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BBEJIEHMUE.

B mocobuu kpaTtko M3I0KEHBI OCHOBHBIE TTOJIOKEHHS IPEAMETa
Ouonoruueckast Xxumus. Hapsiny ¢ QyHIaMeHTanbHBIMHA CBEICHHSAMHU
MO psiiy BOIIPOCOB MPHBEJCHBI HOBBIC JAaHHBIE. Tam, Tae 3T0 OBbLIO
YMECTHO, CIIeJIaH aKIEHT Ha (aKTax, MPeICTaBISIOIINX HHTEPEC IS
HWH)KEHEPOB TEXHOJIOI0OB. BO MHOTMX Cily4asiX yIOMHHAEeMbIE€ TEPMU-
HBI ¥ OMOJIOTHYECKHE TPOLIECCH MOTYT CIYXHTh OTIPaBHON TOYKON
JUISl CAMOCTOSITENTFHOTO YTIYOJIEHHOTO N3yYeHHUs TIPEIMETa.

BUOXUMUS, KAK HAYKA. HCTOPUSA BUOXUMUMN.
OBIIASA XAPAKTEPUCTUKA OBMEHA BEHIECTB.

Buoxumus - 3T0 Hayka 0 XMMHUYECKOW IIPUPOJE BELIECTB, BXO-
OA0UX B COCTaB XKHMBBIX OPraHU3MOB, HUX MPEBPAIICHUAX, a TAKKE
CBS3M ATUX IPEBPAILCHUN C JESITEIBHOCTBIO KJIETOK, OpPTraHOB, TKa-
HEH W OpraHu3Ma B LEJIOM.

Ona YCIIOBHO ITOAPA3ACIACTCA HA TPpU pa3acia:

Cratndeckasi OMOXMMHS M3yYaeT XWMHUYECKHH COCTaB YKUBBIX
OpPraHU3MOB, CTPOCHUE U QYHKIIUU OHOJIOTHIECKIX MOJIEKYII.

JlnHaMudeckasi — u3yvaeT IpeBpanieHns: OHOJIOTHYECKUX MOJIe-
KyJ ¥ DHEPTHH B OpraHn3Me (0OMEH BEIECTB).

OVYHKITMOHAEHAS OWOXUMHS BBISBISICT CBSI3H MEXKIY CTPOCHH-
€M | MPEBPaIICHUSIMA OHOJIOTHICCKUX MOJICKYT M (DYHKITHOHHPOBA-
HHEM KIICTOK, TKaHEeH, OpraHOB U OpraHN3Ma B IEJIOM.

B 3aBucuMocTH OT m3y4aeMoro o0beKkTa OMOXHMMES TIOApas/e-
JsleTCs Ha MHOXKECTBO pa3/ieNioB: BHUTAMHHOJOTHS, SH3UMOIOTHS,
OMOXMMHSI MHKPOOPTaHHW3MOB, DPACTEHHH, >KUBOTHBIX, YeNOBEKa,
OMOXMMWUSI OTJCNBHBIX KIETOK WM TKAaHEH, MEIUIIMHCKAs OMOXUMHUS
U TaK Jiaee.

Hctopus ouoxumuu

YenoBe4eCTBO HCIIOIL30BANI0 OMOXMMUYECKHE nponeccesl B
HpaKTH‘IeCKOﬁ JACATCIIBHOCTH 3a40JI'0 IO TOr0o, KakK BBIACHHUIO HUX
TCOPCTUYICCKUEC OCHOBBI. Cpe,Z[I/I HUX XJ'I€6OH€LI€HI/IG, BHUHOACIINE, 13-



TOTOBJICHUC 4Yad, CbIpa U TaK Oajice. Pacrenus u HpOCTCﬁIHHC JKC-
TPAKTHI U3 HUX HIUPOKO IMPUMCHSIUCH B JICUCHUHN 3a00J1€BaHUI.

CraHoBiieHHE OMOXWMHH, KaK OTIETBHOW HAYKH MPOW3OILIO
OTHOCUTEIBHO HEJaBHO, HO OHO 0a3uMpoBaloCh Ha THICAYENETHUX
€CTECTBEHHO-HAY4HbIX JOCTHKECHUSX BEIMYANUIINX YMOB JIPEBHOCTH,
HauyuHas ¢ aHTUYHBIX BPEMEH.

OCHOBOIIOJIOXKHHUKOM OHOIIOTHH cuuTaercss Apucrorens (384-
322 rr. no u.3.). Tpyner ['unmokpara (ox. 460 — ok. 370 rr. 10 H.3.)
u Tamena (129-201 rr. H.3) CTOCOOCTBOBAIN CTAHOBJIEHUIO MEIUIIH-
HBI, KaK OTAeIbHOM obnactu 3Hanmii. ABunenHa (980-1037) B cBoei
SHIMKIIONEeIUYEeCKol pabore «KaHOH BpaueOHOW HayKw» Omucal
2600 5ekapCTBEHHBIX CPEACTB, Jajl CIIOCOOBI MX MPUTOTOBJICHUS U
MIPUMEHEHU S, IPEANTPHHSII TOMBITKY KTaccu(UKainu.

[Tapanensc (1493-1541) nucan: «XuMusi — OIWUH U3 CTOJIIOB,
Ha KOTOpHIE JTOJDKHA OINMHUpaThcs BpadeOHas Hayka. 3ajada XUMHH
BOBCE HE B TOM, 4TOOBI JieNlaTh 30J0TO U cepedpo, a B TOM, YTOOBI
TOTOBUTH JICKAPCTBAY.

Bau T'enmsmont (1580-1644) — BBen mousTre «pepMeHTa - XH-
MHUYECKOT0 peareHTa, KOTOPBI BHYTPH JKeTyAKa OCYIIECTBIISET mpe-
BpAIllCHUs TUTATEIbHBIX BENIECTB.

18-19 Beka O3HAMEHOBAIHCH PE3KHM YCKOPEHHUEM DPa3BUTHS
Ouooruy U 60pb0OH ¢ WICATUCTHICSCKIM MPEACTABICHUSIMA B HEH.
Hwske BBIOOPOYHO MPUBENCHBI TOCTHKEHHS STOTO MEproa.

JlaByasbe (1743-1794) — BBICKa3ad MBICIb, YTO JAbIXaHUE XKH-
BOTHBIX €CTh MEIJICHHOE TOPEHUE, & TPAThl BEIIEeCTBA, KOTOPBIE MPH
3TOM MPOMCXOAST, BOCHIONHAIOTCS nuineBapeHreM. OH JoKa3al, 4To
NP TOPEHUH OPTaHWYECKUX BEIISCTB BBIJCISICTCS YIIIEKUCIBINA Ta3 |
BOJIa, COOTBETCTBEHHO CJICNIAN BBIBOJ], YTO OHU COCTOSIT U3 YIIiepo/a,
BOJIOPOJIA U KUCIIOPOJIA.

bepuennyc U. 5. 1779-1848 BBEn TepMUHBI U30MEp, OIUMED,
AJJIOTPOIUS, BBIBEN (POPMYJIbI YKCYCHOW, BUHHOM, STHTAPHOM KUCIIOT.



JIn6ux (1803-1873) — ycoBepIieHCTBOBAJI METOIbI aHAJIU3A Op-
TaHUYECKUX COEIMHEHUH, BBIACTUI M3 OMOJIOrMYEecKOro marepuana
THINITYPOBYIO, UHO3WHOBYIO KHCJIOTY, KpEaTUHUH, THPO3WH.

Yunbsam [payt B 1827 romy BBeEN AcineHHe OMOIOTMYSCKUX MO-
JIEKyN Ha OCNKH, )KUPBI U YTIIEBO/BL.

®. Bénep, cuntesupoBaB B 1828 rogy MoueBHHY, HAaHEC CMEp-
TEIbHBIM yAap IO TEOPUM BUTAIU3Ma. B IUCbME CBOEMY YUYUTENIIO
Bepuennycy on Hamucan: «5 mommkeH cooOmuth Bam, uTo s Mory
MPUTOTOBUTH MOYEBHHY, HE TIpuOeras Jjisi 3TOro K IOoYKaM 4eI0BeKa,
co0aKH MM JPYroro XUBoTHOro». OKOHYATEIHLHO TeOpHs Oblaa pas-
BeHYaHa cuHTe30M XupoB (M. beptno, 1854) u yriesogos (A.M.
Bytnepos, 1861).

O. broxuep (1860-1917) mokazan, 4TO JKMBEIE OPTaHHU3MEI I10-
CTpOEHBI M3 OEIIKOB, KUPOB M YIJICBOAOB, M, COOTBETCTBEHHO, OHH
)K€ SBJISTIOTCS KOMIIOHEHTAMH MHIIU. ETro 9KCIEepHMEHTHI 10 aliko-
FOJBLHOMY OpOKEHHIO OECKIIETOUYHBIMU IKCTPAKTAMU JPOXKIKEH, yI0-
croeHHbie HobeneBckoi mpeMuu, SIBUIKCH KIIACCUYECKUM ITPUMEPOM
OITLITOB N Vitro.

Benuuaiimmm goctrkeHreM 0blIo co3nanre A.M. byTiepoBeiM
TEOPHUH CTPOCHMS OPraHUYECKUX COCAMHEHHUH, OMyOJIMKOBAaHHOW B
1861 romy.

B 1868-1869 rr. ®. Mutep OTKpbUT HYKJIEHHOBBIE KUCIOTHI.

MHorue uccnenoBaHus 3TOro nepruoja OblIN BIOIHE OMOXUMU-
YEeCKUMH, HO J0 KOHIa 19-ro Beka TepMHUH «OHOXUMUS» YIOTpeO-
JsuIcs cnopaguyeckd. Yaine 3Ta HayKa MMEHOBajach MEAUIIMHCKOM
ninn  ¢puznonorndeckor xumuenr. OKOHYATETHPHO TEPMHUH «OMOXH-
MUs» OBLT BBeZleH B HayuHyro cpeny B 1903 romy Kapmom Heiibep-
TOM.

C HauvanoM JBaJUATOr0 BEKa Hayajicsi COBPEMEHHBIM 3Tam B
pazButun Onoxumun. Ero wacto Ha3wpBalOT reHermueckuM. Hike
MIPEICTABIIEHBI JIUIIb HEKOTOPBIE OTKPBHITHS 3TOTO TIEPUOIA.

1902 — D. durep — nentuaHas TEOPHsI CTPOCHUS OenKa



1926 — k. CamHep — BBIAECTHI NEPBBIH (epMEHT — ypeasy U
J0Ka3all, 4To TO OenoK

1953 — X. Kpebc — nuKI1 TpUKapOOHOBBIX KUCIOT

1953 — JIx. Yorcon, ®@. Kpuk — crpoenne JJHK (HoOeneBckas
npemus 3a 1962 rox)

1958 — @. Conrep — HOOeneBckas MpeMusl 3a PaclIuPpPOBKY
[IEPBUYHON CTPYKTYPBI HHCYJIMHA

1959 — C. Ouoa, A. Kopubepr — HOOeneBCcKasi mpeMusi 3a OT-
kpoiTHe 6nocuaTe3a JIHK n PHK

1968 — M. Hupeun6epr, M. Xommu, I'. Kopana — HoOeneBckast
MpeMHUS 3a paci(poBKY TeHETHYECKOTO KOa.

Hwmxe - HOOEMEBCKIE TIPEMUH 32 PSIT BELAAIOIINXCS OTKPBITHH.
1989 — P. Xy0ep, C. OnT™MeH — OTKpbITHE PHOO3UMOB.

1993 — K. Mynuc — u300pereHue moimMepa3Hoi 1EeMHOi peak-
uw (ITLP).

1997 —I1. Boiiep, JIxx. Yokep — mexauu3m cunteza ATD

2004 — A. UexaHoBep U COABT. — OTKPBITHE YOHUKBUTHH-
OTIOCPEIOBaHHOM Jierpaaamnuu Oenka.

2012 — b. Kobuika — uccnenoBanus perentopo GPCR.

2020 — 3. Ilapmentre, Jx. JlynHa — METON peAaKTHPOBAHUS
renoma CRISPR-Cas9.

B HacTosimee Bpems OMOXHMMUSI M BBIPOCIIHME U3 HEE CMEXKHBIE
HAyK{, B YACTHOCTH, MOJIEKYJIIpHAsi OMOJIOrYsl, TeHeTHYeCcKast NHKe-
Hepusi, OMOTEXHOMOTHsI IEPEKUBAIOT MEPUO] B3PHIBHOTO PA3BUTHS,
CBSI3aHHOT'O C HCIIOJIb30BAHNEM BBIYHCIUTEIBHON TEXHUKUA U COBpE-
MEHHBIX (U3UKO-XUMHUYECKUX METOIOB.

B PecniyOnuke bemapyck Oonbmiodl Bkiag B pa3BHTHE OWOXH-
mun BHec MHCcTHTYT Onoxumun HarmonaneHo#t Axkagemun Hayk be-
napycu (TepBblii IupekTop — akaaemuk lOpuit MuxaiinoBuu Oct-
PpOBckwif), paboratomimii ¢ 1987 rona.
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CTATHYECKASA BUOXUMMUAL.
YIJIEBOJBI -

OpraHMYecKHe BEIIECTBa, COACpKalINe KapOOHUIBHYIO TPYIIITY
W ABe WM Oollee THAPOKCHIILHBIX. Ha3zBaHwe mpon3omuio OT cloB
«YTJIEpOI» U «BOJa», MOCKOJBKY Ha 3ape WX HCCIIEJOBAHMS CUUTA-
JOCh, YTO COCTaB BCEX VIJIEBOJOB COOTBETCTBYET (opmyle

Cx(H0)y.

Kaaccnpuxanus.
MoHoeaxapiibi Crurecaxapmas Nanueaxapael
T . T - --H"'“'-.
KETOZE TRSaEI OMCEXAPMAL  TRMCEXADMAG  TETRACAXAPMOG  roMo. rarapo.
aneqcasl  TETRO3H | ROMMCEXApHdE  NoMWcaxapadpl
L E
TEHCO3bI nakToan padiduHoaa CTRNHOZA KpaxmMan MHANYPOHCEAR KHCNOT
renTcasl ManbToaa FAMKOrEH *OHAPCHTIM Cynbehar
caxapcaa uennionoaa renapH
yennchicaa XHTHH KBDATaH cynedar
MHYTE [LSPMETEH Cynbdar
ASKETREH

VYrneBobl, He CIOCOOHBIE THAPOITH30BATHCS JI0 00JIee MPOCTHIX
MOJIEKYJI, Ha3bIBAIOTCS MOHOcaxapudamu. MOHOCAXapH bl pa3imyia-
FOTCsI 110 JUTMHE YTIIepoaHou 1enu. [lepBble MpecTaBUTeNH — TPUO3EI
— COCTOSIT BCEr'0 M3 TPEX YIIIEPOJHBIX aTOMOB. JTO TIIHIEPUHOBBIN
anpJeru]l U JIUoKchaneToH. Hawbornee BakHBIC TpPEACTABUTENH -
MEHTO3bl M TeKCco3bl. EcTh W Oonee JUIMHHBIE MOJEKYINbI (TENTO3bL,
OKTO3BI U T.J).

Onueocaxapuobl — TOTAMEPBI, KOTOpPbIE COCTOAT U3 2-10 MOHO-
caxapunoB. KopoTkue omurocaxapupisl, COCTOSIIUE H3 IBYX-TpeX
3BEHBbEB, UMEIOT TPUBHAJIBHOE Ha3BaHUE — caxapa. M3 onurocaxapu-
JIOB HamboJiee 4yacTo BCTPEYAIOTCs IUCAXapUAbl: caxapo3a — TPOCT-
HUKOBBIU caxap, JJAKTO3a — MOJIOYHBIM, MajabTO3a — CONOAOBBIA. 13
TpHCaxapyuIOB MOXKHO YIOMSHYTh paduHO3y, COCTOSIIYIO U3 TajlaK-
TO3bI, TJIIOKO3Bl U (PYKTO3bI M COAEPIKALIYIOCS B CaxapHOW CBEKJIE.
W3 terpacaxapumoB — cTaxuo3y, COAEPXKALIYIOCS B CEMEHaX, JIyKO-
BHLIAX M KOPHSX HEKOTOPBIX PACTEHHH.



Ionucaxapuoer UMEIOT B CBOEM COCTaBE OT AECSTHU J10 JECST-
KOB THICS'Y MOHOMEPHBIX 3BEHbEB. MOIIEKYJIbI, TIOCTPOCHHBIE U3 MO-
HOCaxXapHJI0B OHOTO THIIA, HA3bIBAIOTCSl roMononucaxapuaamu. Ec-
JM B CTPYKTYpE 4epeayroTcsl pa3Hble MOHOMEpBI, - FeTepoIonucaxa-
punamu. K mepBbeIM OTHOCHTCSI Kpaxmall, TIIMKOT€H, XUTHH, WHYJIWH,
JEKCTpaH U CaMO€ PACHPOCTPAHEHHOE OPraHWYecKOe BEIIECTBO Ha
IUIaHeTe — LelToa03a. Ko BTOphIM — ruainypoHOBasi KUCIIOTa, XOH/-
POUTHHCYIb(ATHI, KepaTaHCYIb(ATHI, AepMaTaHCYIb(ATHI, TEIAPHH,
TeMUIIEIUTION03bI, MypPaMUH, IEKTHH, arap | Ip.

DYHKIUH YIJICBOAOB.

1. DOueprernyeckas. Ilpu paciiernieHnn yriaeBoI0B BbIAEIIETCS
4,1 xkaj SHEPTHH Ha rpaMM. DTO MEHBIIIE, YeM MPH OKHCIEHUH JKH-
POB, HO Yy 4elloBeKa M MHOTHX JKHBOTHBIX OHHU Mpeo0ialarloT B pa-
IUOHE U TIOATOMY SIBIISFOTCS OCHOBHBIM MCTOYHUKOM 3HEPTHH.

2. 3amacatomas. [ TMKoreH — pe3epBHBIN YITIEBOJ Y )KUBOTHBIX,
KpaxMaJj 1 HHYJIMH — y PACTEHHH.

3. CrpykTypHas. YTIeBOAbI — BaKHBIA KOMIIOHEHT MEXKJIETOU-
Horo marpukca. OHM y4acTBYIOT B (POPMUPOBAHWU KIICTOUHBIX CTE-
HOK, 9K30CKEJIeTa YIEHUCTOHOTUX.

4. Inactuyeckas. YTIIEBOIBI BXOJST B COCTAB MHOTHX CJIOXHBIX
MOJICKYJI B KJIETKE: HYKIICHHOBBIX KHCIIOT, KOQEpPMEHTOB, CIIOMKHBIX
0enKoB (TJIMKOIIPOTEHHOB).

5. O6e3BpexkuBatomas. epMeHTAaTUBHOE IPUCOSAMHEHHUE TITIO-
KYPOHOBOUM KHCJIOTHI CHUAET TOKCUYHOCTh U 00JIeryacr BEIBEICHHE
MHOTHX KCEHOOMOTHKOB M MPOAYKTOB OOMEHA M BEIL[ECTB.

HN3omepusi MOHOCAXapuA0B

CTpyKTypHas U30MEPHS.

MoHocaxapuasl pa3IHyaroTcs MO PACHOIKEHHIO KapOOHUIIb-
HOW TpyHmbl. AJIBACTHIOCHUPTHL, Y KOTOPBIX B OTKPBITOH (opme
KapOOHMIJIbHAS TPYIIA PaCIONOkKEHa Y MIEPBOTO YITIEPOIHOIO aToMa,
— Ha3bIBaroOTCs anppo3amu. [lpu mo6oM Apyrom pacronoKeHHH MO-
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JICKYJ1a 6yI[eT KECTOHOM, U TAaKUC MOHOCaxapuJbl HOCAT HAa3BAHHUC -
«KKETO3a».

CrepeonzoMepus

CrepeonsoMepbl — 93TO BEMIECTBA, HMEIOIINE OAWHAKOBYIO
CTPYKTYPHYIO (hOPMYJy, HO Pa3IUYHYIO MPOCTPAHCTBEHHYIO KOH(DU-
T'Ypaluio aTOMOB.

[lo kpuTepuio CUMMETPUHU, CTEPEOM3OMEPHI IENSATCS HA DHAaH-
THOMEPHI U JauactepeoMmephl. [lepBrle — 3TO Tak Ha3bIBaeMble 3ep-
KaJIbHbIE M30MEpHI, PACHOJIOKEHHE aTOMOB y KOTOPBIX 3€pPKaJbHO
MIPOTUBOIIONOXKHO. JlHnacTepeoMepsl He SBJISIOTCS 3€pKabHBIM OT-

paXXeHHeM JIpyT IpyTa.

CHO CHO
. SHaHMUOMepk! .
H—=oH O P HO—=H
H—*OH HO—*H
CH,OH CH,OH
Ao 7T
' uacmepeéomepsi
cHo ' * ' cHo
HO—*H 3HaHmMuomMepsbI H—~0H
H—~oH  ~ 7777 > HO—{~H
CH,OH CH,OH
Dnanmuomepeol.
P

BONBIIHHCTBO (PU3HUECKMX CBOWCTB Y SHAHTHOMEPOB OJMHAKO-
Bole. OHH OTIMYAIOTCA IO CIIOCOOHOCTH BpaIiaTh IIOCKOCTH TTOJIS-
PH30BAaHHOTO CBETA. ITOT (PEHOMEH HA3BIBAETCS ONTHYECKOU aKTHB-
HOCTBIO, @ SHAHTHOMEPHI HAa3bIBAET TAK)KE ONTHYECKMMHU M30MEPAMH.
HarnpagsiieHue BpamieHus: y SHAHTHOMEPOB BCET[a IPOTHBOIOIOKHOE
1 0003Hauaercs cuMBoaam (+) u (-).

XUMHUECKHE CBOMCTBAa YHAHTHOMEPOB Pa3IMYarOTCs TOJIBKO B
TOM CIly4yae €CJIM PEeareHT, paCTBOPHUTENb MM KaTalu3aTop XUPaib-
Hel. B Ownonornyeckux cucremax (epMeHTH 00JaJaloT TaKUMH
cBoiictBamu. OHU cTepeocnienuUUHbl U KaTaIM3UPYIOT IIpeBparile-
HUS JIUILIB OZHOTO U3 3HAHTHOMEPOB.
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D-, L-nomenxnamypa.

HomeHnknaTypa A7 3HaHTHOMEPOB 110 OTHOCUTEILHOMY pacIo-
JIOKEHUIO 3aMecTHTeNell Oblia mpeanokeHa J. OuiepoM H HOCHT
HaszBanue D-, L-u3omepun.

Bce monocaxapuibl (MCKITI0Yasi THOKCUAIIETOH) UMEIOT B CBOCH
CTPYKTYpE acHMMETPUYHBIE (XUpaJbHBIE) aTOMBI yriepoaa. JTo Ta-
KM€ aTOMBI, KOTOpbI€ HaXOJSITCA B COCTOSHUU SP3 THOpUAN3aiy U Yy
KOTOPBIX BCE YETHIPE 3aMECTHTEISI pa3Hble. B cTpykTypHBIX (opmy-
Jax MOJIEKYJI OHM 00O3HAuaroTcs 3Be30YKaMH. Y TIHIICPHHOBOTO
anbJernja OauH XUPaJbHBIN LEHTP, U TUAPOKCUIIbHAS TPYIINa OTHO-
CHUTEIHHO HEr0 MOXKET pacroyiaraThCs cripaBa WM cieBa. B coorseT-
CTBHUH C JIATHHCKUMU ciioBamu Dexter — mpasbiii u Laevus — neBsiif,
9TH KOH(HTYypaIuu noixydwin Ha3zeanue D u L.

H 2
H=C—0H H —H
CHOH L,OH
D-rnuyepansgerug L-rnvuepanbaervg

Y MoHOCaxapuioB ¢ 0ojee TMHHON IENMbI0 KOJIHMYECTBO aCHM-
METPHYHBIX aTOMOB yBenmmuuBaercs. OTHecenne ux k D- wm L-psagy
OCYIIIECTBIISIETCS 110 PACIIONIOKEHUIO THAPOKCHIBFHOW TPYIIEBI y TO-
CIIEITHETO IEHTPa aCHMMETPHH.

~ 0
'C-H C-H
Ho—z—H H—OH
H-—OH HO——H
HO—+H H—T-OH
HO-S—H H——OH
6 CHZ-OH CHZ-OH
L- FTMKOKO3A D- IMKOKO3A

Cwmecu D- u L-u3oMepoB oNTHYECKH HE aKTUBHBI M HAa3bIBAIOTCSA
panemuueckumu. Cienyer oTMETHTh, 4To 3HakH (+) u (-) B hopmy-
J1aX MOHOCaXapHJIOB, HE BCErJa COBMAJNAIOT C PACHOIOKEHHEM T'H -
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POKCHJIBHOW TPYMIMBI y TOCIEAHEr0 aCHMMETPHYHOrO aroma. To
ecthb, D-n30Mephl He Beer/ia mpaBoBpallatoLHe.

[Ipuponnsie MOHOCaxapuabl B TIOAABISIONIEM OOJBIIMHCTBE
oTHocsTCs K D-psny.

R/S nomenxnamypa

B Hacrosiiiee Bpemsi ©MeeTcsi BO3MOXKHOCTb OIpeaensTh abco-
JIOTHYIO KOH(GHIYpaIMI0 aTOMOB B MoJieKys1ax. Ha atoM ocHoBaHa
R/S (rectus — mpaBblii, Sinister — jeBbIil) HOMEHKIATYpa ONTHYECKU
AKTUBHBIX COCIMHEHHHN, BKITIOYAsT MOHOCAXAPHIBL.

@opmyiibl Duiiepa SBISIOTCS TPOSKIIMOHHBIMU U HE OTPAXKAIOT
peabHOrO PacIoIOKEHUsI aTOMOB U TPYIN B mpocTpaHcTBe. Ecnu
0TOOPA3UTh UX a0COMOTHYIO TIPOCTPAHCTBEHHYIO KOH(DUTYpaInIO, TO
ACHMMETPHYHBIN aTOM YTIIepoJia PACTIONIOKHUTCS B IIEHTPE TETPadIpa,
a 3aMecTUTeNy OyIyT HampaBlieHbl K ero BepmuHaM. [lanee cinemyer
OIPEIETNTh CTAPIIMHCTBO 3aMecTHTeNel. J{Jst 3TOro ecTh crernuanb-
veie npaBuia (Kana, Uaronsaa, [Ipemora). Ilocie aToro Momexkymy
pacmoiaraloT Tak, YTOOBI MIIA[IIMKA 3aMECTUTENh HAXOMWICA 3a
IJIOCKOCTBIO M300paKEHHUSI W OMPEAENIIOT B KaKOM HaIpaBlIeHUH
YMEHBIIIAETCS CTAPIIMHCTBO 3amecTuTeneil. Ecnu nmo yacoBoi cTpe-
Ke, To KoH(uryparus crepeoneHrpa mnpasas (R), ecimum Haob0poT, -
neBast (L). Ilpu 3ToM KoH(UTYpamusi yKa3bIBaeTcsl ISl BCEX aCHM-
METPUYHBIX aTOMOB.

noduodamers
COOH

~

()

[ 7% a
P WP .

- H
nafvodamers i
— =
HILY HOOC >CH,

HOOC s ~CHy
6

Huacmepeomepuwi -
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HUMEIOT MECTO NPU HAIMYMH HECKOJIBKUX XHPAIbHBIX IIEHTPOB.
Ymncno BO3MOXKHBIX AUACTEPEOMEPOB MOXKHO BBIUMCIUTH 10 (HOpMY-
ne 2", rae N — 4MCio aCMMMETPHYHBIX aTOMOB. JUJIsl TIIFOKO3BI 3TO
ancio pasHo 2° = 16.

K nuacrepeomepam OoTHOCATCA U LIUC- TPAHCU30MEPBI, IIOCKOIIb-
Ky OHHM HE SIBIIFIOTCS 3€pKaJIbHBIM OTpa)keHueM Apyr napyra. Panee
LHC-TPAaHCU30MEpPHI Ha3bIBAIUCh FEOMETPUYECKUMH, HO B HACTOsAIIEe
Bpemst IUPAC nmpuszHano 3ToT TepMuH ycrapeBmM. OHU OTIHYAIOT-
Csl KaK 1Mo (pU3NYeCKuM, TaK 1 XUMUYECKHM CBOHWCTBAM.

KonpuaTo-1ienuas TayroMepust

Tayromepus — 3T0 oOpaTHMasi H30MEpHS, IPU KOTOPOH H30Me-
PBI JIETKO MEepexoaiT APYr B Apyra. Mexay HUMH yCTaHaBIMBaETCA
paBHOBECHE, M BEIIECTBO COAEPKUT 00a M30MEpa B OIPENEIEeHHOM
TIPOTIOPIIHH (TAYyTOMEPHOE PAaBHOBECHE)

B BOgHBIX pacTBOpax MOHOCAXapUIOB OJHOBPEMEHHO IIpHU-
CYTCTBYIOT JIMHEHHBIE W IUKIMYECKUE MOJIEKYINbI, IPUYEM MOCIe-
HUe npeobnanaror. L[ukibl oOpa3yroTcs 3a CUET MPUCOCAWHCHHS
CHHUPTOBBIX TPYII B MOJIOKEHHHA 4 U 5 K KapOOHWIIBHOHN Tpymime ¢
(hopMupoBaHuEM BHYTpeHHero moiyarerais. L{ukisr Moryt cocro-
SITh U3 TSITH WK IIECTH aTOMOB M Ha3bIBAIOTCS COOTBETCTBEHHO (Py-
paHO3aMH M TUpaHo3aMH. HampuMmep, mIecTUHIIEHHBIN THKII, 00pa3o-
BaHHBIH W3 TIIOKO3BI OyJIeT HAa3bIBATHCS TIIOKOMHPAHO30M, MSATH-
WIEHHBIA — TTIOKO(YpaHO30H.

Hukmudeckne (GopMbl MPHHITO M300pakaTh BYMS CIIOCO-
O0amu. B mpoeknnn @umiepa pucyercss KUCIOPOAHBII MOCTHK MEXITY
BCTYNHBIIMMH B PEAKLHUI0 aToMaMmH yriiepona. Bropoil HOocUT uMms
uccnenoparens — Hopmana Xeyop3a, KOTOPBIA TPEMJIOKKI Ooiee
HarJIsiAHbIA BapUaHT.

CuMBoOI aToma yriieposa B IIUKIIe He n3o0pakaercs. MHorma He
0TOOpaXXaroT TaKKe aTOMBI BOAOPOAA. ATOMBI yIilepoja HyMepyroT-
csl cripaBa, HAYMHAS C AaHOMEPHOTr0. Y TOJILEHHON JInHIEH 0003Hava-
ercsl CBA3b, KOTOpast HaxoAuTcsl Onvke K HaOmonatento. [Ipoekuun
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Xeyop3a yaoOHBI, TaKXKe, TEM, UYTO MMO3BOJIAIOT H300pakaTh KoH)Op-
MEpBI.

GH,OH
H——OH 2 OH
H——OH o] o
HO—H O OH HO
H——OH HO.
H— OH OH HO
CH,0OH OH CH

Ha pucynke o-D-rirokonmupanoza B mpoekmusx Duimiepa u
Xeyop3a.

AHomepwi

[Ipu oOpazoBaHUM IMKIA B MOJIEKYJIe MOHOCaxapua Kapoo-
HWIBHBIM YTJIEPOJ] IIPEBpALIaeTCsl B JIONMOJHUTEIbHBINA XUpaTbHBINA
1eHTp. COOTBETCTBEHHO, MOTyaIleTaaIbHbIN THAPOKCHI MOXKET HaXo-
JIUTHCS B JIBYX KOH(UIYpALHUsIX, KOTOPbIe HA3bIBAIOTCS O- U [3- aHO-

MEpaMHu.

o
"1/
c
CH,OH il
OH
5 3
H *70 H HO—TH
4 HH 1 H-2  oH
H  “OH 5
3 CH,OH
o, D -rmokonupanosa  D-rnoKo3a B, D -rmoxonupanosa

VYmporas, KoHQHUTypanui, B KOTOPOH aHOMEPHBIA THAPOKCHIT
HAXOIUTCS BBIIIEC IJIOCKOCTH KOJNbLA, CUUTAIOT B KOH(Urypauuei,
HIKE — 0. B pacTBopax mpeobnamaer B-aHoMepHI, Kak Ooiee SHepre-
THYECKH BbIronHbe. [Ipu oOpa3oBaHMM ONMIo- W IOJMCAXapUIOB
(bepMEHTBI UCTIONIB3YIOT JIMIIb OJIMH HEOOXOIUMBII aHOMep.
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AHOMEpPHBIN TUIPOKCUIT OTIUYACTCS OT CIIUPTOBBIX MO XUMHYE-
CKUM CBOWCTBaM. B 4aCTHOCTH, OH y4acTBYeT B 00pa30BaHUM TIIHKO-
3UIHBIX CBSI3EU.

[TepBoHayanbHO B pacTBOpe MOHOCAaxapHia mpeodiiagaeT aHo-
Mep, B KOTOPOM MOJIeKyJia Haxoauiaack 10 pactBopeHus. O6 3tom
CBHJICTEIILCTBYET OIPEICIICHHBI YroJi BpAIlEHUS TUIOCKOCTH TOJIs-
PHM30BaHHOTO CBETA. 3aTeM MPOMCXOAUT M30MepHu3alus ¢ oOpa3oBa-
HHEM BTOPOIro0 aHoMEpa. Yron Bpall€HUA HAYNHACT MCHATHCA BILJIOTH
JI0 HACTYILJICHUS TAYTOMEPHOI'O PaBHOBECHSI. JTO SIBIICHHUE MTOTYIHIIO
Ha3BaHWe — MyTaporarus. [0 pe3ylIbTHPYIOUIEMY YIIIy BpAIIECHs
MOYKHO BBIYHCIIMTE MPOIICHTHOE COJEP)KAHNE aHOMEPOB B PACTBOPE.
Jis rimokonupano3sl 310 36% a-popmbr u 64% - P.

KondopMmannosHsle H30MEPBI

[Ton xoH(popManyeil MoKyl TOHUMAIOT MPOCTPAHCTBEHHOE
pacnoiokeHrne aTOMOB B MOJIEKYJe, 00YCIOBIEHHOE MTOBOPOTOM BO-
KpYyT OIHOM WJIM HECKONBbKUX OJWHApHBIX chrMa-cBs3eil. Hambomee
YCTOMYMBBIM SABIISETCA PACIOJIOXKEHHE C MHHHMAJIbHOW ITOTEHIIH-
anpHOM dSHeprued. CTepeom3oMephl OTIWYAIONIUECs] Pa3HOW KOH-
dopmalueid  Ha3bIBAIOTCS KOH(GOPMAIMOHHBIMU  (TIOBOPOTHBIMH)
n3omMepaMu wim KoHpopmepamu. Ilepexon Mexay HUMH BO3MOXKEH,
HO TpeOyeT PHepreTHIECKUX 3aTpar.

Hukmuaeckne ¢GopMbl MOHOCAXapHUI0B MOTYT MPUHUMATH KOH-
(hopmarum, XapakTepHbIe ISl IPYTHX IMUKIHYECKIX MOJEKYI: Kpec-
710, BaHHA, TBUCT, KOPOHA, KOHBepT. Hanbonee TummyaHa 1 MIECTH-
WIEHHBIX IUKIMYECKIX MOHOCaXapuAoB KOHGOpPMAIIHS KPECio, A
MATHWICHHBIX — KOHBEPT.

< OH
. 2 HO Q OH
: HO
el 4 OH
RN "9o-\o:
- OH
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1 - «xpecnoy»; 2- KOHBEPT; 3 - «TBUCTY»; 4 - «BaHHAY. CripaBa Ha

pPHCYHKE — KOH(OpMAIHsI KPECca0 W KOHBEPT Y MOHOCAXapHI0B caxa-
po3bl (TIr0K03a U (PpyKTO3a).

YriaeBoabl: 0CHOBHbIE NnpeacTaBuTEC/IN.

MoHocaxapuabl

anboo3bl:
CHO CHO CHO CHO CHO CHO
H+OH H——0H H——0OH  H——OCH HO——H H——0OH
CHOH  H——0OH H——o0oH HO——H HO——H HO——H
CHOH  H—— H——0H H——0H HO——H
muUepansaerua : H OH
CH,0H H——0CH H——0OH H——OH
apuTpo3a CH,0H CH;0H CH,OH
pubo3a
rMKKo3a MaHHO3a ranakrosa
Kemo3sol.
CH,0H CH,0H CH,OH CH,OH
o] =) =0 =0
CH,OH H——OH HO——H HO——H
ONOKCUALETOH — H——OH H——OH H——OH
CH,OH CH,OH H——OH
pubynosa Keunynosa CH,0H
pyKTO3a

Tlpouseoomnsie monocaxapuoos.

Anbnocaxapa B OTHOCUTEIIBHO MATKUX YCJIOBUAX OKUCIIAKOTCA C
06p330BaHI/I€M anbOoHOBLIX Kuciom. B CJIy4dac€ IJIFOKO3bI — 3TO TJIIO-

KOHOBas1 KHUCJIOTA. HpI/I HCIOJIb30BAaHUM CHJIBHBIX OKHCIUTEJICH

OKHCIIAETCS TakXKe KOHEYHasi CHUPTOBAs Ipymmna, oopasys IIoKapo-
BbI€ KUCIIOTHI.
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CHO COOH COOH

H OH H OH H OH
HO——H Bry H;0 HO——H HNO, HO——H
H——OH H——OH ©  H——OH
H OH H OH H OH
CH,OH CH,OH COOH
rmoKo3a rMOKoHOBanA rmoKapoBasn
KMcnorta Knucnora

(caxapHas)

YpOoHOBBIE KUCIOTH (OKHCIEHHBIE MO TOCIETHEMY aTOMY) XH-
MUYECKUM MyTEM IMOITYYaroT, 3alUIas OT OKUCIEHUS allbJIeruIHYIO
rpymmny. B opranusme cunaTe3upyrotcs ¢ ydactreMm ¢pepmentoB. Ham-
OoJiee 4acTO BCTPEUAIOTCA TITIOKYPOHOBAS M TalaKTypOHOBAsI KHCIO-
Tbl. OHH BXOZST B COCTaB MHOTHIX T'€TEPOITONHCaxapuoB. [ mokypo-
HOBasl KHCIJIOTa YYacTBYeT B 00€3BpE&KUBaHUN KCEHOONOTHUKOB.

CHO
H OH
HO H
H OH
H OH
COOH
rNiOKypoOHOBas

KMUChnoTa

[Ipu BoccTaHOBIEHUH aNBAECTHAHOW TPYIIIBI 00pa3ylOTCs MHO-
roaTOMHBIE CITUPTHI. [IepBBIM TpefcTaBUTENEM SBISETCS TIUIEPUH.
I'moxo3a BoccTaHaBIMBaeTCS 10 COPOUTA, TAIAKTO3a — A0 AYJIBIIUTA,
MaHHO3a — 0 MAaHHNTA, KCHJI03a — J0 KCHIINTA.

CH,—OH
CH,—OH CH—-OH
CH—-OH HO—- ('IJH

|
CH~OH  HO-CH CH-OH
CH—OH CH-OH CH-OH
CH,—OH CH,—OH CH,—OH
rmuuepuH KCUnur copbuT
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MHOroatoMHbI€ COUPTHI 00JIATAIOT CNAJKUM BKYCOM U HCIONb-
3YIOTCS B MHILIEBOM MPOMBIIUIEHHOCTH, KaK Caxapo3aMeHHUTENH.
[IpucyTcTBYIOT B KJI€TKax pa3inYHbIX PACTEHUI.

[Ipu 3amemieHNH TUAPOKCHIILHBIX TPYII HA aMHHOTPYIITY 00-
pasytorcst amurocaxapa. Hanbosee BakHbIE IPEACTABUTENN — TIIIO-
KO3aMHMH M TaJIAKTO3aMUH. BmecTe co CBOMMM alleTUIMPOBAHHBIMU
MIPOU3BOJHBIMU BXOIAT B COCTaB BAKHEHIIMX IETEPONONUCAXAPHU-
JI0B.

B oOMmeHe BeliecTB MOHOCaXapu/Ibl KaK MPaBHIIO YYacTBYIOT
B BHIC (hocgopubix 3¢hupos. ITepUPUIUPYIOTCS THIPOKCUIBHBIC
IPYIIBI B IEPBOM U KOHEYHOM TMOJI0KECHHH.

lll/lcaxa[ YU TbI

Caxaposa

- TPOCTHUKOBBIN caxap, B ObITy — mpocto caxap. Hucaxapun,
COCTOMT U3 O-TJIFOKO3BI U B-QpyKTO3bl, coenuHeHHBIX o1-2) TIuKo-
3UIHBIMU CBSI3IMH (a-D-riroxonmpano3uit- a(1-2)-B-D-

bpyxTodhypanosa).

BCH,OH ¢

¢ 2
54 OH
CH,OH
on 2 1

[onyaneranbHbie aTOMBI yriiepona 000X CaxapoB BOBJICUEHBI
B TJIMKO3UIHYIO CBSI3b, IO3TOMY Caxapo3a He MPOSBIISIET BOCCTAHAB-
JIMBAOLINX CBOMCTB.

JloOpIBaeTcst M3 caxapHOW CBEKIIBI M CaXapHOTO TPOCTHHKA, TIIE
ee KOHILIeHTpauusa MoxeT pocturath 28%. CoaepKurcsa BO MHOTHX
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¢bpykrax, sronax. Muposoe npousoacTBo B 2013 romy cocraBuio
175 MJIH TOHH.

Jlakmosa -

MOJIOUHBIA caxap. Jucaxapug, MOCTPOECHHBIA U3 TaJaKTO3bl U
rmoko3el  (B,D-ramakrornupanosmia- — P(1-4)-B,D-riorokonupanosa).
ComepxuTcsi B MOJIOKE B KOJTHIECTBE 110 8%.

CH,OH CH,OH
o }—o |5 OH
*C on Yy
OH | ;0 \/ |
aH OH

SIBysiercsi €MMHCTBEHHBIM HMCTOYHHUKOM YTJIEBOJIOB ISl JETEM,
HaxXooAnuxcs Ha TpyaAHOM BCKapMIJIMBaHWHU. Yy B3pPOCJIBIX BCTpEYACT-
Csl HEMEpEeHOCHMOCTh M3-3a MCYE3HOBEHHUS C BO3pacToM (pepmeHTa
JIaKTa3bl, PACHICIUISAIONIErO JIAKTO3y B TOHKOM Kuteunuke. Llmpoko
WCTIOJIB3YETCSl B THINEBOM, (hapMaleBTHUECKONH MPOMBIIIIICHHOCTH.
[Tyrem n3omepu3aIiy 13 JaKTO3bI MOTYYarOT JIAKTYIIO3Y — HE BCTpe-
YAIOMIMICA B MPUPOJAE AuMcaxapui, COCTOSIIMNA M3 TaJIaKTO3bl M
(bpykro3sl. Mcmonmp3yercs B MeIUIIMHE B KaYECTBE OCMOTHYECKOTO
CTaOUTENHHOTO U MMPEONOTHKA.

Manvmosa

- conmonoBhId caxap. [ucaxapun, obpasyrommuiics npu GhepMeH-
TATHBHOM THPOJIHM3E KpaxMaja, B YaCTHOCTH B TPOPACTAIOIIUX 3ep-
Hax (comoze). CocToUT M3 OBYX OCTATKOB 0-D-Timroko3sl, coeanHeH-
HBIX 0 1-4) TIIMKO3UIHON CBSI3BIO.

CH.OH CH,OH

Q 1 4 o
OH OH ~ OH

IH i 1
OH OH

[Ipu ruaponmse ueneil kpaxmana W TIIMKON€HA MOTYT 00pa3o-
BBIBATHCS TpHCAaxapuabl (MaJbTOTPHO3a) U B MECTAaX BETBICHUI AuU-
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caxapuabl, coequHeHHbIe o 1-6) TIMKO3UAHON CBS3BI0 (M30MaNbTO3a
— Ha PHCYHKE HUXE).
CH,OH

O,
OH

OH 0]

Llennobuosa

Jucaxapu, COCTOSIIMN U3 JABYX OCTaTKOB [-D-riiroko3sl, co-
enuHeHHBIX B(1-4) rmuko3umHON cBs3bio. OOpasyercs npu (epmeH-
TaTHBHOM PACIICIUICHUH LEUI0I03bI  (EPMEHTOM  IIEJIIFOJIa30M.
Oco0eHHO WHTEHCHUBHO JTOT TIPOIECC HICT B JKEIyIKaX >KBAaYHBIX
JKHUBOTHBIX.

CH,OH CH,OH
| (0] (0]
N\ OH \’1]\0 o OH ~"\_/OH
HS | |
OH OH

T"omommonucaxapuabl

Kpaxman

CMech MONMMEPOB IBYX THUIOB — JIMHEHWHOro — ammiosbl (10-
20%) u pasBerBieHHoro — amuionektuHa (80-90%). [nuna monu-
Mepa M CTETCHb BETBIICHHsSI OTJIMYACTCsl Y pa3HbIX BUIOB. [locTpoeH
u3 ocTaTkoB 0-D-rimroko3b1. B amuiiose MoHoMepbI coeautens o 1-4)
TITUKO3UIHBIME CBsi3iMH. OTBETBIICHUS B aMHJIONCKTHHE 00pa3oBa-
HBI C TOMOIIEIO 0 1-6) TTTHKO3UIHBIX CBSI3EH.
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OH
CH,0H s CH,OH

|
| o o 0
HO HO OH
i o (o] I_ O— -
OH OH OH

CuHTe3upyercs B XJIOPOIUIACTaX PACTEHHIA, BBIMOJHSCT 3aria-
caroryto QyHkiuio. HakanmiBaercs B ceMeHax, Tuio/laXx M KIyOHsIX.
[IpenmyriecTBO KpaxMana mepej rIFK030H, Kak GopMbI pe3epBUpPO-
BaHUS TJIIOKO3bI, TOMUMO KOMIIAKTHOCTH, 3aKJIFOUAETCSl B TOM, UTO
OH HE CO3/]aeT BHICOKOTO OCMOTHYECKOTO JJABJICHHS BHYTPU KIETKH.

[IInpoko ucnonb3yercs: B NMUILEBOM IpoMblieHHocTH. Harpe-
Banme g0 200-250 rpamgycoB BBI3BIBAECT YACTHUYHOE pa3pyIICHUE
Kpaxmaisa ¢ o0pa3oBaHHeM Ooliee KOPOTKUX (PparMeHTOB — JEKCTPH-
HOB. [Ipn HarpeBaHWW B KUCIIOHN Cpeie — THAPOINU3YyeTcs (ocaxapruBa-
eTcs) 710 TIIIOKO3BI U OJIMTOCAaXapUIOB Pa3IMYHON UTUHBI (KpaXxMallb-
Has maToka). [Ipu HarpeBaHUM BOJHBIX PACTBOPOB 00pa3yeT Telb.

Tnuxoeen

AHanor pacTUTEIFHOIO Kpaxmaia B )XMBOTHOM opranusme. [lo-
CTPOEH aHAJIOTMYHO, HO COCTOUT TOJIBKO M3 Pa3BETBJICHHBIX MOJe-
Kyn. Ilpudem BerBieHue y INIMKOreHa 0osiee BBIPA)KEHO IO CpaBHeE-
HUIO C aMWJIONIEKTHHOM. J[inHa JIMHEHHbIX (parMeHTOB HE MPEBBI-
maer 10-12 MoHOCaxapuIHBIX 3BeHBEB. [lonmrcaxapumaHbie Ienu Kpe-
IATCS K KOPOBOMY O@NIKY — INIMKOIeHHHY. YHCII0 MOHOMEPOB B OJI-
HOI Monekyne MoxeT gocturats 25000. I'TuKoreH HUKOraa He Tui-
pONM3yeTCs MOMHOCTBIO, OJMIOCaxapHuIHbIC 3BEHbs CIIY)KaT 3aTpaB-
KO 111 BOCCTAHOBJICHHSI MOJIEKYJIBI [TOCIIE IIPUEMA ITUILIH.
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T, 1
Sk GApnTA, T
20 b ‘&.‘“

BeimonHsier pesepBHyto (yHKIu0. CHHTE3UPYETCSI BO MHOTHX
KJIETKaX, OJHAKO B 3HAYMTEIBbHBIX KOJMYECTBAX HAKAIIMBACTCS
TOJIBKO B CKesleTHbIX Mbimmax (1-2% maccel) u nedenu (1m0 5-6%).
VYuutbiBas OOJBIIYIO MAccy MBIII] B OPraHU3ME MO CPaBHEHHIO C
MEYCHBIO, CyMMAapHbIC 3amachl TIIMKOreHa Tam Oosbliie (TPUMEPHO
400 r mpotuB 100-120 mst uenoBeka ¢ Becom 70 kr). CIayXUT HCTOU-
HUKOM TJIFOKO3bI B MPOMEXKYTKAX MEKIy MpHeMaMu Nuiim. [ledeHpb
pacxoxyer TIIMKOreH UIS MOAJCP’KaHWs YPOBHS TJIIOKO3BI B KPOBH,
OCTaJIbHBIC TKAaHH — JJIs1 COOCTBEHHBIX HYXKI.

B kauecTBe pe3epBHOro ImoiMcaxapuja HCIOJIb3YeTcs TaKKe
HEKOTOPBIMH TPpUOaMHU B OAKTEPUSMH.

Xumun

Tomononucaxapusi, OCHOBHOE BEHIECTBO JK30CKENETa YIICHU-
CTOHOTUX, KOMIIOHEHT KIIETOYHOW CTEHKH rpuOoB. [To xumMuueckomy
crpoenue - moau-(N-amerun-1,4-p-D-rirrokomnmpaHo3aMiH).

CH20H CH20H
’1 | H‘ | )
N\
oH H 0
\@Q
\ | ¥ | | H
H

I NHCcoOcH3 | NHCOCHS3

XUTHH HE epeBapruBacTCA. B JKCIIYAKE YCIIOBCKA W KUBOTHBIX
MNPUCYTCTBYCT XUTUHA3a, OAHAKO e MMIPUITUCBIBAIOT POJIb 3alIUTHOI'O

21



(akTopa, Tak Kak XUTUH W TMPOAYKTHI €ro Jerpaialud SBISIOTCS
CHJIbHBIMH aJulepreHaMu. B wacTHoOCTH, mpearnonaraercs, 4o auiep-
T'Usl HA JOMAIIHIOI MBUTE 00YCIIOBIIEHA PEeaKkLUWi OpraHu3Ma Ha XH-
THHOBYIO 000JI0UKY TIBUIEBBIX KJICIICH.

SIBnsieTcst chlpbeM Ul IOJYYEHHsI XMTO3aHA — JEaUETHIIUPO-
BAaHHOI'O TPOU3BOAHOrO. XMHTO3aH MCIOJB3yeTcss Kak a00aBKa B
KOpPM >KHBOTHBIX, JIJIsl K3TOTOBJICHHS JICKAPCTBEHHBIX ()OPM, B MUILIC-
BOIl MPOMBIIIJIEHHOCTH, B KayecTBe bA/I.

Iexcmpan

Pa3BeTBiEHHBIN TOMOIIOJIUMEP O-TJIFOKO3bl, OCHOBHAS LIEMb KO-
Toporo obpaszoBaHa o(1-6) IIMKO3UIHBIMU CBS3SIMH, a2 OOKOBBIE OT-
BeTBJIcHHs popMupyrorcs 3a cueT a1-3) cBs3eid.

--}--0-cH,

OH
a-1,6

Cunresupyercs psnoM OakTepuii, Hamboiee U3BECTHAS U3 KO-
Topbix Leuconostoc mesenteroides. He miepeBapuBaercst B )emy104-
HO-KUIIIEYHOM TpakTe uenoBeka. IIIupoko ucronbp3yercs: B MEIUIUHE
(TIONTUTITFOKWH) JJIS1 BHYTPUBEHHBIX BIMBaHUIA.

He myrath ¢ 1eKcTpuHaMy — OUrocaxapHuIaMu, KOTOpble 00pa-
3yIOTCSI IPU (pparMeHTalK MOJIEKYJI KpaxMalla WM TJIMKOTeHa MOX
neiictBreM (epMEHTOB MO0 MPU HaTPEeBaHUU.

Lennronosa.

JIMHEeHHBI TOMOITONUCaXapua, COCTOSIINNA W3 ocTaTkoB [-D-
TIIFOKO3BI, coequHeHHbIX [(1-4) rmmKo3uaHBIMU CBSI3sIMU. Bxoaut B
COCTaB KJIETOYHBIX CTEHOK PacTeHUH. MOJEKYIIBI IeJUTFOJIO3bI UMEIOT
JUIMHY B 2-25 ThICAY TJIMKO3UIHBIX 3BEHBEB.
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B KJ1€TOYHBIX CTEHKaX MOJICKYJIbI IEJUTFOJIO3bI O0bEIUHSIOTCS C
MOMOUIBI0 BOJOPOAHBIX CBA3E€H U B3aumojencTtBuil Ban-/lep-
Baansca B suHelHBIE arrperatbl - MukpoduOpwuibl. IlocnenHue
CTaOMJIM3UPYIOTCS TIONMEPEYHBIMU CIIMBKAMU JPYI'MX IJIMKAHOB (Te-
MHUIIEIIIION03) U 00pa3yIoT TPEXMEPHYIO CTPYKTYPY B relic00pa3sHOM
MaTpPUKCE U3 IIEKTHHOB.

I'eTepononncaxapuibl.

T'enapun —

[JINKO3aMUHOTJIMKAH, COCTOSIIIIMH 13 MOBTOPSIIOILUXCS TUMEPOB
Cynb()aTUPOBAHHOTO TJIFOKO3aMHHA M YPOHOBOM KHCIOTBI, COEIU-
HeHHBIX o (1-4) rimko3uaHBIME CBs3sMH. Yamie Bcero 3to 6-O-
cyabdat, N-cymbdar-a-D-rimrokozamun-o(1-4)-2-O-cynbdar- o-L-
HUIYyPOHOBOW KHCIOTBHI.

[onucaxapuaHble Leny NPUCOESANHEHBI K OEIKOBOMY KOpY, IO-
CTPOEHHOMY B OCHOBHOM W3 TJIHIIMHA W CepHHA. J[Be TpeTu ruapo-
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KCHUJIBHBIX TPYIII MOCICAHETO 3TCpI/I(bI/IHI/IpOBaHO YIJICBOAHBIMU 11€-
IIsIMH.

NH-SO3~ H 0S803” |n

6-0-cynbdart, N-cynbdpar 2-O-cynbdat
a-D-rnokosamuna a-L-MaypoHOBO KMCAOTbI

B cBsi3u ¢ 0OIBIINM KOJUYECTBOM CYJIb(AaTHBIX TPYII 00J1a1a-
€T CaMbIM BBICOKAM K3 OHMOJOTMYECKUX MOJEKYJ OTPHIATEIBHBIM
3apsyioM. J[iMHA monrcaxapuaHbIX (parMeHTOB CHIILHO BapbHpYeT,
MI03TOMY MOJIEKYJISIpHAs Macca MOXKeT kojebatscs ot 3 10 40 x/la.

OO0pazyercs W HaKaIUTMBAETCA B TYYHBIX KIIETKaX, OTKyJa CEK-
peTupyercsi B COCYIHUCTOE PYCIO B MECTax MOBPEXKICHUS TKaHEH.
[peamonaraercs, YTO OH OCYIIECTBISIET 3AIIUTY OT MPOHUKHOBEHHS
B OYar NopakeHHUs OAKTepHUil U TyKEPOTHBIX MOJIECKYIL.

B MenuiuHe ncnonb3yercs, Kak aHTHKOATYJISIHT TIPY JICYCHUH H
PO ITAKTHKE TPOMOIMOOIMIECKUX COCTOSHUH; TSI TIPEIOTBPAIIIe-
HUSL CBEPTHIBAHMS KpOBH IN Vitro. MiMeeT B cocTaBe IeHTacaxapui-
HYIO TOCJIE0BATELHOCTh, KOTOPOU MPUCOCIAMHSCTCS K aHTHTPOM-
ouny lll, aktuBupys ero. IlocnemHuii OJIOKHPYET aKTUBAIIUIO TPOM-
OvHa W psia Opyrux (akTopoB CBEpTHIBaHUS. DpaKIMOHUPOBAHHE
MPHUPOAHBIX TEMApUHOB MO3BOJSET MONYYUTh (PPAKIUIO C MOJICKY-
nspHOit Maccoit B 12-16 k/la, obmagaromryro 6oiee BEICOKOH yAenb-
HOU akTUBHOCTHIO. CO3/1aHbI, TAKIKE MONYCHHTETHYSCKAE HU3KOMO-
JICKYJISPHBIC TeMapUHBI

Tuanyponosas xucioma.

OCHOBHOW TreTeponoiaucaxapusl BHEKIETOYHOTO MaTpUKCa CO-
€IMHUTENbHON TKaHU. B cHily BBICOKOH TMTPOCKONUYHOCTH MOIJIEP-
KHUBAET TYProp KOXH, SIBJSIETCSI OCHOBHBIM KOMIIOHEHTOM OHOJIOrHU-
YyecknX cMa3oK. COBMECTHO C APYTUMH INIMKO3aMHUHOINIMKAHAMU OTI-
penensier AMacTHYHOCTD XPSIIEH.
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[octpoena u3 ocratkoB B-D-rmokypoHoBoii kucioTs! U -D-N-
AIeTUITIIIOKO3aMHHA, COeTMHEHHBIX MeKAy cobol B(1-4) rmuko3ua-
HBIMH  CBs3siMH.  JluMepsl  Mexay coboi  cBszanbl  (1-3)-
TIIMKO3UIHBIMH CBS3IMHU. X KONMMYECTBO B OMHON MOJIEKYJE MOXKET
nocturath 25000, a MonekynsgpHas Macca MOJEKYJIBl MOXKET MPEBBI-
mates 20 MIIH JaJIbTOH.

COOH CH,OH COOH
0 B(13) 0 B(1-4) 0
0. OH 0 o. < OH
-
HO
OH NHCOCH,  OH

Psn OGuonormuecknx >¢(eKTOB THATYPOHOBOW KHCIOTBHI OMO-
cpenyercs ee peuentopamu CD44.

I'mamyponoBast kuciora ObICTpO 0OMEHHBAETCS B OPraHU3ME.
[IpumMepHO TpeTh MOJIEKYN pacrajgaeTcsi U PEeCUHTE3UpyeTcs 3a Cy-
TKH. Onurocaxapuisl, oOpasyronuecs: Ipu Jerpananun, o0JagaroT
COOCTBEHHO! OMOJIOTUYECKOW aKTUBHOCTEIO.

Xouopoumuncynvghamoi

BMmecte ¢ npyrumu IiMKO3aMHHOIVIMKaHAMM BXOJAAT B COCTaB
MEXKJIETOYHOIO BEUIECTBA COCOUHUTENBHOM TKaHW. BakHelmme
KOMIIOHEHTBl ~XpSAIIEBOM TKAaHH, ONpENeNsIolue ee yIpyro-
anmactudeckne cBorcTBa. CocTosT M3 ocTaTKoB [-D-TmrokypoHOoBOI
kucnotel ¥ N-amermnranakro3aMuHa, COCOUHEHHBIX IIOOYEPERHO
B(1-4) m B(1-3) raumko3ugHBIME CBs3SIMHU. N-alleTHITIaIaKTO3aMIH
MOKET OBITh Cynb()aTHPOBAH B YETBEPTOM (XOHIPOUTHH-4-CyIbdarT),
IIECTOM (XOHIPOUTHH-6-cynb(dar) mim 0OOMX ITONOKEHUSX (XOH/I-
poutuH-4,6-cynedat). MHorna cynbdarHas rpymnma MOXKET MPUCYT-
CTBOBaTh U BO BTOPOM IOJIOKEHUH TIIIOKYPOHOBOI KHCIIOTHI.
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ZCOR1

CH3
n

Hekoropsle oCTaTKH TIIIOKYPOHOBOW KHCIIOTHI IIOABEPTarOTCs
SMUMEPU3aLUH B UIYPOHOBYIO KUCIIOTY, U TOTJA TaKOH INIMKO3aMH-
HOTJIMKAaH HOCUT Ha3BaHUE JAepMaTaHCyb(ara.

Henn xonmpouTuHCyNb(daTa B MPOTEOTJUKAHAX TPHCOCHHS-
FOTCS K OCTaTKaM CeprHa KOPOBBIX OEIKOB.

[HI/IPOKO MIPUMEHACTCA B MCIUIUHE B KAYECTBC XOHAPOIIPOTEK-
Topa.

Kepamancyrvpamol

Conepxarcss B XpsIIEBOM, KOCTHOM TkaHH, poroBuie. Ilpen-
CTaBJIAIOT COOOM MmojuMep, MOCTpOoeHHbIN u3 -D-ramakrossl u 6-O-
cynbdar-N-amerunranakrozamuna, coemuHeHusix P(1-4) u P(1-3)
TJINKO3UIHBIMU CBA3SIMH. BXOIWT B cocTaB arrpekana XpsIieBou
TKaHH U TEJI0T0 PsJia APYTHX MPOTEOTITUKAHOB.

HO3SOCH; ==
]

H 0 |

H ! KeparaH-

H i medat
OH H | cynbd

H OH H NHCOCHg__:n

)
Ocrarok Ocrartok
D-ranakroasl N-aLeTHNrnioKo3amMuH-
-B-cynbdhara

CxeMaTHYHOE CTPOEHHE MPOTEOTITMKAHOB MEKKIETOUHOIO MaT-
PHUKCa XPSIIEBON TKaHU:
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XOHAPOUTUH cynbdat

KepartaH cvnbd)a'r/
\
(IO
il

ﬁ(}')w x\oposblﬁ 6enok
17

NMHKEepHbIA 6enok

{
rManypoHoBas
Kucnorta

- arrpekaH

Morekynbl arrpekaHa, COCTOSIIUE U3 KOPOBOro OeJKa C MpH-
COCIMHEHHBIMH K HEMY IOJIMCAXapUIHBIMU MEMSIMH XOHAPOUTHH
cyibdaTa UM KepaTtaH cyiab(ara, C IMOMOIIbI JHUHKEPHBIX OCIKOB
(bUKCHPYIOTCS HAa HUTH THAIYPOHOBOW KHCIOTHL. Takas CTpyKTypa
o0najiaer BBICOKOW 3JaCTUYHOCTHIO U MPOYHOCTHIO OJJHOBPEMEHHO,
YTO TIO3BOJISIET XPSIIaM BBITIONHATH (DYHKIIMIO aMOpPTH3aTopa B CO-
WICHEHMIX KocTel. Hanmpumep, B MEXITO3BOHKOBBIX IHCKaX.

Temuyennionosnt

Bosbiiiasi rpymmna BeHIeCTB, BXOMAIINX B COCTaB KICTOYHBIX
CTEHOK PACTEHHI: KCHJIAHbI, TIIOKYPOHOKCUIAHBI, apaOMHOKCHIIAHBI,
TJIFOKOMAaHHAHBI, KCHJIOTIIOKaHbl. KCHIIaHBI — TpPeTHHl 10 pacipo-
CTPaHEHHOCTH OMomoNIuMep Ha 3emiie (IOCIe MEJUTFOI03bl U JINTHH-
Ha).

SIBRSIOTCS TETEpOINoIcaxapuIaMy, TOCTPOCHHBIMHU U3 Pa3IHy-
HBIX T'€KCO03, IEHTO3 M YPOHOBBIX KHCIJIOT. Yarie BCero B TeMHUIeIITIo-
J03aX BCTpedyaercs KCHI03a, MaHHO3a, TIII0K03a, TalakTo3a U apadu-
HO3a. Monomepsr coemuHensl B(1-2), B(1-3), B(1-4), P(1-6) rmmxo-
3UAHBIMHU CBS3IMH. VIMEIOT aMOpHYIO CTPYKTYypy M Y4acTBYIOT B
MIOCTPOSHUH KJIETOYHBIX CTEHOK y pacTeHuid. B ormimume ot memtro-
JI036I MOJIEKYJTBI T€MUIIEIITION03 PAa3BETBICHHbBIE H 00JIee KOPOTKHE.
UYucno monomepos — 500-3000 (y wemmtonossl — 7-15 thIC.). OTHO-
CSITCSI K TPYIIIIE MUIIEBBIX BOJIOKOH.

HUnynun
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I'omomonuMmep, nenoyku kotoporo coctosT u3 30-35 octaTKoB
¢pykrossl. [Ipeamonaraercs, 4To CHHTE3 HAUYMHAETCS C MOJIEKYIIBI
caxaposbl, IO3TOMY B CTPYKTYpE BCErAa €CTh OJJHa MOJIEKYJa TIII0KO-
3bl. Mcnonb3yeTcss Kak pe3epBHBIM MOJIHMCAXapH] Y MHOTHUX pacTe-
HUl. B yacTHOCTH, HaKaruIMBaeTcsl B KIyOHSIX TOMMHAOypa, Teopru-
Ha, JIOITyXa, OlyBaHYHUKa.

HO

0]
HO

OH

He nepeBapuBaercd M OTHOCUTCA K HUIIEBBIM BOJOKHaM. Mc-
MOJIb3YETCS JUIs TOoIy4YeHHust (PPYKTO3bI U IS U3ydeHus QUIbTPaIiH-
OHHBIX CIIOCOOHOCTEH MOYEK M IMOUECUHOr0 KPOBOTOKA.

Tlexmumur.

IMonmcaxapuabl 00pa3oBaHHbIE, TTIABHBIM 00pa30M, TajlakTypo-
HOBOM KHCJIOTOM U €€ MTPOU3BOIHBIMH.

METOKCHIaNaKTYPOHOBaA KMCNOTa

OTtnuuaroTcst BUAOBOM cnenn(UYHOCTBI0 U MOTYT COZIEpXaTh B
CBOEH CTPYKType Apyrue MOHOcaxapHibl. BXomsiT B cocTaB KJIE€TOY-
HBIX CTEHOK HE OJIPEBECHEBLIMX YacTed Ha3eMHBIX PAcTEeHHH, ILIO-
JoB. Bmecre ¢ memmono3oil, XUTHHOM, TeMULEIUIIONO3aMU M TIP.
BXOZAT B YMCJIO TaK HA3bIBAEMBIX ITUIIEBBIX BOJIOKOH — HE II€PEBAPH-
BaEMBbIX MOJIMCAXAPHIOB.
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Hcrnonb3yroTess B MHUINEBON MPOMBIIIICHHOCTH B Ka4eCTBE CTa-
OMIIN3aTOPOB M Teneodpa3oBaTeneii.

Tlenmuooenuxan (mypeun)

KoMMmoHeHT KJIeTOYHOH CTeHKH OakTepwii, MpeacTaBIISEOLINH
co0oli Hepa3BETBIICHHBIN T'€TEPONOIMMEpP, COCTOSAIINN U3 Yepeayro-
mmxcss octatkoB N-amerwnrimroko3amuHa u - N-aneTwiMypaMoBoi
KHACIOTHI. HUTH monmucaxapuaa CIIMTH MEXAy COOOW MEeNnTHIHBIMH
(dparmentamu. OOpa3yercs sdencras CTPYKTypa, Hpujaroinas Kiie-
TOYHOHM CTEHKE IPOYHOCTh U YCTOMYUBOCTH K OCMOJIU3Y.

Aeap (acap-azap)

[onmucaxapua KIETOYHOM CTEHKHM HEKOTOpPbhIX Bogopociei. Coctonut
MOJIEKYJT IByX THIIOB: arapo3bl M araporeKTuHa. Arapo3a — JHUHen-
HBIN reéreporoiincaxapu, COCTOSIHII/Iﬁ W3 TrajlaKTO3bl MU aHTUuJapora-
JIAKTO3BI.

6
[ CH,OH H
HO t—0
‘ |//H 0

{4 :*,x’”O 4 \ 1
| H /| INH HO /|
l H>41 2/ H Nl 2/ H
: ‘ ]
| -O H OH (0] H In
B-D-lanawr

ATaporieKTHH YCTpOeH Ooliee CIOKHO W BKIIOYAET Pa3TUIHbBIC
3aMECTUTENH B MOJICKYJIC TaJaKTO3bl, BKJIFOUYAs Cyab(aTHbIC IPYIIIEI.

[IInpoko MCTIONB3yeTcsl B MUIIEBOM IPOMBIIIIEHHOCTH B Kade-
CTBE JKEIUPYIOUIEr0 areHTa, B MUKPOOHOJIOTUYECKON — Uil TPHUTO-
TOBJICHHSI IUIOTHBIX NMHUTATEIBHBIX Cpel. Arapo3a Hallla HIHPOKOe
NPUMEHEHNE B MPAKTHKE OMOXMMHUYECKUX HCCIECOBAaHHN: B XpoMa-
Torpadun, anekrpodopese, UMMYHOIIOTHIECKHX METO/Iax.

JIMIIU AbI

OTOT Kjacc BCIIECTB HACTOJBKO pa3H006pa3eH, 4TO OaTh EMYy
ONpECACIICHUC, OCHOBBIBASICH HAa XUMHUYCCKOM CTPOCHHUH, OKA3aJIOCh
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BeCcbMa 3aTpyAHUTENBHBIM. Kak mpaBumiio, 3T0 HEpacCTBOPUMBIE WU
IJIOXO PaCTBOPUMBIE B BOJE BELIECTBA, KOTOPHIE SKCTPATUPYIOTCS U3
OMOJIOTMYECKOT0 MaTepuajia OPraHWYECKUMU PACTBOPHUTCISIMU. 3a
HEUMEHHEM JIyYIIIer0, 3TO UX CBOWCTBO M OBLIO MOJIOKEHO B OCHOBY
ornpeneneHus: «JIunuabpl — 3To OMOJIOTUYECKUE MOJIEKYJIbI, PaCTBO-
PUMBIC B HEMOJISIPHBIX OPTaHUYECKUX PACTBOPUTEIISIX.

Knaccupuxauus.
CyllecTByeT HECKOIbKO KJIAaCCU(UKAILIUH JIUTHIOB.

B OILHOI71 U3 HUX JIUIIUABI ACIIATCSI HAa OMBUISIEMBIC 1 HECOMBLIIAC-
Mble. K HeOMbBUIsIEMBIM JIMnuaaM OTHOCAT CTCPOUABI U PAO APYTrUX
ruipooOHBIX  BemiecTB. OMBUISIEMBIMH ~ Ha3bIBAIOTCS  JIMIIUJIBI,
HUMCIOIUE B COCTABE )KUPHBIC KUCIIOTHI. B MPUCYTCTBUU IICTIOYU OHU
THAPOIM3YIOTCS (OMBIISIOTCS) ¢ 00pa3oBaHUEM cojied KapOOHOBBIX
KHCTOT (MbUTA). JIMMHIBI 3TOW TPYMIIBI MOIPA3AEISIIOTCS Ha POCThIE
u cnoxHsble. [IpocTeie pencTaBisaroT co00i 3(HUPBI CIUPTOB U JKUP-
HBIX KUCIIOT ¥ COCTOSIT U3 ATOMOB YIJIEpOa, BOJIOPO/Ia H KHCIOPO/a.
CHoXKHBIE JIOTIOTHUTENBHO COJIEPKAT JAPYrHe aToMbl (a30T, dhocdop u
11p.). Co)KHBIE TUIMAABI TTOAPA3ICISIIOTCS Ha TIMIepodocd oMbt
Y CUHTOIUIHUABI, B 3aBUCUMOCTH OT CIHPTA, KOTOPHIN JIGKHUT B OC-

HOBE WX CTPYKTYPHI.

[ npocreie | [cnoxubie]  [afKosaHOMAR
- KapoTuHougpl | | CTEPOMASI

]

1
- XUpHEIE KNCNOTEl] Msocm
HEMTPATBHEIE | | & b aernabl v (oo ]

1
xupbl CNpTI
rMuepo | chuHro

dochonunugel dochonunmugbl TAMKOAMNUAG

Komuccuelrr mo omoxmmuueckoir HomeHkimatype |IUPAC-1UB
(International Union of Pure and Applied Chemistry — International
Union of Biochemistry) paspaborana mexayHapoaHas Kiaccu(uka-
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uus. ITo coctostnuto Ha 20 mapta 2017 roja oHa BBIACISET BOCEMb
KJIACCOB JIMUMHUOB: >KUPHBIC KHUCIOTHI, TJIHICPOIUIIHUIbI, TIUILEPO-
(hochonmunu b, COUHTOTUTUIBI, CTEPOIIBI, TTPEHOJIBI, CAXaPOTUITHIBI,
MOJIMKETUIBI.

1. XKupHble KUCIOTHL

D10 KapOOHOBBIE KUCIOTHI C JIMHOW Iienu oT 4 10 28 aToMOoB
yIJIepo/ia C HATMYMEM WJIM OTCYTCTBUEM JABOMHBIX CBS3EH.

ITo pyrHe 1Ieny IeATCsS Ha KOPOTKOIEoYeUHbIe (TIATh U MEHEe
aTOMOB YIJIepoJia), co cpeAaHel mmHou mernu (6-12), MIMHHOIETO-
yeunbie (13-21) u ¢ odeHp JIMHHON 1enbio (Oonee 22). Uucmo aTo-
MOB yTJIepo/ia KaK MPaBHIIO YETHOE, MTOCKOJbKY OHU CUHTE3UPYIOTCS
W3 NBYYTJIEPOMHBIX MOJIEKyn — aneTuin-KoA. HederHoe umcio ato-
MOB BCTPEUACTCS Y PACTCHUM W MHKPOOPTaHU3MOB. Y KBAYHBIX KH-
BOTHBIX TaKWe KUPHBIC KUCIOTHI 00pa3yroTcs B pyOIle U, COOTBETCT-
BCHHO, ITONMagaroT B JIMIINABI MOJIOKA U TKaHEeu.

JKupHble KUCITOTHI, HE UMEIOIINE JBOMHBIX CBSI3€H, Ha3bIBAIOTCS
HACBHITIICHHBIMH, C OJHOW — MOHOHEHACKHIIIEHHBIMH (MOHOCHOBBIMU),
¢ HeckolbKMMH — nojuHeHachlmeHHpIME ([THXXK, noaueHoBBIMM).
JIBOlHbBIE CBSI3M B MPUPOAHBIX KUPHBIX KUCIOTAaX Kak MPaBUJIO He-
CONPSHKEHHBIE, TO €CTh pa3zielIeHbl METUIIEHOBBIMU MOCTUKAMHU.

JKupHbIE KUCIOTHI C ABOMHON (IBOMHBIMM) CBS3SIMHM Jajiee Je-
BATOT'O aTOMa yTiIepojia, CYUTas OT KapOOKCIIIBHON TPYIIIBI, HE MO-
TyT OBITh CHHTE3MPOBAHBI B OPTraHU3ME KHBOTHBIX, JOJDKHBI TTOCTY-
MaTh C MUIIEH W TIOITOMY HAa3BIBAIOTCS HE3aMCHHMBIMH (DCCEHITH-
anbHBIMK). CTPOro TOBOPS, HE3aMEHUMBIMU SIBIISTFOTCS U3 -6 psiaa —
JIMHOJIEBAsI KUCIIOTA, U3 M-3 — o-JIMHOJIeHOBas. OcTallbHBIE ITpeIcTa-
BHUTEITH MOTYT OBITH CHHTE3UPOBaHBL. OIHAKO, MOITHOCTH ATUX (hep-
MEHTATHBHBIX CHCTEM Y XUBOTHBIX B COCTOSHUU OOECTIEYUTH JIUIIH
5% ot noTpeOHOCTH.

JIBOWiHBIC  CBSI3M, KaK IIpaBHJIO, HaXOmiATCI B IIHC-
KOH(Urypanuu. 13 jKUBOTHBIX TPAaHCH30MEpHI BCTpEYaeTCs y jKBaU-
HBIX, KaK IPOIYKT MHUKPOOHOT0 MeTadonmn3ma B pyorre.

Luc-koHdurypanusi ABOMHBIX CBSI3ed OYEHb BakKHA, TAaK Kak
00ycClIOBIMBAeT HENMHEHHYI0 (opMy Moisekyd. M3rudbl >KHUpPHBIX
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KHCJIOT B cocTaBe (Poc(oNUIUIIOB «Pa3phIXJIIIOT» MEMOpaHbl, obec-
re4rBasi HEOOXOJAUMYIO TEKYUYECTh.

13220

naneMHUTHHOBAA nUuHonesanA apaxmooHoBan
onenHoBanA nNUHONeHOBaA
https://en wikipedia.org/wiki/Fatty_acid#/mediaFile:Isomers_of oleic_add png

Bosibiiioe KoIM4ecTBO TPAaHCH30MEPOB JKUPHBIX KHCJIOT 00pa-
3yercsi Ipu JI€30JI0pUPOBAHMUN MACEI U T'HJIPOr€HU3alMU PaCTUTEN b-
HBIX JKAPOB, B YaCTHOCTH IIPU MPOU3BOICTBE MaprapuHa. TpaHCKH-
pbl HEraTUBHO BIIMAIOT HA 3/I0POBbHE UEJIOBEKA, U MX COJIEPKAHUE B
MPOIYKTaX MUTAHMS PErJIaMEHTHPYETCSI BO MHOTHX CTpaHax.

HOMeHKJIaTVDa KHUPHBIX KUCJIOT.

Tpusuanvras HOMeHKIAMYpa — WCTOPUUECKU CIIOKHBIIASCS -
IIAPOKO HCIIOJB3YeTCs Il 00O3HAUECHHMS HauOOJee 4acTo BCTpe-
YaKOIIMXCS JKUPHBIX KUCIIOT. Hampumep, majibMUTHHOBAS, OJICHHO-
Basl, apaxuJI0HOBASL.

Cucmemamuueckas HOMeHKamypa, PEKOMEHTOBaHHAS
IUPAC, crneayer mpaBmiiaM HOMEHKIIATYPBI OPraHUYECKUX COEIMUHE-
HU. B Ha3BaHMU yKa3bIBaeTCs PoAOHAyYabHAs CTPYKTypa, KOH)H-
Typaiys U PacIioioKeHUE JBOMHBIX CBS3CH, CUMTAs OT KapOOKCHIIb-
HOH IpynibL

Homenxnamypa Lipid Numbers. Brayane ykasplBaercst 4ucio
aTOMOB yTIIEpOAa M Yepe3 ABOCTOUYHE KOJMMYCCTBO IBOMHBIX CBS3EH.
Haitee nocne OyKBEI Tpedeckoro andasura (A WU ®) WIK B CKOOKax
YKa3bIBACTCS ATOM HIIM aTOMBI yTIIepoa, Y KOTOPBIX PacIIoiIararTcs
otH cBs3u. Ecau cder Bemercsl OT KapOOKCHIIBHOM T'PYIIIBI, YKa3blI-
BAIOTCS BCE aTOMBI YIJIEpOa, Y KOTOPBIX HAYWHAIOTCS IBOMHBIC CBSI-
3u. Hanpumep, o-nmuHosneHoBas kuciota - 18:3A9,12,15. Eciiu atombl
yIJIepoJa CUMTAKOTCS OT KOHCUHOM METHJIBHOW TPYIIIBI, TO IOCIe
3HAYKa (0 YKa3bIBACTCS JIMIITL HOMEP aToMa, Y KOTOPOT'0 PacIIoIOxK e-
Ha 1iepBas (C KOHIIA) IBOWHAS CBSI3b. O-TMHOJIEHOBASI KUCIOTA B ATOM
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ciyuae Oyzaer ooozHauyeHa kak C18:3w3, a apaxunonosas - C20:4w6.
Pacrionoxxenue qpyrux ABOHHBIX CBSI3EH HE YKa3bIBACTCS, TOCKOJIBKY
ABTOMATHYECKH MPEAIIONaraeTcsi, YT0 OHU CIEAYIOT OJHA 3a PYroi
4epe3 METUIJIEHOBBI MOCTHK.

(O]

12 9 6 3 1

H J— — - J—

1 o 9 12 15 18

Orta HOMEHKJIaTypa MO3BOJISICT Pa3/Ie/IuTh MOJTMHEHACKIIICHHbIC
JKUPHBIC KUCTOTHI Ha JIBE TPYHMBL: ®3 U ®6. Ee J0CTOMHCTBO B OTHO-
CUTEJIBHOM MPOCTOTE U JIEPKOCTH 3allOMUHAHUS, a TAKKE B TOM, 4TO
JeleHrne Ha ®3 B ®6 HeceT OHOJOrMYECcKyIO IIeIeCO00Pa3HOCTb.
JKupHble KUCIIOTHI B IIpejeiaXx IPyIil KMEIOT 00IIHe TyTH OUOCUHTE-
3a M UCIOJIb30BaHMsI B )KUBOTHOM opraHusme. HempocraTtok — B TOM,
YTO OHA MPHUTOAHA JUIsi 0003HAUCHHsI HanOoJiee U3BECTHBIX U YacTO
BCTPEYAIOIINXCSI JKUPHBIX KHCIIOT.

MOHOHEHACHITIICHHBIC JKUPHBIE KHUCIOTHI, KOTOPHIE CHUHTE3H-
pYIOTCA Y )KUBOTHBIX, HAIPUMEp, OJICMHOBAS U MaJIbMHUTOOIEHHOBAS,
10 9TOW HOMEHKJIAType HA3hIBAIOTCA 09 M 07 KUPHBIMU KHCIOTaMH.

Paznoobpaszue scuprnuvix kuciom.

B Tabmuiie mpemcraBieHBl JKUPHBIE KUCIOTHI, MMEIOIIIE HAaU-
OosbllIee 3HAYEHNE IS JKUBOTHBIX.

Hazpanwme Homenknatypa Lipid Numbers
[ManeMuTHHOBAS 16:0 16:0

CreapuHOBas 18:0 18:0

ITansMUTOOIENHOBAS 16:1(9) 16:1w7
OnenHoBast 18:1(9) 18:109
JIunonepast 18:2(9,12) 18:2w6
O-JIMHOIIEHOBAs 18:3(9,12,15) 18:3w3
Y-JTHHOJICHOBAS 18:3(6,9,12) 18:3w6
ApaxuoHoBas 20:4(5,8,11,14) 20:406
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Diiko3aneHTacHOBas 20:5(5,8,11,14,17) 20:5m3
Jloko3arekcaeHoBast 22:6(4,7,10,13,16,19) | 22:6m3

W06 u W3 - dHcupHvle KUCTOMbL.

SIBnsrorest cyOcTpaTaMu ISl CHHTE3a DHK03aHOMAOB. [IpHuem,
W3 KaXJIOW Pa3sHOBHMJIHOCTH OOPAa3yOTCS Pa3InYHbIC 3MKO3aHOMIBI,
JICHCTBHE KOTOPBIX Ha (PU3UOJIOTHYECCKUE U OMOXMMHUECKUE TIPOIIeC-
Chl YacTO IIPOTHUBOMOJIOKHO. KpoMe Toro, m6 )HUpHBIE KUCIOTBI MO-
I'YT MOJIaBJIsATH 00Pa30BaHKUE SUKO3aHOUIOB U3 -3 JKUPHBIX KUCJIOT.
[ToaTOoMy cunTaercs, 9To B MHUIIE MEKIY HUMHU JOJKHA COOTFOIAThCS
onpenenennas mporopius. CooTHomenne ®3/m6 TOKHO COCTaB-
a1k 1:2 - 1:4. B T0O ke BpeMs1, Ipu OOBIYHOM PAITMOHE MMUTAHKS OHO
cocrapisier 1:20 u gaxe 1:30. [IpuunHa 3aKIIFO4aeTcst B TOM, 4TO -6
JKUPHBIC KHCIOTHI 00JIee JOCTYITHBI, TaK KaK B OOIBIIIOM KOJIWYECTBE
colepKaTcsl B pPaCTUTEIBHBIX MaciaxX. B To e Bpems, s moryde-
HUS ®-3 HEOOXO0UMO YHOTPEOISITh B IIUIIY MOPEIPOAYKTHI. boJibIie
BCEr0 MX COIEPIKUTCS B KUPE XOJOTHOBOMHBIX (apKTHUUECKUX U aH-
TapKTHUECKNX) pbIO. VCKIToueHneM SIBIISIETCS O-JTMHOJICHOBAs KH-
CJI0OTa, KOTOPOH MHOTO B HEKOTOPBIX PACTUTENBHBIX Maciiax, HalpH-
Mep, B JIbHSIHOM.

w9 — IAHCUPHBIE KUCTIOMDBL.

Hawnbornbiiee 3HaueHNE UMEIOT OJIEHMHOBAS M dPYKOBAs JKHUP-
HbIe KHCITOTHI. OJIEMHOBAsT — OCHOBHAS JKHPHAs KACIOTa OJTHMBKOBOTO
Macjia - HE SBIISICTCS HE3aMCHHUMOW W MOXKET CHHTE3HPOBATHCSI B
KJIETKaX KUBOTHBIX.

OpykoBast kuciaora (22:1) B OONBIIMX KOJIHYCCTBAX COACP-
KHUTCS B Macje KallyCTHBIX — parce, ropuuIle, cypenke. B psne uc-
CIICIOBAaHUI Ha XKMBOTHBIX OBLIO ITOKAa3aHO, YTO OHA BBI3BIBACT JKHU-
POBYIO THCTpOodUI0 MHOKap/a, edeHu, MbImI. M, XoTd, nccienosa-
HUSI Ha JIIOSX HE TTOATBEPIMIIN ONAaCeHHsI, BO MHOTUX CTpaHaxX BBe-
JICHBI 3aKOHOJATEIIbHBIC OTPAaHMYCHUS Ha COAEPKAHNE IPYKOBON KH-
CIIOTBI B PAlMOHE MUTAHHS, W MPOBOAATCS PAOOTHI 11O BBIBEICHUIO
HU3KO03PYKOBBIX (2-5%) copToB parca.
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https://en.wikipedia.org/wiki/Eicosapentaenoic_acid

CnekTp KUPHBIX KHUCIOT B JKMBOM NPHUPOJE OUYEHb IIHPOK.
TonbKo B pacTeHUSX HACUUTHIBACTCSI OOJIEE YETHIPEXCOT Pa3HOBH/I-
Hocteil. Cpeau HHUX Pa3BETBICHHBIC, THAPOKCU-, KETO-, SIMOKCHU-,
aMHHO, HUTPO-, IUAHOKUPHBIE KUCTOThl. HEKOTOphIE UMEIOT B CBOEM
CTPYKTYpE KapOOIUKIMYECKHUE U TETEPOIMKIMUYECKUE CTPYKTYPHI,
JIOTIOJIHUTEITbHBIC KaPOOKCHIIbHBIC TPYIIITHI.

B a1y e rpynmy (kupHbIX KuciaoT) o pekomenaanuu IUPAC
OTHECEHBI JKUPHbBIC CIUPTHI, ajbJCIU/Ibl, 3PUPbI U aMUbl KUPHBIX
KHUCJIOT, DUKO3aHOU/IBI.

Bocku.

K adupam KUpHBIX KUCIOT OTHOCSATCS BOCKU. B MX cocraB BXO-
JIUT OHO- WIIM JBYXaTOMHBIA JKUPHBIA CIOUPT C JIWHON 1enu 24-34
YTIIEPOIHBIX aTOMOB M, KaK IMPaBWIIO, Oojiee KOPOTKas KUPHAS KH-
cnota (C12-24). Y TOT 1 a1pyroil KOMIOHEHT MOYKET OBITh HACHIIICH-
HBIM ¥ HEHACBIIIECHHBIM, YTO CKAa3bIBACTCS Ha (DM3MUECKIX CBOHCTBAX
BOCKa. B HMX MOTYT KOMOWHHMPOBATHCS Pa3HBIC KUPHBIE KUCIOTHI U
CIHUPTHI, 00YCIOBIMBAs OOJIBIIOE Pa3HOOOPa3Ue BOCKOB B IIPUPOJIE.

\/\/\/V\/\/\/\A/\/V\M

e e e e S S N \[ro
(o]

Bocku mmpoko pacnpocTpaHEHBI Y pacTEHHM, TS OHU MPEHOT-
BpAIAlOT MMOTEPIO BOJIBI, MMEIOTCS Y HACEKOMBIX (HAIpUMeEp, MUeIr-
HBIH BOCK), pPBIO, MOJITIOCKOB, paKOOOpa3HbIX. Y 300- U (QUTOILIAHK-
TOHA BOCKH PETYIHPYIOT IJIaBYUYECTb.

U3 amuooe sicupnulx kuciom MOXKHO YIOMSHYTh aHaAHIAMUI —
N-apaxumonommranonamud. Hassanue mnpowusommio or Ananda
(caHCKpUT), YTO 3HAYUT — PAJIOCTh, OJIAKEHCTBO.

AHaHpamug,
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AHaHJaMH]T — KOMIIOHCHT JHIOKAHHAOMHOMIHOW CHCTEMBI,
okasbiBaer jericteue uepe3 CB1 u CB2 kaHHaOMHOMIHBIC PEIEITOo-
pbl. BoBiieueH B pabOTy MMMYHHOH CUCTEMBI, PETYIISIIIUIO TTHIIEBOTO
MOBEJICHUS, y4acTBYeT B (DOPMUPOBAHUU pa3IMUHBIX MOTHBAIUM,
YyBCTBA yA0BOJILCTBUS. COMEPIKUTCS B IIOKOJIAEC.

Diiko3aHoudvl — CUTHAJbHBIE MOJIEKYJBI, 00pa3yroluecs MpH
OKHCJIICHUHN TIIOJIMHCHACBINICHHBIX »XWUPHBIX KHCJIOT. Nx CIICKTP H
OHoJIOrnyecKasi akTHBHOCTh OYeHb MUPOKUH. OCHOBHBIC T'PYIIIBI -
KO3aHOMJOB — IPOCTAarJaHIHbI, TPOMOOKCAHBI, JEHKOTPUEHBI, JIH-
IIOKCHHBI, PE30JIBUHBI, DOKCHUHBI. Kamz{aﬁ M3 3TUX TPyHIl BKIIIOYACT
HECKOJIBKO IIPEICTaBUTENEH.

OHU y4acTBYIOT B TaKUX (PU3HMOJOTHUECKUX U MATO(U3UOIOT U-
YECKUX IpoLeccaX, KaK BOCHAIECHUE, JINX0PaJIKa, aJJIEPTHUsl.

2. ' muneponummibl.

D10 3(hUpHI TIUIEPOIA U KUPHBIX KHCIOT. B 3aBucumoctu ot
KOJIMYECTBA MPUCOETUHEHHBIX KUPHBIX KUCIOT TIHIEPOJIAIIHILI JIe-
JIATCSL Ha MOHOIVIMLEPUIBl (MOHOALMITIMIICPOIIBI), TUTIHIICPHIbI
(AMaAIUITIIMIEPONIBI) W TPUTIUIEPUABI (TPUALMITINICPOIBI). DTa
rpyIma JUIHI0B, XOTs U y4acTBYeT B (hOPMHUPOBAHHH MeMOpaH, B
OoJIbIIIEH CTEIEHH UIPaeT PE3EPBHYIO POJIb. Y JKMBOTHBIX B KHPHO-
KHCJIOTHOM CIIEKTpE MPeo0Jiaar0T HACBINICHHBIE W MOHOHEHACHI-
IICHHBIC KUPHBIC KUCIOTHI — MaJbMUTHHOBAS, OJICHHOBas. B pactu-
TEJIBHBIX JKUPAX MHOIO IOJHHCHACHIIECHHBIX KUPHBIX KUCIOT. OHU
HMEIOT KHUJIKYIO0 KOHCUCTEHITUIO U HAa3bIBAIOTCS MaclaMu.

3. C'muepodocd ONMUIIUALL.

[IpencrapisiroT coOOi AUAITMITIUIICPOIIBI, Y KOTOPBIX B TPETh-
€M TIOJIOKCHHH TIHUIEpHHA TpucoenuHeH (ocdar W BCIen 3a HAM
eIle OJIHA TTOJIIpHAs TPYIIA: XOJIWH, 3TAHOJIAMHH, CEpUH, HHO3HUTOIL.
B nepBom monokeHNH (HhOCHOTUTHIOB KaK TIPABHIIO HAXOIUTCS Ha-
CBIIIIEHHAS KUPHAs KUCIOTa, BO BTOPOM — MTOJMHEHACHIIIICHHAS.

Morekyna ¢ IBYMS )KUPHBIMH KUCJIOTAMH B MEPBOA M BTOPOU
rnmo3unuu B docdaTHOW TPYIIION — B TpeThbed HaspiBaeTcs (ocda-
TuaHON Kucnoroi. Ee paaukan — docharuani, u ot Hero oopasyror-
csi HasBauus QochonunumoB. DocdaTuaHas KUCIOTA — MPOMEXKY-
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TOYHBIM MPOAYKT B OMOCHHTE3€ Pa3HBIX KJIACCOB JIHIHIOB. Kpome
TOro, oHa oOmagaeT COOCTBEHHON OMONIOrMYEeCKOM aKTHBHOCTHIO,
PEryiaupysl IOABHKHOCTE MeMOpaH, (YHKIMOHMPOBAHUE JIMITH -
YIIPaBIISIEMbIX WMOHHBIX KaHAJOB, PEKPYTUPYS B MeMOpaHBI LUTO-
30JIbHBIE OEIKH.

o

o G"o'cn‘mw
RJCOCN o

MOPOMWNC&
“CHy

on
®ocharnannxonmH
Q o
0 CHrO-C-R O  CHyO-C-R, Ocrarck copwa
Rr'COCH 0 R,-CO¢M 0 G000
CHy= 0~ P =0~ ChHy- Chy- Ny CHy0-P—-0-CHy-CH.
o0 o0 Ny
DocharnamnaTaHoNaMUH PocdarnguncepuH

I'munepodochomumuasl — OCHOBHOH KOMIIOHEHT KJICTOYHBIX
MmembOpan. Hambonee pacrpocrpaned (ochaTUAMIXOINH (JCMUTHH).
brmaromapst cBoert aM(puUILHOCTH OHH (OPMUPYIOT ITUITHTHBINA
oucioi. JXUpHOKUCIOTHEIN cocTaB (OChONMINIOB — BaKHBIA (hak-
TOp, ONPEACISAIONINE TEeKy4ecTh MeMOpaH. IloauMHEeHACBIIICHHBIC
JKUPHBIE KHUCJIOTHI BO BTOPOM IOJIOXKCHHH (POCHOIMITHIOB BBICTYIIA-
10T CyOCTpaTaMu B CHHTE3€ UKO3aHOHIOB U SHI0KaHHAOWHOMIOB.

Docghounozumudwvt (HochaTUAUITHHOZUTONBI) — KOMIIOHCHTBI
MeMOpaH M YYaCTHHKH CHTHAJIBHBIX KACKaJ0B MHOI'HMX OHMOJIOrHYe-
CKH aKTUBHBIX COCAMHEHHI. MHO3UTONI B MX COCTaBE MOXKET OBITh
dbochopunupoBal B TPETHEM, YETBEPTOM M IIITOM IIOJI0KEHHSIX.
HawnGonee Baxus! pocharunummaozuton-4,5-mudocdar u Gocdarn-
muHO3UTON-3,4,5-Tprudocdar.
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DdochaTHaUnMHoOaUToN-
4 S-puchocdart

hetps:'en wikipedia org 'wila Phosphatidvimoesital_4, S-bisphosphate

PCT | W N N W W

0: =0
0
HaC—CH—CH,
o 0
O-P=0 G'FI"D
% o

1 |
O=P=-0
|
o
Ilox netictBueM dochomumnassl C u3 GochaTHIUINHOZATON -

4,5-mucbochaTa 00pa3yrOTCS Cpa3y IBa BTOPHUYHBIX MECCEHIDKEpA:
nHO3UTON-1,4,5-Tprdocdar n quanrITIHIIepO.

IIpu ormernaeHun oT GOCHOIUIUIOB OJHOIO OCTaTKa KUPHOU
KUCJIOTHI (mox aerictBueM (pocdomumasel A2) 00pa3yroTcs OMOJIOrH-
YECKHM aKTHBHBIC COCIMHEHHMS IO/ Ha3BaHUEM JIN30(h0ChOIUITHIBL.

4. ChUHTOIMONIEL.

[TocTpoeHsl IO TOMY K€ TIPUHITUIY, YTO U TIUIEPOTHUITHIBI, HO
Ha OCHOBE 18-Tm yriaepoaHOro HENPEAeIbHOIO aMHUHOCHUPTAa —
chunarosuna. OH CHHTE3HPYETCS W3 CepHUHA M TaTbMHTOMI-KOA.
Kupnas kucinora IpUCOSANHSIETCS K aMUHOTPYIITE, @ BOIOPOJT TH/I-
POKCHIIBHOW TPYIIIIBI B TIEPBOM TOJOKEHHH MOXKET OBITh 3aMelleH
JIPYTUMHU paJiiKaiaMu, HampuMmep, dochoxonmmaom, dochoirTaHoma-
MUHOM WJIM OCTaTKaMH CaxapoB.
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CouHronmunuapl — Ba)KHEHIIME KOMITOHEHTHI IIa3MaTHYECKHX
MeMOpaH KJIETOK. B HaubounbleM KOMUYECTBE M Pa3HOOOpa3HH OHH
Co/iep)KaTcsk B HEPBHOW TKaHW. [IpUHMMAIOT ydacThue B TakHMX IIpO-
Ieccax Kak amonTo3, nponudeparus, auddepeHiupoBKka, crapeHue
KJIETOK, BOCTIaJIeHUE, ayTo(arusl.

ChuHroMMIHIBI JEeTISATCS Ha:

- yepamuost (CHUHTO3UH + KUPHASI KUCIIOTA);

- chuneomuenunvt (CPUHro3MH + sxupHas kuciora + pochoxo-
JuH uin GochodTaHOTaMUH)

- enuxocuneorunuowvl (CHOUATO3MH + KUpHAS KUCIIOTa + OIUH
WJTH HECKOJIBKO TJMKO3UIHBIX OCTATKOB, IPUCOEINHEHHBIX B TEPBOM
MTOJIOKEHHH [3-TJIMKO3UIHOMN CBS3BIO).

I IMKOCHUHTOMUITUABL JEIATCS Ha 1epeOpO3HIbl U TaHTIIHO3H-
Ibl. Y 1epeOpo3HI0B B IIEPBOM ITOJIOKEHUU IPUCOEAMHEH OCTATOK
TTFOKO3BI MIIM TalakTO3bl. Y TaHTIIHO3UI0B — MUHUMYM TPH OCTaTKa,
OJIMH M3 KOTOPBIX CHAIIOBast KUCITOTA.

[e]
p’
~
OH o/ ?
HN— NH— HH— \
-+OH o= o= c OH __J‘-__
R R ,|'
— \ —
HUpHAA Kucnota hochoxonuH
CQMHIO3MH uepamug COUHrOMUENIH

https://en wikipedia org/wiki/Sphingolipid#Functions_of_
mammalian_sphingolipids
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https: //en wikipedia.org/wiki/Sphingolipid#Functions_of_
mammalian_sphingolipids

5. CtepoJbl.

Creponansl — 3TO IIPOM3BOAHBIE CTepaHa (CMHOHHMMBI — T'OHAaH,
OMKJIONEHTAHIEPTruAPOPEHAHTPEH) — MUKIMIECKOT0 YIIIEBOAOPO/A,
COCTOSIIErO M3 YEThIPEX KOHACHCHPOBAHHBIX KOJIEI, TPEX UKIOreK-
CAHOBBIX M OJHOIO ITUKJIOMEHTaHOBOro. CTEpONBI - 3TO MOArPYIIIIa
CTEPOUOB, UMEIOIINX THAPOKCHIBLHYIO IPYIITY B TPETHEM IIOJIOXK €-
oun. OHU TIPOAYLUPYIOTCS XKUBOTHBIMM, PACTEHHUSIMHM, IpruOaMu U
HEKOTOphIMU OakTepusmu. HaumbOonee m3BecTeH — xoiectepon. OH
Y4acTBYET B 00pa30BaHUH JIUIIHIHOIO OMCIIOS MeMOpaH, urpast Bax-
HYIO pPOJIb B IOJIEP)KAHUU HEOOXOIMMOM TEKYy4eCTH U SBJISCTCS
[PEIIIECTBEHHUKOM OOJIBIIOr0 KOJIMYECTBA OMOJOTMYECKH aKTHB-
HBIX BEIIECTB: CTEPOHHBIX TOPMOHOB, BUTAMUHOB [, )KEITYHBIX KH-
CIIOT.
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cTepaH xonecrtepon

(roHaH,
LMKNoneHTaHNepruapopeHaHTpeH)

®DUTOCTEPOIOB HM3BECTHO IMMOPSAIKA JIBYXCOT. M3 HHX MOXKHO
YIOMSIHYTh KaMIIeCTpOJ, B-curocTeposn, Opaccukactepon. M3 muko-
CTEPOJIOB BAKHEUIIIMI - 3ProcTeposi — KOMIIOHEHT KJIETOYHBIX MEM-
Opan rpuOoB.

B a1y rpynny JMOUI0B BXOAAT TaKkKE€ CTEPOUJIHbIE TOPMOHHBI,
JKEITYHBIC KUCJIOTH U BUTAMUHBI J].

Cmepouonvle 20pMOHbL TIO YUCIY aTOMOB YIJIEpOa IEISATCS Ha
C18-crepounbl (3ctporensl), C19 — crepouap! (anaporensr) u C21-
cTepou/ibl (TJIFOKO- U MUHEPATIOKOPTHKOMIBI, IPOreCTOTCHBI).

o (.I‘.H20H (.I‘.H20H
HO - HO <OH
HsC HsC
o) o)
Aﬂb,ﬂ,OCTepOH KopTuson
(MUHepanoKkopTUKong) (rnroKoKopTUKOWA)
Chs
QoH Cc=0
G HoC HC .
HO 0 0
3cTpaguon TecTocTepoH MporecTepoH

(scTporen) (aHaporen) (nporecTorex)
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JKenunvie xucromsl - BaXKHEHIIMH KOMIIOHEHT JKEITYH, Y4acT-
BYIOIIMN B 3MYJIbTUPOBAHUM KUPOB B KuIlleuHuke. B 17-oM moo-
YKEHUH OHHM MMEIOT ISITHYTJICPOJHYI0 OOKOBYIO IIEb C KapOOKCHIIb-
HOM Tpynmnod Ha KOHIlE. DTO mpuaaeT uM ampuUIbHbIC CBOICTBA,
00yCJIOBJIMBAIOIINE TTOBEPXHOCTHO-aKTUBHBIC CBOMCTBA. JKemuHbie
KHCJIOTBI JICNATCS Ha TICPBUYHBIC (XOJIeBas, XCHOAC30KCHUXOJIeBas),
CHUHTE3MPYEMbIC B IIEYCHHU U3 XOJIECTEPUHA, U BTOPUYHBIC, 00pa3yto-
IIMECs 3a CUeT MOJIU(PUKAIUN OAKTCPUSIMH B KUIICYHUKE (JIE30KCH-
XOJIeBasi, JINTOXOJIEeBast, Ypcojae30KkcuxoneBas). M3 mocneaHnx Hau-
Oorblliee 3HAUCHNE UMEET JIe30KCUXO0JIeBasi KHCIIOTA.

IToBepXHOCTHO-aKTUBHBIE CBOWMCTBA JKETYHBIX KHCIOT YBEIH-
YHUBAIOTCS 33 CUET KOHBIOTAIIUU C TJINIMHOM M TaypUHOM (Taypoxo-
JIeBasl, TJIMKOJIE30KCUXO0JIEBAs U Tak jajiee). B MeauIMHCKOM auTepa-
Type TaKue COSAMHCHHS HAa3bIBAIOTCS MAPHBIMH JKEITYHBIMH KHCIIO-
TaMH.

OH C00 COo0
CHs CHs
CH3l CH.
HO H OH HO H OH
Xonesas kucnora XONOAOQOKOVIXOMBGR Kucnora
QM ] TH -
oH C-N-CH.CO0 C-N-CH,CH;-SO;
CH3 CHy
CHjy CH.
HO H OH HO H OH
Fnuxoxonesas kucnora TaypoxeHOAe30KCHXoNesan KUCNoTa

Bumamunwi 2cpynnol ﬂ OTHOCATCA K CEKOCTCponaaM — CTC-
ponaam C pa3opBaHHBIM KOJIBILIOM.
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HO

Sprokaneyudepon Xonekanbuuchepon
(uramun D2) (eutamun D3)

6. [IpeHobI.
Camas oOImMpHAas TPYyIIa JUIHI0B, OAHUX H30IPEHOUIOB (CH-
HOHHM — TEPIICHOW/IbI) HACUMTHIBACTCS OOJICC TPHUIUATH ThICSY.

CunTe3upyeTcs U3 ABYX B3aWMOITPEBPAMIAIOIINXCS U30MEPOB — JIH-
Mertmtamumnupodocdara u uzoneHreHmmupodocdara.

]
o—f~o—F "o o—P
© o he] o

OH
W3oneHTeHunnupodocdaTt aumeTunannunnupodocdaTt

B-kapoTuH

OtH JBa BemecTBa oOpasyrorcs u3 anetuia-KoA B xonme meBa-
JIOHATHOI'O METa0OJIMYECKOro NyTH, (PYHKIHOHUPYIOIIENO y BCEX
JYKapHOT, HEKOTOPBIX OakTepuil M apxel. M3 HUX CHHTE3UPYIOTCS
peTuHOUIBI (BKIIOYas BUTaMUH A), ButamMuHbl E u K, momuxomsl,
YOUXWHOHBI U BCE CTEPOUIBI.

V pacTreHuii K 3TOH TpyIIIie OTHOCHTCA OI'POMHOE YHCIO BTO-
PUYHBIX METa0OJIUTOB, HAIIPUMED, APOMATUIECKHE MOJIEKYIIBI.

7. Caxaponunuabl.

TepMI/IH BBCJICH BMCCTO paHECC yr[OTpe6J'I$IBH_IeFOC$I Ha3BaHUA
TJIIMKOJIUIIU/BI, TMOCKOJIBKY YTJICBOAHLBIC IMPOU3BOJAHBIC €CTh BO BCEX
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BOCBMHU rpymmnax JumuaoB. Croga OTHOCITCS JIMINb COCAUHCHUS, B
KOTOPBIX alMJIbHbIC PaJHKalIbl MMPUCOCIMHEHBI HAMPSAMYIO K caxa-
pam. Ha pucyHke — mumuag A — KOMIIOHEHT MeMOpaHbI TpaMM-
OTPHIIATEIBHBIX OaKTEpPUil.

HO
o i
0 0 NH LR
) o=
o HO Ho OH

https://commons.wikimedia.org/wiki/File:Kdo2-lipid A png

8. [TonukeTHabL.

BropuuHble MeTaOOIUTHI PacTEHUM, OCCIO3BOHOYHBIX, IPHOOB
u 6aktepuii. Cpeny HUX aHTHOMOTUKH (MAaKPOIHIBI, TETPAITUKINHEI),
MHUKOTOKCHHBI (a(hJTATOKCHHBI), M TOXAIA3UHEL, (DIaBOHOWIBI U TIP.

OH O O OH OH
OH

T

OH

OOKCULIMKIUH
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DyHKUNH JTUNHA0B.

Onepeemuueckas. lpu pacuierienun 1 r kupa Beigensercs 9
KHAJIOKAJIOPHil SHEPTHH, YTO MOYTH B 2 pas3a OOJIbIle, YeM MPH pac-
HISTJICHUH | T YTJICBOJIOB WJIH OEJIKOB,

Pezepenas. Tpranunrimuepossl MOAKOXKHOIO KUPA SBIISIFOTCS
OCHOBHBIM JHEPIreTHYECKUM PE3€pBOM OpraHHU3Ma IIPH TOJIOAAHUM.
3amacaHue Upa BBITOAHEE, YEM YTJIEBOJOB, MO JIBYM MpPUYMHAM.
Bo-miepBbIX, OHU MeHee OKHCIIEHBI, H, COOTBETCTBEHHO, JAIOT OO0Ib-
MK BBIXOJ] DHEPTHH. BO-BTOPBIX, B OTIHYHE OT THAPOPHIBLHBIX MO-
JIEKYJI, )KAPBI JCTTOHUPYIOTCS 6€3 THAPATHON BOJIBI.

OHJOreHHas Boja, 00pa3yromiasics y HEKOTOPhIX KUBOTHBIX TIPH
OKHMCJICHUM JXKUpPa, BaKHA JIJI1 BBDKMBAHUS B 3aCyIUIMBBIX MeECTaxX
obouTauus.

Tepmopezynsayuonnas. TIOTKOXHBIA XKHUP BBHITIOTHACT (YHKIIHIO
TEeIIOU30JIALUH.

Cmpyxkmyprnas. Jlumuaaeii Oucinoii MeMOpan oOpa3oBaH ¢oc-
(donHMnmuIaMI B XOJIECTEPUHOM.

Pezynamopnas. K nunujaaM oTHOCATCS )KUPOPACTBOPHMBIC BH-
tamunsl (A, [, E, K), ropmons! (cTepousl, siiko3anouansl). docda-
THUAMIMHO3UTON - UCTOYHUK JIBYX BTOPHUYHBIX MECCEHIDKEPOB — JTHa-
IMWITIMIEpPONia U WHO3UTONTpUdOCchaTa, OMOCPENYIOIUX JEHCTBUE
MHOTHX TOPMOHOB W HEHPOMEINATOPOB HA KJIETOYHBIA METa0OIH3M.
JInzodochomunuap! ¢ TOMOIIBIO CTIENU(YUIECKHX PEIENTOPOB Pery-
TUPYIOT Tporecchl auddepeHnnpoBKy, Tponudepannn, aare3u,
MOJIBMXKHOCTH KIIETOK.

3awumnasn @pynxyus. logkoxHas KupoBas KieTdaTka odecre-
YMBAET 3alUTy BHYTPEHHUX OPraHoOB OT MOBpexIeHud. Kupopas
KaIlCyya 3alluinaer 1 GUKCUPYeT MOYKH, PeJoTBpaliasi UX OIycKa-
Hue. JXupoBble MOAYIIKM Ha MATKaX AENAIOT BO3MOXKHBIM IPSMOXO-
KIICHHE.
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AMMUHOKHUCJIOTHBI

AMHHOKHCIOTBlL — OpraHWYeCKHE COCAWHEHHS, HWMCIOLIHNE
aMHHO- ¥ KapOOKCHJIbHBIE TPYIIBl U OOKOBOM paavKaj, OTIHYalo-
LU UX IpYr OT Apyra.

KapBokcuneHan
rpynna

'AMnnarpynna

Homenkiarypa.

OO01eynoTpeOUTENbHB TPUBUAJIbHBIC Ha3BaHMsA. MHOrma OHU
CoJiepXkKaT OTCHUIKY K MCTOYHHKY, U3 KOTOPOTO0 aMHHOKHCIIOTa Obliia
BhIIeneHa. Hampumep, acriaparus ObLT BBIZETIEH U3 criapku (Aspara-
gus). B HekoTOpBIX CiIydasx Ha3BaHHE OTpa)kaeT CBOWCTBA aMHUHO-
KUCIOThl. Hampumep, Ha3BaHHE TIIMIMH MPOUCXOAUT OT glycys —
CJIaJIKHN.

Jlnst cokpalleHHOTo 00O03HAYCHHS MPUMEHSIOTCS TPEeXOyKBEH-
HBIE KOJIbI, TPEACTABISIONINE COO0H B OCHOBHOM TPH IEPBBIX OYKBHI
MOJTHOTO HAMMEHOBAHUS: BAIMH — BaJl, aJJaHUH — aJia, TIIUIUH — TJIH.
Ectp uckmrovenus: m3oneiina — wie. CyniecTByeT U OTHOOYKBEH-
HbIC Ha3BaHUs, HO OHU YMOTPEOJISIOTCS B OCHOBHOM B CIICIIHATIHbHOM
nuTepatype: nednuH — L, Tmposmr — Y (BTopas OykBa B CIIOBE
tYrosine), mu3un — K (OykBa B anasure psiaom ¢ L).

Pa3Hoo0pa3ue aMHHOKHCIOT.

B >xuBBIX OpraHu3Max OOHapy>KE€HO MOpSIKa MATHUCOT pa3iny-
HBIX aMHHOKHCJIOT, HO TOJIBKO JBaALATh JBE U3 HUX SBJIAIOTCS MPO-
TEMHOT€HHBIMH, TO €CTh YYacCTBYIOT B moctpoeHun Oenka. [lomumo
«KaHOHUYECKUX» JBaJLATH CIOIa OTHOCSATCS CEICHOLMCTENH U MHUP-
POJM3HH, KOTOpPBIE KOAMPYIOTCS Crenu(pUUIEeCKUM 00pa3oM TepMu-
HUPYIOLIIMMH KOJOHAMHU U BKJIFOUAIOTCS B O€IOK Ha CTAAMU TPAHCISI-
LUH.
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[Tupponnsun

B ommune or nmupposau3HHA, KOTOPBIM BCTPEYAETCS TOIBKO Yy
OakTepuii W apxei, CEJICHOIMCTENH - KOMIIOHEHT MHOTUX OEIKOB
JYKApUOT: TIyTaTHOHIEPOKCHAA3, THOPENOKCHHPENyKTa3, AeHonu-
Ha3.

B xozxe mporeccunra 0enkoB oOpasyeTcs psii HeCTaHJapTHBIX
AMUHOKHCIIOT, KOTOPbIE MOTYT OBITh BBIAETIEHBI IMOCIE THAPOJIN3A.
Hanpumep, TeTpamep 1n3MHa — TIECMO3UH, COENUHSIONINI B MOJIEKY-
Jie 5JaCTHHA YETBhIPE Pa3HBIX MOIHUIIENTHAHBIX IIETIH.

Tpernunas cTpykTypa OellKa CTaOMIM3UPYETCsl TUCYTb(UITHBI-
MU MOCTHKaMH, 00pa30BaHHBIMH OCTATKaMH IUCTenHa. [Ipu MArKom
THJIPOITU3E OHU OCTAIOTCS B BUJIC TUMepa — [IUCTHHA.

HaN_ €00
ch
NH, 0 M ((Hals P
"o s /\)]\ CH—(CH3), (CH,),—CH
~ /
W\)\/ s ; OH -00C y \COO'
0 NH, N
tHa)
UWCTUH AeCMO3UH ([ A
A
H:N” “coo-

HpI/I CO3pCeBaHUM KOJuIareHa r’mIpOKCUJIINPYOTCA MPOJIMH U JIN-
3UH.
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HyC_, CH—COO Haﬁ—cn,—cln —CHy—CH; —CH—C 00"
0" OH * NH,
4-ruapPOKCUNPONUH 5-rugpoKCUNN3UH

C yuactuem ButamuHa K B psage OenkoB KapOOKCHIMPYIOTCS
OCTaTKH IiiyraMarta.
00"
"00C —CH—CH,—CH—CO00"
*NH;

y-kapGokcurnytamar

Baxabim CHOCOGOM W3MEHEHNUSI aKTUBHOCTH OEIKOB SIBISETCS
X (GocPOopUIMPOBAHUE C yYACTHEM CIIEHUANBHBIX (EPMEHTOB —
npoTenHKuHa3. MoanduKanuu MoJBepraroTcsi OCTATKU THIPOKCHA-
MHUHOKHCJIOT, IIPH 3TOM 00pasytotcst Gpochoceput u HocdhoTpeoHHH.

HenporenHorenHsie aMUHOKHCIOTHI UTPAIOT BAXKHYIO pPOJb B
oOMeHe BemecTB. Hampumep, OpHUTHH, HIUTPYIUTUH — MPOMEXKYTOU-
HbIE TIPOIYKTHI IIMKJIAa MOYEBHUHBI; TOMOCEPHH U TOMOITUCTENH 00pa-
3YIOTCS B X0/1€ MeTa0oIM3Ma IICTeNHA M METHOHWHA, U TaK JaJee.

AMWHOKHCTIOTHI, COSANHSSCEH IPYT ¢ APYTOM, O0pa3yroT MENTH-
nbl ¥ Oenku. [Topsiok MX CleNOBaHUS 3aKOJUPOBAH B reHaX. AMU-
HOKHCIIOTBI COCJMHSIOTCSI C TTOMOIIBIO MENTUAHOW CBSI3U. JTO pas-
HOBHJIHOCTh aMHUJIHOM CBSI3U, KOTOpas oOpa3yercs MpH B3anMoJei-
CTBHH O-aMUHOTPYIIBI OJHONH aMHHOKHCIIOTHI C (-KapOOKCHIBHOM

CPYIIION APYrou.
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I[J'ISI O6pa30BaHI/I$I HCHTHHHOﬁ CBs3U PACXOAYCTCA DHCPTHUA MAK-
POSPIrUYCCKUX COGHHHGHHﬁ. HpOI/ICXOI[I/IT 9TO NPCUMYIICCTBCHHO B
XO0AC TpPAaHCIAIHMKU Ha pI/I6OCOMaX. KOpOTKI/IC MEeNTUabl, HAIIPUMCpP,
TJIyTaTUOH, MOI'YT CUHTE3UPOBATHCA SH3UMATHYCCKU.

Pacmienienne nenTuaHONW CBA3M OCYIIECTBISIOT TUAPOIUTHYE-
ckue pepMEHTBI — POTEea3bl WK MEHTHIA3bI.

HM30Mepusi aMMHOKHCJIOT.

CrepeonzoMepusi.

BonbIIMHCTBO 0-aMHUHOKHCIOT HWMEET OJWH aCHUMMETPUYHBIN
aToOM yTiiepoja — BO BTOpoM (WiH o) mosokeHun 1ernu. CooTBETCT-
BEHHO, aMHHOrpymma Moxer umers D- wmm L-kondurypanumio. ¥V
KUBOTHBIX B TIOCTPOCHHH OEIIKOB YYacCTBYIOT HCKIIOYHTENHHO L-
m3oMepel. B HEKOTOpeIX menTugax W Oenkax BerpedaroTcs D-
aMUHOKHCIIOTHI, HO OHU 00pa3yloTcs B XOJA€ MOCTTPAHCISAIIMOHHBIX
MOTU(PUKATIHIA.

D-acmaprat B JeHTHHE dMaju 00pa3yercs B pe3yiabTaTe CIIOH-
TaHHOU parieMu3anuu L-popMel. DTOT mporiece UACST ¢ MOCTOSHHON
CKOPOCTBIO M TO KOHIeHTpanuu D-acmaprata MOXHO ONpPEIETUThH
BO3PACT OCTAHKOB.

I'muuyH He comepKUT XUPAJbHBIX aTOMOB M, COOTBETCTBEHHO,
H30MEPOB, TaK KaK €ro pajukai MpPeICTaBlIeH OJHUM aTOMOM BOMO-
poma. Y TpeoHHWHa M BajMHA — JBAa XUPAJIBHBIX LIEHTPa, KOTOPHIE
00yCIIOBITMBAIOT CYIIECTBOBAHHE YETHIPEX CTEPEOM3oMepoB. B Omo-
cMHTe3e Oenka y4JacTByeT JHINb OAWH. B ciiydae wm3onmednuHa, -
MMEIOINN 3aMecTuTeNnr B L-KoHurypanuu y o- u [}-aTOMOB yTiie-
pona. B cimyuae Tpeonuna — L- y a-atoma, D- y f-atoma yriepona. a-
L-aMHHOKHCIIOTA, MMEOUIas «HEHNPABUIBHOE» PACIONOXKEHHE 3a-
MecTUTeNsl y [-aToMa, U ee SHaHTUOMEP B Ha3BAaHUU HMEIOT IpPH-
CTaBKY «aJIjIo».
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Hzom CSpHA ITOJTOXKCHUA aMUHOTI'PYIIIIBI.
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AMUHOTpyNNa y MPOTEMHOT€HHBIX aMHHOKHCIIOT paciojiaraer-
csl y a-yriiepogHoro atoma. Berpedarores U apyrue KOHQUTyparum.
Hanpumep, B cocTtaB MaHTOTEHOBOW KUCIIOTHI BXOJUT [-aJlaHHH. Y-

aMHHOMACJIIIHasA KHUCJIIOTa  SABJISICTCA

aMUHOTPYTITIA €CTh Y JIN3HHA.

Knaccupukanusa aMUHOKUCIOT

Ilo cmpoenuio 60K06020 padumﬂa:

HellpoMenuaTopoM, a &-

Amdatryeckue: TIININH, aJJaHWH, BaJINH, H30JICHITNH, JICHITNH

' apOoKCHaMUHOKHCTIOTHL: CEPHUH, TPEOHUH

MoHoaMHHOANKApOOHOBEIE: acIapTar, TIyTaMaT

AMI/II[BI MOHOaMI/IHO,Z[I/IKap6OHOBLIXZ acriaparvt, riiyTaMyuH

JmaMIHOMOHOKapOOHOBBIE: JIN3HH, apTUHUH

Cepoconepikaiiue: IIUCTenH, METHOHHH

CeneHcoz{epn(amHe: CCIICHOIMCTCHUH

Apomarudeckue: (peHUIaaHuH, TUCTUAWH, THPO3HH, TPHUIITO-

¢ban

VIMUHOKHCIIOTHI: MpOJINH



110 noasapHOCTH ¥ MOHOICHHOCTH OOKOBOI'0 paadkKaia

[Ipu ¢usmonornueckux pH cBoOOmHBIE aMUHOKHCIOTHI CyIle-
CTBYIOT B BUIC OUITOJISIPHBIX MOHOB - IIBUTTEPUOHOB (HEM. - ZWitter -
repmadpoaut). KapOokcunbHasi rpymnma JUCCOMHpPOBaHA M HECeT
OTPULIATENBHBIA 3apsl, aMUHOIPYIIIIa IIPOTOHUPOBAHA M 3apsKEHA
MOJIOKHUTEINBHO.

H H H
I H* I H* I
*HgN—C—COOH <«— +H3N—C—CDD_ — H,;N — C —C00™
| Pk, | pK; |
R R R
KaTWoH LBUTTEPUCH aHWOH

(npw Hu3kom pH) (npw BeICOKOM pH)

B Mosekynax O€IKOB 3TH JBE IPYIMIbI y4acTBYIOT B 0Opa3oBa-
HHUM MENITHTHBIX cBsi3el. [1oIpHOCTE U 3apsi CBSI3aHHBIX (B COCTABE
TIOJIUTICTITUIHBIX TIeTell) aMUHOKHCIOT OIPENeNsieTCs CBOHCTBAMH
paauKaoB.

[onsipHBIM SIBISIETCS paJuKai, KOTOPBI MMEeT MOISIPHBIE CBA-
3u (C-O, C-N, O-H, S-H). YacTp U3 HUX MOXKET IpUOOPETaTh MOJI0-
JKUTENBHBIA MO0 OTpHUIATEIbHBIN 3apsn. Ilpu mHedTpamsHom pH
MIPOTOHUPOBAHBI U 3apsHKEHBI MOJIOKUTENFHO aMUHOTPYTINA JTN3WHA,
TYaHUIMHOBAS TPYNIUPOBKA aprHHUHA ¥ UMUAA301 ructuauHa. Ot-
pHULaTeNhHO — AMCCONUIpPOBaHHbIe Tpu pH 7 KapOOKCHIBHBIE TPYII-
IbI acrapTara u rryraMara.

CepuH, TpeOHWH, HUCTEWH, THPO3WH, acllaparuH W TIIyTaMHH
HMMEIOT TOJIAPHBIE, HO HEMOHOT €HHBIE PaIUKAaIIbI.

Henomnsipable W, COOTBETCTBEHHO, T'HAPOGOOHBIC paIfKaIbl
UMEIOT annpaTHIecKue aMIHOKHCIIOTH, (PeHIIATaHUH, TPUNTOhAH ’
METHOHHH.
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ITo cnocobHOCTH OpraHu3Ma CHHTC3HMPOBATH M3 NPCANICCTBCH-

HHKOB

AMHHOKHCJIOTBI JCIATCA Ha 3aMCHHUMBIC 1 HC3aMCHHUMEIC.

Hezamenumble HE CUHTE3UPYIOTCS B OpraHU3ME WIIU CHHTE3U-
pPYIOTCS B HEJOCTATOYHBIX KOJIMYECTBAX U OJDKHBI IMOCTYNATh C ITH-
IIe: BaJWH, U30JEHIINH, JeUIINH, TPEOHHH, METHOHWH, JTU3WH, (e-

HHUJIaJJaHHUH, TpI/IHTO(I)aH, TUCTHOHWH.

3amenumvie — Bce OCTaJIBHBIC, BKJIrO4as CCICHOIUCTCHUH, - CUH-
TE3UPYIOTCA U3 APYTUX UHTCPMCEANATOB oOMeHa BCIICCTB.

I[eJ'IeHI/Ie AMHWHOKHCIIOT Ha 3aMCHUMBIC 1 HEC3AaMCHUMBIC YCJIOB-
HO. HaHpHMep, OUCTCUH OTHOCHUTCA K 3aMCHHMMBIM aMHWHOKHUCJIOTaM,
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HO cepa Juld ero 6MocuHTe3a Oepercs U3 He3aMEHHMOr0 METHOHHHA.
B cnyuyae peduuuTa moCnEAHEro LHUCTEWH CTaHET HE3aMEHHMBIM.
AmnanornyHasi cutyauusi ¢ TuposuHoMm. llpu nedpunure Gpennnananm-
Ha B palloHe, a, TaKXKe, MPH HAPYIIEHUH ero TMIPOKCUIUPOBAHUS,
HampuMmep, Tpu PEHUIKETOHYPHH, TUPO3UH TepeljieT B paspsij He-
3aMEHUMBIX.

BrlsicHeHO, YTO apTUHUH SIBISETCS HE3aMEHUMBIM JIUIIb IS
HEJIOHOIIIEHHBIX MJIQJICHIIEB, TO3TOMY OH HCKIIIOUEH W3 Yhcia He3a-
MEHHUMBIX M MHOT/Ia BKJIIOYAETCS B TPYIITY «YCIOBHO HE3aMEHUMBIX
AMUHOKHUCJIOTY». PaHbIle Mo aHaIornyHOM IpUYMHE TyJa *KEe OTHOCH-
JIM THCTHJIMH, OJHAKO B HACTOSIIEE BPEMsI CUMTAETCS, 4yTO CHHTE3 de
NOVO B OpraHu3Me YellOBeKa HE OCYIIEeCTBIISETCS.

[ToTpebHOCTD B aprUHUHE y Y€I0BEKa TTOKPHIBAETCS 3a CUET JH-
JIOTEHHOT'0 CHHTE3a. DHTEPOIUTHI 00pa3yroT IUTPYJUIMH U3 TIyTama-
Ta ¥ TJIIyTaMWHA, a KIETKH MPOKCUMAIBHBIX KaHAJBIIEB IMOYEK TMpe-
BpAIAOT €T0 B APTHHUH U BO3BPAIAIOT B KPOBOTOK. ITO OCHOBHOM,
HO HE IMHCTBEHHBIN MyTh 00CCIICUCHHS ApTUHUHOM OpraHHU3Ma.

o xapakTepy MpPOAYKTOB KaTaboJIM3Ma aMHHOKHCIOTHI JENsT
Ha TpY TPYIIIIHL:

I'moxozenHvle aMUHOKHUCIIOTH - T€, U3 KOTOPBIX MO)KHO CHUHTE-
3UpOBaTh IUIIOKO3Yy. B Xoze karabosn3Ma OHM NpeBpalalTcs B M-
pyBar, okcajoarerar, ¢hymapat, cyknuHII-KOA W a-Kerormyrapar,
KOTOpBIE SIBIIIIOTCA CyOcTpaTaMu Ajisl IJroKoHeoreHesa. K rmroxo-
TeHHBIM aMUHOKHCJIOTaM OTHOCSTCA: IJIMIMH, aJaHUH, BaJUH, IPO-
JIMH, CEpPHUH, TPEOHUH, LIUCTEHH, METHOHHUH, aclapraT, aclaparv,
rJIyTamar, TIyTaMuH, aprUHUH, THCTHIUH.

