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BBE/IEHUE

Buoxumus (6uonrozuveckas Tumus) — STO HAyKa O XUMHYECKHX OCHOBAX
JKUBHEJICATEIbHOCTH  Ha BCEX YPOBHAX OPraHW3allud KUBBIX CHUCTEM, BKJIIOYAs
XUMUYIECKOe CTPOCHUE U CBOMCTBA IPUPOIHBIX COEJIMHEHUN U UX KOMILJIEKCOB, OCHOBHBIE
IyTH U MEXAHU3MBI PEryJIslind MeTabOon3Ma, OMOXUMIIECKAE MEXaHU3Mbl PeaTN3AIAN
reHEeTHYECKON MH(MOPMAINH, XUMUIECKIe OCHOBBI OMOMHYKEHEPUU U OMOUHMOPMATUKH U
ap.

CranoBiienne OMOXMMHUM KaK CaMOCTOSITEIbHON HAyKM MPUILIOCh Ha Komer XIX —
Hadasjgo XX B. B pe3ysbrare o0benHeHns (hU3N0IOTNIeCKON XUMUU, COOTBETCTBYIOIIIX
pa3/ieJIoB OPraHnvecKoll XuMun u psjia npyrux xanpasiaenuii. B 1903 r. Kapa Heiibepr
BBeJI B oOpaieHne TepMuH <«Ouoxumus». Muoorume BarkHefimme Bexu (HhOPMUDPOBAHUS
OMOXUMHUIECKUX 3HAHWI HEIOCPEJICTBEHHO OOYC/IOBJIEHBI MPOHMKHOBEHUEM B HAyKY
IEPEIOBBIX MWHCTPYMEHTAIBHBIX (PU3NIECKUX U XUMHUIECKUX METO/IOB aHAJIM3a, TECHBIMA
KOHTaKTaMH C XUMUKaMd, OU3NKaMU, MaTeMaTHUKaMH U CHEIUAJUCTaMU JIPyTUX
CIIeIaIbHOCTE.

Ha ocHoBe moCTHKEHHI KJIacCHYecKOl OMOXMMUKM BO3HUKJ/IM HOBbIE HAIPABJICHUS:
Ouoreoxumusi, OHMOOpPraHWYecKas XHUMHsI, MOJIEKyJIdpHasd Ouojorus, Omopu3nKa,
OuoHeOprannvIecKast XUMUsSI U JApyrue HaykKu. B Hacrosimnee BpemMsi OHOJIOMAsS BBIXOINT HA
MOJIEKYJISIPHBIA YPOBEHb. BHOXUMUSA U MOJIEKYJIAPHAsT OMOJIOTHST ABJISIIOTCA CMEXKHBIMUI
OYPHO Pa3BUBAIOIIMMUCH HAYKAMU.

Mounekysipaas OMOJIOTUsT M3y4daeT CIIoCOObl XpaHeHUs HACJIEICTBEHHON MH(MOPMAIIUN
U MeXaHU3Mbl ee peaymsaruu. lVcxons w3 BaxKHeWMNX 3a7ad, OHA JEJTUTCH
Ha MOJIEKYJISIDHYIO TEeHETHKY, MOJIEKYJISIPHYI0 OWOJIOTHIO PAa3BUTHUs, MOJIEKYISIPHYIO
UMMYHOJIOTHIO U T.J.

Buoxumuio ycmoBHO nenaT Ha Tpu pasigena. Cmamuveckas O6UOTUMUA UIYTaeT
XUMUYIECKUN COCTaB KUBBIX OPraHU3MOB, JUHAMUYECKAA OUOTUMUSA — OOMEH BEIIeCTB
U SHEPIuu, GYHKUUOHAALHAA OUOTUMUA WCCIETyeT OOMEH BeNeCTB U SHEPIUU BO
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B3aMMOCBA3U ¢ (DYHKIUAMEI OPIaHOB U TKAHEH.

K dyuknuonaibuoit 6uoxuMun OTHOCATCS U Te O0JACTH OMOXUMHUUIECKUX 3HAHUIA,
IJIe U3y4daloTcss OCOOEHHOCTH MPOTEKAHUS OMOXUMHYECKUX IIPOIECCOB IPU PA3IUTHBIX
(byHKL[HOH&,HbHBIX COCTOAHUAX OpraHu3Ma (B JaCTHOCTHU, MEJIUITUHCKaA 6I/IOXI/IMI/IH 141
OGUOXMMUST CIIOPTA).

CoBpemennas OmoxuMus 0Oasupyercsd Ha 3HAHUAX HEOPraHUIEeCKOi, (DU3UUIECKOI,
AHAJUTUIECKOH M OPraHMYecKoil XUMHUH. B OHOXMMHUYECKUX HCC/IeIOBAHUSX ITHPOKO
HCIIOJIb3YIOTCA CbI/ISI/IKO—XI/HVII/I‘IeCKI/Ie METOdbI I/ICCJ’IG,ZLOB&HHEI.

Buoxumus mpejicrapisier cobOil JMHAMUYHYIO, OBICTPO pa3BUBAIOILYIOCS 00JIacTh
3HAHUII U CTOUT B pPaAay BasKHENIINX JUCIUIIJIINH B IIO3HAHUN JKHUBOI MaTepun.
[HenTpambHbIME TPOOIEMAMEI COBPEMEHHOW OMOXUMWN SIBJIAFOTC:

® U3yUeHUe pacipejesennss OMOMOJIEKYJ B KJIE€TKAX U BO BCEM OPraHU3ME;

® YCTAHOBJIEHUE CBS3M MEXK/Iy XUMHUIECKUM CTPOEHHEM U OMOJIOIMYeCKO (hyHKIIENt;
® u3yueHUe pacipee/ieHns OMOMOJIEKYJI B KJIETKAX U BO BCEM OPraHU3ME;

® YCTAHOBJIEHUE CBA3M MEXKJIy XUMHIECKUM CTPOEHUEM U OMOJIOTMYecKOil (DyHKIIMeld;
® uCCIIeJIOBaHNE Iy Tell iepeHoca nHgopMaIu;

® UCCIIeJIOBaHNEe OOMEHA BEIeCTB U SHEPIUH;

® U3yUeHre 3BOJIONUH KaK OMOXUMHUIECKOTO MPOIIECCa;

® JICC/IEJIOBAHME PEryJSITOPHBIX MEXaHM3MOB U MEXaHU3MOB OMOXUMUYECKON

aJlanTanun, OJjarogapsd KOTOPBIM —KJeTKa U OPraHu3M  IOJIEPKUBAIOT U
KOHTPOJIUPYIOT CBOIO YKU3HEJIEATETHHOCTD.
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B mame Bpemsi HempepbIBHO BO3pacTaeT pOJIb OMOXMMHUM B BarKHEHIux cdepax
YeJIOBEUYCCKON JIeATE/IbHOCTH, CBA3AHHBIX C YKABOW IIPUPOAOI: OXpaHe OKpPYzKalollen
Cpesibl, 3PABOOXPAHEHUN, CEITbCKOM U JIECHOM XO3SMCTBE, OMOTEXHOJIOIHH, MHUIIEBO
ITPOMBIIIIJIEHHOCTH.
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WUcropus pa3zButus duoxumMuu

B wucropum paszBuTHs OMOXMMUYECKUX 3HAHUI W OMOXUMUNM KaK HAYKA MOXKHO
BBIJIEJIUTH 4 TTepuo/ia;

[ mepuom — ¢ jpeBHux BpemeH jio smnoxu Bospoxuenus (XV  B.). Dro
[IEPUOJ, ITPAKTUYIECKOTO UCIOIb30BaHUS OMOXMMUYIECKAX IIPOIECCOB 0e3 3HaHWi WX
TEOPETUIECCKUX OCHOB H IIE€PBbIX, HOpOI7I O4Y€Hb IIPUMUTHBHBIX, 6I/IOXI/IMI/I‘IQCKI/IX
uccieoBanuii. B camble OT/aJIeHHbIe BpeMeHa JIIOJAU YK€ 3HaJd TEeXHOJIOTUIO
TaKUX IPOU3BOJICTB, OCHOBAHHBIX Ha OMOXMUMHUYECKUX IPOIEccax, Kak XJedoledeHue,
chIpOBapeHue, BUHoe ue, Jybsienne KoxK. Vcrob3oBanne pacTeHnii B IMUIIEBBIX HEJIsX,
JIJIs TIPUTOTOBJIEHUsSI KPACOK, TKaHell HATAJKUBAJO Ha IIONBITKH IIOHITH CBONCTBA
OTAEJIbHBIX BECIIECTB PAaCTUTEJIbHOTI'O IIPOUCXO2K/ICHNA.

IT mepuon — or Havasa smnoxu Bospoxkjaenus: g0 BTOpoil mosioBuHbl XIX B., Korja
OMOXMMUS CTAHOBUTCSI CAMOCTOSATEILHOI HayKoii. Besmmkuii nccyieioBaTesib TOro BpeMEHH,
aBTOP MHOI'MX IIIeJIeBPOB NCKYCCTBa, apXUTEKTOp, HHKeHep, anaToM Jleonapao jga Buntun
IIPOBEJI OIBITHI U Ha, OCHOBAHUK UX PE3YJILTATOB CJI/IAT BaXKHBIHN JIJIsd TEX JIET BBIBOJ, UYTO
JKUBOM OpraHu3M CIIOCOOEH CYIIECTBOBATD TOJIBKO B Takoi armMocdepe, B KOTOPO MOXKET
TOpeTh ILIaMs.

B sror nepmosn ciaemyer BbIAenTh paboOThI TAKUX yUeHBIX, Kak [lapamensc, M. B.
Jlomonocos, 0. JIubux, A. M. Byriepos, JlaByasbe.

IIT mepmom — co Bropoit mosoBuubl XIX B. g0 50-x 1. XX B. O3HaMeHOBaH
PE3KIM YBeJIUIEeHNEM HHTEHCUBHOCTH U IVIyOMHBI OMOXUMHIYIECKUX HCCIeI0BaHMiT, 00beMa
oJTy4aeMoil  mH(OPMAaIuU, BO3POCIHIUM MTPUKJIAIHBIM 3HAYEHUEM — HUCIOJIb30BaHUEM
JIOCTVZKEHUIT OMOXMMUM B TPOMBIINLJIEHHOCTH, MEJUIMHE, CeabcKoM xo3gdiictBe. K
9TOMY BPEMEHU OTHOCATCS PabOThl OJHOTO W3 OCHOBOIIOJIOXKHUKOB —POCCUNCKOIM
buoxummu A. . ammmeBckoro (1838-1923). Ha pyGexe XIX m XX BB. paboras
KPYIHEHANii HeMeIKUil XUMUK-Opraiuk u oumoxumuk . Pumep (1862-1919). Uwm
ObL cHOPMYIMPOBAHBI OCHOBHBIE MTOJIOYKEHUS TTOJUIEIITAIHON Teopun OEJTKOB, HAYA IO
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KoTopoit gann ncciepoBanus A. . Jlanunesckoro. K sTomy BpemeHu oTHOCATCST pabOThHI
Besikoro pycckoro ydenoro K. A. TumwpsizeBa (1843-1920), ocHoBaTessi COBETCKOI
ouoxumnaeckoii mroabl A. H. Baxa, memernkoro omoxmmvmka O. Bapoypra. B 1933 r.
I Kpebc 1mogpobHO M3ydumsi OPHUTHHOBBIH NHUKJI OoOpa3oBaHusd MOYEBUHBI, a 1937 T
JIATUPYETCd OTKPBITHE UM Ke THuKJa TpukapboHoBbix Kucjaor. B 1933 r. /1. Keitniun
(AHrMst) BBIIEJNT IUTOXPOM C M BOCIHPOHM3BEJ IPOIECC IIEPEHOCA 3JIEKTPOHOB II0
JIBIXaTeJILHON TIeln B mperaparax u3 cepjednoir mbimibl. B 1938 . A. E. Bpaynmreiin
n M. I Kpumman BrepBble onucajgm peakiuyl TPaHCAMUHUPOBAHUsS, SBJISIONIUECH
KJIFOYEBBIMH B a30TUCTOM OOMEHE.

IV mepuon — ¢ madana 50-x rr. XX B. [0 HACTOdAIIEe BpeMs. XapaKTepPU3yeTcd
IMIAPOKUM HCIIOJb30BaHUEM B OMOXUMUYECKUX HUCCICTOBAHUAX (DUIUICCKUX, (DUBNKO-
XUMHUIECKUX, METOJIOB, AKTHUBHBIM U  YCIEIIHBbIM H3YIeHHEM
OCHOBHBIX OHMOJIOTMYIECKUX TPOIeccoB (6uocnHTe3 6EJKOB M HYKJIEHHOBBIX KHCJIOT)
Ha, MOJIEKYJIAPHOM U HAJIMOJIEKYIIPHOM YPOBHSX.

MaTeEMaTHIECKUX

Kparkast XpoHOJIOIusSI OCHOBHBIX OTKPBITHII B OMOXUMHUHU 3TOTO MEPUOJIA:

— 1953 . — IIxx. Yorcon n @. Kpuk mpeioKuim MoJIe/b IBOMHOM ClupaJsi CTPOEHMS
JIHK.

— 1953 . — ®@. Cenrep BHepBbIe pacimdpoBa AMIHOKUCIOTHYIO MTOCIEI0BATEIbHOCTD
OeJIKa UHCYJINHA.

— 1961 r. — M. Hupenbepr pacmudpoBas mepByo «OyKBy» Koja O€IKOBOIO CHHTE3a
— rputier JJHK, coorBercTBytomuit dbenniaaanmmy.

— 1966 r. — II. MuTtyesnr chopmyanpoBal XeMIOCMOTUYIECKYIO TEOPUIO COIPSIXKEHUST
JIBIXaHUSA ¥ OKUCIUTETLHOTO (hoCchOPUITUPOBAHUS.

— 1969 r. — P. Mepudnib/1 XUMUIECKIM Iy TEM CUHTE3UPOBAJT (hepMEHT pUOOHYKIea3y.

— 1971 r. — B coBMecTHOl pabore JBYX Jaboparopuii, pyKOBOAUMBIX FHO.
A. OsumnnukoBeiM u A. E. Bpaynmreiinom, ycraHoBjeHa IepBUYHAsl CTPYKTYpa
acrapraraMuHoTpaHcdepas3bl — Oeyika 3 412 aMIHOKUCIIOT.

— 1977 r. — @. Cenrep BIEPBbIE MOJTHOCTHIO PACHIU(POBAJ IEPBUIHYIO CTPYKTYPY
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mostekyisl JIHK (dar ¢ X 174).
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CTATUYECKAZZ BNOXVMUNA

1. XUMUYECKHNIN COCTAB >KMNBBIX OPTAHN3MOB

XUMHYECKU cOCTaB TKaHEHl M »KUJIKOCTEHl »KUBBIX OPTaHU3MOB YUPE3MEPHO CJIOXKEH,
ero m3ydaan MHorue yderbie B XVII-XVIII cromerusix. Bo Bropoii mosiopune XVIII
B. A. JlaByasbe, mcciemnyss XUMUYECKH JIEMEHTAPHBIM COCTaB BEINIECTB, BBIIEICHHBIX
U3 PACTeHWi U JKUBOTHBIX, OOpaTW/J BHUMaHWE HA TO, YTO OHU COCTOAT W3
OTPAHUYEHHOI'O0 HYHCJA XUMHYECKUX 3JIEMEHTOB, B ocHoBHOM u3 derwipex: C, H, O
u N. DBosbmmoit BKJIa)i B U3y4YeHHe 3JEMEHTAPHOIO COCTaBa KUBON MaTepUu BHEC
BBIJIAIONINICSA yUIEHBIN, OCHOBOIOJIOXKHUK Omoreoxumun akajemuk B. V. Bepnajckwnii,
YCTAHOBUBIINN CBA3b MEXKJIy XUMHYECKUM COCTABOM KUBBIX OPIaHU3MOB WM 3€MHOM
Kopoit. OH MoKa3aJi, YTO B COCTAB KUBLIX OPTaHU3MOB BXOJIAT, IJIABHBIM 00pa30M, Te
XUMUYIECKHUE 9JIEMEHTHI, KOTOPhIE CIIOCOOHBI 00PA30BLIBATD JIEMKOIO/IBUKHbIE XUMUIECKIE
coeyimaennd. biecrsamme npen B. 1. Bepruajickoro nosydwuim jajibHeiiniee pa3sBUTHE B
tpyaax A. II. Bunorpamgosa, B. B. Kosanbsckoro, ®@. 4. Bepumrreitna u 1pyrux yJIeHbIX.

B kuBbIX opranmzmax HaiijieHO OK0JIO 70 XumudeckKux 3jeMenToB Tabsminl /. U.
MemnpeeeBa, m3 HUX 0K0JI0 20 BCTpeYaeTcss BO BCEX TUIAX OPraHU3MOB.

B xuBbix oprammsmax Hambojee 4UacTo BeTpedaeTcs 11 XUMUYECKHX 3JIEMEHTOB
(99,9% Bcex aToMOB Tesa), BXOJAINIUX B COCTAB BAYKHEHIINX OHOXUMUIECKUX COEJIMHEHMI
U T10/IJIEPZKUBAIONTUX 3JIEKTPOJTUTHBIN OataHc TKaHel opranu3Ma. [yraBabIMu OuoreHHbIMI
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smemenTamu siBistioresi: H, O, N, C, P u S. U3 3TuX XUMUIECKUX 3JIEMEHTOB
COCTOSAT OCHOBHBIE OPraHUYIeCKHE COEIMHEHNS, TAKUE KaK OEJIKH, YIJIEBO/IbI, HyKJICHHOBBIE
KHUCJIOTHI, JIUIUIAbI U Jpyrue COoeJInHeHus, oOpa3yoline KHUBY Mmarepuio. Hapsiay c
JIDYTUMI XUMHAYEeCKUMHU 3jeMeHTaMu Takme dmemeHThl, Kak Na, K, Ca, Mg u Cl, B
JKUBO TIPUPOJIE TIPEJICTAB/IEHBI, TJIABHBIM 00pa30M, B BUJIE MEJIOT0 Psjia HEOPTraHUIeCKIX
COeIMHEHUI: BOJIBI, COJIeil aMMOHMs, KapOOHATOB, CYIb(MaTOB, OPTO- U MIPOdochaToB, —
KOTOPBIE TTOJJIEP>KUBAIOT 3JIEKTPOJIUTHBIN DajIaHC »KUJIKOCTEel U TKaHell opraHu3Ma.

B 6Gompmmucree kinerok comepxkamme H, O, N m C cocrasuager okomo 99% wnx
Macchl. Ha To, 9TO 9TM XUMHUYECKHE 3JIEMEHTBI OKAa3aJuCh HambOoJIee MOIXOIAITIMA
JIJIg 00pa30BaHUs »KUBON MaTepUU U BBITOJHEHUA OMOJOTHIECKUX (PYHKIUI, MMeeTCs
HECKOJIbKO HpUIHH. Bo-TepBbIX, 3TH dYeThbIpe 3JIeMeHTa 00J1aJal0T OJHUM OOIIUM
CBOMCTBOM: OHHU JIETKO 0OPa3yloT KOBAJEHTHbBIE CBA3U IIyTeM OOOOIEHUs 3JIEKTPOHOB.
Jlyig  MOJIHOTO YKOMILIEKTOBaHUS BHEIIHUX 3JEKTPOHHBIX 000J109eK U 00pa30BaHUs
KOBAJICHTHBIX CBs3€il BOJIOPOJY TpeOyeTcs OJWH, KHCJIOPOIAY — JIBa, a30Ty — TPHU U
YIJIEPOJly — dYeThIpe 3JIeKTpoHa. Kpome TOro, oHM MOTYT JIEFKO pearupoBaThb JPYT C
JIPYTOM, 3allOJIHAs CBOM BHeNIHHE 3JjeKTpoHHbIe 00009k, C, N m O crocobubl K
00pa30BaHMIO HEe TOJIHBKO OJMHAPHBIX, HO U JBOWHBIX CBA3€M, UTO BeJIeT K pa3sHOOOPA3UIO
XUMHAYIECKUX coeanHennii. JIst mocTpoeHnsT »KUBBIX OPTaHU3MOB OBLIN HMCIIOJIH30BAHbI
caMble JIeFKHe dYeThIpe 3JeMEeHTa W3-3a CIIOCOOHOCTH 00pa30BaHUsl HMH IIPOYHBIX
KOBAJICHTHBIX CBsA3€M, T. K. MPOYHOCTH KOBAaJEHTHOW CBA3M OOPATHO MPOIOPIIHOHAIbBHA
ATOMHBIM MaccaM aTOMOB, 00pPa3yIOIIUX 9TY CBA3b.

[lo KoIMYECTBEHHOMY COJEPXKAHUIO B KHBOM BEIECTBE JIEMEHTHI JEIIT Ha TPU
KaTeropuu:

1) maxposaemernmot, KounenTpaius koropsix npesbimaer 0,001% (O, C, H, Ca, N,
P, S, Mg, Na, Cl, Fe),

2) muKkpossemernmst, 105 Koropbix cocrasysier ot 0,001% 10 0,000001% (Mn, Zn,
Cu, B, Mo, Co u MH. 1p.),

3) YAbMPAMUKDPOILEMEHMBL, COJEpKanne KOTOPbIX He npesbimaet 0,000001% (Hg,
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Au, U, Ra u ap.).

MHOrounciaeHHble MaKpo- M MHUKPO3JIEMEHTBI, 00pa3ylolue >KUBYIO MaTepuio,
OPHUCYTCTBYIOT B Heil B BUJE pa3sHOOOPA3HBIX XMMHUYECKuX coeaunenuit. [Ipumepno 75
% 6Buomacchl cocTapjiseT BOJA, XOTS ee COJeprKaHue B OpPraHm3MaX Pas3/IMYHBLIX BUIOB
cusbHO Kostebstercst (o1 40-60% y npeBecubix pactenuii 10 99% y meayssl). Boma urpaer
OIPOMHYIO POJIb B CO3JaHUM yCIOBUi s »KusHeaesTeabrocrn. Oma obpasyer Ty cpey,
B KOTODOIi IpPOTEKAIOT (PUBNKO-XUMHYECKUE IIPOLECCHI, OOeCIeYMBAIOIINE IIOCTOAHHOER
BO300HOBJICHUE »KUBOI'O BEIIECTBA, & TAKXKE yIaCTBYET B PEAKIUAX T'HJIPOJIN3A.

BroppiM 110 KOJIMYECTBEHHOMY COJIEPYKAHUIO B OHOJOTMYECKUX O0bEKTaxX, HO,
HECOMHEHHO, TIEPBBIM U TJIABHBIM 110 3HAYCHUIO KJIACCOM COCJIMHEHUN SIBJIAIOTCA OEAKU.
B cpeaneM MOXKHO NPUHATH, YTO B CYyXOM BEIIECTBE OpraHu3Mon cojepzxurcs 40-50%
beska. Pacrure/ibHOMY MHUDPY CBOMCTBEHHO OTKJIOHEHUE OT TOW CpeJIHEll BEJUYUHBI B
CTOPOHY TIOHWKEHUS, & *KUBOTHOMY — TOBBIIeHNd. MUKpoopranmsMbl 0OBIMHO Gorade
GesikoM (HEKOTOPBIE BUPYCHI SIBJISIIOTCS MOYTH YUCThIME Gesikamu). Takum obpasoM, B
CpeJIHEeM MOXKHO NPHUHATH, 4T0 10% Guomacchl Ha 3emiie mpecTaBIeHo OeJIKOM, T.e. ero
KOJIMYECTBO U3MepsieTcs Besmannamu nopsyika (0,9 — 1,2) x 101212 .

[Toutu cronerue nazajs P. Duresnbc cHOPMYIUPOBAJ MOJOKEHUE O BbI-TAOIIEHCs
posti Gejika W OCYIIECTBICHUN KU3HEeHHbIX QyHKInit. Obagas psjaoM CHermuuIecKux
Ka4decTB, OEJIKOBBIE TeJjla SIBJIAIOTCS CyOCTpaTOM »KU3HHU, KOO caMa YKU3Hb IIPEJICTABJISET,
B KOHEYHOM cCUeTe, He YTO MHOE, KaK «CIOCOD CyIIeCTBOBAHUS OEJTKOBBIX TeJ, U TOT
CIIOCOO CYINECTBOBAHUSI COCTOUT IO CBOEMY CYINECTBY B ITOCTOSTHHOM CAMOOOHOBJIEHUU
XUMUYIECKUX COCTABHBIX dacTeil 3tux Tes». Creayer TOJBKO UMETh B BUJLY, UTO pPEUb
3/IeCh WJAET He 00 OT/EJIbHO B3dATOM, W30JIMPOBAHHOM WHJIMBUJIYAILHOM OejIKe, a o
JKUBOW cHUCcTeMe, TPUHIMIUAIBLHON COCTaBHON YACTbIO KOTOPOI ABJISIOTCA OEJTKOBBIE
Tesia. Kak BBIICHEHO B IIOC/IEHWE TOJBI, OYE€Hb BayKHYI0 POJIb B OCYIIECTBJIEHUH
JKU3HEHHBIX [POIECCOB HUTPAIOT HYKJIEMHOBBIE KHUCJIOTHI (IIepefaror UHMOPMAIUIO O
crenuUIecKOM BOCIIPOM3BEJIEHIN CTPYKTYPbI BasKHEHINX OHOIOJNMEDPOB), BBICIIHE
YIJIEBOJIbI (06ECIIeunBaOT MEXKKJIETOUYHBIE KOHTAKTBI U JIP.), HEKOTOPBIE BUJIbI JIUIIHJIOB
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(yaacTBytOT B 00pa3oBaHUN MEMOPAHHOT'O AIIapaTa KJIETOK ).

