHa, HUAlIMHA, THAMHHA ¥ TAHTOTEHOBOM KUCIOTHI), 4) peakuuu nukia Kpeo-
ca SIBJISIOTCS OCHOBHBIM SHEPTETHUYECKHM MCTOYHUKOM BCErOo OpraHu3Ma — MpH Cro-
paHUM OJTHOM MOJIEKYJIBI TF0K03bl 00pasyercsa 30—32 monekynsl ATP, 5) pons peak-
uit nukia Kpebca He orpaHMYrBaeTCsl OKUCICHUEM YTIJIEBOJIOB — 3TOT MYTh SIBIISIET-
Csl KJIIOYEBBIM B META0OJIU3ME XKUPOB U OENIKOB (KaTaboIMYecKue peakiiuu), mpoMe-
KYTOYHBIC TIPOYKTHI ITUKJIA 3aJ€HCTBOBAHBI BO MHOTHUX aHA0OIWYECKUX MPOIIECcCax;
TakuM 00pa3oM, Uk Kpebca sBnsgercs am@uoonruyeckum MyTéM, OH CBSI3bIBAET Ka-
Ta0OJIMYECKHE U aHAOOINICCKHE MPOIIECCCHI.

Ilenmo3soghochamnuiit nyme. IlenrozodochaTHbiil MyTh SBJISICTCS aJIbTEpHA-
TUBHBIM ITyTEM OKHCIICHUS TIIOK03bl. DepMEHTHI MeHT030()0C(hHATHOTO My TH JIOKAJIH-
30BaHbl BO BHEMUTOXOHIPHUAILHOM MPOCTPAHCTBE KJIETKU — B IUTO30Je. Kak
U B IpoIlecce TIIMKOJU3a, OKUCIICHHUE OCYIIECTBIAECTCS peakuued AeTuIpUpOBaHMUS,
OJIHAKO aKLIENTOPOM BOAOPOAa B 3ToM ciydae ciyxut He NAD', a NADP”, uto oue-
BUJTHO CBS3aHO C OoJbIIeil THAPOGUIBLHOCTRIO TocienHero. IlenTo3odochdaTHbit
yTh HE MPUBOIUT K 00pa3oBanuto ATP, oH BBITIONHSET /IBE T1aBHBIC QYHKIIUW: CHH-
te3 NADPH ny1s1 BoccTaHOBUTENBHBIX peakiuii u obecrieueHne pub030il CHHTE3a
HYKJIEOTHUIOB U HYKJIEMHOBBIX KHUca0T. Hanbosnee akTUBHO EHTO30(poCpaTHBIN MyTh
POTEKAeT B )KHUPOBOM TKaHU, MEYCHHU, KOPE HANMOYCUHUKOB, SPUTPOIIUTAX, MOJIOY-
HOM KeJie3e B MepUo]] JaKTalluu, CEMEHHUKaxX. Bce peakuuu myTu MOXKHO pa3AesiuTh
Ha JiBe (ha3bl: OKUCIUTEIbHYIO U HEOKUCIUTEIBHYIO.

Oxucnumenvuas ¢aza neHTo30PocHaTHOTO MyTH CTAPTYET OT TITFOKO030-6-
docdata, Kak ¥ TTIABHBIN MyTh CBA3aHHBIN C TIIMKOJIM30M, HO cpefa u apyrue ¢ep-
MEHTBl YBOJAT €€ B APYroe pycio. JTOT dTam TPEX-CTYyMEHYaThId — TIIFOK030-6-
docdar neiicteem NADP™ okucisercs 10 COOTBETCTBYIONIETO JIAKTOHA (OKUCIIEHHE
CIHPTOBOTO THApOKcHia mpu C); mamee, NAKTOH THAponH3yercs 10 6-docdart-
TJIFOKOHOBOM KHMCIIOTBI, KOTOpasi MOJBEPraeTcs AeKapOOKCHIMPOBAHUIO ¢ 00pa3oBa-
HUeM pubyno30-5-pocdara. [locnenuuii nzoMepusyercs B pudb0o30-5-pocdar, KoTo-
PBI MOKHO CYHMTATh TJIABHBIM UTOTOM MEHT030(0C(haTHOTO MyTH yTIEBOAHOTO 00-
MEHa, MOCKOJbKY pubo3a HeoOxoaumblii komnoHeHT B Ouocuntreze PHK u JIHK.
Cwm. puc. 7.13.
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Pucynox 7.13. Cxema obpazosarnus pubo3zvl nenmo3oghocghammuvim
nymém npeoopazosanus 210Ko3bl 8 Xo0e y21e600H020 00MeHA

Memabonusm ¢ppyxkmoswl. B npuniume, Gppykro3a MoxeT GochopruianpoBaTbCs
10 JIByM NIEPBUYHBIM CIIUPTOBBIM TpymmaM — mpu C; u ipu Cg . DepMeHT PpyKTOKH-
Ha3za KaTaim3upyeT peaknuio B monoxkeHnune C; ¢ oOpazoBanmeMm (PpykTo30-1-
docdata, KOTOPHINA Aanee pacluervisiercs aiabaoiazon Ha D-rounepanbaerua v au-
TUAPOKCUALIETOH C MOCJEAYIOMUM METab0IM3MOM HX IO TJIMKOJIUTUYECKOMY TYTH.
XapakTepHO TO, YTO 3TOT (PepMEHT He KaTanu3upyeT (hochopuaupoBaHue TITHOKO3bI
U Ha €ro aKTUBHOCTbh HE BIUSAET HU TOJIOJJaHUE, HU WHCYJHMH — B CIIEJICTBUE YETO,
bpyKTO3a HOPMATBHBIM 00pPa30M BBIBOJAUTCS U3 KPOBU Y OOJbHBIX nuadeToM Tumna-l.
Cwm. puc. 7.14.

CH,-OPO;H, HOH,C
HOH,C o o
HO
~ | HOHC
H +
HO OH
H,03P0-H,C
e ——
Pucynok 7.14. Cxema memabonusma ¢ppykmossl. | — ppykmorunasa, ii — anvoonaza B
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Memabonusm eanaxmo3swi. I'anakro3a oOpa3yeTcsi B KUIIEUHUKE TPU TUIPOITHU-
3e Jucaxapujia JIakTo3bl (MoJIOUHOro caxapa). Jlanee ramakrosa dochopuiupyercs
neiicteBueM ATP mpu karanuse raJakTOKMHA30M 10 TanakTto3o-1-docdaTa, KOTOPHIA
SMUMUPU3YETCS A0 TIII0K030-1-hocdarta. B cBoro ouepenp, rimokoszo-1-hochar mo-
KET UATU B TIIMKOJIU3 OOBIYHBIM TTyTEM (cM. puc. 7.4 —7.7), mubo oOpa3oBaTh JAKTO3Y
IPU peakiny ¢ ypuauHanugpochaT-raJakTo3oi B MOJIOYHOM xenese (rmocnennss oopa-
3yercs W3  ranakro3o-l-dgocdara  melictBuem  ypumamamudocdar-riarokosbl).
Cwm. puc. 7.15.

Pucynox 7.15. Obpazosanue nakmo3svl uz ypuounougocgam (UDP)-carakmozu

u entokosvl (1 —1axkmosocunmasa)

Memabonusm amunocaxapos. AMHUHOCaxapa SBISIOTCS BaXHBIMA KOMIIOHEH-
TaMU TJIUKOMPOTEUHOB, HEKOTOPBIX TIMKOC(HUHTOIUIUIOB U TIUKO30aMHUHOTJIMKA-
HOB. CyIecTByeT Iiejas TpyIa aMHUHOTIIMKO3UIHBIX aHTHOMOTHKOB C KITFOUEBBHIMU
dbparMeHTaMH CTPENTUIIMHA U 2-J€30KCHUCHCTpPENTaMUHa (CTPENTOMUIIMH, KaHAMHU-
IIUHBI, HEOMUIIMH U 1ap.). Haubombinee 3HaYCHHE Cpey HUX MMEIOT TeKCO3aMHUHBI
(TTIOKO3aMUH, TajlaKTO3aMUH, MaHHO3aMHH) M CHaJIoBas KUCJIOTa (HaHO3a). A U3
TeKCO3aMHHOB TJIABHBIM aMHHOCAXapoM SBJISIETCS, KOHEYHO K€, aMUHOTJIOKO3a.
E€ oOpa3oBaHne oOCyIIECTBISIETCS dYepe3 CTaJAWI0 aMHUHUPOBAaHHS (PpPyKTO30-6-
docdarta, KOTOpHIA, B CBOIO OUYEpEdb, MOJYYACTCS] W30MEpHU3AIMEH TIIFOK030-6-
docdara. AMunupoBaHue xe GpyKT0o30-6-hocdara oCcymecTBISIETCS KIaCCUUECKOM
peaknue mepeaMUHUPOBAHUS C YYaCTHEM TJyTaMHUHA B KadeCTBE JIOHOPAa aMHHO-
rpynmel. [Ipu 3TOM, peakius rmepeaMUHHUPOBAHUS JIOJDKHA UMETh OKHCIHTEIbHBIN

XapakTep, T. €. OKUCIUTEIbHOE IepeaMunupoBanue. Cum. puc. 7.16.
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CH,OPO3H, CH,0PO;H, CH,O0POzH, CH,0PO3H,
Pucynok 7.16. buocunmes 2-amuno-enioko3wl’ | — uzomepusayus 60 GpyKmo3sy,

Il —okuciumenvroe nepeamunuposanue, i uzomepuzayus GpPyKMo30-UMUHa 8 AMUHOLTIOKO3Y

AMHHOCcaxapa Kak (pparMeHThl 0ObIYHO ydacTBYIOT B N-ametwibHON (dopme,
JOHOPOM aleTWIbHON ¢QyHKUuu sBisercss aueTwi-CoA. Panbonee uHTEpecHBIM
N-aneTuIupoBaHHBIM MOHOCAXapUIOM SIBISIETCS aleTUI-HEMpaMHUHOBas KUCJIOTa —
[JIaBHBIM MpEeACTaBUTENb CHAJIOBBIX KUCJIOT — KOTOpas M3HA4dalbHO oOpasyercs u3
AMUHOMAaHHO3bl HYKJIEO(DHUIbHBIM MPUCOECINHEHUEM K HEU TPEX-yriiepoHoro (par-
MeHTa eHoJmnupyBaT-pocdara. Cm. puc. 7.17.

OPO;H,
/\ H2c
O I
CH H,C COOH H—C—OH
H,N——H HN—
_—

HO——H HO—
H——OH H—
H——OH H—

CH,OH CH,OH

Pucynox 7.17. Buocunmes HelupamurnoBo KUCI0MmMbl

ueé auemuibHoco l’lpOlL')’SOOHOZO'CMClJZO@OlZ Kucjonibol

CuanoBble KHUCIIOTHI, UX HECKOJIBKO, OTJIWYAIOTCS JIUIIb XapaKTepOM M CTerle-
HBIO AlMJIMPOBAHMUSI — 4YacTh U3 HUX MpenacTtaBieHa O-allMiIbHBIMU TPOU3BOAHBIMU
i coBMecTHbIMU O- 1 N-anun npou3BOJHBIMA HEUPAMUHOBON KHUCIOTHI. OHU SB-
JSFOTCSL BAKHBIMU KOMITOHEHTAMM OJIMTOCAXapuIHON COCTaBJISIOIICH HaaMeMOpaH-
HOT'0 KOMIUIEKca (TJIMKOKAJIMKCa), OTBEYAIOIIETO 3a B3aMMOJCHCTBHE KIETKU C OHO-
JIOTUYECKU aKTUBHBIMU BEIIECTBAMH, C BUPYyCaMu U OaKTepusiMU B TOM uuciie (BOoc-

INPUHSATHE CUTHAJIA, TUOO0 €r0 OTTOPIKEHHUE).

121



I'nokoneozene3 — metabonnueckuil myTh 00pa30BaHMs TIIIOKO3bI U3 HEyTJIe-
BOJHBIX COCIIMHECHUN B YCJIOBHSAX HEIOCTAaTKa TNIMKOTEHA (TIPH IJTUTEIHHOM ToJIofa-
HUU WK TOKENON pusmdeckoil padore). OCHOBHBIMH MPEIIIECTBEHHUKAMH 00pa3o-
BaHUS TJIFOKO3BI B 3TOM CJIydae SIBJISIIOTCS TPEX-YTIIEPOTHBIE COSTUHEHUS, TAKUE KaK
MOJIOYHAsI KHUCJIOTa, MUPOBUHOTPAHAS KHUCIOTa, TJIMIIEPOJ, a TaKKe HEKOTOPhIC
aMUHOKHCJIOTHL. B mporiecc rimoKoHeoreHe3a MOTYT BKIIFOUAThCS U TIPOMEKYTOUHBIC
coenunenus nukina KpeGca — TMMOHHAsT KUCIIOTA, KETO-sTHTapHAsI KUCJIOTa, Pymapo-
Bast KUCJIOTa — BCE OHU OKHCIISFOTCS 10 KETO-STHTAPHOW KHUCIIOTHI M HOPMAaJIbHBIM 00-
pa3zoM BKIFO4aroTCs B 1k Kpeoca.

KiroueBoit peakiipeit Bcex MeTa0OJIMYECKUX MYTEHM TIIFOKOHEOTeHe3a ClieyeT
cunTaTh OOpa30BaHME KETO-STHTAPHOW KHUCJIOTHI W3 TUPOBHHOTPAIHON KHUCIIOTHI.
Dta peaknus OCYIIECTBIISICTCS B MUTOXOHJIPHUAX MPHU KaTaau3e MUpyBaTKapOOKCHIIa-
3oi ipu ydactuu ATP, 6notuna u CO,. OTcroga KeTo-ssHTapHask KUCI0Ta BKIIOYACT-
cs B uuki Kpe6ca. Cum. puc. 7.18.

B:-----H-CH——C—COOH
CO,, Mg** H

/ (ll > HOOC—C—CZ—COO@
' ATP , B:

O—C—0 (o)

Pucynok 7.18. Cxema obpazosanus kemo-saHmapHoU KUCI0mMbl
U3 NUPOBUHOCPAOHOU KUCTIOMbL (OCHOBaHUe B: - amo buomun)

Opnum u3 myTel oOpa3oBaHUs MTUPOBUHOTPATHON KUCIOTHI JJISl IOCTABKU €T0
B BBIIICONMCAHHBIA CHHTE3 KETO-STHTAPHOW KHUCIOTHI U, CIEA0BATEIbHO, B «TOMKY»
ukia Kpebca aBISIOTCS MpeBpallieHus TIUIEeposia, KOTOPBIM 00pa3yercs mpu MeTa-
0onu3Me KupoBoi TkaHu. OOpa3yrouics TpU TUAPOIU3E KUPOB MIHLEPOIT (OBITO-
BOEC Ha3BaHUE TIMIEPUH) (HochopHIUpyeTcss 0 KOHIIEBOMY THIIPOKCHITY, 00pasys
rmiepost-3-gpocdar, KOTOPBIM OKUCISIETCS 0 TUTHApoKcuaieToH-3-pocdara. Ilo-
CJIEIHUN M30MEpHU3YeTCs N0 TIHUIepanbaerui-3-docdara, KOTOPHIM B CBOIO OYepeIb
okucisiercss A0 3-¢pocdar-rpuuepuHoBOi KucaoThl. Creayromuii 3Tan — nepemerte-
Hue ¢ocdaTHO TPyNNbI B MOJOKEHNUE 2 U OTIIEIUICHUE BOABI — o0pa3yeT docdoe-
HOJITUPYBAT, KOTOPBIK U MEPEXOAUT B MTUPOBUHOTPATHYIO KHCIOTY MOCIE THIPOIN3a
docdarnoii cszu. Cum. puc. 7.19.
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Pucynok 7.19. Cxema peaxyuii memabonusma nuyepoia 00 RUpoBUHOSPAOHOU KUCTIOMbL

Hacrosmyro nenouky OMOXMMHUYECKHUX MPEBPAIICHUH ITAIIEPOJIa 0 MUPOBU-
HOTpajHON KHCIOTHI obecrieunBaloT (epmentHbie cuctembl (NAD' — NADH),
(ATP — ADP) u dbocdaTuzomepassl.

JlocTaTOYHO 3HAYMMBIM IHEPTETUYECKUM MOCTABIIMKOM B OPraHU3ME YEJIOBE-
Ka ABJISETCA 0AaHK aMUHOKHCIIOT OEJIKOBOIO MPOUCXOxkaeHus. Bece oHu, mocie omnpe-
JeNEHHBIX META0OTUTHUECKHUX MPeoO0pa3oBaHmii, 00pa3ylOT COSAMHEHHS CIIOCOOHEIE,
B CWJIy CBOMX XHMHYECKHX CTPYKTYp, BKJIIOYATHCS B TIJIMKOJW3 WM HAMPSIMYIO
B 1K1 Kpebca. O0muM TanoM BKIIFOUEHHUS 0-aMHUHOKHCIIOT B TIPOIIECCHI TIIFOKOHEO-
reHe3a SIBISIETCS Peaklus MX OKUCIHUTEIBHOTO JIe3aMUHUPOBAHMS, KOTOpas KaTaju-
3UpYETCs TpaHCaMHUHAa30M. Tak, alaHWH CUHTE3UPYETCS] B TUPOBUHOTPATHYIO KHCIIO-
Ty, KOTOpas mocje mpeoOpa3oBaHUs B aneTHI-KOQEPMEHT A BKIIOYACTCS B UK
Kpebca. Torma kak acmapuruHoBasi KHCIIOTa CHUHTE3UPYETCS OTOW K€ peaKimen
OKHCJIUTEIIBHOTO JIE3aMHUHUPOBAHUS JI0 KETO-STHTAPHON KUCIOTHI, KOTOPAst HAMIPSIMYIO
BKItouaeTcst B ks Kpebca. [Ipu sToM ciemyeT 3aMeTHTh, YTO 3Ta, TIOCIEHHSIS, pe-
aKIMs BEChbMa BayKHA JIJISl BKIIOUCHUS B IIMKJI, TIOCKOJIBKY C KETO-STHTAPHON KUCIIOTHI
¥ HA4YMHAETCS, COOCTBEHHO, YCBOCHUE aKTUBHOIO alleTH/Ia, & B KOHCYHOM CUETe —
«cropaHue» rioko3sl. CMm. puc. 7.20.
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Pucynox 7.20. Obwasn cxema npeobpazosanus o-amuHOKUCIOM 8 COOMEEMCmayioujue

O-Keno-Kucjionibl peam;ueﬁ OKucjiumeilbHoco ()6361MuHMpO€ClHM}Z. prwepbz.' aAladrHuUH —
nupoeunoepadHaﬂ Kucioma, acnapacurosas Kucionma — Kemo-s3HmdapHasd Kucioma

Kemon-anvoecuoecas maymomepus. Bo MHOTHUX Mpolieccax MeTaboin3ma yrie-
BOJIOB UMEIOT MECTO MPEBPAICHUS abhJI03 B KETO3bI U OOpaTHBIE — KETO3 B alIbJI03bI
(rmroko3a — (pykrosza, pulynoza — pubo3a u T. 1.). A Tak Kak 3T peakuuu odpa-
TUMBI, TO MOKHO KJIacCHU(UIIUPOBATh UX KaK TayTOMEpHBIE, KOTOphIe B KilaccHUye-
CKOM BapHaHTE MOTYT KaTaJIM3UPOBAThCS KaK CIIA0BIMH KHUCJIOTAMH, TaK U CIa0OBIMU
OCHOBAHMSIMHU, YTO B (PEPMEHTATUBHOM BapuaHTE BMOJHE A0cTymHO. [Ipu 3TOM, TOT
BUJl TAYTOMEPHBIX TEPEX0JI0B MOXKET OCYIIECTBIATHCS HE TOJBKO B CHCTEME ajIbl0-
32-KeT03a, HO U, KaK Obl, B TJIyOMHE IICTIH 110 CXEeMEe KET03a-KeT03a, YTO 00eCIIeunBaeT
CTPYKTYPHYIO YTJICBOJHYIO M30MEPHU3AIMIO B CaMOM OOIIeM IuiaHe (T. €. peanu3o-
BaTh BCE BO3MOXKHBIE MEPEX0JIbI KAPOOHUIILHOUM TPYIIBI B PSIY TEKCO3 WM MEHTO3,

Hanpumep). Cum. puc. 7.21.

H\/O H\/OH H\/OH H\/OH H\/OH

H—1—O0H _. —OH —~ ——O0 _——~ [—OH __ H—F—0OH

H—1—OH H—]—OH H——F1—OH —OH T ——0
NV, VT AN AN A NV

Pucynok 7.21. Cxema maymomepuvix nepexooos 6 cucmeme anpb003a — Kemo3a

Ilamonoeus yeneeoonoco oomena. Crona, B IepByI0 ouepesb, OTHECEM 00JIe3HU
CBSI3aHHBIE C HAKOIUIEHUEM IJIMKOTEHA (2nuKkoeeno3wl). TEPMUH «TIUKOT€HO3» SBIISI-
eTcsl O0IIMM AJi TPYMIbl HACJIEICTBEHHbIX 3a00JIeBaHUM, XapaKTepU3YyIOIIUXCS OT-
JIO’)KEHUEM B TKaHAX JMOO HEHOPMAJIbHO OOJIBILIMX KOJIMYECTB IJIMKOreHa, JIM0o He-
OOBIUHBIX €ro BUI0B. Bes rpymnmna stux 3aboneBanuii (6onesns ['upke, 601e3ub [Tom-

na, 6osne3us Kopu, 6one3np AHnepeceHa, cuHIApoM Mak-Ap/isi) cBsi3aHa C OTCYT-
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CTBHEM WJIM HEJOCTATOYHOCTHhIO ()EPMEHTOB OTBETCTBEHHBIX 3a JIerpajalluio MOIu-
caxapuoB (Kpaxmala, IJIMKOT€Ha) 10 OJMIOCaxapulioB M, B KOHEUHOM CYETE, 0
0KO3bl. [Ipy Takol MaTtogorvuM TJIMKOTEH HAKAIUIMBAaeTCA B KIIETKaxX IIEYEHH,
B KJIETKaX CKEJIETHBIX MBIIIL, B JU30COMAaX, B IOYEYHBIX KAHAJIbIAX — B CBSI3H C YEM
CTAHOBUTCS HEIOCTYIIHBIM JIJISl MOCJIEAYIONINX MPEBPAILEHUN U COIIPOBOXKIAETCS T10-
HUYKEHHUEM YPOBHS TJIFOKO3bI B KPOBHU (YIJIEBOJHOE T'OJI0/IaHKE KIIETOK). B 3T0i1 cuty-
allid OpPraHu3M JUIsl TIOJTYYEHHUsI SHEPTUM HAUMHAET PaCIICIUIATh KUPbl ¢ 00pa3oBa-
HUEM OOJIBIIOTO0 KOJUYECTBA KETOHOBBIX TEJL.

OCHOBHBIMH METaOOJIMYECKUMHU MPOIIECCAMH, OOECTICUUBAIONIUMHU yCBOCHHE
TJIFOKO3bI, SIBJISIIOTCS TJIMKOJIU3 U MeHTo30(ochaTHbIi myTh. He3HauuTeNbHBIM B KO-
JMYECTBEHHOM IIJIaHE, HO BEChbMa BaXKHBIM JIJISl SKCKPEIMU MPOIYKTOB MeTaboIM3Ma
U 4y>KEPOJHBIX BEIIECTB (KCEHOOMOTHUKORB) B BHUJE TIIOKOYPOHUIOB SBIISIETCS OOpa-
30BaHUE ITIOKOYPOHOBOM KHUCIIOTHI U3 TUIFOKO3BI (IyTh YpOHOBOM KuciaoThl) Hemocra-
TouHasi 3P(HEKTUBHOCTH ITOr0 MYyTH MOPUBOAUT K UOUONAMUUECKOU NEeHMO3YPUU.
D10 HapylIeHHuEe MeTaboIM3Ma CBI3aHO C OTCYTCTBHEM (hepMEHTa KaTaIM3UPYIOIIETo
BOCCTaHOBJIEHHE L-KCUITyJI03bl JO KCUJIMTOJIAa U COMPOBOXKIAETCS OONBIINM KOJIUYe-
cTBOM L-kcumynossl B Mmoue 6osibHOTO. [IpeBpaienue L-TiiroKo3b1 B KCUIUTON HEOO-
XOJIMMO JJIsI OCYIIIECTBIICHHUSA Mepexoa KCUinuTol— D-keuiynos3a, a mocineausis yxe
HOPMaJIbHO YCBauBaeTcs Mo meHTo30-(ochatrHOMy myTu. EnuHCTBEHHBIN HemoCTa-
TOK 3TOTO BHJa HApyUIEHUS METa00JIM3Ma — 3aBBIINICHHBIC MOKA3ATEIM YPOBHS TIIIO-
KO3bI TPU OMOXMMHUUYECKOM aHalIn3e OUOJOTUUECKUX KUJKoCcTe. B Toxe Bpems, na-
pEHTepaIbHOE BBEJCHHUE KCHIIUTOJA MOXKET MPUBOJHUTH K OKCalo3y, MPU KOTOPOM
MPOUCXOJUT OTJIOKEHHE OKcalaTa KaJlblHs B TOYKAaX U MO3TY.

Nnuonatudeckass ¢GpykTo3ypus HaOMIOJAETCs TMPU OTCYTCTBUU B TE€UEHU
bpykTokrHa3bl. B cBs3u ¢ 3TUM, GpYyKTO3a U COPOUTOJ HAKATLIIUBAKOTCS B XPyCTaJIu-
K€ TJia3a, NMpUYeéM HMX KOHIICHTpAIMS YBEJIWYMBACTCS MpU AUAOETE, YTO OUYECBHUIHO
CBSI3aHO C UX YYacTHEM B MAaTOreHe3e NMabeTUYECKON KaTapaKThI.

Hapymienne metabonu3ma rajsakTo3bl HaOIIOJACTCS TP TATAKTO3EMUH, KOTO-
pasi CONMPOBOXKIACTCA YBEIMUYCHUEM €€ KOHIEHTPALlUU B KPOBH M TKaHSAX. B TkaHAX
rJla3a OHa BOCCTAHABIIMBAETCS JI0 TaJIAKTHOJA, HAKOTUIEHHE KOTOPOTO CIIOCOOCTBYET
pa3BUTHIO KaTapakThl. OJWH W3 BapHAHTOB HAPYIICHHS METa0O0IU3Ma TrajakTO3bl
HaOmogaercs npu Aedunute GepMeHTa ypuawiTpancdepasbl, B pe3ysibTaTe MPOUC-
XOJIUT HAKOIUICHUE B IMEUEHU rajgaktos3o-1l-pocdara u cHUKEHHUE KOHIICHTpAIUU He-
opranuueckoro (ocdara. B pesynbraTe BO3HUKAET HApYIICHUU (DYHKIWU TEUYCHH,

a 3aTEM pacCTPOMCTBO IMCUXUKHU.
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Caxapnvle Ouabemwsr HanboJiee pacHpOCTpaHEHHBIE MATOJOTUU YTIEBOJHOIO
oOMena. PaznuuaroT nBa BuJa caxapHOro aumabera — caxapHbld quabeT 1-ro Tuma
U caxapHblii quadet 2-ro tumna. CaxapHbiii quabeT 1-To Tuma cBs3aH ¢ ACPUITUTOM
WHCYJIMHA B OPraHU3ME BCIIEACTBHE HEAOCTATOYHON €T0 CeKpelru [-KIeTKaMHu MOJI-
KEITyTOYHOH Kelie3bl. BeiiecTBue MHCYJIMHOBON HEIOCTATOYHOCTH, HHCYJIMH 3aBU-
CUMBIC TKaHHU (TIEUEHOYHAS, )KHPOBAs M MBIIICUHAs) TEPSAIOT CIIOCOOHOCTh YCBaUBaTh
TJIFOKO3Y KPOBH (THUIIEPTIIMKEMUS) M KaK CIEACTBUE TOBBIMIAIOT YPOBEHB TIFOKO3BI
B KpOBU. JIpyrumMu clI0BamMH, OTCYTCTBYET MHCYJIWH — OTCYTCTBYET TPAHCIIOPT TIIO-
KO3bI B KJIETKH — HET SHEPTHH OT «CTOPAHH» TIIOK03bl. CaxapHbIil 1uadeT 2-ro Thma
(MHCYJIMH HE3aBUCUMBINA JHA0ET) XapaKTepH3yeTcs XPOHUUECKON THUIEePTIIMKEMHCH,
pa3BHUBAOIICHCS B pe3yJIbTaTe HAPYIICHHS B3aMMOJICHCTBUS WHCYJIMHA C KICTKaMH
TkaHed. Ecim caxapHbplii guabeT 1-ro Tuma MOJIOKUTEIBRHO pearupyer Ha JeKap-
CTBEHHOE BBEJICHHWE WHCYJIMHA, TO TIPH CaXapHOM JruadeTe 2-ro THIa YPOBEHB TITFOKO-

3Bl HE pearupyer Ha 3Ty TepaIuio.

I'nasa 8. OoMen aunuaoB

llepesapusanue u 6cacvigarnue aunuoos. J{o 90 % numeBbIX JUMNIOB MPE-
CTaBJICHO YXHUPaMH, KOTOPbIE BeCchbMa TUAPO(POOHBI M MOTOMY HE MOTYT BCAaCHIBATHCS
HaIPSIMYIO, B CBSI3M C Y€M OHU NPEABAPUTEIBLHO PACIICIUIATHCS (THIPOIINU3) JTUTIA30M
JI0 TJIMIIEPUHA U COOTBETCTBYIOIIUX XKUPHBIX KUCIOT. Tak kak ruaponn3 3¢ deKTuBeH
B IIEJIOYHOW CpeJie, TO U OCHOBHOE TEPEeBApUBAHHUE JKUPOB MPOUCXOIUT B TOHKOM
KAIIEYHUKE TIPU yJaCTUU MAHKPEATHUYECKOW JIMMAa3bl, KOTOpas MPEeaIBapUTEIbLHO aK-
TUBHUPYETCS KEITUYHBIMU KHCITOTaMu. KpoMme TOro, sKeTYHbIE KUCIOTHI AMYJIBTUPYIOT
KUPBI, 00eCIIeunBas TeM CaMbIM IBYX(}a3HBIA XapakTep peakiuu. JKerdHbie KUCIIOo-
Thl OMOCHHTE3UPYIOTCS B TEYCHU W3 XOJIECTEpOJia 4epe3 PsJ MPOMEKYTOUHBIX CO-
equHeHnid. KiroueBbIMU KETYHBIMH KHUCIOTAaMHU MOXHO CUHUTATh XOJIEBYIO U XCHO-
JI€30KCUXOJICBYIO KHCJIOTHI, MX aKTHBHBIMH (POpPMaMH SIBIISIFOTCS TAypPWH M TJIHITMH
IIPOM3BOJIHBIE (TICPBUYHBIC JKCITYHBIC KUCIIOTHI), KOTOPhIE B KHIICYHUKE IPETEpIIC-
BAIOT TOCIIEAYIOIINE TPOIECChl JCKOHBIOTUPOBAHUS U JETHAPOKCUIUPOBAHUS C 00-
pPa30BaHWEM BTOPWUYHBIX KEITYHBIX KHUCJIOT. B SMyJbrupoBaHWM >KUPOB M COIYT-
CTBYIOIIUX MpOIECCaX WX THAPOJIM3a W BCACBIBAHUS Y4YaCTBYET BECh KOMILICKT
KETIHBIX KHCIIOT, OYEBUIHO, C HEKOTOpOoU auddepeHnuanieid mo starnaM 1 THIIAM

cyoctparoB. Cm. puc. 8.1.
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(c) (d)

& . | -"IIIIIH

HO" Ho™

(e) (8)

Pucynox 8.1. JKenunvle kuciomoi: @) xonegas kucioma, b) xenooezoxcuxonesas kucioma,
¢) maypoxonesas kucioma, d) enuxoxonesas kucioma, €) 0e30kcuxonesas KUCIomd,

g) iumoxonesas Kucioma

Kemyubie KUCIOTHI 00pa3ylOT KOMIUIEKCHI C JKHPAMH U C KUPOMOJIOOHBIMU
BEIIECTBAMH 3a CUET TUMOPMIHHBIX B3aMMOJICHCTBHUN (IMCIIEPCUOHHBIC B3aUMOJICH-
CTBUSI YIJICBOJOPOAHBIX ()parMEHTOB MOJIEKYJ) TaKUM OO0pa3oM, 4TO JHUMOGUIbHAS
9acTh KOMIUJIEKCA OKa3bIBACTCS BHYTPH €r0, a THApOo(HIbHBIE (YHKIMH CHAPYXKH,
oOecrieuynBasi TeM CaMbIM JIETKOCTh IpoIlecca BcachiBaHUs. B 3TOM e KOMILIEKce
MPOUCXOAUT IMPOLECC TUAPOJIN3A KUPOB 10 XKUPHBIX KUCIOT W raunepuHa. [lanee
[IMLIEPUH BCACBHIBAECTCSI CAMOCTOATENBLHO MO MPUUKMHE CBOCH BBICOKOW TUAPO(UILHO-

CTH, a JKUPHBIC KUCJIOTHI B BUJIC KOMIIJICKCA C XOJICBBIMU ()KGJ'I‘-IHBIMI/I) KHCJIOTaMH.
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XKemuHple KUCIOTHI CIIOCOOCTBYIOT TaKX e BCACBIBAHHUIO >KMPOPACTBOPUMBIX
BUTAMHUHOB, OMOJIOTUYECKU aKTUBHBIX 100aBOK U TUAPO(POOHBIX (JTUNOPUIBHBIX) Jie-
KapCTB.

N3 BcocaBmIMXCSl TIOULEpPUHA W OCBOOOJUBIIMXCS U3 KOMIUIEKCOB KUPHBIX
KHUCJIOT B KUIIIEYHON CTEHKE MPOUCXOJIUT CUHTE3 KUPOB (PECHHTE3), KOTOPBIE Aaliee
TPAHCHIOPTUPYIOTCS B KPOBb C yYaCTUEM TPAHCIOPTHHIX OENKOB ((pepMEHTHI TpaHC-
nokasbl, EC.7...). Cm. puc. 8.2.