Kemoecennvle aMUHOKHCIIOTBI — T€, U3 KOTOPBIX HENb3sS CUHTE-
3MPOBATh TIIOKO3Y, MOCKONILKY OHM pacnajarorcs 1o aneTuin-KoA u
aneroanernii-KoA: TedInH, JIN3HH.

Intoxko-kemoeenHble aMAHOKUCIIOTHL B XO/e KaTa0oIu3Ma TatoT
MeTaboIUThl O0OMX THUIIOB: M3OJEHIMH, (EHUJIAJAHUH, THPO3HH,
TpHUNTO(aH.

CpoiicTBa 1 OHMOJIOTHYECKAsA POJb OTACJBHBIX AMHHOKHC-
JIOT.
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T nuyun.

EnuncTBeHHas w3 ABagiaTM aMUHOKHCIIOT, KOTOpas HE MMEET
ACUMMCTPHUYHBIX aTOMOB U COOTBCTCTBCHHO OIITUYCCKUX M30MCPOB.
HNmeer cmagkoBaThli BKYC, - OTCIOZJa Ha3BaHME OT TI'PEYECKOTO
glycys — cnamkuii. BXoauT B cOCTaB OENKOB, HCIOIB3YETCS IS
CHHTE3a MOP(GUPHHOB U MIYPUHOBLIX OCHOBAHUM, B HEPBHOM CHCTEME
SIBJISIETCA TOPMO3HBIM HellpoMmeauaTopoM. [Ipumensierca B MeIULIHE
B KauecTBE HOOTPOITHOTO JIEKAPCTBEHHOTO cpezcTBa. CHIDKAET TCH-
XODMOI[MOHAJILHOE HAIPSDKCHUE, TMOBBIMIACT YMCTBEHHYHO pPaboTO-
CIOCOOHOCTD.

Ananun -

VYyacTtByer B paboTe IJIIOK030-aJIAHWHOBOI'O ITUKJIA U SIBIISICTCS
OJTHUM W3 BaXHEHIIHMX CyOCTpaTOB IJIIOKOHEOI'eHe3a B IE4YeHHU. [3-
allaHUH BXOJUT B COCTAaB IIAHTOTEHOBON KHUCJIOTHI W JUIIEITHJIOB
KapHO3WHA M aHCEpWHA, Ha KOTOPHIE B MBIIIIAX Ipuxonutes 10 20%
OydhepHOI eMKOCTH.

Banumn, neiiyun, uzoneiiyun

HMeroT pa3BeTBIICHHBIC YTIIEBOIOPOIHBIC OOKOBBIE IEIH, 001a-
narorue ruapodoOHbIME CBOMCTBAMHU. UrparoT BakHYIO POJIb B THI-
poOOHBIX  B3aMMOJEHCTBHAX, CTAOMIM3UPYIOIIUX TPETUYHYIO
CTPYKTYpy Oenka. BXomsr B cocTaB y4aCTKOB, JOMEHOB OCIKOBBIX
MOJIEKYJ, KOHTaKTHPYIOIIUX C TUAPO(POOHBIMH MOBEPXHOCTSIMH, B
JaCTHOCTH ¢ MEMOpaHaMH.

3HaunTenbHAS YaCTh METAOONM3UPYETCS B CKEIETHBIX U CEp-
JICYHOM MBIIIIAaX, 9TO 00YCIOBINBACT UX IIMPOKOE UCIOIh30BAHUE B
OOIMOWIIINHTE.

IIpu BposkaeHHOM AchEeKTe AErHAPOreHa3bl Pa3BETBICHHBIX O-
KETOKHUCIIOT - (DepMEHTa, KaTaJU3UPYIOIIEr0 OAHY M3 HAYalbHBIX
peakmuii katabomusma Beex Tpex BCAA, pa3BuBaercs 3aboeBaHre
— MOuYa C 3araxoM KJICHOBOT'O CHpPOIa.

Lucmeun
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B Monekyne Oenka MoxxeT 00pa3oBBIBATH AUCYIb(UIHBIE MOC-
TUKH, CTaOWIM3UPYs TPETHUYHYIO CTPYKTypy. OOnamaer aHTHOKCH-
JAHTHBIM JIEHCTBUEM CaMOCTOSITENHHO U B COCTABE IIIyTaTHOHA.

Memuonun

— He3aMEHHMMasi Cepocojiepkalias aMMHOKUCIOTa. B cocraBe
KoepMeHTa - S-aIcCHO3UIMETHOHUHA - SIBJISICTCSI JIOHOPOM METHIIb-
HBIX TPyMIl B oJiee, 4eM COpOKa PeakIusX.

B peakuuu tpanccynbQyprUpoBaHUs TpEeBpaIiaeT CepUH B U C-
TEUH.

S-MeTHIMETHOHHUH (METHIMETHOHUHCYIb(Uii, BuTamuH U) —
BUTaMUHOIIOJIOOHOE BEIECTBO, OOJAJAIoNIee IPOTUBOS3BEHHBIM
neiicrBueM. CayKUT MCTOYHUKOM METHIIBHBIX I'PYII, 00JaaaeT Ha-
paBHE C MCTHUOHHMHOM H S-aHeHOSI/IHMeTI/IOHI/IHOM CHUJIBHBIM JIUIIO-
TPOIHBIM )IeﬁCTBI/IeM (HOBBIHIaeT YPOBE€Hb XOJIMHA, JICIUTUHA, CHU-
KaeT — XOJIECTEPHHA).

Cepun -

CUHTE3UpyeTCsl W3  WHTepMeauara  TIMKoiM3a —  3-
dochormmnepara. YaactByer B (OPMHUPOBAHWH aKTHBHOIO IIEHTpPA
MHOTHX (DepMEHTOB: TaK HAa3bIBAEMBIX CEPHHOBBIX IPOTEA3, 3CTEPas,
HanOoJiee 3HAYNMON M3 KOTOPBIX SIBISIETCS XONMHACTepasza. Jlekct-
BHE (HocHOPOPraHUUECKUX SIOB CBSA3AHO C OJIOKHPOBAHUEM THIPO-
KCUJIBHBIX TPYII B aKTHBHOM IIEHTpPE (hepMEeHTa.

®ochopunnpoBanre OEIKOB, KaK CIIOCOO PEryisiiii UX aKTHB-
HOCTH, BO MHOTHX CJIy4asiX TaKKe OCYIIECTBISIETCS TI0 OCTaTKaM ce-
pHHa.

[Ipu nexapOOKCHINPOBAHUHN 00pa3yeTcss ITAHOIAMUH.
Tpeonun —

He3aMeHUMasi aMHHOKHCIIOTa, YacThlii 00BEeKT (ochopumupo-
BaHHS B COCTaBE OerKa.

Acnapazunosas kucioma (acnapmam) -
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VYuacTByeT B CHHTE3€ MMPUMUJIMHOBBIX U MYPUHOBBIX HYKJIEO-
TUAOB, UICTOYHUK OJHOW W3 aMHUHOTPYIN B MOYEBHUHE, UTPAET BakK-
HYIO POJIb B PEaKLUAX TPAHCAMUHUPOBAHUS, SIBISETCS HEHPOTpPaHC-
MUTTEPOM.

D-acmapraT — BXOAMT B COCTaB HEKOTOPBIX OHOJOTMYECKH aK-
THUBHBIX NIENTUIOB, OCIIKOB KJICTOYHOW CTEHKH OaKTEpHUH.

Inymamunosas kucioma (2nymamam) -

OTpULATENBHO 3apsKEHHas aMUHOKHUCIIOTA, COCTaBJIAIOLIAsL 10
25% Bcex aMHHOKHCIIOT B OpraHu3Me. AKTUBHBIM Y4aCTHHUK ITpoIec-
COB TPaHCaMHUHHUPOBAHMS U TPAHCAE3aMUHUPOBAHHUS. YYaCTBYET B
nporieccax 00e3BpeKUBaHUSI aMMUAaKa, OMOCHHTE3€ ITYPHHOBBIX HYK-
JICOTU/AOB, TIOJIEP’)KAaHNN KHCIOTHO-OCHOBHOT'O PABHOBECHSI, BXOJUT
B COCTaB INIyTaTHOHA.

['myramMat W TPOAYKT ero AeKapOOKCHIMPOBAaHHUS — ramma-
aMUHOMACJISIHAs! KUCJIOTA SBIISIIOTCS HEHPOMEIUAaTOPAMU.

['myramat HaTpHs SBISIETCS HOCHTENEM IISITOTO BKyca — yMaMuy
Y IIMPOKO UCTIONIB3YETCS B MHUIIEBON TPOMBIIIIEHHOCTH.

Acnapazun u enymamun —

aMUbl ACTIAPATHHOBON U TIIyTAMHHOBOW KHCIIOT COOTBETCTBEH-
HO. YYacTBYIOT B TpaHCIOpPTe W 00e3BpEeKHBAHWHM aMMHUaKa. | myTa-
MHH — UCTOYHUK aToMa a30Ta B ITypPHHOBOM SIIPE M aMUHOTPYIIIIBI B
TyaHUHE.

Jluzuw -

AMUHOKHCJIOTA C BBIPa)KCHHBIMH OCHOBHBIMH CBOMCTBAMH. &-
aMHHOIPYIINa y4acTByeT B oOpazoBanun ocHoBanmi IlIudda, Bomo-
POIHBIX CBSI3€Hl M COJEBBIX MOCTHKOB, CTAOMJIU3HUPYIOIIMX TPETHY-
HYIO CTPYKTYpy Oe€llKa. €-aMHMHOrpyIa B MOJIEKYJaX THCTOHOB —
00BEKT KOBaJEHTHON Moaudukaruu ructoHoB. CIocoOHOCTh oOpa-
30BbIBaTh OCHOBaHMs Illudda urpaer BakHyiO pojb B KaTajau3e U
(hYyHKIIHOHUPOBaHUH psiga OenkoB. Hampumep, peTHHalb B POMXOICH-
HE IPHCOEIUHEH K €-aMHUHOIPYIINE JH3UMHA B cocTaBe Oenka. Ilome-
peUHbIE CIIUBKU B CTPYKTYpPE KOJIJIATEHA TAK)KE MPOM3BOMASATCS C IMO-
MOIIBIO 3TOHl AMHHOKHUCIIOTHI.
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Jluzun — onHa W3 JUMUTHPYIOIIMX AMUHOKHCIOT B KOpMax,
MPUTOTOBJICHHBIX M3 3€PHOBBIX KYJIBTYP. DTO OOYCIOBJIHMBACT €rO
MPUMEHEHHE B CEIIBCKOM XO3SHCTBE B KAYECTBE MUINEBOM JJOOABKH.

Apeunun

OCHOBHBIE CBOMCTBa O0YCIIOBJICHBI TYaHHIUHOBOM TPYIITUPOB-
KOH B O-TIONIO’KEHHH. Bolblioe KonuyecTBO apriHiHa B MTPOTaMUHAX
W TUCTOHAaX OOYCIIOBIIMBAET MX IOJIOKUTEIbHBIN 3apsil U BBICOKOE
cpoacTBoO K pocdarHbiM Tpynmam B coctaBe JJHK.

KitoueBoi nHTEpMEIMAaT OPHUTHHOBOTO LUKJIIA CHHTE3a MOYe-
BUHBL. SIBIsieTcsl CyOCTpaToM B CHHTE3€ OKCHJIA a30Ta — CUTHAJIBHON
MOJIEKYJIbI, UTPAIOLIeN BaXXHYIO POJIb B PETYJISIUN COCYIUCTOTO TO-
Hyca

Hcxoaupiii cyocTpaT Il CHHTE3a MOJIMAMUHOB — IyTPECIMHA,
CIIEpMHUHA U CIIEPMUINHA.

Ilponumn -

SIBIISICTCSI UMHUHOKHCIIOTOM, IMTOCKOJIbKY 30T HaXOJUTCS B HEH B
COCTaBE BTOPHUYHOH aMUHOTPYIIIBI. JTO OOYCIOBIMBACT PSIl OCO-
OcHHOCTEl O0Opa3zyeMol WM TENTHIHOW CBSI3U. Bo-TIepBBIX, OHA HE
y4acTByeT B (hOPMHUPOBAHUH BOJOPOHBIX CBs3EH, BBUILY OTCYTCTBHS
MPOTOHA, CBS3aHHOTO C aTOMOM a30Ta. BO-BTOpBIX, CIIOCOOCTBYET
n3ruly TENnTHIHOW Iemd B MECTE €€ PACHOJIOKCHUS, y4acTBYsS B
(hopMupOBaHUN BTOPUYIHON CTPYKTYpHI Oemka. OCTaTKH MPONHHA H
OKCHUITPOIIMHA — OCHOBA TPEXCIHUPATBHOW CTPYKTYPHI KOJIareHa.

3aMeHNM, CHHTE3UPYETCsI U3 TITyTamMara.
Tucmuoun —

PaHCC CHHUTAJICA YCIOBHO 3aMEHHMOMN aMHHOKHCHOTOﬁ, " 49TO B
OK30I'€CHHOM IIOCTYIUICHHH HYXIAKOTCA TOJBKO MJIaJCHIIBI. B mHa-
CTOAIICC BPEMA YCTAHOBJICHO, YTO Y YCIOBCKA M JKMBOTHBIX 3HIO-
TEHHBIN CUHTE3 TUCTUINHA HE IpOUCXOJUT.

YacTelii KOMITIOHEHT aKTHUBHBIX IIEHTpOB (epMmeHTOB. Mmmuma-
30JIbHOE KOJBIIO MPHU (Qu3uoiornueckux pH Moxer mepexomuTs u3
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HpOTOHHpOBaHHOﬁ B HCIIPOTOHHUPOBAHHYIO q)OpMy, qTo O6YCJ'IOBJ'II/I-
BacT €ro poJjib B KUCJIIOTHO-OCHOBHOM KaTaJIn3¢.

IIpu mexapOOKCHINPOBAHUK 00pa3yeTcsi THCTAMUH — OHMOJIOTH-
YECKH aKTHMBHOE BEIECTBO C IIMPOKUM CIEKTPOM JICHCTBHUS

Denunananun.

OeHnIbHBIA paguKal OOYCIOBIMBAECT €ro TUAPOPOOHOCTh U
poiib B THIPOGOOHBIX M CTIKHUHI-B3aMMOACHCTBUAX, 00CCIICUMBAIO-
px (QOJIAMHT ¥ CTAOMIM3UPYIOIIUX TPETHYHYIO CTPYKTYPY OCIIKOB.

Konnentpaius GeHuiaiaHiHa B KJIETKE PEryJInpyeTcs 3a cueT
TUAPOKCUINPOBAHMS U TIPEBpaIieHus B TUPO3uH. [Ipu HacnencTBeH-
HOW TIATOJIOTMU 3TOTO MpOIlecca pa3BUBaeTCs 3a0ojieBaHue — (hEHUII-
KETOHYPHS.

Jurientuy acnapTmwi-heHUIalaHWH M3BECTEH, KaK acrapram, -
IIUPOKO MPHUMEHSIOIMICS B MUINEBOW IPOMBIIUIEHHOCTH IOJCIIA-
CTHUTEIb.

Tuposun —

TunpokcuibHas TPyNIa THPO3MHA — YACTBIA JIOKYC MOCTPaHC-
KPUIIIIUOHHOW MomupuKamuu OeIKOB, B 4acTHOCTH (ochopuaupo-
BaHUSI.

Tupo3uH - cyOcTpaT B CHHTE3€ TaKMX TOPMOHOB U HElipoMeara-
TOpPOB, Kak aapeHaaud, HopaapeHanud, JODA, nobaMuH, THPOKCHH
U TPUAOATUPOHUH.

Tpunmodgan

WunonpHOE KOMBIO obONmamaer ruApoOOHBIMU CBOMCTBAMH H
YYacTBYeT B CTIKHMHI-B3aMMOICUCTBUX. CHyXHT cyOcTpaTtoM uis
CHUHTE3a CEpOTOHMHA, MenaToHWHA U BUTamuHa PP. [lpumensiercs B
MEIUIMHE ATl JICYEHWsS HEPBHO-TICUXMYECKHX 3a00/ieBaHMHA U B
CEIIbCKOM XO3SHCTBE U1l 000TaleHUs] KOPMOB JKUBOTHBIX.
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BEJIKHN

Benku (mpoTenHbl) — MaKpOMOJIEKYIbI, TOCTPOCHHBIC U3 aMU-
HOKHUCJIOT, B COCTaB KOTOPBIX BXOAUT OAHA HUJIM HECKOJIBKO IMOJIHUIICII-
TUIHBIX 1enel. ITocnenoBareabHOCT aMUHOKUACIIOT 3aKOAUPOBAaHA B
yuactke JIHK, HazpiBaemom renom. IlocnenoBaTenbHOCTh HYKIEOTH-
J0B B reHe konupyercss Ha matpuunyto PHK, kotopas ciyxur mat-
PUIICH JUIs CHHTE3a IaHHOro Oeka ¢ ydactueM pudocoM. benku BbI-
MOJHSIOT B JKWUBBIX OpraHU3Max HAaMHOro Ooiblie (QyHKOHH, deM
JpyTre KIacchl OpraHUYeCKUX COSTUHEHNMN.

Ctpoenue 6eaKoB.

KopoTkue 1enoykd M3 aMHHOKHUCIIOT Ha3bIBAIOT TCMTHIAMHU,
OJIUTOIENTUIAMY HIIM TOJHUIENTHAAMH B 3aBUCHMOCTH OT JJIHHEIL.
Benkom 0ObIYHO HA3BIBAIOT HOJMIENTUA AuHON Oosee 20-30 (uHo-
rna 6onee 40 u naxe 50) aMHHOKHCIIOT NIPU YCIIOBHH, YTO OH UMEET
YCTOHYHMBYIO TPEXMEPHYIO CTPYKTYPY.

XUMHUeCKHE CBSI3M, YUYACTBYIONME B (POPMUPOBAHUU CTPYKTY-
pbI Oerika.

Kosanenmmnole cessu

OT0 menTUAHAS CBA3b U OUCYIbduaabie MocTuku. CBOWCTBA U
MEXaHHU3M O00pa30BaHUs 3THUX CB3eH pa3Oupaauch B pasjeie, I0-
CBSAIIICHHOM aMHHOKHCIIOTAM.

ﬂel’lTHAHblﬁ ocTos

o

CH,
|

WOHHasA CBA3b BOAOpOAHaﬂg
CBA3b

1
CH, — CH, — CH, — CH, — NH3* "0 — C — CH,

o
I
C—NH,

avcynbdugHbIi CH,
MOCTHK

\S

rmgpodobHoe
B3aumogeincTene

https://www.khanacademy.org/science/biology/macromolecules/proteins-and-amino-acids/a/orders-of-protein-structure
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Boodopoonvie cesnzu

BonoponHast cBsi3b BOSHHKAET MEKIY aTOMOM BOJOPOJA, 3apsi-
KCHHBIM ITOJOXUTCIBHO, U KaKI/IM'HI/I6O QJICKTPOOTPpULIATCIIbHBIM
aTOMOM, HalpHMep, a30TOM, CEPO HITH KUCIOPOIOM.

Homnnvie ceszu.

OTO XMMUYecKasi CBs3b, OOYCIOBJICHHASI DJIEKTPOCTATHYECKUM
MPHUTSHKEHNEM KaTHOHOB M aHUOHOB. B Moiekyne Oenka — 3To 1o-
JIOKUTENBHO 3apsHKEHHBIE TPYIINBI apTUHUHA, JTM3UHA U TUCTHANHA U
OTPHIIATENHHO 3apsKEHHBIE OCTAaTKH acrapTaTa U riyramaTa.

Tuopoghobrvie 63aumooeiicmausi.

BozaukarmT B BOIHON cpene MexTy THAPOGOOHBIMHU pajrKaia-
MU aMHHOKHCIIOT B cocTaBe Oenka. HemomspHble Ipymnmbsl aTOMOB
HapymarT 3D-cTpykTypy MOneKys BOAbI, CHOPMUPOBAHHYIO 33 CUET
BOZOPOIHEIX cBsi3el. [lockompky 0Opa3oBaHMe BOJOPOIHBIX CBSI3EH C
ruIpoQOOHBIMU paJIUKalaMi HEBO3MOXKHO, MOJIEKYJBI BOJBI Tepe-
OPHEHTHPYIOTCSl TAaHTEHIIMAJIBHO, 00pa3ysl BOKPYT HUX CBOETO poja
kapkac. O0beMHeHne THIPOPOOHBIX CTPYKTYP B KIIacTephl ¢ MUHU-
MaJbHON IIJIOMIAbI0 KOHTAKTa C BOAON CTAHOBHUTCSA ISl CHCTEMBI
TEPMOJIMHAMUYECKH BBITOAHBIM. Kiacrepsl, chopMHpOBaHHBIE 3a
CYET BBITAJKWBAIONIEH CHIIBI BOJIBI, CTAOMIM3UPYIOTCS cuiaMu BaH-
nep-Baanbca.

Cunwt Ban-dep-Baanvca.

DTO B3aMMOJCHCTBUS MEXIY IMOCTOSHHBIMHU JINOO HaBEICHHBI-
MU TUIONSIMA. BO3HHUKAIOT IpH cOMMKEHNH aTOMOB U JICHCTBYIOT J10
paccrosiHus BaH-nep-BaambcoBa koHTakta (3-4 aHrcrpema), Koraa
NPUTSDKEHUE YPaBHOBEIIMBACTCS OTTAIKWBAHUEM BCIIEICTBHE Iepe-
KPBIBaHUS JIEKTPOHHBIX 001aKoB. OTHOCATCS K c1a0BIM B3aMOCH-
CTBUSIM. B CHITy MHOTOYHCIICHHOCTH Hapsay ¢ BOZOPOIHBIMHU CHIIA-
MH UTPAlOT BaKHEHIIYIO POJIb B CTAOWIM3ALMH MPOCTPAHCTBEHHON
CTPYKTYpHI O€lTka ¥ KOMIUIEMEHTAPHBIX B3aUMOJICHCTBHSX.
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YPpoBHM CTPYKTYPHOI1 Opranusanuu oeyaka.

Kasxaplii Oenok uMeeT YHUKaJIbHYIO MPOCTPAHCTBEHHYIO CTPYK-
Typy. OHa na0uibHa, pearupyeT Ha OKPYXCHHE M H3MEHSIETCSI B
npornecce (HYHKIMOHUPOBAHHUSA. TpEXMEpHBIE CTPYKTYPBI, KOTOpBIE
MIPH 3TOM BO3HMKAIOT M MEPEXOT APYT B Apyra, HA3bIBAIOTCS KOH-
(dopmanusamMm, a mepexosl Mexay HUMH — KOH()OPMAalMOHHBIM CIIBHU-
rom. Kondopmanus QyHKIHMOHATBPHO aKTHBHOTO O€NKa Ha3bIBAETCS
HaTUBHOM.

TpexmepHas CTpyKTypa 00pa3yercs 3a CYET CTPOro OIPEIeICH-
HOM YKJIQJIKU TOJMIENTUIHON LIenu B mpocTpaHcTBe. [Ipu sTom B
OenkoBol rI00OysIe Hapsay € HEYHOpsIOYeHHBIMH (parMeHTaMu
MIPUCYTCTBYIOT XapaKTEPHBIE CTPYKTYPHBIE JIEMEHTHI. T pauIiOHHO
OHHM OITHCHIBAIOTCS B BHJIC YETHIPEX YPOBHEHW OpTaHU3AINNA OSITKOBOM
MOJICKYJTBL.

[lepBryHas CTPYKTYpa — IMOCIEA0BATENbHOCTh AMHUHOKHCIIOT B
MONTUTNIENTUIHON 1enu. MHIuBruayanpHa A KaXaoro Oernka, 3aKo-
mupoBana B JIHK, crabunmsupoBana menTuaHbIMEA CBsi3siMu. CunTa-
ercs, 4To B HabOpe aMHHOKHUCIIOT U MX TOCJIEN0BAaTEIHHOCTH COEp-
KUTCS JOCTaTOYHAST HH(pOpMANHUs 1iist (HOPMHUPOBAHISI €O HATHBHOM
TPEXMEPHOH CTPYKTYPHI.

AMUHOKHCIIOTBI B COCTaBE MOJUIECHTHIHON IEMN HAa3bIBAIOTCS
AMHUHOKHCIIOTHBIMH ocTaTkaMu. OHH 00pa3yroT MENTHIHBIA OCTOB -
noBTopsitoIytocs mocienosarensHocTh (-NH-CH-CO-) -, ot koro-
poii Yepeaysich B 00€ CTOPOHBI «OTXOIAT» PaTUKaIbl AMUHOKHCIIOT.

Koncepsamuegnvie momugsr — ycToitunBble ()parMeHTHI IIEPBHY-
HOH CTPYKTYpBI, BCTPEUAIONIHecsl y MHOTHX OenkoB. B xozme sBomo-
MM OHU M3MEHSIOTCS He3HaunTenbHO. CONOCTaBIsAs CTPYKTYpY Ta-
KHX MOTHBOB Yy Pa3HBIX BHIOB, MOXXHO BBUICHUTH CTEICHB (huIIore-
HETHYECKOro POJCTBA MEXAy HUMHU. B cirydae HOBoro Oenka m3yde-
HHUE KOHCEPBATHBHBIX MOTHBOB ITO3BOJISICT CHIENATh IPEIITONI0KEHUE
0 ero QyHKIHUH.

Bmopuunas cmpykmypa.

OtnenpHbIE YYACTKH MOJUIIENTHIHOM LN B COCTaBe OETKOBOM
700yl MOTYT MMETh PETYSIPHYIO CTPYKTYPY, CTaOMIN3UPOBAaH-
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HYIO BOJOPOAHBIMHU CBSI3IMU: O-CIIUPAJIH, -CTPYKTYpHI (CJIOH) U TO-
BOPOTEHI.

o-cnupans - Jaiie IpaBo3akpydeHHas ¢ 3,6 aMUHOKUCIOTHBIMHU
OCTaTKaMH Ha BHTOK. BojopoaHbie cBS3M 00pa3yloTcsi MEXIYy aTo-
MaMU IICOTUAHBIX I'PYyHNIl COCCAHUX BUTKOB W HAIIPAaBJICHLI BAOJIb OCHU
CIiupaJiu. AMMHOKHUCIOTEI C 3apsKCHHBIMH WA O6T)CMHI)IMI/I pagu-
KaJlaMH TIPEMSITCTBYIOT 00pa3oBaHui0 criupaiu. [IponuH B monumer-
THIHOM LIENU BBI3BIBAET €€ U3THO.
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https://www.khanacademy.org/science/biology/macromolecules/proteins-and-amino-
acids/a/orders-of-protein-structure

[-Cmpykmypol 00pa3yroTcst Ipu COMMKEHUH JIMHEWHBIX Y4acT-
KOB OJTHOW WJIM HECKOJBKHX TONHIENTHAHBIX Ierneld. CTabummsnupy-
IOTCA BOAOPOAHBIMHU CBA3SIMH MEXIY aTOMaMU IENTHIHOI'O OCTOBA.
B ornuune ot o-cnupany, BOAOPOAHBIE CBSI3U PACIONIOXKEHBI MeEp-
MIEHIUKYIIAPHO OCH 00pa30BaHMUsL.

Ecnu nuneliHble ydacTKu B B-CTPYKType HampaBiIeHbl B OIHY
CTOPOHY, OHA Ha3bIBACTCS MapauIeNbHON, €CIIM B pa3Hble — aHTHIIA-
payienbHON. [locKkombKy aTOMBI B IENTHIHOM OCTOBE PACIIONOKEHBI
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3Ur3arooOpasHo, HECKOJBKO IIeNel, pacloiioKeHHBIX psiioM, oOpa-
3YIOT CTPYKTYpYy THIIa CJIOKEHHOTO rapMolkoi jucra Oymaru. Ilo
9TOM TpUUMHE [B-CTPYKTYpbl HAa3bIBAIOT Takxke [B-caosMu uiau 3
CKJIAJTUYaTBIMH CIIOSIMU.

B B—cnosx nmpeobnanaioT rIMLIUH U aJaHuH, TOCKOJIbKY aMHHO-
KUCIIOTBI ¢ 00bEMHBIMHU H 3apSHKCHHBIMU PaIMKAJIaMHU TPETSTCTBYIOT
00pa30BaHUIO BOMOPOAHBIX CBSI3eH MEKIY aTOMaMH MENTUAHBIX OC-
TOBOB.

MHorue puOpusipHbie OENKH MOCTPOEHBI ¢ MpeodiagaHueM
3JIEMEHTOB BTOPUYHON CTPYKTYPBI.

00l MPaBO3aKPYICHHYIO O-CTIHpab. Ero monumenTuaHbIe Ien CIH-
pPaM3yIOTCA U CYNEpCIUPaM3yOTCs, 00pa3yst (GUOPUILIBI, KOTOPbIS
neperierasch (HOPMUPYIOT BOJIOC HIIM BOJIOKHO IiepcTH. B cocraBe
MOJIEKYJ Oi-K€paTHHA MHOTO OCTATKOB IUCTEMHA, KOTOPbIE CKPEILIs-
FOT LS MEXTy CO00M TUCYTbPUIHBIMA MOCTUKAMH.

Koimrares.

benok MexkieTroyHoro BelecTBa KOCTHON TKaHU, XpAIIEH, Cy-
XOXKIIINN, KOXKHU. 3a c4eT OONBIIOro KOJIMYECTBa OCTATKOB MPOJIHHA
U THIPOKCUTIPOIUHA, (OPMHUPYIONIMX HW3THO LIEMH B MECTE CBOETO
PacHoIOKeHHs, MOJEKyla TMPeACTaBIsIeT CO00K JIeBO3aKpydEeHHYIO
CHHUpaidh C O4YEeHb MajbIM ImaroM. Poib BOJOPOTHBIX CBs3eH B ee
(hopMupoOBaHUHN Maja, TTOCKOJIBKY BTOPUYHBIA a30T MPOJIWHA ITIOCIe
0o0pa3oBaHWs TENTHIHOW CBS3W IJUIIAETCS EIWHCTBEHHOT'O aToMa
BOJIOpO/IA.
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OCJIOK MayTHHBI U IIeNKa. Ero 3J1acTHYHOCTh U TIPOYHOCTH 00Y-
CJIOBJICHA TE€M, YTO €0 IMOJHUICNTUIHBIC IS OPraHU30BaHbI B aH-
TUTIApaJUIeNbHbIe CKiIaauaTeie ciion. OH COCTOUT W3 aMHUHOKHUCIIOT,
HMEIOIINX MUHHMAJIbHBIN pa3Mmep pajuKajia: ajaHWH, TJIULWH, Ce-
PHH, 9TO CIIOCOOCTBYET MaKCHUMAJILHOMY CONIDKEHUIO Tereld u Ghop-
MHPOBaHHUIO BOJOPOIHBIX CBS3EH.

| o - _ . anavwH —@ e @

FAMLUHAH

PUYHON WU TPETUYHOM CTPYKTYPOH.

OnactuH - OEOK MEXKKIETOYHOI'O BELIECTBA COCTMHHUTEIBLHON
TkaHd. OOecTeynBaeT ACTUIHOCTh TKaHEH, 0COOEHHO TTOBEPIKEH-
HBIX PACTSDKEHHUIO U CKATHIO: KPOBEHOCHBIE COCYAbI, JIETKHE, TOJIbIe
OpTaHEbI, CBA3KH, KOXKa. DTO CBOICTBO 00YCIOBIIEHO €ro XapaKTepHOH
HAJMOJIEKYJIIPHON cTpyKTypoil. [lonumenTuaHble LenM 3JacTUHA
00BEIMHAIOTCS B CETYATYI0 CTPYKTYPY C IOMOIIBIO OCTATKOB JIM3HU-
Ha, ciuuBaromuXx C-KOHIBI HECKOIBKUX HUTEH. DTH MEpEeKpecTsl Mo-
clie THIPOJN3a MOXHO BBIACIUTH B BUAE OTHCIBHBIX CTPYKTYp —
necMo3uHOB. OHM 00ecneynBaroT IPOYHOCTh TKaHU Ha pas3psiB. Ilo-
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MHMO 3TOr0, B 3JIACTUHE MHOTO THAPOPOOHBIX aMHUHOKHCIIOT, KOTO-
pble CIOCOOCTBYIOT CXKATUIO LieNell M BOCCTAHOBJICHUIO HCXOAHOM
(hopMBI TKaHH.

=
fn- 27%
Ana-19%
Ban-10%
Neit-1,7%
pacTaxeHne coKpauweHuwe

oTaensHan : CLUMBKK
monekyna Genka

https://doctor2018.jumedicine.com/

wp-content/uploads/sites/9/2019/05/
BioMOB8_Fibrous- proteins_2018-2019 pdf

CynepBTOprUYHas CTPYKTYpa OelIka

[IPEAToaraeT Haluuue CmpyKmypHolX MOMUGOE - YCTOMUUBBIX
COYETaHWM DIIEMEHTOB BTOPHYHOH CTPYKTYpbl. OOBIYHO STO He-
CKOITBKO TIEMeH, CIupajell Wil JFCTOB, ONPeNeIEHHBIM 00pa3oM op-
TaHW30BaHHBIX B IIPOCTPAHCTBE, COCAMHEHHBIX HEYIOPSA0YECHHBIMU
¢parmMeHTamMu LenH, NETIsIMH, NoBoporamMu. OIMHAKOBBIE CTPYK-
TypHBIE€ MOTHBBI MOTYT OBITh Y CaMbIX pa3HBIX OEJNKOB, HO, KaK Ipa-
BHJIO, UMEIOMIMX OOIIyr0 (yHKIHOHAIBHYIO OcoOeHHOCTb. Hampu-
mep, A cBszu ¢ JJHK npennasHaueHbl MOTUBBI «CIUPATIb-IIOBOPOT-
CIIMPAJIbY» U «IIMHKOBBIH Majer.
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Cnspans-noeopor-cnupants

Unwxoswi naney

https://www.ebi.ac.uk/training/online/course/biomacromolecular-
structures-introduction-ebi-reso/proteins/structural-motifs

CTpyKTYpHBIE MOTHBBI MOTYT OBITh KaK OY€Hb HPOCTBIMU, TaK U
OYeHb CIIOKHBIMU. Hampumep, B-mmuibKa — 3TO BCEro JIMIIb PE3KHMA
oBOpOT ernu Ha 180 rpagycoB ¢ ydacTheM TpeX, MaKCHUMYM YeThI-
pex aMHUHOKHCIOT. B TO e Bpems, «O04OHKM», (hopMupyroImme
TpaHCcMeMOpaHHbIE IOPBI, 00pPa30BaHbI MPUYY/UTUBBIM TIEPEIIeTeHH-

€M MHOXXECTBa [(-JTUCTOB.

https://en.wikipedia.org/

wiki/Beta_barrel

Jia coennHEHNS HECKOMBKUX CyOBENUHUI] MM OCNKOB B OJTUH
KOMILJIEKC HCIIONIb3YETC MOTHUB <JICHIIMHOBAS 3aCTEXKKA»:
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JleunHOBan 3acTexka

https://favpng.com/png_view/zipper-leucine-zipper=
structural-motif-dna-binding-domain-protein-
png/PLVDfmSf

B crnmpamsix, nmpuHaaIeKamux IBYM pa3HBIM OelkaM (THCTO-
HaM), ¢ BHYTPEHHEH CTOPOHBI Yepe3 BUTOK PACIONaraloTCs OCTATKU
JeinuHa. 3a cyeT ruapo(OOHBIX B3aMMOACHCTBUI CIUPAIM HPUTS-
TUBAIOTCS IPYT K APYTY, OOBEIUHSIS OCITKH.

TpernyHas CTPYKTypa.

OTo TpexMepHas CTPYKTypa Oenka, COCTOSIIEro W3 OIHOW T0-
munentuaHoN 1enu. OHa GOpMHUPYETCS B CTAOMIIM3UPYETCs 32 CUET
KOBAJICHTHBIX (AUCYTB(UIHBIX MOCTHKOB), BOAOPOAHBIX, HOHHBIX H
ruapooOHBIX CBSI3eH MEXAy paJiKalaMd aMHHOKHCIOT. B Hel
MIPUCYTCTBYIOT HEYNOPsI0deHHBIE (hparMeHTHI IEIH, JIIEMEHTHI BTO-
PUYHOI CTPYKTYPHI, TOMEHBI.

TperuuHas CTpyKTypa B 3HAUUTEIBHOM CTEMEHH OMpPEAeNseTCs
HabOpOM M TIOCIENOBATENFHOCTHI0O aMUHOKHUCIOT B Oenke. Y mpo-
CTBIX OenKoB oHa (popMHUpyeTCsl CaMOITPOU3BOIIEHO TI0 X0y OMOCHH-
Te€3a, y CJIOXKHBIX - C YUaCTHEM CIENHaIN3UPOBAHHBIX OENKOB — IIa-
MIEPOHOB U IIANIEPOHUHOB.

B o0pazoBaHuM TPeTUYHOH CTPYKTYpHl Ba)KHEHIIYIO POIb WT-
patoT TUAPOQOOHBIE B3aUMOJEHCTBHS. YKJIaJIKa TOIHITETITHIHON
LENW MPOUCXONUT TaKMM 00pa3oM, YTO B PACTBOPHMBIX OenKax Ha
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nepudepun pacroyaralTcsi THAPOPUIBHbIE PaTuKaibl aMUHOKHC-
not. benku, ¢pyHkunonupyoomnpe B TuapoGoOHOM OKpYKEHHHU, Ha-
npuMep, MeMOpaHHbIe, HA000pPOT «IPAYYT» UX BHYTPH TIIOOYIEL.
TpernuHast CTpyKTypa, Kak MpaBWIIO, 3TO HamOoliee yCTOWYHBAS
KOH(HTYpalus eny ¢ MUHUMaIIbHOM cBOOOJHOH SHEpTuei.

Jlomenwr -

4acTh OEJIKOBOH MOJIEKYJIbI, MMEIas COOCTBEHHYIO IJI00Y-
JIIPHYIO CTPYKTYPY W BBINOJHSAIONIAS ONPEACICHHYIO (DYHKIIUIO.
Bo3HUKAIOT, 3BONIOIMOHUPYIOT U MOTYT (DYHKIIMOHHPOBATH CaMO-
CTOATENHHO. DOJIIUHT YACTO MPOUCXOAUT HE3ABUCUMO OT OCTAIBLHOMN
MOJEKyIbl. VMEIT YCTOMYMBYIO CTPYKTYPY, MOBTOPSIOUIYIOCS Y
MHOTUX OelikoB. B x0/1€ 3BOMIOIIMK JOMEHBI BBICTYNAIOT B KAYECTBE
CTPOUTENBHBIX OJIOKOB, M3 KOTOPHIX KOMIIOHYIOTCS HOBbIC Oeiku. B
3KCIIEPUMEHTE MOT'YT OBITh U30JUPOBAHBI C COXPAHEHUEM (PYHKIIUU
Y UCTIOJIb30BAHBI B KOHCTPYHPOBAHUY XUMEPHBIX MOJICKYII.

JloMeHBI B MYJIbTHJIOMEHHBIX O€likax (DYHKIHOHUPYIOT KOOP-
JUHHUPOBAHHO.

aKTUBHbIN

https://en.wikipedia.org/wiki/Pyruvate_kinase

Ha pucynke — noMeHHasi CTpyKTypa NUpyBaTKUHAa3bl. A — KaTa-
JUTHYECKUI JOMEH C aKTHBHBIM LIEHTpOM, B — HyKIIeOTHICBS3HI-
BarOIIUH 1oMeH, C — peryssTOpHBI.
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Omauuue domena om cmpyKmypHo20 MOMUGA.

CTpyKTypHBIE MOTHBBI — OTHOCHTEIIFHO HeOombInne 00pazoBa-
HUs, HE BCET/Ia UMEIONIHE COOCTBEHHYIO0 (DYHKIIMIO. DTO MPEXKIe BCe-
rO CTPYKTYPHBIM 3JEMEHT, 4acTh OOLIeld TPEeXMEpHOW CTPYKTYPHI
Oenka. JloMeH — 3TO M30MUPOBAHHOE CTPYKTYPHO-()YHKIIOHATIBHOE
obpazoBanue. B ero cocraBe MoryT ObITH CTPYKTYpHBIE MOTHBHI. Ha-
Jare cOOCTBEHHON (QYHKIUH — 00s13aTeNbHBIA aTpuOyT TOMEHOB.

YersepTuuHas CTpYKTypa Oelka

OObenuHeHne HECKOBKUX TIONUIENTHAHBIX TeTei co chopMu-
POBAaHHOI TPETUYHOW CTPYKTYpOH B €IMHBIA KOMIUIEKC. benkw,
MMEIOIIME YeTBEPTHYHYIO CTPYKTYpPY (COCTOSIIME W3 HECKOIBKUX
CyObeITMHUIT), HAa3bIBAIOTCS OIMTOMEPHBIMA. MOHOMEPHI, BXOASIINN
B COCTaB KOMIIJIEKCA, HA3bIBAIOTCS MPOTOMEpaMU MM CyObeANHNIIA-
Mu. B 3aBucuMocTH 0T umcna cyObequHHI] Ha3BaHHE KOMILIEKca
(hopmMupyerca M3 JATHHCKUX YUCIUTENBHBIX U OKOHYAHHUS «MEp» -
JMMep, TeTpaMep | T.J1. Yalie Bcero B OJMrOMEpHBIX Oekax ObIBaer
70 BOCbMHU CyOBenuHHMIL. [IpoToMepsl MOTYT OBITH OIMHAKOBBIMU U
pasHbIMH. B mepBoM ciydae ynoTpeOJsIOT NPHUCTaBKY «TOMO», BO
BTOpPOM — «rerepo». Hampumep, Tprosodocdarnzomepasa — romo-
IUMEp, TEMOITIO0HH - TeTepOTETPAMED.

benkn crocoOHBI 00pa30BBIBATE HAMOJIEKYISPHBIC KOMILIEK-
CBI, COCTOAIINE U3 JECATKOB U COTEH WHIMBHIYaIbHBIX MOJIeKyd. K
HUM OTHOCSTCS IIPOTEACOMBI, CIUIAHiCOCOMBI, MYJIBTH(EPMEHTHBIE
KOMIUIEKCHI, KaTaTM3UPYIOIIHE ABa U OoJee MOoCIeI0BaTEeNbHBIX Ipe-
BpalIeHUH B KaKOM-THOO METa0OINYEeCKOM ITyTH: THPYBATACTUAPO-
TeHa3HbIH KOMIUIEKC, CHHTETa3a >KUPHBIX KHCIOT, LEeMb IepeHoca
9NIeKTpOHOB. OMHUM W3 KPYHHEHIIMX HYKICONPOTEHHOBBIX KOM-
IIJIEKCOB SIBIISIETCA prdocoma.

OO0benuHeHNe CYObEIUHUI] U OEIKOB B KOMILJIEKCHI MPOUCXO-
AT 32 CYET HEKOBAJIEHTHOIO OENIOK-0EIKOBOr0 B3aHMOICHCTBUSL.

Jenarypanusi 6ej1Ka — NoJHAs WIM YaCTUYHAS yTpaTa HaTUB-
HOW BTOPWYHOH, M (MJIM) TPETUYHOM, U (WIIN) YETBEPTUYHON CTPYK-
TypbI OeJKa, MpUBeIIas K rmorepe OMoiornueckoi akTiBHOCTH. [pu
JeHATypaluy MPOUCXOAUT Pa3pbiB CIAOBIX CBs3EH, CTaOMIM3UPYIO-
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LIMX HAaTUBHYIO CTPYKTYPY MoOJeKyibl. [lenTuaHbie cBs3u HE pa3py-
HIAI0TC.

JHenaTypanusi mposiBIIsSIeTCsl MPEKIE BCEro morepei ouoaornye-
CKOW aKTUBHOCTH. MOKET CHUKAThCsl PACTBOPHUMOCTE OeJIKa, pou c-
XO/IUTh arrperamysi MOJEeKyll U BBIMAJeHUE OcajKa BCIEACTBHE dKC-
MOHUPOBAHUS TUAPOPOOHBIX TPYIII.

@daxTopbl, BRI3BIBAIOIINE JEHATYPALIMIO, ACIATCA HAa MEXaHHUYe-
ckue, pusndeckre u xumudeckue. OObBIYHOE BCTPSIXUBAHKUE PACTBOPA
MOXET HETaTHBHO CKa3aThCsl Ha aKTUBHOCTH Oenka. U3 ¢ghuzuueckux
¢axmopoe HanbombIlIee 3HAUCHHE UMEET TemIeparypa. Ee moBblie-
HUE BBI3bIBAET JIEHATYPAIIUIO BCIIEACTBHE Pa3pbiBa BOJOPOAHBIX CBS-
3€H.

Xumuueckue gpaxmopui.

pacrpeneneHus 3apsaoB B Mojiekyie Oeika. Fcue3atoT OfHU U MOSIB-
JSIFOTCSI IPYTHE MOHHBIC B3aMMOJCHCTBHUS, MPHUBOMAIINE K IOTEpe
HAaTUBHOU KOH(OPMAIIHH.

TEHTHI) Pa3pylIaloT BOJOPOIHBIC CBSI3U MEXKIY MOJCKYIAMH BOJIBI,
YMeHbIIasi TakuM 00pa3oM ruapodoOHbIE B3aMMOAEHCTBUSA, UTPatO-
Ipie BaKHEHITyo poib B cradmmm3anuu 3 D-cTpykTypsr Oenka.

KHCJIOTHBIX PaJNKajoB.
Penamypayus.

B HekoTOpbIX citydasx, NpH ObICTPOM YIal€HWH JeHaTypH-
PYIOIIEro areHTa BO3MOXKHO BOCCTaHOBJIEHHE aKTHBHOW KOH(OpMa-
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1uu Oenka. Yaie BCero 3To BO3MOXKHO B ClIydae HEOOIBIINUX OCIIKOB,
HampuMep, puOOHYKIIea3kl.

Buoxumma: yuebHuk ona sysoe/ nog peg. E.C.CesepuHa - 5-€ usa., - 2009 - 768 ¢

Kaaccnpuxanus 6enkos.

o dhopme MosiekyIibl Oenku aesaTcs Ha GUOPUILIApHBIC (Kepa-
THH, KOJUIareH) U TII00YIspHble (OONBITUHCTBO KIETOUHBIX OENKOB).
OHu xe OTINYaroTCs no pacmeopumocmu. OuOPUILIIpHBIE, B OTIHU-
4re OT MIOOYISIPHBIX, HE PACTBOPSIIOTCS B BOJIE.

ITo cocraBy Genky OBIBAIOT IPOCTBIMH M CIIOKHBIMHU. CIIOKHEIE,
MOMHUMO aMHUHOKHUCIIOT, COJAEPIKAT HEOENKOBYIO 4acTh. PaHee mpo-
CTble OENKHM Ha3bIBaJKCh MPOTEHHAMH, CIIOXKHBIE — MpoTenamMu. B
HACTOsIIIee BpeMs 3TOT TEPMUH He ynoTtpedisiercs. Eciu HeGenkoBas
YacTh MPOYHO CBSA3aHA, @ BO MHOTHX CIy4YasX 3TO KOBaJCHTHAs
CBSI3b, OHA HA3bIBAaeTCA npocmemuyeckou epynnou. Ilo xapakrepy
MPOCTETHYECKON TPYIIIBI OSITKHU JIENATCS HA CIETYIONIHE TPYIIIIHI.

Inuxonpomeunsl B KadecTBE MPOCTETUYECKOW TPYIIBI COnEp-
’KaT MOHO- WJI OJINTOCAXapU/Ibl, TPUCOCANHEHHBIE K aMUTHOM TPyTI-
e acraparvHa Wik THAPOKCHIY CEpHHA, TPEOHWHA MO0 THIPOKCH-
nu3uHa. Jlons yrieBogHoro KomioHeHTa He mpebimaer 40%. I'nu-
KOIPOTEMHAMH SBIISIIOTCS AHTHTENA, OCNKM TJIABHOTO KOMILIEKCA
THCTOCOBMECTUMOCTH, HEKOTOphIe TOPMOHBEL. YacTo TIHMKO3HIHPY-
I0TCs1 O€NKH, MpeHa3HaYeHHbIe Ha SKCIIOPT.

VIHTEeHCHBHO TIMKO3WIMPOBAHHbBIE OENKH, B COCTaB KOTOPBIX
BXOZAAT INIMKO3aMHHOTJIMKaHB! (IeTepoIoucaxapuipl), Ha3bIBalOTCs
nporeornvkanamMu. Jlons yriieBOOHOrO KOMIIOHEHTa B HUX HAaMHOTO
BBIIIE, YeM Y TIIMKONPOTEMHOB. Bmecte ¢ pubpuiuisipapiMu Oenkamu
oHU (HOPMHPYIOT MEKKIIETOUHOE BEIIeCTBO. B pasnerne, mocesiueH-
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HOM YTJICBOJAAaM, MMPUBEACHA CXEMa CTPOCHUA arTpCKaHa — IPOTCOr-
JIMKaHa XpSIHIeBOI\/'I TKaHH.

Jlunonpomeunvt u npomeorunuodvl. K mepBbIM OTHOCSTCS Oell-
KOBO-JIMIUAHBIE KOMIUIEKCHI IJIa3Mbl KPOBH, NIPEAHA3HAYEHHBIE IS
TPaHCIOPTUPOBKHU JIMIHUAOB: XUJIOMHUKPOHBI, JTUIOIPOTEUHBI BBICO-
KO, MPOMEXYTOUYHOM, HU3KOW, OUEHb HU3KOM IJIIOTHOCTH.

[IporeonunuuaMu Ha3bIBAIOTCS OCIIKM C KOBAJICHTHO IPUCOE-
JUHEHHBIMHM MOJICKYJIAMU JIMIKIOB. Yallle BCEro 3TO OCTATKU Iajib-
MUTHUHOBOM W MHUPHCTHHOBOH KHCJIOT, KOTOpPBIE CIIy)KaT CBoeoOpas-
HBIM SIKOPEM, VJEP)KHUBAIOIIMM OCJIKH Ha MOBEPXHOCTH MeMOpaH.
OpHako, poJib JIUIUJAHOTO KOMIIOHEHTa MOXET ObITh W Jpyrou. Ha-
MPUMEpP, TOPMOH TPEJIUH MPHOOPETaeT OMOJIOTMYECKY aKTHBHOCTD
TOJIBKO TI0CJI€ OKTAHOMJIUPOBAHUSL.

Hyxneonpomeumnsi — 310 1100bI€ KOMIUIEKCHI OCIIKOB M HYKJICH-
HOBBIX KHCIIOT. ITO U BUPYCHI, © pEOOCOMBI, M XPOMATHH.

Memannonpomeunsl cOfepXaT NOHBI METAIIOB, KOTOPBHIE MOTYT
BBITIONHSTH, KaK CTPYKTYPHYIO POJIb, TaK M HEMOCPEIACTBEHHO Y4acT-
BOBaTh B peann3anuy OMOJOTHYecKor akTHBHOCTH. Hampumep, kax-
nasi cyObenrHWIla aKOTONBACTHAPOTeHa3bl COAEPXKHUT JBa aToMa
urHka. OQUH CTPYKTYPHBIN, BTOPOH HaXOOUTCA B aKTHUBHOM IEHTPE.
Bbonbire mpruMepoB MOKHO HAWTH B pa3jiese, MOCBSIEHHOM GepMeH-
TaM.

@oconpomeunwvr. Copepxar ¢dochaTHbIE TPYIIIBI, TPUCOCTH-
HEHHBIE TI0 0CTaTKaM CepuHa, TPEOHWHA 1 Tupo3uHa. Docdopuimpo-
BaHWe " AedhochoprmInpoBaHre OEITKOB C yJ4aCTHEM CHEIH(PHIESCKIX
(epMEHTOB — OJTIH U3 OCHOBHBIX CIIOCOOOB PETYJISIIIUU MX aKTUBHO-
CTH.

B Hekoropreix Oenkax, HarpuMep B KasewHe, QochaTHbIC TPYII-
IIbI UTPAIOT CTPYKTYPHYIO POJIb.

Xpomonpomeunul - IBETHBIE O€JIKH, UMEIOT OKPALIEHHYIO MpPO-
CTETHUYECKYIO Tpynmy. ['eMonpoTenHsl copepkaT reM, Hampumep, -
reMorJIoOnH, HUTOXPOMBI. (DIaBOMPOTEMHBI OKPALIEHbI B KEITHIH
uBer 3a cuer DAJl u ®PMH - xopepmeHToB BuTammHa B2.
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DOyHKIUM 0eTKOB.

Kamanumuueckas. Tlogapnsroniee OOMBITMHCTBO XUMHUUYECKUX
MPEBpAIICHUH B KJIIETKE OCYIIECTBIISICTCS C y4acTHEM OCNIKOB - dep-
MCHTOB.

Cuenanvnas. bonplas 4YacTb TOPMOHOB HMeEET OEIKOBO-
NENTUAHYIO TPUPOTY.

Peyenmopnas. benku-penenTopbl OMOCPEAYIOT PEAKIIUIO Kile-
TOK, KaK Ha CHTHAJILHBIE MOJIEKYJBI (TOPMOHBI, HEHPOMEANATOPHI),
TaK 1 Ha PU3UKO-XMMHUYCCKUE (DAKTOPHI OKPYKAIOIICH CPEIIbL.

Tpancnopmuas. I'eMOrIIOONH OCYIIECTBIISIET MIEPEHOC KUCIOPO-
na B kpoBH. TpaHcdeppun — TpaHcriopTHas Gopma xenesa. Cymiect-
ByeT 00JbII0E YUCIO OEITKOB — TPAHCIIOPTEPOB, MEPEHOCSIINX HOHBI
W MOJIEKYJIBI Yepe3 MeMOpaHbI KIIETOK.

Cmpyxkmyprnas. KonnareH, 3J1aCTHH, MPOTEOTIUKAHBI — OEIKH
MEKKJIETOUHOT'O BEIECTBa, OMNpenelsonme (U3NIECcKie CBOHCTBA
TKaHW. AKTHH, TYOYJIMH 00pa3yroT IMUTOCKETIET.

Momopnas (0suecamenvras). AKTHH U MUO3WH PEATH3YIOT MBI-
HIeYHOE COKpaileHne. JIMHEHMHbI U KMHE3WHBI OCYIIECTBIISIOT TPAHC-
MOPT KJIETOYHBIX «TPY30B» (HAMIPUMED, PA3IMYHBIX BE3UKYH) 110 IMO-
BEPXHOCTH MUKPOTPYOOUEK, pa3BOJISAT XPOMOCOMBI B XOJI€ MUTO3a.

Pezynsimopnas. benkoBbie (akTopbl y4acTBYIOT B PETYJISIIHA
PETUIMKAIIMN, TPAHCKPUTIIIMY, TPAHCIISAIMH, KICTOYHOTO IHKIA, T (-
(bepeHnupoBkd. OCYIIECTBISIOT PErYISIHMI0 aKTUBHOCTH JIPYTHX
OeIKOB 3a cuer Oea0K-OeNKOBBIX B3auMoneicTBuil (Hampumep, G-
OCITKM CHTHAJLHBIX KacKaJIoB).

3awumnas. benkn UMMYHHOW CHUCTEMBI (MMMYHOTJIOOYJIMHBI,
KOMIIJIEMEHT) HEUTpaJIu3ylOT 4yKepoAHble 00bekThl. benku cucre-
MBI CBEpPTHIBAaHMS KPOBU 3aIIMLIAIOT OT morepu KpoBu. Kepatun —
0eJoK BOJIOC, IIEPCTH, HepbeB. JIN301uM — NPUPOIHBII aHTHOHMOTHK
CIIIOHBI U CJIE3bI.

Pezepenas. benku ceMsiH pacTeHUN U ANLEKIIETOK )KUBOTHBIX.
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HYKJIEMHOBBIE KUCJIOTBI.

HyknenHoBble KUCIIOTBI — 3TO OMOMOIUMEPHI PA3IHMYHON IHU-
HBI, TOCTPOCHHBIE U3 HYKJIEOTUA0B. HyKenHOBBIE KHCIOTHI OBIBAIOT
IByX THIMOB: pubonykienHoBbsle kuciaoTel (PHK) m mesoxcupubo-
nykienHoBble kucaoThl (JJHK). CoorBercTBeHHO, HYKIEOTH IBI, BXO-
JSIIIME B UX COCTaB, HA3BIBAIOT PUOOHYKICOTHIAMH U JIE30KCHPUOO-
HYKJICOTHJIaMH.

HyxkJieoruasbl

HykneoTnn cocTouT U3 a30THCTOrO0 OCHOBAHWSI, IIEHTO3bI M MU-
HUMYM OfIHOH (hochaTHOM IPyYIIIBL.

A3OTHCTBIE OCHOBaHMS JENATCS Ha IypUHOBBIE (MPOU3BOIHBIE
MypuHA) — aJIeHNH, TYaHUH - ¥ MAPAMHUINHOBEIE (TIPOU3BOAHBIE TTH-
PUMUANHA) — yparwil, TAMUH, INTO3HH.

nMpUMNOnNH

H
%E\ =
N

HC2 Clo
\\\ﬁl/ \\N

nypuH afeHuH ryaHuH

https://www.mun.ca/biology/scarr/iGen3_02-08.html

B cocraB PHK BxomsT uuTo3uH, ypauui, aJeHUH U ryaHuH. B
JHK BmecTo ypauumna - TUMUH.

HpI/ICOGILI/IHeHI/Ie IMCHTO3bI K a30TUCTOMY OCHOBAHUIO IACT HO-
BRI KJ1acc COG,[[I/IHGHI/Iﬁ — HYKJICO3UbL. B cocras pI/IGOHYKJ'ICOSI/II[OB
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BxomuT  [B-D-pubo3a, ne3okcupuOonykimeosmmor —  [-D-2°-
ne3okcuprodo3a. [TeHTo3b1 mprucoeaAnHAOTCS N-TITHKO3UAHON CBS3BIO
K a30Ty B TICPBOM IMOJOKCHHUHU MTUPUMHUIMHOBOTO KOJIbIIA U JACBATOMY
— myprHOBOr0. CO CTOPOHBI MIEHTO3 B 00pa30BaHUM CBSI3U y4aCTBYET
MEPBbIA aTOM YIJIEpOAA.

ATOMBI yriepoja B IIEHT03aX HyMEpYyrOTcsl mudpamu co mrpu-
XOM, 4TOOBI HE MyTaTh C HyMepaluei aTOMOB B a30THUCTHIX OCHOBA-
Husix. [Ipy 5TOM y meHT03 nudpsl pa3MenaroTcsl BHE KOJbIIA.

NH, 0

NZ | N\> HN |
9 J\l
KN N O N
N-ramkosmgHaa ———

CH,0H ceA3p CH,OH

5

3 2
OH OH

ApeHO3UH TuMnAauH

K pubonykieo3nmaM OTHOCSTCS aJieHO3WH, TYaHO3WH, YPHUAWH,
UWUTUAVH; K JI€30KCHPHOOHYKIEO3UIaM - J€30KCHAJICHO3UH, IE30K-
CUTYaHO3WH, AE30KCUIIUTHANH U TUMHIUH. B ciydae TuMuauaa pu-
CTaBKa «JIE30KCH-» MOYKET YIIOTPEOIIATHCS, HO 9aCTO OITYCKAeTCs, TaK
KaK 3aBEIOMO IIOHATHO, YTO TUMHUH BXxoauT B coctaB JIHK c¢ me3ok-
CcUpHUO0301.

[Ipucoennuenmne ¢ochaTHON TPyHIBI BO BTOPOM, TPETHEM HITH
ISTOM TIOJIOKEHHH PHOO3BI IMPEBpaIlaeT HYKICO3HJ B HYKICOTHI.
HasBanue dopmupyercs myteM po0aBieHns K HAMMEHOBAHHIO HYK-
neo3uaa yucia (GocaTHBIX TPYII ¢ YKa3aHHEM WX MECTOPaCIIONO-
KEHHS: afeHOo3uH-3’-MoHo(pochaT, ypuaua-5’-tpudocdar u Tak na-
nee. Ecnu B Ha3BaHuu 1(pa He yKas3bIBaeTcs, 10 YMOIYAHUIO MPEI-
TOJIaraercsi, YTo pedb HJIET 0 HyKIeo3ua-5’-hocdarax.
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I I I A3oTUCTOE

- Hykneosuna

HO_FIJ_O_FF_O_FF_O ) OCHOBaHNe

@) OH
' I
l |
| I
: ' R=0H: Pubosa
[ : OH R R=H: Jesokcupubosa
: L
|

-~ HykneosuamoHoocdar

“= Hykneosuogudocdar Hykneotng

L- Hykneosuarpudocdar

https://www.differencebetween.com/difference-between-nucleotide-and-vs-nucleoside/

Jiis 0003HauYCHHsI HYKJICOTHIOB HMCIIONB3YIOTCSA OIHO- U TPEX-
OyKBEeHHBbIC COKpalleHHus. KpaTko HOMEHKIATypa HYKJICOTHIOB
0000111eHa B TA0IHUIIE.

Azoru- | Hykieo- | Hykmeorung TpeExOyk- OmHOOYK-
cToe 30U BEHHOE BEHHBIN KOJI
OCHO- o0o3Haue-
BaHHE HUE
AnenuH | AneHo- | AneHosmaMoHO- | AMO® A

3UH dhocdar
I'yanun |I'yano- |[I'yanmosuamono- |I'M® G

3WH thocar
uto- utu- IHutrnapaMOHO- IIM® C
3WH TTIH thocdar
VYpauun | Ypuausa | YpuauHaMoHo- YMO U

thocar

Tumue | Tumu- TuMuauaMOHO- TM® T
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JTIH dhocdar

B ciyyae ne30KkcHpUOOHYKIICOTHIOB BIIEPEAN TPEXOYKBEHHOTO
COKparieHus nodamisercs Oykea «» - TAM®, nl' Id, alITd. Ox-
HO6yKBeHHLIC COKpal€Hus HCHOJB3YIOTCA JIA O603Ha‘ICHI/IH HYK-
JICOTUAHBIX OCTAaTKOB B HYKJIICMHOBBIX KHCJIOTAaX W OJUWHAKOBBI IJIA
JIHK u PHK.

1lukIn4ueckre HyKJI€OTHIAbI

Orto HykIeo3uaMoHopochaThl aJicHUHA ¥ T'yaHHHA, B KOTOPBIX
¢docharHas rpynmna 3aMKHyTa MEXKIy TPETBUM U ISTHIM aTOMaMHU
yriieposa puOo3sl.

NH,
S
| al
N
O—CH,
HO—P..
0

uAM®

O6a mykneoruaa — nukandeckni AM® (MAM®) u nukimnge-
ckuiit MO (uI’ M®) SBISAIOTCS BTOPHUYHBIMH MECCEHIDKEPAMH U
ONOCPENYIOT NIEHCTBHE TOPMOHOB M HEHPOMEIUATOPOB HA KIETOY-
HBIH MeTabomm3M. [lonpoOHee o HUX ToiAET peds B pazaene «buo-
XUMUS TOPMOHOBY.

MuUHOpPHBIE HYKIIEOTHIBL.

[ToMuMO cTaHAApPTHBIX HYKJIEOTHIOB B COCTaBE HYKJIEHHOBBIX
KHCJIOT TPUCYTCTBYET IECSITKM MHUHOpPHBIX. OHHM 00pa3yroTcsi B pe-
3yJIbpTaTe MOAU(UKALNN a30TUCTBIX OCHOBAHUH YK€ IOCe CHHTE3a
MOJIMHYKJICOTH/IOB.

B JIHK wyame Bcero Bcrpedaerca S-mertunuurto3udH, B PHK —
TICEBOYPUANH, UTHAPOYPUINH, UHO3HH, 7-METHITYaHO3MH.
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DyHKIIMY HYKIEOTUJIOB.

Hyxieotuasl — MOHOMEPBI, U3 KOTOPBIX MOCTPOSHBI HYK-
JICMHOBBIC KHACIIOTHI.

[Tomumo 3TOTO, B (hOpME HYKICOTHUIOB B KIETKE 3aIacaeT-
Csl M PacXOJyeTcsl SJHEepTusi. Y HUBEPCAIbHBIM aKKyMYJISTO-
pom sBrisiercst AT®, HO U ocTanbHBIE HYKICO3UATPUGOC-
(aThl BBICTYNAIOT B POJIM Makpo3proB. YT® ucmnosb3yercs
B cuHTe3e raukorena, [{IT® — B cuntese dhochonumuaos,
I'T® pacxonyercs B xone OMocuHTE3a OeKka U MpHU mepe-
nade ropMoHanibHOTO curHana (G-06emok).

HykneoTuasl BXOAST B COCTaB psaa BaKHEUIINX Kodep-
mentoB: HAJl, HA®, ®AJl, KoA, docdoanenozundoc-
tdocynbdara (PADC), S-ageno3zunmernonnHa. Kpome To-
ro, OHU CaMU MOTYT ObITh KOEpMEHTaAMHU.

Huknuyeckre HYKICOTHUIBl SBISIOTCS IMOCPEIHUKAMU B
peanuzanuu 3p(HEeKToB TOPMOHOB U HEUPOMEIUATOPOB.

Bo mHOrmx meraboiuyecKux MyTAX HYKICOTHbI BBICTY-
MAIOT B POJIH AJUIOCTEPUUYECKUX PETYIATOPOB.

PubonykinennoBsplie kuciaotsl (PHK).

PHK - ognouenodeunblii nonunykieotul. Hykneorunasl co-

eIMHEeHBI MeXAy coboit dochommdpupabiMu cBs3simu. DocdaTHas
rpyimmna odopa3yeT MOCTHK MEXIy COCEAHUMH ocTaTKamMu pubo3pl. Ha
OJTHOM KOHITe MOJIeKyIbl cBoOomHass OH-rpymma (3°-koHer), Ha npy-
roM — pocaTHas B IATOM ITOJIOKEHUH PUOO3HI (5’ -KOHEIT).
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PHK ydactByeT B cuHTE3¢ O€nKa, PEryJsIiuu dKCIPECCHH Te-
HoB. Y PHK-comepxainx BUPYCOB OHa OCYIIECTBISIET XpaHEHUE
TeHeTHYeCKOoH WH(pOopMaIiy.

IlepBuynas crpykrypa PHK —3T0 mocnenoBaTenbHOCTh HYK-
neotunoB. OHa 3akomupoanHa B JIHK. Ilocie srama xormmpoBaHUS
npoucxonut co3peranue PHK, B xone KOTOporo oHa CymecTBEHHO
n3MeHseTcs. MoaupunupyroTcss HyKISOTH/IBI, IPOUCXOINT BBHIpE3a-
HUE OT/ENbHBIX (PparMEeHTOB U JOOABIECHUE JPYTHX.

Bropuynas cTpykTypa.

Kommnementapusie nHykineotuasl B uenu PHK, Haxomsuimecs
JpyT OT Apyra Ha PacCTOSTHHUH, CIIOCOOHBI 00pa30BBIBATh MEXKIY CO-
0oii Bonopoaubie cBs3u. IIpu 3TOM Momnekysa mpuoOpeTaer AByXIe-
MOYEeYHbIE YYaCTKU (IIMWJIBKK) U METIH. DTH YYaCTKH MOTYT CIHpa-
JIN30BATHCSL.
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Tpernunas crpykrypa PHK

Monekynst PHK criocoOHBI cBOpauMBaThCs, 00pa3ysi CTaOWIIH-
3UPOBAHHYIO TPEXMEPHYIO CTPYKTYpy. Bemyiiyro poibs B ee o0pa3o-
BaHUU UT'ParOT BOAOPOAHBIC CBA3M U HMOHBI JIBYXBAJICHTHBIX METAJI-
JIOB, B YaCTHOCTH MarHwusi, o0pa3yromue «MOCTHKI» Mexay dochaT-
HbIMH Tpynnamu. Ha pucyHke — TpeTudHas CTPYKTypa TPaHCIIOPT-
Hoit PHK.

https://www.researchgate.net/figure/tRNA-structure-a-
tRNAs-are-represented-as-cloverleaf-structures-in-two-
dimensions-b_figl_335155516
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OcHoBuble THNIBI PHK

Bce PHK knerku menarcst Ha ABe TPYMIBL: KOAUPYIOMINE U He-
kogupytomue, nmpudeM nepseiec — MPHK - cocraBnsror Bcero 3%. K
HEKOJMPYIOUIMM OTHOCSITCSI TPAHCIIOPTHBIE, PUOOCOMHBIE H MaJble
PHK. [ocnennuii TepMHH BBIXOTUT M3 yMOTpEOJICHHs, TaK Kak 00-
HapyxeHbl Hekoaupyoimue PHK oueHb OOMBIION IIHHBL.

Tpaucnoprasie PHK (TPHK)

310 HEOOMBIINE MONIEKYIIBI, COCTOSIINE U3 73-93 HYKIICOTHIIOB.
Ux ¢yHKIMS HE OrpaHMYMBAETCS JOCTABKOW aMHHOKHCIOT K MECTY
cuHTe3a Oenka. OHU ABJIAIOTCS PUIUIECKIMHU ITOCPETHUKAMH MEKTY
MPHK u nonunentuHol 1enbio, o0ecrnedrBas CTPOroe COOTBETCT-
BH€ TIOCJIEIOBATEIHLHOCTH HYKIEOTHIOB M aMUHOKHCIIOT.

KomanuectBo TPHK B kieTke Oosbline yncia aMHHOKHCIIOT U KO-
nebnercsa B quamazone 31-41 y pa3HbIX BUAOB.

[Tnockoe n3o0paxenue BropuuHoi cTpykrypsl TPHK Hanomu-
HaeT KIIeBepHBI JTucT. B HeM uwerpipe nernu. OpHa U3 HUX — aHTH-
KOIOHOBAsi — COAEPXKUT TPHUIUIET HYKIEOTHUIOB (AHTHUKOIOH), KOM-
mwieMenTapHbiit Tpumiery MPHK, konupyroiiieMy cOOTBETCTBYIOUTYIO
aMUHOKHUCIIOTY (KomoHy). Bakneiimelt gactpio TPHK sBisercs ak-
[ETITOPHBIN cTe0eNIh — MBYXIICIIOYEYHBIH y9acTOK, Ha 3’-KOHIIE KO-
Toporo uMmeercs oguHakoBas s Bcex TPHK HykneorunHas mocne-
noBatenbHOCTH — LIIIA. DT0 MecTo mprcoeTMHEHNSI aMUHOKHCIIOTHL.
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https://www.quora.com/What-is-the-structure-and-function-of-tRNA

B TPHK MHOro MomuduiuupoBaHHBIX HYKIEOTHJIOB, B COCTaBE
KOTOpBIX: MCEBAOYPUIUH, TUTMAPOYPUIIMH, UHO3UH, METHIHPOBAH-
HBIEC HYKIICO3HUIBI.

Matpuunsie PHK (MPHK, nadbopmarnmonssie PHK, uPHK).

ConepxaT nH()OPMAIIHIO O TTOCIIEIOBATEIIBHOCTH aMUHOKUCIIOT
B ogHOM monunentuae. CHHTE3UpyIOTCS B siApe B BUAE MPEAIIECT-
BEHHUKOB. Kak M KoampyeMble WMH TOJHIENTHABl UMEIOT Pa3HyIo
JUIMHY, I03TOMY COBOKYIHOCTh Ipe-MPHK B snipe Ha3piBaeTcs ceme-
poeennoil si0eproti PHK. TlogBepraroTcsi MHOTOUYHCIICHHBIM I10-
CTTPAHCKPHITIIMOHHBIM MOIU(HUKAIUSAM, TIOCIE KOTOPBIX IpeBpaia-
IOTCS B TOTOBBIE /ISl TPAHCISIIIMM MATPHUIBI M DKCIIOPTUPYIOTCS B
UTOIIIA3MYy.

MPHK Ha 5’-koHIie uMeer kon (Cap, aHriI. —IIamovka) - OCTaATOK
7-MeTHIITYaHO3WHA, MPUCOSTUHEHHBIN 5°-5’-TprudocdaTHhIM MOCTH-
KOM K OCHOBHO#1 1ieni. Ha 3’-kon1te — noau(A) — x6éocm - mocaenoBa-
TEIBHOCTh U3 IpuMepHO 250 aeHUNOBBIX HyKIeoTHa0B. Koaupyro-
mas MOCIeIOBAaTEbHOCT COAEPKUT MH(POPMAINIO, KOTOPYIO CUH-
ThIBaeT pubocoma. C ABYX CTOPOH OT Hee pacIojararoTcs HeTpaHc-
mupyemsble nocienosarensHocTr (HTII), xoropsle mpenHazHaueHBI
Juist peryasiuuu cuutbiBanust MPHK.
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Kan | 5-HTM | Koaupywolwana nocneaoBaTensHoCTE 3-HTN Monu(A)-xBocT
cTapt cTon

5 3
https:/fen.wikipedia.org/wiki/Messenger_RNA

Pu6ocomansubsie PHK (pPHK)

Cocrasmstor npumepHo 80% Bceit PHK kierku. CoBmecTHO ¢
oenkaMu GopMHPYIOT pUOOCOMY. Y 3yKapHOT IMSITh Pa3HOBUTHOCTEH
pPHK: 58, 5,8S, 28S u 18S (S - ko3¢ duiment cequmenrtaiun). Pac-
npeneNeHne uxX mo cyobeInHIIIaM MMOKa3aHoO Ha PHCYHKE.

80S

ITocnenoBarensHOCcTh HykIeoTHAOB B pPHK pasHbIX BHIOB
BapbUpYeT, OJIHAKO TPETHYHAasl CTPYKTypa aHAJIOTMYHA U I103BOJISET
CBSI3BIBATHCS ¢ mpuMepHo 70 Oenkamu U (HOpMHUPOBATH CyOBETUHHU-
16l pPEOOCOMBL.

18S PHK wmamnoii cyobenuuuIpl spisiercst pubozumom. CoBme-
CTHO ¢ OenmkaMu OHa (OPMHPYET MeNTUIMITPaHCc(hepa3HbIA IIEHTP U
KaTaJlM3upyeT 00pa3oBaHUE MENTHIHON CBSI3H.

Maunsre PHK.

Oto0 Oosbias rpymnmna (COTHU THICSY, @ BO3MOXKHO U MUJUIHOHBI)
Hekonupytonmx PHK kak mpasuio ¢ mmro# nenu menee 200 HyK-
neotnoB. OHM y4acTBYIOT B PEIUIMKALMH, CIUIAHCHHIE, Peryisuuu
AKCIIPECCHU TEHOB Ha Bcex ero stanax. tu PHK sBnstoTcst o0bex-
TOM NPHUCTAIBHOIO M3YYEHHs B HacTosmiee Bpems. DyHKIUs 00b-
LIMHCTBA M3 HUX Heu3BecTHA. Hirke mpuBeneHbl Haubonee BaXKHbIE
MPEACTaBUTEINH.
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Manvie sdepuvie u manvie sadpviuikosvie PHK ydacTByIOT B
CIIaifichHTe, Peryjsilud TPAHCKPHUIIIUH W (PYHKIMOHUPOBAHUU Te-
JI0MeEp.

Muxpo-PHK (18-25 HyKJI€OTHIIOB) — PEryJIHPYIOT TPAHCISIIHUIO.
OnHu KoMIIIeMeHTapHO cBs3biBatoTcsi ¢ MaTpuuHod PHK B HeTpanc-
JUPYEMOM y4acTKe U HapyIlaloT CUUTHIBAHHUE.

Manvie unmepgepupyrowue PHK (20-25 HYKIECOTHIOB) — CBSI-
3piBatoTcsi ¢ MPHK u ctumynupyrot ee paciiernsieHue.

Anmucmoicnosvie PHK. JT0O TpaHCKPUIIT TeHa, CUHTE3UPOBAaH-
HbIit ¢ npyroit nenu JJHK. O xoMmneMeHTapeH OCHOBHOMY M pery-
mpyer ero obpasoBanue. [Ipudyem, MOXET Kak yBeIHYUBATh, TaK
yYMEHBITIATh CUUThIBaHME. [[mrHa X MoxkeT npeBbimath 200 HyKiIeo-
TH]IOB.

AnrtucmbiciioBele PHK Hanum mmpokoe npumeHenune B nabo-
PaTOPHON METOAMKE IOJ Ha3BaHUEM «HOKAyT reHay. lIpucoenunne-
HHE KOMIUIeMeHTapHoro nonunykineornaa k JJHK wnu cauteiBaemoit
¢ Hee MPHK mo3BossieT 3a0710KHpOBaTh SKCIIPECCUIO OTIPECIICHHOTO
reHa, TO €CTh «BBIKIIOYUTHY €rO.

Je3oxcupudoonykiaennoBas kucjaora (JJHK) -

HOCUTENb T'eHeTHuecKkoi nHdopmainu. Kak mpaBuiio JuHelHHas
IBYyXIIEovYeyHas, HO ObIBAaeT M KOJNBIIEBOH (HampruMep, B MUTOXOH I-
pUSX Uy IPOKAPHOT), U OJHOIETIOYeYHON (Hampumep, y BUPYCOB).

JByx1iemodeynas CTpyKTypa oOecrieunBaer TyOnupoBaHue WH-
(dbopmanuy, YTO MUHUMH3UPYET BEPOSITHOCTE ee norepu. [locTpoena
U3 1€30KCUPUOOHYKIICOTHIOB. Y 3YKapHUOT HAXOIUTCS IPEUMYLIECT-
BEHHO B AJ[pe B BUJIe KOMILIEKca ¢ Oenkamu (xpomaTura). [Ipucyret-
ByeT B HEOOJIBIIMX KONUYECTBaX B MUTOXOHAPHSIX M XJIOPOIUIACTAX.
Bonee 98% AHK sBisiercss HeKOOUpYIOLIEH, TO €CTb HE HECET WH-
(hopmarun o crpoeHnu nonumnentuaos i PHK.

IlepBuynas crpykrypa JIHK - mopsaok uepenoBaHus JE30KCU-
puboHyKIe03uIMOHO(GOC(ATOB B MOIMHYKICOTHAHOW menu. [IpuH-
LIMI TIOCTPOEHUS OJTHOM Lenu Tako ke, kak u 'y PHK. Hykneoruas
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COCITMHSAIOTCS 3a c4eT (pocaTHOro MOCTHKA, COSTUHSIOMIEro 3’- U
5’-aTOMBI COCETHUX JI30KCUPUO03.
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https://en.wikipedia.org/wiki/Nucleobase#/media/File:DNA_ch
emical_structure.svg

Bropuunas ctpykrypa JHK.

[IpencraBnena B Buae cupaiu, 0Opa30BaHHOM JABYMS aHTHIIA-
paienbHBIME (HAaIPaBIEHHBIMU B pa3HBIE CTOPOHBI) MOIHHYKIEO-
TUIHBIMU LensiMu. Mogens npegnoxena @. Kpukom u [Ix. Yorco-
HOoM B 1953 rony.

Henu JHK cBsi3aHbl BOTOPOMHBIMA CBSI3SIMH, KOTOpPBIE (OPMHU-
PYIOTCSI MEXAY a30TUCTHIMM OCHOBaHMSMHU. J[Be CBA3M MEXIy ale-
HUHOM M THUMUHOM M TPU MEXIy T'yaHMHOM M IIUTO3MHOM. [laper
HYKJICOTH]IOB, 00pa3yIolLIe BOAOPOIHBIE CBSA3M, HA3bIBAIOTCS KOM-
IUIEMEHTaPHBIMU.
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A30TUCTBIE OCHOBaHHs OOpa3ylOT CTOIKY C HEOONBLIMM CMe-
LICHUEM, KOTOpasi CTa0MIM3UPYET MOJIEKYIY 3a cueT TuApo(OoOHBIX
(CTAKUHT) B3aMMOJICHCTBUH.

IIpu noBelIeHNH TEMIIEPATypsl, casure pH BogoOpoAHbIE CBA3H
PBYTCS M IIEMH PACXOJATCS. DTOT MPOIIECC HA3BIBACTCS IIIABICHUEM
JHK. ITocne ynaneHus: BO3MYIIAONIETo GakTopa CTPYKTypa BOCCTa-
HaBJIUBACTCA.

3TOT EHOMEH JISKUT B OCHOBE METO/IA cubpuouzayuu HyKIen-
HOBBIX KucioT. Opnonenoueuynsie /JHK (JHK + PHK wmnu PHK)
MOMEIIA0TCS B OJIHY MPoOupKy. OObEeIMHEHNUE MTPOUCXOAUT HA TEX
ydacTKax, IJie IeNU KOMIJIEMEHTapHBl. JTO MO3BOJIET ONPEAETUThH
CTeNeHb TOMOJIOTHYHOCTH MCXOAHBIX MOJIEKYS M BBIJIEIUTH ABYXIIe-
novYeyHble PparMeHThI.

B cnimpamm nBe 6opo3aku — manas u 6onbmast. [locneanss 6o-
JIee MHUpOKas U TITyOoKast MaeT OONMBITHI TOCTYIT K a30THCTHIM OCHO-
BaHUSM. B Hell wacto pacronararoTcs OeNKH, pacro3HalNue crie-
U (UIECKHe IOCIE0BAaTEIbHOCTH HYKJICOTHIOB.

134A g;

manas
bopo3saka

bonbwasn <

bopo3aka ’& )

p—-',-—c
f . 20A

https://www studyblue.com/notes/note/n/9-structure-of-
dna-and-rna/deck/9927978

Vyuactku JJHK, ¢ xortopeix cuuthiBaercss MPHK, Ha3biBaroTcs
CMBICITOBBIMH. T€ K€ yJacTKH MapauieIbHON HEeNu — aHTUCMBICIIO-
BBIMHU. B OfHO# 1lenmu MoryT uepenoBatbes Te W Apyrue. Ha anTH-
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CMBICJIOBBIX y4yacTKaxX Tarkke Moker oOpasoBeiBaThcss PHK (aHTH-
cMbIcioBbie). DYHKIUHM X MaTOU3y4eHbI, MPENoIaraeTcs, YTo OHH
UTPAIOT PETYISATOPHYIO POJIb.

TpernuHas cCTpyKTypa.

Oro npanpHelmee ckpyurnBanue cnupand JIHK coBmectHO ¢
SIIEPHBIMH OCJTKaMH.

B xierkax gyenmoBeka cymmapsas anraa monekyn JJHK cocras-
JIIET OKOJIO IBYX METPOB. B xoJ1e Menenns KIeTKu IPOUCXOIUT IPo-
necc ynoenus [IHK u pacmpeneneHus ee MeXIy MaTepHHCKOM H
JIOYepHEH KIIeTKaMu. ITO BO3MOXKHO OCYIIIECTBUTH TOJIBKO B PE3yJib-
TaTe mpollecca Mo Ha3BaHueM Komnakmusayus JJHK.

JHK B simpe cBsi3aHa ¢ OelKaMH, U 3TOT HYKICOIPOTEHHOBBIN
KOMIIeKC Ha3biBaercs xpomamunom. JJHK B Hem Bcerna HaxoauTcs
B TOW WMJIM MHOMU CTENEeHM KoMmmakTuzanuu. OCHOBY COCTaBIISIOT HYK-
JICOIPOTEMHOBBIE YACTHULIBI I10J] HA3BAHUEM HYKIeocoMbl. B HUX yua-
crok JJHK «Hakpyden» Ha OenKoBbIf KOp (CepAleBUHY), COCTOSAIIYIO
U3 JBOITHOrO Habopa uerhipex rucroHoB: H2A, H2B, H3 u H4. I1s-
ThIi JIMHKepHBINA ructoH — H1 ¢ukcupyer IHK Ha Bxoje u BbIxone
U3 HYKJIEOCOMBI.

https://commons.wikimedia.org/wiki/File:Nucleosome.jpg

JHK B TakoM cocTOSHUM HallOMUHAaeT HUTKY ¢ OycuHamu. Ha
HEll aKkTUBHO WAYT Mpoleccsl TpaHckpunuuu. Iloxg muxpockornom
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TaKOW XpOMAaTHH BUIWTCS MEHEE IUIOTHBIM U Ha3bIBAeTCs 3y- HIIU
WHTEPXPOMAaTUHOM. MeHee aKTHBHBIH Y4acTKH NOABEPTaloTcs Oomee
TUTOTHOW yMakoBKe - o0pa3yrorcst ¢pubpuiuiel auamerpom 30 HM. Bu-
3yaJbHO 3TH Y4acTKM OoJiee IJIOTHBIE M HA3bIBAIOTCS I'€TepOXpoMa-
THHOM.

[MomMmumo rHCTOHOB B ()OPMHPOBAHUHM XpOMATHHA Y4YacTBYET
OOJBIIIOE YHMCIIO HETMCTOHOBBIX OENKOB. DTO (PEepMEHTBI U pETyIsi-
TOpHBIE OENKH, y4acTBYIOIIUE B Pa3IMYHBIX T€HETHYECKHX Mpolec-
cax.

Ilepen nenenunem xnerkn JIHK moasepraerca manpHeimieit
kommakTusauu. Ouopmniel 30 MM 00pa3yrOT TMTaHTCKHE TETIIH,
KoTopble puKcUpyIOTCca Oenkamu kapkaca (ckaddonna). Gopmupy-
foTcs XxpoMoHeMbl nuamerpoM 100-300 uMm. JlanbHelee yIaoTHe-
HUE€ TMPHUBOAUT K 00pPa30BaHHUIO XPOMATH] — ITOJIOBHHOK XPOMOCOM,
COEIMHEHHBIX IEHTPOMEPAMH.

NI,

Moaexyra JIHK G 4
e v 9 §
A

https://forexdengi.com/threads/126550-
chto-takoe-telomeri

I'eneTnyeckas cucreMa MUTOXOHIPU I
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JIHK mMuToxoHapuii yermoBeKa UMEET KOJBIEBYH (OpMY, CO-
nepkuT 16569 map ocHoBaHMiA U KomupyeT 13 6enxoB. MUTOXOH -
PHH pacnonararoT COOCTBEHHOW CHCTEMOH HKCIPECCHU TeHOB, KOTO-
pas HarmoMuHaeT OaKTepHallbHYI0. Pemnmukanus ocCylIecTBISETCS
ocoboit ¢opmoit JIHK-nmonmmepasbl, pubOCOMBI UMEIOT MEHBILHI
pasmep, UMEIOTCS 0COOEHHOCTH I'eHETHYECKOro Koja, CUCTeM pera-
patmu u Tak jgaiee. CoriacHo HIOCUMOMOTHYECKOW TEOPHH OTH
OpraHeJUIbl MOSBHIIKCH B UTOIIIA3ME B pe3ylibTaTe 3axBaTa OakTe-
pUU ANEKMMHU TMPEAKaMH 3yKapuOT. BOJBIIMHCTBO T€HOB CO Bpeme-
HEM MUTPUPOBAJIO B SAPO KIETKH. B MUTOXOHAPHUAX OCTajCs CHHTE3
KOMITOHEHTOB IIE€MH IepeHoca 3JeKTpoHoB, AT®-cuHTazel, pudo-
COMHBIX U TpaHcnopTHbIX PHK.

KoHTponbHasa obnacTtb
mnu d-neTns

125 pPHK | LmToxpom b
| ;
g W | / CyBbeanHuub
p ,(:/  NADH-nernaporenassi
165 pPHK ,/> 7
\// A ‘ /
)y 4
y 4

4

.“; | 71 22 TPHK-KoaupyloLmMX reHa I"j

N | 13 obnacTei, KOOMPYOLWMX ﬁem(w,*_ﬁ

Cy6LenHiALEL
NADH-gernaporeHass
@ | -EybbeamHuubl

»ADH-ﬂEFHﬂpDFEHa3bI

!

‘ o CyBbeanHnLbl
VT Y LUMTOXPOMOKCMAA3kI
Cyﬁbeh’hkubl CybbeMHULbI
UMTOXpOMOKCH a3kl AT®-CUHTasE!

https://commons.wikimedia.org/w/index.php?curid=5293534

JHK muToxoHapuil Hacnegyercs mo *eHCKOW nuHuu. Murto-
XOHJPUHU CIIEPMATO30UIOB B CBOEM OOJBITUHCTBE HE MPOHUKAIOT B
SIMIIEKIIETKY, a T€, KOTOPHIM 3TO YAAeTcs, METITCS yOUKBHTHHOM H
yHH4ToXkatorcs. [lomydaercs, 4To MUTOXOHAPUATBHEIE TE€HBI COBpE-
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MEHHBIX XCHIIMH MPOHM30LLIH OT O0IIeH MpaponuTeabHULBL. B nu-
TepaType €€ Ha3bIBAIOT MUTOXOHIpHanbHON EBoit mim CuactiuBoit
Martepoto (Lucky mother). ITo pacderam y4eHBIX OHA *HJa OKOJIO
150 000 ser Hazax. Y MyXYWH aHAJOTMYHOTO TMPEAKA MOXXHO BBI-
YHUCIHUTH 10 Y-XpOMOcoMe. Y-XpOMOCOMHBIN AJZlaM »KHJT IPUMEPHO B
TOT K€ IIEPUOL.

Myranun B Mutoxonapuansaoit JIHK sBnsioTcs npuunzoi ps-
na 3aboneBaHuil y denoBeka. Pa3paboran crmoco® KOPPEKIUH TeHOo-
Ma, MONy4YHMBIINK HasBanue «PebeHok oT Tpex pomurenei» (three-
parent baby). B omHOM W3 BapHaHTOB €ro WCIIOIHEHHUS SAPO SiIle-
KJIETKH MaTepy TepecakhBaeTCsl B IUTOIUIA3MYy SIMIIEKIETKH JKEH-
IIMHBI - JOHOPA W OIUIOMOTBOpSETCs criepMoi otia. JledhekrHas Mu-
toxouapuanbHas JIHK marepu e momanaer pebenky. Merox peanu-
30BaH Ha TMPAaKTHKE, HO €ro NMPUMEHEHHE CIIEP)KUBAIOT ITUYECKHE
HOPMBI.

BUTAMMHBI -

9TO HHU3KOMOJICKYJISIPHBIC OPTaHWYECKHE COCAMHEHWS, IOCTY-
MaOIMe ¢ TUIICH W O00CECIeYMBAIONINE HOPMAJLHOE IMPOTEKaHHE
OMOXMMHUYECKUX U (PU3HOJIOIHUECKUX ITPOIIECCOB.

Haspanme Obuto mpemioxkeno Kasumupom DyHKOM IS dKC-
TpaKkTa W3 PUCOBBIX OTpyOel, u3neunBatoniero oepu-oepu. XuMude-
CKMH aHaJIM3 ITOKa3ajl, YTO AKTUBHOW BEIIECTBO COJEPKHUT aMHUHO-
TpyIITy, TI03TOMY HCCIEIOBaTelb MPEIOKUI Ha3BaTh  €ro
«vitamine» - BUTaMHHOM, OT CIIOB «Vita» (J1aT. - JKM3HB) M «amine»
(amrn. — amuH). BriocneacTBun oka3ajaock, 9TO IPYrHe BUTAMHUHBI HE
SIBIIAFOTCS. aMHHAMH, U BCTAJI BOIIPOC O TIEPEUMEHOBAHUH BCEH TPYTI-
mbl. [ockonbKy Ha3BaHHE YK€ MPUKHIIOCH U CTalo o0meynorpedn-
TEBHBIM, OTPAHUYMIIKCEH yIaJEHHEM C KOHIIA CJIoBa «Vitamine» Oyk-
BBI «E.

Bo MHOrumx ciydasx BUTAMHHHOW aKTUBHOCTBIO 00Jajaer He
OJIHO, a TpyINIa NOAOOHBIX MO CTPOEHUIO BEILECTB, HA3bIBAEMBIX Gl-
mamepamu. Tak, B rpynny ButamMuHa E BXOOUT ueTkipe TOKodepona
W YeTbIpe TOKOTPHEHOJIA, a Y BUTAMHHA A TPH BHTaMepa: PETHHOI,
peTHUHANIb U PETUHOEBAsI KUCIIOTA.
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Mexanusm AeCTBUSI BUTAMUHOB.

B 0OoibIIMHCTBE CilydacB BUTAMHUHBI OKa3bIBAIOT JICHCTBHE HA
OOMEH BEIIECTB B COCTaBe OEIKOB. JTO MOTYT OBITh PEIENTOPHI, pe-
TYJIUPYIOIIUE SKCIPECCUIO TEHOB WU JPYTUE KIICTOUHBIE MPOIIECCHI,
m6o gepmeHThl. B coctaB hepMEHTOB BUTAMHH MOXET BXOJHTH B
HEU3MEHEHHOM BHJIE, JIN00 B (hopMe KoepMeHTa.

KDI/ITeDI/II/I OTHCCCHU BEHICCTB K BUTAMHWHAM

JIOCTaTO4YHO Pa3MbIThl. B muuie ectb U Apyrue He3aMeHUMBbIE
BEILECTBA, KOTOPHIE HY)XHBI OpraHusMy. Hanpumep, MuUHepaJIbHbIE
BEIECTBA, HE3aMEHHUMbBIE AMHHOKHUCIIOTBI U ITOJMHEHACHIIIEHHBIE
JKUPHBIE KUCIOTHI. ECTh LIENbIA psiJi BEIIECTB, CUHTE3 KOTOPBIX HE
BCerJa MOKPBIBAET MOTPEOHOCTH OpraHM3Ma, HalpHMep, 00pa3oBa-
HHE KapHUTHHA B JIETCKOM Bo3pacte. Ho OHM K BUTaMHHaM HE OTHO-
carcs. B To ke Bpems, BUTaMuH /[, KOTOPBII MOXKET CUHTE3UPOBATh-
Csl B OpraHU3Me B3pOCJIOrO 4eI0BEKa B JIOCTATOYHOM KOJIIMYECTBE, a
[0 MEXaHU3MYy JEUCTBHUSI CKOpEE SIBJISETCA TOPMOHOM, B TPYIILY
BKJIFOYEH.

Hawnbormee oOMMMH KPUTEPHUSIMH SBJISIOTCS CISTYIONTHE:

® DSHJOTCHHBIH CHHTE3 OTCYTCTBYET WJIM HEHOCTaTOYCH, YTO
00yCIOBITUBaET HEOOXOAMMOCTH IIOCTYIUICHHUS C TIHIIEH;

e 1pu AeuITUTE pa3BUBAETCSA OOIE3HEHHOE COCTOSHHE;

® BCIIECTBO HE OKHCIAETCS B OpraHu3Me ¢ o0pa3oBaHHEM
SHEPTHU U HE HCIIONB3YIOTCS VIS TIOCTPOEHHS KIETOYHBIX CTPYKTYP.

BemecTBo MoXker ObITh BUTAMHMHOM Uil OOHUX OPTaHU3MOB U
00pa3oBBIBaTHCA B JOCTATOYHOM KOJIMYecTBE y Apyrux. Hampumep,
aCKOPOMHOBYIO KHCJIOTY HE MOXET CHHTE3MPOBAaTh JIMIIbL YENIOBEK,
HEKOTOpPbIE IPUMATHI U TPBI3YHBI.

B nacTosmee BpeMs A7 4elNOBEKa BUTaMUHAMM MpHU3HAHBL 13
BeIllecTB — YeThipe xupopactBopuMbiX (A, I, E, K) u neBare Bomo-
pactBopumbix (B1, B2, B3, BS, B6, B7, B9, B12, C).

Ornmmuus BOJIO- U KUPOPACTBOPHUMBIX BUTAMHWHOB.
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[ToMumMO pacTBOPHMOCTH 3TH TpPYNIBI UMEIOT Apyrue Oonee
Ba)KHBIEC OTJIMYHS.

1. XKupopacTBoprMbIe BUTAMHUHBI MOT'YT HAKalIMBaThCA B Op-
raausme, Hanpumep, A u JI. 30bITOK BOIOPacTBOPUMBIX, KaK IMpa-
BHJIO, OBICTPO BBIBOAMTCA. MckimoueHne — ButaMuH B12, xoTopbrii
MOXKET JIEMNOHUPOBATHCA B eueHU. COOTBETCTBEHHO, BOZHUKHOBEHHE
neduiTa BUTaMUHA O0Jiee XapaKTEpHO ISl BOJIOPACTBOPUMBIX BH-
TaMUHOB, M TMOCTYIATh B OPTaHU3M OHHU JIOJDKHBI C OOJIBIICH pery-
JIAPHOCTBIO.

2. g >kMpopacTBOPUMBIX BUTAMHUHOB, B YaCTHOCTH IS PETH-
HOEBOI KMCIOTHI M BHUTaMuHa /[, XapakTepeH TrOpMOHOMOJOOHBIN
MEXaHU3M JIEUCTBHUS, PEATU3YIOUIUICS Yyepe3 BHYTPUKIIETOYHBIE pe-
nenTopel. BomopacTBopuMbie — Kak MpaBMiIO Mpeodpa3yroTcs B KO-
(hepMeHTHLI.

IIpoBUTAMUHBL.

OTO TpeAmecTBeHHUKH BUTAaMHHOB. OHH MOTYT IOCTYHATh C
MUIIeH, Kak B-KapoTHH — MPOBUTAMUH A, W TPeoOpa3OBLIBATHCS B
BUTAMUH B OpTaHU3ME WUJIM UMETh SHIOT€HHOE MIPOUCXOXKACHUE, KaK,
HaInpuMep, MpeaIIecCTBEHHNK BUTaMuHa [ — 7-IeruapoXoIecTeprH.

AHTUBUTAMUHEL

310 BelecTBa, NOAABISIONNE OHOIOTHYECKYI0 aKTUBHOCT BH-
TamMuHOB. Ilo MexaHM3My IOEHCTBUS MX MOXKHO pas[eNuTh Ha [BE
rpymnsl. K nepBoi oTHOCATCS BEIIECTBa, KOTOPbIE MOT'YT pa3pyLlaTh
BUTaMMH WM IIPOYHO CBA3BIBATH €ro. Tak, B CHIPOM prIOe MPHCYTCT-
ByeT (pepMeHT THaMUHA3a, pa3pymaromuid BuTamMud B1, a Bo MHOTHX
BBICIIMX PAacCTEHHIX — acKopOaToKcuaasa, okucisomas sutamMus C.
B aT0ii e Tpymie, HO ¢ APYTUM MEXaHU3MOM JEUCTBUS, - OSNOK STi-
na aBuauH. OH o0pasyer ¢ OMOTHHOM KOMILIEKC ¢ KOHCTaHTOW JHC-
cormanun nopska 10" M. D1o oxHa M3 caMbIX NPOYHBIX HEKOBA-
JICHTHBIX CBsI3el B >kuBOU mpupoze. [losroMy anurensHOe ynorpeo-
JICHUE CHIPBIX SIUI] MOXKET BBI3BATh BUTAMUHHYIO HEAOCTATOYHOCTb.

Bropas rpynna npeacraBiser coboi CTpyKTypHbIE aHAJIOTH BU-
TaMHHOB. Tak, 3aMeHa aMHUHOTPYMIIBI B MOJIEKYyJle THaMHUHA Ha TH -
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POKCHJIBHYIO MPEBPAIIACT €ro B OKCUTHAMUH — aHTUBUTAMHH, KOH-
KypHUPYIOILMI ¢ BATAMUHOM Ha 3Talax BCAChIBAHUS M OHMOTpaHC(OP-
manmu. OH TpeBpamaercss B aHTUKO()EPMEHT, COSIUHSIETCs C aro-
OenkaMu, oOpa3yst (DepMEHTBI, HE CIIOCOOHBIE KaTaJIu3upOBaTh peakK-
uuu. B pesynbraTte, Ha QoOHE AOCTATOUHOH OOECIIEYEHHOCTH Opra-
HH3Ma THAMHHOM, HaOJI0aeTcs OBICTPOE Pa3BUTHE CUMIITOMOB €roO
HEJJOCTaTOYHOCTH.

AHTHUBUTaMHMHBI BTOPOTO THIA IITUPOKO HCIOIB3YIOTCA B MEIU-
[MHE B KAYeCTBE MPOTUBOMUKPOOHBIX CPEACTB, JUIS JIEUCHHS OIyXO-
JIEBBIX, CEPJIEUHO-COCYIUCTHIX 3a00IeBaHUN.

BurtamMuHonono0OHBIE BEIIECTBA.

B nepeune OyKBEHHBIX Ha3BaHHWN BUTAMUHOB UMEIOTCS Tpo0de-
Jiel. OHU 00YCIIOBJIEHBI TEM, YTO Psijl BEIIECTB ObLI UCKIOYEH. B oT1-
HOHICHWHN HCEKOTOPBIX M3 HUX HNPUMCHACTCA TCPMHUH «BUTAMHHOIIO-
MOOHBIE BEIIECTBA, MOMYEPKUBAIOIINA WX BAXKHYIO POJIh B OOMEHE
BemiecTB. Cpenn Hux: xonwH (panee ButamuH B4), mHOo3uT (BS),
oporoBas kuciora (B13), manramoBast kucmora (B15), pyrun (P),
kapHUTHH (BT), moMMHEHACHIIIIEHHBIC KUPHBIE KUCIOTHI (F), mumoe-
Bas kucmora (N), S-merunmernonnn (U) u mp.

O0ecIIeYeHHOCTh OPraHM3Ma BUTAMHUHAMH.

Tunosumamunos — OONE3HEHHOE COCTOSHUE, 00YCIOBIEHHOE
HEJJOCTATOYHBIM TIOCTYIUICHHEM WM CHIDKEHHOW OMOIOTrHYecKOn
aKTHBHOCTBIO BUTaMuHa. [Ipn M30BITOYHOM IOCTYIUIEHHMH BHTAMUHA
BO3MOXKHO COCTOSIHHE 2unepgumamunosda. TepMUH «a8UmMamuHos»
UCTIONB3yeTcsl Il 0003HA4YeHHsI TITyOOKOro THIIOBHTAMHHO3a, IMO-
CKOJIBKY ITOJTHOE OTCYTCTBHE BUTAMUHA B OpPraHU3ME HE COBMECTHMO
C )KHM3HBIO M TEOPETHYECKH HE JOCTHKUMO.

Hpu’{qul cUNnosUMamMuHO306.

1. HenoctatouHoe NOCTYIUIEHUE C MULLEH:

- HecOaaHCUPOBAHHBIN PAIIMOH WIIA YK30THUYECKHUE JTUETHI;

- HEMPaBWILHOE MPUTOTOBIICHUE MUIIM U XpaHEHUE TPOTyKTOB
IMUTAHKS,
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- yMcHbIIIeHHEe 00beMa MOTpedasieMol MUIM (HampuMep, Mpu
AHOPEKCHH).

2. HapymieHue BcacbIBaHUSI BATAMUHOB:

- 3a00J1eBaHus JKEMYJOYHO-KHIIIEYHOT'O TPAKTa;

- HapyIICHUE TIepEBAPUBAHUS JIUIIHIOB;

- OTCYTCTBHE JOCTATOYHOIO KOJMYECTBA JIMIMJOB B paIliOHE
(mmst KUPOPACTBOPUMBIX BUTAMUHOB).

3. YBenuueHne noTpeOHOCTH OpraHnu3Ma:

- OEpPEeMEHHOCTh U JIAKTaI[usl;

- BOCCTaHOBJIEHHE T10CIIe 3a00JIeBaHMIA;

- TSDKENbIA (PU3NYEeCKUil Ui yMCTBEHHBIN TPYII;

- BpE/IHbIE YCIIOBHUS pa0bOThI;

- HEOJIArONPUSATHBIC KIIMMATHUECKUE YCIIOBHSI.

4. Hapymienne OMOCHHTE3a BUTAaMHHOB MHUKPOMIOPOH JKemy-
JIOYHO-KHUIIIEIHOTO TPAKTA!

- IucOaKTepro3 BCIEACTBHE WH(EKIIMOHHOTO 3a007IeBaHUS JIH-
00 aHTHOMOTHUKOTEPATIHH.

Hpbﬂiul—lbl cunepsumamuHo3086.

Kax npaBuio, nmpuunHa B GECKOHTPOIIEHOM YpEe3MEPHOM YIOT-
pebnenny BUTAaMHUHHBIX miperapaToB. Ilepeno3upoBka m3-3a mpuema
MUIIH, 00TaTol KaKUM-THOO BUTAMHHOM, OTHOCHUTCS K Pa3psy Ka-
3yuctuku. Hampumep, oTpaBieHHe BHTaMHHOM A BO3MOXHO MIpH
YHOTpeOIeHNH B TIHUIILy TTEYeHN OeJI0ro MeABEs MIIH XacKH.

YyBCTBUTEIBLHOCTh BUTAMUHOB K (haKTOpaM OKPY KAIOIIEH cpe-
JBI.

B- Boicokas, C- cpenuss, H — Huzkast.

K K Boc- | K Ha- K
Bura- K cBe- HaM OnrumajibHas
OKHC- CTaHOB- rpesa- BJIAK-
MHH Ty Me- pH
JIEHHIO | JIEHHIO HHIO HOCTH
TAJLVIOB
Heiitpansuas,
Ks C H C C B C| crnabormenou-
Hast
B1 H C B B C C| Cnabokucnas
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https://ru.wikipedia.org/wiki/%D0%9C%D0%B5%D0%BD%D0%B0%D0%B4%D0%B8%D0%BE%D0%BD
https://ru.wikipedia.org/wiki/%D0%A2%D0%B8%D0%B0%D0%BC%D0%B8%D0%BD

B2 B H C C H| Heiitpanbnas

Bs H H| Heiitpanbnas

Bs C H| Heiitpanbnas

Bs H H C H| Kucnas

Bo C H H H| HeiitpanbHas

B1. C C H H HelitpanbHas

c H B H B B c Heiitpanbhas,
KHCTIast
HeiirpanbHas,

D3 B B C C C| crnadomenou-
Hasl

E H H C H H| Heiitpanbhas

BI/ITaMI/IHI/I3aHI/I$I OPOAYKTOB, BUTAMHWHEI B 6I/IOIIO6aBKaX.

HMeroTcst HaydyHO yCTaHOBJIEHHBIM HOPMBI U BEPXHUE MPENEIIbI
MOCTYIVICHWSI BUTAMHWHOB B OpTaHM3M 4YCJIOBCKaA. B cooTrBercTBUM C
HUMH PErJIaMEHTUPYETCS COCTaB JIEKapCTB M OMOJOTHYECKH AKTHB-
HBIX nobaBok k muimie (BAJ). IlpenapaTsl ¢ TepaneBTUICCKUMH J0-
3aMH PErucTpUPYIOTCS KaK JIEKapCTBEHHBIE CPEACTBA, MPO(UIAKTH-
YyecKue J03bl paspenieHo BkimwovyaTh B BAJl, cocTaB KOTOpBIX KOH-
Tponupyercss MeHee cTporo. IloMuMo 3TOro, B pa3HbIX CTpaHax pas-
pabaTeIBalOTCS M OCYHIECTBISIOTCS MPOrpaMMBI BHUTAMHUHU3AIIUN
MPOAYKTOB MUTAHMUS C [ENBIO TIPEAOTBPAIIECHIS Hanboee TUTHIHBIX
JUTS TAHHOM TTOMYJISIIIH THIIOBUTAMHHO30B.

Ha mporspkeHnn MHOTHX JIET WM3YyYeHUS BUTAMHHOB HEOIHO-
KpaTHO TPEANPUHUMAIUCH TIOMBITKH HCIOIb30BaTh WX y 3IJ0POBBIX
JOJIEH JUTA TPEeNOTBpAIeHUsT pa3InyHbIX 3a0oneBanuii. Kak mpasu-
JI0O OHM OKa3bIBAIMCH HEYJTAYHBIMH JIaXKe B TEX CIydasx, KOrJa Mpo-
CIIeXHMBANIACh MMATOTEHETHYECKas CBS3b MMATOJOTHH C IeUIIUTOM
KOHKPETHOTO BUTaMWHA. bonpiie 10361 acCKOPOMHOBOW KUCIIOTHI HE
CHIDKAIOT PUCK 3a00JIeTh MPOCTYAHBIMH 3a00JIeBaHUSIMH, JIOTOITHU-
TENBHBIA MMPUEeM BUTaMHUHA E He TOJIBKO HE 3alUIIaeT OT paka u cep-
JIEYHO-COCYAUCTHIX 3a00IeBaHM, HO JJa)Ke YBEITMYHBAECT CMEPTHOCTh
Y 3IIOPOBBIX JIO/IEH, a JOOABKH C J-KapOTHHOM OMACHBI JUIS KyPHIIb-
mukoB. bonbuioe merauccnenoBanue 2018 roga mpoaeMOHCTPUPO-

95


https://ru.wikipedia.org/wiki/%D0%92%D0%B8%D1%82%D0%B0%D0%BC%D0%B8%D0%BD_%D0%922
https://ru.wikipedia.org/wiki/%D0%92%D0%B8%D1%82%D0%B0%D0%BC%D0%B8%D0%BD_%D0%923
https://ru.wikipedia.org/wiki/%D0%9F%D0%B0%D0%BD%D1%82%D0%BE%D1%82%D0%B5%D0%BD%D0%BE%D0%B2%D0%B0%D1%8F_%D0%BA%D0%B8%D1%81%D0%BB%D0%BE%D1%82%D0%B0
https://ru.wikipedia.org/wiki/%D0%92%D0%B8%D1%82%D0%B0%D0%BC%D0%B8%D0%BD_B6
https://ru.wikipedia.org/wiki/%D0%92%D0%B8%D1%82%D0%B0%D0%BC%D0%B8%D0%BD_%D0%929
https://ru.wikipedia.org/wiki/%D0%92%D0%B8%D1%82%D0%B0%D0%BC%D0%B8%D0%BD_B12
https://ru.wikipedia.org/wiki/%D0%92%D0%B8%D1%82%D0%B0%D0%BC%D0%B8%D0%BD_%D0%A1
https://ru.wikipedia.org/wiki/%D0%92%D0%B8%D1%82%D0%B0%D0%BC%D0%B8%D0%BD_D
https://ru.wikipedia.org/wiki/%D0%92%D0%B8%D1%82%D0%B0%D0%BC%D0%B8%D0%BD_%D0%95

BaJIO, UTO BUTaMHH | ¥ KalbLM{ HE CHIDKAIOT PHUCKA MEPEIOMOB y
MOKUIBIX JIOACH.

OntuManeHBIM CIOCOOOM OOECTIeYeHUs] OpraHu3Ma BUTaMHHa-
MU SIBJIsIETCSl cOANaHCHPOBaHHOE TUTaHKE.

Buramun A

OObenuHsieT TPYNIy COSANHEHUN: PETHHON, PETHHAIb U PETH-
HOEBYIO KHCJIOTY. B OcHOBe CTpYKTyphl - B-MOHOHOBOE KOJBIO, K
KOTOPOMY MPHCOEMHEHBI JIB€ H30MIPEHOBBIE TPYINITUPOBKU C THIPO-
KCUJIBHOW, KapOOHMIIBHOW WIIM KapOOKCHIIBHOW TPYINIIO Ha KOHIIE.
Bce nBoitHbIe CBsI3M 3a UCKITIOUeHUEM 1 1-1uc-peTuHans, yaacTByIo-
mero B (POTOXMMHYECKOM aKTe 3pEHHUs, HAXOJATCS B TPaHC KOH(H-
rypamuu.

KaporuHonipl, B 4aCTHOCTH, 0-, B- M Y-KaPOTHHBI SIBISIOTCS
MPOBUTAMUHAMHM. Y 0~ U Y-KAPOTHHOB — OZHO [3-MOHOHOBOE KOJIBIIO U
W3 HUX TMONy4aeTcs ojHa MoJeKyna pernHona. [Ipu pacmernnennn [3-
kapotuHa 15-15’-MOHOOKCHT'eHA30i 00pa3yOTCs ABE MOJIECKYJIBI BH-
TamMuHa. Ele oMH KapOTHHOH]| — B-KPUIITOKCAHTUH SIBIISICTCSI MPO-
BUTaMHHOM TOJIBKO ISl YEIIOBEKa.

VY MIOTOSTHBIX KUBOTHBIX HHU3KA WM OTCYTCTBYET aKTHBHOCTh
15-15’-MOHOOKCHTEHA3bl W KApPOTHHOWABI HE SBIISIOTCS TSI HUX
MPOBUTAMUHAMU.
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B mwuie BUTaMUH A MPHCYTCTBYET TJIaBHBIM 00pa3oM B BHUJIE
PETHHON TaJbMHUTaTa. B KETyAOUHO-KUIICYHOM TPAKTE BHUTAMUH
THIPOJTU3YETCS ¥ BCAChIBACTCS B TOHKOM KHINIEUHUKE. J[J1s yCBOCHMS
HEO0O0XOAMMO, YTOOBI THINA COJAEp)Kaga JOCTATOYHOE KOJIUYECTBO
JINTIN 0B, HOCKOJ]I)Ky BCC OTallbl HOCTyHJICHI/IH B OpFaHI/I3M nu pacnpe-
JCIICHUS y HUX HpOI/ICXOI[ﬂT COBMECCTHO: BCaChIBaHHUEC B BUJAC MHUIICIIII,
peCI/IHTe?) peTI/IHOH ImaJjbMuTaTa B 3HTCpOHI/ITaX, BBIBCICHHUC B KpOBI) B
COCTaBE XUIOMHKPOHOB.

B kpoBH BHTaMHH LUPKYIUpPYET B KOMILJIEKCE C JABYMs Oenka-
MU: PETHHOJICBS3BIBAIONINM OCIIKOM M TpaHCTUpeTHHOM. [lociennmii
ABJIACTCA OOHOBPEMECHHO IMEPCHOCYMKOM THUPOKCHUHA, OTKYJa U IIpO-
ucxoauT ero HasBanue (transports thyroxine and retinol).

Paznuunbeie (popMbI BUTAMHHA MOTYT B3aHMOIIPEBPAIIATHCS C
y4acTHEM PETUHOI- U PETHHAIb Aeruaporenas. [Ipu 3Tom okucieHue
CITUPTOBOI (POPMBI B abACTHAHYIO 00paTUMO, a 00pa30BaHUE PETH-
HOEBOM KHCJIOTHI — HET.

Buoxummueckue GVHKINM.

Anmuokcuoanmnas. bnarogapss HaJIUYUIO CONPSHKEHHBIX JIBO-
HBIX CBsi3eil, Bce (pOopMBI BUTAaMHHA A MOTYT B3aHMOJICHCTBOBATH CO
CBOOOTHBIMHU pajvKajJaMH, UHAKTHBHPYS UX.

Yuacmue 6 qbomoxuMuquKOM aKkme 3peHusl.

B ceruatke riasa mmeercs IBa THUIIA CBETOYYBCTBUTEIBHBIX
KJICTOK — TIaJIOYKH M KomOoduku. [lepBrie oTBeUaroT 3a depHO-0eiroe
3peHne, BTOPbIE — 3a LIBETHOE. 3PUTENbHBIA MUIMEHT aJ0YEK Ha3bl-
Baercs pomorcuHoM. OH COCTOUT U3 OENTKOBOM 9acTH — OTNICHHA U HE
OenkoBoit - 1l-muc perwHans. AHAJIOTMYHO YCTPOEH WOMNOICHH —
nurMeHT nanodek. Oba Oenka OTHOCATCS K A-Kilaccy perenTopos,
conpsokeHHbIX ¢ G-6enkamu (GPCR).

[ornomenune ¢poroHa NpUBOAUT K u3oMepu3anuu 11-unc peru-
Hallsl B COCTaBEe POJOICHHA B «IIOJHOCThIO-TpaHCc-peTuHaiby (all
trans retinal). DTo uHAYHHPYET KOH(MOPMALMOHHBIC MEPECTPOHKU B
OEIKOBOW YacTH MOJIEKYJIbl M aKTUBHUPYET CBSI3aHHBIN ¢ Heil G-0ernok
— Tpa”cayuuH. IlocnenHuii ¢ ydacTneM TyaHWJIATHUKIA3HOTO CHT-
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HaJIbHOI'O KaCKaJa BbI3bIBACT THIICPIIOISAPU3ALIHUTO MeM6paHI)I KIICTKHU
" YCWJIMBACT UMITYJIbCAllUIO B 3pPITCJ'IBHBII>i LCHTP rOJIOBHOI'0 MO3T4a.

Tpanc peruHanab OTCOETUHSACTCS OT ONCHHA U NPEBPAILACTCS B
11-uc-peTrHON MO chenyouel cxeme:

TpaHc-peTrHanp — TpaHC-PETUHON — IUC-peTUHON — 11-1Hc-
peTuHaIb;

IlepBoe mpeBpallleHHe MPOUCXOJUT B CETYATKE, OCTAJbHBIE B
nedeHu. 11-muc-peTuHalb 00pa3yer POIOICHH TOJBKO CO BHOBB
CHUHTC3MPOBAHHBIM OIICHMHOM.

Tennvie a¢hpexmul.

PernHoeBas kuciora IEHCTBYET Ha I'€HHOM YypoBHE. B kom-
riekce co crenuduueckumu pernentopamu (RAR u RAX) ona ces-
3bIBA€TCA C 4yBCTBUTENbHBIMM 3yieMeHTamMu [IHK wu perymupyer
TPaHCKPHUIINIO psifa TeHoB. Cpenn HUX TOMEO3HCHBIE TeHBI, KOH-
TPOJIMPYIOIINE MPOIECCh pocTa U AU PEepPEHIIMPOBKH KICTOK, IPO-
rpaMMbl (JOPMUPOBAHUS OPTaHOB U TKaHEH.

I'unoBUTAMHHO3.

Mosker OBITH OOYCIIOBJICH Me(UIINTOM BHUTAMHHA B IIHINE, a
TakXke, HApyINICHUEM IepeBapuBaHus JUMIIOB. HebmarompusarHbIM
(dakTopoM siBIsieTCs NePUIUT IIMHKA, TIOCKOIBKY OH SIBIISIETCS KO-
(akTopoMm permHONIErHAporeHas. Hapymenne oOmena perwHoNa
MIPH JISHCTBUM 3TaHONA HAONIOACTCS Y JIUI, CTPAJAIONINX XPOHUYE-
CKHM QJIKOTOITU3MOM, W SIBIISICTCS OJHOM W3 MPUYWH AJTKOTOJIHHOTO
CUH]IpOMA TUTOJIA.

[lepBeIM mposiBICHHWEM THIOBUTAMHHO3a A SBISIETCS Hapylle-
HUE TEeMHOBOH aJanTallly - «KypUHas CIIEIIOTa.

I'erabiMu 3¢ dekTamMr peTHHOEBON KHUCIOTHI OOBSICHSETCS Ha-
pymenue pocra U qudepeHIupOoBKN SMUTENHATBHBIX TKaHEH: KO-
KM, CIU3UCTBIX OOOJOUYEK >KEITyJOYHO-KUIIEYHOrO TPaKTa, JbIXa-
TENBHBIX IyTeH, MOYENOIOBOH cucTeMbl. Hambonee mokasaTeinbHBI
MPOSIBJICHHUS TUIIOBUTAMHUHO3a B CIIE3HBIX KaHajblax. OporopeHne u
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CIyLIMBAaHUE SIUTENUS (THIIEPKEPATO3) MPUBOAUT K UX 3aKYMOPKE U
HAPYLIEHUIO MOCTYIUICHUsI cie3bl B Ta3. CyXocTh pOroBHUIIBI (KCe-
podTansMus) MPUBOIUT K €€ HHPHULUPOBAHHIO, Pa3MATYCHUIO (Kepa-
TOMAJISLINs), 00pa3oBaHUIO OebMa.

Panee cunrtanoch, 4TO HapylIeHHUs ClIEPMATOreHe3a U Pa3BHTHS
SMOpHOHA MPU THIIOBUTAMHHO3¢ A 00YCIOBJICHO NEPHUIIMTOM PETH-
HOJa, TOCKOJBbKY BBEJCHHE PETHMHOECBOM KHCIOTBHI HEJOCTaTOYHO
a¢dexTuBHO UX ycTpaHsio. OIHAKO, BIOCIEACTBHH 0Ka3ajoCh, YTO
PETUHOIN MPOCTO JIy4lle MPOHUKAET Yepe3 TeMaTOTeCTUKYISAPHBIN U
reMaToIIalleHTapHbIH 0aphep, a peTHHOeBas KUCIIOTa 00paszyercst u
nercTByer in Situ.

Hcroynukn, cyrounas norpeOHOCTb.

bonpie Bcero BUTaMuHA B TIEYSHH PHIO, IITHIL M MIICKOITUTAIO-
nmX. B medenn Gemoro mMenmBens, akysl M HEKOTOPBIX MOPCKHX KH-
BOTHBIX COJICP’KaHHE HACTOJIGKO BEJUKO, YTO YIIOTpeOJIcHHE €€ B
MAIIy MOXET BBI3BATH OCTPOE OTpaBiicHHE. KapoTHHOMIOB MHOTO B
MOPKOBH, TBIKBE, ITEpIe, APYTHX OKPAIICHHBIX OBOIIAX U QpyKTax.

KaporuHonnsr ycBamBaroTcsi XyXe pETHHONA, TJIABHBIM 00pa-
30M H3-3a IJIOXOH pacTBOPUMOCTH. Tak, BUTaMUHHAsI aKTUBHOCTH [3-
KapoTHHA B JIBa pa3a HIKE aKTUBHOCTH PETHHOJA, €CIIM OH PacTBO-
peH B Macne, 1 B 12 pa3, ecr OH HaXOJUTCS B COCTaBE THIIIH.

Cyrounast motpeOHOCTh B perrHoie - 700-900 MKT B CyTKH.

BBenenne OonpImmx /103 BUTAMUHA BBI3BIBAET OCTPOE M XPOHH-
YECKOEe OTpaBIICHHE (THIEPBUTAMHHO3). Y OepeMEHHBIX BO3MOXKEH
TepaToreHHbIA ddexT. [locTymienne KapoTHHOHUIOB, JTaXke B OONb-
MIUX KOJTMYECTBAX, TAKOTO JICHCTBHS HE OKA3bIBACT.

Butamun D (kaabuudepos).

I'pynma cexocTeponsioB (CTEPOUIOB C Pa3OPBAHHBIM KOJIBIIOM),
HanOolee BaKHBIMU M3 KOTOPBIX SIBIISIOTCS Xosekaibimdepon (Bu-
tamuH J[3) u aprokaneuudepon (Butamux /12).
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O0a BuTaMepa MOTYT TIOCTYIATh C IMUIICH U BCACHIBAIOTCS CO-
BMECTHO C JIMITUAaMH. XOJICKATbIIU(EPOIT B SNUACPMUCE KOKU CHH-
Te3UpyeTcs U3 MPOBUTAMHUHA - 7-Jerujapoxonectepuna. [Iporecc
MIPOUCXOUT CIIOHTAHHO MO/ JISHCTBUEM YyibTpaduoieTa ¢ JUIMHON
BOHBI 290-315 um. [Ipy HHTEHCUBHOW WHCONSIINA BUTAMUH IO/~
Bepraercst poToau3y ¢ 00pa3oBaHUEM HEAKTUBHBIX COCTUHEHUMN, YTO
HCKITIOYaeT BO3MOXKHOCTh THIIEPBUTAMHUHO3A.

Y® 290-315 Hm

7-pernapoxonectepon XoneKanbundepon

HO

Cam ButamuH [| He oOmamaer OMOIOTMYECKOW AKTUBHOCTHIO.
HpeZIBapI/ITe.HBHO OH JOJIKEH ABaXXAbl TUAPOKCUIIMPOBATHCA: B II€UC-
HU ¢ 00pa3oBaHMEM KanbLHauona (25-TUapOKCHXOJIeKaIbI(pepo)
W, 3aTeM, B TOYKax — ¢ OO0pa3oBaHHWEM OWOJIOTMYECKH aKTHBHOTO
kanpruTprona (1,25-TuruapokcuxoeKanbIudepo).

AKTHBHOCTh 25-THIPDOKCHJIA3bl B TICUCHH BHICOKA U YPOBEHB
KaJbIMNONIa B KPOBH PACTET MPOMOPIIMOHATBHO IMOCTYIUICHUIO BH-
tamuHa. [103TOMY HM3MepeHHe ero KOHIICHTPAIUH - OOIISPUHSTHINA
CII0c0o0 OITEHKH 00ECTICUEHHOCTH OpTaHu3Ma BUTaMUHOM /I,

B xpoBm Bce ¢opmbl BuTamMmHa /I, BKIIOYAas KaJbIUANON U
KaJbLUTPHUON, LHPKYIUPYIOT B KOMIUIEKCE C BHTaMuUH /[I-
cesspBaronM Oenkom (DBP, D-Binding Protein). B HecpsizanHOM
COCTOSIHUM HAaXOAUTCS BCEro 5% KaJbLUUTPHONA, M HUMEHHO 3Ta
(hpaxius sBiIseTCSI OMOJIOTMYECKHA aKTUBHOM.

Buoxnmnueckne QyHKIINMH.

Kanpiurpuon pearupyer ¢ siaepabiM perenrropom VDR (Vita-
min D Receptor). OH npucyTCTBYEeT HE TOJNBKO B KJIETKaX U TKaHsX,
UMEIOIINX OTHOLIEHHE K rOMeocTa3y KajblMs (TOHKHH KUIIEYHUK,
MapanToOBUIHAS XKeme3a, MOYKH, KOCTHAsl TKaHb), HO M B MBIIIIAX,
HEPBHOW TKaHH, KJIETKaX KPOBH, ITOJOBBIX OPTraHax, EYeHH, JIETKUX,
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IIMTOBUIHON KeJe3e. ypOBCHL aTOro Oenka KOHTPOJIHPYCTCA U JIU-
MHUTHUDPYCT 6I/IOHOFI/IHGCK}/IO AKTUBHOCTb BUTaMHHA.

Hanee, ButamuH B coctaBe ¢ VDR o0pa3syer rerepoaumep c pe-
unenropom pernHouaoB (RXR). O6paszyrommiicss komruieke (yHK-
LIUOHUPYET KaK TPaHCKPUIIHMOHHBIA (DakTop, peryaupyrlommi dKc-
npeccuto Oonee naTuaecsITd reHoB. Cpeu HUX OCNKY, Y4acTBYIOLIHE
BO BCACHIBAHWHU KaJNbLUS B XKelyAouHo-kuiieuHoMm Tpakte (TRPVG,
KaJnbOWH/IMH), METa0oIM3Me CaMOoro BUTaMHUHa, )OPMHUPOBAHUHN BHe-
KJIETOYHOT'O MaTPHKCa; a TaKKe, OHKOT€HBI, TENTHIHbIE TOPMOHBI

ap.

OcHoBHOW 3(dekr BuTamuHa [ - yBenmuveHHe BCaChIBAHUS
KaJIbIMsl B KUIICYHHUKE JOCTHUTACTCs 3a CUET YCHJICHHUsSI OMOCHHTE3a
TPaHCHIOPTHBIX OenkoB. Perymmpys OwmocruHTe3 OEIKOB KOCTHOTO
MaTpUKCa, KaJIbIIUTPUOI CIOCOOCTBYET (HOPMHUPOBAHUIO U TIOJIEP-
KAHUIO CTPYKTYpbl KOCTHOW TKaHu. [Ipu nepunuTe Kaablus BUTa-
MUH MOOMJIM3YeT €ro M3 KOCTEeH M yBeIW4YHBaeT pealdcopOInio B
MOYKaX.