Ocranbnbie 50% cyxoro BelecTBa OPraHU3MOB COCTABJICHBI COCAMHEHUSIMU JIPYIUX
KJIACCOB. DTO HYKACUHOBBLE KUCAOMB, (NX [0S B CYXOM BEIIECTBE JIOBOJHHO
crabujIbHA W PaBHA HECKOJILKUM MPOIEHTaM ), Y2.4e6800b. U Aunudvt (MX COJepKaHue B
OpraHu3Max CHJILHO BapbHUPYET, IIPUYEM B PACTHTEJILHOM MHUPE IPEo/IaIaloT YIJIEBOIbI,
a B 2KHBOTHOM — JINIH/IBI) U MUHEPAAbHBIE BEULLCNEA (COCTABJISIOT B CPEJIHEM OKOJIO
10% ot cyxoro BerecTBa GHOMACCHI).

Kpome 6e1K0B, HyKJIeHHOBBLIX KHUCJIOT, YIJIEBOJIOB, JIUIUJI0B 1 MAHEPAJIbLHBIX BEIICCTB
B COCTaBe OPraHN3MOB HAiIeHbI B HE3HAYNTEILHBIX KOJNIECTBAX YIVIEBOIOPOIBI, CIIMPTHI,
aJIbJICIUIbI, KETOHBI, KapOOHOBBIC KHCJIOTBI, KETOKHUCJIOTBI, AMUHOKHCJIOTHI, 3(UpHI,
AMUHBL ¥ PA3HOOOpA3HBIC JIPYTUE COEJINHEHMUS.

Cpean coeauHeHuil, BXOAAIIUX B COCTAB OPraHU3MOB, MIPUHSATO BBIIE/IATH
IJIACTUYECKUE U 3HEPreTUdecKue BemecTBa. Iliacmuueckue 6eu,ecmed  CIIyzKaT
CTPOUTENHHBIM MATEPHAJIOM IIPU (DOPMUPOBAHUY BHY TPUKJIETOUYHBIX CTPYKTYP, KJIETOK 1
TKaHeil. D10 rIaBHbIM 00pa3oM GeJIKH, HyKJIEHHOBBIE KUCIOTHI, HEKOTOPBIE BUIbI JIUIIHI0B
U BBICOKOMOJIEKYJIAPHBIX YIVIEBOIOB. JHEP2EMUUECKUE BEU,LCNEG BBIIOJHIIOT POJIb
[OCTABIIAKOB SHEPIUK JIJIsA IPOLECCOB KU3HEICATEILHOCTH, PACHAIaACh [IPU STOM JIO
COs 1 Boapl. K HIM OTHOCATCA HU3KOMOJIEKY/ISIPHBIE M HEKOTOPBIE BLICOKOMOJIEKYJIAPHBIE
YIJIEBOJIBI (TJIMKOTEH, KpaxXMaJi) U OT/IeJbHbIE TPYIIIbI JTUIHI0B (B OCHOBHOM KUDBHI).
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2. BEJIKU (ITPOTEWHBHI)

Benku (mporentbl) — 9TO0 BBICOKOMOJIEKYJISIPDHBIE a30TCOJEPIKAIINAE OPraHUIECKIE
COEIMHEHUSI, COCTOAIINE W3 AMUHOKHUCJIOT, CBSI3aHHBIX MEXKIY COOOH IelmTHIHBIMI
CBSABSIMI.

HazBanue «6e10K» BIEpBBIE OBLIO JIAHO BEIIECTBY NTUYBUX SUIl, CBEPTHIBAIOIIEMYCS
[P HArpeBaHWM B OeIyI0 HEPACTBOPUMYIO MacCy. DTOT TePMUH ObLI PACHpOCTPAHEH W
Ha JIpyTue BelecTBa ¢ 1momobHbMu cBoiictBamu. B 1839 1. marckuit yaensrit 2K. Mysibiep
IPEJJIOZKIUII HA3BIBATH OEJIKU <«IIPOTeMHAMU» (OT Tped. protos — IEPBBId, IJIABHBIIL),
IMOTIEPKHYB UX BaXK-HOCTb B IIPOIECCaxX KU3HEIEATETbHOCTH.

g KUBBIX OPraHM3MOB XapaKTepHO Oo0JbIoe pa3HooOpa3me OeJIKOB, KOTOPBIE
COCTaBJIAIOT OCHOBY CTPYKTYPBI OpraHu3Ma M 00ECIIeYUBaIOT MHO-KECTBO €ro (hYHKITHUIA.
[Tosaraior, uro B mpupoje cymectsyeT npuMepro 1010 — 10! pazmmanbx 6€1KOB, 9TO 1
00bsACHSIET DOJILITOE MHOINOOOpa3ne »KUBLIX OPIaHM3MOB.

Kaknprit  opranmsm  XapakTepusyeTcss  YHUKAJbHBIM  HabOpoM  OEJIKOB.
DeHOTUIINIECKHE IPU3HAKK 1 MHOTOOOpasue (DyHKIIN XKIBBIX OPTaHU3MOB 00y CJIOBICHBI
CHENUPUIHOCTHIO CTPOEHUS OEJIKOB M MX OObEeJIUHEHUsIMU B BHUJIE HAJIMOJIEKYISPHBIX
U MYJBTHMOJIEKY/ISIPHBIX CTPYKTYP, OIPEICIIONINX YAbTPACTPYKTYPY KJIETOK M WX
oprauesi. B kierke E. coli conepxxurca okoso 3 000 pa3udHbIX OEJIKOB, a B OPraHu3Me
JKUBOTHBIX U deioBeka — okoj10 H 000 000. [Tosublit Habop 6EIKOB B OpraHu3Me Ha3bIBAIOT
nPOMEOMOM.

2.1 PysHKNuu 6eJIKOB B OpraHu3Me
B oprammsme KMBOTHBIX, PACTEHUNl W MHUKPOOPTAHM3MOB O€JIKH BBITOJTHSIIOT

MHOKECTBO (DYHKITHIA.

e Cmpoumeavrnas (cmpyxkmypras) @PyHuruus. Benkn o0pa3yorT OCHOBY
IIPOTOILIaSMbI JIIO6OI7'I JKUBOM KJIETKHK, B KOMILJIEKCE C JIMIIKNJaMKX OHU ABJIAIOTCA
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OCHOBHBIM CTPYKTYPHBIM MaTe€pUuaJJiOM BCEX KJIETOYHBIX MeM6paH, BCEX OpraHeJIJI.

Kamaaumuueckan Pynruyus. Bece dpepMeHTH SBASIOTCS OeJIKaMM, IPOCTHIMI
WIA CJIOXKHBIMU. Takum o00pa3oM, MPaKTHIECKH BCE OMOXMMUYECKHE DPEAKITHI
KaTaJIM3UPYIOTC Oe/IKaMu-(pepMeHTaMu.

Jeuzamenvras pynruyus. Jlrodbie hopMbl IBUKEHNsI B )KIUBOIT ipupojie (pabora
MBI, JBAKEHUE PECHUYEK U KI'YTUKOB y IIPOCTEUINX, JBUKEHUAE IIPOTOILIA3MbI
B KJIETKE U T.JI.) OCYIIECTBISIOTCS OEJKOBBIMU CTPYKTYPAMHU KJIETOK.

Tparcnopmmuas pyrruus. Berok KpoBu reMoryioOnH TPAHCIIOPTUPYET KUCJIOPOJT
OT JIETKHX K TKaHdM ¥ opraHaM. llepeHoc »KHUPHBIX KHCJIOT 110 OPraHU3MY
[IPOUCXOUT C ydacTUeM JIpyroro Oejka KpoBu — ajbOymuna. Kcrb Gekun Kposw,
TPAHCIIOPTUPYIO-IIKE JIUINIbI, KEeJIe30, CTepouIHble TOpMOHBI. [lepeHoc MHOrmx
BEIIECTB de-pe3 KIeTOUHbIe MeMOpaHbI OCYIIECTBIISIIOT 0COObIE OETKU-TIEPEHOCTNKH.

Sawumnas Pynxuyus. Baxueiimme ¢(akTOpbl HMMYHHTETa — AHTUTEIa —
sIBJISTIOTCsE Oesikamu. [Ipo-1iecc cBepThIBaHWSA KPOBHU, SalUINAIONINI OPraHu3M OT
ee Upe3MepHOil IoTepHu, OCHOBAH Ha IpeBpalleHus X Oejika KpoBu — (pUOpUHOreHa.
OTU TpPEeBpAIEHUs] OCYIIECTB/ISIIOTCS ¢ ydacTueM Oesika TpoMOumHa u OOJIBIIIOTO
YucIa APYyTrux (PaKTOPOB CBEPTHIBAHUS, TOXKE sIBJIAIONUXC OesiKkamMu. BuyTpennue
CTEHKH IIHINEBOJIa, YKEJIy/Ka BBICTJIAHBI 3alllUTHBIM CJIOEM CJIU3UCTBIX OEJIKOB
— MyHuHOB. TOKCHMHBI MHOTHX BHJOB OPIraHU3MOB, 3allUINAONINX X B OOpbbe
3a CyIIECTBOBAHUE, TAKYKE SBJISIIOTCA OeJKaMu (3MEHMHBbIE $Jbl, GAKTEPUAJbLHBIE
TokcuHbl). OCHOBY KOXKH, [IPEJIOXPAHSIONIEH TEI0 KUBOTHBIX OT MHOIMX BHEITHHX
BO3JIeiicTBUiI, cocTaBygeT OeJlok KoJutareH. Kepatna — 0eJ0K BOJIOCSHOTO
3aIUTHOTO TTOKPOBA.

Topmoraavras ¢pynkyus. Psja ropMOHOB 1O CBOEMY CTPOEHHIO OTHOCHUTCH K
GeskaM (MHCYJIMH) WM HENTHAAM (aJIpPEHOKOPTHKOTPONHBI MOPMOH, OKCHTOIMH,
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Ba30IPECCUH U JIP. ).

e 3anacnasn Pynruyus. Benku crmocobHBI 00pa30BLIBATH 3allaCHBIE OTJIOXKEHMS
(OBAJILOYMUH SIUIL, KA3EMH MOJIOKA, MHOTHE OEJIKU CeMsIH PACTEHHIl).

o Onopras pynruyus. CyxoKuans, CyCTaBHbIE COUICHEHNsT, KOCTU CKeJIeTa, KOBITa
00pa30BaHbl B 3HAYUTE/ILHON Mepe OeJIKaMu.

e Peuenmophnas  @dynxuyus. Muorne 6Genku — (0cobeHHO
JIEKTUHBI) OCYIIECTBIISIOT BayKHEHITY0 (DYHKINIO N30MPATETHHOTO y3HABAHUSI
U IPUCOEIUHEHNUST OTIEIbHBIX BEIIeCTB.

TJIMKOIIPOTENHBI,

[Iepeuncnennbie yHKIUM OEJTKOB HE MCYEPILIBAIOT Bce MX MHOroobpasme. Tak,
pe2yaamoproe neiicTBre OeJTKOB He OIPAHWYMBAETCS TOJBKO KATAJIUTUYECKUM W
TOPMOHAJIBHBIM. VI3BecTHA OvYeHb BaykKHas rpymnmna OeJKOB — PEeryIaTOpOB aKTHUBHOCTH
renoma. HekoTopbre mosmmmnenTu ibl HTparoT POJIb UHIUOUTOPOB (DEPMEHTOB M TAKHIM ITyTEM
PEeryJImpyIioT ux JeiicTBHe.

2.2 AMWHOKHUCJIOTBHI — CTPYKTYPHBIE 3JIEMEHTbI OEJIKOBBIX MOJIEKYJT

AMUHOKHUCTIOTBI SIBJISIIOTCS OCHOBHBIMEM KOMIIOHEHTAMU IIPUPOJHBIX IENITHIOB U
oesikoB. B mpupojie Berpeuaerca okoso 300 aMUHOKHCJIOT, HO HEKOTOPbIE OOHAPYZKEHbI
TOJIBKO B OPraHU3Max OIPE/IeJIEHHBIX BUJIOB.

AMWHOKHCIOTBI JIEJIATCS HA JIBe TPYIIbL: [POTEHHOTeHHbIE (BXOJAIINME B COCTAB
6eskoB — ux 20) U HENPOTENHOTEHHBIE (HE yYaCTBYIOIIHE B 06pa30-BaHUM GEJIKOB).

W3 Gosbmioro umcsia CyIIeCTBYIONUX B HMPHUPOJE AMUHOKHUCIOT OEJIKA BCEX BUJIOB
JKUBBIX OPraHU3MOB — OT OaKTepuil J0 BBICIINX YKUBOTHBIX U YeJIOBEKA — COCTOSIT B
OCHOBHOM U3 OJHOTO U TOro ke Habopa — 20 a-L-amunorucaom (Kpome TJIHIIUHA,
B MOJIEKYJIe KOTOPOI'O HeT XUPAJIBHOro meHTpa) (tabsmia 1).

AMHHOKHUCJIOTBI — 3TO COEJIUHEHUsi, COJeprKalliie OJHOBPEMEHHO AMWHHYIO U
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KapOOKCUIbHYIO (DYHKITHOHAIBHDBIE TPYIIIIHL.
Mousekysbl 60BIMMHCTBA TPUPOTHBIX AMUHOKUCIOT UMEIOT OOILYI0 (hopMyIIy:

pacuxar — R — CH—-COOH < xapboxcuibHaa spyhna
I
NH>
T

AMUHHAA SPVIRA

Bce aMMHOKKCIOTBI B 3aBUCKMOCTH OM XTapaxmepa 60Ko8ubT uenet JeaaTcsa Ha
CJIEJIYTOIIIE BU/IBL:

— Ayurauveckue (arugpamuveckue) (B paguKaie aTOMbI yrIepojia COeJIMHEHBI B [ETh ).
Crozia OTHOCATCS aMUHOKUCJIOTBI: METUOHWH, BaJIMH, JIEHIIUH, U30/IeHINH, acllaparuHoBas
KHCJIOTA, DJIyTaMUHOBasi KUCJIOTa U JIP. ).

— Iukauveckue (aToMmbl pajukaia 00pa3ylOT 3aMKHYTble IUKJbI). OHH B CBOIO
ouepesib JeNdTca Ha Kapbo- M rerepolukandeckue. K xapbouukiudeckum OTHOCATCS
AMUHOKHUCJIOTHI, ¥ KOTOPBIX IUKJIBI 00pa30BaHbI TOJBKO ATOMAMHU yIJepoja (THPO3WH,
dbennnananun). K 2emepoyuriuveckum oTHOCITCS aMUHOKHUCIIOTBI, Y KOTOPBIX B COCTAB
K JI0B BXoaaT apyrue atombl (N, O, S) (TpunrodaH, mposnH, rECTUINH).
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Tabnuma 1: AMEHOKHCIOTHI, BXOISIIIE B COCTaB OEJIKOB, U UX CTPOCHHE

Hazpanue
Crpoenne
IIOJIHOE COKPAIleHHOE
H—CH—NH,
| Bsesaneinst 2AU COOH
Hac—TH—NHE
Aanun ara COOH
H3C—/CH—(fH—NH2
HaC COOH
Bamnn 8aN
HaC—CH—C—CH—NH;
N 3 CHs COOH
Jletira n€et
Hz
HaC—C —CH——CH—NH,
- R cooH
N3zoneiiun une
Haz
HO——C——CH—~NH,
COOH
Cepun cep
HaC——CH—CH—NH,
/
HO
Tpeonnn mpe COOH
Hz
HS—C ——E|2H—NH2
COOH
[Hucrenn wuc
Hx Hz
HaC —S——C —C —(|:H—NH2
MeTuonun MEM COOH
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Hassanue

Crpoenne
[IOJTHOE COKpAaIleHHOe
Hz
NT\ C —TH—NH;
&N COOH
IM'mernonn 2uc H
H
N
[Iposmn npo
Hz
Qc ——TH —NH,
COOH
QeHnmaIaHIH pen
Ho
HOQC —~c|H—NH;
Tuposun mup coor
Hz
\—c —CH—NH,
) |
. COOH
Tpunrodan mpu H
Hz
HOOC —C —CH—NH,
AcmaparusoBasi Kucjiora acn COOH
iz
HNOC——-C —TH——NH;
COOH
Acnaparun acH
Hx  H
HOOC —C —C —TH—NH;=
['nmyramunoBas kuciora 2y COOH
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Hassanue
Crpoenne
IIOJIHOE COKpalleHHOe
H:  Ha
HaNOC —C —C —CH—NH,
COOH
Lnyramun 2NN
Hy Hz Hz
Hall —C—NH—C" —C —C —CH—1NH;
iH
Apruama ape coon
H H: H: H:
HN—C —C —C —C —TH—NH;
JInzma AU3 cooH

Ilo wucay amMuHHbBT U KAPOOKCUADHBLT 2PYNT AMUHOKUCJIOTHI JICIATCS HA:

— MOHOAMUHOMOHOKapOOHOBBIe (cofep:kar 1 aMuHHYIO 1 1 KapOOKCHIBHYIO TPYIIILY):
DJIAIWH, aJlaHWH, BAJIWH, JIEHIWH, W30JIedINH, CepUH, TPEOHWH, IUCTeWH, METHOHWH,
TpunTodaH, TUPO3UH, (DeHUIATAHNH;

— JIMaMUHOMOHOKAapOOHOBBIE (COEPKAT 2 aMUHHBIX M 1 KapOOKCHUJIBHYIO TDYIIILY):
JIN3UH, apTrUHKH;

— MOHOAMUHOJIMKAPOOHOBbIE (cojep:kar | aMUHHYIO U 2 KapOOKCHJIBHBIX IPYIIIHI):
acraparnHoBas U [JIyTaMUHOBasi KUCJIOTBI;

— JIMaMUHOIUKAPOOHOBBIE (COMEPKAT 2 AMHHHBIX U 2 KapOOKCUJIBHBIX TPYIIIIHI):
[UCTHH.

Ilo xapaxmepy 3apssicennocmu 60KO8HIT PAOUKANOE, UL TOAAPHOCITIU
AMUHOKHCIOTHI KJIACCU(MUIUPYIOTCSA Ha:

— HenoJisipHble, TUAPodOOHBIE (coaep:KaT YIVIEBOJOPOJIbI B KadecTBe pajuKala):
AJIaHUH, BAJIUH, JIEAINH, U30JIeHIINH, METHOHIH, IPOJINH, (beHUTaIaHinH, TPUITOMAH;

— [OJISIPHBIE, HO He3apsiKeHHbIE (COJEpXKAT B paJMKaje TIHJIPOKCUIbHYIO (CepuH,
TPEOHWH, TUPO3WUH), aMUJIHYIO (acmaparud u TJIyTaMuH), CyIbPIuIpuiIbHyo (IHCTErnH )
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IPYIIBI WA aTOM BOJOPOJA B KadecTBe paJuKasa (TJIAIHH);

— IIOJIAPHBIE C OTPpUIATE/JIbHBIM 3apPAJ10M (CO,ZLep)KaT OTPpHUITaTE/IbHO 3apAKEHHBIE R-
IPYIIIBI): acaparnHoBas W MJIyTaMUHOBas KUCIOTHI;

— IIOJIAPHBIC C ITIOJIO2KUTEJIbHBIM 3apPA/J10M (COﬂep)KaT IIOJIO2KHUTEJIbHO 3apAZKEHHBIE R-
IDYIIIbL): JIU3WH, apIUHIH U TUCTHUJIUH.

IIo 6uonoczuneckomy 3sHavweHuro (OGUOJOTHYECKON IEHHOCTH) AMUHOKHC-JIOTHI
HOAPA3IEIAIOTCA Ha:

— 3aMEHHMbIe (aMUHOKHCJIOTBI, KOTOPBIE MOTYT CHHTE3UPOBATHCA B OpraHU3ME B
JIOCTATOYHOM KOJIMYECTBE): TVINIWH, aJlaHUuH, CEPHH, IIMCTENH, THPO3WH, aclaparnHoBast
KHUCJIOTa, TUIyTaMAHOBAasA KHUCJIOTa, acllaparut, NIyTaMUH;

— He3aMeHHUMbIe (He MOTYT CHHTE3MPOBATHCS B OPTraHM3Me W JIOJKHBI HOCTYHATH C
numeit), ux 8: BaJIMH, JICHIMH, W30JICHINH, TPEOHNUH, JIN3UH, METHOHWH, (heHNIAJaHIH,
TPUITOMhAH;

— TOJIy3aMEHUMBbIe (CHHTE3UPYIOTC B OpraHu3Me, HO B HEJIOCTATOYHOM KOJIMIECTBE):
APTrUHUH W T'UCTUIMUH. ApI‘I/IHI/IH 1 TUCTHUIVNH HABJIAIOTCA HE3aMEHUMMbIMM TOJIBKO IJId
PacTyIIero oprannsma.

2.3 DPuU3UKO-XMMHUYECKHNEe CBOMCTBA AaMUHOKUCJIOT

AMUHOKHCJIOTEL OTHOCATCH K GM@BOMEPHLIM  COeOUNEHUAM, KOTOPBIE B BOJIHBIX
pPacTBOPax JMCCONUUPYIOT ¢ O0PA30BAHMEM MOHOIIOJISAPHBIX (KATHOHOB M AHUOHOB) W
OUIIOJISIPHBIX MOHOB (I[BUTTEPHOHOB).

81 H H
R+COOH P R—}—cc}oez':* R—l—COO@
@HN ®HN HN

KaTHOH GHHO.'.L‘inHI:Iﬁ HOH AHHOH
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B zaBucumocTu OT XUMHUYECKOrO CTPOEHUs] aMUHOKHCJIOTHI W OT 3HadeHnuss pH
pacTBOpa CYIIECTBYIOMAs IPOIOPIUS MEXKIY BCEMH TpeMs 3apsKeHHBIMH (hopMaMu
MOKET 3HAYUTEJIBHO MEHATHCA.

AmMuHOKHCIOTH B cuibHOKUCIO# cpene (pH ~ 1) maxongarcs B kKamuonHot gdopme
(sapsm + 1), a B cumbHoocHOBHOI cpene (pH &~ 11) — B anuonnoti ggopme (3apsim — 1).
CiteioBaTeIbHO, AMUHOKUCJIOTHI MIPOSABJISIOT aMbOTepHbIe CBOWCTBA: B KHUCJION cpejie —
CBOMCTBa OCHOBaHU, a B IIEJIOYHON Cpeje — CBOMCTBA KUCJIOT.

[IpeBparienue OUMOIAPHOTO MOHA B KUCJIOHN cpejie:

H H

| |
R-C—COO” + H* + CI" == R—C—COOH + CI"

| |
NH; NH;

[IpeBparienue OUIIOIIPHOTO MOHA B IIEJIOTHON CpeJie:

H H

| I "

R—C—COO™ + Na" + OH"™—=R—C—COC + Na" + H,0
| I
NH; NH,

AMWHOKHUCIOTBI PACTBOPUMBI B BOjie. PacTBOpPbI MOHOAMUHOMOHOKAPOOHOBBIX
AMUHOKHUCJIOT HMMEIOT HEUTPaJbHYIO PeaKIUIo, MOHOAMHHOIUKAPOOHOBBIX — KHUCJIYIO
PEeaKIuio, TNaMIHOMOHOKAPOOHOBBIX — IMEJTOYHYIO0 PEAKIIHIO.

CBoiicTBa aMUHOKHCJIOT 3aBUCAT HE TOJIBKO OT YHC/Ia AMUHHBIX U KapOOKCUJIBLHBIX
IPYIII, HO TAKKe OT PaJINKaJia U BXOIAIMUX B HEro (pyHKIMOHAIBHBIX rpymi. Ha stux
CBOMCTBaX OCHOBaHBbI KaUeCTBEHHbIE PEAKIINU JIJIsl BbISIBJIEHUsI OTAEJIbHBIX aMUHOKHUCJIOT.
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2.4 IlenTunabl

MekMoJIeKyIIpHOe  B3AMMOJICHCTBAE (-AMHHOKHCJIOT TPUBOJUT K OOPA30BaHUIO
nentu0B. [Ipu B3anmojielicTBUM JIBYX (-aMUHOKHUCJIOT 00Pa3yeTcs JIUIEIITHI.

0 0
1 1
H,N-CH;C N-CH-COOH —> H;N-CH; C-N-CH-COOH
H CH, H CH,
IMHLOHH dllaHHH TTIHLHIIATaHHH
{AumenTHA)

MexkmoutekysrsipHast peakiisg ¢ yJ9acTHeM TpeX (-aMUHOKHUCJIOT MPUBOIUT K
00pa30BAHUIO TPUIENTUIA U T./I.

@parMeHThl MOJIEKYJI AMUHOKHUCJIOT, OOpa3yIoliye IeNTUIHYIO Ielb, Ha3bIBAIOTCHA
AMUHOKHUCJIOTHBIMEU ocTaTKamu, a cBsi3b —CO-NH— menTumnoil cBsa3bi0.