——OH ——OH ——o0-co-R
ATP R-CO-S-CoA
———OH —_— ——OH —_— L OH
—on ___oP ___oP
——o0-co-R ——0-co-R
——o0-co-R 0-co-R
L 0-P-X —o0-co-R

Pucynox 8.2. Buocunmes mpuayunenuyeponos u gpocgonunuoos, 2oe P — pocghama gppacmenm,
R — yenesooopoousiii paoukan sxcupHuix xuciom, X — MoreKyIapHule ppacmenmovl SmManoIamMuna,
XONUHA, UHO3UMOIA, CEPUHA

TpancnopTHble O€lKM € KUPOBBIMU MOJIEKYJaMH OOpa3yroT JMIONPOTEUHBI
C MUHUMAJIbHBIM COJEp>KaHUEM OENKOBOW KOMIOHEHTBI, XUIOMHKPOHBI. XWJIOMUK-
POHBI MIPEACTABIIOT COOOM CIIOKHOE, KPYIHOE M0 pazMepy (10 1 MK) MOJIEKYyJIIpHOE
COOPY’KEHHUE, T/I€ TPUTIIHLEPUIbL, (Pochoaunuabl, X0aeCTEPO U JIUMONPOTEUHBI CBSI-
3aHbI MEXJy cOo00#l CynpamoJeKyISIpHbBIMU M KOBAJICHTHBIMH CBS3sIMH. B Buae xu-
JOMHKPOHOB KUPOBBIE MOJIEKYJIBI U «ITyTEIIECTBYIOT» JaJee.

Takum 00pazoM, B KHUIIEYHUKE KHUPbI PACIICIUISIIOTCS 10 TJIMLEPUHA U KHUP-
HBIX KHMCJIOT TOJIBKO JJIsi TOTO, YTOOBI MPEOJ0JETh Oapbep KUIIEYHOM CTEHKH U TO-
1acTb B KPOBOTOK JIJISl BHIIIOJIHEHUSI OCHOBHBIX CBOMX (DPM3HUOJIOTMYECKUX (PYHKUIUN —
CO3JaHMsl )KUPOBOM TKaHHW, CTPOUTEIHCTBA KJIETOUHBbIX (hparmeHToB ((pochomunuaos
MeMOpaH), BEIpAOOTKH SHEPTUH (TEPMOTEHE3).
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Kuposeas mxans BBITIONHAET clienytone QyHKIuU: 1) MexaHudeckas 3anura
pa3IMYHBIX OPTraHOB Tela, 2) TEMJIOoBas 3alliTa MO MPUYUHE HU3KOW TETIONPOBO/I-
HOCTH €€, 3) cpena i OMOXUMHUYECKUX CHUHTE30B JIMMO(PUIBLHBIX OMOJIOTHYSCKH aK-
TUBHBIX BEIECTB, TOPMOHOB B MEPBYIO OUepelib, 4) aKKyMYJIsATOp SHEPTeTUIECKH Ca-
MBIX EMKHX BEIIIECTB OPTaHU3MA.

Oxucnenue dcuphvix kuciom (OUOJOTUUECKOE CTOpaHHE) UMEET MECTO IMOCie
TUAPOJIN3a JTUMUIO0B M MTPOTEKAET B HECKOJBKO 3TAIOB M, B ’TOM TUIAHE, HATTOMUHAET
sHeprooOpazoBanue B mukie Kpebca. Crenyer 3aMeTUTh, YTO MPU CTOPAHUU KUP-
HBIX KHCJIOT 3HEPTUHU BbIIEISETCS B /IBa pa3a 0oJiee 1o CPaBHEHUIO C YIJIEBOJaMH.

[Iporiecc OKHMCIEHHS OCYIIECTBISIETCS B MHTOXOHAPUAX, KyAa CBOOOJHAs
KUPHasl KUCJIOTa MPOHUKHYTh HE MOKET B CHIIy CBOEH JIMMOPHIBHOCTH — MpodieMa
pemaeTcsi ¢ NOMOUIbI0 KapHUTHHA, KOTOPBIA o0pa3yeT ¢ S-COA npou3BOIHBIM KUP-
HOW KUCJIOTHI aJTyKT BeCbMa TUAPO(UILHOTO CBOMCTBA. DTOT aAgyKT MPOXOJIUT Ye-
pe3 MeMOpaHy W yK€ BHYTPU MHUTOXOHAPUN TpHU NEHCTBUU (epMEHTa KapHUTHUH-
aruI-Tpancdepasbl pa3jaraeTcs Ha UCXOAHbBIC. Teneph KUupHas KUCJIOTa HAXOIUTCS
B CpPEJE U YCIOBUAX MO3BOJSIOMIMX OCYHIECTBUTH €€ okucaeHue. CM. puc. 8.3.

®
(CH;);N-CH,-CH-CH,-CO00

Co-SH, ATP, Mg>* \
R——CH,—CH,—COOH » R——CH,—CH,—CO-S-CoA

'

®
(CH;);N-CH,-CH-CH,-CO0®

|

R——CH,—CH,—CO-S-CoA

0-CO-CH,-CH,-R

Pucynok 8.3. Cxema mpancnopma sHcupHotl KUCIOMbL 8 MUMOXOHOPUIO
npu 0eucmeuy KapHUmuHa

OCHOBHBIM NYyTEM, €CITU HE €IMHCTBEHHBIM OMOXMUMHUYECKU Pa3pEIIEHHBIM, SIB-
JSIeTCS My Th B-OKHUCIEHUs, Ha3BaHbIM TAK COIIACHO KJIFOYEBOMY IPOLIECCY, MPOTEKa-
IOLEMY Yepe3 pa3pbiB [-CBSI3U YIIEpOA-YIIepOd OTHOCHUTEIbHO KapOOKCHIHHOMN
rpynmsl. Ha mepBoM 3Tane uMeer MecTo OTIIEIVIEHUE ABYX aTOMOB YIJiepoja Mo CBS-
3u C%-C® katanmmsupyemoe aua-CoA-Ieruaporenasoi ¢ GopMUpoBaHHEM OJIe(hHHO-
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BorO (hparmenra. Jlanee nMpouCXOAUT TUApATALMS IBOWHON CBSI3H, B pe3yjIbTaTe KO-
Topol obOpasyercst B-runpokcuanui-CoA. 3atreM NOpPOUCXOAUT JETHIPUPOBAHUE
(OKHCIIeHHE) CIUPTOBOM (YHKIIMU ¢ 0oOpasoBaHueM [B-keTo-amumi-CoA MpoOU3BOIHO-
ro, KoTopoe pacmersercss 1o cBmsu  C>-ClreiictBuem  arermia-CoA-
armutpancdepassl ¢ obpazoBanuem anetun-S-CoOA u amun-S-CoA. B utore storo
npeBpaienus anetus-S-CoA noctynaer B pepMeHTaTuBHYIO cucTemMy nukia Kpebca
JUISL «CTOpaHus», a ammI-S-COA mpeacTaBiIsseT co00M MPOM3BOAHOE, YKE YKOPOUYCH-
HOU Ha JIBa yriepoja, >KMPHON KUCIOThI, KOTOPOE MOKET CHOBA BBHIMTH HA MYyTh pac-
HmIeTIeHus! B-CBsI3Uu. DTOT MPOLECC MOXKET LUKINYHO MOBTOPATHCA /10 MOJHOTO «CTO-
paHus» MOJIEKYJIBI ) KUPHOU KUCIOTHL. CM. puc. 8.4.

o o
FAD
R\/\)J\ _CoA o R\/\)j\ _CoA
S EC 1.3.99.3 S
wl.l.ﬂ

(0] (o] NAD' OH o
RM CoA ~— R_ CoA
s~ EC 1.1.1.35 s~
CoA-SH

Pucynox 8.4. Cxema nocneoosamenvruix peakyuti npoyecca -oxucieHus

buoxuMuueckne peakimuu OKUCIUTEIBLHOIO MYyTH PACIICTIJICHUS KUPHBIX KHUC-
JIOT B CYUIECTBEHHOM CTEMEHU COOTBETCTBYIOT TAaKMM K€ PEaKIUSIM KJIACCHYECKOU
OpTraHUYeCKON XUMHHU — MPUCOCAUHEHUE BOJbI K (O-HEHACHIIIEHHBIM KapOOHOBBIM
KHCJIOTaM COTJIACHO MOJISIPHOCTH JIBOMHOM CBsi3M (NIPOTUB IpaBuiia MapKOBHUKOBA);
3TO W OKHCJIIEHHE BTOPUYHBIX CHUPTOB [0 KETOHOB; KHCIOTHOE paCIICTUIEHUE
[-KETOHO-KUCIIOT B YCIOBHSIX OCHOBHOTO KaTajn3a 0 COOTBETCTBYIONIUX KUCIIOT.

Peaxyuu o-okucnenus AMEOT MECTO B CIIy4dae Pa3BETBIEHHBIX KXUPHBIX KHC-
J0T, KOrAa 3aMecTUTeNh (0OBIYHO METUJIbHAS TPYIINA) 3aHUMAET [-TIOJI0KEHHE, UTO
3aTpyJHSAET MEpBbIM 3Tan mpoiiecca (aeruapuponanue). [loaromy nporecc HaunMHa-
€Tcs € TMPAMOro TUAPOKCUIUPOBAHUS AKTUBUPOBAHHOM JKUPHOM  KHUCIIOTHI

B o-moJjionoxkeHnue. Ilocine OKuCIUTEIBHOTO I[CKap6OKCI/IJII/IpOBaHI/I$I MOJICKYJIa OT-
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mierisieT GOpMUII-KOAIH3UM-A, KOTOPBIA TUIpou3yercs u okucisercs 10 CO,, a Ha-
THUBHAsl )XUPHAsl KUCJIOTA OKAXKETCS YKOPOUEHHOW HA OJIMH aTOM YIJIEPOJa U CO CBO-
0011HOM OT 3aMeleHus B-mo3uruel. ITOT MOCISAHUN CTPYKTYpHBIN (aKTOp Ternepb

OTKPBIBAET MyTh K MOCJIEAYIOIEMY 3TaIly OKUCIeHus 1o B-cxeme. CM. puc. 8,5.

CH,4 CH,4 CH, CH,4 CH, CH;3 CH3 CH;3

COOH )\/\/K/\/K/\/K/CO-S-COA
HSC)\/\/K/\/K/\/K/ Hs;C

CH; CH; CH; CH;
CO-S-CoA
H;C
l OH
CH,4 CH, CH, CH,4
CO-S-CoA
H;C
o J
CH; CH; CH; CH,

)\/\/K/\/K/\/k " o et
H;C COOH

Pucynox 8.5. Cxema peakyuii a-oxucienus oumano8ou KUciomol

Memabonuzm apaxuoorHo8ol Kuciomol (apaxudoHos8blll Kackaod). ApaxugoHo-
Bas KHCJIOTa (BUTaMHUH F) cOmepKUTCS B HEKOTOPBIX KUBOTHBIX XKHUPAX, HO BPSI JIA
B JIOCTaTOYHBIX KOJMYECTBAX U TIOTOMY MOKET CHHTE3MPOBATHCS B OPTaHU3ME YeIIO-
BEKa, B CBSI3U C 4eM €€ MOKHO OTHECTH K pa3psay BUTAMHUHOMOJOOHBIX BEIIECTB.
OCHOBHBIM HCTOYHUKOM IS €€ CHHTE3a CIIYXKUT JIMHOJIEBAsK KUCIIOTa, He3aMeHUMAs
U o0s3arenbHas B THUIIEBOM pAaIlMOHE YelloBeKa. DTOT OMOCHHTETHYECKUU MYTh
BKJIFOYAeT B ceOs JIBE OCHOBHBIC pEaKIMH: 1) peakiuu JeTUAPUPOBAHUS YTIICBOJIO-
POJIHOH IeToYKH ¢ 00pa3oBaHHEeM oJie(PHHOBOTO (hparMeHTa PH ydacTuu pepMeHTa
JecaTypasbl U KUCIOPOaa, 2) peaklud HapaluBaHMs yTIECBOJAOPOIHON IEMOYKH Ha
JBYX-YTJIEPOJIHBIN (parMeHT HyKJIeo(WIbHBIM 3amemenueMm ¢yHkiun S-COA Ha
dbparment anetun-CoA B Buje KapOaHMOHA, 00pa30BaHHOTO OCHOBHBIM KAaTAJIU30M.
Cwm. puc. 8.6 u 8.7.
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/\/\/:W\/\/VCO-S-COA
H,C

¢

H,C CO-S-CoA

— CO-S-CoA
H,C

Pucynok 8.6. Obwas cxema npeobpazosanus 1UHONE80U KUCIOMbL 8 APAXUOOHOBYIO

@ ©
B H----CH,——COS-CoA

(a) (b)

Pucynok 8.7: @) knouesgoil s1emenm nepexoono2o cauma 63aumooeticmeus 0ecamypasvl
C Y211e6000POOHBIM PAOUKATIOM HCUPHOU KUCTIONMDbL, KOMOPBILL 6€0Em K 01e(UHOBOMY (hpacmenmy
yuc (Z)-xongpueypayuu, b) kmouesas peaxkyus norukemuoHo20 nymu 6uocunmesda, KOmopas 6e0ém
K obpazosanuro nosoti C-C 6 eude 2-x yenepoonoco hpaemenma, eoe Kamaiumuyeckum

OCHOBAHUEM MONACEM CIYHCUMb AOCHUHOBbLU (hpazmenm MoaeKyivl Koghepmenma A

ApaxuioHOBast KUCJIOTA SIBISETCS MPEIIMICCTBEHHUKOM TPYIIIBI (DHU3UOIOTHYC-
CKHM aKTHBHBIX BEIIECTB — MPOCTArIAHIUHOB, TPOMOOIIUTOB M JICHKOTPHEHOB. Apa-
XUJOHOBAsK KUCIIOTA, OOBIYHO HAXOIUTCS BO 2-OM IOJOKEHUH (POCHOTUINIOB TIa3-
MaTHYeCKON MeMOpaHbI, KaK 3TO M XapaKTEPHO JJIsI HEHACHIIIEHHBIX XUPHBIX KHC-

JIOT, OTKYJa OHA U3BJICKACTCA ,Z[CﬁCTBHCM <1)00(1)0J114na351. I[anee, METa00JIU3M apaxu-
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JIOHOBOW KHUCIIOTBI MOXET MJTH JIBYMS IyTAMU — IUKJIOOKCUTC€HA3HBIA IYyTh BEIET
K 00pa30BaHUIO MPOCTATJIAHANHOB U TPOMOOIIUTOB, JTUIMOOKCUTE€HA3HBIA MyTh BEAET
K CUHTE3Y JIEHKOTPUEHOB.

Cunme3 npocmaenanOuHo8 KaTalu3UpyeTCss MPOCTarjiaHIuH-IHI0NEPOKCU-
CHUHTAa30#, B Mpolecce y4yacTBYIOT ABe MOJEKyJbl O,. I[IpogykToM OKCHreHa3HOM
KOMIIOHEHTBI JEUCTBUSI SIBISACTCS SHIONEPEKHUCHOE LUKINYECKOE MPOU3BOJHOE, KO-
TOPOE MOJ IEUCTBUEM YK€ NMEPOKCUIA3HON KOMIIOHEHTHI MPEBPAIIAOTCA B MPOCTa-
TJIAaHAWHBL U TpoMOOKcaHbl. KJIeTku 0JIHOrO TUMAa BbIPAOATHIBAIOT TOJBKO OJIUH BU]L

POCTAHOUIOB, T.€. MPOIEeCC OMOXMMUYECKH W (U3HOJOTUYECKH CEJICKTHUBEH.
Cwm. puc. 8.8.

— — COOH

CH,

O OIIIIlu-

Tl Q

Pucynox 8.8. Ilymu memabonuszma apaxuooHo8ou KUCI0mbl:
a) npocmanoudnsiii nyme, b) mpomboxcanosulit nymo

Tpomboxcanvl CUHTE3UPYIOTCSI B TPOMOOITMTAX M TOCJIE BBIXOJA B KPOBSHOE
PYCIIO BBI3BIBAIOT CYXEHUE KPOBEHOCHBIX COCYJOB W arperamuio TPOMOOIIUTOB.

B Toxe Bpewms, npocramukinabl (PGl,) 00pa3yrorcs B CTEHKaX KPOBEHOCHBIX COCY-
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JIOB | SIBJISIFOTCSI CHUIBHBIMH MHTHOUTOpaMH arperaiuuu TpomoouuTtoB. Takum oOpa-
30M, TPOMOOKCaHbl U TMPOCTALMKIMHBI SBISAIOTCA aHTaroHucramu. lIpenmomnaercs,
YTO HAJIMYME IOJIMEHOBBIX KHUCIOT YMKO3aHOBOI'O THIA B MOPE MPOAYKTAX CHUXKAET
BEPOSATHOCTh CEPJEUHO-COCYANUCTHIX 3a00JIEBAHUM 110 IPUYHUHE IOHW)KEHHOH arpera-
UM TPOMOOLIUTOB U, COOTBETCTBEHHO, 3aMEJIEHUEM ITpoLiecca CBEPTHIBAHUS KPOBH.

CtpykTypy IpOCTallMKJIMHA CM. Ha puc. 8.9.

HOOC

OH

Pucynok 8.9. Ilpocmayukaun, obpazyemcs uz apaxuooH080U KUCIOMbL YUKTIOOKCUSEHAZHBIM NYMEM

C NOOKIIOYeHUem npocmayuKiuHCuURmdassl

Cunmes netikompueHog Pean3yeTcs U3 apaxuJOHOBOM KHCIOTHI B JIEHKOLM-
Tax, KJIETKaX MaCTOLUTOMBI, TPOMOOIMTaX M Makpodarax Mo JUMOKCUTCHA3HOMY
nyTa MeTabonu3ma. JIMmokcureHaspl KaTAIM3UPYIOT BBEJICHUE KUCIOPOIHON (DYyHK-
LU B 5 -TIOJIOKEHUE apaxUuJOHOBOW KHUCJIOTBI, B PE3YJIbTATE 3TOTO IPOoLEecca Mpouc-
XOAUT IEpepacIpeeICHUE T-CBA3EH U3 METUIICH-PA3JCIEHHON CHCTEMBI B COIPS-
KEHHYIO TPUCHOBYIO (OTCIOJIa W Ha3BaHUe, JeiKkompuensvl). [lepBbiM 00paszyeTcs
JEUKOTpUEH A4 KOTOPBIN Jaliee MpeBpalaercs B JeHkoTpueH By u neiikorpuen Ci.
Jletikotpuen C, 00pa3yeTcsi BBEICHHUEM TpUNENTUIa (IUCTEUH-TIUIMH-TIIyTaMar)
B 6-¢ mosioxkeHue ¢ 0OpazoBaHueM CyabhuaHON cBs3u. [locienyonmumu peakiusamMu
C y4acTHEM JEMNeNTH1a3bl (MI03TAMHOE YAJIECHUE MTYTAMUHOBOM KUCJIOTHI U TJIMIIMHA)
oOpasytorcs neiikorpueHsl Dy v E4, OCHOBHBIM (DYHKITMOHAIBHBIM 3JIEMEHTOM KOTO-
PBIX SIBJISICTCS] IUCTEUMHOBBIN (PparMeHT B 6-OM TMOJIOKEHUH YTIIEBOJOPOAHON IIETOY-

k. Cm. puc. 8.10.
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LTE, NH2

Pucynoxk 8.10. Cxema cunmemuueckux npeobpazosanuil apaxudoHO80U KUCIOMbl

8 JIeUKOmMpUeHbl

Jlunozcene3. MHorue XKMBOTHBIE, YEIOBEK B TOM YHCIIE, MUTAIOTCS C UHTEPBa-
JaMH, BCIIEACTBHE YEro BOZHUKAET HEOOXOAUMOCTh 3amacaHus O0bIIel YacTu SHEp-
MU, TTOJIYYEeHHOU C MUILEH, 711 UCTIOJIB30BaHMS €€ B MPOMEXYTKaX MEXIy mpuéma-
MU iy, OCHOBHOM MyTh 3alacaHus SHEPTUH JIEKUT uepe3 MeTaboIu3M yIIIeBOAOB,
TOYHEE, MYyTEM KOHCEpBAIlMU MPOAYKTOB INIMKOJIM3a (aueTuiI-KopepMeHTa-A) B BUE
KUPHBIX KUCIIOT U XUpOB. IlepBoii peakuuell OMOCUHTE3A )KUPHBIX KUCIIOT SBIISETCS
kapOokcunupoBanue anetui-CoA BBenenueM CO; mpu karanuse ouotuHoMm. O6pa-
3YIOIIMICA TIpU 3TOM MaOHUI-COA OTJIMYaeTCsl BHICOKOW aKTMBHOCTHIO CBOEHU Me-
TUJIEHOBOW TPYMIbl B PEAKIUAX C MPOMEKYTOUHBIM 00pa30BaHHEM KapOaHMOHHOIO
[IEHTpa, CTOJIb HEOOXOAMMOTO IS OCYIIECTBICHUS CIEAYIOIEH peakiuu (CM. CHHTE-
36l HA OCHOBE MaJIOHOBOTO 3()Hpa B KJIIACCUUECKOW OPraHMYEeCKON XUMuUM). A cieny-
OIasl peaklys, MOKHO CUUTaTh €€ (ynIMEHTAIbHOH, 3aKII0YaeTCs B HyKI€O(UiIb-
HOM 3amenieHuu ¢pparmenta —S-COA B COOTBETCTBYIOIIEM alleTUILHOM (QI[UIBHOM)
IPOU3BOJHOM, KOTOPOE U MPUBOJIUT K HAPAIIMBAHUIO YIIIEBOJOPOAHON LIENU Ha JBa
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yriepoja. DTOT MPoIecC MPOXOIUT MO-CTAIUAHO HECKOJBKO pa3 /10 00pa3oBaHMs
YTJIEBOJIOPOJIHBIX 1IETIOYEK HEOOXOIUMOM Pa3MEpPHOCTHU, JJIs KUPHBIX KUCTOT Cig —
Cis 1 607nee. Kctatu, 0TCI071a CTAHOBUTCS MTOHSTHBIM MPABUIIO «YETHOCTHU» B CTPOE-
HUU )KUPHBIX KUCIOT — HA BCEM MyTH OMOCUHTE3a MPOUCXOAUT MpUcOeTuHeHHE (TTy-
TEM KOHJICHCAIIMHN) JIBYX-YIIIepoaHOro ¢parmMenta. [1oCKONBbKY pe3yiabTaTOM AITHX
KOHJICHCAIIMH SIBJISIIOTCS KE€TOHOKHCIJIOTHI, B MPOIECC MOJHOTO 3aBepIIeHUs] OMOCHH-
T€3a )KUPHBIX KUCIOT MOJKIIOYAOTCs peaykra3bl. CM. puc. 8.11.

co,
CH;-CO-S-CoA —————> ©Q0O0C-CH,-CO-S-CoA

Enzym-biotin

CH;-CO-S-CoA l © CH,-CO-S-CoA l

-~

'

CH;-CO-CH,-CO-S-CoA
T
T
l CH3-CO-FH2-CO-S-C0A
n

CH;-CH,-CH,-CO-S-CoA
l 3 Zhl 2 //

Pucynox 8.11. Cxema 6uocunmesa scupnvix kuciom uz ayemui-CoA

3aBepiIalomuM 3TanoM (OPMUPOBAHUS KUPOBOTO 3amaca CIyKUT PeaKius
AKTUBHPOBAHHON JKUPHOM KHUCIOTHL, OMNATh K€, HYKICO(PHUIBHBIM 3aMEIICHUEM
¢parmenta —S-COA 1npu yyacTUU B KauecTBe HyKJIeopuia CUupTOBOM GyHKIIUU MO-
JeKyJbl rauuepuna. Cm. puc. 8.12.

( \
H,C——OH H,C——OH H,C——O0CO-R!
0] R
HC—OH // —> HC—OCO-R ~——> HC——OCO-R?
CoA-S—C\
R
H,C——OH H,C——OH H,C——OCO-R?
. J

Pucynox 8.12. Cxema obpazosanus mpuayuneiuyepudos
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Kemoecenes. B onpenenéHHbIX METaOOINYECKUX YCIOBUSIX — HEAOCTATOK yTJe-
BOJIOB B MUIIIEBOM pallMOHE, MHTCHCUBHAs (pu3nueckas padbora, JIUTEIHHOE T0JI0ja-
HUE — TMPOUCXOJIUT OBICTPOE OKUCIICHHE KUPHBIX KUCIIOT, B pe3yIbTaTe KOTOPOTo 00-
pa3yloTCs 3HAYUTEIbHBIE KOJMYECTBA AallETOYKCYCHOM KHUCIOTBI M 3-THUJIPO-
KCHUMACJISTHOM KHCIIOThI, a CI€JI0OM U aleToH. Bce 3Tu BelecTBa BMECTE Ha3bIBAIOT
KETOHOBBIE Tenla. Cxema ux o0pa3oBaHus MpUBEIeHa Ha puc. 8.13.

O—O0

CH;-CO-S-CoA PN
_ | CH;-CO-CH,-COOH —7 HsC

CH;-CO-S-CoA

HOOC

¢ CH;

H,

CH,

Pucynoxk 8.13. Cxema ob6pazosarnus komniekma coeOuneHull
10O 0OWUM HA38AHUEM (KEMOHOBblE Mend»

BpeMeHnHoe oOpa3oBaHHE MOBBIIICHHOTO KOJWYECTBA KETOHOBBIX TEJ, CBS3aH-
HOE C 00TaToil KUPOM JAUETON W TIPH TSKENBIX (HU3UIECKUX HATPy3KaX, OMpeesieT-
Csl KaK Heraroyiorudeckas Gpopma ketoza. B Toxe Bpemsi, TOCTOSTHHBIN ITOBBITIICHHBIN
YPOBEHb KETOHOBBIX TEJI CKOPEE BCETO CBSA3aH C CaXapHBIM TUA0ETOM — OIpeIemsieT-
Csl KaK KeToaIu103, KTOPhIH MOYKET MPHUBECTH K JICTATLHOMY HCXOY.

Memabonusm xonecmepona. XoaecTeposa OTHOCIT K JIMOUAAM COIJIACHO €ro
(GUBHMKOXUMHYCCKUX M OMOXUMHUYCCKHUX CBOMCTB, TOT/Ia KaK 10 CBOEMY MPOMCXOXKIC-
HUIO (OMOCUHTE3Y) OH JOCTAaTOYHO Jal€K OT KJIACCHYECKHX JIMIUIOB, SBIISIOIIUECS
IIPOU3BOIHBIMU JKHPHBIX KHUCIIOT, 00Pa3yIONUXCS M0 MOJUKETUIHOMY TTyTH OHOCHH-
Te3a. XO0JECTepoII K€ 00pa3yeTcsi M0 MEBAJIOHOBOMY MYyTH OMOCHHTE3a. XOTS, €CIH
aHAM3UPOBATh OMOCHUHTE3 KUPHBIX KUCIOT M M3OTPEHOUIOB (K OHBIM U OTHOCHUTCS
XO0JIECTEpOJT) OT camoro Hadaia (ab initio), To oka3pIBaeTCsA, YTO BCE HAYMHACTCS OT
anetusi-CoA, OMOCHHTETHYECKAs CyJb0a KOTOPOro jJaliee OorpesesieTcs pasHooopa-
3WeM YCJIOBHUH CpeJlbl U pa3HOOOpa3rem hepMEHTOB.

XoJyecTepost SBIISCTCS BEIICCTBOM JKU3HEHHO HEOOXOIUMBIM JIJIsi OpraHu3Ma

YCJIOBCKaA, C 9TOM TOYKH 3pCHHuA €TI0 MOIKHO Obl OTHECTH K KJIaCCy BHUTAaMHHOB.
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Ho nockonbky, oH yactuuHo (okosio 50 %) cuHTE3upyeTcsi B OpraHu3Me 4esOBEKa,
a pyras 4acTh MOCTYHaeT ¢ NPOAYKTaMHU MUTAHMS, €r0 CKOPEe BCEro ClIeAyeT OTHe-
CTH K BUTAMUHOTIOJIOOHBIM BelecTBaM. KcTtatu, X0aecTepoia CUHTE3UPYETCs TOJIBKO
KUBOTHBIMU U, CIIE€IOBATEIBLHO, COJAEPKUTCS B MPOJYKTAaX MUTAHUS TOJBKO KUBOT-
HOT'O IPOUCXOKIECHUS.

[lepBast peakiysi MEBAJIOHOBOTO MyTH OMOCHHTE3a SIBJIAETCA OOUIEH I BCex
nyTel OMOCHUHTE3a U CBOAUTCS K auMmepu3anuu anetuii-CoA ¢ oOpa3oBaHUEM aKTHB-
HOM (opMBI aleTOyKCyCHOM KHUCIOTHl ((epMmeHT, auneroanetuin-CoA-cuHTasa).
Ho yxe Ha ciiemyromem 3Tame «CTpelika myTeid OMOCHHTEe3a» MEepPEeBOAUTCS Ha MEBa-
JIOHOBBIW MYTh PEAKIHUEN MPUCOCANHEHHUS €1I€ OJHON MOJIeKyJibl aneTwi-CoA 1o ke-
TOHHOW (YHKIIUU aIleTOYKCYCHOM KHUCIOTHI ((hepMEHT, THAPOKCU-METUII-TIyTapaT-
CoA-cunTaza). OOpa3oBaBIIasiCs MEBAJIOHOBAs KUCIOTA XapaKTEpPHA TEM, UTO UMEET
Pa3BETBICHHBIA YTIACPOIHBIA CKEleT M €€ CONpsDKEHHOE JeKapOOKCHIMpOBaHUE-
Neruaparanuss MPUBOJUT K TMape M3ONMPEHUIbHBIX E€IUHHUIl, KOTOphIE CO-
MOJIMMEPU3YIOTCS ¢ (HOPMHUPOBAHUEM, B KOHEYHOM CITydae, MOJIEKYJIbl ckBajeHa. [1o-
ATANHO, PEAKIMK KaTaJu3UPYIOTCS: MEBaJIOHAT-KMHA30, GochomMeBaIoHaT-KMHA30M,
nupodochomMeBaionaT-KMHA30M, U30MEHTUI-MHPOodochaT-u3oMepa3on, MpeHuI-
Tpacdepazoil, ckBajieH-cuHTa30i. CM. puc. 8.14.

o
o

HO  CH,

CH;-CO-S-CoA —> %
— , :
H3C/ \CHZ \S-COA HOOC CH,OPP

{

g
. _CH2._
CH, CH, CH, << C gy, OPP
CH, CH, CH, )\/CHZ\
H3C)\/\/\\/\/K/CH2 | HC OPP

Pucynox 8.14. Cxema 6uocunmesa cxéanrena

OnHoOl U3 MHTEpPECHEHINX OMOXMMHUYECKUX peakiuil (QyHIaMeHTanbHO 3Ha-
YUMOM M ISl KJIACCUYECKOW OPraHWYeCKOM XMMUU) SIBIISIETCS PEaKIlusl MpeBpalieHus
CKBaJICHA B ITOJIMUUKINYECKHE YIIIEBOJOPOABI CO CTEPAHOBBIM CKEJIETOM — JIAHOCTE-
pOJI, LIMKJIOAPTEHOJI, TUApOKcUronanon (romnanouss). CyTh Ipolecca 3aKiIYacTcs
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B cienytomeM: CKBaJIeH SMOKCUIAUPYETCS MO KOHIIEBOW 0J€(UHOBOM CBS3H, MOCIHE
Yero, SMOKCUIHBINA LMK PACKPBIBACTCS KHUCIOTHBIM KaTaJlu30oM C 0Opa3oBaHUEM
KapOOKaTHOHHOTO MHTEPMEINATa, KOTOPBIA M COBEPIIAET 3Ty YHUKAIBHYIO PEAKITUIO
MHOT'OIICHTPOBOTO D3JIEKTPOPUIBLHOTO TpHUCOeANHEHUs. Peakuus mpoTekaeT CHUH-
XPOHHO, CTPOTO CTEPEOCHEHIIU(PUYHO U CEICKTUBHO IO OpraHu3MaM: JIAHOCTEPOI
o0paszyeTcsi TOIbKO B KJIETKaX >KUBOTHBIX, IIUKIOAPTEHOJN B PACTEHHUSAX, TOMAHOUIBI
B OaKTepusiX W B IPYTUX MPUMUTHUBHBIX OpraHu3Max. KaTtaaus3upyroTcs: peakius co-
OTBETCTBYIOIIUMHU ITMKJIa3aMH, KOTOPBIE€ OYEBUIHO Pa3IMYAOTCA arnodepMEHTHBIM
¢bparMeHTOM, OTBEYAIONIUM 33 COOTBETCTBYIONIYI0 KOH(POPMAIMOHHYIO YKIAIKY
CKBAJICHOBOM 1IETIOYKHU B IEPEXOAHOM caiiTe peakiuu. CM. puc. 8.15.

HO

Pucynok 8.15. Cxema obpazosanus nosuyukiuyeckux U30npeHouo08 co CMmepaHo8bimM CKeiemom
u3 ckeanena: a) nanocmepoi, b) yuknoapmeron, C) cudpoxcueonanon

Xonecmeponoguii kackad. Bee KIETKH, HE YTpaTUBILNE SAPO, CIIOCOOHBI CHH-
TE3WPOBATH XOJIECTEPOII, OMOCHHTE3 KOTOPOTO MPOUCXOAUT B MUKPOCOMAaX U LIUTO30-
ne. McXoqHbIM U30IPEHOMIOM CHHTE3a XOJIECTEPOJIA SIBIISETCS JIAHOCTEPOJI — CXEMa
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ATOrO MPEBPALLEHUS CBOJUTCS K PEaKUUsAM yJaleHUs METUIbHBIX TPYIII, oJepUuHO-
BOM M30MEPU3ALMHU U TMAPUPOBAHUS IBOWHOW CBA3M. KilroueBBIM mporeccoM 3Toro
IIyTH IIPEBPALIEHUs, KOHEYHO K€, SBIIOTCSA PEaKUUU yAAJICHUS METWIbHBIX I'PYIIII,
XapaKTepHbIE NIl BCEX MEPEXOJ0B XOJECTEpOoBOoro kackanaa. Haubonee BeposteH
JBYXATAIHbBIN Mepexo]] — CHayalla MeTHJIbHAs FPyIa OKUCIAETCS 10 KapOOKCUIbHOM
¢yHKUMU (OKCHIA3 TAaKOro Mpoliecca BIOJIHE JOCTATOYHO), a J1ajie€ UMEET MECTO pe-
akuus  aekapOokcuiaupoBaHusi (mporiecc (PEpMEHTAaTUBHO Takke OOeCIeyeH).
Cwm. puc. 8.16.