[TapaTropMOH — OCHOBHOHM PETYJIATOp KaJbIIHEBOTO OOMEHA -
ycuirBaeT OMOCHHTE3 KalbIIUTPHONA. B CBOIO ovepenn, MOCIenHU
KOHTPONMUpPYyeT (DYHKIIUIO MAapalIUTOBUAHBIX JKEIe3 MO MPUHLHUITY
OTPHUIIATEIHHON 0OpaTHOM CBS3H.

[TomuMo 3TOTO, BUTAMUH YYacTBYET B IpoIeccax pocra u Aud-
(hepeHIIMPOBKH KIIETOK, IMMYHHBIX PEAKIHAX, BOCHAICHUH, (yHK-
[IMOHUPOBAHNN HEHPOMBIIIIETHOT O aIlIapara.

I'unoBuTaMHHO3.

[opsinka Mmumapaa J0Aed B MUpEe HEIOCTATOUHO 00€CTIEUEeHBI
BuTamMuHOM /J[. Bo-mepBBIX, MOCTYIUIEHHE €r0 ¢ MUIIEH Aa)ke Npu
cOaTaHCUPOBAaHHOM pPAaLMOHE HENoCTaTouyHO. Bo-BTOpPBIX, Oonbias
4acTh HACENICHUS IJIAaHEThl CTPAJaeT OT HEAOCTATOYHON MHCOMALUY.
Haunbonee ys3BUMBIMU IpynnamMy HaceJeHUs SBISIIOTCSA AETH W I10-
KHJIBIC JTFOAH.

v ILCTCﬁ OCHOBHBIM CHMIITOMOM HEAOCTATOYHOCTU SABJIACTCA
paxurT. On MMPOABIICTC PA3JIMYHBIMHA ,Z[e(l)OpMaLII/ISIMI/I CK€JICTAa, BbI-
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3BAHHBIMHM HapyIIEHUEM pOCTa KOCTEH M HUX MHUHEpalIu3auu. Y
B3pOCHBIX OTMEYAETCSI OCTCOMAISLIUS — pa3MsrueHUuEe KOCTeH M Oc-
TEONOPO3 — CHCTEMHOE MOpa)KeHHE CKeyeTa, 00yCIOBIeHHOE TPeod-
JalaHueM TPOIECCOB JieTpaalliid KOCTHOW TKaHU HaJ ee 00pa3oBa-
nueM. [Ipu ocreomnopose U3MeHsETCs CTPYKTYpa KOCTEH, CHUKACTCS
KX Macca U MPOYHOCTh, YTO MPUBOJUT K YBEIMUCHUIO YaCTOTHI MEp e-
JIOMOB.

IToHnxeHHBIM YpOBEHb BUTAMHUHA B KPOBU KOPPEIUPYET C Yac-
TOTOH CEpJlIEeYHO-COCYTUCTHIX, AyTOMMMYHHBIX 3a00JieBaHU, paKa.
HpeﬂHpI/IHI/IMaHI/ICL U NOpCANPUHUMAIOTCS IOIBITKHU IPEAOTBPATUTH
pa3sBUTUC 9TOM MaTOJIOTUU IMyTEM BBCACHHA OOIIOJIHUTCIBHBIX 103
ButamuHa [[. OmHaKo, IPOBEACHHBIC B TIOCIEAHIE TO/IBI METAUCCIIE-
JIOBaHMSI HE CMOTIH MOATBEpANUTH 3Q(QEKTUBHOCTH JaHHOW cTpare-
MU JIJa)K€ B OTHOILIEHUH OCTEOIOpO3a.

I'unepsuTamMuHO3.

Bo3MoxkeHn mpu mpueMe BBICOKMX 103 BHTamMpHa. OTMmedaercs
TUIIEPKANBIIUEMUS], OTJIOXKEHUE COJIEH KaJbLMsI B MATKUX TKaHSX,
HapymieHue QyHKIUU MOYeK, HEBPOIOTUIECKHE CHMITTOMBI, 3a/1€PK-
Ka YMCTBEHHOI'O Pa3BUTHs y €Tl

McTouyHuKu ¥ 1oTpeOHOCTb.

W3-3a paznmaHOTro reorpauaecKoro MmoloKeH!s U psaaa IpyTrux
(hakTOpOB, BIMSIOMNX HAa 00ECIEYEHHOCTH BHUTAMHHOM JI, HOpMBI
oTpeOJICHUs] B pa3HBIX cTpaHax oriauyarorcs. s crtpan EC anmek-
BaTHBIM MOTPEOJICHUEM CUMTAETCS 5 MKT B CYTKH LTSI B3poCibiX u 10
MKT U1 AeTeil u nun crapiue 60-65 ner.

Haxoxxnenue Ha conmHIile ¢ OOHaXEHHBIMH KOHEYHOCTSIMH B Te-
YEHUE MATH MHUHYT IBaKIbl B HEHEIIO ISl B3POCIBIX ITOCTATOYHO
i obecriedeHust oprann3ma ButamMuaoM J[. CoNHIIe3aMTHEIA KpeM
¢ YO-punstpom SPF 15 (sun protection factor) camxaer 6uocunTes
xosekanbuugepona Ha 98%. OKOHHOE CTEKJIO HE MPOITyCKaeT YIbT-
padwuomner.
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C‘II/ITaeTCH, 4TO 00ECIEUYHTH HOTpe6HOCTI> B BUTAMHHE TOJBKO
3a CUeT IHUTaHHUS HEBO3MOXXHO. boibllie BCero BUTaMHuHa B JKUPHBIX
copTax pI)I6I)I, pI)I6I>eM JKHUPE, KCITKE, CJIMBOYHOM MaAcCJI€, ChIpE.

Butamun E.

[onsiTe 0O0BEAMHSIET TPYINIY W3 BOCBMH KXHPOPACTBOPUMBIX
COCIMHEHUI: YETHIPEX TOKO(PEPOIOB U HYEThIPEX TOKOTPHEHOIIOB,
00NaIaloMX CXOAHON OMOIOTHYecKOl aKTUBHOCTBIO. TEepMHUH «TO-
Ko(epoI» MPOUCXOAUT OT I'PEUYECKHX CJIOB «TaKOC» - MOTOMCTBO,
neropoxaeHue, u «pepo» - Hecy. OKOHYaHUE «ON» YKa3bIBaeT Ha
HaJIM4ue CIUPTOBOM rpynmbl. Takoe Ha3BaHWE BUTAMUH ITOJIY4YHJI HA
OCHOBaHHH OITBITOB Ha KphICaX, rae ObUIO MTOKa3aHo, 9TO ACPUITUAT-
Hasl 110 BATAMHHY JHeTa MPUBOIUT K OCCILIONUIO.

XUMHYECKOE CTPOEHHE.

Bce Bocemp BHTaMepoB cofepkKaT B CTPYKTYpE XpOMaHOBOE
KOITBIIO C 3aMECTHTEIISIMU | anudatudeckuil pagukan u3 16 aToMOB
yriepoaa. [IoMUMO THUIIPOKCUIBHOM TpyNIbl, MPUCYTCTBYIOUIEH Y
BCEX COCOMHEHUH, B R-TTONIOKEHUSIX KONbIa (CM PHCYHOK) pacIoiia-
raloTcs OT OTHOW JO TPeX METHIBHBIX Tpynn. Hambombimelr Omomo-
TUYECKON aKTHBHOCTBIO 00JadaeT 0-TOKO(Eepos, MMEIONIMH TPH Me-
TUJBHBIX 3aMeCTHUTENS. TOKOTPHEHOIBI OTINYAIOTCS OT TOKO(epoIoB
HaJIMIMEM TPEX TBOWHBIX CBS3CH B OOKOBOM pamuKalle.

B Monekyne Toko(eponoB TpH aCHMMETPHYHBIX aTOMa YTIIepo-
1a, 00yCIIOBIMBAIOMINX CYIIECTBOBAHHE BOCBMH CTEPEOM30MEPOB. Y
NPUPOJHOTO BHTAMHMHA BCE IIEHTPHI MMEIOT R-KOH(HTyparmio, mo-
sToMy ero Ha3eiBatoT RRR-o-toxodepon. CunaTeTHUECcKnii TOKOd e-
POJI COEPKUT PAlEMHIECKYIO CMECh BCEX BO3MOKHBIX H30MEPOB H
00JagaeT, B CBSI3H C 9THM, MEHBIIIEH OMOIOTHYECKOH aKTHBHOCTEHIO.
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Torkodeposnsl, 06wan dopmyna

HO HO. HO HO

0 0] 0 o

a-Tokodepon B-Tokodepon y-Tokodepon §-Tokodepon

TokoTpreHoasl, 06wan dopmyna

Merabonmn3m.

Buramun E BcaceiBaercs B TOHKOM KHIIIEYHHKE COBMECTHO C
TUMHAJAMH TIyTeM mnaccuBHOW auddy3un. B cocraBe XHIOMHUKPOH
pacmpocTpaHsiercs Mo KpoBeHOCHOMY pyciy. [Ipu ruaponuse sxupos
C YJaCTHEM JIUIIONPOTEHHIINTIA3E] BRICBOOOXKAaeTCsl U U PyHIupy-
eT B OKpykaromue TkaHu. B meaern RRR-o-Toxodepor cBs3piBaeTcs
¢ a-Tokodepon meperocsamuM 6eaxom (a-T TP, a-tocopherol transfer
protein) m BKJIOYAaeTCs B COCTAB JIMIIONMPOTEMHOB OYCHb HHU3KOM
IJIOTHOCTH. Bce ocTajapHBIE M30MEPHI NErpagupyIOT W BBIBOISTCS.
Jlamee BUTaMWH TepepaclpeneisieTcss MeXIy pazIudIHbIME (pak-
IUSAMA JTUTIONPOTENHOB KPOBH C HAWOOJbINEH KOHIeHTparuer (55-
65%) B MMIIONPOTENHAX HU3KOM MJIOTHOCTH.

BbrnoxumMmueckoe JieficTBUE.

Burtamun E sBnsiercst BaKHEHIINM aHTHOKCHIIAHTOM, 3alMIIAs
JTUNXABl MEMOpaH OT MEePeKHCHOro OkucieHus. CBsi3b MEXIY aro-
MaMH BOAOPOJia M KUCIOPOJa B THAPOKCHIIBHON IpyIine Tokodepona
Ha 10% cnabee, yuem y apyrux ¢eHonoB. ITo 00yCIOBIMBAET CIIO-
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COOHOCTh BUTAMHHA OTJaBaTh aTOM BOAOPO/A JIMTIONEPOKCUIBHBIM U
JIpYTUM pajuKaiaMm, UHAKTUBUPYS UX.

Cam Tokogepon mpeBpamaercs HpU STOM B TOKO(hEpHII-
paJuKa, KOTOPBIH MOXKET ObITh BOCCTAHOBJICH JO MCXOIHOH MOJIe-
KyJIBl C Yy4acTHEM, HampuMep, acCKOpOMHOBOM KUCIOTHI MM yOMXH-
HoJa. B mpyroM BapuaHTe TOKO(EpHII-paiuKan MOXKET Mpopearupo-
BaTh C €lI¢ OAHUM CBOOOIHBIM pajJiMKajoM, HEOOpaTUMO MpeBpala-
SICh B TOKO(EPHSI XWHOH WU PsA JPYTHX HEPaJuKAIbHBIX MPOH3-
BOJHBIX. Enaroz[apsl CIOCOOHOCTH WHAKTUBUPOBAThL Ba paJuKajia
BUTaMUH E OTHOCHUTCS K aHTHOKCHUJAHTaM, MPEAOTBpallaloliM
BCTBJICHUC IICIIN, H CHOCO6HBIM OCTaHaBJIMBATh LCIIHYIO PCAKIIUIO
MEPEKUCHOT'O OKUCICHU JIMITNI0B.

+ X
wCH3 - -

BuTamuH C

R4

Rs

a-Tokodepon a-Tokodepun paaukan a-Tokobepun XMHOH

I'unoBUTAMHHO3.

Jedumnur BUTaMHHA dYale SBISETCS CIEACTBHEM HapyIICHUS
BCaChIBaHHS JIMMTUIOB, YeM HEIOCTATOYHBIM COMEP)KaHHWEM B TIHIIE.
OcHOBHBIE TPOSIBICHHUST OOYCIOBIIEHBI MOBPEXKICHWEM MeMOpaH
HEPBHBIX KJIETOK M HapyIIEHHEM MPOBOJUMOCTH: aTakKcCHs, mepHde-
puueckas HelponaTusl.

I'unepBuTaMHUHO3.

Bo3MoXeH mpH AIUTENTHHOM TpHEME 103 B JECSITKU pa3 Ipe-
BBIIIAIOMINX CYTOYHYIO IOTPEOHOCTb. Y CBOGHHE JIMMHUTHPYETCS
KOHIIEHTpaIed TOKO(EepoIl MepeHOCsIIero 0eaKka U CrIoCOOHOCTHIO
MIEYCHU BBIBOAUTH M30BITOK BUTAMHHA C JKEITUBIO.
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Buramus B Onono0aBKax.

AHTHOKCHUJIAaHTHBIC CBOMCTBA BUTAMUHA TTOCTYKHIIN ITOBOJIOM K
IIUPOKOMY NPUMEHEHUIO0 €ro BO BCEM MHUpE AN MPOMUIAKTUKUA H
JieueHUs1 3a00JeBaHUM, T/Ie TICPEKUCHOE OKUCIICHUE JIMITUIOB (QUry-
pupoBaio, kak (akrop maroreHe3a. Cpenu HUX pak, KaTapakTa, cep-
JICUHO-COCYIUCThIC 3a00JIeBaHUs, IATOJOrUsl OepeMeHHOCTH, 00-
ne3Hb AnblreiiMepa, 6osie3ns [lapkuncona u apyrue. K coxanenuro,
OOIIMPHBIC METAUCCIICIOBAHUS TIPOIEMOHCTPUPOBAIIU TIOJHYIO HECO-
CTOSITEJIBHOCTD 3TOTO IMOJIX0/Ia, & B HEKOTOPBIX ClIydasx 3ahHUKCHUPO-
BaJIM JIayK€ HAHOCHUMBIN BpE/I.

Hcroynuku u cyrouHasi HoTpeOHOCTb.

Hawnbomnee 6orarelii HICTOYHUK - PaCTUTENBHBIE Macia, PeKOp/-
CMEHOM CpEIM KOTOPBIX SIBJSIETCS MAaciio 3apojblliei MileHuIbl. B
JKUBOTHBIX NPOIyKTax BUTaMHHaA E mano. Pekomenayemoe cyrouHoe
norpedsIeHne It B3pOCbix — 15-20 mr.

Buramun K

[onyunn na3Banue ot cinoBa «Koarymsmus» - cBepThIBaHHE
(xpoBm). Bximouaer nBa BuTamepa — BuTamMuH Kl - dHLIOXHHOH,
BIICPBbIC BBIICICHHBIN W3 JOlepHbl, U K2 — MEHaXxWHOH, - W3
THUIOIIEH pBIOHON MYKH.

B ocHoBe 00omx coemuHeHHi — 2-MeTwi-1,4-HadTOXUHOH, 3a-
MEIIEHHBI B TPETHEM IOJIOKEHHH OcTaTKoM ¢utona (ButamuH K1)
WJIN YTIIEBOJOPOTHON Ienbio u3 4-13 ocTaTkoB M30mMpeHa (BUTaMUH
K2). Kak u y npyrux ®upopacTBOPUMBIX BUTAMHHOB 3Ta YacTh MO-
JIEKYJbI IpeTHa3HaueHa JJIsl PUKCAIMH B MEMOpaHe KIIETOK.

3

H

n—1

ButamuH K2 (MeHaxuHoH)
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OWIIOXMHOH CHHTE3UPYETCS PACTCHUSMU U SBIISCTCS aKIENTO-
poM 3JeKTpoHOB B (orocucteMe 1. COOTBETCTBEHHO, COMEPIKUTCS
MPEUMYIIECTBEHHO B 3€JICHBIX YacTAX pacTeHuid. JKUBOTHBIC U Oak-
TEPUU CIIOCOOHBI MPEBPAIaTh €r0 B MCHAXHUHOH. Y JKUBOTHBIX BCE-
raa odpa3yercs MPOM3BOAHOE C YCTHIPHMS U3OMPEHOBBIMU OCTaTKa-
Mu. BakTepuu, Kak NpaBUiIO, YIUIMHSIOT OOKOBYIO Iienb 10 7, 11 u
naxe 13 ocratkoB. OHU HcTIONB3YIOT BUTaMHH K2 B kadyecTBe nepe-
HOCYHMKA DJICKTPOHOB B PEAKIUAX aHA3POOHOTO JABIXaHUS.

VY KUBOTHBIX BUTAMUHHYI) aKTUBHOCTbH IPOSBISIOT BCE MEpe-
YUCJIEHHBIE BBIIIE COCIMHEHUS, HO UCIOJb3YIOTCA OHU B COBEPIIEH-
HO JIPYTUX LEISAX - IS TIOCTTPAHCIIAIMOHHON MO (DUKAIINN OCITKOB,

Cunrernuecknii  2-metuin-1,4-0a@ToXHOH (MEHAJMOH, BUTa-
muH K3) Taxke o0i1amaeTr BUTAaMUHHONW aKTUBHOCTBIO M MCIIONB3YET-
Csl B KaUEeCTBE HEAOPOroro 3aMEHUTENS IPUPOAHBIX COeIMHEHUN. B
CBsI3U ¢ OOHapyxeHueM 1mooouHbix 3dekroB B CIIIA 3ampemnieH u
WCIONIB3yeTCs UMb B KOpMax Jutst )kuBOTHBIX. B CHI™ mpumensiercst
IOJl Ha3BaHUEM BHKACOIL.

brnoxuMmueckoe JielicTBUE.

B kierkax »MBOTHBIX BUTaMUH K ydacTByeT B KapOOKCHIUPO-
BaHUM OCTaTKOB TIIOTAMUHOBOW KUCIOTHI B psizie OenkoB. TpexOyk-
BEHHOE Ha3BaHHe KapOokcuriayramara — Gla, mostomy Takue Genku
nonyunian Ha3Banue Gla-6enkoB. BBenenue BTOpoil KapOOKCHIIbHOM
TPYIIBI B TIyTaMaT MO3BOJSET CBA3BIBATH MOHBI KAJBIUS, YTO KpH-
TUYECKU BXHO JJISl UX QYHKIINH.

B nacrosiiee Bpemst ussectao 17 Gla-6enkos.

B cucreme cepreiBanus kpoBu 310 - (haktopsl I, VI, IX, X,
oenku C, S, Z. B KOCTHOI1 TkaHU — O€NKH, y4acTBYIOIIUE B MIHEpa-
JM3alui U GOPMUPOBAHUH CTPYKTYPBI KOCTEH, - ocTeokasbiuH, Gla-
6emmok marpukca. Kpome Toro, k Gla-6emkamM OTHOCHTCS TpaHCTHPE-
THH — O€JIOK, ePEHOCSIINI PETUHON U THPOKCHH, PsJ] OENKOB, yda-
CTBYIOIIMX B KJIE€TOYHOH mnpoiudepannn u auddepeHInpoBKe.
@OyHKIMHA HEKOTOPBIX OCIIKOB HE N3BECTHBI.
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Oobpazosanune Gla-pagukanoB ocyiiecTBiasercs (HEepMEHTOM —
raMma-TIyTaMiiI KapOokcuinaszoi. st kapOOKCHIIMPOBAHUS HCIIONb-
3yeTcsi BOCCTAaHOBIICHHAs! 10 XMHOHA (opma BuTamuHa K, koTtopas B
XOJ/Ie peaKkHuy OKHUcIsiercs o0 BUTaMuH-K-snokcupa. Boccranosie-
HUE SIOKCHAA 3aMBIKaeT MOCIeOBaTeIbHOCTh MPEBpAIlCHUN, H3-
BECTHYIO KaK IIMKJI BUTamuHa K.

CFz CH,

H—?—H H—(lz—coo@
coo® coo®

y-rnyTamun-kapbokcunasa

OH 0
CHs

(—\
ButamuH K 3 :
XUHON o ButamuH K
2,3-anokcung
R

OH
UMKn 0

BUTaMuHa K
penykTasa penykrasa

[¢]

O‘ B

R
0
ButamuH K

B MenunmHCKOM NpakTHKE IMUPOKO HCIONB3YIOTCS AHTHBHTA-
MuHbl K mns nmedeHuss u mpoUIAKTHKA TPOMOIMOOINYECKUX OC-
noxxHeHuid. [IpupomHBI aHTUBUTAMUH — MTUKyMapuH (AMKyMapor),
CHHTEeTH4eCKUU — BapdapiH. MexaHu3M UX JeWCTBUS 3aKIIF0YaeTCs B
WHIUOMpOBaHMM BUTaMUH K-3noKcHapenyKTa3sl.

I'unoBuTaMHHO3.

HeCMOTpS[ Ha TO, YTO BUTaMHH B JOCTATOYHOM KOJIMYECCTBEC CO-
ACPIKUTCA B MHUIIC U CUHTC3UPYETCA B KCITYAOUHO-KUIICYHOM TpaK-
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Te, Cllydad TUIIOBUTAMUHO3a HaOmronatores. M3 pacTUTeNnbHOM MHIU
(PMITOXMHOH yCBaMBAETCs IJI0X0, TaK KaK MPOYHO CBsI3aH ¢ MeMOpa-
HaMHl TWJIAKOMJOB B XJIOpomuiactax. Tak, Hampumep, U3 IIIUHATA
BcachkiBaeTcs b 5% Butamuna K1, u nums npu 100aBiIeHUN Mac-
Jia TIPOIEeHT yBenuuuBaercs A0 13. JIpyryio omacHOCTh MpencTaBis-
0T AQHTUOMOTHKHM IIMPOKOrO CIIGKTpa JCHUCTBHUS, KOTOPBIE MOTYT
CHIKaTh 00pa3oBaHue BUTaMuHa K2 B KUIICUHMKE HA TPU YETBEPTH.
Oco0oMy pHCKY TOJIBEP)KECHbI HOBOPOXKICHHBIC H3-32 OTCYTCTBHSI
MHUKPODIIOPBI B JKEITYIOYHO-KUIIIEUHOM TpakTe. Kpome aroro, rumo-
BUTAMHHO3 BO3MOXEH TNpU JICUCHUH aAHTUBUTAMUHAMH, OOJIE3HSIX
MeYEeHH U KUIIEYHHUKA.

B xinmHn4eckoil KapTUHE TUIIOBUTAMUHO3A - TIETEXUHU, KPOBOU3-
JIUSIHUS, KPOBOTCUCHHMSI, OKOCTCHEHUE XPSIIeH, TedhopMaluu KOCTeH,
Kb (UKALIAS COCYIOB.

Hcrounnku, cyrounoe norpebiieHue.

3enenp, KammycTa, SiIa, MOJIOYHBIE MPOAYKTHI, Msico. [lorped-
HOCTh - 90-120 MKT B CyTKH.

Butamun B1 (Tuamun).

OO0111as1 XapaKTEpUCTHKA.

Cocrout u3 IMUPUMHUINHOBOI'O U THA30JI0BOI'O KOJICI] C pa3iny-
HBIMH 3aMCCTUTCIIAMHA, COCIUMHCHHBIX MCTUJICHOBBIM MOCTHKOM.

NHz
CHz CHa
N/j/ \‘N|+_|c/
H CJ\\ |\ /L
: N 5 CHz— CHz— O

OH

OTKpBIT NepBBIM U3 BUTAMHMHOB B 1897 romy XpucrHaHoMm
Onikmanom (Hobenesckas npemus coBMectHO ¢ ®@. XonkuHCOM 32
1929 ron). Beinenen B Buze 3xcrpakra Kazumupom ®@ynkom B 1911
T.
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Cuntesupyercsi 6akTepUsIMH, paCTEHUSIMU, TPUOaMU M HEKOTO-
pBIMU TIpocTeimmMu B popme THaMmuHMoHO(dochaTa. BeackiBanue y
YelIoBeKa M KMBOTHBIX MPOUCXOAUT B TOHKOM KHILIEYHHKE B (hopme
CcBOOOAHOTO THaMUHA. [IpH HU3KHX KOHUEHTPALHUSAX MEPEHOC depe3
MeMOpaHy OCYLIECTBISETCS CHeln(UUECKOH TPaHCIOPTHOM CHUCTe-
MOH, MPH BBICOKMX — TACCHMBHO MO TPaAMEHTy KOHIEHTpanuu. B
kierkax (ochopunmpyercs tTuamuHnupodochoknHazol ¢ obpaso-
BaHueM KopepMeHTHOH (opmbl — THamuHgudochara (THD, Tra-
MuHnupodocoat, TIID).

NH2
CHz CHa
N Sy o
oy
A
HaC N / & CHZ—CHZ—O—lP |
|

— 00— FI’— OH
QH QH

Tuamuamonopochar U TnamuHTprdochar TaKKe 00pa3yrTCs
1 00J1a/1al0T COOCTBEHHBIM CIIEKTPOM OHOJIOTMYECKON aKTHBHOCTH.

B opranusme uenoBeka HMMeEETCs MPUMEPHO JABYXHEAEIbHBIN
3amac BUTaMiHa. VI3 OpraHoB u TKaHeH ero 0oJbIle BCEro B MBIIIIIaxX
— 50% Bcero xonunyectBa. B xpoBu ButamuH Ha 90% cocpenoroueH
BHYTPH DPUTPOIIUTOB.

Buoxnmnueckne QyHKIHH.

Tuamuamudochar yaactsyer B pabote cienyromux hepMeHTa-
THUBHBIX CUCTEM.

1. TlupyBaTAeruApOreHa3Hbld KOMIUJIEKC, OCYILECTBIISIFOLINNA
OKHCIINTENBHOE IeKapOOKCUINpOBaHUE UpyBaTa 10 aueTuia-KoA.

2. 0-KeTOTJIyTapaTAETHIPOreHa3HbId KOMILIEKC, 00pa3yromuit
cyknmHII-KoA u3 a-kerormyrapara B ke Kpebca.

3. IlmpyBataexapOokcuia3a MHUKPOOPTraHM3MOB, OCYIIECTB-
JSIIOIIMX CIUPTOBOe OpoxkeHue. IlpeBpainaer nupyBar B aneTasibae-
I'HJl, KOTOPBI Jajee BOCCTAHABIMBAETCS AJKOTOJIbAETUAPOTeHA30H
110 3TaHOIA.
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4. JleruaporeHa3Hbli KOMILIEKC 0.-KETOKUCIOT C Pa3BETBICHHOM
LIEMbI0, 00Pa3YIONIMXCS TOCIIE Je3aMUHUPOBAHMSI BaJIMHA, JICUIIMHA U
HU30JICHIIMHA.

5. Tpanckeronaza — oauH U3 (PEPMEHTOB HEOKHUCIUTEIBHOM
BETBU NEHTO030()ochaTHOrO MyTH TPEBPAILCHUS YTIICBOIOB.

B xoze karanusa cyOcTpaT KOBaJIEHTHO MPUCOSTUHSIETCS K BTO-
poMy aToMy THa3osa (Ha PUCYHKE ITOKa3aH CTPEIKOM ).

I'unoBuTaMuHO3.

IIpn HenmoctaTke THaMHMHA TOpa)kaeTcs HEpBHAs, CEpIEYHO-
cocynucTasi W THIIEeBapuTenbHas cucrema. llaTorenermueckumu
(hakTopamMu SBISIETCS YXYAILIECHHE YHEPTETUIECKOr0 CTaTyca KIETOK,
HaKOIUIEHHE HEIOOKHCIEHHBIX MPOIYyKTOB OOMEHa BEIIeCTB, Hapy-
IIEHNUS CHHTE3a HEHPOMEINaToOpPOB U TIp.

I'myOokuit runoButamMmmHo3 Bl w3BecTeH B IOr0-BOCTOYHOM
Asum ¢ 17-To Beka, kak 3aboneBanue «bepu-6epn», KOTOPoe pa3BH-
BaJIOCh BCIIEACTBHE MUTAHUS MOJUPOBAHHBIM pucoM. [Ipenmymiect-
BEHHOE TMOpPaXEHHE HEPBHON CHCTEMBI OIMCHIBAIIOCH, KaK «CyXas»
(hopma, cepIeqIHO-COCYTUCTOM C OTEeKaMH — KaK «BJIayKHAs.

B Hacrosiiee BpeMs TiIyOOKHI TMIIOBUTaMHHO3 HaOJIrOgaeTCs
MPEUMYIIECTBEHHO Y JIHI, CTPANAONINX XPOHHYECKIM aTKOTOIH3-
MoMm. [Ipm sTOM, BakHYIO poiib B MATOT€HE3€ WTpaeT CHOCOOHOCTH
dTaHONa CHeMU(pUIECKd BMEIINBAThCS B METa0OIM3M THAMHUHA.
CrnupT yMeHbIIIaeT BCACHIBAHUE, YBEIMYMBAET BHIBEICHIEC BUTAMHUHA
C MOYOH, CHHXKAET aKTUBHOCTh THAMHUHITHPO(ochHOKHHA3E U 00pa-
30BaHue KohepMeHTHOI (opmbl. OCHOBHBIM TPOSBICHUEM THITOBH-
TaMHUHO3a Yy 3TOTO KpyTa JIUI] SBISIETCS TTOpakeHne HEPBHOM CHCTe-
MBI, B YaCTHOCTH, cuHIpoM BepHuke-Kopcakosa.

AHTUBHUTAMHUHBL

B skcnepumente rayOokuit rumoBuTtamMuHO3 Bl MOXeT OBITH
BbI3BaH BBEICHHEM AHTHBHUTAMHMHOB - OKCUTHAMHHA, TUPUTHAMHHA.
B pri0e, MopernponyKTax U HEKOTOPBIX PACTEHHUSX COIEPKHUTCS THA-
MHUHa3a — QEepMEeHT, pa3pyIIAOINNA BUTAMHH.
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HcTouHuKH, CyTOYHAS MOTP €0HOCTb.

Cyrounas nopMma ot 1,0 - 1,2 mr. bonbiiie Bcero coaepkuTcs B
3epHOO00OBBIX, CBHUHHMHE, IEYEHH, Ipoxkax. YacTuuHo morped-
HOCTb TIOKPBIBAETCSI MUKPOOHBIM CHHTE30M B TOJICTOM KHUIIICUHHUKE.
JKBauHbIe 3a cHET ATOro mpolecca MOTHOCTHI0 00ECIeYnBaIOT ceds
BUTAaMHHOM.

Butamun B2 (pubodiaBun)

OO0111as1 XapaKTEpUCTHUKA.

[IpousBoaHOE M30a/UIOKCA3WHA W crMpTa puburona. [lomydni
CBOE Ha3BaHWE OT JBYX ClIOB — puburon u flavous (mat. - sxenTori).
PacTBOpbI IMEIOT KENTHIH IBET, YTO OOYCIOBIUBAET NCIIOIH30BAHUE
BUTAMHHA B IUIIEBON MPOMBIIIICHHOCTH B KayecTBE KpPACHTEIs
(E101). BcaceiBaercss B TOHKOM KHIIeYHHKE B (opme cBOOOTHOTO
pubodnaBuHa ¢ yuactueMm OENKOB IEPEHOCUYMKOB. B KkieTkax mpe-
Bpaiaercsi B kopepmertHeie Gpopmbl: PMH (praBuHMOHOHYKIIEO-
tan) 1 DA/ (praBuHAACHUHINHYKICOTH]T).

OH OH
HOY HO™
N N._.O N N._.O O
POGC D S @ X
N N
o) o)
PubocnaBuH OMH AL

OMH, npencrasmiss u3 ceds pudodnaBun-5-hocdar, odpa3zyer-
CsI IPU IEUCTBUY pHOO(IaBHHKUHA3HIL:
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Pubodnasun + AT® — ®MH + AJ1D;

OA/l cunresupyercs OAJl-cuHTa30i, KOTOpas MPUCOSAUHSIET K
®MH ocraTok ageHo3uHMOHOpOChATA.

OMH +AT® — OAJ] + O-Dw;

B KpOBHU U TKaHAX BUTAMHWH HaXOAUTCA NPECUMYUICCTBECHHO B

dhopme DA/,

buoxumMunyeckre QyHKINMN.

Uzoamnokcasunosoe konbiio PAJ[ 1 ®MH crocobHo mpucoe-
OUHATH JBa TIPOTOHA W JIBa DJJEKTPOHA B  OKUCIHUTENIBHO-
BOCCTaHOBHUTENBHBIX PEAKIMIX, 00pa3ysi BOCCTAHOBJICHHBIE (OpMBI
kodepmentoB: ®PMH H, u ®AJIHo.

0
N N
X NH 2H*, 2 | NH
A PY
T N 0 N N 0

R R H

—I

B OonpmmHCTBE ciydaeB KoQepMEHTHI MPOYHO, WHOTAAa KOBa-
JICHTHO aCCOI[MMPOBAHBI C aro0eIKaMH, BBICTYIIAsl B POJIU MPOCTETH-
yeckux rpynmn. DAJ] sBnsercss 6ojee CHIBHBIM OKHUCIUTENEM, YeM
HAJI, u ucnonb3yeTcs B SHEPreTUYECKU CIOXKHBIX MPEBPAICHHSX,
HarpuMmep, B aerunpupoBanun C-C cBs3eil ¢ oOpa3oBaHHEM ajlke-
HOB.

Baowcnetiwue peaxyuu, npomexarowgue ¢ yuacmuem @aasunosbix
KoghepmeHmos.

1. IlepeHoc 371EKTPOHOB B 3JEKTPOHTPAHCIOPTHOM Lenu. B co-
ctaB HAJ/IH-neruaporenassl Bxoqut ®MH, Bo BTOpOM KOMILIEKCE —
DAL

2. OkucauTeIbHOE ,Z[eKapGOKCI/IHI/IpOBaHI/Ie B COCTaBC NHPYyBAT-
ACrUAPOreHAa3HOro, O-KETOryTapaTACruporcHa3noro KOMIIJICKCOB
" ACTrUApOreHasbl pa3BCTBICHHBIX KETOKUCIIOT.
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3. CykuuHaTaeruporesassnas peakius B 1ukie Kpeoca

4. Atmun-KoA-aeruaporena3tasi B peakiusix [3-OKUCICHUS JKUP-
HBIX KACJIOT

5. OxucnuTenpHoe 1e3aMUHUPOBAHNE MOHOAMUHOB, HAaIIpUMeEp,
CEpOTOHWHA, HOpaJApeHannHa, NodaMUHA, B COCTaBE MOHOAMHHOK-
CHIa3bl.

I'unoBuTaMuHO3.

B crpanax Tperbero mMupa OXBaThIBaeT JI0 MOJOBUHBI Hacelle-
HUsl. B pa3BUTHIX cTpaHax HaONIOJAETCS PEKO B TOM YHCIE H3-32
BUTAaMHHU3AIMY TIPOJYKTOB ITUTAHUS. XapaKTEPU3yeTCs] CTOMAaTHTOM
C MopakeHHeM sI3bIKa (TTIOCCHUT), KOHBIOHKTHBHUTOM, CIICIIH(PHYECKAM
JIEPMAaTUTOM B OOJIACTH HOCOTYOHOTO TPEYTrOJIbHUKA: XEHIIUT, aHTy-
JSIPHBIA CTOMATHT, JEPMATUT HOcOryoHoW cknanku. [lo ximHU4e-
CKOM KapTHHE HAIIOMHHAET IeJuiarpy, Ho 0e3 nepudepruyeckux mnpo-
sBrieHnit («pellagra sine pellagra" (;1at.) - memarpa 0e3 neyiarpsi).

W CTOYHUKH, CYTOYHAS TOTPEOHOCTD.

[MpucyrcTByer Bo BceX KIETKaX, HO JIMIIb HEMHOTHE MTPOAYKTBI
cozepkaT ero B BhICOKOW KoHIeHTpanun. Cpenn Hanbosee OoraTeix
HMCTOYHUKOB — TICUCHb, MOYKH, JPOXKKH, SHIA, MUHJIAIb, TPHOBI,
1BOpor. Cyrounas morpedbHoCTh 1,7-2,2 Mmr.

Butamuu B3 (umamun (Nlconinic ACid vitamIN), nukoru-
HOBAasi KHCJIOTA, HHKOTHHAMM).

VYcrapesuice HasBanue - Butamua PP (Preventing Pellagra
(aHrI1, — IPENOTBpAIIAIOIINI TIEUIarpy).

OO011ast XapaKTEpUCTHKA.

[IpousBonHoe mnupuavHa. OTKPBIT aMEPUKAHCKUM BpPAvuoOM
lonnGeprepom B 1926 romy. B moHsiTHE BXOMAT ABa BUTamMepa, oda-
JaloIIe PaBHOW BUTAMHUHHON aKTUBHOCTHIO, — HUIKOTHHOBAS KHCIIO-
Ta U HUKOTUHAMU/I.
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HukoTHHOBaAR HukoTHHAMMA,
KMucnoTa
[ToTpeOHOCTh YACTHYHO MOKPHIBAETCS CHUHTE30M B IICUCHH W3

TpunTohaHa U MUKPOOHBIM CHHTE30M B TOJICTOM KHUIIIEYHHKE. B ChI-
PBIX MPOAYKTaX COMEPIKHUTCS TJIAaBHBIM 00pa3oM B BUIE KOPEPMEH-
TOB: HUKOTHHamumaAeHuHHykiaeoruna (HAJl) n aukoTmHAMUmame-
nunayKIeotuapochara (HAAD), koTopsie THAPOIU3YIOTCS 10 HU-
KOTMHAMMJIA WUJIM HUKOTUHOBOW KHCJIOTHI P TepMOOOpadoTKe, JTu-
00 B XOJIc NEepEBAPUBAHUSA B XKEIyI0YHO-KHIIEYHOM TpakTe. Buta-
MUH BCAChIBAa€TCs B JKEIIYJIKE U TOHKOM KHIIICYHHKE.

buoxumunyeckre GyHKINMN.

B knerkax HHanyH 00pa3yeT HUKOTHHAMUAHbIE (TUPUANHOBEIE)

kodepmentsl: HAJ] u HAJID.

o] 0
?- = NH;, cl)— = NH,
0=P—0 N 0=P—0 N
0 o]
0 o]
OH OH NH, OH OH NH,
N X N S
N N
CT 0 o <)
0=P—0 N 0=p-0 NN
CI)' O o o}
OH OH OH O
0=p—0
&
HAL HAO®
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CHHTE3 OCYIIECTBIISACTCS MPUCOeNUHEHUEM pru0030-5-hocdara,
a, 3aTeM, octatka AM® u3z AT®. HAJI® obpa3syercs myrem docdo-
punuposanus HAJI.

[Mupuaunosoe komsro HAJl 1 HAZI® criocobHO BoccTaHABIH-
Batbcs. Moaudukarus oOpatuMa, ¥ KOGEepMEHTBI MOTYT CYIIIECTBO-
BaTh B OKHCJICHHOM M BOCCTAHOBJICHHOH (hopMme. DTO 00yCIOBIMBAET
HX y4acTve B (PEPMEHTATUBHBIX PEAKIUSAX OTHATHS WIM MPHUCOCTH-
HEHHS BOJIOPOJIA.

HALO(®)* + HT + 2e == HAL(®)H

B mermaporeHa3HpIX peakiusix OT cyOcTpara OTHHMAaeTcsl JiBa
aToMa BOJIOPOJd, HO K THUPUJAWHOBOMY KOJBILy MPHCOCAUHSETCS
JUIIs onuH. M3 BTOporo atomMa K TOJIOKUTEIBHO 3apsKEHHOMY a30-
Ty TETEpPOIUKIIA IPUCOSTUHSIETCS DJIEKTPOH, a IPOTOH BBICBOOOXK/a-
ercs B pacTtBop. IloaTomy BoccraHoBieHHBIH HAJ 0o60o3HavdaroT nu-
00, kak HAJI'H, nu6o, kax HAJTH + H'. Dto paBHOLEHHbBIE GOPMBI
3aITUCH.

R

|+

N\ |

T OKCUAOpeAYKTasbI 4+ H J
{ H ) NHy /' \ . H H ) N
o ~H NHZ
CyﬁcrpaT\H Cyocrar —
orucneHHblii HAQ (HAA®D) BoccTaHoBneHHblid HAL (HAAD)

HAJl B kieTKe HaXOOUTCS B MPEUMYILIECTBEHHO OKHCICHHOU
tdhopme, HAJID — B BoccTaHOBIEHHOH. JTO OOBSCHSIETCS HX POIBIO B
Merabonmuzme. HAJI rmaBHBIM 00pa3oM y4acTByeT B KaTaOOTHIECKAX
mporeccax, HAJI® — B anabonmuveckux.

H3BecTHO nopsJKa ThICAYN q)epMeHTOB, HCMOJIB3YHOINX HUKO-
THHaAaMHIHBIC KO(I)epMGHTLI.
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Haubonee sanxcnvie HAJ{-3a6ucumvie npoyeccol:

1. HAI'H-neruaporenasHas peaxifusi, sIBJISIOMIASCS HUCTOYHU-
KOM 3JIEKTPOHOB JUISI CO3JaHUS MPOTOHHOTO I'paJWCHTAa M CHHTE3a
ATO B kiterke.

2. I'munepanbaerua-3-gochataeruaporeHasHas peakius TIIH-
KOJIN3A.

3. WzouuTparaeruaporeHasa, MajiaTAeTHIPOreHas’a IUKIA
Kpeoca.

4. MynbTrQepMEHTHbIE KOMIUIEKCHl OKHUCIUTEIBHOrO JeKap-
OOKCUJIMPOBAHUS 0.-KETOKHUCIIOT.

5. T'uapokcuanmi-KoA-neruaporenasa B B-OKUCICHUH KUPHBIX
KHCIIOT.

Baovicnetimue duoxumuueckue npoyeccol, npomexaiowue ¢ yua-
cmuem HAJD.

1. bruocuHTE3 KUPHBIX KUCIIOT.

2. brocuHTE3 CTEPOHIOB.

3. TemHOBBIC peaknnu (POTOCHHTE3A.

4. Peakiuu aHTHOKCHIAHTHOHN 3aITUTHL.

I'unoBUTAMHHO3.

I'myGokuii TMIOBUTAMUHO3 MPOSIBIIAETCS 3a001€BaHUEM IENa-
rpa. Kimmanyeckast kKapTuHa XapakTepu3yeTcsi CHHAPOMOM «Tpex J» -
IepMaTuT, quapesi, 1eMEHLIHS.

AHTHBHTAMHH — W30HUKOTHHaMuJ. Ha ero ocHOBe co3/aH BbI-
coK03((HEKTUBHBIA MPOTUBOTYOEPKYJIE3HBIA IpenapaT: TUApPasu
n3oHNKOoTHHOBOH Kuciotel (I'MHK, Ty6azun).
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W30HUKOTUHOBOM KUCNOTHI

M cTOYHMKY, CYTOYHAS MOTPEOHOCTb.

Bosibliie Bcero HUAIMHA B )XMBOTHBIX MPOYKTaX: MsCe, TICUCHH,
OTZIENBHBIX COPTax pbI0. BHOAOCTYITHOCTh BUTAMHHA 3JIAKOB MOMKET
OBITh HU3KOW M 3aBUCHUT OT Crioco0a KyJWHApHOH 00pabOTKM mule-
Boro chipbsa. Cyrounas morpedHocts — 20-25 Mr.

Butamun B5 (maHTOTEHOBAasi KMCJIO0TA).

Ilo XUMHUYCCKOMY CTPOCHHUIO 3TO aMH][] TMAaHTOEBON KHCIIOTHI U
B-amannna. Ha3BaHne MPOMCXOMUT OT rpedeckoro ciaosa Panthoten —
«BCIONy, Be3necymui». llpucyrcTByeT Bo BceX KJIETKax M, COOTBET-
CTBEHHO, BO BCE€X MPOAYKTaX, IIaBHBIM 00pa3oM B BHIE KodepmeH-
ta. [Ipn nmepeBapuBaHUU THAPONU3YETCS A0 MAHTOTEHOBON KHCIIOTHI
W B TaKOM BHJIE BCAaChIBaeTcs ¢ ydactumeM crernuduaeckoir Na-
3aBUCUMOM TPAHCIIOPTHOM CHCTEMBI.

CroupToBOE IPOM3BOMHOE BHTAMHWHA — MAHTEHON — Ooyee cra-
OWJIbHO W YacTO WCIONB3YETCS B MONUBUTAMUHHBIX TpernapaTtax W
KOCMETHYECKHX cpezcTBax (Hanpumep, B HIAMITYH SIX
Procter&Gamble mox Toprosoii mapkoii ITanTun).

buonornueckoe neiictBue omocpenoBaHo KodepMEeHTHOH (op-
Moii — xkopepmerToM A. CHHTE3 OCYIIECTBISICTCS B IISITh CTaIuil U
BKJIIOYAeT HECKOJIBKO 3TanoB (ochopHIupoBaHUs, NMPUCOCINHEHHUE
ageHo3uHMoHO(dochaTa u mucrenHa. [locnmexnuit mocie aexapOOK-
cunpoBanus popmupyer cBobogHyro SH-rpynmy kodepmenTa, Ko-
TOpas B XOI€ KaTajii3a o0pa3yeT MaKpOIPIHUECKyl0 THO3(HUPHYIO
CBSI3b C OCTATKaMHM KHUCIIOT.

118



KodrepmeHTt A

i ; NH,
' dochonaHTeTEUH :

! : . ! ‘ N A
HS j\/\ o+P—o—Plo A j
TN N’ N | N7 N

H: H: iOH HO; o)
B-mepKanTo- E B-anaHuH : MNarxToeBan il'lnpod)occbaTi e} OH ApeHosunH-3'-
3TUNaAMHH E E Kucnorta i E | MDHOd)DCCI)ﬂT
: MaHToTeHOBaR KMCNOTa E : 0=|T—OH
OH

buoxumMuyeckre QyHKINMN.

KodepmeHT yuacTByeT B mepeHoce anuibHbIX rpynn. Haubomnee
BaKHBIE Tpou3BomHbIe: ameTuin-KoA, amun-KoA, mamonmn-KoA,
cykunHmI-KoA, B-runpokcu-B-mernnrmnyrapun-KoA, aneroanernsi-
KoA.

Haubonee sasxcnvie npoyeccol.

1. OxuciautenpHOe JACKApOOKCHIIMPOBAHHE MHpPyBaTa, O-
KETOTIyTapara M pa3BeTBICHHBIX 0.-KETOKHUCIIOT, 00pa3yIOIIMXCS ITPH
JIe3aMUHUPOBAHUM BaJIMHA, JIEHIIMHA U W30JICHIIMHA.

2. B-OKHuCICHHUE KUPHBIX KACIOT
3. buocuHTE3 CTEPOUIIOB

4. BoCHHTE3 alleTHIIXOJIMHA

5. bnocuHTE3 KETOHOBBIX TEJ

6. B Bume 4-dochonanTerenHa BHUTAMHH BXOIHWT B COCTaB
aIIIIIEPEHOCSIero Oenka — OXHOrO M3 KOMIIOHEHTOB CHHTETa3bl
KUPHBIX KHCIIOT.

I'unoBuTaMHHO3.

Kpaiine penok BBUAY IIMPOKOrO PaclpoCcTpaHEHHUsS BUTAMUHA U
CHHTE3a MUKpOQIIOpol KumieyHnka. CUMIITOMaTHKa BKJIIOYAeT Mpo-
SIBJICHUSI TUIIOPHEPreTUYECKOr0 COCTOSHUS, BbI3BAHHBIE Hapylle-
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HUAMH MaruCTpajbHbIX HYTGP'I obmena BCIIICCTB (aHaTI/IH, yTOMIJIAC-
MOCTb, IIOTEPs annemTa). HCBpOJ’IOFI/I'-ICCKI/Ie MMPOABJICHUA 06yCHOB-
JICHBI HAPYIICHUEM CUHTEC3a allCTUJIXOJINHA.

HcToyHuKY, CyTOYHAs MOTPEOHOCTb.

Bonbiie Bcero mMaHTOTEHOBOM KHUCIOTHI B TMEYEHHU, IOYKAaX,
JPOXOKAX, JKENTKE SIMII, CEMEHAX MOCOIHEYHUKaA, 371aKkax. PekoMeH-
JyeMoe CyTouHoe notpebnenue — 5 mr. JKBauHbIe MONTHOCTHIO 00€C-
MEYUBAIOT ce0s1 BUTAMUHOM 3a CYET MUKPOOHOTO CHHTE3A.

Butamun B6 (mupuaokcuu).

OO0111as1 XapaKTEpUCTHUKA.

I'pynma mpon3BOMHBIX NMUPUJIMHA, CIIOCOOHBIX IPEBPAIATHCS
JpYT B JIpyra B XOJIe pean3ainui cBoel OMOIOrHYeCKON aKTHBHOCTH.
K HUM OTHOCATCS MUPHIOKCHH, MUPUIOKCAb, MUPUIOKCaMUH. WX
(ochaTHBIE TIPOM3BOMHBIE BBIMONHAIOT POJIb KOQEPMEHTOB: MHPHU-
nokcanbhochar (ITAJID) u nupunokcamurdpochat. OHU yIaCTBYIOT
B NpoTeKaHuu Oonee cra (epMEHTATHBHBIX peakunuii B oOMeHe aMH-
HOKHCIIOT, YIJIEBOJOB, JIUIIUIOB.

HO o) H,N o
= z = HO_ OH
HO HO HO HO P
= OH = OH = OH = 0" S0
x> _x
=N N Y N

MYpHaoKCHH Mupnaokcane MupuaokcamuH Mupraokcanedocdar

ButaMuH BcacklBaeTCsi B TOHKOM KHIIIEYHHUKE ITyTE€M ITaCCHBHOM
muddy3un. Pochatel mpenBapuTeNHEHO THAPOIH3YIOTCS MeMOpaH-
HOM menoyHo# docharTazoil.

Buoxnmnueckne QyHKIINMH.

B obmene amunoxucnom.

1. ITAJI® — kodepmeHT nexkapOOKCcHIas3, y9acTBYIOIIUX B 00pa-
30BaHUM OMOTE€HHBIX AMUHOB: CEPOTOHMHA, a/IpeHaJIMHA, HOpapeHa-
JIMHA, Y-aMHUHOMACIISTHOW KUCIIOTBI, THCTaMUHA.
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2. KodepMmeHT crHTa3bl y-aMHHOJEBYJINHOBOW KHCIIOTHI, KaTa-
au3upymomell o0pa3oBaHUE KIIOYEBOIO HHTEpPMEIHaTa B CHHTE3€
NOopQUPUHOB: TEMOB, XJIOPODUIIIOB, KOOATAMIHOB!

3. Kodepment TpancamuHas.

4. YyacTtByeT B 0OMEHE METHOHHHA, IMICTEHHA, CEICHOMETHO-
HUHA.

5. HeoOxomuM 1uist mpeBpalieHus Tpuntodana B HAKOTHHOBYIO
kucnory. Jepunut ButammuHa B6 Moxer ycyryOnsTh TpOSIBIICHHS
runosutamuHosa PP.

B obmene yene60008.

1. Kodepment rnmkoreHdochopuiassl — GepMeHTa, paciiier-
JISIFOIIETO TJIMKOTEH.

B obmene aunuoos.

1. ygacTByeT B KOHJICHCAITUN CepHHA C MaabMUTOMI-KOA B X0-
Jie CHHTe3a C(UHTO3UHA U [IEPaMHUJIOB.

I'unoBUTAMHHO3.

[IposiBisiercs B Buae ce00OpeHOTO AepMaTUTa, CUACPOOIaCTHOM
aHeMuu (M3-3a HAPYIICHWs CHHTE3a reMa), HEBPOJIOTHMYECKUX CHUM-
IITOMOB (BCJIEICTBHE HAPYIICHUS CHHTE3a CUHTOIUIIHIIOB).

PasBuBaercs npu HeNmpaBUILHOM MUTAHUY, JICUCHHH W30HHA3H-
oM (aHTUBUTAMHUH), nucOaKTepro3ax. ButamuH 3aMeTHO paspyiia-
eTcsl TIPU TePMUYECKOM 00padOTKe MUIIH, B XOZE TEXHOIOTHISCKUX
MIPOIIECCOB (IIPOM3BOJCTBO CyXOro mojoka). Ilockombky B 3epHax
BUTaMHH COJICPKUTCS B 3apOJIbIIIe U aICHPOHOBOM CIIO€, TO B 3HA-
YUTENLHON Mepe TepsACTCs MPU U3TOTOBIICHUN BHICOKOCOPTHOW MYKH.

Hcroununku, cyTouHast moTpeOHOCTb.

Bbonpmie Bcero ButamMuHa B opexax ((ucramku, rpenkuii opex,
(hyHIIyK), HEKOTOPBIX BUAAX PHIO (JI0COCh, CKyMOpHs, TyHeI), 0000-
BbIX ((hacoib, cosl), 3epHOBBIX (IIeJbIe 3€pHA, OTPYOH U MyKa Tpy0ooro
nomoda). CHHTE3UpyeTcsi MUKPO(IIOpOH KUIIEYHHKA.
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Cyrtounast moTpeOHOCTSD - 2-2,2 MT.
Butamun B7 (0uotun).
VYcrapesiiee Ha3BaHUE — BUTaMuH H.

OO0111as1 XapaKTEpUCTHUKA.

OCHOBY MOJIEKYJIBl COCTABIISIET TETPAruIpOTHOPEHOBOE KOIb-
110, K KOTOPOMY IPUCOEANHEH OCTaTOK MOYEBHWHBI U BaJepUaHOBOU
kucinotsl. [TocnenHsst oOpa3yeT aMHuIHbIE CBSI3U C IM3MHOM B COCTaBe
ano()epMEHTOB, KOBAJIEHTHO NIPUCOEANHSS BUTAaMHH K Oenky. Obpa-
30BaHME KOMILIEKCA MPOUCXOAUT IOJ JeicTBHEM crenuduyeckon
cunTerassl. IIpoTeonns GnoTHHCOAEPKAMX OENKOB B XOZ€ NepeBa-
pUBaHUS M BHYTPH KJETOK BBICBOOOXKIAET KOMILJIEKC BHUTaMHUHA C
JTU3UHOM, UMEIOIINI Ha3BaHUEe OUOIETHH.

o F— o)
J\ o )k
HN” NH HN" “NH
H H
s /\/Y OH N COOH
s /\/\[r \/\/\l/
0 0 NH,
BuoTHH BuoueTHH

I'mpponu3 OumorieTHA OCYyIIECTBISIET (epMEHT OMOTHHWIA3a,
HEOOXOJMMBIA Kak JUIsl BCACHIBAaHWS BUTAMUHA B IKETYJOYHO-
KHIIEYHOM TPaKTe, TaK W PEIHUPKYJSIIHUA €r0 BHYTPH OpPTraHU3MA.
Bpok/ieHHbIC SH3UMONATHH CHHTETa3bl U OMOTUHUAA3BI MOTYT OBITh
MPUYNHOW THITOBUTAMHHO3A.

Buoxnmnueckne QyHKIINH.

VYyactByer B mepeHOCe KapOOKCHIBHON TPYIIIBI B COCTaBE Clie-
IyIoImX (hepMeHTOB.

1. Auerun-KoA-kap6okcuinasza (CHHTE3 JKUPHBIX KACIOT).

2. IlupyBatkapOokcuiasa (TIIIOKOHEOTeHe3).
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3. Iponuonmn-KoA-kapOokcunaza (Meraboau3M H30JICHIINHA,
BaJIMHA, MPOIMUOHATA, YKUPHBIX KUCJIOT C HEYETHHIM YHUCIIOM YTIie-
POAHBIX aTOMOB).

4. Merunkporonui-KoA-kapOokcunasza (kaTa0oinu3M JICHIIMHA).

I'unoButaMuHoO3.

Penok, B cBs3M ¢ T€M, UTO BUTAMUH B JJOCTATOYHOM KOJINUECTBE
COJIEPXKUTCS B NMPOAYKTAX IMUTAHUS, CHUHTE3UPYETCs MUKPODIOpOi
KHILIEYHUKA U TOTPEOHOCTh OPraHn3Ma B HEM HEBEJIMKa.

Bo3MokeH mTpu HENpaBWJIBHOM IHUTaHWM, JAUCOAKTEPHO3aX,
yBEJIMUEHHH TOTpeOHOCTH (JIaKTalysi), YHOTPEOJICHWH B IHIILY
OOJBIIOr0 KOJUYECTBA CHIPHIX SIMI] HA TPOTSHKCHHUH JTUTEIHHOTO
BpeMeHH. B mocienHeM ciydae THIIOBUTAMHUHO3 Pa3BUBACTCA HM3-3a
Hamu4usl B Oelke sifla — aBUaWHA, - OenKka, crernu(uaecku CBS3BI-
BAIOIEr0 OMOTHH.

[epBbIMH TIpU3HAKAMH HEJOCTATOYHOCTH OHOTHHA SIBIISIETCS
MOKpPaCHEHHE KOKU BOKPYT pTa, UCTOHYCHWUE W BBINAJICHUE BOJIOC,
JIOMKOCTh HorTel. Ilpm yrimyOnenmum geduimra pasBuBaerTcst cedo-
pEWHBIN JepMAaTHUT, aHEMISI 1 HEBPOJIOTHYECKash CHMIITOMATHKA.

JIabopaTopHO€E IPUMEHEHHE.

BzaumogeiictBue OHOTHHA C aBUIUHOM WM €r0 MHKPOOHBIM
aHaJIOTOM — CTPENTaBUJWHOM, - OTHOCUTCS K OJHOMY U3 CaMbIX
CHJIbHBIX B OHOJIOIMH, MPUOIMIKASACH IO MPOYHOCTH K KOBAJICHTHOMN
cBs13U. 3(D(PEKT UCIONB3YeTCs B UMMYHOJIIOTHYECKUX U MOJIEKYIISIPHO-
Ononornuecknx 1a00paTOPHBIX TEXHHUKAX JUIS BHIICICHUS OSTKOB U
JPYTUX MOJIEKYJ, KOJUYSCTBEHHOI'0 MX OMPEACICHUS, U3yUeHHUS J1O-
KaJN3alyH B KIETKE.

HcTouyHuKYM ¥ cyTOoYHas mOTPeOHOCTb.

Bonpmie Bcero BUTaMMHA B TIEUEHH, MMOYKAX, SHIAX, APOXKIKAX.
[MotpebHOCTH — 25-30 MT B CyTKH.

Butamun B9 (dponueBasi kucjiora).
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VYcrapeBiiiee Ha3BaHWe — BUTAMUH Bc.

OO0111as1 XapaKTEpUCTHUKA.

Hassanue mpousonuto ot jaTuHckoro ciosa folium (rucr), mo-
CKOJIBKY BIICPBbIC BUTAMHH 6I)IJI BBIJICIICH H3 JIMCTHBCB ULIIIMHATA.
Buonornueckoll akTUBHOCTBIO 00JIalaeT Kak cama (poymeBasi KUCIIO-
Ta, TAK M €€ MPOU3BOJIHBIC, 00pa3yIOIIHecs B KICTKE B XO0le OHO-
TpanchopManuu BuTaMuHa. VX rpyrnmoBoe HazBaHue — (onaTsl.

[Mo xuMuveckoMmy cTpoeHHto (onueBast KUCIOTa MPECTaBISET
co0oii 2-aMHHO-4-TUPOKCUIITEPUINH, COCAMHCHHBIH METUIICHOBBIM
MOCTHKOM C MTapaaMHHOOEH30MHOI KHCIIO0TOH, KOTOpasi B CBOIO OdYe-
penb o0pasyeT aMuj] C OJHUM MJIM HECKOJIbKUMHU (70 JIEBATH) OCTAT-

KaMHU ITyTaMUHOBOM KHCIIOTHI.
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2-aMMHO-4-rMAPOKCU-  TT-aMMWHO- nonurnyramar
nTepuauH OeH3o0MHanA

Kucnorta

A30T B IIATOM ITOJIOKEHUH MITEPUIMHOBOI'O KOJIbLA U B IECATOM
— TapaaMUHOOEH30MHOTO SIBIISIOTCS MECTOM INIPHCOEAWHEHUS OIHO-
YIIIEpOIHBIX (parMeHToB. OCHOBHBIMU MIPONU3BOJHBIMU SBIISIOTCS S-
MeTHITETparuapodonaT (metun-TI' D), 5- " 10-
tdhopmunrerparuapodonar (5-popmuna-TI'd, 10-bopmun-TI'D), 5-
10-merunenterparunpodonat (MermieH-TT D).

®donatel MU TUAPOJIN3YHOTCS B KCJIIYJOYHO-KUIICUHOM TpPaAK-
TC 10 CBO60,HHOﬁ q)OHHf)BOﬁ KHUCJIOTBI, KOTOpas BCACBIBACTCA B TOH-
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KOM KHUIIEYHHMKE KAK C MOMOLIbI0 AKTUBHOI'O TPAHCIIOPTA, TaK U 3a
cuer npoctoit Auddysun. B sHTeporuTax ¢ ydactueM depmeHTa qu-
runpodonatpenykrassl ¥ HAJID.H uepe3 craguro puruapodonata
(Ar'®) obpasyercst kopepMeHTHas opMa BUTAMUHA — TETPAaruapo-
¢donar (TT' D).

T I
Pos P s
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I _ |
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HNT NN HNT NN HzNJ\‘N N H
©ONAT AUTMOPO®ONAT TETPAMMAPO®ONAT

Hanee on merunupyercst U B popme Metun-TI'®D mocrynaer B
CUCTEMHBIH KPOBOTOK.

buoxumunyeckre QyHKINMN.

ButaMuH OCYIIECTBIIIET HMEPEHOC OMHOYIIIEPOAHBIX (PparMeH-
TOB B peakiusix OMOCHHTE3a HYKIEOTHI0B, 0OMEHE CEprHA U METHO-
HUHA.

B cuHTe3e mypHHOBBIX HYKIICOTHIOB UMEETCS [BE CTaJWH, TJIe
yaacTBytoT MetwieH-TT'® u dopmun-TI'®. Merunen-TI'® tarxxe
HEOOXOIMM B THUMHUIWUIATCHHTA3HOW peakmuy IpeBpamieHus 1y Md
B 1TM®. Metun-TI'® — UCTOYHUK METHIBHBIX TPYIIT B OMOCHHTE3E
MeTtroHuHa. KirtoueByto poinbs B 00pa3oBaHUN 3TUX META0OIHMTOB WT-
paer mpeBpalleHne CeprHa B TIUINH, KaTaJHu3UpyeMoOe CepUHTHI-
pOKCHMETHITpaHCc(epa3omn:

CepuH + TI'® — rimuuuH + metunen-TT'd

Ob6pasyromutics metmieH-TT'® manee MokeT MpeBpaTUTHCS B
dbopmun-TI'®  monm  geiictBuem  MmeTwiieH-T1 ®@-neruaporeHassl
MTI'®o) nmu B metiii-TTI'® ¢ ygactuem metmnen- T @-pemxykrazsl
(MTT'©P).
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5-popmunn-Tre 10-popmun-Tre

MTrepP |5
Feont
MeTHneH- TN) | j/\ |
X H
2 *

metun-Tre

MTN)
R 20

BzaumorpeBpatienns akTHBHBIX GopM (QoIMeBOi KHCIOTHI MO-
JYYHITH Ha3BaHHUE (OJATHOTO ITUKIIA.

@onaTbl AWK

Peakuun S-apeHoaun- Ourugpodcponar
METMHHPOBEHMH/METHOH“H "\ l

S-AgeHosun-

Ti :
roMmoumucTenH MeTuoHuH e-rpa:_T_#gt:g)on ar
‘\_' / CepuH
FomouncTerH B12 rnMLl,I/IH

5,10-metunen TT OK

BuocuHTes
MYPUHOB

5-metun TTOK EvocuHTes
AMPUMMWUOWHOB
MeTnoHNHCHHTa3a UCIIONb3YET B KaueCTBE KOepMEHTa METUJI-
KoOaJlaMUH, METWJIbHAs TPyIIa KOTOPOro MPOMCXOAUT M3 METHII-
TIr'®K. Ilpu mepunure Butamuaa B12 aktuBHOCTH (epMeHTa TOP-
MO3HTCS, ¥ 3HAYMTENIbHAs 4YacTh (DOIATOB HaKaluIMBaercs B (opme
Metmn-TI'®. 1o cokparmiaer myn akTUBHBIX (popM (onreBoii Kucmo-
ThI, HEOOXOAMMBIX Ul CHHTE3a HYKJIEOTUHOB. Takas merabommue-
CKasl CHTyalusl IOIy4WsIa B JIUTEPAType HA3BaHUE — «IOBYIIKA LIS
¢domatay. Ilpu obmeit ymoBieTBopuTENbHONH oOecredeHHOCTH ¢o-
JIMEBOM KUCIIOTOH B OpPraHU3ME BO3HHUKAIOT SIBJICHHUS TMIIOBUTAMUH O-
3a. Ilo »Tolt e nmpuuuHe runoButaMuHo3bl B9 u B12 umetor cxon-
HYIO KJIMHUYECKYIO KapTHHY.
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I'unoBuTaMuHoO3.

IMockonbky mtpu geduiiute GoNMEBOH KHCIOTHI HAPYIIASTCS
CHHTC3 HYKJICOTHUOOB, HCO6XOI[I/IMI>IX MpexKAC BCCrO I YABOCHHA
JIHK, Goibliie BCero CTpagarOT OBICTPOICINISAILINECS KIICTKU: KPOBH,
CIU3MCTBIX 000I0YEK, TIIOMA.

Hapymenune nenenus u nuddepeHnnpoBKU MPEAIIEeCTBEHHIKOB
SPUTPOIUTOB B KOCTHOM MO3Tr'e IPUBOIUT K 00pa30BaHHIO OONBIINX
He3peNbIX KIETOK, Ha3blBaeMbIX MeranoOnactamu. OHU (yHKIHO-
HaJbHO HE aKTHBHBI U pa3pylIaloTcs, HE BBIXOAS B CUCTEMHBIN Kpo-
BOTOK. KoiMuecTBO 3pUTPOIIMTOB B KPOBU MajaeT. ITO HAPyIIEHHE
MOJIYYHIIO Ha3BaHHE MErano0JIaCTHOI aHeMUH.

Hedurnut donreBoit KUCIOTH Y OepeMEHHBIX JKEHIIUH MOXKET
MPUBOJIUTH K BHYTPUYTPOOHBIM MOPOKAM Pa3BUTHS, CPEAU KOTOPHIX
peodaaaarT e eKThl HEPBHOM TPYyOKH U MOPOKH cepima. Jlomos-
HUTENIbHAS BUTAMUHH3ALMSI TOW IPYIIbBI HACEICHUS MPUBOAUT K 30-
50% CHMYKEHHIO YaCTOThI BOSHUKHOBEHHSI TTATOJIOTHH.

Eme ogauM BUAOM OBICTPOMENSIIIUXCSA KIETOK SBISIOTCS OITY-
xoneble. [loaToMy aHTHBUTAMUHBI (DOTUEBON KUCIIOTHI IUPOKO HC-
MOJB3YIOTCSl B TEpaluu paka. B 4acTHOCTH, METOTpEKcaT, KOTOPbIN
uHruoupyer npespariieaue JI'® B TT'O.

Oy -OH Oy -OH

o % ?
- OH ; OH
o /@/‘Lr/\/\[r NH, Q)krl‘/\/\n/
R N H 0 4 N H o
SN Sen
H CH,
H,NJ\\N N J\\ Sn )

Ponuesan KMcnoTa MeTtoTpekcar

Hcroununku, cyTouHast morpeOHOCTb.

Bonpmie Bcero onaToB B meyeHu, opexax, HUTPYCOBBIX, APOK-
*Kax, OpOKKONH, TUCThSX HINMUHATA, canaTa. CHUHTE3UPYIOTCS MUKPO-
OpraHM3MaMH JKeITyJ0YHO-KHIIEYHOr0 TpakTa. Pekomenmyemoe cy-
touHoe norpednenue — 200-400 mxr.
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Butamun B12 (kobanamun).

Bxmiouaer cam koOanmamMuH, THAPOKCHKOOANaMHH (BHTAMHH
Bl12a) u kodepmeHTHBIE (OpPMBI — METHIKOOATaMUH ©H 5’-
JIe30KCHaIeHO3UIIKO0aaMuH. B kauecTBe eKapCTBEHHOI'O CPEJICTBA
1 100aBKH B MUIIY UCIIONB3YETCs [IMaHKOOATaMUH, KOTOPBIH B KIIET-
Ke JIerKo mpeobpa3yercst B akTUBHbBIE PopMbl BUTaMuHa. Ero nmpume-
HEHHE OOYCIIOBJICHO TE€M, YTO OH JIErue KPHCTaUIM3yercs U Oolee
YCTOMYUB K OKHCJIEHUIO.

OO0111as1 XapaKTEpUCTHUKA.

B ocHOBE XMMHYECKOU CTPYKTYpbl BUTAMHMHA JIEKUT KOPPUHO-
BO€ KOJIbLIO, YJIEPKMUBAIOILIEE YETHIPbMS KOOPAUHAIIMOHHBIMU CBSI35-
MU aToM KobajbTa. [149Tol CBsI3bI0 KOOAIBT MPUCOCAUHEH K HYKJIEO-
TUAHOW 4YacTu Monekyisbl. [IlecToil — K aKTUBHBIM TPYNIIUPOBKAM:
THUAPOKCH-, IIUAHO-, METHJILHON WITN 5’ -1e30KCHaACHO3WIIBHON TPYTI-
me.

R - rpynna:
OH - rngKkpokcrkobanamuH
CN - umaHKobanamuH
Me - meTunkobanamuH

Ado - 5'- pesoKkcmMageHo3uN-
KobanamuH

NH,
N— =~ N
4
¢
O
=uQOH

o™
T

Ado - 5'-ae3okcnaneHo3nN-
KobanammH

CuHTe3upyeTcs HEKOTOPBIMU OaKTEPUSAMH U apXesiMHu B Gopme
rUApoKcukoOanamMuHa. Ha ofHOM 13 cTajuii MPOMBIIUIEHHOH OYHCT-
KW THAPOKCUIIbHAS TPYIITA 3aMEHSIETCS Ha IUaHOTPYIIITY.

128



C numiel moctynaer OSTKOBOCBSI3aHHBIA BUTAMUH. B kemynke
OCITKOBasi 4acTh JICHATYPUPYET TOJ ACHCTBUEM COJSIHONH KUCIOTHI U
THAPOIM3YETCSl TEMCHHOM. BBICBOOOAMBIIUIICS BUTaMUH 0OOpa3yer
KOMIUIEKC ¢ R-0eIKkoM CITIOHBI, KOTOPBIM MPEIoTBpallaeT paspylie-
HUE BUTaMUHA B KucIol cpene. [lapueranbHble KIETKH Kemyaka 00-
pa3yroT emie oauH O0elok — BHyTpeHHul ¢akrop Kacna, ¢ KoTopbim
BUTaMUH COCIMHSCTCS B 12-NMEPCTHOM KHWIIKE, MOCIE TOro, Kak R-
OCOK pa3pylIMTCS TMPOTea3aMHd COKa MOJPKEITYIOYHOH JKENe3bl.
Kommnekc ButamuHa (BHemHui dakrop Kacna) ¢ BHyTpeHHHM (ak-
TOPOM PACIO3HAETCS PEleNTOPaMHi KOHEYHOTO OT/IeNa MOJIB3IONIHON
KHIIKA M TIOJBEPraeTcsl H0IUTO3Y. B KpOBU LUPKYJIHUPYET B CBS3U
C TPaHCIOPTHBIM OEJIKOM — TpaHCKoOajaMUHOM. B KileTKu TpaHC-
MOPTHUPYETCSI CIIOCOOOM PEIENTOPHOTO YHJIOIUTO3A.

Haunbosnbliree KOIMYECTBO BUTAMHHA COACPIKUTCA B ICUCHU —
okoio 50% Bcero 3amaca. C xemypi0 K0OaTaMHH BBIBOAUTCS B MPO-
CBET KHINIEYHUKA, HO TPAKTHUYECKU IOIHOCThIO peadcopOupyeTcs B
X0JI¢ dHTeporenaTHIecKor MupKymsanua. C KaJlloM yaaseTcsl JTUIIh
okoino 1% BuUTaMUHA, MOCTYNHBIIEIO B TPOCBET KEITyIOYHO-
KUIIEYHOT O TPAKTA.

bakrepun TOJCTOTO KHUIIEUYHWKA CHHTE3UPYIOT BHUTaMuH Bl12,
OJIHAKO B OTCYTCTBHE BHYTpeHHero Qakropa Kacrma oH He BcachiBa-
ercH.

Buoxnmnueckne GyHKIINM.

Buramun B12 ygacTByer nuIIb B IBYX peakIusiX.

1. N3omepuszanus MetunmanoHuin-KoA B cyknunui-KoA. 3to
MPEBpALIEHUE UTPAET BAXHYIO POJIb B KaTabOJIN3Me )KUPHBIX KUCIIOT
C HEYETHBIM YHCIIOM YIJIEPOAHBIX AaTOMOB, MPOINHOHOBOKHCIIOM
OpokeHUH y OakTepuil M yTUIM3aLUHU [IPONMOHATA, BCACHIBAIOIIET O-
cs B TOJIICTOM KullledHUKe. B kauecTBe kopepmeHTa BHICTYyIaeT 5’-
JI€30KCHaICHO3MIIKOOaIaM1H.

2. MetunupoBaHue rOMOLMCTENHA 1O METHOHHHA B METHOHHM H-
CHUHTa3HOU peaknuu. Butamun B12 B coctaBe pepmeHTa nepeHOCUT
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METHJILHYIO TPyNIy (IIpeBpaIiasich B X0/I¢ peakiui B METHIIKoOaIa-
MUH) ¢ MeTwI-TT'® Ha TOMOIUCTEH.

I'unoBuTaMuHoO3.

[Ipu cbamancupoBaHHOM mMuTaHWK BUTaMUH B12 moctymaer c
nuiiel B JoCTaTOYHOM KosnyecTBe. KpoMe Toro, 3To eIMHCTBEHHBIH
BO/IOPACTBOPUMBIA BUTAMMH, KOTOPBIN HaKallJUBaeTcs B OpraHU3Me.
Ero 3amac MOXeT COCTaBJIATH 2-5 MT, 4TO JOCTATOYHO JJISI YIOBIIE-
TBOpPEHHS TMOTPEOHOCTH Ha MpOTsHKeHWuW 3-5 ner. Jedunut Bozmo-
JKEH Y BereTapuaHIeB, TTOCKOJIBKY PACTUTENbHAS MHILA HE COACPIKUT
BuTamuHa B12, u mipu 3a007€BaHUAX KEITYIOIHO-KUIIIEUHOTO TPaK-
Ta.

YrHereHue NpeBpaiieH|sl TOMOLUCTEMHA B METHOHUH IIPH T'H-
MTOBUTAMHUHO3€¢ MPUBOJIUT K HAKOIUICHUIO MeTHiI-T1'®D B ymiepd oc-
TaJbHBIM TIPOM3BOIHBIM ()OJUEBOW KHCIOTBI, HEOOXOAUMBIM IS
OMoCHHTE3a HYKIICOTHIOB. B pe3ynpTare B KapTUHE TUTIOBUTAMHHO32
B12 naOnromaercs meranoOjacTHueckas aHEMHs, XapaKTepHas JUIst
nedunnuta BuTamMuHa BY.

CHmxKeHne ypoBHS METHOHHHA TOPMO3HT IIPOIIECCH METHIUPO-
BaHUA ¥, COOTBETCTBEHHO, OMOCHHTE3 HEHpOMeTnaTOPOB: aJlpeHaln-
Ha, aleTWIXOIWHA. MeTWIHpoBaHHWEe, TaKKe, OAWH M3 OCHOBHBIX
Coco00B MHAKTUBAIMH OMOTEHHBIX aMHHOB. Hakorenne MmeTuimMa-
JIOHOBOW KHCIIOTHI M3-32 YTHETEHHS METHIIMAJIOHWUIMYTa3bl B COYe-
TaHWU C HapyIIeHHEeM OMOCHHTE3a XOJIMHA W, COOTBETCTBEHHO, (poc-
(oMU IOB MPUBOMUT K JeCTaOMIH3aiK CTPYKTYphI MuennHa. Bee
9TO SIBJISIETCS MPUYMHOW HEBPOIOTHYECKONW CHMITTOMATHUKU TPU TH-
noButamruHose B12.

HcTouyHuKM ¥ cyTOoYHas nNOTPEOHOCTb.

[Tedens, msco, ppIOa, MOJOKO M KHCIOMOJNOYHBIE MPOMYKTHI.
W3 xenTka BUTaMUH IUIOXO yCBAaMBAaeTcs — BCEro okoso 9%. Peko-
MeHIyeMoe CyTouHoe norpebienne 2,4-4 MKT.

JKBauHbple HE HY)XIAIOTCA B IMOCTYIUIGHWH KoOaJllaMHMHA C IHU-
1iel, MOCKOJIBKY OakTepuy pyOlla CHHTE3UPYIOT €ro B IOCTATOYHOM
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KonuyecTBe. Jlpyrue pacTUTENbHOSAIHBIE KUBOTHBIE IMOMY4YalOT BHU-
TaMUH 3a CUeT KOmpodaruu.

Butamun C (ackopOMHOBasi KHCJI10TA)

Buonornueckoli aKTHBHOCTBIO OOyazaer L-3HaHTHOMED acKop-
OMHOBOW KHUCIJIOTHI U MPOJYKT €€ OKHCICHHUS — JErupoacKopOUHO-
Basi KUCJIOTA.

HOCH, HOCH,
| |
HO—CH _0O - HO—CH _0O
O = O
+2H
OH OH O (0]
AckopbuHosas Jernapoackopbutosas
KWUCNoTa KWUCNOTa

VY pactenuii 1 OOJBIIMHCTBA )KUBOTHBIX aCKOPOWHOBASI KHCIIOTA
CHHTE3UPYETCsl M3 TIIIOKO3bl. Y YeNoBeKa, HEKOTOPHIX TPUMATOB,
TPBI3yHOB (MOpCKasi CBHMHKA, Kamubapa), HEKOTOPhIX JIETYYHX MBI-
el My BCceX KOCTUCTBIX PBIO 3Ta CIIOCOOHOCTH yTpadeHa. Y deno-
BEKa, B YaCTHOCTH, MyTHPOBaJ IeH L-TylIoHOIaKTOHOKCHAA3Hl — T0-
cienHero (hepMeHTa B IIENU OMOCHHTE3a BUTAMHHA.

BcacbiBaercss B TOHKOM KHINEYHUKE ITyTEM aKTUBHOTO TpaHC-
MopTa — CUMIIOPTa ¢ HOHAMH HATpusl. [IpH BBICOKUX KOHIICHTPAIIUIX
MIPOHUKAET B SHTEPOLUTHI 32 CUET MMacCcuBHON Auddy3nn.

Bbuoxnmnueckne QyHKIIMH.

SBnsiercss KopaKTOPOM THAPOKCHIIA3, HUCTIONB3YIOUMX KHCIIO-
PO ¥ 0-KETOTIIyTapaT B KA4eCTBE CyOCTPaToB.

R-H + O, + a-kerormyrapat — R-OH + CO,; + cyknuHar;

B xo/1e peakumn GenkoBocBs3aHHb Fe?t okncmsercs mo Fe*',
AcKOpOMHOBas KMCIIOTA BBICTYNA€T MCTOYHUKOM 3JIEKTPOHOB s
BOCCTAHOBJIGHHS Kelle3a B UCXoHyto gopmy. Hanbonee M3BecTHbI-
MH TIPUMEPaMH ABJISIOTCA THAPOKCHIIA3HI TIPOJIMHA U JTU3HHA, Y4acT-
BYIOIIME B CO3PEBAHMM KoJUIareHa, Ho(aMuH-B-THApOKCHMIA3a, JBa
depMeHTa B CHHTE3€ KAPHUTHHA.
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AHTHOKCHUJAHTHOE JICHCTBUE AaCKOPOMHOBOM KHUCIOTHI 00YCIIOB-
JICHO €€ CITOCOOHOCTBIO OTJIaBaTh AJICKTPOHBI KUCIOPOIHBIM paIuKa-
JlaM, WHAKTUBUPYS HMX, U BOCCTaHABJIMBATH TOKO(EpUI-paguKkan —
OKHCIIeHHYIO popmy BuTamuHa E - 1o Tokodepora.

OO0pa3yrolmascs B X0/1¢ dTHX MPOLIECCOB JACTUAPOACKOPONHOBAS
KHCIIOTa BoccTaHaBiuBaercs ¢ yuactueM HAJI®.H u rmyraTtrnona.

AcKopbar
. GSSG HAL®D.H
B%Hﬂlf«diggwﬂ \ / \ / \ / AL

nernapoackopfat rNYTaTUOH
Hed)ep/mmamaHo pe,u,yHFT)aaa P pesyKTa3a
ToKOdepon / GSH / HAQ®
,El,erw
aCKOD GSSG - OKMCNEHHBIN TNYTAaTUOH

GSH - BOCCTAHOBNEHHbIW TNYTaTUOH

AckopOmHOBas KHCIIOTa OOJIETYaeT BCACHIBAHHE JKelie3a B IKe-
JIy0YHO-KUIIeyHOM Tpakte. OHa mpeBpainaer noHbl Fe3+ B Fe2+,
YTO HEOOXOAMMO JIIsl padOTHI TPAHCTIOPTEPa NBYXBAJICHTHBIX KATHO-
HOB B MEMOpaHe SHTEPOIIUTA.

I'unoBUTAMHHO3.

Jlerkwe ¢hopMBI IPOSBIIAIOTCS OOITMM HEIOMOTaHHEM, OJEIHO-
CTBIO KOXKHBIX IMOKPOBOB, IMOTYCKHEHHEM Bonoc. Hapyrienue cospe-
BaHUS KOJUTATeHA MPUBOJUT K JIOMKOCTH KaITMJUISPOB, YTO MPOSBIS-
eTcsl KPOBOTOUMBOCTBIO JIECEH, TOSBICHHUEM CHHSKOB, HAPYIICHUEM
32)KUBJICHHS PaH.

BrlpaxkeHHBIH TMIOBUTAMHHO3 HOCHUT Ha3BaHue UUHTU. [Ipu
3TOM HaOJIOAAETCs FeMOpparuyeckas Chlllb, KPOBOTEUCHUS U3 IECEH,
pacuiaTbIBaHUE WU BbINAAeHUE 3yOOB, THIIOXPOMHAs aHEMHUSI, CHIDKE-
HUE UMMYHHTETA.
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WcTOYHMKHU M CyTOYHAS HOTDC6HOCTI).

Bonbiie Bcero ackopOMHOBOM KUCIIOTHI B IIMIIOBHUKE, 00JIEMH-
Xe, KpallMBe U YEpPHOH CMOpOAMHE. B IpakTHUECKOM IUIaHe I I10-
MOJTHEHUS 3aMacoB BUTAMHHA OOJblee 3HAUCHUE HMMEIOT CBEXHE
OBOIIH, (DPYKTHI U 3€JICHB.

Pexomenyemoe norpebieHrne B3pociabiMu coctaiser 90 Mr B
CYTKH.

B 1970 rony aBaxner naypeat HoOeneBckoit mpemuu JlaitHyc
[MonnmuHr oImyOIMKOBaNl TEOPETHUYECKYIO Pa0OTy B KOTOPOW JJOKa3bl-
BaJl MOJIb3y BBICOKUX JI03 aCKOPOWHOBOW KHCIOTHI B MPO(HIAKTHKE
MPOCTYIHBIX 3a0osieBaHui. [lanee OH pacrpoCTpaHuUI CBOKO THIIOTE-
3y Ha CepJIeUHO-COCYUCThIC OONE3HU U OITyX0JIH. MHOTOYUCIICHHEIE
WCCIIeIOBaHMUs, TTPOBEJICHHBIE TI03/THEE, HE CMOTJIM TTOATBEPINUTE ITY
uzaero. Tem He MeHee paOOTHl B 3TOM HAIPABICHUH TPOJIOIHKAIOTCS
JI0 CHX TIOp.

POEPMEHTBI.

Penxme mpeBpaiieHus B KIETKE MPOTEKAIOT CaMOIIPOU3BONIBHO.
B mnopaBnstomemM OONBIIMHCTBE CIIy4aeB OHU YCKOPSIIOTCS CIICIHa-
JU3UPOBAHHBIMU OenkaMu - (hepMeHTaMu. Jsi 0003HAYEHHS ITUX
OMOIOTMYECKNX KaTaJIn3aTOPOB HCIIONB3YIOTCS /IBa TEPMHUHA, SIB-
JTISFOIIMECS CHHOHUMaMH.

Tepmun «depmeHT» mpou3oLIe]T OT JATHHCKOIO CJIOBa
«fermentatio», uro osmauaer Opoxxenme. OH HCIONB30BAICA IS
0003HAaUEHNSI XUMHUYECKOH aKTHBHOCTH JKMBBIX KieTok. Tak, Jlym
Ilactep cumrtan, 4TO TOMBKO >KUBBIE IPOXKKEBbIC KIETKU 007aNaroT
«OKU3HEHHOW CHIION», HEOOXOMUMOHN Ui TpEeBpalleHus caxapa B
CIMPT M Ha3bIBajd ee PepMeHTOM. TepMHUH «H3UM» (Tped. «B APOXK-
Kax») BBelEeHHBI B 1877 romy HemenkuMm (u3nonoroMm Bumbrems-
MoM Kione, ncnosnp3oBancs 11t 0003HaYEHUSI «HEOPTraHU30BaHHBIX)
(hepMeHTOB, TakuMX Kak TENCUH JKelynodHoro coka. B 1897 roay
Onyapa broxaep omy0imkoBan paboTy, B KOTOPOW HPOAEMOHCTPH-
poBai, 4To (hepMEHTATHUBHAS aKTHBHOCTb COXPAHSAETCSA B pa3pyllIeH-
HBIX JPOXCKEBBIX KIIeTKax. 3a 3To oTKpeiTHe B 1907 rogy oH ObLa
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YIIOCTOCH HOOENEBCKOH MPEeMUHU, a J[Ba TEPMUHA CTAIH HCIIOJIB30-
BaTbCs Ui 00O3HAUEHMs OJHOTO M TOTO K€ sBJeHHS. B pycckos-
3BIYHOM JIUTEpAType Yallle UCIOIb3YeTCsl TePMHUH - (PEpMEHT, B aHT-
JIOSI3LIYHOM — DH3UM.

Xumuueckas mpupoaa GpepMeHTOB J0NToe BpeMsl Obliia mpeaMe-
TOM JMCKYCCHH, KOHEL KOTOphIM MoJoxmI B 1926 romy Jlxeimc
Camuep. OH BbLIENHI ypea3y B KPUCTAUTMYECKOM BHUJAE U JOKa3all,
9TO 3TO OENOK.

B 1989 rogy Tomac Uek u Cupau OATMEH MONIYyYHIIH HOOEIEB-
CKYIO TIPEMHIO 3a OTKphITHE KaTanuTuueckux cBorictB PHK. Takue
MOJIEKYJIbI OBLIM Ha3BaHbl «PUOO3UMaMMU». XOPOIIUM MTPUMEPOM
sBisiercs pubocomuas PHK, xoropas karamusupyer oOpa3oBaHuE
MIETITHIHBIX CBA3EH B X0/I€ OMOocHHTE3a OemKa.

Paznen Onoxumum, u3ydaronmid GpepMeHThI, Ha3bIBACTCS DH3U-
MOJIOTHEH.

CxoacTtBo epMEHTOB M HEOPTraHMYECKUX KATAJIN3aTOPOB.

1. depMeHTHI HE PAcXOAYIOTCS B MPOIlECCEe KaTain3a U He BXO-
JUIT B COCTaB KOHEYHBIX TPOYKTOB.

2. CHIKAIOT PHEPTHIO AKTHBAINH PCAKITHH.

3. YCKOPSIIOT Kak MPsIMYI0, TaK B OOPaTHYIO PEAKIHIO, CIIOC00-
CTBYS OBICTpelIieMy JOCTH)KCHUIO paBHOBecHs. He cIBUTAIOT pas-
HOBECHE PEaKIUU B OJIHY U3 CTOPOH.

4. He MoryT BO30yIUTh PEAKINH, ITPOTEKaHIE KOTOPHIX HEBO3-
MOXHO 110 TEPMOJTUHAMHYECKAM 3aKOHAM.

OTnynsl.

1. depMeHTHl OCYLIECTBISIIOT KaTajau3 MPU HU3KOM TeMIiepaTy-
pe ¥ JaBiIeHWH, HEUTpaaIbHOM MM OIU3KOM K Hemy pH.

2. Oun HaMHOTO 3(pPEeKTUBHEN.

3. JInst HuX XapakTepHa BBICOKAs CIIEU(PUYHOCTb.

4. AKTMBHOCTb PEryJUpPYyeTCsl C IOMOIIBbI0 MHOTOYMCIICHHBIX
MEXaHHU3MOB.
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PasznooOpasue hepMeHTOB.

BuioBoii cocTaB KHMBBIX OPraHU3MOB INUPOK. XHMHUYECKUE
MPOLIECChl, MPOTEKAIUIME B HUX, Pa3HOOOPa3HbI M MOTYT CHJIBHO
OTJINYATHCS Y Pa3HbIX BUAOB. COOTBETCTBEHHO, HA0Op EPMEHTOB Y
HUX Oyzer pasHHThbCA. Jlake KaTalu3MpyrOLMe OJHO M TO XKe Ipe-
BpaiieHne (pepMEeHTbl MOI'YT UMETh pa3HOE CTPOCHHE y Pa3HBIX BU-
TIOB.

Umeercst u opraHHas cnequpUYHOCTb. Pa3nMyHBIE OpraHbl,
TKaHU OJHOTO OPraHW3Ma UMEIOT CBOM OCOOEHHOCTH METa0oiam3Ma.
CrnenoBaTeiabHO, U HA00p (hepMEHTOB B HUX HE OJMHAKOB.

bunoxumMmnueckue IMPOUECChbl B KIJIICTKC KOMIIAPTMECHTAJIM30BAaHBI.
I'mukonu3, CHHTE3 JKUPHBIX KUCIIOT, IEHT030(hoCchaTHEIN UK TIPO-
TEKaloT B muToruiasmMe. OKHCINTENbHOE AeKapOOKCUIMPOBaHNE TTH-
pyBara, -OKHCICHHE XUPHBIX KUCIIOT, UK Kpebca — B MUTOXOHI-
pusx. Ilpoueccel XpaHeHUs, BOCIPOU3BEICHUS T'€HETUYECKOW HH-
¢dopmanmu — B sape. U Tak nanee. Habop dhepMeHTOB B pa3HBIX OT-
Jenax KIETKH OTINYaeTcsl.

B Hacrosiimee BpeMst H3BECTHO Ooliee MATH ThicsTd (GepMEHTOB.
Knaccudpukanus pepMeHTOB.

TpruBHanbHAs — WCIONB3YET HCTOPUYECKH CIIOKUBIIHECS Ha-
3BaHWsI, HATIPUMED, TETCHH.

PanoHanpHas — COAEPKUT CBEICHUS O TMPEBpAIIacMOM Bele-
CTBEe C 00aBJICHHEM OKOHYAHHUS «a3a», HANpHMep, ypeasa, JHIasa;
WJIM O THIIE peakiny (JIAKTaTACTHIPOTeHa3a).

CucreMatnyeckas WIH MEKIyHaponHas — npussaTa B 1961 ro-
ny. B Ha3BaHum ykaspIBaercs THUI peaklUH, Ha3BaHUE CyOcTpara,
kodepMeHTa, TpeoOpasyemas TpynmupoBka. Hampumep, mak-
taT:HA/] okcunopenykrasa

Bce depmenTsI pa3aeneHsl Ha ceMb KIacCoB IO TUIY KaTaJlu3H-
PYEMO# peaxiyn:

1. Oxcunopenykrassl;
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2. Tpancdepassr;
3. 'unponassl;
4. JInassr;

5. 3omepassl;
6. JIurassr,

7. Tpancnokassl.

Kaxxnp1it xmace nenurTcs Ha MOJAKIIACCH], B KOTOPBIX YKa3bIBaeT-
csl mpeoOpasyemasi TpynnupoBka. [loaxmacesl AensTcss Ha MOAMNOJ-
KJIACChl, TJ€ MPONUCAHBI JONOIHUTEIbHbBIE YYACTHUKU PEAKLIUM, Ha-
npumMep, kohepMeHThl. BHYTpH nofmoakiaccoB ¢GepMeHTHI pacioia-
raforcst mo andaButy. Takum oOpa3oM, Kaxablli (GepMEHT MOMHUMO
OyKBEHHOT0 HaUMEHOBAaHUS MMeET IU(POBOE, CKIabIBAIONIEECs U3
qeTbIpex Iudp, 0003HAYAIOMNX KIAcC, MOAKIACC, MOINOIKIACC H
MOPSIKOBBIN HOMEP B IPYyIIIE.

Hampumep, mmdp ankoronpaeruaporedassl — K 1.1.1.1. (KD
— knaccugukanus GepMEHTOB). DTO yKa3bIBaeT, 4TO ()EPMEHT OTHO-
CUTCA K Kjaccy okcumopenykras (1), Mmomuduuupyemasi rpymnimupoB-
ka — CH-OH (1), xopepment — HAJ] (1), B rpymire - mepBas 1mo ai-
dhasuty (1).

HudpoBbie 0003HaUeHUS (PEPMEHTOB MCIIOIB3YIOTCS MPEHUMY-
IIECTBEHHO B Hay4HOU JUTeparype. TpuBHAIILHBIC U paIlMOHATIHHBIC
HA3BaHU UCTIOJIB3YIOTCS HAPSIY C CHCTEMATHYCCKUMH.

XapakTepuCcTHKa OTIENbHBIX KIIACCOB.

Oxcudopedykmasbi.

KatanmsupyroT oKuCIHUTENEHO-BOCCTAHOBUTENBHBIE TTPEBpaIlle-
Husl. B knacce qBaguate Aa noaxnacca. Cpeau HUX:

(amkorompaeruaporeHasa);

o

GHz0R - hant [“H + HAAH+ H™
CHj3 CHj3
BHLAHORN ayen b desd
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nerua-3-pocdaraeruaporenasa:

HKC&O OR\C/ONPOSHZ

(|3H—OH + HAAQ"T + HsPO, (|3H—OH + HAAH+ HY
H2(|:—O—P03H2 H;C—0—POgH,
ML EPAT b de2tid- 1,3-dudpocdo-

3-pocpam P

[pumep: depment nmkna Kpedea — cykuuHataernporenasa:

CH,COOH CH—COOH
+ AN I + PAAH-
HoC—COOH HC—COOH
VRN dpmapam

[pu neiicTBUM 3TUX (HEPMEHTOB M3 AMUHOB TIOITYYAIOTCS aJIbJICTHIbI
WM KETOHBI, U3 aMUHOKHCIIOT — KETOKUCIOTHL. [Ipumep — riryramar-
JEernporeHas’a, KaTaJIM3UPYIOIIAsd OKHUCIUTENBHOE [€3aMHUHHUPOBA-
HUE IIIyTaMHUHOBOU KHMCIIOTBL.

COOH ?OOH

CH—NH, $::o

?HQ + HAO® + H20 sz + NH3 + HAAH+H?
CH» (|:H2

COOH COOH

YA 0L - KERH QORTTYHL AP0 LML

Pabouee Ha3BaHWE OKCHIOPEAYKTa3, IPUBEICHHBIX BBILIE, - JIe-
ruaporeHassl. OHU AeruaApHUpYIOT cyOcTpar 0e3 y4acThs KHCIOpOaa.
Pabouee HazBaHWe GepMEHTOB, MPHUCOSTUHSIONINX BOJOPOMI, - pe-
JYKTa3bl.

4aTbCs B MOJICKYITY IPOAYKTa (FI/I,Z[pOKCI/IJ'IBBBI niIn MOHOOKCI/IFeHaSLI)
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nin Her (okcuaasbl). [lepokcHIassl UCIONB3YIOT B KAYECTBE aAKIICTI-
TOpa BJICKTPOHOB MEPEKHCh BOIOPO/A.

[pumep, - KO 1.14.16.1 - pennnanannH-4-MOHOOKCUTEHA3A.

H2N—(|3H—COOH H2N7(|:H7COOH
CH» CH»
+ HAOA®H+H ™+ 0 —— + HAQ® " + H20
PEHILIANAHUN
OH
PP OSLLH
Tpancghepasol.

OcymiecTBAAIOT MepeHoCc (YHKIMOHANIBHBIX TPYHI OT OXHOTO
COCIMHEHUs K ApyroMy. JlensTcs MO TUIly NEpPEHOCHMOM TIPYIIIbL:
anuiI-, amMmuHo-, (pocdo-, mermiTpancdepassl u np. Hazsanue obpa-
3yercst CIIEAYIOIUM 00pa3oM: JIOHOP TPYIIIBL: IEpEHOCHMAas IPyIIa-
TpaHchepasa. Pabouee Ha3BaHue hocdorpancdhepas — KUHA3L

Ipumep: KO 2.6.1.2. AnanunamuHoTpancdepasa (L-ananuH:2-
OKCOTTyTapaT-aMuHOTpaHchepasa):

COOH COOH
COOH <|3:0 COOH CH—NH,
(||3H—NH2 + (|3H2 P e— (|::o + (|:|-|2
CH3 CH CH3 CHo
ATAHIUH COOH MLV i COOH
W-KEF QZRY I AP A STV AN

Mm K® 2.7.1.1. Tekcokmnaza (ATdD:D-rekcosa-6-
tdhochorpancepasa)
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CH-OH CH,0—PO5H,

H H
OH H + AT — OHH + A%

HO OH HO OH
H OH H OH
EnKo3d anoko0g0-t-hocdam
Tuoponaser.

KaTtanu3upyior peakiuu THapoIn3a, TO €CTh PACIICIICHUS KO-
BaJIEHTHOW CBA3M C ydyacTueM Bojbl. Ha3BaHue BKIIIOYAET HAMMEHO-
BaHUE CyOCTpaTa U CJIOBO «THIPOJIa3a», HAPUMEp, MEITH/IIHIPOIIa-
3a. [lpuemnemo nobaBieHHE TOJBKO CypduKrca «asza», HapUMep,
nentuaza. K rumpomazaM OTHOCSTCS BCe MHINEBAPUTENBHBIC (ep-
MEHTBI.

Ko 3.1.1.3 JIumaza

o]
HQC—O—C{{
CisH3 H,C—OH o
o + 3 H;0 (|:H OH +3C;5H —C/
CH—O—C{C .y 2 15H31 “oH
o 157731 HoC—OH MATbMUHILIHOBAA
(_,jr KUCTOMa
H2C—0— o Eluzirtyelel
CisHa:
FPLAQT BN
Jluaswl.

OcCymIecTBISIOT HETHAPOIUTHIECKHH pa3phlB  KOBAJICHTHBIX
cBszelt u (1K) 0OpaTUMOe OTIIEIUIEHUE TPYI BHYTPH MOJIEKybl. B
Ha3BaHUM yKa3bIBaeTCsi cyOCTpar, OTCOeAMHsIeMas TPYIIa M CIOBO
«ma3zay. Hammpumep, K@ 4.1.1.15. - L-rmyramat-1-kapOokcu-nnasa
(rmyramatnmekapOokcmnaza). Wmm KO 4.1.2.13. ¢pyxrozo-1,6-
mudochar-D-rimmuepansaerun-3-hocdar-nrasza (ampmaonasa)
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H2C—0—PO3H;

— H_ .0
¢=o0 HoC—0—POzHy,  °C7
HO—CH |
| -— c—0 + CH—OH
H(E—OH
| OUORCUAYEM OH- SMiLEp ATb destid-

H2C—0O—PO3H>
Fpyrmaoso-1,6-dugaocham

Gocpam 3-pacgam

Crnenyer o0OpaTuTh BHUMAaHHE, YTO CHOJIa BXOMAAT PEAKIIUU C OT-
IISTJICHUEM BOJIbl U 00pa30BaHHEM JBOWHOHN CBSI3U WMJIM, HA0OOPOT,
MPUCOEIMHEHNE BOJBI 1O JBOHHOW CBs3u. Pabouee Ha3BaHUE 3THUX
(dhepMeHTOB — Jeruaparasbl U ruapaTasbl. Eciau peakius oOpatuma,
Ha3BaHHE MOXET (DOPMHUPOBATHLCS MO0 OOPATHOM PEAKIIHH.

Hampumep, dpepment ukia Kpedbeca dhymapasa (pymaparrumpa-
Taza) UMeeT MeXIyHapomHoe HazBanme — KD 4.2.1.2 L-manart-
THJIPO-JTHa3a

CH—COOH CH»COOH
I + H,0
HC—COOH HO—CH—COOH
dprapan Manar
H3omepas3vl.

OCyIIecTBISAIOT B3aUMOIIPEBPAIICHUS H30MEPOB. OTO MOXKET
OBITH MepeMelllecHHE TPYII B Ipeaenax Mojekynbl. Pabodyee Ha3Ba-
HUE TaKUX BHYTPUMOIEKYJSIPHBIX TpaHchepas — myTasbl. Hampumep,
(dhocormokomyTaza katanuzupyer o0paTumMelii iepeHoc (ocdaTHOM
TPYIIBI U3 IIECTOTO MOJIOXKEHUS TIIIOKO3bI B TiepBoe. BHyTpHMOIIe-
KYJISIPHBIE OKCHJIOPEYKTa3bl B3aUMOITPEBPAIIAIOT ANBICTUABI U Ke-
TOHBI, TIEPEHOCAT NBOWHBIC CBs3H. [IpuMmep, pepMeHT rimkomusa —
Tpro3odochaTuzomepasa.

M0 HoC—OH

| —

(|:H—0H (|::0
H2C—0—PO3H- H;C—0—PO3H>
ST € AAD 21— OUOKCUA P OH-

3-choccham doedam
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Pariemasbl B3aUMOINpPEBPAIIAlOT CTEPEOM30MEpPBI, €CIIH Y MOJIe-
KyJbl OAWH aCHMMETPHYHBIA aToM yriepoza, Hanpumep, D- u L-
HM30MEpbl aAMHHOKHCIIOT. DNHUMepasbl U3MEHSIOT KOH(MHUTYpAIHIO Y
OJTHOT'O U3 aCUMMETPHYHBIX aTOMOB. [IpumMep - mpeBparieHue puoy-
11030-5-ocara B kemmynozo-5-pocdar B nenrozodocharHom myTH
MPEBPAILCHUS YTIICBOIOB.

CHy—OH CHy—OH
¢=0 =0
(!‘.H— OH < > HO— (l:H
éH—OH éH—OH
éHz—O—@ (I:HZ—O—®
Punbynoso-5-cocdar Keunynoso-5-choccar

Jlueasvl (cunmemasoi).

OCyIIecTBISAIOT CHHTE3 CIOXKHBIX BEIIECTB M3 00Jiee MPOCTHIX.
Ecnu ucnons3yercsa sHeprust AT®, To K Ha3BaHUAM y4acCTBYIOIIMX
MOJIEKYJI MPUOABIISIETCS CIIOBO «CcHMHTeTasay. Hampumep, riyTaMuH-

CHUHTETa3a (Ko 6.3.1.2 L-riryramMuH:aMMHaK-y-JIATa3a):
[0
COOH c’
[ "NH
(‘:HQ (|:H2
(‘3H2 + NH3 + AT —— |CH2 + AQd + @,
?H*NHQ ?H*NHQ
COOH COOH
Elygateatfeny 2MPHI AMILH

Ecnn B KkauecTBe HCTOYHMKA HHEPrUU BBICTYNACT IpPYyroe
BEIIECTBO, YMOTpeOIsieTcs TEPMHH «CHUHTa3a». Tak, TepBbIid
(depment nwmkma Kpebca, ucmomp3yromuii 3HEPTHIO THOA(UPHOH
CBsI3H aneTHin-KoA, Ha3pIBaeTCs IUTPATCHHTA3A.

Tpancnokas3soi.

Karanusupyror conpspkeHHbIE ¢ JPYTUMH NPOLECCaMH PEaKIUH
MEepeHoca MOHOB U MOJIEKYJ uepe3 MeMOpaHbl WIM pa3fielieHHe UX
BHYTPH MEMOPaHBI.
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OT0 HOBBIH Kiacc, mosBuBIIMiics B aBrycte 2018 roaa cornmacHo
PELICHNI0 MEKIYHAPOIHOIO COK03a M0 OMOXMMHUU U MOJIEKYJSPHOM
ouonorun. Ero mosBiaeHue oOycCIOBIEHO TeM, YTO HU OIWH U3
CYIIECTOBABIIMX KJIACCOB HE OMKCHIBAET PabOTy psiia MEeMOpaHHBIX
oenkoB. Tak, ruaponn3 AT®, KOTOpBIK OCYHIECTBISIOT pa3iIHYHbIC
MemOpanHbie AT®-azpl, He sBISETCS TJIABHBIM PE3YIBTATOM HX
JEATEIbHOCTH — COIPSDKEHHOIO IepeHoca MOJIEKYNl U aTOMOB uepe3
MeMOpaHy. COOTBETCTBEHHO, OTHECEHHE UX K THApoa3aM SBIISETCS
He KOppekTHbIM. [pyrum mpumepoM MoxeT ObiTh AT®d-cuHTa3a,
ocymecTBisomas cuares AT® 3a cyer mepeHoca MPOTOHOB U3
MEKMeMOPaHHOTO MPOCTPAaHCTBA MUTOXOHIIpUN B MaTpukc. Beero B
HOBOM KJIACCE CEMb I10JIKIACCOB.

CpoiicTBa (pepmMeHTOB.

Bricokast 5 hEKTUBHOCTE.

®depMeHThl paboTalOT ¢ OYeHb HU3KMMHU KOHIICHTPAIUSIMU CYO-
cTpatoB. KoHcTaHTa CBA3BIBAHMS JJI1 HEKOTOPBIX M3 HUX JOCTUIAET

10 M.

DepMeHTHI YCKOPSIOT PEeakIMi B MHUJUTHOHBI M MUAJUTHAP/IBI pas.
OnuH u3 3pdeKTHBIX MPUMEPOB — OPOTHIUH-5’-pocdar mekapOoK-
cuia3a, KOTopas 3a MUJUIMCEKYHBI MTPOU3BOMUT XMMHUYECKOE Mpe-
BpalleHKe, KOTOPOE B €€ OTCYTCTBHE 3aHSIO Obl MUJUTHOHBI JICT.

Uwcno mpeBparieHuii cyocrpara OIHOW MONEKYIIOH (epMeHTa
3a eMHHILY BPEMEHH Ha3bIBAeTCS MOJSPHONW aKTUBHOCTBIO WIIH YuUC-
oM 060pomoe epmenma. PexopicMEHOM sIBIISETCS KaTajasa, pac-
HICTUISIONIast B CeKyHy mopsiika 40 MUJUTHOHOB MOJIEKYJT TIEPEKHUCH
Bojopona. Takue (epMEHTHI, aKTHBHOCTh KOTOPBIX JIMMHUTHPYETCS
JIUIIb CKOPOCTHIO MU dy3un cyOcTpaTa K aKTUBHOMY IEHTPY, Ha3bI-
BAIOTCS Kamanumuyecku cogepuieHHbimy. K HAM Tarxoke OTHOCSTCS
Tpro3odocharuzomepasa, kKapOoOaHTHAPa3a, AETHIXOIHHICTEPA3a U

psia ApYrux

depMeHTAaTHBHBIE MPOLECCHl XapaKTEPU3YIOTCS BBICOKOW TOY-
HocTblo npeBpamieHuid. JJTHK-nmonumepasa B xone cunreza JHK no-
ITyCKaeT OJJHY OMMOKY Ha CTO MUJIJTHOHOB PEAKITHIL.
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Crenuduysocts HEpPMEHTOB.

TepmuH cnennpUUHOCT B JAHHOM cliydae 00o3HavaeT n3dupa-
TCIIbHOCTB.

Cybcmpamuas cheyuuuHocme.

3T0 cocOOHOCTh (pepMeHTa KaTaau3upOBaTh MPEBpPAIICHIE OT-
paHM4YeHHOTrO Kpyra cyocTparoB. YeM WX MeHbIE, TeM BHIIIE CIe-
nupuaHOCTh. Jlydmum cyOcTparoM OyneT TOT, KOTOPBIM CHIIbHEe
B3aUMOJICHCTBYET C MOJIEKyYJIOl (hepMeHTa. IHTEHCHBHOCTD B3aUMO-
JICHCTBHS OIMCHIBACTCS KOHCTAHTON CBSI3bIBAHMS WJIM OOpaTHOM ei
KOHCTaHTOW AMCCOIMAanuu KoMIuiekca. O0e XapaKTepu3ylT COOT-
HOILIEHHE CBOOOJHOIO M CBSA3aHHOTO ¢ (hepMeHTOM cyOcTpaTa. Uem
HMKEC KOHCTaHTa aucconuanvu, TEM CHIIBHCC B3aHMO}IeI71CTBPIe u
MIPEANOYTHTEIbHEH CyOCcTpar.

Hekotopbie (epMeHThl KaTaaU3UPYIOT IPEBpAIICHHUE OIHOIO
eIMHCTBEHHOTo cyOcTpaTta. Hampumep, ypeas3a paciierisier HCKIio-
YUTENLHO MOJIEKYJTy MOYEBUHBI, a JJAKTa3a — TOJIbKO MOJIOYHBIN ca-
xap. Takas crenupuIHOCTh Ha3bIBACTCSI AOCOFOTHOM.

Psx dhepmenTOB 00TamaeT OTHOCHTENHLHON HUITH TPYITIIOBOU CIIe-
IU(UIHOCTBIO, KaTalM3UPys MpeBpalieHue ONU3KUX MO CTPYKTYpe
Monekysn. OHM MOTYT HMETh OJJMHAKOBBIE (PYHKIIMOHAIBHBIE TPYIIIIHI,
KaK B CITy4dae C aJIKOTOJIbIETHAPOTEeHa30M, KOTOpasi OKUCISET CITUPTHI
C Pa3JIMYHOM JJIMHON U CTPYKTYpPOU LleNH, WIH OAUHAKOBBIE XUMUY €-
ckue cBs3u. [lumeBapuTensable (epPMEHTHI, HAITPUMED, PACIIETIISIOT
MIENTHIHBIE CBSA3H B MOJIEKYJIaX CAMBIX Pa3HBIX OEITKOB.

Cmepeocneyuguunocme.

CriocoOHOCTh (hepPMEHTOB Pa3INYaTh CTEPEOM3OMEPHI MOJEKYI
Ha3bIBACTCS CTEPEOCTICHH(PUIHOCTHIO.

[TpupoaHbIe aMUHOKUCIIOTHI OTHOCSATCS MPEMMYIIECTBEHHO K L-
psny, a caxapa — Kk D. @epMeHTBI, OCyHIECTBISIONME HX TpeBpalie-
HUsA, 3P PEKTUBHO pa3INYar0T KOHPUTYPAITHIO.
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Y
HO—P
~
| ~o
H,C—OH H,C—0
H O H H O_H
OH H ﬁ. OH H
Mg2*
OH OH AT® Alld OH OH
H OH H OH
TITFOK03a rIr0K030-6-¢ocdar

Amunaza — ¢epmenr, pacuieruisitomuii o1-4)- rIMKo3uIAHBIC
CBsI3M Kpaxmana, abcomotHo HedddektuBen B otHomenuu P(1-4)-
[JIMKO3UAHBIX CBS3EH LIETUIFOJIO3BI.

CH,OH CH,OH
H O H H O «kpaxman
oHH H onH H
»re o O—--v
H OH H OH
CH,OH CH,OH

H o H O _H Uennwonosa
oHH H o) ot H
2 H Q—-":-v
H OH H OH

dymapaza — ¢epmenT mukina Kpebca — katanmsupyer mpeBpa-
nieHue (pymMapoBOi KHCIOTBHI M HE pearupyer ¢ ee LUC-U30MEPOM —
MaJIEMHOBON KHCIOTOM.

COO"  FAD FADH,

H. .COO" -
CH, _ c H.-COO
(I:Hz & I
Coo- -00C”~"H H-C~coo-
CyKUMHaT cymapat maneuHar
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Pezuocenekmusrnocmeo.

depMeHT ACHCTBYeT B MOJIEKylIe cyOcTpaTta Ha XHMHYECKYFO
CBSI3b M@Ky KOHKPETHBIMU aTroMamu. Hampumep, anbaomnasa pa3phi-
BaeT C-C cBsi3b Bo PppykTo30-1,6-audochare mexay TpeTbuM U 4eT-
BEPTHIM aTOMaMH YIJIEpOAa.

ll:(|f—()P03H2
C=0
HO—(l‘H

HC—OH H,C—OPO,H, HC=0

HC—OH =—"=2= (=0 + ch—OH

H,C—OPO,H, H,C—OH Hzé—oPO_,H2
(ppykrozo-1,6- JHOKCHALETOH- rnuuepanbaerui-3-
oudocdar tocdar docdar

Xemocenexmugnocms (KAMAaIumu4ecKkas CneyupuuHoCms).

OmHO ¥ TO YK€ BEIIECTBO MOXET SIBIIATHCS CyOCTpaTOM IJIs pas-
HbIX pepmenToB. Tak, rirok030-6-hocdar nmpeodpasyercs B YeThIpeX
Pa3IHYHBIX HAIMIPABJICHUSAX C y4aCTHEM TJIH0K030-6-pocdarasbl, doc-
(dorexconsomMmepassl, IOK030-6-pocharaeruaporeHassl 1 Hocdor-
JIFOKOMYTa3bI:

rNoKo3a rnokoso-1-cpocdat

[ MoKo30-6-

bpyKTO30-6-choctaT 6-hochornokoHONaKToH

HeKOTOpBIe q)epMeHTBI CIIOCOOHBI KaTaJu3npoBaTb IOMUMO OC-
HOBHOW MOOOYHBIE peaKkouu. C‘II/ITaCTCSI, 4TO 3TO paCHIMPCHUC CIIC-
I_II/I(I)I/I‘IHOCTI/I MOXET OBIThH 9BOJIFONTMOHHBIM MECXaHU3MOM IT1OABJICHUA

HOBBIX (DEPMEHTOB.
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Psin bepMeHTOB B XOJie 3BONIOIUHU YTPATUIN KATATUTHUCCKYHO
AKTHUBHOCTh U UTPAIOT BaXKHYIO POJb B CUTHAJBHBIX KacKaaax, OIMo-
CpeIyIoIMX NeiCTBIE OMOMIOrMYSCKH aKTUBHBIX BeriecTB. OHU Mo-
JYYHITH HA3BaHUE 1CeBO0DepMeHMO8.

CrocoOHOCTB K PEryISIIUH.

Mornekynbl (hepMEHTOB, KaKk M APYrux OENKoB, 00JamaroT ja-
OWJIBHOCTBIO, TO €CTh CIOCOOHOCTBIO pearupoBaTh Ha U3MEHEHHE
[IapaMeTPOB OKPY>KAOLIEH Cpelbl NEPECTPONKON CBOEH TPEXMEPHOU
cTpykTypbl. U3MeHenue temneparypsl, pH, HOHHOro cocrasa cpejbl,
MPUCOCAUHCHUE UJIK OTUICIIJICHUE MOHOB, aTOMOB, MOJICKYJI NIPUBO-
JIMT K pa3pbIBy OJHUX CIAObIX cBs3el B Oenke U 00pa3oBaHUIO JIpy-
rux. DTO MOXKET IMPUBECTU K YBCIIMYCHHUIO UJIM CHHXKCHHIO €T'0 owno-
JIOTUYECKOM aKTHBHOCTH.

B knerkax mmeercsi MHOXKECTBO BEIIECTB U MOJIEKYIISIPHBIX Me-
XaHU3MOB, C TIOMOIIBIO KOTOPBIX OHU aJaNTUPYIOT aKTUBHOCTD (ep-
MEHTOB K CBOMM ITOTPEOHOCTSIM.

CtpoeHue pepMeHTOB.

®depMeHTBI, KaK MPaBHIIO, SBISIFOTCS TIOOYISPHBIMU OCIKaMH,
00aafoIMUMH  TPETUIHOW WM YETBEPTHYHOH CTPYKTypoi. OHH
MOTYT OBITh Pa3HOW BEMHYUHBI: OT 62 aMUHOKHCIOTHBIX OCTaTKOB y
TayroMepasbl okcasokporoHata 10 2500 y cWHTETa3bl )XKHPHBIX KH-
cror. DepMeHThI, COCTOSIINE W3 OJHOW CYOBETMHHIIBI, HA3BIBAIOT
MOHOMEPHbIMU, U3 HECKONBKHUX — oucomepruimu. OObeNNHEHNE He-
CKOJIBKUX (DEPMEHTOB, KaTAIU3HUPYIOIIMX MOCIEI0BATEIbHBIC ITpe-
BpalllcHUsl CyOCTpaToB B METaOOMMYECKON IeTH, HA3bIBACTCS M)/ib-
mughepmenmuvim Komniexcom. Takas CTPYKTypa MO3BOJSIET YBEIH-
YUTh CKOPOCTh TPOIECCAa U COKOHOMHUTH PECYPChI, MOCKOJIBKY B XOIC
MPEBPANICHUI HE MTPOUCXONT BBIIEICHHE TPOMEKYTOYHBIX POy K-
TOB B OKPYXKaIONIyI0 cpeay. [IpuMepoM MOXeET OBbITh YIOMSIHYTas
BBIILIE CHHTETA3a JKUPHBIX KHUCIIOT.

Kodakropsl 1 K0)epMEHTHL.

HeKOTOpBIC (I)epMeHTBI COCTOAT HUCKIIIOYHUTCIIBHO n3
AMUHOKHUCIIOT, UX HAa3bIBAKOT nNpOCHbIMU. B crooichbix (1)6pM6HTaX
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MPHUCYTCTBYIOT HEOETKOBBIE KOMIIOHEHTHI - KOPAKTOPhl. DTO MOTYT
ObITh OpraHMYEeCKUE W HEOPraHMYECKHE MOJIEKYJIbl MM aTOMBI.
Hexoroprle #3 HHX HYXHB [ CTAOWIM3aLUH  CTPYKTYPHI
(depMeHTa, OHM MOTYT pacrojaraTbCs B JIIOOOH YacTH MOJIEKYIBI.
KodaxkTopsl, KkoTOopsle MNPHCYTCTBYIOT B AaKTUBHOM IICHTpE H
MPUHUMAIOT yYacTHE B KaTallu3e, Ha3bIBAIOTCS KOPEPMEeHMaMU.

Psan xodakTopoB u KOQEepMEHTOB MPOYHO CBS3AHBI C OEITKOM,
WHOTJIa  JIaKe  KOBAJICHTHO, KaK  JIMIIOEBas  KUCIOTa B
MUPYBATICTHIPOTEHAZHOM KOMIIJIEKCE 170071 OHOTHH B
nupyBatkapokcuiase. UToObl MOJYePKHYTh 3TOT (hakT, HX Ha3bIBAIOT
npocmemu4eckuMu 2pynnamu.

WNuorma, xodepMeHT Jierko amccoruupyer, kak HAJ,
HalpuMep, OCBOOOXKTasICh mocie peakrmuu. OakTUYeCKH OH
BBITIOJTHSIET POJIH BTOPOTO CyOCcTpara.

B orcyrctBue kodepmenta OenkoBash YacTh Ha3bIBaeTCs
anogepmenmom. TepMuH «xorogepmenmy YIOTPEONSIOT, KOTIa
HYXHO TTOTYEPKHYTh, YTO PEPMEHT «B COOpE», TO E€CTh B €r0 COCTaBE
ectb KoepMmeHT. VIHBIMU cI0BaMH, XOJIOPEPMEHT = anodepMeHT +
Ko(epMeHT.

Yame Bcero kKopepMEHTaMH SBJISIOTCS BUTAMHUHBI WU WX
npousBonnbie: TAD, ®AJl u ®MH, HA/l u HAID, KoA u 4-
dhochonanTerens, ITAJID, TI' D, METHII- u 5’-
ne30KkcraneHo3mikodamaMuH. [Tomumo 3T0Or0, B poiu KohepMEHTOB
MOT'YT BBICTYNATh HYKJICOTUABI, HanpuMmep, AT®; rembr (kartanasa,
IIUTOXPOMEI, TyYaHWJIATIIMKIIA3a, NO-cunTaza u mp.);
tdhochoanenozundocdocynpdar — moHOp CymbhaTHBIX Tpymm, S-
aJICHO3MIIMETHOHHH — JIOHOP METHIIBLHBIX TPYIII, TIYTATHOH U Jp.
Crnenyer OTMETHTh, 4YTO HOHBI METAJUIOB, JaXe CCIH OHH
MPUHUMAIOT YYaCcTHE B KaTalu3e, KopepMeHTaMu He CUUTAIOTCS.

OmuH M TOT Xe KOQEpMEHT MOXET NPUHHMATh y4dacTHEe B
pabore mHorux (epmentoB. Hanpumep, HAJ] — xodepmenT OGormee
9eM B THICSYE PEAKIINH.
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HzodhepMEeHTHL.

CyiiecTByIOT MHOKECTBEHHBIE (OPMBI (DEPMEHTOB, KaTalU3u-
pYIOlIMe OAMHAKOBYIO PEaKLUI0, HO OTIIMYAIOIINECS 10 CTPOCHUIO,
KHHETHYECKUM W PEryJISTOPHBIM TapamerpaM. MHorma, OTIHYUs
(dhopMupyroTcs 3a cueT MOAU(UKAIUU OCITKOBOW MOJICKYIBI IMOCIe
cuHTe3a. B TakoM ciiydae roBopsAT 00 HCTHHHO MHOXKECTBEHHBIX
¢dopmax. Ecnu MHOKecTBeHHBIC ()OPMBI KOTUPYIOTCS Pa3HBIMH Te-
HAMH M MMEIOT OTJIMYHYIO NEPBHYHYIO CTPYKTYPY, UX Ha3bIBalOT
nzodepmeHTamMu (M309H3UMaMU, U303UMaMH).

NzodepMeHThl KaTamU3UPYIOT OJJHY H TY K€ PEaKIHIO B Pa3HbIX
METa0OoNNYECKUX YCIIOBHSIX, B 9TOM HMX OHWONOrHYecKas Ienecoo0-
pasHocTh. Hampumep, TIIIOKOKHHA3a TEUEHH TMpeJHa3Ha4YeHa s
SJIMMHUHAIUN U3 KPOBU OONBIINX KOJUYECTB TJIFOKO3bI, IMOCTYIIaro-
X W3 KHUIIEYHHKA Tociie mpruema numm. M3odepmeHT B Apyrux
TKaHIX (TeKCOKMHA3a) KaTaTU3UPYeT Ty JK€ PEaKIHio, HO JUIIb IS
cyOcTpaTHOro obecreueHnss COOCTBEHHBIX KIIETOK. [ JIFOKOKMHA3a, B
OTJIMYNE OT TeKCOKHHA3BI, IMEET BRICOKYIO KM, uTo mo3Bosnsier pado-
TaTh MPHU BBICOKMX KOHIIEHTPAIIMSAX TJIFOKO3BI, M HE WHTHOMpYyercs
MIPOAYKTOM PEAKITHH.

XopommM TPUMEpPOM, HIDTFOCTPUPYIOIIUM  (OPMUPOBAHHE
n30(epPMEHTHOTO CIIEKTpa, SABISETCA JIAKTATAErHApOreHasa. ITO
TeTpaMep, MOCTPOESHHBIN U3 ABYX THUIIOB CYOBEAWHUIL: cepaedHon - H
(ot amri. — heart) u memmeunoit — M (ot anri. - muscle). KomOuna-
nueil cyObennHuIl o0pasyloTcsl miaTh BapuantoB ¢epmenta: JIAI'] -
JIAT'S. Kaxkpiit U3 HUX XapaKTepeH AJis ONpPeNesIeHHOro opraHa i
TKaHM.
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JoKanunsauyua cepaue Mo3r MbILLbI
3pUTPOLUTI NOYKU neyeHb
Onpezenenrie U30EPMEHTHOIO CIIEKTpa MMEET OOJIbIIOe 3Ha-
YeHWe Ul AMarHOCTHKM 3abonmeBanuil. Ilpu mopakeHnn kakoro-
mbo opraHa B pe3yjbTaTe THOEIM KJIETOK B KPOBb IOCTYIAET WX
cojepxkumoe. M3MepeHne akTUBHOCTH OPraHOCIECU(PUYHBIX H30-
(hepMEeHTOB TMO3BOJISIET CAENATh MPEANIOIOKEHNE O JTIOKAIM3AINH a-
tosorud. Hanpumep, eciau B KpoBH noBelleH ypoBeHb JII'S, To ¢
OOJBIIION BEPOSATHOCTHIO UMEET MECTO 3a00JICBaHNE TICUCHH.

Paznuaus B KOHIIEHTpamu# CyOCTpaToB, KO(aKTOPOB HMEIOT
MECTO HE TOJNBKO B Pa3HBIX OpPTaHax M TKaHIX, HO M B Pa3HBIX KIIe-
TOYHBIX KommaptmeHTax. Hampumep, coornomenue HAJJ/HAH B
JIECATKH pa3 OTIMYACTCS B MHUTOXOHJIPUSX U IHTOIUIa3Me. JTO 00y-
CIIOBJIMBAET CYyIIECTBOBAHHME LUTOIIA3MATHUECKHX M MHUTOXOHIIPH-
ATBHBIX M30()OPM MaNaTAerHAPOreHa3bl, H30MUTPATIACTHAPOTeHA3BI,
rimnepoi-3-¢hocdaraeruaporeHassbl 1 mp.

IIpodepMeHTEL.

Ouenp MHOTHE OCNKU B KJIETKE CHUHTE3UPYIOTCS B BUJAC HEAK-
TUBHBIX IPEIIIECTBEHHUKOB, U (epMeHThl — He HckIodeHue. [locne
CHHTe3a Ha puOocoMe OHM JalleKO He BCeraa o0JIagaroT HeoOXOmu-
MOH CTPYKTYpOW M aKTUBHOCTHIO. TaKue HEaKTUBHBIE MOJIEKYJIbI Ha-
3piBatloT npodepmentamu. Ilpomecc co3peBaHus  (IIPOLIECCHHT)
BKJIIOYAET OTPaHUYEHHBIN MPOTEOIN3, XMMHUYECKYI0 MOIU(PHUKALINIO
paanKajioB aMHUHOKHCIOT. B kadecTBe mpumepa MOKHO NPHBECTH
MpoTeasbl KeIyAOUYHO-KULIeYHOro Tpakra. OHM CHHTE3MPYIOTCS B
KJIETKax JKeNyJKa M TOMKEITYZOYHOW KeJe3bl B BUAE HEAKTUBHBIX
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npoepMeHTOB (TIEICHHOTE€H, TPHUIICUHOTEH, XWMOTPUIICHHOTEH,
IpoKapOOKCHUIIENTUAA3bl, Mpo3IacTasa, MnpokoiiareHasa). CospeBa-
HUE MPOHCXOAUT YK€ B MPOCBETE MHUIIEBAPUTENBHON TPYOKH W
BKITIOYAET OTIIEMJICHNE TENTHAHBIX (PparMEeHTOB, TOCIIE Yero Mpouc-
XOUT M3MEHEHUE TPEXMEPHOH CTPYKTYpPBI MOJNEKYNBI U (HOpPMHUPO-
BaHUE aKTUBHOTO LIEHTPA.