Baxkneiinme npupojiHbie MoJMMePbl — O€JIKU — OTHOCATCHA K MOJIMIIENITHIAM, T.€.
MIPEJICTABIAIOT COOOI MPOJIYKT MOJUKOHICHCAIINT (v-aMUHOKHUCIOT:

+:I-__1:1NH-(|Z‘H-C OI0H +:}:[]NH-c|:H.c0{c:)}I +:1§]NH.(|:H.CO[(}§1 o
R R R"
l -nH,0

w. -HN-CH- CO-NH-CH- CO-NH-CH-CO- ...
R | ® | ®r
[menTHOHBIE cBASH|
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YCJIOBHO TPUHATO, YTO MENTHJIbI, cojiepzkaimue 710 20 aMHUHOKHCJIOT, OT-HOCIATCI K
osnrornientuiaM. Cpejin HUX pa3IUYaioT TPU-, TETPAIEIITHIBI U T./I.

IlommunmenTuablr nmeoT B Mojekyiae orT 20 g0 50 aMHUHOKHUCIOTHBIX OCTaT-KOB.
[lentumaere 1enmm, comepxkarime Oosee 50 aMUHOKHCIOTHBIX OCTATKOB W HMEOIINe
MoJteKyIsApHyIo Maccy Bbire 6 000 JaapToH, Ha3bIBAIOTCS OeTKaAMIU.

Homenkiiatypa mnentusioB. AMUHOKHCIOTHBIE OCTATKH, 3& HUCK/IIOYEHUEM
[IOCJIEJTHETO, B XUMUYECKOM OTHOIIEHUN SBJIAIOTCS AMUHOAIWIAMHU — pajuKaJaMu
aMUHOKHUCJIOT. HasBaHus pa/inKaJioB OKaHYMBAIOTCA Ha -u.A. [la3BaHWE KOHIIEBOM
AMIHOKHUCJIOTBI €O CBOOOMHOI KapOOKCHMJIBHON TPYIIOil ocTaeTcd 0e€3 W3MEeHEHHUi.
HamvenoBanme mentujga HAYMHAIOT € aMHUHOKWCJIOTHI, COXPaHUBIIEHl CBOOOIHYIO
a-amunorpymmy. Vexonst w3 sroro, mentui, (opmyia KOTOPOrO IpPUBEJIEHa HIKE,
Ha3bIBAETCH aJIaHUJI-TUPO3UJI-IUCTENH.

1(1) o
1]
H,N-(I:H—c-rlq-—clzu—c—Nwt:H—cooH
1|
CH, H CH, H (I:H,

SH

OH

Ilpupoanbie nentusbl. B opranmsme desioBeKa BbIPAOATHIBAETCS MHO-KECTBO
MENTH/IOB, YYaCTBYIOIIUX B PETYJANNN PAa3IUYHBIX OHOJOIMYECKHX IPOIECCOB U
00J13JTAIONTIX BBICOKO# (DU3MOIOrNIeCKONl aKTHBHOCTBIO.

NsBecrable B HacTOsIEe BpeMsi MENTHJIBI PA3JIEJAIOT HA TPYIIBLI 110 OC-HOBHOMY
OMOJIOTUYIECKOMY JIEHCTBHIO:
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— MENTH/IB-TOPMOHBI (OKCUTOIMH, BA30IPECCUH, PUJIU3HHI-TOPMOHBI TU-II0TAIAMYCa,
MeJIAHOCTUMY/TUP YOI TOPMOH, TJIFOKArOH U JIP. );

— TENTHJbl — PeryJsiTopbl MPOIECCOB MHIeBapeHus (FaCTPUH, XOJEIUCTOKUHIH,
JKEJTYIOYHBI HHrUOUPYIONIHIi TIETH/L 1 JIP. );

— MENTUBI — PEryJIsITOPhI MOTpebIeH s MUK (JIeNTHH, [S-5H10phUHBL U Ip. );

— TENTHUJIbI — PErYJISTOPBI TOHYCA COCYJIOB U APTEPUAIBLHOIO JaBICHUs (AaHIHOTEH3MH
I, kaymauH, GPaIMKUHIH);

— TENTH/IBl — PEryJIsiTOpbl GOJIEBBIX OmlyIieHuil (sHKedaInHbI, SHI0PMUHBL U JIPYTHe
OIMOWIHBIE TIENTHIbI), obe3bosmBaioniuii 9hdeKT KOTOPBIX B COTHU Pa3 MPEBOCXOJHT
aHajbresupymomuii 3pderT Mopduna;

— MENTH/IBl — PErYJISITOPBI JIeITETbHOCTH IeHTPAJILHON HEPBHOW CHCTEMBI, CBSI3AHHBIE
¢ MeXaHU3MaMU aMATH, OOyYeHUs, CHa, BOSHUKHOBEHUs YyBCTB PAJIOCTH, CTPaxa M T.II.;

— HENTUIb-aHTUONOTUKY (TPAMUIUIMH S, OAIUTPAIMH U JP. ).

2.5 CrpoeHue n ypoBHU CTPYKTYPHOII OopraHu3aluu 0eJIKOB

IlonmunenTuaHOoEe cTpoeHue OEJTKOB

Ioaunenmudnas meopus cmpoenus 6eak080U MOAEKYAVL BIIEPBbIE ObLIA ITPEJJIOXKEHA
9. @umepom (1902) Ha 6aze BbyiBuayTHIX A. . lanunesckum ujeit o posn —CO-NH-
cBsi3eit B crpoenunu Oesika. CoryiacHO 3TOit Teopun OEJIKOBbIE MOJIEKYJIbI MPEJICTABIISIOT
co0Oil TUTAaHTCKUE TOJUIENTH B, TO-CTPOCHHBIE U3 HECKOJBKUX JIECSITKOB, a WHOTJA U
COTEH OCTATKOB, ITOCTOSTHHO BCTPEYAIONINXCA B COCTAaBE OEJTKOB aMUHOKHUCIOT.

[To coBpemenHbIM JaHHBIM, Haubojee HACTO B COCTaBE PA3JIMYHBIX OEJIKOB
obnapyzkupaor 20 BHJIOB aMUHOKHUCJIOT. B cocraBe 0e/IKOB OOHAPYKEHBI TOJBKO -
AMUHOKUCJIOTHI, B TIOJIABJIAIONIEM OOIbIIMHCTBE B L-Konduryparmn.

ObpasoBanne  MOJIEKYJIbI  OejlKa  IPOUCXOAUT  Ojaromaps — B3aUMOJIEHCTBUIO
KapOOKCHUJILHOM T'PYIINIBI  aMUHOKHCJIOTHOTO OJIOKA OJIHOH AaMUHOKUCJIOTBI C Q-
AMHUHOTPYIIIOA JIPYroil aMUHOKHUCJIOTDBI, YTO MOXKHO BBIPA3UTh CJICAYIONICH CXEeMO:

‘ Hauano |

‘ CopepxaHue |
< | > |
KeEs

‘ CrpaHuya 30 nz 329 |

‘ Haszag |

‘ Ha Becb skpaH |

‘ 3akpbiTh |




et 'HENH_cI:H_cobH + 'HENH_CIH_C O/OH +"HfNH_?I-1_c0'oH +
R R R"
l -nH,0

—HN—('l,"H— CO-NH —(I'}H— CO-NH -(FH—CO—
R R’ R

Kazk 1y10 aMIHOKKCIOTY, BXOJSILYIO B COCTAB 0eJIKa, Ha3bIBAIOT AMUHOKUCAOTMHBLM
ocmamxom. AMUHOKHCTIOTHBIE OCTATKH B MOJIEKYJIE OEJIKa COEMHEHBI NENIMUIHbLMU
ceazamu. Jlmuna nentuaHoit cBa3m  cocrasiger 0,1325 HM, mpejcraBisga  coboit
CPEJIHION BemauHy Mexk iy jmmHamu ojuHapHoit C-N ceasu (0,146 uM) u jBoiiHOI
C=N cBsasu (0,127 uwm). Takum obpazom, cBsi3b C u N B —CO-NH-rpynmmposke
MOKET PacCMATPUBATBCS KaK IPOMEXKYTOYHAs MEXK/y IIPOCTON M JIBOMHOM BeieacTBue
CONPSZKEHNA T-3JIEKTPOHOB KapOOHUILHON IPYIIILI CO CBOOOIHBIME 3JIEKTPOHAMHI aTOMA
azora (pucyHok 1).

PHcyHOK 1 — ITenTHAHAS TPYIINHEPOBKA (ITHHEI CBA3el YKA3AHBI B HM)
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CroiicTBa MENTUIHON TPYIITUPOBKU:

o [lenruiHast TPYNINPOBKA UMEET YKECTKYIO IJIAHAPHYIO CTPYKTYPY, T.€. BCE aTOMBI,
BXOJdIIe B Hee, PACIOJIaraloTCd B OJHOI IIJIOCKOCTH.

e ATOMBI KHCJIOPOJAa ¥ BOIOPOJA B NIENTHIHON TI'PYIIUPOBKE HAXOAATCA B
TPAHCIIOJIOXKEHNN 110 OTHOImeHno K mmentuaaoiit C—N cBasm.

e IlenruHas IpyHIMPOBKA MOXKET CYIIECTBOBaTh B JIBYX DE30HAHCHBIX (opMmax
(KeTO- ¥ eHOJIBHOM ):

0 OH
Il |

C — C
|
H

Kerodopua Enomenas dopma

B cmpyxmype beaxos cyuecmeyrom caedyroujue yposHu:

® llepBUYHAS CTPYKTYPA;

® BTOPUYHAA CTPYKTYPA;

® TpeTHu4YHasd CTPYKTYPa;

® YeTBEPTUYHAs CTPYKTYPA.
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[IpeicraBienne o YeTbIpex ypOBHSIX CTPYKTYPbI OEJIKOBOW MOJIEKYJIbI BIIEPBBIE OBLIO
BeBuHYTO K. JImnnepcrpém-J/lanrom.
B noceinue rojibl 100aB/IEHbBI €I JIBA YPOBHS:

® CBEDPXBTOPUYHAS CTPYKTYPA;
® JIOMEHBI.

IlepBuunas cTrpyKrypa 6ejka

[lon mnepsuurol cmpyxmypol 6beaxa TOHIMAIOT TOCIEIOBATEIBHOCTH B
PACIIONIO?KEHNN aMUHOKHUCJIOTHBIX OCTATKOB B OJIHON MJIM HECKOJBKWX IOJIM-TIENTHTHBIX
IENX, COCTABJISIIONINX MOJIEKYITYy OeJIKa.

[lepuunast crpykTypa OenkoB QoOpMuUpyeTcss B Pe3yJbTare COEIUHEHUs Q-
AMUHOKHUCJIOT NENMUIHBLMU CEA3AMU:

0 R? H o R? H 0
o H l:I | | H || | | H ]
TN NN N N NN,
| | B0 | H
R! H o R’ H o l|Z’

[loymmenTuiHass 1€ML  COCTOMT W3  PETYJIAPHO  IMOBTOPSIONIMXCS — YYACTKOB,
00pa3yIoImX OCTOB MOJIEKYJIbI, W Bapuade/JbHBIX YJIaCTKOB — OOKOBBIX PaJIUKAJIOB
AMUHOKHCJIOTHBIX OcTaTKoOB. [losmumenTuHas 1enb uMeeT Olpejie/IeHHOe HallpaBjIeHue,
ITOCKOJIBKY KaKJIblii M3 €€ CTPOUTEJILHLIX OJIOKOB MMEET pa3Hble KOHIIbI: aMUHO- U
KapOOKCHJITBHYIO T'PYIIIIbI.

Hagaom moJsmmenTuiHON el CINTaIOT KOHEIl, HeCYIInii CBOOOIHYIO aMUHOTPYIIILY
(N-koHeI), a 3aKAHIUBAETCs TOJMANENITUIHAS TEIlb CBOOOIHON KapOOKCHIBLHOM TIPYIIIOil

(C-komern).
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[TepBuunast cTpyKTypa Oe/ika yHUKAJIbHA U JleTepMUHUpYyeTcs renamu. K HacTosimeMmy
BpeMeHHn paciudpoBaHa IMepBUYHAasl CTPYKTypa 0oJjiee ThICIUM OENKOB M3 pPa3HbIX
OPraHMU3MOB, B TOM YHUCJIE W YeJIOBEKa.

WNHcynmmH W3 TOKETyI0vYHON YKeJle3bl 4YeJloOBeKa MOCTPOoeH m3 Hl aMUHOKWCIIOTHI,
KOTOPBIE BXOJSAT B COCTAaB JIBYX IENTU/IHBIX IEMOYEK.

[lens A (21 aMHHOKHUCIOTHBI OCTATOK ):

L ru-une-6an-20y-2/H-yuc-yuc-mpe-cep-une-uuc-cep-Aeti-mup-2an-Aedi-2AY-acH-up-
YUC-acH;

nernb B (30 aMHHOKHCIOTHBIX OCTATKOB):

Den-6a.4-ACH-2AH-2UC-NETU-UUC- 2N U-CeP-2UC-NET-BAN-2AY-AAA-AeT-MUP-AET-B8AN-UUC-
2AU-2.0Y-ape-20U-per-Per-mup-mpe-npo-aus-mpe.

B pasmmanbix Oefkax, a 9acTo W B OJIHOM M TOM K€, BCTPEUAIOTCS UJCHMUUHDLE
(mootcdecmsennvie) nenmudnvie epynnuposku. Ocobas pojb B CTPYKTYPHOM MOJ0OUH
OEJTKOB TTPUHAJIEYKUT TOXKJICCTBEH-HBIM TPUIEIITHIHBIM IPYIIITHPOBKAM, HO B HEKOTOPBIX
caydagXx u Oosiee 0oO-mupHbIE (QPArMEeHTBHI COBHAJAIOT IO MOPSJIKY YepeIOBAHUS
AMHHOKHUCJIOT-HBIX OCTATKOB. TaK, B 52 pub0OCOMHBIX OeTKaxX TOYKIECTBEHHbIE TPUIIEIITH I
Hble OJIOKM TOBTOpsitorcst 657 pas, Terpanentujabie — 86 pa3, MEHTAENTH/-Hble —
11, rekcamenTujHble — 3, TeNTAIllENITUIHBIE — HU OJIHOrO pas3a. Bwmecre ¢ Tem B
MOJTUIIENITUIHBIX TENAX €CTh AHAJOTMYHbIE MENTH/IHbIE T'PYHIUPOBKH, OTIUYAIONTUECH
JPpyr OT JApyra B3anMO3aMeHsIeMbIMH AaMUHOKHCJIOTHBIMU OCTaTKaMU, T.e. TaKUMU
OCTaTKAMM aMUHOKHCJIOT, KOTOpble OJIM3KU TI0 CTPO-€HUIO WM OWOreHeTUYEeCKH,
HallpuMep: IVIU-cep, IVIu-aJjia, Jiel-mie, Jei-Baj, IJIy-acll W JIp. YCTaHOBJIEHO, YTO B
pglle CJydaeB MEePBUYHbIE CTPYKTYPbI Pa3IuIHbIX OenkoB BKioudalor 50 % wm Gosee
TOYKJIECTBEHHBIX TENTHTHBIX (DPArMEHTOB.

O/iHaKO B HEKOTOPBIX CJIydasiX 3aMeHa OJHOTO JIUIb aMHHOKHCJIOTHOTO OCTaTKa B
MIOJIUTIENITUTHOM TIeNN Ha JAPYTOil MOYKET MPUBECTH K aHOMAJIBHBIM sSBJIEHUAM. [[puMepom
TOMY CJIy?KUT 3aMeHa B (-1lel reMOIJIOONHA YeJI0BEKa OCTATKA [Ty TAMUHOBOM KUCJIOTHI,
3aHUMAIOIIETO IIECTOe ITOJOXKEHNe, Ha OCTATOK BajMHA. PesysibraTom sToro sBiseTcs
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Ts¥KeJI0€, TIepe/Iatoleecs M0 HACJIE/ICTBY 3a00/IeBaHNE — CEPIIOBUIHOKIETOUHAS AHEMHUSI.

B mekoTopbIx cirydasgx MOJIEKYJIbI O€JIKOB IIOCTPOEHBI U3 JIByX WX 0OoJiee
HOJIUTIENTH/THBIX Telleil, COeIMHEHHBIX JAPYT C IPYTOM KOBAJEHTHBIMU (JUCYThMUIHBIMA )
CBsI3siMU (HAIIPUMED, MOJIEKYJ/Ia HHCYJINHA,).

[lepuunasi cTpykTypa Oeska NIpeaonpejiesseT CJeIyIoNe yPOBHU OPraHU3aIlun
OesikoBOIT  MoOJieKyJIbl.  [lociieoBaTeIbHOCTD AMUHOKHUCJIOT B IOJUIENTHIHON Iern
omnpejieisieT BaKHeime (HU3NKO-XUMHUYECKHE ¢ OMOJOIMYeCKHe CBOWCTBa OesKa.
[TocnemoBaTe/ILHOCTL  Yepe/IOBaHUsl aMUHOKHUCIOT —$BJISETCd OCHOBHBIM  PEIIAIOIIIM
dakropom B obpasoBannu KoHhopMaIuy (IPOCTPAHCTBEHHONW CTPYKTYPBI) OEJIKOBOIL
MOJIEKYJIBL.

Bropuunasi ctpyKtypa 6eJjika

[Tox emopuuwroti cmpykmypoti beaxa MOHUMAIOT TY WA HHYIO KOH(UIYpAIUIO,
XapaKTEePHYIO JJIsi OJTHON MJIM HEe-CKOJbKUX TOJIMIEITUIHBIX Terel, BXOJIANINX B COCTaB
MoJiekysibl  Oesika. [lo KoHdwUryparuu BBIIEIAIOT CJIEIYIONIAE JEeMEHThI BTOPUIHOM
CTPYKTYDPBIL: (-Cnupasv U [-ckaaduamoiti caot.

Mogenb crpoenus a-CIMpasin, yIuThIBAIOIAs BCe CBONCTBA MENTHTHON CBA3U, ObLIa
paspaborana JI. [Tommarom u P. Kopu (1949-1951 rr.).

B 1upuposHbix 0eKax CymecTBYIOT TOJIBKO I[PABO3AKPYYEHHbIE «-Clupasyd (T.K.
B coctaB 0enkoB BxogaT L-amumuOKuCa0THI). [losmmenTuiHas 1enb CBOpadnBaeTCs B
Q-CIApab TaKUM O0Pa30M, YTO BUTKU CIHPAIU PEry-JIPHBI, MOITOMY CHUPAJIbHAs
KOH(MUrypaIysi UMeeT BUHTOBYIO CUMMETPUIO (PUCYHOK 2, a). 3akpyuuBaHHe CIUPAJIA
UJIET 10 YACOBOI CTPEJIKE, YIoJl MObeMa BUTKA paBeH 26°, pACCTOSIHIE MEYKy BUTKAMU
cuupaJju — mar cru-pasin — 0,54 HM, pacCTOAHIE MeXK Ty AMUHOKUCTOTHBIMEI OCTATKAMHU 10
ocu crmpasm — 0,15 HM, B mar crmpasu BXoauT 3,6 aMIHOKHCIOTHBIX OCTaTKa (PHCYHOK
oG

QopMHUpOBaHUE U MOJJIEPYKAHNE (-CIIUPATBLHON KOHMUTYPAIUU TTPOUC-XOJIUT 38 CUET
68000POOHBLT CB8A3€EU, KOTOPhIE 00PA3YIOTCS MEXK/1y KapOOHUJILHBIM aTOMOM KHCJI0POJIa
(C=0) xaxkmoro mepBoro um aroMoM Bojopoga NH-rpymmbr KazKoro €9eTBepToro
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@ -CnMpans

PHcyHOK 2 — Mone/ib (@) H cXeMa (@) o-COHpa/IH

OCTaTKa (-aMUHOKHUCJIOT. XOTs SHEPIUs BOJAOPOIHBIX CBA3€eH MaJia, O0JIbIIOe KOJTUIECTBO
UX HPUBOJAT K 3HAYUTEIBHOMY 3SHepreTudeckoMy 3(PdeKTy, B pe3yiabTrare Uero -
crupaJjbHas KOH(MUryparys JIOBOJILHO yCTONINBA.

B npaBoii cimpaJin pajinKaJ bl aMUHOKUCIOTHBIX OCTATKOB PACIIOIArAIOTC 110 CIIMPAJIN
U HaAIpPaBJEHbI HAPYXKy OT OCHOBHOI Ienu. DBOKOBbIe paJIMKaaIbl aMUHOKHUCJIOTHBIX
OCTATKOB HE YYaCTBYIOT B IOJJIEPXKAHUU (-CITUPAJIBLHON KOHMUIYypaIuu, MO3TOMY BCe
AMUHOKHCJIOTHBIE OCTATKU B (-CIIAPAJI PABHO3HAYHHI.

B-craadwamaili caoti — BTOPOii 3JIEMEHT BTOPUIHON CTPYKTYphl. B oTimdne ot a-
CIIUPAJIH [-CKJIQIIaThlil CJIOI MMeeT JIMHEHY0, a He cTep:KHEBYIO GopMy (PUCYHOK 3).

JIuneiinasg CcTpPyKTypa ylep:KuBaercd OJiarojiapsg BO3ZHUKHOBEHHMIO BOJIO-POJIHBIX
CBA3€Il MeXKJIy IEeNTUAHBIMUA TCPYNIAPOBKAMHU, CTOAIAMUA Ha Pa3HbIX ydacTKax
MOJIUIIENITHIHON IMenmu. IDTU YIaCTKH OKa3bIBAIOTCA COJMKEHHBIMU Ha PaCCTOsTHHE
BoJI0poiHOI cBs3u Mexk iy —~C=0 u HN-rpynmamu (0,272 Hwm).
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PHCYHOK 3 — CXeMATHYHOE H300pa:KeHHE f-CRIag9aTOro CJ10H
(cTpenkaMH yKa2aHO HalpaBlIeHHE TIOMHIICITHIHOH T1eITH)

[Tpuiexkalye Henu B 3-CKJIaI9aToM CJI0e MOTYT UJTH B OJTHOM U TOM 7K€ HAIIPABJICHUN
(mapasnensublii f-cioit) (pucyHok 4, A) wiM B NPOTUBONOJOXKHBIX HANPABICHUSIX
(arTHIApaILIENBbHBII [-cr10it) (pucyHok 4, B).

B-Harub

C-goHel

PrcyHok 4 — ITapainenbHble H aHTHOAPA LIeIbHbIE f-CRIaT9aThIE CTPYKTYPHI
B-cTpyETYpEI 0003HAMEHE IIHPOKHMH CTpeIKaMi: A — aHTHIIapaLIenbHaL
B-ctpykTypa, b — napanmencHEle B-CKIaT9aTEIe CIPYKTYPEL

Bropuunas crpykrypa 6e/iKa ompeaessiercs: MepBUIHON. AMUHOKHUCIOTHBIE OCTATKN
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B pas3HOil cTemeHu CIOCOOHBI K OOpa30BAHUIO BOJOPOIHBIX CBsI3eil, 9TO W BJIUSET
Ha oOpazoBaHue «-crimpain win [-ciog. K cnupaseobpadyrowum amMurnokucioman
OTHOCATCA: aJlaHWH, IJIYyTaMHWHOBasd KHUCJI0Ta, IVIyTaMWH, HeﬁHHH, JIM3UH, METHOHWH
u ructuauH. Eciam dparment Oeflka COCTOMT IJIaBHBIM O0pa30M U3 IEPEUMCIEHHBIX
BBINIIE AMUHOKHC/IOTHBIX OCTATKOB, TO Ha JIAHHOM YydYacTKe ChOPMUPYETCs (-CIIIPAIb.
BaJmn, uzosteiiiius, TpeoHUH, TUPO3UH U (DeHUIATAHUH CIIOCOOCTBYIOT 0OpasoBaHUIO [-

CJIOEB TOJIMIIENITH IHOM Tiern. HeymnopsijoueHHble CTPYKTYPbl BO3HUKAIOT Ha ydacTKax
[OJIMIIENTUTHON TIeNH, TJIe CKOHIEHTPUPOBAHBI TAKHE AMUHOKHCJIOTHBIE OCTATKH, KakK
TJTUIH, CEPUH, aclaparnHoBasi KUC/I0Ta, aclaparuH, MPOJIIH.

Bo mHOrIX 6es1kax 0JJHOBpEMEHHO UMEIOTCSI U (-CIIUPaJIH, U S-cjaon. Jloss crupaibHO
KOH(UIYpaIuu y PasHbIX OeJKOB pas3jndHa. Tak, MbIIed-HbI OeJIOK HapaMHUO3UH
npaktudeckun Ha 100 % chnumpajmszoBaH; BbICOKA IO/ CIMPAIbHONR KOH(MUIYparun
y wmumoriaobmHa u remornaobmna (75 %). Hamporms, y tpumcmbHa u pubGOHYKIEA3bI
SHAYUTEIbHAST YacTh IOJUIENTHIHON e yKJIaIbIBAETCA B CJIIOUCTBIE [-CTPYKTYPHI.
Besiku onopubix TKaHeit — kepaTuH (610K BOJIOC), KoJLIareH (6eI0K KOXKI U CyXOXK i)
— UMEOT [-KOH(MUIYPAIMIO TOJIUIEIITHIHBIX [eIei.