CH; g CH; é CH, é
— L= h=
HO 8 HO S HO S
H3C CH3 H3C COOH H3C H

Pucynox 8.16. Ilpunyunuanvuas cxema buocunmesa xorecmepona: ) ranocmepoi, b) xonecmepon,
C) cxema npoyecca demMemuiuposanus (YKOpauueanue yeie000p00OHol YenoukxiL)

XoJecTepoil CHHTE3UPOBAHHBIM OPraHU3MOM YEJI0BEKAa U MOCTYNUBIIWMN C IH-
1€l CMEIMBAIOTCA U B JAJIbHEHIIIEM MOCTYMAKOT UX MEYEHU B KPOBOTOK KaK B CBO-
O0oHOM opMe, TaK U B CBA3aHHOU B BUJE Y(PUPOB KUPHBIX KUCIOT, HEHACHIIIICHHBIX
B OCHOBHOM, a TaK»Xe€ B KOMIUIEKCE C OeKaMHu 00pa3ysi XUJIOMUKPOHBI, JTUTIONIPOTEH-
Hbl HU3KOW IUJIOTHOCTH W JIUTIONPOTEUHBI BBICOKOW MIIOTHOCTH. CoaepixaHue XoJe-
CTepoJia B 3THUX KOMILIEKCaX 0OpAaTHO MPOMOPIUOHATIBLHO UX TUIOTHOCTU — YeM O0JIb-
I€ XOJECTepoJia B KOMILUIEKCE, TEM HHXKE €ro IMJIOTHOCTh M TE€M BBIIIE €ro JHUIO-
bunpHOCTH (M cleoBaTeNbHO, THAPOodoOHOCTS). [locnennuii Gakrop cmocodbCcTByeT
SIBJICHUIO «BabICAJIMBAHUS» JIUIIONPOTENHOB U3 BOJHOTO PACTBOPA, KAKOBBIM SIBIISICT-
Csl KpOBB, 00pa3ysi TEM CaMbIM COCYAMCTbIE OJsAKU. JIMMOPMIBHOCTE X0JecTepoa,

a TouHee ero aM(pupuIbLHOCTb, UCIOJIb3YETCSI OpraHM3MaMu MpPU MOCTPOCHUU Kile-
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TOYHBIX MEMOpaH — €ro yrjieBOJOPOAHBIA CKEJIET IO pa3Mepy COOTBETCTBYET pas-
MEPHOCTU JUMUIHOTO CJIOSi MEMOpaH, B TOXKE BpeMs, TPOCTPAHCTBEHHAS CTPYKTYypa
3TOr0 YrieBOJOPOIHOIO CKEJIETa BEChbMa HEPETYJIsIpHasi, B CBSA3H C ATUM, XOJIECTEPOII
€CTECTBEHHBIM 00Pa30M BKJIIOYAETCS B JIMIUJIHBIN CIION HapyIIas ero peryjaspHOCTb
U TpuJiaBasi MeMOpaHe KUAKO-KPUCTAITNYECKHUE CBOMNCTBA.

Ho 310 Bcé pusmko-xumuueckoe NoBeACHUE X0JIecTepoiaa — COOCTBEHHO XOJie-
CTEPOJIOBBIA KAaCKaJl CBSI3aH C €r0 XMMHUYECKUMU MTPe0oOpa30BaHUSIMHU, KOTOPbIE BEAYT
K JKeITYHBIM KHCJIOTaM, MOJOBBIM TOPMOHAM, KOPTUKOCTEPOUIaM, BUTaMuHy D.

buocuHTe3 MEepBUYHBIX JKEITYHBIX KUCIOT (XOJEBOW M XEHOJIE30KCHUXOJIEBOM)
IIPOUCXOJUT B MEUYEHHU, 1€ OCHOBHBIMU PEAKLUSIMU SIBIIAIOTCA: TUIPOKCUINPOBAHUE
(BBeZieHHME CHUPTOBOM (YHKIMH B TOJIOKEHHE-7, B TMEPBYIO oOudepeib) MPOTEKaeT
¢ yuactueM kuciopoga, NADPH u nutoxpoma P-450; nanee crnenyroT peakuuu ru-
pupoBanust no C=C cBs3M U yKOpayuBaHHE OOKOBOW yTIE€BOAOPOJHOM H30-
OKTAHOBOW Ienu. B Kenub KETYHbIE KHUCIOTHI MOCTYMAIOT B BHUJE KOHBIOTATOB
C TJIMIIMHOM U TaypuHOM. CM. puc. 8.1. 1 IpeAlecTBYOIUNA eMy TEKCT.

Kopmuxocmepouowt (puc. 8.17) — mogkiIacc CTEPOUIHBIX TOPMOHOB, TIPOU3BO-
JTUMBIX HUCKJIIOYUTEIBHO KOPOW HAAIMOYEUYHHKOB — TIIFOKOKOPTUKOUABI U MUHEPAJO-
KOPTUKOUABL. ECTECTBEHHBIMHU TJIaBHBIMH (2 BCETrO HUX BBIJIEJIEHO M3 OJKCTPAKTa
HAJIIMOYCYHUKOB HECKOJIBKO JIECSITKOB) TTFOKOKOPTHUKOUAMU YEJIOBEKA W KUBOTHBIX
SIBJISIFOTCSL KOPTU30JI U KOPTU30H — MX aKTHUBHOCThH pa3jiM4Ha JIsl pa3IMuHbIX Opra-
HU3MOB, €CJIM JJI1 YeJIOBEKa IJIaBHBIM SIBJISIETCA KOPTH30JI, TO IJsi HEKOTOPBIX XKH-
BOTHBIX YaCTO 3TO KOPTU30H. KopTu3oi cekperupyercs N1eMCTBUEM aApEHOKOPTHKO-
TPOMTHOTO TOPMOHA, a TOT, B CBOKO OYEpPE]b, CEKPETUPYETCS KOPTUKOTPOIUH-
PUIIU3UHT-TOPMOHOM. J[eiicTBHE KOPTU30J1a CBOJIUTCS K YCHIICHUIO CUHTE3a TIIFOKO3bI
U TJIMKOTE€HA B TEUYeHM (B TemaToIMTax), TOT/a Kak B MBIIIIAX pacnaj (CropaHue)
roKo3bl 3amennisierca. Koneunblit addexT AeiicTBus KOpTH30Ja, TaKUM 00pa3oM,
3aKJII0YAETCSl B COXPAHEHUU DHEPreTUUYECKUX pecypcoB opranusma. KoptusoH cTu-
MYJUPYET CHHTE3 YIJIEBOJAOB W3 OEJIKOB, MOBBIIIAET YCTOMYMBOCTh OpraHuU3Ma K
cTpeccy.

['1aBHBIM MHMHEPATIOKOPTUKOCTEPOUIOM SIBISIETCS QJIbJAOCTEPOH, PETYJISALIMS
€ro CHHTE3a U CEKpEelUsl OCYIIECTBISIETCA aHTMOTEH3MHOM-Il, yTo maér ocHoBaHue
CUMTATh €r0 YacThI0 PEHUWH-aHTMOTEH3MH-AJIbJIOCTEPOHOBOM CHUCTEMBI, 0OecreurBa-
IOIIEH PErysluio BOJIHO-COIEBOr0 0OMEHa, PEerylIupyeT B KpoBu cojepxkanue Na'
u K*. KoHeuHblii pe3ynbTar ero AeiicTBUs — yBelMdeHHe 00bEMaA IUPKYIUPYIOIEeH

KPOBH U NOBBIIICHUC CUCTCMHOT'O apTCPHUAJILHOT'O JTaBJICHUA.
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KopTtuzon siBnsieTcss peryasTopoM YIJIEBOJHOTO OOMEHa, a TakKe MPUHUMACT
y4aCTHE B Pa3BUTHUM CTPECCOBBIX pPeakUuu. /[ HErO XapakTepeH CYTOYHBIA PUTM
CEeKpELUNH — MUHUMAJIbHAsA KOHLUEHTPAMs OTMEYAETCS B BEUEPHHUE, A MAKCUMAJIbHAS
B yTpeHHUE 4yacbl. KOPTU30H BTOPOM IO 3HAYUMOCTH TIIFOKOKOPTUKOHUIHBIA TOPMOH
YeJI0BeKa, CTUMYJUPYET CHUHTE3 YIJIEBOJOB U3 OEJKOB, IMOBBIIIACT YCTONYHBOCTD

K CTpeccy.

CH,OH
--nlIIIOH

CH,OH
.-nlIIIOH

CH,OH

Pucynok 8.17. @) kopmuson, b) kopmuszon, C) arboocmepon

llonosvle cmepoudmnvie 2opMoubl TIOJAPAZNCISIOT HA TPU TPUHIUMHAIBHBIX
TPYIIIBL; MPOTeCTOTeHBI (T€CTOTEeHBI), aHAPOTEHBI U ACTPOTEHBI.

lIpocecmozenbl OGUOCUHTE3UPYIOTCS B OCHOBHOM KENTHIM TEJIOM SIMYHUKOB
Y YaCTUYHO KOPOW HAJIMOYECYHUKOB, a TAKXKE IJIALICHTOW TioAa. [ JaBHBIA U3 HUX,
IIPOTECTEPOH, €MI€ Ha3BIBAIOT TOPMOHOM OEPEMEHHOCTH, UMEET MHOTO (hYHKIIHH,
CBSI3aHHBIX C pa3BUTHEM 3MOpHOHA. bHOCHMHTE3 TeCTOreHOB Ha4YMHAs OT XOJIECTEePO-
Ja, 4epe3 KIIF0YEBOE COCIMHCHHE IPETHENIOH, 00pa3yeT CEepUI0 COSAMHEHUM 3TOTro
psilla C KeTOHHOW, €HOHHOW M CIIUPTOBBIMHU (PYHKIMSIMU — IMMOCTOSTHHOM JIJIst BCEX CO-

€IMHEHUS SIBISETCS anleTuiabHas rpynna rnpu Cp7. Cum. puc. 8.18.
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HsC _O Héfl ° HsC. 0
CH, 3 CH3
CH3 CH3 CH3
HO ° °
(a) (b) ()
H,C o HiC o H,C o
CH, CHs CH,
¢OH ciiOH
CH3 CH3 CH3
Ho\\“\" HO (o]
(d) (e) (®
H;C o H,;C o
cnOH ~nnQH
o HO™"
(h) ()]

Pucynok 8.18. @) npeenenonon, b) npocecmepon, C) anronpecnanouon, d) arronpeznanonon,
e) 17-cuopokcunpeenenonon, g) 17-euopokcunpozecmepon, h) 17-eudpoxcuanionpecnanouon,
J) 17-2uopoxcuannonpecnanonon

Anopoeenvt — o0111ee cOOMpaTENFHOE HA3BAaHUE TPYIIIBI CTEPOUTHBIX MYKCKUX
MOJIOBBIX TOPMOHOB, TIPOU3BOIUMBIX TIOJIOBBIMH JKeJie3aMH (CEMEHHUKAMU Y MY>KUHH
U STMYHUKAMH Y JKCHIIHWH), OTYACTH U KOPOW HAJIOYCYHUKOB — KOHTPOJUPYIOT pas-
BUTHE MY>KCKHUX BTOPHYHBIX U TPETUYHBIX MOJOBBIX MPU3HAKOB Y 000MX 10JI0B. Mc-
XOJTHBIM ~COCIWHEHWEeM Juisi OWOCWHTE3a aHIPOTEHOB CIYKHUT 17-THIPOKCH-
nperHeHooH cM. puc. 8.18. XapakTepHbIMH OHOXMMHUYECKUMHU TPEBPACHUSIMH
yYKa3aHHOTO TPOTECTEpOHAa HA TMYTH K aHJIPOTEHAM SBJISIOTCS PEAKIIUU BEIYIIHE
K yIQTeHMIO aneTHibHoi (yHKuuy npu atome C''u 3aMeHoil eé Ha CIIMPTOBYIO I
KETOHHYIO (yHKIHMH. [JTaBHBIM aHAPOTCHOM OE€3YCIOBHO CYHTAETCS TECTOCTEPOH.
Cwm. puc. 8.19.
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cH, O CH; CH;
CH, CH, CH,
HO o 0
(a) (b) (©
CH, CH, CH,
HO™" HO o
(d) ) (8)
cH, OH cHy P
CH, CH,
fo) HO\\\\\\“
(h) 1))

Pucynok 8.19. @) anopenonon, b) anopenouon, ¢) anopanouon, d) anopocmepon,
e) anopenouon, Q) mecmocmepon, h) anopanonon, j) anoparouon

Ocmpozenst — 0011Iee COOMpPATETHLHOE HAa3BAHKME MOJKIACCA CTEPOUJIHBIX JKEH-
CKHUX TIOJIOBBIX TOPMOHOB, MPOU3BOANMBIX, B OCHOBHOM, (DOJTUKYJISIPHBIM armapa-
TOM SIMYHUKOB y KEHIIMH. TakKe MPOU3BOIATCS SUIKAMH y MY>KUWH, KOPOH HAJIO-
YEUYHHUKOB U JAPYTUMHU BHETOHAIHBIMHU TKAHIMH y 00oux mojoB. OHM 00pa3yroTcs u3
aHAPOTreHOB, Ka3aJoCh Obl, MPOCTHIM MYTEM — MPEBPAIICHUEM IMKIOT€KCAHOBOIO
UKJIa B OCH30JBHBIA — HO 3TO JETHAPUPOBAHUE OCIOKHEHO HATMYMEM METHUIIHLHOU
IpYIIBI TIPH y3710BOM aToMe yriaepoga C°, KOTOPYIO yIQiuTh yXe He MPOCTO
(cM. puc. 8.15). DepmeHT, OTBEUAIOIIHUNA 3a MNPOLECC MPEBPALICHHS 3HAPOTCHOB
B 3CTPOTEHBI, apoMaTasa, COCTaBJICH M3 OENKOBON MOJIEKYJBI ¢ KO-()aKTOPOM LIUTO-
xpom P 450 (EC 1.14.14.1), KOTOPBIi OKHUCISIET 3Ty METHJIBHYIO TPYIITY M OTIICTLIS-
eT e€ yxe B Buie (popmuara, oOpasyst Takum oopazom deHosbHbIN pparmeHT. Oo01mas

cXema BCceX MpeBpalieHuil OT aHIPOreHOB B 3CTPOTeHbI CM. Ha puc. 8.20.
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Pucynok 8.20: a) mecmocmepon, b) anopocmenouon,

¢) acmpaouon, d) scmpon, €) scmpuon

Bumamun D u kxanvyueswviii oomen. B obmem miane, moa ButaMuaoM D moapa-
3yMeBaeTCsl TPyIIa pOJACTBEHHBIX COSTMHEHUN N3HAYAIBHO O0Pa3yIOIINXCS U3 XOJie-
CTepoJia U TTIOTOMY MOXHO CYMTaTh €ro (a TouHee BuTamep Ds) mocienHeil BETBBIO
XOJIECTEPOJIOBOTO Kackajna. Beero rpynmna ButamMuHOB D HacUMTHIBAET MATH BUTaMe-
POB, M3 KOTOPBIX HATHBHBIM COCAMHEHHEM sBIIsIeTcsS BHTamep D3 (Xomekambiude-
poi). B opranusm denoBeka XonaeKaabIudepoII MOCTymaeT AByMs MMy TSAMH: C TIPOTyK-
TaMU TUTaHUs (GKUp, SIMYHBIN JKENTOK, TIEYeHb PhIO, 0OCOOEHHO TPECKU) U OMOCUHTE-
3UPYeTCs] B MAJIBIIUTHEBOM CJIO€ dIUJIEpMUCA HePEePMEHTATUBHON peakuueit Gpoto-

muza. Cwm. puc. 8.21.
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Pucynok 8.21 @) xonecmepon, b) oecuopoxonecmepon, ) xorexanvyughepon (Ds)

B knerounbsix MeMOpaHax rpuOOB U MPOCTEUIINX COAECPHKHUTCS IPTrOCTEPOII, Te
OH BBITIOJIHAET T€ K€ (PYHKIMH, YTO M XOJIECTEPOJ B KJIETKaX >KUBOTHBIX U YEJIOBEKA.
Tak BOT, 3TOT crepoun npu obmydenun Y@ cBeToM npereprneBaeT OMOXUMUYECKHM
Nepexo/l, aHAJIOTMYHBIM BBIIIE OMHUCAHHOMY Ui JETHAPOXOJIeCTEpOia, ¢ oOpa3oBa-
HueM Butamepa Dy). Cwm. puc. 8.22.

hv

S
HO®

Pucynok 8.22 @) apeocmepon, b) speoxanvyughepon (umamun D)
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OcHoBHas Ouosorndeckasi GyHKIHS BATAMUHOB TpyIibl D — 3To oGecnieueHue
Kalbluii-hocaTHOro TpaHcmopTa B XOA€ OOMEHa KOCTHOW TKaHH. A aKTHUBHOU
dopmoii BuTamepoB D sBIS€TCS WX TUTHAPOKCH MPOU3BOAHBIC (KATBIUTPHUOIIBI).
CTpyKTypHBIE 0COOCHHOCTH KaJbIIUTPUOIIA CICAYIOIINE | 3HAUUTENBHBIN 0 pa3Mepy
AUno(UIBHBIA YIJIEBOAOPOIHBINA CKENET, HATMYKE B MOJIEKYJIE TPEX TUAPOPUIbHBIX
COUPTOBBIX  (QPYHKIUH  «pa3OpOCAHHBIX» IO MOJIEKyJe, KOH(POPMALUOHHO-
KOHQUTYpallMOHHAsT TMOABM)KHOCTh YIJIEBOJAOPOJHOTO CKeJeTa. DTOT MOCIeAHUN
(akTOp MO3BOJISIET MOJIEKYJIE TIPUOOPECTH MPOCTPAHCTBEHHYIO (OpMY, TI€ TUIPOK-
CWJIbHBIE TPYMIIBI OKAXYTCS B IOCTATOYHO JIOKAJIbHOM 00J1aCTH MOJIEKYJISIPHOTO MPO-
CTpaHCTBa U 00pa30BaTh KOMILUICKC ¢ MOHOM Kajibliusi B BUIe ¢ocdara. [Beicokoe

CPOJCTBO COJIEM KAJIbLUS K THAPOKCUITY CIIMPTOB U BOJBI — U3BECTHBIN XUMUYECKUN
¢akt.] Cm. puc. 8.23.

HO"

Pucynok 8.23. Cmpykmypa kanvyumpuona u e2o KOmMniekca
¢ kanvyuii-gpocghamom (anamumom)

B oOMeHe KOCTHOW TKaHM Y4YacTBYIOT €lI€ JBa FOPMOHA: MapaTUPEOMIHBIN
TOPMOH yrHeraeT (OpMHUPOBAaHME KOCTHOM TKAaHU C MOMOIIbIO KaJbLUTPUOIIA
Y KaJbLIUTOHUH, KOTOPBIA TOPMO3HT Mpolecc pe3opouun koctu. O6a ropMoHa ume-
I0T HOJUNENTUIHYIO TpUpoy. TakuM 00pa3oM, KaJIbLUTPHUOI CIYKUT «I1€PEBO3UU-
KOM» Kajblui-ocdara B 00€ CTOPOHBI MpoIecca.

Ilamonocusa nunuonozo odmena. B nepByro ouepenb, OTMETHUM TaKoe Mac-
mTaOHOE SIBJIEHUE KaK odcupenue, OT KOTOPOro CTpagaeT okoJio 250 MITH. 4eJI0BEK BO
BcéM mupe. OxkupeHrne — MHOro(pakTOPHOE XPOHHMUYECKOE 3a00JIeBaHME — CIOCO0-
CTBYET Pa3BUTHIO U MPOrPECCUPOBAHUIO TaKUX 3a00JIeBaHUM, KaK — caXxapHbIi Aua-
0er 2-ro Tumna, apTepHalibHas TUIEPTOHUS, aTEPOCKIEPO3 U HIIEMUYecKas 00Je3Hb
cepaua u ap. B nmpuniune, GpakTop oXUpeHUss MOKHO CUMTATh KaK COMYTCTBYIOIIUN
APYTUM HATOJOTHUSM, KaK MPOBOLMPYIOMIMNA Apyrue 3a00JeBaHUS U KaK pe3ysbTar
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JIPYTUX TMAaTOJOTHYECKUX HApYIICHWH, BKIIOUas reHeTudyeckue. boriee KOHKpeTHBIE
NaTOJOTHH BBIZCIUM HIDKE.

Jlunuooser — psin 3a007€BaHUN XapaKTEPU3yETCs] HAKOIUICHHEM H30BITOYHBIX
KOJIMYECTB OMpEACIEHHBIX JUMHUIOB B KJIETKAX, Yalle BCEro B HEPBHBIX. DTH 3a00J1e-
BaHUS MOXHO Pa3JeNuTh HA TPH rpymmbl: 1) Oosie3HU, 00yCIOBICHHBIE UCTUHHOU
JEMUEINHU3aled HEPBHBIX BOJIOKOH; 2) CHUHTroMMNUAO3bL; 3) JEHKOAUCTPOPUH.
[Ipu paccessHHOM CKJepo3€, KOTOPBI OTHOCHTCS K TEpPBOM TpyIie 3a00JieBaHUM,
HaOII01aeTCsl YyMEHbIIICHUE coiepkanus GpochounuaoB U CHUHTOIUIUAOB B OEIOM
BEIIECTBE MO3ra; B pe3yjibTaTe Oesioe BEIIeCTBO MO COCTaBy CTAHOBUTCS MOXOKHUM Ha
cepoe. B Oenmom BemiecTBe 00HApYXUBAIOTCS d(PUPHI XOJIECTEPOIIa, OTCYTCTBYIOIINE
B HOpPME, a CIUHHOMO3TOBasl KHUIKOCTh XapaKTEPHU3YETCs MOBBIIICHHBIM COJIEPIKaHU-
eM pochonununos. Chunzorunuoozamu Ha3bIBAIOT TPYIIY HACIEICTBEHHBIX 3a00-
JIeBaHMsl, MPOSIBIISIFOIIMXCS Yallle BCEro B IETCKOM BO3pacTe. DTH 3a00j1eBaHMs OTHO-
CSTCS K OOJIBIION TPYIITE JTU30COMHBIX 00JIe3HEH, KOTOPBIE XapaKTePU3YIOTCS PAIOM
MOCTOSIHHBIX MPU3HAKOB: 1) B TKaHAX HAKAIIMBAIOTCS CIOXKHBIC JIUMHIBI HA OCHOBE
nepaMua, 2) mpu 3TUX 3a00JeBaHUSAX HAOII0IAaeTCsl HEJOCTAaTOK CHEIU(UYHOTrO
(depmeHTa B JIM30cOMax, HEOOXOIUMOTO AJISi TUAPOJIN3a COOTBETCTBYIOLIETO JTUIUAA.
CornacHo »toro cnenuduuHoro ¢pepmenta ux (00Je3HM) U KIACCUPUIHUPYIOT (MX
Oomee mecsTka).

Kupoeoii cenamo3 (JKUPOBOE MEPEPOKIACHUE TIEUCHU ) HAOIIOAAETCS KaK CIeI-
CTBHE BHYTPHUKJIETOYHOTO M MEXKKJIETOYHOTO HakorieHus xupa. Korga Hakorienue
CTAaHOBUTCSI XPOHUYECKUM, K KJIETKAaX MEYCHH MPOUCXOAAT PUOpPO3HBIC M3MEHEHHUS,
NPUBOIAIINE K IIEPPO3y MEeYeHU U HapylieHuto e€ ¢pyHkuuii. Camoil pacpocTpanéH-
HOW MPHUYMHON renaTo3a SIBISETCS aIKOTOJIbHAs 3aBHCHMOCTh, a TaKyKe WHCYJTUHHE-
3aBHUCHUMBIN caXxapHbIN quaderT.

Kemoayuoos (kemonemust, kemownypus, xemos). B onpenenéHHpIx MeTadom-
YECKUX YCJIOBUSX, KOTJa TPOUCXOIUT OBICTPOE OKUCIECHUE KUPHBIX KUCIOT (KUpHAs
nUIla IpU HEJAOCTAaTKE YIJIEBOJOB, MPHU TXKENONW Puanyeckoi padbore, Mpu rojojaa-
HUU, TIPU caxapHOM jauabere 1-ro THMa) B medeHu oOpa3yroTcs 3HAUYNTEIbHbIE KOIH-
YecTBa KETOHOBBIX TeN (alleTOyKCyCHas KHUCJIOTa, 3-TUAPOKCHU-MACIsSHHAS KHCIOTa
U aIleTOH), KoTopble TUPIYyHAUPYIOT B KpoBb. COCTOSIHUE, KOTOPOE XapaKTepu3yeTcs
MOBBIIIICHHBIM COJIEpP’KaHWEM KETOHOBBIX TEJ B KPOBH HIIM MOYE, Ha3bIBAETCS COOT-
BETCTBEHHO KETOHEMHEW WU KETOHypHUEH. AIIETOYKCYyCHasi W THAPOKCHUMACISHAS
KHCJIOTHI SIBJISIFOTCSI YMEPEHHO CHUJIbHBIMU KHCIOTAMH M MPU XPOHUYECKOM BBHIBEIE-
HUU TUX KUCJIOT U3 OPTaHU3Ma B BHJIC COJICH IETOYHBIX METAIOB MPUBOJIUT K HC-
TOILEHUIO MIETIOYHOTO pe3epBa U Kemoayudosy. [Ipu HEKOHTPOIHPYEMOM CaxapHOM
nrabere KeToalu103 MOXKET UMETh (haTaibHbIE MOCIEICTBUS.
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bonesnv (cunopom) Peghcyma — HacnmencTBeHHOE 3a00I€BaHUE, KOTOPOE IMPO-
SABJISIETCSI B TOM, 4YTO BCIEACTBUE JAedeKTa BbIPAOOTKH (PEPMEHTHOW CHCTEMBI
0-OKHCJICHHS B OpraHU3Me 4YelioBeKa HakaruimBaeTcs (uranoBas kucinota. [locnen-
HSSl SIBIIIETCS MPOIYKTOM MeTa0oiu3Ma (uToNa, 00S3aTEIBHOTO MOJICKYIISIPHOTO

¢dparmenta xnopodmmia. Cum. puc. 8.24 (a takxe puc. 8.5).

CH; CH; CH; CH; CHj3 CH; CH; CH;
CH,OH )\/\/'\/\/k/\/k/coo“
H3CJ\/M 2 HsC

Pucynox 8.24. [Ipespawenue gpumona 8 pumanosyro kuciomy

[ToBbIIEHHNE KOHIIEHTpAIMU (PUTAHOBOW KHCJIOTHI B KJIETKaX IIEHTPATbHOMN
U iepuepruecKoil HEPBHBIX CUCTEMAX, a TAKXKE B TKAHSAX BHYTPEHHUX OPraHOB, 10
OnpeaeIEHHOr0 YPOBHS (70 TMOJOBUHBI OT OOIIETO KOJIMYECTBA >KUPHBIX KHUCIOT
B MUEJIMHE) NPUBOJUT K NEPEKUCHOMY OKHCIICHHMIO JUIUAOB M ACCTPYKIIMH MHUEIH-
HOBOM 000s104KU. CIECTBUEM CETrO SIBIICHUS SIBJISIETCS 11€JIbIA OYKET BO3MOXKHBIX 3a-
0OJIeBaHUI: MO3’KE€UKOBas aTaKCHs, MOJIMHEHUpONaTusi, aHOCMHUS, TJIyX0Ta, 3pUTEIIb-
HBIE pacTpOUCTBA U JIp. MIHTEepecHOe cleICTBUE U3 BCETO 3TOTO — OTPAHUYEHUE 3€IIE-
HBIX (DPYKTOB M OBOIIEH B JUETE MPU YCTAHOBICHHOM JHArHO3€.

Amepocknepo3 u uwemuueckas 601e3Hb cepoya. ITU JIBa JUATHO3a B3aUMO-
CBSI3aHBI MEXJ1y COOOM MPAKTUYECKU OJJHUMH U TEMH K€ HAPYIICHUSIMH B JIMITHTHOM
oOMEeHe, COMPOBOXKIAIOIIMMHUCS TOBBIIICHHBIM COJIEp)KaHUEM JIUIUIOB B IJIa3Me
kpoBu. [Ipu 3TOM, KOppenupyercs 3To (3TUX) 3a00JEBaHUN C COJAEP)KAHUEM XOJIECTE-
pojia — 4em ero OoJibllie, TEM BBIIIE PUCK; U C COAECPNKAHUEM TPHUALMITIIULIEPUIOB
B CBSI3aHHOHM (opMe B BUJE JHUMONPOTEHHOB. OIATH Ke, BaKHA 37€Ch U POJb MOIH-
HEHACBIIIEHHBIX JKUPHBIX KucIoT. O4eBUIHO, YTO OamaHc 3TuX TpEX (axTopoB
U OIIpesiesIsieT MaToreHe3 JUMUIHOTO OOMEHa U COOTBETCTBYIOILYIO naTojoruto. Oc-
HOBHOM (PakTOp pa3BUTHs aT€POCKIEPO3a — BBICOKOE COJECpPKAHUE JIMMOMPOTEUHOB
HuzkoM twiotHoctu (JIITHIT) m ouenp Hu3koit mmotHocTu (JIITOHII). A Tak kak,
B CaMOM 00IlIeM BU/JE, JUNONPOTENHBI €CTh HEOOXOAMMAs CyOCTaHIUsI METa00IM3Ma
JUMUAOB, TO OMaronpusITHBIM (HPaKTOPOM sIBIsIETCS O0siee BBICOKOE (MPEANOUTUTETh-
HOE) COJIep’KaHWe€ B KPOBHU JIUNONPOTEHHOB BbicOKOW mioTtHOcTU (JIIIBII). CyTb
B ToMm, 4yto JIITOHIT u JIITHII comepxaT B KOMILIEKCE OOJBIIYIO JOJIO JIMIHIOB
(TpUALMATIULEPUAOB U XOJIECTEPOJIa), UTO JeiaeT ux 0oliee TUNOPUIBHBIMA U Me-

HCC BOAOPACTBOPHUMBIMH — KaK HTOI', OHU 6y,HYT HUMCTb TCHACHIUIO KIIPUIIUITAHHWA
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K CTEHKaM cocCy10B (00pa3oBaHME aTEePOCKICPOTHUECKUX OJISIIEK), TOTAa KaK JIUIO-
IPOTEHHBI BBICOKOM IUIOTHOCTH, B CHILy, OOJIBLIETO COAEp)KaHUS OEIKOBOM KOMIIO-
HEHTHI OoJiee TUAPODHUIBHBI U, CIEIOBATEIBHO, OYIyT «OJIaromoaydyHO» CIIEeI0BATh
10 KPOBEHOCHBIM cocyaaMm. [IpeaoTBpalieHuto npomecca arepocKiIepoOTUHIECKOro 00-
pa3zoBaHus OJAroNpUSTCTBYET AMETa C HU3KUM COJIEP’KaHUEM XOJIECTEpOJia U HAChI-
IICHHBIX >KMUPHBIX KUCIOT (TBEPIBIE )KUPbI) U BHICOKOM JOJIEH CIOXKHBIX yTIE€BOIOB.
OyHKIHS MOJWHEHACHIIICHHBIX KUPHBIX KUCIOT B MPOLIECCaX CBA3AHHBIX C aTepo-
CKJIEPO30M, OYEBUIHO 00s13aHA UX CIIOCOOHOCTHIO IOCTATOYHO JIETKO THAPOKCUIUPO-
BaThCsl (OKUCIATHCS) [0 METHJIEHOBOU TpYIINE pacnoyioxkeHHONH Mexay nBymsi C=C
CBA3SIMU, T. €. XapaKTEePHBIA MOJICKYJISIPHBIN (DparMeHT METUIICH pa3AeIEHHbBIX KUP-
HBIX KUCJIOT. Takue ruipOKCUIINPOBAHHBIC )KUPHBIE KUCIOTHI CTAHOBSTCS O0Jee TH-
pOoQUILHBMHU, HYTO CIOCOOCTBYET IMEPEXOAYy COOTBETCTBYIOIIUX JIMIIOMPOTECHHOB
B BOJHYIO Cpely KpOoBU (pacTBOPEHHE aTepocKiepoThyeckux Ossiek). Keraru, no-
Ka3aHO, YTO PACTBOPEHHUIO aTEPOCKICPOTUUYECKUX OJISIMIEK CIIOCOOCTBYIOT Cepy CO-
JepIKalie aJuIIbHbIe COSAUHCHUS U3 pacTeHuii cemerictBa Amaryllidaceae monce-
meiictBa Allioidae (JTyk, 9ecHOK U T. 11.); a TaK)Ke, MePOTEPIICHOUIBI U3 PACTCHUH Ce-
meiictBa Cannabaceae (kannabuHoub1). CM. puc. 8.25.

H,4C

CH, __ cH,
OH (b) H,;C o
HC™ /™o CH, HO CH
H3C

Pucynok 8.25. @) cxema oxucnenus memuieHo8020 (hpazmenma memuieH-pazoesiénHbIx

3

NOJNUHEHACLIWEHHBIX JHcuphblx Kuciom, D) npedcmasumenu mepomepnenoudos cemeiicmea
KaHHAOUHOUO08 — Clesa mempacudpoKaHHaAOUHOI, CNPA8a KAHHAOUXPOMEH
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Kénunoxamennas 6one3np. OOpazoBaHHE >KETYHBIX KAMHEH HMEET MECTO
B KETYHOM MY3bIPE U B KETUHBIX MPOTOKAX, KAK PE3yJIbTaT KPUCTAJUTU3AIMKI COJICH
KEIUHBIX KUCIOT U3 *k&muu. KEmub mpencTaBisier coO0N KOHBIOTATHI BCEH CEpHU
KETUHBIX KUCTIOT (cM. puc. 8.1), BKirouas xojecTepuH U (GochOIUmuIbl B BUIE BOI-
HOI SMynbcun. KpoMe Toro, B ET4M MMEIOTCS OCNKH, OMIMPYOWH, OPraHUYCCKHE
AQHUOHBI M KaTUOHBI METAJUIOB — 3HAYUTEIbHbBIEC KOJIMYECTBA HOHOB HATPUS U Kajus,
B HEOOJIBIITUX KOJIMYECTBAX pa3HbIe ApyTHe (Meab, IMHK, MAaTHUN U IPYTUe METAILIBI
CIIy4yaiiHOTO TIOTIaJ[aHus, TaKUe KaK PTYTh U CBUHEN). [Ipu HapyIIeHun X0JIecTepoo-
BOro oOMeHa, BEAYyIIero K 00pa3oBaHUIO M3JIMIIKOB XOJiecTeposia (TUIepX0IecTepo-
JeMus) KEMUb CTAaHOBUTCS OoJiee MUNOGUIBLHON, YTO MPUBOJUT K KPUCTATIIU3AIINHI

coJiet KETUHBIX KUCIOT, YMEPEHHO TUAPO(HUIBHBIX IO CBOEH TIPUPOJIE.