B cnyuae mnumeBapuTeNbHBIX (EPMEHTOB OMOIOTHYECKUN
CMBICIT CHHTE3a ()EPMEHTOB B BHJE MPOPEPMEHTOB COCTOUT B TOM,
YTOOBI 3AIUTHTH 00PA3YIOIINE X KIETKH U BBICTHIIAIONINAE IPOTOKH
JKeJle3 OT nepeBapuBaHus. B Ipyrux ciydasx M30BITOUHBIN MENTHI-
HBI ()parMeHT (CHTHAJIBHBIN MENTH]) MOXKET y4acTBOBATH B TPaHC-
nopte (epMeHTa B KaKOW-THOO U3 KIETOYHBIX KOMIIAPTMEHTOB HJIH
Ha 3kcnopT. Kpome Toro, mporeccHHr npegoctaBiisier JOMOIHUTEb-
HbIE BOBMOXKHOCTH B PEryJISIIMHA KOJMYECTBA aKTHBHOTO Oenka. Uem
Oonbie craguil B CO3PEBaHMU, TEM OOJBbIIEEe KOJIMYECTBO PEryIisi-
TOPHBIX MEXaHU3MOB MOXKET OBITh IPUMEHEHO.

CtpykTypa pepMeHTOB.

AKXTHBHBINA ILIEHTD.

C cybcTpaToM B3aMMOICHCTBYET HEOOJBIION yIaCTOK MOJICKY-
T6I (hepMeHTa, Ha3bIBAEMBIN aKTHUBHBIM IleHTpoM. OH (GopMupyercs
MIPH CBOPAYMBaHU OCIKOBOM TITOOYIbI U3 aMHHOKHCIIOT, YacTo yja-
JICHHBIX JPYT OT JApyra B moiunentuaHoi menu. CoOpaHHBIE B OJI-
HOM MECTE, OHU 00ECIIeYMBAIOT HEOOXOMUMYIO KOMITJICMEHTAPHOCTh
aKTHBHOTO [EHTpPa, CyOCTpaTa MK CyOCTpaToB U (B Cliydae MX HalH-
qust) kopepmenTa. IIpu 3ToM obecmeunBaercsi, Kak CTEpUIECKOE CO-
OTBETCTBUE, TAK U COOTBETCTBUE MO rUAPO(HOOHBIM U DJIEKTPOCTATH-
YECKUM TMapaMeTpaM. DTO MO3BOJISET Pa3indyaTh OYCHb OJIM3KHE TO
CTPOCHHIO MOJICKYJIBI M OCYIIECTBIISATh KaTallK3.
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AMUHOKKCNOTbI, 0Bpasyiowme
aKTUBHbIN LeHTp depmeHTa

B akTHBHOM LEHTpE BBIACIAIOT VYACHMOK CBA3bI6AHUS (SKOD-
Hblll) u Kamaiumuyeckul yuacmok. IlepBbIii o0ecrieunBaeT BHIOOP
cyOcTpaTa, TO €CTh ONpEACsieT CyOCTPaTHYIO CIEU(BUIHOCTD, BTO-
POl OTBeYaeT 3a XeMO- M PErHOCEIeKTHBHOCTh M OCYIIIECTBIISIET Ka-
TaJH3.

AmocTepuyecKuii EHTDP.

VY vactu ¢epMEeHTOB MMEETCs OJUH WM HECKOJIBKO YYacCTKOB
CBSI3BIBAHUS PETYIISTOPOB — WHTUOWTOPOB WM aKTUBATOpoB. OHHU
HA3bIBAIOTCS AJUIOCTEPUYESCKUMH IIEHTpaMH, & GEePMEHTHI HX HMEIO-
e — aJUTOCTEPHUICCKUMH (PepMEHTaMU. DTH HEHTPBI OPMHUPYIOTCS
AHAJOTMYHO AKTUBHOMY M MOTYT pPaclojararbCsi ¢ HUM Ha OIHOU
CcyObemuHHIe WK Ha pa3HbIX. CBS3bIBAaHUE PETYIIATOPA MPUBOAUT K
KOH(OPMAITMOHHBIM TIEPECTPONKAaM B MOJIEKyJe ¢epMeHTa, BKITI0Yast
AKTHBHBIA LIEHTP, U, COOTBETCTBEHHO K U3MEHEHUIO €r0 aKTUBHOCTH.

Amnocrepudeckrie (EpMEHTHI PACIONAraloTCsSd B KIFOYEBBIX
MeCTax MeTa0OIMYeCcKUX ITyTel: B Hadalle, B MeCTaX Pa3BEeTBIICHHIA.

Ponp MeTraiuioB B QyHKIIMOHUPOBAaHUN (EPMEHTOB.

Memannwi, kak cmabunuzamopel cyobcmpama.

Hexkotopsie cybcTparbl 00Opa3yrOT KOMIUIEKCHI C MOHAMH Me-
tauioB. AT®, HanpuMep, y4acTBYET B peaklUsX B BUAE KOMIUIEKCA
maraueM. llocnenuuit yMmeHbIaeT oTpHUIATeNbHBIA 3apsin ¢docdat-
HBIX Tpynm u obnerdaer oOpa3oBaHue (GpepMeHT-CyOCTPaTHOTO KOM-
TUIEKCA.
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Mema/l]lbl, KdkK cma6uﬂu3am0pbl AKmMueHO2o yenmpa.

VY HEeKOTOpbIX ()EPMEHTOB KATHOHBI METAIIOB (peke HeMeral-
YYacTBYIOT B ()OPMHUPOBAHMU aKTHBHOTO IEHTpa M KaTallu3e.

Takue QepMeHTHI HOCAT Ha3BaHHE METAJUIO(PEPMEHTOB WU MeTall-
JI0’H3UMOB. [IprMepbl pUBeACHBI B Ta0NHIE:

Hon [Ipumeps! hepmMeHTOB

Maruuit I'mrok030-6-Gocharasa, rekcoknHa3a
Maprasnen ApruHaza

Kenezo Karanasa

Huxkens VYpeaza

Menb IuToxpomokcuiaza

HuHK AJKOroIbACTHAPOreHas3a

MonubaeH Hutparpenykrasza

Cenen I'myraTnoHmepoxcumasa

AxTue

UueHTp

Ha pucynke arom IuHKa B aKTHBHOM IIEHTPE QJIKOTOJIBACTHI-
poreHassl

HbIK

&

C ~Tle269

https:/study.com/acadenm/lesson
alechol-dehydrogenase-machanizm-patieeay html
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Memannel, xak cmabunu3amopsvl MpemuyHOU U YemeepmuyHol
cmpykmypul pepmenma.

B ankorompaeruaporeHasze B KaKAoi M3 ABYX CyOBEIMHHIL MO
IBa MoHa 1uHKa. OIWH U3 HUX, KaK CKa3aHO BBIIIE, y9acTBYET B Ka-
tanuze. Bropoit HeoOxoauM [yist cTabuin3aliy TPETUIHON CTPYKTY-

PBL.

Memanivt — yuacmHuky OKUCIUMETbHO-B0CCMANOBUMETbHBIX
peaxryui.

Honbl MeTansoB ¢ mepeMeHHOM BaJIEHTHOCTBIO MOTYT y4acTBO-
BaTh B IEPEHOCE AJIEKTPOHOB. MHOTOYHCIEHHBIE TIPUMEPHI MOXHO
OOHapYXHTh B IIENM TKAHEBOTO JIbIXaHWs, T/Ie B IEPEHOCE YUYACTBYIOT
VIOHBI )KeJe3a ¥ MEe/IH.

Memannvl, Kak pezyasimopvl GKMUSHOCMU QepMeHmO8.

BHYTpH KIETKH KOHIIGHTpAIlds HWOHOB KalbIlUsS MPUMEPHO B
CEMb TBHICSY pa3 MEHBIIE, YeM CHapyXu. Jlake He3HAUNTEIbHBIA ce
CIOBUT TIPUBOAWUT K HM3MEHCHUIO AKTHBHOCTH MHOTHX (DEpMEHTOB.
HoHBI KabITvs ISHCTBYIOT KaK HEMOCPEICTBEHHO, TaK M Yepe3 Kallb-
[IHIA-CBS3BIBAIONTNI OEIO0K - KaJIbMOYJUTHH.

Mexanusm aeiictBusi GpepMeHTOB.

Mopenu cBsi3pIBaHMs cyOcTpara.

Jusa oObsicHeHns cnenn(puIHOCTH B3aWMOJEUCTBUS CyOCTpaTa
U aKTHBHOrO 1eHTpa B 1894 romy Omunp Ouiiep npeasioxui TUmo-
Te3y, MONYIHBINYIO HazBaHue «Kirou u 3amok». CoriacHo Hei, cyO-
CTpaT IO CBOMM IIapaMeTpaM JOJDKEH CTPOro COOTBETCTBOBATH aK-
TUBHOMY LIEHTPY U TOJBKO B 3TOM CIIydae «KJIOY IIPOBEPHETCS U 3a-
MOK OTKPOETCS», TO €CTh IPOU30MAET peaKuusl.

B 1958 rogy [puusn KommaHg ycOBEpIIEHCTBOBAN 3TH IPE-
craBneHus. Ero teopust « IHAYyIMPOBAaHHOIO COOTBETCTBUS SIBIISET-
csl OOLIENPUHATON B HAcToOsIee BpeMs. AKTUBHBINA LIEHTP HpHOOpe-
TaeT KOH(QUTypaluoo, HEOOXOOUMYIO AJISl KaTaln3a, TOJNbKO I0Cie
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B3aUMOJICUCTBUsL ¢ cyOcTpaTom. [yt mosicHeHus 3Toro (eHoMeHa
ucnosnb3yercs aHanorusi «Pyku u nepuatkm». CyOctpar (pyka) npu-
JIaeT OKOHYATENbHYIO (hOpMY aKTUBHOMY LIEHTPY — MEpYaTKe, KOTO-
pasi 1o Toro ObUIa MPaKTU4eCKH Oec)OpMEeHHOM.

Mexanusm kaTaamsa.

B mpucyrcrBun ¢depmenta xon peakuuu BupousmeHsiercs. B
OTJIMYME OT HEeKaTaJIM3WPYEMBIX peaKlMii, Tae cyOcTpaT mpeBpaiia-
€TCsl HETOCPEJICTBEHHO B MPOJYKT, OHA MPOTEKAET 0 «00XOIHOMY)
MyTU ¢ 00pa3oBaHMEM MPOMEKYTOYHBIX COENUHEHUH ¢ pepMeHTOM.
OTO MO3BOJIAECT CHU3UTh AKTUBAI[MOHHBIA Oapbep U YCKOPUTH IPO-
Lecc.

CnoHTaHHO S P

BrpucyTcTe £, o — Eg =2 ES* > EP —» E+P
hepmeHTa
CBAsbiBaHUe KaTtanus

I'ne E — depment, S — cyoerpat, P — mpoaykt, ES — xoMmiekc
dbepmenT-cyocTpar, ES* — xoMriekc GpepMeHT-CyOCTpaT B mepexo/-
HOM cocTOsTHUH, EP — kommeke hepMeHT-IpoayKT.

@DaKTUYECKH ATO CEepUs MPEBpAICHHUM, KaXX10€ U3 KOTOPBIX
MPOTEKaeT KakK OT/AEIbHAs PEaKIHs CO CBOMMH KWHETHYECKUMH Ta-
pamerpamu. CHTyanus yCIOXKHIETCS B CIydae HAIAYUS HECKOIBKUX
cyocrpaToB u KodakTopos. [losTomy m3ydenue xona GhepMeHTATHB-
HBIX peaKIni MPEeACTaBIseT CO00M CIOKHYIO HAYIHYIO 3a/1a9y.

Heyxcyocmpammvie peakyuu.

MHorue peaxkuu MpOTEeKalT C y4acTHeM JBYX W Oojee cyO-
cTpaToB. B cirydae jierko qucconunpyroniero KopepMeHTa ero Takke
MOXKHO paccMaTpuBaTh B Ka4ecTBE BTOpOro cyocrpara. Peakums mo-
KET MPOTEKATh M0 MEXaHU3MY JJBOMHOIO 3aMEIeHUS («ITHHT-ITOHT»)
WU TIOCIIE/I0BATEIHLHOMY.

MexanusM «IIHHT-IOHDY.
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[Monyunn Ha3BaHKE MO aHAJIOTHH C TEHHUCHBIM IapuKoM. [Ipu-
COeIMHSIETCSl IepBhIi cyOcTpar (Ha pucyHKe — A) — OTAENSETCs Imep-
BbIi ipoaykT (P1). MoauduunpoBaHHbIA MepBbIM cyOocTpaToM ¢ep-
MmeHT (E’) mpucoenunsier Bropoii cyocrpar (B), BeicBoOOKAaET BTO-
poii mpoaykT (P;). depMeHT Bo3BpalaeTcss B UCXOIHOE COCTOSTHHE.

Py B

|

E+A— EA— E—EB— P, + E

[To TakoMy MexaHM3My MPOUCXOTUT TpaHcaMUHUpoBaHue. OHO
HOAPOOHO OMHMCAaHO B COOTBETCTBYIOLIEM pa3fele.

MokeT OBITh yIOpPSI0YEHHBIM, KOTAa CyOCTpaThl MPHCOETNH -
IOTCSI «I10 O4€pEe» U TOJIBKO 3aTEM 00pa3yroTCs IPOJYKTHI.

Py Pz
E+A— EA + B— EAB— EP\P,— EP;— E
JInbo HeynmopsI0YEeHHBIM, B KOTOPOM IIPHCOSAMHEHHE CyOcTpa-

TOB M BBICBOOOXKJIEHHE MPOAYKTOB TMPOHUCXOTUT B IMPOU3BOILHOM
TTOpsIKE:

E+A— EA+ B\ P1,EP,— E+P;

EAB— EP,P;
EOB—cEB+A/ }EP,—'EoP.
TepMoaHAMHKA.

OHepeusa akmusayuu - 3TO TONOIHATENbHAS YHEPTHUSA, KOTOPYIO
HaJI0 COOOIINTH CHCTEME, YTOOBI MPOU30IIIa peakuus. B orcyTcTBHe
KaTaJ3aTopa 3TOr0 MOXKHO JIOCTUYb, HAIPUMEP, HATPEBAaHUEM, UTO
YBEIIMYNBAET KHHETUYECKYIO SHEPTHIO peareHToB. DepMeHT UCTIONb-
3yeT APYTYI0 CTPATETHIO - CHUKAET SHEPTHI0 aKTHBAIIMH, COOTBETCT-
BEHHO OOJIbIlIee KOJIMYECTBO MOJIEKYJI MOTYT JOCTHYE IIEPEXOHOTO
COCTOSIHHSA.
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CeA3biBaHKe Katanu3

KoopAawHaTkl peakuum
https://commons.wikimedia.org/w/index.php?eurid=38014684

CHavaja IpoUCXOJIUT CBSI3bIBAHUE CyOCTpaTa B aKTUBHOM IICH-
Tpe depmenTa. ITOT mporecc oopaTtuM, He Tpedyer OONBIINX 3aTpaT
9Hepruy, a obpasyrommiics komruiekc ES He criocoben HernocpeacT-
BEHHO IIPEBPATUTHCS B IPOAYKT. /lanee B aKTHBHOM LIEHTPE MPOMC-
XOJAT TPOIECChl, TIO3BOJSIONINE CTAOMIM3UPOBATh  (EPMEHT-
CyOCTpaTHBI KOMILIEKC B MEPEXOAHOM cocTosHuu ES*. Drto co-
CTOSTHUE XapaKTepU3yeTcsi SHEpPruei, JOCTAaTOUYHOW ISl IPOXOXKJIe-
HUA peakuuu. [lanee mpoucXoauT XMMHYECKOE TIpeBpaIieHue, oopa-
3yeTcss HU3KOPHEPreTHUeCKUl KoMIUleke (epMmeHT-npoaykr EP, u3
KOTOPOTO BBEICBOOOKIAETCSI TPOAYKT PEAKIINH.

CyMMapHO W3MEHEHHE CBOOOTHOM dHEPTUU CUCTEMBI OJMHAKO-
BO Ul CIIOHTAaHHOM W (pepMEHTAaTHBHOHW peakiuu. B Tex cmydasx,
Korja mpeoOpa3oBaHWE TEPMOAMHAMUYECKH HeOIaromnpusTHo, dep-
MEHT MOXKET OCYIIECTBUTH COIPSDKEHHE €ro C OJaronpusTHONW peak-
nueit, Harpumep, ¢ ruaponnzoMm AT,

IIporeccel, MPOXOISINE B aKTUBHOM LIEHTPE.

1. Dopmuposanue uHOYYUPOBAHHO20 COOMBEMCMBUS.

[lepBonavanpHOE cnaboe B3aMMOAEHCTBUE CyOCTpaTa ¢ aKTHB-
HBIM IIEHTPOM IIPUBOJUT K KOH(POPMAIIMOHHBIM ITEPECTPOKaM B MO-
Jekyne (GpepMeHTa, B pe3yiabTaTe KOTOPBIX ONTHUMH3HPYETCS B3aHM-
HOE pacIONOKeHNE 3apsDKEHHBIX TPYII, THAPOPOOHBIX W TUAPO-
(UIBHBIX y4aCTKOB, XMMHUYECKUX CBS3€H, IMOJBEPraloIINXCs aTake.
[Mpoucxoaut cOmmxKeHue, opueHTanus U AepopMmanus cyocTparta
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(cyOcTpaToB) ¢ OClaOIeHHMEM OJHUX CBSI3CH U YCHUJICHHEM APYTHX.
dopmupyercst coctosiHre HepMEHT-CyOCTpaTHOrO KOMILIEKCa ¢ Hau-
OoJblIICH SHEPrUel W BEPOSTHOCTBIO 00pa30BaHMs MPOAyKTa (Tpo-
IYKTOB) — TIEPEXOJHOE.

Ha pucynke - konpopMalioHHbIE ©3MECHEHHS B MOJIEKYJIE TeK-
COKHMHA3bI TI0CJI€ CBA3bIBaHUs cyOcTpaTta. CHHUM IBETOM 00O3HaueH
CBSI3BIBAIOIIHMN YIaCTOK, YEPHBIM — CyOCTPATHI, KEITHIM — KOPaKTOP.

ps:; ikimedia. i i 1557

2. Cmabunuzayusi nepexooHo20 cOCMosiHusl J0CTUTAETCs C I0-
MOIIBIO PAa3INYHBIX CTPATEruil.

Hanpumep, B ciydae KHCIOTHO-OCHOBHOI'O KaTaiH3a MPOHCXO-
JIAT TEPEHOC MPOTOHOB WIIH JICKTPOHOB MEXK]y TPYIIaMU aKTHBHO-
ro IeHTpa u cyocrpara. B xo/e KoBalieHTHOTO Katanu3a obpasyercs
KOBAJICHTHAs! CBSA3b MEXIY CyOCTpaToM W aKTUBHBIM ILIEHTpOM. B
00ouX chydasx peakiusi MPOTEKAeT Yepe3 HOBOE MPOMEKYTOUHOE
COCTOSTHHE, XapaKTepu3yrolieecss 0ojee HH3KOH JHEprueil akTHBa-
MUY,

Ha pucynke Hmke nokazaHo (popMupoBaHre HHIYLUPOBAHHOTO
COOTBETCTBHUS Ha IIpUMEpE MUPYBaTa U aKTUBHOTO LIEHTPA JIAKTAT/e-
rugporenassl. Ctabuian3anusi NepexoIHOr0 COCTOSHUSI AOCTUTAETCS
CIIIBHOM TTOIIsIpU3aIiield KapOOHWMIIbHOM TPYTINEI TUPYBaTa.
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‘I)epMeHTaTI/IBHaf[ KHHETHUKA.

CKOpOCTh peaKITHH.

Onpezensiercss Mo yObUIM CyOCTpaTa WM KOJIMYECTBY 00Opa-
3yIOIIErocs MpoAyKTa B eMUHUILY BpeMeHU. 3mepsieTcs: B MexXIyHa-
POIHBIX eMUHUIIAX (MUKPOMOITH BEIIECTBA, IPEoOpa3yeMoro B MUHY-
Ty) 1 Kartanax B cucreme CH (Monb B cexyruy). | katan pasen 610
ME.

IMockonmbky Katam 3TO O4eHb OONbINAs BETUYMHA, HA MPAKTHKE
WCIONB3YIOT ApoOHBIe 3HaueHus. Hampumep, 1 ME = 16,67 nanoka-
TaJOoB.

BMmecTo TepMuHa «CKOPOCTH PEAKLMU» YACTO UCIONB3YIOT TEp-
MUH - «aKTUBHOCTb (epMeHTa». DTO, IPAKTUYECKH, CHHOHUMBI.

dakTopsl, BIMAIOIINE HA CKOPOCTh PEAKIIUH.

Temnepamypa.

KpuBast 3aBHCHMOCTH CKOPOCTH OT TEMIIEpaTypbl HMeEeT
KOJIOKOMooOpasHyto ¢opmy. [lo Kakoro-ro MOMEHTa CKOPOCTb
BO3PACTAET, TOCTUTAET MAKCHUMYyMa, U, 3aTeM, OBICTPO CHMXKAETCS 110
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nyns. Takas ¢opma rpaduka oOycioBieHa HaJOKEHHEM IpPYr Ha
JIpyra JBYX HE3aBUCHUMBIX TmporeccoB. C OIHOH CTOPOHBI, NpH
HarpeBaHUM YBEIMYMBAETCS KUHETHYECKas SHEPrUsl PEaKTaHTOB, U
pacter ckopocTh IpeppamieHus. IIpouecc nomuuHsercs IpaBUILy
Bant T'odda, B cOOTBETCTBHMHM € KOTOPHIM TMPH TOBBILICHHH
TemnepaTypsl Ha 10 rpagycoB CKOPOCTh pEaKUUU YBEIHMUHMBAETCS
npumepHo B 2 paza. C japyroid, - yBeIWYEHHE TeMIIEpaTyphl
MPHUBOAUT K HapacTalouledl aeHaTypauuu (QepMeHTa H IOTHOMY
WHTUOMPOBAHUIO IO  JIOCTHXKEHWHW KPUTHYECKOW ISl HEro
TeMIepaTyphl.

T .. 100%

= [eHaTypauua
N CHWKaeT
20 YBENUUMBAET CKOPOCTL CKOPOCTb

Temnepatypa

CKopoCcTb peaKLuu
MpoueHT
aKTVBHOTO
tepmeHTa

o
B

10 20 30 40 P50
TemnepaTtypa (°C)

https://commons.wikimedia.org/w/index.php?curid=47436421

[=2]
o

TemneparypHblii onTHMyM y OOJBIIMHCTBA  (DEpPMEHTOB
HaxomuTcs B amama3one 40-50 rpamycoB, ogHako, OBIBAIOT U OYEHB
TepMocTabuibHbIe Oenku. Hanpumep, Tag-nonumMepasa, BbIIeICHHAS
3 OakTepwil, >KMBYNIMX B TOpPSYMX HUCTOYHHMKAX, HE Tepser
aKTUBHOCTH Jaxke mpHu 95 rpagycax. Ee oOHapykeHHE MO3BOIUIO
COBEPIIUTH TEXHOJIOTHIECKAN TTPOPHIB B MOJIEKYJISIPHON OHOIOTHH, B
JaCTHOCTH B METOJIE TToIMMepasHoit nenmHor peakiuu (I1L1P).

IIpu Huskux Ttemmeparypax (EpMEHTATHBHBIE IPOLECCH
CHJIBHO 3aMEISIOTCA BIUIOTh A0 IONHOM ocTaHoBKd. Ha 3ToM
OCHOBAaHO XpaHEHHE OHOJIOTMYECKOr0 MarTepuaiga B YCIOBHX
IyOOKOTO 3aMOpaKWBaHUS, HAIIPUMEp, B JKHIKOM a3oTe mpu -273
rpanycax Lenbcus.

pH

Hns kaxmoro ¢depmenta umeercss pH, mpu koTopom ero
AaKTUBHOCTh MaKCHMaJjbHa. Yaile BCero OnTUMYM JICKHUT B 00JIACTH
HEUTpaJbHBIX 3HAYEHUH, YTO COOTBETCTBYeT mnapamerpam pH B
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TKaHsx. [Ipy OTKIOHEHMHM OT 93TOr0 3HAYCHHUS AKTUBHOCTb
(epMeHTOB TporpeccMBHO cHibKaercs. [lpuumHa B TOM, uto pH
BJIMSICT HA CTEMNCHb JUCCOLMAIMU 3apsHKEHHBIX TPYII B PaauKaiax
aMuHOKUCHOT. [Ipym 3TOM B Monekyne Oenka pa3pyLIaloTcss OJHU
crnadble cBA3H U popMuUpyIoTCss apyrue. M3mensercs koHdopmanms
MOJICKYJIbI, YTO TIPUBOAUT K TIOTEPE OMOIOrHY €CKO aKTHBHOCTH.

Hexoropsie ¢depmentsl mMeloT ontuMyM pH B kuciod wim
miesiouHo obiactu. Hampumep, mencuH, (yHKIIMOHUPYIONIHNA B
KHCJION cpefie XKenyaKa, TPOsBIIsieT MaKCUMaJIbHYI0 aKTUBHOCTD TIPH
pH 1,5 - 2. B psage cimydaeB ONTUMYyM HE YIAeTcsi OOBSICHUTH
yclnoBusIME (yHKIIMOHUpOBaHUsT (epmeHta. Tak, y apruHaszbl OH
okosio 10. Bo3amoxHo, Takue hepMeHThI PYHKIIMOHUPYIOT IN VIVO He
B ONTHMAJIBHBIX YCIOBHSX, JIUOO B KIETKE UMEIOTCS JIOKAJIbHBIE 30-
HbI BbICOKOTO pH.

Amunaza

CIHOHbI \

MencuH
/

N\

ApruHasza

CKopoCTb peakumum

| 1 1 | 1 1 J
1 2 3 4 5 6 7 8 9 10 11 12

pH © 2001 Sinauer Associates, Inc.

3asucumocmes  ckopocmu  peakyuu  om  KOHYeHMpayuu
cybcmpama.

CKOpOCTh peaKknuu pacTeT NpPU YBEIWYCHUH KOHICHTpAIUU
cyoctpara. Ha HawampHOM JTame 3Ta 3aBHCHMOCTh IPAKTHYECKH
nuHeiHas. OgHaKo, BCKOpE MpsAMast IPOMOPIIMOHATBHOCTh NCYE3aeT.
JobaBnenne  cyOcTpara  CONMPOBOXKAAETCS  BCE  MEHBIIHM
yBelnn4YeHHeM ckopoctH. KpuBas rpaduka CTaHOBHTCS IOJOTOH,
CTpeMsICh K TOPU30HTAIILHOMY YPOBHIO, HO HE JIOCTHTasl €ro.
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CropocTb peakuumn

Taxoit Bua rpaduka oOycinoBiIeH TeM, 4TO B Cpelie COJIEPIKUTCS
OTpaHMYEHHOE KOJIMYECTBO MOJEKYJ )epMEeHTa, W MPH JT0O0ABICHUN
cyOcTpaTa MPOMCXOAWT TIOCTETIEHHOE HACHIIIEHHE aKTHBHBIX
LEHTPOB. HaCTYHaeT MOMCHT, KOI'Jia OHHU BCC 3aHATHI, 1 YBCIIUUYCHUEC
KOHIIEHTpaIK cyOcTpaTa HE MPUBOAWUT K 3aMETHOMY YBEITHYEHHUIO
CKOpPOCTH.

3aBHCHMOCTH CKOPOCTH PEaKITUH OT KOHIICHTPAITM! CyOCcTparTa B
omHocyOcTpaTHON cucTeMe Obputa ommcaHa JI. Mmxasmmc m M.
Menten B 1913 romy. VYpaBHEHHE, CBS3BIBAIONIEE OCHOBHEIC
KUHETUYECKUE TTapaMeTPhl CUCTEMbI, HOCHT UX MMEHa:

Vmax [S]
Km + [S]

I'me, v — ckopocth peakunu; Vmax — MaKCUMallbHasi CKOPOCTb
peakiiu, K KOTOPOW CTpeMHuTcsi cucTeMma; [S] — KOHIlEHTpaIus
cyocrpara, Km — koHCTaHTa Muxasnuca.

Vmax u KM — 1Ba BakHEHIINX mapaMeTpa, XapaKTepU3YIOINX
KatamuTHdeckyto 3QdQextuBHOCTh (epmenta. VMax ompexaenser
MPOU3BOJUTEIBHOCTh (DEPMEHTa, - C KaKOH CKOPOCTBIO OH CIIOCOOEH
paboraTh B YCNOBHSX HachlleHHus cyOctpatoM. 3HaueHne Kwm
XapaKTepu3yeT CPOACTBO pepMeHTa K cyocTpary.
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U3 rpaduka BugHo, yto KM — 3T0 KOHLEHTpauus cyOcTpara,
MpH KOTOPOH CKOPOCTh PEaKLUW pPaBHA MOJOBHHE MAKCHMAalbHOM.
Uem meHblIe 3TO 3HaueHue, TeM 3ddextuuert hpepment. Tem Boime
€ro CIIOCOOHOCTh TPOU3BOAUTH MPOAYKT TPU MHHHUMAIBHBIX
KOHIIEHTpaIMIx cyocTpara.

Eme onHol BaXHOW KOHCTAHTOH SIBJISIETCS KaTaJlUTHYECKas -
Kcat, koTopyto Ha3bIBaIOT TAKKe uuciom 06opomos gpepmernma. OHa
paBHa KOJHMYECTBY TMpEBpalleHuii cy0OcTpaTa, OCYIIECTBISIEMBIX
OJIHUM aKTHUBHBIM LIEGHTPOM 32 CEKYHAY.

Hnst cpaBHeHUsT 3(QQEKTUBHOCTH pPa3HBIX (EPMEHTOB HIIH
ogHoro ¢QepmMeHTa HO C pasHBIMH cyOcTpaTamu, ymoOHO
UCIIONIB30BaTh KoHcmanmy cneyuguynocmu — Kcat/Km. Omna
OTpa)kaeT M CKOPOCTh MPEBpaIlleHHuss U CpOJCTBO (epMeHTa K
cyocrpary. Ee rteopermueckuit MakcumyMm 3710 - auddy3noHHBIH
npejen, paBHbBINA 105 10° M™.cex™ IIpu mOmOOHBIX 3HAYECHUSIX
Kcat/Km mpeBpaienust cydbctpata MPOMCXOAAT OBICTpEE, YEM €ro
mudpy3ust K akTUBHOMY TIeHTpY. DepMeHThI, 00J1aTafOIMHA TAKUMHI
napaMeTpaMy, Ha3bIBAIOTCS KUHemuuecku cosepuiennvimu. K HAM
OTHOCSTCS ~ KaTanmaza,  (Qymapasa,  Tpuoszodocharuzomepasa,
KapOoaHTH]Ipa3a 1 HEKOTOPBIE IPYTHE.

KuHernyeckne KOHCTaHTBI HEKOTOPBIX (hPePMEHTOB.

depmenT Km, M | Kcat (cex™) | Kcat/Km, M cex™”
XUMOTPUIICHH 1,5x10% | 0,14 9,3

Tencun 3,0x10” | 0,5 1,7x10°
PuGonykieasa 7,9x10° | 7,9x10° 1,0x10°
KapGoanrnapasza | 2,6x107 | 4,0x10° 1,5x10"
dymapasa 5,0x10° | 8,0x10° 1,6x10°

Kunernyeckue KOHCTaHTBI OINpPEHENSIOTCS MO TIpadukam,
MOCTPOCHHBIM HAa OCHOBAHHMH  JKCIIEPUMEHTAJIBHBIX  JaHHBIX.
OueBuzgHO, YTO B KOOpAMHAaTax Muxasnuca-MeHTeH TpyIHO
OIIpeNeNnTh 3HadeHHe VMax, IMOCKOJbKY KpHBas CTPEMHUTCA K
MakCUMyMy, HO He JOCTUTaeT ero. OJTta mnpobiema peniaercs
nuHeapu3zauuerd rpaduka. OAvH W3 BAapHAHTOB MOCTPOCHHS B
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JBOMHBIX OOpaTHBIX KOOpIMHATAaX HOCHT Ha3BaHWUE aBTOPOB, €ro
npeanoxuBIux, — rpaduk Jlaiinynsepa-bepka. M3mepuTs otpeskw,
OTCeKaeMble Ha OcH aOcuucc W OpAWHAT, paBHble -1/KM n 1/Vmax,
HE COCTaBJICT TPy/a.

1/¥,

1V

1K 1/[S]

Kuneruka Muxasnuca-MeHTeH clipaBenjivBa ISl MPOCTEUIINX
OJTHOCYOCTPATHBIX peaknuid. [Ipy Hamuunu MHOXKECTBEHHBIX (OpM
(epMeHTa, HECKOIBKHUX CyOCTPaTOB, HECKONBKHX aKTHBHBIX
LIEHTPOB, Y aJUIOCTEPUIECKUX ()ePMEHTOB OHA HAMHOTO CIIOJKHEE.

Perynsinust akTHBHOCTH (pepMEHTOB.

CrmocoOHOCTh K peryisiiid — BaKHeWmass 0co0eHHOCTh
(depMeHTOB, MO3BOJSIONIAs  KJIETKaM, OpraHaM ¥ TKaHAM
alalTUPOBATHCS K N3MEHSIOIIMMCS YCIOBHSIM CPEJIBI.

DakTopsl, PErYINPVIOIINE AKTUBHOCTh (DEPMEHTOB.

1. Usmenenue xonuuecmea monexyn ghepmenma.

OTO MOXKET NPOUCXOIUTH 3a CYET M3MEHEHHUS] CKOPOCTH HX
OvocuHTEe3a WM JAerpajaiud. MexaHu3Mm JeHCTBHSL MHOTUX
TOPMOHOB ~ BKJIIOYAeT  PETysIIMI0O  OHMOCHHTE3a  (DEPMEHTOB.
Hanpumep, B xoHIle O€pEMEHHOCTH IO ICHCTBHEM MPOIAKTHHA B
MOJIOYHOH >Kelle3e MHAyHHpyercss oOpa3oBaHHE JIAKTO30CHHTA3bl —
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(depMeHTa, CHUHTE3UpYIOIIEro Jjakrody. [lo okoHYaHMHM Tepuoia
IPYIHOTO BCKAPMITUBAHHS WHIYKIUS TPEKPAIaeTCs.

2. HMsmeHnenue Konyemmpayuu cyocmpamos, HpoOyKmos,
Koghakmopos, usuueckux napamempos cpeovl (pH, memnepamypa).

HenocraTtok cyOcTpara MOKeT TUMHUTHPOBATH METaOOIMUECKUN
nytb. Hampumep, HmepuIMT  OKcajloaneraTa, BO3HUKAIOIIHIA
BCJIC/ICTBUE AKTUBALUU TITIOKOHEOT eHe3a, TOPMO3UT
HUTPaTCHHTA3HYIO peakiuio nmkia Kpebca u mepeHampasisier
arernii-KoA Ha oOpa3oBaHHE KETOHOBBIX TEJI.

Baxwneiiryto ponb B perynsauuud  mMerabonu3Ma  Hrpaer
JIOCTYyNMHOCTh  kKopepmentoB.  [eduuur okuciennoro HAJ,
BO3HHKAIOIINI B MBIIIIE MPH HEAOCTATOYHOM CHAO0XKEHHH KIIETOK
KHCJIOPOJIOM, TOPMO3HT OKHCJICHUE nupyBarta B
MUPYBATIACTHJIPOTCHA3HOM  peakud W CTUMYJIUPYET  €ro
BOCCTaHOBJICHHE JIO JIAKTATA.

3. H3menenue kamaiumuieckux c8olicmes pepmenmos.

AmtocTepudeckre MEHTPHI (DEPMEHTOB B3aMMOJICHCTBYIOT C
pa3IUYHBIMHU MOJIEKYJIaMH, B pe3yibTaTe yero koHpopmauus Oenka
U AKTUBHOTO LIEHTpa H3MEHSEeTCs, KaTaJUTH4YecKas CIOCOOHOCTh
YBEIMYUBaETCs, JINOO CHUXKaeTcs. Perynstopamu 4acTto BBICTYNAIOT
MPOMEXYTOYHbIE MPOAYKTHl METa0OIMYECKOro IYTH, B KOTOPOM
3ameiicTBoBaH  (epMeHT, OO0  MOJEKYNbl,  OTPa)KaIoIIHe
JHEPreTHMYECKUH  CTaTyc KIeTKM WM  OOECIEYEeHHOCTh €€
cyocrpatamu. Tak, Hampumep, aKTHBHOCTh KIIIOYeBOro (pepmeHTa
rkonn3a — hochodpykroknHasbl, mogasisiercss nutpatoM U ATO,
a crumymupyercss AID. DOTOT MexaHM3M @peIHa3Ha4eH Ui
perysiiMd  CKOPOCTH  IJIMKONM3a B YCIOBHSAX  Pa3IMYHOM
00ecIedeHHOCTH KIIETKU 3HEprHei.

OTOT MexXaHW3M MOXXKHO TPOWJIIIOCTPUPOBATh Ha IPHUMEpE
peuentopoe GPCR, omocpenyroonmx AelicTBUE TOPMOHOB U
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HEWpOMENIMAaTOpOB HAa  KIETOYHBI Merabonu3M. CBsi3bIBaHUE
TOPMOHA C PELEeNTOPOM MPUBOJHUT K M3MECHEHUIO KOH(POPMALIUU ITHX
TpaHCMeMOpaHHBIX OeNKOB. [lOCKOJBKY ¢ IUTOMIa3MaTUYECKOM
CTOpOHBI K HUM npucoeauHeH G-0elok, OH  pearupyer
JUccolManued Ha o- U Py-CyObeIUHUIIBL O-CyObEIUHUIIA Jajiee
BCTyNaeT B KOHTAaKT C (PEpMEHTOM, OOpa3yloUMM BTOPUYHBIH
MECCEeH/KEp, HalpUMep aJCHWIATIMKIA30d, H HU3MCHIET e¢
AKTHUBHOCTb

Haubonee yHuBepcanbHa PEryJsius aKTHBHOCTH (hepMeHTOB
dhochopunuporanueM-aedoch opuIMpPOBaHUEM. [pucoenunenue
00 otiierieHre GhochaTHOR IPyIbI CIIOCOOHO «BKIOYUTHY JTHO0
«BBIKIIOYHTH»  (epMEHT. OTOT  MEXaHW3M, B  YacCTHOCTH,
UCIIOJIB3YETCS JUISl PEIUIPOKHOW pEeryssiiiid CHHTE3a M pachaja
TJIMKOI'€HA.

MOTPEBHOCTb B 2HEPITMU N3ELITOK 2HEPIT MU
Fnukoren Fnukoreu
A '
H 666&565&]135@ i Fnuxoaen- : P | i Fruscsen-

| cunmasa

\anuxozena ! | | | cuwmasa

HeaKmMuaHan HeaKmueHan axkmueHan

Fmoxkosa Fmokosa

https://biokhimija.mvuglevody/re guljacija-obmena-gli kogena html

MHorue ¢GepMeHTbl CHHTE3UPYIOTCS B BHAE HEAKTHUBHBIX
MPEALIECTBEHHUKOB — TmpodepMeHTOB. VX co3peBaHuE BKIHOYAET
Ipolecc OrpaHMYeHHOro mporeonu3a. Ha pucynke — cxema
MIPOLIECCHHTa TPUIICHHOTEHA. OtwerieHue HEaKTHBHOTO
rekcanentuaa npoucxoaut B mpoceere XXKT ¢ ygactuem depmenra
sHTeponenTuaasbl. llocne 3Toro gepmeHT mproOpeTaeT akKTUBHYIO
KOH(OpMAIIHIO.
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MurubuposaHue.

3TO CHMXKEHUE aKTUBHOCTH (epMeHTa Mo JelCTBHEM KaKOro-
6o dakropa. MHruOupoBaHue MOXKET ObITh OOpATHMBIM, €CIIH
nocie yIaIeHUs HHrHOUTOpa AKTHBHOCTh (dbepmenTa
BOCCTaHABIIMBAETCH, WITH HEeoOpaTUMBIM. O6parumoe
WHTUOMPOBAHKE MO0 CBOEMY MEXaHW3MY JCIHTCS Ha KOHKYPEHTHOE,
HEKOHKYpEHTHOEe M OeCKOHKypeHTHOoe. HeoOpaTumoe ObiBaeT
creu(pUIECKUM U HeCTICTU(PHUUECKIM.

Konxypenmnoe uneubuposanue.

Nmeer mecTro ecnu WHTHOUTOP TOXOXK 110 XHMHYECKOMY
CTPOGHHI0 Ha CyOCTpaT M KOHKYPHPYET C HHM 3a CBS3BIBAHHE B
aKTUBHOM  TleHTpe.  KiaccWmueckuM  MPUMEpOM  SBISIETCS
WHTHOMPOBAaHUE CyKIIMHAT/IETHAPOTeHa3bl MaJIOHOBOM KHUCIIOTOM.
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KonkypeHTHBIIT WHTHOMTOp CHUXKAET CPOJACTBO (epMeHTa K
HactosimeMy cyoctpaTty. CoOoTBETCTBEHHO, Ha Tpaduke Muxadsnmca-
MenteH MBI yBUAMM OoOliee TOJNOTYI0 KpuBYIO. 3HaueHue Kwm
VBENTMYUTCS, TaK KaKk HeoOXoiuMa Oomblllasi KOHIIEHTPAIUs
cyocrpara, 4toObl joctHub Y2 Vmax. Ilpu nanpHelmieM pocte
KOHIIGHTAallMd CyOCTpaTa WHTUOMPOBAHWE IMIPEOJOJICBACTCSA, W
(epMeHT 1ocTUraeT MaKCUMAaJIbHOM CKOPOCTH.

Vimaw = ".-"|

= ¥ max

"'\:I I|I':'l'll r‘-ll'l |_5|

Hexonxypenmnoe uneubuposanue.

Wuruburop cBs3bIBaeTcsi HE B aKTUBHOM LIGHTpE, a, HAIIPHUMED,
B ajutoctepruueckoM. COOTBETCTBEHHO, KOHKYPEHLIUU € CyOCcTpaToM
He Oymer. Ha rpaduke kpuBas CKOpOCTH C HMHITHOMTOPOM
pacnionoxurcsi Huxe ucxonHoi. CpoactBo depMeHTa K cyOcTparty
He u3MeHsercs, nmoaTomy Km ocraercs mpexxHuMm. MakcumanbHas
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CKOPOCTb PEaKIHH yMEHbBIIAeTCs, TAaK KaK MHTHOMTOp ee CHIDKAeT
MU JTIOOBIX KOHLIEHTpaIUsIX cyocTpara.

CropocTe
peaxum bes nurmburopa

Vmax | - -

+! . > A e e B, W AN Sep
X - - W

> C nrruburopom
s HEKOHKYPEHTHOMO TMNA

: » [S]

beckonukypenmnoe uneubuposanue.

Hexoropble HHTHOUTOPEI HE CIIOCOOHBI B3aMMOJICHCTBOBATH CO
CBOOOIHBIM (DEPMEHTOM M OKa3bIBAIOT BIIMSIHUE TOJLKO Ha )ePMEHT-
cyOcTpaTHBIA KOMIUTEKC. VX neficTBHe MakCUMaIbHO TIPH BBICOKHX
KOHIIEHTaNUsIX cyocrpara. Takod TWI MHTHOUPOBAHUS JOCTATOYHO
penok. [lpu Hem camxaercs u Km m Vmax peakium.

Cneyugpuueckoe neobpamumoe uHeubUposanue.

OTOT THN WHTHOMPOBAHUS TIPEAIoiaraeT CHerMupUIHOCTD
B3aMMOJCUCTBHSI MHIMOMTOpa C OJHUM MJIM  HECKOJIbKHUMH
(dbepmeHTaMH. [Tpumepom MOJKeET CITY>KUTb
muusonpumipTopdocdhar — MHTHONTOP CEPUHOBBIX TpPOTea3. ITa
rpynna  ¢GepMEeHTOB HMeEeT CepuH B  aKTHMBHOM  LIEHTpE,
HENOCPEACTBEHHO YYaCTBYIOLIMI B THIPOJIN3€ MENTUAHON cBsizu. K
CEPHHOBBIM IPOTEa3aM OTHOCITCS HEKOTOpPbIE MHIIEBAPUTENbHBIE
(hepMeHTBI (TPUTICHH, XHUMOTPHUIICHH, dJacTaza) u OOJbIIas TpyIia
OEITKOBBIX (hakTopoB CBEPTHIBAaHUS KPOBH.
Humsonponmundropdocdar  crmenmmdudecku  w HEOOPATUMO
HHIUOUpYeT uX, 00pa3ys KOBaJCHTHYIO CBS3b C CEPUHOM B aKTHBHOM
LEHTpE.
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dropdocdar ¢propdocdar-
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JpyruM mpUMepoM MOXKET CIYKUTh aleTHICATUIIIOBAs
kucnora (acrmupuH). OHa oOKa3plBaeT MPOTHBOBOCHAIUTEIHHOE
JICHCTBHE 3a CUET MHTHOMPOBAHHS IUKIOOKCHTEHA3bl, - (pepMeHTa,
YUYACTBYIOIIETO B CHHTE3€ IPOCTArIaHJMHOB W3 apaxuJIOHOBOW
KHCIIOTHI. WNurnbuposanue OCYIIECTBIISIETCSI BCJIEICTBHE
alleTWJIMPOBAHMUSl  KOHIIEBOM aMUHOTPYyHIbl MENTUJHON  IIeNHu
(dbepmenTa.

o COOH o COOH
Il I
E—NH; 4 HC-C-0O —+ E—=NH;—C—-CH;3; + HO
Livknookcu- AcnupuH AUEeTUNPOBaHHbLIN Canuumnosas
reHasa dhepment kucnora

Heobpamumoe necneyuguueckoe uneubuposatue.

[MapaxmopmepkypubeH3oaT, iofameraT pearupyrT ¢ Jr000it
CyNMbOTUIPUIBHON TPYNMoi Oenka, CHUXas €ro aKTUBHOCTb.
COOTBETCTBEHHO, UX ACHCTBHE HECHIEITU(UIHO.

o 0
- ~CH-CI_ — ~S-CH~Cl_  + HI
(E)cHe-sH + 1-CHrCl (B)-cHa-s-CH-Cl
depMeHT WMopayerar
E)cHrsH + ci-Hg{O)-coon — (E)-s-Hg<(O)-COOH + Hi
DepmeHT Mapaxnop-
mepkypubensoar
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WHrubutops! UrpatoT BaKHYIO pOJb B PETYISLUN MeTa00IH3Ma.
B GonbmmHCTBE ciiydaeB 3TO OOBIYHBIC YUACTHUKUA OMOXMMHYECKUX
peakuuii.  Hampumep,  KOHEUHbIE  TPOAYKTHI  KakOro-imbo
METa0OoNNYEeCKOro IMyTH MOTYT SBISTbCS WHTUOUTOpPAMHU  €To
HAYaJIbHBIX peaknmuid. DTOT (EHOMEH IIUPOKO PACHpPOCTPaHEH M
HOCHUT Ha3BaHUE pe2ysayuu no NPUHYUNY 06pamHoil Ces3u.

Nurubutopsl (epMEHTOB HIMPOKO MPUMEHSIOTCS B HAayYHBIX
uccnenopanusax. C WX moMmomplo  Obia  pacumdpoBaHa
MOCIIEIOBATEIbHOCTh PEAKIMH IVIMKOIM3a, HM3Yy4eHa CPYKTypa H
MexaHU3M (PYHKIIMOHMPOBAHHUS [EMX TIEPEHOCa IIEKTPOHOB.

Wurubutopsl HalUIM IMUPOKOE MPUMEHEHHWE B MEAHIIMHE B
KadecTBe JeKapcTB. VHTHOMTOPHI aHTHOTEH3WHIIPEBPAIAOIETO

(depMeHTa — KaNTONPHWIJI, JHAJNANPWI W TIP. HUCIONB3YIOTCS IS
JIeyeHus apTepuaIbHOU TUIIEPTEH3HHU. Wurnbdoropsr
KCAaHTHOKCHJa3bl — aJUIONYpPHHON, (edyKcocTaT JiedaT MHomarpy.

CI/IMBaCTaTI/IH, aTopBaCTaTUH u HeHBIﬁ paa AHAJIOTUYHBIX
MpenapaToB IMoJ OOIMM Ha3BaHHEM «CTATHHBD TOPMO3SAT CHHTE3
XOJIECTEPHHA 3a CUeT MHIMOMPOBaHUSA KIIOUCBOro (epMeHTa — 3-
THJIPOKCH-3-MeTHII-TTyTaprui-KoA-cHHTeTa3bl U HCIONBYIOTCST B
Tepanuy aTepoCcKIepo3a.

[lepeueHp TakKX JIGKAPCTBEHHBIX CPEACTB OUEHB BEIHK.
9H3UMOMNATHH.

Oro Oonpimas Tpymma OOJE3HEHHBIX COCTOSHHNA, KOTOpHIE
Pa3BHBAIOTCS B PE3yJbTATE CHIDKCHUS WM OTCYTCTBHUS aKTHBHOCTH
Kakoro-mibo Qepmenrta. Yame Bcero 3To BpPOXKAEHHAS MATOJOTHS,
BO3HUKAIOIIAsi BCIICACTBUE JEe(PEKTHOCTH TeHA WM HAPYIICHHUS €ro
JKCcTIpeccd. B kadyecTBe  mpuMmepa  MOXKHO — IIPUBECTH
(heHIIIKETOHYPHIO — HACIIEICTBEHHOE 3a00JIeBaHme, MIPH KOTOPOM B
MeYeHN OTCYTCTBYET aKTHBHOCTH (peHMIaTaHUH-4-THAPOKCHUIA3BI —
(depMeHTa, CHHTE3UPYIOLIEr0 TUPO3KH M3 (GeHmnananuna. [Ipu sTom
HAaKaIUIMBAIOTCS TOKCHYECKHE MPONYKTHl —  (EHWIMOJIOYHAS,
(beHmpOBUHOrpaHas, (EeHMITyKCyCHas! KHCIOTHI, MMPUBOJSIINE K
TSDKEJIOMY TIOPaKEHUIO IIEHTPaIbHON HEPBHOH CHCTEMBI.
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JAAHAMUNYECKAA U ®YHKIIMOHAJIBHASA BUOXMU-
MMUsI.

O0mas xapakTepucTHKa 00MeHA BelleCTB U JHEPIrUu.

Kietka mpeacraBisier coO00H OTKPBITYHO CHCTEMY, KOTOopas 00-
MEHHBAETCS C OKPYIKAIOIIEH cpeoi MOTOKaMHU BEIIECTBA, SHEPTUH U
nHdopmarur. COBOKYITHOCTh IMPOIIECCOB MPEBPAICHUS BEIIECTB U
OHEPruu B OPraHrn3Me Ha3bIBACTCA O6MCHOM BCHICCTB U SHCPTHU. OH
JISTTUTCS Ha TP dTara:

1) nmepeBapuBaHKe U BCACHIBAaHHE MTUTATEIHHBIX BEIIECTB;

2) MPOMEXYTOYHBIH OOMEH WM METa0OJIM3M - COBOKYITHOCTB
XAUMUAYECKUX TPEBPAICHUH BEIIECTB, MPOTEKAOIINX B )KHBOM Opra-
HU3ME C MOMEHTA MX BCACHIBAHUSI,

3) BBIBeZIEHNE KOHEUHBIX MMPOITYKTOB OOMEHA.

Oprauunsanug Meraboam3Ma.

Cybcmpam — BeIIECTBO, BCTYIAIOIICEe B peakuuto. [Ipodykm —
BEIIIECTBO, oOpa3ymoiieecs B xozie peaknuu. OIHO U TO ke BEIIECTBO
MOXET BBICTYNATh B KA4eCTBE CyOCTpaTa M MPOAYKTAa B Pa3IHYHBIX
peaknusx. [locienHee BEIeCTBO B IEMH MPEBPAIICHUA Ha3bIBACTCS
KOHeuHbIM npodykmom. IIpomesicymounvie npooykmel MeTadbomuye-
CKOT'O TIyTH Ha3bIBAIOTCS Memaboaumamy Wil ero unmepmeouama-
Mu.

[TocremoBaTeNbHOCTS TPEBpAIIEHUH KaKOro-TH00 BeIIeCTBa
Ha3bIBaeTCsA Memabonuueckum nymem. MerabOITUIeCKHe MyTH MOTYT
WMETh JTWHEHHYIO, Pa3BETBICHHYIO, NHUKINYECKYI0 U CHUPAITBHYIO
dopwmy.

B MerabonmuieckoM IMyTH MOXKET OBITh MHOTO PEaKIHN, HAIIPH-
Mep, B a’poOHOM TIHMKOJIHM3E — JecsTh. Bce OHM KaTaau3upyroTCA
Oenkamu - ¢epmenTamu. Kaxmas U3 HIX UMEET CBOM OCOOEHHOCTH
MpoTeKaHusi U perymsanuu. CKOpOCTh BCErO MYyTH OTpaHHYHBAETCS
caMoOMl MeIJIeHHOW cTaguel, KOTopasi Ha3blBAETCS JUMUMUDYIOUel.
depMeHTHI, KaTATU3UPYIONIME TaKyK PEaKIUI0 HOCAT Ha3BaHHE
Kfouesvix. Hampumep, Kito4eBbIM (DEPMEHTOM TIIMKOIU3a SBISETCS
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dochodppykroknHaza, a mpeBpanieHue Qpykro3o-6-pochara BO

¢bpykT030-1,6-111ocdar ABIsIETCS TMMUTHPYIOLIEH CTaIHeH.

Cxema Haasanue Mpumep
A—>B—>C—>D—E NUHERHbLIR nukonua
D—E
PaaseTBnéHHbIN Cuhres
A—+*B—»C HyKneoTuaoB
TaF—»G
Lnkn
A TpUKap6OHOBbLIX
G . }* B KMcnoT
f Livknudeckuii
E /C CuHTes
D MOYEBUHEI
»A
/ é B-okucneHve
( I CnupanbHbii KUPHbIX
v
\\ C Kucnot
Ee"»D

Oranel MeTaboInu3Ma.

B merabonm3me ycIIOBHO BBIIEISIOT JIBa Pa3HOHAIPABICHHBIX
mporiecca: Katabonu3M (AMCCUMUIISIIINS, YHEPTeTHIeCKUd OOMeH) —
pacmaza CIOXHBIX BEIIECTB 0 0ojee MPOCTHIX M aHAOOMM3M (accH-
MHJISIIHS, TUTACTHYCCKUI OOMEH) — CMHTE3 CIOKHBIX BEIECTB U3 00-
nee mpocTeixX. [IpuMepoM KaTabOMMUECKOro IyTH MOXKET OBITh pac-
IICTJICHUE TIIFOKO3bI B PEAKIUAX TIMKOIM3a WIN )KUPHBIX KUCIOT B
xoze B-okucneHus. CuHTe3 OenKa, HYKIEHHOBBIX KHUCIOT — IPUMEp
aHa0OIMYECKOro Tporiecca.
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Pasnenenre HOCHT YCIIOBHBIM XapakTep, Tak Kak B XOJ¢ KaTa-
Oomu3Ma MOTYT 00pa30BBIBATHCS MCXOMAHBIC BEIIECTBA I OMOCHH-
TEeTUYECKUX TMporieccoB. Hampumep, mpoMexyTOUHBIH MPOIYKT TIIH-
Koyn3a — PochOoIMOKCHAIIETOH HEOOXOAUM JJIsi CHHTE3a JIMITU/IOB, a
3-hocornuiiepar CIyKUT UCXOMHBIM CYyOCTpaTOM JUIsl CHHTE3a Ce-
puHa, IIIMIUHA U HUCTCUHA.

Merabonuyeckue MyTH, UTPAroOIIMe pOJib KaK B KaTtabojude-
CKHMX, TaK M aHaOONMYECKHX TMpEBpallleHNsIX, Ha3bIBaroTCs aMpuoo-
JINYECKUMU. XapaKTepHbIM MpUMepoM siBiisieTcs 1ukia Kpedca. Muo-
rUe M3 MPOMEXKYTOUHBIX MPOIYKTOB 3TOr0 TEPMHUHAIBHOIO IyTH
OKHCJICHUS PEKPYTUPYIOTCS B Pa3TUYHBIC aHAOOTUIECKUE TIPOIECCHI.
Cyxkiuaun-KoA MCXOmHBIM TPOAYKT Ui OMOCHHTE3a MOp(QHUPUHOB,
OKcaJsloaleTaT, O-KeToriyTapar — aMuHOKUCIOT. OxcamoameraTt —
MIPOMEXYTOTHOE 3BEHO B OMOCHHTE3E TITIOKO3HI.

KaTtabonnueckne myTH — HCTOYHHWK DHEPTHH, KOTOpas B Jajlb-
HEHITIeM UCTIONB3YETCs IS MIPOTEKAHUST aHAOOIMIECKUX PEAKINil 1
TTO/I/ICPKAHUS )KU3HEACATEITLHOCTH OPTaHU3Ma B IICJIOM.

Crannu karaboan3mMa.

1. Tloocomosumenvras, B X0Ae KOTOPOH OCITKH pacIISIIISIOTCS
JI0 aMUHOKHCIIOT, YTIIEBOJBI IO TIIFOKO3BI, a XKUPHI — A0 TIUIEpHHa U
JKUPHBIX KHUCJIOT. MeXaHHU3M 3THUX PEaKIUid — TUIPOITUTHUYECKUM,
SHEPTHH BBIJIENAETCS Mo — He OoJiee OHOro MPOIeHTa, U OHA pac-
CeMBAEeTCs B BH/IE TEIIA.

Crnenyer oTMETHTb, YTO IOATOTOBUTENbHAS CTaANs KaTaOOonH3-
Ma HalOMMHAeT IEpBYI CTanuio oOMeHa BemiecTB. M Tam M Tam
MPOMCXOAUT pacllelyieHHe OENIKOB, KUPOB M YIJIEBOAOB 10 Oojee
MPOCTHIX MoJieKyd. OmHaKo, 3TO Mono0ue Kaxylleecs, IOCKOJIbKY B
cllydae Katabosn3Ma, 3TO BHYTPHUKJIETOUHBIN MPOLECC U KacaeTcs OH
HE MUTATENbHBIX BEIIECTB, a MOJIEKYJ BHYTpH KieTku. Hampumep,
YIJIEBOIOM, PACLICTUISIFOLIMMCS 0 TIIFOKO3bI, MOXKET OBITh TJIMKOIEH.
3anacHble JKUPbI B KJIETKaX PACXOLYIOTCS IPH TOJI0JaHUH WIH (HU3H-
YeCKOM Harpyske. bemku mpu rojaogaHuy MOTYT pacxoJOBaThCS IS
OnocuHTe3a rmoko3sl. Kpome Toro, qro0as Monekysa, OpraHou WK
KJIETKa B OPraHU3ME HMEET CBOIO IMPOAOKUTEIBHOCTh JKU3HH, I10
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HCTEYEHUH KOTOPOH OHA Pa3pyllaercs, a €€ COCTaBHbIE YaCTU PEyTU-
JIU3HUPYIOTCS.

2. Cmaous obpazosarnust 0bugezo npooyxma — ayemui-KoA.

I'mroxo3a pacuieruisercs 10 nUpyBaTa B Xoje Ipoliecca 1noj Ha-
3BaHUEM «TIHMKOIM3Y». JKUPHBIE KUCIOTH MPEBPAIAIOTCS B alleTHI-
KoA B xome «B-okucnenus». [MumepuH OKUCISETCS OO TMPOMEKY-
TOYHOTO MPOAYKTa TIHKONMM3a. KaraGommsM aMUHOKHCIOT WHAWBU-
JyaJleH JUisi KaKJAOW W3 3TUX MOJNEKYJ. YTPOIIEHHO, YacTh M3 HUX
MPEBPATUTCS B MHPYBAT, YacTh B aneTwi-KoA, 4acTb MOMOJIHUT MH-
TepmeanaThl nukia Kpedca. OkucnurenbHOe AeKapOOKCHIUPOBaHNE
nupyBarta, KOTOPOe, OPUEHTUPYSCH MO CXEME, MOXKHO OIMOOYHO OT-
HECTU KO BTOPOW CTaJMH, Ha CAMOM JIelie SIBIISIeTCsl OOIINM MyTeM B
OKHCJICHUH YTJIEBOJIOB, KUPOB (TJIHIIEpUHA) U aMUHOKHUCIIOT H, T10-
3TOMY, OTHOCHUTCS K TEPMUHAIILHOMY OKHCJICHHIO.

B xome BTOpOit cramuu karabomu3ma BeImensiercs okomo 30%
SHEPIHH.

3. Tepmunanvroe oxucieHue, B XoJe KOTOPOro oopasyroTcs Ko-
HEYHbIE MPOAYKTH OOMEHa — YTIIEKUCIbIN ra3 ¥ BOJa, HAKAIIJIMBAET-
Csi W 3amacaercs B BUJE XUMHYECKUX CBS3€ld MOJEKYNl OCHOBHAs
4acTh SHEPTHH.

B TEPMUHAJIBHOC OKHCIICHHUE BXOOAT TPH OCHOBHBIX IIpOLECCA,
IIPOTCKAIOUINE B MUTOXOHAPUAX:

- OKHCIHUTENBHOE AeKapOOKCHIMPOBAHNE MTUPOBUHOTPATHON KHCIO-
TBI;

- [{uxn Tpukap6oHOBEIX KHcaoT (Kpebcea)

- Llentb TKaHEBOT'O IBIXAHUS U OKHCIUTEIHHOTO (poch OpHITNpOBAHHS.

B mukne Kpebca atomer yrinepozaa anernin-KoA okucistoTcs 10
YIJIEKHUCIIOrO rasa.
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BE/IKKU VYINEBOAbl HWMPbI

l

rMHOKOo3a
@ ALLEPUH
//7 HHWPHbDbIE KUCNOTbI
aAMMWHOKMCNOTbI
NK
, @[~ co, ®

auetun-KoA

I rAavKkonus

@\ OKMCNIUTENDBbHOE
neHapﬁoHcmnMpogaHme
NMUPOBUHOIPagHOM K-Tbl

(3) B-OKMCNeHue
MMPHBIX KMCNOT

st
Hy AT® H,0
)

02 —“‘f*\‘) Lenb NepeHoca 3NeKTPOHOB

DHeprHsi, BBIACIAIONIASACS B XO/I€ BTOPOH U TpeThel cramuii Ka-
Tabonm3Ma, aKKyMyJTUPYEeTCs B OCHOBHOM B BHJIE BOCCTaHOBJIEHHBIX
HUKOTHHAMHIHBIX W (QuaBuHOBBEIX KoepmenTtoB (HAA.H wm
®AJI.H;). B nienn mepeHoca 37IeKTPOHOB 3TH MOJIEKYITBI OKHCIISIOTCS
¢ oopazoBanneM AT® m BTOPOro KOHEYHOT'O MPOIyKTa OOMEHa Be-
IIIECTB — BOBI.

B Tperseil craguu BeIgenseTcs HauOONbIee KOJTHIECTBO JHEP-
run - okono 70%. DddeKTUBHOCT 3amacaHusl SHEPruu, o0pasyro-
mielics B XoAe KataOonu3Ma, COCTaBiseT okolo 56%. B ocHOBHOM
3TO TIPOUCcXOauT B popme ATD.
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Perynsanus oOMeHa BeleCTB.

Hmeercst HECKONBKO YPOBHEW pEryisiuyd OOMEHa BEIIECTB.
[lepBeIii peanusyercss Ha ypOBHE KIETOYHOI'O MeTaboIM3Ma. AKTHB-
HOCTh (DEPMEHTOB PETYIHUPYETCsl AOCTYITHOCTBIO CyOCTpaTtoB M KO-
dbaxropoB, pH cpenpl. MoXKeT peryaupoBaThCsi KOJIUYECTBO MOJIEKYII
depMeHTa, BCIEACTBHE U3MEHEHHUS! CKOPOCTU CHHTE3a WM Jierpaja-
ouu, U €ro (byHK]_[I/IOHaJII)HaSI AKTUBHOCTDH, 3aBHCAIIass OT XUMHYC-
cKoll MomuduKanu OeNka, MPUCYTCTBHUS aKTUBATOPOB WIJIM HHTHOU-
TOpPOB.

Y KUBOTHBIX U YeJIOBEKa UMEIOTCS €Ille JIBa YPOBHS PErysIsaluu
— DHJOKPUHHBII U HEPBHBINA. 11epBblil peanu3yercs 3a cueT FOpMOHOB
— CHEeIHaJbHBIX MOJEKYJ, 00pa3yeMbIX jKelne3aMH BHYTPEHHEH Cek-
pelnu, OTIENbHBIMHU CIEIHaTH3UPOBAHHBIMHA KJIETKaMHU JIHO0 WX
rpynnaMu. Bropoid — 3a cuer HelpoMeauaTopoB - BEUIECTB, BblJe-
JISEMBIX HEPBHBIMU OKOHYaHusMH. O0a Tuna 3¢(HeKTopoB OKa3bIBa-
10T CBOE JICHCTBHE HA YPOBHE PEryIANy (PepMEHTATUBHBIX PEAKITHI
B KJIETKaX-MHUIICHSX.

Hawnboree gacToif MUIICHBIO IS PETYIATOPHBIX BO3JICHCTBHI
SIBIIATOTCS KITIO4YEBBIE (PEPMEHTEHI.

OBMEH YI'JIEBOJ0B
IlepeBapuBanue yrieBoaoB.

[epeBapuBaeMble YriIeBO/ABI MMOCTYIAIOT B OPraHU3M B OC-
HOBHOM B BHJIE TTOJIMCaxapuaoB (Kpaxman), aucaxapunoB (JIAKTO3a,
caxapo3sa), CBOOOIHOI TITFOKO3BI U (PYKTO3BI.

PoroBast moiocTs.

IlepeBapuBaHre HAUMHAETCS B POTOBOM MOJIOCTH MOJ IEHCT-
BHEM (O-aMWJjIa3bl, BbIPAOATHIBAEMOM NPEUMYLIECTBEHHO OKOJIOYII-
HBIMHU CIFOHHBIMH >K€JI€3aMH. O-aMHJIa3a OTHOCUTCS K SHIOTIMKO3U-
nazam u OecriopsimouHo ruzaponusyer of1-4) Trauko3ugHble CBS3H
BHYTpH MoJjekynbl. [Ipu 3ToM 00pa3yroTcs AEKCTPUHBI Pa3IUYHBIX
pa3mepoB. B akTUBHOM LEHTpe O-aMHJIa3bl PacIONOKEH HOH Kajlb-
uusi. Kpome Toro, oHa peaxuii npumep Oenka, akTHBUPYEMOT0 aHHO-
HaMH, B JaHHOM CIIy4ae — HOHOM XJIOpa.
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Kenynok.

O-aMHiia3a WHAKTUBUPYETCS KHCIBIM COJCPKUMBIM KEITyJKa,
OJTHAKO BHYTPHU CIJIATHIBAEMBIX IHINEBBIX KOMOYKOB OHAa MOXET CO-
XpaHATh aKTUBHOCTH JIO 4Yaca. B pe3ynbTare ee oJis B NepeBapuBa-
HUU Kpaxmana pocturaet 30-40%. Hpyrux aMuaonuTHUecKux ¢ep-
MEHTOB B JKEITyJIKE HET.

12-niepcTHAs KUIIKA.

B Hee oTkphIBaeTCs MPOTOK MOMKENYIOUHON JKee3bl, 0 KOTO-
pOMY B TIOJIOCTh KHIIKH MOCTYMAET CIA0OIIEIOUHON CEKpeT, Coep-
KAl BBICOKYIO KOHIIGHTPAIMI0 O-aMuja3bl. OHa HACHTHUYHA II0
CBOMCTBAM aMuJiase CJIIOHBbI, HO YUUTHIBAs IMPOUCXOXKACHHUE, €C Ha-
3BIBAIOT TTAHKPEATHYECKON amMmiIa3oi (Pancreas, iar. - momKeny104-
Has kene3a). ['MapokapOOHATHI CeKpeTa HEUTPAIU3YIOT MOCTYIak0-
e U3 KeTyaKa KUCIbIe TOPIHUHA €ro COAEPKUMOTr0, CO3/aBas It
o-amuia3el ontuManbHeli pH. Pacmennenne o(1-6) rimmko3ugHBIX
CBsI3el OCYIIECTBIIAIOT JIBa JONMOJHUTEIbHBIX (hepmeHTa: amuio-1,6-
TIIMKO3Ka3a u onuro-1,6-rmuko3unasza. B pesynbrare gecTBUS STHX
Tpex (hepMEeHTOB Kpaxmall MPEBPAIAeTCs B MaNbTO3y MPAKTHUECKH
710 BBIXOJ]a B TOMIYIO KUIIKY. MOHO- M JUcCaxapuibl CIEAYIOT Yepes
atu otaensl JKKT TpaH3uToM.

ToHKHH KHIIIEYHHUK.

31ech IepeBapUBAIOTCS IH- M TPHCAaXapHuabl, 0Opa3oBaBIIIHe-
cs B 12-miepcTHOM KUIIKE M TOCTYNMUBIINE ¢ nuiel. [Inmeapenne B
TOHKOM KHIIIEYHWKE HOCHUT HA3BaHWE MPHUCTEHOYHOTO, IMOCKOIBKY
OCYIIECTBIAECTCA (pepMEHTaMH, JIOKATH30BAHHBIMH Ha MeMOpaHax
SHTEPOIIUTOB.

CreHKa KHMIIKM HMMEET CKIAJKH, OHM IOKPBITBI MHOXXECTBOM
BBIPOCTOB - BOPCHHOK. Ha ovH KBaApaTHBI MIIIJIMMETP TOBEPXHO-
CTH TIPUXOIUTCS 10 COPOKA BOPCHHOK. DIUTENHAIbHbIC KICTKU Ha
BOPCHHKAX IOKPBITHI MUKPOBOPCHHKaMu. M3-3a xapakrepHOro Buia
M0J, MHUKPOCKOIIOM 3Ta CTPYKTypa MOJy4yuJa Ha3BaHHE MIETOYHON
KaeMKH. Takasi opraHu3alysi CTEHKM KHILIKH ITO3BOJISICT YBEIHYUTD
IUIOIIA/b TIOBEPXHOCTH, KOTOPAsl y YeOBEKa TOCTUTAeT BEJMUNHBI B
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200 xBaJpaTHBIX METPOB, YCKOPUTH IEpEeBapUBAHME U BCACHIBAHUE
HYTPUEHTOB.

Ha meMOpaHe MHUKpPOBOPCHHOK PacHONIOKEHBI YEThIpE OCHOB-
HBIX TJIMKO3H/1a3bl.

Caxapazo-uzomanrsmasHulil KOMAIEKC (caxapasza) TAAPOIU3YeT
a(1-2)-, a(1-4)-, a(1-6)-rIuKo3uaHbIC CBSA3U U PACILICIIISIET caXxaposy,
MaJjIbTO3y, MaJIbTOTPHO3Y U M30MaJbTO3y. DTO €AMHCTBEHHBIA (ep-
MEHT B KHMIIIEYHHKE PACHICIUISIONINN caxapo3y. Kpome Toro, Ha 3TOT
koMmiieke mpuxoautcs 80% MabTa3HOM AKTHBHOCTH KHIIIEYHBIX
TITUKO3M/1a3.

@DepMEHT UMEET JOMEHHYIO CTPYKTYpY, IIpUYEM caxapasHas U
M30MaJIbTa3HAsI AKTUBHOCTH JIOKAJIM30BaHbI B OTAEIBHBIX JOMEHAX.

U3omanbrasa caxapasa

- CBA3BIBAIOLMIA

AOMeH

— .
LMUTONNA3MaTUYECKUI
AOMeH

[-enuxo3udaznulii KoMniexc (1axkmasa) paclierisieT JJaKTo3y Ha
TJIIOKO3y W TaNaKTo3y. AKTHBHOCTH 3TOr0 (pepMEHTa CHIIKACTCS C
BO3PAcTOM, AOCTUTast y B3pocibiXx Juib 10% OT mepBOHaYaIbHBIX
3HAaYEHWH. DTO sBIsETCS HanmbOoIee 4acTod NMPUIMHON HerepeHOCH-
MOCTH MOJIOKA.

Tuxoamunasmnvlii. Komniexkc SBISETCS 3K3OFJ’IHK03HI[3.30ﬁ, KO-
TOpas OTHICIUIACT KOHLEBBIC OCTATKHU C HCPCAYHHPYHOLICTO KOHIIA
oJiurocaxapmuaoB 1 06J1az[aer MaJIbTa3HOH aKTHUBHOCTHIO.
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Tpecanaza. I'naponusyer o(1-1)-rmUKo3uAHYIO CBSI3b B MOJIe-
KyJie Tperayiosbl. DTOT AUCaxapH]l COIEPKUTCS B Ipuodax.

ITuieBbIe BOJIOKHA.

CylIecTBeHHYI0 YacTh MUIIHM COCTaBISAIOT HENepeBapHBaeMble
yriaeBoabl. Jlpyroe Ha3BaHuEe — KJI€TYAaTKa, MUIIEBbIe BOjIokHA. OHU
JeTSITCS. Ha pacTBOPUMBIE (MSTKUE) U HEpacTBOpUMBIE (TpyObie) BO-
nokHa. PacTBoprMble 00pa3yloT B KUIIEYHUKE Tellb (IEKTHHBI, Kame-
I, JIEKCTPaHbI, CIM3H, HEKOTOpble ()PaKIUK TeMHUIEIUTION03bI), He-
pacTBopuMBIe (IIEJUTI0NI03a, JIUTHUH, HEKOTOpBIE T'e€MHIIEIUIIONO03bI)
MPOXOJAT KHIICYHUK TPAH3UTOM, COPOUPYS pa3IMyHbIe BEIIECTBA.

[TuiieBbie BOJIOKHA YaCTUYHO MEPEBAPUBAIOTCS MUKPOOPTaHU3-
MaMH B TOJICTOM KHIIEYHHKE. TaK IeuTroiio3a pacuernisercs Ha 30-
40%, remunemnnono3a - Ha 60-84%, NEeKTHHOBBIE BEIIECTBA - Ha
35%. B OCHOBHOM TMPOMYKTHI PaCHICILICHUS HCIIOIB3YIOTCSI MUKPO-
OpTaHM3MaMH Ui COOCTBEHHBIX HYXI W JHIIb 1% mocTaercs KieT-
KaM MaKpoopraHuisma. Tem He MCHEC, ITNMIICBBIC BOJIOKHA BBIITOJIH A-
10T B KUIIIEUYHHUKE JAPYTHe BAXKHbBIC (QYHKIIUH.

1. 3a cyer BBICOKO# rUAPO(UILHOCTH MHIEBBIC BOJOKHA (op-
MHUPYIOT KOHCHCTEHIIMI0O M O0BEM KaJOBBIX MAacC, HOPMAaJU3YIOT
CTYIL

2. Bo3zelicTBys Ha MEXaHOPELENTOPhI KUIIEYHOW CTEHKH, CTH-
MYyJTUPYIOT TEPUCTAIBTHKY KHUIIEYHHUKA, PETYIUPYIOT MPOIBIKEHIE
COZIEPKUMOTO.

3. Hopmanu3yroT MOTOpHYIO (DYHKIHIO KETUEBBIBOIAIINX Y-
TEN.

4. Y CcumumBaioT CEKpenuio (epMEHTOB.

5. BBITIOTHSIOT pONlb €CTECTBEHHBIX 3HTEPOCOPOEHTOB, CBS3BI-
Basi ¥ BBIBOASI OMIUPYOWH, KETIHbIE KUCIIOTHI, IK30- U DHIOTOKCH-
HBI, TSDKEJIbIE METaJLTBI.

6. Cmy>xat cyOCTpaTOM W WCTOYHHKOM THTAHHS IS MHKPO-
(bIOpBI KUIIIEYHUKA, KOTOPasi CHHTE3UPYET MOJIE3HbIE JIJIsl OpTaHu3Ma
yenoBeKa BelecTBa: ButamuHel B1, B2, B6, PP, ¢ponueByto kucnory;
He3aMEHUMbIC aMHUHOKHCIIOTHI.
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IIumieBbic BOJIOKHA CYMTAKOTCS B HACTOSIIIEE BpEMs HEOOXO-
JUMBIM KOMIIOHCHTOM ITHUIIIN.

BcacbiBaHne MOHOCaxapuaoB.

AXTHUBHBII TPAaHCIIOPT.

I'mroko3a U ranakrosa U3 NPOCBETA KUIIEYHUKA MONAJAET B 3H-
TEPOLIUT 110 MEXAHU3MY aKTUBHOI'O TPAHCIIOPTAa COBMECTHO C HOHAMH
Hatpud. OCyIIECTBISAIOT 3TOT MpPOIEcC  HATPHH-TIIOKO3HBIN
korpancrioprep  SGLT1  (amri.  sodium-dependent  glucose
cotransporter). TpaHCHOPT OCYIIECTBISIETCS B TOM YHCJIE IPOTUB
FPAJIMEHTa KOHILIEHTPALMU TJIFOKO3bI, YTO IO3BOJIIET MAKCHMAJIBHO
IIOJIHO YJAJIUTh €€ U3 IPOCBETa KULIKU.

MexaHu3m TpaHCIIOpTa BKIIIOYACT JiBa B3aMMOCBA3aHHBIX IIPO-
mecca. Na,K-AT®da3za, ucmonb3yer SHEPTHIO THAPOIIA3a OITHON MOJIe-
kynbl AT® mist mepeHoca Tpex HOHOB HATPHUS HapyXKy M ABYX HOHOB
Kansi BHYTph KiIeTkd. OOpa3oBaBIMNCS TpagdeHT KOHIICHTPAITIH
HWOHOB HATPUS HCIOIB3YeTCs OEIKOM-TPAHCIIOPTEPOM JUIS TIepeHoca
BHYTpb caxapa. Takol TUI aKTUBHOTO TPAHCIOPTa Ha3bIBAETCS BTO-
PUYHBIM, B OTJIWYME OT MEPBUYHOIO, T/I€ DHEPTHS PACXOAYETCs He-
MOCPENCTBEHHO Ha caM rnepeHoc. Ha Oenmke mmeeTcs ABa IEHTpa CBSA-
3BIBaHUS, OJUH ISl TIIFOKO3BI, BTOPOW - JJISI MOHA HATpHS, MPUUYEM
TIEPBBIM CBS3BIBAETCS MOH MeTairia. Jlamee mpoucxoaut KoHpopMma-
[IMOHHASA TEPEeCcTPOiKa MOJEKYJIbl TepEeHOCUNKa U 00a COeTuHEeHHs
0CBOOOXKIAOTCST BHYTpH KieTku. COBMECTHBI aKTHBHBIN TEpeHOC
JBYX MOJIEKYJ Ha3bIBAETCSI CHMITOPT.

Ilepenocunkn SGLT1 m SGLT2 ywactByroT, Takxke, B pead-
COpOIINH TIIFOKO3BI B TIOYEYHBIX KaHAJBIIAX.

Oo0xeruennas nuddys3us.

B omnnume OT INMIOKO3BI M TalaKkTO3bl, BCACBIBAHHE (PYKTO3BI
MPOMCXOAUT MO MEXaHHU3My oOnerdyeHHor muddysuu. [Brxymiei
CHJION NepeHoca SIBIISICTCS] TPAIMeHT KOHLIEHTPAIUK BEILECTBa, SHEp-
rust AT® npu 3TOoM He pacxoayercs. TpaHCOOPT MO IpalueHTy KOH-
LEHTpalui B O0OOWX HampaBieHUsAX ocymiecTBistoT Oemkn GLUT
(auru. glucose transporter). [rOKO3HBINA TpaHCIIOPTEp TPH CBS3bIBA-
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HUU MOHOCaxapHjaa mperepreBaeT KOHPOpMallMOHHOE U3MEHEHHUE, B
pe3ynbTaTe KOTOPOro caxap MepeHOCHTCs depe3 MeMOpaHy U OCBO-
Ookaaercst BHYTpU WM CHAapyXH KJIETKH. B Hacrosimiee Bpems u3-
BECTHO 13 pasNWYHBIX TPAHCIIOPTEPOB TOrO THIA, OTINYAIOLIHXCS
cenu(pUYHOCTRIO M TKaHeBOW nokanu3anmeil. [lepeHoc GpykTo3nl
BHYTph dHTeponuTta BeimonHsier GLUTS, TpaHcnmopt Tiroko3sl, ra-
JAKTO3bl M (PPYKTO3BI M3 KIETOK CIM3UCTOM KHUIIEYHHWKA B TPOCBET
KPOBEHOCHBIX cOCcya0B ocyriectsisier GLUT2.

Cxema BcachIBaHHS MOHOCaxapnuaoB

e
¥ t

Pa
Fnwokoza

FowosafranawTosa rangrkroza

PpyeTO3a
drpyrTO3a
MpoceeT KALLIKK FHTEPOWWT HKpoBk

['rOKO3HBIE TPAHCIIOPTEPHI TOTO THIA Jajee OCYIIECTBISIOT
MepeHOC TIIFOKO3bI U3 KPOBHU B KJICTKH. B HepBHOW TKaHH 3Ty (QyHK-
uuto Bemoaaser GLUT1 u GLUT3, B meuenn — GLUT2, B xxupoBoit
W MBbIIIeYHON — nHCynuH3aBrucuMbiii GLUT4. B orcyrcTBre nHCYIHU-
Ha TPAHCIIOPTEP yIAJSIETCS ¢ MOBEPXHOCTH MEMOpaHBI B LIUTOIIA3-
MaTHYeCKHe BE3UKYJIbI, U TPAHCIIOPT TITFOKO3BI IPEKPAIIACTCSI.

IIpome:xXyTOUHBII 00MEH YIJIEBOJOB BKJIIOYACT CIIENYIOIINE
MIPOLIECCHI:

1. AspoOHBIN 1 aHA3POOHBIN TIIMKOIH3 — PACIIEIUIEHUE TIIFOKO-
3bI JI0 TUPYyBaTa, IMOO JIAKTATa.

2. BzaumMornpeBpalieHnss MOHOCaXapuIoB.

3. I'TroKOHEOreHe3 — CHHTE3 TIIIOKO3bl M3 HEYIJIEBOJHBIX HC-
TOYHUKOB.

4. ITentozodocdaTHbIil UK
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5. I'mukoreHonans — pacnan riimKoreHa
6. I'mukoreHoreHe3 — CHHTE3 TNIMKOI'CHA.

/,——> rOKO3a
" rIuKoreHes

rMIOKOHEOreHes |  MK030-6-hocthaT m————o—s"—> rnuKorex

rMUKOreHonuns

ranakroza, pykKroza

rMyuKonusa nwn

nupyBar < NaKkrar
HALO®-H,
NeHTO3bI
T'nukoaus

Imukonu3 (myte OMOmena — Meiiepropa — IlapHaca) — yHU-
BEPCANBHBIN ITyTh OKHCIEHUS TIIFOKO3bl. B a9po0HBIX YCIIOBHSIX MPO-
TEKaeT B JIECATh CTaJluil ¢ 00pa30BaHUEM JIBYX MOJIEKYN THPOBUHO-
TpagHON KUCHOTHI (a’poOHBIA TimKoIu3). llpm HemocTaToOUHOM
CHAOKEHMSI TKaHU KHCIOPOIOM (HAampUMeEp, B PabOTAIOIICH MBIIIIIE)
N00AaBIIsieTCsl OMMHHAIATAS PEAKIINs, U MPOIECC 3aKaHYMBaeTcs 00-
pa3zoBaHHEM ABYX MOJEKYJI MOJOYHOM KUCIOTHL. B aTOM ciydae myTh
HOCHT Ha3BaHWE aHadPOOHOTO TIIUKOIH3A.

CymmapHoe ypaBHEHHE a3pOOHOT0 TIIHKOIH3a!

I'moxoza + 2HAI+ + 2AJ1® + 20 — 2 mupysart + 2HAJIH +
2AT® + 2H,0.

W3 nero cienyer, 4To IOMUMO MUPYBAaTa B XOAE IVIMKOJIUTHYE-
CKOI'0 OKHCJIEHHSI TJIFOKO3bl 00pa3yercsl IB€ MOJIEKYJbl BOCCTAHOB-
nenHoro HAJI u nBe monekynsl ATO.

CymmapHoe ypaBHEHHE aHa3pOOHOT0 TIIHKOJIH3A!
I'mokoza + 2AJJ® + 2D — 2 nakrat + 2ATD + 2H,0

HeCMOTpSI Ha TO, YTO HTOI'OM SABJIACTCS O6paSOBaHI/I€ BCETO
ABYX MOJICKYIJI AT(I), Ouoyorunyeckast 3HaYuMOCTh mnponecca COCTOUT
B TOM, YTO OH MNO3BOJISICT HAKAIJIMBATH SHCPTHUIO B OTCYTCTBUC KH-
cJiopoaa u 0e3 MHTOXOHZ[pPIaJ'ILHOﬁ ey nepeHoca 3JCKTPOHOB.
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MoouHass KHCIIOTa SBIISIETCS META0O0IHYECKUM TYIIUKOM H
€IMHCTBEHHBIN IyTb €€ YTHUJIU3alluh COCTOUT B IMPCBPALICHUU 00-
paTHO B NUPOBUHOIPAAHYIO KHCJIOTY. Ota peaKkuusa NpoTeKacT B Op-
raHax W TKaHigX, JIy4dlic CHa6)Ka}OHII/IXC$1 KHUCJIOPOAOM, B OCHOBHOM —
B IICYCHHU, KyJa MOJIOYHAA KHUCJIOTAa OOCTABJIACTCA C TOKOM KPOBH.

IIepBbie NATh peakUil IIMKOIM3a COCTABIISIOT IIOATOTOBUTEIIb-
HBIH 3Tall, B X0€ KOTOPOro 3HEprus He HakarumBaercs. Ilocienyto-
e TSATh PEAKIUH CONpPSHKEHBI C 00pa30BaHHEM DHEPrOEMKUX MO-
JIEKyJL.

Bce peakuuu nporekaroT B HUTOIIA3ME.

IloaroToBUTEILHEIN dTAIl

Pearxyus 1: pocghopunuposanue enioxosul.

B miepBoii peakuuu ritoko3a Gochopuiupyercs B 1IECTOM I10-
JIOKEHUH ¢ 00pa3oBaHHEM IIIFOK030-6-ocdara. McTtounukom ¢oc-
(daTHOI TPYyNIBI M DSHEPTHH, HEOOXOTUMOW IS TPOTEKAHMS DTOU
peakuuw, sisiercss ATO.

Peakmust HeoOpaTtuma 1 KaTaau3upyercss HepMEHTOM TEeKCOKH-
Ha3ou. TpeOyeT HaMMYMS WOHOB MarHus, YaCTHYHO HEUTpaTU3YIO-
IIero OTpUIaTeabHbIA 3apsaa (ocdaTHbix rpymnn ATD B akTHBHOM
nentpe ¢pepmenTa. [IoMUMO TIIFOKO3bI, TEKCOKMHA3a MOXKeET (ocdo-
pruIHpOBaTh (PYKTO3y U MAHHO3Y.

B medenn peaknmro KaTamuzupyer n3ohepMeHT, IMEIOIIUN OT-
JeTIbHOE HAa3BaHUE — MIIIOKOKKMHA3a. OHa OTINYAeTCsl KWHETHYECKUMU
U PEryIATOPHBIMHA CBOWCTBAaMH, YTO CBSI3aHO C 0COOOH pOIBIO Tede-
HU B PETYISALNN TITUKEMHUH.
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/
HO—P
| ~oH
II:C'—lIII H,C—0
H O H H 0O H
OH HW 7‘-\—' OH H
Mg2*
~:)||| Ol AT Adp OH OH
H OH H OH
rmoKo3a riKko30-6-thocar

B knerouHoit MeMOpaHe pacrnoiararoTcs OElIKH - TPaHCIIOPTEPHI
TIIIOKO3bI, KOTOPBIE MO3BONISIIOT € MepeMelarbesi B 00€ CTOPOHBI 10
rpaaueHTy KoHIeHTpanun. GochopunrmpoBaHue TIFOKO3bI TO3BOJSIET
yIlep’KaTh €€ BHYTPH KIETKH («JIOBYIIKA JJIS TIFOKO3bI»), TOCKOIBKY
MEPEHOCYUKN HE TPAHCIIOPTUPYIOT TJIH0K030-6-ocdart.

Peaknus 2: nsomepusaims INIFOK030-6-hocdara

N3omepuzanuio T1i0k030-6-pochara Bo PpykTo30-6-hochar
ocyiecTBisger hepMeHT — pochorekconzomepasa.

OH /4
H,C—0 HO— P

H O H [I(—[] CH,OH
||\{ S ——
OH OH w
H OH
r110K030-6-thocdai (pykTo30-6-thocdar

Peaknus oOpaTyMa M MOATrOTAaBIMBAET MOJEKYIY K JajbHEH-
muM npeodpasoBanusiM. llepememenne kapOOHMWIBHOW TIPYyHIBI BO
BTOpOE TOJIOKEHHE HEOOXOIUMO ISl TIOCJIEAYIOIIEr0 PACIICIICHUS
MOJIEKYJIbI Ha 1B€ TpHo3bl. OOpa3oBaBILIasicsi THAPOKCUIIbHAS TPy
B MIEPBOM NOJNOKEHUH (ochopuimupyercs B Xoje Cleayrolel peak-

LUH.
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Peaxyus 3: pocghopunuposanue ppyxmozo-6-gpocchama

[IpeBpamenune karanusupyercs dpochodpykroknnaszoil. B xome
ero pacxoayercs BTopas Mosekyida AT®. Peaknus oOpa3oBaHus
¢dpykT030-1,6-mridocdara HeoOpaTHMa U SABISETCS KIOYEBOU B TIIHU-
KOJIH3E.

H(]—P;'}U IIU—PI'HO Hoil)
“oH Son on
H,C—0 ("~ CHOll H,C—0  H,C—0
H HO
OH AT® AJlD OH
oH H oH H
tpykTo30-6-thocar thpykrozo-1,6-gudocdar

DepMEeHT UMEET HECKOJIBKO aJIOCTEPUIECKUX IIEHTPOB PETyJlsi-
UM, TIO3BOJISIONINX aalTHPOBATh CKOPOCTHh TIIMKOJUTHYECKOTO
pacIieruieHus] K MEHSIOIUMCS YCIIOBUSIM KIIETOYHOI'O MeTaboIn3Ma.

Peaxyus 4: pacwennenue ppyxmoszo-1,6-oughocchama

Anpronasa paciueruisier Gppykroszo-1,6-mudocdar Ha aBe TpHO-
3bI:

rmnepansaerua-3-gpocdar u auokcuanerondocdar (hochoauorcu-
aIleToH).

H,C—OPO,H,
=0
HO —Ii|'H

HC—OH H,C—OPO,H, HC=0

HC—OH @ =—7= (=0 + HC—OH

H,C—O0PO,H, H_.r.l"— OH H,C—OPO,H,
ppykrozo-1,6- JHOKCHAIETOH- FIHLEPaIbIETHI-3-
antpocar docar thocdar
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Peakuus obpatuma. [lo mexaHW3My OHa TpEACTaBISET COOO
aJIbJI0JIBHYIO KOHAEHCALIHIO.

Peaxyus 5: uzomepuzayus mpuozogpocpamos

O0pa3zoBagiiuecs: Tpruo30hocdaThl ¢ JETKOCThI0 U30MEPU3YIOT-
s IPYT B APYTa B X0/1€ 0OpAaTHMOM Peakilnu, KaTaln3upyeMon Tpruo-
30 ocaruzomepasoit

H,C—OPO,H, HC=0
{!":0 =——> HC—OH
H,C—OH H,C—0OPO,H,
JMHOKCHALIETOH- rAHIEPanbaeri-3-
thociar thocar

PaBHOBECHE CIBUHYTO B CTOPOHY nuokcuarnerondocdara. Homst
rmuepansaerua-3-¢pocdara cocrapiser Bcero 5%, oJHAKO UMEHHO
OH y4acTBYET B JajbHEHIINX npeBpaieHusix. [1o mepe ero ucroins-
30BaHMS JUOKcuareroH(pochaT n3oMepu3yercs, MoJaepKuBas KOH-
LIEHTpAIMIO Tiuiepanbaerua-3-pocpara. B KOHEUHOM HUTOre OKHC-
JICHHIO TOJABEPrHyTCs 00a Tpro3zodocdhara, MO3TOMY IPU pacuere
3G (GEKTUBHOCTH TIMKOJIN3a JHEPreTHUECKHe OOHYCHI, MONyYeHHBIC
OT OKHCIICHHUs riMuepaipaerua-3-pocdara, ciemayer He 3a0bIBATh
YMHOXaTh Ha JIBA.

OTtan 2, COnpsHKEHHBIA ¢ HAKOIUIEHUEM DYHEPIHH.

Bo BTOpO#i TOJOBHMHE TIMKOTUTHYECKOTO MYTH IBE PEAKIUU
compoBokaatoTcst omocuaTesoM AT®D, u B Xome omHOM oOpasyercs
BoccTaHoBneHHBIM HAJI.

Peaxyus 6: oxucnenue enuyepanvoe2ud-3-gpocpama

KapOonunpHas rpymnma rammepanbaerui-3-gocdara OKACISIET-
csl B KapOOKCHITbHYIO U (ochopunupyercs. Peakiuio katanm3upyer
rmnepanbaerun-3-gocdaraeruaporeHasa.
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HC=—0 Q\{‘—U POH
| HAJL HAJI-H a2
HC—0H b i’ HC—0OH
I
H,C—OPOH, H,pPO, H,C—OPO,H,
rIHUEepabaeril-3- 1,3-mmdpoedo-
thocdan rauuepar

Hnst hochopriimpoBaHust UCHONB3YyeTCsl HeopraHudeckuii Qoc-
¢at, a He AT®, kak B HAYaNBHBIX PEAKIUIX TIHKONMM3a. YacTh sHep-
MM OKWCIIEHHS ajJbJEerHIHOW TPYNIBI HIET Ha 00pa3oBaHWE allvil-
docharHoit Makpospruueckoi cBs3u. Kpome Toro, B xoje peakuuu
oOpazyercst Monekyna BoccraHoBieHHoro HAJI, xoropas B 1enu
TKaHEBOT'O JIBIXaHHsI U OKHCIUTENHLHOTO (HoChOPHINPOBAHHS TEOPe-
TAYECKH MOXKET 1aTh TpY MoJeKyisl ATO.

B ycrnoBusix OTHOCHTENBPHOTO HEIOCTaTKa KHCIOpoJa obOpa-
3ytomuiics B 3Tor peakiuu HAJIH mcnonmb3yercs a1t BOCCTaHOBIIE-
HUS TMAPYyBaTa B JIAKTAT B MOCIETHEH OJMHHAAIATON pEeaKIy aHa-
9pOOHOr0 TIAUKOMW3a. OTO TO3BOJSIET TEHEPUPOBATH OKWCIEHHBIH
HAJI, 63 KOTOpOoro IIMKOIN3 HEM30SKHO 3aCTOI OPHJIICS OBl Ha ITOMH
CTa/INN.

Peaxyuss  7:  nepenoc  ¢pochamnou  epynner ¢ 1,3-
ougocghoenuyepama na AJD

®epmeHT QochoruepaTkiHa3a pa3phIBaeT MaKpOIPTHUECKYIO
CBsI3b, 0CBOOOXKas 3-hocdornmiiepar, U UCONB3yeT (pocdaT u BHI-
JEMUBIIYIOCS TTPH THApOIH3e dHepruro ays cuaTe3a ATO.

O 0 OH
AN N
C—0-PO.H, N7
| AN VT
H'.’l_’—Ull . g HC—0OH
H,C—OPOH, H,C— OPO, H,
1. 3-audiochorinuepar 3-thocdoramuepar

Cunte3 AT® 3a cuer nepeHoca ochara ¢ kakoro-nmudo cyo-
ctpata Ha AJ/I® HaszwBaeTcs cyocTpaTHBIM (hocopumpoBaHueM, B
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OTJIUYHME OT OKUCIUTEIBLHOTO, KOTOPOE MPOTEKACT B MUTOXOHIPUSIX.
docdornuneparkiuHa3Has peakiys - OAUH U3 TPeX MPUMEPOB CyO-
cTpatHOro (ocHOpUITUPOBAHUS, C KOTOPBIMH MbI TTIO3HAKOMHUMCSI.

Peaknust oOpatuma 1 BCIonb3yeTcs B 00paTHOM HANPaBIICHUU B
XOZI€ TIFOKOHEOreHesa.

Peaxyuss  8:  npespawenue  3-pocghocnuyepama 6 - 2-
Gocoznuyepam

MyTassl — pPa3sHOBHAHOCTH H30MEpas, KOTOPBIE TEPEHOCST
IPYIIbI aTOMOB B IpezieiaxX oAHON Moiekyibl. depMeHT docdoriiu-

1epaTMyTasza MmepeHocuT (GochaTHyIO TpyIy U3 TPEThEro IMOIOoXe-
Hus 3-ochorauiiepara Bo BTopoe, 00pasys 2-pocdornuiepar.

)
D\\(ﬂ/ﬂll (\\(1/UH

HC—OH =——= HC—O0POH,
H,C—OPO, H, H,C—OH

3-thocornmuepar 2-thocdornmuepar

Peaxrust obpatuma u TpedyeT MPUCYTCTBHSI HOHOB MarHUSI.
Peakyus 9: oecuopamayus 2-gpocghoenuyepama

Enonaza karammsmpyer oOpaTUMyIO0  JeruipaTanuioo  2-
dhocdormumepara ¢ oOpazoBaHHEM BTOPOTO B TIIMKOJH3E MAaKPOIPT H-
YEeCKOT'0 COeMHEHNUs - (ochoeHomIpyBara.

0 OH 0 OH
- H,O -

.l 2l

|
S

HC—OPOH, ——<—u PO, H,
3 Mg2+ Il
H,C—OH H.C

2-thocorannepar tochoeHoanupyBaT
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Peaxyus 10: nepenoc gocgpama ¢ ¢hocghoenonnupyeama na
AP

[MupyBaTkMHA3HAS pEaKIUs — BTOPOH MpHUMEP CYOCTPaTHOIrO
(dhochopunupoBanus. B xoxe stoi peakiuu QocdaTHas rpymmna
(dochoenonnupysara nepenocurcs Ha AJ[D. Obpasyworcs ATD u
NUPYyBAaT.

OQ“E“/O” Al AT®D U\Q‘C/ o O\\(./("'
C—0-PO,H, ~ A (|~_[ | —= =0
"_"|::|' EI:LI' ”_.'[l-'
d}DCCbOC]lOJ'II'JHp}'BﬂT EHOJIBHAA (I;opma MHPYBAT
nupyBaTa (kero-dopma)

Peakmus HeoOpaTUMa 1 HyX/IaeTcsl B MOHAX Kayiusi U MarHus. B
Xojie ee oOpasyercsl NMPOMEXYTOYHAs eHoNlbHas (opma mupysara,
KOTOpasi CIIOHTAHHO U30MEPU3YETCS B KETO-(hOpMY.

Tpancnopt HAJIH B MuTOXOHaApHH.

B raunepansaerua-3-pocdarHoi peakiiuyu Tpedyercs IMOCTOSH-
HBIH TipuTOK okuciaeHHoro HAJI. Jlist aToro o6pazoBaBIImiics B Xoae
peaknun HAJTH f1omkeH OKACIUTRCS B LIEMH MEPeHOca JISKTPOHOB B
MUTOXOHJpUsX. [lockonbKy MeMOpaHa MHTOXOHJPHI HE MPOHHIIAC-
Ma JJIsl HIKOTHHAMHUIHBIX KO)EPMEHTOB, CYIIECTBYIOT CICIHAaIbHbIC
YEITHOYHbIC MEXaHU3MBI, TTO3BOJISIONINE OOOWTH 3TO 3aTPpyIHCHUE.

I'muepodocdarHblii YETHOK.

OcHoBaH Ha mpeBpamieHUsXK (PocHOINOKCHAIIETOHA W TIIHIIe-
pon-3-docdara B rmumepon-3-pochaTaeruaporeHasHoN peaKiIimg.

B mwurommasme HAJIH pearupyer ¢ docdommorcnameTonoMm.
O6pasoBaBimiics rauLepon-3- ¢pocdaT nepeHocuTes yepes MmeMopa-
HY U NO0J IeHCTBUEM MHUTOXOHAPHAIBHOTO M30(epMEHTa OKHUCIISIET-
cst. @ocdoanoKcHaneToH BO3BpaIaeTcsi B HUTOIIa3My. B aTom me-
xaHm3Me 4vacth dHepruu HAJIH Ttepsiercs, Tak kak KoepMEHTOM
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MUTOXOHJPUAIBHON TAHLEpoi-3-pocdaTaeruiporeHasbl  sSBISCTCS
DA/

acnaprar acnaprar
a-KrK a-KrK:
/gfny Fnyjj
oKcanoateTart oKcanoateTart
HALLH _,J 7\+HA11.H
manart > Mmanar
rnuyepodocdar rnuuepodoccpar
HADLH—\ \;—> PALLH,
toccogmokcHaueToH ¢occhogmokcnaueToH

ManaTt-acnapTaTHBIM YEITHOK.

B ocHOBe NeXUT MamaTaeTHApPOreHa3Hasi peakius, KaTalu3u-
pyeMas IUTOIUIa3MaTHYECKUM W MHUTOXOHAPHANBHBIM H30(epMeH-
TaMu.

B murorutasme okcanoanerat ¢ yaactuem HAJIH Boccranasim-
Baercs no manata. [locnenHuii mpoHHKaer yepe3 MeMOpaHy U B 00-
paTHo# peakunu BeicBobokaaer HAJIH BHYTpr MUTOXOHAPHIA.

CHOXXHOCTh 3aKJIIOYAeTcss B TOM, YTO BO3BpaT OKcCajloalerara
HanpsAMYIO He Bo3MOXeH. st 00xozna ucnonb3yeTcs peakius TpaH-
camuHupoBanus. OkcajoaleraT B MUTOXOHIpPHUSAX IPEBpaILaeTcs B
acraprar, IpOHHKAeT yepe3 MeMOpaHy U BHOBb TPAaHCAMHUHHUPYETCS B
LUTOIIA3ME.

Jns royTamarta M 0-KeToryIyTapara, KOTOpble MPUHUMAIOT y4a-
CTHE B 3TOM IIpoliecce, MeMOpaHa IpoHHUIaeMa.
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AHa3POOHBIN IITHKOIN3

[Ipu HOpMaTBHOM KHCIOPOTHOM PEXKHUME MUPYBAT MOABEPracT-
(6 ﬂaHLHeﬁmHM MNpeBpaliCHUsAM B PCAKIHAX OKHUCIUTCIBHOI'O JC-
kapOokcunupoBanust u nukia Kpebdca. Oxucnennsii HAJl addek-
THBHO PEr€HEPHUPYETCS B LENU TKAHEBOI'O AbIXAHMS, YTO IMOAAEPKU-
BaeT XOJ MMIepabiaerua-3-gocharaeruaporeHa3Hon peakuuu. B
YCIIOBHSIX OTHOCUTEIBLHOTO aHa’poduo3a okucieHue HAJIH B muro-
XOHAPUAX Mpekpaiaerca. s Toro, YTo0bl TIMKOIN3 HE OCTAHOBUII-
ci, BOCCTAHOBJICHHBIHN HAI[ HampaBJIICTCd Ha BOCCTAHOBJICHUE ITH-
pyBata 0 MOJOYHON KHCJIOTHI. DTON JOMOJHUTEIHLHOW OTWHHAAIA-
TOW peakiueld, aHA3POOHBIA TIMKOIW3 OTIMYAETCS OT a’pOOHOTO.
OHa 1o3BOJISIET MOMYYUTh OKUCIeHHBIM HAJl mis rimmepansbaerui-
3-hocharmernaporeHasHoil peakiuu B YCIOBHUAX AedHIMTa KUCIIO-
pona.

Peam;wz 11: 6occmanosnenue nupyesama e jakmam.

DepMeHT KaTaTu3upyeT 00paTUMOE MPEeBpaIleHNue B COOTBETCT-
BHUH CO CXEMOM

O. 0 nNabH+H® naD* Oy O
i N
(|Z=D H(|Z—OH
CH3 NakTar- CH3

AerwgporeHaza
Mupyeat NakTaT

B ycnoBusX KIETKH HampaBieHHE PEAKIHUU 3aBUCHT OT COOT-
vomenuss HAJI/HAJIH u xonmentpamuu cyocrparoB. Kpome Toro,
(epMeHT cymiecTByeT B IATH N30(opMax, UMEIOIINX Pa3IHYHbIe KU-
HETHYECKHE CBOICTBA, M METa0OIM3M MHpyBaTa 3aBUCUT OT U30(]ep-
MEHTHOTO CIIEKTpa TKaHH.

Jlaktataeruaporenasa mpeacTaBisieT cobol Terpamep, CocTos-
Wi U3 cyoseauHauIl IByX TUoB: M (ot anri. muscle) u H (ot anra.
heart). Uzodpepmentsr JIJII'-1 (Hy) u JIAI-2 (H3M;) nmeroT HU3KOE
CPOJICTBO K MHUPYBATY U MPOUTPHIBAIOT B KOHKYPEHIIUH 3a CYOCTPAT C
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NUPYBaTACTHAPOTCHA3HBIM KOMILIEKCOM. B pe3ynpTare B KIIETKE
npeobyiagaer adpoOHBIA MyTh OKHCICHUSI THPYBaTa. JTH U30(QOPMBI
XapaKTEePHBI I TKaHEH, C XOPOIIUM O0ECIICUCHHUEM KHCIOPOIOM,
HampuMep, Ul CepaeuHoN MbIsl u Mo3ra. JIJII'-4 (HiMs) u JIAT-
5 (My), xapakTepHble, HaPUMEp, I CKEJIETHBIX MBIIII], 00J1aaroT
Oonee Hu3Kkol KM 1o mupyBaty u 3(eKTHBHO KOHKYPHUPYIOT 3a He-
ro, MpeBpaiasi B MOJIOYHYIO KUCIIOTY.

DHepreruyeckuii OajaHc.

[Ipu aspobHOM rIMKONIM3Ee 00pasyercs BoceMb Mosiekyn ATD,
npu aHadpoOHOM — jBe. Kak momyuaroTcst 9TH 1Be mudphl MOHATHO
W3 PUCYHKA.

a3poOHLIN aHa3pOBHLIN

rnwoxosa (mo nupysara) (ao naxrata)
ate __ |
) [ —— -1AT® -1ATO®
ane |
'
Fnwokoso-6-hochar
Opykroso-E-pocdar
2 S -1ATO -1ATO
age
@®pyxroso-1,6-aucpoccpar
m,,,,.,,\ (Aanee BCce ymMHOXaeM Ha 2)
¥ 3 AMoKCcHaueToH
rnuuepansaerng Mocqn"’:t:f:;‘;ﬁ‘,?:‘ docepar
AR~ | rapasera 3 oci +6ATO® +6ATO
WA | T
1,3-audpocchornuuepar
e —_|
R +2ATO +2ATO
o= ol |
3-poccpornuuepar
2-thochornuyepar
DochoeHONNKpPySaT
i Y AwpysaTannas + 2 ATQ +2 AT@
AT HAGK  HAQ
- ' \ /J
Nupysar «— =< fakrar -6ATO

RAKTATRGTHRPOCONID

Uroro: +8AT® +2ATO
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Perynsamus riomkonunsa

Peeyfzﬂt;u}z HA YypOoBHE 2EKCOKUHA3bL.

I'ekcoknHa3a ¥ TIOKOKHMHA3a (M30()ePMEHT MEeUYCHU ) OTINYAI0T-
cs 10 IBYM TapamMeTpaM: 1o Km yis rirroko3sl (CpoacTBo k cyocTpa-
Ty) U N0 CHOCOOHOCTH HMHTHOMPOBATHCS TMPOAYKTOM peakiuu. Km
TeKCOKMHA3bl MBIIIEYHON TKaHU paBHa 0,1 MM ¥ IpH KOHIIEHTPALH
TIIFOKO3BI B KpoBH 3,3-6 MM paboTaeT B YCIIOBHSIX TIOJHOTO HACHIIIIE-
HUS CyOCTpaTOM, ¢ MAKCUMAaIIbHON CKOPOCTBIO HATIPABIISS €ro B TJIHU-
KONU3. JTOT W30(pepMEHT YYBCTBHTENEH K YpPOBHIO TJIIOK030-6-
dochara v MHrHOMpyeTCs NPH YBEIMYEHUH €r0 KOHICHTPAI[UH.
[IporcxoauT 3T0 OOBIYHO MPH TOPMOKEHUM TJIMKOIHM3a HA YPOBHE
KitodeBoro gepmenta - pochodpykrokuHaszel. [moko3a nepecraer
dhochopunupoBaThCs U CBOOOAHO MOKUIACT KIETKY. JlaHHBIA Mexa-
HU3M aJIallTUPYeT CKOPOCTh BOBIICUEHHS TIFOKO3bI B TNIUKOJIH3 K TI0-
TpeOHOCTSIM MUOITUTOB.

Kwm rrokoknHa3er medeHu coctariser 10 MM. D10 mo3BomsieT
el 3((PekTHBHO OTKIMKATHCS HA TOBBIMIEHHBIE YPOBHU TIIOKO3BI,
KOTOpBIE TIOCTIE TIPHeMa TTUIIK MOTYT JOCTHTaTh B KPOBH 3HAYECHUH 8
MM u 6onee. KpoMe Toro, riifoKOKHHa3a He HHTMOUPYETCs TIIFOKO030-
6-hbochaToM M CKOPOCTH PEaKIMM PACTET MPOMOPLHUOHAIBLHO KOH-
LIEHTPAIUH TIFOKO3BI, HE3aBUCUMO OT TOTPEOHOCTH B SHEPTHH CAMUX
rernatonuToB. [IpomyKThI TepeHanpaBiIsIoTcs B aHAOOTUIECKHE TyTH
OMOCHHTE3a TIIMKOTreHa U JIUTH/IOB.

[Ipy runmornMkeMun AaxTUBHOCTh TIJIIOKOKMHA3bl IPONOPLMO-
HaJIbHO NaJaeT, IJIMKOJIM3 B IE€YEHH TOPMO3UTCSA, YTO IO3BOJISIET
cOepeyb ITIOKO3Y AJISl IPYTUX OPTaHOB U TKAHEH.

Pecynayus na yposue gpocghoppyxmorunassi.

[lockonpKy OKHCIEHHE TIIOKO3BI IpEcieAyeT B MEPBYIO Ode-
penb SHepreTHYecKue 3a1auu, JOTHYHO IPEANoI0XKHUTh, YTO odecrie-
YEHHOCTb KJIETKH SHEpruei OyJeT BIUATh Ha CKOPOCTh IIMKonu3a. 1
NecTBUTENBHO, d(h(ekTHBHBIM HHIHONTOPOM (ochohpYKTOKMHAZEI
sisiercst AT®. AII® u ocobenHo AM® yMeHbIIarOT WHIHOUPYIO-
miee nericreue ATO.
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CrocoOHOCTBIO CHWXKATh aKTUBHOCTH (pocodppyKTOKHMHA3HI
obnmamaer Takke UUTpaT - MHepBBbIA nMHTepMeauaT mukna KpeOca.
VYBenuueHne ero KOHLEHTPALU MOXKET CBUIETENLCTBOBATH O TOP-
MOXXCHUHW IMKJIA BCIEACTBUE NOCTATOYHON 00ECIeueHHOCTH KIIETKH
sHepruer, aubo O Tepexoje Ha OKUCICHHE albTepHATHBHBIX CyO-
CTpaTOB - KUPHBIX KHUCIIOT, aMUHOKUCIIOT. 11 B TOM U B IpyroM Ciy-
Yae TIIMKOJIM3 CICAYET IPUTOPMO3UTh, U 3Ty POib 3PPEKTHUBHO HC-
MOJIHACT HUTpaT.

Eme oM amiocrepuiyeckuM UHrHOUTOPOM (GochodpyKTOKH-
HAa3bl, OMTOCPEYIONINM JEHCTBHE TOPMOHOB, SBIsieTCsl QPYKT030-2,6-
mucdocdar. ITo BeliecTBo odpasyercs u3 Gppykro3o-6-docdara, u
€ro ypoBeHb OOECIeUMBaeT PEUUIPOKHYIO (pPa3HOHANPABICHHYIO)
PETYJSIIHI0 CKOPOCTH TIIMKONM3a W TIIIOKOHEOr'eHe3a. YBelUYeHHE
€ro KOHIIEHTpAIMU TOJ| JeWCTBHEM HHCYJIHMHA TOBBIIIAET CPOJCTBO
dbochodppykroknHasel k cydctpaty — Gpykro30-6-docdartazy - wu
yMmenbiaer uHrnoupyoomee neficteue AT® u numrpara. OmHOBpe-
MEHHO CHH)KAaeTCsl aKTUBHOCTh (hpykT030-1,6-audocdarassr U Top-
MO3UTCS TIIIOKOHEOTeHe3. | JIIoKaroH JeiCTBYET Ha YPOBEHb PPYKTO-
30-2,6-gudocdara IPOTHBOMOIOKHBIM 00pa3oM, TOPMO3SI TIHUKOIU3
W aKTHBUPYSI TIIIOKOHEOTCHE3.

Pezynayua na yposue nupysamxuna3zbol.

AKTHBHOCTH (pEepMEHTa TOIABJISAETCS BBHICOKUMH KOHIIEHTpPA-
musima ATO, aretmin-KoA #u BBICIIMMH JKUPHBIMH KHACJIOTAaMH, TO
€CTh COCTMHEHHUSIMH, HAKOIICHHE KOTOPhIX CBUIETEIHCTBYET O JIOC-
TaTOYHON 00CCIIEUCHHOCTH KIICTKH dHEPTHEH.

3HaYeHHeE TIINKOJIH3A.

I'mukonus sBnsercst stamoMm Kata®onmsma IIOKO3bl. Ero ko-
HEYHBIN MPOIYKT — MUPYBAT - Mpeodpasyercs B aneTmin-KoA u nanee
OKHCIsieTcsl B peaknusax nukna KpeGca, obecriednBasi KIeTKy dHEp-
ruei. [ HepBHOW TKAaHH M KJIETOK ITOYEYHBIX KaHAJBIIEB [IIIOK03a -
MPUOPUTETHBIN dHEprerudeckuil cyocTtpar. s 3pUTpPOLUTOB, JIH-
LIGHHBIX MHUTOXOHJAPHUH M, COOTBETCTBEHHO, BCEX PEaKLHUHd TepMU-
HAJBHOT'O OKHUCIICHHS, aHa POOHBIN TNIMKOIN3 — €IUHCTBEHHBIH CIO-
co0 cunaTeza AT®. B xupoBoif TKaHU U MEYEHU TIUKOIU3 - UCTOY-
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HUK cyOcTpaToB [uisi cuHTe3a aunuaoB. Aunetuin-KoA uuzer Ha oOpa-
30BaHME XHUPHBIX KUCIOT, a (ochoAHOKCHANETOH mpeodpasyercs: B
rnunepon-3-pocdar. Hekoropeie mpoMeKyTOuHbIE MPONYKTHI TIHU-
KOJM3a  WCIONB3YIOTCS B aHAOOMMYECKMX  peakiusx.  3-
dochormmuepar - NpeauIeCTBEHHUK 3aMEHUMBIX aMUHOKHUCIIOT: Ce-
puHa, TIMIUHA, IUcTenHa.  ®dpykrozo-6-pochar wu  3-
(bochornuIepruHOBbIN albICTH B HEOKUCIUTEIBLHOH BETBH MEHTO-
30¢ocaTHOro Myt MOryT 00pa3oBaTh MEHTO30(0chHATHI.

CeMb W3 JIeCSTH peaklnil TIMKoIn3a QYHKIMOHUPYIOT B 00paT-
HOM HarpaBJIeHUH B TJIIOKOHEOTEHE3E.

B3auMonpeBpamieHus caxapos.

[ToMuMO TJIFOKO3bI B KHIIIEUHHUKE BCachIBaeTCs (PPyKTO3a U Tra-
nakto3a. OHHU BCTPAWBAIOTCS B META0OIU3M TIFOKO3BI Pa3TUIHBIMU
MyTSMU. DTOT TPOIIECC HAYMHAETCS B DHTEPOITUTAX M 3aKaHIMBACTCS
B TI€YEHH.

DpyKTO3a.

®pykro3a MoxeT HochopruIupOBaThCs TEKCOKIMHA30H 10 PpyK-
T030-6-(hochaTa, ogHAKO, CPOACTBO (DepMEHTa K 3TOMY CyOCTpary
HeBenuKo. ['aBHBIM 00pa3zoMm, ¢pykToza ¢ochopuiaupyercs dep-
MeHTOM (PpyKTOKHMHA30¥ B IIepBOM monoxennn. Janee, Gppykrozo-1-
dhocdar pacmermrsercs 10 ¢hochOoANOKCHATICTOHA U TIIHIIEPaTbICT U-
na. Iocnenuuit mpeBpaiaercs B riuiepanbaerua-3-gocdar, u oda
BCTYIAIOT BO BTOPYIO CTAJIHIO TITUKOJIH3A.

dpykTosa
AT®

AOd® )

PpykTo3so-1-tp

(hpyKTOKMHa3a

Fnuuepansgerun
> ‘ OwokcuauetoHdoccar
Afl® |

Fnuuepanbgerna-

3-chocdhar

enukonus
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T"amakro3a.

dochopunupyercs ralakTOKHHA30W ¢ 00pa3oBaHHUEM TralaKkTo-
30-1-dpocdara. [Tocnemuuit npespamaercs B Y d-ranakrosy, koro-
pas, 3atem, anumepusyerca B Y D-rmoko3y. Y D-riaoko3a MOXET
HCTIONTb30BATHCS HEMOCPEACTBEHHO B CHHTE3€ TIIMKOTEHA, TeTepoIo-
JIMCaXapyJIOB JIMOO pacIICHUThCS JI0 TII0K030-1-hocdara.

Na I(T03a\_-.—',m,a Manakrosa
\Il [anakToRHHA

——e MNanakroso-1-¢p YOP-rnrokosa
A 5

" 4
I Imeuepaa |
) /

Y /
I'mokoso-6-trocdat « rl'l HO K030'1 'd) ' yﬂ¢-ran dKTO3a

Moz
T'1rokoHeorenes

I'mokoHeorene3 — CHHTE3 TIIOKO3bI W3 HEYTIEBOIHBIX HCTOY-
HUKOB - CIy’KUT JUISI TIOJ/IEP’KAaHUSI YPOBHS TIIOKO3BI B KPOBU TIPH
WCTOIIEHNH 3aracoB rMKoreHa. OCHOBHBIMH CyOCTpaTaMU SIBIISIOT-
Csl MUPYBAT, JIAKTAT, TIMIIEPHUH, & TAK)Ke YIIIEPOAHbIE CKENETHl TITH-
KOT€HHBIX aMUHOKHCIIOT. SIBiiseTcst 4acThio nukia Kopu u rimoko30-
aTaHWHOBOTO mHKIA. lIpoTekaer MpeMMyIIECTBEHHO B TEYECHH H
JUIIb B HEOOJBIIION CTENIEHH B CIM3UCTON KUIINEYHHKA U KOPKOBOM
BEIIIeCTBE MOYEK.

CymmapHOe ypaBHEHHE TIIIOKOHEOreHe3a:

2 [Mupysat + 4AT® + 2I'T® + 2HAJIH + 6H20 — rmoko3za +
4AAND +2I' 1D + 6Du + 2HAJ]

BonbmmmHCTBO peakiuii TIIOKOHEOreHe3a — OoOpaTHMbIE peak-
WY TJINKOJIN3a, UAyIe B o0paTHOM HampasiieHuu. COOTBETCTBEH-
HO, 3TH JIBa Ipollecca HE MOr'YT NpOTeKaTh OJHOBpeMeHHo. Ilepe-
KJIIOUEHHE C OKHMCJIEHUS TJIIOKO3bl HAa €€ CHHTE3 OCYIIECTBISIETCS C
MOMOIIBIO PETYJISITOPHBIX MeXaHU3MOB. [l Tpex HeoOpaTUMBIX pe-
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aKHI/Iﬁ HCIIOJIB3YIOTCA O6XOI[HI>IG IIyTH. Ot pCaKunu ABJIAOTCA OC-
HOBHBIMHU TOUYKAMU IMIPUJIOKCHUSA PETYIIATOPHBIX CUTHAJIOB.

nioko3a
X ATQDH oy [nroko3o-6-¢hocgpamasa
©KCOKUHa3a -6-
ago< |

nroko30-6-¢hoccpar
®pykT030-6-chocar

Dﬁ‘ﬁ% ®pykmo3o-1,6-dugpocpamasa
®pykT030-1,6-gUchocar
muuepanbaerua-3-chocdat
1,3-guchocornuuepar
3-chocchornuuepar

2-chocchornuuepar
®ocdoeHonnupysar

<
cofr/;w\ Och)oeHonnupyeam-
A 2® b\ KapOoKcukuHa3a

AT® - ATﬁf’"/u'lYK
s ~—“"Tlupysam-
Mupysar kapbokcunasa
I'mukonuTHYecKre 3Tambl MPOTEKAIOT B IUTOMJIAa3Me KIIETKH.
OnuH (QepMeHT — MUpyBaTKapOOKCHIIa3a — MUTOXOHJPUANBHBIN, W
OIUH — TJII0K030-6-hocthaTaza — JIOKanIM30BaH B HIOIIA3MaTHYE-
CKOM PETHKYIIyME.

AT®
All®

PochogppykmokuHasa

IMupyeamkuHa3sa

O0x04 MMPYBATKUHAZHON PEAKIINH.

OcymectBnsiercs B nBa dTana. CHavana mupyBaT KapOOKCH-
JUpYeTCsl 10 OKcajoalerara, 3aTeM IOCIeJHHN MpeBpamacTcs B
thochoenonmupysar.

Ji1 mpoXoXKAeHus TEepBOTo ATama MHpPYyBaT, 00pas3yIoIIHiica B
XOJie TJINKOJIM3a B IUTOIIa3Me, TPAHCIIOPTUPYETCSI B MUTOXOHAPHH.
DTO OCYIIECTBISIETCSl CIEIUANBHBIM OelKOM TepeHocunkom. Jlamee
MMpyBaTKapOOKCHIIa3a — OMOTHH-3aBUCUMBIA (PepMEHT — KapOOKCH-
JUpyer ero c 3atpaToit s3Hepruu ATO.
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BukapGoHar NUPYEAT

o
HO Cyo + CH _g_cfo
— 3 .
0- o
ATO®
npyeat
kapGokcunaza | OMOTHH
Al®+®H
0 0
RS &
C—CH—C—C_ oKcanoauerar
5 I o

Bo BTOpO#l peakiu OKcajoalerat IeKapOOKCHIMPYETCS 0
¢dochoeHonmupyBara moz jaeiictBueM M(g-3aBUcHMOro QepMmeHTa -
hocdoeHommIpyBaTKAPOOKCHKUHA3EL.

?ooH ?Hz
CHy g-ﬂn POH,+ AP + CO,
| + Tl HOANMDYBAET- ) -
f|3=0 L] CHMKAZA COOH
éUOH
Okcanoalerar PocdoeHonnupysat

Houopom docdarta seisercs I TO. Peaknus obpaTtnma, 0aHAKO
B YCJIOBHSIX KIIETKH PaBHOBECHE CHIILHO CMEIICHO BIPABO M3-3a ObI-
CTpoii yTunmu3anuu GochoeHoNmupyBaTa.

B xonme obenx peaknmii 00Xoma MUPYBATKHHA3B UPKYIUPYET
omHa u Ta xe Monekymna CO,, - B OMTHOM ciIydae oHa oOpasyercs, B
JIPYTrOM UCTIONB3yeTcs. TakuM o0pazoM JexapOokcumrpoBanue doc-
(hoeHONMMIUPYBaTa CTUMYIIMPYET KapOOKCHUIMPOBAaHIE MTUPYBaTa.

Okxcaoarnerat MOXeT OBITh UCTIOIB30BAH BHYTPHA MUTOXOHAPHI
i monoiaHerust ukia Kpebca. B ciydae rimokoHeorenesa oH A07-
JKEH OBITh BO3BpAIEH B IUTOILIa3MYy. J[ist 3TOro ncmone3yercs cre-
[MATBHBIN YETHOYHBI MeXaHU3M, IOCKOIbKY MHUTOXOHJpHAbHASL
MeMmOpaHa JUisl Hero HempoHuilaema. JImOoO OH JOMKEH BOCCTAaHO-
BUTHCS 10 MajiaTa B MajaTAaeruaporedasHon peakuuu [{TK:
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COO" NAD* oelel

Q: 0 /_ HO- CI:-H

CHo CH

CO0O~ NADH+H* coo~
oKcanoaueTart manart

JIubGo TpaHCAaMUHHPOBATHCA B acraprar:
Okcanoarerar + rioramMaT < acmapraTr + o-KeToriayrapaT

MutoxoHapuanbHas MeMOpaHa TMpOHHIIaeMa sl 000uX
MPONYKTOB. B IUTOMIa3Me MpOTEKAIOT OOpaTHBIE MpEBpaIICHHs |

OKcCajtoaneraT CTaHOBUTCA AJOCTYIICH IJIA BTOpOﬁ PpE€aKIuu IJIFOKOHEC-
OrcHesa.

docpoeHonnmpysaT cooH 4o 4o
KangKCM -0-® docd

KWHasa By DLLLEED
ra l |
COOH

Cs
o Mo O Lo pupysar
12 &
COOH 3
LYK /,‘J;.’ “Genox -‘nej_h'é'ﬁbemg
47 COOH
HAR Ve &o nupysar S
ATO \}/ T —
HAA-H nupysar / 1B P KMONOTEN
Kapbokchnasa )/ ]’9 D" \
€ooH / CHzCrskoa  aleTUI-HoA
B AN®+OH — 7" y \
CHy e \
COOH /) “\ ‘\‘
manat | oo e Ny oo \
I LYK il qmpa\T
COOH Ll" Kn CHZ{OOH
[ wapu  KPEBCA
%DDH J‘
E:f" manar /
COOH /

MasiaTHBI MEXaHU3M HPEANOYTUTEINEH, IOCKOIbKY MO3BOJISET
BBIBECTU B LIMTO30JIb MOJIEKYJY BoccTaHOBiIeHHOro HAJI, xoTopslii
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HEOOXOMM JUTS MPOTEKaHUs B OOPATHOM HANpaBJICHUU TIHUIIEPAb-
nerua-3-gochaTaeruaporeHa3HoON PEaKIIUH.

[MupyBaTkapOoOKcHiia3a SBJSICTCS KIIOYEBBIM  (PepMEHTOM
rmokoHeoreHe3za. OHa akTuBupyercs: aneTuia-KoA u B ero orcyrcr-
BHE MpaKTUYeCKU He paboraer. HamomHuM, 4TO 3TOT ke cyOcTpar
WHTUOHMPYET MUPYBATIETUIPOreHa3HbIH KOMIUIEKC. TakuM o0pazom,
YBEIMYECHUE KOHIIEHTpauu aretui-KoA, KoTopoe MpOUCXOAUT Mpu
OKHUCJICHHUU XUPHBIX KHCJIOT, IO3BOJIACT MEPCHAIIPABUTL IIUPYBAT HA
OMOCHHTE3 TJIFOKO3bI.

06xox hochodhpyKTOKMHAZHON PEAKIIUU.