CBepxBTOpHUYHAasi CTPYKTypa Oesika

Q-CrupajibHble U [(-CTPpYKTypHBIE yYacTKH B OejKaxX MOIYT B3auMOJIEHCTBOBATH
JIPYT C JPyroM u Mexjy coboit, obpasys amcambym. [IpocrpancTBenHOE CTpOeHHE
TaKUX aHCAMOJIeil BTOPUIHON CTPYKTYPhI HA3bIBAIOT C8EPTBMOPUNHOU CMPYKMYPOU
OEJIKOBOIT MOJIEKYJIBI.
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[Tpumep CBEPXBTOPUIHOM CTPYKTYPBbI -

CyIlepCIUpAIM30BaHHAasl ~ -CIUPaJib, B KOTOPOH JiBE Q-

CIUpaJii  CKPYYEeHBl JPyTI OTHOCHTEJILHO JpyTra, o00pa3ys

JeByto cynepcnupaib (pucyHok 5). Koporkme ywactku 310

CBEPXBTOPUYHON CTPYKTYPBHI BCTPEYAIOTCd B  TJIOOYJISPHBIX %

Heskax (OAKTEpUOPOJIONICKMH W JIp.), & dalle W B Haubosee

ynopsijouennoit  ¢opme — B GUOpWLIAPHBIX  OeKax.
Cymnepcrimpam3arus BbITOTHA SHEPTETHIECKN, TaK KaK MEKLY

OOKOBBIMII PaIMKaIaMI AMIHOKICIIOT, IPUHAIEXKAIIX PASHBIM  pyeymo 5 — OGmmmi
Q-crimpassgM, 00pa3yloTcs JIONOJHUTEIbHbIE HEKOBAJEHTHBIE  BHI JIEBOH ABYXIENo-
KOHTaKTBI  (BaH-Iep-Baajbcobbie).  Cpepxcnupajah — Moryr — 1€THOH cylepcnHpath
00pa30BbIBATD (-CIIMPAJIN, PACIOJJIOXKEHHbIE KAaK IapaslIebHO,

TaK U U aHTUIIAPAJLIETbHO.

JlpyruM BO3MOXKHBIM 3/IEMEHTOM CBEPXBTOPUYIHON CTPYKTYPHI siBJIsgeTCs [ X [-3BEHO
(prcyHOK 6), cocTosilee U3 JABYX Mapajule/IbHBIX [3-CII0EB ¢ COUJEHEHNEM MeK Ly HUME B
BUJIe HEeyNopsi0ueHHOro Kiyoka ([Scf), a-ciiupanu (faf), f-crpykrypst (8505).

JlBa TmocienoBaTebHO COEIMHEHHBIX —yYacTKa
Baf HazbBaloTCa yKkaadkol uenu no Pocemany

(Bafaf-3BeHo).  DTOT  TUI  CBEPXBTOPHYHOIL

crpyKTypbl Haiigen B HAJ[T-cBasbiBatomenM momeHe

JIETHIpOreHas. s
CrepxBTOpUIHAS CTPYKTypa B BHJIC A s

AHTUIAPAJIIEIBHON TPEXIENOYeTHON [-CTPYKTYPhI PHCYHOK 6 — CRepPXBTOPH'HEIE

CTPYKTYPHI GeIK0B:
(BBP) wasbiBaercss [-zurzaroM. OHA  JIOBOJBHO A - (Bcpysmeno:; b — yrnamka mems mo Poccuary

(IEA MOCTIEIOBATENEHO COSTHHEHHEDC
IIAPOKO paclpocTpaHeHa B Oejkax, HalpuMep B yaacrsa BaB). B — pssraar
cTabMIIOKOKKOBOIl HyKJI€ease, JIaKTaTIernIporeHase ,f;?;j;zﬁi“jff;:;;ip;ﬁ;;f;?jﬁﬁ‘;

U psijie IPYyrux OeJIKOB. aarteprersD)
TperuuHnas cTpykTypa 6ejika

‘ Hauano |

‘ CopepxaHue |
< | > |
KeEs

‘ CrpaHuya 39 nz 329 |

‘ Haszag |

‘ Ha Becb skpaH |

‘ 3akpbiTh |




Tpemuunas cmpyxmypa beara — 310 00Iee PACIOJIOKEHUE B IPOCTPAHCTBE
OJTHON MJIM HECKOJIbKUX TIOJIMIENTHTHBIX TEIeld, COCTABIIIONINX MOJIEKYITy OeJKa.

Tpernunas cTpyKTypa UMeeT MpAMoe OTHOIIeHNe K popMe MOJIeKyJl Oeika, KoTopas
MOZKET ObITh PAa3IUYIHON: OT MAPOOOPA3HOIl JI0 HUTEBUHOI.

Qopma OETKOBOI MOJIEKYJ/Ibl XapaKTepU3yeTCsl TaKUM IIOKa3aTeseM, KaK CmeneHd
acummempuu (OTHOIEHUE JJIMHHON OCH MOJIEKYJIbI K KOPOTKOii). K numesudnvim, win
PubpusiapHoIM, OesIKaM OTHOCAT OesKh, MMeIolue creleHb acuMMerpun 80 U BBIIIe
(nanpumep, HUOPOUH IIIeJIKa, KEPATHH BOJIOC, POrOB, KOIIBIT, KOJLJIATEH COeJIMHUTE/THbHOI
TKaHU 1 HEKOTOpbIe Japyrue 6esiku). [Ipu crenenn acummerpun menee 80 GeJIKU OTHOCAT
K 2400YAAPHbILM; OOJTBITUHCTBO U3 HUX UMEET CTelleHb acuMMeTpun 3—5. Takum obpasom,
y TJIOOYJIPHBIX OEJIKOB TPEeTUYIHAas CTPYKTYpPa XapaKTEePU3yeTcs JIOCTATOYHO IJIOTHOM
YHAKOBKOM TOJIUIIENITHIHOM TIelH B BUJIe KJIYOKOOOPAa3HOI MO-JIEKYJIbI, TPUOJINKAIONIENCs
o popMe K mapy.

[lepBbiM GeJiKOM, TpeTHYHasg CTPYKTypa KOoToporo Oblia BbigcHeHa JI:k. Kenmapwio
Ha OCHOBAHWHM PEHTTEHOCTPYKTYPHOI'O aHaIN3a, OKA3aJICd MHOIVIOOWH KAalllaJoTa. IJTO
CPaBHHUTEJIBHO HEDOJIBINON 0eloK ¢ MoJieKy/asgpHoit maccoit 16700, comepxxkammii 153
AMWHOKHUCJIOTHBIX OCTATKa, MPEJICTABICHHBIN OMHON mosunenTu/iHoi menbio. OcHOBHAs
PYyHKIIMA MHOIJIO0MHA — IIepeHOC KHCJIopoja B Mblmmax. [lojmmenTuiHas Ienb
MHOIIOOUHa (PUCYHOK 7) WpeJICTaBlieHa B BHJe W30THYTOH TPYOKH, KOMITAKTHO
YJIO’KEHHOI BOKPYT reMa (HeOeKOBbINH KOMIIOHEHT, COJIEPKAIIUil ¥KeIe30).

Tpernynas cTpyKTypa O€JTKOBOI MOJIEKYJIbI OIPEIE/IAETCA €€ IIEPBUYHON CTPYKTYPOIA,
TaK KaK peaonas pojib B MOJJIEPKAHUU XapaKTePHOro JIJId TPETUYHON CTPYKTYPbI
PACIOJIOYKEHHST TTOJUIIEIITHIHON e B IIPO-CTPAHCTBE IMPUHAJJIEKUT B3aNMOJIEHCTBUIO
PaJMKaJIOB aMUHOKHUCJIOT JIPYT C JIDYTOM.

B obpazoBanum u cTabUIN3aIuy TPETUIHON CTPYKTYPhI OeIKa TPUHUA-MAIOT YIacTHe
pa3IMYHbIe THUIIBI CBsI3ell (pUCYHOK 8):

® KOBaJIEHTHBIE (JUCY/TH(bDUTHBIE),
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PrcyHOK 7 — Moae b TPeTHTHOH CTPYKTYPhI MOJIEKY. bl MHOI.IO0HHA
(mo T:x. KeHapero)

e poHHbIE (COJIEBBIE),
® BOJIOPOJIHBIE,
e rupodoOHBIE B3aNMOIECTBHSI.

Kosanenmmvie ducysvgudnvie c6sa3u oOpasyroTCs MEXKIy aTOMAMHU CEPbl OCTATKOB
OUCTEHHA, CTOAIIINX B PA3HbIX yY9aCTKaX HO.HI/IHGHTI/I,ZLHOIZ IeIim.

Honmnwie (conesvie) c6A3u BOBHUKAIOT TIPH KOHTAKTE IIOJIOXKUTEJHLHO 3apKEHHBIX
IPYII OOKOBBIX pa-~JIMKAJIOB JIM3WHA, aPTUHUHA, TUCTHIUHA U OTPUIATE/IHHO 3apPIKeHHOM
CO-OH-rpymrbl acmaparaHoBO# U IJIy TAMUHOBOM KHUCJIOT.

Bodopodnwvie 643U BO3HUKAIOT MEXKJLy JBYMs 3JIEKTPOOTPUIATETHLHBIMUA aTOMAMHU,
KOTJ[a IIPOTOH BOJOPOJA, KOBAJEHTHO CBSI3AHHBII C OJHUM U3 STHUX ATOMOB,

pacmoJjiaraerTcs  MeXKJy ~HUMH.  DJIEKTPOOTPHUIATEbHbIME  (T.e.  00JIaJIAIOMIUME
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HOBBIIIEHHOI  CIIOCOBHOCTHIO TPUTATUBATH IJIEKTPOHBI) sBistorca arombl O, N, F
u Ip.

Tudpogpobmvie  cuave  63aumodeticmeus ~ BO3HUKAIOT  MEXKJy  HEMOJIAPHBIMA
YTJIEBOIOPOIHBIMI PaINKATIAMI aMIHOKUCIOTHBIX OCTATKOB. MOJIEKYIIbI BOJIBI, CTPEMSICH
00pa30BBIBATH MEXKTy CO-0011 BOJIOPOJIHBIE CBSI3HU, BHITAJIKHBAIOT THAPOMOOHBIE IPYIIIIHI 1
MOJIEKYJIbI, HAXOIAIINECS B BOJIE, 3aCTaB/IsAsl UX CKy4YHUBaTbCsl, 00Pa30BbIBATH ACCOIMATHI.

HIE IHC Bal ————

PHCYHOK 8 — CBASH, CTA0OHTHIHPYIONIHE TPETHIHYI0 CTPYRTYPY
Ge1KOBOH MOJTEKY.IbI:

1 — monnas ceass, I — somopoanas ceass, [II — ruapodoOHEE B3aHMOOeHCTEHA,
IV — aucynedunsas cEAzb

Tosibko mOCTE TPHOOpeTeHNs OEJTKOM TPETUYHON CTPYKTYPBI OH IPOSBJISIET CBOIO
crernuuIecKyo QyHKIIMOHATBHYIO AKTUBHOCTh. Pa3/mdHble HAPYIIEHUs TPETHIHOMN
CTPYKTYPBI IPUBOJAT K U3MEHEHHIO CBOICTB O€JIKa U moTepe OMOJIOTNIECKON AaKTUBHOCTH.
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JloMeHHas1 cTpyKTypa 0eJIKOB
[Tox domerom moHuMaoT 060COOIEHHYIO 00/IACTH MOJIEKYJIbI OesiKa, 00-1a/1a0MLyI0
B OIIPEJIEJIEHHOI CTEleHN CTPYKTYPHOI U PyHKIMOHAJIBHON aB-ToHOMEEH (pUCYHOK 9).

Fy

Jlumeiineiil yaacTok

b- crpykTypa
B- erpyxry)

4__ = I Ipais

— < - -

PHCyHOK 9 — CXeMa J0MeHHOH OpraHH3aMHH e/IKOB

YacTo B JOMeHAX JIOKAJIU30BaHBI ONpejieleHHble (DYHKITMOHAIbHBIE YIaCTKN OesKa,
U, CJIeJIOBATEJIbHO, IIepeMeNeHne JOMEHOB JPYI' OTHOCH-TEJIBHO Jpyra pPeain3yer
KaTaJUTUIeCKUe U UHble (DYHKINN OETKOB.

YeTBepTUdHasa CTPYKTypa bejika

CrpyKTypa, XapakKTepu3yolasics HAJIMIHeM B OeJIKOBOW MOJIEKYJIe OIIPEeIeIEHHOTO
YUCTIa TMOJUIENTHIHBIX TeTeil, 3aHNMAIOIINX CTPOro (bUKCHPOBAHHOE ITPOCTPAHCTBEHHOE
[IOJIOYKEHUEe, BCJIEJACTBHE dYero OeJloK o0jajlaer TOW WM  WMHON  OMOJIOTMYeCcKOi
AKTUBHOCTBIO, HA3bIBAETCH 4emeepmuyHol.

Yerpepruunas CTPYKTypa XapaKTepHa, KaK IpPaBUJIO, i OeJIKOB, WMMEIOIINX
OTHOCUTEJILHYIO MOJIEKYJIsipHyIo Maccy Oosibiie 50 000-100 000 Hlanbron. Bemku c
MoJteKyigpHoit Maccoit 6osiee 100 Toicay J[aabToH cOCTOAT, KaK IMPABUIIO, U3 HECKOJTbKIX
MOJIUTIENITUIHBIX TIETeil CO CPABHUTEILHO HEOOJIBINON MOJIEKYIAPHON Maccoil.

Bemnok, obaagaronuii 4eTBepTUIHON CTPYKTYPOil, Ha3bIBACTCSI INUMOAEKYAOU NN
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MYABMUMEPOM, & COCTABJILIONINE €ro IIOJUIENTH/IHbIE 1€ — COOTBETCTBEHHO
cybseduHuuaMU WIA NPOMOMEPAMU. XapaKTEPHBIM CBOH-CTBOM OEJIKOB ¢
YEeTBEPTUYHON CTPYKTYpPOl ABJISIETCS TO, YTO OTJEJbHas CyObeJIMHUIA He 00Ja/aeT
6rostorueckoii akTuBHOCTHIO. OJHU OEJIKM MMEe-I0T CPABHUTEIHHO HEOOJIBIIOE YUCIIO
cyobeunn — 2—-8. OJIHaKO eCcTh OeJIKU, B COCTaB KOTOPBIX BXOJAT COTHH U JIaKe ThICIIN
cyObeunu (Hanpumep, y Bupyca tabadnoit mosanku ux 2130).

Crabunmmzarus 9eTBEPTUYHON CTPYKTYPhI O€/IKAa MPOUCXOJUT 38 CYET HOHHBIX U
BOJIOPOJIHBIX CBs3eil, n ruipodobHbIX B3anmMo/eiicTBuii. Takue B3anMOIEHCTBUS ITPOYIHO
VJIEPKHUBAIOT CyObLEIMHUATIBI B BUJIE OPraHM30BaHHOIO KOMILJIEKCa. Y YaCTKU CYObLEeIUHNUIL,
Ha KOTOPBIX ITPOUCXOIAAT B3aUMOJEHCTBISA, HA3BIBAIOTCH KOHTAKTHBIMU ILIOMIAIKAMU.

Knaccuueckum mpumMepoM 0Oesika, MMEIOIIEro YeTBEPTHIHYIO CTPYKTYPY, SBJIAETCH
remoriobnH. MoJiekysia remoryioonta ¢ MoJiekyssipaoit maccoit 68 000 /laabTon cocTouT
13 YeThbIpex CYObeIMHUI] JBYX PA3HBIX TUIOB — & U 3. a-CyObeauHnIa cocTouT u3 141
AMWHOKHUCJIOTHOIO ocTaTka, a [ — m3 146. Tpernunas cTpykKTypa o u [-CyObeanHUIL
CXOJIHA, KaK W WX MojieKyasgpHas Macca (17 000 Hamwron). Kaxkmas cyOobeaunHuina
COJIEPKUT TPOCTETHYIECKYIO rpyIny — 2em (pucyrok 10).

Yerbipe cyObeIMHAIIBE (JIBE TUIA (v U JiBe TUIA [3) COEUHSIIOTCS B €IUHYIO MOJIEKYILY
reMOTJIOOMHA, pacioJjarasich B yIyiaX IOYTH MPaBUJILHOTO TeTpadjipa. Takmm obpasom,
BOBHUKAET MOYTH IIAPOBUIHAST MOJIEKYJIa (PUCYHOK 11).

Mauteiitme m3MeHEHUs] TPETUIHONW CTPYKTYPBI IPOTOMEPOB JIe/IaeT HEBO3MOYKHBIM
COeJIMHEHNE UX B MOJIEKY/Ibl MYJIBTUMEPA, YTO CKAa3bIBAETCHA Ha OHOJIOTMYECKOM
AKTUBHOCTHU OeJIKa.

Jlnss  mHOrMX  OEJIKOB  C CTPYKTYPOil  XapaKTepHO sBJICHUE
KOOMEPAMUBHOCTNU,. CBoiicTBO ~ KOONEPATHMBHOCTH  CBSI3aHO € sIBJICHHEM
aanocmepudma. CyTh 3aKJII0IaETCA B TOM, UTO CyObeMHUITBI CBI3aHbI MEXKTY CODOit
u Oesku 00/1a7aI0T KOH(MOPMAIMOHHON JTabnIbHOCTBIO. [lepBoHa-dasibHOE CBA3BIBAHUE
JINTAHJIA C OJIHOW CYObeIMHUIEHl BBI3bIBACT HM3MeHeHHe KOH(MOPMAIUHU IOCJIE/ Y ONIX
cyObeIMHUIl U Beell MOJIeKy/bl Oesika. Kon-dpopMannonnble n3MeHeHus, TPOU30IIIe/ e

4eTBEePTUYHOMI
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ﬁﬂ, H “H,
b ™
COCH COOH
PucyHok 10 — CTpyKTYpa rema PHucyHOK 11 — CxeMaTHYIHOE
reMor.100HHA H300pakeHHe YeTRePTHIHOMH

CTPYKTYPHBI reMOor100HHA:
— IeM reMornobHHa

B APYyTrux Cy6'beILI/IHI/IHaX, O6—,H€F‘I&IOT CBdA3bIBaHUE CJICAYIOIETO JIMTaH/1a, YTO BbI3bIBa€T
HOBBIC KOH(OP-MaIMOHHbIE M3MEHEHUA B OeJIKe U YCKOPEeHHe CBA3LIBAHMS OYepeIHOTO
JIA-TaHJA U T.JI.

B ciayuae remorsobmHa IepBasd CBA3aHHAsS MOJICKYJ1a KHCJIOPOAa ObJer-daer
CBA3BIBaHIE BTOPOIl MOJIEKyIbl (Jy ¢ TEMOM BTOPOI CYObEIUMHUIIBI, 9TO B CBOIO OYEpEIb
obJierdaeT CBsI3bIBaHME TPeTheil MOIeKy/Ibl O ¢ TEMOM TpeTheil CyObe TmHuIbL, a 9T0 B 300
pa3 obyierdaer CBA3bIBAHUE YeTBepTOi MoKyl Oy ¢ TEMOM YeTBEPTOil CyOhe IMHHIIbE
[0 CPABHEHUIO C MepBoil (pUCyHOK 12).
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2 MOBLILAET 2

PracyHOK 12 — KoonepaTHBHOCTE CEAZLIBAHHA KHCI0POA reMOrI0GHHOM
2.6 PHIHKO-XHMHAYECKHE CBOHCTBA DEe/IKOB

2.6 DPusnko-xuMmUIecKue cBoiicTBa OEJIKOB

Pasmep Ge/1KOBBIX MOJIEKYJI JIEXKUT B Ipejeaax oT 1 MKM 10 1 HM U, cIe0BaTe/1bHO,
OHU SIBJISTIOTCA KOJIJIOMJHBIMU YaCTUIIAMHU, KOTOpPbIe B BOJie 00Pa3yOT KOJJIOUIHBIE
PACTBOPBI. DTU PACTBOPHI XapPaKTEPUIYIOTCA BBICOKON BI3KOCTHIO, HU3KUM 3HATEHUEM
OCMOTHYECKOTO JABJIEHHUsI, CIIOCOOHOCTHIO pacCerBaTh JIy YU BUIMMOTO CBETa, HE TIPOXOIST
CKBO3b IOJIyIIPOHHUIIAEMbIe MEMOPaHbI, 00PA3yIOT T'eJIu U CIIOCOOHBI K HAOYXaHUIO.

1. Monexyasaprasa macca bearxos

BC.HKI/I OTHOCATCA K BBICOKOMOJICKYJ/IADHBIM COCIUHCHHAM, B COCTaB KOTOPBIX
BXOJAT COTHM KW TBICAYIN aMMWHOKHCJIOT, IIO3TOMY OHM HMEIOT 60J1b—LHI/Ie 3HaYCHUA
MoJteKyJIsipHOii Maccsl (ot 6 000 1o meckoabKux MuLmonos Jamsron (/a)).

2. Onmuueckue ceoticmesa

Benkn aBiagioTcad oOnTAYECKA AKTHUBHBIMH BemecTBaMu, TaK KaK COCTOAT
A3 ONTHYECKH AKTUBHBIX aMUHOKUCAOT. OHH CIOCOOHBI BpalllaTb IIJIOCKOCTD
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[OJIAPU3AIUN  CBETa, paCcCeMBaTh CBETOBbIE Jy4YW BUJMMOII HYacTU CIEKTpa u
MIOTJIOMIATDH YIHLTPagUOJIETOBBIE JTYIH.

BenkoBbie pacTBOpbl  00JIAJIAIOT TaKXKe CIIOCOOHOCTHIO  (DJIyOPECIIUpOBaTh —
UCITyCKAThb KBAHT CBETA IIPU IEPEX0Jie M3 JIEKTPOHHO-BO30YZKIEHHOTO COCTOSHUS
B OCHOBHOE.

Benku cniocobnsl adcopbuposams Ha CBOel MOBEPXHOCTH HU3KOMOJIEKYJ/ISD-HbIE
OpraHnvecKue COeJIMHEHNs] ¥ UOHBbI (BUTAMWHBI, WOHBI KeJjie3a, MeIu U JIp.), a
MHOT/IA ¥ 3aXBATBIBATH UX BHYTPh MOJIEKYsbl. C 9TUM CBOWCTBOM OEJIKOB CBsI3aHA
X TPaHCIOPTHAas (DYHKIMA B OPraHu3Me.

Ampomeprocms bearos

Benkn, Takke Kak U aMUHOKUCIOTHI, ABJISIOTCS aM(MOTEPHBIMI SJIEKTPO-JIATaMU
o1aromaps omxaospemennomy npucyrctsuio — COOH u — NH, rpynim. JIuccormarus
9TUX TPYII IPUBOIUT K 3apsArKEHUIO OeJIKOBOW MOJIEKY/bl. B 3aBHCHMOCTH OT
npeobyiaiansi B MOJIEKyJle OeKa MOHOAMHHOJN-KAPOOHOBBIX (TJIyTaMHHOBOIA,
acraparnHOBOIl) WM JTUAMIHOMOHOKAPOOHOBBIX aMUHOKUCJIOT (JTM3MHA, apIHHIHA)
OeJIK B BOJHBIX pacTBOpax 00JIaIal0T CBOMCTBAMH CJIaObIX KHCJIOT WA CIa0bIX
OCHOBaHMiII COOTBETCTBEHHO. DBOJIBIMMHCTBO NPUPOIHBLIX OEJKOB MMEIOT KHCJIBIiA
xapakrep (KasewH, KeJa-THH, ajbOyMUHBI U Jp.) ¥ B BOJHOM DPacTBOPE HECYT
OTPHUIATE/LHBIN  3apsijl; OCHOBHble OeJIKK (TUCTOHBI, MPOTAMHUHBI) B BOJIHOM
pacTBOpE 3apsizKeHbI I0-JIOXKHUTEIHHO. CBOMCTBO aM(OTEPHOCTH JIEXKUT B OCHOBE
OydepHbIX CBOHCTB OEJIKOB M UX y4dacTuu B pery/sanun pH kposu.

ITodsustcnocms 6 INEKMPUHYECKOM TION1E

B cBasm ¢ Tem, UTO O€IKU ABISIOTCH 3apSIKEHHBIMH YACTUIAME, OHH JIBH-
raloTcs B JIEKTPUYECKOM II0JIe K KaTOJy WMJIM aHOJY B 3aBUCHUMOCTU OT BEJIMYMHBI
uxX cymmapHoro 3apsiga. CyMMapHbBIi 3apsiji OEJKOBOW MOJIEKY/IbI 3aBUCUT OT
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Besimannabl pH cpenpbl. U3mensis 3uadenne pH cpejibl, MOXKHO JOOUTHCS TAKOIO
COCTOSHUS, KOTJIA KOJTMYIECTBO MOJIOKUTETHHO U OTPUIATETb-HO 3aPAKEHHBIX IPYIIIT
Oy/IeT OJIMHAKOBO, 3aps1 Oe/IKa IIPU 9TOM PaBeH Hy-JII0, U MOJIeKy/a Oejka He OyJier
repeMeniaThCs B JIEKTPIUIecKoM moJre. Ta-koe 3HavdeHue pH cpesbl onpenensercs
Kak u3oaaexkmpuyeckas mouwka (pl). 3naueHue u309JEKTPUIECKON TOUKH
3aBUCUT OT AMHHOKHUCJOTHOI'O COCTaBa M CHENUMUIHO I KaXKJOro OeJiKa.
Hampumep, mna kazemna pl = 4.7, nna auanoro anpbymumaa — 4,8, AWIHOTO
rimobyauna — 6,6, »xkenaruHa — 4,9. Yem gasbie Oyjier orcroaTh 3HadeHne pH cpeibr
oT pl, TeM OOJIBIIIUM CyMMapP-HBIM 3apsiJIOM OyIyT 00J1a/IaTh MOJIEKYJIbI OelKa U C
OOJIbIIENl CKOPOCTHIO JIBUTATHCS B SJIEKTPUYECKOM IIOJIE.