I'nmaBa 9. MeTa60/113M 0€JIKOB 1 AMUHOKHCJIOT

benkoBpIli 0OMEH OTIMYAeTCs OT BCEX BBIIIE pACCMOTPEHHBIX CBOMM Pa3HO00-
pasueM M, COOTBETCTBEHHO, CBOEH 3HAUUMOCTBIO, a TAKKE U CIOKHOCTBIO MPOIIECCOB
C HUM CBSI3aHHBIX. B THMIIEBOW palMoH 4YelIOBeKa BXOJAT OCIKH PacCTHUTEIBHOTO
Y )KHBOTHOT'O TIPOUCXOXKCHUS: PACTUTEIbHBIC OCJKU MOCTABISIOTCS B OCHOBHOM 00-
OOBBIMH M 371TaKaMH;, UCTOYHUKAMH KUBOTHBIX OCIIKOB SIBISIFOTCS MSICHAs ITPOTYKIIHSI,
pbIOa, sitia, MoouHas MpoayKius. Tak Kak JJis IMOJHOIEHHOTO OEJIKOBOTO 0OMeHa
YeJI0BEKY HE0OXO0 MM BeCh HAOOp aMUHOKHUCIIOT U B JJOCTATOUHOM KOJIMUECTBE KaXK-
JIOM U3 HUX, TO €CTECTBEHHO, YTO M HAOOp OEIKOB COAEpKAIUX MPOTYKTOB MUTAHUS
JIOJKEH COOTBETCTBOBATH 3TOMY TpeboBaHmio. Cpa3y OTMETHM, YTO PaCTUTEIHHBIN
0enok aToMy TpeOoBaHuI0 He oTBedaeT. C 4em 3T0 CBsizaHO? A CBSI3aHO 3TO C Kaye-
CTBEHHO-KOJIMYECTBEHHBIM aMUHOKHCIIOTHBIM COCTAaBOM UX OCJTKOB.

Bce mporenHOreHHBIE aMUHOKHCIOTHI B COOTBETCTBUU C UX OHMOCHMHTE30M
MOJIPA3NICTISIOT Ha «3aMEHUMBIE» M «HE3aMEHHUMBIC». XOTs ATO JIeJIEHUE HECKOJIBKO
YCIIOBHOE, HO ONpeeIEHHOE KAYeCTBEHHOE 3HAUYEHNE UMEET B CBSI3U C MX OMOCUHTE-
30M — a UMEHHO, OMOCHHTE3 3aMCHHMBIX aMUHOKHCJIOT TPeOYeT HCIIOIh30BaHUS
MEHBIIIETO KOJINYECTBAa (PEPMEHTOB (OT OJHOTO 10 TPEX), TOTJa Kak OMOCHHTE3 He3a-
MEHUMBIX AMHHOKHUCIOT Oojiee Tpyldo€MKuil ((hepMeHTO-EMKUI) HEOOXOAUMO MOJ-
KITFOUEHHUE OT TISITH JI0 1ecATH (PepMEHTOB. Tak BOT, B COCTaBE PACTUTEIBHBIX OEITKOB
3TO COOTHONICHUE HE B TIOJIb3Y 3aMEHUMBIX aMUHOKHCIIOT.
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Tabnuya 9.1
[ToTpeOHOCTH YemoBEKa B aMUHOKHUCIIOTaX
(B ckOOKax yka3zaHO KOJIMYECTBO (hepMEHTOB HEOOXOIMMOE /I UX OMOCHUHTE3a)

Hezamennmebie 3amMeHuMble
AprunuH (7) AnanuH (1)
Bamun (1) Acnaparus (1)
IM'uctuun (6) Acnapar (1),
Nzoneitun (8) ['munus (1)
Jleitun (3) I'myTtamar (1)
JInzus (8) ['mytamus (1)
Metuonus (5) [TponuH (3)
Tpeonus (6) Cepusn (3)
TpunTodan (5) Tuposun (1)
®enunananux (10) Hucteun (2)

llepesapusanue 6eaxos. Ha nepBom sTane 06enok nojBepraercs pepMeHTaTuB-
HOMY BO3JICCTBUIO B JKENyake (EPMEHTOM TIENICHHOM, KOTOPBIM aKTUBEH IpHU
pH 2.0-3.0 u monHOCTBIO TepsieT akTuBHOCTH mpu pH Beime 5.0. 'maBHas ocoOeH-
HOCTb 3TOTO (pepMeHTa — CHOCOOHOCTh MEePEeBAPUBATH (PACIICTUIATH) OEIOK KOJIJIareH,
IJIaBHAs COCTABJISIONIAs YaCTh MEXKKJICTOUYHON COCIMHUTEIBHON TKaHU Msica. B pe-
3yJbTaTe ATOW JACCTPYKIMH 00pa3yroTCsl MOJUIMENTU/IBI JOCTATOYHO OOJBIIOrO pas-
Mepa, TaK Kak MEeTCUH CHeIUaIu3upyeTcs Ha PACIICTUICHUHN LEHTPAIbHBIX MENTH/I-
HBIX CBsI3ed OeNKOBBIX MoOJieKkyll. [lerncun mpoTeonuTudyeckuii pepMeHT Kiacca Tuj-
pona3 (EC 3.4.23.1), 1 r nencruHa MOXET paclIeIiaTh 3a 2 yaca 50 Kr SM4HOTO alb-
OymuHa, cTBOpokuTh 100 T mosoka. IlocTynas B KMIIIEUHMK, TOJI BO3JICHCTBHEM
depmentoB tpurncuHa (EC 3.4.21.4) u xumoTpuncuHa, NOJIUNENTH bl PACIICTUISIIOTCS
nanee 10 AUMENTHAOB W TpurentuaoB. [locnenuuid stan pacuierieHus OeTKOBBIX
cyOCTaHIIMIA ATO THAPOJW3 TOCICIHUX TENTHIHBIX CBS3€H 0 WHAMBUIYaTbHBIX
AMUHOKHKCIIOT TIPH KaTallu3e MenTujaazamMu. MakcumanbHasi aKTUBHOCTh TPHUIICHHA
¥ XUMOTPHUIICUHA HaOII0MaeTcs B cliabo mienoyHoi cpeae npu pH 7.6-8.2. Cneru-
(GUYHOCTDh THAPOJIUTUYECKOTO JCUCTBUS MUILNEBAPUTEIHHBIX (PEPMEHTOB OTpa)KeHa
B Tabi1. 9.2.
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Tabnuya 9.2
CrienpuIHOCTh PACHICTUISIONIETO ISUCTBHUS IENTHAHBIX CBA3CH
MUIIEBAPUTEIIBHBIX (hepMeHTOB (X — M00as Apyras aMHHOKHCIIOTA)

[lencun XUMOTPUIICUH Tpurncun

Leu— Gly Trp— X Arg — X
X—Tyr Phe — X Lys — X
X - Phe Tyr-X

Crnenyroomuii sTan mnepeBapuBaHusi OEJIKOB — TPAHCIOPT HHIWBUIYATbHBIX
AMUHOKHUCJIOT Yepe3 MeMOpaHbl KJIETOK, KaK B KUIIICYHHUKE, TaK U B JPYTUX TKaHSX,
OCYIIECTBJISICTCS MPU TTOMOITHU JIBYX MEXaHU3MOB: BTOPUYHBIA aKTUBHBIN TPAHCIIOPT
Y TITyTaTHOHOBAs TPAHCTIOPTHAS CHCTEMA.

BropuuHblii akTUBHBIA TPAHCHIOPT OCHOBAH HAa MCIOJIb30BAaHUU HU3KOW KOH-
IIEHTPAIK WOHOB HATPHsl BHYTPH KJICTKU. MHAMBUyalbHAsE aMUHOKHUCIIOTA CBSI3bI-
BaeTCs CeUPUIECKUM OEITKOM-TPAHCTIOPTEPOM C YHaCTHEM KaTHOHA HATPHs Ha TO-
BEPXHOCTH SPUTPOIIUTOB 00pa3ysi KOMIUIEKC, KOTOPBINA IBIKETCS MO TPAJANCHTY KOH-
IEHTPAIMK COOTBETCTBYIOLIEIO KaHalla BHYTPh KJICTKU. BHYTpH KJIETKHM KOMILJIEKC
JTUCCOIMHMPYET Ha KOMIIOHEHTHI U OCTOK-TPAHCTIOPTEP BO3BpAIIACTCs Ha MCXOAHYIO
MO3UIIHUIO.

['myTaTHOHOBAasI TPAHCIIOPTHAS CHCTEMa, OOBIYHO XapakTepHas I TPaHCIIOP-
Ta HEUTPAIbHBIX AMUHOKHUCIIOT, OCHOBaHA HA PEaKIMU TPUTIENITUIA TIyTaTHOHA (TIIy-
TaMUJI-IIUCTCWI-TIINIIMH) ¢ WHIWBHAYATbHOW aMHHOKHCIOTOHM, KOTOpas MPUBOIUT
K 00pa30BaHUIO COOTBETCTBYIOIIETO TETPAIENTUIa C HOBOM MENTHAHOW CBS3BIO.
Terpanentun mnepeMemaercs BHYTPh KIETKH, OIMATHh e, MO COOTBETCTBYIOIIEMY
MEMOpaHHOMY KaHaly, TJ€ W paclajaeTcsl MOJHOCThIO Ha aMUHOKHUCIOTHL. Jlanee
IIPOUCXOIUT PECUHTE3 TIYTaTHOHA, U OH BBIBOAUTCS W3 KIeTKU. CTpyKTypa TiIyTaTH-
OHA OpPUTHMHAJFHA TEM, YTO MENTHIHAS CBSI3b MEXIY LUCTEUMHOM U TIyTAMHUHOBOM
KHCJIOTOM CO CTOPOHBI MOCeAHENH 00pa3oBaHa Y-KapOOKCUIIbHON (PyHKIIMEH, OCcTaB-
JI511 aMUHOKHUCIIOTHBIN (pparMeHT e€ cBoO0oHOM. TakuMm 00pa3oM, TIyTaTHOH BBITIIS-
JUT Kak creruduiecKkas aMUHOKHCIOTA C JOCTATOYHO MIHUPOKUM CIIEKTPOM XUMUYe-
CKUX M OMOXMMHYECKHX BO3MOKHOCTEH — IMOBBIIICHHAS KHCIOTHOCTh, redoX cBO¥i-
CTBa, CIIOCOOHOCTh K KOMILJIEKCOOOpPA30BaHMIO U CoJieoOpa3oBaHuio. BoT 3ToT, mo-
CJIEIHUN MOMEHT, U MOXeT obecrneunTh 3(h(PEeKTUBHBINA 3aXBaT CBOOOJHON aMUHO-
KHUCIIOTBl TJIyTaTUOHOM Il TpaHcmopTta uyepe3 meMOpany. Cwm. puc. 9.1. BHyTpu
KJIETKH KOMIUIEKC JUCCOIMUPYET Ha KOMIIOHEHTHI, OCBOOOIMBIIIASICSI aMUHOKHUCIIOTA
YXOIUT Ha TOCIICTYIOIINE TTPOIIECCHI, @ CBOOOIHBIN TITyTaTHOH BO3BPAIACTCS B MEXK-

153




KJIETOYHOE MPOCTPAHCTBO, TJI€ CHOBA OCYIIECTBISET 3aXBaT CBOOOIHOM aMHUHOKHC-
JOTHI, T. €. IPOLECcC MPUOOPETAET XapaKTep LUKINYHOCTH.

NH, o
N P ()
HOOC N COOH
o CH,-SH
CO0O------® H;3N o
(b) R N
N~ cooH
NH,@&----© 00C H
o CH,-SH

Pucynok 9.1. a) Cmpyxkmypa enymamuona, 0) uonnwviii komniexc enymamuona
C MOJIeKYI0U AMUHOKUCTIOMbL (080UHAS COTb)

buocunmes amunoxuciom. V3-3a OTCYTCTBHSI B COCTaBE NUIINM WA MPHUCYT-
CTBUS B HEJOCTATOYHBIX KOJUYECTBAX HEKOTOPHIX AMHHOKHCJIOT BO3HUKAET HEOOXO-
JTUMOCTh WX HATHUBHOTO OHMOCHHTE3a OpPraHW3MOM. A HAYMHACTCS 3TOT MPOIECC
B IIPUPOJIC, B CAMOM TJIOOAJTLHOM TOJXOJIE, ¢ a30TO(UKCAIUH, CTOJIb KE BaKHOTO,
KaK ¥ (pUKCcaIus YIJICKUCIIOro rasa.

Azomogurcayus. Pactrenusmu (a Tem 0ojiee M >KUBOTHBIMHU) aTMOC(HEPHBIH
a30T He (PUKCUPYETCS M HE yCBaWBaeTCs. DTH (DYHKIHH BBIIOIHSIIOT MPOKAPHUOTHI —
OakTepun poma Rhizobium, xuBymue cuMOMOTPOPHO B KOPHEBBIX KIIETKAaX pacTe-
HUA-x031Ha (000O0BBIE, O0OJienMXa, OJbXa), CBOOOJHO JKMBYIIHE OaKTepUH THUIIA
Klebsiella pneumonia u ¢potocunTe3upyronme cuHe-3eIEHBIC BOJOPOCTH (ITHaHOOaK-
Tepur). Oukcamnus a3oTa CBOJUTCS K TOTJIOMIEHUIO €ro OaKTEpHUsIMH, TJE OH CBS3bI-
BaeTCs B BHJEC KOMILIEKCA ¢ (DEPMEHTOM HHTPOTEHA30#, OCYIICCTBISIONIUM ITOCTa-
JMIHOE BOCCTAHOBJICHUE a30Ta 0 aMMuaka. [Hurporenasa mpeacraBisieT co0oi Me-
TaJJIO-9H3UM, B KOTOPOM METAJLIBI MOJIUOICHA H JKeJe30-CYIb(UIHbIC KIIaCTEPhl 3a-
BSI3aHBI HECKOJIbKMMHM OCJIKOBBIMU IICTISIMU B €TMHBIA JOMEH].

Bropoii myTh yCBOGHHUS a30Ta OCYIIECTBIISCTCS PACTCHUSIMH, KOTOPBIC ITOTIIO-
IIAfOT €r0 B BUJC HUTPATOB, T. €. B CBI3aHHOM BHJIC M3 ITOYBHI, TJIC OHU 00pa3yroTCs
Pa3TUYHBIME CITOCOOAMU: TUOO ATO PE3yJIbTAT OKUCICHUS aMMHUaKa, BBIICIISIONICTO-
Csl TIpY PA3JIOKCHHSI OPTaHUYECKUX BEIIECTB; MO0 3TO COJM a30THOM KHUCIIOTHI (ce-
JUTPBI) MUHEPATBHOTO MPOUCXOXKIACHUS; JTUOO 3TO OKUCIBI a30Ta, 0O0Pa3yHOINXCS
B pe3yJbTaTe aTMOC(EPHBIX MPOIECCOB (ANEKTPUUIECKUE TPO30BBIE pa3pssl). Boc-

154



CTaHOBJICHHE HUTPATOB 70 aMMHAaKa IMPOTEKAET B J{Ba dTara: CHavaia moJ JeHCTBUEM
HUTpPAT-PEAYKTa3bl 00pa3yTCs HUTPUTHI, KOTOPHIE Ha BTOPOM 3Talle YK€ HUTPHT-
peAyKTa30il BOCCTAHABIMBAIOTCS /0 AMMHAKA.

B opranmsMe MiieKOTUTAIONIMX K 00pa30BaHUI0 aMMHUaKa MIPUBOIUT €II¢ OJUH
MyTh, & IMEHHO — TUPOJIN3 MOUYEBHHBI KaTaJIU3UPyEMbIi ypea3oi OakTepualIbHOU
(b0pBI KUIIEUHUKA!

(NHZ)ZC:O + Hzo — 2 NH3 + C02

llepsuunas accumunayus ammuaxa. BximoueHne aMMHuaka B OMOCHHTE3 Opra-
HUYECKHUX a30TCOJEPIKAIINX COCTUHEHUN MOXKET MPOUCXOUTH PATUYHBIMU Ty TSIMH.
[IpenmecTBEHHUKN YIIIEPOTHOTO CKElleTa aMHHOKHCIIOT TIOCTYMHAOT M3 TPEX UCTOY-
HUKOB: 13 Tiukonm3a (3-hocdar rauepuHoBOM KUCIOTHI, (pochoeHoamMpyBaT, Tupo-
BUHOTPA/HAs KKCIIOTa — TUPYBaT); u3 Iukia Kpebdca (o-keTo-TayTapoBasi KHCIIOTa, Ke-
TO-SIHTapHAas KUCIIOTa); U3 IeHTo30¢ochaTHoro mytu (pudo3o-5-pocdar, 3puTpo3o---
4-dpocdart). OnHako, y OOJBIIMHCTBA BUAOB OPraHU3MOB HanOoJIee BaKHBIMU SIBJISIIOT-
Csl pEaKIUU 0O-KETOKHCIOT ¢ aMMHAaKOM, KaTalu3upyeMble TIIyTaMmaTIeruIporeHa3oun
Y TJIyTaMUHCUHTETa30i. B OMOXMMHUYECKOM IUIaHE, O-KETOKUCIIOTBHI JOCTYITHBI, ITO-
CKOJIbKY O0pa3yroTCs Ha ITyTSAX YIJIEBOAHOTO OOMEHA M IOJUKETHIHOTO OMOCHHTE3a
B JIOCTATOYHO MTUPOKOM CTPYKTYPHOM U (PU3HOJIOTHIECKOM JHAIa30Hax.

BoccranoBuTenbHOE aMUHUPOBAHUE (-KETOTITYTAPOBOM KUCIOTHI KaTAIU3UPY-
€TCSl TIIyTaMaTIETHAPOTCHA30M W MPUBOJIUT K 00pa3oBaHWI0 L-TiyTaMUHOBOW KwHC-
JIOTHI — COEJMHEHUIO, KOTOPOE SIBIISIETCA KIIOYEBBIM B OMOCHMHTE3€ MHOTUX JIPYTHUX
aMUHOKHUCTOT. Jlpyras, CTONb K€ 3HaUYuMasi, PEakiis CBSI3bIBAHUS aMMHUaKa KaTalv-
3UpPYETCsl TIYTAMHUHCUHTETAa30i U MPUBOAUT K 0Opa30BaHMUIO aMHJia TIIyTaMUHOBOM
KUCHOTHI, TnyTaMuHy. CMm. puc. 9.2. [1lo aHanorn4Hoi cxeme MOKET CUHTE3UPOBATh-

Csl actlaparvuHoBas KUCJIOTa U e€ aMujl (acraparvt) U3 KeTOo-sTHTApHON KUCIIOTHI.

o] NH,
HO OH HO ‘. _OH
NH; NAD(P)H M
(o) (o) > (o) (o)
NH, NH,
HO OH H,N : OH
o o o o

Pucynok 9.2. Peakyuu accumunayuy ammuaxa ¢ 00pazoeanuem nymamuHo8ol KUciomol
U 2Iymamuta (amuoa 2nymamurHo8ol KUciomol)
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Bonbmoe 3HaueHne umMeeT peakius CBA3bIBAaHUS aMMHUAaKa B BHJIE KapOaMOWII-
docdara, Katanmmsupyemas kapbamomi-hochar curteTasoil ¢ yuactuem Mg?. Kap-
O6amounochar (hakTUUECKH SBISETCS CMEMIAHHBIM aHTUAPUIOM OT (ochopHO
KUCIIOTHl M aleTaMuja, U MOTOMY JIETKO pearupyer Kak aHTuIpHIl KUCIOTHI OCY-
IIECTBIISST XUMHUYSCKUH TpaHcnopT amuaHoro pparmenra (-CO-NH;) Ha nyTsax Owno-
CHUHTE3a a30TUCTHIX T€TEPOLUKIOB (OpOTAThl, MUPUMHUINHBI), a TAKXKE B METaOOHU3-
M€ aMMHAaKa 1o CXeMe OPHUTUHOBOTO ITUKJIA.

NH; + CO, + H,O + 2 ATP — NH,-CO-OPO3H, + 2 ADP

llepeamunuposanue (mpancamunuposeanue). Peakuus nepeaMuHUpOBaHUS SIB-
JSITCSl CIEAYIONIMM 3TalloM BHEAPEHUS OPTraHUYECKOTo a30Ta B OMOXMMHUYECKYIO
poLeaypy Ha MyTH K aMHOKHUCIIOTaM U, COOTBETCTBEHHO, K OeikaM. [TpuHImnuats-
Hasl cXeMa Mpolecca OCHOBaHA Ha MPEBPAIICHUH 0-KETOKHUCIOT B COOTBETCTBYIOIINE
0.-aMUHOKHCJIOTHI MPU JACHUCTBUM TTYTAMUHOBON KUCIOTHI, TIIyTAMUHA WM TUPUAOK-
camuHa (Bg) B kauecTBe 1OHOPOB aMuHOTpynbl. [Iporiecc ocHOBaH Ha TPEX IIaBHBIX
IpEBpALIHEHUSIX: a) 00pa30BaHUE a30METUHOBBIX COCIMHEHUM, HA3bIBAEMbIX MUHOTIA
ocHoBanusiMu [ludda, no cxeme KoHJIEHCAUU KETOHHOW (DYHKIIMM C aMUHO TpyI-
noif; 6) a30MeTHH-UMUHHBIN TayTOMEPHBIA MEPEX0Jl; B) THIPOJIN3 UMHUHA (a30METH-
Ha) 10 HOBOM aMHUHOKHUCIIOTHI U KETOKUCIOTHI. CM. puc. 9.3.

HOOC HOOC

2 =43

HOOC COOH HOOC COOH
Hg)
HOOC 2
+
H,N
o COOH
HOOC

Pucynox 9.3. Ilpunyunuanvuas cxema npoyecca nepeamunuposanus

Tak kax ocHoBanus [lludda nerue oOpazyrorcsa anpaeruiamMm, 4eM ¢ KeTOHa-
MH, TO IIPOLIECC NEPEAMUHUPOBAHUS MOKET UJATH C MPOMEXKYTOUYHBIM YYaCTUEM BU-
tamuHa Bg, ¢ ero ampnerugHoit gopmoii, nupuaokcaigeM. [lupuaokcanb BCTymaeT

B PEAKIIMI0O TPAHCAMUHHUPOBAHUSA C OJHUM U3 HOCUTEICH aMUHHOW (YHKIWHU, TIpe-
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BpaIllasiCh B MUPUIOKCAMUH, KOTOPBIM TENEPh CTAHOBUTCS JTOHOPOM AMUHO TPYIIIbI

B PEAKIIMU C COOTBETCTBYIIEH KETO-KUCI0TON. CM. puc. 9.4.

COOH
/0 H,N /NHZ
HC Y
— HoOC
HO CH,OH HO CH,0H R
AN N |
COOH -H,0 _N
/ / Hzc
Hs© N HsC N HO CH,OH
2
| o
/ =
HOOC HsC N
o) COOH Y\R
=
HC? +H,0 N
H,N -— HC/
HO N CH,OH
HO CH,OH
R X
= |
H5C N P
H,C N

Pucynok 9.4. Cxema peakyuti nepeamunuposanus ¢ yuacmuem nupudokcais (Bg)

Cneyuguueckuii buocunmes HeKOmMopwvIX amuHoxuciom. Brlle OMMCaHHBIMU
peaAKUMSIMH TEPEAMUHUPOBAHUS HANPSAMYIO PEATU3YIOTCS CIEAYIONIUE NEPEXOMbI:
AJAHUH W3 MMAPOBUHOTIPAJTHOM KUCJIOTHI AEMCTBUEM TIIYTAMHOBOW KHCJOTBI, acmapa-
TUHOBAsl KUCJIOTA U3 KETO-STHTAPHOM KUCIOThI JEHCTBUEM TJyTaMHUHOBOW KHCIIOTHI,
acraparuH U3 aciapariHOBOM KHUCIOTHI IEUCTBUEM TITyTaMUHA.

B psge ciaydaeB, peakiuu nepeaMUHUPOBAHUS TPEAINIECTBYIOT MOATOTOBHU-
TeIbHBIC peaKIuu (HOPMUPOBAHMS COOTBETCTBYIOIIMX KETOKUCIOT. Hampumep, oOpa-
30BaHUE cepuHA HaumHaeTcs oT 3-docdara rIUIEepuHOBON KUCIOTHI, KOTOPask OKUC-
nsiercst 1o 3-docdara THAPOKCUTTUPOBUHOTPATHON KUCIIOTHI, Aajiee B PE3yIbTaTe Te-
peaMUHUPOBAHUS TJIYTAMUHOBON KUCIIOTOM oOpasyercs (ocdocepuH, a yxe mocie

nedochopunupoBanus u cam cepud. Cwm. puc. 9.5.

( )
H,C——COOH H,C——COOH H,C——COOH H,C——COOH
HC—OH NAD+, (|::o ﬂ HZN—(|3H MO pn—ch
H,C——OPO,H, H,C——OPO;H, H,C——OPO;H, H,C——OH
& J

Pucynox 9.5. Cxema 6uocunmesa cepuna
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buocrHTE3 INIMLIKMHA CIIyXKUT IMPUMEPOM TOrO Ciydyas, KOrja aMHUHOKHCIOTa
MOKET OBbITh CMHTE3MpPOBaHA pa3HbIMU MyTAMU. CHHTE3 TIUIMHA MOXKET ObITh OCY-
IIECTBJIEH MPSAMBIM I€PEAMUHHAPOBAHUEM TJIMOKCAJIEBOM KHUCIOTHI INIyTaMaToM,
a TaKXe cepuell peakuuid U3 XoJuHa (peaklui OKUCICHHS U JEMETUIUPOBAHUS) U U3
ceprHa JIeHCTBUEM TeTparuapodoneBoil KUCIOThI, KaK MePEeHOCYNKA OJHOYTIEPOI-
HBIX (pparmeHToB. Cwm. puc. 9.6.

HZN\ //0

CH—C

o HOH,C OH

HC—C -NH, (0]
0// \ {Vil // A/H4-Folic acid
\

OH

H,C——C
H,N OH
o]
- CH,0
©
H3C X H3C
+
HSC\N®—CH2 —»NAD |"3(:\\N@—CH2
H3C CH,OH HsC Co0 ©
. /

Pucynok 9.6. Buocunmemuueckue nymu oopazosanus 2iuyuna

B pane cmyuaes, onpenenéHHas aMUHOKHCIOTA MOXKET CHHTE3HPOBATHCS W3
JAPYTO¥ aMUHOKHMCIIOTBHI WJIM AK€ C YYaCTHUEM JIByX AMUHOKHUCIIOT. Tak, CUHTE3 MO-
JIEKYJIbl MPOJIMHA OCYUIECTBIISICTCS W3 TIIYyTAMUHOBOM KHCIIOTBI BHYTPUMOJIEKYJISIP-
HOM IUKJIM3aIend yAanEHHbIX, HO COMMKEHHBIX B MPOCTPAHCTBE, (DYHKIIMOHATBHBIX
rpynm. [Keratu, 371ech clielyeT OTMETUTh SHEPIEeTHUSCKYIO BBITOAHOCTH BHYTPUMO-
JIEKYJISIPHBIX TTPOIIECCOB, ISl OMOXMMHUYECKUX PEAKIMi B OCOOCHHOCTH, TOCKOJIBKY
CONMKEHHOCTh B3aUMOACHCTBYIOMNX (YHKIUNA B MPOCTPAHCTBE — ITO YK€ CHIKE-
HUE PHEPTUH MEPEXOJHOTO COCTOSHUS, UHOTA J1ake He TpeOyromero pepMeHTaTuB-
HOro nmocoOoHnuecTBa.] MTak, riryraMuHOBas Kuciaora GochopuiupyeTcs mo yaancH-
HOM KapOokcusibHOU Tpyrme neiictBueM ATP, mocine 4ero akTMBUpOBaHHAS TaKUM
CrocoOOM KapOOKCUJIbHAS TPYIINAa BOCCTAHABIMBACTCS 0 AJIbJIETUIHON. AJbJIETU/I-
Hasi rpynna ¢ aMUHOTPYNIOW BHYTPUMOJEKYJSIPHO OOpa3yeT HUMKIMYECKUH WMUH
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(peakuusi HeepMEHTATHBHAS, COTJIACHO BBINIEC CKA3aHHOMY), KOTOPBIM MPU THUIPH-
POBaHMM COOTBETCTBYIOIIEH peayKkTa3oil u oOpasyet npoiuH. Cum. puc. 9.7.

o o (0] (o)
ATP
B —
NH, NH,
w(\P)H
(0] (o)
NAD(P)H
X COOH H OH
COOH N
H NHZ

Pucynok 9.7. Buocunmes npoauna u3z 21ymamuHo80U KUCI0Nbl

Emé cymectByeT BapuaHT OMOCHHTE3a OJJHOM aMUHOKHUCIIOTHI U3 JIBYX JAPYTHX.
Tak, UMCTENH CUHTE3UPYETCA U3 METUOHUHA (CILyKUT JOHOPOM aTOMa CEphl) U CEpU-
Ha, KOTOPBIN IIPEIOCTABIISAET YIIEpOAHbIN cKeneT. [IpeaBapurennbHO0 METHOHUH TIepe-
BOJMTCSI B TOMOLIMCTENH, KOTOPBIM BCTYNAET B PEAKLHUIO C CEPUHOM 00pas3ys LHCTa-
TUOHUH (KaTalU3UPyeTcs LMCTATHOHUH-B-CHUHTa30i1). DepMEeHTATUBHBINA THAPOJIN3
[IUCTATUOHWHA [TUCTATHOHHUH-Y-THA30i B KyIe ¢ MUPUAOKCATb-5 -(hochaToM MpuBoO-
T K TOMOCEPUHY U LucTenHy. Cwm. puc. 9.8.

NHZ NH2 NH2

—_ >
H3C\ /\)\ """ /4\)\ /\)\
S COOH HS COOH COOH

s
_ COOH
S 3 COOH NH, /

NH, NH,

/\)\ + HS\)\
HO COOH COOH

Pucynox 9.8. bBuocunmes yucmeuna
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Apomamuyeckue u cemepoyuriuyeckue amMuHOKUCI0msl B OCHOBHOM CHHTE3U-
pYIOTCsl OaKTepUSIMH U PACTEHUSMH U IMyTh UX OMOCHHTE3a CTAPTYyeT OT MIMKUMOBOM
KUCIOTHI (ITMKUMATHBIA MyTh OMOCHUHTE3a), KOTOpasi Mpu B3auMojieicTBuu ¢ dhocdo-
EHOJIUPYBATOM 00pa3yeT XOPU3MOBYIO KHCIIOTY C MOCHEAYIOIIMM IEePEeXo/IoM eé
B nipedeHoBYyI0 Kucaoty. KcraTu, mpeBparieHue XOpu3MOBOM KHUCIOTHI B TpedeHo-

BYIO CIIYXHUT pEIKUM OHOJIOTMYECKHM MpUMEpoM meperpynnupoBku Kisiizena.

Cwm. puc. 9.9.
COOH COOH
CH,
N )J\ CH2
o) COOH
H,0,PO% ™Y OH | H,0,P0" 0~ COOH

= PO;H =

OH 32 OH

(a) (b)
l -H;PO,

COOH
CH2

(d) Y (o) COOH

Ol
I

Pucynox 9.9: a) pocpam wuxumosoii kucromet, 0) adoykm gocghama wuxumosot kuciomol
¢ pochoenonmupyBatom, C) npedeHoBas Kuciaora, d) Xopu3MoBas KUCIIOTa

Tpunmogarna OGuocunTe3 OEpET CBOE HAYAIO OT XOPU3MOBOM KHCIIOTHI, KOTO-
pas mpeBpamiaeTcs B aHTPAHUJIOBYIO KHCIOTY peaklued ¢ TIIyTaMHUHOM, KOTOPBIH
BBICTYIIa€T B POJU A30THCTOTO JOHOpa. AHTpPAaHWIOBas KHUCIOTa TpPH PEaAKIUU
¢ PRPP o0pa3zyer coorBercTBytomuii N-riuko3ua S-¢pocdat pubo3bl, KOTOpas Tem
CaMbIM BHOCHT B MOJIEKYJTy HEOOXOAUMYIO JIJISl JAIbHEUINTUX MPEBpAIIEHUN yTIEBO-
JIOpOJHYIO 1enouky. Ha 3aBepraromeii ctaauu mporecca aMUHOKHCIOTHAS (pyHKINS
bopmupyercs ¢ yuacTueM cepuHa U nupuaokcanbdocdara (PLP) B kauectBe kodep-

MmeHTa Tpunrodancunrassl. Cm. puc. 9.10.
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Pucynox 9.10. Cxema buocunmemuyeckoeo nymu Kk mpunmodghary

B cBowo ouepenp, U3 npeeHOBON KUCIOTHI ABYMsI MapajuIeIbHBIMU MyTIMU
CHUHTE3UPYIOTCA apOMaTUYECKUe aMUHOKHUCIIOTHI (peHunanaHuH u Tupo3uH. CHavana
npedeHoBask KUCIIOTa apOMAaTU3UPYETCS ¢ OJHOBPEMEHHBIM MPEBpAIIEHUEM METHUIIe-
HOBOU TPYIINBI B KETOHHYIO — apOMAaTHU3allMs IUKIOTEeKCaAUEHOBOTO (pparMeHTa J10-
CTUTAETCA PEaKIUsIMU JCTHAPOreHU3AIMU (TUPO3ZUHOBBIN MyTh) W JETUJIpaTalluu
(peHMITaNaHWHOBEIN TyTh); 3aMEHa SH0-METHJICHOBOTO 3BE€HA HAa KapOOHWMIBHYIO,
CKOpee BCEro, OCYIIECTBIISIETCS IEPEHOCYUKOM OJHOYTJIEPOAHBIX (hparMeHTOB, TET-
parunpodonueBor kuciotoil (Bg). IlomydeHHble TakuM CIOCOOOM apOMaTHYECKHE
0-KE€TO-KHUCJIOTHI TIEPEBOSITCS B COOTBETCTBYIOIINE aMUHOKHUCIIOTHI JICUCTBUEM TJTy-

TaMUHOBOM KUCJIOTHI [0 CXEME peakiuu nepeaMuHupoBanusi. Cm. puc. 9.11.
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Pucynox 9.11. Cxema npeobpazosarus npedeHo80u KUciomol

6 apomamudecKkue amMuHOKUCiIomsl, nupo3ur u d?eHl/lJlaJlClHuH

buocunmes nenmuoos. buoaKTUBHBIE KOPOTKOIEMIOYEUHBIEC MENTHU/IbI, BBITIOJ-
HSIONIME POJb CHEUU(PUUECKUX BHYTPUKIETOYHBIX PEAareHTOB, HEHPOMEIUATOPOB
WM TOPMOHOB, CUHTE3UPYIOTCSI B OCHOBHOM JABYMS MYyTSIMU: JIMOO 3TO MOCJEA0Ba-
TEIHHOE AlMJIMPOBaHUE (AMUIUPOBAHKME) aMHHOKHCIOT, JIMOO 3TO CHEIUPUIECKOE
TUAPOJTUTUYECKOE pacilleryieHre OCIKOB U JJIMHHOIICTIOYEUHBIX TTOJIUIIEITHIOB.