OcymiecTBisieTcsl 32 CUET THIPOJIUTHYECKOrO OTIICIICHHS
docdara B nepom mosiokeHuu Gppykrozo-1,6-nudochara

®dpykro30-1,6-6udocdhar + H,O — dpykrozo-6-dochar + Ou

Peakuus, karanusupyercs Gpykro3o-1,6-audocdarasoii, HeoO-
patuma u TpedyeT IPUCYTCTBHS HOHOB MarHHsL.

O06x011 TeKCOKMHA3HON PeaKIIiH

Otmertenue (ochaTHOW TPYIIBEI OCYIIECTBIISIET MUKPOCO-
MaJjibHasl FHAposias3a - [Ko30-6-pocdarasa

I'moko30-6-pochar + H;O — rimrokoza + O

@depMeHT TPUCYTCTBYET TIJaBHBIM OOpa3oM B MEYEHH, a,
TaKkKe, B HEOONBIINX KOJMMYECTBAX B CIIM3NCTON KHIICYHUKA U KIIET-
Kax IMo4eK. B npyrux TKaHsAX ero HeT, W MO TOH NMPHYNHE TIIIOKOH e-
oreHe3 B HUX HeBo3MoxeH. JledochopunmpoBanue TIOK030-6-
(hochara Moriio ObI MPUBECTH K YTEUKE TITFOKO3BI U3 KIIETOK.

OHepreTuka IITIIOKOHEOreHes3a.

AT® pacxomyercs B mupyBaTKapOOKcHIIa3HOW U (ocdoriuiie-
paTkuHA3HOW peakuusax. B dochoeHonmupyBaTKapOOKCHKMHAZHOMN
peakuuu 3aTpaynBaeTCs I'TO. B TJIHALEPATbICT U -3-
¢docoatnernaporenaznon - okucnsercs monekyna HAJIH. Yuutsl-
Bas, 4TO JUI1 CHHTE3a IJIIOKO3bl HEOOXOAMMO MPOBECTH 4YEpEe3 ITH
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STambl ABE MOJEKYIIbl TUPYBaTa, 3aTpaThl cocTaBsT 12 ATD (4ATO,
2I'T®, 2HAAH).

[uxn Kopu

B MpbImmax mpyu MHTEHCHBHON paboTe au00 B KIIEeTKaxX, TIe Mallo
MUTOXOHJpUH, HalpUMeEp, B SPUTPOLIUTAX, TIIOKO3a OKHCISETCS J0
nakTtara. HakomieHne MOIOYHOH KHUCIOTBHI Hapsay C MHKpPOPas3phl-
BaMU B TKaHU SABJISICTCA HpI/I‘II/IHOfI Oonu B MBbIIIAX IIOCJIC HATPY3KH.

[Mockonbky cootnomenne HAJIH/HAJl B yclIOBUSX OTHOCH-
TENFHOI0 aHadpPOoOH03a BEIMKO, 00paTHOE MpeBpalleHe B TUPYBaT U
OKHCJIEHHE €ro M0 a’poOHOMY MYTH HEBO3MOXKHO. JIakTaT ¢ TOKOM
KpPOBH TPaHCHOPTHPYETCS B MEYEHB, I/I€ MPOTEKAIOT PEAKLUU TII0-
KoHeoreHe3a. OOpa3oBaBIIAsACs TIIOKO3a TOCTYMAeT B KPOBOTOK U
MOXET ObITh BHOBb MCIOJIB30BaHA MUOLUTAMU. DTOT IUKI MOTYYHI
Ha3BaHHWE MO0 MMEHU TMEPBOOTKPHIBATENBHUIIBI — JTaypeata Hobenes-
CKOM nipeMuH uenickoi yueHoi Tepessl Kopu.

Cxema 1ukiia Kopu

FMKOHEOTEHE3
| nioko3a I'nioko3a
1. 12AT0 +BATO
2 Mupysar 2Mupysar
| +6ATO - 6AT®
2 llakrar 2 Ha.i;ra'r
MEYEHb  KPOBb

Kak BuIHO U3 cXeMbl, B SHEPreTUYECKOM IJIaHe LUK 3aTPaTEH,
OJJHaKO ero (pyHKIMOHMPOBAHHE MO3BOJSET MbILIAM (YHKIHOHU-
POBaTh B aHAPOOHOM PEKUME, & OPraHU3MY B CTPECCOBBIX CHUTYallH-
SIX peain30BaTh NporpamMmy «0opr0a mim OercTBoy.
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IlenTo30¢ochaTHblii. HuUKA (MeHTO300oCHATHBIA MYTh,
[I®II, nento3odochaTHblii MYHT, TreKco30MOHOpochaTHBINH
LIYHT).

DTO aJIbTePHATUBHBIN MyTh OKUCJICHHS TIIOKO3BI, IENBI0 KOTO-
poro sBJsIeTCs OMOCUHTE3 TIEHTO3 M (MJTH) HapaboTKa BOCCTAHOBJICH-
Horo HAJI®. I1enTo3s1 HEOOXOMUMEI ISl CHHTE3a HYKJIICHHOBBIX KH-
cior W psaga BaxHeimux kopepmentoB (HA, DA, KoA).
HAJI®H — nst OMOCHHTETUYECKUX PEAKIIU, HAPUMEp, IS CHHTE-
3a KUPHBIX KHUCIIOT, XOJIECTEPUHA. DTO ONMPELNeT BRICOKYIO 3HAUH-
mocth [1DIT myist MeTabosiM3Ma KIISTKH.

[I®IT TecHO cBszaH ¢ raukonu3oM. OH HAYMHAETCS C €r0 WH-
TepMeauaTa - TIII0K030-6-ochara U 3aKaHUMBACTCS IPOMEKYTOU-
HBIMH IIPOJYKTaMH TOT'O XK€ MyTH - PpyKT030-6-hocharom u riuiie-
panpaerun-3-pocdarom. INocnennue, ucrnonb3ys odOpaTuMbie peak-
WY TJIMKOJNIN3a, MOTYT MPEBPATUTHCS B UCXOAHBIA CyOCTpaT — IITI0-
k030-6-docdar. ITo stoit npuunte [1PI1 yacTo HA3BIBAIOT LIUKIIOM.

[1I®I1 naTeHCHBHO (DYHKITMOHMPYET B TKAHSX, TNI€ BBHICOKA IT0-
tpebrocts B HAJI®H. Tawm, rae umer OMOCHMHTE3 KUPHBIX KHUCIOT
(ckupoBast TKaHb, JTAKTUPYIOIIAsi MOJIOYHAs XKelle3a), CTePOrIOB (ce-
MEHHHKH, HaAMIOYEYHUKHN), 00e3BPEKNBAaHNE KUCIOPOAHBIX paIHKa-
JIOB U KCEHOOMOTHKOB (PUTPOLIMTEIL, IIEYEHB ).

Cymmapnoe ypaBaenue [1OI1:

3 rmoko30-6-pocdat + 6 HALD™ — 3CO2 + 6 (HAJIOH) + 2
bpykT030-6-hocthat + rimnepanpaerua-3-pocdar.

B muxie [1®I1 nBe monoBUHKN (BETBH): OKUCIHTEIbLHAS H He-
OKHCIUTeNbHAsA. B xome mepBoil Tmok030-6-pocdar okucmsercs 1o
pubyno3o-5-pocdara. Ilpu 3TOM o0Opasyercs naBE MOIEKYIIBI
HAJI®H. B xo/1e HEOKHCITUTENBHBIX MTPEBPAIIEHUH OCYIIECTBIISAETCS
00paTUMBIA TIEPEHOC IBYX- M TPEXYIIIEPOJHBIX (hparMeHToB ¢ 00pa-
30BaHMEM  Da3IUUHBIX  (OCHOPUIMPOBAHHBIX  MOHOCAXapUIOB,
BKITFOUast pr0030-5-docdar.
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Fmokosa

CHHTE3 XMDHLIX KMCRIOT,

1 : Hﬁﬂo-n 7 CTEPONA0E
‘ S S | d
.vJ. '\»_’iﬁum'"
Fnioko3o-
6-thocar \
A Puboso- ., Cuntes
non 5-docar HYXNeoTuaos
®pykro3o- A
6-pocdar
v
®pyKTO30- 7
1,§;an¢oc¢ar
Doc R _ 3-hocdo- ,
nnoggauerou ;"‘"L'}l‘ag:;”b'“
Cxema peaxruii [1OI1
Mtokoaa
6-hocdh S OkucnumensHas
-thoco- -thoco-
TMOKOHONAKTOH FMHOKOHaT ee:mea nom
Y
[nrkoso- pnbynoso-
6-choccpar PochaAT ) HeokucnumensHas
- ™
puboso-  kcumynoso-
5-tocat 5-choccpar
w_ .7
T e
. cepforenTynoso- rMuuepansaerna-
KTO30
g%i:cdnm 7-thocpar  3-chocchar
L
T
(hpYKTO30-  3pUTPO30-  KCUNynoso-
B-cbocchar  4-chochar  S-thocar
A
T s
(hpyKTO30- TNMUEpanbaerna-
5 6-thocchar 3-chocdpar )
rmyuepansaervg- —//
3-thocdhar —
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Oxucnurenbias BeTBb [IDI1

H—C—OH o
| HAL® HAZL®-H -
H—C—OH
e v/ 5
HO=-t—H - = Ho—G— o
H—C—OH 7110K030-6-¢poccham
" (I; dezudpozeHasa H—C—OH
—C H_(|:
2-
¢HeOPOg CH,0PO,
Fniokoso-6-pocdar 6-bocdo-TNOKOHONAKTOH
H,0
JlakmoHasa
Mg2+
H
| 0 0
H—C—OH co, HAR®H HALL® \(l:/
¢=o0 Mg?* H—C—OH
H—(.I‘,—OH 6-¢pocgpoznokoHam HO—C—H
H—CI—OH OdezudpozeHasa HC20H
CH,0P05* H—C—OH
CH,0P05*
Pubynoso-5-pocpar 6-docdorniokoHar

HeoxuciurensHasi BETBb

1. U30- u snmmMepu3zanus prudyno3o-5-dpocdara

H,c‘:—oH
€=0  Keunynoso-
HO—C—H  5.goccpar
3NUMEPA3 H*C‘*OH
CH,0P05%
H,C—OH
c=0
H—a.J:—OH
H—C—OH
CH,0P0;>
PuGynoao- W30OMEPA3A Hc—o
S-poccpar H—C—OH  Puo030-
H—(IZ—OH 5-thocdpar
H tl:—ou
rl:Hzopof'
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2. IepBas TpaHckerona3Has peakims. KopepmeHToM TpaHCKe-

Tonassl siBisiercs T 0.

T H,C—OH
|

/" HyC—OH, H—C=0 ' ¢=° H—¢=0
N\ (|:=0 H—tI:—on . HO—?—H H—C—OH
—f— panckemonaza |, L
H_%—OH 4+ H—C—-OH — — = H—C—OH + CH20P032‘
H—(l:—OH H— I —OH H—C—OH nuuepansgerua-
CH,0P042 CHo0PO,% H—C—OH 3-chocdpar
2.
Keumnynoso- Pu6oso- CH,0PO;
S5-¢ocpar 5-¢pocdar CeporenTynozo-
6-cpoccpar
3. TpancanponasHasi peaxius
—_— T
\1 o H,C—OH
H—C=0 =0 ¢=o
[ Tpancansdonasa H—C—OH |
+ H—C—OH _ + Ho_ﬁ;_H
H—C—OH CH,0PO,2 H—(—OH H—C—OH
—C— 2.
H {]" OH Fnuuepansaerua- 5 CH,0PO; H—C—OH
H—C—OH 3-choccpat pUTpO30- )
tpoctp 4-chocdpar CH20P04?
CH,0PO;* ®pvkTo30-
CepgorenTynoso- 6-chocpar
1-choccpar
4. Bropasi TpaHCKETOIa3Hasl PeaKius
HC roH—f‘ﬁ*m\g H,C—OH
Pl ;. |
, H—C=0 ¢=0
9 H—C—OH i HO—C—H
H—é—OH + [ TpaHckemonasa H—C—OH =+ [—
H—C—OH =—//—mm H—C—OH
H—C—OH I ) CH,0P0;* ” (|: by
PO.2- ST e
CH,0P05% ety Vil nuuepansaerua- [ R
OpuTpozo- 3-choccpar CH,0PO3*
Kcunynoso- 4-poccpar ®pyKTO20-
5-pocdar 6-chocepar
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BerBu II®II moryt ¢yHKIMOHMpPOBAaTH HE3aBHCUMO JAPYT OT
npyra. HeokucnurtenvHas BETBb IMpEACTaBIsieT COOOH 0OpaTHMBbIE
npeBpaieHus. Ecin HeoOX0IMMBIM MPOITYKTOM SIBIISIFOTCSI IEHTO30-
docdaTbl, OHa MOXKET T€HEPHPOBATh UX W3 MPOMEKYTOUHBIX MPO-
IYKTOB TJiuKoNu3a — (pykro30-6-dochara u rimnepanbaerui-3-
¢dochara. Ecnu HeoOxonuma Hapaborka HAJIDH, Britouaercs Bech
LUK, HO TIeHT030(ochaThl OCIE HEOKHUCIUTENBHBIX MpPEBpaIICHHN
BO3BPALIAIOTCS B TJIMKOJIH3.

Harmpapiienue ucCrnonb3oBaHus TIIOK030-6-hocdara ompesens-
ercs KoHneHTpanuerd okucienHoro HAJI®. Oun sBusercs amiocre-
pUYECKHM aKTHBAaTOPOM IepBOrO (epMeHTa IHKIa — TII0K030-6-
¢docharnernnporenassl. Eciu HAJI®H He BOCTpeOOBaH B OMOCHH-
TETHUYECKUX IPOoIeccax, IIII0K030-6-¢ocdar mpespaliaercst mo rim-
KOJIMTUYECKOMY ITyTH.

II®II sBnsiercs OCHOBHBIM HCTOYHHMKOM BOCCTAaHOBJICHHOT'O
HAI® B xierke. [[Ba apyrux — 310 nurorurazmatudeckas HAJID-
3aBUCHUMAs U30ITUTPATICTHAPOTeHA3a U MUK (DePMEHT.

VY pacteHHi peakuuu MEeHT030(0Cc(haTHOr0 MyTH COCTABJISIOT
OCHOBY TEMHOBBIX peakiinii (HOTOCHHTE3A.

Muxa KaabBuHa.

OTO OCHOBHOW MeTa0ONMYecKHi MyTh (hUKCAlUU yriepoja B
XKUBOH mpupozae. Ero Ha3pIBaloT, TakKe, BOCCTAHOBUTEIBHBIM IIE€H-
T030(0c(haTHBIM IIUKJIOM, ITOCKOJIBKY OCHOBY COCTaBIISIOT PEaKIUH
HeokucnuTenpHoi BeTBu [1DI1.

Hukn KanpBuHA cOCTOWT M3 Tpex cTamuil: pukcamum yriepoaa
(xapOOKCHITMPOBAHUS), BOCCTAHOBJICHUSI W pPEreHepaliy HUCXOIHBIX
MOJIEKYIL.
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CH,0-® CO, Cragus 1
é =0 Dukcauua
Pubynoso-1,5- i yrnepoaa
andocdar CHOH
| HOH coo-
CH0-(®
rubisco #HOH
3 Monexyns! CH,0-®
6 monekyn

6 ATP

Uwukn KanbBuHa 6 ADP

Cragua 3
Peredepauma 2 P,

MCXOAHBIX ! Cragua 2
Monekyn BoccraHoBnexwe
5 monexkvn 3-0TA
(iEHO 6 NADPH
§HoH 6 NADP® +6 P,
CH,0-P®
6 monekyn
1 monexkyna 3-0rA 3-0rA
[ 1/2 monekyns! rriokossl |

Principles of Biology by R. Bear, D. Rintoul, B. Snyder. Mature Publishing, 2011

dukcanus yriaeposa.

ITepBoii m KIIOYEBOM peakmuedl ITUKIIA SBISICTCS KapOOKCHIN-
poBanme pubyno3o-1,5-mudocdara c obpazoBaHreM HECTaAOMIHBHOTO
MIPOMEXKYTOYHOTO MPOAYKTA, PACHaJAOIerocss Ha JABE MOJEKYIb 3-
thochormumepata. DTy peaknuio KaTaTH3UPyeT CaMbId BaXKHBIH H
caMBbIii pacrpocTpaHeHHBIH (pepMeHT Ha 3emie — pudyrno3zonudoc-
(batkapOOKCcHIa3a/OKCUTreHasa - RuBisCO (Ribulose-1,5-
bisphosphate carboxylase/oxygenase).

BoccraHnosienue.

C yuactuem ¢epMeHTOB - (hocdormuiepaTKuHa3bl U TIHIIE-
panbrerun-3-gocdaraeruaporenassl 3-pocdormmiepar mpeBparia-
ercs B riuuepaibaerua-3-gochar. ITH peakUuy U3BECTHBI HAM W3
rinukoiu3a. OHK 00paTUMBI U U1l TOrO, YTOOBI OHH TOIUIH B 00paT-
HOM HalpaBJI€HHH B TIIMKOIU3e HeoOXxomumo 3arpaTute AT® wu
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HAJIH. B nukne Kanseuna Bmecto HAJIH tpebyercs HAJI®H. Dtu
MOJIEKYJIbI 00Pa3yIOTCS B CBETOBBIX PEAKIUAX OTOCHHTE3A.

J-thochornuuepar

v -ATo
1,3-oucpocpornuuepat
v -HADOH

rmuuepansaerva-3-tpocat

Cnenyer IIOMHHTBH, YTO I'NIMKOJIM3 W ITHKIJI KanbBuna IIpOCTpaH-
CTBEHHO pa3zeiieHbl. I1epBolil uaeT B IMTO30J1€, BTOPOH B XJIOPOILIA-
crax. [IoaToMy OJIHU U T€ K€ pEaKIMHU B ’TUX KOMIIAPTMEHTAX MOT'YT
0e3 mpobIieM MpoTeKaTh B MPOTUBOIOJIOKHBIX HAIPABIICHHSIX.

O6pazoBaBmniicsi TauIepaiblerua-3-pochat haKTHUECKH SIB-
JIA€TCA KOHCYHBIM IPOJAYKTOM IHKIIa KampBuna. YacTnyHO OH MoO-
XKET 6I)ITB HCIIOJIB30BaH JJId CMHTE3a I'TFOKO3bI B pCAKIUAX T'TFOKOH -
OreHe3a, YaCTUYHO JUIS PereHepay HCXOJHBIX MOJICKYII IIUKJIA.

Perenepanus HCXOIHBIX MOJICKY.

Jjig 9TOrO0 MCIIONB3YIOTCS PEAKIIMN HEOKHUCIHUTENbHON BETBH
[I®IIL. Ecnu B3rIsIHYTh Ha CXEMY IIMKJIA, TO JIETKO MPOCIEAUTH 1IENb
00paTHBIX MPeBpaIIeHUH, TPUBOAAIINX K 00pa3oBaHUIO pHOYI030-5-
docdata u3 ppykro3o-6-hochara u rmumepanbaerua-3-pocdara.

I'manepansaerua-3-gpochar ™Mbl yxe umeeM. Urto Kacaercs
bpykT030-6-hochara, To ero JErko MOTYYUTh U3 TOTO KE TIIHIe-
panbrerna-3-gocdara B peakiusix TITFOKOHEOreHe3a:

rmydepaneierna-3-thochar—s= OuokcuaueToHpocdar

ppykTo30-1 6-guchocdar

I
hpykTo30-0-thocdat
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IMocnenneii peaknueil TpeThero 3tamna spisercst GochopHInpo-
BaHue pudyn030-5-hocdara ¢ momonrpto hochopudynokunasel. [Ipu
sToM pacxoayercs ATD u pereHepupyeTCs MEPBbIi YUaCTHHUK IUKIIA
— pu0yno3o-1,5-nudocdar.

CrexroMeTpusi IMKIIA.

I[J'Ii[ TOrO, ‘ITO6I)I OLICHUTh CTCXMOMETPHIO IHKJIA KansBuna
yI00HO OIEepUpOBaTh HECKOJIBKUMH €ro 000pOTaMH, Kak 3TO ciena-
HO Ha cxeme. 3a Tpu obopora nukia KambBuHa obpasyercs 1IecTh
MOJIeKYN rimnepanbaerua-3-gocdara. [1aTe u3 HUX yHAyT Ha pere-
HEpAIHIO TPEX MOJIEKYN puoyIo30-1,5-audocdara,

5y MMWuepansaerug
-3-thoccpaT

P

dhpyKTO30-6- 1x Tvuepanbaerna- -3-

docdat docdart

~,

3y Pubynoso-5-
docdar

OnHa MOXeT OBITh MCIIOJIL30BaHa JUISI OMOCUHTE3A TIIFOKO3EI.
OO6mmit 6amaHc IKIa MOXKHO 3aIHCATh CIEAYIOIIHM 00pa3oM:

3CO;+6 HAI®'H + 9 AT® — riuuepansaerua-3-gocdar +
3H,0 + 6 HAID" + 9 AJI® + 8

CuHTe3 M pacnaj riIuKorena (IJIMKOreHoOreHe3, rJIMKOTeHo-
Jau3).

I'mukoreHorenes (TJIMKOrEHES).

I'nmuxoren Y KHUBOTHBIX U Kpaxmal y paCTeHI/Iﬁ SABJIAKOTCA 3a-
MMaCHbIMHU IIOJIMCaXapUuaaMHU. V KMBOTHBIX OH 06pa3yerc;[ B OCHOB-
HOM B IICYCHHM KW MBbIIIIAX. Haznauenue ero B 3tmx ABYX OpraHax
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pasHoe. IleyeHb MCMONB3yeT TIMKOTEH IS TOAJCPKAHUS YPOBHS
TJIFOKO3bI B KPOBU B MPOMEXKYTKAX MEXIY HpUEMaMH MHIH. M-
(bl — KaK MCTOYHHK TJIFOKO3BI JUIsi 00ecrieueHns COOCTBEHHBIX DHEp-
TFeTUYECKUX HYXKI. B MBIIIIax OTCyTCTBYeT INIIOK030-6-hocarasza u
oOpa3zoBaHHEe CBOOOTHOM TJFOKO3bI, KOTOpas Morja Obl MOKHHYTh
KJIETKH, HEBO3MOYKHO.

['MkoreH cHMHTE3UpYETCsl B OCTAOCOpOTHBHYIO (ha3y muIleBa-
penus, T.e. cimycTs 1-2 yaca rocie npuemMa Mmuiiy.

B nepBoii peakiuu riroko30-6-hocdar oOpaTUMO H30MEPHU3Y-
ercs B TIok030-1-pocdar. Katanusupyer mporece hpepment — doc-
¢ormokomyTasa.

NMWUKoreH
R nukozeHcuHmasa
OH /\
yoo
\ 1

Inukozex- YO®-rnoko3a

ocghopunasza
Pbocehop YA®-2noko30-
nupoghocghopunasa
YTo o-0H

rnokKo3o-1-cpboccar on:m:ma
H+ ®H

Qocghoanrokomymasa

rmKo3o-6-cpocdar

Haiee rmroko30-1-pocdar B3anmoneiictyer ¢ YT® ¢ obpazo-
BarueM ypununHandocdarriarokossl (Y AD-rmoko3sn). [IpeBpamenne
OCYIIECTBIISIET TIFOK030-1-hocharypunmmmnrpanchepaza (Y IDI-
nmpodochopunaza). Bropoit mponykr peakimu - nupodocdar He-
MEJUICHHO THIpoin3yercs nupodocdarasoil, 4ro odecrednBaer He-
00paTUMOCTh IpoIecca.
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Ypuaungudocoarrnoxkosa
(UDP-rnioko3a)

[Ipucoenuuenre TIIIOKO3BI K HEPEAYIUPYIONIEMY KOHITY IICTIH
[JIMKOT'€HA OCYIIECTBIIAeTCA (EPMEHTOM IIMKOreHCHHTa30u. [lpu
3TOM OCBOOOXKIAETCs ypuauHudochar.

Takum 00pazoM, Ha MPUCOEAMHEHHE OJHOTO OCTATKA TIFOKO3BI
K TIOJFICaXapuIHOW IIEMH KIIETKAa pacxomayerT oAaHy Monekyny AT
(Ha oOpa3oBaHue rir0K030-6-pocdara) u oqany YTD (Ha oOpasoa-
Hue Y JID-TIroKo36l).

I'mukoreHcuHTa3a 00pa3yeT ToNbKO o 1-4) TITNKO3UIHBIE CBSI3H.
s obpasoBanus o1-6) MIMKO3UIAHBIX CBA3EH HCIOIB3YETCS «BET-
Bt hepment» wim amuino-o(1,4)-o(1,6)-rmukosuarpancdepasa.
OHa MepeHOCUT OJIUrocaxapuIHbIi (hparMeHT IJIMHON B 6-7 ocrart-
KOB C HEPEIYIHPYIOMIET0 KOHIA HA THAPOKCHIILHYIO TPYIITY B IIeC-
TOM TIoNIokeHwH. [Ipw 3TOM mIMHA 1enw, ¢ KOTopod Oepercs ¢par-
MEHT, JO0JDKHA OBITh He MeHblle 11 ocTaTKoB.

—%

‘DOOO»AE)CQ Amuno a-14 - a-1,6 2nuko3un- .OO
g mpaHcgepasa
(eemeswuti hpepmerm
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OO0pa3oBaHue TIIMKOTeHa C TIOMOIIbIO TITMKOT'CHCUHTA3bl HEBO3-
MOXKHO C HYJIS, JJI 3TOr0 HY»HA 3aTpaBKa — OJUrocaxapuaHas 1enb
JUIMHOW HE MeHee 8 OCTaTKOB TJOoK03bl. Ee cuHTE3 ocylecTBIseT
KOpOBBII (COre, aHrN. — cepAlleBUHA) OENOK TITUKOTeHa — TIHKOTre-
HuH. [IposiBisis (epMEHTaTHBHYI aKTUBHOCTh, OH IPUCOCIHHSIET
MIEPBBIM OCTATOK TIFOKO3BI K THAPOKCHUIHLHOU IpyIIe THpo3uHa B 194
MOJIOKEHUH COOCTBEHHOM MOJNMIICITHIHON 1enu. Jlanee oH yaauH -
eT 3aTpaBKy J0 HEoOXoauMOoro pasMepa. B kauectBe cybcrTpata, Kak
U TJIMKOT€HCUHTA3a, TNIMKOT€HUH ucnoiib3yer Y JD-TioKo3y.

Tax oOpa3zyroTcsi HOBbIE MOJIEKYIIBI TiHKoreHa. [Ipu pacmieruie-
HUU YK€ CYIIECTBYIOUINX, pacrnaj HUKOrja He uaeT a0 koHmna. C
TIIMKOTEHWHOM OCTAeTCsl CBSI3aHHBIM OJIMTOCaXapHIHbIH (pparMeHrt,
KOTOPBIH HCIONB3yeTCs B Ka4yecTBE 3aTPaBKHA NPH BO30OHOBIECHHUH
TJINKOT €HOT eHEe3a.

I'nukorenonus

OcymiectBnsiercs (hepMeHTOM TIIMKOreHpochopunazon, KOTo-
past oTHIEIUISIET MO OJHOMY OCTAaTKY TJIFOKO3bI C KOHI]A MOJIEKYIbI.
s araku o1-4) rIMKO3UAHON CBA3U (DEPMEHT HCIIOIb3YyeT Heopra-
Huueckuit gocdar. IlosTomy mportecc HazwpiBaercst docdoponus, u
MPOAYKTOM SIBJIIETCS HE CBOOOIHAS TJIF0K03a, a III0K030-1-hocdar.

I'mukorendocdopunaza ocTaHaBIMBACTCS, KOrma 10 Ommxkaii-
el TOYKK BETBIICHHS OCTaeTCs 4 TIIFOKO3HBIX ocTaTKa. [lanbHelnee
TIpeBpaIIeHNe OCYIIECTBIAECT <«IEBETBAMIMA (PepMEeHT», KOTOPBIUA
CHadJaja MEepeHOCHT TPHU OCTAaTKa W3 YETHIpeX Ha KOHEIl LeNH W, Ja-
niee, TMKBUANPYET TOUKY BETBIEHUS, pa3phiBas o(1-6) TTHKO3UAHYIO
CBSI3b U OCBOOOXK 1A TITFOK030-1-docdar.

2nioKo3a
i
) %Q’" COC000DoaD pe 84 3«17059 ({Jmm)@ép
|

desemesuull desemesuyull

bepmenm tpepmenm Q
6enox -

2/TUKO2eHUH
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I'moko30-1-docdar, oOpasyromuiics npu TIUKOr€HOIH3E, U30-
Mepu3yeTcs B TIII0K030-6-pocdar mox aerictBueM Qochoriokomy-
Ta3pl. B cimydae ecnu mporecc MPOUCXOAUT B MEUYCHH, TIIFOK030-6-
¢dochar manee ruaponM3yercst TIIOK030-6-ocdarazoii 10 CBOOOI-
HO# TIJIFOKO3bI, KOTOpasi MEPEHOCUTCS B KPOBb C TIOMOIIBIO TITIOKO3-
Horo TpaHcmoptepa GLUT-2. B mpimmax rimoko3o-6-docthat wuc-
MOJIB3YETCS JJIsl COOCTBEHHBIX HYXK/I.

O6a mporiecca — IIMKOr€HONIN3 U TIIMKOI€HOT'€HEe3 He MOT'yYT UJI-
TH OJTHOBPEMEHHO. VX perynanns ocymecTBIseTCs PELUIPOKHO.

Perynsuus.

OnHUM W3 peryjsiTOpoB SIBISETCS KOHIEHTPAIHUs TIIOK030-6-
¢docara. Ilpu ee yBenndeHnn akTUBUPYETCS INIMKOT'€HCHHTA3a.

OnHaKo, OCHOBHYIO PETYJISATOPHYIO POJIb UTPAIOT TOPMOHBI, M3-
MEHSIOIINE aKTUBHOCTh TJIMKOT€HCHUHTA3bl M TIIMKOreH(hochopria3bl
MyTeM KOBaJICHTHON Moaudukaiuu. B neueHu 3To mpoucxoauT Mo
JEHCTBUEM WHCYJIMHA, TIIOKaroHa W aapeHanmaa. Ob6a depmenta
MOTYT OBITH B (pochoprmmpoBaHHOM 00 AedochopummpoBaHHOM
COCTOSTHUH, MPHYEM 3TO CKa3bIBACTCS HA AKTUBHOCTH KaXIOTO W3
HUX TIPOTHUBOIOJIOXKHBIM 00pa3oM.

MWKOr'EH FMWKOr'EH

)

2fUKo2eH 2/TuKo2eH 2NUKO2€eH 2/TuUK02eH

CUHma3sa thocghopunasa cuxmasa

ocehopunasa

FNIOKO3A FMIOKO3A

dochopunrpoBaHHas TITUKOTEHCHHTa3a HE akTHBHA. Ee akTh-
BaIMs OCYyIIEeCTBIsieTcss 3a cuer aedochopunmupoBanus. C Timko-
reHdocdopuazoit - odpaTHasi CUTyaIs.

JelicTBue ampeHanrHa W TIIOKaroHa OIOCPEIOBAHO CHUCTEMOMN
TAM®. UHCcynuH ncnoib3yeT HHO3UTONTpU(ochaTHBIN MyTh.
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TEPMHUHAJIBHOE OKUCJIEHUE
OxkucanreabHOe 1eKaApOOKCHIMPOBAHNE NMPYBATA

ITupyBaT oOpasyercs B UTO30JI€ U TPAHCHOPTHPYETCS C IOMO-
mplo OenKa-mepeHoCuYnKa BHYTPh MUTOXOHJIPHUH, TZie MPOUCXOIUT
ero OKHCIieHHe. B xone MHOroctaiuiiHON peakiyu OH JeKapOOKCH-
JMpyercsl, JeruapupyeTcs U oO0pa30BaBIIUiics alleTU NPUCOSIUHS-
ercs K KohepMeHTy A.

CyMMapHO mpeBpalleHHe MOXKHO 3alucaTh CISAYIOIUM 00pa-
30M:

O\\C/O- KoASH  TNo C_?2
annoat
(|::O \ AL R O\\C/S-KOA
TN |
CH
3 HAO*  HALH(HY) CH;
MupysaTt AueTun-

MupyBaTAErMaporeHasHbln

KohepmeHT A
KOMMNeKc bep

CTpoeHure MUPYBATAECTUIPOreHa3HOIO KOMILIEKCA.

Peakmuro kaTanusupyer MyJIbTHGEPMEHTHBIN MUPYBATACTHIPO-
reHa3HbIi KoMIutekc. OH JIOKanu3yeTcsi B MAaTPUKCE MUTOXOHPUH, B
ero cocraBe Tpu (hepMeHTa, ABa BCIIOMOTATEIBHBIX Ocnka. B cBoeit
paboTe OH HCIONB3YeT MATHh KOPEPMEHTOB, YETHIPE U3 KOTOPHIX BH-
tamunnblie: TH®D, HAJl, ®AJl, KoA u nunoeByroo kuciory. Bece tpu

(hepMeHTa TIpEICTaBICHBI B KOMITJIEKCE MHOXKECTBOM KOITHHA:

®epmenT B coctase [T Coxkpamennoe | KommuectBo | Kopepment
Ha3BaHHE KOIUH

[MupyBatnernaporenasa El 30 TAD

JurnaponunonnTpaHcanerinasa | E2 60 KoA, mm-
noeBasi Ku-
cioTa

Jurunponunonnaeruaporenasa | E3 12 DA/,
HAZ
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E2 pacnonararorcs BHYTpH KOMILIeKca, (OpMUPYS KOp, OC-
TaJabHbBIE 1Ba (DEPMEHTA PACIOJIOKEHEI IO TIepUQepun.

E1 — rereporerpamep, coCTOSIIUI U3 CyObEIUHULL ABYX THIIOB.
TA®D cBsA3aH C aKTUBHBIM LIEHTPOM OUYEHb IIPOYHO U SBIIAETCS MPO-
CTETUYECKON IPYIIION.

E2 umeer tpu nomena. Ha N-koHle pacnonaraercsi JTUITOHIIb-
HBIA JJOMEH, B KOTOPOM KOHII€BOM JIM3UH COEIWHEH C JIMTIOEBOW KH-
cioroii. O0pa3yomascs «pykKa» JUIMHON OKOJIO 5 HaHOMETPOB CIIy-
KUT JUIsl TIEpEeMEIIeHUsT cyOcTpaTa MEXJIy AaKTUBHBIMHU IIEHTpaMHu
(hepMEeHTOB, BXOJAIIMX B COCTaB KOMIUIeKca. BTOpoii JOMEH CITYKHUT
i cBsizu ¢ pepmenTamu E2 u E3, Tpetuii — COOCTBEHHO KaTaUTH-
YecKui anmiaTpaHcdepasHbli. JIumoepas KUCIOTa UMEET JIBE THOJb-
HbIE TPYIIbI, MOXKET OKUCISATHCS C OOpa3oBaHHMEM JIUCYIIb(QHUIHOM
CBSI3U, COOTBETCTBEHHO MOXKET CIY>KUTh IMEPEHOCYUKOM aTOMOB BO-
JI0pOJia M allWjIbHBIX rpymin. BropeiM kodepMmenToM siBiisiercs — KoA,
TaKKe UMEIOIINI THOJIBHYIO TPYIITy, Ha KOTOPYIO W TEPEHOCUTCS B
pe3yapTaTe peakuuu anerui. Tuod(dupHas CBS3b HMEET BBICOKYIO
SHEPrUI0 TUAPOIIN3a, NO3TOMY Bee aumi-KoA sBISIOTCS MakpoIpru-
YECKUMHU COEIMHCHUSIMHU.

B aktuBHOM 11eHTpe E3 HaxomuTcs mpodHo cBsi3aHHBIN DA/,
Bropoii kopepment — HAJl — ymepkuBaercs HE TPOYHO ¥ IIOCTIE
BOCCTAHOBJICHUS TTOKH/IA€T aKTHBHBIH IIEHTD.

[MupyBatnernaporeHasHblii KOMIIJIEKC OObEIUHSET INIMKOIU3 U
nuki Kpebca B enHBIN KaTaOOMNYECKH MyTh. DTO OYEHb KPYITHBIH
OenmkoBBIil KoMITIeKe. ETo pa3mep mocturaer 50 HM, 9TO B MATH pa3
Oonbmie pubocoMbl. KaTanmsupyemast UM peakmusi HeoOpaTuMma.

ITomuMoO Tpex mepeyrcIeHHBIX BBIME (EPMEHTOB B COCTaB
KOMIUIEKCAa BXOIAT J[Ba PETYISATOPHBIX Oe€lka — MPOTEeHHKHHA3a U
nporenH(pochaTaza, PeryIHpyrOmUX akTuBHOCTE El oOpatuMbeim
thochopunmupoBanmeM.

AHaNOrMYHYIO CTPYKTYPY W MEXaHM3M JEHCTBHUS MMEIOT elle
ZIBa KOMILJIEKCA: O-KETOIIyTapaTAeruAporeHa3Hblid 1 JernporeHasa
Pa3BETBICHHBIX O-KETOKUCIOT. llepBBlii (yHKIMOHUpPYET B LHUKIE
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Kpebca, BTOpoii yuacTByer B kaTabonu3Me BalvHa, JCHIIMHA U U30-
JelnnHa.

Mexanusm peaknuu

1. IlupyBaT KOBaJIGHTHO MPHCOEIUHSETCI KO BTOPOMY aTOMy
yriIepoaa THA30J0BOTO KOJbIla THAMHMHA B akTHBHOM IieHTpe El H,
3aTeM, JIeKapOOKCUIIMPYETCs ¢ 00pa3oBaHueM ruaApokcudTUI-T 1.

2. B aktuBHOM meHTpe E2 THAPOKCHATHI ACTUAPHUPYETCS IO
amermia. S-S- CBA3L B JIMIIOEBOM KHCJIOTE€ BOCCTAHABIUBAETCS 10
JIBYX THOJNBHBIX TPYII, K OJHOH W3 HUX NPHUCOSAUHSICTCS alleTul,
KOTOPBIH Jajiee nepeaaercs Ha BTopoi kodhepmeHT — KoA. Anerui-
KoA nokunaer aktuBHbIN nieHTp E2.

3. BoccTaHOBIIEHHBIH JIMITOAT NETHAPUPYETCS B aKTHBHOM IICH-
mpe E3, obpaszys ®AJ/IH, Tam ke IpoTOHBI MepeaaroTcsi Ha BTOPOH
kodepment — HAJI. HAJIH nokunaer aktuHBINA 1ieHTp E3.

o

aueTMnamM Il
o nunoar (¥ KoA CH3—C—5-CoA
1 /7 \C’ ~_auetnn-KoA
Hy—C—C_ pt
nupysar nunoar

)
SH

)C"”DQ

1 B < NADH + H*
|
/ CHy
rmapokcatTun-TA® E ADH,

NWNOCBaA K-Ta

Lzhninzer’s Biochemistry 4th Edition

OpraHu3aiysi HeCKOJIBKUX (epMEHTATHBHBIX IPOIECCOB B OJI-
HOM MYJbTH(QEPMEHTHOM KOMIUIEKCE TOBBIIIAET CKOPOCTh U 3 dek-
TUBHOCTH TIporiecca. [IpoMexxyTOoYHbIe TPOILYKTHI IEPEHOCATCS MEX-
Iy aKTHBHBIMH LIEHTPAMH, HE BBIIEISISICH B OKPYKAIOIIYIO CPeLy.

Perynsauus.
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AKTUBHOCTh KOMIUIEKca ajuioctepuuecku nopasisercs ATD u
nponykramMu peakund — HAJIH u aumerun-KoA. Murubuposanue
YCUJIMBAeTCAd B MPUCYTCTBUU JUIMHHOLEIOYEUHBIX JKUPHBIX KHCIOT.
AMOO, okucnennsiii HAJl u KoA, HanpoTHB, SIBISIFOTCS aKTUBATOpa-
Mu. Takol MexaHH3M MO3BOJISET BKIIOYATh U BBHIKIIOYATH KOMILIEKC
JUT KOPPEKIMN SHEPreTUYECcKOro cTaryca U COrJlacoBBIBAThH allbTEp-
HATHBHBIC IyTH 00pazoBaHus aneTui-KoA.

AxtuBHOCTh E1, KOTOpas TMMUTHPYET CKOPOCTh BCEro KOM-
TUIeKCca, JOMONHUTEIBHO PErYIUpYeTcss KOBAJIEHTHOW MOAU(UKaIlH-
eit. [IporennkuHaza dochopunupyer E1 U CHHKAeT CKOPOCTh KaTa-
nu3a, nporeuHdocdaraza youpaer QochaTHy TpYIIy U BOCCTa-
HABJIMBaeT aKTUBHOCTHh MHUPYBATACTUAPOreHa3bl U, COOTBETCTBEHHO,
Bcero komruiekca. Oba perymaTopHBIX Oelka TakKe ITOABEPIKEHBI
AJUTOCTEPUYECKON PEryJIsIH, YTO TO3BOJISIET TOYHO aJalnTHPOBAThH
CKOPOCTh JIEKapOOKCHIMPOBaHUS MUPYyBaTa K METa0OIHYECKUM I10-
TPEOHOCTSIM KIICTKH.

Muka tpukapéonobix kuciaor (ITK, uuka Kpédea, uur-
PATHBII IIUKJI, HHKJI JUMOHHOW KHCJIOTHI)

Iykn Ha3BaH HMEHEM HeMeEnKoro OWoxuMuKa — XaHca
Kpebca, KOTOpBIi TOTYYHII 3a OTKPHITHE W UCCIICIOBAHUE 3TOTO Me-
tabonmrueckoro mytu HoGeneBckyro npemuro B 1953 roxy.

OTO IeHTpaNTbHBI METaO0ONMNYECKH MyTh, OPTaHU30BAaHHBIN B
BHJIC ITUKJIA, B X0J¢ KoToporo areTmi-KoA okucnsercs mo CO,, 00-
pasyroTcs OoraThie SHeprueil coenHeHus: BocctaHoBIeHHbIe HA /] n
@A/l u ogra monekyma I'T®. [lomumo anermin-KoA, ob6pasyromrero-
Csl U3 pa3HBIX UCTOYHUKOB, B IMKIe KpeOca OKHCISIOTCS yriepo-
HbIE CKelleThI aMHHOKHCIIOT, KOTOPbI€ BKIIFOUAIOTCS B HETO HA pa3-
JUYHBIX CTAAMSIX Tporecca. V3oneluH, BaniH, TPEOHHH, METHOHUH
MpeBpamamTca B CYKUUHWI-KOA, (deHunmamannH W THPO3WH IaroT
(ymapar, acmapTat U acmaparuH Ipu TpaHCAMUHUPOBAHHH 00pasy-
totr HIVK, a rimyramart, riyTamMuH, TpOJIUH, THCTUNH, QpTHHUH — O~
KETOTITyTapOBYIO KHCIIOTY.
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Auerun-KoA | [koa |SH
[
.

LiuTpaT cuHTasa

AkoHuTaza

UMC-AKOHUTAT

OxcanoaueTar

[ LMKn NUMOHHOR KHCNOTEI ]
WMaouuTpat neruaporenasa
co,

Han+ Koa JSH

a-KeTornyTapart gernaporeHasa
HALH, H*+ CQ,

CyKUWHMN-KoA CUHTa33

dymapasa

Bona

[

SH + Mo

CykumHaT aerugporeHasa

ITomumo kmroueBoi ponm B katabomusme, L[TK sBiasercs Bax-
HBIM HCTOYHHUKOM COEIUHEHUH, UCTIONB3YIONIMXCS B aHA0OINIECKIX
nemsax. CykunHni-KoA ucnonp3yercs B cHHTE3e reMa W HoppupH-
HOB. OKcajoaneratr — MpoOMeXyTOUYHBIH MPOAYKT TIIOKOHEOTeHe3a, a
B XOJe TpaHCAMHUHUPOBAaHUS TpeBpamiaercsi B acmaprar. o-
KETOrIyTapaT MCIIONB3YeTCd IJIsl CHHTE3a psiia 3aMEHHMBIX aMIHO-
KHCJTIOT.

Merabonu4eckne TyTH, UTPArOIIde pOJib Kak B KaTabommde-
CKHX, TaK ¥ aHAOOJIMYECKUX IpoIeccax, Ha3bIBAIOTCS ampudomnde-
ckumu. Luxir Kpebca — cambrit HarsiaHbIH mpuMep amMmbubonm3ma.

Craaus 1: oOpa3oBaHue 1uTpaTa

Anernn-KoA KoHIEHCHpyeTcs C OKcalloalleTaToM ¢ o0pa3oBa-
HUEeM IuTpaTa. Peaknus mpencraBiseTr coOol allbJONBHYIO KOHJIEH-
calyio, MPUCOEANHEHUE UJIET 110 BTOPOMY aTOMY yIJIepojia OKcalo-
arerara.
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Coo~

Co0~ &n
¢=0 CH H,0 2
+ CoA”~ ‘9” 3 HO-C-COO0 + CoA-SH
GH2 o] CH,
COO0~ doo-
OKcanoaueTtaTt unuTpart

Peaknust HeoOpartuma, katamuszupyemasi (GepMeHTOM LUTpaT-
CHHTa30W. VICTOUHMKOM DHEPruM SBIsETCs THOA(DHUPHAS CBSI3b B alle-
tun-KoA. Kodpepment A, o0Opa3oBaBIIMiiCSA B JaHHOW peakilvu, Ha-
MPAaBISieTCsl B MHPYBATAETUAPOTeHA3HBIH KOMILIEKC ISl JeKapOok-
CHJTUPOBAHHUS OYEPETHON MOJIEKYIIbI ITUPYBaTa.

Craaug 2: n3oMepu3anus [ATPaTa B U30IIUTPAT

®depMeHT akoHWTa3a (TOYHEE, aKOHHTATTHpATa3a) KaTalu3u-
pyer oOpaTUMyI0 M30MEpPHU3AIMI0 UTpaTa B H30IUTPAT Yepe3 o0pa-
30BaHHE TIPOMEKYTOTHOT'O COSAMHEHUS - IUC-aKOHUTATa, KOTOPBIA B
HOPME HC IMOKHOACT aKTUBHBIN LEHTDP. Axonuraza IIPUCOCTUHSCT
BOJly TI0 JIBOMHOM CBSA3U CBSI3aHHOI'O C €€ aKTUBHBIM IIEHTPOM IHC-
AaKOHMTATa JABYMS Pa3HBIMHU CIIOCOOAMH: B pe3yJbTaTe OMHOTO U3 HUX
o0pasyeTcst IUTPaT, B Pe3yJIbTaTe IPYroro — MU30IMHUTPAT:

Co0" . Co0~
CH GO0 CH
2 -H0 H -~ H0 2
HO*C}*COO' zc\g,coo = ch:)*COO_
H-C—H C HO-C-H
H
Co0- coo Co0-
umTpar Yuc-aKoHUTaT usoumuTpar

Hecmotps Ha TO, uTO peakuus oOpaTUMa, €e paBHOBECHE CABH-
HYTO BIIPaBO, IOCKOJBbKY H30LUTPAT aKTHUBHO OKHCISETCS B Cle-

OYIOLIEH peakluH.

Craaus 3: OKHCIHUTENBRHOE JIEKapOOKCUINPOBAHUE U30IMTPATA

B 310l peakuuy mpOMCXOIUT BbIACIECHHE HEPBONH MOJIEKYJIbI
CO; u3 aByX, obpa3zyroumxcs B uukie. OKHcIeHne THAPOKCHIIBHON
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TPYIIBI H30IUTPATa 10 KAPOOHWILHOU B O-KETOTJIyTapaTe COMPOBO-
JKaaercsa BocctaHoBieHuem HAJI.

CIIOO - NAD(P)* NAD(P)H CcOO~
1
CH; CH;
H—(IJ—COO_ H-C-H
1
O-C-H 0=C
A
H="¢coo- CO, oo~
niounTpart OZ,—KETOFJ'IyTapaT

Peakmust yckopsieTcst M30LUTPaTAETHAPOTeHA30M, TpedyeT npu-
CYTCTBHUSI HOHOB MarHusi, CTAOMIIM3UPYIONIMX cyOCTpaT B X0Je KaTa-
m3a.

B muromazme kierku mpucyrctByer HAJIP-3aBucumebIii u30-
(hepMeHT, ABIAIOUINIICS OJHUM HU3 TPEX OCHOBHBIX MCTOYHHUKOB BOC-
cranoBiienHoro HAJI® B kierke.

Cragust  4:  OKHCIMTEIbHOE  JIEeKapOOKCHUIMPOBAHHE (-
Kerorjiayrapara

Peakius noury uaeHTHYHA NMUPYBATAETUAPOr€HA3HOU, KPO-
Me TOoro, 4u4ro B KadectBe El 3mech  BhICTYmaer o-
KETOIIyTapaTAECruAporeHasa, U, COOTBETCTBEHHO, BMECTO alleTHII-
KoA, mpomykrom siBisiercst cyknnHAI-KoA.

CoA-SH B
coo~ NAD* (T?OO
Gz GH
GHz GHz
¢=0 Co, ¢=0
CoOo~ NADH + H* SCoA
Ol-KeTornyTtapart cykumHun-CoA

E2 o-kerormyrapataeruaporeHa3HOro KOMILIEKCa TOMOJIOTHY-
Hbl E2 mupyBatnermaporenasHoro, a E3 — BooOmie uaeHTU4HB. B
XOZIe 3TOM peakmuy MPOMCXOIUT BTOPOE JIEKapOOKCHUIMPOBAHHUE U
obpazoBanue CO,, a Taxoke BoccraHaBnuBaercst HA/L
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Cranud 5: npeBpanienne cyknuHmI-KoA B cykKImHaTt

Karammsupyercs cyknuami-KoA-cuaTera3oll (CyKUHHUITHO-
KHUHA30ii).

Cykuunun-KoA, kxak u anerni-KoA, sBisercs makpolsprude-
CKUM coefirHeHneM. [ uaponu3 THoA(UPHON CBSI3H COMPOBOXKIIACTCS
BBIICTICHUEM JHEPTUH, A0CTaTOuHOM i pocopmmmposanus ['J]D.
310 Tpetuit ciaydait cyocTpaTHOro QochOoprUIUpOBaHus, ABa TPEbl-
JQYUIIX UMEITN MECTO B TIMKOJIH3E.

Goo" GF[’)iP C00"

G2 CH

GHz % c':H2

¢=0 GTP c':oi) -

SCoA CoA-SH
cyKumHun-CoA CyKUMHaT

I'T® no sHeproemkoctu uaeHTnueH AT®, mosToMy pu pacue-
Te sHepreruyeckor 3ddexkruBHocTr LITK MX MOXHO HMPHPaBHATS.
I'T® ucnonp3yercs B KauyecTBE MCTOYHHMKA DHEPrUU B OMOCHHTE3E
Oenka, pabore G-0enKoB.

Craaus 6: oKHCIIEHHE CYKIIMHATA 10 (hymapara

CyKIMHAT JIETUApHpYyeTcs B QymapaT IMoJ JNEHCTBUEM CYKITH-
Hataeruaporenassl. [lpu atom oOpa3syercst BocctaHoBIeHHBIH DA/,

COO"  FAD FADH,

H. _COO"
g:z AL G
(2 -00c"CH
coo
CyKuMHaT dbymapar

@depMEeHT acCOLMUPOBAH C BHYTPEHHEH MeMOpaHONH MHUTOXOHJ-
U U SIBIISETCS YYaCTHUKOM 3JIEKTPOHTpaHCIOpTHOM wenu. CyKuu-
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HaTAeruAporeHasa nepenaer asa snekrpona ¢ ®AJ[H, na youxuHoH,
1 UX SHEPTHUs Jajiee HCIoNb3yeTcs Ui cuHTe3a AByX Monekyn ATO.

Craaus 7: runparauus dymapara

[Ipucoennnenne BoApI MO TBOWHON CBsI3M (pymapara MpUBOAMUT
K oOpa3oBaHMIO Majara. Peakius oOparuma, katamusupyercs dep-
MeHTOM — (pymapazoi (pymaparruaparasoi).

H. ..COO~ ('BOO )
i°2 H20 HO-C-H
- C. CH,
00C H (': 00-
chymapat Manar

Craaus 8: OKHCIEHHE MaJIaTa IO OKCAJIOAIIETaTa

Karanusupyercs ManaTaeruaporeHasoi. B xomae peakiuu oopa-
3yercs HAJIH.

HO-C-H Cc=0
(}.‘.Hz Clle
COO™  yap* CO0"

Manart OKCanoaueTtaTt

Peakuusa obpatima, HO ee paBHOBECHE CMEIIIEHO B CTOPOHY 00-
pa3oBaHUs OKCalloaleTaTa, MOCKOIbKY TOCIEIHUN aKTHBHO HCIIONb-
3yercs B IIUTPATCUHTA3HOM peaKiiny.

JHeprernyeckas 3¢pdexruBnocts Hukiaa Kpeoca.

[Ipu okucnennn omHoN Monekynsl anerni KoA oOpasyercs Tpu
monekynsl HATH, onna ®A/IH; u ogna ['T®. Ecau npuHsaTh, 4TO
nipu okucneann HAJIH B nienu neperoca 31eKTPOHOB TEOPETHIECKU
MOXKeT oOpa3oBaTbcsi Tpu Monekynsl AT®D, a npu okucieHuu
OAJIH; — aBe, TO cyMMapHBId BBIXOJI PaBEH ABEHAAATH MOJIEKYyJIaM
ATO.
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JHeprernyeckas 3¢ PeKTHBHOCTH OKUCJIEHHUS ITI0OKO3bI.

[Ipu a3poOHOM TTUKOIHM3€E U3 MOJIEKYIBI TIIIOKO3BI 00paszyercs 8
monekysl AT® u nBe Monekynsl mupyBarta. B xoze OKHCIUTENBHOTO
JeKapOOKCHIIMPOBAaHUST KaKIOro MUpyBaTa oOpa3yercsl oaHa MoJe-
kyna HAJIH u onun anerun-KoA. CooTBETCTBEHHO, U3 JIBYX MUPY-
BatoB nonyuntcs 2 HAJIH, uro skBuBanentHo 6 monekyinam ATD, u
nBa anerun-KoA. Kaxaeiii u3 anernn-KoA B nukne Kpebea gacrt mo
12 AT®.

I'nuxomus — 8 AT®

OxucnutenbHoe gekapOokcuarpoBanue — 6 ATO

Hukn Kpebca — 24 ATD

Bcero u3 o1HOM MOJIEKYJIbI TIIHOKO3bI TEOPETUUECKA MOXKHO T10-
TyauTh 38 monekyn ATO.

PeanbHbIll BBIXOJ HHMXKE TeopeTHdeckoro u cocramiser 30-32
ATO.

AHal’lJ’ICPOTI/l‘leCKI/le PC€aKIuu.

DTO peakIuy MOMONHEHUS MPOMEKYTOUHBIX TpoaykToB I[TK
W3 IPYyTUX HCTOYHNKOB. Hanbonee BaXXHBIX U3 HUX — YETHIPE:

1. O6pa3oBaHme G-KETOTTyTapaTa U OKcaloarerara B peaKIusax
TpaHCAMUHUPOBAHUS AMUHOKHUCIIOT;

2. Obpa3oBaHHEe O—KETOTIyTapaTa B TIyTaMaTACTHIPOTeHa3HOM
peaKiuu;

3. O6pa3zoBaHue OKcajoalerara u3 MupyBara B MUPyBaTKapOOK-
CUJIA3HOM peaKIlMHU.

4. OOpa3oBaHHEe MayiaTa W3 MUpyBaTa B OOpaTUMOW pPEaKIIWH,
KaTanu3upyeMol Majuk-(pepMeHTOM (MajaTaeruaporeHasa aexap-
Ookcunupyomast). [loMuMo noAKpenieHus HUKIa MaJaToOM PeaKIys
(B cropoHY N1ekapOOKCHIIMPOBaHNUS) UTPAET BAXKHYIO POJIb B O0ecIe-
YEeHHMH KJIETKH BoccTaHOBJIeHHBIM HAJID.

manat + HA(®)H —— nupysar + CO2 + HAL(®)H
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o nupysar
Manuk-

thepMeHT l
acnaprar auetun-KoA
oKcanoatertar uuTpar
manar u3ouuTpart
(bymapar a-KeTornyrapar < rnyramar
CYKUMHar CYKUUHIN-KOoA
Peryasuusa I TK

OcymiecTBisieTcss Ha YpOBHE JOCTYITHOCTH CyOCTpaToB W KO-
(hakTOpOB, AIOCTEPUUECKHA IO TMPHUHIIAITY OOpaTHOW CBS3U, KOBa-
JICHTHBIMU MOJIU(UKAIHSIMH.

Coorromenue anernmii-KoA/KoA

Knerka crpemurcs noaaepkuBaTh KOHLEHTpauuo anermi-KoA
Ha mocTosHHOM ypoHe. I[lockompky amerun-KoA oOpasyercs He
TOJIBKO U3 TJIFOKO3bI, HO U IIPU OKUCJICHUH JKUPHBIX KUCIOT U aMUHO-
KHCIIOT, BCE IIYTH €r0 CUHTE3a CTpOro perynupyorcs. Ilpu nepexozne
KJIETKA Ha OKUCJIEHHE KUPHBIX KUCIJIOT, 00pa3yroIuiics U3 HUX alle-
Tu1-KoA TOPMO3HT IMHMKONIN3 3a CYET MHIMOMPOBAHUS MUPYBATKH-
Ha3bl U IMPYBATAETUAPOr€Ha3HOTr0 KoMIuiekca. Hakomienue anerni-
KoA wu3 nupyBaTa akTUBHPYET TIIOKOHEOTEHE3 3a CUET YBEIUYCHHS
AKTUBHOCTH INUPYBaTKapOOKCUIA3bl, OrPAaHUYUBACT [3-OKUCIICHHE U
ctumynupyeT anetmin-KoA-kapOokcunazy — nepBbiii hepMeHT Ono-
CHHTe3a XKUPHBIX KucioT. CBobomHbi KoA obnamaer mporuBomo-
JIOKHBIM JIEHCTBHEM.
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Perynsauusa TJIUKOJIN3a " HOTK COOTHOILICHUEM
ATDO/AID/AMD.

BaxxHylo peryisiTOpHYyIO pojib UI'PAET SHEPIETUUYECKHUM CTa-
Tyc KJIeTKH. YBeiauueHue KoHIeHTpauuun ATO ammocTepuuecku
ONOKMpYeT LUTPAaTCHHTa3y, WU30LUUTpPATAErHAPOreHasy, MupyBat/e-
THAPOTeHAa3HBIA KOMILUICKC, MUPYBaTKUHA3Y, (ochodpyKTOKHUHA3Y.
A1® 1 AM® 0Ka3bIBatOT MPOTUBOIMOIOKHOE JCHCTBHE.

q)pylcrosolﬁ-q)ocq)aT
¢hpyKT0o30-1,6-aucpocdcpar

\}
i
N

¢hocchoeHonNnMpyBaTt

tymapar a-keTornytapar

CYKUMHaT cykuymrun-KoA

JlocTynmHOCTE CyOCTpPaTOB

CKOpOCTh LMTPAaTCUHTAa3HOM PEAaKIUU MOXKET JHUMHUTHPO-
BaThCsl JOCTYMHOCTBIO OKcajoaneraTa. KoHueHTpanus ero B KieTke
Maia, a pereHepanus B XoJe LHUKJIa HemoiHas. [IpomexyrodHble
nponykrsl LITK yBonsaTcs Ha paznuuHble aHaOOIMYECKHE LIETH, KO-
M€ TOr0 paBHOBECHE MaJlaTAETHAPOTeHA3HONW PEakIHH MOXET CMe-
LIAaTHCS BJIEBO.
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Coornomenne HAJI/HAJIH

[TockonbKy B LIMKIIE YETBIpE NETHAPOreHa3HbIX PEaKIMH, UX
CKOpocTh Oyner 3aBuceTh oT cootHomenuss HAJI/HAJIH B kierke.
Ecan oHO cHmXkaercs IO KaKI/IM'HI/I6O ImpuinHaM, 3aMCIJIATCA HU30-
LUTpaTACrUAPOreHa3Hasi, 0-KeTorayTapaTaeruaporeHasHas U Manat-
JeruaporeHasHas peakuuud. TOpMOXKeHUE IMOcieqHeH CMECTHT paB-
HOBecHE B CTOpOHY Manata u chopmupyer nepunut LYK mis uut-
paTcMHTa3HOW peaknuu. Hakomienwe mutpara npu UHTHOMPOBAHUU
MEPBBIX JIBYX JACTHJIPOreHa3HbIX peakinii, 3a0JOKUpYyeT TITUKOIHN3 Ha
ypoBHe (dochodpykroknHaszel. Kpome Toro, murpar OloKupyeT pe-
aKI[UIO CBOETO 00pa3oBaHUsl.

I/IHI‘I/I6I/IDOB3HI/I€ KOHCYHBIM IMPOAYKTOM

IToMmuMO HHUTPATCUHTA3BI, H3OMUTPATICTUIPOTeHA3a H  O-
KETOrIyTapaTAeruiporeHa3a Takxke OJOKHPYIOTCS MPOAYKTaMU pe-
aKIINH - O-KETOTIyTapaToM U CyKITuHUI-KoA

BrImie npuBeneHs! M HEKOTOPBIE, HanOosIee BaKHbIE pery-
naropHble MexaHu3Mbl [[TK. Ux coBokymHoe JelcTBUE TO3BOJSET
COTJIaCOBaTh CKOPOCTh KaTaOONIWYECKHX IMPOIECCOB C JHEpreThye-
CKHUMH MTOTPEOHOCTSMH KIIETKH.

TKAHEBOE JIBIXAHUE U OKUCJ/IMTEJIbHOE
POCPOPUJIMPOBAHME.

TkaHeBoe IpIXaHHE - 3TO COBOKYHHOCTb OKHCIHTEIBHO-
BOCCTAaHOBHUTEIBHBIX PEAKIUI B KJIETKAaX >KUBBIX OPraHU3MOB, B XOZI€
KOTOPBIX O€JIKH, )KUPBI U YIJIEBOIBI OKUCIISIOTCS A0 BOIBI U YIJIEKU-
CJIOr0 Ta3a, a BBLACIAIOUIASICS SHEPTUs 3amnacaercst B popMe XUMHUYe-
CKHX CBSI3€H MaKpO3PTUIECKUX MOJIEKYIL.

CBoe Ha3BaHME 3TOT MPOLIECC MOIYYHI 10 aHAJOTMH C OObIY-
HBIM JIBIXaHHEM, B X0JIe KOTOPOro TAaKKe MOTPEOIIIeTCs] KUCIOpOa U
BBIBOAMTCS YTIIEKHUCIIbIH ras3.

[Ipeobnanaromeii GpopMoii OKHMCIEHUS MOJIEKYd B KIETKaX sB-
JSeTcsl AETHAPUPOBaHUE, B X0A€ KOTOPOTO 00pa3yroTCs BOCCTAHOB-
nennbie HAJl u Al HAJILH u ®AJ[.H; - ocHOBHOI uToOr paciiern-
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JICHUSI BCEX BUJOB NUTATEIbHBIX BEHIECTB. M3BIEUEHUE aKKyMYJIU-
POBaHHOI B BOCCTAHOBJICHHBIX KO()EPMEHTaX DHEPrUU W 3alacaHue
ee B BHJIe XUMU4eckux cBszeir AT® 3aBepuiaer nmporiecce kaTabou3-
Ma. DTO MPOUCXOAUT B LIEMH MTEPEHOCA IJICKTPOHOB B MUTOXOHIPHUSIX.
ITockonbKy 3TO MOCIEIHUM 3Tan TKaHEBOI'O AbIXaHUS, €€ Ha3bIBAIOT,
TAaKXKEC, ICIIbIO TKAHCBOI'O JbIXaHU .

enb TKaHEBOrO IBLIXaHHUS U OKMCJIUTEIBLHOrO docdopuiu-
poBaHus (uenb mepeHoca 3jaekTpoHoB, LIID, 3jgekTpoHTpaHC-
noptHas uenb, JTII).

IIpuHumn paboTsl HENH.

HII3 - 370 1enb OEnKoB, OCYMIECTBIAIONIAs] TPAHCIOPT 3JIEeK-
tporoB oT HAJIH mimm ®AJIH, Ha Kuciopon ¢ oOpa3oBaHUEM BOIBI.
OHeprus mnepeHoca WCMONIb3yeTcs AJS CO3JaHUs MPOTOHHOTO TPain-
€HTa MEXIy MEeKMEMOPaHHBIM MPOCTPAHCTBOM M MAaTPUKCOM MHUTO-
XOHAPHUH. DTOT TpaanueHT ucnonb3yer AT®-cuHTa3a s GMocHHTE3a
AT®. Conpsxennas padora L{I1D u AT®-ciuHTa3pI HOCUT Ha3BaHUE
OKHCIHUTENBHOTO (GochopunmpoBanns. AT® 3a cder aHTHHOpTa C
AJlI® TpaHCTIOPTHPYETCS B MEXMEMOpaHHOE MIPOCTPAHCTBO, OTKyAa
Yyepe3 Tophl BO BHEUTHEW MUTOXOHAPHATHHON MeMOpaHe BBIXOINT B
LUTOIIa3MYy.

CrpoeHue Hemu.

Lens cocTouT u3 4YeTHIpEX KPYIMHBIX OEITKOBBIX KOMILIEKCOB,
HeboubInoro 6enka — muroxpoma C u youxunona (kopepmeHt Q).
Bce onn pacmonararorcs Ha BHyTpeHHEH MeMOpaHe MHTOX OHIPHIA.
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BHYTPEHHARA
Marpukc MUTOXOHApPHanbHas
membpaHa

https://brainbrooder.com/lzsson/254/7-4-1 <lectron-transport-chain/axercisa/1853/cytochrome-c

Kaxxp1ii KOMIIJIEKC UMEET OKUCIUTEIbHO-BOCCTAHOBUTENBHBIN
MOTEHIMaJ, KOTOPBI BO3pacTaeT Mo Mepe MPHUOIMKEHHS K KOHILY
uenu. Hanmensmmii o y HAJILH (-0,32B), cambrif OombIIoi y Ku-
cmopoma — (+0,82B). Koneunsrii akmentop o0iamaeT HaHOOIBIIIM
CPOICTBOM K JJIEKTpoHaM. Pa3sHOCTh TMOTEHIMANIOB SIBISETCS TOM
JIBIDKYIIEH CHUJION, KOTOpas «3acCTaBiIsIeT» MEpeMeNaThbCa 3JIEKTPO-
HBI. JIBIDKEHUE DJIEKTPOHOB (AKTHUYECKH AaHAJIOTHYHO DIICKTpHYe-
CKOMY TOKY B NMPOBOJHHKE. Tak ke, Kak U B (pu3MKe, 32 CHET ITOrOo
TOKa MOXKET OBITH mpowm3BencHa padora. B LI Takoit paboroii sAB-
JISeTcs TepeMelieHre MPOTOHOB M3 MaTpHKCa B MEXMEMOpaHHOE
MIPOCTPAHCTBO. DTO OCYIIECTBISIOT TMEPBBIA, TPETUH W UYETBEPTHINA
KOMILITEKCHI.

Kowmmeke | — HAJIH-neruaporeHasHbplii KOMILIEKC.

Kommueke oxucmsier HAJI.H, oTtHmMast ot Hero mpoTtoH (MOH
Bozopona) u nBa 3nekTpona. Oxucnennsiii HAJl mokumaer IO u
BO3BpalIaeTcs B MeTabOMUYecKUe MyTH Ul y4acTHsl B JErHIpore-
Ha3HBIX peakuusx. [IpoToH ocraercss B MaTpHUKCe, MONOMHAS KOHLICH-
TPaLUMIO UMEIOIIMXCS TaM MOHOB Bojopoaa. J[Ba anexkTpoHa mepena-
forcst BHavasle Ha OMH, a, 3aTem, uepe3 LEMOYKY KEIe30CEPHBIX
KJIacTepOoB — Ha YOMXHMHOH. KpoMe TOro, Ha KaKayi0 OKHCIEHHYIO
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monekyny HAJIH xoMriuiekc mepekaynBaeT 4eTblpe MPOTOHA U3 MaT-
pHKCa B MEKMEMOpaHHOE MTPOCTPAHCTBO.

Cmpoenue xomniexca 1.

Y KHBOTHBIX COCTOUT U3 44 CyOBEIMHUIL, CEMb M3 KOTOPBIX KO-
TUPYIOTCS MUTOXOHAPUATIEHBEIM TeHOMOM. MCronb3yer B KayecTBe
KoakTopoB — onHy Monekyny ®MH u 8 kene3ocepHBIX KiIacTepoB

(eHTpoB).

XKenezocepHbie KmacTepsl — OeTKOBBIE KOPAKTOPHI, CIIOCOOHBIE
NpUHHUMATDh U OTAaBaTh 3JICKTPOHLI. Ilo XUMHUYCCKOMY CTPOCHUIO 3TO
aJIeMEeHTOpTraHu4veckre coequHeHusi. CBoe MPOMCXOXKICHHE OHH Be-
YT CO BpeMeH, Korja B atMocdepe 3emiin He ObLJIO KHUCIIOPOa, a B
OKeaHe OBLIO MHOTO CEPOBOJIOPO/Ia M MOHOB JIBYXBAJIEHTHOTO JKeJle-
3a. benmku, KOTOpble UMEIOT WX B CBOEH CTPYKType, DBOIIOIMOHHO
ABJIAIOTCA OJHUMMH U3 CaMbIX JPEBHUX. TTomumo IIEPBOI0 KOMIIJICKCA,
Kk HUM oTHOcuTcs komiuieke 1 II15, akornTaza U CyKImHATACTH-
porenasa nukia Kpebea.

XKenezocepHbie KIAacTepbl KPUTHUECKH BaXKHBI JIJISI TIOJIEPIKa-
HUSl TPETUYHOW CTPYKTYpPHI U KATATUTHISCKOW AKTUBHOCTH COJEp-
kammx ux (GepMeHnToB. B coctaBe Oenka cTaOMIM3HUPYIOTCS KOBa-
JICHTHBIMH CBSI3SIMH C OCTATKAMHM [IUCTEHHA W THCTHINHA.

His
-
Cys . HN/\NH
S\ AN/ =/
Fe\ /Fe\
S/ S N=\
NH
Cys =
His

Kommuteke | umeer L-o0pasHyro ¢hopMy, 32 9TO TIOTYUYHI Y yUde-
HBIX Ha3BaHHUE «CTapbIid OaIIMaKy.
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+ +
NADH NAD +H
https://commons.wikimadia.orz/w/index phpZeuric=271718%
TuapodoOHast «MOAOIIBaY IMOrPYy)KEHAa B MeMOpaHy, THIPO-
(uapHAs «IOMBDKKa» - B MaTpukce. Ha Hell pacmomnaraercs HEHTp

ces3biBanus U okucieHuss HAJIH u Bce kodakropsl. LleHTp CBS3bI-
BaHUS YOUXHHOHA JIOKAJTH3YETCsl Ha ITOJIOIIBEY.

Youxunon (kopepment Q, kodhepmeHT Qp).

[Ipou3BomHOE OCH30XMHOHA, UMeeT TUAPOdOOHBINH XBocT U3 10
M3OMPEHWIBHBIX TPyNN. PacTBOpHM B JHMIHUIAX, pacrojaraercs BO
BHYTpEHHeW MeMOpaHe MUTOXOHIpui. CHHTE3UPYETCS] B OpraHu3Me
B JIOCTATOYHBIX KOIUYECTBAaX, KPOME TOTO MOCTYyMAaeT ¢ muilei. B
psijie MCTOYHUKOB (UTYpHpPYET B KayecTBE BHUTAMHUHOIIOJO0HOTO
(hakropa.

[TpuHEMaeT 1Ba >IEKTPOHA OT MEPBOr0 HIIH BTOPOTO KOMITIEKCa
W J1Ba NMPOTOHA M3 MAaTPHKCA M BOCCTAHABIHMBACTCS IO yOMXHHOJIA
(QHy). Ilepememmasick B MeMmOpaHe, OCYIIECTBISIET IEPEHOC 3THX
yactul Ha komruiekc 1.
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[e]

HyC-0 CHy YBUXMHOH (KohepmeHT Q)
H3C_° = s = S = = = = = =
o

e+ H*% e +H*
OH
HyC-0 CHy BoccTaHOBMNEHHbIN YOMXUHOH (QH2, yOUXUHON)
H;C-0 = = = 2 = R 2 S i =

OH

B Q-tmkie (Tperuii KOMIUIEKC) BOCCTAHOBJICHHE YOWXHHOHA
WJET B J]Ba 3Talna — 4epe3 CTaJui0 CeMUXHUHOHA.

Kommieke Il.

Ot1o cbopnas rpymnmna DAJI-3aBHCHMBIX MHUTOXOHIPHUATHHBIX
JeTHJIPOreHa3, acCOIMUPOBAHHBIX C BHYTPEHHEH MeMOpaHOH MHUTO-
XOHJIpUM M IEPENAIMX 3JIEKTPOHBI CO CBOEM IPOCTETUYECKOU
rpynmsl DAJIH, B menps meperoca 31ekTpoHOB. CaMoil BaXKHON W3
HUX SIBJISIETCSl CyKUMHaTneruaporeHasza nukina KpeOca. Oxuciss
CYKITMHAT 10 pymapara, oHa, OTHOBPEMEHHO, BOCCTaHABIIMBACT YOU-
XHMHOH.

Cmpoenue komnnexca ll.

CyKIHaTAETHIPOT€HA3a COCTOMT M3 YeTHIpeX CyOBEeTuHUII,
B W3 KOTOPBIX TUAPOGUIBHEIE U ABE — MEMOpaHHBIE, THAPOPOO-
Hble. Ha THapoduiIbsHBIX paconokeH akTHBHBIN 1eHTp ¢ PAJl u Tpu
XKenme30CcepHBIX Kimactepa. Ha ruapodoOHbIX cyObennHHUIAX pacto-
JIOYKEH IIEHTP CBS3BbIBaHMS YOUXWHOHA U reM. Ha3HaueHne mocieHe-
r0 B CYKIIMHATACTUPOTeHa3€e IO KOHI[A He SICHO. DIEKTPOHBI OT CyK-
LHMHATa nepenarTcs cHayana Ha @A/, 3aTeM Ha XKele30CcepHbIe Kila-
CTEpHI U, B KOHIIE, HA YOUXHHOH.

AnanornuasiM obpazom okucisitor PAJ[H, B cBoem cocTaBe
MUTOXOHApUaNbHbIe ammi-KoA-neruaporenaza — Qepment [-
OKHCIICHHSI )KHPHBIX KUCIIOT W TIHIepon-3-pocharaeruaporeHasa —
KOMIIOHEHT rniepodocpaTHON YeITHOTHON CUCTEMBI.
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Kommnekc |l pefictByer aHanmormyHo M mMapajuleIbHO C KOM-
TiekcoM |, Ho B OTJIMYME OT HEro MPOTOHBI, IPH ATOM B MaTPHKC HE
nepekaunBatotcs. Komruieke |l He yyactByer B 0OpazoBaHUU Mpo-
TOHHOT'O TPaJIMEHTA.

Komnnekc Il

MaTPUKC

CYKUWHaT dymapat

hitps://commons wikimedia org/windex php?curid=2833479

Kowmmueke 1 (komrmaekce mmmroxpom be;)

Komrmneke okucisier yOMXHHOI, TepeaaBas JiBa JJICKTpOHA Ha
CIIEIYIOIINI MEePEHOCUYNK — ITUTOXPOM C, a JBa MPOTOHA OTIAeT B
MekMeMOpaHHOe IpocTpaHcTBO. KpoMe AToro, B Xo/ie Tak Ha3bIBac-
Moro Q-IHKITa, KOMILIEKC 3aXBaThIBAET M3 MaTPUKCA U MEPEHOCUT B
MeKMeMOpaHHOE MPOCTPAHCTBO €llie JBa MPOoToHa. TakuMm oOpazom,
BCEr0 HAa 9TOM JTale B MEKMEMOpPAHHOE MPOCTPAHCTBO IOMAJACT
YeThIpe MPOTOHA.

Cxema Q-yuxna

B xommekce 1l gBa menTpa cBsi3piBaHusa yonxuHoHA. Kaxkaprit
pas, korga B iepBoM (QO) okucmsiercss QH,, oIMH 371€KTPOH ¢ HETO
YXOJUT Ha OKUCIICHHBIH YOUXHUHOH BO BTOpoM IieHTpe (QIi), mpeBpa-
asi ero cHavalia B CeMUXHHOH, 3aTeM B QH,. [IpoTtonsr s Boccra-
HOBIIeHUsT OepyTrcsi B Matpukce. llpu oxucrnenuu storo QH, B Qo0
[EHTPE ero MPOTOHBI TOMAIYT B MEXMEMOPaHHOE TPOCTPAHCTBO.
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https://commons wikimedia org/wiindex phpTcurid=2776349

Cmpoenue xomnaexca lll.

MynbTHOEIKOBBIN KOMITIEKC, cocTosmuid u3 11 momekyn. Bo-
ceMb M3 HHUX — HeOoJblue THAPOPOOHBIC OEIKH, BBITOTHSOIIIC
cTpykrypHbie pyHKIuH. Cpei OCTaTbHBIX TPEX — IUTOXPOMBI D u
cl, comepxaiye reMbl B Ka4eCTBE MPOCTETHYECKUX TPYIII, U XKeje-
30cepHblit Oenok Pucke, nmeronumii 2Fe-2S nentp.

[{utoxpom C.

HeOGomb1mo0ii reM-comepkarimii 0e0oK MOJISKYISIPHON Maccoi
12 x/la. PactBopuM W CBOOOTHO TIEpEMEIIACTCS MO TMOBEPXHOCTH
MeMOpaHbl. [IepeHOCUT MO OIHOMY JJIEKTPOHY OT TPEThEr0 KOM-
Tiekca K uerBepToMy. CBs3bIBaET BHAYANIE, a 3aTEM OTJIAET DIICKTPOH
HOH Kene3a B MOJICKYJIe reMa.

https://commons wikimedia.org/w/index.php?curid=16469416

Kommureke 1V (LuToXpom aas, MIATOXPOMOKCHIA3a).

HOCJ’IGI[HI/Iﬁ ¥ HauOoliee CI0XKHO OpFaHH30BaHHBIﬁ MYJIbTH-
OCNKOBEIT KOMIIJICKC, nepe;[a}ou_[m‘/i QJICKTPOHBI Ha KOHCUYHBIN aAKICII-
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TOp — Kucaopoa. Urpaer KIoueByo pojib B PEryisiiuy padoThl BCel
LEMH.

B memOpane cymiectByer B Buie aumepa. Kaxkawlii mumep
cocTOuT U3 13 cyObenuHMIL, TPU U3 KOTOPBIX KOJUPYIOTCS MUTOXOH-
JpUATBHBIM TeHOMOM. Tpu OOJBIIMX CYyOBEAMHHUIBI COACPKAT BCE
KO(aKTOpPBI U OCYIIECTBISIOT MEPEHOC IEKTPOHOB M MPOTOHOB, OC-
TaJbHbIC BBIIOJIHIIOT BCIIOMOTaTeNbHbIe (YHKINUU, U UX POJb MAJIo
n3yueHa. B xadecTBe KO(aKTOPOB MCIONB3YIOTCS JIBE Pa3HOBUIHO-
CTH TE€MOB U JBa METHBIX IIEHTpa (ATOMBI MEIH, TUTHUPOBAHHbIE OC-
TaTKaMH aMUHOKFCIIOT).

UerbIpe 3JEKTpOHA € YEThIpeX MojeKyn nuroxpoma C mepe-
HOCATCS mociienoBaTesibHo Ha CUA-IIEHTp, 3aTEM Ha TeM a U Ousaep-
HBIH meHTp TeMm a3-CuB. MmeHHO 311eCh MPOMCXOAWT CBS3LIBAHUE
KHCJIOpOAa ¥ BOCCTAHOBJICHHE €r0 0 BOABI. M3 MaTpmkca 3aXBaThl-
BalOTCS BOCEMb MPOTOHOB. UeThipe MX HUX HJAYT Ha OOpa3oBaHHUE
JIBYX MOJIEKYJI BOJIBI, YETHIPE 3aKAUMBAIOTCS B MEKMEMOPAHHOE TIPO-
CTPAHCTBO U MOMOJIHAIOT TPaJIUEHT.

4 x ;”/C):tré\x 4H"

\BOCCT. ) A

Cu

eeeeeeeni & |
A 8 R
4H++OZ’_‘Q/CU L

+
3 e 4

https://commons wikimedia.org/w/index.php?curid=2891976

Ha »Tom 3Tarne HeoOXOMMMBI YeThIpe 3NIeKTpoHa. B To ke Bpems
npu okucieHnn omHor Monekynsl HAJIH (mmu ®AJIH;) o menu
3aIyCKaeTcsl BCero ABa 3yeKkTpoHa. CienoBaTenbHO, JBa MPEAbIAY-
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mMrX KOMIIJICKCA, q)OpMI/Ipy}OIIII/IX TpaducHT, dOJIKHBI Cpa60TaTI)
JABaXXbI.

Kommneke |1V urpaer Baxuyto pons B perymsinuu LI1D u
KJIETOYHOTO JbIXaHMs B menoM. Ha HeM mMmeercsl y4acTOK CBS3bIBA-
HUSI TPHHONTHPOHUHA, aJUIOCTEPUUYCSCKUN HHTHOUTOPHBINA IIEHTP IS
AT®. TonbKo y4acTKOB Ui KOBaJeHTHOH Moaudukanuu dhochopu-
JIUpOBaHUEM OOHApPYKeHO 18.

AT®D-cunTasa.

AT®-cuHTa3a TpaHCHOPMHUPYET SIEKTPOXUMHYECKUN Tpa-
JIUEHT KOHIIEHTpaluMu HOHOB BOJAOPOJAA CHAyald B MEXAHHUYECKYIO
9HEPTUI0 KOH()OPMAIIMOHHBIX TEPECTPOCK, a, 3aTeM, B DHEPTHIO XH-
mudeckoil cBs3m AT®. Ona pabotaer B TecHoM KoHTakTe ¢ DLIIL,
MMO3TOMY HMHOTJA 3TOT OETKOBBIA KOMILUIEKC MO3HIIMOHHPYIOT, KaK
[ATHIA B LENH MEPEHOCA DJIEKTPOHOB.

B aBrycte 2018 roga Oputa mepeHeceHa U3 Kiiacca TpaHcde-
pa3 BO BHOBB CO3JaHHBIN cembMOM Kilace EepMEHTOB — TpaHCIIOKa3
(7.1.2.2), OCKOIBKY KaTamusupyemyro eii peakmus cuaTeza AT
XOTb U SIBJISETCS 00paTHOM TUAPONH3Y, HO HE MOXKET OBITH OIKCaHa B
paMKax 3TOro MexXaHH3Ma.

Cmpoenue ATD-cunmasol.

Crpykrypa AT®-cuHTa3b1 X0pomo u3ydena. [lo BHemHeMy
BHJly OHa HAITOMHHAET TPUO CO MUIANKOH, HOXKOW U KopHEM. KoM-
IJIEKC COCTOWUT W3 ABYX (parMeHToB — THAPO(GOOHOTO TpaHCMEM-
O6panHoro FO u ruapohUIHHOrO, BRICTYHAIOMIETO B MATPUKC - F.

FO mocTpoeH u3 cyObequHUI] Tpex THIOB: a, b u ¢. OcHoBa
TpaHCMeMOpaHHOTO (hparMeHTa MpeAcTaBIsieT coboil KoIbIlo (manee
c-KoJbI10) U3 9-12 cyOopenuamIl c. Ha xaxkmol — y4acTOK CBSI3BIBAHUS
nporona. Cy0beanHUIa @ UMEET BHYTPH [Ba MOJIyKaHaua, 10 OJHO-
MYy U3 KOTOPBIX IIPOTOHBI NONAJAI0T BHYTPh KOMIUIEKCA, IO BTOPOMY
— MOKHIAOT ero. JIBe cyownemunuiisl b pukcupyror dpparmentsl FO 1
F1 oTHOCHTENBHO ApYT Apyra U NMpeJoTBPALIAIOT BPALICHUE «IIUISI-
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KA Fi.

CTaTH4Hble 4acTHu

NOoABHXHbIE HYaCTH

BpaueHue

\
NPOTOHHBIE KaHanbi NpoToH

Molacular Cell Biology, Sixth Edition 2008, W.H. Freeman & Co

F1 cocroutr u3 cyObenuuuil 5 tumnos. «lllnsmnka» oOpazoBaHa
YepeyIoNMMUC CyObeIMHUIIAMA O U B, TIO TPU KOMHH KaXKIOMH.
31eck TPOUCXOIUT CBsI3bIBaHUE cyocTpaToB u cuHTe3 AT®. JlnmunH-
Has cJerka W30THyTasi CyOBeIHAIA Y TTOTpyKeHa B FO ¢ ofgHo# cTo-
poHBI U TipoHUKaeT B F; C mpyroii. C Hell cBsi3aHa HEOONbBIIAs MOJIe-
kyna €. K HapyXKHOU CTOpOHE «IIUIAMKIY MPUCOSTHHECHA CyOheINHH-
ma §, K KOTopoil Kpensarcs coemuusromue asa Gparmenara ATd-a3sr
cyObeqMHUIIBI D.

W3-3a pa3HUIIBI B KOHIIEHTPAIMH ¢ 00€MX CTOPOH MEMOpaHBI
MPOTOHBI U3 MEXMEMOPaHHOTO MPOCTPAHCTBA MPOHUKAIOT CHavYasa B
MOyKaHa!I Ha CyObEeIMHUIIE a, a 3aTeM IEePEHOCATCS 10 OJHOMY Ha
KaXIylo CyOBeIMHUILY C, BBI3bIBasl BpalleHHe c-koibia. [locie mos-
HOro 00OpoTa Yepe3 BTOPOH MOTyKaHaJ MPOTOHBI IOMAJaloT B MaT-
pHKC.

C-K0JIB1I0 KECTKO CBSA3aHO C OChIO KOMILIEKca — CyObeInHU-
ued y W mepefaer ed BpallaTenbHbBII MOMEHT. Bpamasice BHyTpu
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UKW, Y-CyObEIWHUIA UHAYLUPYET LUKIMYecKhe KoHdopma-
LUOHHBIE MIEPECTPOMKH B CTPYKTYPE COCTABISIOMINX €€ CYyOheInHHIL
a u PB. I[Ipu noBopore Ha kaxnsie 120 rpaaycoB KaTalIWTHYECKUE
LEHTPBI, PaCIoIOKEHHBIC Ha TPeX CyObenuHHIaXx 3, MEHSIOT KOH(U-
rypauuio. B onmHo# koHburypanuu ceszeiBaercs AP u docdar, Bo
BTOPOW MPOHUCXOJIUT peakuus, B TpeTbell — ocBoboxaaercs ATO.
[pu kaxmom o6opote cuHTesupyercs Tpu Monekynsl AT®. Konuue-
CTBO MPOTOHOB, KOTOpBIE s 3TOrO HYXHBI, PaBHO YHUCIYy C-
cyobenuuul y AT®-cuHTa3bl. Y 4enoBeKa 3TO YHCIIO PABHO JIECSATH.

) > L

\
/gok QE/; L :‘B \ (v GD
N T

_— @), (v)
) a

ADP) 1 ADP
¥ @D D @
o +Q ‘\
L T \ ‘o
W
http://ffden-2. phys.uaf edu/webproj/212_spring_2019/Daisy Herrman/1308736235cb816¢1b61 1d/generation-of-rotation.html

[Ipu oxucnennn nByx monexyn HAJIH B mexxmemOpaHHOE Mpo-
ctpanctBo monazaer 20 (8+8+4) nporonos. CoorBercTBeHHO, 10 mpO-
toHoB Ha omuH HAJIH. Ecmm cyocrpatom Oymer ®AJIH,, To 3Tam
HAJIH-neruaporenassl  omyckaeM. llomydgaem 6 TpOTOHOB TIpH
okucieHnn oxHor Mojekyinsl @AJIH,. CoOTBETCTBEHHO, TIPH OKHC-
neHuu omHoi Monekyinsl HAJIH Teoperndecku obpasyercst Tpu Mo-
nexynsl AT®. [Ipu okuciennn ogaoit monexkynsl ®AJIH, — nBe.

B peanpHOl cuTyaruu 3tH mudpsl paBHEI 2,5 U 1,5 Monexkyn
ATO.

Pa3zo01ienre TKaHEBOr0 AbIXaHUS W OKUCIUTEIBLHOro (hoc-
(opunupoBanus.

Pazo0nmreny yMeHbIIAIOT TPAJHEHT KOHLEHTPALMH POTO-
HOB B MUTOXOH/pHsX. Llenb mepeHoca 3JeKTpOHOB (hYHKIHOHUPYET
00BIYHBIM 00pa3oM, a cuHTe3 AT® ymenspmaercs. Beipensromascs
9HEPIHs PACCEHBACTCS B BHJIE TEILIA.

[lo mexanu3My OEHCTBUSI 3TH BEIIECTBA Yalle BCETO OTHO-
ciaTCs K MpOTOHOOpaM — IMEPEeHOCYNKaM HOHOB Bopopona. B kaue-
CTBE IIPUMEpa MOXKHO MpUBECTH TUHUTpOodeHon. OH NpOTOHUPYETCs
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B YCIOBHAX HHM3KOro pH B MekmMeMOpaHHOM NpOCTpaHCTBE, U Q-
¢dbynaupyer yepe3 MeMOpaHy W OTAAeT MPOTOH B MaTpHKce. AHANO-
THYHO JIEMCTBYIOT )KUPHBIE KHCIIOTHI.

MexXMeMbpaHHoe
NPOCTPaHCTBO MaTpUKC
HU3KnUn pH BblCOKUA pH

o~ OH OH o~
NO NO2 diffusion NO, NO,
Ht + — —_— +Ht
NO; NO> NO, NO,

[pupoaHbiM pazoOIIUTENIeM SBIsieTCsl OEOK TepPMOTreHuH. B
Oypoii )KMPOBOIM TKaHW OH cocTaBysieT 10 15% OT BceX MUTOXOHIPH-
anbHBIX OenkoB. [1o cTpOeHHI0 TepMOr'eHWH HalOMHHAeT (pparMeHT
Fo AT®-cunraszer. OH 00pa3yer TpaHCMEeMOpaHHBINA KaHAa, 110 KOTO-
pPOMY TIPOTOHBI U3 MEXMEMOPAHHOTO MPOCTPAHCTBA YTEKAIOT B MaT-
pukc. Ob6paszoBanue AT® cHuxaercs, 3aTO BO3pacTaeT I'eHepailus
Teruia. MexaHnu3M MCnoib3yercs i Tepmoperymsnnn. Ocoboe 3Ha-
YeHHE UMEET Y HOBOPOXKICHHBIX U KUBOTHBIX, BIAAIONINX B CIISU-

KYy.

TEPMOreHuH

https://alchetron.com/Themmogenin

LIID kak MCTOYHUK CBOOOIHBIX PAJIUKAIOB.

Bo Bpems pabotsr DL Bo3MOkHA yTeuka 3JIEKTPOHOB U3 LENH
Ha KUCJIOPOA ¢ 00pa3oBaHUEM CYNEPOKCHIA. DTO CHHYKAET COpPsIKe-
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HHUC U JAaCT HA4aJIO MOABJICHUIO LICJIOI0 CIICKTPAa AKTUBHBIX COCIUHEC-
HUM KUCJIIOpOJa, MHAYIUPYIOHNIUX MCPEKUCHOC OKHCIICHHUC JIMIINAOB,
MOBPCKACHNUEC MOJICKYJT U CTPYKTYP KIICTKHU.

Muruourops! LHIID u AT®-a3slL.

| kommieKe — poTeHoH, 6apOuTypaThl. KOHKYpHUPYIOT ¢ yOuxu-
HOHOM 32 IICHTPbI CBS3BIBAHUSI.

Il kommieke — manonat. KoHKypeHTHBIH MHTHOUTOp CBSI3BIBA-
HUA CyKIIMHATa B aKTUBHOM IIEHTpE.

Il xommneke — anTuMuLIiH A. BIIOKupyeT TpaHCIOPT AJIEKTPO-
HOB BHYTPH KOMILJIEKCA.

IV xommiekc — muaHuAbl, CyIbQUABI, a3uabl, OKHCh a30Ta,
OKHCH yriieposaa. CBSI3BIBAIOTCS C OMSAEPHBIM LEHTPOM, OIOKUPYS
JIOCTYTI KACTIOPOTY.

AT®-cunrasza — onmuromuiiuH. biaokupyer gpparment Fo.

MHrubuTOpH MHPOKO UCIONB3YIOTCS B KA4eCTBE MPOTHBOMHK-
POOHBIX CPENICTB, MHCEKTUITNIOB, (DYHTUIUIOB.

BPOKEHHUE.
CnupTtoBoe Opo:keHHe

Hexoropsle MHKpOOpraHu3Mbl, HallpuMep, APOXIKH, B aHa-
9pOOHBIX YCIIOBHSIX HCIHOJNB3YIOT APYI'YIO CTPATErHIO PEreHeparuu
okucnernoro HAJl mns rmunepanbaerun-3-docdaraeruaporeHaspl.
TuamuH3aBUCHMBIA (PepMEHT MupyBaTICKapOOKCHIIa3a KaTalu3upy-
er NeKapOOKCHIIMPOBAHHME MHUpPyBaTa C OOpa3oBaHUEM YKCYCHOT'O
anpaeruna. Jlajgee ameranbOerda BOCCTAHABIMBACTICA C Y4acTHEM
AJIKOTOJIbICTUAPOreHa3bl 10 3THJIOBOrO cnupra. B peaknuu pereHe-
pupyercst okucinenubld HAJI ans rimukonusa
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0~ CO2 NADH + H*

(@)
N 7 .

(© PP, o H NAD*  OH
[ Mg N/ |
=0 —— C CH:z
| nupysaT | ankoronb |
CHs  pekap6okcunasa CH3 nervaporeHasa CHs

Mupyear AueTanbgerug ST1aHon

B xone criuproBoro OpoxkeHus: o0pa3yroTcst 1Ba MOJIE3HBIX IS
yenoBeka mpoaykra: atanon u CO, (ximebornedeHue).

MoJ10YHOKHCTI0€ ﬁpome}me

Ha3biBaercs Tak mOTOMY, YTO OCHOBHBIM IPOJYKTOM SIBJIAETCA
MOJIOYHAsl KuciioTa. Mcronb3yercs B HApOJHOM XO3SICTBE JJisl TIPO-
WU3BOJICTBA KHUCIOMOJIOYHBIX MPOJYKTOB. JleIuTcs Ha J1Ba OCHOBHBIX
BHUIA.

l'omodepmenTatnBHOE OpOKEHHE OCYMIECTBISIOT MHOTHE
npencrasuTenu poxa Lactobacillus, cemeiictsa Streptococcaceae. B
KadecTBe cyOcTpaTa OHM MOTYT WCIIONB30BATh JIAKTO3Y, JAPYTHUe MO-
HO- U Aucaxapusl. Peakium, KoTopsle Ipy 3TOM IPOTEKAlOT, MTOIHO-
CTHIO MJIEHTHYHBI aHa’POOHOMY TIIHMKOJIHM3Y, W TpoxykroM Ha 90%
SIBJIIETCSI MOJIOYHASI KMCIIOTA.

I'erepodepMenTaTHBHOE OpOKEHHE.

OcymiecTBIsIIOT ~ HeKoTopeie  Buasl  poma  Lactobacillus,
Bifidobacterium u Leuconostoc. OHu He MOTYT OKHCIIAThH caxapa o
TTIUKOJIUTHYECKOMY ITYTH, TaK KaK y HUX HET ajlbJ0JIa3bl U TPHO30-
tdocarrzomepaspr. [l cOpakvBaHWS OHHM HCIONB3YIOT pPEAKIIUU
neHTo3odocharHoro mytd. [loMUMO MOIOYHON KHCIOTHI, KOTOpas
COCTaBIISICT JIMIIb TTOJIOBUHY TPOJYKTOB, 00Opa3yroTCs, TaKke, 3Ta-
HOJI, alleTaT U YIIIEKUCIIBIA Ta3.

Hpe):lHOIITI/ITCJ'IBHBIM CYGCTpaTOM ABIIACTCA MaJIbTO34d, XOTA
MHKPOOPIraHU3Mbl MOT'YT OKHCIIATH U APYTHUE AUCaxapulibl, I'€KCO3bI
1 TICHTO3HEI.
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Caxapa

peakuyuun NN
e
D-xcunynoso-5-thocar
H,C—OH
]
(; 0
HO—C—H
|
H—(":—OH
CH,0P04%
ATo Afo +0,
N
YHOYOREN. o Auetun-cocgar 3-hochOrnNUUEePUHOBLIA
Kucnora
l —~ HAOH anbaerva
|
N L
i *HAR I 6 peaxumn,
Aueranoaerna : AHANOMMYHBLIX
~ HAOH I peaxkuuam
Q mukonuaa
~ HAQ® !
Aranon Monouxan kucnora

Kceumynozo-5-pocdar, obpazyromuiics B peakmusx [IDII, pac-
HISIUIICTCS Ha Iaunepanbaerua-3-gochar u anermia-gpocdar. Ilo-
CIIEIHUH SBISIETCS MaKPO3PTHUYECKUM COCAMHEHHWEM U MOXET IIpe-
BpAaIIaThCs 0 ABYM HAIIPABJICHUSM: B YKCYCHYIO KHCIIOTY C 00pa3o-
BaareM AT® mimm BOCCTaHOBHUTHCS 10 TAHONA.

IIponrnoHOBOKHCIIOE OPOKEHHUE.

ITpormmonoBokucibie Oakrepuu (pox Propionibacterium) o6wu-
TAlOT B pyOlle W KUIIEYHHUKE KBAYHBIX KUBOTHBIX. [[IHpoKO HCmonb-
3yIOTCsSI B CBIPOBApECHHH, TaK KaK MOMUMO OCHOBHBIX MPOIYKTOB 00-
pasyIoT HeINblii psili BKycOoapOMaTHYeCKHX BemlecTs. B kauectse cy0-
CTPaTOB MOTYT HCIOIb30BaTh Pa3IMYHBIC MOHO- U JIHCAXapujbl, 3a
HCKITFOYCHHUEM JIAKTO3BL.
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Caxapa OKHCIIAIOTCS T0 TIIMKONUTHYecKoMy myTtu. OO6pasyro-
IIUHACS MUPYBAT MOXKET OBITh MOABEPTHYT OKHCIMTEIBHOMY JeKap-
OOKCHITUPOBAHUIO C YUACTHEM MUPYBATACTHAPOr€HA3HOTO KOMIUICK-
ca. Auermin-KoA, 3atem, uepe3 craauto anerwidocdara npeppaiia-
€TCs B IIEPBBIN NPOMYKT - alleTar.

B apyrom myTtH, KOTOpBI MPUMEPHO BIBOE MOLIHEE, NUPYBAaT
KapOOKCHIIHpYETCs 10 OKCalloaleTaTa U BCTYNAeT B CEPUI0 PeaKIii
aHanormyHbIX UKy Kpebca, HO uaynpx B oOpaTHOM HampaBlIeHUN
JI0 cTaguu CyKImHUI-KoA.

nupysat

auetun-KoA — auetar

oKcanoavuertar

Manart

thymapat

CyKUMHaT CyKLWlHVU'l-KOA
MeTunmanoHun-KoA
nponuoHun-KoA

nponvuoHartr

[Ipormmonat obpasyercs B CepuU peaKIuil, N3BECTHBIX HAM W3
OKHCIICHVSI )KHPHBIX KHCJIOT C HEYETHBIM YHCIIOM YTIEPOAHBIX aTo-
MoB. C TOW JIMIIH pa3HUIEH, YTO OHU MPOTEKAIOT B OOpaTHOM Ha-
MIpaBJICHUH.

MacistHOKHCI0€ OpOXKEHHE.

IMpakTukyroT obmuraTHbie aHa’poObl poma Clostridium, nace-
JSTEOIIHE PyOell KBAYHBIX M MPUCYTCTBYIOIIHE B TOICTOM KHIICYHH-
K€ BCEX JKMBOTHBIX, BKIIFOYasi yesoBeka. OKHCISIOT TeKCO3bl ¢ 00pa-
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30BaHUEM I1ICJIIOT0 psAaa MPOAYKTOB!: chyCHOﬁ U MacIsHON KHUCJIOT,
9TaHOJ1a, 6YT3HOJ13 1 U30IIpoIaHoIa, auceroHa, Boaopoaa.

CxeMy MAacCIITHOKHCIIOrO OpOXKEHUS] MOXKHO IMPEACTABUTH Clie-
JYIOIIUM 00pa3oM:

ataHon <——— auetun-KoA
YKCYCHas Kucrnorta auetoauetn-KoA —————= aueToH

3-rugpokcubytupun-KoA naonponaHon

KpoToHun-KoA

oytupun-KoA

//\\

GytaHon mMacrnsiHaa Kucnora

Anernin-KoA Moxxer uaru Ha 00pa3oBaHKe ITAHONA U YKCYCHOM
KHCIOTBI. DTOT IYTb SHEPTECTUYCCKNU BBIT'OJICH, HO YpPEBAT 3aKUCIIC-
HUEM Cpelbl, YTO BPEIUT XU3HEAEATENbHOCTH MHUKpPOOpraHu3Ma.
Kpowme toro, on He mo3BoiseT 3ddexTrrHo okuciaste HAJIH, obpa-
3YIOIIUNCA B TJIMKOJIU3E.

i pemenust 3TUX 33124 UCTIONB3YeTCSI METa0OIMYeCKUH TTyTh,
HAaIlTOMUHAONINA OMOCHHTE3 KUPHBIX KHUCIOT y 3yKapuoT. Ero moms-
3a COCTOHT B TOM, 4TO OH To3Boiser okucisath HAJIH B nByx peak-
WX TuapupoBanus. J[Be Monekynsl anetmn-KoA mpeobpasyrorcs B
OyTupnin-KoA, KOTOphIf MOXKHO OKHCIHUTH IO MACJISTHON KHCIOTHI C
obpazoBanneM AT®, 6o BocctaHoBHUTH M0 OyTaHoma. Ilocnemnnit
BapHaHT XOPOII TEM, YTO MO3BOJISET YTHIN3UPOBATH €IIe IBE MOJIE-
kynet HAJTH.

[loxoxue mpeBpalleHHs HCIONB3YIOT LEJI0I030pa3pyLIato-
e OakTepuu B pyOle >KBayHbIX. MaciisiHasi KUCIIOTa, KOTOpas MpH
3TOM 00pasyercsi, BMECTE C APYIMMH JIETYYUMH XKUPHBIMH KHCIJIOTA-
MH BCACBIBAETCS U YCBAWBACTCSl OPraHU3MOM >KUBOTHBIX. MacisiHo-
KHcnoe Opo’keHHne B pyOlle, OCYIIECTBIIIEMOE KIOCTPUANSMH, Hera-
TUBHO CKa3bIBAETCS Ha 3[0POBbE KUBOTHBIX, IPUBOJS K KETO3Y. AK-
TUBU3ALMS €r0 MIPU CHJIOCOBAHUH BBI3BIBACT MTOPUY KOpMa.
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HekapbokcunrpoBanue NupyBaTa y OakTepuil MOXKET OCYyIIeCT-
BISITECSL C ydacTHeM (eppeJoKcuHa — HeOompLioro Oenka, ydact-
BYIOIIETO B HEKOTOPBIX OKHUCIHUTEIbHO-BOCCTAHOBUTENBHBIX IIpe-
BpalnieHusAX. BoccTaHOBICHHBINM (EPPEIOKCHH 3aTEM OKHCISETCS
(epMEHTOM THUAPOreHa301 C BBIJEICHUEM MOJEKYISIPHOTO BOJIOPO-
Ja.

OBMEH JIUIIUIOB.
IlepeBapuBanue JUIIH/IOB.

PoroBast moJ1oCTh.

VY neredl TpyAHOTO BO3pacTa JKENEe3aMH CIU3UCTOW OOOJIOYKH
KOpPHS sA3bIKa U TJIOTKH BI)Ipa6aTI)IBaeTC$I JUHTBaNbHAs aunaza. OHa
np€aHasHadY€Ha JId NEpeBapyWBaHUA JIMIIUI0B MOJIOKA. BBI)IC.]BIGTCSI
pebhIEKTOPHO B OTBET HAa COCATEILHBIE M TJIOTATEIBbHBIC TBIKCHUS,
CMEIIIMBAETCS] ¢ MOJIOKOM U TIOMAaeT B JKEeMyaoK. JIMHTBaIbHAS JTH-
a3a urpaeT BaKHYIO POJIb, TOCKOIBKY:

v/ KHCJIOTHOCTh JKEIYIOYHOrO COAEP)KUMOrO y MIIAJICHIIER
coBmajaer ¢ ontumymom ee pH (4-4,5);

v/ JIMNAJIBI MOJIOKA HAXOIATCS B OMYJIbIUPOBAHHOM COCTOSIHHM;

v B JXUPHOKHUCIIOTHOM CIEKTPE JHMIMIOB MOJIOKA Mpeodaia-
IOT KOPOTKOILIETIOYCYHBIE JKUPHBIE KHCIOTBHI, YTO COOTBETCTBYET
MIPEAIIOYTCHHIAM (epMEHTA.

Y B3pOCHBIX JTHHTBAJIbHAS JIMIIa3a BEIpaOaThIBAETCA B HE3HATH-
TENBHBIX KOJIMYECTBAX M HE UTPAET POJIM B TIEPEBAPUBAHHUH KHUPOB.

Kenynok.

B xemynke BeIipaOaThiBaeTCsi HEOOIBIIOE KOJIMYECTBO COOCT-
BEHHOM Jumna3bl. Ee aKTUBHOCTh HEBENMKA, TaK Kak ontumyM pH
(epMeHTa HE COBIAAACT C KMCIOTHOCTBIO JKEITyAOUYHOTO COKa, U JKU-
PBl IMIIM HaXOIATCA B HE SMYJIBTMPOBAHHOM COCTOSIHMH. Ee ponb
COCTOMT B TOM, YTO 0Opa3yroluecs Mmoj ee NelCTBHEM CBOOOIHBIE
XKHUPHBIE KUCJIOTHl U MOHOTJIMLIEPUIBI IOMOral0T 3MYJIbIHPOBATH JIH-
MUl B IBEHAIUATHIICPCTHON KHIIKE.
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12-niepcTHAs KUIIKA.

[Nonaganue numuaoB B 12-MEpCTHYIO KULIKY CTUMYJIHPYET BbI-
JIeTICHE TIENTHIHBIX TOPMOHOB HEHUPOIHJOKPUHHBIMH KJIETKaAMH
CTCHKM KHIIKH. |-KIleTku 00pa3yroT XOJEHHUCTOKWHHUH, CIIOCOOCT-
BYIOIIMI BBIJIETICHUIO JKEITYM M3 YKETUYHOTO My3BIPS M 00OTAIEHUIO
THIIPOTUTHYECKUMH (PEPMEHTAMU COKa TIOKENYJOYHOH KeNe3bl. S-
KJIETKA BBIpa0aThIBAIOT CEKPETHH, CTHMYJIHpYIOUHMK 0oOpa3oBaHHE
OnkapOOHATOB M o0OTanieHNe UMK TTaHKpeaTHIecKoro coka. Kucnoe
COZIEP’KMMOE TOPLUi, MOCTYNAIOMUX W3 JKeMyAKa, HeHTpaansyercs
CEKPETOM IOKEITYA0UHOM Kele3bl U MPOUCXOIUT MPOIEcC IMYJIIb-
THpPOBaHMUS.

OT0 00s3aTeNBHBINA ATl B NEPEBAPUBAHUY JIUIIHIOB, TTOCKOJb-
Ky Juma3a paboTaeT He B pacTBOpE, a Ha MTOBEPXHOCTH pa3zena BOJI-
HOW W JunuaHoN (a3. Ee akTHBHOCTH MPsAMO IPONOPIMOHAIbHA Be-
JINYUHE HTOW MOBEPXHOCTH. JIMIKIBI MMM 3MYJIBTHPYIOTCS IO Ka-
menek pasmepom meHee 0,5 mxM. Baxueitmmmu dakropamu mpu
3TOM SIBJISIFOTCSI:

v' Kemunsie KUC0ThI, GOCHOIUIHIBI M XONECTEPHH KETUH;

v JKupHble KHMCIOTBI U MOHOIJIMIEPHIBI, 0Opa30BABIIMECS B
XKEITyZIKe, M 00pa3yromecs B KUIIKE;

v’ TlepucranbTuKa KUIIKH;,

v [lepemernBanue COAEPKAMOTO MO JEHCTBHEM ITy3bIPHKOB
YTIIEKUCIIOTO Ta3a, 00pa3yIolMXcs MpU HEWTpanu3alud COJSTHON
KHCTIOTBI.

Kenunvie Kuciomeot.

OTHOCATCS K CTEpOUjiaM, MPOU3BOJHBIM XOJaHOBOW KHCIIOTBI
(Ha pHCYHKE HIXKE).
i
OH CH-CH,-CH,-COOH

HO
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B nedyenu u3 xonecteprHa CUHTE3UPYIOTCS XOJE€Bas U XEHOJe-
30KCHXONEBasi KHUCIOTHI, KOTOpPBIE HA3bIBAIOTCS NEPBUYHBIMU WM
MepBUYHO cekpetupyeMbiMu. [loa meficTBueM MUKpPOQIIOpHI TOICTOM
KHIIKA M3 HUX 00pa3yloTCsl BTOPUYHBIC JKETYHBIE KHCIOTBI: J1€30K-
cUXojeBas, JINTOXOJEBas, YPCOAE30KCUXOJeBas, ajuloxonesas. B
KeT4b OHHU MOMaJaroT IOciie BcachlBaHMs B KpoBb. dusnonornye-
CKO€ 3HauCHUE UMEET JMIIb AE30KCUXO0JIEBAsl KUCIOTa, POJIb OCTAllb-
HBIX HE3HAaYUTeIbHa, MOCKOIBbKY BCACHIBAIOTCA OHU ILJIOXO M, B OC-
HOBHOM, BBIJIENISIFOTCS C KAJIOM.

OH —
T } 7 MepBuuHbIe
LD |
|
HO™ \/I\ "“OH HO™ ~~""OH
Xonegasa XeHoge3oKcuxonesasn

A\| BTopMuHble \f"\

COH . CoH

JesoKcuxonesasn Nutoxonesasn

XKendHbpie KHCTOTHI B IMY3BIPHOW JKETYU HAXOMATCS B BUJC
KOHBIOTaToOB ¢ runuHoM (75%) n TaypuHoMm (25%). MIx Ha3BaHume
(dbopmupyercs 100aBIICHHEM MPUCTABOK «TIIMKO» MM «Taypo». Ha-
MpPHUMEp, TITUKOXOJIeBasl, TITUKOJC30KCUXOJIEBAsl, TAypOXOoeBas U T.].
Jlpyroe ux Ha3BaHUE — MAPHBIC YKEMYHbIC KHCIOTH. KOHBIOTHPOBA-
HUC YBEIUYMBACT MOJSPHOCTh MOJEKYIBI M €€ SMYIbIUPYIOILYIO
CIOCOOHOCTB.
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OH H OH H
C—N—CH;COOH G—N-—(CHlz—SO3H

HO OH H
H o H b

MUKOXOoNneean Taypoxoneean

Jlomnst BHOBb 00pa3yeMbIX KEITYHBIX KHCJIOT B JKEIYH HE Tpe-
Boiaer 10%, ocranbhbie 90% moCTynaroT B pe3yibTaTe peadcopO-
MW U3 KUIICYHHKA. DTOT MPOLECC HOCUT Ha3BAaHUE IHTEPOrenaTH-
YECKOW IMPKYJIAIUHN KEITYHBIX KACIOT. 32 CYTKH y YeJIoBeKa MPOXo0-
TuT 6-8 (110 JeCATH) IUKIIOB BBIJICIICHUSI KETYHBIX KACIOT B KHUIIICU-
HUK, UX BCACBIBAHUS U TIOCTYIUICHHUS B KEJIUb.

Xonecrtepon

lMevens

CHHTE3

BopomHas

Conu 8eHa

HE MY HbIX
kucnor

COBOKYMHOCTb CONEi
HENYHBIX KUCH OT
2:4 a/cym)
Lnknel 6-10 pasfcym

O 6ul
WENYHBIT
npomox

BTOpPUYHbII
AKTMBHBbIRA
nepexoc Na‘*
(cumnopT)

ToHKaRA KUWKa
. (QucmanbHsul omden
N\ 1n008300WHOL KUWKI)

3KCKpeyns
(~0,6 2icym)

https://www.gastroscan.ru/handbook/206/390
FI/IILPOJ'H/IS TPUTIIMOCPUAOB IIPOUCXOAUT IO I[eﬁCTBI/IeM InaH-
eraTH‘IeCKOﬁ ymmasel. OHa BBIACIACTCA B HCAKTUBHOM BHUJIC U aK-
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TUBUpYETCS OEKOM, 00pa3yIOMIMMCS TaKKe B IMOMKEITYJOYHOH Ke-
ne3e — konunasoil. Konumnasa cekpetupyercs B BUAE MPEAIIECTBEH-
HUKAa M aKTHUBHPYETCS TPUIICMHOM B MpOCBETE KUILKH. Jlanee oHa
o0pa3yeT KOMILUIEKC ¢ JIMNAa3oi M Iomoraer el (puKcupoBaThCi Ha
MTOBEPXHOCTH MHULIEIIIBL.

HeakTuBHas
Muuenna
nunasa . Konunaza
Komnnekc:

INunasa-Konunasa-Muuenna

https://www.r hgate.net/figure/Schematic-depiction-of-PL-activation-in-solution-
by-CL-and-a-duodenal-mixed-micelle-The_fig4 13910232

Jlumasza TUAPONH3YET CIOXKHOI(QHUPHBIE CBSA3W B IEPBOM U
TpeTbeM TOJOKEHHH TIWIEeprHa. Tpu derBepTH 0Opa3yrommxcs 2-
MOHOAITWIITJIUIIEPOJIOB BCACHIBACTCSI BMECTE C KHUPHBIMH KHUCIIOTAMH.
OcTtanpHbIe W30MEPU3YIOTCS B 1-MOHOAANTIHUIIEPOT C ITOMOIIBIO
MOHOTITUIEPHIN30MEPA3bl ¥ THIPOIU3YIOTCS JTUITA30H.

&) Junasa ‘&
(c) — (C
pd T
() ©)
Tpurnuuepug MOHOIrnMuepua HWUPHbIE KMCNOTbI

O¢upbl XonecTepuHa PACILEIIISIOTCS  XOJIECTEPOIICTEPa3OH.
XomecTeprH TaKkKe MOCTyMaeT B KUIIEYHUK C Keaublo. bonbiias ero
4acTh BCACHIBACTCS, YacTh MOAUGUIUPYETCS MUKPOGIOPOH KHIIey-
HUKA 1 TEPSIETCsI ¢ KaJOM B BHJIE KOIIPOCTEPHHA, XOJIECTEHOHA U TIp.
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®dochonmunuapl NHIM MOCTYNAIOT B OCHOBHOM B Buae (docda-
TUAMIXONHMHA (JenuTnHa). X ruaponus ocymectsisiercs: pocdonn-
Ma3aMHy 4EThIpeX KJIACCOB:

*  ®@ocdonunaza Al - OTHICTIISET KUPHBIE KUCIOTHI B IEPBOM
MOJIOKEHUH TPUTITUICPUA.

*  ®@ocdonunaza A2 OTHICIUISIET KUPHBIE KUCIOTH BO BTOPOM
MOJIOKCHHUH TPHUTIIHIICPUAA, 00pa3ys T1u30(oCOTUITIIEL.

*  ®dochonunaza B wim nuzodochonunaza — obrmamaer ak-
TUBHOCTBIO KaK B TIEPBOM, TaK ¥ BTOPOM TOJIOKECHHUSX.

* @ocdonunaza C OTHICIUIAET MOJSPHYIO TPYHNIUPOBKY B
TPETHEM TIOJIOKEHUH.

*  ®dochonumnaza D ruaponusyer 3pupHyro CBA3b mocie $oc-
(daTHO rpynmsl.

)1 O Ry

Ry 'O o
O:-P--0—Ry
o

https://commons.wikimedia.org/w/index.php?curid=2087073

B nmmeBapernn HamOomnbllee 3Ha4YeHHE WMEIOT (hepMeHTHI
kmacca A u B. OOpa3yromniecss B pe3ynbraTe uX IESHCTBUS YKUPHBIE
KHCTIOTHI U TIUIEPO(OCHOXOTIMH BCACHIBAIOTCS.

Yacte ocdonunuioB nocTynaer B KHIISYHUK W3 KETUH IS
LeNe HIMyJIbIMPOBAaHUS U YYacCTBYET B SHTEPOTreNaTHYECKOH LIUPKY-
TSI
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BcacsiBaHHMe MPOAYKTOB I'HIPOIH3A.

BcackiBaHre NpPOHMCXOMUT B MPOKCHMAIBHON YacTH TOHKOI'O
KuUIIeYHuKa. [ riepon u sKkupHbIe KUCIOTH ¢ JIUHOM 1ienu Menee 10
aTOMOB yriiepoia cBoOOAHO AU PYHAUPYIOT BHYTPh KIETOK DIIUTE-
JINA. MOHOFHI/IHepI/I)IBI 1 JJIMHHOUCIIOYCYHBIC ) XUPHBIC KMCJIOTHI BCa-
CBIBAIOTCS B COCTaBe MuIleiul. Mx obOosouka ruapoduisHa u odpa3o-
BaHA JKETYHBIMU KHUCIOTaMH, (QOCPOIUMUAAMH W XOJIECTEPHHOM.
I'unpodoOHBIE TPOAYKTHI THIPOIU3a PACHONararoTcsi BHYTpU. Mu-

neiia JOCTUract CTCHKW KHUIICYHHUKA, €€ COACPKUMOC ITOCTYNacT

BHYTPH KJIETKH, YKETUYHBIE KUCIOTH U POCOIHITUAB 000IOUKH BCa-
CBIBAIOTCS MO3KE B MOJIB3AOIIHON KHUIIKE W BOBJIEKAIOTCS B DHTEPO-

TenaTU4YeCKyr0 MUPKYJIAIUIO.

Mwuuennbl
3mynbruposanue ﬁ ﬁ
?~
5 Jlunasa QSQ ] L @ochonunuas

S I-FA } | XonecTepuH
:,:{ E: ,—-< [ ﬁ O/ &t \O menuuble KUCAOTHI
. FA 4S8 oL &\»

& S

pecuHTes
amnnpgoe

@ docdonunugsl
XUNOMMUKPOHDbI  Xonectepun
6enku

FA - XVpPHbIe KUCNOTbI

Pecunre3 JKMpPa B CTCHKE KHIICYHUKA.

B knerkax snurtenms MMPpOUCXOAUT CHHTE3 BI/IIIOCHGLII/I(i)I/I‘IHLIX
TPUTITULCPUIOB. bruoxuMmyeckne MEXaHU3MBI ITHX mpouecCoB HE
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OTJINYAIOTCSL OT TEX, KOTOPHIE MPOUCXOAT B IPYTUX KIETKax U Oy-
IOyT PacCMOTPEHBI Jajiee B pa3lielle, MOCBALICHHOM IIPOMEXYTOYHO-
My OOMEHY JIMIHUIOB.

Oo0pa3oBaHHe XHJIOMHKPOHOB.

PecunTe3npoBaHHbIC JTUMUIBI SBISIOTCS THAPOGOOHBIMU MOJIE-
KyJaMHU U Ul UX TPAHCIIOPTUPOBKH K OpraHaM U TKaHSIM B KIETKax
CTEHKH KHIICYHHUKA OOpa3yrTCs JHIOMPOTEHHOBBIC YACTUIIBI - XH-
JOMHUKpOHBI. Kak 1 B ciiydae MuIesu1, TuaApopoOHbIe TPUTITHAIICPUIbI
(dhopMUpYIOT s1Ipo, a Ha nepudepur pacronaraloTcs THAPOPUIbHbIC
MoJIeKynbl: hochomumnuel, XoaecTepu U ero d¢upsl. [lomuMo HUX
B 000JI0YKY BCTpaWBaercsi CIelUajIbHbI OSOK — armoluIONpOTEHH
anoB-48.

XHUJIIOMUKPOHBI — CaMbl€ KPYIIHBIE JUIONPOTEUHBI, UX Pa3Mep
cocrasisier ot 75 HM g0 1,2 MkM. B cuiy 3Toro oHm He MOTYT Mpo-
HUKHYTh 4Yepe3 HJIOTENIMH CTEeHKH COCy/Ia, a TIepBOHAYAIBHO TIOCTY-
narT B TUMQy U JIMIIb TOTOM B KPOBb. B X0Jie TpaHCIIOPTHPOBKU
OHHM CO3pPEBAIOT, X 00OJIOYKa OOoraIrmaercs emie ABYMS aIloJIHIIO-
nporenHamu - (armoC-II u amoE), moiydeHHBIMA OT JIUITOIPOTESHHOB
BBICOKOW IJIOTHOCTH.

Tpurnuuepuab!

AnonunonporenHsbl

®occonunuabl

https://commons.wikimedia.org/w/index.php?curid=30148502

Hocturays nepudeprdeckux OpraHoB M TKaHEH 3penble XHUilo-
MHUKPOHBI (PUKCHPYIOTCS Ha MOBEPXHOCTH KJIETOK HHIIOTENUS KPOBe-
HOCHBIX COCYZIOB. MeMOpaHOCBs3aHHBIH (DEpPMEHT - JIMIIONPOTEHH-
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Jinniasa ruApOoJInU3yCT TPUTTIMLICPUABL 10 MOHOITIMICPHUIOB U KUPHBIX
KHUCJIOT.

JlunonpoTenHaNNa3a CUHTE3UPYETCS B MApPEHXHUMATO3HBIX
KJIETKaX OpraHOB M TKaHEH, TPaHCIIOPTUPYETCS MO MEKKIECTOUHOMY
MPOCTPAHCTBY B MPOCBET KAMWUISPOB U (PUKCUPYETCS C MOMOIIBIO
cneruansHoro 6enka GPIHBP1 u remapuHconepkamux mpoTeoriau-
KaHOB Ha IIOBEPXHOCTH KIIETOK dHAO0TENUA. bomblle BCero ee B cocy-
Jlax CepaLa, JIAKTUPYIOLIEH MOJIOYHOM JKeJe3bl, MBIIIEYHON U XKUPO-
BOI TKaHHU (B 1evyeH! QyHKIMOHUPYET Apyroi GpepMeHT). Anoiumo-
nporerH ApoC-II Ha MOBEPXHOCTH XMJIOMHKPOH (M JIMIIONPOTENHOB
OYeHb HU3KOH TUIOTHOCTH) CIYXXHUT TOYKOW (PUKCAINU XHIOMHUKPOHA
U KOo(aKTOpOM ISl JTUIIONPOTEHHINIA3kl, 0e3 KOTOpOro OHa HE akK-
THBHA.

__~ XWIOMHKPOH

/ Tpurnuuepua Apo C-Ii
/nunonporeuununaaa

: // nonucaxapua

NpoCceeT Kanunnapa

MOHOrnWuepua +
XHPHbIe KMCNOTLI

Knerka sHporenus \

http:/ /biochemistrymolecularbiolog y.blogspot.com/2015/05 lipoprotein-metabolism html

[TpoxyKThl THAPONN3a TPOHUKAIOT B MEKKIETOUHYIO )KUIKOCTh
1 muhGyHAUPYIOT K KIETKaM MOTPEOUTENsIM, THOO CBS3BIBAIOTCS C
aTbOyMHHOM W TPAaHCIIOPTHUPYIOTCSL K yIAJICHHBIM TKaHsAM. [lycras
0001104Ka (OCTATOYHBIH XMIOMHUKPOH) IEPEHOCUTCS C TOKOM KPOBH,
3aXBaTHIBACTCS TIEYECHBIO U YTHIM3UPYETCH.
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JIunmonpoTenHsl MJI1a3Mbl KPOBH.

TpaHCcoOpT K TKaHAM TPUIIIMLEPUAOB, (HOCHOIUNUIOB U XOje-
CTepHHa, CUHTE3WPOBAHHBIX B IMEUEHH OCYIIECTBISAETCS JIUIIONPO-
TerHaMu oueHb Hu3koW mwioTHoctH (JIOHII). Onu obOpa3syrorcst B
neveHu, uMes B cocraBe amonumnonporend B100. B kpoBeHocHOM
pyciie nony4atot emie aBa anobenka: Ano-Cll u Ano-E ot nunonpo-
TeMHOB BbICOKOM TuioTHOCTH (JIBII). JlanpHeimas ux cyap0a aHamo-
TUYHA XWJIOMHKpOHaM. [loTepsiB GOJbIIyI0 YacTh TPUTIHUIEPUIOB B
nepudepruecknx Tkanax, JIOHIT mpeBpamiatorcsi B JTUIONPOTEHHEI
npomexyTouHo# riotHocTH (JIIIIT). JIIIT ¢ TokoM KpoBH MONagaroT
B TICUEHb, Tie Jaumarotcs amobenkoB Amo-Cll u Amo-E, npespamra-
sICh B JUIONPOTeMHBl HU3KOM tioTHoctu (JIHID). Mx pasmep
YMEHBIIIAETCA, a OTHOCHTEIBHOE CONEp)KaHNE XOJIeCTEpHHA YBENH-
yuaercs. JIHIT 3axBaThiBatoTcsi ¢ MOMOIIBIO PELENTOPHOTO IHOLIH-
TO3a TIEYEHBIO U IPYTHUMHU OpTaHaMy U TKaHSIMU.

NneYyeHb

.................... XOnecTepuH
"""" ¥3 KneTox
» XonecrtepuH
B KNeTKH
NNOHIN ~ ¥ PCUCNTOPHBIN
> > IHAOUNTOS
nAnonpoTeMHNMNasa

XUINOMWKPOHbI *

TPUrAKUEpPUAaL!

B KNEeTKW

el hitps:/mysdencesquad. weebly.com/ib-hl-d3nos html

B meuenn oOpasyercs emie OOuH BHJ JIMIIONPOTEMHOB — BBICO-
koii iotHocty (JIBII). OHU OCYIIECTBIISIOT TPAHCIIOPT XOJNECTEPH-
Ha OT Nepu(eprUuEcKUX OPraHOB B I1€YEHb.
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HasBanus MumonpoTenHOB MPOU3ONLIN OT UX IUIABYYECTH MPU
HEHTPU(YTUPOBAHUU B TPATUCHTE IIOTHOCTU. ODTOT (PU3NYCCKUN
rapaMeTp 4YacTHUIl 3aBUCUT B OCHOBHOM OT COOTHOIIEHUS B HUX XO-
JiecTepyuHa ¥ TPUIIHUIEPUIOB. YeM Oonblie 101 XojecTepuHa, TeM
BBIIIIE TIOTHOCTb.

by e JlunonpoTtenHsl NNasMel KPOBK

a9 . " Mnoxue Xopouwue
SRy o ‘

* * ~ 'i
I il N
O e G e
Xuno- NOHN nnn - aHn nen
MWKPOHbLI

1000 nen 70 40 20 nm 10 nm

https://mysciencesquad.weebly.com/ib-hl-d3nos. html

AHanmu3 KpoBH Ha JIMITONPOTEHHOBBIC (pakiun — ) HeKTHBHBIN
QUATHOCTUYECKUN TPUEM JUTSI OLEHKH COCTOSIHHS JUTTHIHOTO OOMe-
Ha. YBenuuenue aonu JIHIT cuumraercs mioxum MPOTHOCTUYECKHUM
MIPU3HAKOM W CBHJIETENHCTBYET O PUCKE BOZHUKHOBEHHS aTepPOCKIIe-
pO3a U cepJIedHO-COCYVCTOIN MaTOIOTHH. XOJIECTEPUH B UX COCTaBe
Ha3bIBAIOT B MOMYJSIPHOM JINTEpaType «uioxum». Hamportus, xome-
ctepuH JIBIL, TpaHCHOPTUPYIOLIMICS U3 COCYIOB U TKAHEH B IIEUEHB,
CUHTACTCS «XOPOIINM.