CymmapHblIit 3apsij1 6eJIKOBOM MOJIEKYJIBI TTos1oxkuTesieH mpu pH < pl u orpuniareses,
eciu pH > pl. IlockosibKy B HM309/IEKTPUYIECKONH TOUYKE MOJEKyJaa Oesaka He
HECET CyYMMAapHOI'O 3apsiia M MeXKJy COCEIHHUMHU MOJIEKYJIaMid OTCYTCTBYET
9JIEKTPOCTATIIECKOE OTTAJTKUBAHIE, OEJTKN JIETKO OCAYKIAIOTCA U3 PACTBOPOB IMPH
pH, pasuom pl.

Pacmeopumocmvb beaxos

Benku cunbHO pa3iamyalorcs: O CBOell PACTBOPUMOCTU B BOJHBIX cucTemax. llpm
pacTBOpeHnr OEJIKOB B BOJIE BOKPYT UX MOJIEKYJT 00pa3yeTcs rujpaTHasi 000I0UKa,
KOTOpas HAPs/ILy C 3apsoM OEJIKOBBIX YaCTHUIL sIBJIAETCS (PaKTOPOM yCTOWIMBOCTH
OETKOBBIX PACTBOPOB.

Ha pacrBopumocTh 6€/IKOB CYIIECTBEHHOE BJIMSIHUE OKa3bIBAIOT —CJIEYIOIINe
daKTOpHI:

a) pH pacrsopa;
6) woHHas cuJa,;

B) IIPHUPOJIA PACTBOPUTEIS;
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) TeMIeparypa.
a) Bauanue pH pacmeopa na pacmeopumocms 6eakos

[Ipu 3Hauenun pH pacTBopa, coBmamarommeM ¢ BeauauHoi pl, 6eku OyayT obragars
HauMeHbIIeil pacTBOpUMOCThI0. OObICHAETCS TO TE€M, UTO B HU303JIEKTPUIECKOIT
TOYKE CyMMapHBIH 3apsi/i MOJIEKYJ/Ibl Oe/IKa paBeH HYJ/II0, U CJIEI0BATETbHO, MEXKILY
COCETHUMU MOJIEKY/IaMHU OeJIKa OTCYTCTBYET 3JIEKTPOCTATUIECKOE OTTAJKUBAHUE.
[Ipu sHavenusx pH, orTamunbix oT 3Hadvenwmit pl, MoJieKyabl OeKa WMEIOT
CYMMApHBII 3apsiji OJHOIO 3HAKa, BCJIEJICTBHE Yero OHM OTTAJKHUBAIOTCS JIPYT OT
apyra. Ha sToMm cBoiicTBe OCHOBaH METO H309JIEKTPUICCKOTO OCAXKICHHUST OEJIKOB.

6) Bausnue uonHol cusvl Ha Pacmeopumocms 6eakos

[Ipu gobaBiaenunm K pacrBopaM Oejika cojieii  HeOOJIbIINX KOHIIEHTPAITUit
PacTBOPUMOCTb MHOTHX O€JIKOB TIOBBIIMIAeTCsA. IDTOT 3P@PEKT 3aBUCUT TaKkKe
OT B€JMYUHBI 3apdA/J0B KaxK/JI0I'0 HN3 HMOHOB, IIPUCYTCTBYIOIIUX B pPaCTBOPE:
COJIU, COJIep Kalllfie JIBYX3apsiiHble MOHBI, 3HAYUTEIbHO 3(MPEKTUBHEE ITOBBIIIAIOT
PaACTBOPUMOCTH OEJTKOB, UeM COJIU, COJIepIKAIlie OTHO3aPSITHbIE NOHBI.

[Ipn 3HAYUTETHLHOM MOBBINIEHHH KOHIIEHTPAIMKA COJIEHl pPACTBOPUMOCTH OEJTKOB
HAYUHAET OISITh MOHUYKATHCSI, U TIPU OY€Hb BBHICOKUX KOHIEHTPAIUSIX COJIel H6eT1oK
MOZKeT TOJIHOCTBIO BhIIACTh B ocajnok (ecaum pH cpemsr coBmagaer ¢ pl). Dro
sIBJICHUE HA3BIBAETCH BblCaAUBAHUEM. 1Ipu OOJLINUX KOHIEHTPAIUAX HOHOB B
pacTBOpe OHU OTTATUBAIOT K cebe OT 3apsi?KEHHBIX I'PYIIT OejiKa MOJITpPU30BaHHbIe
MOJIEKYJ/IBI BOJIbI U YACTHIHO JIUIIAIOT TEM CaMbIM OEJIOK THJIPATHON 00O0JIOYKH,
KOTOpast IPeJ0TBPAIlaeT ero OCayKJIeHrne U3 pacTBopa.

8) Bausanue pacmeopumens Ha pacmeopumocmys 6eakos

JlobaBienne CMEIUBAIOIINAXCS € BOJION HEHTPAJIBHBIX OPraHnIeCKIX pacTBOpUTEIE
YMEHBIIIAeT PACTBOPUMOCTH OOJIBINMHCTBA OEJIKOB B BOJE JI0 TAKOM CTEIeHM, YTO
OHH MOTYT BBINAJATh B Ocajok (ecaum mpu 3roM pH pacrBopa coBmajgaer c
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pI) I‘I&l’lpI/Il\/Ie‘p7 9TaHOJI MJIN all€TOH, {ABJIAACH BOAOOTHHMAIOIIHWMM BeEIIEeCTBaMM,
IIOHU2KAIOT CTCIICHb I'JpaTallin O€JIKOB U YMEHBbITalOT UX PAaCTBOPUMOCTD.

2) Bausnue memnepamypu, Ha pacmeopumocms 0eakos

B wunrepBanme temmeparyp, mpubausurenbao or 0 o 40 °C, pacTBOPUMOCTH
OOJIBITMHCTBA ~ OEJIKOB  BO3pacTaeT ¢  IIOBBIINICHHEM TeMmIileparypbl. [lpu
temieparypax, Mpesbimaomux 40-50 °C, OOJbIIMHCTBO OEJIKOB yTpainBaeT
CcTaOMJIbHOCTD, HAYMHAETCA UX JICHATYPAIlUsl, COMPOBOKIAIONIALACT OOBITHO PE3KUM
CHU2KEHUEM PaCTBOPUMOCTH.

Pacmeopumocmds bearos

YCTaHOBJIEHO, YTO JIJId KaXKJI0T0 OeJIKa XapaKTepHa TOJIbKO OJHA IPOCTPAHCTBEHHAS
CTPYKTYpa, B KOTOPOHl OH CTaOWJIEH U IPOSBJIACT OMOJOTHYECKYIO AKTUBHOCTD.
DTa  CTPyKTypa HOCHT Ha3BaHWEe HAMUBHOU  KoHpoOpMarmum Oeska.
Wszmenenne warwBHO KoHboOpMarun 0eika, COMPOBOXKJIAIONIEeCs —IOTepeit
XapaKTEPHBIX JjIs HEro CBOHCTB — PAaCTBOPUMOCTHU, OMOJIOTMYECKONH aKTUBHOCTH,
9JIEKTPOMDOPETUICCKON  TMOJABUKHOCTH ¥ JIp., Ha3bIBaeTCsd 0eHamypauued.
Jenarypalus, Kak IIPaBUjIo, 3aTPAruBaeT YeTBEPTUIHYIO, TPE-TUIHYIO U YACTUIHO
BTOPHUYHYIO CTPYKTYPBI OEJIKOBOII MOJIEKYJIBI M HE COIMPOBOKIAETCS KaKIMU-JIIOO
U3MEHEHUSIMU [TIEPBUYHOI CTPYKTYPHI. /leHaTy-paruio MOryT BbI3bIBATh PA3JIMIHBIE
dusnueckne u xumudeckne (HaKTOPBI: BLICOKAs TeMIEeparypa, MeXaHnIeCKue
BOBJIENCTBUSA, JEHCTBUE MOHUBUPYIO-IIUX W3JIydeHuit, oOpaboTKa yJIbTPa3ByKOM,
JICICTBHE OPraHUYeCKUMU PAC-TBOPUTEJISIME, PACTBOPAMU KUCJIOT, IIEI09eil, coeit
TAZKEJIBIX METAJIIOB.

[Ipumepom  TemsioBOi  JeHATYpallMl  MOXKET  CJIY>KUTh  «CBEPTHIBAHHE»
Obenka 1pu Bapke suil. Jlenaryparusi O€JIKOB IPOUCXOJUT B KEIYJIKE, TIJe
UMeeTCs CHJIBHOKHCIAsl Cpefa, W 93TO CIOCOOCTBYET paCIIeIIeHUI0 OeIKOB

nporeoyinTudeckuMu depmentamu. [lo Mepe crapenusi opraHuzMa IIPOUCXOJUT
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[IOCTeIIeHHAs, XOTsI U YPE3BbIYAHO Me/[JIeHHAas, JeHaTypalus OeJIKOB U CHUYKEHIEe
X THAPOMPUIHLHOCTH.

[Ipu ompee/leHHBIX YCIOBHAX JEHATYPUPOBAHHBIN 00K MOYKHO Ha-CTHIHO
WIN TIOJIHOCTBIO BEPHYTH K HCXOJIHOMY HATUBHOMY cocTosHuio. Ta-Koil mporece
HA3BIBAETCSI PEHAMYPAUUET, a OEJIOK — PEHATYPUPOBAHHBIM (pUCYHOK 13). DTOT
MIPOTIECC TTPOUCXOJIUT CaMOIPOU3BOJILHO Tpu 3HadeHusx pH u rTemmeparypsr,
obecreunBaoONuX CTabMILHOCTL HATUBHON (opMbl. Pe-HaTyparuio o00bIYHO
MIPOBOJISAT B MATKUX YCJIOBHUAX, MEJJIEHHO CHUMAasi BO3/IENCTBHE.

HATHBHAA QopMa

XAOTHYeCKRH KIyOoK

.qemrypau:nx
T‘Pmﬁ

HETHBHAR QopMa

PHcyHOK 13 — CxeMa JeHATYPALHH H PeHATYPAIHH Je/IKa

2.7 Howmenkaarypa u Kjaccudukamnus O0eJKOB

Hecmorpss ®Ha TO, dro OenKu sBIAIOTCA Hambojee M3YUEHHBIM  KJIACCOM
OMOOPraHMIecKNX COEAMHEHMl, JI0 CHUX IOp He CO3/aHO eIUHON HOMEHKJIa-Typbl U
Kjaccudpukanyu OesikoB. HazBaHme OejikaM JIaloT 1O CIyYalHBIM IHpU3HAKAM, Yallle
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BCEro NMpUHUMAs BO BHUMaHWE UCTOYHUK BbIJIe/eHNs Gejika (HAampuMep, HAuMEeHOBaHUE
aBUIUH — OEJIOK sIiilia — IMPOUCXOJIUT OT JIAT. qUis — IMTHIA; Ka3eWH — OEJI0OK MOJIOKA — OT
JIaT. caseus — ChIp U T. IL.).

B 3aBucuMocT OT TI0JI02KEHHOTO B OCHOBY IMPU3HAKA PA3JINIAIOT HE-CKOJIBKO BUJIOB
KJtaccupukannm Oe/IKOB:

1. Knaccudukaiiusi, ocHoBaHHasi Ha KOH(dopmaiuu 6eJ1KOB

[To dopme gacrur Geskn et Ha Gubpuaiaprvie (BOJTOKHUCTBIE) U 2400YAAPHVLE
(KOPILYCKYJISIDHBIE).

Oubpusisipabie OeJIKM — 3TO YCTOHYMBBLIE, HEPACTBOPUMBIE B BOJIE W B
pa306aBJIEHHBIX COJIEBBIX pacTBOpax BellecTBa. Pacrojiarasgch mapaJsiiebHO JIpyT
JIDYTY BJIOb OJHON OCH, TOJUIENTHJIHbIE Ienn 00pas3yioT JJIUHHBIE BOJIOKHA
(pubpusibl) nau ciaou ¢ koudopmanueit S-crpykrypsl. [Ipumepsl hUOPUISIPHBIX
OeJIKOB: KOJIJIareH CYXOXKWJIMII 1 KOCTHON TKaHU, KepaTUH BOJIOC, POIOBBIX
oOpa30oBaHmil, KOXKW, HOI'Tell U MePheB, 3JIACTUH YIPYTOl COeTMHUTEIHLHON TKAHM.

I'moGynsipable OeJIKM — 3TO COEJIUHEHUsA, IOJIUIENTHIHbIE e KOTOPBIX
IJIOTHO CBEPHYTHI B KOMIIAKTHBLIE CQepuyueckKue WiIn T[I00YIgpHbIE CTPYKTY-PbI
¢ KoHpopMmalueit a-crmpasu. BoJbIUHCTBO TVIOOY/ISPHBIX OEJTKOB pPac-TBOPUMO
B BOJHBIX pacTBopax u Jerko jauddynmupyer. K HuM orTHOCATCA TOYTH BCE
U3BECTHBIE B HACTOsIIEee BpeMs (DepMEeHTBhI, a TaKXKe AHTUTENd, He-KOTOPhIe
TOPMOHBI ¥ MHOTHe OeJIKHM, BBIOJHAIONNE TPAHCIOPTHYIO (DYHK-IINIO, HAIIPUMED,
CBIBOPOTOYHBIN a/IbOYMUH ¥ MeMOTJIOONH.

Hekoropblie ©Oesikum  mpuHajIe:KaT K  IpOMexKyTodHomy  Tuiry.  [logobHO
GuOpUIIAPHBIM OeJIKaM, OHM COCTOAT U3 JIMHHBIX, TAJOYKOBUJIHBIX CTPYK-
TYyp, U B TO XK€ BpeMs OHH, KaK IJIOOYJIpHBbIe O€JIKH, PAaCTBOPUMBI B BOJHBIX
COJIEBBIX pacTBOpax. K TakuM OesskaM OTHOCATCS: MUO3UH — CTPYKTYPHBIN 71eMEHT
MBIIIII, (PUOPUHOTEH — IPEIIeCTBeHHUK (DUOPUHA, YIaCTBYIONIEIO B CBEPTHIBAHUN
KPOBH.
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2. Knaccudukarnus, ocHOBaHHasi HA paCTBOPUMOCTHU OeJIKOB

[Io oTHOIIEHUI0O K PACTBOPUMOCTH OEJIKOB B Pa3JUYHBIX PACTBOPHUTE/ISAX CPEJIN
OEJIKOB Pa3IUIaOT: AAbOYMUHDL, 2A00YAUHDBL, NPOAAMUHDBL, NPOMEUHOUDL.

K ambbymMmHaAM OTHOCAT OEJIKM, XOPOIIO PACTBOPSIONIUECS B BOJE U CO-JIEBBIX
pacTBopax yMepeHHbIX KoHIleHTparuii. [Ipm mepexosne K KOHIIEHTPHU-POBAHHBIM
pacTBopaM, BILUIOTH JIO TOJIHOCTBHIO HACBIIEHHBIX, aJbOYMHUHBI BBICATUBAIOTCS.
[IpumepamMu UX MOTYT CJIyKUTh: AIMIHBIN aJbOYMWH, ChIBO-POTOYHBIN aJbOyMUH,
AJILOYMUH MBIIIEIHON TKAHM, MOJIOYHBIN aJIb0YMUH.

K raobynmnam mnpunajjiekar Oe/IKM, He pPacTBOPUMBIE B BOJIE U COJIEBBIX
pacTBOpax YMEPEHHBIX KOHIEHTpAIUil, HO PacCTBOPAIONINECT B OYEHb CJIa-ObIX
pacTBopax coJjieii. XapaKTEepHBIM IPU3HAKOM TIJIOOYJIMHOB CYUTAIOT WX IIOJIHOE
OCazKJICHHWe TIPH IOJIyHACHIIEHUH pacTBopa. lIpumepsl rimobynuHoOB: (hubpuHOTeH,
SIMIHBIN TTI00YJINH, CBIBOPOTOYHBIN TVIOOYJIMH, TVIOOYJIMH MBIIEYHONW TKAHM.

ITposiaMUHBI IPEJACTABIAIOT TPYIILY OEIKOB, pacTBOpuMbIX B 60-80 %-1HOM BogHOM
pacTBope 3THOBOro crmpTa. l[IpeacraBureseMm 3TuxX OEJIKOB MOXKET CJIYKHUTh
IVINAIUH, COCTABJISIONINI IVIABHYIO YacTh KJIEHKOBHUHBI, HAXOIATCSI OHH B 3€pHaX
Pa3JIMIHbIX X.He6HbIX 3JIaKOB.

K mnporemHompam orHOcAT O€IKM, He pacTBOpSIONAecs B OOBIYHBIX pac-
TBOPUTEJIAX OEJTKOB: BOJIE, COJIEBBIX M BOJIHO-CITUPTOBBIX CMECAX, OTHAKO XOPOIIO
pacTBOPSIONINECT B cliemuduIecKnX peareHrax. Tak, Hanpumep, (pUOPOUH IIMEJIKa
pacTBOpsieTCd B JIMXJIOPYKCYCHO# KHCJIOTE, OE3BOJIHOM IIJIABUKOBON KHUCJIOTE, B
KOHIIEHTPUPOBAHHOM BOJIHOM PAacTBOPE pOJIaHuja JuTHA uin dpomuia kajums. K
MIPOTEMHONIAM OTHOCATCA MOYTH Bee (DUOPUIIAPHDBIE OEJIKH.

ITo cremneHu cJI0>KHOCTU CTpoeHund OeIKHn JCJIATCA Ha [JBa OCHOBHBIX KJlacCCa:
npocmusvie 1 CAOHCHDLE beaxu.
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IIpocTbie Oenku, WM ITPOTEUHBI, COCTOAT TOJBKO M3 OEJIKOBOH YacTu u
TUJIPOJIN3YIOTCS JI0 aMUHOKHCIOT. K HUM OTHOCATCS aJabOyMHUHBI U TJIOOYJIMHBI, &
TaK»Ke IPOTAaMUHBI U TECTOHBI — OEJIKM OCHOBHOI'O XapaKTepa, KOTOPbIE COjep:KaT
MHOTO JIN3WUHA U apTUHUHA.

CiroxkHble Oe/iKi, UIn IPOTEUIbI, KpoMe OEJIKOBOI JacTh cojepKaT HeOeIKOBYIO
TPYIITY, KOTOPYIO HA3BIBAIOT Npocmemuieckot.

CiioxkHbIe 0O€JIKM B 3aBUCHMOCTH OT XUMHYECKOW MPUPOJIBI UX MPOCTETHU-
YeCKOW IPYIIIBI KJIACCHMPUITMPYIOTC: Ha HYKJICOTPOTEUIbI, TJIMKOIIPOTEN/IbI, JIUIIO-
npoTenibl, hocdOnpPOTen Ibl, XPOMOIPOTEN I, METAJIIONPOTENIHI.

HebenkoBasi 4acThb HYKJIEONPOTEUIOB COCTOUT U3 MOJIEKYI HYKJIEHHO-BBIX
kucstor — nesokcupubonykientosoit (JJHK) u pubonykiaennosoit (PHK), 6ekoBast
YaCTh IPEJCTaB/IeHa TUCTOHAME U ITpoTaMuHaMu. HyK/ieo-1ipoTen bl yIacTBYIOT B
IIPOTIECCaX JIeJIEHUsT KJIETOK U TepeIadn HAaC/Ie -CTBEHHBIX IIPU3HAKOB, B MIPOIECccax
orocuHTe3a O6esiKa. OHE BXOIAT B COCTAB JIFOOOH KJIETKHU, SIBJIAIOTCA 00A3aTeTbHBIMI
KOMIIOHEHTaMU siJipa, IUTOILIa3Mbl. Tak:kKe HyK/JIeOIPOTEUIaMU 110 CBOEH MPUPOIE
SIBJISTFOTCSI BUPYCHL.

I'mukorrpoTenibI 11pe icTaBISIOT cOO0M CI0KHBIE OEJIKU, TPOCTETUYe-CKas TPy
KOTOPBIX IIPEJICTaBIe€Ha MTPOM3BOIHBIMU YIJIEBOIOB. [TMKOMpO-Tenibl BXOJAAT B
COCTaB KJIETOYHBIX MeMOpaH, yYaCTBYIOT B TPAHCIOPTE Pa3-JIUYIHBIX BEIECTB, B
IIPOIECCaX CBEPTHIBAHUSA KPOBH, SIBJISIOTCS COCTABHBIMU YaCTSIMU CJIU3U U CEKPETOB
JKEJTYJIOTHO-KHUITIETHOTO TPAKTA.

JImmompoTenibl  ABJIAIOTCH CJIOKHBIMEA ~ OeJIKaMH, IIPOCTETUYeCKas TI'PYIIIa
KOTOPBIX 00pa3oBaHa JUIUIAMEA. ITO chepriecKrne JacTUIlbl HeOOIBIIOro pa3Mepa
(150—200 uMm), HApYKHAas 0060J0UYKA KOTOPHIX 06pa3oBaHa Gesika-Mu, & BHY TPEHHSsI
YacTh — JIMIUJAMU U UX Mpou3BojaHbIME. OcHOBHasS (DYHK-IUs JIUITOIPOTENIOB —
OCYIIECTBJIATH TPAHCIIOPT JIMIIHIOB 10 KPOBH.
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®ocdorporengbl UMEIOT B KadecTBe HEOETKOBOrOo KOMIIOHEHTa (ochop-Hyio
KHUCJIOTY. DTU OEJIKH BXOJAT B COCTaB KOCTHON M HEPBHON TKAHW, BBI-MOJJTHSIOT
nuTaTebHy0 yHKImoo. [IpegcraBurenisMu JaHHBIX OEJIKOB SIBJIS-IOTCS Ka3eWH
MOJIOKA, BUTE/UINH (OeJIOK YKEeJITKOB $UIl), UXTYJIUH (60K UKPBI PBID).

XpoMOnpoTeENnAbl SABJIAIOTCH CJAOKHBIMU OeJKaMH, IPOCTETHYECKasl T'PYIIIa
KOTOPBIX IIpEACTaBJ/ICHa OKpPalllCHHBIMKU COC€IUHEHUAMU. K XPOMO-IIpOTEN TaM
OTHOCSATCS TeMOIJIOONH, MHUOTIO0MH, psii (bepMeHTOB (Karasas3a, HepOKCHIA3bI,
IUTOXPOMBI ), & TaK¥Ke XJIOPODUJLIL.

TunuaabIME  XPOMOIIPOTEMHAMU — ABJIAIOTCH  3PUTEIbHBIN  OEJIOK  POJIOIICHH,
IPUHAMAIOIINN yYacTHe B IIPOIleCCe BOCIPUATHE CBeTa, U O€JI0K KPOBU I'€MOIVIOONH
(Hb). B cocraB remorsiobuHa BXOJUT 2eM, NPEJCTABJISIIONMN COOOM IIOCKYIO
MOJIEKYJTy, B TIEHTPE KOTopoii pacmoyioxken mom Fe’™ (cm. pucymok 12). Ilpm
B3aUMOJIENCTBUN TI'eMOIVIOOMHA C KHUCJIOPOJOM obpasyeTcs okcuzemoznobun. B

aJIbBEOJIaX JETKUX T'eMOTJIOONH HaCbIITa€TCAd KUCJIOPOIOM.

Hb + 02 < Hb02

B TKaHdX, TJe CcoJepzKaHue KUCJA0poda HE3Ha4YUuTeJIbHO, 0KCUEMO2A0OUH
paciaaeTcd C BblJICJIeHnEM KHCJIOPO/ia, KOTOprfI HCIIOJIB3YETCA KJIETKaMU:

[emoryiobuH MozKeT 00pa3oBBIBATH coeuHenne ¢ okenoM yrueposa (1), koropoe

Ha3bIBAETCSI KapbOKCU2EMO2N00UHOM:

Hb + CO < HbCO

Kapbokcuremoryiobna He CIOCOOEH TPUCOETUHATH KHCJIOpoa. DBor mode-my
IIPOUCXOUT OTPpaBJI€HUE YIrapHbIM I'a30M.