[To mepBoMy TyTH 00pa3yrOTCs OYeHb MajieHbKHE MENTH bl (Jalle BCEro Tpu-
NENTUJIbl ¥ TETPANENTUbl) PEaAKIUsIMHU KaTaJu3UPyEeMbIMH COOTBETCTBYIOIIUMHU
cunTeTazamu. [Iporiecc HaUMHAETCS C aKTUBAIMK KapOOKCHIIBHONW (DYHKIIMM aMUHO-
kucnoThl faerctBueM ATP wnmm npyrum sHeproémkum nupodocdarom — oOpasyercs
CMENIaHHBIM aHTUIPHI, KOTOPBIKA JIETKO 00pa3yeT aMuj IpHu HyKJIeo(QUIbHON aTake
a30TUCTON (DYHKIMEH Ipyroil aMUHOKUCIOTHL. M Tak, 3TOT Mmporecc MOXKET MOBTO-

PATHCSA MOCIIEI0BATEIBHO HECKOJIBKO pa3. CM. puc. 9.12.
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Pucynok 9.12. Buocunmes mpunenmuoa y-Glu-Cys-Gly (erymamuon)

Bropoii moaxon (TUIApOIUTHYECKOE pACIIEIJIEHUE OENKOBBIX MOJIEKYJ) HC-
MOJIB3YETCS TOPA3/A0 Yallle, MOCKOJIbKY HMCIOIb30BaHNE MEPBOTO METOA AJIS MOIyde-
HUSI HECKOJIBKO OOJBIINX MENTUI0B TpeOyeT U OOJbIIEero KoJudecTBa (PepMEHTOB —
Ha Ka)/IyI0 MENTUIHYIO CBSI3b HOBBIN (pepmMeHT-cuHTeTazy. CyTh BTOPOTOo METO/A 3a-
KITFOYAETCSl B TOM, YTO OJIHA OOJbIas OeIKoBas MOJIEKyJIa MOXKET CIY>KUTh 3ar0TOB-
KOHM, U3 KOTOPOM MO/ KOHTPOJIEM OJHOTO CEHUPUIECKOro PepMEHTA «BBIPE3AECTCS
(parMeHT COOTBETCTBYIOILEIO MENTUIHOTO cojiepxkanus. He uckmodyeHo, 4to u3 oa-
HOW OENKOBOW MOJIEKYJBI MOXKET OBITh M3BJICYCHO HECKOJIHKO MOJUMENTHIOB pas-
JUYHOTO (PU3HOJOTUYECKOTO COJIEPKaHU. SIPKUM MIPUMEPOM TOMY CIIYKHUT MPOIIECC
oOpa3zoBaHus ceMeicTBa nenTu 0B u3 npoonuomMenanokoptuna (IIOMK) — ato ce-
MEHCTBO COCTOUT W3 MENTHUAOB, JCUCTBYIONINX JIMOO KaK TOPMOHBI (aApEHOKOPTH-
KOTPOIIHUH, TUTIOTPOIINH, MEIAHOIUT-CTUMYJTHPYIOINNA TOPMOH ), JTNOO KaK HEHpoMe-
JIMATOPBl WU HEHpOMOAYISATOpHl. [IpoonmMoMenaHOKOPTHH CHHTE3UPYETCS B BHUJC
MOJICKYJIbI OeNKa-MpeIIeCTBEHHUKA, COCTOSIIEH MPUMEPHO M3 285 aMUHOKHCIIOT-
HBIX ()ParMeHTOB, U MOABEPraeTcsa Pa3IuYHOMY MPOIECCUHTY B Pa3IMYHBIX OT/ENaxX
runopusa ¢ obpazoBaHueM: aapeHokopTukoTpomHoro ropmona (AKI'T), nunorpo-
nuHoB (JIII), Mmenanoctumynupyromnmx ropMmoHoB (MCI'), KOpTHKOTPOIIMHOMO100-
uerid errru (KT u sanopdunst. Cum. puc. 9.13.
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Pucynox 9.13. Cxema npoyeccunea llpoonuomenanoxopmuna (IIMK)
c 0bpaszosanuem cemelicmea OUoI02U4ecKU AKMUBHbIX NeNMUO08 (8 CKOOKAX yuppamu yKa3aHol
nenmuoHble YUacmKu 8bipesdaemvie U3z MoaeKyibl OeiKa-HoCumes, OeiKa-3a20moeKu)

llonunenmuonvle 2copmonsl. 31€Ch Mbl, HE BIaBAsICh B (PU3HOJIOTUIO, IPUBEAEM
KpaTKuii 0aHK TOPMOHOB aMHUHOKHUCJIOTHO-TIENTUAHON MPUPOIBI — CBOETO poja OaHK
KJIFOUEBBIX CJIOB. HECKONBKO COETMHEHUN yKe NMPUBEACHBI HAa pucyHKax 9.11 u 9.12.
B ckoOkax yka3aHO KOJIMYECTBO aMUHOKHCIIOT y4acTBYIOUIMX B ()OPMHUPOBAHUU IO-
JIMTIENTUIHOW LIENY TOPMOHA.

['opMoHBI runoTanamyca — ropMoH pocra uenoBeka, ['P (191 AK); nponakTus,
[TPJI (198 AK) unumuupyeT u MoANEpKUBAET JaKTAlMIO Y MIIEKOMHUTAIONIMX; Ba-
3onpecud (9AK) nossimiaer aprepuanibHoe aaBiaeHue; okcutouud OT (9 AK) ctumy-
JUPYET COKPAILIEHUE TIIaJIKUX MBIIII] PU POJIAX.

I'opMonsb!l muToBuHOM xene3bl — KanbuuToHUH KT (32 AK) BMmecTe ¢ Kajb-
UTPUOJIOM YYacTBYeT B MeTa0oJiu3Me Kalblus;, napatuepoanbiii ropmon IITT
(115 AK) Taxxe yuyactByeT B MeTabosm3me Kaibius; tupeoriooymuH (~5000 AK)
npeamecTBeHHUK Tupokcuna (T4) u Tpuiiontuponnna (Ts), cm. puc. 9.14.

4 1\

J J
T; HOOO CH2—(|:H—COOH
NH,
J
J J
T, HO o CH2—C|:H—C00H
NH,
J J

Pucynox 9.14. Cmpyxkmypol mupoxcuna (Ts) u mputioomuponuna (T5)
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['maBHBIM TOPMOH MOJKENYIOYHOU KEJIE3bl MHCYJIMH, €r0 MOJIEKYJA COCTOUT
u3 AByx nonunentuaHbix nemnodek (21 AK + 30 AK) cBs3anHBIX AByMS TUCYIbPUI-
HBIMH MOCTHKaMH, XapaKTEPU3yEeTCsi MHOTOTPAHHBIM BJIMSTHUEM Ha OOMEHHBIE MPO-
1ecchl, Ha OOMEeH TioKo3bl B ocobenHoctu. ['mokaron (29 AK) m comartocratun
(14 AK).

['opMOHBI Kemyn0YHO-KUIIeYHOTOo TpakTta: ractpunbl (14-34 AK), cexpetun
(27 AK), rmrokaron (14 AK), motunun (20 AK), 6om6e3un (14 AK), comaroctatun
(14 AK), xoneunucrokunut (39 AK), XKUII — sxenya0uHbIit HHTUOUTOPHBIN MOJIUMIET-
tun (43 AK), BUII — BazoakTuBHBIN HMHTEHCTHMHaNbHbIM monunentun (19 AK),
IIT — mankpeaTnyeckuit mosmnentuy (36 AK).

KanpmonynuH-kanbiuii cBs3piBaromuii 6enok-nonunentuy (148 AK) — unTe-
rpajibHas cyObeIMHMIIA 1eNoro psaa ¢pepMeHTOB (MPOTEMHKHHA3bI, MpOTeUH(OC-
¢dotasbl, poconuscrepasbl), OOHAPYKEH B IIUTOILIA3ME BCEX DYKAPUOTUUYECKUX KIle-
TOK. Tak Kak ero y4actue BMECTe ¢ HIOHOM KaJlbLiUs 0053aTeIbHO BO BCEX IMpOIEccax
o6MeHa, To KaabMoxyIuH-Ca”" MOKHO OTHECTH K Pa3psiLy TOPMOHOB.

IIpouszsoonvie amunokuciom. OTAECIBHO CIEIYET PACCMOTPETHh MPOU3BOIAHBIC
POTEUHOTCHHBIX AMUHOKHCIIOT, HE MIENITUHOTO XapaKTepa, 00pa30BaHHbIE XUMUYe-
CKUMH TIPEBpAIICHUSIMH W O0JIaJlalolue TOW WM MHOW OMOJIOTrHYecKON aKTHUBHO-
CThIO, YACTO TOPMOHANIbHON. Heckoabko MPUMEPOB TAKOTO poJia yKe ObLIN pUBEe-
HBI B pazaene 5 (cMm. puc. 5.7).

Kamexonamunvl — 0OCHOBHbIE TOPMOHBI MO3TOBOT'O BEILIECTBA HAANOYEYHUKOB
MIPEICTABIICHBI TPEeMsI COSTUHEHUSIMHA — JO0(PaMUHOM, HOPAJAPCHATUHOM, aJIpEHAITH-
HOM — CHHTE3UPYEMBIM B XpoMadPUHHBIX KIETKAX MO3TOBOTO CJIOSI HAJIIOYCYHHUKOB
u3 TUpo3uHa. Ha nepBoil ctaguu TUPO3UH-TUAPOKCUIIA3a C TETPArUIPONTEPUINHOM
B Ka4eCTBE KOPaKTOpa CTUMYIUPYET PEAKIIUIO THAPOKCHIMPOBAHUS apOMATHIECKOTO
1yKIIa, npepamas L-tupo3un B L-guruapokcudenmiananud. CiaeayomuM 3Tanom
JNO®A-nexkapbokcuiasa ¢ nupuaokcaibpocharoM B KauecTBE KopepmeHTa mpeBpa-
mraetr guruapokcudenmnananud B nodamud. Jlanee, nopamuH-B-rugpokcuinaza ru-
pokcunupyeT anudatuaeckuii pparmeHT Mosekysl JJODA, 06pasyst HOpaapeHaIuH.
Hopanpenanua N-meTunupyeTcsi COOTBETCTBYIOIIEH MeTuiTpanchepasoii, oopasys
aapeHanuH. [lodaMHUHOBBIN KOMIUIEKC OO€cleurnBaeT ajanTaliio K OCTPhIM U XPO-
HUYECKUM CTPECCaM — OCHOBHBIE 3JIEMEHTHI peakiuu «0opb0a unu oercto». Cxemy

OouocuHTe3a ux cM. puc. 9.15.
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Pucynox 9.15. Cxema 6uocunmesa xamexonamuHos,

a) oogamumn, b) Hopadpenanun, C) adpenanun

THonuamunsl ABISIOTCS TMPOIYKTAMHU pEAKIUN JeKapOOKCUIMPOBAHUS aMUHO-
KHCJIOT, COACPKAIIUX TOMOTHUTEIBHYI0O aMUHOTPYIITY, JIU3UHA U OPHUTHHA, C TO-
CJIEIYIOIUM TOAKIIOYCHUEM METHOHHMHA, CBSI3AHHOTO B (PEPMEHTATHUBHON (opme
aneHosmwMetrnonnHa (SAM). [Ipu nexkapOOKCHIUPOBAHUY JIM3WHA 00pa3yeTcs Kaja-
BEpPHUH, KOTOPHIN Jajiee BKIIOYAETCS B (DU3MOJOTMUECKHE MPOIECChl Pa3HOTO CBOM-
CTBa B Pa3IUYHBIX OpraHU3MaXx.

JlexkapOOKCHUITMPOBaHUE OPHUTHHA TIPUBOJIUT K 0OPa30BaHMIO MyTpECIHA, KO-
TOPBIN Jajiee pearupyer ¢ JeKapOOKCHIMPOBAHHBIM S-aJIeHO3MIMETHOHUHOM 00pa-
3ysl CIIEPMUIMH HA TIepBOM dTane. CriepMHUIMH BHOBb pearupyeT cO BTOPOW MOJIEKY-
JOW  NEeKapOOKCHUIIMPOBAHHOTO  S-aJCHO3WIMETHOHMHA  00pa3yss  CIEpMUH.
Cwm. puc. 9.16.

/\/\)Niz =
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Pucynoxk 9.16. /lekxapboxkcunupoganue 1usuna u OpHUMUHA 00 aMUHoO8
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Pucynok 9.17. Cxema duocunmesa cnepmuna u cnepmuouna

Kamab6onuzm asoma amunoxuciom. B mporecce oOMeHa aMUHOKUCTIOT 00pa-
3y€TCs aMMHMaK B CYILIECTBEHHBIX KOJMYECTBAX, KAK CaMbli 3HAUMMBIA MTPOAYKT IPO-
necca ux karabomusma. [IpoayKT TOKCHYHBIN aJisi OpraHu3ma, Jjisi pabOThl II€H-
TpaJbHOW HEPBHOW CHUCTEMBI. Ero BBIBOJ M3 OpraHu3Ma OCYLIECTBISETCS MpEBpallle-
HUEM aMMHMaKka B MOYEBHUHY — BBICOKOPACTBOPUMOE B BOJIE M BOJIHBIX pacTBOpax He-
TOKCHYHOE BeliecTBO. OOpa3zoBaHue aMMUaKa MPOUCXOUT MPU PEaKIUIX Mepeamu-
HUPOBAHMUS, MIPU JIE3aAMUHUPOBAHNH, a TAKKe MPU OaKTEpUaTHLHOM Pa3NIOKEHUH OeJl-
Ka U JPYyTUX a30T COAECPKAIIUX BEIIECTB B KUJKOCTAX, CEKPETUPYEMBIX B KEITYA0U-
HO-KUIIEYHBIN TPaAKT. [ TaBHBIN IyTh yAAJCHUs a30Ta Y YEJIOBEKAa — B BUJE MOYECBHU-
HbI, KOTOpasi CHHTE3UPYETCS B MEYEHU, 3aTEM MOCTYNAET B KPOBb U SKCKPETUPYETCS
MOYKAMHU.

OOpa3oBaHue MOYECBUHBI SBISETCS IMUKIMYCCKUM IMPOIIECCOM, T KITFOUYEBYIO
POJIb BBITIOTHSET OPHUTHUH (TTOTOMY MPOIIECC Yallle BCEr0 W Ha3bIBAIOT OPHUTHHOBBIM
IIUKJIOM), KOTOPBII HE SIBJISIETCS TPOTEMHOTE€HHON aMUHOKHUCIOTOM, HO MOXKET OBITh
OMOCHHTE3UPOBAH PeaKklueld MepeaMUHUPOBAHUS TIIyTAMUHOBOM KHUCJIOTHI 4Yepe3 e
y-noJiyanpjeru. Baadame mosiekyna aMmmuaka cBsizbiBaercs aerucrsuem CO, u ATP
no kapbamomnocdara — BecbMa aAKTUBHOTO AlMJIMPYIOLIETO areHTa, KOTOPHI
U BCTYIAET Jajee B PEAKIUI0 C OPHUTHUHOM, 00pa3ysh aMHUHOKHUCIIOTY LUTPYJUIUH.
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Ha cnenyromein craguy, UUATPYJUIMH KOHJAEHCHUPYETCS C aCIaparvHOBOM KHUCJIOTOU
o0pa3ysi COOTBETCTBYIOIIEE a30METUHOBOE MTPOU3BOAHOE, KOTOPOE PACIICIUIAETCS 10
apruHvHa U QymMapoBoil KUCIOTh. Ha mocnmeqHeit craguyu apruHUH THIPOIU3YETCS
OpU KaTalu3e apruHra3ou 10 OpHUTHMHA U MOYEBHUHBI. TakuMm oOpa3oMm, 3aBeliaeTcs
IIPOLECC aMMHAYHOM JETOKCUKALMM M BO3BPAILLCHUS OPHUTHMHA HAa UCXOAHYIO MO3H-
U0 OPHUTHUHOBOIO LUkia. Cm. puc 9.18.
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Pucynok 9.18. Cxema peakyuti oppumuro8020 yuxia

Ilopgupunvr — TpPeACTaBISIOT COOON MaKpPOIMKIMYECKUE COCAHMHEHHS, CO-
CTaBJICHHBIE M3 YETHIPEX MUPPOJIBHBIX (PParMEHTOB COCAMHEHHBIMU MEXIY COOOMU
=CH- 3BeHbsAMH, CO3aBasi TEM CaMbIM €IMHYIO0 MaKPOLMKINYECKYIO T-CUCTEMY. Xa-
PaKTEpHBIMHU CBOMCTBAMHU COEIMHEHUMN ATOr0 Kilacca SIBJIETCS MX CIIOCOOHOCTh 00-
Pa30BBIBAaTh BHYTPH LMKIMYECKUE KOMIUIEKCHI C MOHAMH METAJJIOB M BBICOKAS MO-
OusbHAs XpOMO(QOPHOCTh LIMKJIA B IIEJIOM. DTU CBOICTBa MO3BOJISAIOT JKHUBBIM Opra-
HU3MaM (OpMUPOBaTh crenruduueckne KoPepMEeHTHbBIE CHCTEMbI — IPUMEPAMU CITy-
&KaT Keyne30nopPUpUHbl, BXOJAIIME B COCTAB IeMOrjao0uHa, MUOTJI00MHA, LIUTOXPO-
MOB U T. A. [lpuHumnuanpHas cxema oOpa3oBaHHUS 3TUX KO()EPMEHTOB BBITJISIAUT
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CIICAYIONIMM 00pa3oM: JOCTaTOYHO MpocThie (yHKIHOHAIbHBIE Tpymmsl (-CHg,
-CH=CH,;, -OCH3;, -COOH) pacrmosoxeHbl ¢ BHEIIHEH CTOPOHBI MAaKpOLIMKJa B Kaye-
CTBE€ 3aMECTHUTENEH; B LIEHTPE MaKpOLMKIIa KoopauHupyercs atoM meraia (Mg, Fe,
Co ¥ BO3MOXHBI JIpyrue); JOMOJHUTEIbHON JTOHOPHO-aKLUENTOPHON CBS3BIO aTOM
MeTajla, TUIUYHO IS aToMa >Kejie3a, KOOPAUHUPYETCS ¢ OEeTKOBOW MOJICKYJIOM.
Emé oxHa KoopAuHAaMOHHAs CBsI3b OCTAETCSl BAKAHTHOM U1 B3aUMOJICUCTBHUS C pea-
reatamu (O,, C=0, CN, H,0, NH;,, CH3 u T. 11.). I[TopdupuHOBEIi UK C 3aMECTUTE-
JSIMU 1 METAJJIOM 00Pa3yroT MJII0CKOCTh, OEJIOK U PEareHT pacroiaratoTcsl HaJ U oA
3TOM MI0CKOCThI0. CM. puc. 9.19.

HOOC 4 /

CHZN protein

X=02, NHz,Hzo,CO,CN,CH3

Pucynox 9.19. Cmpyxmypa eemoenobuna

buocunmes nopgupunos. VIHTepecHO TO, YTO XJIOPOPHUIT — pacTUTEIbHBIH
MUTMEHT (POTOCUHTE3UPYIOLIEH CUCTEMBI U TeM — KEJIe30MPOTONOPPUPUH TE€MOTIIO-
OWHa CHHTE3UPYIOTCS B JKMBBIX KJIETKaxX MO oOmeMmy merabonmudeckomy myTtu. Mc-
XOJIHBIM MaTepUaJioM SIBJISIOTCS «aKTUBHBIM CYKIIMHAT» — CyKIMHMI-COA, o0pasy-
omuiicss B peakiusax nukia Kpedca, 1 aMUHOKHCIIOTA TJIMIIUH aKTUBUPOBAHHAS TH-
pugokcanbpocpaTrom. B pesynpTaTe 5TOM KOHJEHCAluMu oOOpa3yeTrcss o-aMUHO-
B-KeToaAUNUHOBIIAST KUCIIOTa, KOTOpash cpa3y Ke JAeKapOOKCUIIUPYETCS 0
0-aMHHOJICBYJIMHOBOM KUCTOTHI. Clieyroliasi peakiiusi MpouCcXoAUT B IUTO30JIe TIPU
Katanuse IUHK cojepkamuMm depmentom AJIK-nmermaparas3oii u mpencraBiseT co-
00l HE YTO MHOE KaK JIBOMHYIO KOHJEHCAIMI0 ¢ 00pa30BaHHEM MPOU3BOJHOTO MUP-
pona, mopdoOuIMHOreHa — HETOCPEACTBEHHOTO MPEAIIIIECTBEHHUKA MOphUpUHA.
Cwm. puc. 9.20.
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Pucynox 9.20. Cxema buocunmemuyeckoeo nymu 06pazosanus Nopghoouruno2ena

Yerpipe MOJIEKYJIBI TOPPOOUTUHOTEHA KOHACHCUPYIOTCS B IUKINYECKYIO CH-
cTeMy ypomnop®HUpUHOTEHA OTHICIUICHHEM MOJIEKYJl aMMHaka. YpomnophupuHOTEH
SIBJISICTCSI MHTEPMEINAaTOM OMOCHHTE3a reMa, HO CIII¢ He UMEET STUHOM CONPSKEHHOM
cucTeMbl. TakoW THAPUPOBAHHBIA MPEAINICCTBCHHUK MOPPUPHHA JIETKO aBTOOKHCIISI-
€TCsl YK€ TIPH JICUCTBUHM CBETa, 00pa3ysl M-COMPSKEHHBIA MaKPOIMKI. XUMUYECKas
Moau(UKAINAS BHENTHUX QYHKIIMOHAIBHBIX TPYII OCYIIECTBIISETCS KOMIUIEKCOM TI0-
CJIEIOBATEIBHBIX PEaKINil — JCKapOOKCIIMPOBAHUS, JETHAPUPOBAHUS — 00pasys
nporonopdupun. Cum. puc. 9.21.
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Pucynox 9.21. Cxema 6uocunmesa npomonopgpupuna

Ecnu peakimonnsie ctaguu 00pa3oBaHus moppoOUTHHOTEHA MMPOTEKAIOT B 1IH-
TO30JI€, TO TMOCJEIHUE CTATUU Ha MYTH K TeMy MPOTEKAIOT YK€ B MHUTOXOHJPHUSX,
BKJIFOYAsl 3aBEPIIAOIIMKI MPOIIECC BKIIOYEHHUE B TOPPUPHUHOBBIN UK aToMa XKeJe-
3a (Fe?*) — 310 yXke reM reMoroOHHa, KOTOPBIHA H BBINOJHSET CBOI OCHOBHYIO (bH-
3MOJIOTUYECKYIO0 (DYHKLHIO B BUJIE KOPAKTOpa pa3IuvHbIX OKCHJIA3 y KUBOTHBIX, 00-
JaJaroluX KpOBOOOpAIIEHUEM.

OnHuM U3 CyIIECTBEHHBIX MOMEHTOB B METa0OJIM3ME T'eMOTIJIOOMHA SIBISETCS
pasyioxeHnue (karabojau3M) remMa IOCjie OCBOOOXKIACHHS €ro OT OEJKOBOM 4YacTH.
IIpu neiictBum remokcurenassl + O+ NADPH + H* YIAISIETCS aTOM KEJIe3a U OKHUC-
asiercs —CH= moctuk, 10 CO,, Mexay NUppoJIbHBIMU (PparMeHTaMH, COJIep KallluMHU
BUHWIbHBIE OCTAaTKU. B pe3ynpTare 3TOro mpoiecca oopasyercsi TMHEHHbIA TeTpa-
OUPPOJT — OWIIMBEPAUH (3€EHBIM MUTMEHT KETUM, XapaKTEepPEeH MJisg MTHUIl U 3€MHO-
BOJHBIX) — KOTOPKIH MOCIIC BOCCTAHOBIICHUN OUIUPYOUHPEMYyKTa30i oOpa3yeT Omim-

pyOouH (KENTHINA MUTMEHT XelTuu 4yenoBeka). Cm. puc. 9.22.
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Pucynox 9.22. Kamabonusm eema ecemoznobuna 0o obuiupyouna

Bunupybun u oscenmyxa. XapaktepHas okpacka OWIHpyOMHa OKa3aiach Bax-
HBIM U CcHeIU(UUECKUM MapKEPOM MATOJOTHMUECKUX W3MEHEHHM, KOTOpbhIe 3aTparu-
BAIOT TIE€YCHb (B MEPBYIO OYEPE]lb) U JIPYyTU€ OpPTaHbl. DTO MPOSBICHUE HAPYIICHUS
MeTa0oIM3Ma, MOoJI Ha3BaHUEM «KENTyXa», 00513aHO HAKOIJICHUIO M30BITOYHOTO OU-
IUpyOMHA B OpraHU3Me, KOTOPhI HE BBIBOJUTCS MO MPUYUHE HEJIOCTATOYHOCTH Tie-
YEHU U JKEITYEBBIBOJISIIIINX IMYTEH, UTO CBSI3aHO C LEIBIM PsiIOM 3a00JI€BaHMil, BeCcbMa
PacCIpOCTPAHEHHBIX Y AETEU U B3POCIIBIX.

Amunokuciomst u Ouocunmes ankanoudos. Cpeau Bcex KIacCoB MPUPOIHBIX
COCIMHEHUN KJIacC ajJKaJIOUJ0B — OJWH U3 HanboJiee MHOTOYKCIICHHBIX, a 1O CTPYK-
TYpPHOMY Pa3HOOOpa3ui0 — OECCIOPHO, SBISETCS JUAECPOM B KUBOM mupe. OTcrona
BBITEKAET U MHOT000pa3ue OMOCUHTETUYECKUX MyTel uX oOpa3oBaHus, 00YCIOBICH-
HOe makeToMm peakiuii (obpazoBanme [lIuddoBrix ocHOBaHwmit, peakmus ManHuxa,
OKUCIIUTENIbHOE coYeTaHue (PeHOJIOB W JAp.) U O0aHKOM MpeAIIeCTBEHHUKOB. Cpeau
MOCIICTHUX, O€3YCIOBHO KIIFOYEBBIMH COCIUHEHUSMU SIBIISTFOTCS aMUHOKHCIIOTHI —
KaK MPaBUJIO MPOTEHHOTEHHBIE (MCKIIOUCHHHUEM SIBIIICTCS aHTPAHUIIOBAs KHUCIIOTA).
B cooTBeTcTBHM ¢ Yem mMpoBeAcHA W OMOXUMHUYECKAs KiacCU(HUKAIUs aTKaJIOUIOB.
Cwm. Tabun. 9.3.
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Tabnuya 9.3
AMMHOKHCIIOTHAS KJIAaCCU(DUKAITUS ATKAJIOUIOB

AMHHOKHUCIIOTA COOTBETCTBYIOIIME ATKAIOUIbI
L-OpHutun [TupponuanHbL, TPOMAHOBBIE aJTIKATOUIBI,
MUPPOSIU3UAUHEI
L-AcnaparuHoBast [TupuanHbL, N30XUHYKIIWIUHBI
KHCJIOTa
L-JIuszun [TunepuarHbl, XUHOIU3UIUHBI
L-denunananux OdenpuH, 6EH3UITUZOXUHOIUHBI
L-Tupo3un M30XuHOIMHBI, OCH3MIN30XUHOINHEI, O€TaJauHBEI,
IUKJIONENTUIHBIE AJIKATOU bl
L-T'uctunuu DpProTUOHEUH
AHTpaHUIIOBas [IpoToankanonabl, XUHOJIUHbBI, XUHA30JIUHbI
KHCJIOTa

B kayecTBe BcioMoraTelbHbIX COCIMHEHUN NP OMOCUHTE3€e alKaJIONI0B O/I-
KITFOYAIOTCSI IEPBUYHBIE MTPOYKThI (POTOCUHTE3A, MPOAYKTHl MEBAIOHOBOTO OMOCHH-
TE€3a, IIMKUMATHI — 00pa3ysl KJIacchl COEAMHEHUI CONPSKEHHOTO OMOCHUHTE3A.

Tak kak abcoaOTHOE OONBIIMHCTBO AJKAJOMJIOB MPEACTABICHO a30TUCTBIMU
TETEPOLMKIAMHA, TO UM U COOTBETCTBYIOT PEAKIMM YKA3aHHBIC BBIIIE B BAPHUAHTE
BHYTPHMOJIEKYJISIPHOIO LMKIJI000Opa3oBaHus. Harpumep, TU3MH NpeIBapUTEIbHO Me-
TWINPYETCA MO yAaJEHHOM aMUHOTpymIe, mocjie uyero aexapOokcunupyertcs. [lep-
BUYHas aMuHOrpymnmna N-mMeTwI-IuaMUHO-TIEHTaHa OKHCIUTENIBHO JI€3aMUHUPYETCS
c oOpa3zoBaHueM CcOOTBeTcTBYyIomEero N-meTui-5-aMuHO-TIeHTaHamsl, MOCIeIHUN
U IIPETEPIEBAET BHYTPUMOJIEKYJISIPHYIO KOHACHCALMIO (POPMHUPYSL TEM CaAMbIM IMHIIE-
puarHOBBIA UK. [locnenyomumMu ero pyHKIMOHATM3ALUAMYI MOJIy4YarOTCsl aHa0a-

3uH U cepamuH. CM. puc. 9.23.
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Pucynok 9.23. Cxema obpazosanus ankaioudos u3z ausuna: a) anadasum, b) ceoamun

AHaJOTUYHO JM3UHY B peakIusx OMocuHTe3a BEAET ceOsi OpHUTHH, o0pa3ys
aJKaJOMAbl TPOIIAHOBOTO M IMHUPPOJIMIUHOBOTO TUIOB. OpHHUTHH IOCIEN0BATEIBHO
nojBepraercs peakuusiM N-MeTUIupOBaHMs, AeKapOOKCHINPOBAHUS, OKUCIUTEIbHO-
ro JI€3aMAHHMPOBAHUS, BHYTPUMOJEKYJISIPHON KOHJEHCAUMHU. Pe3ynpratoM 3TON ce-
pud  mOpeBpamieHuid (HO HE  KOHEYHBIM  MPOAYKTOM)  SIBJIISIETCS  COJIb
N-MeTUINUPPOIUHUS, KOTOPasi MOKET MPUCOETUHATH 110 AKTUBUPOBAHHON a30METH-
HOBO#1 CBsI3M TeHepupyembie I Situ kapbannoHsl. Ecnu B kauecTBe npo-kapOaHHOHA
BBICTYIIA€T allETOYKCYCHasl KHCIIOTa, TO 4Yepe3 psAll CTaAuil oOpasyercs TpPOMaHOBas
CHUCTEMa; €CJIM B ATOM POJIM BBICTYIAET HUKOTHHOBASI KUCIOTA — MPUXOIUM K HHUKO-

tuHy. CMm. puc. 9.24.
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Pucynok 9.24. Cxema buocunmesa ankanouoos nuppoaruouHo8020
U MpONAH08020 008 U3 OpHUMUHA. 8) HUKomuH, b) mponanon

AJKanmonipl, coepKalife TUPUINHOBBINA (PparMeHT, KaK MPaBUIO TOJYyYarOT
€ro 4epe3 HUKOTUHOBYIO KUCHOTY (cM. puc. 9.23 u 9.24). Kpome TOro, HUKOTUHOBAS
KHCIIOTa B KQYECTBE BUTAMUHA W KO()EPMEHTa y4acTBYeT B PA3IUYHBIX OMOXMMHUYE-
CKHMX IpOIleccax HE CBSA3aHHBIX C OMOXMMHEH ankaaouaoB. Tak 4To €€ OMOCHHTE3
UMEeT KITI0YeBOE 3HAUCHUE W JUIS PacTeHUH, W NS )KUBOTHBIX. K ToMy ke, e€ Ouo-
CHUHTE3 TaK )K€ UMEET aMHHOKHCIIOTHOE MPOUCXOXKJICHHE, & UMEHHO, OT acraparuHo-
BOH kucIoThl. Ha HayajapHOM JTame acmapardHoBas KHCIIOTa, KOHICHCHUPYSChH
c 3-docdarom TJIMIIEPUHOBOTO aJIbJIETUIA, obpazyeTt JTUTUIPOKCH-
MUTIEPUIMHINKAPOOHOBYIO KUCIIOTY, KOTOpasi IMpeoOpa3yeTcsi B HUKOTHHOBYIO KHC-
JOTY TOCTEAOBATEIbHBIMUA PEAKIUIMH JETHApPATAIlUd ¥ JeKapOOKCUIMPOBAHMUS.
Cwm. puc. 9.25.
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Pucynok 9.25. Cxema buocunmesa HUKOMuHOBOU KUCIOMbL

BepmmHoit 6MOXMMUYECKUX CUHTE30B B 00JIACTH QJIKAJIOUJI0B MOXKHO CUUTATh
OmocuHTE3 MOP(PUHOBBIX AJIKAJIOUJIOB, KOTOPBIM HAYMHAETCS OT TUPO3UHA. TUPO3UH
TUAPOKCUIUPYETCS B OEH30JbHOE KOJIBIIO W TOCHE J€3aMHUHHPOBAaHUS OO0pa3yeT
3,4-muruapokcueHNIMUPOBUHOTPAIHYIO KUCTOTY. [lapanienbHo, TUAPOKCHIUPO-
BaHHBIM TUPO3UH JEKapOOKCHIHUpYETCsa ¢ oOpa3zoBaHueM ngodamuHa. B pesynbrare
UKIU3auy o ManHuxy oOpa3yeTcsi OEH3MITN30XUHOJIMHOBOE MTPOU3BOAHOE, KOTO-
poe TMOABEPraeTcs BHYTPUMOJIEKYISIPHOMY OKHCIUTEIBHOMY COUYETAaHUIO ¢ 00pa3o-
BaHHEM YaCTUYHO THJIPUPOBAHHON (peHaHTpeHOBOM cucTteMsl. [locnenyroiee mpuco-
eauHeHne (EeHOJIBLHOI0 THJIPOKCHUIIA MO JUEHOHOBOMY ()parMeHTy W peakiuu JieMe-
TUJTUPOBAHUSI METOKCH (YHKIIMI MPUBOJAT K CEpUU MOP(UHOBBIX AJIKAJIOUJIOB (aJi-
KaJouIel OMHMHOTO Maka, Papaver somniferum L.) — mopdwuH, komewH, TeOauH.
Cwm. puc. 9.26.
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Pucynok 9.26. Ilpunyunuanvhnas cxema 6uocunmesa ONUYMHbIX AIKAOUOO8

N3 cxembl OMocHHTE3a MOP(MHHOBBIX ANKAIOWI0B HHTEPECHO OTMETUTH Peak-
WU yIaJICHUS METUIBHBIX TPYIIT U3 METOKCUIIBHBIX (DYHKIHH (Te0auH — KOJIeuH —
MOp(HH) — B IPUHITUIIE 3TO PEAKIUS THAPOIn3a GYyHKIUU MPOCTOro sdupa, Tpedy-
fomias >KECTKUX YCJIOBHM, 37IeCh K€, B YCIOBHSX IN VIVO, OHAa MPOTEKAET JIETKO.
OTO0 mpeBpaleHne OCYIIECTBIISIETCS AMUHOKHCTIOTHBIM TIPOM3BOTHBIM,
S-anenosunromoructenHoM (SAGC), o0samaromuyM BEICOKUM CPOJICTBOM K KapOo-
katuoHaM. B Beime ykazanHbix mnpeBpamieHusix SAGC He TOJNBKO OCYIIECTBIISIET
THAPOJI3 METOKCHIIBHBIX TPYMI JI0 TUAPOKCHIIBHBIX, HO M CHHTE3UPYET TEM CaMbIM
S-anenosmnmernonud (SAM), mmMpoKo W3BECTHBIA KODEPMEHT peakiuii METHUITHPO-
BaHusA. CM. puc. 9.27.