IIpoMekyTOUHBIH 00MEH JINNNA0B BKIKYAeT:

* Pacmeruienne u OMOCHHTE3 TPUTITUIIEPUAOB, POCHOTUITHIOB
*  OkwucieHne 1 OMOCHHTE3 KUPHBIX KHCIIOT

* OOpazoBaHue U pacnaj] KETOHOBBIX Tl

*  OOMeH xoJecTepoda.

*  OOpa3oBaHue U pacna JMIONPOTEHHOB MJIa3Mbl KPOBH
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Jiunuabl nULK

{

< S —]
HUpHbIe KUCNoTbI

L

== 1 Auetnn-KoA —_ KETOHOBbIX

Ten

PesepBHble AMnMAbI
HMPOBOW TKAHM

CTpyKTYpHbie
AUNUABI TKaHER

Cunres
cTepomaos

Lmkn Kpebeca

Jlunonu3. Moouu3amnus ;kupa u3 Jeno.

Jlumonus — 3T0 pacuieruieHue TPUTIUIIEPHIOB 10 TIHIEPHHA U
JKUPHBIX KHCIOT. [IpeNMyIIecTBEHHO 3TOT MPOIECC MPOUCXOIUT B
YKUPOBOHM TKaHW W HA3BIBACTCS MOOMIM3AICH Kupa.

JKupoBast TKaHb SBIIIETCS Nemo (MECTOM XpaHEHHUS) JKUpa B Op-
raausme. OH MOOHMITM3YETCS B COCTOSIHUM TOJIOMAHUS U TIPH (pr3mde-
CKMX Harpy3kax. JIMMmoiau3 B >KMpOBOM TKaHU — TOPMOH3aBUCHUMBIN
mporecc. Ero ctuMynupyroT agpeHa nH, HOpaapeHATHH, KOPTH30,
COMAaTOTPOITHBIA TOPMOH, TJTFOKaroH. AHTarOHHUCTOM BBICTYyIIaeT MH-
CYJIHH.

I'uoponus mpotekaer B Tpu cTazud. TpuanuiIriniepoinmnasa
(TAI'-nmumnaza) OTIIEIUIAET TEPBYIO KUPHYIO KUCIIOTY, 00pa3ys Iwa-
LUITIMIEpos. Bropyro oTiieruisier ropMoH3aBUCHMasl JIMIa3a, Tpe-
ThEO — MOHOauurnuuepounasza. Jocryn TAI'-nunasel K >KupoBoi
Karuie perynmpyer Oellok nepuiunuH 1A.

[Ipu nelicTBUW JUMTOMTUTHYECKUX TOPMOHOB B Q/IMIIOIHUTE YBE-
nuuyuBaercs cuHte3 TAM® u akTuBupyercs nporenHkuHaza A. OHa
dbochopunmupyer MepUIUNUH W TOPMOHYYBCTBUTEIBHYIO JIUIA3Y.
[epununuH ocBOOOXKIaET MOBEpXHOCTH Karumy, TAl-numasza moimy-
YaeT JOCTyN K CyOCTpaTy, TOpPMOHUYYBCTBUTENBHAS JIMIa3a AKTUBH-
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pyercs. MHcynuH neiictByer 4depe3 (OCPOMHOZUTHIHYIO CHUCTEMY,
CHIDKas ypoBeHb HUKIHueckoro AM®.

Lasoxaron
Bes aeficramnn ropyona [Tecre 2chcramn reprona

apewaann
Heronaan Usremiane
nunasa @
* nunasa
& fporenn ATO
- | P - 2
Ky“ 21 \/‘;\ KHaN oo AZID
L 2 nunasa-® 10
—| Aupomax y_ .
“ A sana ¥ . . 4
o -y JOSIRR il Alposan
‘\/,\\ . /\\/ L l xanam
~4 1 {__/ : - ~N

https://en ppt-online.org/488311

KupHble KHCIOTHI IOCTYMAIOT B KPOBb M TPAHCIIOPTHUPYIOTCS K
JIPYTUM KJIeTKaM B KOMIUIEKCE C allbOYMHUHOM.

Pacmeruienue raunepodgocdoaunuaos.

B kierkax ¥ BHE UX (PYHKIHOHHUPYIOT Pochoaunasbl YeThipex
pasnuunbix cnenuduunocreii: A, B, C, D. Ouu onucansl B pasaeic
nuIeBapenus. B kireTke moMuMo katadomusma hochoNUIHUIOB, OHH
YYacTBYIOT B OIIOCPEOBAHHUH IEHCTBHSI TOPMOHOB, OMOCHHTE3€ OHO-
JIOTHYECKU aKTUBHBIX COSTUHEHUHN U JIPYTHX BOKHBIX MPOIIECCaX.

I'mapoan3 chuHrOIMNNI0B.

B pacmane chuHroMuennHOB ydYacTBYIOT COHUHTOMHEINHA3A,
oTmerurtomas (GochOpHIIXOIHH, IepaMuiasa, MPOIyKTaMu AeHCT-
BUSI KOTOPOU SIBISIOTCS CUHIO3MH M XXKHPHAS KHCIoTa. B paciern-
JICHUH TJIMKOJMITUIOB TPHHUMAIOT y4acTHe O- U [(-raJakTo3Huaasbl,
B-riroko3uaa3kl, HepaMUHUIA3a U IepaMu/Iasa.
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Oxucjenne KUPHBIX KHCJIOT.

Haubonee pacrpoctpaneH MeTaboONIM4ecKuil yTh, B X0J€ KOTO-
poro okucsiercst Tpetuit (f) aToM yriepoaa >KUPHOH KUCIIOTHI, H3-32
Yero Mpolecc MONyYdsl Ha3BaHUE (-OKUCIEHHS. 3a WCKIIOYCHHEM
CTaJIMU aKTHBAIMU XHUPHOW KHCIIOTBI, OH MPOTEKAET B MHUTOXOHIPHU-
SIX M SIBJISETCSI BAKHBIM MCTOYHHMKOM aneTuin-KoA ms mukna Kpeo-
ca. Kpome Toro, B xozie B-okucieHust o0pa3ytoTcsi BOCCTaHOBIICHHBIC
HAJl u ®AJl. Bce 310 Aenaer >KUpHbIE KHCIOTH caMbIM 3 deKTrB-
HBIM HCTOYHUKOM 3HEPTUU B KIIETKE.

AxTHuBaIus JKUPHBIX KHUCJIOT 3aKJIIFOYACTCA B IPUCOCANHCHNN
K HUM KodepMeHTa A. Peakiusi MpOMCXOAUT B IIUTOILIA3ME, KaTaJlH-
supyercs anmi-KoA-cuarerazoi. [Iporiecc sHaepronnyuecKkuii u co-
nposoxzaaercs ruaponuzoM AT®. Ilpu sToM oTwIENseTcs OUPO-
dhocdart, KOTOPHIN HEMEIIIEHHO THAPOTU3yeTcs Tupodocdarasoii.

R-COOH + HS-KoA + AT® — R-CO-S-KoA + AM® + ®-®u

AM®O®, oOpa3yromnuiicss B 3TOH U IPYTHX PEAKINAX, IIpeBparia-
ercsa B AT® mo ciemyromieit cxeme:

1. AM® + AT® — 2A1D
2. OxucnurensHoe pochopunupopanne 2A 1D

[Tosromy ormierienne nmupodocdaTa cleayer TpaKToBaTh, Kak
MOTEPIO IBYX MAKPOIPruyeckux cpszed ATO.

Tpaacnopt anmia-KoA B MUTOXOHIPHH.

Kopotkonenoueunsie XKK (10 6 aromoB yriepona) momaza-
0T BHYTPH 3a c4eT oO0brdHOW maudpdysuun. s IMHHOLIETTOYETHBIX
ammut-KoA MuToxoHIpuansHas MeMOpaHa He IPOHHUIIaeMa, TOATOMY
U1l TIepeHoca HUCIIONb3YyeTcsl CIenuanbHas KapHUTHHOBAS TpPaHC-
MIOpTHAS CHCTEMA.
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KapHUTHH-
nanbM1TOMN-

TpaHcdepasa
KAPHUMUM + SYun-KoA

KapPHUTHH-
CACT — aUMNKapPHUTHH-
TPaHCnoKasa

CACT

KQDHUMUH + ayun-KoA
https://commons wikimedia.org/w/index php?curid=7734791

Ha mapyxxHoii MemMOpaHe MHUTOXOHIPHHA (PEPMEHT KapHUTHH-
najgpMuTOMITpaHCcepa3a 1 MEepeHOCHT alil ¢ KopepMeHTa A Ha
KapHuTUH. HapyxHass MmemMOpaHa TpoHUIIaeMa JUIsl KAPHUTHHA U €T0
MPOU3BOJHEIX. [lepeMelnieHre yepe3 BHYTPEHHIOW MeMOpaHy Ipo-
HCXOAUT C ydacTueM crnenuduaeckor Tpanciokassl (CACT — kap-
HUTUH-alWIKapHUTHH-Tpanchepassr). Ha BHyTpeHHelr MemOpaHe
MPOUCXOAUT pecuHTe3 anui-KoA ¢ ydacTHeM KapHHTHUHIIAIbMHUTO-
untpancdepazpl 2. CBOOOIHBIM KApHUTHH BO3BpAIACTCS B ITUTO-
miasmy.

VY B3pOCHBIX KapHUTUH CHHTE3UPYETCS B AOCTATOYHOM KO-
nudecTBe. Y nmereit 1o 15 mer HeoOXOAMMO MOCTYIUIEHUE C IHIIEH,
YTO JaeT OCHOBAHMS CUHUTATh €r0 BUTAMHUHOINOAOOHBIM (DaKTOPOM.
[lonpITKN IPUMEHEHUSI KApHUTHHA IS YIIydIleHus (GU3NUECcKOr pe-
3yJIbTATUBHOCTH HE JAlIM pe3yibTara. 3aTO OKa3alaoCh, YTO TAKHUM
JericTBHEeM 00MagaroT HEKOTOphle MHIMOUTOPHI ero o0pa3oBaHUs, B
YaCTHOCTH MEJTbIOHHH.
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CHmxas 06p330BaHI/Ie KapHUTHUHA, MGJIB,HOHI/IP'I TOPMO3UT OKHC-
JICHUC JXUPHBIX KUCJIOT U IIEPCKII0OYACT MeTadoIM3M Ha UCIOIL30Ba-
HHE TJII0KO03bI. DTO IIO3BOISET SKOHOMHUTH KHCJIOPOA, IMMOCKOJIBKY IJIA
OKHUCJICHHUA TJIFOKO3bI €I'0 Tpe6yeTcsl MCHBIIIC.

CH3
o
, [
L-kapHUTUH H3C—N+—CH2—CIH—CH2—C—O'
OH
CH3
CH3
o)
g . Il
MenbAOHWA H3C—N*—NH —CIH—CHg—C—O'
OH
CHs

KpOMe TOro, mnpu HeﬁCTBHH MCJIBIOHUS HaKaIlJIMBACTCA MPEa-
NIECTBEHHUK KapHUTHHA — Y-OyTupoOeTanH, o0Nlajalouili cocyo-
pacIIUPSIOINM JeHCTBUEM. DTO YIydIIaeT CHAa0KEHHWE TKAaHW KH-
CIIOPOJIOM, ITOBBIIIACT (PM3MUYECKYIO BBIHOCIMBOCTh M IPEIOTBpAIla-
eT MIIEMHYECKUE OCIOKHEHHS y OOJBHBIX CEeplIeUHO-COCYIUCTBIMH
3a00J1€BaHUSIMHL.

ﬁ-OKI/ICHCHI/Ie.

IIporiecc cOCTOUT W3 MOBTOPSIIOIIMXCS YETHIPEX pPEaKIuid,
MPUBOIAIMINX KaXKIBIHA pa3 K OTHICIICHHUIO ABYXYTJIEPOIHOTO (par-
MeHTa B Buje aneTii-KoA.

B nepBoii peakiiuu npoucxoauT AeruapupoaHue anmi-KoA
Yy BTOpOro aroma yriepona ¢ ydactueM ¢epmenTta armi-KoA-
neruaporenassl 1 @A/l B kauecTBe KopepmenTa.

©AL  OADH,

0 0
R\/\)Ls,cw-\ LZ» R\/\)J\S,c:oA

Aumnn-KoA-gerwaporeHasa
Auun-KoA TpaHe-AZ- EHoun-KoA
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JBoitnast cBs3b 0Opasyercs B Tpanc-kKoHpurypauun. GAJTH,
B cocTaBe ()epMEHTa OKUCISAETCS B LENH MepeHoca dJIeKTPOHOB, OT-
JiaBasi SIEKTPOHBI U IPOTOHBI HEMTOCPEICTBEHHO Ha KopepMeHT Q.

Hastee cnenyer oOpaTumasi peakiius rujapaTanud eHouia-KoA
o AericrBueM eHown-KoA-ruaparasel ¢ oOpazoBaHuem L-u3omepa
3-ruapokcuarui-KoA

O +H0 ?H @]
R \)’I\ CoA R\/:\)J\ CoA
\/\ S/ -H0 S/
EHoun-KoA-
Tpch-Az- Exoun-KoA rmaparasa L-3-Tnapokcnaumn-KoA

I'mapokcmanun-KoA oxucnsercs ¢ yaactuem HAJ[-3aBucnmMoit
JETUIPOT' €HA3EI.

)

H O AA AARH (@] O
R~ CoA LA RM CoA
~ s~ Muapokeuaumn-KoA- s~
AeruaporeHasa

L-3- Mmapokenaumn-KoA 3-keToaumn-KoA

B mocnemHell peakunu pa3pbiBaeTcs CBSI3b MEXAY BTOPHIM H
TPEeTbUM aToMaMu yriepona. Peakiuio xatamusupyeT (epMmeHT [3-
kerornonasa. [lockompKy B Hel IpUHUMAET ydacTue CBOOOMHBIN KO-
(dhepMeHT A, TOBTOpHAsI aKTUBAIUS JKUPHOH KHCIIOTHI HE TpeOyercs.
Ob6pazyercst anernn-KoA u yKOpOYeHHBIN Ha JIBa aToMa yriiepoja
amt-KoA.

O ] Lo Cr
H.\M Con —t_ o CoA M con
g [-keToTHona3a g " HiC 5~
T-paTaaumn-Ked Augr-Kok Auean-Kiod

[Iporecc moBTOpsieTcs A0 TeX MOp, TOKa BCS KHUpPHAS KHACIOTa
He pacuienuTcs Ha anetwi-KoA. J[is okucieHus najibMHUTHHOBOM
kucnotsl (Cigo), HapUMeEp, TpedyeTcst ceMb (He BoceMb!) HUKIIOB -
OKHCJIEHUS.
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DHepreruueckas 3 HEKTUBHOCTB.

aKTuBayms B-okucneHue umkn KpeGca
nanbmurar ——Y' nansmutun-KoA js aueTun-KoAjw COp
7 ©AQ-H) 8 ®AQHo
7 HAL-Ho 24 HAH,
8rTo

JHepreTUUecKUit / +96 ATO
san:"c +129 AT®
Bananc cknaapiBaercs u3 oopasyrommuxcs HAJIH u ®AJIH,,

okucnenus anermin-KoA B nukie Kpebca u ¢ yderoMm 3aTtpaT ABYX
Mosiekyn AT® Ha cTamuy aKTUBAIMH KUPHOU KHCIIOTHI.

OkuclieHne KHUPHBIX KHUCJIOT C HCUCTHBIM YHMCJIOM VYIJICPOAHBIX
aTOMOB

3TH )KUPHBIE KHCIOTHI TIOCTYAIOT B OPraHU3M C PaCTUTEIHHOM
UIIel 1 MopenpoaykTamMu. OHU OKHCIISIOTCS OOBIYHBIM 00pa3oM ¢
TEM JIMIIb OTIIMYKEM, YTO B KOHIIE 00pa3yercs TpeXyriepoaHas Mo-
JIeKyna — mpormunoHuI-KoA.

Omna BoBJiekaeTcst B uki1 KpeOca 3a Tpu sTama. IlepBerit — 30
KapOOKCHJIMPOBAaHWE C YyYacTHeM OWOTHH3aBHUCHMOTO (epMeHTa
npornuoHnia-KoA-kapOokcuiassl, KOTOPHIH HCIOAB3YET UIA 3TOTO
snepruro AT®. Obpazyronmmiics D-mernnmanonnn-KoA nzomepusy-
ercs MermManoHmI-KoA-smmmepasoit B L-uzomep. B Tperneii pe-
aKIUM C yJ9acTHeM MeTUIMajIoHWI-KoA-MyTa3bl IPOMCXOOUT mepe-
TPYNIIAPOBKA aTOMOB M oOpasyercst cyknuHII-KoA. D10 omHa w3
IBYX PEaKUui B OpraHu3Me, INPOTEKAIOIIUX C Yy4acTHEM BUTAMHHA
B12, B wacTHOCTH OfHOW M3 e€ro ¢opM — IE30KCHAJICHO3MIKOOAIa-
MUHA.

Cyxuanin-KoA okucnsercs B mukie Kpebcea.
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\)L LA? HOOC )J\ _CoA
[MponuoHun-KoA 1

kapbokcunaza  ATQO+OH
Hj

MponuoHun-KoA
D-Metunmanonunn-KoA

anumepasa
0]
)‘k CoA /\)J\ CoA
- Memmanonmn Koa. HOOC s
MyTasa
COOH
L- Metunmanonmn-KoA CykumHun-KoA

OTH peaxiyi UMEIT TaKKe 0O0JIbII0oe 3HAYEHNE [T OKHCIICHHS
MPOIHOHATa, 00pa3yroUIerocsi B OONBIIMX KOJIMYECTBAX MPH cOpa-
KHBAHWU YTJIEBOJIOB B PYyOIle )KBAYHBIX )KUBOTHBIX.

OkuclieHne HCHACBIIMECHHBIX ) KUPHBIX KHUCJIOT.

OCo0EHHOCTBIO MTPUPOIHBIX YKUPHBIX KUCIOT SBJISIETCS TO, YTO
JIBOMHBIC CBSI3M B HUX HAXOMATCS B IUC-KOH(MUTyparuu. B To ke
BpeMs, mis eHomlI-KoA-ruaparassl HEOOXOAMM TpaHC W30MeEp.
OxkucreHne mpoTeKaeT OOBIYHBIM 00pa3oM J0 TOTO MOMEHTA, IOKa
IIBOMHAS CB3b HE MONajeT B rmonoxenue A3-4. Jlanee hepMeHT eHO-
nn-KoA-n3omepasza npeobpasyer ee B TpaHC-KOH(YHUTYpAIUIO U IIe-
PEHOCHUT BO BTOPOE MOJIOKEHUE.

B crnydae mammums nByx m Oonee ABOWHBIX CBsI3€H Iporrecc
TpeOyer ydacTus IONONHUTENbHOro ¢epMeHTa - ameHoma-KoA-
pemyKTasbl.
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1. o 3 aueTun-KoA 2. o
/WMSfCGA . MF\\/;AS«COA

Nusoneoun-KoA 1 eHoun-KoA-

Hiomepasza

4 o NADH MNAD' ueTHn-Kok |
. \ o
M/J\S,Coa N \ B J_con
aumnn-Koh- S
NADPH — fAervpporexasa 3
™ AveHoun-KoA- .
pepykTasa
NADP*
Q 0
\/\_/\U//\)l\ -CoA = /W _CoA
s eHoun-KoA- )
5. n3oMepasa 6.

https://commonswikimedia org/wiki/File:Linoleic_acid_beta oxidation.svg

ITocne mzoMepusanuu JIBOWHOW CBSI3U W OTILEIUICHUS all€TUJI-
KoA, BTopas mBoiiHas cBsI3b OKa3bpiBaeTcsl B A4-5 momokenuwn. Jle-
TUAPUPOBAHUE OTOTO COCAWHEHHSI IIOA JAckcTBHEeM armi-KoA-
JIeruporeHassl oOpasyer nueH (Ha pHCYHKEe — Ioj HoMepoMm 4).
Huenonn-KoA-pemykraza KaTaIM3UPYET MPUCOCTUHEHNE IBYX aTo-
Ma BOJOpOZla C HCIOJb30BaHWEM BoccTaHoBIeHHOTO HAJID, mpu
ATOM U3 JABYX JBOHHEIX CBsI3el oOpasyercs oxHa B A3-4 mMoiI0XEeHUH
(1,4-mpucoenunenvie). Enonn-KoA-m3omMepasa mepeHocut ee B A2-3
MIOJIOXKEHHE, YTO HEOOXOTUMO IS JalIbHEHIIIero OKUCICHHUS.

HeHnacepIeHHbIe KUPHBIE KUCIOTHI OKUCISIOTCS HAMHOTO OBI-
CTpee HACBINICHHBIX. Tak CKOPOCTh OKHCIICHHS apaxuJIOHOBOH KH-
ciotel B 200 pa3 OoIbIIe, 4eM CTEapHHOBOM.

OkucicHue JIIMHHOICIIOYCYHBIX KUPHBIX KUCIIOT.

Pacmiennenne pa3BeTBISHHBIX, MIHMHHONENTOUEYHbIX (C22 u 60-
Jiee) XKHUPHBIX KUCJIOT M HEKOTOPBIX JMKO3aHOWIOB INPOMCXOAMT B
MIEPOKCUCOMAaxX JI0 CTaauu oOpa3oBaHHs OKTaHOMI-KOA, KOTOpBIi
3aTeM TPAHCHOPTUPYETCSI B MUTOXOHAPUHM M TIpeTepIieBaeT Aajb-
Heitmee B-okucienue. [Ipu 3Tom o0pasyrorcs anermin-KoA u mepe-
Kuch Bogopona. [locnenusist pacuienisercs KaTanas3on.
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O-OKHCJICHHU C ) KUPHBIX KHUCJIOT.

OJIMH W3 MEXaHW3MOB JICTPaJIalluU KUPHBIX KUCIIOT. Mcronb3y-
€TCA IJid paClICIVICHUA pa3BCTBHéHHI)IX JKUPHBIX KHUCJIOT, UMCIOIINX
METWJIBHYIO TPYIy NpHU -aToMe yriiepoja, MOCKOJIbKY oObrdHOE [3-
OKHUCJICHHE B 3TOM ClTydae HEBO3MOXHO. [IporcxomuT, Kak y )HUBOT-
HBIX, TaK U y PACTEHUH TOJIBKO B IIEPOKCUCOMAX.

)\/\/l\/\/l\/\/l\/f\

SCoA
' 0

)\/VL/\/\\/\)YL\SCOA

OH
0
|
)‘V\/\\/\/\\/\/H + L‘SCoA
0 formyl-CoA

Q-OKHCIICHU E KUPHBIX KUCIOT

3aKJIIOYAeTCA B OKUCICHUH JKUPHBIX KUCIIOT IO IMOCIETHEMY, (-
aToMy yTJIepoja >KHPHOKHCIOTHOHM 1ernr. B Tpu peakmum MeTwib-
HBIM pajinKajl OKUCIIAETCs 10 KapOokcuiabHOU Tpymnmsl. [locie sToro
TKapOOHOBAs KHUPHAS KHCIIOTA MIPETEPIIEBAET P-OKHCICHIE B MUTO-
XOHJAPUSAX, TTOKa HEe 00pa3yercs KOPOTKasl KHUCIOTa THIAa CYKIIMHATA.
@epMeHTHI 3TOT0 MyTH JIOKAJTU30BaHBl B 3HIOIIA3MATHUECKOM pe-
TuKynyMe. OMera-oKHCIECHHUIO MPEeIIOYTHTEIbHEEe IOBEPratoTCs
JKUpHbIE KUCTOTHI ¢ 10—12 yriepogHpIiMu aTOMaMH.

T|)
HaC ~ “OH—— HO—C OH
n
KUPHaA KNCnoTta ABYXOCHOBHAA XWpPHAA KNCnoTa
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BuocunTe3 JIMNNIO0B.

ITpu M30BITOYHOM TOCTYIUICHUH TIFOKO3bI, KIIETKH HAITPABIISIOT
ee Ha OMOCUHTE3 JTUIIUJIOB.

OO6pa3ylomuiicsi B TIIMKOIU3E MUPYBAT MEPEHOCHTCS B MHTO-
XOHJPUH, OKUCIISIETCS B MUPYBATAETUAPOreHa3HOM peakuu J10 are-
Tun-KoA. B 00BIYHOM peKHME MOCIICTHUI KOHACHCUPYETCS C OKCa-
JoaneraToM B TepBoi peakiuu nukina Kpedca. OmHako, mpu BICO-
KoM dHepreTrueckoM cratyce kinerku L[TK 6nokupyercst BcnencTue
WHTUOUPOBAHUS M30IUTPATAETUPOr €HA3I u a-
KEeTOTIyTapaTIeruiporeHasbl BHICOKMMU KOHIeHTpanusmMu ATD u
HAJIH. HaxkamiuBaromuiicss ©uTpaT MO I'PaJUeHTy KOHIIEHTPAaIHH
TpaHcIopTUpyercs B 1uTo30ib. [lon meiictBruem AT®-nurpaTimassl
OH pacuierisierca Ao okcajoanerata u aunetui-KoA. Ilocnegnuii
WCIONIB3YeTCs A1l CHHTE3a XOJIECTEPHUHA U )KUPHBIX KHUCIIOT.

Okcaoarierar BO3BpAaIMIaeTCsl B MHUTOXOHAPHUU ITOCPEACTBOM
MaJlaT-acrapTaTHOTO YeTHOKa, TU00 B BUAE MHUPyBaTa MOCIE JIeKap-
OoKcHIMpoBaHuS MauK-hepMeHTOM. [locineaHui MyTh MPEAIOUYTH-
TEJICH, TaK KaK IO3BOJISIECT MOMYyYNUTh BoccTaHoBiIeHHBIH HAJID, He-
00X OIMMBII JUISI CHHTE3a JINIIHJIOB.

MaTtpukc Uurosons

BHYTpEHHAR  BHeWHAR
membpaHa  memOpana

Uutpart Uutpart CoA

ATP
ADP+P,

ATP-
Liutpatnuasa

CoA-SH

Liutpar-
CHHTa3a

OKcanoauertaT

Okcanoauerar
NADH

ManatgeruaporeHasa

+

NAD
ADP+P Manat

Mupyear- NADP"

kapbokcunas
ATP

Manuk-chepumeHT
co, N

NADPH

Cco,

Mupysar Mupysar
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buocuHTEe3 KUPHBIX KHUCIIOT.

[Ipouecc mpoucxoaut Bo Bcex KieTkax B LuToruiazme. Hanbo-
JIe€ MHTEHCUBHO IPOTEKAET B IEYEHH, IMOYKAX, MO3TE, MOJOYHOU
JKene3e, JKUPOBOM TKaHU.

B nepBoii peakiuu anetmin-KoA kapOokcuimpyercs 10 Majo-
HuI-KoA ¢ momoripio OMOTHH-3aBHCUMOrO (hEpMEHTa - alleTHII-
KoA-kapOokcunnasbl. Peakiiust TMMUTHPYET CKOPOCTh BCETO Tpoliec-
ca u Tpebyer pacxoga AT®D. depMeHT aKTUBUPYETCS IHUTPATOM H
WHTUOMpYETCs ITIMHHOLICIIOYeYHBIMHU aiui-KoA.

o] o]
I} 1
CH3—C—SKoA + COz + ATO) ————————————————> HOOC-CHz-C—SKoA + A0 + ©
s 2 ayemun-KoA- 2 AR H
aueTun-KoA xapBokcunasa ManoHun-KoA
{xochepmenm -
BuomuR)

JanpHeliiie TpeBpamieHus] OCYHIECTBISIFOTCS  MYIbTH(Ep-
MCHTHBIM KOMILUIEKCOM — CUHTETA3a JXUPHBIX KHUCJIOT. B ero cocras
BXomuT ammepeHocsmii 6enok (AllB), 3amenstomuii kohepMeHT
A, m mectb pepMeHTOB. 3a OAWH IMKJI PEAKIINI IMPONCXOAUT YIJIH-
HEHHe I[1eNH Ha J[Ba YTJIEPOAHBIX aTOMA.

Ha mepBoMm 3tare (epMeHTHI aleTUITpaHCaIHIa3a U MAJIOHHU -
TpaHcaluia3a TMepeHOCAT alleTHIILHBIA U MAaJOHHIIBHBIA paJuKabl
Ha IUCTeHH [-KeToammicuHTasbl B 4-pochonanrerenn Allb, coot-
BETCTBEHHO.

auetun- KoA
0 kapbokcunasa o

N )l\ co manoHun-KoA
BUETUN-KOA 5 KoA gy HOMS—KOA

aueTuntpaHcauunasa ManoHWNTpaHcauunasa
KoA KoA P "

O O o}

- manoHun-Alnb
auetvn-E ks— E HOMS— AMB

UYetslpe cienyromux (epMeHTa OCYIIECTBISIOT LMK IpeBpa-
LICHUI, HAIOMHHAIOINN [-OKUCIIEHHE, €CcIM €ro paccMaTpuBaTh B
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00paTHOM HampaBjieHHU. ALMIBHBIC PParMEeHThl KOHICHCUPYIOTCS C
ydactueM f-keroanmicunTassl. O6pasyercs aneroanerui-Allb, xo-
TOpBIH Jjajiee BOCCTAHABIMBACTCS PEAYKTA30M, ACTUAPATUPYETCS M
BHOBb BOCCTaHaBIMBAETCsI ¢ oOpa3zoBanueM Oytupuia-Allb.

0] o) O

A E * HOMS*AI'IE

R S—

B-keToaumncuHTasa

o} 0}
B-keToaumn-Allb RM — AlNbB

HAOGH
/'/ B-keToaumnpeaykTasa

B-rnapokcuauymn-Alrb /'\/U\S —AMB

[3 ruapokcraumnaernaparasa

S

eHoun-Ale R S—AINb
HAL®H
eHounpeaykTasa
auun-AnfB R S—Alb

AmunrtpaHcdepasa mepeMeraer BHOBb CHHTE3HPOBAHHBIN Oy-
TUPWUJ HAa IIMCTEHH P-KETOALMJICUHTA3bl, a OYepPEeIHON pajuKal Ma-
nmoHuma npucoenuHsercs kK 4-pocdomanrerenny Allb. L{ukn moBTo-
psiercss ceMb pas, YTO NMPHUBOAUT K OOpPa30BAHMIO MaTbMUTHHOBOIA
KUACIOThL. B xoxe cuHTe3a ucnonedyercss oquH aueruia-KoA u cemb
ManoHmI-KoA.
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Hcrounukom Bogopoaa il peNyKTa3 SBISETCA UCKIFOUUTENb-
Ho HAJI®H. OcHOBHBIM €ro UCTOUYHHKOM B KiieTke siBysiercst [1DI1.
Kpome Toro, oH 00pa3yercss ManuK-QepMEHTOM (MajaTAeruIpOoreHa-
3a  JmekapOOKcwiaupyromas) u  nuromasMatudeckum  HAJID-
3aBUCHMBIM H30()ePMEHTOM H30IUTPATACI HIPOTr €HA3HI.

HyTI/I OMOCHHTE3a M OKHCICHUS JKUPHBIX KHUCJIOT B KIJIETKEC HEC
MEPECCKAIOTCA, TaK KaK IIPOTCKAIOT B pa3HbIX KOMIIAPTMCHTAX.

SHOHFaIII/IS[ n acecarypanus JKUPHBIX KHUCJIOT.

Onouranus (yUIMHEHHE EeNH) KUPHBIX KUCIOT MPOUCXOIUT B
SHJOIJIA3MATHUECKOM DPETUKYJIyME C y4JacTHeM MaloHWI-KoA.
ITociieroBaTENBHOCTD PEAKIMM CXOAHA C TOMW, YTO IMPOUCXOIUT IIPU
CHHTE3€ MaJIbMHUTHHOBOM KHCIOTHI, OJHAKO B JaHHOM Cllydae
JKUPHBIE KHCIIOTHI CBS3aHbI HE C CHHTA30! JKUPHBIX KHCIOT, a ¢ KoA.

OCHOBHOW TIPOMYKT OJJIOHTAIIMM B TICUCHW - CTEAPUHOBAS
kucnora (C 18:0), omHako B TKaHM Mo3ra obOpasyercs Oolblloe
KOJIMYECTBO KUPHBIX KHCIIOT ¢ Oojee JUIMHHOHN Ienbio - oT C20 mo
C24, xotopple HEOOXOMUMEBI I OO0pa30BaHUS COUHTOIUIHUIOB U
CaxapoJUIHIOB.

BxitoueHue ABOMHBIX CBA3€H B paJidKajbl >KUPHBIX KHUCIOT
Has3pIBaercs  jgecaryparnueid. OCHOBHBIE  JKHPHBIE  KHCIIOTBI,
oOpasyromrecs B OpraHU3Me YeJloBeKa B pe3yNbTaTe JAecaTypaliy, -
mamemuToonenHoBass  (C16:1A9) wu  omemnoBas  (C18:1A9).
OO6pazoBanne JBOWHBIX CBS3€H B paadKaigax >KAPHBIX KHCIOT
MPOMCXOMUT B HHAOIIA3MATHYECKOM PETHUKYIyME B PEaKIHUiX C
ydacTueM MoJeKysapHoro kuciopona, NADH u nuroxpoma b5.

DaKkTUYEeCKH, HE3AMEHUMBIMU [UIS YEJIOBEKa SIBISIOTCS TOIBKO
JIBE KUPHBIX KHCIOTHI — JIMHOJIEBAS U O.-TMHOJEHOBasl. I3 HUX MoryT
OBITh CHHTE3UPOBAHBI BCE OCTAIbHBIC MIPEACTABUTENN ®-3 U ®-6 ps-
na. B xome 3Tux mpeBpalieHuid MpoLeccs JecaTypalud HpenecT-
BYIOT JIOHTAllMM, TaK KaK Hamu (epMEHTHbIE CHCTEMBI HE MOTYT
00pa30BBIBaTh JBOWHBIE CBA3M JAJIbILE JEBSITOTO aTOMa yYriepoaa.
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18:0 CTEAPMHOBaA
ﬂ A9-pecatypasa

18:1 onevHoBas

w-6 w-3
18:2 INHOMNEBas 18:3 O-NMHONEHOBasA
Il - B6-pecarypasaes 1
18:3 Y-IMHONEeHOBas 18:4 OKTafeKaTeTpaeHOBas

ﬂ = 101 - E T I ﬂ

20:3 AU-roMo y-fiuHoneHoBas 20:4 31KO3aTeTpaeHoBas

ﬂ ----------- AS5-pecaTypasa - @

20:4 apaxuaoHoBas 20:5 3IMKO3aneHTaeHoBaA

CHHTE3 TPUTIINIIEPHUIIOB.

CuHTE3 MOXET TPOTEKaTh 10 JIBYM MexaHW3MaM. B mepBom
HCXOIHBIM BEIIECTBOM sBIIsieTCs rinuepon-3-pocdhar. B neuenw,
MTOYKaX M KJIETKaX CTCHKHU KHIIICYHWKA OH oOpazyercs mpu dochopu-
JUPOBAHUU TIMIICPHHA C YYACTHEM TDIIHIEPOIKUHA3Bl. B kKupoBoii
TKaHW M MBINIIAX, e aKTHBHOCTh TIIMIIEPOIKUHA3BI Malla, TIIHIIe-
pon-3-hochat odpazyercs U3 MPOMEKYTOUHOTO TPOTYKTa TITHKOJIH-
3a — (ocoanokcuanerona. Peakmust oOpaTuma W KaTaau3upyercs
rimnepoi-3-pocharaeruaporedasoit. Ilpu HEOOXOAMMOCTH 3TOT KE
dhepMeHT MOXKeT paboTaTh B 0OpaTHOM HAIIpaBJICHHH, HAIPHIMEpP, B
XO0JIe TIFOKOHEOTeHe3a U3 TIIHIEPHHA.

HAQ HAO-H
CH2-OH ATO A0 CHZ'OH OALD OQALHp CH2-OH

I
Cl;H-OH %J}H-OHé %:o

rnuuepon-3-docpar

L’J.',:E.‘i‘;”‘ | aeruaporexasa
CH,-OH CH-0-(®) CH,-0-(®)
rnuuepon rmuyepon-3- dochoanokcu-
docdar aleToH
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I'nunepon-3-dgocdart anmmupyercss TByMsi OCTaTKaMHU SKUPHBIX
KHACIOT ¢ obOpa3oBaHueM (GochaTUIHON KHCIOTBL. DTO Mpenmiect-
BEHHUK, KaK CHHTE3a TPHUIIIMLICPUIOB, TaK U (OCPOTUITHIOB.

H,C—O0—CO-R,
R2—CO-O—CI:H ﬁ
H,C—O—P—OH

(0]

BosmoxkHo, Taxke, oOpazoBanue (pocdaTumaHON KUCIOTHI allu-
JUPOBaHUEM HEMOCPEACTBEHHO (ochoIUOKCHAIIeTOHa, C MOCIe-
JYFOIIMM BOCCTAHOBJICHHEM KapOOHUIIbHOM TPYIIIIBL.

Haiee pocharumnas kuciaora aedochopuarupyercs ¢ yuactuem
dochatunardocdaraszsl 10 TUANUITINIEPOTA, KOTOPBIA 3TEpUpU-
LUpYyeTCs TPEThEN JKUPHOU KUCIOTOM.

Bo BTOpOM myTH B KadyecTBE MCXOJHOTO cyOCTpaTa UCIIONb3Y-
FOTCSI MOHOAIWIITIIUIIEPOIIBI (MOHOTIIMIIEPU/IBI), BCACKIBAIOIIHECS W3
KETYJA0YHO-KUIIIEYHOTO TpakTa. BUOCHHTE3 MpoTeKaer, MUHYS CTa-
1o (pochaTHTHON KUCITOTHL.

rnuuepon-3-choccpar
Q 2ayun-KoA
J = 2KoA

tocdarngHana Kucnorta

FnuuyepodocdartHbii
- -____———____
MoHoauun nyTb CUHTE3a

rnauepon TPUINMULEPUAOB
MOHOTNULEPNOHDbIA — V! ®H

nyTe aunn-KoA aAuauun-
rnvyepon

[ auun-KoA

N\

Tpyuauun-

rnudepon
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Buocunres dhochonunnaos.

Huanunrouuepon B3aumonencrsyer ¢ LI/I®-xomuaom u LIJD-
STaHOIAMHHOM ¢ oOpa3oBaHueM Qocdaruaunxonnna u ocharumm-
J3TaHOJIAMUHA, COOTBETCTBEHHO. DochaTHIUIXONNH, TAKKE, MOXKET
00pa3oBBIBaThCS 33 CUET METHIUPOBaHUS (ochaTuaHIITaHOIAMUHA
C ydacTHeM S-aneHo3mIMernoHnHa. DochaTHIUIITaHOTAMUH MO-
*KeT 0OMEHMBATh ATAHOIAMHUH Ha CEpUH ¢ oOpa3oBaHHeM (ochaTu-
micepuHa. [TocnenHuii crocoOeH nekapOoKCHIMpoBaThes B ocdha-
TUIUIITAHOJIAMUH.

docdarngHan KMcnorta

@H
Owauunrnuuepon

UAa®-3TaHONaMHUH \ ~LOP-X0onuH
uMe >LUM®

- JSAM -
Pocdarmgun . Pocdarmgun
3TaHONaMuH XONWUH

CepUH—. co,
ITaHONaMHUH

docdarmgun-
CepuH

Peaknny akTHBAIMM XOJMMHA M 3TAaHOJIAMHHA MTPOTEKAIOT B ITH-
ToIIa3Me U TpeOyroT OOJBIIMX dHEpreTudeckux 3arpar. Hemocpen-
CTBEHHO CHHTE3 (OCHOIUIUIOB — B HIOIUIA3MATHUECKOM PETHKY-

IyMe.
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MTO30NL — " UHTHAKH
L |

A N - o
a W T® -OH

Al lile D
3 2 9 v X 1 o O :
HOCHCHztH; —e s O~ P—OCH;CHzNH; —Se e OB OB — OCHCHNH,
1 I
o o} 0
3TaHONaMUH hochoITasoONaMuH LUO®-3tasonamuK
SOOI M TSI UM
PeTUKYnyN CHa—OOCR 5 CH;—OOCR'
1 |
L®-aTaHONaMitH + R*COO-CH <, R"COO-CH 0
1 ] v
CHOH CH, —c»-g' - O—CHCHNH,
(o}
Avayunrnvyepon docchatnaun aTaHonamMuH

O6pazoBanue GpochaTHAUIMHOZUTONA OCYLIECTBIISETCS IO JIPY-
roit cxeme. C LIT® pearupyer pocdaruanas Kuciuora, B pe3ysibTaTe
yero obpasyercs LIJID-nuanunrnuiepon. IlocienHuii KoHIeHCHPY-
€TCsl C HHO3UTOJIOM.

docdatmgHaa Kucnorta
Ute —
P-DH
Uod-guauunrnuuepon
WHO3WUTOM —
'-I-M".’Jv

cocchatTugunuHoO3INTON

®ochaTHANINHOZUTON UTPAET BAKHYIO POJIb B OMOCPEIOBAHUH
JIEUCTBUSL MHOTMX TOPMOHOB M HeWpomeauatopoB. MIHO3UTON B €ro
cocTaBe MOXeT OBITh pocoprimpoBaH B TPEThEM, YETBEPTOM H IIsI-
TOM TOJOKEHUAX. | Maponn3 mox MeicTBHEM TOPMOHYYBCTBUTENb-
HO (ocdonunasel C MpUBOAUT K 00Pa30BaHUIO Cpa3y JABYX BTOpHU-
HBIX  MECCEH/DKEpOB: AWANMITIUIepona W WHo3urton-1,4,5-

Tpudochara.

I'pynma JMnmmoB Ha OCHOBE HHO3UTOJIA HOCUT HAa3BaHUE HHO3H-
TUJOB Wi (POCPONHOZUTHIOB.
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®occharmaunuHosnton-4,5-
andocdar

o)
? 9
HzC—CH—CH,
|
0 9
obo_ gt
S o)
1 4
3 9
0=P-0

https://commons.wikimedia.org/w/index.php?curid=6785466

MeTraboIn3M KETOHOBBIX TEI.

K KeTOHOBBIM TellaM OTHOCSITCSI TPH COCIMHCHHS: alleTOAIleTAaT,
B-TuapokcuOyTHpAT U aneToH. TO OOBIYHBIE MHTEPMEANAThl 0OMeHa
BEIIIECTB, KOTOPHIE MCIONB3YIOTCA (32 MCKIIOYEHHWEM alleToHa) TKa-
HSMH B Ka4eCTBE allbTCPHATUBHOIO TIIOKO3€ W JKUPHBIM KHCIOTaM
HCTOYHUKA SHEPTHH.

IIpu romomanuM, TSDKETOM MBIIMIEYHOW HArpy3Ke, CaxapHOM
mrabere uX KOHIIGHTpAIlUs B KPOBH BO3PACTAET B JIECATKH pa3 (KeTo-
Hemus), gocturas 20 MM. DTo MOXKeT IpHUBOAWUTH K cABUTY pH B
KHCITYIO0 CTOPOHY (KeToanuao3). [Ipu npeBbleHnr To4eqHoro mopo-
ra KeTOHOBBIE Teja MOSABIIIOTCS B Moue (KeTOHypwsi). B BbImbIxae-
MOM BO3J[yXe OTMeUaeTcs 3arax aeToHa.
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[Ipu Bcex ykazaHHBIX BBIIIE COCTOSTHUSIX KJIETKU HCIBITHIBAIOT
neUIUT TIIOKO3bI, YTO WHAYLHPYET MPOLIECCHl INIIOKOHEOreHe3a B
Me4eHu. JTo, B CBOIO OYepeb, IPOBOLUPYET CHI)KEHUE JOCTYITHO-
ctu okcanoanerata B mukie Kpebca. Benencrue aroro, obpasyro-
LIUICS IPU OKUCIEHUH KUPHBIX KUCHOT anerui-KoA HampasiseTcs
Ha CHHTE3 KETOHOBBIX TeJl.

Cunme3s KemoHoBbIX mell.

B nepBoii peakuyu KOHACHCUPYHOTCS JIBE MOJEKYJbl alleThI-
KoA u obOpasyercs areroanermin-KoA. Jlanee mox netictBuem [3-
THIIPOKCH-B-MeTuarnyrapui-KoA-cuHTeTassl PUCOCAHHSETCS Tpe-
TUH aneTui. B-Tuapokcu-p-merunrayrapuin-KoA ¢ ydactrem nuassl
oTmierusier onuH anetmwi-KoA u o0pa3yer mepBoe KEeTOHOBOE TEIO —
areroarerar.

auetun-KoA

I l Ve auyetun-KoA
'

auertoauetun-KoA
t , auetun-KoA
A

CHy o

OH B-rmapokcu-

o I g-CoA B-MeTunrnyTapun-KoA

OH
% auetun-KoA
Al

o O
aueroauerar

HiC (o
NADH + H*

HEJ3H3INMaTHYecCKkoe

NAD*
AexapboxcunuposaHue,

CO,

HsC” “CHs AN o

aueToH p-rmgpokcubyTupar
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OH MOXET BOCCTaHABIMBATHCS B OOpaTUMOW peakuuu A0 [3-
THUAPOKCUOYTUPATa, JIN0O HEIH3MMATHICCKU JeKapOOKCHINPOBATHCS
c oOpa3oBaHueM arleroHa. llocienHuil sBIsSETCS TYMUKOBBIM IPO-
JYKTOM U BBIBOAHUTCSI C MOYOH U BBIIBIXaEMBIM BO3TyXOM.

Bce 3t IMpeBpalICHus MPOTEKAa0T B MUTOXOHIPUAX.

KeroHOBBIC TeMa MOCTYMAIOT B KPOBb U UCIIOIB3YIOTCS TiepUde-
PUYCCKMMHU OpraHaMM U TKaHAMH, BKIIFOYAasA MO3T, IJIA NOAACPKAHUA
sHepreruyeckoro Oananca. [IpuyeM, cama nedeHp He oOnamaer gep-
MCHTHBIMU CUCTEMAMMU JJIS1 UX UCITOJIb30BaAHU .

Pacnao xemonosuvix men.

B-TuapokcHOyTHpaT OKHCISIETCs IO aleroareraTa ¢ o0pa3oBa-
HueM BocctaHoBiieHHOro HAJI. Ameroanerat nuO0 aKTUBHpPYETCS
HETIOCPENCTBEHHBIM  mpucoequaeHneM KoA B amui-KoA-
CHUHTETA3HOM peakIuu, TN00 OTHUMAET ero y CyKuHmI-KoA. Jlamee
B-xkerorronaza pacuierisier aneroanerua-KoA 10 IByX MOJIEKyJ
artetmin-KoA, KoTopsie mocTymaroT B Ik Kpeodca.

X,
p-ruppokcnByTupar
5 HALL
'C HALH

o 0

)I\)J\ aueToauetar
HsC ()

cykuMHnn-KoA - | ( — KoA, AT®
CYKUMHAT -f ;"‘ AND+DH
o o
H.,C‘J\J\-sfc"“
| = CoA-SH
2 o]
H;C.J\ycm + H‘C’U\hs’m
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IMepexucnoe okuciaenne sunugos (IOJD).

[TOJI — 310 moBpeXIEHNE IMTUAOB CBOOOTHBIMH paJrKalIaMH,
00pa3yroIMHCS B XO/I€ OKUCIUTENBHBIX MPOLECCOB B OPraHU3ME.
PeaKHI/IH Pa3BUBACTCA 110 HCIIHOMY MCXAHU3MY U MOXKCT IIPUBOAUTH
K HapylieHHIO (GYHKIUH MEMOpaHHBIX CTPYKTYp, MOoAU(UKaLUH
0ENKOB, BOSHHKHOBEHUIO MyTallMid B HYKJICHHOBBIX Kuciorax. Ha-
MpHUMeEp, 3a CYTKH B OPraHU3Me YeloBeKa MOIUBHUIMPYETCs MOPsIIKa
10 000 myxneorunos. [10OJI urpaer NaToreHETHUECKYIO poOJib B pas-
BUTUM MHOTHX 3a00JieBaHUM: aTepockiiepo3a, 6ose3nu [lapkuHcoHa
u AnbureiiMepa, apTepranbHON TUIEPTEH3UH, Auadera; Mpoleccax
CTapeHusl, OHKOTeHe3a.

Hau6onee yacroit npuuunoii [10J] siBisiercst yBenn4yeHue oopa-
30BaHUs aKTUBHBIX (POpPM KHCIIOpOJa. DTOT MPOIECC MPOMCXOIUT B
KJIETKE MTOCTOSIHHO Y UTPAET BAXKHYIO POJIb B €€ (yHKIIMOHUPOBAHHH.
C yyacteM CBOOOIHBIX PaJMKAJIOB CHUHTE3UPYIOTCS 3MKO3aHOMIBI,
HEKOTOpPbIE CTEPOH THBIE TOPMOHBI, OCYIIECTBIISIETCSI AHTUMHUKPOOHAS
3ammrTa. [lox neiicTBrueM HeOIArOMpHUATHRIX YCIOBUI BHEITHEH cpe-
JIbl, KCEHOOMOTHKOB, PaJalldd U IIp. MPOIecChl 00pa3oBaHUs CBO-
OOIHBIX PAIUKAIOB PE3KO aKTUBHUPYIOTCSA. DTO SABIIEHHE TOIYUHIIO
Ha3BaHHE OKHUCIHUTEIHHOTO CTPEcca.

AxtuBHBIE (HOPMBI KHCIOPOIA.

B 3T0 moHsATHE BXOIAT HOHBI KHCIOPOa, CBOOOTHBIE paIuKaIbl
1 TIEPEKICH.

Paguxansl — aToMbl, MOJIEKYNbl WM HOHBI, COAEPKAIIUE OIUH
WJIM HECKOJIbKO HECTIAPEHHBIX 3JIEKTPOHOB Ha BHEIIHEH 3JIEKTPOHHON
obomnouke. B ¢BsA3M ¢ 3TUM, 3TH MOJIEKYJIBl 001a1al0T BBICOKOH peak-
THUBHOCTBIO.

H:O:H

(H,0=H" +OH") HV w (H,0=H' +OH')
H:O:- H:O°
aHAOH paguKan
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AKTHBHEIE q)OpMI:I KHCIIOpOoAa SBJIAIOTCA MPOAYKTaMHU €ro HE-
IIOJTHOT'O BOCCTaAaHOBJICHHU .

Cmpoenue akmugHbIX hopm KUCIOPOOd.

CUHIMETHRIR
Kwcmopon | KMCNOPOD, .. ..
02 0:0 '02 0:0:
Cynepoxcug, Moponepokcwa,
AHWOH-PEOWKEN sETTET
03" :0:0° HO3 H:0:0°
Meporciug Mioponeporcua
aHWoH AHWOH R
022- :0:0: HO2™ H:0:0:
Mepokcug Magpokcan MppoxcKn
Bodopada pagukan . SHWMOH
HpO02 H:0:0:H HO' H:O° HO™ H:0:

Obpaszosanie akmuHvIX Popm KUCIOPOOQ.
[Ipu 0AHOZIEKTPOHHOM BOCCTAHOBJIICHUHM KHCIOpOJa 00pasyer-
CsI CYTIEPOKCHI.

Ox+e” —="05

OH sBigeTCsS MpenIIecTBEHHUKOM Apyrux dopM. Jlucmyrarus
CyIepOKCHa TTPUBOUT K 00pa30BaHUIO MIEPEKICH BOAOPOAA.

2ZH"+'05+'05 = Ha02 + 0o

[Ipu BoccTaHOBIIEHHH TIEPEKUCH BOJOPOJA 00pa3zyercst THIPO-
KCHJIbHBI aHUOH U THAPOKCHIBbHBINA paaukan. [locneanuil sisisercs
Han0OoJee peaKIIMOHHOCTIOCOOHBIM BHJIOM.

H205 + &7 — HO™ + "OH
277



VICTOYHHKOM DJIEKTPOHA ISl ATOTO MPEBPAIICHUS MOXET OBbITh
o 2
cynepokcus (peaxius Xabepa-Baiica), nu6o Fe’* (peaxuus ®ento-
Ha):

Peakuwna Xabepa-Balica
HoOs5 + 'D‘E —HO™ +'0H + 09

Peakuma QeHToHa
HoOy + Fe2* — HO™ +"OH + Fe '

I'mapokcunbHBIA pajuKanl OTHUMAET 3JIEKTPOH y IEPBOM Ke
MOJIEKYJIbI, C KOTOPOH CTaJIKMBAETCs, MHUIMUPYS PEAKIMK CBOOOJI-
HO-PaJIMKAJIBHOTO OKHMCIICHHUS.

Hemounuku axmusHbix popm KUCIOpoOa 6 KiiemKe.

HawnGonee MOIIHBIM HUCTOYHHUKOM 3JICKTPOHOB, HEOOXOIUMBIX
JUTSI TOT'O TIPOITecca, SIBJISETCS yTeuka C 3JIEKTPOHTPAHCIIOPTHOM I1e-
T, B YACTHOCTH C YOMXHHOHA U KoMrutekcoB | u 111.

W.NM-MM FFTTY

HekoTtopoe kommuecTBo cymepokcuaa oOpaszyercs MHUKPOCO-
MAaJILHOM CUCTEMOM OKHCIIECHUS.

A®K Moryr 00pa30BBIBATHCSH, KaK MOOOYHBINA MPOAYKT peak-
nuu. Hampumep, B Xo7ic OKHCIEHUS aMUHOB (MOHOAMHHOKCHa3a),
aMHUHOKHUCIOT (okcumassl D- m L-aMHHOKHCIIOT), THITOKCAHTHHA H
KCaHTHHA (KCAHTHMHOKCHa3a) 00pa3yeTcs MepeKuch BOJIOPO/IA.
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H,0, 0,

AmMUHOKUCNOTA e % Ketokucnora
FAD FADH,
[e) O
HN > < &
OH H,0 NH, OH

A®K wmoryr oOpa3oBbiBaThCs LeneHanpasienno. HAJ[DH-
OKCHJla3a JICHKOIUTOB (Ha PUCYHKE HMXKe), o0pasys CyHepoKCHI,
YUYaCTBYET B KJICTOYHOH MPOTHBOMHUKPOOHOH 3aIuTe.

20, 20,
2e°

\ p22phox MeMbpaHa

H* + NADP*

p47phox

LHUTO30J1b

NADPH
p67phox

https://www.researchgate.net/publication/257075489_ A _role for NADPH_oxidase in_antigen_ presentation

Mexanusm ITOJI.

B pazBuTnm mporiecca BBIIEISIOT CTAINA HHUIIAAIINH, PA3BUTHU
Y TEpMUHAITAH.

Haunbonee mnoaBepikeHBl OKUCIEHHIO IOJTMHEHACHIICHHBIC
XKHUPHBIC KHCIOTHI, B YACTHOCTH BOAOPOJ METHJIEHOBBIX MOCTHKOB
MEKAY ABOMHBIMH CBSI3sIMH. HUIIMMpYET peakiuio yale BCero I'ui-
POKCHUIBHBIA paiiKajl, OTHIMAIOIINI aTOM BOAOPOAA U 00pa3yOIIHi
JIMIUAHBIN panukan. CaM OH IIPH 3TOM BOCCTAHABJIMBAETCS 10 BOJBI.

Craausi pa3BuTHs (DJIOHTALMK) BKIFOYAET NMPHUCOSTUHEHHE KH-
CJIOPOJa K JUIHUIHOMY PaguKaly ¢ 00pa3oBaHHEM JIMIIONEPOKCHUIb-
Horo paaukana. [locimenHuii pearupyer ¢ HOBOM JTUIUIHON MOJEKY-
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JIOW, BOCCTAHABIIUBAECTCS JIO THAPOIEPEKUCH, 00pa30BaB HOBBIA pa-
KA.

H:O'H ? Nunnanei
¢

¥, QH 2 paankan
H MHnumayun
Nunug
Pannme
H % g.
Nunonepokcua NunonepoRcHNEHBIA

pagMkan

https:/'commons wilimedia org/windex php? curid=1728331

Bersuenue.
R R - R
H* H:O:H %c." ) )
' + .
:0:0:H N L — <c :0:H
Fe2+ Fe*
INunonepokcug

Peaknust TepMuHNpyeTCs, KOTAa 1Ba paauKaia pearupyror Ipyr
C IPYroM, YTO aKTyaJbHO IPU HX BBICOKOH KOHLEHTpauuu, JIuoo,
KOTZIa BTOPBIM PEareHTOM BBICTYIAaeT aHTHOKCHUAHT.
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H

— a o~ .
NunonepoxcuimHui Maponepescs
o \_/m‘pﬂo” o
mo’um : Ouran
Hy Hy
Toxodepun-
pagaxan

https://biokhimija ni/oxidative-stress/antioxidanty html

Iluaponiepekucy JIMIUIOB Jajiee PacagaloTcs ¢ 00pa3oBaHuEM
KOHEYHBIX MPOIYKTOB MEPEKUCHOI'O OKHUCIICHUS JIUIHIOB — CITUPTOB,
aJIbJIETUJIOB, JUAJIbJIETHIOB, KETOHOB, SIIOKCHIOB.

HaunGomee BaXHBIMI M3 HUX SBJISFOTCS MAJIOHOBEIN THAJILIETH]L
" 4-ruapokcuHOHeHanb. OmnpeneneHue WX KOHIICHTPAIUH SIBJISICTCS
crrocoboM oreHkn MHTeHCHUBHOCTH I1OJI B OMONOrHYECKHX CHCTE-
Max. Cxema 00pa30BaHHUs ITUX HPOMYKTOB U3 DHIIOMECPEKHCH apaxH-
JIOHOBO# KHCJIOTHI MIPEACTaBICHA Ha PUCYHKE.

H
= = COOH O‘O W_,CDGH
ApaxngoHoBan
KMCnoTa
" ‘T’
o H
ManoHoBbIN 4-rngpokcn-
auanegerug HOHeHanb
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MaJioHOBBII JHMaNbAETUA pearupyeT co CBOOOJHBIMH aMHHO-
rpynnamu OenkoB, QocOoNUIUAOB, TTUKO3aMUHOTINKAHOB M 00pa-
3yeT KOBaJICHTHBIC CIIMBKH BHYTPHM M MEXKIY ATHMH MOJEKYJIaMH.
3TO HETaTHBHO CKa3bIBa€TCA HA X (PYHKIIMOHUPOBAHHH.

Haxonmenue OKHCJICHHBIX JIUIIN 0B HU3MCHSACT (1)I/ISI/IKO-
XUMHYECKHE CBOWMCTBAa MeMOpaH. Hapyiarorcest mporecchl TpaHCop-
Ta, peleniuu, pabora MeMOpaHHBIX (PEPMEHTOB.

AHTHOKCHMIaHTHAS 3AIUTA.

CkopocTh 00pa3oBaHUsi aKTUBHBIX ()OPM KHCIOpPOAA B KIETKE
KOHTPOJIUPYETCS 110 OKUCIICHUIO OCTATKOB IIUCTEHHA B UyBCTBUTEN b-
HbIX Oenkax. Cpenu HUX (GaKTOPBI TPAHCKPHUIIIINH, IIAIIEPOHbI, THPO-
3uHOBBIC TpoTenH(ocdaraspl. MIX aKTHBHOCTH 3aBUCHT OT OKHCJIH-
TENbHO-BOCCTAHOBUTEIILHOIO CTaTyca KIETKH. Mojaudukamnus TH-
OJIBHOM TPYIIBI U3MEHsET KOHPOPMAIIHIO OENKOB M UX aKTHBHOCTb,
YTO MPUBOAUT K (POPMUPOBAHUIO CUTHAILHOTO Kackaua. B pesynbra-
TE€ KICTKa aKTHUBHU3UPYET JSJICMCHTBI aHTHOKCHZIaHTHOﬁ 3alIHUTHI.
Cpenn HUX (hepMEHTHI 1 aHTHOKCHTAHTHI.

Anmuoxcuoanmei.

CaMbIM BaKHBIM siBJIsieTcsl BUTaMuH E. Byayum sxmpopactBo-
PUMBIM BUTAMUHOM, OH HAKaTUTHBAETCS HEMTOCPEICTBEHHO B KIIETOY-
HBIX MeMOpaHaXx, TJe W 3allUIIaeT JUMHAIb OT TOBpexXIeHUs. ToKo-
(depon oTmaer aToM BOJOPOA JIUIMONEPOKCHIHOMY PaJUKaly, BOC-
CTaHaBJIMBAasl €ro JIO MEPOKCHIA U MpephIBas, TAKUM 00pa3oM, Iel-
Hyto peakiuto [1OJI. Cam oH mpu 3TOM MpeBpaIaercs B CTaOMIBHBIHN
TOKO( EPHITPATUKAII, CIIOCOOHBIA MPOPEArkpoOBaTh €lie ¢ OTHUM JH-
MOTMEPOKCHTHBIM paiiKaioM. B pe3ynbraTe 00pa3yroTcsi ABe Moie-
KYJIbI JIMTIOTMEPOKCHIA ¥ CTAOMIIbHAS OKHUCIICHHAs opMa BUTAMUHA —
TOKO() ePILITXITHOH.

AckopOMHOBas KHCIIOTA,

SIBIISISICH CHUJIBHBIM BOCCTaHOBMTENIEM, CIOCOOHAa HWHAKTHBHPO-
BaTh aKTUBHBIE (DOPMBI KHCIIOpOJA - CYNEPOKCUM, TMAPOKCHUIIbHBIHI
paaukai u nepekuch Bopopona. IloMmumo 3Toro, oHa crocoOHa Boc-
CTaHaBJIMBATh OKHCIIEHHBIE POpMBI BUTamMuHa E.
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HO, HO,

HO HO
o) r_\ N 0 o) . .
H! + 2H*+ 2e
HO OH ©c ©°
Ackop6uHoBasn OurnapoackopbuHoBas
KMcnota Kucnota

I'myraTuon -

TPUIENTHA: Y-TIIYTAMUIUCTENHIITINIMH. [ TyTamaT obpasyer
B HEM HETUIINYHYIO MENTHUHYIO CBS3b C YYACTHEM Y-aMUHOIPYIIIIBIL.

ny Luc nn
A A A
' 4 N N N
'H3N—(l3H— CH -CHz—CHz—CO—NH—(I.‘,H -CO-NH-CH,-COO"
(o{e]0} (I'JHZ
SH

ConepKHUTCS B KJIETKE B BBICOKOM KOHIIGHTpAIIMU. YYacTBYeT B
JIETOKCHUKAIIUU KCEHOOMOTHKOB M 00E3BPEKUBAHUU CBOOOJHBIX pa-
nvkanoB. OKUCISACH, OH MPEBPAIACTCS B TUMED, COSANHEHHBIN JTH-
cynbpuaHbiM MocTHKOM (G-S-S-G). BoccranamimBaercst IiiyTaTH-
oHpenykra3oi ¢ yuactuem HAJIOH.

CooTHoIIIeHNEe BOCCTAHOBICHHOW W OKWCIEHHOW (QOpM TiyTa-
THOHA — BOXXHEUIIUI MapaMeTp, XapaKTepU3YyIOIUA OKUCIUTENbHO-
BOCCTAHOBHUTENBHBIA CTAaTyC KIETKH W YPOBEHb OKHCIUTEIHFHOTO
cTpecca.

AHTHOKCHIAHTHBIM JISUCTBHEM OOJAIaloT, TakXkKe, KapOTHHOM-
IbI — -KapOTWH U JIMKOMWH, OMO(IIaBOHOUABI — KBEPIIETHH, PEecBe-
paTpon u Apyrue KOMIIOHEHTHI THUIH. Y OMXHHOH, TIyTaTHOH, MOYe-
Bas KHCIIOTa — HPUMEpPHI DHIOTCHHBIX COCTMHEHHH, 00JaJaroIInx
AHTHOKCHIAHTHBIMU CBOWCTBAMH

d)epmeHmele cucmemal.
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CynepoxkcuaaucMyTa3a MEpEeHOCUT JIEKTPOH C OJHOrO CyIep-
OKCHHOTO pajJyKalia Ha BTOPOH, 00pa3ys KUCIOPOA U MEpEKUCh BO-
Jopoza.

LuTo301pHBIA M30(EPMEHT HUCHONB3YET JUIsl KaTalau3a Meb,
MHTOXOHI[pHaHLHLIﬁ B aKTUBHOM LCHTPC MMECT MapraHeil. ITomumo
3TOrO, B COCTaB 000MX (DEPMEHTOB BXOJIUT aTOM IIMHKA, KOTOPBIA HE
y4acTBYET B KaTaJIU3eE.

2H"+'05+'05 = H00 + 05

Karanaza — remconepxamuii pepMeHT, MPUCYTCTBYIONINHN B Tie-
pokcucomax. OH IpeBpaliaer nepeKuch BoJ0poia B KUCIOPO U BO-

ay.
2H202 = 2H20 + 02

I'myraTnoHmepokcuaa3a KaTalIu3upyeT BOCCTAHOBJICHHUE THAPO-
MepeKncell JINMUI0B B CIUPTHI U IIPEBpAlleHNe MEePEeKNCH BOAOPOaa
B KHCJIOPOA U BOJY.

HO—O
“=../=\>£%/=\,—"

Magponepessice soipHod knenots (L-00H)
2 FnyTatmon=-SH

rmyTaTHoHNepoKCcHaa3a
I'nfra'ru(m—sl

FayTaTwon-5

-~ — P

MaapokcuchopMa »MMpHOA mcnoT (L-0H)

hitps:/biokhimija ny'oxddative-sress'kontrol-okisleniva html
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HUcnonesyer B kauecTBe Kodakropa riyraTHoH. OcoO0EHHOCTHIO
TJIyTaTHOHIIEPOKCUIA3bl SIBIISICTCSI HEOObIYHAsT aMUHOKHCIIOTa — Ce-
JICHOIMCTENH, BXO/IAIIAs B aKTHBHBIH LIEHTP GepMeHTa.

CxemMa B3aMMOJEUCTBHSI (PEPMEHTHBIX CHCTEM, OOE3BPEKU-
BAaIOLINX aKTUBHBIC (DOPMBI KUCIOPOAA, IPEICTaBlICHa Ha PHUCYHKE:

0,
H)
CynepokcuagucmyTasa
\ 0;
NADE; \JYQ&)\
FnytatMoHpeaykrasa Fnyratnoynepokcugasa Kar a:a

~9

NADPH)

https://www.researchgate net/ figure/ROS-Scavenging-SOD-are-responsible-
for-the-dismutation-of-the-reactive-superoxide-to_fig7_ 305524550

OBMEH BEJIKOB U AMUHOKHUCJIOT.

IlepeBapuBanmne 0eJIKOB.

Kenynok.

OCHOBHBIM (hepMEHTOM, PACHICIUISIONINM OENKH B JKEIYHAKE,
sBasiercs nencud. OH BbIpa0aThIBaeTCs IIaBHBIMU KJIETKAMU B BHUJE
npodepMeHTa — MENCHHOreHa. AKTHBALMSA HPOUCXOIUT B IOJIOCTH
JKEITyAKa MO ACUCTBUEM COJSTHOM KUCIOTHL. B Kuclol cpene Mone-
KyJla TIETICHHOT€Ha Pa3BOpaYMBaETCs, YTO JENIAeT BO3MOXKHBIM ayTo-
KatanuTuyeckoe otmerieHne N-KoHueBoro mentuna u3 44 aMuHo-
kucnotr. IlencuH oTHOCHTCS K SHAONPOTE3aM M TUAPOIM3YET Ipe-
HWMYIIECTBEHHO MENTHUIHbIE CBA3H, 00pa30BaHHbIC APOMATHYECKHUMHU
aMUHOKHCIOTaMu ((peHnuaNanuH, TUpO3uH, Tpuntodan). [Ipossuser
MaKCUMAaJIbHYIO0 aKTUBHOCTH npu pH 2.
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[Momumo mencuHa (mencuH A), TJIaBHBIE KIETKH CHHTE3HPYIOT
HeOOJBIIOEe KOJIMYECTBO APYrHX H30(0pM, Haubojee BaKHBIMH U3
KOTOpBIX SBJIAIOTCS MencuH B - ractpukcun u nencud C — XUMO3UH
(pennuH). He myTaTh ¢ peHHHOM — MpOTEa30il MoYeK, MpeBpalaro-
Hleﬁ AHTHOTEH3MHOIeH B aHTHOTEH3HUH 1.

lactpukcun makcumanbHO akTuBeH npu pH 3,2 — 3,5. Takas
KHCJIOTHOCTB JKETyJJOYHOTO COKa BO3MOKHA TIPU YHOTpeOIeHUH MO-
JIOYHO-PACTUTENBHBIX TMPOITYKTOB.

XUMO3UH HWrpaeT BaXHYIO POJIb Yy JE€TeH, HaXOASUUXCS Ha
rpyaHoM BckapmiuBanud. OH OTHICTIISICT TIIMKOIEHTHI OT Ka3enHa,
npespaias ero B napakaseud. Ilocienqnuil B3aMMOIEHCTBYET C HO-
HaMH KaJIBIIASI 1 00pa3yeT HEeXHBIM 0CaJ0K, KOTOPBIA 3a1ep KHBACT-
csl B JKeTylIKe W TepeBapuBaercs. Eciu ObI 3TOr0 HE MPOMCXOIUIIO,
MOJIOKO OBl TPAaH3UTOM YXOIMJIO B KUIICYHHUK. Y B3POCIIBIX XMMO3HU-
Ha HET, U JICHaTypalus Ka3ermHa MPOUCXOAUT MO/ JIEUCTBUEM BBICO-
KOW KOHIIEHTPALIMK COJISTHOM KUCIIOTHI.

KonnenTpanus ConstHOi KHUCIOTHI B KETyJOYHOM COKE JOCTH-
raer 0,16M. Ona cexperupyercs 0O0KJIaTOIHBIMU (ITapUETATEHBIMU)
KJIETKaMu. MeXaHu3M 3TOro Mporiecca Ciaeayronui.

®depmenT kapboaHTHIpa3za oOpa3yeT B KJIETKE YroJbHYIO KH-
CIIOTY U3 YTIIEKHUCIIOro ra3a u Boabl. OHa aucconuupyer ¢ oOpa3oBa-
HHeM OnkapOoHaTa u MoHa Bomopona. [locienHuii mepekadynBaeTcs B
IPOTOK KeNe3bl C ydacTheM IpoToHHol mommnbl — HY,K'-AT®d-a3b1
MO0 MEXaHW3My aHTHIIOPTa, TO €CTh B KJIETKY OJHOBPEMEHHO MOCTY-
MAIOT NOHBI Kanus. bukapOoHAT BRIBOAUTCS B KPOBb, OTKY/Ia B OOMEH
MOCTYMAIOT HOHKI XJiopa. Jlajee OHu MepeHOCsITCS B CEKpeT.
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MapuetanbHan
KIeTKa

https://wwiw_slideserve comvhelene/digestive-svstem

[TomuMo akTHBaIMK TETICHHOTE€HA M CcO3MaHus ontumyma pH
JUTS TIPOTEONUTUICSCKUX (DEPMEHTOB JKENy/IKa, CONSTHAsI KUCIOTa BhI-
MOJTHSIET eIlle HECKOIBKO BasKHBIX (DYHKIINH.

e JleHaTypupyer OCIKH MUIIH, JieNas JOCTYITHBIMU TICTHTHBIC
CBSI3U JIJISI THIPOITU3a.

e BpICBOOOKIaeT BUTAMHHBI U MUHEPAJIBI U3 CBSI3U C MOJICKY-
JIaMH O€IIKOB, YTO HEOOXOAMMO JIsI BCACLIBAHMSL.

o (OOmanmaer GaKTEPUIIUAHBIM JICHCTBHEM.

OO6pa3oBaHne CONSHON KHCIOTHI KOHTPOIHUPYETCS TMCTaMH-
HOM, 00pa3yeMbIM 3HTEPOXPOMa(UHHBIMU KJICTKAMHU CTCHKHU XKeTy -
Ka; BblACNEHHE (EPMEHTOB — aCTPUHOM — IENTHIOM, CEKpETHpYe-
MbIM G-KIleTKaMu.

12-nepcTHas KUIIKA.

Kucnoe conepxumoe xkenyaka HEUTpaau3yeTcsi OCHOBHBIM CEK-
pPETOM MOKETyI04YHOU kene3sl. pH mogHumaercs 1o 3HadeHui 7,5-
8,0, 4TO COOTBETCTBYET ONTHMYMY IAaHKpeaTHuecKux mporeas. Cpe-
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1 HUX — TPUIICHH, XUMOTPHIICHH, 3JlacTa3a, KoJulareHasa, KapOok-
cunenTtuaassl A u b.

Bce onu o0pasyrorcs B Bujie TpOGepPMEHTOB M aKTUBUPYIOTCS B
MPOCBETE KUIIKK. AKTHBAIMS TPUIICMHOI'€HA MPOUCXOIUT TOJ JeH-
CTBHEM crenuduueckol MpoTeasbl, BbIpaOaTHIBACMON KIJIETKAMHU
CTCHKM KHIIKH, — YHTCPOICITHIa3bl, U 3aKII0YaeTCsl B OTIICIIIICHUN
rekcanentuaa ¢ N-kKoHIa. AKTHBAIMS OCTAJIbHBIX MpOTea3 (XUMOT-
PHUIICHHOTEHa, MPO3JIAcTa3bl, MPOKOJJIareHasbl, MPOKapOOKCUTIENTH-
J1a3) MPOUCXOMT IOJT ICHCTBUEM TPHUIICHHA.

[Iporeassr mOMKETYAOUHON Kene3pl 00JagaroT pa3HOU CIeIu-
q)H‘IHOCTBIO, YTO IMO3BOJIACT TUAPOJIN30BATH 6OJII)IHI/IHCTBO nenTua-
HBIX CBsi3el B Oenkax. Kpome Toro, kapOOKCUTIENTH A3l OTHOCSTCS
K 9K30MeNTHAa3aM U OTHIEIUISIFOT JII0Oble aMHUHOKHCIOTHI ¢ C-KOHIIa.
Onacra3a cneuruyHa K MENTHIHBIM CBS3AM ajlaHWHA, TIIMIMHA,
MPOJIMHA — AMUHOKHUCIIOT, KOTOPBIX MHOTO B (DMOPHIUISAPHBIX OENKax.

ToHKUIl KUIIICYHHUK.

He tuaponu3oBaHHBIE AM- W TPHUIEHTHIBl PACHICIUISIOTCS B
TOHKOM KHIIEYHHKE JMICNTHa3aMHi U aMUHonenTrazamMu. Haubo-
Jiee U3BECTHA JICHIIMHAMHHOIIETITHIa3a, KOTopasi HECMOTpsI Ha Ha3Ba-
HUe, 00J1a1aeT IMUPOKOH CyOCTPaTHOM CIIEIU(UIHOCTHIO.

BcacbiBanue aMHHOKHCJIOT.

OcymectBusiercss aByMs myTsMu. OCHOBHOH - aHTUIIOPT WX
CUMIIOPT C pa3lIW4YHBIMU MOHaMHU. Takoro poaa akTUBHBIX TPaHCIIOP-
TEpOB B OpraHU3ME YEIOBEKa HACUMTBHIBACTCS MOPSIKA MATHICCATH.
[IpumepHO AecsaTh ¢ pa3HOH CIIEMU(UIHOCTEIO YIaCTBYIOT BO BCACHI-
BaHUHM AMHUHOKHCJIOT B KHILEYHHUKE.

Bropoii MexaHu3M HOCUT Ha3BaHHE Y-TJIyTaMHJIBHOIO IMKJIA U
HCHOJIB3YETCS VIS IIEPEHOCca HEKOTOPhIX aMUHOKHUCIOT (JIM3UH, JeH-
LuH, (eHuIanaHuH) yepe3 MeMOpaHbl B KJIETKaxX KHUILIEYHHKA, Mede-
HU, MO3Ta. B HacTosIiee BpeMsi CYUUTAETCSI, YTO 3TOT LUK YyUacCTBYeT
MpexJie BCero B 0OMEHe IITyTaTHOHA.

288



IIpome:xyTOUYHBIH 00MEeH AMHHOKHCJIOT.

[Tyn cBOOOJHBIX aMUHOKHCIIOT B KIETKaX MOUICPKHBACTCS 3a
CYET MOCTYIUICHUS U3 KPOBH, Jerpafaliy KICTOYHBIX OCIKOB M CHH-
Te3a 3aMEHHMMBIX aMHHOKHCIOT. OCHOBHOE HaNpaBJICHHE HCIOIb30-
BaHUsA — OuocuHTe3 Oenka. [loMUMO 3TOro, aMHHOKUCIOTHI y4acT-
BYIOT B CHHTE3€ HYKJICOTHJOB, I'eMa U MHOTHX JAPYTUX a30TCOACp-
JKAIIUX MOJICKYJ. YTJICPOIHBIA CKEIET aMHUHOKHCIOT MOXET OBITh

OKHUCJIEH C LI€JIbI0 TI0JIy4€HHS] SHEPT UK.

Benku nuwn PacwenneHue CuHTe3

©enKkoB KneTku 3aMeHUMbIX
aMWHOKUCNOT
®OHO
CBOBOOHbIX
AMWHOKMCIOT
KNETKA
J Anabonusm
AHabonusm
Karabonusm CUHTE3 BENKOoB OWoreHHble aMuHbl,
FOPMOHBI,
2—?; H20, NHs HYKNneoTuabl,
rMHoKo3a,
KeTOHOBbIE Tena,
rem,
KpeaTUHWH,
ap.

Kartaboan3M aMHHOKHCIOT.

Karabonu3sm aMHUHOKHCIIOT HauyuMHAETCA C YIOaJleHHsS aMHHO-
IPYyIIBL. DTO MPOMCXOAUT B PE3YJbTaTe PEAKUUH ABYX THIIOB —

TpaHCaMUHHUPOBAaHUA U A€3aMHUHHUPOBAHUA.

Tpaucaxwuuupogauue — 9TO EPCHOC aMHUHOI'PYIIIIbl C aMHUHO-
KHCJIOTBI Ha KCTOKHCIIOTY C O6paSOBaHI/IeM HOBBIX aMHMHO- M KC€TO-

KHUCJIOTEI.
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R, @, HE=0 R
H¢_NH3+ 0=R-0-C._h. OH HE—NH'
Coor 0 o Coo

AMHHOKUCTIOTA NT O, Hogas

aMMHOKMCTOTAa
Ry . R,
-
coor i Hz 2 Ccoo
0=P-0-C.__h__OH
KeTokucnota & | Hosa#n
N KeToKuCroTa

https://www.david-bender.couk/metabonline/aaN fransam/transam?2 html

Karanu3s ocymectsisiercs TpaHcaMiHa3aMu (aMHHOTpaHc(epa-
3aMI/I), HCIOJB3YIONIUMHA TTPOU3BOJHBIC BUTAMUH B6 B Ka4Y€CTBE KO-
(epmenTa. Hambomee WHTEHCHMBHO TPOIECC IepEaMUHHPOBAHUS
[POUCXOIUT B IIE€YEHH. TpaHCAMUHUPOBAHMIO IOABEPrarOTCI BCE
aAMHMHOKHCIIOTHI 32 HCKJIIOYEHHEM JIN3MHA, TPEOHNHA U TponnHa. Pe-
aKIys odpaTtuMma.

bBuonocuuecrkoe 3nauenue mpaHcamuHupoearust.

e Ontumuzanus GoHaa CBOOOTHBIX AMHHOKHCIIOT
¢ buocuHTe3 3aMEHUMBIX aMUHOKHUCIIOT
e DTO TIepBas cramus KaTaboInM3Ma aMIHOKHCIIOT.

Peakuus mpoTekaer mo MeXaHW3My HUHT-TIOHT: BTOPOH CyO-
CTpaT NMPHUCOEAUHACTCS TOJBKO MOCIE YIAJICHUS! U3 aKTUBHOTO ICH-
Tpa nepBoro npoxaykra. OTIIeruieHHe aMHUHOTPYIIBI M 3aTe€M IpH-
COEIMHEHUE €€ K KETOKUCIIOTE IPOXOIUT Yepe3 CTaaun 00pa3oBaHUs
anprumuHa (ILuddoso ocnoanue |) u xerumuna (Ilnddoso ocHo-
Banue |1).

MHorue TpaHCcaMHHa3bl CIeNU(UYHBI K [apaM aMHHO-
/xerokucnoTa. Hampumep, ananmHamuHOTpaHcdepasa (o oOpaTHOi
peakiuM TIyTamMar-ipyBaT TpaHCAMHHA3a) M aclapraTaMu-
HOTpaHc(epasa (TIyTamMaT-oKcasoaleraT TpaHCaMHHa3a).
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Ileuenounkie TpaHCaMHUHAa3bI MPEANOYNUTAIOT OKCAJIOoAalCTaT U O-
KCTOrj1yTapar B KadCCTBC Cy6CTpaTOB, YTO BaXXHO g TI€PEBOOA
AMHUHHOI'0 a30Ta B acnapTaT U rjiyraMaT U MOCICAYIOUICTO CUHTC3a
MOYCBHHEI.

MpiiieuHbie  U30()€PMEHTHI  HUCIIOJIB3YIOT PEUMYIIECTBEHHO
nupyBar, 00pasyst U3 pa3HbIX aMUHOKUCIOT aaHuH. C TOKOM KpOBU
OH MEPCHOCHUTCA B ICYCHDL, YAAJIAd W3 MBIIIL] I/I36BITOK AMHWHHOTI'O
azora. OOpa3syronmiicss mociie Je3aMUHUPOBAHUS allaHMHA MHAPYBaT
WCIONIb3yeTCs Ui TIIOKOHEOreHe3a, a aMMUaK HJeT Ha CHHTE3 MO-
YEBUHBI. JTa IMOCIEI0BATEILHOCTh MPEBPAICHUI MOIydria Ha3Ba-
HUE TITI0K030-aTaHMHOBOT'O ITHKIIA:

Me4yeHb Mbiwua

rrwokosa Kpose 5 [niokosa
—AT® — ATd

Mupysat Mupysar
I—>M0q35uua <= NH5

KpOBb
_
AnaHuH AnaHuH

Ormpenenenre akTHBHOCTH TPAHCAMHUHA3 B KPOBH SBIISIETCS pac-
MPOCTPAHEHHBIM KIMHUYECKHM TecToM. B HOopMme HMX cozep)kaHue
HE3HAYNTENBHO M PACTET MPU TOBPEKICHUU KIETOK U BBIXOJE (ep-
MEHTOB B KpOBb. [l0 yBENMYEHWIO AaKTUBHOCTH acrapTaTaMu-
HotpaHcdepasbl (AcAT) u amanmnamunotpancghepassl (AJIT), a
Takke MO0 WX COOTHOUIEHHIO MOXKHO JMAarHOCIMPOBATH Pa3IHYHbIC
3a00eBaHusl.

,He3amuuup03auue -

9TO OTHLICIUICHUEC aMUHOIDYIIIIBI. H3BecTHO YCThIPE OCHOBHBIX
TUIA AC3AMHUHUPOBAHUS, IIJIFOC AT psAida aMUHOKHUCIIOT OIMMCAHbI NH-
AUBUAYAJIBHBIC ITYTH:
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BoccraHoBUTENBHOE

R-GH-COOH T2H . R-CHp-COOH + NH,

NH2

rmpgponutnyeckoe
+H20

R-(I:H-COOH > R-(IIH-COOH

NH2 OH

BHyTpuMoOieKynspHoe
R-CHy-CH-COOH  ——{>' R-CH=CH-COOH + NH,

Nl-l2

OKucnutenbHoe

1/20,
R-CH-COOH R-CH-COOH + N
I > fi Hy

NH2 (o)

[lepBoie Tpu THIAa XapakTepPHBI TSI aHAIPOOHOTO MUKPOOH O-
ro Merabonusma. Y 4enoBeKa, )KMBOTHBIX, PACTEHHH M OOJIBIINHCTBA
a’pOOHBIX MUKPOOPTaHN3MOB MPE00IIaaeT OKUCIUTEIBHOE JIe3aMHt-
HUpOBaHME. VICKIIIOUEHHEM SIBISETCSI TUCTHINH, KOTOPBIM J1e3aMH-
HHUPYETCS 110 BHYTPUMOJICKYIIIPHOMY MEXaHU3MY.

CHymGH-COOH CH=CH-COOH

N | N
[y L
N I
H f
TMCTMAONH YPOKaHNHOBaA KUC/oTa

Okucaumenvhoe Odezamunuposanue. OTHAM W3 TIPUMEPOB SIB-
nsitoTest okennasel D- u L-amuHOoKucnor. OHU ucnons3yor GAJl u
®MH B kadectBe KoepmMeHTa W 00pa3ylOT MEPEKHCH BOAOPOJA.
Ponb 3THX (epMEHTOB B 1€3aMUHUPOBAHUN aMHHOKHCIIOT HEBEIHKA.
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Oxcudasa

{olo 0 D-amunoxucnom wnn 00~ 00~
L-amunoxucnom ?

(I:H—Nﬂg' > <I:=NH -?;—> (l:=0

CHy /\ CHy \V CH

'IR PAL ®ALH? ! H20 NH3 L
OMH OMHH

AmuHormMcnoTa WmuHokucnora Keroxucnora
02

H202

https://biokhimija ru/obmen-aminokislot/okislitelnoe-dezaminirovanie html

CaMbIM Ba)KHOW peakIel U3 3TOW Cepuu MpeBpalleHuil SBIA-
eTcs OKHCIUTENBHOE AC3aMUHUPOBAHNE TIIyTaMaTa, KaTallu3upyeMoe
HA/I-3aBUCHMBIM ()epMEHTOM - TITyTaMaTeruIpOreHa30M.

COOH COOH COOH

%-H: NAD®  NADH+H' éH; H,? EH:_

CH; — I\\. j CIH: H_.. (I:H} *  MHy
I:I',‘H — NHy [ AyTaMAT QerMapOreHa A I:_:‘, MNH HICI; 1::. =0

COOH CO0OH COOH

iy TasaT a-HusmHornyTapan a-KaTornyrapar

B xomrekce ¢ TpaHCaMHHHPOBAHHEM 3Ta PEAKIHsS SBIISETCS
TJIaBHBIM CIOCOOOM  OTIIEIUIEHUS] aMHUHOTPYHI OT OONBIIMHCTBA
aMuUHOKHCHOT. [Iporecc HOCUT Ha3BaHKE HEMPSAMOTO Je3aMIHIPOBa-
HUSL

Henpsimoe dezamunuposarnue (mpancoezamunuposarie).

Jlrobast aMHHOKHUCIIOTa (32 MCKIIOUYEHHEM JM3WHA TPEOHWHA U
MIPOJIMHA) MOXKET OTJaTh aMUHOTPYIITy o-Kerorityrapary. OOpa3zo-
BaBIIMICSA TJIyTamMar Je3aMUHHUPYETCS TIIyTaMaTIerHIporeHason.
Peaknust oOpaTMa M MOXET HCIIONIB30BATHCS UL CHHTE3a JIFOOBIX
AMHUHOKHCJIOT U3 KETOKUCIIOT ¥ aMMHaKa.
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AMUHOKMCTIOTA a-keTornyrtapart

NH3

TpaHcamM1HMpoBaHWe [JezamMuH1poBaHue

- HAOH

KeTokucnoTa myTtamat

B Mbimmax m3-3a HU3KOM aKTUBHOCTH TJIyTamaTIEruapore-
Ha3bl JJI1 HENPAMOI'O J€3aMUHUPOBAHNUA AaMUHOKUCIIOT UCIIOJIb3YyETCA
Opyroi mukn peaknuil. CHavaza aMMHOKHCIIOTAa TPaHCAMUHHUPYETCS
C OKcalloalleTaToM, oOpa3yercsi acmapraT. 3aTeM aMUHOrpYIIa ac-
rnapTara rnepeHocurcs Ha uHosuHMoHodochar (MM®D) ¢ obpasosa-
aHueM AMO. Tlocnenanii nezamuanpyercs AM®d-ne3aMuHa301.

Mo
[+]
N)'\/"\
AmMuHokMcnoTa Okcanoauetar ! >\
T ‘\\\N/‘\T
manat
thymapat puboaodiocdar 7 MH3
TpaHCEMUHUPOSEHUG ﬂeSaMUHUDOSGHUG
/ Ny
N~ N /
KeTokucnota Acnaprat [I \>
SN
puboaodochar
AM®

Jiia cepmHa, TpeOHWHA W IMCTEWHA CYIIECTBYIOT HHAWBHUIY-
aNbHBIE TYTH JAE3aMHHHUPOBAHUSA C YYaCTHEM CEpUHJIETHAPATa3bl,
TPEOHUHICTHIPATA3hl U IIUCTATHOHUH-Y-THa3bl, COOTBETCTBEHHO.
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COOH COOH COOH COOH
H20

| |
CH-NH, —— (I'I,'—NH2 i (;;:NH (|;=0
|
CH,—OH CH, CHj; CHj,
cepuH nupysat
COOH COOH COOH COOH
20 | | +H20 |
CH NH, —— C NH;, —— C NH (i‘,=0
CH2 —OH Cl:H (".‘.Hz (‘:Hz
CH:, CH; CH3 CH;
TPEOHWH a-KeTodyTupar
COOH COOH COOH COOH
-H> | I +H20 I
CH,-SH CHz CH3 CHa
LUMCTeHH nupysar

O0e3BpexxuBaHUEe AaMMHUAKA.

AmMMuak, o0pa3yercss B OCHOBHOM IIPH JIE3aMUHUPOBAHUN aMU-
HOKHCIIOT. HekoTopoe KOJIMYeCTBO MPOAYIHPYETCS MPU OKHCICHUH
OMOTeHHBIX aMUHOB, JIC3AMHUHUPOBAHHN HYKJICOTHIOB, B XOjI¢ THHUE-
HUs OelTKa U pas3lIoKEeHUs MOYEBUHBI B TOJICTOM KHIIIEYHHKE.

OTO TOKCHYHOE BEIIECTBO, KOHIIEHTpAIMs KOTOPOrO0 B Opra-
HU3ME TOJIEPKUBAETCI HA MUHUMAIbHOM ypoBHE. OCOOEHHO 4yB-
CTBUTEIbHA K H30BITKY aMMHaKa HEpBHAS TKaHb.

B pasHBIX TKaHIX WCHOIB3YIOTCA Pa3HBIE CTPATETHH €ro 00e3-
BpPEKMBAHUSA:

1. CunHTe3 rimyTaMuHa 1 acraparuia

2. AMUHHUpOBaHHE O-KETOrJayTapara B TIyTaMaTIeruaporeHas-
HOH peakiu

3. OOpazoBaHUE U BEIBEJIEHHE aMMOHHUIHBIX COJNEH

4. CuHTE3 MOYECBHHEI
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I'emarosnuedanuyeckuii Oapbep HE MPOHUIAEM ISl aMMHUAKa,
COOTBETCTBEHHO BBIBECTH €0 MOYKHO JIUIIIb B CBS3aHHOM COCTOSIHUH.
HekoTopoe KOIMM4ecTBO MOXKET YTHIIM3UPOBATHCS B TITyTaMaTACTH/I-
pOTreHa3HOW peaKiny, OJJHAKO B OOBIYHOM PEXHME OHa paboTaer B
CTOpOHY JA€3aMHWHHUPOBAHUA. B ocHoBHOM BBIBCACHHEC IPOUCXOOUT B
¢dbopme TIyTamMuHa:

COOH ICO —NH,
|
g o
CH, CH,
CayraMuscunTeTasa |
?H— NH, H?— NH,
COOH COOH
AT® Al®+P;
Fayramar I'ayramun

https://ppt-online.org/134986

TpancropT vepe3 MeMOpaHbl KIETOK OCYIIECTBISIETCS MO rpa-
JMEHTY KOHI[EHTPAIINH C yJacTHeM OelKa-IepeHOCYHKa.

I'myramuHCHHTETa3a QYHKIIMOHUPYET TaKXKe B TICUCHH, JIETKHX
Y MBIIIAax. ' TyTaMHUH MBI ¥ JIETKAX TOCTyMaeT B KpoBb. B ku-

IIEYHUKE U TIOYKaX OH Je3aMUHHUPYETCs ¢ 00pa3oBaHMEM TiIyTamaTa
Y aMMHaKa.

‘-ITG - NH, COOH
|
(CH), e (CH,),
I > I + NH,
HC - NH, enymamuHasa HC - NH,
| I aMMKUaK
COOCH COOH
rmyTamuH rnyTamar

https://ppt-online.org/134986

I'myramar B 0o0enx TKaHSIX TPAaHCAMHHUPYETCSl C MUPYBATOM.
OO6pa3oBaBLIMICS ajJaHUH C TOKOM KPOBU HAIIPaBIISIETCSl B IIEYCHb.
AmMmuak, 00pa30BaBIIUICS B TIIyTaAMUHA3HOW PEAKITUH, 10 BOPOTHON
BEHE HAIPaBJIsETCs B IIEYCHD, I BOBJIEKACTCS B CUHTE3 MOUCBHHEI.
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AMMHaK B MOYKaxX BBIBOJUTCS C MOYOW B BHJE aMMOHHHHBIX
coneid. CyTodHas IKCKpelHs aMMOHHUS Y YeJIOBEKa COCTaBiseT MOo-
psaaxa 0,5 rpamma. B nononHeHne K I€TOKCHKAIMU 3TOT MEXaHHU3M
HCIIONIB3YETCs JUIsl TOJIEPKAHUS KHCIOTHO-OCHOBHOI'O PaBHOBECHS
B KpoBU. [Ipn HakoruleHHMH KHCJIBIX MPOAYKTOB OOMEHA, OHU BBHIBO-
JITCSL B BUJIE aMMOHUIHBIX COJIEH.

Eme ogHuM myreM 00€3BpeXHBaHHMS aMMHaKa MOXKET OBITh
CHHTE3 acnaparvta. VICTOUHUKOM aMUHOTPYIIIIEI Y YKUBOTHBIX SIBJISI-
ercs riyTaMuH. Peakius IpoTekaer ¢ 3aTpaTod JBYX MakKpodpruye-
ckux cBsizerl AT® u He nMmeeT OOJIBIIOro 3HAUCHUS.

Cxema OCHOBHBIX IyTel 00E€3BpPEKMBAHUSA aMMHAKa IPEJICTaB-
JICHA Ha PUCYHKE

Mozar CkeneTHble MblilwLkbl Jlerkue

NH3—> nH
r’]{” A A
SHTEPOUNTHI n
rnH —> NH3 eueHs P
= NH NH3 —> moueBuUHa MoueBMHA' _,
3. - r. NH
MH — NH3 —moyeBuHa NH3 nH —> NH3

Toncras Kuwka NH3—> FnH

MouesuHa —> NH3 j,
MouveBuHa
NH3

OpHUTHHOBBIH UK/ CUHTE3a MOYEBHHBbI (IMKJ MOYEBUHbI,
nukja Kpedca-Xencenaiita).

Hukn u3 mect peakiui, B XoJe KOTOporo odpa3yercss Mode-
BrHAa. OYHKIIMOHUPYET B MeYeHU. J[Be MepBBIX PeaKkLUu MPOTEKAOT
B MUTOXOHJPHSIX, OCTAJIbHBIE B LIUTO30JIE.

1. B mepBoii peakuuu moj neiictBueM ¢epMmeHTa KapOaMomI-
cuHTerasbl | u3 Oukapbonara, aMmmuaka u 1Byx monekyn AT® obpa-
3yercst kKapbamonidocdar.
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0
Il
2ATP+HCOs +NHy  —~= ) \Coopo,?

2 ADP, P
kapbamoundpocdar

AKTHBHOCTh (hepMEHTa TPOSBISIETCSI TONBKO B IMPHCYTCTBHH
ajutocrepuyeckoro akruparopa — N-amerwirinyramuna. locnennuii
CHHTE3MpYeTCs U3 TiiyTaMaTa 1 arnetui-KoA.

(FOOH (FOOH (|:|Il
HC—NHz o] HC—NH—-C—CHs5
1 Rl -0 Sl

CH, + H3C—-C—S5—CoA — ==t . ¢y, +  HS-CoA
éHz ALETIT KOSHINM A éHz Koamaum &
| |
COOH COOH

[myransmoBad M-aue iy TamMaT
KHCNOTA

AMMHaK, KOTOPBIH HCIIONB3yeTCs JIsi CHHTe3a Kapbamomdoc-
(bata, mocTymaer u3 BOPOTHOW BEHBI. 3HAUCHHE JIPYTHX HCTOUHUKOB
— pacuierjieHne TIyTaMUHAa W OKHCIHTENbHOE JI€3aMUHHUPOBAHUE

riiyramMarta — CymeCTBEHHO MEHBIIC.

2. OpnutrHKapOaMomiTpanchepasa MEPEHOCUT KapOaMOHIIb-
HYIO TPYIIY Ha HENPOTEHHOICHHYI0O aMHHOKHCIOTY OpHUTHH. [Ipu
3TOM 00pa3yercss aMUHOKHCIIOTa [IUTPYJUTHH, KOTOPBIA TaKXKe HE HC-
MOJIB3YETCS B TIOCTPOCHHH OEITKOB.

':IIH:-, O;‘Q(F,NHQ

I M fiH

C CH, CH,

H.N™ TOPO,? + | |

2 ? CH; \ CH,

kapGamoundrocdpar H‘:IZ_NH; P LFH s
coo- HIII:—NH N

OPHHUTHH coor

LMTPYNNMH
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3. HuTpy/iMH KOHICHCHPYETCS ¢ aclapTaTtoM ¢ o0pa3oBaHHEM
aprUHUHOCYKIMHATAa. DEPMEHT — APTHHUHOCYKIIMHATCUHTETA3a.

. H
O -MNH: HoNsy N-H.C00
|
| |
ITJH acnaprart '?‘H ?Hz
?H? ku - $H2 Ccoo
CH;,
2 . CH
CH, ATP  AMP+PPi L
Hé—NH{ L
| HC—NH;
Coo c00
UHTRYNNHH
APTHHHHO-
- CYKUHHAT

Peaxmus conpoBokmaercs ruaponn3oMm AT® 1o AM® u nupo-
¢ocara, yro sxBUBaTeHTHO rorepe AByX Monekyn AT®. Acmaprar,
HEOOXOAMMBIN Il 3TOM peakiuu, oOpa3yercs TJIaBHBIM 00pa3oM
MIpY TPAaHCAMUHUPOBAHUH aJJAHWHA, TIOCTYIAIOIIET0 U3 KPOBU.

4. ApPruHUHOCYKIIMHAT OTIIEIIISIET (PyMapoOBYIO KHCIOTY IOJ
neiicteueM (epMeHTa aprHHUHOCYKIIMHATINA3bl C 00pa3oBaHUEM
apruHuHA.

& H .
HQN%Cl:fNH-‘?fCOD HZN'\:_“-CJNHE
A GH NH
CH, €00 éHz
|
CH - CH-
[ 2 _‘-\:&I I
?Hf CH;
' |
HG—NH, Foo HC—NH;*
CH
coo I coo-
HC
APTHHUHO- IlI:DG' APrHHHH
CYKLMHAT
thymapart
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DTa peakuus CIYXHT, TaKXKe, sl 00CCIIeUCHHs IPYyrux opra-
HOB U TKaHeil apruHUHOM, HEOOXOJMMBIM JUIsl CHHTE3a OelKa, MOoJH-
aMHHOB (CIIEpMHHA, CIIEPMUIMHA), KpeaTHHa. Kpome Toro, apruHuH
spinsiercsi cyocrparom NO-cuHTeTasbl, 00pasyrolieid oAHH W3 BTO-
PHYHBIX MECCEH/PKEPOB — OKCHUJI a30Ta.

@dymMapaT IpPOHUKAET B MUTOXOHJPHHU, I'ZIE IIPEBPAILAETCS B OK-
canoanerat B xofie ymMapazHOH M MaJlaTAETHAPOreHA3HON PeaKIi
LTK. [anee okcanoaiieraT TpaHCAMUHUPYETCS C TJIyTaMaToM, 00pa-
3yeTcs acmapTat, KOTOPhIM MEPEHOCUTCS B IIUTO30JIb U BHOBH BOBJIE-
Ka€eTcCsa B CUHTE3 MOYCBUHBI.

5. AprvHMH TOJ AEHCTBUEM apruHa3bl pacllenserca Ha Moue-
BUHY U OpHUTHUH. IlocieqHuil NepeHOCUTCs] B MUTOXOHAPUN U LUK
noBTopsiercss. MO4EeBHHA TPAHCIIOPTUPYETCS B KPOBb.

HaNs _NH;

v
0 GHy
CHz CHz
g 7y G
CH, H0 o M

HC—NH; &L COO-
[olaley H:N NH;

OPHHTHH

ApPrHHHH

Takum 00pa3om, B MOJIEKYJe MOUYEBHUHBI OIUH a30T MPOUCXOIHT
W3 aMMHaKa, BTOpoi u3 acmaprata. Cxema mporiecca, ero KIeToqHas
JIOKaIIM3anrs W B3aUMOCBs3b ¢ IUKIoM Kpebca mpezncraBieHpl Ha

pHCyHKE
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__OPHWUTHH

-~ MOYEBWUHA
o /
/ g \ I\
A
OPHUTUH
/
/ _— tbymapar — _ APruHWH
f v SN\ S
NH3+ __ kapBamowun- ;" L \ — \
CO2+ ~ tpoccpar . | M?nar \ cymapar - \
2ATO ( { UTK ] .|
\|
\ \ \
\ okcano- / \
\ auerar Y / |
“Ii’f “:'l;k_, - /
™ 1
LUMTPYNNUH ~y /
Y acnaprat apr"HHﬂOCyKuMHaT

.
=
—

acnaprar ____ —

T uuTpYnAMH
3H€p2€mul€a YUKJIA MOYEBUHDbL.

B xone xapbamounadochaTCHHTETa3HOH U apTHHUHOCYKIIMHAT-
CHUHTETA3HOW peakiuii pacxomyercs o nBe Monekynsl ATD. Duep-
reTudeckas CTOMMOCTh ITukia B 4 AT® cHmkaercs 3a cuer HAJIH,
o0pasyromierocs B MajaTIeruAporeHa3Hol peaKIny Mpu pereHepa-
nuu acnaprata. OHAKO, peanbHbIe 3aTPaThl MPEBBIIAIOT OJHY MO-
nexyny AT®, xoropas momy4daercs W3 ITHX PACCYXACHUN, B TOM
YHCIie M3-3a MOTEePh PHEPTUU B XOJIE AKTUBHOT'O TPAHCIIOPTA MOYEBH-
HBI B MOYY.

C MoueBMHOHN BBIBOAWTCS OOMNBIIasi 4acTh a3oTta. Ha pucynke —
COOTHOIICHUE a30TCO/IEPIKAIINX BEIIECTB B MOYE.
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Mosesuna

KpeaTuHux

NH,"
Mosesan

KMcnora

Lpyrve
Bewecrea

Jpyrue crparerun 00e3Bpe:KUBaHHUSI aMMHAKAa B KUBOii

npuposae.

Ilo CHOCO6y BBIBCACHHA aMHUHHOT'O a30Ta JKUBBIC OPraHU3MbI

JENIATCS Ha TP TPYIIIBL.

Ammonuomenuueckue dKCKPETUPYIOT a30T B opme colield am-
MoHusi. K HUM OTHOCSTCS BOJHBIC OECIIO3BOHOUYHBIC, KOTOPHIC
MOT'YT TIO3BOJIUTH ce0€ BBIBOJHUTH COJIM aMMOHUSI HEIOCPEICT-
BEHHO B OKPY’KAIOIIYIO BOMTY.

Ypeomenuueckue (Urea, nat. - MOYEBHHA) B KA4eCTBE KOHEYHOTO
MPOAYKTa 00pa3yroT MOYEBHHY. DTO - MIIEKOIUTAIONINE M 3eM-
HOBOJIHBIC.

Ypuxomenuueckue (acidum uricum, mar. — ModeBas KHCIOTa)
BBIBOIIAT a30T B (pOpME MOYEBOW KHUCIOTHI. JTO OOYCIOBIEHO
HEOOXOJJMUMOCTBIO KOHIICHTPHUPOBAThL KOHEUHBIA MPOAYKT, JUOO
JUTS. YMEHBIIIEHHS TIOJIETHOTO Beca (y ITHI), TUOO0 IS SKOHOMUH
BOIbI (y TpecMbIKarommxcs). MoueBass KHCIOTa HE TOKCHYHA,
MJIOXO PACTBOPHMA U BBIBOJMTCS B BUJIC TYCTOU CYCIICH3HHU.

Jexap0oKkcuInpoBaHHe AaMHUHOKHCJIOT.

JHexkapOoKCHIMpPOBaHUE — 3TO OTIICIUICHHE KapOOKCHUIBHOU

rpynnsl B Buge CO,. Peakuus HeoOpaThma, Katanusupyercs dep-
MEHTaMH — JIeKapOOKCHIIa3aMH, KO(PEPMEHTOM KOTOPBIX SIBIISETCS
nipuiokcanbhocdar.
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M3BecTHO HECKOIBKO BUJI0B I[eKap6OKCI/IJ'II/IpOBaHI/IHZ

® (-IcKapOOKCHIIMPOBAHUE — OTHICIUICHUE KapOOKCHILHOU
TPYIIBI B 0-TIOJIOKEHUH, - OCHOBHOM BUJI Y ’KUBOTHBIX;
® ®-IEKapOOKCHIIMPOBAHME — OTILEMJIeHHE KapOOKCHIBHOM

TpyImnbl y MOCICAHETO aToOMa, - XapaKTEPHO AJIsI MUKPOOPIraHU3MOB,
® J1eKapOOKCHIIMPOBAaHUE, CBSA3aHHOE C JI€3aMHHUPOBAHHEM,
TaKKe MPUCYIIE MUKPOOHOMY METa00I13MYy;
® J1eKapOOKCHIIMPOBAaHUE, CBA3aHHOE C KOHJCHCALMEH JBYX
MOJIEKYJI, - BCTPEYAETCs Yy JKUBOTHBIX, HAIlpUMEp, NPU CUHTE3E S-
AMUHOJICBYJIMHOBON KHCIIOTHI U3 TJIMIIMHA U CYKITUHUI-KOA.

(I:OOH 5-amuHoneBynuHaTCHHTasa CI:OOH
CH, + NH—CH;—COOH CH,
| ne |
CH2 COQ ?H2
|
C=0 HS-KoA (|3=0
% FuumH

SKoA C|3H2

NH,
Cykumrun-KoA 5-AMUHONEBYNNHOBAA KUCMOTE

JexapOOKCHITMPOBAHUIO TIOABEPTAIOTCS HE BCE aMHUHOKHCIIOTHI.
OHo omvcaHO Ayl BaJIMHA, TUPO3WHA, TUCTHIWHA, TIyTamaTa, ITHC-
TeMHa, AapruHWHA,  OpHUTHHA,  JWOKCH(eHWIalaHWHA,  5-
THAPOKCUTPHUNITO(PAHA ¥ HEKOTOPBIX JAPYTHUX MPOWU3BOTHBIX aMHHO-
KHCJTIOT.

buorennple aMHHBL

[Ipu nexapOOKCHIMPOBAHIHA AMHHOKHCIIOT 00pa3yrOTCSl aMUHBI.
MHorue u3 HuX 00J1a1af0T BEICOKOM OMOJIOrMYEeCKO aKTUBHOCTBIO U
Ha3bIBAIOTCS OMOr€eHHBIMU aMUHAMH.

[Ipu nexapOokcunmpoBaHUM Tiryramara obpasyercs I AMK — y-
AMUHOMACTAHAA KUCIOMA — OCHOBHOM TOPMO3HOHM HeHpoMeanaTop
(3amenmsieT mpoBeleHNe HEPBHOI'O UMITYJIbCa) B TOJIOBHOM MO3TE.
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JexkapOokcumupoBaHue TUCTUAMHA aaeT eucmamun. OH ydact-
BYET B PEryJISAIMM TOHYCa KalUUIIPOB, OPOHXOB, CTUMYIUPYET 00-
pa3oBaHKE COJSTHOW KHCIOTHI B Kenyake. Mrpaer BaxHYIO poib B
MaTOreHe3e BOCIAJICHUS, aJUICPTUYCCKUX Peakiuil (aHadumakTude-
CKUH 110K, CEHHAs JINXOPaJIKa, KPalMBHHIIA).

Tpunrodan nexapOOKCHIMpyeTCs MO ISHCTBUEM JeKapOOKCH-
N1a3el ApOMATUIECKUX aMUHOKHUCIIOT, CyOCTpaTaMu KOTOPOH SIBIISAIOT-
ci takke JJODA (muokcudeHUNaNnaHuH) U S-THIPOKCHTPHIITAMHH.
Tpunmamun — HEPOMETUATOP B TOJIOBHOM MO3T€, €r0 MPOU3BOAHBIE
00Na1aloT MCUXOTPONHBIM JeiicTBueM. [Ipu pexkapOOKCHITMpOBaHUH
S-ruppokcutpunropana o0pasyercs cepomonur — «TOPMOH Cya-
CTbs» - OJJMH M3 Hanbosiee BaKHBIX HelpomeauatopoB. Ero KoHIeH-
Tpamys yBEeIMYMUBAETCS B MEPHO MCUXUYECKOrO MOAbeMa, HKCTa3a,
JIe(QUINT BBI3BIBAET IENPECCUBHBIE COCTOSHHUS. YYacTBYET B PEryisi-
MM O4YeHb MHOTHX MPOIECCOB B MO3re, HAMpHUMeEp, MOAYIHPYET
ropMoHaibHy0 (yHkiuoo runodusza. Ha mepudepuun perynupyer
cekperopHyo U jBuratenbayro ynkmuro XXKT, ydactByer B mpo-
1eccax BOCHAJICHUS U aJUIEPIUH, BO30OYKACHUS U TOPMOXKEHUS B I10-
JIOBOM chepe u mp.

XOTSI THPO3HH JEKApOOKCHIIMPYETCSI M caM, 00pasysl THpaMUH,
Oospllice 3HAYCHHWE MMEET MPOAYKT JeKapOOKCHIMPOBAHHUS €ro 3-
TUAPOKCH-TIPOU3BOTHOTO — doghamun. ITO HEUpOMETHaTop M Ipe-
IIECTBEHHUK B CHHTE3€ aJ[peHAIMHA W HOpaJpeHannHa. B mosre mo-
(hamMuH — KITIOYEBOM (paKTOp CHCTEMBI BO3HATpaXKIAcHUs. BripabaTsi-
BaeTCs BO BpeMs TOJIOKUTEIBHOr0, MO CYOhEeKTHBHOMY MHEHHIO U e-
JIOBEKA, OMBITA. BBI3bIBACT YYBCTBO yJOBOJLCTBHS, JIIOOBH U MPHBSI-
3aHHOCTH, CTUMYJHUPYET KOTHUTHBHbIC (QYHKIIUU. BaxKHBII 31eMeHT
B BO3HHUKHOBCHUHW HAPKOTHUYECKOH 3aBHCHMOCTH.

[loMmumO OHMOreHHBIX aMHUHOB B XOZ€ IEKapOOKCHIIMPOBAHHUS
aMHHOKHCIIOT 00pa3yroTcs Ipyrue BaxkHble MeTaOomuthl. M3 opHu-
THHA 00pa3yercs MyTPECUHH — NPEALIECTBEHHUK OMOT€HHBIX aMHHOB
— CIIEpPMUHA M CIIEPMUIMHA, YYACTBYIOIIUX B CTAOMIM3aLUU CTPYK-
Typsl pubdocom u JIHK. JlekapOokcunupoBaHue ceprHa MPUBOANUT K
00pa30BaHUIO ATAHOIAMUHA — BaKHOI'O KOMITIOHEHTa (ocdonunuaos,
NpeAllecTBEHHUKA XoiduHa. M3 mucrenmHa npu AekapOOKCHUIMPOBa-
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HUHN o6pa3yerc;1 THOOTUIIAMHH — (I)paFMCHT MOJICKYJIbI KO(bepMeHTa
A, n3 III/ICTGI/IHCYHL@)I/IHOBOI‘/JI KHCJIOTBI — TaAYpUH — AHTUOKCHUIAHT U
KOMITOHCHT IMaPHBIX KCIIYHBIX KUCJIOT.

Ob6e3BpeknBaHre OMOTEHHBIX aMUHOB MPOMCXOJHT 3a CUET Je-
3aMHMHHPOBAHUS C yyacTHeM MoHoaMuHokcuasz (MAO),

+
Monoamumoxcudasa, Cu? 0

R—CHy— NH3 /, /_\ \ > R—C

buorexnbin HyO oA H
S 2 A ®AQH, NH3  Anbgerwa

H202 02

https://biokhimija.ni’'obmen-aminokislot/obezvrezhivanie-aminov html

100 3a cYeT METHIIMPOBaHUs Katexon-O-merui TpaHcdepasa-
mu (KOMT).

Memun-mpancgepasa
R— OH » R—O— CHj
“ S-apeno3un- S-apenoaun-
g::a:‘enuuu METHOHMH rOMOUMCTEMH Merunamm

https://biokhimija ru/obmen-aminokislot/obezvrezhivanie-aminov html
Mertaboamu3m yrjiepoaHoro ckejgeta aMuHOKHUCIIOT.

[locne nme3aMUHWUPOBAaHUS YTIEPOMHBIA CKEIET aMHUHOKHUCIOT
MpeTeprieBaeT mpeBpalieHus, cnenuuanse s Kaxaoi u3 Hux. B
KOHEYHOM HTOre€ OH IPEBpaIaercs B OJHO W3 CEMH COEIMHEHUH,
WHTEPMEINATOB IEHTPAIBHBIX META0ONINYECKUX IIyTeH: MUPYBaT,
oKcalloareraT, a-KeToriyrapaT, cyknumHmi-KoA, d¢ymapart, anero-
areti1-KoA u anetnin-KoA.

BonpmmHCTBO aMUHOKHUCIIOT Jar0T BCIICCTBA, CITOCOOHBIE 06pa—
30BbIBATH TJIFOKO3Y B PCAKIUAX TIFOKOHCOICHE3a, - MHUPYBAT, UHTCP-
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Meauathl nukia Kpebca. OHM TOMy4YHsiM Ha3BaHHE TIUKOTCHHBIX.
Kerorennsie aMUHOKUCIIOTHI PACHICIUISIOTCS IO alleTUJI- I alleTo-
anerun-KoA. Hx Bcero ABe — JIWU3UH U JICHIMH. Psi aMUHOKHCIOT
MPEBPAIIAOTCS B TMPOIYKTHl 000X THUIIOB U HOCAT Ha3BaHUE IJIMKO-
KeToreHHbIx. DeHnIaIaHH U TUPO3UH JaloT yMapar W areroarie-
tun-KoA. H3oneinua npeBpamiaercs B cykuuHmi-KoA u anerw-
KoA, tpuntodan — B mupysar u aneroanerni-KoA.

Cxema BOBIJIEUEHHSI YTJIIEPOTHOTO CKENeTa aMUHOKHCIIOT B I[E€H-
TpaJibHBIE METa0OIMYECKUE MTYTH TIPEICTaBICHA HA PUCYHKE.

AnasieH
o, ——
A
.\ Mepymar
O e S
w_
KeroHoBsle
.c_p_m,—kﬂm/:‘mm o ]
Lisrpar
Tiotious —pdy\:\m UTK v
TryTasar
Barmen Mg
Mlll\; Mpomaoen-KaA

Beoxwuees. Yoebmaue'pen. EC. Copepuma. 2-02 mzp., M-
I30TABMET - 2004, - T84C.

Merabonuszm OTACIBHBIX AaMHUHOKHCIIOT.

A]laHuH, acnapmam, ciymamant, dacnapacur, ciymdamur, npo-
JIUH.
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A.TIaHI/IH, acriapTaTt U riiryramMat O6p33y10TC}1 IIpu aMUHUPOBAHUHN
nupyBaTta, OKCaJIoale€TaTta U a-Ke€Toriyrapara, COOTBETCTBEHHO.

(|:H; ny a-KIr 9“3
9‘0 A;mrpg —_— H? ‘NH)
COOH no COOH
Mwpysar Ananum
COOH COOH
(;:Hz ny a-KIr (:ZHz
(Il'-O AmuHoTpanchepasa H(': s
COOH ne COOH
Oxcanoauerar Acnaprat

COOH COOH
(IIH Amuno-  a-Keto- CH

2 xucnota xmcnota 9
CH, CH,

| |

Cc=0 HC~ NH;

i AmuHoTpancgepasa |

C ne COOH
a-Kerornyrapar Fnyramar

Buoxumua. Vubuux/'pep. EC. Cepepura. 2-02 uzx., M:
T'30TAP-MET - 2004.- 784C.

Acnaprar ¥ TiIyTamaT aMuARpYIOTCS ¢ Y9acTHEeM aclaparu- U
TIIyTAMHHCHUHTETa3 C 00pa30BaHHWEM aclaparrmHa W TIyTaMHuHA. OTH
peaky MPUBOIAWINCH B Pa3zelie, MOCBAIICHHOM 00E3BPEKUBAHUIO
aMMHaKa.

I'myTamaT Ciy>XUT MPEALIECTBEHHUKOM €1I€ OJHOW 3aMEHUMOU
aMHHOKHCIIOTHI — IpoiuHa. Peakunu ero o0pazoBaHus 00paTUMBI U
WCIONB3YIOTCA Takke i Katabommama. B mepBoii peakiuu -
KapOOKCHIIbHAs TpyIiia IiyTamMaTra BOCCTaHABIMBAeTCA 1O ajblie-
rugHoi. O0pa30BaBIINIICS Y-TIOMYaTbICTHT TIIFOTAMUHOBOW KHCIIOTHI
LUKJIM3YETCS C OTIICIUIEHUEM BOJBL. A’-TUPPOIUANH-S-KapOOKCHIaT
BoccTaHaBnuBaercs ¢ yyactueM HAJIOH no nponuna.

307



+2HY -Hy0 +2H*
e COOH 0=C-y )—cooH & COQH COOH
HoN N

HzN NA

nytamat nyTamat-5-nonyansgerng MupponuH-5-kapbokcunat MponuH

Memabonuzm cepuna, eruyuna, mpeoHuna u yucmeunda.

Hpe[[HICCTBCHHI/IKOM 3TOU rpynmbl aMUHOKHUCIIOT ABJIACTCA WH-
TepMeauaT riMKonu3a- 3-pocdorimiepar.

(IZOOH
CH-NH, CHy~NH,
CH,~-SH CH,-OH
uncremu ATaHONaMuH
I MeTUNeH-
TroK
COOH COOH o .
CH-OH =i ?H—NHz SIS M CH.—NH CO, + NHy + pﬁgm?en-
! 2 2
CH,-0-® 1 CH,-oH 2 g
3-thochornuuepar cepun
/, ayeransaerna
$ NHj3;
900H
gaon CH-NH,
o CH,~OH
CH,4

nupysar TPeoHHH

[IpeBpamenne 1 ©Ha cxeme: O-THAPOKCHIBHAS Tpymma 3-
tdochormunepara oxkucnsercsa ¢ yqactueM HAJIH B xapOoHHITBHYTO.
Ob6pasyercst 3-pochoruapokcunupyBaT, KOTOPBIH MOCIe TpaHCAMHU-
HHUpOBaHUS TpeBpamaercs B ¢ochocepun. [locmemuuit nedochopu-
JTUpyercs ¢ 00pa30BaHUEM CEpPHHA.

NAD* NADH+H' r r
COOH \ ?OOH my @ COOH H.O Pi COOH
HC-OH c=0 _\\_L, L h_
] Aerwaporexasa 7 AmoTpancie HG = NH; —\\—-‘1’;;5 HKIZ MNH;
HC—OPOH; H:C—OPOsH, no HC—OPOsH; HC—OH
3-thocchornmuepar KCH-
fiMpyear F-pochocepHH CapuH

Bwoxwnex, Yuebuue'pen. EC. Coeepena. 202 pzp M T30TAP-MET - 2004, - THC.
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Peakriust 2 Ha cxeme — 0OpaTHMBIE B3aMMOIIPEBPAILICHHS CEPUHA
u ruiuHa. KatanusupyroTes - CeprUHTHAPOKCHMETHITPaHC(hepa3on.
buonornueckoe 3HaYCHUE TOM pEaKIMU 3aKIoyaeTcs B 00pa3oBa-
Hun N5, N10-merunen-TI' @K, - BaxkHeiimero 38eHa B oOMeHe ¢osia-
TOB, HeO6XOI[I/IMOFO, B YaCTHOCTH, IJIA CMHTC3a IIYPUHOB U IMHUPUMMU-
JIMHOB.

Ilon nelicTBueM CepUHAETHUIPATA3bl CEPUH MPEBPAILAETCS B MHU-
pyBaT. OTa peakius, a TaKxKe, IeruapaTays TPEOHHHA OMICHIBANIACH
B paszene «JlezaMuHupOBaHUED.

CepuH JekapOOKCHIMPYETCsl ¢ 00pa30BaHUEM 3TaHOJAMHUHA —
Ba)KHEHIIIEro MPEAISCTBEHHUKA XOMHHA U (hOCchHOIUITHIOR.

Konaencanus cepuna ¢ naibMuTonsn-KoA — nepBblid 3Tal CHH-
Te3a chUHTO3MHA.

Tnuyun

OCHOBHBIM ITyTeM KaTaOoMM3Ma TIHIMHA B )KUBOTHBIX KJIETKaX
SIBJISIETCA pacmaj JI0 aMMHUaKa, YrjileKucioro raza, MerwieH-TT ®K u
HAJIH B peakuuu, KaTajau3UpyeMOH TIJIMIIMHICKapOOKCHIIA3HBIM
KOMITIIEKcoM. Peakriust oOpaTima, o3TOMY Ipyroe Ha3BaHue y dep-
MEHTa — TTIUIIMHCHHTA3a.

FAvumH + NAD*
TroK

N5,N10-meTnnenH
TroK

CO5 + NH,® + NADH + H*

I'muume ucnonw3yercs B opraHu3Me IJIsl CUHTE3a IIypHHOB, Ie-
Ma, [JIyTaTHOHA, KPEaTHHA, TAPHBIX KEMTYHBIX KHCIIOT.

Lucmeun.

KOHILCHC&LII/IH CCprHa C TOMOUUCTCUHOM HNPUBOAUT K 06pa30—
BaHHWIO NUCTATUOHHMHA, KOTOpBIfI Aajiee pacrnaaacrcsa Ha HUCTCUH U
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TOMOCCpPHH. HepBylo PCAKIUIO KATAJIN3UPYCT HUCTATUOHMHCHUHTA34,
BTOPYIO — HUCTATHUOHWHJIMA3A.

COOH COOH COOH
¢|:oou cI:H—NH2 H20 (I;ooH CI.:H—NHZ (i‘,OOH CI.:H—NHZ
CH-NH, + CH, CH-NH, CH, (I:H—NH2 + CHy
CH,—OH CH,—SH . CH,—-S-CH, H,0 CH,-SH CH,-OH

cepuH roMouncTenH UMCTAaTUOHUH uncTenH roMocepuH

I'omonucTenH 00pa3yercst U3 METHOHUHA B PEAKIUSIX METHIIH-
poBanusa. Takum oOpazoMm, cepa B MUCTEUHE MPOUCXOAUT U3 METHO-
HUHA, a YIJIEPOJHBIN CKENET — U3 CEpUHA.

Hucrenn kataboMM3UpyeTcs 10 TUPOBUHOTPATHON KHCIIOTHI:

COOH o, GOOH aKTK Try COOH COOH
HNH2—2—CNH2—— ¢=0 —— ¢=0
CHZ—SH CHz—Soz CHZ—SOZH Y CHj3
UMUCTenH LMCTEMH- T B-CyNbMUHAN- 803 nupyeart
CynbuHaT nupysat -
2
804

[uctenH ncnonp3yercs MPU CHHTE3E TIAyTaTHOHA, KodhepMeHTa
A, taypura. B coctaBe OenkoB oOpa3yer MUCYyTb(HUIHBIE MOCTHKH,
MOJICPKUBAIOIIUE TPETHYHYIO CTPYKTYpY Oenka.

Memuonun.

SIBnsercs MCTOUYHMKOM METWIIBHBIX I'PYII B CHHTE3€ XOJIMHA,
KapHUTHHA, KpeaTuHa, aIpeHajuHa, 00e3BPEeXHBAHMU OHOTE€HHBIX
aMHHOB M HCTOYHUKOM CEpbl B IIMCTEMHE. B peakuusx mpuHuUMaeT
ydacTue ero aktuBHas popma — S-ageHosunMernonuH (SAM), koto-
pelii cuHTE3Mpyercs ¢ ydactueM AT® mop neiictBuem ¢epMmeHTa -
METHOHMHAAEHO3WITpaHchepasa.
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MH;
M

=
- I )
00C. _~_-$ s
IEIH:::
OH QH

SAM = S5-ageHO3UNMETHOHWH

MerunupoBaHie CyOCTpaTOB COIMPOBOXKIIAETCS MPEBpPAIICHHEM
S-aJlecHO3MIIMETHOHWHA B S-aJieHO3MJITOMOIIMCTEHH. PereHeparust
METHOHWHA OCYIIECTBIIIETCS M3 TOMOIUCTeMHa ¢ ydacTueM Nb5-
Metmin-TT'OK u epMeHTa METHOHHHCHUHTA3HI.

COBOKYHHOCTI) O9TUX HpeBpaIlIeHI/Iﬁ MCTHOHHWHA IOJy4YuJia Ha-
3BaHNEC — HUKJI METUJIMPOBAHUSA

Npucoegunenne S-aneHoaun Morepa
ANCHOINHA METHUOMMH - METHALHOMN rpynnb!
Uukn s
-afeHo3nn
METUOHWH MeTUnupoBaHusa rOMOLMCTeMH
Buramun B6 Buramun B12 romouncrens
o .
Mpucoepunenune . Noreps apeno3uHa

METHNBHOR rPYNNbI Boisaini 6

~ unucremH
DonarTHbIN UMKA

https://wwiw.beloveshkin.com/2017/04/metilirovanie-i-detoksikaciva html

Tpeonun

ITomumo pacCiyieHus CEpruHa, TIIMIOUH MOXET CUHTC3UPOBATh-
Ci IIpHU AJIbAOJIBHOM PACHICIINIICHUU TPEOHUHA, KaTaJIM3UPYEMOM TpEC-
OHHHaHLHOHaSOﬁ.
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IIEDDH

TPEOHHH-

CH—NH; ankAonasa (I:DOH ?H=U

|

CH,~OH ~—  ~ CHp~NH; + CH,

éH FAWLHH aueTansgervg
3

TPROHWH

(Denuﬂaﬂanuﬂ, MUpPO3UH.