[emoryiobus u Jpyrue reM-cojepzkariye 6e1Ku (MIOrIOOnH, IIMTOXPOMBI) HA3BIBAIOT
erre 2eMONPOMeUHaMy, N3-3a HATMIN B X COCTaBe reMa (CM. PHCYHOK 12).
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MetassionpoTenabl  CoJepKaT HMOHBI OJHOTO WJIM HECKOJBbKUX METaJLJIOB.
Metasionporen/ipl, comepKariue xeie30 (GheppuTuH u Jp. ), BHIIOJHIIOT (QOYHKITHIO
TpaHCIIOPTa U JIENo Keje3a B opranm3me. Vmerorcs OelKM, B CO-CTaB KOTOPBIX
BXOJIAT IIUHK, MapraHell, MeJib U JIpyrue MeTauibl. MHOTHE U3 HUX BXOJAT B COCTAB
depMeHTOB.

Kunaccudukarusi, ocHoBaHHass Ha OmoJsiormyeckoii (pyHKIInu 0eJIKOB

[To sToit Knaccudukanymu cpei OCJTKOB BBIJIESIOT CJICIYIONIHE IPYIIIIHL:

KaTaJIATUIeCKN aKTUBHBIE OEJIKM,
OEJIKI-TOPMOHBI,

OEJIKH — PeryasiTopbl aKTUBHOCTH I'€HOMA,
3allUTHBIE OEJIKH,

TOKCHUYIeCKUe OEJIKH,

TPaAHCIOPTHBIE DEJIKH,

MeMOpaHHbIe OEJIKH,

COKpaTUTe/IbHbIE DEJIKH,

pelenTopHble OEJIKH,

OeK1 — HHruOUTOPHI (hepMEHTOB,

OeJIKH BUPYCHBIX 000JI0YEK W T.]I.
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3. HYKJIEMHOBBIE KNCJIOTHI

Hyxaeuroswvie xucaomvr (ot nar. nucleus — sapo) — BBICOKOMOJIEKY/ISPHbIE
opramveckue coeuHeHust (TOJUHYKICOTH B ), 06pa30BaHHbIE OCTATKAMHU HYKJICOTH/IOB.

Ucropus nsyvenns HyKJIEMHOBBIX KUCJIOT HaunHaeTcs ¢ 60-x rr. XIX B. [1IBelimapckuii
xumuk @. Mumep B 1869 1. BBLACTHSI W3 sJep JIEHKOIMMTOB (& MPAKTUYIECKU N3
[HOSI) W CIEpMbl DBIO BEIECTBO KHCJIOTHOW MPUPOJBI, KOTO-POe BHAYAIe HA3BAJIM
HYKJIEMHOM, a ITOTOM HYKJIEMHOBBIME KUCJIOTaMU. Brio-ciaeacTBun ObII0 OOHAPYZKEHO JIBa
THITA HYKJEUHOBBIX KUCJIOT. HyKJIeMHOBYIO KUCJIOTY, B COCTAB KOTOPOW BXOJHUT pUO03a,
HasBasm pubonykseunosots xucaomot (PHK), a xucmory, B cocrtaB KOTOpOil BXOIHT
JIe30KCUpud03a, — dedokcupubonykaeunosots kucsomot (JIHK).

B 1953 1. JI. Yorcon n @. Kpuk MIpeToKMIM MOJIEKYISAPHYIO MOJIETb JTBOMHOM
crmpasin JTHK. C sToro Bpemenu B OMOXUMHM, MOJIEKYISPHON OHOJIOTMH U TEHETHKE
HaYaJINCh MHTEHCUBHBIE MCCIEIOBAHNSA CTPYKTYPHI U (DYHKIMI HYKJIEMHOBBIX KHCJIOT.

B 6onbmimncTBe JKUBBIX OPraHU3MOB IIPUCYTCTBYIOT 00a THUITA HYKJIEUHO-BBIX KHUCJIOT.
UckiiovenneM sBJISIIOTCS JIUITL BUPYCHI, KOTOPbIE MOTYT CO-JE€PKATh TOJILKO OJIMH THUII
HYKJIEMHOBBIX KucjoT. Hampumep, Bupyc renaruta B comepxxkut Tobko JIHK, a Bupyc
mvmyHogeduuTa denoseka (BIIY) — roasko PHK. B aipe kieTok gesioBeka comepKuTcst
JHK u ocobas JIHK — B MmuroxoHapusgx.

CoBpeMeHHBIE TIPeJICTaB/IeHNsT 00 YBOJIIOINKA OPTAaHUIECKUX MOJIEKYJI, T€HETUIEeCKUe
n kKarajautwdeckue cpoiicrBa PHK mnozsossgior npemamnoioxkuthb, dro mosekyiasl PHK
IIEPBBIMU OBLIN CIIOCOOHBI K CaMOpPEILINKAINKI, O0eclednBaTh OMOCHHTE3 OEeJIKOB W
3,5-8 Mupa Jiler Ha3aJ MOJOXKHUIN HAYAJI0 3SBOJIONMOHHOMY PAa3BUTHUIO Ha J3eMJIe.
[Tocie BozHMKHOBeHMST 3(PDEKTUBHOIO MeXaHM3Ma OMOCHHTe3a OesIKa U 3HAUUTE/IHLHOIO
YCAOXKHEHUSA KJIETOK IOTPEOOBAJIOCH OOJIbINE TEeHETHYECKON WHMOPMAIUN, YeM Ta,
koTopyio obecnieuuBasia PHK. Bejnku crajmm BBIIOTHATH KaTaJIUTUYIECKYIO (DYHKIUIO,
JIHK — renerndeckyio, a PHK — npomexyrounsie dyukimn mexay JAHK n 6erkom.

HyK.HeI/IHOBbIe KHCJIOTHI 00ECIIeINBAIOT XpaHeHue, BOCIIPOU3BEJICHNEC U peaJInu3allruio
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PeHeTHYIeCKO#l  (HacjIe/CTBeHHOl)  mHbOpManuu. ITa  WHPOpPMAIHs  OTPaKeHa
(3aKommpoBaHa) B BHJE HYKJICOTHIHBIX IOCTeJoBaTeqbHOCTEH. B wacrHOCTH,
[IOCJIEJIOBATEIbHOCTh ~ HYKJIEOTHJIOB ~ OTpParkaeT IMEPBUYHYIO CTPYKTYpy  OEJIKOB.
CoorBeTcTBHE MEXKJy AaMUHOKHCJIOTAMUA W KOAMUPYIOMIUMU WX  HYKJICOTHTHBIME
[IOCJIE/IOBATETLHOCTSIMI HAa3bIBAETCS 2EHEMUYECKUM KOOJoM. Eunnnieil reneTnaeckoro
koja JIHK u PHK gBngerca Tpumier — mociieoBaTelbHOCTh W3 TPeX HYKJIEOTHJIOB.
HyxknenmHoBble KucaoTbl 00pa3yioT pa3HOOOpa3HbIE COEIUHEHHs C OeJKaMu ——
HYKJIEOITPOTENIbI UJIA HYKJIEOITPO-TEUHBI.

HykiennoBble  KHCJIOTBI — SBJISIIOTCI  BBICOKOMOJIEKYISPHBIMU  TOJUMEDPHBI-MI
COEJIMHEHUSAMU, MOJIEKYIIpHAasd Macca KOTOPBIX 3aBUCUT OT KOHKDPETHON HYKJIEMHOBOI
kucsiorbl. Camoil Majioit MoJigpHO Maccoit obiasaer Tpanc-niopraags PHK (r-PHK) —
25 000. Camoit 6osbmIoi MoJIsipHOIT Maccoit obsta-gaer JJHK — or 1 000 000 zo 1 000 000
000.

3.1 CrTpyKTypHbIE KOMIOHEHTHI HyKJIEMHOBBIX KHCJIOT

Bruicokomonekynapusie nosmmepsl PHK  w JIHK  cocroar wu3 monomepos
—  MOHOHYKJIEOTHJIOB.  MOHOHYKJIEOTHI TPU  THIAPOJU3E  PACHICIUIAETCA  Ha
reTepPOITMKINIECKIEe A30THCThIe OCHOBaHUS (IIyPUHOBBIE WJIM TIMPUMIJINHOBBIE), YIJIEBO
— nerTo3y (pubosy wim Je30Kcupr603y) 1 HocOpHYIO KUCIOTY.

DTOT MPOIECC MOKHO IPEJICTABUTE CJeIyomeil cxemoil (pucynok 14).
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MOHOHYRJIEOTHT

/\.

HYKIIE03H]I tocdopras kHcIoTA
/ \ H:POy
TeTepOIHKIIHIECKHE TIEHTO3a
A30THCTEIE (IATHYTIepOTHBL
OCHOB&HHA caxap)

PrcyHOK 14 — CxeMa rEapoJIH3a MOHOHYKJIEOTHIA

HauboJsiee BakKHBIME M3 BXOJAIIMX B COCTaB HYKJICOTUIOB IIyPUHOBBIX OCHOBAHMUIA
SIBJISIIOTCSL adenun U e2yanur (MPOM3BOJHbBIE OMIIUK/INIECKOIO Ie-TEePOIUKIIA — IIyPUHA).
HpI/I T'JApPOJIn3€ MOHOHYKJICOTUI0B MOT'YT OCBO60)K—,[L&TI)C5{ 1 IMAPUMUINHOBBIE OCHOBaHMA
(IPOU3BO/IHBIE TIMPUMUJINHA): YPAUUA, TMUMUH, UUTMOSUN.

TETEPOIMHEIHICCEHE
A30THCTEIC OCHOBAHHA

/\

Iy pHHOEBEIE ITHPHMHTHHOBEIE
ameHuH TyaHHH IHTO3HH THMHH

Ypare1

Cmpyxmypa nypurossr ochosaHuy. OCHOBOII MypPUHOBBIX OCHOBaHUI (aleHUHA
U IYaHWHA) BJISIETCS KOHJIEHCUPOBAHHAS T€TEPOIUKINIECKAs] CTPYKTYPa IIyPUHA:
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MypwH AneHus [A) MyaHuH (G)
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OKCOMypPuH]
Cmpyxmypa nupumuduHo8uT ocHo8arul. B ocHOBe NTUPUMUINHOBBIX
OCHOBaHUN JICZKUT KOJIBIIO MUPUMUJINHA:
NH, ' 0 0
o) oy oy
2,6
1
N OA“N 07N 07N
H H H
MrupumMUnMH Uutoawd (C) Ypauwun [(U) Twvmun [T)
2-oKco-4-amnHo- 2.4-puokco— 2,4-AV0KCo—5-METAN
NUpUMALGAH nApUMKOWH nupaMvagnH

Kpome oCHOBHBIX OCHOBaHWIT B HYKJIEMHOBBIX KHCJIOTaX BCTPEYAIOTCS B HEOOJIBIIAX
KOJINYEeCTBAX TaK Ha3bIBaeMble MUHOPHBLE OCcHOo8aHus. MuHopHblEe OCHOBAHUSA
[IPEJICTABJISIOT OO0 METUJIMPOBAHHBIE ITYPUHOBLIE U IMHUPU-MUJIMHOBLIE OCHOBAHWSI,
takue Kak 7-N-merumaryanud, 1-N-meruwiryanus, 5-C-MeTWINUTO3UH U JpyTHe,
MOTYT OBITH THJIPHPOBAHHBIE MPOM3BOJAHBIE (JAU-THIPOYPAIN), M30MEPHl U AHAJIOIH
OUPUMUINHOB (IICEBIOYPAITIIT) U DA JPYTHUX.
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[Io cocraBy BXOAAIIMX B HYKJEUHOBbIE KHUCJOTHI  YIVIEBOJIOB  PA3/JIUYAIOT
nesokcupubonykiennoByto kuciaory (JIHK) wu pubonyknennosyo xuciory (PHK).
JIHK nu PHK ornmmyarorcd MoHOCAXapuIHBIMU KOMIIOHEHTAMHU M CO-CTABOM a30TUCTBIX
ocHoBaHmii (Tabauna 2).

Tabmura 2: CocTtaB HYK/IEMHOBBIX KUCIOT

PHK
Anennn, [N'yanun
Hwuroswn, Tumun | [Huro3zun, Yparuia

Jezokcupubosa Pu6oza
DocdopHasi KUCJI0Ta R S

JHK
Antennn, ['yanun

XuMHIIecKoe CoeINHEHNe
HypI/IHOBbIG A30TUCTHhIE OCHOBAaHUA

HI/IpI/IMI/I,ZLI/IHOBbIe a30THUCTBIEC OCHOBAaHUA

YraeBospl (meHTO3a)

AzoTHuCThIe OCHOBaHWS, MPOW3BOHBIE MyPUHA W MUPUMUJIMHA, CBA3AHBI C MOHOCA-
XapuaHbiMu KoMnoreaTamu — (-D-pu6ozoit (B PHK) wuau [-D-2-ne3okcupubosoit (B
JHK). Ob6a srux MoHOCAXapuia SBJISIIOTCS TEHTO3aME. Pa3jimdme COCTOUT B OTCYTCTBUU
y 3-D-2-1e30Kcupu6035! M IPOKCHILHON rpymisl mpu C2.
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3 5

HO-CH; ,  OH HO-CH; , OH
SRCH HA! 4 =H HA
H H H H

OH OH OH H
3-D-puosa A-D—-2-pesokcupubiosa

[Ipu coemuHeHUN IIyPUHOBOIO WM NUPUMHUIMHOBOIO OCHOBaHUS ¢ puOO30il mm
JIe30KCupub030ii 0Opaszyercs coeHeHne, Ha3bIBaeMOe HYKAE03UJOM.
ITypurosvie HYyK.AE03UIDL:

MNH,
) O

<’N | ;J\ {,NfLNH o

. ™ .
HO-CH, ! N (Nf\NH
N A

HO-CH; N™ "N "NH,

Q
-C N
o o q HO-CH,
ApeHosuvH OH OH
MyaHosud OH OH
MHo3uH
NH, ]
N N N NH
| J ¢ |
HU_{_‘|‘12 N ™ HO"CH; N N NHQ_
O O
OH OH
OezokcranerHo3nH DesokcuryaHoawH
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ITupumudurosvie HYykae03UdbL:

NHy O o]

Al
™ NH HM NH
C1, Cu ;

HO-CH, HO-CH, o N HO-CH,
OH OH OH OH OH OH
Uwmigin YpuanH MeespoypyapmH
NH, 0
(&N H;C{\NH
HO-CH, N/Lbo HO—CH NI‘L’O
[ ;‘ D: [ 2:0: |
OH OH
Oesokcuyutuaums Turmams

B pesynbrare mpucoemunenusi 3(pUPHONA CBA3BI0 K IEHTO3€ ocTaTKa dochopHoit
KHCJIOTHI obpasdyercss Hykaeomud. Hykiaeorws MOXKHO paccMaTpuBaTh B KadecTBe
dochopumpoBaHHOr0 HYKJIEO3UIa — HYKJIeo3uMoHodocdara.
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NH, NH,

N
? <f> ‘0—?—0-(}{ l:l:’LO
o

{] P"C‘ CHz
O

OH OH OH OH
AneHoanH-5'-moHoocar (AMP)  LintuanuH-5'- moHodhocdart (CMP)

B Tabsuie 3 mpuBeleHbl cocTaB U Has3BaHUS (BKJIOYAsi TPUBHUAJBHBIE), a TaKiKe
coKpallleHHble 0003HAUeHNsT HyKJIeo3mioB 1 HykaeoruoB (st PHK onu maswpiBaioTcs
pubonykeorugamu, a s JTHK — nezokcupubonykieoruiammu).

Tabmuma 3: CocTaB HYK/1€031I0B 1 MOHOHYK/Ie0TH10B, obpasyomux JIHK u PHK

HyK.}IeI/IHOBbIe KHUCJIOTBI OTJIN9alOTCA APYT OT ApYyra CTPOCHUEM BXOAAIINX B UX COCTaB

MononyknaeoTusn ‘ Hauano |
Aszorucroe | Hyxkireosu
(myxieosus + HsPO,)
OCHOBaHHE | (A30THCTOE OCHOBAHWE ‘ Coneparme |
[IOJTHOE Ha3BAHUE COKPAIIEHHOEe
YIJIeBO)
Ha3BaHHUE ‘ < ” N |
A tenosun A tenosunmonodocdar AMO
A nenmn
JlezokcuaaeHo3uH Jlesokcuagenosnamonodocdar | fAMD ‘ « ” Y |
r ['yanosun ['yanozuamonodocdar 'Mo
aHUH
Y Jle3okcuryano3un Hezokcuryanozunmonodocdar | al'MD ‘ Crpanuua 64 us 329 |
Huruana Huruanamonodocdar OIMD
Huro3un ‘ Hasaz |
Jle3oKcunuTu InH JlezokcunurunaMmonodocdar alIM®
Yparnui YVpuaun Ypuauamonodocdar YMOD ‘ " |
a BeCb 3KpaH
Tumun Jle3oKCUTUMU TUH Jlezokcutumuinamonodocdar aTM®

‘ 3akpbiTh |




HYKJIECOTUI0B, UX KOJIUIECTBOM U ITOPAIKOM PaACIIOJIO2KEHNA.

3.2 Ctpoenne JITHK

JHK mupencrasisger coboit TeHeTHIeCKHil Marepuas OOJbIIHHCTBA OPraHU3MOB.
Ocnosras dyuknusa JIHK — xpanenne un nepeiada Hac/IeICTBEHHON NHMOPMAIIIH.

Ilepsuuras cmpyxmypa JIHK tpejcraBiaser coboil MOPSAJIOK HepeoBa-Hus
HYKJIECOTUI0B B HOJ'II/IHYK.HQOTI/I,ZLHOIL/.I oelrrm. CBﬂSb ME2KIy HHMU OCY-IIIECTBJIAETCA
gepe3 octarok (GochopHOit KUCJI0ThI. CXeMaTHIeCKH 9TO MOXKET OBITH IIPEJICTaBJICHO
CJIEJTYIOIIUM 0Opa30M:

AszoTHCTOR
OCHOBAHHE

AszoTHCTOE
OCHOBaHHE

AszoTHCTOE
OCHOBaHHE

IICHTO3a IICHTO3a MIEHTOZ8

B cocrag JTHK BX0auT orpomHoe KojumdecTBo HyK/aeoTwios (jo 2 x 109). Oxnako
KazK/Jblil OpraHu3M UMeeT CBOM HYKJICOTUIHBIA COCTaB.

Bmopuunas cmpyxmypa JHK (npoiiHast crnupasb) Oblia  IPeJJIOXKeHa
amepukaHcKuM reserukoM . Yorconom m anrimiickum ¢dpuszukom O@. Kpukom B 1953 .
Cortacuo sroit mogenmn, JTHK cocrout u3 aByx nerneil, 3aKpydeHHBIX B IPABYIO JIBOWHYIO
cuupaJb. Ilpu 3ToM 1enu pacmosraraloTcst aHTUIIAPAJLIEIBLHO, T.e. OHI OPUEHTHPOBAHBI BO
B3aMMHO [IPOTUBOIOJIOKHBIX HAIIPABJIeHUsIX (PUCYHOK 15).

e JIHK cBazambl Apyr ¢ JAPYyroM BOJOPOJIHBIMU CBSA3AMH, KOTOPbIE 00Pa3yloTcd
MEXKJIy aJICHMHOM OJIHOM Tel W TUMHUHOM JIPYTOil Ielu, a Tak-Ke MeXKJIy TI'YaHHHOM
U I[UTO3MHOM, DACIOJIOKEHHBIME B pPasHbIX IHensx (pu-cynok 16). Ilpm stom mex iy
aJJCHNHOM W THMHNHOM 06pa3yeTCH JAB€ BOJO-POJAHBIC CBA3MU, a MEXKJ/IY I'YaHHMHOM K
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IIUTO3UHOM — TPU BOJOPOJHBIE ¢BA3n. CIOCOOHOCTH aJieHHHA B3aMMOJIEHCTBOBAThH B
mosiekyiie JITHK Tonbko ¢ Tu-mMmHOM, a TyaHWMHA — TOJBKO C IIMTO3MHOM Ha3bIBAIOT
NPaABUAOM KOMNAEMEHMAPHOCTIU.
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PucyHok 15 — CTpoenne Pucynok 16 — Cxema opranuianvi
JHE aAByxnenodednoid THK

BO,H‘OpO,ZLHbIe CB4A31 4dBJIAIOTCA HE€ CIANMHCTBEHHBIMU CHJIaMU BSaI/IMOﬂ‘eﬁCTBI/IH,
BosHuKatonumu B MoJsiekysie JJHK. Beuay 6osbimoro ncia dpocdaTHbIX IPYIIT MOJIEKYIA
JHK nmeer oTpunatebHbIi 3apsil, T.€. MPEJICTaBIIAET NOAUGHUOH, TOITOMY C HEll MOTYT
B3aMMO/IEICTBOBATH IOJIOYKUTEIbHO 3apsi-’)KEHHbIE areHThbl, HAIPUMEp OeJKU T'UCTOHDI,
cojiep:Kaliue B OOKOBBIX IIEMAX OOJIBINOE KOJUYIECTBO TOJIOXKUTETHHO 3apPIyKeHHBIX
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AMWHOKHUCJIOTHBIX OCTATKOB apIUHUHA U JIM3UHA. 1 PeThUM CTAOMIN3UPYIONIUM (PaKTOPOM
npoitHoit  crmpasu  JIHK  cumratorest  rujpodobHbIe  B3amMOJEHCTBUS — (cmakuHe-
63aUMO0ETCMBUA) MEZK LYy a30TUCTBIMU OCHOBAHWSIMHU, YIIOKEHHBIME CTOIKOI B CepeinHe
CIUPAJIN.

N3BecTHO HEcKOIBKO (bopM mpocTpancTBeHHoi oprannsannu JIHK:

B-dbopma crnupasmm obnapyxkubaercad B BosiokHax JIHK mnpum odenb BbICOKOI
OTHOCHUTEJILHOI BJIAYKHOCTH B pacTBOpax € HU3KOH wuoHHON cusoii. CYuraror, 9To
takasg ¢dopma JIHK mnpeobramaer B xkuBoit kierke. [lo mociemnum JaHHBIM YUCTIO
map ocHoBaHmit B ogHoM BuTke He 10, Kak cuutaym panbiie, a 10,4; mar coupasin
3,4 um, muamerp 2,0 am. Cunrtaror, uro B-dpopma THK 6Gmaronpusitia s mporecca
PENAUKAUUU.

A-dbopma obnapyxkuBaercd B BojokHax JIHK mpu moHukKeHHOW OTHOCHTEIHHOM
BaaxkHocru (menee 75%) m B mpucyrcrsuu wonoB Nat, Kt Cs™. VYron spamienus
MeXKJly IapamMy OCHOBaHUil cocraBidger 20°, mar cumpasud cocTaBasgeT 2,8 HM, YHUCJO
nap Ha BUTOK crmpaJsn yBeaundaupaercs g0 11-12. IIpeanonarator, aro B A-cpopme JTHK
(PYHKITMOHUPYET B IPOIIECCE MPAHCKPUNUUL.

C-dopma ouens cxozka ¢ B-dopwmoii, nmeer 9,3 map ocHOBaHMIT Ha BU-TOK, OCHOBAHMS
HakjI0HEHBI 101 yryioM 5°. Cunrator, uro C-dopma JITHK GnarompusaTha jajia xpaHeHwus
HacJIeJCTBeHHOM nHMOpMAIUN.

Z-dopma  JIHK Ipe/icTaB/IeHa JIEBOBAKPY YCHHBIMU [IOJTIE30KCUPHIO0-
HYKJICOTHIHBIMU IIEISIMA B COCTaBe OUCIUPAIbHON MOJIEKY/Ibl, mpudeM ¢oc-paTHbIe
IPYIIbI B HEl pacrojiararoTcst 3ur3aroodpasto (orcioja Z-dopma). luamerp MoJeKyJibl
JIHK B Z-dopwme 1,8 HM, 4mc/io ocHOBaHUiT B BUTKE — 12, paccTOgHIE MKy BUTKAMU —
0,34 am. CyrecTByeT MHEHHE, 9TO Z-(hopMa BBIIOJHSIET OIPeIeIEHHYI0 OHOJIOrTIeCcKy o
poJib, T.K. 3aMeHa ocTar-kKoB nurosuHa Ha H-merwianurosud (III) nosbimaer ee
CcTaOMJIBHOCTD IIpH (PU-3HOJIOITIECKON KOHIIEHTPAIIUN COJICI.

SBS-bopma JIHK  xapakrepusyercs B3aUMO3aKPy YNBAHUSA
HOJTHIE30KCUPUOOHY KJIEOTHJIHBIX TIETell B OUCIMPATBLHYIO MOJIEKY/TY (OHM PACIIO/IAraroTCs

OTCYTCTBHUEM
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60k 0 60K, ot aHri1. side by side, orcroma SBS-dopma). Ta-kas dopma JITHK obecrieunBaer
HeOOBLIKHOBEHHO JIETKOe pachapuBanue u pacxoxkiaenume teneit JIHK, uro xkpaiine
cymiecTBenHo npu ouocunrTese /JTHK.

[lon mpemuyunold cmpyxmypotu JIHK 1oHUMAIOT pacIloIOKEHUEe IMOJIHU-
HYKJICOTHJTHBIX Tiereit B mpocrpancTse. Mosekyibl JIHK cymecTByior B Bujie TMHEHHBIX
U KOJIbIIEBBIX opM (pucyHOK 17).