H,N
R-OCH,

COOH COOH R-OH

SAGC SAM

Pucynox 9.27. Peaxyus dememunuposarnus 3¢hpupog ¢ oopazosanuem SAM
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Ilamonozeus amunoxuciomuozo u 6earkosoco oomera. Haubonee vacto BcTpe-
YaIOMUMHUCS OOJIE3HSIMU, CBS3aHHBIMU C HApYIICHHEM aMHUHOKHUCIOTHOIO OOMEHa,
SABIISIFOTCSL (heHUNIKemOoHypus u arvounuzm. B HOpME aMHUHOKHCIIOTa (heHUJIATAHUH
¢ momoIbio hepMeHTa HeHWITATAHUHTUAPOKCUIIA3bl MPEBPAIIACTCS B AMUHOKUCIIOTY
TUPO3UH, KOTOpasi B CBOIO Oouepe/b MoJ JAeicTBHEM (pepMeHTa TUPO3WHA3BI MIpEeBpa-
IIaeTCs B MUTMEHT MenaHuH. [Ipu HapyllleHnH aKTUBHOCTH 3THX (PEpMEHTOB pa3Bu-
BAIOTCSl HACJIC/ICTBCHHBIE 3a00JIeBaHUSI YelioBeKa (EHUIIKETOHYpUS U abOMHU3M.
OeHWIaAIaHWH TPUHAMNICKUT K YHCITY HE3aMEHUMBIX AMUHOKHUCIIOT U TOJIBKO 4acTh
€ro pacxojyeTcs Uil CMHTe3a Oelka, OCHOBHOE KOJIMYECTBO 3TOW aMHHOKHCIIOTHI
OKHUCIIAETCS 10 TUpo3uHa. Eciau cooTBeTcTByrONUN (hepMEHT HE aKTUBEH, TO (peHuUJI-
aJlaHWH HAKaIUIMBAETCsl B CHIBOPOTKE KPOBU B 3HAUMTENIBHBIX KOJUYECTBAX B BUIE
(EeHWIMUPOBUHOTPATHON KHUCIOTHI, BBICOKAs KOHIIEHTpAIUs KOTOPOW MPUBOJUT
K HapymIeHuo (popMUpoBaHUST MUEIMHOBON 000109KH BOKPYT akcoHOB B [THC. de-
HUJIMUPOBUHOTPAHAS KUCIIOTa ABJISECTCS HEMPO-TPOMHBIM SIAOM U CTUMYJIMPYET pa3-
BUTHEC IIETION CEepUM HAPYIICHUH BBHICHICH HEPBHOW NEATETHLHOCTH. Y OOJBHBIX
HaOonaeTcst ciabasi MUTMEHTAlUsl M3-3a HapyILIEHUs CHHTEe3a MenaHuHa (aabou-
HU3M). CM. puc. 9.28.
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Pucynox 9.28. Cxema obpazosanus meranuna u3 (heHuiaiaHura
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Memabonuueckue HapyuieHus Yukia Moue8uHvl (OpHUMUHOBbLU Yuki). W3-
BECTHbI META0OIMYECKUE HAapyLIEHUs, 00YCIOBJIEHHbBIE HEOCTATKOM TOTO MJIM HMHOTO
dbepmenTa, KaTaTu3upyIONUX B MEUYEHN PEaKIMH CUHTE3a MOYEBHUHBI (CM. puc. 9.18).
[TockonbKy B IIMKJIE MOYEBHMHBI aMMHUAK MPEBPAIIAETCS B HETOKCUYHYIO MOYEBHUHY,
BCE HApPYLICHHUS CHHTE3a MOYEBUHBI BBI3BIBAIOT aMMHAayHOE OTpaBiieHHe. KnuHuye-
CKMUMHM CHUMIOTOMAaMH, OOUIMMU JUIsl BCEX HApyUICHUH LUKIA MOYEBUHBI, SIBISIOTCA
pBoTa (y JeTeil), oTBpallleHHe K OoraTbiM OelkamMu MpOAYKTaM, HapylIeHUuEe KOOpu-
HAllMW JBWKEHUH, Pa3apakUTEIbHOCTb, COHJIMBOCTh W YMCTBEHHAsl OTCTaJOCTb.
Knunndeckue nposiBieHUs U METOABI JEUEHUSI BCEX HIDKE PACCMOTPEHHBIX 3abolie-
BaHUU BeChbMa CXOJIHbI. 3HAYUTENBHOE YJIy4YlIEHUE HAOIIOAAETCS MPU OrPAHUYECHUU
Oenka B AMETE,, P 3TOM MOTYT OBITh MPEIOTBPALICHHl MHOTUE HAPYLIECHUS MO3TO-
BOH AesTenbHOCTU. [Tunny cneayer npuHUMATh YacTO U HEOOJIBILIMMU MOPLUSAMU, IS
TOTO YTOOBI M30€XaTh OBICTPOTO MOBBIIIICHUS YPOBHA aMMHaKa B KpOBU. JTH 3a00-
JeBaHUsl KJIACCUPUIUPYIOTCS B 3aBUCUMOCTH OT HEIOCTaTKa ompeneiacéHHoro dep-
MEHTA : TurepaMMoHuemMus Tuna-l u runepammonuemus tuma |l cBsizanbl ¢ Heobec-
NEYEHHOCThIO PEaKIMil CBA3BIBAHMS aMMHUaKa 0 CTaJuu OOpa30BaHMS LUTPYIUIMHA;
LUTPYJUIMHEMHS CBSI3aHA C OTCYTCTBHEM APTMHUHOCYKIMHAT-CUHTA3bl; aprUHUHO-
CYKIMHATHAs allMAypHUs XapaKTEpHU3yeTCsl MOBBIIICHHBIM COAEp>KaHUEM apTrUHUHO-
CYKLMHATa B KPOBU, B CIMHHOMO3IOBOW XHUJAKOCTH M MOYE (COMPOBOXKIAETCS Hapy-
IIEHUEM POCTa BOJIOC, B paHHEM BO3pAcTe MPUBOAUT K (paTaibHOMY MCXOJY); THUIIE-
pPaprUHUHEMHS] CONPOBOK/IAETCSI MOBBIMIEHHBIM COAEPKAHUEM apruHUHAa B KPOBU
Y CHUHHOMO3TOBOM KHUJAKOCTH.

Ilpespawenua y2nepoonozo ckenema amuHokuciom 6 aMmpuodoInvecKue
unmepmeduamst. B mporecce MeTadOIM3Ma AMUHOKHUCIOTBI HE TOJIBKO SIBISIOTCS
CTPOMUTENBHBIMU OJIOKAMU Pa3INYHbIX OMOJIOIMYECKH Ba)KHBIX KJIACCOB COEIUHEHMIH,
0 4éM y>K€ CKa3aHO BBIIIE, HO U MOTYT MOJKIIOYAThCA K MPOLECCaM SHEPTeTUYECKOTO
Xxapakrepa. YCTaHOBJIEHO, YTO aMHUHOKHUCJIOTBI MOTYT IpPEBpalaThbCi B YTJIEBOJIbI
Y SKHPBI peakusiMu aM(prOoIruecKoro myTy NepexooB.

OObIYHO MepBoOi cTagueil karaboanu3Ma aMUHOKHUCIIOT SIBJISIOTCS peakluu yaa-
JI€HUS] 0-aMUHO-TPYIIbI, KaK MPaBUJIO peakIUell nepeaMuHupoBaHus. Beiaensto-
UKCA TPU ATOM aMMHaK MOXET YTHIN3UPOBAThCs MO0 B aHAOOJIMYECKHUX MpOIlec-
cax (CMHTE3 aMMHOKHCIIOT U OejKa), MO0 BBIBOJUTCS M3 OpraHru3Ma 4epe3 LUK MO-
4yeBUHBI. /le3aMUHUpPOBaHHbBIE TPOU3BOHBIE MPEACTABISAIOT COOOM OKHCIEHHBIE YT-
JI€BOIOPO/IbI, KOTOphIE BKIIIOUarOTCs B UK KpeOca Ha TOW MM MHOM €ro CTajuu.
Tenepp Bce aMMHOKHCIOTHI MOYKHO CTPYIIIIMPOBAaTh Ha OCHOBE NPOAYKTOB, 00pa3zy-
IOLUXCs Tpu aM(PpUOOIMYECKOM MyTH METab0IU3Ma — 3TO YeThIpe rpynmbl: 1) amu-
HOKHUCJIOTBI, 00pa3yIe 0-KeTO-TIYyTapOBYIO M 0-KETO-SHTApHY KHCIOThl (ASp,
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Asn, Glu, Gln, Pro, Arg, His); 2) aMuHOKHCIIOTEI, 00pa3yoIyue MHPOBHHOIPAIHYIO
kuciory (Gly, Ala, Ser, Cys, Thr, Sec); 3) aMUHOKHKCIIOTBI, 00pa3yIoNIUe aleTHII-
kobepment-A (Tyr, Phe, Lys, Trp); 4) aMHHOKHCIOTBI, O0Opa3yIOIHUEe CYKIMHUII-
kopepment-A (Met, Leu, lle, Val).

CxeMma kaTta0oM3Ma aMHHOKHCIIOT IICPBOM TIPYMIbI BKIKOYACT CTaJHH IOCTIC-
JIOBATEJIbHOTO JI€3aMUHUPOBAHUA, HAUMHAS C yAANEHHON a30TUCTON (QYyHKUUU, U SIB-
JSETCS JOCTAaTOYHO OOIICH IS COOTBETCTBYIOIIUX aMHUHOKHCIOT. OOpasyromuecs
KeTO-sIHTapHas M 0-KETOIIyTapoBas KHCIOTBI MOTYT BKJIIOYaThcs B Iukia KpeOca,
TaKXe B OMOCUHTE3 0-aMUHOKHUCIOT. Hanmpumep, cM. puc. 9.29.

\’(\)\COOH Hooc/\)\cow HOOC/\)J\COOH

NH, i NH, ii NH,
H —_—
H2N N HzN\/\)\ /\)\
T COOH COOH 0=HC COOH
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®) L PN
HOOC COOH HOOC COOH

Pucynok 9.29. Kamaboausm: a) enymamuna (i- 2nymamunasa, \\ — mpancamunasa,
b) apeununa (i —apeunasza, i\t —mpancamunasa, iii — anrymamam-nonyanvoe2uo-oe2uopozenasa,

IV -mpancamunasa)

Peakiuu kaTa®onm3Ma aMUHOKHMCIOT BTOPOM TPYIIbI BeCbMa pa3HOOOpa3HbI,
a 00BEANHSET UX TOJIBKO NPOAYKT, MIMPOBUHOIpagHas Kuciorta (nupysar). Tak, riu-
[IMH CHaYaJia TpPaHC(OPMUPYETCS B CEPUH JIEUCTBUEM METHUJICH-TeTparujpo-doiara,
a 3aTeM Mo oOIel cxeMe KaTaboau3Ma cepuHa npeodpasyercs B NUpyBaT. AJIaHUH
npeoOpa3yeTcsi B TMPOBUHOTPAJHYIO KHCIOTY B OJHY CTaAUO peakuuen nepeamMuHu-
poBaHus. B Monekyie nucrenHa cHavana cyiab(puiaHas cepa OKUCIsIeTcs A0 Cyiab(pu-
HaTHOH, Jajiee CIEeNyIT PEaKLUU OKUCIUTEIBHOIO JI€3aMUHUPOBAHUS U AeCyb(u-
HUpoBaHus. TpeoHuH mpeoOpa3yercs B MUpPyBaT Yepe3 CTaJAMI0 MPEBPAIICHHUS €ro
B NMIUH-cepuH. Cwm. puc. 9.30.
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Pucynox 9.30. Kamaboauszm: ) aranuna peaxyueti OKUCIUMETbHO20 0e3aMUHUPOBAHUS,
b) cepuna, ¢) yucmeuna (1 — yucmeunouoxcueenasa, it — mpancamunasa, iii — oecyivunasa)

[TomydyeHHast BO BceX ATHX ClIydasx MUPOBUHOIPAHAsI KMCIOTA Yepe3 CTalUI0
oOpazoBaHus aneTui-kodepMenTa-A ornpanisieTcs: B ki Kpeoca.

B ormimnuume or karaboiau3zMa KHCIOT MpEeAblAyLiedl Ipyndmbl, KOTOPblE MOTYT
IpeBpallaThCs B aleTUI-KOpepMeHT-A depe3 CTaau 00pa3oBaHUs NMUpyBaTa; Tpe-
Thsl TPYMNIa aMUHOKHUCIIOT 00pa3yeT aKTUBHBIN alleTUSl MUHYS 3Ty NMPOMEXKYTOUHYIO
CTaJMI0 — CIO/Ia BXOJAT apOMaTHYECKHE AMUHOKHUCIOTHI ((eHUJIaNTaHuH, TUPO3HH,
TpuntogaH), OCHOBHAsI aMMHOKHCIIOTA JU3UH U HEHUTpajbHas aMUHOKHUCIIOTA C pas-
BETBJIIEHHOM YTJIEBOJOPOAHOMN LEMOYKOM JIEHIUH.

JIu3uHy NMpHUHAUIEKUT Haubosee mpocTas cxeMa Karaboau3Ma, KOTOPOW MpH-
CyIl NEpBBIA ATal JE€3aMUHUPOBAHMS YE€pe3 MPOLECC YIAJICHHUS €-aMUHOTPYIIIbI
(KCTaTH, OH HE OYEHb MPOCT), U TOJBKO IMOC]e 00pa3oBaHMs O-aMUHOAIUITMHOBON
KUCIIOTBl MMEET MECTO YyAaJeHHe BTOpol amuHorpynmsl. [lomyuyeHHas a-kero-
aJIMMMHOBAs KUCIIOTa Jajiee IeKapOOKCUIMPYETCsl ¢ yYacTHEM aleTHiI-KodepMeHTa

J10 IPOU3BOJHOTO TIIyTapoBOM KUCIOTHI. CM. puc. 9.31.

NH
HzNé

COOH

HOOC HOOC

Bt

COOH S-CoA

HOOC

i

COOH

Pucynox 9.31. Cxema xamabonuzma Monexynvl 1U3UHA
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deHnnaNaHuH U TUPO3UH KaTaOOIU3UPYIOTCS MPAKTHYECKH 10 OJHOMY IYTH,

CBOMCTBEHHOMY THPO3MHY, MTOCKOJIbKY (heHUJIAIAHWH CHadajia mpeoOpa3yeTcsi B TH-

po3uH. [1aTh mocnenoBaTeNbHBIX (PEPMEHTATUBHBIX PEAKIIMA MPEBPAIIAIOT THPO3HH

B q)yMapOBYI-O N alCTOYKCYCHYIO KHCJIOTHI, ITOCICAHAA OaJICC IMOABCPracTrca THUOJIU-

TUYECKOMY pacHICIUICHHIO JI0 aleTaTa u aretmi-kopepmenrta-A. Cum. puc. 9.32.

NH
2 o HOOC
OH OH
OH /
0 i o i iii o
—_— —_— COOH ———
(0]
. COOH
L
CH;-CO-S-CoA CoA-SH H,yC
+ WACOOH
CH3-COOH o) COOH
Hooc” N
Pucynok 9.32. Cxema kamobanuzma mupo3una. | — OKUCIUMENbHOE 0e3AMUHUPOBAHUE
¢ yuacmuem nupuooxkcaivpocpama, i — okuciumensvrhoe 0ekapbOKCUIUPOBAHUE C YUACUEM MeOb
COOePIHCAUUM MEMATIONPOMEUHOM, 111 — OKUCTEHUE 20MO2EHMUAMA HCETLE30COOCPIHCAUUM

Mmemanionpomeurom, \V — pymapunayemoayemam-2uoponaza

Cykmuami-kopepMeHT A B mporecce katabonm3Ma o0pa3yloT CIeAyOIIHe

AMHWHOKMHCJIIOTBI: MCTHUOHHUH, HCﬁHHH, BaJIMH U HSOHGﬁHHH.

MeTnoHMH Ha TepBOM, KIIF0OUEBOM, dTamne oopasyetr ¢ ATP mupoko u3BeCTHbIN

U Besaecyunii kopepmeHT S-aaeHo3mwi-L-metnonnn (SAM), KoTOpblli ydacTByeT

B OOJIBIIIMHCTBE peaKuHﬁ MCTUIIMPOBAHUS, a4 TAKIKE O6p8_3y€T Ha PA3JIMYHBIX CTAAUAX

kaTaboI3Ma TOMONUCTCHUH, MUCTATUOHNH, TOMOCCPUH U MUCTCHH. B HUTOrc, roMonu-

CTE€UH MPUXOJUT K ONponuoHuI-CoA, a TOMOCEpUH — K O-KETO-MAacJIsTHOM KHUCIIOTE.

Cwm. puc.

9.33.
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nponuoHuwiI-CoA KEeTO-MACJASIHHAS K-Ta

Pucynox 9.33. Cxema obpazosanus S-adenozun-wemuonuna (SAM)

u 2iaensvle nynmu eco Kamaboauzma (Kama60ﬂu3M MQMMOHMHCI)

Karabonu3Mm anndarndeckux aMUHOKHUCIIOT (JIeWIMHA, BajinHa, n3oernuaaC)
UMEET JIOCTATOYHO OOIIUI XapakTep TPEX MEPBBIX PEAKIM — MepBas peaKius OKHUC-
JUTEIIBHOTO JIE3aMUHHUPOBAHUS 00pa3yeT COOTBETCTBYIOMINE O.-KETOKUCIIOTHI, BTOpAs
peaKiusi OKHUCIHUTEIBHOTO JIeKapOOKCUIIMPOBAaHMS 00pa3yeT COOTBETCTBYIOIIHE
arun-CoA-tnosupel W TPEeThs  pEaKIus, JCTUAPOTCHUPOBAHHWE, IPUBOIHT
K 0-B-HeHachieHHbIM THOdGupam armi-CoA. Cwm. puc. 9.34.

e A
o)

P Gl Wi U

COOH COOH S-CoA

R = (CH;),CH-CH, - Leu ; (CHj3),CH-Val ; CH;-CH,-CH(CH;)- Ile

CH, CH;, g
)\/ /J'\ HSC/ﬁ/
HsC N8 H,C : CH,

Pucynox 9.34. Ilepsvie mpu cmaouu kamabonuzma 1eiuyund, 8aiuna
u uzonetiyuna (1 — okucaumenvHoe 0e3aMUHUposanue, Il — OKucIumenbHoe 0eKapOOKCUIUpoOsanue,
Iii — oecuopoeenuposanue)
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Crnenyromuid, puHAIBHBIN, dTAll MeTabOIM3Ma JICHITMHA, BAJIMHA ¥ U30JISHIIMHA
TaK)K€ MOYET OBITh ONMHUCAH OOIIMM OJIOKOM U3 TPEX peaklMil ¢ BapualusIMU Ha Kax-
JIbIA KOHKPETHBIN CIydaid. TOT OJIOK MPEACTABICH CICAYIONIMMHI MPEeBPAIICHUSIMH:
a) ruaparanus oseduHoBOro ¢parmMeHrta, 0) OKHCICHHE MOJYYEHHOW CIUPTOBOM
GbyHKIIMY, B) pacIICTVICHUE MOJIEKYIbl Ha (PparMeHThl YTUIU3UPYEMbIC TUOO0 B ITUKIIC
Kpebca, mubo B mocnenyromux, yxe aHaOoJIuueckux, peakinusax. PaccMoTpum 3ToT
0JIOK peakiuii Ha MpuMepe KaTadonu3ma u3osnennuaa. Cm. puc. 9.35.

o) i OH O i o o
HC Y S-CoA H5;C S-CoA H,C S-CoA
CHj CHy CH;
iii
(0] (0]
)J\ H4C )k
H3C S/COA —|_ 3 \C S/COA
H,
Anernia-CoA Iponuonua-CoA
Pucynok 9.35. Koneunwiii sman kamabonuzma uzonetiyuna: | — euopamayus muaui-CoA,
Kamanuzupyemasi Kpomonasoui, i — oecuopozenuposanue o-memu-f-euopoxcudymupun-CoA;

il — muonus a-memunayemoayemun-CoA

Ilamonozus kamabonuzma y2nepooHo20 ckenema amunoxuciom. MHorue
HapyIlIeHUs KaTaboiar3Ma aMUHOKHUCIIOT Yallle BCEro HaOMIoAaeTcs y AeTel U Hepe-
KO 3aKaHUMBArOTCs (aTalbHBIM MCXOJIOM B PaHHEM BO3pacCTe; a MPU OTCYTCTBUU CO-
OTBETCTBYIOUIETO JIEYEHHs] MOTYT BbI3BaTh HeoOpaTHMble HW3MEHEHHUS MO3ra.
Kak npaBuio, HapymieHus katabojiM3mMa aMUHOKHUCIOT CBSI3aHO C MaJlod aKTHUBHO-
CTBIO T€X WJIU MHBIX (PEPMEHTOB (WM JakKe MOJHBIM MUX OTCYTCTBHEM) MO OTHOLIE-
HUIO K ONPENEIEHHBIM aMUHOKHUCIOTAM. 3/1€Ch BBIKHBI MPEAEIbHO PAaHHSS TUArHO-
CTHKa C TOCTEeAYIoUIe nueToi, 6eAHON TeMH aMHHOKHCIOTaMH, KaTaboJu3M KOTO-
peix HapyieH. Huxe paccMoTpum Hambosee cepbE3Hble HApYIIEHHs KaTaboJu3ma
AMHUHOKHCJIOT.

['nctuauHemMust — MeTaboIMUecKoe HapyllleHue Karadoin3Ma TucTuuHa, o0y-
CIIOBJICHHOE NehUIUTOM (epMeHTa THUCTHIA3bl, KOTOPBIA KaTalIW3HPYET IMPOIecC
JI€3aMUHUPOBAHUS TUCTUIMHA — MI€pBasi peakUus Ha MyTH KaTabojau3Ma I'MCTHUIUHA.
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CBbl11I€ MOJIOBUHBI OOJIBHBIX TUCTUAMHEMHEH XapaKTepU3yIOTCS YMCTBEHHOM OTCTa-
JIOCTBIO U JIe(PEKTaMu PEeUH.

[lepBuuHas rumnepokcatypuss — MeTabOJIMYecKoe HapylleHHe Karaboiu3ma
IIMLMHA, KOTOPOE COMPOBOXKAAETCS 00pa30BaHUEM ILIABEJIEBOM KHUCIIOTHI (OKcaiaTa)
U COOTBETCTBEHHO OKCAJaTHBIX KaMHEH B MOYEBBIBOSIIMX MyTSX; Jlajee pa3BUBACT-
csi HePOKATBIIMHO3 U PEUUIUBUpPYIOMAs WHPEKIHUS MOYEBBIBOIIIIMX TyTen. Jle-
TaJIbHBIN MCXOJ] HACTYIMaeT B JETCKOM HJIM MOJIOJOM BO3pacTe OT MOYEYHOU HEJO-
CTaTOYHOCTH WM THNepToHuU. MeTtabonuyeckuid 3ppeKkT COCTOUT B HApYILICHUH Ka-
tabonu3ma riaumokcmiara 1o ammuaka U CO,, KaTanu3upyemoe INIHIUHCUHTa3HBIM
KOMILUIEKCOM, BCJIEJCTBHE 3TOTO M30BITOK TIMOKCHIOBOW KHCIOTHI OKHCISETCS 0
naBesieBor kuciaoTel. Cm. puc. 9.36.

OH
H.N NAD*, PLP, H,-Folat
2 X, CO, + NH; + NADH

‘\ OH

/ﬁ(OH —_— OH
0 o)

Pucynok 9.36. Kamabonusm enuyuna: 6epxHsis CMpoKa — HOPMAlbHbIU HYMb,

HUDJICHSISL CMPOKA — NYMb WABELe80U KUCONbl
(i —okucrumenvnoe dezamunuposanue, i — nobdas okcuoasa)

Hapymenue merabonusma cepycojiepkaliux aMUHOKHCIIOT, B CBS3U C KOTO-
pPBIMU OTMETHUM 3]I€Ch TPU CIEAYIOMIMNX 3a00seBanus. [Jucmunypus, Ha3blBaeMas e
IIUCTUH-TM3UHYPHS (TIOBBIIICHHAS SKCKPEKIUS ITUCTEHHA HapsAy C a30TUCTHIMU
AMUHOKHCIIOTAMH, JTU3UHOM, aPTUHUHOM U OPHUTHHOM) — COTIPOBOXAAETCS 00pa3o-
BaHHEM ITUCTEMHOBBIX KaMHEH B MOUYEUHBIX KaHAJbIAX. [[ucmurno3, HaclIeICTBEHHOE
3a0oneBaHue, Mpu KOTOPOM HaOroMaeTcsi oopaszoBanue GOpMHUPOBAHNE KPHUCTATIIOB
IIMCTUHA BO MHOTUX TKaHSAX M OpraHax, KOTOPOE COMPOBOXKIACTCS MOBBIIICHHBIM CO-
JIep’)KaHUEeM B MOYE BCEX aMHHOKHCIIOT. B mTore, HapymaeTcs: menbiii psan GyHKIHiA
MOYEK — JICTAIbHBIA MCXOJl OOBIYHO HACTYNAeT B PaHHEM BO3pacTe MPU SIBICHUSIX
oCTpoii MmoveyHor HemoctaTouHocTH. I omoyucmunypuu (1-1V) — cBsizanbl ¢ nedek-
TaMu (PepMEHTOB, 00ECIEUNBAIOIINX HOPMAIbHBIA METa00JIM3M METHOHUHA, COMPO-
BOKJIAOIIMECS] MOBBIIICHHBIM COAEPKAHHEM TOMOLMCTHUHA. BO3MOXKHOU NMPUUYMHOU
HapylIeHUus: MeTaboJIM3Ma METHOHMHA MOXET CIYKUTh TMIOBUTaMUHO3 Bg u Biy,
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a Takxke (GOoJMEeBOM KHUCIOTHL. JMera ¢ HU3BKUM COAEpKAaHUEM METHOHHMHA MOXKET
NpeAOTBPATUTh MATOJOTMUYECKUE WM3MEHEHUS, €CJIM OHa COOJIIOJAIOTCS C paHHEro
BO3pacTa.

Hapymenue metabonu3ma TUPO3UHA XapaKTEPU3YETCsl HAKOIUIEHHEM MeTa0o-
JUTOB, CHIDKAIOIIUX aKTUBHOCTH psifia (epMEHTOB HOPMAJIBHOTO MyTH KaTaboiam3Ma
ero. Tuposunemuss muna | (muposunos), muposzunemuss muna |l (cuaapom Puxnepa-
XaHxapTa) U mupo3uremusi HOBOPOXKICHHBIX ONPEACNIIOTCS AedeKTamMu (EpPMEHTOB:
TUPO3UHTPAHCAMUHA3BI, THAPOKCU(DECHIINMUPYBAT-TUIPOKCHIIa3bl, TOMOTEHTHU3aT-
OKCHJa3bl M (PpyMapuiareToanerar-ruiponassl. T. €. KaTaboau3M TUPO3WHA MOXKET
OBITh HAPYIICH MPAKTUYECKU Ha JFOOOM ero atare (cM. puc. 9.32) u maTtoioruu Bcex
3THUX OTKJIOHEHUW JIOCTATOYHO CEPHE3HBIE.

['maBHOe MeTabonuueckoe HapylieHue KaTaboiau3ma (heHWIATaHMHA COCTOUT
B OJIOKMPOBAHUU TPEBPAIIECHUS €r0 B THUPO3WH, CICJCTBUEM YETO SBISICTCS heHu-
kemouypus. B pe3ynbTaTe mpoIecc 3aMbIKaeTCsl Ha CTaIUU PEAKIIUHM TIEPEaMUHHUPO-
BaHUS ¢ 00pa30BaHUEM TJIABHOTO METa0O0JMTa, TOKCUIHON (DEHMITTUPOBUHOTPATHON
KUCJIOTHl (peHmnnupyBata) KiamHuyeckue CHUMITOMBI — YMCTBEHHAs OTCTajOCTh,
NPUNIAJKH, IICUX03bI, 3K3€Ma, «MBILIINHBINY 3amax. 3a00JIeBaHUE HACTIEICTBEHHOE.

Ornucanbl JBa TUIa METa0OIMYECKOT0 HApyIIeHUs KaTabolu3Ma JIM3UHa — Tie-
pUOHYECKAs cunepauzunemuss ¢ CONMYTCTBYIOIIEH THIEPAMMOHUEMHEN U CTOMKAas
rUnepan3uHemMus 0e3 COMyTCTBYIOIICH TMIepaMMOHHMEMUU. 3a00JIeBaHUsI XapaKTe-
PUBYIOTCSI TOCTATOYHO TSKEIBIMUA TOCIEACTBUAMH — TSDKENBIM KpU3 U KOMAaTO3HOE
COCTOSIHUE, YMCTBEHHasi OTCTaNoCcTh. O0a OHU SBISAIOTCS CIIEACTBUEM JE(PEKTHOCTH
(dbepMEHTOB, OCYIIECTBIISIONIMNX KaTa0oJIU3M Ju3uHA J10 areroanetuii-CoA, u B 000-
UX Clly4asix TEpBUYHOE HAPYIICHHUE, BEPOSTHO, OJOKUPYET MpeBpallleHUuEe JTU3UHA

U 0-KE€TO-TJIyTapOBOM KHCIOTHI B caxaponuH. Cm. puc. 9.37.

HOOC COOH HOOC COOH
\/\I( _H,0 |
ol g N COOH
P NADH l \/\/\(
 HN COOH NH,
\/\/\( HOOC\/\(COOH

HN\/\/YCOOH
Caxaponun NH,

Pucynox 9.37. Broxupyemsiil yuacmok kamaboiuzma 1u3una
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Mertabonrueckue HapylieHus karadbonusma tpuntodana (6orezns Xapmuyna),
HACJIeJICTBEHHOE HapYIICHHE, XapaKTepU3yeTCs TOSBICHNEM CHIA HA KOXKE, KaK MpHu
nesuiarpe (HeIocTaTouHoCTh BUuTamuHa PP), mepemexaronieiicss MO3K€UKOBOM aTak-
CHEH, 1 YMCTBEHHON OTCTaJlOCTBIO, a TaKXe MOPAKCHHEM II€UYECHU U KETyJO0YHO-
KUIIEeYHOTO TpakTa. ConmpoBOXKIaeTCsl 00pa30BaHUEM 3HAYUTENbHBIX KOJIMYECTB MH-
nonanerara (o-N-[unmon-3-anerwn|riyraMuHa) W HEYCBOCHHOro TpunTodaHa.
Cwm. puc. 9.38.