Tuposun obpa3yercs THIPOKCHINPOBaHNEM (hEeHHUIIATaHWHA!

OH
% o O

M A =

tp#u_w'r.n_n:mr.m- =
CH, sudpoKcunaia [i:"a
=, TH=;
COOH COOH

theHunanasuH TMPO3UH

CyiecTByer 3a0ojieBaHHe — (EHHIKETOHYPHUS, IPHU KOTOPOM
UMeeTCsl Hacle/ICTBEHHBIH JileQeKT reHa (eHWNIATaHUHTUAPOKCHIIA-
3bl. [IpeBpaiieHre GeHuIaIaHMHA IPU HEll ITPOTEKAET 110 IMyTH 00pa-
30BaHUS TOKCHYHBIX TIPOAYKTOB — (DEHMIMMUPOBHHOTPATHON, (HEeHWII-
MOJIOUHOW KHCIIOT, (heHWmTIIaMuHa. [laTomorust compoBokaaercs
TTyOOKOW YMCTBEHHOW OTCTaIOCTHIO.

B Mo3re u MO3roBOM ci1oe HaJIOYEYHUKOB U3 THPO3MHA 00pa-
3yeTcs TPYIINa BElIeCTB IO/ Ha3BaHHEM KaTEXOJIAMHHBI: aJpeHAINH
(anmHEDpHH), HOpaapeHaNHH (HOpIuHEPpUH), TodhaMuH.
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OH

OH OH

coO
0, H,0 OH 2 OH
;_4. e
mupo3uH- HO®PA-de-
CH 2udpokcunasa kapbokcuna3sa
/2 cI:H2 ?Hz
CH—NH, CH—NH, CHz~NH,
COOH COOH
TUPO3UH OO®A nodamMmH
OH OH
doghamuH- memun-
2udpokcuna3sa mpaHcgepasa
?H—OH CH—OH
|
CH,—NH, CHy,—NH—CH;
HOopagpeHarnuH afpeHanuH

https://ppt-online.org/134986

B mumToBHIHON Kene3e U3 THPO3WHA 00pa3yIOTCs THPEOUTHBIE
TOPMOHBI: TPUHOATHPOHUH U TUPOKCHH.

OH

G
CIH_NHZ
COOH

TUPOKCHUH
(TeTpaioATUPOHMH)

OH

G
?H—NHZ
COOH

TPUAOATUPOHUH

https://ppt-online.org/134986
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Tpunmogpan

SIBnsiercs mpeaecTBEHHUKOM HelipoMeuaTopa CepOTOHUHA.

coo- HAexapGokcunasa

’H;N—CH—COO' 'N;N—CH— apomamuveckux *H3N—CH2
Tpunmoghan- amuNnokucnom HO CHy
audpoxcunaaa Nupudokcansgocgpam

\ t dl
N
H CO2
Tpunrodan 5-Muppoxcutpuntodan CepoToHuH

Tempazudpo- fueudpo-
6“0!‘1/770[}11!4 514‘01’7!110[)“?4

https:/biokhimija ru/obmen-aminokislot/nejromediatory html

JanpHeiimye npeBpaiieHnst MpUBOASIT K 00pa30BaHUIO MeaTo-
HHHA — TOPMOHA, PEryIUPYIOLIEro MUPKagHbIe PUTMBl B OpraHU3ME.
U3 tpunTodana, Takxke, MOXKET CHHTE3HPOBATHCS HEOOIBIIOE KOIH-
4yecTBO BUTamuHa PP.

Jletyun, uzoneuyun, auH.

[Mocne TpaHCAMUHHUPOBAHHS 3THX aMHHOKHUCIIOT 00pa3yroTcs o.-
KETOKHCIIOTBI, KOTOPBIE MPETEPIICBAIOT OKHCIUTENHLHOE JeKapOOKCH-
JIUPOBAHUE TIOA IEHCTBHEM OAHOro (hepMeHTa — JeKapOOKCHIIA3hI
Pa3BETBICHHBIX AMUHOKHUCIIOT. DTOT MYJIbTH(HEPMEHTHBIH KOMILIEKC
YCTPOSH aHAJIOTHYHO MUPYBAT- M KETOTJIYyTapaTIeruaAporeHa3HbIM
koMmImiekcam. [Ipy ero HaciaencTBEHHOM IeHITUTE pa3BHBAETCS 00-
ne3Hb — «Moua ¢ 3armaxoM KJICHOBOTO CHPOIIay.

A30THCTBIN 0aj1aHC.

3TO COOTBETCTBUE MEXKTy KOTMIECTBOM a30Ta, MOCTYITHBIIETO C
MUIIEH U BBIBEJCHHOTO M3 opraHu3ma. [10CKONBKY a30T MOCTyNaeT B
OpraHu3M M 3aJIeP)KUBACTCS B HEM B OCHOBHOM B BHUjIe Oeika, a30TH-
CTBIN OallaHC yKa3bIBaET HAa COOTHOIICHHE MPOLIECCOB KaTabomu3ma
a"aboaHn3Ma OEJIKOB.

THonosicumenvHolii azomucmolii 6aAIAHC AMEET MECTO, €CIU KO-
JIMYECTBO BBIBOIMMOIO a30Ta MEHbIIIE, YEM IMOCTYIHBILEro. JT0 Obl-
BaeT y Jnered, OepeMEHHbIX M KOPMSIIMX XEHIIWH, CIIOPTCMEHOB,
HaOMPAIOLIMX MBIIIEYHYIO MAcCy, BBI3JOPABIMBAIOLINX MOCIE TSIKe-
TbIX 3a0oneBanuid. Ompuyamensvusili a30MUCMlil 6a1aHC OTMEYaeT-
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Csl y CTApPUIKOB, TSDKENIO OOJNBHBIX U TOJOJAIONIMX JIFOACH. Y 310po-
BBIX MPaBWIBHO MUTAIIUXCS JIIOJICH HAOIIOIACTCS d30mucmoe pas-
Hogecue. IIpu 3TOM KOIMYECTBO MOCTYMAIOIIErO ¢ MUIICH a30Ta paB-
HO €ro BBIBEIECHUIO.

Ecnu uckimounTh W3 MUy OENoK, BhIBEACHUE a30Ta CTaOHIIU-
3UPYETCS Ha BEMUYMHE 53 MI/KT MacChl, 4TO JUISl MHIUBUIA MacCou
70 Kr 5KBHBAJICHTHO paciieruieHuo 23,2 T 6eika B CyTKU. JTa Belu-
YHHA MOJTy4YHsIa Ha3BaHUE KOIPDPuyuenma usHauueaHus.

MuHHMaTbHOE KOJIMYECTBO Oeka B MHIIE, TTO3BOJISIONIEE J0C-
THYb a30THCTOTO PABHOBECHSI, MTOMYYHIIO HAa3BAHHUE uU3UOI02UYECKO-
20 MuHuMyma. JTa BeIWYHHA cocTaBisieT 35-40 T B CyTKH U 3aBUCHT
OoT KadecTBa morpebisiemoro Oenka. PekomeHmyemble CyTOYHBIE
HOPMBI TOTPEOJICHNsI, HEOOXOMUMBIE JIJISI TIOJICPKAHUS 37I0POBbS,
CYIIECTBEHHO BBIIIE M OTIUYAIOTCS JUIS MYKYHH, KCHIIWH W JeTel
pasHoro Bo3pacta. Hampumep, Ui MYXYHH PEKOMEHJIOBAHO IIO-
Tpebsenne 65-117 r Oeka B CyTKH, IPUYEM ITOJIOBUHA A0JDKHA OBIThH
’KMBOTHOTO POUCXOXKICHUSL.

Jnia orneHKn KadecTBa OENKOB MHIM BBEACHO MOHATHE OUO0I0-
euyeckou yennocmu. I1oTHOIEHHBIM CcUMTaeTCsi OENOK, B KOTOPOM
coJiepXKaTcs Bce He3aMEHHMbIE aMHUHOKHUCIIOTHI B HEOOXOAMMOM JIJIst
yenoBeKka cooTHomeHnn. Kpome Toro, 6ei10k JOKEH HaXOIWUTCS B
JIeTKO TepeBapuBaeMoil gopme. [1oTHOIEHHBIMU CUHUTAIOTCS OENKH
KUBOTHOTO TIPOMCXOXKIEHHS - SIUI, MOJIOKa, Msca. PacTurenpHbIE
Oenkn 9acTo Ae(PUIUTHBI 1O OTAECTHFHBIM HE3aMEHUMBIM aMHHOKH C-
JI0TaM: METHOHHUHY, JTH3UHY, Tpunitodany. Kpome Toro, nx yceoenne
3aTPyOHSETCS TPOYHOCTHIO KIETOYHBIX CTEHOK, COCTOSIIMX W3 HE
TepeBapuBaeMbIX YTJIIEBOJOB, W HAJMYMEM AaHTUIUTATEIBHBIX Be-
IIECTB.

I'nuenue 0ejika B KHIIEYHHKE.

Ilog sTuM TepMHUHOM NOHMMAaETCA IpeBpallleHne OENKOB u
AMHHOKHCJIOT 10J ACHCTBHEM MHUKPOOPTaHHU3MOB TOJICTOTO KHUIIEY-
HUKa. [ HueHuro nmoasepraercs MUKPOOHBIH Oel0K, OEJI0K CITyIIEeHHO-
rO SIUTENUs KHUIIEYHHKa, HerepeBapeHHblil Oenok numm. Ilporecc
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WHTEHCHU(QHUIUPYETCS U MPUOOPETaeT MaTOJIOTHUECKUI XapaKTep MpH
pa3IMYHbIX 3200JICBAHUSX.

B xoze THUEeHHUs OeNKM PacHICIUISIIOTCS 10 aMHUHOKHCIIOT, KOTO-
pBI€ MpeTepreBaoT He XapaKTepHble s MaKpoOopraHu3Ma IpeBpa-
IIEHNS: BOCCTAHOBUTENBHOE U THJIPOJIUTUYECKOE €3aMUHUPOBAHHE,
OKHCIIUTENFHOE YKOpOUeHHE OOKOBBIX IIETIeH U TIp.

W3 nu3uHa 1 OpHUTHHA 00pa3yIOTCs TaK Ha3bIBa€MbIE TPYITHBIE
sibl (ITOMAWHBI): MYTPECIIMH U KaJIJaBEepUH:

ok co, NH, NH, co, NA,
(<|3H2)3 f ((|3H2)3 ((|3Hz)4 f ((lin),,

CH— NH, Odekap6okcunupoeaHue ?Hz CH— NHz dekapGokcunupoeaHue <|:H2

COOH NH, COOH NH,
OPHUTHUH nyTpecumnH NU3nH KafaBepuH

https://ppt-online.org/134986

W3 cepocopepxaiimx aMHHOKHCIIOT 00pa3yeTcsi CepoBOIOPO. U
METHJIMEpPKAITaH, U3 TUPO3UHA — KPe30 U (eHos, u3 TpunrodaHa —
CKaTOJ, MHIOJT:

o Oonegpoooon = Qo — o)
NH2

TUPO3UH Kpeson cheHon
CHQ—(l:H—COOH Oite
| NHy | |
N
H H H
TpVII'lTOChaH cKarton nHaon

https://ppt-online.org/134986

B ToncToii KMIIKe MPOMCXOIUT YaCTHYHOE BCACBHIBAHHE STHX
npoaykToB. 1o BOPOTHON BEHE OHM MOCTYNAOT B MEYEHb, [IE OCY-
LIECTBIISIETCS 00€3BPEKUBAHUE. DTO JOCTUTAETCS 38 CUET OKUCIICHUS
MHKPOCOMAJIBHOM cUCTeMOH ¢ yyactueMm nuroxpoma P450 u koHbo-
ralyu ¢ akTUBHBIMH (POPMaMU CEPHON U TIFOKYPOHOBOW KUCJIOT:
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o} o} N iy Q
ododo. () *a8.8. CX
o o fo) N OH O—Fl’—O—P‘—O N 0
OH O o 0
O OH
0=P—0- OH OH
o
DADC - poccoaneHO3UH- YO®D-rnokosa
d}oc(bocyn b(*)aT ‘https://commons.wikimedia.org/w/index.php?curid=8705174

IIpu 5TOM yMEHBIIAETCSI TOKCUYHOCTD BEIECTB U YBEINYUBAECT-
Csl IX PacTBOPHMOCTB, UYTO CIIOCOOCTBYET BhIBeneHM0. Kpeson u de-
HOJI TIPEBPAIIAIOTCS B CYNb(aThl U TIFOKYpOHUIBL. MHION U cKaTon
CHayaJla TUAPOKCUIIMPYIOTCS 10 MHIAOKCWIA U CKAaTOKCHJIA M 3aTEM
MPEBPAIIAIOTCS TIPEMMYIIIECTBEHHO B CYIb(paThI:

y
0; DADC  3,5-A0D

&-. —OH LL@:Q—OSOSH K ©\,_:j_ i

uHgon WHAOOKCUN Munoxcuncyan-)a'r UBOTHbIN WHOUKaH
https://ppt-online.org/134986

KanueBasi comb WHIIOKCHUIICEPHOW KHCIOTHI HOCHUT Ha3BaHHE
«OKVBOTHBIM MHJIMKAH» U UCIIONB3yETCsl B KAUECTBE AUArHOCTUICCKO-
r'o MapKepa B MEIUIUHE JJIsl OLICHKU MHUILIEBAPCHUS, BBIICTUTEILHON
(hyHKIIH TTOYeK U 00€3BPEKUBAIOIIEH - TTeYEHH.

OBMEH HYKJEWHOBBIX KMUCJIOT U HYKJEOTH]IOB
IlepeBapuBanmue.

Hykneonporenns! nuIy AeHATypUPYIOT MOJ AeHCTBUEM COIS-
HOW KHCJIOTHI JKenyzaka. benkoBas yacTe oraensiercsi, HyKJICHHOBBIE
KHUCIIOTBI MoABeprarTcs ruaponusy nox aeiicrsuem JAHK-a3 u PHK-
a3 COKa MOKENyI0OYHON KUCIOThL. [10CKONbKY OHM OTHOCSITCS K 9H-
JOHYKJIea3aM, TO B pe3yJibTaTe 00pa3yercsi CMECh OJUTOHYKIJIEOTH-
JIOB Pa3IMYHOM JUIMHBL. Pacuienyenue 10 HyKI€o3uA-3’- U HyKJIeo-
3ua-5’-MoHO(poc(HaTOB MPOUCXOAUT IO ACHCTBHEM IaHKpeaTHde-
ckux (ocdommacrepas. Hykieornnasel u Hecrienuduueckue dhocda-
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Ta3bl KUIIEYHHKA MPEBPAIIAIOT UX B HYKICO3UIBI, KOTOPHIC BCACHI-
BalOTCS, TUOO THIPOJIM3YIOTCS HYyKJIeo3uaa3amu (Hykieosuadocdo-
puiaszaMu) ¢ 0Opa3oBaHUEM a30THCTHIX OCHOBAaHMH M MEHT030-1-

¢docdaros.

®
i
3
o HYKNnenHoBasa KUCNnoTa
’o—%fof: s
[o}
docdo-
AnatbrpHble
cBASK — 4
o 5
0-p-0 o
o]
g —~
‘ HyKneasbl
thocchoauacTepassl

Hykneo3na-3'-coctaTsl
HyKneoana-5'-coctharel

| HykneoTwgassi,
o /| hocchaTassl
v e
“0-p-0” =
o N

HyKneoaugsl
?
0-p-0"
u ~
Y Hyknecawaasbl
NH,
¢
+ NE ey 830TUCTHIE OCHOBAHMA
I ¢ | + puboso-1-thoctar
C CH
o “nA
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BuocunTe3 HYKJICOTH/AOB.

Hykneo3uapl U a30TUCThIE OCHOBAHMS Maji0 HCIONB3YIOTCSA B
CHHTE3€ HYKJICOTH/IOB, XOTSI (PEPMEHTHI JJIsl TAKUX MpeoOpa3oBaHMid
B KieTkax umerorcs. [Ipeobiamaer obpazoBanue de NOVO.

IIepBoii craguell B CUHTE3€ KaK IIypUHOB, TaK U NUPUMHUIUHOB
SIBJICTCSI 00pa30BaHKE KIIFOUEBOr0 MHTepMenuaTa — (pocdopubo3mi-

mudocgara (pochopudosmmmupodocdar, OPIID).
Il
“0—POCH, _O H ATP  AMP “0—POCH, O H
A i o o0
(o] O NH H i I
H OH  pusosodocdar- H O-T—O—P—O'
HO H nupodgocgoknHasa HO OH o- o-
PuGoso-5-cpoccpar 5-cpoccpopubo3aun-1-nupocpocear

C yuactuem OPII® cunTe3MpyroTca o0a THIA HYKIEOTHIIOB.
Paznuuue B TOM, 4TO MypHHOBOE SAPO BHICTPAMBAETCS MyTEM Hapa-
muBaHugd Ha @OPII® rpynnm aToMOB M3 pa3iMYHBIX MCTOYHUKOB, a
MUPUMHIUHOBOE MPUCOCTUHSICT pru0030-5’-hocdar yxe mocie cBo-
ero oOpa3zoBaHUs.

buocuHTe3 NUPUMHUIMHOB HAYMHAETCS C YK€ U3BECTHOM pe-
akmum oOpa3oBaHus KapOamomidocdara. B oriamame oT MATOXOH/I-
pHATBHOTO CHHTE3a, ICTOYHUKOM aMHHOTPYIITHI B HEH BHICTYIIaeT HE
aMMUaK, a TIIyTaMHH, U KaTAJM3UPYeT ee IUTOIIa3MaTHIeCKUi 130-
dhepmenT - kapbamormtdocdarcuaTerasa Il.

AcnapraTtkapbamonnTtpaHcdepaza TPUCOESTUHIET acrapTar,
a TUTHIPOOPOTa3a MHUKIN3YET 00pa3yromluiicss kapbaMoniacnaprar.
Otu Tpu depMeHTa B KIIETKe OOBEAMHEHBI B MYyIbTH(EPMEHTHBIN
komruiekc — KA/J[-dhepmeHT, o nepBbIM OyKBaM MX Ha3BaHUIL.

JuruapoopoTatneruaporeHaza — MHTOXOHIPHAIBHBINA (ep-
MEHT, M KaTalu3upyemasi e peakuus sBiIseTcs eAUHCTBEHHOW Ipo-
TeKaromel He B muro3one. Kak cykumHaTaernaporeHasa M amuil-
KoA-gerunporenasa oHa oTaaeT MPOTOHBI M AJIEKTPOHBI Ha Kodep-
MeHT Q BHYTpEHHEH MUTOXOHIPUAIBHON MEMOpaHbI.
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(v
NH, 0
L HO—¢7. © Hoh‘_{/\
ATP o~ ?H. . cH
& * M HD—||=:0 +  HN-C _om 1 lH
1 fi 650~ —on
OH NH I
Glu  Kap6 pocar  Acnap
e KapGamounacnaprar

j\ Hﬂﬁj}, i
8 |
o OH H
Ho—h—0 b i 03\,, c:ocl CoQ
oM ,on

| 0. ]| «—— HO—P—0O o J\
H el ] 0. ‘7—\7
’ w 3 =

PP, OPNO '

OH OH oy
OH OH poTar nuru.npoopoTaT
YpuauH OpoTnavH
moHotochar moHodoccar
https:/fwww researchgate.net/figure/ De-novo-synthesis-of- pyrimidines-inhibiti f-dihydroor dehydrog by_fig4 262786101

YM® dochopunupyercs 10 YADP u YTD HyKICO3UIAMOHO-
docharkunazoi U Hykieo3uaudochaTkuHa30M, COOTBETCTBEHHO:

YM® + AT® — V]I + AJID;
VI + ATD — YT + AJ[D.

Lumuounmpughocgham obpaszyemcs uz YT® ¢ ygacruem LT D-
CHHTa3bl. VICTOYHMKOM aMUHOTPYIIIBI SBISETCS TIIYTaAMHH, SHEPTHH

— ATO.

g
HN N&E

0%\ N

e-0-0 -0 o ATP__ b-b-b—0 5
FnH rny

H 0K OH OH

YpuguH UwntuanH
Tpudpocdat Tpudhocdar
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Cunres IOYPHUHOBBIX HYKJIICOTUIOB

MMPOTCKACT CIIOXKHEC. qDOpMPIpOBaHI/IC IIYPUHOBOI'O sJpa Ipouc-
XOJHUT 3a JECATH peaKuHﬁ. Hctoununku aToMOB U rpymi npeacraBjic-
HbI Ha pUCYHKC!

buxapbouar
¥ Fnuumun

e N

Acnaprar —le/G 5(:/7\

& C €<= N5N10-merenun-TTOK

N10-popmmnn TTOK —>C2 5 %o o/

-hop \\/(.\ NH
o

Mnyramuu

B mporecce OuocuHTe3a 00paszyeTcss MHO3MHMOHOGochar,
KOTOPBI SIBJIsIETCS OOIMIMM TIpenniecTBeHHUKOM it AM® u TM®.

NH
\ I

C N C N\
"T/ \Icl/ Sen TN ﬁ/ en
/ /
C
C"§N/ \T HN QN/C\?
puboso-5-pocar ;) puboso-5-pochar
AMO® Mo

OO6pazoBanue HyKIIeo3UAIUGOCHATOB KaTANMM3UPYIOT aJCHU-
JaTKWHA3a ¥ TyaHWIaTKUHA3a:

AM® + AT® = 2AJ[D
IM® + AT® = TJI® + AJD
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®ochopunuposanue ['IO ocymecTBisiercss HyKIeo3uaaudoc-
¢daTkHA30i — QepMEHTOM ¢ MMPOKOH cyOcTpaTHOH crenuduyHo-
cteio. [IpeBpamenne AJII® B AT® nmpoucxoauT B X0J€ OKUCTUTENb-
HOTr0 OCHOPUITMPOBAHHUS B MUTOXOHIPHUSIX.

BBHIy CIOKHOCTH M HEPreTUYECKOH TOPOrOBU3HBI 00pa3oBa-
HUS TIYPUHOBBIX HYKJICOTHIOB, B TKaHSIX (DYHKIMOHUPYET 3allacHOM
IIyTh — U3 A30THCTBIX OCHOBaHUH U DPIID.

Anenun + OPIIO — AM® + ©-On

CuHTE3 1e30KCUPUOOHYKIEOTUIOB.

OcCyIIecTBISETCS] B COOTBETCTBUH CO CXEMOM:
roe AOD® UO® YOO

L

PuboHykneoTuapenykrasa

ArA® pAQ® ALAD AYAD

L

HykneosunaaudocdaTknHasza

artT® pATO gUT® ayT® —> aYM® — aTM® — — ATTO

PubGonykneornapenyKkTasHplii KOMIUIEKC HCIIONB3YeT Ui BOC-
CTaHOBJICHUSI O€JIOK THOPENOKCHH, IIBE CYIb()TUAPHIBHBIC TPYIIIBI
KOTOPOTO SABJISIIOTCS MCTOYHHMKOM aTOMOB BOAOpPOZA M B XOIE€ KaTa-
JM3a OKUCIAIOTCS B IUCYIbGUAHYIO rpymnmy. PepMeHT THOpEeroK-
CHHpEIyKTa3a BoccTaHaBIMBaeT Oenok ¢ yuactueM HAJIDH.
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Asotucroe Asorucroe

ocHOBaHue Pubonyxneomud-
pedyxmaza
®—-@—0-CH; ; ; : ®-@—0-¢cH;
H
Tuopcdoxcun fuopcdoucun
Pubowyxneorun Lesoxcupubonyxneotna

HS SH 5—5
Tuopedoxcun-
pedyxmasa

HAL®* HAL®H
https://biokhimija.ru/obmen-pirimidinov/sintez-dezoksiribonukleotidov.html

O6pazoBanue TUMUAMHMOHOGOChATA KaTaIM3UPyeT THMHUIH-
naTcuHTa3a. B kayecTBe MCTOYHHMKA METHIIHLHOHM TPYIIIBI BBICTYIIAET
N5, N10-mermnes-TT' OK.

N5,N10-meTuneH-TroK | avruapodonar

FnMuMH%TTOK /.

CepuH

Kara6o0a1u3m HYKJIEOTHI0B.

[MupuMUAMHBI PACHICIUISIOTCS 0 YIIEKUCIIOro ra3a, aMMHaKa,
B-amanvHa (ypauun W IUTO3WH) W P-aMHHOM300yTHpaTa (TUMUH).
Oba BemecTBa MOTYT IOABEPTHYTHCS MAAJbHEHIIEMY OKHCICHHUIO,
9KCKpenuu, 100 OBITh MCIIONB30BaHbI B psijie CHHTE30B. B wacTHO-
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CTH, pacraj MUPUMHUIWHOB — TJIaBHBIM HCTOYHHK [-ajlaHWHA IS
cuHTe3a KoepMeHTa A.

KoneuHbIM TipolyKTOM 0OOMEHA IMYPHUHOB y YeIOBEKa W IpUMa-
TOB SIBJIIETCSI MOYEBAS KUCIIOTA:

0]
ka
o | NH
:<H H A

VY ocTanbHBIX MJICKOMUTAIOIHNX OHA PaCHICIIACTCA 00 ajljiaH-
TOWHA:

o
N N)LNHE
H H

MoueBas KucioTa BBIBOAMTCS ¢ MOYOW. PacTBOpUMOCTh €€ B
BOJIHBIX CpellaX HEBEIHKA, H TIPU HEKOTOPBIX 3a00JEBaHUAX, B YaCT-
HOCTH TIpH TOAArpe, KPUCTAIUIBI ypaTOB MOTYT (hOpMUPOBATHCS He-
MOCPEICTBEHHO B TKAHAX OpPraHM3Ma: B TOYKaX, MOAKOKHOU KIIeT-
YaTKe U CyCTaBax.

MATPHUYHBIE CUHTE3bI
Pennmkanus (cunrte3 JJHK).

Permmkarmst ocymecTBisiercss B S-aze KIETOYHOT'O IUKIA C
ucnonb3oBanueM JJHK knerku B kauecTBe MaTpuubl. Y JBOCHHE HO-
CUT IMOJIYKOHCEPBAaTUBHBIN XapakTep, TO ecTh B Kaxkaoil HoBod JTHK
OIlHa HUTb MAaTE€PUHCKasi, BTOpas BHOBb oOpa3zoBaHHas. CUHTE3 OCy-
LIECTBIISICTCS U3 AE30KCUHYKIE03UATpU(ochaTOB U 3a CUET HHEPTHUH,
BBIIEIISIONICHCS IpU UX ruaponuse. Hykineotuapl npucoenuHsoTes
CTPOro MO MPHUHLMITY KOMIUIEMEHTapHOCTH, U 00pa3zoBaHue ¢ocdo-
I3(QUPHON CBSI3U MPOMCXOAUT TOJBKO Iocie (popMUpoBaHHs BOAO-
POAHBIX CBSI3EH MEXIY MapamH.
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B PCIUTMKAalIUU BBIACIIAIOT TPpU (1)331312 HHULanus, 3JI0OHIrauusa U
TECpMUHAILIHA.

Wuunumanmus.

B monexyne JIHK nmerorcs mocnenoBaTenbHOCTH HYKJIEOTH IOB
— caiiTbl MHUIUAUWHU (OPUKUHBI), ¢ KOTOPBIX CTapTyeT MpolLecc pe-
IIMKauy. B kieTkax mpokapuoT Kak MpaBUJIO OJUH CailT, y YenoBe-
Ka — 710 cTa Thicsd. Maunumanus HaunHaercs ¢ mpucoeaunerus JJHK-
Toronzomepassl | 1 GopMHUpPOBaHMS OJHOLENIOYEYHOTO Pa3phiBa B
monekyne JJHK. [lanee hepMeHT KoBaJleHTHO MPHCOESIUHSETCS K 5’ -
KOHILYy M OCYILIECTBIISIET JIOKAJIbHOE pacilieTeHne HUTeH, o0pa3ys JBe
PEITMKAaTUBHBIX BUJIKH, HAIIPABJIEHHBIE B MPOTHUBOIOIOKHbIE CTOPO-
HBI.

K omHorenoueunsiM HUTSIM TpucoenuHsiores SSB-6emku (Sin-
gle strand binding proteins), nmpemoTBpararoe WX CIUIAHUE W
ckpyunBanue. MHunuanus 3aBepiiaerca npucoenuuenneM JIHK-
XEJUKa3bl, KOTOpasg B XOJI€ CMHTE3a Pa3pbIBa€T BOJOPOJHBIE CBS3U
MEXAY HYKJIEOTUIAMU U PACILIETAET HUTH.

Xenukasa

OO%

5
OOO
OO Tonou3somepasa

< )‘ ’64-»/)4//' o//(

SSB-6enkun

https://www slideserve com/rodd/animation

OnoHTaIys.

VY aBOeHHE LENH B 3yKapUOTHUECKOH KIIETKE OCYLIECTBIISIETCS C
yugactieM mati pasnuuabix JJHK-mommmepas: a, B, v (MuTOXOHIpH-
aNbHBII H30(hepMeHT), O U €.
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CHavana Ha KOMHMPYEMOH LENH CHHTE3UPYETCS NMOITHHYKIICO-
TUAHBIA (parMeHT, KOTOpBI Ha3biBaeTcs npalimepoM. OH HauMHAET-
csl ¢ moclefnoBaTenbHOCTH U3 8-10 puOOHYKIEOTHIOB, KOTOPBIE MPH-
COeIUMHSCT MpaiimMasa. 3a HUMH clieayer npumMepHo 50 mpe3oxkcupubo-
HyKJIeoTH10B, npucoequnsemMbix JIHK-nommumepazoii a. K obpaso-
BaBIIEMYyCsl JIBYXHUTEBOMY (parmenty mnpucoeaunsiercs JIHK-
nojuMepasa o, KOTopasi Jajee OCYLIECTBISIET CHHTE3 HENPEPHIBHO B
HanpasieHuu 5°-3°. Ora nens JJHK HazbBaeTcs nuaupyromiei.

Bropas nens — orcraromas. Jlemno B Tom, uro nenu JJHK anTn-
napajuiejbHbl U JUIS KOIUPOBAHUS BTOPOU M3 HUX (pepMEeHTY HeoO-
XOJMMO ObUIO OBI MepeMeniaTbcss B 0OPaTHOM HAmpaBICHUH — IPO-
THUB JABW)KCHUSI PEIUTMKATUBHON BHJIKH, 9YTO HEBO3MOXKHO.

5'-KoHey  3'-KoHel,
5'-pocdar — @,

3-rMgpoKCUn ——oH
3'-koHel  5'-koHely

[IpoOnema pasperaercs TeM, 4TO BTOpas HUTh KOMIHpYeTCs
y4acTKaMH, KOTOpbIE MTOIYIHIIN Ha3BaHUe (pparmMeHToB OKa3aku.
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5' Nuaupyowas uensb
Poautenbckaa AHK

:

5[
3I

dparmeHTbl OKasaku

\Z\\
3

’

HanpaBsneuue OTcraowas uenb

ABUXKEHUA
peﬂl’lMKaTMBHOﬁ BUIKK

JinHa (parMeHTa y 3ykapuoT — npumMepHo 150 HYKICOTHIOB.
Kaxnpnii u3 ¢gparmentoB Oxazaku Haumnaercs ¢ PHK-mpaiimepa,
CHHTE3MPYEMOro TpaiiMa3oi, JIMHOW mpumepHO 10 HYKIEOTHIOB.
3aTeM ciaeayer y4acTOK mpaiiMepa, COCTOSIINN U3 J1e30KCUPUOOHY K-
neotuaoB. Ero oOpasyer JHK-nonumepasza o. OcTajibHYyHO 4acTh
¢parmenta Oxaszaku cuaresupyer JHK-momumepasa e PHK-
npaiimep ynmansercs JJHK-mommmepasoii B 1 €10 e 3amoHsIeTcs JIe-
3okcupubonykiacotuaamu. Ilociae sroro JIHK-nmuraza coemubser
(dbparmenTsl Oka3aku B HEMIPEPHIBHYIO I1CTIb.

uenb
SSB-6enku CUHTe3npyeTca

OHK- HenpepbIBHO
nonumepasa b

CHHTE3NpyeTca
dparmeHTamMn

AHK-nonumepasa g
ynanset PHK-npaitmep AHK-nurasa

uanpanneﬂ;e ABWXEHUA pennuKaTMBHON BUNKK

http://faculty.scf.edu/keirlem/BSC_1007_eText_UNIT_2/TEXT_Biological Macromolecules/TEXT_
Biological_Macromolecules18.html
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TepMuHaius.

B kaxnoit xpomocome umeercst ogaa monekyna JIHK. Ona co-
CTOUT nmpuMepHOo U3 150 muH nmap HyksieoTu0B. CKOPOCTh KOMHUPO-
BaHUs oTHOcUTENbHO Heenrka — 500-5000 HykI1eoTHI0B B MUHYTY,
W Ui TOTO, YTOOBI MIPOBECTH YABOCHHE B pa3yMHOE BpeMs, B XOZC
perUIMKanuy 00pa3yeTcss MHOXKECTBO PEIUTMKATUBHBIX BUJIOK. [Ipo-
IIECC 3aKaHYMBAETCS, KOT/[a BUJIKU BCTPEUAIOTCS APYT C APYTOM.

B 3aBepmienne mporecca JJHK mernnaza merunupyer HEKOTO-
pBle OCTaTKM aJeHHHAa BO BHOBb CHHTE3WPOBAaHHBIX Ienax. Jo 3a-
BEpILIEHUS] METHJIMPOBAHMUS, 1IENIM HE MJAECHTHUYHBI, YTO HCIIOJIb3YeTCs
(hepMeHTaMU penapaiuy Ui UCTIPaBIeHUS OIINOOK.

Tenomeps! — yuactku JJHK BOIM3M KOHIIA XpPOMOCOMBI - HE KO-
MIUPYIOTCS B CHUTY cTepUUecKuX mpobiieM. Ipu kaxaom aeneHnn oHu
ykopauuBarorcs, noka noreps JHK He cTaHOBUTCS KpUTHYECKOM.
YkopoueHne TteroMep — OOBIUHBIM MPOIECC B 3YKAPHOTHUECKOM
KJIETKE, KOTOPBII JIMIMUTHPYET YUCIIO €€ IETICHUM.

Penapanus.

IIpomecc ncnpasnenus ommook B JIHK HazpmBaercs penaparu-

Mismatch penapayus. Ilpu KaxaoM axTe MPUCOESANHEHUS HYK-
JIEOTH/AA TIPOMCXOTUT TIPOBEPKA MPABHIBHOCTH CUUTHIBaHUSA. Ecimu
NPUCOCOUHSAECTCS HE  KOMIUIeMeHTapHbli  Hykineorun, JHK-
roJlMMepasa HHTHOUpPYeTcs 0 MOMEHTA ero yIaJeHu .

Ilpsimas — GepMeHTHl UCTIPABIISAIOT MOBPEKICHHBIE HYKICOTH-
p11 58

Oxecyuzuonnas — ynaneHue noBpexaeHHbIX ydacTkoB JJHK u
KOMIIJIEMEHTapHOE X 3arloHEHUE.

Tpanckpunuus (cunres PHK).

[Ipoucxonutr nHa matpuue JHK. Jlns cuHTE3a HCHONIB3YIOTCS
pubonykneosuarpudocdarsl. Haunnaercs Ha onpeneneHHbIX ydacT-
Kax (caiiTax), Ha3pIBaEMbIX IPOMOTOPAaMH, 3aKaHYMBACTCS Ha caiiTax
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TepMuHanuu. CYHUTHIBae€TCS TONBKO OJHA IeNb, Ha3blBaeMas MaT-
puunoil. ®@parment JJHK Mexay mpomMoTopoM M caiiTOM TepMHHAa-
LMW Ha3bIBAa€TCA TPAHCKPUIITOHOM. B ero cocraBe ecTh He3Hadalue
HOCJIEA0BAaTENbHOCTU U OAMH (Y 3YKapuoT) red. I'eH — 3T0 ydacTok
JHK, B KoTOpOM 3aKoaupoBaHa aMHUHOKHCIOTHAsl MOCJIEI0BATENb-
HOCTh OJIHOTO TIOJNMIENTHAA WM HYKJIEOTHIHAs IOCIeI0BaTeNb-
HocTh Mosekynsl PHK.
AHK

#
fenl toe Ouftp
%; len3
matpuua y 5
2

[Trancxpunums |

ol o el it i Lol o b o b ]
\m,r ) S—p—, ~om—p— gy w—— 2
Tpancnauma ) i l

o

AMMHHOKMCNOTBI

http://grahambrooks.yolasite.com/transcriptions-
and-translations.php

MPHK 5

B cuntese npunumaror yuacrue JJHK-3aBucumsie PHK nonu-
mepassl |, I u I11. [TepBas u3 HUX cHHTE3UPYET MPEPHOOCOMHYIO 45S
PHK, BTopast — rereporennnie anepHbie PHK — mpeaiiecTBeHHUKU
Matpuunbix PHK, tpethst — mpe-TPHK, 5S pubocomuyro PHK u ma-
nele sipepasie PHK.

B TpaHCKpUTIINY, KaK U B PETUTUKALNN W TPAHCIAINN BBIIEI -
IOT TPH CTaINW: MHAIIHAIUS, SJOHTANNS U TEPMIHAIINSL.

MHnnmanys ocyliecTBIsieTcs Ha OpoMoTopax. B HHUX umeercs
HyKjIeoTtuaHasa nocienoBarensHocTh TATAAA, HaspiBaemas TATA-
ookc. K melt mpukperusiercs Oemnok mox nazBanuem TATA-daxtop,
yro crnocobcTByeT npucoenuHennto PHK-momumepassl. O6pasyercs
TaK Ha3bIBAEMBIN «3aKpBIThIM KOMIUIEKCY, B KoTopoM JJHK coxpans-
er AByxuenodeunyto crpykrypy. Hanee JHK pacnneraercs na npo-
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TSHKCHUHM TpUMeEpHO 13 HyKIeoTHIOB U (POpMUPYETCs «TPaHCKPHUII-
UMOHHBIN My3bIpb». Cuntesupyerca ¢parmeHt PHK u3 8-10 Hyk-
neoTHa0B. MHUIManus 3aBepuiaercst AUccouuanyeil OMHON U3 cyob-
enuann PHK-monmmepassl U nprcoeqMHEHHEM HECKOJIBKUX (aKTo-
poB aioHTanMu. Takas cTpyKTypa Ha3bIBAeTCS OTKPBITHIM KOMITJIEK-
com. Ha aToli cramuu cMHTE3 MOXKET MPUOCTaHABIUBATHCS (IPOOYK-
COBBIBaTh). TPaHCKPUNT MOXKET BBHICBOOOKIATHCS M PaCIICIUISTHCS
Hykneasamu. Ecimu mymna cuntesupyemoro gparmenta PHK mpeBwi-
cuT 10 HyKJIEOTHIIOB TPAHCKPHUIILUS TEPEXOTUT B CTAJUIO DJIOHTaA-
IUH.

WATARAR T I
ATy T I 5
+ I
Tara-boke crapr MaTPUIHan
HuTs OH

AHK
npucoeauHeHne i
TATA-¢alIﬂ'opa |

— 20000 3
—— i

[

e ]

PHK-nonumepaaa Il
DaKTOPbl MHHUHALMH
\ ’_/-l
= ha‘
3 A 5 Fs‘

PHK-TpaHckpunT

http://brussels-scientific.com/?p=2724

OnoHranus CoBEpUIAETCS MYyTEM KOMILIEMEHTapHOIO HpHucoe-
OuHeHus Hykiaeotu10B K pactymei nenu PHK. Ilpu stom pacmere-
HO TpUMepHO 18 HYKIEOTHAHBIX map, a 12 HaxomaTcs B BHIE THO-
pugnoro xomruiekca PHK-/IHK. Coepemut TpaHCKpHIIIMOHHOTO
KOMIIJIEKCa JBOMHAs CIIUpAb PacIUIETAeTcs, C3aAd BOCCTAHABIINBA-
ercs. JlocTurays caiiTa TEpMHHALUH, TPAHCKPUIT OCBOOOXKAAETCS,
PHK-nonumMepasza orcoeauHsIeTCS.
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HanpasneHwe

— — _»ABMNM
BOCCTAHOBNOHNE *°m PHK-nonumepasa —p

companu QHK B

MaTPHYHAR 2 i A
/ NPUCOGAMHAKTCA
— = ».' K 3'-xonyy PHK
.gonyxneom-

mw6pua PHK-AHK winboodii

http://www.mun.ca/biology/desmid/brian/BIOL2060/BIOL2060-21/21_03.jpg

TpaHCKpUNIMs Peryaupyercs TJIABHBIM 00pa3oM Ha CTaJuu
WHUNHAIMHA. VIMEIoT 3HaueHWe HEeTpaHCKpHOUpyeMbie ITOCIIENoBa-
TENbHOCTH: SHXAHCEPHI M CalJIeHCEPHI.

Ounxancepsl - yuactku JHK, ycunnBaromme TpaHCKPUIIHIO
OJIHOTO WU TPYIIIBI TeHOB. MOryT pacronarathcsi BOJIM3H IPOMOTO-
pa WM Ha yJIaJieHUH, B TOM YHUCJE Jlake Ha apyroil xpomocome. Ho
JUIsl peanu3anuy QyHKIUH TpeOyeTcs (PU3NYECKH KOHTAKT dHXaH-
cepa ¢ MPOMOTOPOM. DTO JIOCTUTAETCS 32 CUET M3TUOaHUS MOJICKYIIbI
JHK.

DHXaHCephl MPHUBICKAIOT K 00JAaCTH TMpoMoTopa (pakTopsl
tpanckpumimu 1 PHK-monmumepasy. B remome uenoBeka oOHapyxe-
HO MOPSIIKAa MUJUIMOHA SHXAHCEPOB.

HHALUMATODMNDIR
¥oMnnexc

https://slideplay er.com/slide/13201991/
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Caitnencepsl — mnocnenoBatensHoctu JHK, yraeraromme
TPaHCKPUILHKIO. Takke MOTyT HaXOJIUTHCS Ha YJAJEHUH OT KOHTPO-
JINPYEMOT O TEHa.

IIpoueccuHr.

ITon stum TepmuHoM monumaercs co3peBanue PHK, To ecth
COBOKYIHOCTH TOCTTPAHCKPHUIIIUOHHBIX MOAN(GUKAIUN, TPUBOJIS-
IUX K MPEBPAICHUIO MTEPBUYHOTO TPAHCKPHIITA B (DYHKIIMOHAIBEHO
akTuBHYI0 Monekyny. st MPHK oHu BkitowaroT: kanmupoBaHue 5’ -
KOHIIA, TIOTUAJCHIIINPOBAaHUE 3’-KOHIIA, CIUIAMCHHT, XUMHUYECKYIO
MOJIU(UKAIIMIO HYKJICOTHU OB,

Konuposanue (cap, auen. - wanouka).

OcymiecTBIsieTCs: KOIMUPYIONMM OEIKOBBIM KOMILIEKCOM Cpasy
rocjie Havajla CYMTHIBAHMS, KaK TOJBKO 5’-KOHEI TPaHCKpPHUITa T0-
apnserca n3 PHK-nommmepasnoro xommiuekca. Ha 5°-xoHie cuHTe-
supytomeiics PHK naxomsitest tpudochartnas rpymmuposka. [leporii
¢depment - PHK-docdaraza yaanser onun docdar. Jlanee, ryaHu-
nmunTtpancdepasa, ucrmons3ys I TO B kadecTBe cyOCcTparta, IpruCcOeIH-
usger D 5°-5’-dpochonusdpupHoii cBs3bi0. BbicBOOOXKIAaETCS IMH-
podocdat. 3aBepmraer mportecc N° MeTuIupoBaHue ryaHHA.

T W TN O oty MPHE

F HoH r 1
oo

https:/ frusw ikipedia.omg fwikif daiin:
Cxema_ wsnupoeaHda.png#filelinks
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Kosn BeimonHsier cnenyromuye QyHKINH:
- YyactByer B Tpancnopte MPHK u3 sapa.

ITocne cuHTE3a KON CBSI3BIBAETCA C OEIKOBBIM KOMILJIEKCOM
CBC (cap binding complex) u TREX (transcription/export complex).
bnaromaps sTomy Oenku simepHbIX mop pacrnosHator MPHK, u ona
MEPEHOCUTCA B TUTOILJIA3MYy.

- anCTByer B MHUIIMAIIUU TPAHCIIAIHHA.

B murorazme komiuiekc CBC 3amensiercst Ha akTop WHHUIMA-
nuu tpaHcisiiuu elF4, 4to npuBoaIUT K 00pa30BaHMIO HHUIIUATOPHO-
o KOMILJIEKCA.

- [IpenorBpamaer pacmiennenue 5’ -koarna PHK mykieazamu.

ITociie momndukanuu 5°- xonerr PHK BeITssmnT, kak 3’-KoHerl,
YTO TPEAOTBpAIaeT paciierienne. KpomMe Toro, K3m-CBs36IBAOIINI
komiuieke CBC 3amuimaer ko oT yaajieHus cnenuduueckumu dep-
MEHTHBIMH crcTeMamu (decapping complex), koropoe mpuBeno ObI K
HEMEJUICHHOMY PACIIEIICHUI0 TPAHCKPHUIITA.

- YyacTByeT B CITaliCUHTE.

Hannuwme xama paciio3Haercst CIuiaiicocoMor 1 He0OX OMMO IS
Hayaja CIIaliCHHra.

THonuaodenunuposarue.

ITocire 3aBeprieHusT TPAHCKPHUIIITAN 3’ -KOHEI TPAHCKPHUITa 00-
pesaerca pepmentom CPSF u k obpa3oBaBiiemycst KOHITY TTOTHaze-
HUJIATIOIMMEpa3a MPUCOEIUHSET [10CTIEI0BATENbHOCT U3 IPUMEPHO
250 ocratkoB AM®. K obpazoBaBmemycs monr(A) XBOCTy TIpHCOe-
TUHSIOTCS TOIH(A)-CBSI3bIBAIONINE OCITKH. JTO SIBIISETCS HEO0OXOIH-
MbIM ycioBueM TpaHcnopta MPHK w3 sigpa. B nuromnasme k mo-
mu(A) mnpucoeamHsiercsi OenoOK, KOTOpbI pekpyrtupyer 40S-
CyObeanHUIY pUOOCOMBI, CLIOCOOCTBYSI MHULIMALMK TPAHCISALUH. Y
9yKapuoT Noin(A)-XBOCT B LUTOIIA3ME MOCTEEHHO yKOpadHBaeT-
cs, u Takue PHK menbie Tpancnupyrorest 1 ObIcTpee pa3pyLaroTcs.
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Cnnaticune.

B nepBUYHOM TpPaHCKpPUIITE IPUCYTCTBYOT YYaCTKU, KOTOPBIE
3JIMMHMHUPYIOTCSL B XOZI€ CO3PEBaHUs U OTCYTCTBYIOT B 3penoi PHK.
OHM Ha3BIBAIOTCS WMHTPOHAMH. TEpMHHOM 3K30HBI 0003HAYAIOTCS
y4acTK{, KOTOpbIe KOIUPYIOT cTpyKTypy Oenka umu PHK u He BIpe-
3atoTcd. CIiaiicHHT, TO €CTh MPOIECC BBIPE3aHMs] MHTPOHOB U CILH-
BaHUS SK30HOB B HENPEPBIBHYIO MOJIEKYJy, IPOUCXONUT B sipe. B
LUTOIUIA3MY TPAaHCIOPTUPYIOTCS YIKE 3PEIIble MOJIEKYJIBI.

npe-mMPHK

5 JKIOM MHTPOH  3KIOM WUHTPOH AKIOH 3

1 30 31 104 105 146

VIHTPOHS! BhIpe3anTCA
KOQMPYIOWan IK3IOHbI COBAUHAIOTCH re ToM
MPHK nocnerangerl#moch e it oR i
r b
[xon % P, nomA |
/1 148\
HETPONCAMPYEMbIO NOCNOACBATENEHOCTH

https://course-notes.org/flashcards/krw_bio_ch_17_flashcards

CrmaiicHT OCYIIECTBIISIOT KPYITHBIE PHOOHYKIIEOTPOTENHOBEIE
KOMILIEKCHI — CIIaiiCOCOMBI, B COCTaB KOTOPBIX BXOISAT Mallble siep-
veie PHK u okono BoceMumecstn OenkoB. Ha kaxkmoit mpe-MPHK
KoMILTeKCc (popMupyeTcsi 3aHOBO. ETo KOMITOHEHTHI paclo3HAIOT Xa-
pakTepHble HYKIEOTHIHBIE TIOCIE0BATEHFHOCTH W TPHUCOCIHHSIIOTCS

K HUM.
npe-uPHK
&

3K30H 1 WHTPOH 3K30H 2

Genok ™

ms-PHK o ] \ | '/

\
Cnnaiicocoma

Apyrwe Genw

KOMNOHENTHI /
CANARCOCOMBE -

\
MPHK
#

https:// course-netes.org/flashcards/krw_bio_ch_17_flashcards
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ANBTEpHATUBHBIN CIUIAMCHHT — BapuUaHT CIUIAHCHHTA, B XOJE
KOTOpOT'0 M3 OJHOTO TpaHCKpunTa noiyvarorca pasuele MPHK. On
OCYILIECTBJISIETCS 34 CUET MPOITYCKA SK30HOB WM, PEXKE, COXPAHECHUS
YacTU WHTPOHOB. AJBTEPHATHUBHBIN CIUIAHCHHT — CIOCO0 CHHTE3a
n30(hopM (EepMEHTOB.

Xumuueckasi moougpuxayus HyKieomuoos.

MPHK noasepraercss merunupoBanuto. Hanbonee vactoit mo-
nuukanmei sesercs odpasopanme N°-MeTHIaeHO3MHA.

Ocobennocmu npoyeccunea pPHK u mPHK.

Pubocomnas PHK cunTe3upyercs B Buje npeauiecTBeHHUKA —
npe-PHK ¢ koaddunmentom cemumentanmm 45S. B pesynbrare
crutadicunra oopasyrorcs 28S pPHK, 18S pPHK u 5,8S pPHK. Yer-
Bepras pubocomuass PHK -5S — cunTesupyercs orfiensHo ¢ y4acTu-
em PHK-monmumepassr 111

VY tpancnoptasix PHK Bcero oawa waTpoH B 14-16 HyKiIeoTH-
noB. KpoMe Hero yaansercs 5’ -KOHIIEBOU (pparMeHT M HYKJICOTHIBI C
3’-xonna go oomei mus Bcex TPHK mocimenoarensunoctn CCA, k
KOTOpoO# mpukperisiercs amuuokuciora. Muorma CCA nobasisiercs
Ha 3’-xonel. 1o 25% HYKIEOTHIHBIX OCTATKOB B 3PENBIX MOJIEKYIIax
TPHK Mommdumuposano.

JHerpamamms PHK.

Bpewms xxuznu MPHK sykapuoT cocTaBisieT OT HECKOIBKHX MU-
HYT 70 HECKOIbKUX THel. [loMrnMO OOBIYHBIX HyKJI€a3 B KIIETKE CY-
MIECTBYIOT crienuduieckie (epMeHTHbIE CHUCTEMBI, OCYIIECTBIISIO-
mue nerpananuio PHK.

Ox30coma — OENKOBBIN KOMILIEKC SYKapHUOT, KOHTPOIHPYOIIUI
kauectBO PHK. Mosekynbl ¢ HapylIeHHOW CTPYKTYpOM pacno3HaroT-
Csl ¥ TUAPONU3YIOTCS. DTOT Ipouece nporucxoaut 1o Beixoaa PHK u3
Sapa U MPEeAOTBpPAIIAeT BO3MOXKHBIE HAPYIICHUS TPAHCISIIMU U 00-
pazoBaHue e eKTHBIX OEITKOB.
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Hexsnupyrowuii xomniexc KOHKypupyer ¢ (pakTopoM WHHUIHA-
nuu elF4 3a cBs3piBanue ¢ kanoM. Ecnu TpaHCsus mpruocTaHaBIin-
BaeTCs MO KakuM-aubo npuurHaM, elF4 ocBoOokmaercs u K3 yna-
JIAETCS NEeKANUpyrommM komiuiekcom. Ilocne storo PHK OwicTpo
pacIIeIuIIeTcss HyKjeasaMu. DTOT MEXaHU3M BaXKEH JIJISl PEryJISIUU
konuuectBa cnenupuuecknx MPHK B kierke.

Tlonu(A) pubonyxneasza npucoenunsercs k MPHK B obGmactu
Koma. Ymensinenune tpanciusiuun MPHK penaer xkan Gonee mocryt-
HBIM M CIIOCOOCTBYET MOCTEIIEHHOMY YKOPOUEHHIO MOJH(A) XBOCTA.
310, B CBOIO 0Yepellb, MPUBOAUT K JalbHEHIIEMY YMEHBIICHUIO HC-
nons3oBaHus PHK B xauectBe matpuiisl. Kak Tompko mosu(A)-XBoCT
ncye3aer, ASK3MUPYIOUNE KoMIiekce ynanser k3, u PHK pacmien-
JIseTcs.

Tpancasiuusi (cuuTe3 0eJIKa).

OcymectBisiercs Ha Matpuiie PHK. CoctouT nu3 Tpex 3Tamos:
VHUIAALNS, SJIOHTAIUs U TepMuHaIwsa. CHHTE3 MPOUCXOAUT HA PH-
O6ocomax, B HeM mpuHHMaIOT ydactue M PHK, xomrmiekcsl aMuHO-
kuciaot ¢ TPHK, GenkoBbie GpakToOpbl, HCIIOIB3YETCS SHEPIUS MaKpoO-
3proB.

OtcyTcTBHE COOTBETCTBUS MEX]Yy YHUCIOM MOHOMEPOB B MOJIE-
Kyne O6enka U Kogupyromux ydactkax monekyn PHK n xommiemen-
TApHOCTU MEXAY HUMH MperonaraeT Haluuue «mudpay», ¢ moMo-
mIpI0 KoToporo mHbpopMmanus, 3anmucanHas B PHK, mepeHocurcs Ha
MIOCIIEA0BATEIbHOCTh aMUHOKHCIIOT B Oenke. Takoil mudp nomydun
Ha3BaHHE T'€HETHYECKOro KOJa.

OcCHOBHBIE CBOMCTBA T€HETHYECKOI'0 KOJIA:

Tpunnemnocmoe. i1 KOOUPOBAaHUS OJAHOM AMUHOKHUCIOTBHI HC-
TIONTB3YIOTCS TPOWKH HYKIICOTH[IOB, ITONYYUBIINX Ha3BaHHME TPHILIE-
TOB WJIM KOJOHOB. M3 Tpex HyKJICOTHIIOB MOXHO 00pa3oBaTh 64 Tpu-
miera. 61 u3 Hux — 3Havamme, Tpu - YA, YAA, YI'A — Geccmbic-
nernaple. OHU HE KOAUPYIOT aMHUHOKHUCIIOT, HO BBITOJHSIOT (DYHKITHIO
OCTaHOBKH TPaHCIALINH, ITO3TOMY Ha3bIBAIOTCS TEPMHHHPYIOIIHMH.
Komon AVYT u I'VI" xonupyloT METUOHUH B CEPEIUHE LIEU U OOHO-
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BPEMEHHO BBIMIOJHSIOT POJIb CTAPTOBBIX, €CJIH PACIIONOKEHBI B Haua-
JIe CMBICTIOBOH TOCIIENOBATENBHOCTH. Y TPOKAPHOT U B MUTOXOHJ-
PHSIX SYKapHOT OHM 00ECIIeUMBAIOT BKIIOUYEHHE OHOW aMHHOKHCIIO-
THl BO Bce Oenkn — N-popMunMernonnHa, KOTOPBIA Jajiee MOXKET
OTILIEIUIATHCS. Y 3YKAPUOT IEPBOH aMUHOKHCIIOTOM, BKJIFOYAIOIIEHCS
B COCTaB OeJKa, SBIISIETCSI METHOHUH.

Buipoorcoennocms. Yuceno KogoHOB Oolnblile YUCIa aMHHOKHUC-
JIOT, IIO3TOMY HEKOTOPBIE AMUHOKUCIIOTHI KOJUPYIOTCS IBYMS, TPEMS
U JlaXke IecThio KomoHaMmu. Kak mpaBmiio ABa mepBbIX HYKJIEOTH A B
TPOMKE HE MEHSIIOTCS, @ TPETUN — BapbUPYET.

Jluneiinocmo 3anucu ungopmayuy. MeXTy CMBICIOBBIMH KO-
JIOHaM¥ HET 3HaKoB MpenuHanusa. OHU CUMTHIBAIOTCS TPOMKaMHU, Ha-
YUHAS ¢ MHUIMUPYIONINX TPUILICTOB.

Konuneapnocmos. Mex Ity TOCIIEIOBATEIHHOCTHIO HYKIICOTHUIOB
B PHK u amuHOKICIIOT B O€JIKE €CTH JIMHEHHOE COOTBETCTBHE.

Yhueepcanvnocmo. T'eHeTHHUeCKUNA KOJI YHUBEpCAJlEH JJISI BCEX
YKUBBIX CYIIECTB 32 MAJIBIMH HCKITIOYEHHUSIMHU.

Oo6pazosanne amunoar-TPHK.

AMUHOKHCIIOTHl Y9aCTBYIOT B CHHTE3€ Oellka B BHJIE KOMILIEK-
coB ¢ TPHK. Nmenno PHK ompenenser cennuaHOCT MOCIENyTO-
X B3aNMOJACHCTBHHA KOMILIEKca ¢ prubocoMoit m MmatpuaHoir PHK.
B xnerkax sykapuot nopsaka nsatuaecsitd TPHK, cooTBercTBEHHO
KaXJash aMUHOKHCIIOTa MOJXKET CBSI3BIBATBhCA Oojiee, 4YeM OIHOH
TPHK.
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AHTHKOAOH
https://course-notes.org/flashcards/krw_bio_ch_17_flashcards

CrieninpuIHOCTS B3aMMOJICHCTBUS ONpPENENsoT (pepMeHTh —
amunoarmmi-TPHK-cuaTeraser. Ux mMmeercss He MeHee NBaIIATH pas-
HOBHIHOCTEH — MO YHCIYy aMHUHOKHCJIOT, YYaCTBYIOIIMX B CHHTE3€
Oenka. OHM MPUCOSAUHSIOT aMUHOKUCIIOTY K THIPOKCHIILHON TpyII-
Ie BO BTOPOM ITOJIOKEHUH PUOO03bI KOHEYHOTO aJIeHWHA Ha aKIell-
topHoMm crebne TPHK. Peakmnust mporekaer ¢ ydactuem AT®D mo

CXEMC:

AA + tPHK + AT® — aa-TPHK + AM® + ®-dn

ammHoaumn-TPHK-

AmmHoxucnota
WHTeTasa

\
anuuoauun-rPHK% i D

https:// course-notes.org/flashcards/krw_
bio_ch_17_flashcards
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B ob6paszyromemcst komruiekce amuHoarmi-tPHK nMeercst crpo-
o€ COOTBETCTBUE MEXKY MPUCOCAMHECHHON aMUHOKHUCIOTON U aHTH-
KOJIOHOM Ha aHTHKOJOHOBOH MeTJie, KOTOPbIH nanee OyaeT ocymiect-
BJISITb KOMIIJICMEHTAPHOC B331/IMOI[CI7[CTBI/I€ C TpUILJIETaMU MaTpUi-
noit PHK.

Pubocoma.

Pubocoma — KJICTOUHBIM OpraHOW, OCYIIECTBISIONIMA TPaHC-
nsanuio. OHa MPEACTaBIsAIOT cO00N PUOOHYKIEONPOTEHHOBBIM KOM-
TUIEKC U COCTOUT M3 JIBYX CyOBEIUHUI — MaJlol U OONbIIONH. Y dyKa-
PHOT B COCTaB MaJIOW CYOBbEIUHUIIBI C KOIPDHUIIUSHTOM CEAMMEHTA-
nuu 40S Bxomut monekyna 18S pPHK u 30-40 Genkor. bomnbrinas —
60S — mocrpoena u3 tpex mojekys pPHK (28S, 5,8S, 5S) u nopsika
nsATHIECATH OenKkoB. B Havane TpaHCAnuy cyObeMHUIIBI (PYHKIHO-
HUPYIOT OTJIENBbHO, B XOJI€ HEMOCPEACTBEHHO CHHTE3a — OOBEANHA-
10TCsA. B MUTOXOHIPHAX M Yy IPOKAPHOT pUOOCOMBI MEHBIIIE IO Pa3-
Mepy u noctpoens! n3 PHK ¢ apyrumu xosddunrentTamu cenuMen-
TaIUH.

B pubocome wmMeercs TpW IEHTpa — aMHUHOAIMIBHBINA (A-
HEHTp), menTuauIbHbli (P-mentp) u E-tientp (0T aHri. eXit — BEIXO,
ocBoOokeHue). [lepBrlii MpemHa3HayeH Ul CBSI3BIBAHHUS aMHHOA-
umwi-TPHK, Ha BTOpoM ynepKuBaeTcsi pacTyilas NOJUNENTHIHAS
LIenb, TPETUN — CalT, rae ocBobmkmaercs mycrast TPHK.

E-cant P-camnt A-caut

BoAbLLICA
CyObeAMHMLA

_________ MOAQS
_________ cyObeArHULO

MPHK-CB43bIBAIOLLLMIM
YHOCTOK
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benxosvie paxmopei.

Ha xaxxjioM sTane TpaHCIsAIUU y4acTBYIOT HEpUOOCOMHBIE OelT-
KOBBI€ (DAKTOPBI, 00ECTICUNBAIOMINE €T0 MPOTEKAHHE.

HUcmounuxu OHEp2UU.

s oOpa3oBaHUs MENTHIHOW CBSI3U W TPAHCIOKAIUKA PHOOCO-
MBI ucnosab3yercs 3Heprus I'TO.

Cunres HOHI/IHGHTI/II[HOﬁ eI,

Huuyuayus.

40S cyObeauHUIIa pUOOCOMBI C ydacTHeM OENKOBBIX (HaKTOpPOB
unuimain (eiF) o0pasyer KOMIUIEKC ¢ HHUIMUPYIOIIEH METHOHMUII-
TPHK u I'T®. [Janee manas cyObeAMHUIIA CBSA3BIBACTCS C MATPUIHOMH
PHK B paiione xana. B MPHK npucyTcTBYIOT HeTpaHCIMpyEMBIE I10-
CJIEZIOBATEIBHOCTH, KOTOPBIE KOMIUIEKC MPEO0TIEBAET, HCIONb3Ys
sHepruto tuaponuza AT®. JlocTuraer WHUIMUPYIOMIETO KOJIOHA
AVYT. Ilpucoeaunsercs 6ojbinas CyObeaMHNLIA, (POPMUPYIOTCS TPH
IIeHTpa CBA3BIBaHUS Ha puoocome. [Ipu 3Trom MetnormI-TPHK cpazy
MONAaJA€ET B MENTUAUIBHBIA HEHTP.

Gonbwas
cy6beauHnua
pnGocombl

P-ueHTp
WHMUMaTOpHas
TPHK

manas

CaNT CBA3bLIBAHUA cybneauHnua
MPHK pHBOCOMBI WHUUWaATOPHBLIN KOMNNeKc

https://www slideserve com/rodd/animation

Ononeayus.

K cBoOogHOMY TpHUIUIETY B aMUHOANMIHLHOM IIEHTPE TTPUCOEH-
Hsaercs komiuieke amuHoammi-TPHK ¢ I'T® u dakropom ammoHTaniuu
EF1. Ilpoucxoaut B3amMOAEHCTBUE IMOCIIENOBATEIEHOCTEH aHTHKO-
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nona TPHK u xomona MPHK. B cimyuae ux KOMIUIEMEHTapHOCTH,
I'T® runponusyercs a0 ryaHosuHaudochata U TPOUCXOIUT 00pa-
30BaHUE MENTUIHON CBs3U. PubocoMa kaTanu3upyer nepeHoC CUHTE-
supyemoro nentuna Ha TPHK B amunoarmmibaoMm 1eatpe. TPHK B
NEeNTHIWIBHOM LeHTpe — ocBoOokaaercs. ['JId u EF1 muccouuupy-
10T, Tpucoenuusercs ¢aktop smonranuu EF2, xoTopelil ocymiecTs-
JIIET TPAHCJIOKAIUIO, — MOJIBUTACT pUOOCOMY Ha OJMH TpUILIET. Pac-
xonyercs euie ogHa Mosiekyna I'T®. B pesynbrare aMuHOAMIBHBIN
HEeHTp craHoBuTcs cBoOoaHbIM, TPHK ¢ mpucoennHeHHBIM K Hel
MENTHIOM - B MENTUIWIBHOM IIeHTpe, a «mycrtas» TPHK mocrme
TpaHCIOKaluu okasbiBaercss B E-meHtpe. IlocnenHsas caMmompous-
BOJIBHO OTCOEIUHSAETCS. AMUHOAITMIBHBIA LIEHTP MPUCOCSAUHSIET HO-
Byto amuHOAruia-TPHK.

¥ npucoeanHeHne

;annnoamm-r?ﬂl(
OBy

2

2G0P

e ]

9 1;{_«:“ iret s 0,

TPaHCcnoKauua
{ nenTuaHon

https://www slideserve.com/rodd/animation

[lentuannrpancdepasHoil aKTUBHOCTBIO B pubocome olnagaer
28S PHK. To ectb, oHa siBiIsIeTCS puOO3UMOM.
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Tepmunayus.

[Ipouecc smoHranuu 3aBepiiaeTcs NpU MOMAaJaHUd B aMHUHOA-
UWIBHBINA [IEHTP TEPMUHUPYIOIIEro KOAOHA, KOTOPBI HE COOTBETCT-
Byer HU oxHoi TPHK. BMecTo Hee mpucoeanHsaoTcs TpU PUIIM3HHT
daxropa (RF). RF1 u RF2 criocoGCcTBYIOT OTIICIICHHIO BHOBb CHH-
TesupoBanHoro Oenka or TPHK B mentumuneHOM nentpe, RF3 —
nuccorunpyer pubocomy Ha cyobequnuibl. MPHK ocBobokmaercs,

CHHTE3 3aBCPIICH.

https://www slideserve com/rodd/animation

Omny MPHK, kax mpaBwuiio, CYMTHIBAIOT OJHOBPEMEHHO He-
CKONbKO prbocoM. Takol KOMIUIEKC HAa3bIBAETCS MOIUPHOOCOMON
WJIH TTOJIMCOMOMN

https://www slideserve.com/rodd/animation

Cunres OeIKOB Ha DKCIIOPT.

Bbenku, npennasHayeHHbIE HAa 3KCIOPT, UMEIOT HAa N-KoHIIE cur-
HaAJBbHYIO TOCIIEAOBATENbHOCTh, KOTOPYIO paclo3HaeT puOOHYKIEO-
nporennoBas 4yactuia - SRC (signal recognition particle). Ona cBs-
3bIBACTCSl C CUTHAJIBHBIM (DparMEHTOM M MPHUOCTaHABIMBAET TPaHC-
nsuio. Jlanee koMIieke TpaHCIIOPTHPYETCs K MeMOpaHe 3H0IIAa3-
MaTHuyeckoro perukyiyma (J11P) u cBs3biBaercs co cnenupuuecKum
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peuentopoM. [Ipu 3TOM OTKphIBaeTCsI MEMOpPaHHBIN KaHAl — TPAHC-
nokoH. Yacrunia SRC nuccornuupyer, cunTe3 Oeka BO300HOBIISETCS
HEMOoCpeICTBEHHO B MojocTh nucrepHsl OIIP. B 3aBepmienue mpo-
1[ecca CUTHANIbHAsL MOCIISIOBATEIbHOCTD YAAISETCS, OCYLIECTBIISETCS
dbonauHr OenKa.

PuBocoma

https://www slideserve.com/rodd/animation

IIporeccurr (co3peBanne) OEIKOB.

SBnsiercss 00s3aTENBbHBIM ATAoM B ()OPMUPOBAHUH OHOJIOTHYC-
CKH aKTUBHOHM CTPYKTYpHI Oenka. Ero cyTh - B (pepMEHTATHBHOW MO-
AMGUKAIMY TTOJIMISNTHAHON LEMH, 4TO HEeOOXOAUMO Ul HpPaBHIIb-
HOro (hoJIMHra, KOMIAPTMEHTAIN3AINH, TPUOOPETCHHS WIH U3Me-
HEHHsI OMOJIOTMYECKO aKTHBHOCTH, PEryJISIIUU Meprojaa (yHKIHO-
HHUPOBAHHSI.

Co3peBaHuie MPOUCXOIUT B (hOpPME YACTUYHOTO MPOTEONH3A
WJIH XUMHYECKON MOTU(DUKAIIN TONUTICITHIHON 1STIH.

Yacmuunvii npomeoaus MOXET MPOTEKaTh B SHAOMIa3MaTHie-
CKOM PETHKYIyMe, anmnapare [ onbaKu, CeKpEeTOPHBIX rpaHyIax WiH
JaXke Mocie CeKpenny, KaK, HalpuMep, B ClIydae MHUIIeBapUTEIbHBIX
¢depmentos. [Ipu sTom Oenok mpuoOperaer HOBBIE cBoWcTBa. [lpn
co3peBaHMU TerncuHa, ¢ N-KOHLEBBIM (pParMEeHTOM OTILEIJISIOTCS
BCE OCHOBHBIE aMMHOKHCIIOTHI M OeJIoK mpuodperaer onTuMyM pH B
KHCIOH o0sacTy, GOpMHUpYETCsl aKTUBHBIM LIEHTD.
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MHorue OenKd MOABEPTaloTCsl HECKOIBKUM PacUICTUICHHUSM.
Hampumep, MHCYNMH CHUHTE3UpYETCsl B BUIE MpenpouHcyauHa. OT-
LIeTJIeHne NenTHaa 13 24 aMUHOKHCIOT IMPOHCXOOUT B LIMUCTEpHAX
OI1P. OOpa3oBaBIIUiiCS MPOMHCYIMH MEPEHOCHTCS B KOMIUIEKC
lNonpmxku M mpereprieBacT BTOPOM 3Tall NPOTEOIM3a, KOTOPHIMA 3a-
Kitodaercs B BeIpe3anuu C-mentuaa u GOpMUPOBAHUM OHOJIOTHYE-
CKH aKTUBHOI'O TOPMOHa.

Xumuueckue moouguxayuu.

Onu oveHb MHOrouuciieHHbl. ®ochoprimpoBaHre UCTIONB3YET-
Csl 4acTo ISl peryijsiiuM akTUBHOCTH Oenka. Ero ocymiecTBisitoT
cenudurUeckue INPOTEMHKWHA3BL. YjaneHue QocaTHBIX TPyl
MIPOMCXONUT TOJ NeficTBreM nporenHpocharas. Ouernr MHOTHE O€I-
ku moaBepraorcs O- u N-TIIMKO3WIMPOBAHUIO TIO OCTaTKaM CEpUHA,
TpeoHWHA WK acnaparuHa. [Tpucoeannenne ruipodoOHBIX TPYIIITH-
POBOK, HalpuUMep, MUPUCTOWJIMPOBAHUE WJIU [aJIbMUTHHHUPOBAHMUE,
XapakTepHo s MeMOpaHHbIX OenmkoB. Komuaren mpuoOperaer He-
00xoauMble (PU3UKO-XMMUYECKUE CBOWCTBA 110CIIE THAPOKCHIINPOBA-
HUS paiuKajoB NPOJIMHA U JIN3UHA.

@oJaUHT.

210 hopMHUpPOBAHNE HATUBHON IPOCTPAHCTBEHHOH CTPYKTYPHI
Ocnka. BoJBIMMHCTBO OEIKOB CBOPAYHMBAIOTCS CaMOIPOW3BOIBHO, U
nH(popMarus 00 WX TPETHYHOW (YETBEPTHYHON) CTPYKTYpE comep-
KHUTCS B IMOCIEOBATETPHOCTH aMHHOKHCIIOT. J[JIs1 HEKOTOPBIX Tpe-
Oyercss TIOMOIb CIEUANBHBIX OEKOB — IIAnepoHOB. MexaHu3M
(donmuHra U3y4eH HEJOCTATOYHO, U B HACTOSIIEE BPEMs YUCHBIE HE
MOT'YT ¢ TOYHOCTBIO TPEICKA3aTh MPOCTPAHCTBEHHOE CTPOCHHUE Oell-
Ka MO0 ero aMHHOKHCIIOTHOM MOCIIeI0BATEILHOCTH.

CBopaurBaHye MOJUIENITUAHON e HAYMHACTCS elle BO Bpe-
Ms cuHTe3a. PacTymas monunentuaHas Lenb BRIBOAUTCS 4epe3 TYH-
Hellb BHYTPU PUOOCOMBI, KOTOPBII HAKJIAAbIBAET ONpEeIeHHBIEC OT-
paHuyeHus: Ha (GOPMUPOBAHME MPOCTPAHCTBEHHOW CTPYKTYphl. llo-
clie 0cBOOOKIEHHUSI BHOBb CHHTE3UPOBAHHOIN MOJIEKYJIbI CHavyana o0-
pasyercs CTaTHCTHYECKHH KITyOOK, KOTOPBIH Aajiee MepecTpanBaeTcs
noJ BIMSHUEM THAPo(OOHBIX B3amMonelcTBuil. B cimyuae pactso-
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PUMBIX O€NKOB THAPOQHUILHBIE aMUHOKUCIIOTHI TIEpEMENIaroTCsl Ha-
pPyXy, ruapodoOHbIe BHYTph rno0ynbl. Jlajgee mpoucxoauT oOpaso-
BaHHUE CelU(UIECKHX CBsI3el, BKIIOUasi Aucynbduansie, u Gopmu-
pyercs UCTHHHas 1J100yia — HAaTUBHAS TPEXMepHast CTPYKTypa Oernka.

[HlanepoHbl U IIaEpOHUHEL.

Benku, obnanaromye pa3BUTON TPETUYHOW WIIM YETBEPTHUHON
CTPYKTYPOH 1yis posiuHra HyKIal0TCs B IPUCYTCTBUU CIICIIUATHU3H-
POBAaHHBIX OEIKOB - ITOMOIITHHUKOB.

OO6pa3yromascst B IPOIlecce TPAHCIIAIIY TOJUICTITHIHAS TEh
HE MOXKET MIPUHATH HATUBHYIO KOH(POPMAITUIO JIO 3aBEPILCHUsI CHHTE-
3a. UToOBI TIPEOTBPATUTH HEKOPPEKTHBIN (QOJIMHT U arrperamuio ¢
JIPYruMu OeJIKaMH C HEll CBS3BIBAIOTCS MIANIEPOHBI, SKPAHUPYS €€ OT
MOCTOPOHHMX BIUsHUMN. [Tocie 3aBepIieHus] CHHTE3a MOTUITSTH THAS
IeMb MEPEHOCUTCS B CIICIHATU3UPOBAHHBIA OCIKOBBIH KOMILIEKC -
IATIEPOHUH, TJIe 3aBEPIIAETCs YKIIAKa.

LlanepoHuH
() e 3/

-
o e )

YacTUYHO

CBepHyThIli Genok WD
@

6ernok B HaTUBHOW
http://oregonstate.edu/instruction/bi314/summer09/folding.html KOHdpopmauum

lanepoHnHBI NPENCTABISIIOT cO0OH OOYKOOOpa3HbIE MYJBTH-
OenkoBble 00pa3oBaHMs C MMOJOCTHIO BHYTpHU. llocne nmonaganus mo-
JUIENTHIHON LeNH, OHU 3aKPhIBAIOTCS B pe3yibTaTe KOH(GOPMAIH-
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OHHOTO CJIBUTA CyOBEIUHUI], HAIOMUHAIOIIECTO 3aKpBITUE Auadpar-
MBI B 00BEKTHBE (PoToaIapara.

https://ppt-online.org/422635

[Iporteccel, mpoucxosIe BHYTPH, U3yYeHbI HEIOCTATOYHO, HO
B pe3ysbTaTe MPOUCXOAUT (HOPMHUPOBAHUE HATUBHON KOH(OpMAIUH
BHOBb CHHTE3UPOBAHHOTO OEJKa.

https://ppt-online.org/422635

[aneponsl  kmaccPUIUPYIOT MO MONEKYJISIPHOH — Macce:
HSP100, HSP90, HSP70, HSP60, HSP40.

[HanepoHsl M MIAIEPOHMHBI MPUHUMAIOT YYacTHE, TaKXke, B
BOCCTaHOBJIGHMM CTPYKTYpPbl IOBpEXIEHHbIX OenkoB. Hapymenue
paboTHI ATOI CHCTEMBI MPUBOIUT K 00Pa30BaHUIO aMIJIONIA - Hepac-
TBOPUMBIX OEJIKOBBIX aIrTPeraTroB, UIPAIOIIUX MaTOr€HETUYECKYIO
pOJb B Pa3BUTUHU TAKHX 3a00JI€BaHUM, KaK MYyKOBHCLEN03, OOJIE3Hb
Anbureiimepa, [lapkuacona, XaHTHHITOHA U APYTHX.

YOukBUTHH-3aBUCUMAs Aerpaganus 0enxos. Ilporeacoma.

HenpaBuiibHO CBEpHYTBIE U MOBPEKICHHBIE OEIKH IOMEYAIOTCs
MyTeM YOUKBUTHHMJIMPOBAHUS U PACIICIUISIOTCS C HOMOLIbIO Haj-
MOJIEKYJIIPHOTO KOMILIEKCA — IIPOTEACOMBI.
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Yo6uksutuH — HeOombmol Oenok (8,5 x/la), mpucyTcTByOMIMN
BO BCeX KiIeTkax »dykapuor. OH npUCOEIUHSETCS MO0  &-
aMHUHOTpYMIaM JM3uHa Oenka, MOJISKAIIEro pacuelyIeHuIo, ¢ Mo-
MolIblo (pepMeHTa YOUKBUTHH NUTa3bl. Jlanee K HEMY HPUCOEIUHSI-
I0TCS CISAYIOINE MOJIEKYIbl YOUKBUTHUHA, 00pa3ysl HEMOUKY.

[IpoTeacoma — cOCTOMT M3 KOPOBO#i (COre, aHTII. — CEpP/IIICBHHA)
20S cyObeaMHUIBI U ABYX PEryiasaTopHBIX 19S cyObeauHuI ¢ Top-
11oB. BMecTe oHu 00pa3yroT monHbIi KoMIuieke 26S.

20S Mpoteacoma 26S Mpoteacoma

"Q’: )+ ATO o OTwenneHHblit

YOUKBUTHHMN- .‘.’ YOmEBaTI

a-cyGveanHUUbI ot =
pOBaHHbIN
\ 6enok
Katanutuyeckmn 19S-cy6veanHnua
aKTHBHbIe -—[ —Al) (pacnosHasanue cy6eTpara
B-CyGbeANHULIb! passopaunsaHue 6enka

yaaneHne yGukeuTuHa)

rentamepHbile
konbua Menkue
nenTuabl
https:/ /www.nature.com/articles/2402417
19S cyObenuHHIBI OCYLISCTBIIAIOT paclo3HaBaHUE CyOcTpaTa,
pa3BopaduBaHme Oenka U ynaieHne yomksutuHa. [lomas BHYyTpE Oe-
JIOK TIOIBEpraloTcs MpoTeonn3y. B pesynbraTe o0Opa3yroTcs KOpOT-
KOIICTIOYEUHBIC TENTH/IbI, KOTOPhIC BHIBOJSTCS HApPYXKy U paciier-

JIIFOTCS 10 aMHHOKHUCIIOT IUTOIIIa3MaTHYECKUMH IPOTEa3aMHu.
JHK-TEXHOJIOT'UU.

DTO mpUeMBl M METObI, MO3BOJISAIONINE BBIJCIATh I'€HETHYE-
CKHM{ MaTepHaj ¥ MaHHUITyJTUpOBaTh UM. Hroke mpuBeneHsl 1Ba Hau-
Ooliee BaXXHBIX ITpUMeEpa.

Honumepasnas nennas peakuus (ITLP).

Merox mo3BONSAET MOMYYHTh MUJUTHOHBI M MUJUTHAPIBI KOMHI
BeIOpanHoro ¢parmenta JJHK st mociemyromero AeTansHOro ana-
mu3a. Tpemmoxen B 1983 rogy K. Mullis (HobGenesckast npemust 3a
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1993 rox). B ocHOBe J€KUT MHOTOKpaTHOE KOMUpPOBaHHE (aMILIH-
¢ukanus) BeiOpanHoro ydactka JIHK ¢ mnomomeio JIHK-
nojuMepasbl. MeToa mpearnoaaraeT Halu4due CBEJCHUH 00 aMIUIH-
¢upyeMoM y4yacTKe, MOCKOJIBKY Ul €r0 OCYIIECTBICHUS HYKHBI
npaiimepsl - Kopotkue (18-24 map ocHOBaHHII) OJNMTOHYKICOTHIEI,
KOMILJIEMEHTapHbIE KOHIIaM pa3MHOkaemoro ¢parmenrta. [ILIP
BKITIOYAET TPH OCHOBHBIX CTaJNH.

Henarypanus.

O6pa3zen HarpeBaercst 10 TEMIIEPaTyphl, IPU KOTOPOH BOIO-
ponubie cBsa3u paspeiBatoTcs u nenu JIHK pacxonsrcs (mmaBiieHue
JHK).

OTXKur.

Temnepatypa MHKYOAIITMOHHON CpeNbl MOHMKAETCS, 9TO TO-
3BOJIIET IPUCYTCTBYIOIIMM B HEM IpaiiMepaM IPUCOCIUHUTHCS K
KOMILIEMEHTAPHBIM ydacTKaM oJMHO4YHbIX nener JJHK.

DJIoHT AU

JHK-nonumepaza cBAbIBa€TCSI B MECTE€ IPUCOEAUHEHUS
npaiiMepa M HapalMBaeT KOMIUIEMEHTapHYIo 1ernb. O0pa3yercs Ko-
TSI UCXOMHON JBYXIIEMOUYECTHON MOJIEKYIbl. DepMEHT CIocoOeH KO-
MAPOBATh IEMb TOJIEKO B HaIpaBlieHUH OT 5’ K 3’ -KkoHITy. [lockombKy
nenu JIHK aHTHUMmapanienbHbl, TPYU MJIaBIEHUA MCXOJHON MAaTpHIIbI
00pasyroTcst IBE eNH, KOTOpble HY’)KHO KOMUPOBaTh, HAUYMHAS C pa3-
HBIX CTOpoH. llodTOMY HYXHBI IBa mpaiiMepa — Uil KaXIOrO U3
KOHIIOB.
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[lonumepasnaga nemnaga peaknusa - [P

OHK-maTpuua, ¢ yyactkom AHK, 'I"w
KOTOpblil TpebyeTca amnnucuympoBaTtb P .
Y 3 <) 3
" " « T > Tiisasill m 2
» 5 3 i [y e 3
N ‘5. ?3]‘ | T 3 5 ”| »
Hykneotuabl HHHHHH 0 e o m »
(@ATP,dGTPN\> ¥ g 5 ™ -
dcTP, dTTP) * » Middda) A .
) 4 \ ! iLil S
‘ 3 5 * AAAAAAAA -+ AhhhiAAAd
3 - 3! o' » P
T

Oea OHK npaiimepa, PHHH
KOMMNEMEHTAPHbBIE NPOTUBOMONOMHbLIM .
KOHLam pasHbix Lenei Tpebyemoro cpparmenTa JHK

0 [eHaTypauvs npu 94 - 96°C e Omur npn ~ 68°C O SnoHrauus npu 72°C

https://ru.wikipedia.org/wiki/; p: _uenHan_peakuva

Luk U3 mepedrciIeHHbIX BhIIIe TpexX CTaauid moTopsiercs 20-
40 pa3. KonuuectBo obpasyeMbix Komumii paBHO 2", rae N — 4mciio
nukiIoB. IlpaiiMep BHOCHTCS B W30BITKE, YTO MPEIOTBpPAIIACT CIIH -
HUE T0ocTieé OT)KWTa BHOBb CHHTE3WPOBAHHBIX memneil. VMcnoms3yercs
tepmocrabunpHas JJHK-monmumepasa (Taq, Pfu), kotopast Bbimep:ku-
BaeT KPaTKOBPEMEHHOE HATrpeBaHME J0 TEMIEpaTyphl IeHATypallHy.
TemmnepaTypHble peXUMBI I KaKIOW CTaJAW{ MPHUBENEHBI HA PH-
CyHKe. BrIloTHeHNe WX KPUTHYECKH BAXKHO Ui YCIIEIITHOW aMIIIH-
dbuxarum.

Jimaa amMmmumuimpyeMeix (parMeHTOB COCTABISIET OOBITHO
ot 0,1 mo 10 ThIcsIY mMap OCHOBaHWi, B HEKOTOPBIX ciydasx — a0 40.
WX aHanM3upyroT pa3sHBIMH METOZ[aMH, HanOoJIee YacTo ¢ UCIONb30-
BaHreM anekrpodopeza. Hinke — Qororpadus rems, comepkaimero
mapkepuyro JIHK (B mepBoM u mociennem ciore) u nponykrel [1L[P
B OCTAJILHBIX CIIOTaX.
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https://ru.wikipedia.org/wiki/lonumepasHan_uenHan_peakuvn

IIpumepsl IpuMeHeHNs HA TPaKTHKe.

Kpumunanucruka. C MecTa npecTyruieHus: oepyrces Onoaorude-
ckue cuenpl, conepxkame JIHK. Ona paspesaercs Ha (parMeHTHI,
KOTOpbIC 3aTeM aMIUTH(QUIMPYIOT W Pa3ZeNisioT METOJOM JJIEKTPO-
tdopesa. [lomydaroT xapakTpeHbIH HAOOp TOJIOC, WHAWBHUIYATLHBIA
JUTA K@XXAOTO 4YelloBeKa. Ero Ha3pIBarOT TeHETHYECKUM «OTIIEYaTKOM
MABIEB» ¥ UCTONB3YIOT JUISl UICHTH()UKAIIH CIIC/IOB.

Takum jke crocoOOM YCTaHaBIIMBAIOT OTIOBCTBO. Ilomocku
Ha snekTpodoperpamme IHK pebenka OyayT COOTBETCTBOBATH Ta-
KOBBIM OMOJIOTMYECKOTO OTIIA.

Huarnoctuka. TP - 305m0T0# cTaHmapT B AMarHOCTUKE BU-
PYCHBIX M OaKTeprUaIbHBIX 3a00JeBaHHMN, TaK KaK MO3BOJISIET YCTaHO-
BHUTH HAJIMYHE BO3OYIUTENS B OpraHW3Me. DTHM METOIOM BBISBIIA-
FOTCS HACIICICTBEHHBIC 3a00I€BaHNS, B OCHOBE KOTOPBIX JISKAT I'eHe-
TAYeCKHe Ne(eKTHI.

Meronom IIIP cocraBnserca reHETUYECKUM NMACHOPT Yelo-
BEKa, U3 KOTOPOr0 MOXXHO IOYEPIHYTh CBEIEHHS O CKIOHHOCTH K
pa3nuYHbIM 3a00JIeBaHUSM U JaXKe MPOrHO3UPOBATEH chepy AesTeNb-
HOCTH, B KOTOPOI JTaHHBIM WHAWBUA Oyzner Haubosee ycIelleH.

I'enernueckas CepTI/Iq)I/IKaI_II/IH JKHMBOTHBIX ITIO3BOJIACT IIOMI-
TBECPAUTHL MNPOHUCXOKACHUC, HAIMYHUC TCHCTUYCCKU ACTCPMUHUPO-
BaHHBIX 3a00JIeBaHUN U MMPOrHO3UPOBATH MPOAYKTUBHOCTD.
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Hayunsle uccinenosanus. I[P mo3Bonsier BBIAEIUTL U aM-
mmduurposats reln wiu apyroi ¢parment JHK, xotopsiii nanee
MOXXHO HCIIONB30BaTh B MOJIEKYJISPHO-OMONOTHUECKUX HCCIIEA0BA-
HUSIX.

PenaxkTupoBanue reHoma ¢ momomblo Merona CRISPR-
Cas9.

CRISPR (Clustered Regularly Interspaced Short Palindromic
Repeats) — KOpoTK¥e MaTHHIPOMHBIE TIOBTOPHI, COOpaHHBIE B Kila-
CTEpHI U pa3/IelICHHBIC TPOMEKYTKAMHU.

Uzyuas apganTuBHBIA UMMYHHTET OakTepwid, yueHble oOHapy-
KUJIM B UX T€HOME KJIacTephl (IPYIIIbI) U3 MOBTOPAIOMIMXCS TOCIe-
JIOBAaTENbHOCTEH, pa3eNieHHbIX crieficepaMu (Space, aHriI. — IMpoMe-
KYTOK) - YHUKQJILHBIMH YY4aCTKaMy MPUMEPHO To# ke anuHbl (30-40
HyKJIIeoTH10B). OKa3anock, YTO YacTh CIEHCEPOB — 3TO (parMeHTHI
JHK BupycoB m mia3Muji, C KOTOPBIMH OaKTepHs CTaJKHWBajlach Ha
MPOTSHKEHUHU CyliecTBoBaHMs BUaa. [lpn mH(pHUUIMpoBaHMM OHaA 3a-
XBaThIBaeT HeOONbIIONW (parmeHT uykepoanoit JJHK, uHTerpupyer
€€ B CBOIl F€HOM U HCIOJb3YeT 3aTeM Ul UASHTU(UKAMY U YHUU-
TOKEHUS IIATOTCHA.

Psmom ¢ CRISPR pacnonararorcs reusl Cas-oenkos (CRISPR-
associated protein), o6agaromuX HYKI€a3HOH aKTHBHOCTHIO M HEIO-
CPEICTBEHHO YHUUTOXAIOIMHKX yyxepoanyro JJHK.

[eHEI Cas
Pra
NoBTOpOB-CNEMCepoE

https://ru.wikipedia.org/wiki/CRIZPR

Becwp mponecc penuTcs Ha TpU CTaauu: MpuoOpereHHe (WiIH
ajarnTanus), KCIpeccust 1 HHTephepeHIHsL.
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[IpuobpereHre — 3TO KOMMpOBaHHE ()parMeHTa UYyKEPOITHOH
JIHK u BcTaBKa ero B COOCTBEHHBIH T€HOM B BUJIC OUEPETHOTO CIIECH-
cepa.

OKcrpeccuss — crelcephI-MOBTOPl KOMUPYIOTCA Ha OAHY MoJIe-
kyny npe-CrPHK. [lanee oHa pa3pe3aercs Ha HeOoibIIUe (parMeH-
Thl, B Ka)KJIOM M3 KOTOPBIX €CTh OJUH crelicep. To ecTh, Kaxaas u3
obpazoBapmmxcs CrPHK xoMruiementapaa kakomy-nmoo parMeHty
gyxeponnoit JJTHK.

WnTepdepennus.

CrPHK cBsasbiBaercst ¢ Cas-Oenkamu u ciayxut st Hux PHK-
rugoM. OHa cBs3bIBaeTCs ¢ yyacTkamu uyxepogHoi JIHK (ecnu onn
€CTh) TI0 MPHUHIUITY KOMIUIeMeHTapHOCTH. benku Cas akTHBHPYIOTCS
Y YHHYTOXXAIOT MaTOTEH.

B 2012 rony Beisicaminock, uto CRISPR-Cas moxer ¢yHK-
LIMOHMPOBATH B KileTKax 3ykapuoT. bonee toro, B coctaB CrPHK mo-
JKET OBITh BCTaBJIIEH CKOHCTPYHMPOBAHHBINH (pparMeHT, KOTOPHIH KOM-
IJIeMeHTapeH BeIOpaHHOMY HccienoBatenem jokycy B JJHK. C mo-
MoIIpl0 uckyccTBeHHbIX PHK-runoB nosgBunach BO3MOXHOCTh MpPH-
LIETbHO BO3/IEHCTBOBATH HAa BHIOPAHHBIE YIACTKH T€HOMA.

B OonblIMHCTBE 3aIMTHBIX CHCTEM OAaKTepHH Y4acTBYIOT MHO-
ro Cas-6emkoB. Onum cBsseiBatoT CrPHK, apyrue «y3narorm» Mu-
IIeHb, TPEThH 001aal0T HyKJIea3HOW aKTUBHOCTHIO0. OMHAKO, OKa3a-
JI0Ch, YTO ecTh Oenok — Cas9, KoTopblii 001a1aeT BCEMHU STUMH CIIO0-
coOHocTsiIMH. VIMEHHO Ha €ro OCHOBE CKOHCTPYHMPOBAaHBI HamOoiee
3¢ (eKTHBHBIE CUCTEMBI peNaKTHPOBAHHUS.

Onu cnocoOHBI 1enaTh OAHO- WIN ABYXLEMOYEUHBIE Pa3phl-
BBl B 3amaHHOi Touke [IHK, snmuMuHUpOBaTH WM BCTaBIATH ¢par-
meHT JJHK, mpon3BoauTh TOUeUHBIE MyTaIllK, MOAU(DHUIIAPYS KAKOH -
00 HYKIICOTH/, WIIA UCIPABIATE WX, 3aMEHSS ePEKTHYIO «OYKBY»
Ha MpaBUJIbHYIO, IpocTo cBs3biBaThCs ¢ JJHK B BbIOpaHHBIX MecTax
U MEXaHHYECKH IPEIsTCTBOBATh NMPOTEKAHUIO KAKHX-TO T'€HEeTH4e-
CKHX IPOLIECCOB, HAIPUMED, CUNTHIBAHUIO T'eHa WM paboTe SHXaH-
CEpOB U CalJIEHCEPOB.
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https://en.wikipedia.org/wiki/CRISPR_gene_editing

Texuonoruss CRISPR-Cas9 mupoko ucnonb3yrTcs B dKCIe-
pUMEHTE W MpUMEHWMa IS JIedeHns 3a0osneBannii yenoBeka. Oco-
OeHHo TE€X, KOTOPBIC BBI3BAHBI MyTallUsIMKU OJHOT'O I'€Ha - MYKOBHUC-
11€103, CepIOBHUIHOKIETOYHAs aHemus, remopunus u mp. B 2015
roxy B Kurtae Obl1a mpeAnpuHsTA MOMBITKA UCTIPABUTH TeHETUIECKHIA
neeKT y 4eloBEYeCKHX dMOPHUOHOB, MPUBOMAIIMA K Pa3BUTHIO Ha-
CIIE/ICTBEHHOTO 3a0oJeBaHus - Oera-Tanaccemun. [Ipumepro y 10%
SMOPHOHOB OBLI MONTYYCH HOJOKHUTEIbHBIN pe3ynbrar. B 2016 roay
TaM ke OOILHOMY PAaKOM JIerKuX BB T-TuMQOIHUTEI ¢ MOTUDUITH-
poBaHHBIM TeHOMOM. B 2018 romy B TOif ke CTpaHe POIMIUCH Je-
BOYKH-OJIM3HEIBI C OTPEJAaKTUPOBAHHBIM T€HOMOM, KOTOPBIE B pe-
3yNbTaTe CTAIH HEBOCIPHUHMYHWBEI K BHPYCYy MMMyHoAedHINTa de-
JI0OBeKa. DTO CTall0 MOBOJOM JUII MHOTOYHCIEHHBIX TUCKYCCHH 00
STUYHOCTH TaKOTO pojia mccienoBaHuid. [IpeqnmprHuMaroTCs MOmbIT-
ku ucrionb3oBanus CRISPR-Cas B nedueHnn nmonureHHpIX 3a00neBa-
HUW: aJIEPTHYECKUX, CEepJIEIHO-COCYIUCTHIX, OHKOJOTHYECKUX,
HEHUpOJlereHepaTUBHBIX.

Meron CRISPR-Cas umeer konoccaiabHblE OHMOTEXHOJOrHYE-
CKue mepcreKTHBbl. OH MUPOKO UCIOIB3YeTCs I COo3laHus Oolee
MPOMYKTUBHBIX U YCTOWYHMBBIX IITAMMOB MHKPOOPTaHU3MOB, COPTOB
CEeNbCKOXO03HUCTBEHHBIX pacTeHuid. BenyTcs paboThl Mo penakTupo-
BaHUIO M'EHOMA KPYITHOTO POraToro CKoTa, CBUHEH.
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B 2020 rogy 3a pa3paboTKy MeTola peIaKkTHPOBaHHs TeHOMa
Obuta BpyueHa HoOeneBckast mpemust 1o XUMUH.

OHAOKPUHHASA PEI'YJIALIMS OBMEHA BEILIECTB.

T'opmonsi (hormao (rpeu) — nodyk a0, MPUBOXKY B TBHIKCHHUE)
— OMOJIOTMYEeCKU-aKTUBHBIC BELIECTBA, BHIPAOATHIBACMBIC CIICI[HAITH-
3MPOBAHHBIMH KJICTKAMU W OKa3bIBAIOILIME BIMSHHE HA OOMEH Be-
miecTB M (pu3noIorndecKue QyHKIHH.

Crenuduyeckrue 0cOOEHHOCTH TOPMOHOB:

- JIelicTBYIOT B OUEHb HU3KHX KOHIIEHTpAIUAX (10 102 M).
yito p

- JelicTBue onocpenoBaHO peLenTopaMu U BTOPUYHBIMU MeEC-
CeHKEepaMu;

- M3MeHsI0T CKOpOCTh peakiuil 3a cuer Moaudurarmu dep-
MEHTOB, JIN0O 3a CUET U3MECHEHUS UX KOJIMIECTBA;

- ObpazoBaHme KOHTPOIHPYETCS IIEHTPATLHON HEPBHOM CHCTe-
MOIA;

- Mexay ropMOHaMH U >KeJie3aMU BHYTPEHHEN CEeKpelnu Cylile-
CTBYET Kak IpsiMas, TaK U o0OpaTHas CBSI3b, 00BESIUHSIOMAS UX B 00-
IIYIO CHCTEMY.

[Tomumo meTabonmm3Ma, TOPMOHBI PETYIUPYIOT MHOTHE (hHU3HO-
JIOTHYECKHE W TOBEJICHYECKHE PEaKIIMU OPTaHU3Ma: TIOJIOBOE U TH-
IeBOE MTOBEIEHNE, OTBET HA CTPECC, MMMYHHEBIN OTBEeT, AuddepeH-
IIUPOBKY U POCT, SMOIMOHAIBHOE COCTOSHUE M TICHXHUYECKHE peak-
IIUY | TIP.

I'opMmoHB! K1accuuUUPYOTCS O MECTY CHHTE3a, XUMUYECKON
MIPUPOAE, MEXaHU3MY AEHCTBHUS.

Kiaccudukanms mo Mecry CUHTE3A.

OHAOKpUHHAS CUCTEMa JENUTCA Ha TJaHIYJSIPHYIO, B KOTOPOM
TOPMOHOO0OpPA3yIOIIe KIETKH COOpaHbl B JKele3bl BHYTPEHHEH CeK-
petnnn, MO0 00pa3yIOT CKOIUIEHUS, M TU(PPY3HYIO, KIIETKA KOTOPOM
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paccesaHbl 1O OpraHu3My U NPUCYTCTBYIOT B OOJIBIINHCTBE OpraHoB 1

TKaHEH.

Baoicnetiwiue ecopmonsl drcenes enympennel cekpeyuu.

['unoranamyc

- 6 MMOEPUHOB: KOPTUKOIMOEPUH, TUPOTUOEPHH,
roHa1oauOepuH, cCOMaTONMOEPHH, MeTaHoIuoe-
pUH, MPOJIAKTOJINOCPUH.
- 3 cratuHa: (OJITUCTATUH, COMATOCTATHUH, Me-
TTAHOCTATHH.

- 2 TOpMOHA TPSIMOTO ACUCTBUSA: aHTUIANYPETH-
YEeCKHI TOpMOH (Ba30MPECCHH), OKCUTOLIMH.

['umodus

- 4 TPOIHBIX TOPMOHA: aIPEHOKOPTUKOTPOIHBIH
ropmoH (koptukorpornuH, AKTI), tupeorporm-
HbIl TopMOH (TUpeorponuH, TTT), dommukyso-
CTUMYIHPYIOMUHA  TOpMOH  ((OIIHUTpONUH,
OCI'), AFOTEeNHNU3UPYIONTINI TOPMOH (JIFOTPOMHH,
JII).

- 2 npsMoro neicTBus: NPOJAKTHH, COMAarTo-
TpOITHBIH TopMoH (comatoTpornuH, CTI).

OHIIOKpUHHAS YacTh

[1OJ[KENYI0YHOM MHCyn1H, TII0KaroH
KEITe3bI
Hannoueuynuku KopTtuzon, aapeHanuH, ajibI0CTEPOH

[1onoBEIE Kee3nl

DCTpaanon, MPOrecTepoH, TECTOCTEPOH

[I{uroBuaHAs XKeje-
3a

TUPOKCHH, TPUAOATUPOHUH, KaJTbIIUTOHUH

[lapammToBHIHBIE

pail A [Tapatropmon
KeJIe3bl
Omuduz MenaToHuH

Hexomopuie 2copmonst Oughy3roil 3HOOKPUHHOU cucmembl

KapanomuounTst
MIPaBOro NPEACEPaUs

IIpencepauplii HATPUHYPETUUECKUI TENTHU]
(ITHVID)

Knerkn

CIIU3UCTOH

XOJ'IeLII/ICTOKI/IHI/IH, CCKPCTHUH, TJIFOKO303aBH-
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000104KH TOHKOH | cuMbiii mHCynorponuseiii mentun (I'UIT),

KHILIKA Ba30aKTUBHBIM HMHTECTHMHAJBHBIA MENTHU]
(BHUID)

G-KJeTKH Kenyaka lactpun

Knerkn  ocTpoBKOB
Jlanrepranca mnojmxe-
JIYAOYHOM KEJE3bl

I'penun, comarocTaTuH, MaHKpeaTUYECKUN
MTOJTUTETITU

KupoBasi TkaHb

JlenTun

IImanenTa

IlnaneHTapHblii JTAKTOTE€H, XOPUOHUYECKUI
TOHAJIOTPOIHUH

Knerkn xpoBu u 3H-
JIOTEJIHS COCYI0B

TpomOOKcaHbl, JEWKOTPHUEHBI, MPOCTAIMK-
JIMHBI

Kitaccudukamys mo XuMHUYEeCKOMY CTPOEHUIO

Cmepouonvie 20pMOHbL:

Topmonbl KOpK08020 CN0SI HAONOYEUHUKO8 (KOpMUKOCMepou-

obl):

[ TIOKOKOPTUKOMABI: KOPTHU30H, KOPTU30JI, KOPTHKOCTEPOH;
MuHepaIoKOPTUKOHIBI: 1e30KCHKOPTUKOCTEPOH, alIbJIOCTEPOH;
HannoueuyHnkoBbie aHAPOTEHBI: JErUIpO3HAHPOCTEPOH.

Topmonwvl nonoswvix scenés:

['ecTareHsl: mperHeHOI0H, IPOTeCTEPOH;
AHIpPOTEHBI: TECTOCTEPOH;

DCTPOreHBI: 3CTPATNOI, SCTPUOI, 3CTPOH.

Ipouszeoonvie HCUpHbIX KUCIOM:

OWKO3aHOU/IBI: TPOCTATIAHINHBI, MPOCTAIMKIHHEI, TPOMOOK-

CaHbl U JICUKOTPUECHBL.

HDOZ/BGO()Hble amMuHokuciom.

- mupo3uHa:

aJipeHalvH (MO3roBOE BEIECTBO HAAIIOYEYHHKOB),
TUPOKCUH ¥ TPUHOATUPOHUH (IIIUTOBUIHAS HKeJe3a).

- mpunmodgpana:

356




MeNnaToHuH (Anudu3).

benxosvie u nenmuouvie 2OPMOHbL.

JIuGepuHBI M CTaTUHBI TUIOTaJaMyca, TOPMOHBI TUIOGU3a, aH-
TUINYPETUYECKU TOPMOH (Ba3OMPECCHH), OKCHUTOLMWH, KaJbIUTO-
HUH, TapaTrOpMOH, HHCYJIUH, TJIFOKaroH U Jp.

Mexanu3m JelicTBUS TOPMOHOB.

PenienTopel rOpMOHOB.

Penenrrop — cnenmanu3upoBaHHbIA OENOK, creuuIHo pea-
THPYIONIMHA W3MEHEHWEM CBOEW NMPOCTPAHCTBEHHOH KOH(UTyparuu
Ha MIPUCOEIMHEHUE K HEMY MOJIEKYJIbl ONPEAETIEHHOIO XUMHUYECKOTO
BEIIIeCTBA, JIN0O M3MEHEeHHE (QU3NYECKUX MapaMeTPOB OKPYKaroIeH
cpenbl. Ilepenaer BHEMIHUN CUTHAJI BHYTPh KJIETKH WM KJIETOYHOMN

OpTaHEIJIbL.
Jluranj - BEIIECTBO, CHEMU(UYECKH B3aUMOJECHCTBYIOIIEE C
PELETITOPOM.
Aronuncr — JIMrail UICKyCCTBEHHOI'O IMPOUCXOXKICHWA, aKTHBU-
pYIOILIUA pelenTop.

AHTaroHHCT - TUTaH, OJTOKUPYIONIHI PEIenTop.
ATOHHCTBI U QaHTArOHUCTBI TPUMEHSIOTCS] B UCCIIEIOBATENBCKIX
IENSAX U B KAUYECTBE JIEKAPCTBEHHBIX CPEJICTB.

Creru(puIHOCTh ISHCTBHUS FOPMOHOB OIPEACIIETCS HaIHMYHEM
pELenTOpoB B KJIETKAaX-MUIIEHIX. PerenTtopsl TOpMOHOB MOTYT pac-
nojaraThCs Ha HAPY)KHOW WJIM BHYTPUKJIETOYHBIX MeMOpaHax KIer-
KU, 100 B LIUTOILJIa3Me.

MemOpaHHBIE TOAPA3AENAIOTCS Ha!

- Pettenrropsl, cBsizanHbie ¢ G-Oenkamu
- Perienropsl, obnmanaromye pepMEHTATUBHON aKTHBHOCTHIO.
- Penrenitopsl, cBSi3aHHBIE C HOHHBIMH KaHaJaMHU

HepBI)IC ABC T'PYIIblI OTHOCATCA K MeTa60Tp0HHBIM penenTo-

pam, TpeThsi — K HOHOTPOITHBIM. MeTaboTpONHbIE PEelenTopbl OKa3bl-
BalOT BJIMSHHE HEMOCPEICTBEHHO HAa MeTabOJMYecKHe MPOLecChl B
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KJICTKC MHUIICHHU U I[CﬁCTBYIOT 4yepe3 CUCTCMbI BTOPHUYHLBIX IMOCPCI-
HHUKOB. I/IOHOTpOHHI)IC CBs3aHbl C MOHHBIMHU KaHaJIaMH B MeM6paHe.

BHyTpukierounsie perenTopsl JOKaIU3ylOTCs B IIUTOIUIa3Me U
SBIISIIOTCS (DAKTOPAMU, PETYITHPYIOMNMH TPAHCKPHITLUIO.

Penenropsl, cBa3annble ¢ G-6enkamu (GPCR, G-protein cou-

pled receptors).

OTO0 camblil pacrpocTpaHeHHBIH THIl perentopoB. Ha ocHoBa-
HUU aHaJiu3a TeHOMa ObLIO BBISCHEHO, YTO Y YEJIOBEKA MMEETCS I10-
psaaka 800 renoB GPCR, uro cocraisier 0koiio 4% BCEX KOAUPYIO-
IMX OENKH MOCIEI0BATeIBHOCTEH. DTOT THUII PEIENTOPOB MOMHUMO
TOPMOHOB Y4YaCTBYCT B BOCIPUATHUU BKYCOBBIX M 3allaXOBBIX MOJIC-
KyJI, cBeTa, OOJIBIIMHCTBA HEeHpoMenuaTopoB. TOJMbKO JIs SHIOTCH-
HBIX JIUTAHIIOB M3BECTHO Oomee 350 perenTopoB 3TOro tuma. Perer-
TOpHI, CBsA3aHHbIe ¢ G-OeKaMu, ONOCPEAYIOT ISHCTBHE aJpeHallnHa
Y HOpaJpeHaINHA, TJIIOKaroHa, OKCHUTOIIMHA W Ba3OIPECCHHA, TUPO-
nubepuHa u comarocratuHa, OCI', KaabIMTOHMHA, YHKO3aHOUIOB U
psda Ipyrux TOPMOHOB.

GPCR — 910 MHTerpanbHble MEMOpaHHBbIC OEJIKH, MMECIOILIUE
CeMb JIOMEHOB, MPOHMU3BIBAIOIINX MeMOpaHy. BHekieTouHsle goMe-
Hbl MMEIOT IICHTP CBS3BIBAHUS JIMTaHJa, BHyTpUKIeTO4YHble — G-
Oenka. Ilocie cBs3pIBaHUS nHUTaHma (TOPMOHA) PELENTOp MpeTepIIe-
BaeT KOH(OPMAIMOHHBIC W3MCHEHHS, KOTOpbIe aKTHBHpYIOT G-
OenoK.

OfnacTe cEAILIBAHWA
nHraLga

memBpana

lrcacnk Obnacre

CBAIRIBAHHA
G-Benka

https://bio.libretexts. org/Books helves/ Biochemistry,

Book3$3A_Biochemistry_Free_and_Easy_|Ahem_and_Rajagopal)/085%3A_Signaling/3.045%
3&_G-protein_Coupled_Receptors_[GPCRs)
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https://commons.wikimedia.org/wiki/File:PDB_1lhzx_7TM_Sketch_Membrane.png

G-Oenku MOJTyYWIIM CBOE Ha3BaHUE W3-32 TOIO, YTO OOJIAJAIOT
I'Td-a3HOl aKTUBHOCTBIO U UCHOIB3YIOT 3aMeHy I'JIdD nHa I'TD, kak
MOJIEKYJISIPHBIA MEXaHU3M PEryJsiiuU CBOEW aKTUBHOCTH. B3ammo-
JCHCTBHE JIUTaH/Ia C PeLenTopoM NpuBoauT k oomeny ['JIdD na ['TD
W JTUCCONHUAIH OENKOBOI'0 KOMIIEKCA Ha O- U By-CyObEeMHUIIBL. O
CyObeIMHUIIA BO3JICHCTBYET Ha Cleytollee 3BeHO B IeNU Tepeaadn
curHana, nocie yero I'T® rujgponusyercs U MPOUCXOAUT peacco-
uanys cyobeIuHNIl B HEAKTUBHBIN KOMILICKC.
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CBALIBAHKE NWraKaa

peaccounauma
cyGweannny, NPUBOAMT X 3ameHe
BOCCTaHOBNEHNE rAa®wHalrTe

CBAIM C PEUENTOPOM 8 a-cyGneannnue

e a-cyfweauHnya

MAPONNHIyeTCs, OTCOEAMHASTCA M

NWraLa aMccoynmnpyer HHAYUMpyer
KNeToNHbIN
orser

https://www khanacademy .org/science/biclogy/cell-signaling/
mechanisms-of-cell-signaling /a/signal-perception

G-0enkn MEHCTBYIOT yepe3 M3MEHEHHE aKTUBHOCTH a/ICHHIIAT-
nukiassel, ¢ocochoauscTepassl, MOTYT OTKPHIBATH M 3aKPHIBATh
MOHHBIC KaHaNbl. VX o-CyObeAnHUIBI AENATCS Ha HECKOJIBKO THIIOB
[0 MEXaHU3My AeiicTBus. Hanpumep, oHM MOTyT akTHBHPOBATh ajie-
HUJATHMKIA3y (0s) WIK MHTMOUpoBath ee (), CTUMYJIUpoBaTh (oc-
¢domunasy C (oq) 1 T.1.

Penenropsl, obnagaromye GepMEHTATUBHON aKTUBHOCTBIO.
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OT0 TpaHcMeMOpaHHBIC OCIKH, y KOTOPBIX IUTOIJIa3MaTH4e-
CKUH JIOMEH o0safiaeT pepMEHTATHBHON aKTHBHOCTBIO, OO CIIOCO-
OCH CBs3bIBaTh ()EPMEHT, AKTHUBHOCTH KOTOPOro HeoOXoauma st
JaybHEelIIel nepefnayl curHajia. OTH PeLenTopbl MOTYT BKIIIOYATh
Te K€ CUTHaJIbHbIEe TyTH, 4To 1 GPCR.

B kayectBe (epMEHTOB BBHICTYNAIOT THPO3MHKHHA3BI, CEpUH-
TPEOHWHOBBIC KWHA3bI, TUCTHIUHOBBIE KHHA3bI, TUpo3uH(pochaTassl,
ryaHuiatiukiasel. Kuaasel hochOpuaupyroT Mo COOTBETCTBYIONIMM
AMHHOKHCJIOTHBIM OCTaTKaM, MPUCYTCTBYIOIMM B WX Ha3BaHWU, He-
OoIbII0i HAOOp BHYTPUKIIETOYHBIX CUTHAIBHBIX OCITKOB.

K TakoMy TUIy OTHOCHTCS MHCYJIMHOBBIN penentop. OH obna-
JTaeT TUPO3UHKMHA3HOM aKTHUBHOCTHIO.

PeHeHTODI)I., CBA3AaHHBIC C MOHHBIMHW KaHaJIaMH.

310 MeMOpaHHbIE KaHANbI, KOTOPbIE OTKPHIBAIOTCS M 3aKPbI-
BalOTCA TIPH CBS3BIBAHUM JIMTaHAd. Yepe3 HUX MPOXOIAT WOHBI Ka-
TUs, HATPHS, KaJNbLUs WM Xyopa. V3MeHeHWe BHYTPUKIETOYHOU
KOHIIEHTPAIK HOHOB, KOTOPOE TPH 3TOM IIPOHCXOAUT, MOXKET CaMo-
CTOSITENIbHO BO3/IEHCTBOBATh HAa BHYTPHUKJIETOYHBIE MPOIECCHI, JIHOO
OIOCPEIOBAHHO - Yepe3 N3MEHEHN e MEMOPaHHOTO OTEHITUAA.

— WOHbI
membpana
‘_ = Y
o . =T
_ /
HOHHBIN Xanan
32KPLIT B OTCYTCTONE
nuranaa
_—~ nuraug
== =
[ LTy
KaMan
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https://bio.libretexts.org/Bookshelves/ Biochemistry)
'‘Book33A_Biochemistry_Free_and_Easy_{Ahem_and_Rajagopal)/08%3A_Signaling/8.023%
3A_Ligand-gated_lon_Channel_Receptors
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Jlurana-ynpasisieMble (XeMOUYBCTBUTEIbHBIC) HOHHBIC KaHAJIBI
WUTParOT OOJBIIYID POJIb B CHHANTHYECKOM Teperaue C ydacTHEM
[JIMIMHA, CEPOTOHMHA, aneTuixonuda, ' AMK.

BHVTDI/IKII C€TOYHBIC PELICTITOPHI

JlunodunbHbIE TOPMOHBI MPOHUKAIOT Yepe3 MeMOpaHy KIETKH
U B3aMMOJICHCTBYIOT C pelenTopaMy B UTOIIasMe. Perentop B He-
AKTUBHOM COCTOSSHWM HaXOJHTCS B KOMIUIEKCE ¢ IarmepoHamu. Ha-
MPHUMEp, TITIOKOKOPTHKOWIHBIA PEEenTop KOMIUIEKCHpYyeTcs: ¢ Oel-
koM hsp90, KoTophIii MaCKUpyeT TOMEH, NpeJHa3HAYCHHbIN ISl CBSI-
3u ¢ IHK. CTpyKTypHBIM MOTHBOM TaKOTO JOMEHA SBJISIETCS IUHKO-
BbIf masen. [IpucoenuHeHne Juranaa MPUBOAUT K KOH(MOPMAIMOH-
HOM INEpecTpOMKE peLenTopa, B PE3yJbTaTe KOTOPOM OH TepseT
cpoactBo k hsp90. Tlocie ormenenus 3Toro Oenka, perenTop B3au-
MOJIEICTBYET C IPOMOTOPOM, DHXAHCEpaMU WM CailJIeHCepamMu U
HU3MCHACT TPAHCKPUIIIIUIO I'€HA - MUIICHU. B PEIYIBTATE KOJINYCCTBO
OenKa, KOIMUPYyeMOro TeHOM, B KIIETKE U3MEHSIETCsI, ¥ OTO MPUBOIUT K
HEOOXOJJMMBIM METa0OIIMYECKAM CIIBUTAM.

nurasa-
CEAILIBIOUMH
f[omen o v
AXTHBHPYIOGIH
TPAHCKPHMDHO

/

H2N

AHK-csassismowmn
fomen
Goncin. COOH
wrnburop
(hep90)
Genox-
KOAKTHBATOP
= nwrana
CANT CORILIBANNA TPAMCKPUNUMA
peuenrtopa uenesnix renos

https:/ fwww.slideserve.com/omana/generalized-signaling-pathway
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Peanuzanust 5Toro Mmexanmsma TpeOyeT BpEeMEHH, T03TOMY d (-
(dekT HabmromaeTcs He cpasy, a CIIyCTs HECKOJIIBKO YacoB. 3aTO OH
0oJiee TIPOTOIKUTEIICH.

Takum 00pa3oM ACHCTBYIOT TJIFOKOKOPTHKOHWJIBI, TUPCOUIHBIC
TOPMOHBI, TTOJIOBBIE CTEPOUbI, KAJBLUTPUOII, PETUHOEBAS KUCIIOTA.

Bropuunbie MecceHKeEPhL.

D10 Majibie HeOEIKOBBIE MOJIEKYJIbI, KOTOPBIE 00pa3yroTcs 00
BBICBOOOKIAIOTCS B OTBET HAa CTHMYJIAILIUIO PELENITOPOB U aKTHBHU-
PYIOT CIIEAYIONINE KOMIIOHEHTBI CUTHAJILHOIO Kackaaa. K HUM OTHO-
catcst HTAM®, nl M@, MOHBI KabIus, JUAITIIAIECPON, HHO3UTOJI-
tpudocdar 1 okuch azora.

BaxHbIM CBOMCTBOM CHCTEMBI BTOPHYHBIX MECCEHKEPOB SIB-
JISIeTCsl yCUJIeHUE INepBUYHOro curHanga. OnHa MojeKyja FOpMOHa
BBI3bIBAET 00pa30BaHHWE MHOXKECTBA MOJIEKYJI BTOPUYHBIX MECCEHI-
»epoB. OCHOBHBIE CBOICTBA, IPUCYIINE BTOPHYHBIM MECCEHIKEpaMm:

- OHH OBICTPO 00pa3yIOTCA WJIH BBIICISIIOTCS M TaK e OBICTPO
MOT'yT OBITh Y/aJICHBI,

- HCKOTOII)BIC N3 HHUX, TaKHMC, KaK HOHbI KaJbLHWsi, MOI'YT Xpa-
HUTBCA IIPO 3a11ac B CIICHUATIN3UPOBAHHBIX OPraHeiiax;

- 1x oOpa3oBanwue, BBICNECHNE, yOAIEHHE U YHUUYTOXKEHUE Ha-
XOAWTCSA TIOJ XKECTKUM KOHTPOJIEM BHYTPUKIETOYHBIX CHCTEM 00-
paTHOM CBsI3H;

MexaHn3Mbl TPaHCMEMOPAHHON IIEpEIaYy CUTHAA.

A()enmamuumas’naﬂ cucmema.

[Momumo penientopa 1 G-Oeka B Hee BXOIUT aJ€HUIIATIIMKIIA3A
u hochommdcrepasa mukamaeckoro AM®, mporenHKHHA3a A.

AZeHUTIATIMKIIa3a — WHTErpajbHBI MeMOpaHHBIH OeloK, 00-
palIeHHbI aKTHBHBIM IIEHTPOM B CTOPOHY HHUTOIUIA3Mbl. AKTHB-
HOCTh Moayimpyercs G-Oenkamu 1o MexaHW3My OenoK-OelKOBOro
B3aumopeiictus. [Ipucoenunenne Gs-Oenka ctumynupyer GepmeHT
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U YBEIMYMBACT KOHIIGHTPALUIO HUKIHueckoro AM® (agpeHanmH,
rimokarod). Gi-6eok oka3bIBaeT 00paTHOE ACHCTBUE U OMOCPEAYET
JeliCTBHE, HAllpUMep, COMATOCTaTWHAa W SHK03aHOHMIOB. Llukmmde-
ckuit AM® cBs3bIBaeTCs C NMPOTEMHKMHA30M A M yBelWYMBaeT ee
aKTHBHOCTB, TM0O B3aMMOJICHCTBYET C MIOHHBIMH KaHaJIaMH.

[Iporennkunaza A — TeTpaMepHbIN OENOK, COCTOSIIUI U3 ABYX
KaTaIUTHYECKUX M JABYX PETYISATOPHBIX cyObeauuull. [IpucoeanHe-
HUE JIBYX MOJeKyl HAM® Kk ka0l peryasTopHOU CYObeIUHHIIC
MIPUBOJUT K MOJIHOM AUCCOLIMAIINY KOMIUIEKCAa M aKTHBAIMU KaTallu-
TH4ecKuX cyobeauHun. OHU QocOoprITHPYIOT OENKA — MHIIEHU O
THJIPOKCHUIIBHBIM TPYINaM CepuHa, TPEOHUHA, JIMOO MO TeTepOIUK-
JUYECKOMY a30Ty THUCTHUAMHA, U3MEHAS HMX AaKTHBHOCTh. Jlpyras
rpynma ¢epMeHToB — mnporenHdocdarazsl — aehochopunupyroT
OenKY, BO3Bpamiast HX aKTHBHOCTh K HCXO/IHOM.

Yposenb 1muKIHYeckoro AM® CcHmKaercs IMoja JIeHCTBHEM
dbochoauacrepazpl HTAM®D, aKTHBHOCTh KOTOPOH TaKKe SBJISETCS
BaXXHBIM 3BEHOM B II€pe/iaue CUrHaia.

membpana

A0eHHNaTUHKNa3G

AP Ny A
cAMP '
GTI; / @IP
—
r'd
AMP NpoTEWH
KWHa3a A

https: www.liberaldictionary.com/g-protein/g-protein-coupled-receptors/

Hukmuaecknit AM® omocpenyer AelicTBHE TOPMOHOB TUIODH-
3a (TTT, JII', MCI', ®CI', AKTI'), kanpIMTOHHHA, COMAaTOCTaTHHA,
[JIIOKaroHa, MapaTropMoHa, ajapeHanuHa (uepes o02- u -
aJipeHOpeLenTOopbl), Ba30IpeccuHa (depe3 V2-perenTopsl).

rvaHI/IJ'IaTL[I/IKJ'IaSHaH crucTEMA.
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AHanornyHa aJeHWJIATIHUKIAa3HOH, TOJMBKO JeMCTBYeT uepes
ypoBeHb 1ukinnyeckoro 'M®. Onocpenyet neiictBue ul M® mpore-
nHkuHaza G. M3 TOpMOHOB ATOT MeXaHM3M HCIONB3YyeT Hpeacep.-
HBII HATPUAYPETUYECKUIN MTENTU.

Oxcup aszora - (Il Md

UYepe3 HMTO30JBbHYIO TyaHWIATIUKIA3y OKa3bIBacT JCHCTBHE
okcujt azota (NO). DToT BTOpUYHBIN MecCceHKep 00pa3yercs B X0Je
MpeBpaIeHUs] aprMHIHA B IUTPYJUTHH 1ox aeiictBuem NO-cuHTa3.

I|\1112 T'Hz
+
C=NH2 wapon  HAR® =0
NH 0, NH
Ca?*, |

((Ill L) NO-cuHTasza ((|]H2)3 + NO
(I:]l—COO' (EH—COO"

+NH, +NH,
ApruHuH Uutpynnux

[IpoHukas B MTOIIa3My, OH CBSI3BIBAETCS HEMNOCPENCTBEHHO C
3TUM (epPMEHTOM, KOTOPHIA B JAHHOM CITy4ae BBHITIONHSET OJHOBpE-
MeHHO pojib perentopa a1 NO. B kauecTBe mpoCTETHYECKON TPYII-
bl ATOIIIa3MATHYECKas TYaHIJIATIMKIIA3a UCHONb3yeT reM. OKcun
a30Ta MPHCOEITUHACTCS K TEMOBOMY XKEJe3y.

['yanmnatimkia3a CHMYKaeT KOHIIEHTPAIWIO KalbIUS B KIIETKE
10 IBYyM MEXaHH3MaM:

1. AKTHBanUs KaJIMeBOro KaHaja JIenojsipu3yeT MeMOpany. 3T1o
OJIOKMpYeT MOTEHUHATYIPABIsIEMblid KaJIbLUEBbIN KaHAT M CHIDKAET
MOCTYIUIEHHE KaJIbLUA B KJIETKY.

2. AKTUBU3MpYETCs] 3aKauMBaHUE MOHOB KaJbLHs B JHJIOILIA3-
MaTHUYECKUN PETHKYIYM.

B PE3YIbTAaTC KOHUCHTPALUA KaJIbLUS CHUXKACTCSA, MBIINICUHbIC
BOJIOKHA paCCJ’Ia6J’IHIOTCH, B PE3yJbTaTC PACIIUPAIOTCA COCYIAbl U
CHMIKACTCA JaBJICHUC.
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Knetka 3HAoTenus

rnagKkoMmblweyHas
Knevka

NOTEVRARS YDA MR
Ca™ aman

https://www google.by/imgres?imgurk=https3$3A%2F % 2F elementy.ru

eNOS — NO-cunra3za, I'l] — ryanunariukiasa, PKG — nporenH-
knHaza G, CIIP — capkoruia3MaTHUeCKUi PETHKYITYM.

(I)OCd)OJII/IHa3HO-KaJIBHI/ICBa}I cucreMa.

Psn penenropoB accornuupoBanbl ¢ G-OenkaMu, B cocTaBe Ko-
TOPBIX nMeercs oq-cyopenunnna (Goq). Ona akrusupyer dochonu-
nazy C, koTopasi Tuaponu3yeT MeMOpaHHbIid dochomumun — docda-
TUIUIHO3UTON-4,5-mudocdat. B pesynprare 00pasyrores cpasy aBa
BTOPHYHBIX MecCeHmKepa: wHo3uTon-1,4,5-rpudochar (MUdD3) u
muarrauiepon (JIAT). Ilepsrrii ipencraBiseT co0oit THAPOGUIB-
HYI0O MOJICKYJTYy ¥ OKa3bIBaeT CBOE JICHCTBUE B IUTOILIA3ME, BTOPOU
ocTaercs B MeMOpaHe.
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Lodish H. et al. (2016) Molecular Cell Biology

WNnosutontpudocdaT OTKphIBaeT KalbIHEBbIE KaHAIBI B 3HIO-
MJ1a3MaTHYECKOM PETUKYITyMe. YPOBEHb HOHOB KaJbIHS B KJIETKE B
5-10 TBICSY pa3 HUXKE, 9YeEM B MEKKJIETOYHOW KUAKOCTH WM TUIa3Me
KPOBH W COCTaBJsieT BenmnuuHy mopsaka 0,1 MKM B CITOKOWHOM CoO-
cTrossHnM. Takas pa3HHUIlAa MOIIEPKUBACTCS HEMPEPBIBHOW paboToit
KaIbIINeBBIX HacocoB. OHM yIASIOT HOH HAPYXKY W 3aKauUBAIOT BO
BHYTPHUKJIETOYHBIE JET0 - IIUCTEPHBI IHI0IIIA3MATHIECKOTO PETHUKY-
myma, MATOXoHApuU. WHo3mTonTpudocdaT yBenTMdWBaeT ypOBEHb

KaJIbIMS B ATOIIIasMe 10 1 MxkM.
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https:/ /www.liberaldictionary.com/g-protein/g-protein-coupled-receptors/ °®

Honsr KaJdbllsd HEIIOCPCACTBEHHO SABJIAIOTCA aKTHBAaTOPpaMU
MHOTHX (epMeHTOoB. KpoMe TOro, B IMTOMIa3Me HWMEETCS OeToK
KaJIbMOIYJIUH, KOTOpLIfI AKTUBUPYETCA NPUCOCANMHEHUEM YCTBIPEX
MOHOB KaJibIlHs Ha MoJiekyy. Cam OH He 00s1aaaer hepMeHTaTHBHOM
aKTHBHOCTBIO, HO CIIOCOOEH K acCOIMAIMd C MHO)XECTBOM OEIIKOB
(oxono 40). Cpenu HMX MPOTEHMHKHMHA3BI, poTenHdochaTassl, (oc-
dhommacTepasbl.