PucyHok 17 — TpeTH9HAA CTPYKRTYPa MoJeky/aIsl JHEK:
a— ?IHHEf:IHa_Hz o— KOIBLEEAT. B — CEEPXCEPYIEHHAA KOIBIIEEAA,
I — CTPYETYpPa KOMIAKTHOTO KIyDKa

B mmeitnoit ¢opme mnaxomurcea OGoabmmuacTBO mpupoanbx  JIHK, wo JJIHK
psana BupycoB u daros, a takxke JIHK xmoporuractoB, mMuToxoHpuii obJagaroT
KOJIBIIEBOI CTPYKTypoil. Tpermunas cTpyKTypa ¥ JIMHEHHBIX U KOJIBIEBBIX (DOpM
JIHK xapakrepusyercs crnupasusaiueii u cynepcrupasinianuein. Mexk 1y KoJIbIieBbIMU 1
muneitabivMu popmanvu JTHK, paBHO Kak 1 MeK /Ty ee OOBIYHBIM U CYTIEPCIIUPAIN30BAHHBIM
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COCTOdHUEM, IIPpEAIIoJIaracTCd CYIIEeCTBOBaHUE JUHaAMUYIECCKUX IIE€PEXO/I0B.

3.3 Crpoenne n dbyskiun PHK

Ilepsuunyro cmpyxmypy PHK TtakxKe cocTaBjsgeT IElb COEINHEHHBIX MEXKTY
coboii  uepe3 octaTok (hOoCchOPHON KHUCJOTHI  HYKJIEOTHIOB (PUOOHYK-JIEOTUIIOB):
aJICHUJIOBO#, T'YaHUJIOBOI, nuTuanaoBoit n ypuamiosoir kuciaor (AM®, 'M®, ITMO,
YMO).

Bmopuuwnasa cmpykmypa PHK 3asucur or Buma PHK, a rakxke or
dyukimonaabHoro cocrogaugd Kjaetku. Mosekynsr PHK  umeror ommornenodednoe
CTPOEHWE U MOT'YT UMETh CIUPAJIM30BAHHBIE U CKJIATIATHIE YIACTKHU 38 CIET BOJOPOTHBIX
cesi3eit BayTpu nenu. Hekoropbie PHK (Tpancnoprhbie) nuMeroT B KJIEHOBOIO JIUCTA.

Boigensiior tpu Buja PHK: marpuunsie (undopmarmonnsie) PHK (M-PHK (u-
PHK)), tpancmoprasie PHK (r-PHK) u pu6ocomansueie PHK (p-PHK). Omnm
OTJINIAIOTCS HYKJICOTHIHBIM COCTABOM, MOJIEKYJISIPHO# Maccoil u dbyHKIueil.

1. Hngpopmayuornnas, uasu mampuwnas, PHK (uv-PHK, wm wm-PHK).
Cocrasisier 2-5 % knerounoit PHK. Couyxur jis nepegaau reaernyeckoil madopMayn
or JIHK wmna pubocombl mpm OumocuHTe3e Oesika. VmeeT MOJEKYy-JIAPHYIO Maccy OT
HECKOJIbKUX COTEH TBICAY JI0 HECKOJbKNX MUIINOHOB JaibToH. Mosekyna m-PHK
nMeeT BeITAHYTYIO hopmy. Obnapyxkusaior M-PHK B sapax u muromnazme. Ha M-PHK
zalcana nH(MOPMAIKs O MepBUY-HON cTpyKType Oenka. B sykapuormueckmx KJieTkax
u-PHK (M-PHK) crabummsuposana ¢ nomoripio crenuduaeckux 6eaKoB. DTo JIeiaer
BOBMOXKHBIM ITPOJIOJIZKEHIE OMOCUHTE3a OeJIKa JJazKe B TOM CJIydae, €CJIu sJIpO HEAKTUBHO.

2. Tpancnopmmuas PHK (1-PHK). CocraBiser 10-15 % wierounoit PHK.
Mounekynspuasg wmacca T-PHK jexunr B upemenax 17 000-35 000 jgajib-TOH.
TpancropTupyer aMUHOKHCJIOTHI K cooTBeTcTBYyIomeMy ydacTKy n-PHK B pubocomax.
Nx dopma cBoeobpazna u cxojHa ¢ KieBepHbiM JucTtoM. Kaxxapit tun 1-PHK
TPAHCIOPTUPYET OIPE/IC/IEHHYI0 aMUHOKHUCIOTY.
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3. Pubocomnasn, uau pubocomaavnas, PHK (p-PHK). Cocrasmsier 85-90
% waerounoii PHK. Wwmeer Mosekynapryio Maccy go 2?10, p-PHK o06-pasyior
CTPYKTYPYy pubocoMm, ompejesser (popMy OOJIBIION U MaJjoil PUOO-COMHBIX CYObeIMHMUIIL,
obecrieunBaeT KOHTAKT pudbocombl ¢ npyrumu tuitamu PHEK.

Kpome Toro, B kietkax wumetorca wu Jgapyrue tunbl PHK, Bbemommasgionme
Bcriomoraresibible Gyukiwn (rereporennsie sizepabie PHK — ra-PHK, masbie sigeprbie

PHK - ms-PHK (snRNA).
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4. ®EPMEHTHI (H3MMBI)

DepMeHTBI — OMOJIOrTIeCKIe KaTaIn3aTOPhl O€JIKOBOI IPUPOALI. TepMun gepmernm
(or nar. fermentum — 3akBacka) ObLT peIozKeH B Hadase X VII B. rojuianackuM yaeHbIm
Ban 'esibMonTOM 17151 BEIIECTB, BAUSIONUX Ha CIIUPTOBOE OPOXKEHUE.

B 1878 r. Krone npeiyioxut TepMuH 9H3UuM (OT IPed. en — BHYTPH, 2yme — 3aKBacKa).
Oba HazBaHMs CBUACTE/ILCTBYIOT O TOM, UTO IIE€PBbIE CBEICHUs 00 ITUX BEIIECTBAX ObLIH
[IOJIYyY€HbI TIPU U3yYEHUH IIPOIECCOB OPOXKEHUS.

Bnaromaps karajmuTudeckoit (byHKIIMU pasHooOpasHbie (epMEHThI 00eC-IeInBAIOT
OBICTpOE MPOTEKaHue B OpraHu3Me WM BHE €ro OI'POMHOTO YHUC/Ia XUMUICCKUX PEaKITNIA.
CkJtaJiplBasiCb B €IWHBIN aHCaMOJIb CAMOPErYIUPY-eMbIX OHOXUMUYIECKHUX IIPOIECCOB,
9THU PeakIuu peodpPa30BaHUs BEIIECTB COCTABJIAIOT MATEPHAIbHYIO U SHEPIeTUIECKYIO
OCHOBY HEIIPEPBIBHOI'O Ca-MOOOHOBJICHUS OEJIKOBBIX T€JI, T.€. CAMOI CYITHOCTH KU3HEHHBIX
apienuit. . I1. Ilasmos niucan: «PepMeHTHI €CTh, TaAK CKa3aTh, MEPBBIM aKT *KIU3HEHHOM
JIEATEIbHOCTH. Bce XuMmYecKue IpOoIecchl HaIpaB/IdIOTCd B TeJie UMEHHO STUMU
BEIECTBAMU, OHU €CTh BO30Y/INTE/N BCeX XUMUYIECKUX IpeBpaliennii. Bece sTn Bemecrsa
UTPAIOT OFPOMHYIO POJIb, OHU OOYCJIOBJIUBAIOT COOOIO Te MPOIECChl, O1arogaps KOTOPbIM
[IPOSIBJISIETCS YKU3Hb, OHU M €CTh B IIOJTHOM CMBICJIE 8030Y0UMENU HCUSHU>.

Paznen Guoxumun, mzydaroniuii 6MoJIOrmYecKue Karaan3aTopbl OETKOBOM ITPUPOJIBI,
Ha3bIBAETCH IH3UMON02UEU.

B mnacrosiiee BpeMsi B OMOJIOrMYeCKHX OOBbEKTAX OOHAPYYKEHO HECKOJIBKO ThICSY
UHIUBHAYATBHBIX hepMmeHToB. [lojcanTano, 410 KuBasi KJeTKa MOXKET COJIEpXKaTh JI0
1000 pa3muaHbIX (PEPMEHTOB, KaXKJIbIil 13 KOTOPBIX YCKOPSAET TY WM UHYIO PEAKITUIO.

Obuwue ceolicmea @depmenmos (buosozuveckur KaAMaAAU3AMOPO8) U
HEOP2AHUMECKUT KAMAAUZAMOPO8 (HEOUON02UNECKUT KAMAAUATOPOS):

— KaTaJu3upPyIOT TOJHKO SHEPreTHYECKN BO3MOXKHbBIE PEAKITUN;

— He CMEIIAIOT MOJIOYKEHUsI PABHOBECHSI, a JIUIIb YCKOPAIOT €ro JIOCTUYKEHIE;

— He pacXoJIyIOTCS B ITPOIECCE PEAKIINH;
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— He yJaCTBYIOT B 00pa30BaHUU IIPOYKTOB PEAKITUH.

Omauvus depmernmos (buonozuueckux Kamaau3amopos) U
HEOP2AHUNECKUT KAMAAUZAMOPO8 (HEOUON0ZUNECKUT KAMAAUZAMOPOS):

— Ilo xuMu9IECKOMY CTPOCHUIO MOACKYAbL BCET PEPMENHMOE ABAAOMCA OENKAMU.

— Idpexmusrocmv pepmernmos BbIle, UeM HEOMOJOTMYECKUX KaTaau3a-TOPOB
(CKOpPOCTB ITPOTEKAHNS PEAKIIUH IIPU yIacTun (hepMEHTOB Ha HECKOJIb-KO TIOPSIJIKOB BHIIIIE,
9eM TpU yYaCTHM HEeOpraHmvecKuX Karajm3aropos). Hampumep, depment karasasa,
kataamsupyomuil peaknuio: 2H,0y = 2H,0 + Oy, yekopser ee npubausuTeasro B 1012
pa3, 3ddEKTUBHOCTH 2Ke MJIATUHBI KaK KaTaJIn3aTopa STOM peaKINi MPUOIN3UTETHHO B
OJINH MUJIJINOH pa3 HU-Ke.

— @epMeHTHI «pabomaroms 6 60Aee «<MAZKULS YCAOBUAXT B OTJIMUNE OT KATAJIN3ATOPOB
HEOpraHUvIecKol Nmpupojibl (ipu armMocdepHoM jasjenuu, npu remmeparype 3040 °C,
npu 3Hadennn pH cpesibl, 6;1M3KOM K HEATPaIbHOMY ).

— @epMeHTB 004a0a10m 6vCOKOT CNeYUPUIHOCMHI0 TI0 OTHOIIEHUIO K CyOCTpaTy
(kazkpIil (hepMeHT KaTaJIn3upyeT eMHCTBEHHYO PEeAKIIIO JIMOO IPYIITY PeaKIuii 0JJHOro
tuna). Hampumep, depment ypeasa KaTajm3upyeT TOJIBKO OJHY PEAKIHMI0 — TUIPOJIN3
MOYEBHUHBI, IIPOTEa3bl CIIOCOOHBI PAC-IICILIATHL TOJBKO OCJIKH, HO HE JIEHCTBYIOT Ha
YIJIEBOJIBI, JINIINJIBI, HYKJIEMHO-BbIe KUCIOTHI U JIPYTHe BEIeCTBa.

— @DepMEHTHl ABAANOMCA KAMAAUSAMOPAMY C DE2YAUPYEMOT AKMUSHOCTIDIO, HTETO
HeJIb3sl CKa3aTh O KATaIu3aToOpax WHON MPUPO/IB! (9TO YHUKATIBHOE CBOUCTBO (DEPMEHTOR
[IO3BOJISIET U3MEHATH CKOPOCTH IPEBPAIINEHUs BEIIECTB B OPraHU3Me B 3aBUCUMOCTHU OT
YCJIOBHIA CPEJIbI, T.€. TPUCIOCABIUBATHCS K JIEHICTBUIO PA3JINIHBIX (DAKTOPOB).

— @epMEHTATUBHBIN IIPOIECC MOYKHO PEJICTABUTH B BUJIE TEMH ITPOCTHIX XUMUIECKIX
IIPEBPAIIEHNIT BEMECTBA, Y€TKO 3ANPOPAMMUPOSAHHIT 60 8PEMEHU U 68 NPOCMPAHCMEE.
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4.1 Crpoenune dpepMeHTOB

DepMEHTEI

P

ITpocmuie
(poTeHHE! = 0AHOKOMIIOHEHTHEIE)
{(cocToAT TONBKO H? GeNKoBOH 9acTH)

CllodcHblE
(IIpoTeHEl = IBYXKOMIIOHEHTHEIE)

N

OenkoBad 9acTh  J00ABOYHAS IPYIIA
HeSeTroBOH TPHPOIED

Ecim nobaBounas Tpymma MIPOYHO CBsA3aHa € OEJIKOBOW YaCThbI0 W HE MOXKET
CYIIIECTBOBATH CAMOCTOATE/HLHO, TO OHA HA3BIBAETCSI HPOCTETUIYECKOU I'PYIIION.

Ecim nobaBounas Tpymnma He TPOYHO CBdA3aHa C OEJKOBOM YacTbi0 U MOZKET
CYIIECTBOBATH CAMOCTOSITEIbHO, TO OHA Ha3bIBaeTCsi KOPepMEeHTOM.

Co:kHbIA fepMenT
(X0J0(epMeHT)

HedeTKOBAA IaCTE
kodepment
aroH (aKTHBHAA 9acThb)

Oe/IKOBAA 1ACTE
anogepmeHT
thepoH (HOCHTEE)

XapaKTepHOil 0COOEHHOCTBHIO JIBYXKOMIIOHEHTHBIX (PEPMEHTOB ABJISETCS TO, 9TO HHU
OesIKoBasi 9acTh, HU JI00ABOYHAS I'PYIIa B OTJACIBHOCTH He 00/IaIal0T KaTaJIUTHIECKON
AKTUBHOCTBHIO. TOJIBKO MX KOMILJIEKC IPOsB/seT (gpepMeHTaTUBHBIE cBoiicTBa. IIpu aTom
OeTKoBasi 9aCcTh PE3KO TOBBIMIAET KATAJUTUYECKYIO aKTUBHOCTH JT0OABOYHOM TI'DYIIIIbI;
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J06aBoYHAS T'pyIla CTadWIM3UPyeT OEJTKOBYIO YacTh U JIEJIA€T €€ MEHee YS3BUMONH K
JICHATYPUPYIONTUM areHTaM.

B kadectBe KodepMeHTa B JIBYXKOMIIOHEHTHBIX (PepMEHTaX MOTLYT BBI-CTYIIATh
sutamunbl (By, By, Bg, B12, H, Q u ap.) wim coejuneHusi, MOCTPOEHHBIE C yIaCTUEM
suTaMunoB (kosuzum A, HAJTT HAJI®T, ®A).

B cocraBe kak mpocToro, Tak u CJIO2KHOTO (DePMEHTa BBIIESIOT CJIEIYIONIUE IIEHTPHI:

— KaTaJIATUYCCKNMN,

— cyOCTpaTHBIIA,

— aJIJIOCTEPUYICCKUA.

Kamaaumuweckuli ueHmp — 35TO YYaCTOK MOJIEKYJIBI (hepMeHTa, KOTO-PhIil
OTBEYAET 3a €ro KaTaJIUTUIECKYIO (DYHKIIHIO.

B JIByXKOMIIOHEHTHBIX (CJIOXKHBIX) hepMeHTax B KadeCTBe KATaJuTHIe-CKOro TEeHTPa
BBICTYIIAeT MPOCTETHYECKas I'PYIIIa I KODEPMEHT.

B oHOKOMITOHEHTHBIX (TPOCTHIX) hepMeHTaxX, KOTOPbIe COCTOST TOJBKO 13 HGEJKOBOIA
YacTH, POJIb KATAJUTUYECKOTO IEHTPa BBIOJIHAIOT PaJUKaJbl aMUHOKHUCJIOTHBIX
OCTATKOB, PACIOJIOKEHHBIX B PA3/IMYHBIX YYacTKaX MoJunenTaHoi mermm. ObpasoBanue
KaTaJUTUIEeCKOrO IEHTPa MPOUCXOIUT OJHOBPEMEHHO ¢ (POPMUPOBAHUEM TPETUTHOIM
CTPYKTYPBI O€JIKOBOII MOJIEKYJIBI (hepMEHTOB. allle BCEro B COCTAB KATAJIUTUIECKOTO
IEHTPA IMPOCTOro (hbepMeHTa BXOJIAT OCTATKH aMUHOKUCJIOT: CEPUHA, IUCTEUHA, TUPO3UHA,
TUCTU/INHA, apTUHUHA, aCIaparmHOBON U TUIyTaMUHOBOU KHCJIOT. VI3MeHeHMe TpeTuTIHOM
CTPYKTYpPBI (bepMeHTa IO BJIUSHUEM TeX WM UHBIX (PAKTOPOB MOYKET IMPUBECTH K
JiebopMaIii KaTaJuTHIeCKOro EHTPa U U3MEHEHUI0 (DePMEHTATUBHON aKTUBHOCTH.

Cybcmpammviti Uenmp — 9TO YIACTOK MOJIEKYJIbl (hepMeHTa, KOTOPbII CBA3bIBAET
cybeTpart, mojijiekaniuii hepMeHTaTHBHOMY TIPEBPAIEHUIO (CyOCTPAT — 9TO BEIIECTBO, HA
KOTOpOe jieficTByer (pepMeHT).

CyOcTpaTHbIil IEHTP HA3BIBAIOT «sIKOPHOI ILIOMIAJIKOWy (hepMeHTa, Ijie, KaK CyJIHO Ha
SIKOPb, craHoBuTcs cyocTpar. CybcTpar ¢ hepMEeHTOM CBI3bIBAETCS TOCPEICTBOM HOHHBIX
B3aUMOJIEHCTBUI, BOJOPOJHBIX CBs3€il; WHOT/Ia cyOcTpar u (hepMeHT CBI3bIBAIOTCH
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KoBaJIeHTHO. ['mapodobHble B3aMMOJIEHCTBISA TaK:Ke UIPAIOT OIPEICJIEHHYIO POJIb IIPH
CBA3BIBAHUM cyOCTpaTa ¢ (hbepMEeHTOM.

COBMECTHO KATAJUTUIECKHII W CYyOCTPATHBIN IEHTPHI 00Pa3yIOT aKMUGSHbLT UeHMP
pepmernma. AxmueHuti uenmp @depmenma — IT0 yIacTOK (DEepPMEHTa, CIIOCOOHBI
KOMIIJIEMEHTapHO CBA3BIBATHCSI C CyOCTPATOM M ODECIIEYMBAIONINI ero KaTaJuTHIECKOe
npeBpailienre. B akTUBHOM IeHTpe (bepMeHTa ColeprKarcs aMHUHOKUCIOTHBIE OCTaTKM,
yYIaCTBYIOIIHE B pa3pbiBe U O0OPA30BaHUN XUMUYIECKHX CBsI3eil. AKTHUBHBINA IEHTD
OOJIBITMHCTBA (PEepMEHTOB UMEIOT (OpMy IeId WIN BHAJIUHBI, B KOTOPYIO BXOIUT
cyberpar u nmpukpern-jsiercs K dpepMenty (pucyHok 18).

N,

IHTPATCHHTA A

@ ' ) .
i

AKHMOTPHIICHH

PucyHOK 18 — AKTHBHEIE HEHTPHI pepMeHTOB (I0 Zubay G., 2001)

Hecmotpst Ha orpomHoe pasnooOpasue CTPYKTYpPbl (pepMEHTOB, UX CIEIU(MUIHOCTH U
MEXaHU3MOB KaTAJTUTUIECKOTO JEHCTBUsI, aKTUBHBIE IEHTPHI (DEPMEHTOB UMEIOT 00UjUe
3AKOHOMEPHOCTU 8 CMPOEHUY U CEOTCMBAL:

1. Ha axTuBHBIN HEHTP TPUXOJUTCA OTHOCUTETHLHO MaJjasd YacTh oOIero obbeMa
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depmenta. Ilouatn Bce depmentsl comepxkar 60see 100 aMUHOKHUCIOTHBIX OCTATKOB U
nmeroT maccy csbiie 10 000 u quameTp cBbiie 2,5 HM. Bosbiasg 4acTh aMUHOKHACTIOTHBIX
OCTATKOB B MOJIEKYJie (pepMeHTa He KOHTAKTHUPYET C CyOCTPATOM.

2. AKTUBHBI IIEHTP — CJI0XKHOE TpeXMepHOe 0bpa3oBaHne, B (pOPMUPOBAHUNA KOTOPOTO
yIacTBYIOT TPYIIIbI, TPUHAIJIEKAITIE PA3HBIM yJacTKaM MOJUIENTHTHON MeTn.

3. AKTUBHBII TIeHTD nMeeT hOPMY y3KOTO YIVIYOIeHMs W IeJIH, Ky/1a HET JI0-CTyIIa
BOJIe, 3a HCKJIOYEHUEM TeX CJIYYaeB, KOTJIa BOJIa SIBJASETCA OJHUM W3 pPearupyloninx
BemecTB. B sTOM yruyOJieHUM HPUCYTCTBYET HECKOJBKO IO-JSIPHBIX aMUHOKHUCJIOTHBIX
OCTATKOB, HEOOXO/IUMBIX JIJIs1 CBA3BIBAHUSA U KaTa-JIU34.

4. CBas3b (pepMeHTOB ¢ cyOCTpaTaMu OTHOCHTEIbHO ciiabasi. KoHcTaHThI paBHOBECHS
ES-koMmIIekcoB HaxoagTed B mpejenaax ot 10 2 1o 10 8M, 9To coOTBETCTBYET CBOOOIHBIM
SHeprusiM B3auMogeiicteus ot —12 10 —50 k1K /MoJb. DHeprust ke KOBaJEeHTHON CBS3M
cocrasisier oT —209 1o —460 k/[x/MoIb.

5.  ChnenududHocTh  CBgA3bIBaHUA  cyOcTpata  (PEPMEHTOM  OIPEJIeJIgeTcs
pacIoIo)KEeHHEM aTOMOB B aKTUBHOM IieHTpe. [Ipm 9ToM JOKHO OBITH CTPO-Toe
COOTBETCTBHE AKTHUBHOIO IEHTPa CyOCTpaTy 10 NPHUHIMIY KJI0Y — 3aMoK (. Pwuirep,
1890). AKTUBHBIE IEHTPHI HEKOTOPBIX (DEPMEHTOB HE SBJISTIOTCS KECTKUME CTPYKTYDPaMU
u uxX (POPMbBI CTAHOBATCHA KOMILJIEMEHTAPHBIMU K cyOcTparaM B Iporiecce 00pa30oBaHUA
depMeHT-CyOCTPaTHBIX  KOMILIEKCOB. Takoil mporiecc IUHAMUYECKOTO —y3HaBaHUS
Ha3bIBAIOT UHIYKUUET COOMBEMCMBUS.

Aanocmepuveckuti ueHmp — 3TO yIacTOK MOJEKY/bl (hbepMeHTa, B pe3yabrare
HPUCOEJINHEHNST K KOTOPOMY OIIPEJIEJIEHHOTO HU3KOMOJIEKYJIIPHOTO (& WHOrja |
BBICOKOMOJIEKYJISIDHOTO) ~ BEIeCTBAa, M3MEHSETCS TPEeTHYHasl CTPYKTypa  OeJIKOBOil
MoJIeKyJibl  (bepMmenTa. Kak ciiejicTBue 3TOro m3MeHseTcs KOH(Urypalys aKTHBHOI'O
1eHTpa ¢epMeHTa, COIMPOBOXKIAIONIALACT JUOO0 yBeJIUYeHHEeM, Ju00 CHUXKEHUEM
KaTaJIATUIECKON aKTUBHOCTU (pepMeHTa. DTO SBJIEHUE JIEKUT B OCHOBE TaK HA3BIBAEMOI
ANAOCTNEPUHECKOT PERYAAUUY KATATUTHICCKON aKTUBHOCTU (DEPMEHTOB.

Pan dbepmenToB cyiiecTByeT B BUJIE HECKOJIBKHUX MOJIEKYIAPHBIX (DOPM, KOTOPbBIE
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MOTYT BCTPEYATHCHA y OJHOIO U TOrO YKe OPraHu3Ma U BHYTPHU OJI-HOW U TO 2Ke KJIETKU.
MpuoxkectBennbie (hopMbl hepMeHTa, MPUCYTCTBYIOIIIE BHYTPU OJHOTO BUJIA WJIM OJHOM
KJIETKH W TeHeTUIECKH OOYCJIOBJIEHHBIE, ObLIN Ha3BaHbl u3oepmenmamu. fBierue
CYIIECTBOBaHUS M30(PePMEHTOB BIePBbIe OTKPHITO B 1957 1. 17151 TeTpaMepHOro dhepMeHTa
JIAKTATIEIUPOreHa3bl, COCTOSIIEro U3 CyObe IMHUIL JIBYX THIIOB — cepaednoro (H — heart)
tuna u Mbimednoro (M — muscle) Tumna.