COOH COOH

HOOC COOH

Pucynoxk 9.38. Ilpespawenue mpunmogarna 6 unoonayemam

Metabonudyeckue HapyIIeHHs KaTaO0OoJgu3Ma pa3BETBIECHHBIX aMHUHOKHCIIOT
(Leu, lle, Val). N3BecTHO YeThipe META0OIMYECKHX HAPYIICHUS KaTaOoJM3Ma 3THX
AMUHOKHCJIOT, U3 KOTOPBIX HamboJjiee OO0CTOSATEIbHO M3ydeHa OOJIE3Hb «KIEH08020
cuponay», Ha3BaHHAs TaK B CBSI3M C TEM, YTO 3alax MOYM TaKUX OOJHHBIX UMEET Xa-
pPaKTepHBIM 3amax KJICHOBOT'O CHpOIa WU XKEHOro caxapa. B Omoxmmmueckom
TUTaHe, 3a00JIeBaHWE XapaKTEPU3YETCS TMOBBIIICHHBIM COJEPKAHUEM YKa3aHHBIX
AMUHOKHCJIOT U COOTBETCTBYIOIIUX MM O-KETOKHCIIOT B IIa3Me U B Mode. [loaTomy
0071€3Hb elI€ OMPENESIIOT KaK KeMmoHYpUus pa3eemeieéHHblX AMUHOKUCIom. ITo 3a00-
JICBAHUE BBIICISACTCS CIIE TEM, YTO METa0OJIMYECKOe HAPYIICHHE SBIIICTCS OOIINM
JUTSE BCeX TPEX aMHUHOKHCIIOT, @ UMEHHO — OTCYTCTBUE WJIM CHJILHOE CHIKEHUE aK-
TUBHOCTH JCKapOOKCHIIa3hl 0-KETOKHCIIOT, KaTaJIM3UPYIOIICH MPEBpaIICHHE BCEX
TPEX pa3BETBICHHBIX aMUHOKHUCIOT B anuia-CoA-tuoadupsr ¢ Beiaenenuem CO».
OTMeYeHO TaK)Ke MPUCYTCTBUE B MOYE PA3BETBICHHBIX O-THIPOKCHUKHCIIOT, 00pa3y-
IOIUXCST BOCCTAHOBJIEHUEM COOTBETCTBYIOIIUX O-KETOKUCJIOT, YTO BIMCHIBACTCS
B OOIIYIO CcXeMy HapylleHus ux karabonusma. Cm. pucyHok 9.34 — OiokupoBaHa
cragus (ii). 3aboneBanue ompeseneHo i JeTedl B paHHEM BO3pacTe, MPH OTCYT-
CTBUU JICYEHUS JICTAIbHBIA MCXOJ] HACTYyMHaeT K KOHI[y NEPBOr0 Irojia KU3HH, Y BbI-
KUBIIUX JIETE OTMEUYEHBI BHIPAKEHHBIE HAPYIIICHUSI MO3TOBOM JIE€ATEILHOCTH.
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T'unepeanunemuss 0OyCHOBJICHA HApyIIEHUEM IIEpEaMHUHUPOBAHUS BaJIMHA
(puc. 9.34 — GiokupoBaHa cTaaus 1), TOrjaa Kak KaTaboJIM3M JICHIIMHA ¥ W30JICHIIMHA
He HapymaeTcs. Ckauxoobpasnas kemonypusi — ogHa u3 GopM 00JIE3HH «KISHOBOTO
cuporay, ocnabnerHas Gopma. Hzosanepuanosas ayuoemus Kak pe3yyIbTaT HapyIe-
HUS KaTtaOolu3Ma JICHITMHA, KOTOPBIH IMPEephIBAaeTCS Ha CTAIUuU JICTHIPOTrCHHU3AINH

nzoBanepuan-CoA (puc. 9.34 — 6ioxkupoBana craaus lii).
I'naBa 10. Merabosm3M Hyk/JIenHOBbIX KUCJI0T (HK u PHK)

Yceoenue. HyknnenHoBbIE€ KUCIOTHI TOCTYIIAIOT B OPraHU3M C THUILEH T1aBHBIM
o0pa3oM B COCTaBE HYKJICONMPOTEHHOB W BHICBOOOXKIAIOTCS B pe3yjIbTaTe JIEHCTBUS
POTEONUTUUECKUX (EPMEHTOB KuIlledyHHKa. [laHkpeaTnyeckuii COK COMEPIKUT KOM-
iekc (epMeHTOB Tura rujapoia3, kotopeiit pacmemwsior JJHK n PHK mocinenosa-
TEJIbHO JI0: HYKJICOTHUIbl — HYKJIEO3Ubl — MyPUHOBBIC U MUPUMHUINHOBBIE OCHOBA-
HUS — OKHCJICHHBIE MPOAYKTHI (IIypUHBI JO MOYEBON KHUCIOTHI, TUPUMHUIUHBI 10
aMMUaKa M YTIJIEKUCIIOro rasa, a Takke [J-ajJlaHuHa U [-aMUHOM30MACISIHOW KHCIIO-
TbI). CM. puc. 10.1 u puc. 10.2.

4 \
NH, 0
N AN N
(1 ) T 0
N N N N
HO HO N NH
0 — o — </ | p
N SNZ
H H H H H
OH H (a) OH H (b) (c)
0O (0] /
N
NH 3 NH
NT SN X N™ N7 o
H  H H H
(d
MouyeBasi KHCJOTA
. J

Pucynox 10.1. Kamaboauzm nypunogvix HyKieo3uoos, Ha npumepe a0eHO3UHA.:
a) adenosun, b) unosun, €) eunoxcanmun, d) kcanmun
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Pucynox 10.2. Kamaboauzm nupumMuOuHO8bIX HYKIe03U008 Ha npumepe Yumo3uHa
(6epxHsis CMPOKA) U MUMUHA (HUJICHSSL CMPOKA), 00wull npooyKkm 01 0boux nymeti —
AMMUAK U YeNeKUCIoma, no 6epxHeti Cmpoke oopasyemcs [-aiaHun,

NO HUJCHEU [-aMUHOUZOMACTAHASA KUCIOMA (MOHCHO HA36AMb O-MemMUl-f-alaHuH,

YmoObL NOOUEPKHYMb POOCMBO 000UX nymel Kamaboauzma)

N3 3TOM cXeMbI 0YE€BHUIHO, YTO HUKaKKe WHTepMenuatsl nin ¢pparmerts JJHK
u PHK, nmoctynuBiive ¢ nuranueM, He yCBaUBAIOTCSl OPraHU3MOM YeJIOBEKA U, COOT-
BETCTBEHHO, HE MCITOJIB3YIOTCS B TIOCIEAYIOMINX OMOCHHTE3aX HYKJICHHOBBIX KHACIOT
y’K€ B OpraHM3Me «XO3siluHa». A, cle0BaTeIbHO, OMOCUHTE3 MyPUHOBBIX U MTUPUMU-
JVHOBBIX OCHOBAHHM, UX HYKICO3UJOB, UX HYKJICOTHJAOB U B KOHIE KOHIOB /JHK
u PHK coBepiaetcst B opranusMe xo3siiHa e NOVO, T. €. ¢ caMoro Hadajia. A 3To
3HAQYUT — U3 AMUHOKHCIIOT.

Buocunmes nypunosvix nykieomuooe de novo nauunaercs ot PRPP, B xoTto-
POM TIpH ACUCTBUU IiIyTaMuHa mupodochaTHbIl GparMeHT 3aMeliaeTcs Ha aMUHO-
TPYIIYy C MOCIEAYIOUUM aMUUPOBAHUEM €€ TIUIMHOM. B MogydeHHBIN TIIHIMHA-
mua-pudonykineotus (GAR) ¢ momombsio Gopmui-donara BBoAUTCA (GopMUTIbHAS
Gyukuums, odopasys hopmuwiruiumHamuapudonykineotus (FGAR), B koTopom riryTa-
MUH 3aMeniaeT KapOOHWIbHYIO (DYHKIIMIO HA aMUHHYIO peakluel mepeaMruHUpOBa-
HUS U J1aJiee YK€ CIeAyeT BHYTPUMOJIEKYJIIpHAsl KOHJACHCAIUs, MPUBOJAIIAS K CO-
3manuio umuaasoasHoro gparmenra (AIR — 5-amuHOoMMUIa30apHOOHYKICOTHT) OY-
nyuiero nypuna. Cm. puc. 10.3.
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Pucynox 10.3. Cxema peaxyuti buocunmesa nypuHo8020 HyKieomuod —
€20 nepeo2co YmMana — 00PA306aHUa UMUOA30LHO20 hpazmenma

dopMupoBaHUE MUPUMHIUHOBOTO (hparMeHTa MypuHa HAUYMHAETCA C aMUIu-
poBaHusi KapOokcmibHOU Tpynmbl Mosiekylibl CAIR geiicTBueM acmaparnHOBO#M Kuc-
JOTHI ¢ MOCIEAYomMUM (GOPMUIUPOBAHUEM aMUHOW (PYHKIMH — Teneph MOJEKyJja
N-hopmunamuHonmMuaa3on-4-kapookcamuapuodonykineotun (FAICAR) rorosa mis
dbopMupoBaHUsS TUPUMHUIUHOBOTO (PparMeHTa MOJEKYJbl MypHUHA BHYTPUMOJICKY-
JsIpHO#M KoHmeHcarued. Tak oOpa3yercs mepBblid mHTepMenuat (umHO3wHAT, |IMP)
C MOJIHOCTHIO TOTOBBIM IYPUHOBBIM LIUKJIOM CHHTETHYECKOI'O MYyTH MYPUHOBBIX HYK-

neotusioB. CM. puc. 10.4.
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Pucynox 10.4. Cxema ob6pazosanus nypuHo8ulx HyK1eomuodoe Ha npumepe buocuHmesa
unozunmonogocpama (IMP): Rib — puboza, SAICAR — N-cykyunun-5-amunoumuoazon-
4-xapooxcamuo-pubonyxieomuo, AICAR — S-amunoumuoazon-4-kapboxcamuod-pubonykieomuos.

CAIR u FAICAR cm. 6 mexcme eviiue

Nuo3zuamonodocdat aBisgercss oOUM MPEeAIIeCTBEHHUKOM JIBYX APYTHX ITy-
PUHOBBIX HYKJICOTHIOB — ryaHosuaMoHodochara (GMP) u axenoznamonodocdara
(AMP). B 00oux BapraHTax HMEIOT MECTO PEaKIIMH NIEPeaMUHUPOBAHUS WHO3ZUHMO-
HOochaTa aMUHOKHCIOTAMHU — aCTAPAarkiHOBOM KHUCIOTOW HA MYTH K aJ€HO3MHMO-
HOochaTy, rIIyTaMMHOM Ha MyTH K ryaHo3uHMoHo(docdary. B nmocnennem cinyuae
IMP npenaputensHo okucisercs 10 kcatosuaMoHodocdara (XMP). Cwm. puc. 10.5.
u puc. 10.6.
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Pucynox 10.5. Buocunmes aoenozunmonogpocghama (AMP) u3z unosuumonoghocghama (IMP)

1§ \> e XY e 1 >
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Pucynox 10.6. buocunmes eyanosunmonogpocgpama (GMP) uz unosunmonogpocgpama (IMP)

buocunmes nupumuourogvlx HyKieomuodo8 HECKOJBKO MPOIIE CPaBHUTEIHHO
C IMypUHAMH, HO MPHU ITOM 00a MyTH UMEIOT Psijl 00X MpeamecTBeHHUKOB — COy,
acraparuHoBasi KHCJIOTa, TiyTamuH, S-ocdopudosmn-1l-nupodocdar (DPIID).
B psine ciyyaeB HEOOXOAMMO MPUCYTCTBUE TETPAruapO(OIUEBON KUCIOTHI, KaK Ie-
pEHOCUMKAa OHOYIJIEPOAHBIX (PparMeHTOB. B oTiauyue OT MypHHOBOrO IyTH, TI€
CUHTE3 HaYWHAETCS ¢ puOO3HOTO (hparMeHTa, Ha MUPUMUIAHOBOM IMYTH 3TOT (par-
MEHT BKJIIOYAETCSd B MOJEKYJIY Ha mocienHux sTanax. CHHTE3 NUPUMHUIMHOBOIO
IIUKJIa HAYMHAETCsl ¢ 0Opa3oBaHusi kapOamomndocdara, KOTOPHI B3aUMOJICHCTBYET
C acmaparuHOBOM KHUCIIOTOW oO0pa3ys kapOamomnacnaparuHoByto kucioty (KAK).
Ha BTOpOM 3Tane nMeeTr MecTo BHYTPUMOJIEKYJISipHAsl peakIus aMUIUPOBaHUA C 00-
pPa30BaHHUEM IMKIUYECKON CTPYKTYphl nuruapoopoToBoit kuciotsl (II'OK), kotopas
nocJie JeruapupoBaHust 0opasyer opoToByto KUcaoTy (OK) — mupuMUAMHOBBINA LUK
rotoB. Cwm. puc. 10.7.
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Pucynox 10.7. Buocunmes opomogou Kuciomol

Hanee cnenyroT peakuuu (GyHKIMOHATBHOM MOAM(UKAILIMK OPOTOBOM KHUCIO-

Thl — BBesieHne (pparmenta dochopudossl aeiicteuem OPIID u nexapObokcuinpoBa-
HUE — oOpa3yeTcsi MepBbI NUPUMUIMHOBBIN HYKICOTHH, YpuIUHMOHODOchar
(UMP). [anee, ypuauHOBBIA (pparMeHT MOJBEpracTcs MEePeaMUHUPOBAHHIO CH-
CTBHEM TIJIyTaMHHA, 9TO B UTore oopasyer nuruauaTpudocdar (CTP). B cBoro ouye-
penb, ypuauaMoHodochaT cHadaia JETHAPOKCUINPYETCS ¢ Mpeodpa3oBaHueM ¢y-
paHOBOTO (pparMeHTa B Ae30KCH(PYpPaHOBEIH, a TOTOM METHINPYETCS ACHCTBHEM Me-
TUJICH-TETParuapodoieBO KHUCIOTHI ¢ o0Opa3oBaHWeM TUMHUAMHMOHO(DOChaTa

(TMP). Cwm. puc. 10.8.

e N
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HN ‘ PRPP HN)‘j\ -co, _ )‘j
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COOH COOH
CHz-H4—Ph012t ‘ GIn ATP
0 NH,
CH,3
HN N/
A @ 1]
° N o N
Rib-5-P Rib-5-P-P-P

Pucynox 10.8. Cxema 06pazosarnus nupuOuUHO8bIX HyKIeoOmuoos u3 0pomogol KUCIOmbl.

a) opomosas kucroma, b) opomuounmonogocgam, ¢) ypuounmonoghocgham, UMP,

d) yumuounmpughocgham, CTP, €) mumuounmonogpocgam, TMP ; PRPP — 5-¢hocgham-puboso-

1-nupogpocpam, CH,-Hy-Pholat — memunen-mempacuopoghonuesas xucroma
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Takum oOpazom, paccMarpuBasi BCE CXeMbl OMOCHHTE3a HYKJIECOTHOB CTaHO-
BUTCSI BIIOJIHE OYEBHUIHBIM, YTO HUX CTPYKTYpa, a CJIEAOBATEIbHO U CTPOCHHE COOT-
BETCTBYIOIIMX HYKJIEHHOBBIX KHCIOT, OMPEACSIOTCS CHHTe30M (e NOVO M3 aMHHO-
KHUCIIOT B COOTBETCTBHE C «yKa3aHUSIMU» (PEPMEHTHOW KOMAHIbl U T'€HETUYECKOIrO
«mtaba» opraHuzMa-xo3siuHa. [logkoyeHe reHeTUYeCKOro MaTeprana «co CTopo-
HBI» HCKIIOYeHO corjacHo nyTsm karadonusma JIHK u PHK (cm. puc. 10.1
u puc. 10.2).

EcTtecTBeHHBIM 00pa30M BO3HHMKAET BOMPOC O MYyTSIX U NMPUUYMHAX HAPYIICHHS
paboOThl HYKJIEHMHOBBIX KUCIOT C UX TPArMYECKUMH MOCTAEACTBUSAMUA. OUEBUIHO, YTO
3TO MOCJIEACTBUS CTPYKTYPHOI'O XapakTepa, BbI3BAaHHbIE XMMUYECKUMH MOJU(pUKa-
IUsIMU HYKJIEHHOBBIX kuciot, JIHK B mepByro ouepens. A B mocieaHux ys3BUMBIM
MECTOM MOTYT OBITb, OISITh K€ B NEPBYIO OUYEPElb, HYKICMHOBbIE OCHOBAHMUS, SIBJISI-
fouecss akTUBHbBIMU HykJeopunamu U N-H kucnoramu. Mx xumuueckune monudu-
Kalluid MOTYT MPUBOAMTH MO0 K JeTaibHOMY ucxony onpenenénnoit JIHK — ona Te-
pSeT CIOCOOHOCTh K PEIUIMKAIMU — JIMOO HapyllaeTcs TeHETUYECKUH KOJA 3a CUET
B3aMMHOT'O IIPEBPAILCHUs HYKJIEMHOBBIX OCHOBaHUM. BCE 3TO HasbIBaeTcs mymayu-
usAMU, Pe3yJbTaTaMUd KOTOPBIX SIBJISIETCS MO0 TMOENb KIETKH, HO 3TO elE He XyH-
M BapUaHT, TMO0 HEKOHTPOJIUPYEMasl pEITUKALINS, a 3TO YKE KaHLEPOTeHE3.

HawnGonee TunmraHbie XUMUYEeCKre mporiecchl Beaymue k mytamusim JITHK o6s-
3aHBI UX B3aUMOJIEHCTBUIO C AnieKkTpoduiiamu, B pesysbrare yero N-H pparment me-
usiercs Ha N-R, B ¢Bsi3u ¢ ueM tepsieTcs oiHa BOJOPOIHAS CBSA3b CTOJIb HEOOXO0IuMast
ISt (GOPMUPOBAHMS CYNPAMOJIEKYJISIPHBIX B3aUMOJCHCTBUI U CTPYKTYp, TAKUX Kak
BuHToBas nectHuna JIHK. [Ipumepom Takux XuMHUeCKHUX MOIUMUKAITUN CITYKUT pe-
aKIMsi BTOPUYHOIO aMUHA (TUMHJIMHA, HANpuMep) ¢ auMetwicyibdaroMm. Tor xe
TUMUJUH Tipu AericTBuu Y@ obnyueHus qumepusyercs mo cxeme (2 + 2) obecrneyu-
Bas k€cTKyro cumBKy NByx BerBer JIHK. [pyroit Tun xumudeckoil Moaudukanuu
CBSI3aH C PEaKIUMeN a30TUCTOM KUCIOTHI C QYHKIMEH MEePBUYHOTO aMUHA, B PE3yJib-
TaTe KOTOPOW MOCHeAHss MpeoOpa3yeTcs B TMAPOKCUIIbHYIO C MOCIEAYIOENd H3oMe-
puzanueil B kapOOHWIbHYI0. Eciii 3TOMy BO3ACHCTBUIO MOABEPraeTcsi IUTO3UH, TO
OH npeoOpazyercs B ypami. Cm. puc. 10.9.

194



(@]
HBC\KJ\ \ﬁ‘\
NH (CH3)ZSO4 NCH,
0)\N N/KO
A A

NH, OH o
SN XN NH
| /g HNOz | |
N o
HO
(0]
H H
OH H
. J

Pucynox 10.9. Ilpumepvr xumuyeckux mymayuii.: 6epxuss CmpoKa — Mymayuu muMuouHd,
HUMICHSA CIMPOKA — MYMAayuu YumuouHa

MexaHu3mbl peakuuil MyTalui ¢ YCIIEXOM HUCIOJIB3YIOTCA B TEPAIIMU PAKOBBIX
3a00JIeBaHUM, T. €. ITH K€ PEAKIIMU MYTAIlMM TIEPEHECEHBI HA paKkoBbie KieTku. [Ipu
ATOM, YCIEX 3TOT0 MOJAXO0/a ONPEACISIETCS TENEPh CEICKTUBHOCTHIO JEUCTBUSI MYTH-
PYIOIIUX areHTOB, KAKOBBIMU SIBJISIFOTCS COSAMHEHUS ¢ HYKJICODWIBbHBIMU (PyHKIIHO-
HaJBHBIMU TPyNNaMu (3MOKUCUJIBI, a3UPUANHBI, OKCETAHbI, U30HUTPUIIbI, TAJIONTHBIC

QJIKUJIbI, METUJICH-Y-JIaKTOHBI U T. 11.). Cm. puc. 10.10.
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Pucynox 10.10. Tunuunsie nykieogunvhvie yHKyul, UCNOIb3YeMble
6 kauecmee ghapmaxkogopos 6 onko-mepanuu

ITonGop Takux papmMakoPOpPHBIX COCTMHESHUN JOJDKECH OBITh BBIITOJIHEH Tak,
9TOOBI OCYIIECTBUTH B3aMMO/IelcTBHE peareHTa ¢ ooenmu rensmu JIHK pakoBoit

KJIETKH, T. €. JIUIIUTh €€ BO3MOXHOCTH K pEITUKAMU (MEXaHU3M aJIKWJINPOBAHUS).
Cwm. puc. 10.11.
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Pucynox 10.11. Cxema anxunuposanus nykieomuouou napvlt A — T azomucmuimu unpumamu
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I'naBa 11. buoxumus u papmaneBTUKA

buoxumus u ¢gapmareBTUKa /1Ba BaXHEHIIINX HAMPABICHUS TECHO CBSI3aHHBIE
MEXIy COOOM HE YeM HHBIM, KaK YeJOBEK M 310poBbe. CamMbiM OOIIMM 3BEHOM,
OTIPEIEISIIONTUM ATy CBSI3KY, CIEAYET CUUTATh XHUMUIO MPUPOTHBIX COSAUHEHHUH T0-
CKOJIBKY OHasl SIBJISICTCSI 0a3MCHOM TUCIUTIIMHOW KakK JUIsi OMOXMMHH — XUMHUS yTJIe-
BOJIOB, JKUPHBIX KHUCJIOT ¥ U30MPEHOMUIOB, aMUHOKHUCIIOT M OEJIKOB, a Takke OHOoio-
TMYECKH 3HAYUMBIX WX TPOU3BOIHBIX ((PEPMEHTBI, TOPMOHBI, HYKJICOTHIBI); TaK
u i (apMareBTUKU, 8 UMEHHO TOT0 €€ HalpaBJICHHs, KOTOPOE HAIMPaBJICHO Ha CO-
3JIaHUE JICKAPCTBECHHBIX CYOCTAHIIMH, IMMOCKOJIBKY OTIPABHBIMHU ITO3HIMSIMHU 3/I€Ch
BCEI/Ia CIYXKWJIM U CIy’KaT ONpeAeNIEHHbIE KJIACChl MPUPOIHBIX COCTUHEHUN (aiKa-
JIOUJTBI, CTEPOUIBI, TIIMKO3HUIbI, H30TPESHOUIABI U T. 1.). BOT 3Ty mocieaHion mo3u-
IIUI0 MBI M PaCCMOTPHUM B KayeCTBE OTIPABHOTO IMOJIOXKEHHUS HACTOSIIECH TIaBbl, KO-
TOPOE MOKHO Ha3BaTh HE MHAUC KaK «MCIUIIMHCKAS XHMHUSD).

Besikas xuMus HaunHaeTcs ¢ KilacCU(UKAIMU — HE OTCTYIUM U MBI OT 3TOTO
npasuia. Kmaccudukamnms JIekapcTBEHHBIX BEIIeCTB (OPMUPOBAIACH TIO MEPE Pa3BH-
TUSl JIEKAPCTBEHHOW XMMHUU M K HACTOSIIEMY BpPEeMEHHU C(HOPMUPOBAIOCH TPH MOKO-
JICHUS JIEKAPCTB, KOTOPBIC CBSA3aHBI C KJIACCOM MPUPOJIHBIX COCIUHEHUN M BpEMEHEM
WX BXOXKJICHHS B CUTYAIIHIO.

[TepBoe mokoJieHHE JIEKAPCTBEHHBIX BEIIECTB C(HOPMUPOBATIOCH HA 0asze ajka-
JIOUJIOB ¥ HA4aja0Ch OHO ¢ OMOJOTHYECKH aKTUBHBIX MPUPOJHBIX COCAMHEHHUN TaKuX
KaK MOpQUH, KOKauH, XMHUH U T. 1. J[JIT MHOTHUX M3 HUX XapaKTEPHO COYCTAHHE T10-
JIE3HBIX CBOMCTB C HETaTUBHBIMU, U MTOTOMY, CTaJI0 €CTECTBEHHBIM CTPEMJICHUE K XU-
MUYECKOM MOIu(UKAIMU MX TaKUM 00pa3oM, 4TOoObl M30aBUTHCS OT HETATHUBHBIX
3¢ (})EeKTOB COXpaHHB MX MOJIOKHUTEIbHYIO HaTUBHYIO (QyHKIUIO. B kKaxmom ciydae
COOBITHSI Pa3BUBAIUCH 1O OJTHOM OOIIEH cXeMe — MPHU KaKUX-TO XUMHUYECKHX MOIH-
(bUKaIUAX COXPAHSJICSA BECh MAaKET MEIUKO-OMOJIOTMYECKONM aKTUBHOCTH, JINOO BMe-
CTE C OTPHUIATEIBHBIM JACHCTBHEM TPOMAJaN U IMOJOKUTEIBHBIA, KaK MPaBUIIO, OC-
HOBHOM 3] dekT. Ho nHorna, xumudeckas MoauduKamus MOTHOCTBIO 3aMEHsIa BCe
UCXOJHBIE (papmakosiornyeckue 3p(EeKTsl Ha HOBBIM TUI MEIUKO-OMOJIOTHMYECKOIrO
JICUCTBHSL.

SpkuM TIpUMEPOM TaKOW CUTYAIMH CITy>KaT WCCIICIOBAHUS MO (DapMaIieBTHKE
Mop(duHa, KOTOPHIA sBisieTcsl 3((GHEKTUBHBIM aHAJIBI€TUKOM OOIIETr0 CHeKTpa Aci-
CTBUS, HO TIPU 3TOM, K HEMY JIOCTATOYHO OBICTPO pa3BHBAIaCh HAPKOTHYECCKAS 3aBU-
cuMocTh. Bo Bpemst BTopoii MupoBo#i BOWHBI OH MacCOBO MCITOJIB30BAJICS Oyiaroaaps
cBoeMy o0e30omuBaroiieMy 3ppeKTy, cToabp HEOOXOAUMOMY TIPU PaHEHUSIX U Omepa-

usix. Ho mposoHrupoBaHHbIi pe3yabTaT — OOJBIIIOE KOJIUYECTBO HAPKOMAHOB (TO-
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r71a X Ha3bIBAJIM MOP(PHUHUCTAMU) B MOCIEBOCHHBIN nepro . OOmMpHbBIE HCCIeI0Ba-
HUS TI0 XUMUYECKON MoiM(UKaAIIMK MOP(pUHA HE PUBEIH K 0KUAAEMOMY PE3YJIbTATY,
HO OBLIM MOJYYEHBbI BEUIECTBA HECKOJIBKO MHOTO JIeHCTBUs. Tak HaJlOKCOH oKa3zaics
3((PEeKTUBHBIM KOHKYPEHTHBIM AHTArOHUCTOM OIUOUIHBIX PEIENTOPOB — OJOKHUPYs
U-penentopsl U Ojaronapsi BHICOKOMY CPOJCTBY K 3TOMY PELENTOPY OH BBITECHSET
HApPKOTUYECKUE aHAIBICTUKH M3 MECT MX CBS3BIBAHUS, JIUKBUIUPYS TaKUM 00pa3zom
CHUMIITOMBI MEPEIO3UPOBKU OMMOUJIOB U YCTPAHSAET ACUCTBUE KAK YHAOTCHHBIX OIHUO-
WJHBIX TIENITHIOB, TAK U K30N€HHBIX OMUOUJIHBIX AHAIBI'€TUKOB. XapaKTepHO, YTO OH
YCTpaHSET IECUCTBUE MIUPOKOW IPYMHIbI HAPKOTUUYECKUX CPENCTB, KAK arOHUCTOB, TaK
U arOHKCTOB-aHTArOHUCTOB OMMOUIHBIX PEeLenTopoB. Jpyroe npon3BogHOEe MOppUHA,
HAJITPEKCOH, aHAJTOIMYHOE MO JIEHCTBHIO, HO O0siee MOIIHOE U 0oJiee POJIOHTUPOBaH-
HO€ CPaBHUTENBHO ¢ HaJOKCOHOM. [IponsBogHoe MopduHa, HamMedeH, 0Kazaaoch J10-

cTaTo4HO 3¢ (HEKTUBHBIM MPHU JeueHuH ankoroauzma. Cm. puc. 11.1.

(b) (© (d)

Pucynok 11.1: @) mopghun, b) nanoxcon, ¢) narmpexcon, d) naimegen

AHaJIoru4yHasi CUTyalus UMeJla MECTO B CIy4ae TPOMAHOBBIX aJKAJIOUJIOB, KO-
KanHa B TOM 4YHcJIe. B UTOre BCEeX MOMBITOK YJIAJEHUs HEXKEIAaTeIbHOIO HAPKOTHYE-
ckoro 3¢ dexTa B 3TUX NPUPOIHBIX COSAMHEHUSX ObUIM MOJYYEHBI UX MPOU3BOIHBIC
C HOBBIMH MEIMKO-OMOJOTHYeCKMMH cBoMcTBaMu. Hampumep, ruociuna Oynundpo-
MU — M-X0IMHOOJI0KaTOp, CHUKAIOIINI TOHYC TIaJKUX MBIIII, TOBBIIAIOIIUN Ya-
CTOTY CEpACUHBIX COKpaleHuil. Ero nucmnonb3yoT npu sS3BeHHON OOJE3HU JKETyJKa,
cnactuuyeckux coctosHusx KKT (nmoueyHass KojquKa, XOJCHMCTUT, KUIIEUHAs KOJIH-
ka. Jlpyroi xapakTepHblil mpuMep, THOTPONHUsS OpOMUTl — M-XOJIMHOIUTHK JITUTENb-
HOTO JAEUCTBUS, MPUMEHSETCS JUIsl JI€UEHUSI XPOHUYECKOM OOCTPYKTHBHOM 00JIe3HU
NETKUX, BXOAUT B TIEPEUCHD KU3HEHHO HEOOXOAMMBIX M BAXKHEHUIITNX JICKAPCTBEHHBIX
npemnaparoB. Cwm. puc. 11.2.
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Pucynok 11.2 a) kokaun, b) euocyuna 6ymunbopomud, €) muomponus 6pomuo

Bonbiioe paznooOpasue ankalougoB B CTPYKTYPHOM U (papMaKOJIOTHYECKOM
acnekTax o0ecrneymio MUPOKUM CIIEKTP UCCIEAOBaHUH C LIENbI0 YCOBEPILIEHCTBOBA-
HUSl UX HATHBHBIX MEIUKO-OMOJIOIMYECKHUX CBOMCTB, a TaK)K€ MOJYUYCHHS BEILECTB
C HOBOW, MOpPOM HEOXKMJIAHHOM, JIEKAapCTBEHHOM AaKTUBHOCTBHIO. TakuMm oOpaszom,
MOKHO KOHCTaTHUpPOBaTh (POPMHUPOBAHUE AJIKAJIOHIOB B KayeCTBE BEIIECTB ghapma-
KogopHol niamgopmvl nep8o2o nOKoAeHUs. ITO HE 3HAUUT, YTO CJIEeAYyIolee OKO-
JIeHHUE JIEKapCTB NPUAET HA CMEHY NIEPBOMY — HET, OHO OyJIET, ¥ MPOJI0JIKAET, pa3BU-
BaTbCS CAMOCTOSITEIBHO IO CBOEMY COOCTBEHHOMY QJITOPUTMY, KaK U Ka)Ja0e Mocie-
ayromiee rnokosjaeHue. OTroJocKoM, M MPUTOM CYILIECTBEHHBIM, SIBISETCS TOT (DaKT,
YTO OOJIBIIMHCTBO HOBBIX HAXOJOK B OOJACTH JICKAPCTBEHHOW XMMMH MOJIY4YalOT HA
0a3e XMMHUH Pa3IMYHBIX a30TUCTHIX TETEPOIMKIOB, K KAKOBBIM U OTHOCSATCS aJIKaJlo-
uael. Bropoe nmokoseHue, 0 KOTOpOM peub NOUAET HUXKeE, MPOCTO-HAIIPOCTO ChOpMHU-
POBAJIOCH MO3KE U Pa3BUBAJIOCH, U PA3BUBACTCS TAKIKE CBOUM ITyTEM.

Crnenyromuii 3Tan pa3BUTUS MEAUIIMHCKONW XUMHUU TECHO CBSI3aH ¢ OMOXUMHU-
YECKUMH JOCTH)KCHUSAMH B OOJIACTH TOPMOHOB, CTEPOUAHBIX TOPMOHOB B TEPBYIO
ouepenb. Ha 6a3e aTux uccienoBanuii chopMupoBaIach JEKapCTBEHHAs XUMUS 6/10-
po2co nokonenus. Takxke Kak U B MPEABIAYLIEM Cly4yae, XUMUYECKON MoauduKaiei
Pa3IUYHBIX MPEICTaBUTENIEH ITOr0 Kiacca HU3KOMOJEKYJISIPHBIX PEryJsiTOpoB ObLIO
MOJIy4EHO HE MaJI0 MPAKTHYECKU 3HAYMMBIX pe3ysibTaToB. OCOOEHHO 3TO Kacaercs

IIPOM3BOJIHBIX HA OCHOBE aHAPOTE€HOB U 3cTporeHoB. Cm. puc. 11.3.
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(@) (b) ()

Pucynox 11.3: @) cmarno3zonon, anopozern cmumyaupyrowuii pocm oeixa
U Kanbyuurkayuio KOCMHoOU MKauu (OONUHE 3anpeuéHHbLIL K NPUMEHEHUN) CHOPMCMEHAMU);
b) moxacmpon, camviii akmusHbill u3 6cex ICMO2eHO8 (NPUPOOHBIX U CUHMEMUYECKUX),

C) ()eﬂaﬂymuH, 2ecmacen, bonee akmueen yem npocecmepoHr, AKmueeH npu opaibHOM 66eoeruU

OnHUM U3 UHTEPECHENUIINX CIy4aeB Bapualliy CTEPOUIHON MiIaTQOpMbl B Ka-
YeCTBE MEAMKO-OMOJIOTUYECKON CYyOCTaHIIUM SIBISIETCS OTKPHITHE B MPHUPOJIHBIX UC-
TouyHuKax (M3 Mopckux TyHukatoB Riterella tokioka) purrepasuna B; coemuneHwus,
B KOTOPOM [IBa CTEPOMAHBIX (hparMeHTa 00BbeIUHEHBI MUPA3UHOBLIM LUKIOM. 3ame-
YaTeIbHO TO, YTO PUTTEPA3UH B Ha HACTOSIINI MOMEHT BPEMEHHU SIBISICTCS CaMbIM
aKTHBHBIM MIPOTHBOPAKOBBIM coenuHeHreM u3 mnpotectrpoBanHbix B NCI (National
Cancer Institute). Ono mposBIsIET CyO-HAHO-MOJCKYJISPHYI) aKTUBHOCTH IMPOTUB
P388 knetok sneikemun (0.17 nM 1Csg). Cwm. puc. 11.4.

Pucynok 11.4. Cmpyxmypa monexyst Pummepasuna B (Ritterazine B)

Moiiekyna putrTepa3uHa MHTEpecHa elé U TeM, 4To Kpome (papmakopopHOit
w1aTGopMbl OUC-CTEPOUAHON CTPYKTYphl OHA MpenocTaBisieT M (dapMakodopHbIe
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(GyHKIIMYA CIUPAHOBOTO THUIIA, BEChbMa MEPCIIEKTUBHBIE B UCCICAOBAHUAX U MPAKTUKE
METUIMHCKON xumuu (B ¢apmaneBTuke). Takoe couetanue dpapmMakodopoB MO3BO-
JSIET MPEANONOKUTh U MEXAHU3M JICUCTBUSI HACTOAIIEH JICKAPCTBEHHOM CyOCTaHIIMH
KaK aJIKUJIMPOBAHUE YepPe3 UHTEPKASIIUI0 — OMC-CTEPOUIHBIA MOJICKYJISIpHBINA (hpar-
MEHT 00ecTieunBacT MHTEPKAISAIUIO pUTTEpa3UHA BHYTPb BUHTOBOM siecTHuibl JJHK,
a CIHMpPaHOBbIE OUIIMKINYECKUE PUPHI 3aBEpLIAIOT CHIMBKY €€ IeNoYeK B3auMoeii-
CTBYS C HYKJICHHOBBIMU OCHOBAHUSIMHU.