Baxwuelieit MUIIIEHBIO IS HOHOB KaJIbIUA SIBJISETCSA MPOTEUH-
kuHa3a C, KoTopas Ui CBOCH aKTUBHOCTH HYXKIIA€TCs TAK)KE BO BTO-
pOM IUTIHIHOM MecceHmkepe — JIAT.

[IporennknHaza C — 3T0 Ha3BaHWE TPYNIIBI PEPMEHTOB, IO Me-
XaHU3MY JICHCTBUS, OTHOCSIMUXCS K CEPHH-TPCOHWHOBBIM KHHA3aM.
VY dgenoBeka HacunTheBaeTcs 15 uzodepmentos. Ouu dochopunupy-
IOT MHOXKECTBO OEITKOB, BKITIOYAst ()aKTOPBI TPAHCKPHIIIIHH.

[Homumo storo, Al sBsIeTcs HCTOYHUKOM apaxuJI0HOBOU KH-
CIIOTBI JUI CHHTE3a MPOCTArIaHIUHOB M MPEIIECTBEHHUKOM 3HAO-
KaHHaOMHOUIA — 2-apaXyuJOHOUITIUIEPOTIA.

Jlpyrue curHajJbpbHbIE IYTH.

CymiecTByIOT U Apyrue nyTu nepepadu curHana. Cpeam HUX
tbocharnmmmuozuTontpudochar kuHazHb myTh (P1-3K myTh),
MAP-kunaznsii (MAPK) u mp.

368



ITpuMepsl nelicTBUSI TOPMOHOB.

HHeu6up06aHue CNIUKO2EHCUHMA3bl aapeHaﬂMHOM.

1. Ces3piBaHHE TOPMOHA PELENTOPOM MPHBOIUT K JUCCOLHA-
nuu G-6enka u 3amene ['JI® Ha ['TD B a-cyObenuuuIe.

2. 0s-cyObeMHUIIA AKTUBUPYET MPOTEUHKHHAZY A

3. [Iporennkunaza A Qochopunupyer KHHA3y TIHKOTeH(OC-
¢dopunazer (KI'D)

4. KT'® dochopunupyer ramkorenpochopuiiasy, 4ro ee akTH-
BUpPYET

5. IlporenHknHa3a A 1o aHAJIOTMYHOMY MeXxaHu3My, Gochopu-
JUPYS PSL IPOMEKYTOUHBIX OETKOB, MHAKTUBUPYET TIIUKOTeHCUHTA-

3y.

B pe3ynpTaTe akTHBH3UpYETCS pacna IITUKOTeHa U TOPMO3UTCS
€ro CHUHTE3.

AppeHanuH
® FniokaroH

SRR

| @
B T\».’
_ Fnukorexn

ATP ADP

- d’\ -
ATP ADP

ATP ADP YAQI'

rnwKoso-1-pocdar

https://www.lecturio.com/magazine/glycogen-metabolism/
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C — agenunatuukinasa; [IK — mporennkunaza A; KI'd — kunaza
rnukorendochopunaser; '® — rmukorendocopunaza; I'C — riuko-
TCHCHHTA3a.

Coxpaujenue MblUeyHbIX B0JI0KOH NOO Oelicmauem HopaopeHa-
auna (uepesz al-peyenmop), eazonpeccuna (uepez V2-peyenmop),
aneuomenzuna ll.

/ @ wopanpenanu  POCOONUMAIHBLIV NYTh

a,;@\ — 5 KneToumbiit oTBer:

— 5 COKpaWeHue

\ rNanKoOMbILEYHON
cne KNETKM,
BAIOKOMCT| A
KOMMNEKC K e
Kanbuvi-kansMoayNuH

https://slideplayer.com/slide/6847222/

[IK-C — mporennkunaza C, ®JI-C — docdonunaza C, JAI' —
mranunrinepon, U, — pochatununmmnoznton-4,5-gudocdar.
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Hepapxus B 3H10KPUHHON cucTeMe. OCHOBHbIE TOPMOHBI U
MeXaHU3MbI UX el CTBUS.

Il'unoranamyc

LleHTpanbHBIM OPraHOM SBJISICTCS THIIOTAJIaMyC — HeEOObIIas
00JIacTh B MPOMEKYTOUHOM MO3TE, SBJISIONIASICS CBA3YIONUM 3BEHOM
MEXIY HEpBHON UM SHAOKPUHHOM cucTeMaMu. OH UMEET CBSA3M IMpak-
THYECKH CO BCEMH 00Opa3oBaHUSIMH T'OJIOBHOTO MO3ra, cOOMpaeT WH-
(dopMaIrio 0 COCTOSHUM TOMEOCTa3a B OpraHax M TKaHSAX C MOMO-
[IbI0 BEr€TaTUBHON HEPBHOW CUCTEMBI U PA3BUTOrO PELIENTOPHOrO
amnmapaTta. Beiiensier TopMOHBI U HEHPOIIENITUIBI, PETYIUPYST MHOTHE
¢usnonornyeckue (QYHKIUU U TOBEACHYCCKHE PEAKIUU: TOJION H
JKaXy, COH, OONPCTBOBAHWE W IUPKATHBIC PUTMBI, TEPMOPETYIIs-
IIUI0, TTOJIOBOE U MUINEBOE MOBeieHe. Bmecte ¢ runoguzoM odpasy-
€T TUTIOTATaMO-THIIO(DU3APHYIO CHCTEMY.

FI/IHOTaHaMyc C IIOMOIIIBIO HOXKHU U CUCTEMBI KPOBCHOCHBIX CO-
CYJZIOB COEJIMHEH C THIIO(QU30M U peryaupyer QyHKIHIO MOCIETHETO,
o0pa3ys aBa THIA HEHPOIENTU/IOB: THOCPUHBI (PHIN3UHT -(PaKTOPHI)
W cTaTUHBL [lepBble YBEIMYHMBAIOT BBHIPAOOTKY ONpPENENCHHBIX Top-
MOHOB B THNO(H3E, BTOPbIE — TOPMO3SIT. B Hacrosiiee BpeMs u3-
BECTHO TPH CTaTUHA U CEMb JTMOCPUHOB.

Jlubepunul:

KOPTHKOTPOIUH-PHIIN3HHT-TOPMOH (KOPTHKOIUOEPHH)
COMAaTOTPOIUH-PIITH3UHT-TOPMOH (COMATOINOEPHH)
THPEOTPONTHH-PUIN3UHT-TOPMOH (THPOTUOEPHH)
MPOJIAKTOTPOIMHH-PUIA3UHT-TOPMOH (ITPOJIAKTOITHOCPHH )
TOHAIOTPOIHH- PUJIN3HHT- TOPMOH (TOHAIONMNOEPHH, JTHoHrOe-
puH, homTnOeprH)

METaHOTPOIMH- PUIU3UHT-TOPMOH (METaHOINOCPHH )

agrwbdE

o

Cmamumnol:

=

COMAaTOCTATUH
MPOJIAKTOCTATHH
3. MelnaHoCTaTHH

N
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[Tomumo 3TOrO, B rumorasaMmyce o0paszyrorcsi JBa TopMoHa, Ko-
TOpBIC 3aTE€M IMOCTYMNAIOT B 3aJHIOI0 JONIO TUModusa M OTTyda IO
Mepe HEOOXOIMMOCTH CEKPETHPYIOTCS B KPOBb:

1. Antuamyperndeckuid ropmoH (AJl') mmu BazonpeccuH;
2. OKCHUTOIMH.

Anmuouypemuueckuil copmon (A4, eazonpeccun)

YBenuuuBaer peadcopOIHIo BObI B IT0YKaX. Beijgensercs B 01-
BET Ha yBEJIIMYCHUE OCMOJISIPHOCTH IIa3Mbl KPOBU MJIM YMEHBIICHUH
o0beMa HUpKyIUpytoliel kposu. [leiicTByer uepes Vir peLenTops! B
SMUTEIUANBHBIX KIETKax coOupaTenbHbIX TpyOouek. Perentopst
cesi3anbl ¢ GO — OenkoM W JCHCTBYIOT 10  (pocosnmasHo-
KaJbIIMEeBOMY MeXaHu3My. [IpucoeinHeHre ropMoHa NPUBOIHUT K
YBEITMYCHHIO B alIMKAJILHOM MeMOpaHe Juciia BOJSHBIX KaHaJIOB, T10-
CTPOEHHBIX M3 aKBaroprHa 2.

BOAHbIN KaHan (akeanopuH)

https://netnature.wordpress.com/2015/03/11/aquaporinas-a-homologiz-de-sub-familias-proteicas/

YBennuuBaeT TOHYC KPOBEHOCHBIX COCYJOB C ITOMOIIBIO Via
PEIenTOpOB, PACMOI0KEHHBIX Ha TJIAAKOMBIIIECUHBIX KIIETKaX KPOBe-
HOCHBIX cocyioB. [IoBbImIaeT apTepraibHOE JaBiIeHHUE.

Oxkcumoyun.

Osuronentun. CTUMYJIUPYET COKpAIICHUE MHUO3IMUTEIHATHBIX
KJIETOK, OKPYXXAaIOLIMX aJbBEOJIbI M HPOTOKH MOJOYHOW J>KENe3bl,
YBENMYNBasl BbIICIICHHE MOJIOKA. BBI3BIBAET COKpalleHne MYCKylla-
TypBl MaTKH.
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OKCHUTOIIMH, TaKXe, OKa3bIBaeT BIUSHUE HA ICUX0IMOIMOHAb-
HYIO J€ATEIbHOCTh YelI0BEeKa. ET0 HA3BIBAIOT «TOPMOHOM JOBEPUSD).
YMeHbIIaeT YyBCTBO CTpaxa, TPEBOTH, MOBBIIIACT JOBEpHUE B 0OIIe-
HUU C TMapTHEpOM. BbI3biBaeT OiaroxenarenbHOE PacloIOKEHUE K
JPYTMM JIFOASIM, TIOBBILIEHUE BOCIPUUMYUBOCTH K COLMAJIBHO-
3HAYMMBIM SIBJICHUSIM, YBEIMYMBAET LIEAPOCTb. ['OpMOH ydacTByer
cpasy e MocJe pojioB B GOpMUPOBAHUY OTHOLICHUSI MaTh-PEOCHOK.

T'unogus

B rumnoduse BeIensOT TpU Joiu. B mepemHeit oOpa3syercs
IIECTh OCHOBHBIX TOPMOHOB: YETHIPE TPOIHBIX U JIBa MPSMOTO JIeH-
crBus. [loMHMO HUX, TaM e CHHTE3UPYETCsl psii OMOIOTHYECKH aK-
THUBHBIX TENTHIOB.

Tponnble perynupyior o0pa3oBaHHE TOPMOHOB jKelIe3aMHu
BHYTPEHHEN CEeKpelnu:

Aodpenokopmuxomponnwviti  2opmor  (AIPEHOKOPTUKOTPOITHH,
AKTT) perynupyer ropMoH000pa3yronyro (pyHKIHIO KOPbI HaJIIO-
YEYHUKOB.

Tupeomponusiti 2opmon (tupeorpornun, TTT) - cTumynmpyer
o0pa3oBaHKE TOPMOHOB B IIIUTOBUIHOM JKele3e;

Tonadomponponnvie copmonvt — motenHuzupytomuit (JIIN u
dhommukynoctumymupyrommii (PCIY) perymupyoT (QyHKIIUIO TOJO-
BbIx xkemne3. @CI' criocobeTByeT criepMaToreHesy, Co3peBaHuio (oi-
JUKYJIOB B SIMYHHUKAX, Tponudepanun sapomerpus. JIIT — Be3piBaer
OBYIIALIAIO, 00pa30BaHME KEITOrO Tela, PEryIupyeT CTePOUOTeHE3
B AMYKaX W SMIHUKAX.

K ropmonam npsmoro J1eHCTBUS OTHOCATCS:

Comamomponnwiti eopmor (TOPMOH pOCTa, COMATOTPOITHH,
CTrI') — BakHEHIINH PETYISTOP POCTa, CTUMYIISITOP aHAOOINYECKHX
MIPOIECCOB B KIIETKE.

Iponaxkmun — perynupyeT JaKTAINIO U PSII APYTUX MIPOIIECCOB.

Cpenusis monst runousa BEIACISET TPYHIy METAaHOUUTCTHMY-
JUPYIOLUIMX TOPMOHOB (a-, B-, Y-MCI'), perynupyromunx cuHTe3 Me-
JIAHUHOB.

B 3anneii mone, kak OBUIO CKa3aHO BHIIIE, HAKATUTMBAIOTCS HEM-
poropmonsl runotanamyca: A" 1 OKCUTOLHKH.
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HexkoTopble sHIOKpHUHHBIE KENe3bl HE PEryIUpYIOTCS CUCTEMOM
TUMO(U3-TUIOTaTaMyc. OCTpOBKM JlaHrepranca MOMKETyJOYHOMN
JKeNe3bl, MO3TOBOE€ BEIIECTBO HAAMOYEYHUKOB, IapalldTOBHIHASL
xemne3a 1 ap. OHM KOHTPOIHUPYIOTCS HEPBHBIMU BIUSHUSIMU U YPOB-
HEM OIpEeeIEHHBIX BEIIECTB B KPOBU.

Ilpoonuomenanokopmun.

KopTukoTpornHble KIETKH runodu3a CHHTE3UPYIOT HPEIIIeCT-
BEHHUK — MPOOIHOMEIIAHOKOPTHH, KOTOPBIM MIPH PACIICIUICHUN JTaeT
HECKOJIbKO TOPMOHOB. B pa3HBIX KieTkax rumnogusa pacuierieHue
HJET C MPEUMYIIECCTBEHHBIM 00pa30BaHUEM HEKOTOPHIX M3 HHUX. B
KOPTHUKOTPOIHBIX KiieTkax oopasyercs oonbiie AKTI u nunorponu-
Ha. B menmanorponax cuatesupyercs 6onpiie MCI'. Bece onm Bhize-
JISTIOTCSL OJTHOBPEMEHHO B OTBET Ha JIeHCTBHE KOPTUKOIMOEpHHA.

NMpousBoaHbie
NpPoonMoMesniaHoOKOPTUHA
CurnanbHan
nocnegosa-
o B | | e

NPOONUOMENAHOKOPTHH 265

g2= 1

Bl < | i ]

a-MCI'  Kopruxotponuu B-Nunorponun

(AKTTI)

l [ 1— N
y-Niunotponuu  S-3npop- s-mcr
Dun

https://en.ppt-online.org/ 134553
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AOdpeHoxopmukompontsili 20pMOH JIGUCTBYET 4Yepe3 MEIaHo-
KopTHHOBBIE perentopsl MC2R B KjeTkax KOpbI HAaJMOYEYHUKOB H
xupoBoil Tkauu. OHM oTHocsaTess K GPCR u ¢ yuactmem Gs-6enka
cTUMYAHpYIOT BbipaboTky TAM®. AKTI crumynupyer oOpasoBa-
HUe OenKka, MEepEeHOCSIIEro XOJEeCTEPHUH W3 XHPOBBIX Karelb BO
BHYTPEHHIOIO MeMOpaHy MUTOXOHIPHUH, TIIe HAXOAUTCA KIIOUYEBOH
(depMeHT OMOCHMHTE3a KOPTHKOCTEPOHMIIOB — XOJECTEPHHIECMOa3a
(uutoxpom-P450scc). bonee mmurensubiit 3dhdext AKTI 3akmroua-
eTcsl B YBETMUEHUH CUHTE3a 3TOro OerKa.

Menanoyumcmumynupyrowue 2opmonsvt (0, P, Y) yBeTUIHBAIOT
o0pazoBaHHE MeNaHWHA METaHOLIUTAMU KOXXH, BOJIOC M CETYATKU
ryiasa.

Jlunomponunsl — yBEINYNBAIOT JUIOJIHU3 B JKUPOBON TKAHH, OJI-
Hako 3TOT 3 heKT He 3HauyuTeneH. [Ipeanonaraercs, 4To B 3HAYH-
TENFHON Mepe [-IIMIOTPONUH UMEET 3HaUCHUE, JIUIIb KaK MPEIecT-
BEHHUK [(-3HI0p(HHA.

[-on0opgun — ONMOMIHBIN TENTHI, OOJaZAIONIHN ITHPOKUM
CIIEKTPOM OMOJIOrMYEeCKON aKTHBHOCTH. Perymupyer peakIuio opra-
HH3Ma Ha cTpecc: obyamaer 00e300IMBAOIINM, POTHBOIIOKOBBIM
HOecTBHEM, ToAaBisieT  (DYHKIUIO  THIIOTaJIaMO-THIO(U3apHO-
TOHAJIHOH OCH; y4acTBYeT B maroreHe3e (HOpMHpPOBaHUS 3aBUCHUMO-
CTel.

Comamomponu.

Oxa3pIBaeT aHa0OIMYECKOE JEHCTBHE: YCUITMBAET CHHTE3 OenKa,
TOPMO3UT JIMIIOT€HE3, YBETMUMUBAET COOTHOLICHNE MBIIIEYHONH MacChl
K XKupoBoi. [loBBIIIaET KOHIIEHTPALUIO TNIFOKO3bI B KpoBH. CTUMY-
JUpYyeT neneHue U IUQQepeHIUpPOBKY KIETOK, POCT BHYTPEHHHX
OpraHoB U KOCTEH.

Mmuorue 3QQeKTsl OmoCPenyITCS HHCYINHOIIOAOOHBIME (haK-
topamu pocta (EGF - insulin-like growth factor). Panee onn HasbI-
BaJICh COMAaTOMEIHHAMH.

O6paszoBaHNE CTUMYIIMPYETCS COMATOIMMOEPUHOM U MIOJABIISET-
cst comaroctaTiHoM. [locnenuuii oOpasyercst He TONBKO B THIIOTaja-
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Myc€, HO U B OCTpoBKax JlaHrepraHca MOKENTYJIOYHON MKEIE3bl U
pEryJIUpYET MHOTHUE APYrM€ TOMEOCTATUYECKHUE IMPOLECCHl B Opra-
HU3Me. MaciTab ero y4acTus B pEryyisiud MeTa0oJii3Ma CTAaHOBUT-
Cs TIOHATHBIM U3 IIPOCTOr0 MEPEUNCIEHUS TOPMOHOB, CEKPELHIO KO-
Topbix oH cHikaeT. [lomumo CTI, ato — TTI', uHCYnUH, TIIOKAaroH,
TaCTPHH, XOJICUCTOKWHUH, BAa30aKTUBHBIA HHTECTUHAIBHBIM IIeTI-
TUA, HTHCYJMHONOAOOHBIN (akTop pocTra-1.

Tupeomponun

BenkoBbIii TOPMOH, COCTOSIIMM U3 ABYX CYObEIMHHMIL. O — CYOb-
equania onuuakosas ¢ JII', ®CI' 1 XOpHOHUYECKUM TOHAIOTPOM -
HOoM. OHa CTUMYJIHUPYET aJeHUJIATIIMKIa3y. p — OTBEYAeT 3a CIICIH-
(hraeckoe CBSI3BIBAHKE C PEIETITOPOM.

Peneniropbl pacronararorcsi Ha (OJUTUKYJISIPHBIX KIIETKaX IIHU-
TOBU/IHOM KeJe3bl U CTUMYIHPYIOT 00pa3oBaHHe THPEOHAHBIX TOp-
MOHOB. OJTO MNPOUCXOAUT Ha MHOIMX YPOBHAX! YBCIWYUBACTCA
TPAHCIOPT UOAM/A B KIETKY W HMOJAWPOBAHHE TUPEOTIIOOYIUHA, CTH-
MYJIMPYETCS KOHBIOTAIUS HOAUPOBAHHBIX THPO3MHOB U OTIIETUICHHE
TOPMOHOB OT Oemka, ycmnBaercs cekperus 13 u T4 B KpoBb.

Oo6pazoBanue TTI perymupyercs THPOIMOCPUHOM THIIOTAjIa-
Myca ¥ TUPEOUJIHBIMUA TOPMOHAMH 10 IPUHIIUITY OOPATHOM CBS3H.

Tonaoomponunwvt (JII' u @CT).
JII" (niomponun).

I'ereponuMepHbId TIIMKONPOTEHUH. YBEIUYUBACT AKTUBHOCTD
17B-runpokcucreponiieruiporena3sl B kierkax Jledaura, mpespa-
IIaroIIei aHIPOCTEHMOH B TECTOCTEPOH.

B snunHukax ctumynupyer oOpa3oBaHHE CTEPOUIHBIX MpEALIe-
CTBEHHHMKOB 3CTpaanoia. B cepeanHe MEHCTpyalbHOIO LUKIIA MTHUKO-
BbIi BBIOpOC JII' BBI3BIBAET OBYJISIMIO M BCIEI 32 STUM — JIOTEHHHU-
3aluIo Kenroro Tena. B teuenuwe aByx Heamens JIIT mommepskuBaer
pacTylmmii CHHTE3 MPOrecTepoHa >XKeNThIM TenoM. Jamee 3ToT mpo-
uecc ctumynupyercsa XI'4.
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Konuentpanust perynupyercst TOHaI0THOESPUHOM W YpOBHEM
nepugepruuecKiX MOITOBBIX CTEPOUIOB.

OCI (poanumponur).

I'mukonporenn, ananoruudsli no crpoenuto JII'. [elictByer
4yepe3 pelenTopsl Mo aJeHUIaTIUKIa3HOMY MEXaHu3My. B Kierkax
CepTony CEMEHHUKOB CTUMYJIHMPYET CIIEpMATOreHe3 3a CYET yBEu-
YeHUs CHHTE3a aHIPOTeHCBS3bIBarOIIero Oenka. B su4yHMKAaX CIIo-
coOcTByeT pocTy (O/UIMKYJIa U CUHTE3y 3cTpaauoia. Bmecte ¢ JII'
BBI3BIBACT OBYJISIIMIO B CEPEAMHE [TUKIA U TOJJIep>KUBaeT 00pa3oBa-
HUE MPOTeCTEPOHA KEJITHIM TEJIOM

Tlponaxmun (naxmomponusiii 20pMOH)

[IpomaktTeiH — 3TO O€nmok, cocroammii U3 199 aMHUHOKKCIIOT.
Crumynupyer oOpa3oBaHWE U BBIJICICHHE MOJIO3MBA, TPEBpAIICHHE
ero B 3penoe Mojioko. CIIOCOOCTBYET POCTY W Pa3BUTHIO MOJOYHOU
KeJe3bl.

Penieniropbl 001amaroT TUPOSUHKHMHAZHOW aKTUBHOCTHIO. [Tomu-
MO MOJIOYHOH >Kelle3bl 0OHapy>KeHbl BO MHOTHX TKaHSX, T1e (yHK-
LM IPOJIAKTHHA HU3y4YeHa HEOCTaTOYHO.

Cekpenyisi IPONAKTHHA HAXOAWUTCS TOJA CHIIBHBIM WHTHOUPYIO-
M JeHCTBHEM TMPOJAKTOCTaTHHA, B POJM KOTOPOTO BBICTYIAET
HeiiporpancmuTTep noamuH. PaznpakeHre pernenTopoB COCKOB MPH
KOpMJIeHHH peOeHKa CHIDKAeT BBIAeNeHHe nodaMiHa THUIOTaIaMy-
COM M CIIOCOOCTBYET BBIJEIEHUIO TIPOJIAKTHHA.

Onudu3 (IUIIKOBUIHAS HKeJie3a)
Onundus pacronaraercss B CpeJHEM MO3T€ HaJl TUTIOTAIAMYCOM.

Menamonun — perynsaTop LUPKaJIHOTO PUTMA Y BCEX JKUBBIX Op-
TaHW3MOB, BKJIIOYasl OAHOKJIETOUHble. CHHTE3UPYETCsl U3 TPUIITO(a-
Ha, yepe3 CTaJnio 00pa30BaHUs CEPOTOHHHA.

KOHLIGHTpaI_H/IH AMEET YCTKHI CYTO‘{HBIﬁ PUTM M 3aBUCUT OT
OCBCIICHHOCTH. bompmie Bcero ero 06pa3yeTcsI HOYbIO, MU CHHTEC3
YMCHBIIACTCA IMPU OCBCILCHUMU. PeryjmpyeT BCC HUKIIMYCCKUC IIPO-
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LHEeCChl B OpraHu3Mme, MpeKAC BCCro PCKUM CHa-6OI[pCTBOBaHI/IH. Yy
JKUBOTHBIX OIIPEACIIAACT CE30HHYHO PUTMUKY PA3MHOXCEHUA, MUTpaA-
IMUOHHOI'O MOBCACHUS, IUMHBKHU U IIP.

OnuH U3 peIKuX CIydaeB, KOTJia TOPMOH MMEET Kak SACpHBIC,
TaK ¥ MeMOpaHHbBIE PEIICITOPHI.

I'opMOHBI IIUTOBUAHOM KeJie3bl.

TupeouHbIE TOPMOHBI: TUPOKCHH, TPUHOITUPOHUH.

[NoBbIaOT YpoBEeHh OCHOBHOTO OOMEHa, MOTpeOJIeHHE TKaHsi-
MU KHCIOPOZA. YBEIMYMBAIOT apTEPUANIBHOE HABJICHHE, YacTOTY
CEpJICYHBIX COKpAILCHHUM, TEMIIEpATypy Tela, JBUraTEIbHYI aKTHB-
HOCTb, [ICUXUYECKYIO SHEPTUIO.

YBenIn4unuBaioT KOHICHTPAIUIO I'JIFOKO3bI B KPOBU M HCIIOJIB30-
BaHHE ee TKaHSIMHU. Y CHIJIMBAIOT TJIFOKOHEOreHe3 B IEUEHH U TOpMO-
39T CHHTE3 TJIMKOreHa. Y BEJIMYHBAIOT MO6I/IHI/I33HI/IIO U TOPMO3AT
CHHTE3 JIMMUIO0B. B MasbIX KOHIEHTPAIUAX CTHUMYIHPYIOT CHHTE3
Oermka ¥ GOPMUPYIOT MONTOKUTEIBHBIA a30TUCTHIN OanaHc. Ilpu BBI-
COKOM YpPOBHE B OTHOIICHUHU OEIKOBOI0 oOMeHa objamaroT KaTabo-
JINYECKUM JEUCTBUEM.

JefiCTBYIOT CHHEPTMYHO C COMATOTPONHHOM, CTUMYJIHUPYIOT
poct u mudpepeHInPOBKY KIETOK. Y BETHYHBAIOT YyBCTBUTEIBHOCTD
KJIETOK K KaT€XOJIaMIHAM.

Cunmes

[Ipoucxomut B kierkax QommukynoB. VoHBI fioga MoCTymamoT B
KJIETKY ITyT€M CUMIIOpTa (OJHOBPEMEHHOIO UMIIOPTa) C HOHAMH Ha-
TPYs U TPAHCHOPTUPYIOTCS B KOJUIOU[ C ydacTheM OeJika MeHIpuHa.
Tupeomnepokcumasza (celeH- U TeM-coepxamuid (hepMeHT) TpeBpa-
I1aeT MOHBl B MOJICKYJIAPHBIN HOA, YTO MOBBIMIAET UX PEAKIHOHHO-
CHOCOOHOCTH, HOMUPYET OCTATKX THPO3WHA B TUpeoriodynuHe. Bee-
ro B Monekyie tupeornodynuna 100 - 120 tuposunoB. O6pa3zyroTcs
MOHO- U JUHOATHPO3SHMHOBBIE OCTaTKH B cocTaBe Oenka. [anee mox
JEeWCTBHEM TOrO e (epMeHTa MOHO- U JMHOATHPO3HHBI KOHBIOTH-
pytot ¢ obpazoBanuem T3 u T4. KoHproranus MOHO- B TUHOJATHPO-
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3MHa JacT TpPIﬁO,Z[TPIpOHI/IH. KOHBIOFaI_II/HI JABYX ,Z[Hﬁo,[[THpOSPIHOB
MNpUBOAUT K 06pasoBaHmo THPOKCHUHA.

I I |
HO@C%GH—COOH HOOO & CH2(|3H—COOH
— NHz — NHz

1

3-MoHONOATUPO3MH (MUT) 3,5,3"-TpUAOATHPOHMH (T3)

I I I
HO- - CHZC‘:H -COOH HO (0] - 'CHEC‘:H" -COCH
NH; NH;
1 1 I

3,5-ounogTuposuH (AUT) 3,5,3",5'-TeTpaloATUPOHUH (T4)
(TUPOKCHH)

ITon neiicteBuem TTI mpoucxomauT penenTOpHBIA 3HAOLUMTO3
KOJUIOMJA B LIMTOIIA3My. Be3ukyina ciMBaercst ¢ JIM30COMOM, Ipo-
Teasbl 0OCBOOOXIAIOT TUHPOKCUH M TPUHOATUPOHUH. I OpMOHBI TpaHC-

[OPTUPYIOTCS B KPOBb.

http://www.endonorm.ru/shchitovidnaya-zheleza/

379



B xpoBH TOpMOHBI TPAaHCIOPTUPYIOTCS B KOMILIEKCE C THPOK-
CHHCBSI3BIBAIOIINM TJIOOYNTHHOM. B mepudepudeckne KIETKH THPEO-
WJHBIE TOPMOHBI MOCTYMAIOT 3a CUET aKTHBHOIO IepeHoca. THpOK-
CHH (paKTHUYECKHU SBISIETCS TPOrOpMOHOM. B KiteTke OT Hero oTIer-
JIIeTCS OJWH aToOM Mojda Ioj ACHCTBHEM JCHOAMHA3BI, U MMCHHO
TPUHOATUPOHUH CBSI3BIBAETCS C PELENTOPOM. ['OpMOH AelCTBYET Ha
YpOBHE TPAHCKPUIIIIUH.

Kanpnuronnu

[entuaneiii  TOpMOH, 00pa3yeMblid  mapadOLTUKYISIPHBIME
KJIETKaMHU. AHTarOHUCT NMapaTropMoHa U KaJbIIUTPHOIA. Y MEHBIIIAET
KOHIICHTpAIMIO Kajblus ¥ (ochaToB B KPOBU 33 CUET YrHETCHUS
AKTUBHOCTH OCTEOKJIAaCTOB M CHIDKEHHs peadcopOnuu B TOYKaX.
[IpenoTBparaer moTepro KamblUs U3 CKelieTa MPH OCPEeMEHHOCTH U
JIAKTaI|H.

Pettenropsl kaybiuToHMHA OTHOCsATCS K Ty GPCR, nokaiu-
3YIOTCS HA MeMOpaHax OCTEOKJIACTOB, B MOYKAaX M HEKOTOPHIX KIIET-
Kax Mo3ra.

Hapalﬂl/lTOBl/l}lH bI€ KEJIEC3bI.

ITapaTropMoH — NENTUIHBIIA TOPMOH, YBEIWYUBAIOLIUN COJEp-
YKaHWe KaJbINI U YMEHBIIAOIMNN KOHIeHTpanuto (ochaTtoB B Kpo-
BH.

Ha MemOpaHax KJIETOK MapaldTOBHIHOHN JKeIe3bI UMEIOTCS Pe-
LENTOPHI KaIBIIHsI, KOTOPHIE PEarnpyloT Ha yPOBEHb 3TOT'0 KATHOHA B
mIa3Me KpoBu. [lpy yBennueHnn KOHIEHTpAIMH perenTtop mo ¢oc-
(homumazHO-KaIbIINEBOMY MEXaHH3MYy CHHXAET BBIBEIACHUE CEKpe-
TOPHBIX TPAHYI C TOPMOHOM H3 KJIETKH.

OCHOBHBIM MEXaHM3MOM JAEHCTBHS MapaTropMOHa SIBIISIETCS
YBEMYEHHE aKTUBHOCTH OCTEOKJIACTOB U IOBBIIICHUE YPOBHS Kallb-
ousl B KPOBU 32 CYET PACTBOPEHMS] MUHEPAIBLHOM COCTaBIISIOLICH
koctu. KocTHast TKaHb SIBJISIETCS CBOETO POAa JAEHO KalbLUs B Opra-
HU3ME, KOTOPOE UCIONb3YeTCs ISl HOAAEPKAHUS €r0 KOHIICHTPaLUH
B KpoBH. IlapatropmMon — kiroueBoil (hakTop, peryiupyromui 3ToT
npouecc. Kpome Toro, oH urpaer BaxxHyro pojib B pEMOAETHPOBAHUH
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KOocTel — (PU3HOIOrMYECKOM MpOLEcce, B X0€ KOTOPOro MpPOUCXO-
JIAT JIOKaJIbHAs pe30pOuns 1 GOpMUPOBAHUE KOCTHOW TKaHH.

B moukax mapaTropMoH yBeIUYHBACT peadCoOpOIHMIO KaIbIHUs U
CHIKaeT peabcopbuuio gocharoB. TaMm ke OH CTUMYJIUPYET aKTHB-
HOCTh |-THIpOKCHIIa3bl M MPEBPAIICHUE KaIbIIU/INOIA B KaIbIUTPH-
0J1, BCJIEAICTBHE YEr0 BO3PACTAET BCACHIBAHNE KATIBINS B KUIICUHHKE.

HO}I)KC.]'IyIIO‘lHaH JKeJie3a.

B nomxenyno4uHoi kenese, IperuMyLIECTBEHHO B XBOCTE, UMe-
FOTCSl CKOILJIEHUSI TOPMOHIIPOAYLIUPYIOMINX KJIETOK — OCTPOBKH JlaH-
repranca. o-KJISTKH OCTPOBKOB CHHTE3UPYIOT IJIFOKAroH, [-KJIETKH —
WHCYJIMH, A-KJIE€TKH — COMaTOCTaTHH, €-KJIETKUA — rpenuH, PP-knerku
— MAHKPEATUICCKIH TOTUTICHTHI.

I'mrokaros.

ITentun w3 29 aMUHOKHCIOT. YBEIMYMWBACT KOHIICHTPAITHIO
TJIIOKO3BI B KpOBH. Perentopsl pacroiararoTcs MpernMyIIecTBEHHO
Ha KJIeTKax rnevyeHu. [|eficTBYIOT yBeIndrBasi KOHIIEHTPALUIO [IUKIIH-
geckoro AM®. CTUMyIUPYIOT TIIOKOHEOTEeHE3, paciaj TIIMKOreHa
3a cYeT aKTHBAIMU TIUKOreH(OocHOpHIa3hl H YTHETCHHUS TIUKOTCH-
CHHTA3BL.

WHcynuH.

Cawmplif u3ydeHHbIi TOpMOH. VIMeeT menTuIHyto nprupoay, CHH-
TE3UPYeTcsl B BUAE NPENPOUHCYINHA, B KOTOPOM HMMEETCS YEThIpe
dbparmenra: L-nenrtun, B-mentun, C-nentug u A-nentua. B mportec-
Ce CHHTE3a IPOUCXOIUT CIIOHTAHHBIA (honauHT M obpasyercs IBe
TCcynb(puIHbBIE CBA3M MeXTy (pparmenTamu A u B u ogHa BHYyTpH A.
L-menTua HOCUT Ha3BaHWE CUTHAJBHOIO, CIYXKHT AJIS TIepeHoca WH-
CyJIMHa 4epe3 MeMOpaHy SHAOIIA3MaTHYECKOr0 PETHUKyIyMa M OT-
LIEUIIeTCs cpasy Imocie 3Toro. Jlanee mpouHCYIMH TPaHCHOPTUPY-
ercsl B LUCTEpHBI ammnapata 1 onbmxu, rae Beipe3aercs HHepTHbIN C-
MENTUA U TOPMOH NTPHOOPETAET 3PEITYI0 CTPYKTYPY.
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L- curuansueii nentug
B-yensd

c-nenTha

A-yens

yRanewue
C.nenmpga ¢

.

https://en.wikipedia.org/wiki/Insulin

B cexperopHBIX rpaHyIax HHCYJIUH 0Opa3yeT reKcaMepHbIe ar-
rperaTbl, B KOTOPBIX OCTAaTKH I'MCTUAMHA Ka)XIOW MOJIEKYJbl yIep-
XKHUBAIOT aTOM LIUHKA.

https:/ /ru.w ikipedia.org /wiki/ Uscymn

Cekpenyio MHCYJIMHA 3aIlyCKaeT YBEIWYEHHE CKOPOCTH OKHC-
JICHUS TIIOKO3bI B B-KJIETKax B OTBET Ha POCT IiMKeMuu. O6pa3yro-
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mmiics AT® 3akpbiBaeT KalueBble KaHAIBI U BBI3BIBACT ACTIONISPU3a-
U0 MEMOpaHbl. DTO aKTHBUPYET MOTCHIIMAI-3aBUCUMBIC KaJbI[He-
BbIC KaHAJIbl U YBEIMYMBACT KOHIICHTPALIUIO HOHOB KaJbIHs B KJICT-
ke. Cumynupyercs pocdonunaza C, koTopas HapadaThIBaeT MHO3U-
tontpudocdar. [locneaanii MOOMIM3YeT KaubIMi W3 DHIOIIIA3Ma-
THYECKOT'0 PETHKYIyMa elie OOoJbllie MOBHIIIAs ero ypOBEHb B IIUTO-
wiasMe. JTO CIYXKHUT CHTHAJIOM Ul K30LMTO3a CEKPETOPHBIX rpa-
HYIL

Ha cekpenuto nHCyIMHa BIMSET YPOBEHb B KPOBU psiia TOPMO-
HOB, aMHHOKHCIIOT (JIEWLIMH, apTUHUH, KUPHBIX KHUCJIOT, NOHOB Ka-
nus 1 Kanbuus. [lapacuMnaTnyeckue HEPBHbIE BOJIOKHA yBEJIMUUBa-
0T BbICNEHHWE WHCYJIMHA, CHUMIAaTH4Yeckue - dYepe3  o2-
aJpEHOPELENTOPHI — OJAABJISIOT.

Mexanusm oelicmeus.

WHCYIMHOBBIM PELEnTOp COCTOUT U3 JIBYX CYOBECOMHMIL O U [.
JBa perentopa 00beIUHAIOTCS, 00pa3yst romoaumep. MucynuH npu-
coenuHseTC K 0-CyObEOMHMIIAM, YTO AKTHBHPYET THPO3HMHKHHA3-
HYIO aKTHBHOCTh P-cyOnbeaunui. CHadana oHu HochOopUaupyroT ca-
mu cebst (ayTodochoprmimpoBaHue), 3aTeM KIETOYHBIE OCIKH, W3-
BecTHbIe Kak cyOcTpatsl mHcyauHa (IRS). Ilocnennue 3amyckaroT
curHajbHbIfl kackan PI-3K, omHMM M3 3TamoB KOTOPOro SIBIISICTCS
aKTHBAIUS POTEMHKUHA3HI B.

N N
a cyGbeguHuua
5
Ns s s

5t c s pcybreguHuua
THPO3HH-
KHHA3HBLIA —
AoMeH

Uuronnasma
https:/www researchgate.net/figure/ Structure-of-insulin-receptor
Insulin-receptor-is-a-heterotetrameric-receptor-that_fig3_311934370
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[Mporennkunaza B crumynupyer ciusiHue 3HI0COM (BHYTPH-
KJICTOYHBIX BE3MKYJ), COICPXKAIIMX TJFOKO3HBIC TPAHCIOPTEPHI
GLUT4, ¢ knerounoit memOpaHoii. IlepeHoc ritoKo3bl BHYTpPh Kile-
TOK aKTHBUPYETCSI, TIMKEMUST CHIKACTCS.

UHCYNuH Q\

peuentop

Auoxosa

MAPK nyTb PI3KnytTe >
- 3HAOCOMbBI
l l cGLUT4
KNeTOUHbIA pocT CHHTEe3 rmuKoreHa
nponudepauns Genkos
IKCNPECCHA reHos nunnpoe

http://www.imolpat.com/fulltext/66-1562022444.pdf?1585033943

Hpyrumu 3ddexToM akTHBAIMM TPOTEHMHKHWHA3BI B sBisiercs
(dochopumpoBanre KWHa3bl TIMKOT€HCHHTa3bl. KWHaza mpu 3ToM
WHAKTHBUpPYeETCS, He PocOpUINpyeT TIAMKOrCeHCHHTA3Y, H Ta COXpa-
HSIE€T akKTUBHOCTh. OmHOBpeMeHHO 3a cder (ochoprmnpoBaHus
WHAKTHBUpYETCsl MIMKoreHdocdopunaza. B pesynbrate npu neict-
BHUY MHCYJIHHA aKTUBUPYETCS] CHHTE3 TNIMKOTeHA.

AHaJIOTHYHBIM 06p8.30M HWHCYJIMH TOPMO3HUT TJIFOKOHCOI'€HE3 U
MO6I/IJ'II/I3aI_II/IIO JKUpa U3 XUPOBBIX ACIO, CTUMYJIHNPYET CUHTE3 JIUIIH-
J0B B IICYCHHU.

Eme ogra 6ompmas rpynma 3¢ ¢GeKkToB HHCYIHHA CBSI3aHA C aK-
TtuBanueil curaanpHoro mytu MAPK. OH momyuymnn Ha3BaHHE IO 1[€H-
TpPaJIbHOM MHTOTE€HAKTUBUpYyeMoi mporenHkuHa3ze (MAP-kuHaza).
[Momumo HexoTopeix TopmoHOB MAPK omocpenyer aefictBue dak-
TOPOB POCTa, LIUTOKUHOB, HepomenuatopoB. OH omocpenyer B sI-
HUE UHCYJIUHA Ha POCT U NMpoin(epaniio KIETOK MyTeM H3MEHEHHUS
TPaHCKPHIILMH T'€HOB.
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Ilamonoeus.

[MTaTonornyeckoe MOBBILICHHE YPOBHS IIIFOKO3bI B KPOBH HOCHUT
HasBaHue - quaber. Pasnmnuator aBa ero Buga. Jlmaber mepBoro Tuma
00YCJIOBJIEH ayTOMMMYHHBIM Pa3pyIICHUEM B-KIETOK, MPUBOASIIUM
K a0COJNIIOTHOM HEJ0CTaTOYHOCTH MHCynuHa. J[mabGer BTOpOro Tuma
XapakTepusyercss JTU00 CHIDKEHHEM 00pa3oBaHUS WHCYJIHMHA, JTHOO
YMEHBIIICHHEM YYBCTBUTEIBHOCTH K HEMYy TKaHel, ubo o0enMu
NpUYUHAMHU OJIHOBPEMEHHO. Ero MnosiBlieHue UMEET CBA3b C JAUETOM,
THIIOJIMHAMUCH, OKUPEHHUEM, BO3PACTOM M METa0OJMYECKHM CHH-
apoMoM. Urpaer ponb reHeTnyeckas peapacioioKeHHOCTb.

Merabonndeckuii CHHIPOM — COCTOSTHHE, IPU KOTOPOM HMEIOT-
Cs TpU IPU3HAKA U3 IISITH: OKUPEHUE, apTepuajbHas TMIEPTEH3Hs,
TUIIEPTIIMKEMUS], BBICOKMM YPOBEHb TPUIJIMIIEPUIOB B IIJIa3M€ KPOBU
1 HU3Kui yposens JIBII.

HaanoyeyHnuku.

CocTosT 13 MO3TOBOTO BEMIECTBA M KOpPBHI. MO3roBO€ CHHTE3H-
pPYET TOPMOHBI — MPOU3BOJHBIE AMHUHOKHCIIOT, TJIABHBIM U3 KOTOPBIX
ABIISIETCA aJjpeHaINH. B Kope 00pa3yroTcsi cTepouIHbIE TOPMOHBI.

B xopkoBoM BelecTBe BBIAENSAIOT TPU 30HBI, KaKaas M3 KOTO-
PBIX BBIpaOATHIBAET CBOM CIIEKTP TOPMOHOB.

KiryOoukoBasi — anbocTepoH, KOPTUKOCTEPOH, AE30KCUKOPTH-
KOCTEpPOH

[TyukoBast — KOPTH30II, KOPTU30H

Ceryarasi — JErHIPOITTHAHAPOCTEPOH, JETUAPOITHAHIPOCTEPOH
cynbdar.

Koprukocreponap! — oliiee Ha3BaHUE CTEPOUAHBIX TOPMOHOB,
00pa3yeMbIX KOpOH HaAmo4euHUKOB. OHM JENSITCA Ha TIIIOKOKOPTHU-
KOMJIbl 1 MUHEPAJIOKOPTUKOUBI. B MOHSATHE KOPTUKOCTEPOUIOB HE
BXOZAT HAJ{MOYEUHUKOBBIE ITOJIOBBIE CTEPOUIBI.

K riaroxokopTHKOMAAM OTHOCATCS: KOPTHU30JI, KOPTHU30H, KOPTHU-
KocTepoH. OCHOBHOM — KOPTH3011.
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K mMuHepamokopTHKOUAaM: allbJOCTEPOH (OCHOBHOM), JI€30KCH-
KOPTUKOCTEPOH.

AJBIOCTEPOH.

Be3biBaer ycuneHue peaOcopOLMK MOHOB HATPUS U XJIOpa H
BBIBEJICHUE MOHOB KaJlUs B MOYKaX. JTO MOBBIMIAET 00bEM IIUPKYIIHU-
pyrolieli KpoBH M apTepualbHoe AaBiieHne. J[eficTByeT COBMECTHO U
MOJ| BJIMSTHUEM PEHUH-aHTMOTEH3WHOBOW CHCTEMBI, PErylupyIOIIeH
BOJIHO-COJICBOM 0OMeH B opranu3Mme. OJIUH U3 KOMIIOHEHTOB 3TOM
CHCTEMBI — aHTMOTeH3HH || sBiIsieTcs TIaBHBIM CTHMYJISITOPOM 00Opa-
30BaHMS U CEKPEIUH ajbJIOCTEPOHA.

HelicTByer uepe3 HUTOIIa3MaTUYECKHUE PELIETITOPHI. Y CUITUBAET
CHHTE3 OENTKOB, OCYNIECTBIISIONIMX TPAHCIOPT HMOHOB HATPHUS U Ka-
TUs 9epe3 dMUTeTHaIbHBIE MeMOpaHbl (SMUTENHATBHBIM HaTPUEBHIN
kaHai, Na-K-AT®d-a3a u psiji peryisaTOpHBIX OENKOB).

Koptnson (ruipokopTU30H).

OCHOBHO# TIOKOKOPTHKOHW/] y YeJIOBeKa. Y JKUBOTHBIX KOPTH-
KOCTEPOH MOXXET UMETh COMOCTABUMYIO KOHIIEHTPALIMIO U JTAXKe Tpe-
BBIIIATH COAEP KaHNE KOPTU3O0IIA.

HelicTByer yuepe3 UTO30JIbHBIN penentop. Komiseke nepeHo-
CHUTCS B SIJIPO M PETYIUPYET TPAHCKPHUIIITUIO T€HOB-MHUIIICHEH.

KonnenTtparnms KopTr3ona MOBBIIIAETCS MPU CTPECCe W CHUKE-
HUUW YPOBHS TIIIOKO3BI B KPOBH.

OcHoBHBIC OHOXMMHYECKHE dP(HEKTH KOPTH30JIa HANpaBIICHBI
Ha TMOBBIIICHWE YPOBHS IIIOKO3bl. OH CTUMYIUPYET TIIIOKOHEOTeHe3
B TIEYCHM B TOM YHCIIC 32 CYET YBEIWYCHHS CHHTE3a KIFOUYEBOTO
tdbepmenTa — docoeHONIHPYBATKAPOOKCHKIHAZEL. Y MEHBIIIAET TO-
TpeOJIeHHe TIIOKO3Bl MBIIIIIAMH BCJIEACTBHE YMEHBIICHHS YHCIIA
IIOKO3HEIX TpaHcnopTepoB GLUT4 Ha memOpanax kierok. CTumy-
JUPYeT CHHTE3 (PepMEHTOB KaTaboau3Ma aMHUHOKHCIIOT AJISl TOHOJI-
HeHHs GoHAa cyOCTpaToB TIIIOKOHEOreHe3a. Y CHIIMBAET KaTadonn3M
0enKoB B eprU(PEPUIECKIX TKAHSX.
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O6na)1aer MOIIHBIM TPOTHBOBOCHAJIUTCIBHBIM W HMMYHOIC-
MMpeCCUBHBIM I[CP'ICTBI/IGM.

HaILHO‘Ie‘IHI/IKOBLIG AHJAPOI'CHBI.

Haamoueunuku oOpa3yloT LeNblid psili CTEpOUIOB, KOTOPHIE SB-
JIAIOTCS TPOMEKYTOUYHBIMH MPOJYKTaMHU B CHHTE3€ TECTOCTEPOHA.
Bonbiie Bcero cekpetrupyercs AeruIposnuanipocTepoHa U 1eruapo-
AMUAaHAPOCTEPOH cyibdara. OHM 00Ja7ar0T CIaboi aHIPOreHHOU
aKTUBHOCTHIO. CKOpee OHM CITy>KaT UCTOYHHUKOM HUPKYIUPYIOMINX B
KpPOBH CTEPOUJIOB, KOTOPbIE MOT'YT MPEBPAIIAThCS B TECTOCTEPOH U
3CTPaaNoN B EPUPEPHUUECKUX KIIETKAX.

VY B3pocTbIX MYXYHUH OHH CYIIECTBEHHO HE MOAUDUIIUPYIOT
aHJPOreHHBIN (DOH, TOCKOJBKY JOJsI CUHTE3MPYEMOro M3 HEro Tec-
TOCTEpOHA He MpeBhIaeT 5%. YCuiIeHne CeKpernu HaaI0ueTHHKO-
BBIX aHJPOT€HOB y JKCHIIWH MOXET ObITh MPUYMHON 3a0oieBaHuUH,
TaK Kak JIONI TeCTOCTEpOHa, 00pa3syeMoro u3 HUX B HOPME, MOXKET
nocturath 40% ot o011ero mysna.

AQQCHEUII/IH.

KarexonamMuHbl — TOPMOHBI U HEHPOMETHATOPHI, UMCIONIHE B
OCHOBE KaTeXxOoJl (TUPOKATEXWH):

OH

oH
HOD Hom HO;@)\‘ HO,
NH. HN.
HO' HO 2 HO NH, H CH
KaTexon ,qocpaMMH HOpagpeHanuH afpeHanuH

K karexomammnaam oTHocuTCs modamuH, aapeHanuH (dmHHE)-
puH) U HopaapeHanuH (HOopamuHedpuH). Kpome mo3roBoro cios
Ha/IMOYEYHUKOB, OHU OOpa3ylOTCS B OKOHYAHMSAX CHMIIATHYECKUX
HEPBHBIX BOJIOKOH. | 'OpMOHOM SIBJISIETCS apeHAaJINH, 1B OCTAIbHBIX
COCIIMHEHHMS TIPEUMYIIECTBEHHO BHICTYIIAIOT B POJIM HEHPOMEIUaTo-
pOB.

AZpeHopenenTopsl Jenarcs Ha aBe Tuma: o u . Kaxaerii u3
HUX HUMEET I10 TPH TMOATHUIIA, BAKHEHIIINMHU M3 KOTOPBIX SBISAIOTCS ol

387



a2 u Bl, B2, 3. OHE UMEIOT pa3HbIe MEXaHU3MBI TPAHCAYKIIMU CUT-
Haja.

ol-perenTopsl Ucnonb3yoT GQ-0enok U akTuBUPYIOT (hocho-
JINNIA3HO-KAJIBLIUEBBIN IIyTh.

a2-penenTopsl uepes Gi-6emok cHikaT obpasoBanne MAM®D
B aJICHIJIATIIMKIA3HOM ITyTH TIepeIaud CUTHAIA

B-agpeHoperenTopsl ¢ moMoIpo GS 0eka yBeTUIUBarOT 00pa-
3oBanne TAM®

[ agpeHanuH ]
S —

/ "\_\\\
P il A _\
|mem||wmmmu][mmmmmw|

Gg-Genku Gi-6ankun Gq-6aniu
uAM® () UAMO (1) IP4 (1), DAG (1)

~. ] -~
~ | -

~ -
™G v i
~ -

‘x| NPOTEMHKUHASbI

https:/ /wikidol.com/wiki/@ain:HarkevichS1.jpg

Peaknus K1€TOK, TKAHEH M OPraHOB Ha KAaTEXOJIAMHUHBI OIpee-
JSIETCS CIIEKTPOM, HMEIOIINXCS TaM aJpEHOPEIETITOPOB.

AzpeHanuH BBIOPACHIBAETCSI B KPOBb B OTBET Ha CTPECCOPHBIC
BO3/ICUCTBHS WM QU3UYECKYIO HATPY3KY, peau3ys mporpammy «oeit
wim 6ern» (fight or flight). Pacumpsitorest 3pauku, yuaimaercs cep-
JICYHBIA PUTM U JbIXaHHE, TIepepaclpeensieTcss KPOBOTOK B MOIb3Y
CKEJICTHBIX MBIIIII, MOOMIIM3YIOTCS HCTOYHUKH SHEPTHH.
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AJZlpeHaHH — KaTaOONMUYEeCKUi TOPMOH, BIMSIIOIIMNA Ha MeTabo-
JIU3M IIPAKTHUYECKH BCEX KJIETOK B OPraHU3ME.

Uepes al-peuentopsl yCHUJINBAeTCs pacnaj 1 TOPMO3UTCS CHH-
T€3 TJIUKOI'CHA B MEYEHU U CKEJICTHBIX MBIIIIAX, HHIYIHPYETCS TII0-
KOHEOT'eHe3 B IEYEHH.

Uepes a2-penentopbl CTUMYIHPYETCS CEKpeIusl TIII0KaroHa u
MOJIaBJISIETCSA MHCYIIMHA.

Uepe3 P-aapeHOpenenTopb! YCUINBACTCS JIMMONN3 B JKUPOBOH
TKaHHW, CHHTE3 O€JIKa B CKEJIETHBIX MBIIIIAX U KaTaOOoIH3M B JAPYTHX
TKaHSX, CTUMYJUPYETCS TJIMKOT€HOIN3 U TIIIOKOHEOT €HE3 B MEUEHH.

Bpemsi ku3HM KaTE€XOJIaMHUHOB B KPOBH — HECKOJIBKO MHUHYT.
MuaktuBanus oCylecTBIsI€TCA IBYMsI Y TSIMU:

MerunrpoBaHueM ¢ ydacTueM Katexoi-O-mermnrpanchepasbl
(KOMT):

CH;, GHs
NH NH
CH2 S-afleHo3UN S-afieHo3nN

HO-CH METUOHMH  roMoupcTenH HO- CH
@ KomT @OCHS

agpeHanvH MeTunagpeHanuH

JlesaMuHIpOBaHUEM C y9acTHEM MOHOAaMUHOOKcHAa3sl (MAQO)
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CH, CH C-.__H
|
HO-CH Oz MO, &y HO  Ho-cH
&Z A + NHs
OH MAO OH OH
OH OH OH
HOpaapeHa/MH

ITo10BBIE KeTIe3hl.

TecTocTepoH.

BripabaTeiBaercst kierkamu Jleiianra B sSiMYKax W B MEHBIIEM
KOJINYEeCTBE B KOPE HAJIMOYEUYHUKOB M AnIHHKaX. OOpa3oBaHue CTH-
mynupyercs  JII,  koropeiid  yBenmuuuBaer — cuHTE3  17f-
THUAPOKCUCTEpOHT JAeruaporenassl. CyliecTByeT deTkas oOpaTHas
CBsI3b MEK]ly KOHIIEHTpAlled TECTOCTEPOHA U MPOAYKIUEH TOHA0-
TPOIMHOB U TOHAJOINOEPUHOB.

https://enacademic.com/ pictures/ enwiki/ 72
'Hypothalamus_pituitary_testicles_axis.png
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CuHTe3upyercsa U3 XonecTepuHa. B MUTOXOHIpUSX OTIIEIUIAET-
cst OokoBas Lienb U 00pa3yercsl MperHeHonoH. OCTalbHbIE PeaKIUuu
MIPOTEKAIOT B 9HIOIIA3MAaTUYECKOM peTUKYyIIyMe. 3pB-
TUAPOKCUCTEPOUL NETUIPOreHa3a OKUCIAET THAPOKCUIIBHYIO TPYIIILY
B TPETbEeM IOJIOKEHUH, 00pa3ys nporecTepoH. Ilo stomy-xe myTu
UJET TaKKe CUHTE3 TIIOKO- 1 MUHEPAJIOKOPTHKOWAOB B HA/AIOYEU-
HUKax. B swukax 17-rugpokcmiasa  okuciasier ero B 17-
THIPOKCUIIPOT €CTEPOH, a 17,20-nmmaza u 17p-
T'UJIPOKCUCTEPOUJIErUAPOreHa3a MPEBPaLIaoT B TECTOCTEPOH.

Xonecrepon
: OH
'
Fiperesonon
o

l > -~ Tectocrepon

CHy CHy -~

| | S

C=0 C=0 e

———
17-Fudpoxcunasa OH Apomamaiza
A Y
\
(4 o N
= \ Apomamaia OM
MNporecrepom 17-OntunporecTepon \
| ' \
11-Mudpoxcunaza | \
I 18-Fudpoxcunaza 11-fudpoxcunaza &
21-Fudpoxcunasa 21-Nudpoxcunasa \ ScTpagmon

\

AN
<':u,on CH,

"\Lf CmO

o N
5 OH
e oo ¢ o
o o
3cTpwon

|
Cw
HO
AnnocTepom Koprwaon
https://bickhimija.ru/gormony/ polovye-gormon.html?start=2

B kpoBHu TecTOCTEpOH LUPKYJIUPYET B BUIE IMIaBHBIM 00pa3oM
KOMIIJIEKCA C CEKC-CTEpOMI-CBA3BIBAIOILIMM INI00YIMHOM. B mepude-
PHUECKHX KJIETKaX TECTOCTEPOH IO AEHCTBHEM Sc-pemyKTasbl Ipe-
Bpallaercsi B AUTHIPOTECTOCTEPOH, OMONOrHUecKasi akTUBHOCTb KO-
TOPOT0 MPUMEPHO B 5 pa3 BbILIE, U B3aUMOJACHCTBYET C BHYTPHKIIE-
TOYHBIM pelenTopoM. KoMImiekc ropMOH-penenTop CBS3BIBACTCS C
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JHK u perynupyer skcipeccuto reHoB-muieHeil. MMeercss mMeM-
OpaHHbIii perentop, QyHKIHUI KOTOPOro H3ydeHa HeJOCTATOUHO.

WNHakTUBUpYETCS TECTOCTEPOH B IMEUYCHH 3@ CUET KOHBIOTAIIUH C
[JIFOKYPOHOBOM KHCJIOTOM, JIN00 XMMUYECKOH MOAM(DHUKAIUH.

TecTocTepon obnasaer aHAOOTUYECKUM W aHIPOTEHHBIM Jeii-
CTBHEM.

Crumynupyer OuWocWHTE3 OETKOB M HYKJIEHHOBBIX KHCIIOT.
YBenMUMBaeT MBILIEUHYIO MAacCy. Y CKOpSIET pOCT KOCTEW B JJIMHY,
MOBBIIIAET UX TPOYHOCTb.

Haunnas co BHYTpuyTpoOHOTO Tepuona oOycioBiuBaeT Qop-
MUPOBaHHE OpraHW3Ma, BKIOYasi HEPBHYIO CHCTEMY, IO MYXCKOMY
tumny. HeoOxoauMm Juts criepMaTtoreHesa. Y jKEHIIUH TaKKe y4acTBY-
er B (YHKIIMOHUPOBAHUHU IOJOBOH cdepbl. M30BITOK MOXKET OBITh
MIPUYUHON 3a00IeBaHMA.

OCTPOreHbl ¥ IPOreCTareHbI -

JKEHCKHE TI0JI0BbIe TOPMOHBIL. IIporecrarensl — cobupaTenpHOe
Ha3BaHHE TIOJIOBBIX TOPMOHOB, OOECIIEUMBAIONINX HACTYIUIEHHE W
pasButue 0epemenHocTd. OCHOBHOM M3 HUX — IporecTepoH. IIporec-
THHBI - CHHTETHYECKUE TIPOTeCTareHbl.

Ocmpaduon.

OCHOBHOM XeHCKHI TIOJIOBOH cTeponn. DopMUpyeT OpraHu3M
T10 )KEHCKOMY THITY, YYACTBYET B PETYISIIIAA MEHCTPYaIbHOTO ITUKJIA,
nosaep kuBaeT (GyHKIIMOHUPOBAHIE TIOJIOBBIX OpraHoB. DaKkTHdyecKn
BBITIONHSET POJIb TOPMOHA POCTa JJIsi OPTAaHOB KEHCKOH pErmpomyK-
TUBHOU c(hepsl.

Obpasyercs B SIMYHUKAaX M3 aHIPOTCHHBIX MPEIIICCTBEHHHUKOB,
B TOM 4YHCJIE€ M3 TECTOCTEPOHA, C IMOMOIIBIO (epMEHTa apoMaTasbl.
Bo Bpems GepeMeHHOCTH cUHTE3MpyeTcs Takxke B IulaneHte. C Ha-
CTYIJICHHEM MEHONAay3bl CHHTE3 3CTPOI'€HOB B SIMUHHMKAX IpeKpalia-
ercsl.
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JelicTByer uepes3 siiepHbIe 3CTPOTreHOBBIE PELENTOPHI B KJIETKaX
— MHUICHSX, PEeryaupysd TPAaHCKPUIHIO ONpeeiCHHBIX T'€HOB.
Nmerorcss 1 MeMOpaHHBIE PELIENTOPHI, OMOCPEAYIoNre ObICTphIC -
(eKThI 3cTpaanona.

Ocmpon u scmpuon.

SBnstoTCS CNA0BIMKU ACTPOreHaMH. DCTPOH SIBIISIETCS MPEIie-
CTBEHHHMKOM 3CTpajJHoia, U 3TO, BEPOATHO, €r0 OCHOBHOE IpeaHa-
3HaueHue B opraHusMe. [locie HacTyruieHuss MeHomay3bl €ro KOH-
LIEHTpaIMs B KPOBH BBIIIE, YEM Y 3CTPaUOIIA.

Octpuon obpa3yercs B 3HAUUTEILHBIX KOJTMYECTBAX B IUIALICHTE
npu 6epeMeHHOCTH. OCHOBHBIM HMCTOYHHUKOM CTEPOUIHBIX IPEILIe-
CTBEHHUKOB ]ISl €70 CHHTE3A SIBJISIOTCS HAITOUYESTHHUKH TII0A.

IIpocecmepon -

[JIAaBHBIA IIpOrecTareH OpraHu3Ma uesnoBeka. [IpoMexyTouHbIi
MPOAYKT B CHHTE3€ BCEX OCTAIBHBIX CTEPOMIHBIX TOPMOHOB.

JeiicTByeT Ha ypOBHE TPAHCKPHUIIMHA B KOMIUIEKCE C SIIEPHBIM
nporectepoHoBbIM pernentopoM (NPR). Yacte 3dgdekToB omocpeny-
eTcs MEMOpPaHHBIMH IIPOTECTEPOHOBRIME perientopamu (MPR), 06-
Hapy»XeHHbIMH BO MHOTHX TKaHSX, B TOM YHCII€ HE MMEIOIIUX OTHO-
IeHns K penpoAyKunuu. CBS3BIBAETCS C abJOCTEPOHOBBIMHU PeIleTI-
topamMu MR ¢ aQuHHOCTEIO, MPEBBIMIAIONIYI0 TAKOBYIO Y ajIbJI0CTE-
pOHA, W MPOM3BOIUT AaHTUMHHEPATOKOPTHUKOMAHBIN 3¢dexT. Hera-
TUBHBIA aJZIOCTEPUYECKUN MOIYIIATOP H-XOJIHHOPELEnTOpoB. B Mo3-
re TMpeBpamiaercs B  HEHPOaKTUBHBIC MeETaboONMMTHI -  Sa-
JTUTHAPOTIPOTECTEPOH U aJIONPErHAHOOH.

[IporectepoH Ha3bBarOT «ropMoHOM OepeMeHHOCTH». COBO-
KYIHOCTh €ro 3¢(eKTOB NPUBOAUT K IEPECTPOHKE MKEHCKUX II0JIO-
BBIX OPIaHOB, HEOOXOAMMOM ISl 3a4aTHsl, UMIUIAHTALMH U Pa3BUTHS
OepeMEeHHOCTH.

CuHTe3upyercs KeNThIM TEIOM SIUYHUKOB. B 1peoBysiTopHBII
MepUO]] KOHLEHTPALUs He TIpeBblaer 2 Hr/Mil. B moTenHoByto dazy
MEHCTPYaJIbHOTO IIMKJIa OHa BO3pacTaeT A0 BEIMYHH, MPEBBILIAIO-
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mmx 10 ar/min. [Ipu HacTymneHun OepeMEHHOCTH MOJ JeHCTBHEM
XOpPHOHUYECKOT0 TOHAJOTPONKMHA 00pa30BaHUE MPOrecTepoOHa Pe3Ko
Bo3pacTaeT. Haunnas ¢ 7-9 Henenu GepeMeHHOCTH (YHKIUIO CUHTE-
3a mporecTepoHa OepeT Ha cels MIIaleHTa U ero KOHIIEHTPAIUK J0C-
turarot 200 Hr/mL

MencmpyanvHulil yuri.

[uxnndeckre U3MEHEHHUS! B OpraHU3ME KEHINWHBI, HApaBJIeH-
HBIC Ha BO3MOXHOCTh 3adatusi. B xofe IuKiia mpoucXoasIT COorjiaco-
BaHHBIC U3MEHEHUS YPOBHS ITOJOBBIX TOPMOHOB.

B ¢onnmukynspHas ¢aza xapakTepu3yercs HEBHICOKUMHU YpPOB-
HSIMH 3CTPAJIMONIa ¥ TOHAJOTPOMMHOB. BIike K OBYJSIMU JIOMUHHU-
pyrommii GOJUTMKYJT HAYMHAET MPOU3BOIUTH YBEIMYCHHBIC KOJIHYE-
CTBa DCTPaJHOia, KOTOPBIA 110 MEXaHW3MY IOJOXKUTEIbHOH 00paT-
HOHM CBSI3U CTHMYJIMPYET BhIPAOOTKY TOHAJ0TPONUHOB. B 0oByIsTOp-
HYIO CTAQJIUI0 MPOMCXOJMUT MHUKOBBIH BHIOPOC JTHOTEHHU3UPYIOIIETO
rOPMOHA, YTO HAPSIY CO CHU)KEHHEM YPOBHS 3CTPAJMOIIa, BbI3bIBACT
OBYJISILIUIO.

00C®O®Q

Coapesanwe honnmkyna Osyneuwa  Remmoe  flerpanaius
TEno HENTOM Tena

FucTonans
AWHHWES

w
=
]
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36°C
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FopMokm

DONNMKYNOCTAMYNADIGLMA
repMoH (honnUTEonKH)

BanmiynApes daaa NMiotewsopan dasa

MeHoTpyaumA

FucTonorua
SHOOMETPUR

R T T T T hat Pt R T Tt/ Rt - Tl
ke REHCTRYENEHOM WHKNE

(Mpw#eonATen cpenHpe 3HaqeHms. NpoNomEHTENEHOCTE UHKNa
MOKET CTIMMATHER Y PAEIHBN KEHLLMH W BT HENOCTOAHHSR, )
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B morennoByto a3y mukia xenroe Teno, popMupyromieecs Ha
MecTe (OJUTMKYIA, CHHTE3UPYET OOJNBIINE KOJHUYECTBA IMPOTeCTEPO-
Ha, FTOTOBSINEro MaTKy K UMIUIaHTaIu. Eciu OepeMeHHOCTh HE Ha-
CTYIAET, JKEJITOE TEeI0 aTpoupyercs, ypoBeHb 00pa3yeMbIX UM TOp-
MOHOB TaJIa€T ¥ SHIAOMETPUH OTTOPraeTcs.

TI'opmonsbl 1uddy3H0il IHTOKPUHHON CHCTEMBI.

I'opmoHOoO0Opa3yoIIre KISTKH pa30pocaHbl M0 BCEMY OpraHu3-
My. ToJIBKO B HEMPO3HIOKPUHHBIX KIIETKAX KEIYJOYHO-KUIIEYHOIO
TpakTa cuHTe3upyercs 6onee 20 OMOIOrMYECKH aKTUBHBIX COC/IWH e-
HUI Takoro miaHa. Huke npruBeneHo HECKOJIBKO TPUMEPOB.

XOJISHUCTOKUHUH.

[lentun, BeipabaThiBaromuiics |-knerkamu 12-mepcTHOW W Ha-
JaJja TOIIEH KUIIKH.

Cekperupyercst B OTBET Ha MOCTYIUICHHE O€lKa M JIMIUIOB B
12-nepctHyro kuiky. Paccnabmser chunkrep Onau U CrocoOCTBYeT
MOCTYIJICHHIO KETYU B KUIMICYHUK. CTHUMYIHPYET CEKPEIHI0 COKa
MODKEITYI0OYHOM JKee3bl, CHI)KAeT 00pa3oBaHUe COJISTHON KUCIIOTHI
B JKEIyJIKe.

[Tomumo 3TOrO, AEHCTBYS Ha YpPOBHE MO3Ta, XOJICIUCTOKHHUH
YYacTBYeT B PEryIIAINHU MMHIIEBOTO MTOBEACHUS, (OPMUPOBAHIH Ty B-
CTBa CBHITOCTH M KOHTpoJie anmernta. O6iamaer CBOMCTBAaMU aHTHIC-
MIpeccalTa, UTPacT Poih B MATOreHe3¢e MI30(pPEHIH.

I'penuH — ropMoH royoja.

IlenTuaHBIM TOPMOH, CHHTE3UPYEMBIN B MOIXKEITYJOUYHOM XKeme-
3e, KUIICYHHKE, MOYKaX, JErKHX, TOHajax W Apyrux opraHax. OH
(opMUpyeT 4yBCTBO rojofa, YBEIUIUBAET YaCTOTY IPUEMOB MHULIH,
CTUMYJMpPYET NulleBoe noseneHue. Ero KoHumeHTpanus MakcuMaib-
Ha Tepe] eJod M MajaeT mocjie Hee. SIBisercs peryyisropoM Macchl
tena. Korzma yenoBek HaOMpaer Bec, KOHIEHTPALMs TPEIMHA MaJaerT,
KOTZIa TepsieT — pacTerT.
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JlenTun — TOPMOH HaCBbIIICHUS.

[lentun, ropMOH XKMPOBOM TKaHH, YYaCTBYIOIIUN B PETYISALUU
Macchl Tella ¥ SHEPreTUIECKOro oOMeHa.

HelicTByer uepe3 pelenTopbl B TMIIOTAJIAMYCE, BbI3bIBAas CHU-
xeHue anmneruta. CTUMYJIHPYET CUMIIATUYECKYIO HEPBHYIO CHCTEMY,
AKTHUBH3HMPYsl KaTaboJMMuYecKue Mpolecchl B opraHu3me. PazoOmaer
MPOIIECCHI ABIXaHUS 1 OKUCIUTEIHHOr0 POCHOPUIMPOBAHUS B MUTO-
XOHJPHUAX KUPOBOM TKaHU, CHUXKas oOpa3oBanue ATD u yBennuu-
Bas TepmoreHes. [Ipu geduure ienTnHa HACTYIAET OXKUPEHUE.

BOJHO-COJIEBOI OBMEH.
Bopaa: crpoenue 1 pyHKIMH.

B Mornekyne BoJpl CBSI3M KHCIOPOJT — BOJIOPOJ] PACIIONOKEHBI
nox yriioM 104,7°. O6mime 371eKTpOHHbIE Maphl CMENICHBI B CTOPOHY
0osee IEKTPOOTPHLIATENBHOTO KUCIopoaa. B cuty sToro monekyna
npuoOpeTaeT MOMSIPHOCT, W 3TO OOYCIOBIMBAE€T MHOTHE H3 €e
CBOWCTB.

Bona, kak paCTBOPHUTEb.

Bona nMeer BBICOKYIO CIIOCOOHOCTh K PaCTBOPEHUIO HEOPTaHH-
YEeCKUX ¥ MHOTUX OpraHmdeckux BemiecTB. 1o ciocoOHOCTH pacTBo-
PATHCS B BOJE BCE BEIIECTBA ACIATCS HA THAPOPIIIbHBIE, THAPOPOO-
Hble 1 aMmpudmipHbe. ['mapodoOHbIe B3aNMOACHCTBUS — BaXKHEH-
mui GakTop, onpenesonyi oopazoBanue (GoaauHT) U moaAepKa-
HUE€ TPEXMEPHOU CTPYKTYpPhl MaKpoMoJieKkyl. AM(HQPIILHOCTD, Ha-
puMep, 00YCIOBIMBAET CIIOCOOHOCTh JIMIMHIOB K (POPMHUPOBAHHIO
JIBYCIIOWHBIX MEMOpaH.

Bopa obpa3zyer runpatHbie 000I0YKH OHOTOTHIECKHX MOJIEKY,
MOJ/IEPKHUBAIOIME X B PACTBOPEHHOM cocTosiHiU. Ha moBepxHoCcTH
OMOMOMMEPOB UMEIOTCS 3apsKEHHBIE TPYIIbI, KOTOPbIE OPUEHTHU-
PYIOT M YAEPKHUBAIOT MOJIEKYJIbl BOABL. DTO MHOIOCIIOHHOE 00pa3o-
Banue. [ ' mapatHas o0onouka MuoriioonHa coctout u3 1911 momekyn
BOJIBL.
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https://www researchgate.net/fizure/

The-hydration-shell-of-myoglobin-M b-
Dizgram-of-myoglobin-blue-surface-with-1-911_fig3_24146177

I'unpatannoHHas BoAa UMeeT 0coOble CBOMCTBA: TeMIlepaTypa
KHUIICHUA BBIIIC CTa I'paayCoB, 3aMEpP3aHUA — HHIXKXE HYJIA, Apyras
CIIOCOOHOCTh K PacTBOPEHMIO BemecTB. Kak onuH U3 crnoco0oB oun-
CTKH OENKOB B OMOXMMHH UCIIONB3YETCsl BhicanuBanue. JlobaBiieHne
K pacTBOpy, Hampumep, cyinbhaTa aMMOHHUS JIUIIAET OCNKU MX THUI-
paTHOIT 000IOUKH, B PE3yNIbTaTe Yero OHH BBIITAAIOT B OCAIOK.

[TonsipHOCTH MOJEKYIBI BOJBI MTO3BONISET €ii 00pa30BHIBATH BO-
JOpONHBIC  CBSI3W, OMpEIeNsIoNMe e¢ BaxHelmwue (QU3nKo-
XUMHYECKHE CBOMCTBA: TEIJIOEMKOCTh, TEMIIEpaTypy IUIaBICHUS,
KPUCTAIITH3AIIH, UCTIAPEHMSL.

YyacTie B TEpMOPETYIALNH.

Bonbias TenmoeMKocTs BOIBI CIIOCOOCTBYET TOMY, YTO NPO-
LIECChI, COIMPOBOXKAAIOIINECS] O0pa30BaHUEM TEIUIA, HE BBI3BIBAIOT
JIOKaJIBHOTO TeperpeBa. Bona B cocraBe OMOIOIHYECKHUX KHUIKOCTEH
nepepacnpenesier Temio Mo opranu3My. Beicokas Temneparypa na-
pooOpa3zoBaHMs MO3BOJSET yAAIATh U30BITOK TEIUIA 3@ CUET MOTOOT-
JeTICHUS. M HCHIAPEHUS C KOXKU M TOBEPXHOCTH OPraHOB AbIXaHHSL.

dopMupoBaHUE CTPYKTYPHI MAKPOMOJIEKYII.

Bonoponnsie cBsI3M yyacTBYIOT B CTaOMJIM3ALMM BTOPUYHOU U
TPETUYHON CTPYKTYPBI OEJIKOB M HYKJIEMHOBBIX KHCJIOT, KaTalu3e U
JIPYruX BapuaHTaX KOMILJIEMEHTAPHOIO B3aMOJCHCTBHS MOJIEKYIL.
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IlogaepkaHue CTPYKTYPHI KIETOK.

Bona He cxkummaercs M B cuily 3TOro o0pasyeT THApoCTaTHYe-
CKHI CKeleT KiIeTKU. PacTBopeHHBbIe B Hell BellecTBa (OPMHUPYIOT
OCMOTHYECKOE JaBJICHHE W O0CCIEUUBAIOT HEOOXOAMMEBIA TYprop
TKAaHEH.

TpaHcnopt.

OnTuManbHbIe MapaMerpbl BS3KOCTH OOYCIIOBIUBAIOT ydacTHe
BOJbI B ITpOLIECCaxX BCACbIBaHUA, TPAHCIIOPTAa MOJICKYJI U UX BBIBE/C-
Hus. Kanumnsapaenit agdext no3Bonser pacTeHusiM MOJHUMATh pac-
TBOP MUHEPAIBHBIX BEIIECTB OT KOPHA BEPX, TPAHCIOPTUPOBATH
MPOIYKTHI POTOCHHTE3A.

BO]Ia CMaYMBacCT TPYUIMECA IMOBEPXHOCTU B CyCTaBaXx, JICTKUX
(tuteBpa), cepare (epuKapm).

Boja — y4acTHUK XMMHYECKUX PEAKIIUI.

Tunponus — pacierniieHne MOJIeKyNI ¢ Y9aCTHEM BOJIbI — UTPaET
KITIOUEBYIO POJIb B MIEPEBApUBAaHUM MUTATENBHBIX BemecTB. [loMrMo
3TOT0, THAPOIA3bl YUYACTBYIOT BO MHOTHMX JPYTUX METa0OINYeCKUX
nporeccax (peHWH, TPOMOHWH, THaTypoHHaa3a, docdarassl, ypeasa,
xennkasza, ['Td-aza u mp.).

Tunpartanus ¥ gerugpatanys — BaXHEHIINE PEaKIUd MHOTHUX
0oOMeHHBIX TporeccoB: mukina Kpedca (akonuTasza, ¢hymapasa), CHH-
Te3a U OKHCIICHHUS XKHUPHBIX KUCIOT (eHomn-KoA-runparasa, ruapo-
KCHAITWIIETHIpaTasa) 1 1p.

Bona — MCTOUHHNK MPOTOHOB U 3JIEKTPOHOB (POTOCUCTEM pac-
TEHW, KUCIOPOa, BBIAEIIONIerocs B xonae ¢gorocunresa. Boma —
KOHEYHBIM MPOAYKT OKHCICHUSI OPTaHUYECKHUX BELIECTB.

Basianc BoabI B Opranusme.

Bopa cocraBnsier npuMepHo 60% Macchl Tena B3pOCIOro 4eno-
Beka. 40% mpUXOOUTCS Ha BHYTPUKIIETOUHYIO Bony, 20% - BHEKIIe-
TOUHYIO0. 3 BHEKIETOUHOU BOJBI MPUMEPHO 4% HAXOAUTCS B COCTA-
Be KpoBH, 16% - MexKiIerouHol »*uakoctu. HeGombimoit o0beM co-
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CTaBJILICT BOAA pa3IMYHBIX MOJIOCTEeH — HCpe6pOCHI/IHaJ'ILHI)IX, I1JICB-
PpaJIbHBIX, CyCTaBHBIX.

OK30reHHasi Bojla MOCTYyMAaeT ¢ MUIel (B cpeaHeM 2,5 auTpa B
CYTKH), dHJIOTeHHasi oOpa3yeTcsi MPH OKHCICHWH THUTATEIbHBIX Be-
mectB (mpumepHo 0,3 mutpa B cytku). Ilouku skckperupyrot 1,5
JUTpa, BHEMOYEYHOE BBHIBEeHHE (MCIapeHHe MpPU AbIXaHUH, IMOT,
Kan) cocrapiusier 1,3 nutpa.

BoxaHo-cosieBoii 00MeH.

OCHOBHBIM (DaKTOPOM, BJIMSIOIIMM Ha PACHPEICICHUE BOJIBI
MEXJy pa3iMYHbIMU KOMIIAPTMEHTAaMH, ABJISIETCS KOHUEHTpalHus B
HUX COJIeH, Mpex/e Bcero HaTpus W Kaius. [loaTomy oOMeH 3THX
MAaKpOd3JIEMEHTOB M BOJbl paccMaTpUBAETCS OTJEIbHO M HOCUT Ha-
3BaHHE BOJIHO-COJIEBOTO oOMeHa. CBENEeHUS O NPYTHX XUMHUYECKUX
3JIEMEHTaX BXOJAT B MOHATHE MIHHEPATHLHOTO OOMEHa.

Baxsnelimme nmapaMmerpsl BOJAHO-COJIEBOIO TOMEOCTAa3a — OCMO-
THYECKOE JaBJIECHHE W O00BEM BHE- W BHYTPHUKICTOYHOH >KHAKOCTH.
OHM MOTYT U3MEHSThCS BCICICTBUE CHIDKEHHSI WM YBEINYEHUS I10-
TpeOJieHUsI BOIbI, COIM, IIOTEPH KUIKOCTH OPTaHU3MOM, Pa3IM4HbIX
3a0oneBaHuil.

KommeHcupyrorye MexXaHU3Mbl BKJIIOYAIOT HM3MEHEHUS Ha
YpoBHE TIOTPeOIeHNS JKUIKOCTH U coeld (KaXk[a, COIeBOM aIlleTHT)
W BbIBeleHHS WX Todkamu. OCHOBHBIM KaTHOHOM, KOHIICHTpAIIHS
KOTOPOTO MOJIBEPTracTCsl KOPPEKIUH, sIBIsieTcsl HaTpuid. J{ist ontumu-
3alli¥ €ro KOHIIEHTpAIlMd B IUIa3Me KPOBH, M COOTBETCTBEHHO, B
MEKKICTOUHON KHIKOCTH HCIIONBb3YIOTCS IBE CTPATETHUH: PEryIIsIs
BBIBEJICHUSI CAMOT'O HATPHS M PEryIsIis 00beMa BOJIbI.

OcMoTHYECKAs PETYIISIIINA.

OCMOJISIIBHOCTD TIa3Mbl KPOBH KOHTPOJIMPYETCS EHTPAIBHBI-
M ocMoperienitopaMid. OHHU pacroyioKEHbl B YYacTKe MO3ra, He
UMEIOIIEM TeMaTOdHIePaTMIecKoro 6apbepa, - B COCYJAUCTOM Opra-
HE TepMHHAJIBHOM IIacTuHKE (Organum vasculosum laminae
terminalis)
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cocyamcTbIn "
opraH \
TepMUHanbHOM

NNacTUHKN

B MemOpaHax ocMOpelenTOpHBIX HEHPOHOB BCTPOECHBI BOJISTHBIC
nopbl, 00pa3oBaHHbIe akBanopuHoM 4. [Ipu M3MEHEHWH OCMOJISIIb-
HOCTH IJIa3MbI KPOBH, YEPE3 HUX NIEPEMECINACTCA BOJa BHYTPD KIICTKN
Ju00 HapyXy, B pe3yJibTaTe Yero u3MeHsercs ee oobem. MemOpaHa
KJIETKH PacTATHUBAETCS, TUOO0 C)KMMAETCSs, aKTUBHUPYS MEXaHOUYBCT-
BHUTCIIBHBIC KATHOHHBIC KaHAJIbI.

O )!\!; ;! (i

““vj,iu'»‘}"'\

CIRTSTaTaTaTS
000000
S

pacTsykeHue meMbpaHbl

BHYTps MOCTYIalOT MOHBI HATPHS M KaJHs, BHI3BIBAs IEPBUY-
HYIO JACMOIIPU3AIUI0 KIETOYHOH MeMOpaHBl. AKTHBHPYIOTCS IIO-
TEHIMa3aBHUCUMbIe HaTpHEBbIC KaHANbBL [10TOK BHEKJIETOYHOrO Ha-
TpUSl YCHUIIMBAET JEMOJSPU3AIMIO, YTO MPUBOAUT K T'€HEpaluu Io-
TEHINAJIOB JICHCTBUSI.
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IIo a(b(bepeHTHI)IM BOJIOKHAM HCPBHBIC UMITYJILChHI IOCTYIAOT B
LOEHTP JKaXAbl, U3MCHAA INHUTLCBOC IIOBCACHUEC, U MOI[I/Iq)I/IHI/Ipy}OT
BBLACIICHUC aHTUIUYPECTUICCKOI'O TOPMOHA 3aIlHeI71 Joaek FI/IHO(bI/I?)a.

AHaJOTHYHO YCTPOEHBI GotoMOpeyenmopbl (PeenTopsl 00be-
Ma), PacloNOKEHHBIE B IPEICEPIMSIX, YCThSX MOJBIX BEH M JIETOYHON
BeHbl. OHM TaKke OTHOCATCS K MEXaHOYYBCTBHTEIBHBIM HOHHBIM
KaHaJlaM U pearupyloT Ha CTeleHb PACTSDKEHHS OKPYKAIOIIMX TKa-
HeW MpH U3MEHEHNH 00beMa I JIaBJICHUsSI IPKYJIUPYIOIIEH KPOBH.
Ux addepeHTHBIC BOTOKHA TaK)KE yYaCTBYIOT B (JOPMUPOBAHHH Ka-
KABI M perysiuu cekpernn AL

AuTnanypernyecKuii TopMoH (Ba30IPECCHH).

Uepes perentopbl V2 yBeMMUYWBAECT YMCIIO BOJHBIX KaHAJIOB,
COCTOSIIIIMX W3 aKBANlOPHHA 2, B KIIETKaX COOMPATETbHBIX TPYOOUEK.
D10 yBeIMYMBaET PeadCOPOLMI0 BOJBI M YBEIUYMBACT O0BEM KU I-
KOCTH B opraHu3Me. boiee monpo0HO MeXaHWU3M JCHCTBUS ONMUCAH B
pazaene OMOXUMHUU TOPMOHOB.

AJBI0CTEpOH.

Ctumynupyer peaOdcopOIii0 HOHOB HATPHSI, XJI0pa ¥ YMEHbIIIA-
eT KaJus, IEMCTBYS depe3 ajibJIOCTEPOHOBBIE PELENTOPHl B KIeTKax
JICTATbHBIX M3BUTHIX KAHANBIIEB U COOMPATENBbHBIX TPyOOUeK. YBe-
mnunBaer cuHTe3 Na/K-AT®da3, snuTennaabHBIX HATPHEBBIX KaHa-
JIOB, PETYISATOPHBIX OenkoB, (pepMeHTOB KaTabonm3ma, OOecredn-
BAIOIIUX MPOIIECC SHEPTUEH.

Hatpuii-kanuessie mommbsl (Na/K-AT®da3e1) mepeHocAT 3a pas
TPU WOHA HATPUS M3 KIETKA B WHTEPCTHUIMATBHYIO YKHIKOCTh U JIBa
HMOHA Kanusi B 0OpaTHOM HampamieHuu. DopMHpyeTcsl TpajueHT
KOHIICHTPAIIMH 3TUX MOHOB, B PE3yNbTAaTe Yero YBEIUYHBACTCS IO-
CTYILJICHHUE HATPHS B KPOBb, & KAJIUS B MOUY.

O,Z[HI/IM W3 CHIIbHEUIIHNX CTUMYIISITOPOB BBICBO60)K,I[€HI/I$I aJIbJ10-
CTCpOHA SBJIACTCA YBCIWMYCHUC KOHLCHTPALIMM KaJluid B KPOBH. Cu-
HEPruiHo ¢ HUM HeﬁCTByeT aHruoreHsud |l — xKoMmoHeHT PCHUH-
AHTHOTEH3WHOBOM CHUCTEMBI.
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IIpencepausiii HaTpuiitypernueckuil nenrun (IIHVYID).

OCHOBHOI TOPMOH W3 JEBATH aHAJOTMYHBIX MENTHIOB, OOHa-
PYKEHHBIX B OpraHM3Me 4eloBeka. BripabaTeiBaeTcsi KapAXOMHUOLIH-
TaMd B OTBET Ha YBEIMYECHUE OO0BEMa LUPKYIUpYylomeld KpoBu. B
MeMOpaHax 3THUX KJIETOK MMEIOTCS BOJIIOMOPELEHTOPHI, pearupyro-
IIMEe Ha PACTSLKEHHE TKAHHW, BBI3BAHHOE IIOBBIIIECHUEM KPOBSHOI'O
JaBieHus. VIX uMIyibcanysi akTUBUPYET CHHTE3 M BBIACICHUE TOp-
MOHA.

AnanornuHblii 3QQeKT BBI3BIBAIOT CHUMITATHYECKHE HEPBHBIC
BOJIOKHA. [I0OBBIIIEHNE KOHIIEHTPALMY MOHOB HATPUs B KPOBU YBEIH-
YMBAET BBIAEICHUE TOPMOHA OIIOCPEI0BAHHO.

ITHVII cunte3npyercs B Buie IpenporopmoHa. Ilepseiil atan
CO3pEeBaHMsl OCYIIECTBIISIETCS B KJIIETKE W MPUBOAUT K 00pa30BAHHIO
nporopmoHa. OH HaKaIJIMBaeTCsl B CEKPETOPHBIX TpaHylax U BHIJIE-
JIIETCS B OTBET Ha CTUMYJIHUpYyOmue Bo3zackcTBus. OOpa3oBaHme
3peNoro TOpMOHa MPOUCXOJUT YK€ Ha TTOBEPXHOCTH KapIUOMH OIIU-
ta. TpaHcMeMOpaHHasi CepUHOBAs MPOTEa3a KOPHH YKOPAUYUBACT €ro
co 151 mo 26 aMUHOKHCIIOTHBIX OCTAaTKOB.

MeMOpaHHBIH ~ perenTop COCMWHEH C TyaHMJIATIIUKIA30H.
I[THVYII camxkaer peabcopommio Hatpus 3a cuer 1l Md-3aBrucHMOro
(dochopumupoBanns SMUTENHAIBHOr0 HaTpresoro kanana (ENaC) u
Na/K-AT®d-a3pl B KiIeTKax HedpoHa. YTHETAET CEKPENUIO PEHMHA,
TIpemoTBpaIias TaKUM 00pa3oM CHHTE3 aHTHOTeH3WHA |l u BEICBOOO-
XKAeHue amprocTepona. lIpoTuBopeiicTByeT modedHbiM dddexram
CUMIIAaTUYECKON HEPBHON CHCTEMBI.

PeHuH-aHrHoTeH3UHOBAsI CUCTeMa.

Perynupyer kpoBsiHOoe naBiieHne M 00BEM LHMPKYIUPYROLIEH
KpoBu. Kil04eBbIM KOMIIOHEHTOM SIBJISIETCSI PEHUH — MPOTEas3a, CHH-
Te3upyemasi B KJIETKax FOKCTArJIOMEpPYyJIIPHOrO anmapara moyky.
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NPUHOCALWAR APTEPHONA
boymenosa
Kancyna

KNeTKM
IOKCTArNOMEPYNAPHOrO
., annapara

AMCTANbHBIA
H3BMTOM Kananey

macula densa

BLIMOCALLAR apTepUuona

https://en.ppt-online.org/353911

CHayaJyia CUHTE3UPYETCs MPENPOPEHUH, KOTOPbIH yKOpauMBaeT-
csl, TIpeTeprieBaeT MOCTTPAHCIAIMOHHBIE MOJU(HUKAIIMA W TIpeBpa-
I[aeTCsl B MPOPEHUH. YK€ B CEKPETOPHBIX TpaHyiIax OTIICIIISETCS
eme 43 octaTka U obpasyercsi peHruH. Brijenenue ero B KpoBb CTH-
MYJIUPYETCS NIPY MOHWKEHUHM KPOBSHOI'O AABJICHHSI B MPHUHOCSILEH
aprepuone, camkennn ypoBHs NaCl B aucransHOM oTjene HedpoHa,
CHMITATHUECKUMU BIHSIHUAME depe3 1-aapenoperentopsl. KoHieH-
tpanus NaCl koHTpommpyercs KierkaMu IIOTHOTO msatHa (macula
densa). IIpu yMEHbBIICHUH €r0 KOHIIEHTPALUH, OHU BBIICISIOT MPO-
CTarJIaHJAWHBI ¥ TAKUM 00pa30M CTHMYJIHPYIOT CEKPEIHIO peHUHA.

Penun mpeBpamia€T aHTMOTEH3MHOI'€H, CHHTE3UPYEMbIA Ieue-
HBIO, B aHTHOTEeH3WH | — menTua, cocroammii n3 10 aMHUHOKHCIOT
(Ang-1-10), u He obmamaroIuii OMOIOIMYECKON AKTHMBHOCTHIO. B
SHAOTENTNN KalWJUIAPOB JIETKUX aHTHOTeH3WH | ykopaumBaeTcs ere
Ha JIB€ aMMHOKHCIIOTHI 1 TIpeBpatnaercs B anruotensud |1 (Ang-1-8).
Peaknnro katanm3mpyer cepuHOBas TMpoTea3a — aHTHOTEH3WH-
npeBpararomuii pepmerT (AlID).

AnrnorensuH |l okaspiBaeT MHOXeCTBeHHBbIE 3 EKTH Ha Op-
TaHU3M 4Yepe3 YeThIpe THUIA PelenTopoB. B paMkax BomHO-CONEBOro
oOMeHa HauOOJBIINI MHTEpEeC MPEACTABISIET ero JCHCTBUE Ha M0Y-
ku. Bo-miepBhIX, OH peanu3yer oOpaTHYIO CBS3b M PEryJHpYeT BHI-
CBOOOX/ICHNE PEHUHA, M, BO-BTOPBIX, YBEIUYUBAET peabCcOpOIHio
Hatpus. [Tomumo, storo anruorensus Il crumymupyer obpa3zoBaHue
aJIBIOCTEPOHA U BIMSCT Ha (DYHKIIMIO IIEHTPA JKaXKIbI.
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Kak crnemyer w3 Ha3BaHWs NAHHOTO TENTHAA, OH OKa3bIBaET
Tak)Ke MOIIIHOE COCYA0CYKHuBarolee AeiictBue. Pe3ynbTaToM JencT-
BHSI TOW CUCTEMBI SBIISIETCS 3aJep)KKa HATPHUS M BOABI M YBEIHYEHIE

KPOBAHOI'O 1aBJICHHA.

Hwxke npuBeneHa cxema B3aUMOIEUCTBUS CHUCTEM, PEryJiu-
PYIOIINX BOJHO-COJIEBOW OajlaHC, HAallpaBJIeHHAsl HA BOCCTAHOBJIEHHE
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MuHepanbHbIi 00MeH.

Munepanibl, TPUCYTCTBYIOIIKME B TEJIE UEIOBEKA U KUBOTHBIX,
JICNATCS Ha JIBE TPYMIBL OHOIOrMYECKU-3HAYMMBIC 3JIEMEHTHI U
WHEPTHBIC, MTOMAJAIOIINE B OPraHU3M U3 OKPYXKAIOIIEH Cpenbl, HO He
YUYACTBYIOIIME B 00CCIICYCHUH HOPMAJIbHOM JKU3HENCATCIIBHOCTH.

Ecnu comep:xanne muuepana npesbsimiaer 0,01% wmaccel Tena
€ro CYMTAIOT MAKPOIIEMEHTOM, €CIIM MEHee — MUKpodieMeHToM. K
[IEPBOU IPYIIIE OTHOCATCS:

Kamuit — 0,35 %
Kanpruit — 2 %
Maruuii — 0,05 %
Hatpuit — 0,15 %
Cepa — 0,25 %
®dochop — 1,1 %
Xaop — 0,15 %

K mukposnmemeHnTaM OTHOCSTCS: JKee30, UHK, OpOM, Mo, KO-
0anbT, Maprasei, Menb, celieH, GTop u emie Oojiee ABYX HCCATKOB
XUMHYECKUX 3JeMEHTOB. Hmke mprBeneHsl CBEACHUS O HEKOTOPBIX
13 HUX B MTPOU3BOIIEHOM TTOPSIKE.

Hatpnii n kaawmii.

I[MoMumoO ydvacTusi B peryisiid BOJHO-COJIEBOIO TOMEOCTasa,
00a FiOHa MPUHUMAIOT ydacTHe B (DOpMHUPOBAHWU TpaHCMEMOpPaHHO-
r'o TIOTEHIUAIA.

KoHmenTpanys nOHOB HATpHs M Kajus 1Mo 00e CTOPOHBI MEM-
OpaHBI OTJINYAETCS Ha MOPSIOK
(https://ru.wikipedia.org/wiki/IloTeHninan_rmoxos).

KonuenTpauusi B cap- | KoHuenTpanusi BHe

LU KoI1azMe (MMOJIb/JI) KJIETKH (MMOJIb/JI)
K* 140 2,5
Na* 10 120
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Cr 3-4 120

ca** <0,001 2
A 140 0
(monunenTHabI)

Orta pasnmua oOycioBieHa IByMsl GakTopaMu. Bo-mepBbIX,
paboroii Na/K-AT®a3bl, koTopasi ucnonb3ys sHepruio ATD obme-
HUBaeT TPU MOHA HATpus, BbIBEIEHHBIE HAPYXKY, Ha JIBA MOHA KaJHs,
MEPEHOCHMBIE BHYTPb. 3a CUeT 3TOro (GopMHpYeTcs pa3HOCTh MOTEH-
[UAJIOB MEXIy 00eMMH CTOpOHaAMu MeMOpaHbl nopsiaka 10 MB. Bo-
BTOPBIX, PabOTOI KaJMEBhIX KAHAJIOB MOCTOSHHOI'O TOKa. MOHBI Ka-
JUSl BBIXOIAT HAPY)Xy IO TpagueHTy KoHLeHTpauuu. s orpuma-
TENBbHO 3apsSKEHHBIX aHHOHOB MeMOpaHa He MPOHHWIIaeMa, TOITOMY
Ha BHEIIHEH CTOpOHEe MeMOpaHbl POPMUPYETCS] M3THUIITHUHA TIOTOKH-
TENbHBINA 3apsa]. B Kakoil-TO MOMEHT OH ypaBHOBEUIMBAET CTpEMJIE-
HU€ MOHOB KajJHs BBIATH HApY)Xy MO T'PaTUEHTY KOHIIEHTpPAIUU U
YCTaHABJIMBAECTCSl TMHAMHYECKOE PABHOBECHUE — IOTEHIMAJ IOKOS.
OH cocTaBisieT y pa3HBIX BO30OYIMMBIX KIIETOK BEIWYMHY HOpPSIKa
55-100 mB.

IIpu neiicTBUU pasTUYHBIX BO30OYIUTENICH B MeMOpaHe MOTYT
OTKPBIBAThCA MOHHBIE KaHAJbI, KOTOPHIE M3MEHSIOT paclpeieieHne
HMOHOB 10 00€ €€ CTOPOHBI. Pa3HOCTH MOTEHIINAIOB U3MEHSIET CBOIO
BEIMYWHY, - BO3HHKAET IOTEHIHANl JEeUCTBUS, KOTOPBIA BBI3BIBAET
Takve OMOIIOTHYEeCKHe SIBIICHNUS, KaK HEPBHBII HMITYIIbC, COKpAIleHUE
MBIIIT], CEKPEenusi OMOIOTMYECKH-aKTUBHBIX BEIIECTB WJIM BOCIIPH-
SITHe CeHCOpHOW WH(popMaruu (CBET, BKYC, 3amaX, TaKTHIbHBIC
OLIYIIEHHS U TIp.).

MerabonusM xenesa

B opranmusme B3pocnoro yenopeka npuMepHo 4 rpaMMa Kenesa.
Omno coxepxkutcst B remoraooune (68%), peppurune (27%), muor-
nobune (4%), tpanchepune (1%). XKenezo B coctaBe rema (reMoBoe)
MOMHMO T'eMOTJIO0MHA U MHUOIIIOOMHA HMPUCYTCTBYET TAKXKE B IIUTO-
XpoMax, Karanase, epoKcHuaa3ax. JKene3o MpHCYTCTBYET B COCTaBe
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JKEIIE30CEPHBIX KJIACTEPOB — B CYKIMHATAECTUAPOrE€HA3€, aKOHUTA3E,
HAJTH-neruaporenase, nutoxpome bcl. Beero uaeHtrduimpoBano
6onee 20 6enKOB, IMEIOIINX B CBOEM COCTaBE JKeIe30.

I'emoBoe >xenme3o ycamBaercss nyumie (15 — 35%). Iloatomy
MsICHAsl MMUIIA, TAe OHO Mpeodianaer, mpeAroYTHTENbHA s yCTpa-
HEHHS Je(uIMTa XKejae3a B opraHu3Mme. BcachlBaHHIO HEreMOBOI'O
JKeiae3a U3 paCTHTeﬂbHOﬁ MU MOPEHATCTBYIOT aHTUIIMTATCIILHBIC
BEIlleCTBA: TAaHUHBI, (PUTATHI, OKcanaThl, KoperH. Hanpumep, Bcacsi-
BaHUE XKejie3a U3 O00OBBIX M3-3a ()UTATOB HE IMPEBBIIIACT OJHOIO
MPOIICHTA.

BcacbiBaHue, TpaHCIIOPT U JCMIOHUPOBAHUE XKeJle3a B OpraHu3-
M€ OCYILECTBIIAETCS C y4acTHEM OOJIBIION TPYIIbI CIEIHATH3UPO-
BaHHBIX OEJIKOB.

C ydJacTueM NMHIIEBBIX BOCCTAHOBHTENEH, HAIPHMEpP, aCKOpOHU-
HOBOM KHUCIIOTBI, Wi QepMEeHTOB (eppupeaykras (peppokcuaas) Ha
MTOBEPXHOCTH PHTEPOIUTOB TPEXBAJEHTHOE JKEe30 BOCCTAHABIMBA-
ercs 0 AByxBajeHTHoro. llociennee mepeHOCUTCS BHYTPh KIETKH C
ITOMOIIBIO TPAHCITOPTEPa ABYXBaleHTHBIX MeTaiioB DMT1 (divalent
metal transporter). Jpyroii mepeHocuunk — GeppoOOPTHH — OCYILECT-
BIISIET TPAHCIOPT JKeJe3a 3a MpeeNbl KIETKH, Te OHO OKHUCISIeTCS
JI0 TPEXBAJIEHTHOTO C y4acTHeM Oelka re)ecThHa, MPHCOCAUHSICTCS
K TpaHC(eppHHY U TIOCTYyMaeT B KpoBb. DepporopTHH yaaseT xKe-
71e30, TakKe, U3 APYTUX KIETOK: Makpo(aroB, TemaToOIUTOB U TIp.
OTO eNWHCTBCHHBI TaKOTO poaa TPAHCIOPTEp B opraHm3Me. Ero
(YyHKIMST KOHTPOJIHMPYETCS C TOMOIIBI0 CIEHANBHOTO TEeNTH/IA-
TeTICHUIHA, KOTOPBIA HEOOpaTHMO CBSI3BIBAETCS C (heppPOITOPTHHOM U
OJIOKHpYET BEIBEICHNUE JKeNe3a U3 KIETKH.

B masme kpoBH ABYXBaJEHTHOE XeEJ€30, BBIBEACHHOE U3 Kile-
TOK ()eppONOPTUHOM, OKHCISIETCS 10 TPEXBAJEHTHOTO C ITOMOIIBIO
LepyJI0IUIa3MUHa.

407



remosoe - \1 ’
l °-
J 1pancnoprep rema

Xeneso < o \—-\

nuwm thepponopTd

NEYEHDL

uuroxpon B < Fe®*
mrouoaoc ° f )
anmlm C ,F":"
hﬁq ~_ i ‘ redectun -
- AmMT1 ' TpancheppUn
KOCTHbIW MO3I™

https:/ fwww firstclassmed.com/articles/2018/iron-metabolism

TpaHcheppuH — TpaHCIOPTHBIN OENIOK, CIIOCOOHBIN CBA3LIBATH 2
noHa xerne3a. OH HUPKYJIUPYET B KPOBU U 3aXBaThIBACTCS KIETKAMHU
C y4acTueM TpaHC(EPPUHOBBIX perentopoB. [lociae npucoennHeHus
KOMIUIEKC MHTEpHAINU3YETCs (BTATMBACTCSA BHYTPh KJIETKH B COCTaBE
MeMOpaHHOI0 My3bIpbKa). [IpOTOHHBIE HACOCHI CHUYKAIOT BHYTpH pH,
KeJIe30 0CBOOOXKTAETC s, PEIENITOP BO3BPAIIACTCS Ha TIOBEPXHOCTb.

JKeneso gemoHupyercs B OpraHu3Me B cocTaBe 0enka GpeppuTu-
Ha. OH IPUCYTCTBYET B ITUTOIIA3ME BCEX KIIETOK, HO OOJIbIIE BCETO
€ro B MIEYCHHU, KOTOpasi obecreunBaeT Mpru HEOOXOAMMOCTH KeIe30M
BCE OCTaJbHBIE OpPraHbl M TKaHU. DeppuUTHH - TIOOYISPHBIA Oenko-
BBIH KOMILIEKC, COCTOSINUN U3 24 CyObEIUHUI], CIIOCOOHBIN CBS3BI-
BaTh 4-4,5 THICSYM aTOMOB JKee3a B PAaCTBOPUMOHN THAPOKCH(DOC-
(atHor (opme. Xeme3o HaAXOMUTCS BHYTPH MOIEKYINBI, OCIOK TO-
KpBIBaeT ero cHapyxu. CBOOOMHBIE HOHBI JKene3a TOKCHYHBI ISl Op-
raHu3Ma, Tak Kak MOTYT OBITh HCTOYHHKOM 3JIEKTPOHOB ISl 00pa3o-
BaHWA AaKTHBHBIX ()OPM KHCIOpPOJa W TPOBOIMPOBATH CBOOOIHO-
paauKanbHbIe Tporecchl. OeppuTHH MO3BOJSIET XPAHUTH HKEIe30 B
PacTBOPUMOI, HO HE TOKCHYHOH JJIsl OpraHusmMa Gopme.

OCHOBHBIM TTOTpEOUTENIEM XKemle3a SBISIETCS KOCTHBIH MO3T, KO-
TOPBIA UCIIONB3YET €ro ISl CHHTE3a reMa (Ha pUCYHKE HUKeE).
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opranusme. ExxemaeBHo TpeOyercs 20-30 Mr xene3a i SPUTPOIIO-
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http://eclinpath.com/chemistry/iron-metabolism/print/

[Ipu medunmre xene3a pa3BuBaeTcs aHeMus (MaJOKpPOBHE) —
COCTOSIHUE, MPHU KOTOPOM CHIDKAETCS KOJIHYECTBO SPUTPOLMTOB H
(wnn) comeprkaHue B HUX TeMOTTI00MHA.

MeTrabosn3M KaJIbLHs.

Kanbuus - BakHEMIIMHA CTPYKTYPHBIA M PErYJSITOPHBIN 3iie-
MeHT. [ToMumo GopMupoBaHHs KOCTHOTO MaTpHKCa, OH y4acTBYET B
04YeHb MHOTHX IIpOLECcCaX, CPEAN KOTOPBIX Ieperaya HEPBHOTO HM-
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myJibCa, CCKPETOpHAA aKTHUBHOCTD, I[I/I(i)(bepeHHI/IPOBKa U THOETE Kie-
TOK, MBIIIEYHOEC COKpAIICHUE, CBECPTHIBAHUEC KPOBH, pCain3aliusid UM-
MYHHOI'O OTBCTa U IIp.

B Tene B3pociaoro yenmoBeka COACPKHUTCS OKOJO KUJIOTpaMMa
KaJplust. 99% T 3TOro KOJIMYeCcTBa HaXOOUTCA B KOCTSAX B BUIE TH/I-
pokcuanmatuta (Caig(PO4)s(OH),). KocTHBINM My KanbIius SBASETCS
HMCTOYHHMKOM JIJIS TIOJITICPIKAHMSI €r0 KOHIICHTPAIMK B IJIa3Me KPOBH.
BriBesicHHE OCYIIECTBISIETCS B XOJ€ IMPOIIECCa PEMOICITUPOBAHUS
KOCTHOI TKaHH.

JIBr>keHue Kanplys B OPraHU3ME MOXKHO IIPOCJIENUTH 10 PU-
CYHKY.

MNoctynnexue
C nuwen Knetkn - 13 r
ir
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1000 r
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035r 05r
> Buexnetounan >
s HWALKOCTD = 1.3 7 s
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01r

http://ksumsc.com/download center/Archive/2nd/434/
3-Endocrine?20Block/T eams/Physiology/7-Calkium3 20Homeostasis. pdf

BcaceiBanre xanplusi OCYIIECTBIAETCS MO JBYM MEXaHU3MaM.
B 12-nepcTHO KUIIKE OCYLIECTBISAETCS. AKTUBHBIA TPAHCHOPT C y4a-
CTHEM MOHHBIX KaHanoB | RPV6. BHyTpu KieTku KaJbIHii CBSA3BIBA-
ercs ¢ OenKoM KaIbOMHIWHOM (BUTaMUH D-3aBHCHMBIA KaabIui
CBSI3BIBAIONINIA OEITOK), KOTOPBIM TPAaHCHOPTHPYET €ro MO KaHajdam
SHOIUIA3MATUYECKOTO PETUKYIIyMa 0e3 KOHTaKTa C IIMTOo307eM. B
MEXKJIETOYHYIO KUAKOCTh KaJlbIUi MEpEeHOCUTCS Ca?"-AT®da3oii.
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[Ipu BbICOKOW KOHIIEHTpAIMK KaJblKs B MHUIIE, OH MOXKET T (-
(GyHAMpOBaTH BHYTPH KIETKH MACCUBHO 1O TPaJUEHTY KOHIICHTpa-
UK. DTOT MPOIECC MPOTEKAeT MO BCEH MOBEPXHOCTH TOHKOIO KH-
LIEYHUKA U HE PEryIHpPyeTcs.

B mnasme kpoBu 35-50% kanbums cBs3aHo ¢ Oenkamu, Tpe-
MMYIIECTBEHHO C alIbOyMUHOM. 5-10% TIpUCYTCTBYET B BHJE COJCH
oprannueckux kuciot u ¢ocpartoB. Ocranbabie 50-60% cocTapisier
WOHU3UPOBAaHHBIA Kajnblid. MEHHO €ro KOHUEHTpalus B KpOBU
(1,3-1,5 MM) noziBepKeHa CTPOTOii PeryJIsiiuu.

Konnentpanus kxaneiug BHyTpu kKietkd B 7000 pa3 meHsblie,
yem cHapyxku (0,2 MkM npotus 1,4 MM). [laxke kpaTKOBpeMeHHOE
OTKPBITHE KaJBIIMEBHIX KAHAJIOB CYIIECTBEHHO MOBBIMIAET €r0 BHYT-
PUKJIETOYHYIO KOHIEHTpaluio. Tol ke 1enu CIyKUT JAEN0 UOHOB B
9HOIUIA3MATUYECKOM PETHUKYIIyMe. Y BEJIHMYEHHE YPOBHS KaJblHs B
LMTOIJIa3Me aKTUBHPYET B KJIETKE CHUTHAJIBHBIA KacKaj, Omocpe-
YOI JeicTBUE TOPMOHOB (MHCYJIWH), HeWpoMeauaTopoB (are-
TUJIXOJIMH), BBI3BIBACT MBIIIEYHOE COKPAILIEHHUE U T.JI.

Kasbiiuit HemocpeacTBeHHO MOXKET M3MEHITh aKTHBHOCTh MHO-
rux 6enkoB. OH obmazaer CIIOCOOHOCTEHIO CBSI3BIBATLCS CO CBOOOII-
HbIMHM KapOOKCHJIBHBIMH TPYIIIAMHA B MX COCTaBE, YTO HPHUBOAMUT K
HM3MEHEHHI0 MX KOH(pOpMAaIMd M OHMOJIOTHYECKOH akTMBHOCTH. [lo
3TOMY MEXaHU3MY KaJbIIHi YIaCTBYET B CBEPTHIBAHUH KPOBH.

ITomumMo »TOro, B ULHUTOIUIA3ME HPUCYTCTBYIOT KalbLUil-
CBSI3bIBAIOLIME OENKU, KOTOPBIE OIOCPEAYIOT €ro aKTUBHOCTb. B
MBILIEYHOH TKaHU 3TO, HAIIpUMeEp, TPortoHuH C, KOTOPBIN B OTCYTCT-
BHE MOHOB KaJbIUsl OJOKUPYET CBSI3bIBAHHE MUO3MHA C AKTHHOM,
MpEeAOTBpaIlas MbIIIEYHOE COKpalleHue. Vnn mpucyTCTBYHOIIMI B
LIUTOIUIa3ME BCEX IYKAPHOTHYECKUX KIIETOK OEIOK KaJbMOIYJIHH.
Ilocne npucoenuHeHUs YeTbIpEeX HOHOB KaJIbLUsI OH BCTpauBaeTcs B
Oolee, UeM COPOK Pa3IMYHBIX (EPMEHTOB, PETYIUPYS UX QPYHKIHIO.

Pezynsyus ypoens xanvyus 6 Kposu.

OCYH_IGCTBJ'ISICTCSI C MMOMOIIBIO KaJIBIIMTOHWHA, IIapaTrOpMOHa 1
KaJbLIUTpHOJIA.
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Cexpenyst KalbIIUTOHNHA BO3pACTAET MPU YBEIUYEHUH KOHIIECH-
Tpaluu Kanblusl B KPOBH M CIIOCOOCTBYET NEMOHHPOBAHUIO €ro B
KOCTHOM TKaHH. AHTaroHUCTOM KaJbIIUTOHWHA SIBJSIETCSA MapaTrop-
MOH. Ero eficTBrE IPOTUBOIIOI0XKHO.

KaibIUTOHUH MOJaBIsIeT aKTUBHOCTh OCTEOKJIACTOB U MOOMJIH-
3aIUI0 KalblLHsl U3 KOCTEH. YBEINYUBAET SKCKPELHIO 3TOr0 HOHA C
Mo4oi. OJHOBpEMEHHO MapaTropMOH CHW)KaeT BbiBeleHHe (ocda-
TOB MMOYKAMH, YTO MPUBOAUT K CBSA3BIBAHHIO KAJbIIUS TIa3Mbl KPOBH
B BHJIC HEPACTBOPUMBIX (HOCHOPHOKUCIBIX CONCH M YMEHBIICHHIO
KOHIIEHTPAIMH €T0 aKTHBHON NOHU3UPOBAHHOW (DOPMEL.

[TapaTropMoH yMeHbIIIaeT 00pa30BaHKUE KaJIbIUTPUOJA (aKTHUB-
HOro Merabonuta BuTaMuHa D) B moukax. DTo MPHBOIUT K CHUXKE-
HUIO CHHTE3a KaJhbOWH/INHA U BCACBIBAHUS KaJIbIIMs B KHICYHUKE.

J [

napauiumosudisie
AENEThL

napam
Zopmon YBEAMYEHME
mMobBMAKIaLWA - f . peabcopBumm KansumA
M3 KOCTHOR -
Trant YBEAMUYEHME CHHTE3a
KaNbUMHTPHONE
\-——— Bumamun [

i
= YBEAHUEHHE
BCACHIBAHMA
(L HKanbuy+A

https:/ www.pinterest.com,/ pin/814447913 3420682226/

CJIGI[CTBI/IGM ,Z[eq)I/II_H/ITa KaJIblMs SABJIAIOTCSA TaKas IIaTOJIOI'MA,
KaK paxuT, OCTCOIOopoO3. W30bITOYHEIE JO03bI KaJIbIIUs 1 BUTaMHWHa D
MOTr'yT IPpUBOJUTH K IT'HIICPKAJIBIIUCMHUU.
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Maruwnii

Tperuii Mo xonuuecTBy MHHepan. B opranusMe denoseka co-
nepxkutcs mopsiaka 70 v, 60% U3 KOTOPBIX HAXOMUTCA B KOCTHOM
TKaHH.

VYyactByer B kauecTBe koakTopa B Oosee ueM 300 peakiusx, B
TOM 4Hclie B rukonu3e, nukie Kpebdca u f-okucnennu. Hykneosun-
tpudocdater Brirouas ATD nposBIsIOT aKTHBHOCTH TOJIBKO B KOM-
iekce ¢ MaruueM. COOTBETCTBEHHO, 3TO 3aTparMBaeT MHOXKECTBO
peaKuui C UX yHaCTHEM.

CBsi3pIBasiCh C OTPUIATEINBHO 3apsHKEHHBIMH  (ochaTHBIMU
rpyInamMyi, MarHUi TOJJIEPKUBAET MPOCTPAHCTBEHHYIO CTPYKTYPY
HYKJICMHOBBIX KHCJIOT U XPOMaTHHA B EJIOM.

VY pacreHui BXOAUT B COCTaB XJOpO(HIUIA ¥ MPUHAMAET yd4a-
cTre B (hOTOCHHTE3E.

Henoctatok Maraust B opraHu3Meé 4peBaT MHOXKECTBOM Hapy-
IIEHUH, BKITIOYAs CePIeUHO-COCYTUCTYIO TATOIOTHIO.

Mens.

B mrazme kpoBHM moanepKUBaeTCs MOCTOSHHBINA YPOBEHB 3TOTO
MUKpOIJIEMEHTa, OJjaromapsl CIIOKHBIM MeXaHW3MaM BCachIBaHUS,
TpPaHCIIOPTa, BRIBENEHUS U NemoHupoBaHus. B xpoBu 95% cBsizaHo C
LEPYIOIIIa3MHHOM — (hePMEHTOM, O0JIaalOIINM OKCHUIa3HOW aKTHB-
HocThio. Kaxxmass Monekyma Oeika CBSI3BIBAeT IIECTh aTOMOB MEH,
M3-32 4ero OH MMeeT roy0yr0 OKpackKy.

Braronaps nepemennoii BanentHoctd (Cu?* u Cu'™) memp yua-
CTBYET B OKHMCJIMTEIbHO-BOCCTAHOBUTENBHBIX TIPEBPALIEHHAX H BXO-
IIUT B cOCTaB Oolee pecarka (pepMeHTOB.

LlepynornasMuH — OKUCIsIeT (DEHONBI U MOJIMAaMHHBL, a TaKkKe
2 3
Fe™" B Fe”, yuacTBys Takum 06pa3zoM B roMeocTase skKelesa.

CynepokcunaucmyTa3za — BHE- M BHYTPUKIICTOUHBINH (EpMEHT
pa3pyLaromuil cynepokcHl, KOMIOHEHT aHTHOKCHJAHTHON CHCTEMBI
OpraHusma.
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HHTOXpOMOKCI/II[aZ%a — Y4aCTHHUK LCHH TEPEHOCA DJICKTPOHOB B
MHUTOXOHAPUAX.

Jodbamuu-B-rumpokcunasza - GepMeHT, npeBpalammmil noda-
MHH B HOpaIpEHAITHH.

Tuposnnaza — hepMeHT, KaTaTU3UPYIOUIHNA TPEBPAICHUE THPO-
3WHA B JTUOKCHU(EHUIIANaHNH, - IPEAIIECTBEHHUK BCEX KaTeXOIaMu-
HOB, U JUOKcH(EeHUIaHNHA B 10(QaxpoM — KITFOUEBOH MPOMEKYTOU-
HBIW TPOJYKT B CHHTE3€ MENIAaHHHOB.

JIu3unokcuiaza — BHEKJIETOYHBIH (DepMEHT, yJacTBYIOIIHMIA B
CO3peBaHUM KojulareHa M snacTuHa. OKuCIser cBOOOAHbIE aMHHO-
TPYIIIBI JIM3UHA B COCTaBE 3THX OCJIKOB, MpeBpallas uX B allbIeru/i-
Hble. Jlanee OHU CIIOHTAHHO PEArHpYIOT JPYT C JAPYrOM MM aMUHO-
rpymmnamu, o0pasys NonepeyHble CIIMBKA B MOJIEKyJIaX OEIKOB, 4TO
CTaOMITU3UPYET UX CTPYKTYPY.

Maprasen

BxomuT B coctaB (hepMEHTOB Bcex IecTd KiaccoB. Haumbomee
M3BECTHBIMHA METAJUIONPOTEHHAMH, COJEPXKAIIUMU MapTaHel], SBJIf-
FOTCS:

MuToxoHApHalIbHAs CYTIEpOKCUIIUCMYTAa3a.
Aprunasza — pepMeHT ITUKIIa MOYEBHUHEI.

OO6paTHas TpaHCKPHIITa3a HEKOTOPHIX BUPYCOB - ()epPMEHT, CHH-
tezupytoumii JIHK Ha maTpruue PHK.

Bonooxkucnstonmii komruieke ¢orocuctemsl |l comepxur ye-
TBHIPE aTOMa MapraHna ¢ Pa3HOi CTENEHBIO OKHCIICHHS.

EI/IHK

[Ipumepno 10% Bcex OenkoB opranu3ma (mpumepHo 2800) 06-
Ja1al0T CIIOCOOHOCTHIO CBSI3bIBaTh UMHK. Cpenu HUX Ooliee TPEeXcoT
(epMeHTOB BceX IIECTH KIaccoB. B cocTaBe IIMHKOBBIX IaJbLECB
BXOJIUT B COCTaB HyKJI€a3 M COTEH (PaKTOPOB TPAHCKPHIILIHH.
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W3 (depMeHTOB MOXHO YIOMSHYTH AJKOTONbIACTHAPOreHasy,
KapOOKCHIIeNTH a3y, KapOOaHTHIPa3y.

Konnentpamnus mupka B opraHuzMe MOJJIEP)KUBAETCS 3a CUET
KOOp/AWHAILIUM TIPOIIECCOB BCACHIBAHHUS UM BHIBEIECHUS Yepe3 KHIley-
HUK.

Cenen

B Buze cenmeHommcTenHAa W CEIEHOMETHOHWHA (Y PACTCHHI)
BXOOUT B COCTaB HEKOTOPBIX Q)epMeHTOB. VY 4enoBeka W KUBOTHBIX
CEJIEHOLMCTENH TIPUCYTCTBYET B INIYTAaTHOHIIEPOKCHa3€ — OJJHOM U3
(hepMEHTOB aHTHOKCHJIAHTHOMW 3aIUThI; HOJOTUPOHUH-IEHOIUHA3E —
CUHTE3UPYIOIEH TPUHOIUPOHUH U3 THPOKCHUHA W JEHOIUpYIOLIen
T3 uT4.

Won

Mox mocTynaer B OpraHu3M B OCHOBHOM C BOJIOH M PACTHTEIb-
HO# numield. BcackiBaercs B TOHKOM KHIIIEIHUKE B opMe HOMUIOB U
TPaHCIIOPTUPYETCS B KPOBH B CIIab0 CBsI3aHHOM C¢ Oenmkamu Buue. C
yYacTHeM HATPUH-WOTHOTO CHUMIIOPTEpa MOTIIOIMAETCs (POILTHKYIISIP-
HBIMH KJIETKaMHU IIUTOBUAHOM >kene3bl. B Heil cogepxutcs 80% Bce-

ro #oma, MPUCYTCTBYIONIIETO B OpraHnu3Me. BEIBOMUTCS HA NIBE TpETH
C MOYOM.

Wcnons3yercs st CHHTE3a TOPMOHOB IITUTOBUIHOM JKeJIe3bl.

ITockonbKy OCHOBHBIE 3amachl Hoga Ha IIAHETE HAXOIATCS B
MOPCKOH BOJIE, TIOYBBI TEPPUTOPHUIL, YAAIEHHBIX OT MOOEPEXKbs, Jac-
TO AePUIHUTHBI IO HOmy. DTO 0OYCIOBIMBAET HEOOXOAUMOCTH HOH-
POBaHMS MPOIYKTOB JUIS MPOPHIAKTHKN 3a00JIeBaHU, CBI3aHHBIX C
HEJJOCTaTOYHOCTHIO JAHHOTO MHKPODJIEMEHTA.

DTop.

ConepxuTcsi IpEeuMyIIECTBEHHO B 3Maiu 3y0oB B opme (dro-
pannatuta CasF(PO,)s. s 310poBbs 3y00B BpeieH KaK HEIOCTATOK
(dTOpa, MOCKONBKY MPUBOJUT K YMEHBIICHUIO MPOYHOCTH SMAIU U
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MPOBOIUPYET Pa3BUTHE Kapheca, TaK U M30BITOK, BBI3BIBAIOIINN ce
noreMHeHue (Gryopos).

Xiiop

Coxepxutcsi B opranu3Me 4enoBeka B komuuectBe 50-60 r B
¢dhopme xsopuoB. COBMECTHO ¢ MOHAMH KaJIMs U HATPHsI y4aCTBYET
B BOJJHO-COJIEBOM OOMeEHE, TO/AJIEP)KaHUN OCMOTHYECKOTI0 U KUCIIOT-
HO-OCHOBHOI'O PABHOBECHS B OpraHU3Me, CTA0MIN3alid MEMOPaHHO-
ro noreHnuanga. HeoOXomum Jisi CHHTE3a CONSHOW KUCIIOTHI B JKe-
nyake. MoHbl xjiopa CTUMYJIHUPYIOT aMujia3y, YTO SBJISIETCA PEAKUM
MPUMEPOM, Korjia (PepMEHT HYXJIAeTCs He B KaTHOHE, a aHUOHE JIJIs
MIPOABJICHUA aKTUBHOCTH.

Docdop.

Buonoruueckas poiis dochopa onpenesiercs ero IpucyTcTBy-
eM B Buze ¢ochara B CTPYKType HYKIECOTHIOB, HYKJIEHHOBBIX KH-
ciot, KodepmenTos, dochonunuaos, dpochonporenHoB. B cocrase
anmatuTa U (GTOpanmnaTuTa BXOJHUT B COCTaB KocTed U amann. doc-
(dartubrit 6ydep — onuH U3 GaKTOPOB, MOAACPKUBAIOIINX KHCIOTHO-
OCHOBHOE PaBHOBECHE B OPTaHU3ME.

Cepa.

Bxoaur B coctaB mHCTeWHA, METMOHWHA W, COOTBETCTBEHHO,
MPaKTUYECKH BCEX OENKOB B OpTaHW3Me. Y4acTByeT B (OPMHpPOBa-
HUUW TPETUIHOU CTPYKTYphI O€TKOB (nucynbhuaasie MOCcTHKHN). [lpn-
CYTCTBYET B THAMUHE, OMOTHHE, JINTIOCBOH KHCIOTE, KohepMeHTe A,
rIIyTaTroHe u mp. B ¢opme cynbdara ncnonsayercs st 00e3BpexH-
BaHUSA TOKCHYHBIX META0OIIMTOB ¥ KCEHOOMOTHKOB.

BreBomuTcst B popme cynbhaToB ¢ MOYOH.
KobanbT.

Bxomut B coctaB ButamuHa B12.
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