Tpemve nokonenue 1ekapcmeenHvix cybocmanyutl, 0€3yCI0BHO CaMO€ pa3HO00-
pa3HOe M MHOTOYHCIICHHOE, MPEJCTABICHO AaHTHOUOTUKAMH. AHTHUOMOTHKU TPOJY-
UPYEMbI€ Pa3TUYHBIMU MUKPOOPTaHU3MaMU IO CYTH SIBJISIFOTCSI CPEJCTBAMHU XUMHU-
YECKOTO B3aUMOJICUCTBHUS MEXKAY PAa3IUYHBIMUA TPEACTABUTEISIMU MUKPODIOPHI
U MuUKkpodayHsl. /[ yenoBedecTBa 3TU BEIIECTBA MOKHO PacCMAaTPUBATh B KAU€CTBE
Oeneduca. Yke Ha OCHOBE 9TOTO OIpPEAENICHUs CTAHOBHUTCS SICHO, YTO MBI KX MOYKEM
UCIIOJIb30BaTh Ha CBOE YCMOTpeHHE B OOpb0O€ ¢ MHUKPOOPraHW3MaMu MaTOT€HHOIO
xapaktepa. [IpenacraBuTh BCIO KiacCU(UKAIUIO aHTUOMOTUKOB B HACTOSIIEM H37a-
HUU JOCTAaTOYHO 3aTPYJHUTEIHHO BBHJY HUX MHOTOYUCIEHHOTO pa3zHOooOpasus, HO
HamOoJiee OCHOBATEIbHBIC U3 HUX BCE K€ MPUBEIEM, OCHOBBIBASACH HA WX KITIOYEBBIX
(papmaxopopHBIX) MOJNIEKYIAPHBIX (PparMeHTax.

Ha pucynke 11.5 B oOmiem Bujie mpUBEACHBI CTPYKTYPHI [-1aKMAMHbIX aHTH-
O6moTHKOB, (popMakohOpHON PYHKIIMEH KOTOPHIX SBISAETCS 4-X WICHHBIM a30TUCTHIN
TeTePOIUKI, MOAU(PUIIMPOBAHHBIA HECKOJbKUMHU (YHKIIMOHATBHBIMU TPYyMIaMHu.
MoauduiupoBaHbl 5Tu aHTUOUOTUKU KaK B HATUBHOM BapHaHTE, TAK XUMUYECKUMU

¥ MUKPOOHMOJIOTUYECKUMH MPEBPANICHUSMU (TIOTYCUHTETUIECKUE AaHTUOMOTHUKH ).

. A s
pu
L w///// 1
/ N/ ""CHy o N R
COOH COOH
(@) (b) (©

Pucynox 11.5. - nakmammvie anmubuomuxu:

a) nenuyunnunsi, b) yegharocnopunsl, C) kapbanenemvi

Tempayernosvie anmubuomuxy MPEICTABICHbI ABYMs I'PYIIIaMU CyOCTaHIUMN —
TETPaUUKIMHAMH U aHTPALMKIMHAMU. AHTPalMKIMHOBAs IPYIIA XapaKTepU3yeTcs B
CTPYKTYPHOM IIJJaHE CBOEH aM(pu(UIBHOCTBIO — €€ TeTpalUKIndecKas Iuiargopma
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oOpazyeT O-TJIMKO3UbI C PA3TMYHBIMU MOHO- U OJIMTOCaxapuaaMu, 4acTo dK30THYE-
CKOM  CTpPyKTyphl. EImE aHTpaUMKIMHBI 3aMe4yareiabHbl CBOMMHM  MEIUKO-
OMOJIOTUYECKUMH CBOMCTBAMU — B OTJIMYKE OT TETPALUKIMHOB, 3Ta TPyIIa aHTUONO-
TUKOB KpOME aHTHOAKTepUaIbHOW aKTUBHOCTU 00JiajjaeT CBOMCTBAMU aHTUHEOILIA-
CTUKOB U MOTOMY (YTO OYEHBb BXKHO) UCIOJB3YETCS B XUMHOTEPAIIUU PAKOBBIX 3a00-
naeBaHui (JIUMGOCAPKOMBI, CAPKOMBI MSITKUX TKaHEH, OCTpbIe JIEHKO3bI, PETUKYJIO-

CapKOMBI U HeKOTopbIe pyrue). Cm. puc. 11.6.

Pucynok 11.6. Moaexyisipuvie cmpykmypol aHmubUOmMuKos mempayeHos020 psod.
a) mempayuxaun, b) pybomuyun (Oaynomuyun)

Amuno2IUKO3UOHble AHMUOUOMUKU XAPAKTEPUIYIOTCS 00s13aTeIbHBIM MPUCYT-
CTBHEM B MOJIEKyJie (pparMEHTOB aMUHOCAaXapOB W aMHUHOIIMKJIOTEKCAHOJIOB (aMUHO
IPOU3BO/IHBIE OJHOTO W3 CTEPEOM30MEpOB HMHO3UTONA). [locnennue (cTpenTuanH
U 2-71€30KCUCTPENITAMUH) SBISIOTCS ariTukoHamu O-TJIMKO3HUIIOB Pa3IUYHBIX aMUHO-
caxapoB, KaKk MOHOCAaXapoB, TaK W OJIMTOCaXapujoB. AMUHOTIMKO3UIHbIE aHTUONO-
TUKU 001a7at0T OAaKTEPUIIUIHOW AaKTHUBHOCTHIO B OTHOIICHUH CTA(PUIOKOKKOB,
OOJBIIIOrO YKCIIa TPAMOTPUIIATENFHBIX OaKTEpHil 1 MUKOOaKTepuil TyOepKyié3a, 4To
OYCHb BAXKHO. MIX HEIOCTATKOM MOYKHO CUMTATh HEKOTOPYIO TOKCHUYHOCTH — Hedpo-
U OTO-TOKCHYHOCTh. KITFOUEBBIMH CTPYKTYPHBIMHU 3JIEMEHTAMU aMHUHOTJIUKO3HIHBIX
AHTUOMOTHUKOB SIBIIAIOTCS CTPENTUANH (AaHTUOMOTHUK CTPENTOMMWIIMH, TIEPBBIA, OKa-
3aBIIMICS 3(PPEKTUBHBIM MPOTUB TYOCpKYJ€3a W YyMbl) W 2-1€30KCHUCTPEIITAMHH
(aHTHOMOTUKH TPYIITHI KAHAMUITMHA, 00JIee aKTUBHBI K MEHEE TOKCUYHBI, YEM CTpPETI-
tomuiuH). Puc. 11.7.
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Pucynox 11.7 Amunoenuxko3uonvie aHmuOUOMuKuy.

a) cmpenmuoun, b) 2-0ezoxcu-cmpenmamun, C) cmpenmomuyun

Ilenmuonvie anmubuomuxu. AHTUOMOTUKH ATON TPYIIIBI OUYEHb pa3zHOOOpa3-

HbI, IIOCKOJIBKY B HUX INOCTPOCHHUHU YHACTBYIOT KPOMC IMMPOTCUHOTCHHBIX aMUHOKHUCIIOT

N HCIIPOTCHHOI'CHHLBIC, B IIIMPOKOM JHAIIa30HC BAPbUPYCT UX CTCIICHDL ITOJIMIICIITHI-

HOCTH. KpOMC TOI'0, HCPCAKHN ClIydaHn IMOAKIHOYCHNA aMHUHOKUCIIOT D-KOH(i)I/IpraIII/II/I

U Ipyrux OMGyHKIUOHATHHBIX COSAMHEHUHN (OKCHU-KHUCIIOT, 9acTo). OcoObIil MHTEpEC

MpCaACTaBJIAOT AHTUOMOTHKHU C HHKHH‘ICCKOﬁ HOHHHCHTI/I)IHOﬁ IICHO"IKOI\/JI. O6HICI>1

CTPYKTYPHOM OCOOCHHOCTBIO JTHX AaHTUOMOTHKOB SIBJIIETCSI OCHOBHOE Yy4acTue

B (DOPMUPOBAHUH MX CTPYKTYp JUNOPUIBHBIX aMUHOKHUCIOT, YTO OOECIEYUBAET UM

JErKOCTh TPAaHCMEMOPAHHOTO MOHHOTO TpaHcmoprta. HekoTtopbie mpuMepsl IUKIIO-

NENTUIHBIX aHTUOMOTUKOB MpUBEEHBI Ha puc. 11.8.

s

Pro D-Hyv-D-Val-L-Lac-L-Val-D-Hyv-D-Val

VLI L-Val-L-Lac-D-Val-D-Hyv-L-Val-L-Lac
e

(b) (©)

J

Pucynox 11.8. [lenmuonvie anmubuomuxu. &) YyukiocepuH, Nposieisien RPomueomyoepKyi1ésHyio

aAKmueHocmbw, b) ZPGMML;M()MH S, mpancnopmupyent UOHbl NO MEXAHUIMY «20CMb-XO3AUHR ),

C) BAITUHOMUYUH, cneuuqbuqecmtﬁ acennt K UOHAM KAJlusd, 6 eco npucymcmeuu npoHuyaemocmss

MeMOpaH 4yecmeumensHulX 6aKkmepuaibhslx Kiemox yeeauuusaemcs 6 1000 paz, smo nemunyemo

npueodum K ux eubenu. Lac — monounas Kucaioma, HyV - OL'ZMOPOKCM'QCZJZQPMGHOGCZ}Z Kucaioma
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Maxponuonvie anmubuomuxy. AHTUOMOTUKHU STOU TPYMIIBI MPECTABEHBI MIPU-
POAHBIMU COCIUHEHUSMH, UMEIOIIUMHU CTPYKTYPY MAaKpOLMKIa C 00s3aTeIbHbIM
CIOXHOY(PUPHBIM (PparMEeHTOM, T. €. UX MOXKHO CUUTATh MAKPOIUKINYECKUMHU JIaK-
TOHAMHU, OJIHAKO BCTPEUAIOTCS U MAKPOIMKIIBI C aMUJTHOM CBSI3bI0 — MAKPOIUKIINYE-
CKHe JaKTaMbl. PazMep mukia MOXeT KojiebaThCsl B JJOCTATOYHO IMUPOKOM HMHTEpPBa-
e, ¢ yuciaoMm atomoB B 1ukie oT 10 xo 40. [Ipoaynupyrorcs oHM, B OCHOBHOM, aKTHU-
HOMMIIETAMH M CTPENTOMHUIIETaMH. MaKpoJIHIHbIE aHTUOMOTHKU TOJABIISIOT POCT
IrPaMIIOJIOKUTEIbHBIX OaKTEPUi, B TOM YUCJIE MEHUITUUTMH-PE3UCTCHTHBIX IITAMMOB
cTaUIOKOKKOB M MHKOIUIa3M, TPaM-OTPUIIATEILHBIX KOKKOB, CIIUPOXET, OOJBIITUX
BUPYCOB U MPOCTEUINX. AHTUOMOTUKU TOATPYMIBI MOJUEHOBBIX MAKPOIUIOB Kak
NPaBWIO O0JAMAI0T aHTU(DYHTUIIUTHON AKTMBHOCTHIO M WHEPTHHI MO OTHOIIECHUIO
K OakTepusiM. WX Takke MOJOKUTEILHO XapaKTEePU3yeT HHU3Kas TOKCHUYHOCTD:
LDso= 1-3 r/kr (Mbimm). Hammpumep, cm. puc. 11.9 (aucratun A).

HO “IOH

Pucynox 11.9. Cmpyxmypa makpoiuoHo2o aHmubuomuka HUuCmamuHa

IIpeononazaemoe uemeépmoe nokoneHue TEKAPCTBEHHBIX BEIECTB 0KHUJIAETCSA
OT uccieaoBanuid B obsactu nojaunukiaodgupos (I1L3), coenuHennid, BbIICISHHBIX
U3 MOPCKHUX OpPTarHU3MOB — U3 MUKPOOPTaHU3MOB, MOJUIFOCKOB U PBIO — MPHU 3TOM,
OMOCUHTETUYECKUMU HCTOYHMKAMH 3THUX COCIUHECHHUH SIBISIOTCS JUHOMIAreIsThI
(MUKpPOOpPraHU3Mbl, BOBMOKHO BHJI MJIAHKTOHA WJIU OJHOKJIETOYHbIE, TEPUOIUYECKU
BO3HUKAIOIIME B BUJIE «KPACHBIX MPUIMBOBY» B pU(pOBBIX 30HaX. CTpykrypa I3
IPEICTABIISACT COOOU IMEMOYKy M3 MUKIMYECKHX d(HUPOB pa3HOTO pa3Mepa, OT IISITH-
YJICHHBIX J10 ACBATUWICHHBIX, COSTUHEHHBIX MEXKIY CO00M 1Mo crioco0y KOHACHCAINH
U KaK CIUPO-OUIMKINYECKUEe coeuHeHus. MosekymsipHas Macca uX KoyieOjercs oT

HECKOJIbKUX CcOTeH (okamaeBas kuciora — 805) 10 HECKOIBKUX ThICSY (MaHTOTOK-

204



cuH — 3424). OTU COEMHEHUS SIBJISIIOTCS TaK)KE€ PEKOPJICMEHAMHU MO TOKCUYHOCTH
cpeau HeOeNKOBbIX TOKCMHOB. KittoueBbiM mnipencraButenem kiacca [11D cuuraercs
okanaeBas kuciora. Cwm. puc. 11.10.

CH, HiC),

OH

CH,

Pucynox 11.10. Cmpyxmypa monexyivi 0kaoaegou Kuciomol

buoxumuueckasn ¢papmaxonozusi — TaKk MOKHO ONPEIETUTh COBPEMEHHBIHN MOA-
XOJl K PEIIEHUI0 MEUIIMHCKUX MPOOJIeM, KOTOPbIe MPUHIIMITHAIBHO MOTYT OBITh pe-
[IEHbl HA TEPANEeBTUYECKOM YPOBHE, a 3TO 3HAYUT Ha MOJIEKYJIpHOM ypoBHe. Ceil-
4ac, KOI/la y>K€ BO3MOKHO YCTaHOBUTh TOUHYIO CTPYKTYPY KJIETOK B II€JIOM, KJIETOY-
HBIX ()PArMEHTOB, a TAK)K€ WHIUBUIYAITbHBIX (DEPMEHTOB, TO CTAaHOBHUTCS BO3MOXK-
HBIM OTIPEJCIIUTh W XMUMH3M B3aMMOJICHCTBHS JIEKAPCTBO-MHUIIICHB. 1107 MUIIIEHBIO
3]1eCh TIOHUMAETCS BECh TOT HA0Op KIIETOYHBIX ()parMeHTOB (MEeMOpaHHBIC KaHAIIBI,
cnenupuyeckre 0eIKu, peuenTopbl, PEPMEHTHI), KOTOPbIE ONPEACIISIIOT BECh X0/ Me-
TaboNM3Ma KaK HOPMAJILHOTO, TaK M MaTOJIOTMYECKOro. 3HAaHUE XUMHU3Ma HOpPMalb-
HOTO MeTaboJu3Ma Ha BCEX €ro 3Tanax BMECTE C JaHHBIMU OMOXUMHUYECKUX HCCIIe-
JIOBaHUN MATOJIOTMYECKOTO MPOLIecca MO3BOJISIIOT CAENaTh BHIOOP B MOJIb3Y TOTO WU
WHOTO CIOC00a XMMUOTEPAIHH.

B uccrenoBaTenbckoM BapuaHTE, BO3MOXHO MPOBECTH aHAIN3 3aBUCUMOCTHU
aKTUBHOCTH psijia BemecTB oT ux cTpykTypbl (SAR — Structure Activity Relation)
Y BBISIBUTh HAWJIydIlIUe BapHaHThl WM TCHACHIIMIO TOWCKAa HOBBIX CyOCTaHIIHA.
DTa METO/0JIOTUSl XOpOIIO OTpaboTaHa MO XUMHUOTEpANuU PaKOBbIX 3a00JeBaHUN
(x0T mpobiemMa MOJIHOCTHIO HE PEIIeHa, HO €CTh U Pe3yNbTaThl U BUJCHUE PELICHUs
po0JIeMbl) — CM. pa3jies Mo MeTaboIM3My HYKJIEHHOBBIX KucaoT (puc. 10.9 —10.11),

MHuorue (GpepMEeHTHl OTBETCTBEHHBIC 32 PA3JIMYHBIC MATOJIOTHYECKUE PEAKITUH,
KaK MPaBUJI0, COMPOBOXK/IAIOIIMNECS BOCTIAIUTEIbHBIMU PEAKIUSMU, COJEPIKAT B CBO-
el CTpYKType UCTEenHOBbIN PparmMeHT. [lockonbky cynbduaHas cepa MepKanTaHHON
IPYIIbl [UCTEHHA SBJSETCS CaMOM aKTUBHOW HYKJICODMIbHOW (PyHKIMEH W3 BCEX
¢dbparmMeHTOB JIF0O00W OETKOBOW MOJIEKYJIBI, TO BIOJHE JIOTHYHO OXKHIATh aJeKBaTHON
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peakuuu €€ ¢ JICKaPCTBEHHBIMH CYOCTAHIIMSIMU COJEPKAIUMU DIIEKTPODUIBHBIC
dbapmakodopsl. Takyro aKTUBHOCTh MO OTHOIICHHUIO K IIUCTEUH COAEpKaIuM Qep-

MEHTaM MOKa3alin J-JIaKTOHBI U aKTUBUPOBAHHBIE HUTPUJIIBI KUCIOT. CMm. puc. 11.11.
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Pucynok 11.11. Cxema peakyuii yucmeur cooepicayux hepmenmos
¢ cybcmaHyuamu 91eKkmpopuibHo2o Xxapakmepa.

ﬂ'ﬂaKmOHaMl/l (6€pXH}l}Z cmpoxa) U aKmueupoOBaHHbIMU HUMPUTIAMU KUCTIOM

Amuowt u nenmuodvl B hapMaieBTUKE U (papMaKoJOruu (MOKHO CKa3aTh B Me-
JTUIUHCKOW XUMUU. AHANU3 JINTEPATYPHBIX TaHHBIX B 00JIACTH MEIUIIMHCKOW XUMHH
3a MHOTHE T'0/1a, OXBATHIBAIOIINK KaK CHHTE3 BO3MOXKHBIX JIEKAPCTBCHHBIX BEIICCTB,
TaK U UX MEJIUKO-OMOJIOTMUECKHI CBOMCTBA, OOHAPY W OYCHb YETKYIO TEHJCHIUIO
B UX CTPYKTYPHOM HCIIOJIHCHUH — a0COJIFOTHOE OONBIIMHCTBO W3 HUX, HEB3HMpas Ha
KJIACC BEILIECTB COJEPKAT aMHaHbIe (pparmMeHThl. B mepByto odepenn, 3T0 aMUuaHbIC
cBsi3u Tuna nentuaHbix (-CO-NH-). Ho moctarouno wacto GurypupyroT aMus! apy-
rux tunoB: cynbhamuaneie (-SO,-NH-), ypeunsr (-CO-NH-CO-) a takxke ux rudbpu-
ael  (-CO-NH-SO,-) B mocneanee Bpems, aaxke aMuiabl (OCHOHOBBIX KHCIOT
[-NH-PO(OR)-R]. Temepsp, eciu y4dectb TO, 4TO (PEPMEHTHI, KaK MPaBUIIO, UMECIOT
anmo(pepMEHTHYIO COCTaBJISIOINIYIO MOJMIETITHIHOTO XapaKTepa, HalpalmBacTCs BbI-
BOJI O XUMHUYECKOW peakiuu noaunenmuo-amuo. Jrodas amuaHast GyHKITUS SIBISCTCS
OuduIbHON — KapOOHWIBHAS TpyNIa eKTpoduiibHa (TaKKe KaK U CyJIb(OHHAS WIH
dbocdonHas), a30TUCTasE COCTaBIAIONIAS HyKIeopuiabHa. MOXKHO CUMTATh B3aUMO-
JEHCTBHE JIBYX TaKUX (PparMEHTOB pa3pelI¢éHHBIM 4epe3 4-X IEHTPOBOEC IUKIIAYe-
ckoe nepexoanoe cocrosiuue. CMm. puc. 11.12.
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Pucynok 11.12. Cxema peakyuu «nepeamuoupo8aHus»

B pe3ynbrare Takol peakiuu, KOTOPYIO MOYXHO Ha3BaTh «peaKlMel mnepeamu-
IUPOBAHUSY, MTOCKOJIBKY B pe3yJibTaTe €€ 00pa3yloTcs JBa HOBBIX aMHJIHBIX MPOU3-
BOAHBIX. JTO yke OyAyT Apyrue aMujbl (MENTUIbI) C APYTUMH CBOMCTBaMHU, B TOM
4HUCIIe U C MeIUKO-Onomornueckumu. [1o kpaitHeit Mepe, eciii 3TO CIYyYUTCS C MaTo-
JOTUYECKUM (PEPMEHTOM, TO OH MEPEeCTaHeT CYIIECTBOBATH B CBOEH MpEbIIyIIeH
UIIOCTACH.

Bronne ecrecTBeHHO, 4TO MOJO0OHOE B3aUMOJEHCTBUE anmopepMeHTa C CyJib-
donamuaom Oyxaer Oosiee 3(PPEKTUBHBIM U HEOOPATUMBIM (KCTaTH, CIEAYyET 3aMe-
TUTh, pEaKUusl NepeaMuIUPOBAaHUS MEXy OJIM3KUMHU MO CTPOEHUIO MENTHAAMU MO-
KET HOCUTh U 00paTuMbIi Xapakrep). CMm. puc. 11.13.
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Pucynox 11.13. Cxema peakyuu nepeamuouposanusi mexcoy nenmuoom u cyib@hoHaAMuUoom

AHanOrHYHBIM 00pa30M MOTYT MPOTEKATh PEAKIIMU HEKOTOPBIX JIPYTUX aMHU-
JOB ¢ MenTuaHbIMU (pparmeHTamu pepmeHToB (¢ anodepmentamu). A dhapmakoso-
ru4eckasl CEeJIEKTMBHOCTh MpPOIlecca BIIOJIHE OYEBHJIHO, YTO OYJET OmpenemsiThCs
CTPYKTYPHBIM OKPY>KCHHUEM aMHUJIHOMW CBSI3U JIEKAPCTBEHHOW CYOCTaHIIMHU, KOTOPOE
TEOPETUYECKH TPYIAHO MPEACKA3YEMO U HAXOAUTCS SKCIIEPUMEHTAIBHO UHTYUTUBHO-
sMnupudeckuM myTéM. OOBIYHO, TTOCIEAHUIN TOAXO0/ CIeAYeT OCYIIECTBISATh C Yué-
TOM CYIPaMOJIEKYJSIPHBIX B3aUMOJECHCTBUI onucaHHbIX B yacTu-l (pasmen 1, cBoii-
CTBa OCHOBHBIX OMOT€HHBIX ()YHKIIMOHAIBHBIX TPy, (PArMEHTOB U MOJIEKYJI).
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Ipuioxenust
Ilpunoosicenue |
IKcnepumenmaibHvle NOOX00bL, UCHOJIb3YEMbLE 8 OUOXUMUU

[TockonbKy OMOXMMHS HayKa JOCTAaTOYHO MHOTOTPAaHHAs B TEOPETUUYECKOM,
KOHUEMNTYaJIbHOM M MPUKIAJHOM acleKTaX, TO U €€ 3KCIEePUMEHTAIbHBINA MOIX0/T 3a-
UMCTBYET METOJbl CMEXKHBIX U COCTABIISIIOIIMX IUCHUIUIMH. DTO OHOJIOTHYECKHE,
XUMUYeCcKue, (PU3NKO-XUMHUUECKUE U (PU3MUECKUE METOI0JI0TUU U METo/Ibl. B 001iem
IUTaHe, MOAXOJA COCTOMT M3 TPEX COCTaBHBIX 4acTeil: 1) BblIesnieHHe OHMOMOJIEKYII
Y OpraHell COCTAaBIIAIONIUX KJIETKY; 2) OompeeieHrue CTPyKTyp Ouomonekys; 3) uc-
MOJIb30BAaHUE PA3IMYHBIX MPEnapaToB s aHainu3a (QyHKIMH OMOMOJIEKYN U UX Me-
Ta0OJIUTOB.

Buvioenenue ouomonexyn. JIns BbIsicHeHUS (PYHKIUU JTFO00M OHMOMOJICKYJIBI
HEO0OXOIUMO MPEXKJIE BCETro MOIYUUTh €€ B UUCTOM BHJIE. 3/1€Ch, B PA3IMYHOM MOCIIE-
JIOBATEIbHOCTH, MCTIONB3YIOT: 1) dpakiuoHUpOBaHUE COJISAMU (HAIpPUMEp, OCaXKIe-
HUE ¢ cylb(paToM amMMOHMs); 2) xpomarorpadus (OymaxkHas, HOHOOOMEHHas, ad-
¢buHHAsA, TOHKOCIOWHAS, Ta30-)KUJAKOCTHAs, JXHUIKOCTHAas), 3) Telb-(puiIbTparus;
4) sanektpodope3 (Ha Oymare, BBHICOKOBOJBTHBIH, B arapose, B aleTaTICILIION03E,
B KpaxMaJbHOM Telie, B MOJUaKpUiIaMHIe, B TOJUAKpUIAMHUIE B IPUCYTCTBUU JIOJIE-
nuicynbdara); S) yapTpaueHTpudyrupoBanue; 6) KpucTaUIU3alUs U3 MEPECHIICH-
HBIX PAcCTBOPOB (METOJI OYEHb BAXKEH ISl TMOJYYEHHUS] MOHOKPHUCTAIIIOB OEJIKOB).
Kak npaBuio, ouucTuTh OMOMOJIEKYJIBI 10 COCTOSIHUSI MHAMBUIYAJTBHOCTH yHAETCA
JIMIIT TIPHU TOCTIE0BATEIIbBHOM MTPUMEHEHUN HECKOJIBKUX TAKUX METOJIOB.

Onpeoenenue cmpykmypol buomonexkyn. OnpeneneHue CTpyKTypbl JOCTATOYHO
HU3KOMOJEKYISIPHBIX OroMosekyn (oxosno 1000 JI) mpu KOMIUIEKCHOM HCTOJIb30Ba-
HUU  CHEKTPaJbHBIX  METOAOB  (Macc-cnekrpomerpus, SAMP-cnekTpockonus
u UK-cnekTpockonusi) NpakTUYECKU BCErAa OJAHO3HA4YHO. i ompeneneHus CTpyk-
TYpbl BBICOKOMOJIEKYJISIPHBIX OMOMOJIEKYJ, B IEPBYIO OUEpE/b, OCIKOB U OEIKOBOOO-
pasymmx MoJjekyn (pepMEeHTOB) He3aMEHUM METOJ PETTE€HO CTPYKTYPHOI'O aHalln3a
(PCA). B sTtom ciyuae, Hanbosee TpyJo€MKa 3aj1a4a — 3TO BhIpallliBaHUE MOHOKPH-
cTajia, TOT/Ia KaK amnmaparypHas 4yacTh M MaTeMaTHueckoe obecrieueHue paciud-
POBKH JIay3rpaMM JOCTaTOYHO XOpOIIO YK€ pa3paboTaHbl. B mocnennee Bpems pas-
paboTaH U BHEAPEH B OMOXUMHUYECKUE UCCIIEIOBAaHUS METOJ KPUOIJIEKTPOHHON MUK-
POCKONMH BBICOKOI'O pa3pelieHus AJid ONpenesieHus CTPYKTYp OMOMOJIEKYJ B pac-
TBOpE BKJIIOYasi U OMOMOJIEKYJISipHbIE 00pa30BaHusl Ha KIETOYHOM ypoBHE. CyTh Me-
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ToJla — OMOOOBEKT MIHOBEHHO OXJIAXJIAeTcsl (3aMOpakMBAaeTCs) /10 TEeMIIepaTyphbl
AKUJKOTO a30Ta BCIEICTBHE 4ero oOpaszoBaBiuasicss TBEpAas (aza coxpaHseT HATHUB-
HYIO CTpPYKTypy OnooOnekta. Ilocime uero, mpousBoautcs oOcienoBaHue oOpasla
3JIEKTPOHHOM MUKPOCKOIIMEHN BBICOKOI'O paspeuieHus. B urore, Mbl mojiy4aem CTpyK-
Typy OOBEKTa B BHJE HM300paK€HUS Ha MOJEKYJISPHO-aTOMApHOM YpoBHE. Takum
croco0oM yaa€rcsi, yBUAETh CTPYKTYPY KIETOUHBIX MEMOpaH, KJIETOUYHBIX 0007104YeK
U MEMOpaHHBIX KaHAJOB; WU3YYUTh CTPOCHHE KOMILUIEKCOB OMOOOBEKTOB (KJIETOK)
C JIEKapCTBEHHBIMH U UM MOJOOHBIMU CyOCTaHUIUSAMH.

Hccneoosanue xumuyeckux ceoucme uHOUBUOYATbHLIX Gewecme U pakyui,
NOJIYYEHHBIX HA MPEAbIAYIIUX dTanax padoThl, MPOBOAUTCS KaK KJIACCUYECKUMU XH-
MHUYECKHUMH peareHTamMH, Tak U crerupuyecKuMU OMOXMMHUYECKHUMH IpernapaTamH.
OTH JaHHBIE MMO3BOJISIIOT ONPENEINUTh NOCIEN0BATEIBHOCTh PEAKIIUN TOTO WX UHOTO
nyTHu MeTaboiau3Ma (Kak HOpMajJbHOrO, TaK U MaTOJOTUYECKOT0) B KHU3HEICSITEIbHO-
CTU OpraHHU3Ma.
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Hpunooscenue 1

Ilokazamenu duoxumuueckozo anaiusa Kpoeéu 6 Hopme

HazBanue ITokazarenu Hetn My>xuunbl | JKEeHIIIMHBI
BEIIECTBA (1-14 ner)
OOmuii OeJoK, 63-82 64-83 64-83
benku /1
AnpOyMUHBL, T/1 3685 33-50 33-50
C-peakTUBHBIN OTpHULIATEIIbHBIN 1o 0.5 1o 0.5
oenok (CPb),
MT/TT
AJInHUHAMHHO- 1040 1o 44 1o 31
TpaHcdepasa,
e/
depMeHTHI AcnapraTaMuHO- 1661 10-40 1040
TpaHcdepasa,
en/n
Anbda-amunasa, o 120 o 100 o 100
en/n
®docdaraza 1ie- 1o 640 1o 268 o 239
JIOYHAas, €1/I1
JInnu st Xonectepou, 3.8-6.4 3.0-6.0 3.0-6.0
MMOJIB/JT
JIunonpoTenHBI 1.6-3.5 2.1-4.7 1.9-45
HU3KOM MJIOTHO-
CTH, MMOJIB/JI
JIunonpoTenHBI 0.9-1.9 0.7-1.83 0.9-2.2
BBICOKOH IJIOT-
HOCTH, MMOJIB/JI
I'mroko3a, 3.4-6.1 3.8-5.82 3.8-5.82
VYraeBoabl MMOJIb/JT
OpyKTO3aMUH, 204-284 | 204-284
MKMOJIb/JT ----
bunnpyOun 00- 3.5-20.7 3.41-17.0 | 3.41-17.0
[IurmeHThI A, MKMOJIB/
bunupyOun nips- 0.82-3.3 0.0-3.41 | 0.0-341

MO, MKMOJIb/J
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Huszkomonekynsapueie | Kpearnnus, 35-110 63-115 54-97
A30THCTHIC BEIIECTBA | MKMOJIB/JI
MoueBast KUCJI0- 0.16-0.41 210-319 146-349
Ta, MKMOJIb/JI
MoueBuHa, 4.4-7.3 2.38-6.39 | 2.39-6.39
MMOJIB/JT
Heoprannueckue Keneso,
BEIIECTBA MKMOJIB/JI 9.4-32.0 11.6-30.4 | 8.8-30.4
Y BUTAMHHBI
Kanuii, MMob/n 3.7-5.1 3.4-55 3.4-55
Kanpumii, - « - 1.04-1.27 2.14-25 | 2.14-25
Harpuii, - « - 132-157 136-145 | 136-145
Maruui, - « - 0.7-1.3 0.67-1.04 | 0.67-1.04
Docdop, - «- 1.07-1.3 0.88-1.44 | 0.88-1.44
®donueBas Kuc- 3.17 3.1-17.1 3.1-17.1
JI0Ta, HI/MIT
Buramuu B, -«- 160-1300 181-900 181-900
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Ilpunoosicenue 111

HOpMaJleble nokazame.ju 061#820 anaiusa movu

Iloka3zaresn

HopmasibHble 3HAYeHU S

KonnuecTtBo MOuM B CyTKH

800-1500 mn

OTtHOCUTENBHAS INIOTHOCTD
B YTPEHHEN MTOPLUHU

1.010-1.025

[IBer CoOMEeHHO-KENTHIN
[Ipo3paynocTh [Ipo3paunas
Peaxmus (pH) HetitpansHas wiu ciiabokucinas (5.0-7.0)
benok OtcyrctByet unu ciaeast (0.00-0.14 r/mn)
['moko3a OtcyrctByet unu caeas! (10 1.00 Mmmos/m)

KeToHoBBIC TENIa

OtcytctBytOT (MeHee 0.5 MMOJIB/)

bunnpyoun 0.00-8.5 mxMomnb/n

VYpoOunuHorexn 0.00-35 MxmouIB/1
I'emornoOun OtcyTtcTByeT
bakrepuu (HUTPUTHBIN TECT) OTCyTCTBYIOT

OpUTPOLUTHI MyX.: €eIUHUYHBIE B MIOJIE 3PEHUS
Ken.: no 3 B mose 3peHus
JlelikouuTsl Myx.: 10 3 B 11oJ€ 3peHus

XKen.: 1o 6 B moJie 3peHust

ONUTETUAIBHBIE KIIETKH

o 5 B one 3penus

Hunusapsel OTCyTCTBYIOT, 32 UCKIIIOUYEHUEM
€AMHUYHBIX THAJIMHOBBIX [IUINHIPOB
Comn OTCcyTCTBYIOT
bakrepun OTCyTCTBYIOT
JpoxkeBbie TPUOBI OTCyTCTBYIOT
[Tapazutsl OTCyTCTBYIOT
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Yuebnoe uzoanue

IlnemenkoB Butanuii BiagumupoBuy

BBEJAEHUWE B bUOXUMHIO

YueOHOE MOCOOHeE
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