B pesysibrare accormaiuu cyObeMHHUI B TeTpaMep B Pa3/IMIHBIX COOTHOIICHUSIX
JIAKTAT/IETUIPOTreHA3a CyIIeCTBYeT B BUJE IATH (DOPM — IATH n30(hEePMEHTOB:

JUII', — HHHH, nan Hy, — romorennsrit rerpamep;

JUIT', — HHHM, wmm H3sM, — rereporennsrit Terpamep;

JIII's — HHMM, mwm HoMs, — rereporennsrit Terpamep;

JUIT', — HMMM, wm HM3, — reTeporennsril TeTpaMep;

JIII's — MMMM, mim My, — roMoreHHBIH TeTpaMep.

[IpucyTcTBue B OTJEIBHBIX OpraHax crenuduyecKuX M30repPMEeHTOB NMeeT BarKHOe
JIMArHOCTUYECKOE 3HAYEHNE U UCIOJIB3YETCS B KJAMHUYECKON OMO-XUMUU JIJIs BBISBJICHUS
[ATOJIOTTIECKUX TTPOIECCOB.

4.2 Mexanu3Mm geiictBusg pepMeHTOB

Mexanmsm  JieficTBUS  OJHOKOMIIOHEHTHBIX M JIBYyXKOMIIOHEHTHBIX  (DepMEHTOB
OJIHOTHUIIEH, TAK KAK aKTUBHbBIE IIEHTPHI B UX MOJIEKY/IaX (DYHKIIMOHAIHHO CXOTHBI MEK LY
coboii.

OcHoBBI MexaHU3Ma JielicTBUS (EepMEHTOB ObLIn u3ydYeHbl B Hadajge XX B.
B 1902 r. amrnmiickuit xumuk A. BpayH BbICKazaj MIpPeNoOOKEHNe O TOM, |TO
depmenT, BozgeiicTBYsa Ha cybcTpaT, J0JKeH 00pa3oBaTh € HHUM ITPOMEXKYTOUYHBIN
depmenT-cyberpaTabiii Komiuieke. OHOBpeMeHHO U He3aBucuMo ot A. Bpayna 310 xKe
[PeJIIoJIoXKeHne BbicKasasl (ppanitysckuii yaenbiit B. Aupu. B 1913 1. JI. Muxasiuc u M.
MenTen moATBEPIUIN U PA3BUIN IPEJCTABICHIA O MeXaHu3Me JeficTBus (pepMEeHTOB.

‘ Hauano |

‘ CopepxaHue |
< | > |
KeEs

‘ CtpaHuya 77 nz 329 |

‘ Haszag |

‘ Ha Becb skpaH |

‘ 3akpbiTh |




BosbImuHcTBO XUMIYECKUX peaKInii B >KUBBIX OPraHu3Max ABJsIeTCs 00pamumvimu. B
X0J1e 00paATUMBIX PEAKITUI MPOIYKTHI UX IO Mepe HAKOILIEHUS PEarupyioT JPYT C JAPYTOM
¢ obpa3oBaHEM HMCXOJIHBIX BEIIECTB:

O U

IIponykTbl peakiun

A4+B PR

Hcxonnbie BemecTsa

Ckopoctu npamoti n ob6pamnoti Peakiyumii B 9TOM CJaydae MOTYT OBITH 3alliCAHbI
BbIPpa2KCHUAMM:

vi = Ky x [A] x [B],
vy = Ko x [C] X [D],

e Vi — CKOPOCTb MPSIMOii peakIiu, Vo — CKOPOCTh oOparHoil peakmun, K; m Ky —
KOHCTAHTBI CKOPOCTEl IPsiMOil 1 06paTHOit peakiuii, [A] u [B] — MosisipHbIe KOHIIEHTpATIUH
ucxojubix Bemects, [C] u [D] — KOHIEeHTpauy MpojlyKTOB PEaKIUH.

[IpeBpalieHns UCXOMHBIX BEMICCTB B IMPOIECCe PEaKIUU MPHBOAAT K IIOCTEIICHHOMY
CHUZKEHUIO CKOPOCTH IPAMOil peakiyun. [loBblIeHre KOHIEHTPAIMN IIPOLYKTOB PEeAKIH
YBEJIMYUBAET CKOPOCTH OOpATHOH peaknuu. B TOT MOMEHT, KOTJa CKOPOCTL IIPSIMOiL
peakIuu paBHa CKOPOCTH OOpaTHOI peakmum ?; = 75, YCTAHABIUBACTCA COCMOAHUE
QUHAMUMECK020 PAGHOBECUS.

st KaxkI0if peaknuy KOHIEHTPAINs MCXOJHBIX BEIIECTB U IPOAYKTOB PEaKINU B
COCTOSIHUY JUHAMHYECKOIO PABHOBECUS PA3/IMYHLL. 1Ipy 5TOM OTHOIIEHHE IIPOU3BEICHUS
KOHIICHTPAIUil IPOAYKTOB PEAKIMN K MPOU3BEICHII0 KOHIECHTPAIMIT NCXOIHBIX BEIIECTB
JUIs JIAaHHON peaklMy IPU JAaHHOI TeMmIeparype ecThb BejnduHa IocrodnHasg. Ona
HA3BIBACTCH KOHCTMAHMOT TUMUUECKO20 PAGHOBECUS.

K; x [A] x [B] = K3 x [C] x [D], orkyza
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riae K — koncranTa paBHOBecus.

nga  Toro  YroObI  peaklud — HadaJlach, MOJIEKYJIbI  JIOJIKHBI  00JIaJIaTh
OTIPEJIeJIEHHBIM 3aIllaCOM SHEPIUH, JTOCTATOYHBIM IS IPEOJIOJIEHNsT IHEeP2emuU4ecko20
bapvepa, KOTOPBIII CO37aeTCs MEKMOJEKYASAPHBIMI CHJIAMH  OTTAJKUBAHUS U
BHYTPUMOJIEKYJISIDHBIMI ~ CHJIAME ~ CIEIUIeHNsT  (IPOYHOCTBIO XU-MUYECKUX — CBsI3eil).
Ocobenno 60JIbINIOE KOJUYECTBO SHEPIUU HYKHO JIJIsi PA3pPbiBa KOBaJIEHTHBIX CBSI3€I,
IpeobJIaIatoN X B MOJIEKYJIaX OpraHmde-cKux BeriecTB. Korma snepreruyeckuii 6apbep
IIPEOJIOJIEH U PeakIns Hada-JIach, B XOJie Hee MOXKET BbIJIEIUTHCH 3HAUYUTETHHO OOJIBIIe
SHEPTHUH, YeM 3a-TpadeHo Ha HadaJo Iporecca. V3MeHeHWsT SHEPTHH, MPOUCXOSINNAE B
X0JIe XUMHIYIECKUX PeAKINil, MOXKHO n306pa3uTh rpadudeckn (pucyHok 19).

JHeprua
MexogHwe AKTHBALMMW
Bewectea .~ 4y T

JHEpruA,
oceoGoavewancs
B XO[e peaKu1i

YpoBeHs 3HEPrHK

Hanpaenexue peakuwi

PacyHOK 19 — H3MeHeHHe YHePTHH B X0/1¢ XHMHIecKoH peaknun

KonmmyecTBo sHeprum, HeoOXoanMoe IpaMM-MOJIEKYJIE Pearupyonlero BenecTBa s
BCTYIUICHAZ B pPEaKINIO, Ha3bIBACTCd IHep2ueld aKmueauuu U PaACCUUTHIBACTCH
B K/[>k/Monb. Yem Oosibllie B BemecTBE AKTUBHBIX (BO30YKJIEHHBIX) MOJIEKYI,
CIIOCOOHBIX IIPEOJI0JIETh SHEPreTHIecKnit 6apbep, TeM BBIIIE CKOPOCTh €r0 XMMHYIECKUX
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[IpeBpalleHnii. 3arac SHEPIUU 3aBUCUT OT OCOOEHHOCTEN XUMUIECKOTO CTPOEHUST MOJIEK YT
U TeX BHENIHUX BO3JIEHCTBUNM, KOTOPBIM OHHU MOJBEPraioTcd. B OOBIYHBIX YCIOBUAX
TOJIbBKO HE€3Ha4YUTEeJIbHasd YaCTb MOJIEKYJI BEIleCTBa HaXOJIUTCA B aKTHBHOM COCTOAHUUN.
AkTuBaIs WX [POUCXOJUT IPU HATPDEBAHWM BENIECTBA, Iepejade €My JIy9IuCToi
sHeprun (Hanpumep, B GOTOXUMUYIECKUX PEAKIIUAX ), CTOJIKHOBEHHSIX C JAPYTUMHU, YIKe
BO30YKJIEHHBIMU MOJIEKY/JIAMHU UJIX ATOMAaMU.

C mnosbrmenneM Temieparypbl Ha Kaxkjble 10 °C cKOpoCTh peakiluu BO3PaCTAET
B cpegreM B 2-3 pasa. CKOPOCTb Peakini MOYKHO YBEJHMIUTb, IOBBINMIAS JaBJICHIE
(ecai peareHTHI SIBISAIOTCS Ta3aMu): AKTHUBHBIE MOJIEKYJIbI COJIMKAIOTCS, W 9acToTa
CTOJIKHOBEHUI MEYKJTy HUMH yBEJININBAETCS.

B xuBbix opranusmax 0oJibie KojaeOaHus TeMIlepaTyphbl U JIaBICHUS HEBO3MOXKHBI.
B HUX CO3Jar0TCd YCJIOBHA, B KOTOPbIX JIJId BSaI/Il\IO,Z[efICTBI/IH BeIIeCTB Tpe6yeTCH MEHBbIITaAd
SHEPI'Us aKTUBAIINNA. JTO JOCTUTACTCS CHUYKEHHEM SHEPreTUIecKoro Dapbepa peakiinm 3a
C4dEeT yMEHBbIIEHUA CUJI OTTAJIKUBAHUA MEKIAY MOJIEKYJIaMU U OCJI&6JI€HI/IH XUMUYECKUX
CBA3eI.

DHepreTuveckuii Gapbep B KUBBIX OpPraHU3MaX CHIZKAIOT (hepMeHTh (6HoI0rnIecKne
KaTam3aTopsl). Karajiurudeckas peakiius et 0 MHOMY Iy TH, YeM HEKATAJINTHIECKAs,
— gepe3 CTa uio 00pa30BaHus IIPOMEKYTOTHOT'O COSIMHEHNST PEATEHTOB ¢ KATATN3aTOPOM.
[Ipn ajcopbuym pearupyomux MOJIEKYJI Ha MOBEPXHOCTU KATAIM3aTOPA CUJIbI B3ANMHOTO
OTTAJIKMBAHUS MKy HUMHU OcJIabeBaroT. BisHme 371eKTPUIecKOro Mo KaTaanu3aTopa
MIPUBOJUT K Jie-(POPMAIIIH MOJIEKYJI PEAreHTOB, CMEIEHUIO JIEKTPOHOB B HUX U CHILHOMY
ocJIabJIEHNIO CBsI3€il, B Pe3y/IbTare Yero SHeprusi aKTUBAIUU IOHMKaeTcd. V3menenne
SHEPI'UHU IIPU KaTaJIUTUIECKON peaKIny ImokaszaHo Ha pucyHke 20.

Mexanusm jeiicTBus (bepMEHTOB MOXKHO IIPEJICTABUThH B BHUJIE CJIEIYIONIENH CXeMbI:

E+S5ES3ES 3EPSE+P,

rie B — depment, S — cyberpar, S’ — akTuBHpOBaHHBI cyOcTpat, P — npomykr peaxmun,
ES — depment-cyberpaTHBIN KOMILIEKC.
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DHEpriA BETHMBALMKA
Ge3 KaTanvlaTopa

HexogHsie
BELUECTEA

€ KATanW3aTopoM

MpomexyTouHoe
coeguHEHWE

YpoeeHb aHepruK

Hanpasnexue peakymm

PHcyHOK 20 — CHH:KeHHE JHEPIrHH AaKTHBAIHH NPH JeHCcTBHH (pepMeHTa

Ha nepsoti cmaduu (1) depment B3ammojeiicTByer ¢ cybcrparom u obpasyercs
dbepment-cyberparabiii kommieke (ES), rae depment u cyberpar MOryT ObITH CBS3aHBI
WOHHO¥, KOBAJIECHTHON MJIM MHOU CBA3BIO.

Ha emopoti cmaduu (2) cyberpar moj BO3JAeHCTBUEM CBSI3aHHOTO € HUM (DepMEHTa
[perepreBaeT M3MEHEHUsI W CTAaHOBUTCS Oojiee JTOCTYIHBIM JJIs COOTBETCTBYIOIIE
XUMUYIECKON peaknuu (cybcTpar MeHsieT CBOIO MPOCTPAHCTBEHHYIO KOH(DUTYDAIHIO).

Ha mpemuveti cmaduu (3) mpoucxouT XUMIYECKasi PEaKIis, B Pe3yIbrare KOTOPOi
obpasyeTcst KOMILTEKC TpojiyKTa peakimu ¢ dpepmentom (EP).

Ha wemesepmoti cmaduu (4) obpasoBaBiiumiicss MPOJLYKT peakiiu OCBOOOXKIAeTC U3
depMEeHT-IIPOIYKTHOrO KOMILIeKca. IIporcxoquT BoccraHoOBIeHNe dhepMeHTa.

Bce CTa U1 (bepMeHTaTI/IBHOI‘O KaTaJin3a MO2KHO ITPEJICTaBUTh B BUJIE CXEMbI (pI/ICyHOK
21).
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G GNGEGRG

Pucynok 21 — Cxema QpepMeHTATHBHOIO KATAIH3A:
E — depuent, S — cyberpar, P1 u P2 — mpoaykTe pearimm

4.3 AxTuUBHOCTH (DEPMEHTOB U €JMHUIIbI AKTUBHOCTU (P€PMEHTOB

3a edunuuyy axkmusrocmu gepmerma NPUHUMAIOT TO €ro KOJHMIECTBO, KOTOPOE
KaTaJM3UPYeT MpeBpalienre 1 MKMoJIb cyocTpaTa B 1 MUH IIPH ONTUMAJIBHBIX YCJIO-BHAX
1t aeaoro depmenta (Ttemmeparypa, pH cpefibl, KoHIleHTpanust cybcrpara,).

Edunuua axmusnwocmu gepmenma (E):

E = mrmous (S) / muH.

Yoeavnaa axmusrocms Pepmenma (E;) — 310 dmcno enumuI; aKTHBHOCTH
dbepmenTa E, npuxonamuxcg Ha 1 Mr um-croro depmMenTa:

E; = E/mr(®P).

Mounexyaspras axmusrnocms gepmenma (Ey,) — 510 9uc/io euHuI aK THBHOCTH
dbepmenTa E, npuxonamuxcs Ha 1 MKMoJb dhepmMenTa

En = E/Mrmons (D),

T.e. MOJIEKYJIIPHAasl aKTUBHOCTH (hbepMEeHTa — 3TO UHCJIO MOJIEKYJ cyOcTpara, KOTOpoe
[IO/IBEPraeTcs MpeBpaIlennio 1 MoJIeKysoit hepmenTa 3a 1 MuH.
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B 1972 r. pekomeHnjpoBaHa HOBasg €IMHHIA AKTUBHOCTH — KGMAA — KOJIUIECTBO
dbepmenTa, KoTOpOoe Karajm3upyer IpeBparienne 1 Mosb cybcrpara (mam obpasoBaHUe
1 wmomb upoaykra) 3a 1 c. Karam — BeaumumHa J0BOJIBHO OOJIbINAs, MOITOMY
(dbepMeHTATUBHYI0 aKTHBHOCTH BbIPAzKaloT B MHKpoKaTa-nax (Mkkar) — 107 kam,
nanakaranax (akar) — 1079 kar, nukokaramax (nkar) — 1072 kar.

4.4 CsBoiicTBa pepMeHTOB

Bynyan OGenkamu, depmentsl ob6agaoT BecemMu wux cBofictBamu. (J-HAKO 10O
CpaBHEHUIO ¢ GeJIKAMU, BBITIOJTHAIONUMA JIPYyTHe (PYHKIIMU B KJIETKe, (DEPMEHTHI UMEIOT
psJ, crienmudUIecKnxX, TPUCYIUX TOJBKO UM CBOMCTB.

3aBUCUMOCTb AaKTUBHOCTH (PDEPMEHTOB OT TeMHepaTyphbl. TemmepaTypa MOXKeT
BJIMATH [O-Pa3HOMY Ha aKTHBHOCTH (bepMmeHTa. [Ipu BBHICOKMX 3HAUEHUAX TEMIIEPATYPBI
MOXKET IPOUCXOJUTh JieHaTypalus 0esi-KOBOil dYacTu epMeHTa, UTO HEeraTUuBHO
CKa3bIBAETCsl HA €ro akKTHUBHOCTU. llpm ompejiesieHHbIX (ONTHMAJIBHBIX) 3HAYEHUSIX
TeMilepaTypa MOXKET BJNATb Ha CKOPOCTh oOpa3oBaHusa (HepMEHT-CyOCTPaTHOIO
KOMILJIEKCA, BbI3bIBasl yBeJIU-YeHUE CKOPOCTH PeaKIWu. Temreparypa, HpPU KOTOPO
KaTaJuTHIecKas aKTUBHOCTH pepMeHTa MaKCUMaJbHa, HA3bIBAETCH MeMNepamypHviMm
onmumymom pepmventa. Pazindanbie KieTounbie hepMEHTHI UMEIOT COOCTBEHHBIE TEM-
[epaTyPHbIE OIMTUMYMBbI, KOTOPBIE OIPEJIE/IAI0TCH dKciepuMenTaabuo. s dpepmenton
JKUBOTHOI'O TIPOUCXOK/IEHUsT TEMIIEPATYPHBIN ONITHMYM HaxonuT-cs B nuatepsasie 40-50 °C
(pucynok 22). IIpu marpesanunu Boimie 80 °C mpeobiiajatoriee GOIbIIMHCTBO (DEPMEHTOB
MIOJTHOCTBIO JIeHATYPHUPYET.

3aBucuMocTh akTuBHOCTH (pepmenTa or pH cpenpbl.BosbmmacTBO hepmenToB
IIPOSIBJIIET MAaKCHUMAJIbHYI0 aKTHBHOCTH IIpu 3HadeHusix pH, Oim3Kux K HefATpaJbHbIM
(pucyHOK 23).

JIumb oTienbHbIe (PePMEHTHI «pabOTAIOT» B CHJIBHOKHUCIOW MJIM CUJIBHOIIEJIOUHOM
cpesne. Hampumep, akTuBHOCTH IernicuHa — epMeHTa, T'HJIPOJIM3YIoNero Oe/IKu B
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PucyHok 22 — BNHAHAE TEMOEPATYPRI HA AKTHEHOCTE (pepMenTa

Keryake, — MmakcuMmasibua pu pH 1,5-2,5. B meounoit cpese «paboraiors pepMeHThI,
JIOKQJIN30BaHHbIE B KUIIIEYHUKE.
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Pucynok 23 — Baaaade pH cpelbl Ha AKTHEHOCTE (JepMEHTA
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Nsmenenune onTumabHOrO st JaHHOro (epmenTta 3uadenuss pH cpempr moxker
NPUBECTH K W3MEHEHUIO TPETUYHONW CTPYKTYPbI (epMeHTa, YTO CKayKeTcd Ha €ro
aktuBHOCTU. C APyroil cTOpoHbI, mpu u3MeHeHUH pH MOXKeT M3MEHUTHCST MOHU3AIMST
cybcTparta, 4TO MOBJIUSIET Ha 0Opa3oBaHue (DEPMEHT-CYOCTPATHOIO KOMILIEKCA.

Biinsiaune koHmeHTpaluu ¢pepMeHTa U cybcTpata Ha HaYaJIbHYIO CKOPOCTH
peakiumn

3aBUCHMOCTb CKOPOCTU PEAKIMU OT KOHIEHTpaIrun (hepMeHTa SABJSeTCS AUHeiHoT
(pucynok 24). Hesmueiinasi 3aBUCHMOCTH NPH BBICOKHX KOHIEHTPAIUAX (hepMeHTa
HaOJIIOIaeTCsl BCIEJICTBUE HEXBATKN cyOcTpaTa WM aKTUBATOPA, arperaruud MOJIEKYII
depmeHTaTHBHOIO 6€J1Ka, TPUBOIAIIEH K MAaCKIPOBKE aKTHUBHBIX IIEHTPOB.
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PHCyHOK 24 — T'padHK 32BHCHMOCTH PrcyHOK 25 — I'padHK 3ABHCHMOCTH
Ha9A/ILHOH CROpOCTH peaknn (V) CKOPOCTH peaknsH (V)
0T KOHIeHTpanHH pepmenta [E]: 0T KOHIEHTPAHH cyocTpara [S]

1 —HOpMa, 2 — B CHCTEME IIPHCYTCTEVET
HeDOIBINOe KOTHIECTEC TOKCHIECKHY
oA epvenTa npaMecei

[Tourn Bo Bcex ciydadax TpaduK 3aBUCHMOCTU HAYaJbHOW CKOPOCTHU PEaKIUU OT
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KOHIIEHTpaIlnK cybcTpaTa Tpejcrasisger coboit rumepbosny (pucynok 25). Ilo mepe
BO3paACTaHWs KOHIIEHTPAIUU cyOcTpaTa KpuBas BBIXOJUT HA IJIATO, CKOPOCTH JOCTUTAET
cBoeit MakcuMasIbHON BesmanHe (Viay ). DTO TOBOPUT O TOM, UTO BCE MOJIEKYJIbI (DEPMEHTA
(KX aKTUBHbIE IEHTPBI) MOJHOCTHIO HACKIIIEHBI CyOCTPATOM.

CnenududHoCTh JeiicTBusg (pepMeHTOB — OJHO U3 IJIABHBIX HX CBOMCTB.
Crnevugpuurocms — 310 U30UpaTETHLHOCTH (PepMeHTa 10 OTHOIIEHWIO K CyO-cTpaTy
(mm cyberparam). CrerududHocTh JeiicTBrst (DEPMEHTOB O0bSICHSIET-CS TEM, YTO
cyOCTpaT JIOJIKEH TOJIXO/IUTh K AKTUBHOMY IEHTPY, KaK «KJII0Y K 3aMKYy». DTO 00pa3Hoe
cpaBHenne cienano . @umepom B 1894 1. O pac-cmarpuBaj PEPMEHT KaK KECTKYIO
CTPYKTYDPY, AaKTHUBHBII IIEHTD KOTOPON TpeJICTaBIseT CcOoOOil «CJIeoK» cyOcTpara.
OsHako 3TON THIIOTE30i TPYIHO OOBSACHUTH TPYIIIOBYIO CIENUMUIHOCTH (DEPMEHTOB,
T.K. KOHQUTypalus «KJo4deiis (cybeTpaToB), HOJAXOMSIIIX K OJHOMY «3aMKY», CJUIITKOM
paszHo-oOpa3Ha. Takoe HecooTBeTCTBHE 10Ty UnI0 00bsicHeHne B H0-e rr. XX B. B TUIIOTE3€
JI. Komnanma. Ona mosryun/ia Ha3BaHUE THIIOTE3bI «BBIHY2KIEHHOT'O COOTBETCTBUS».

[To runoreze /1. Komnanga, MmoJiekysia pepMenTa He KecTKas, & THOKasd, JIacTHIHAA,
nosromy wuHMOpMaIus dhepMeHTa W ero akKTUBHOI'O IEHTPa MOYKeT U3MEHATLCS IpU
HPUCOEINHEHNN CybCTpaTa WK JPYTUX JUTAHJIOB. B MOMEHT IpucoeMHeHusT (PUCYHOK
26) cybcTpar <«BBIHYXKJIAeT» aKTUBHBIA MEHTD (epMeHTa MPUHSITH COOTBETCTBYIOILYTO
dopmy. DTO MOKHO CPABHHUTBH C «II€pUATKOW» M «PYKOit». ['mroresa «BBIHYKICHHOTO
COOTBETCTBUsT» TOJIYIN/IA SKCIIEPUMEH-TATHHOE TOTBEPIKIeHIE.

Paznngaror HECKOIBKO BUJIOB CIEIInUTHOCTH:

e Abcorrommuas cybcmpamuas cneuuPuuHocms — GHEpMEHT KaTaJIHM3UPyeT
IIpeBpallleHrne  TOJBbKO OJHOro cyocrpara. Hamnpumep, ¢epmeHT ypeasa
KaTaJIMBUPYET I'MAPOJIN3 TOJIbKO MOYEBUHDBI.

e I'pynnosas cybcmpamuas cneuuPuurocms — GEPMEHT KaTaJIu3upyeT
[IpEBpAIlleHIe TPYIIbI CyOCTPATOB CXOJHONW XUMHUYECKOW CTPYKTypbl. Harpumep,
bepMeHT aJIKOroJIbIErHIPOoreHas3a KaTaJn3upyeT MPEBPAIEHIe STaHoIa 1 JIPYTHX
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PHcYHOK 26 — B3aaMoJelicTBHe cydcTpaTa ¢ fepMeHTOM COTIACHO MOJeTH
«BBIHYRIEHHOTO COOTBETCTBHS?

aandaTuIecKux CIUPTOB, HO C PA3HOI CKOPOCTHIO.

e Cmepeoxumuueckas cybcmpamuas  cnevuduurHocms  —  GEpPMEHT
KaTaJM3UPYeT MIpeBpallleHrne TOJIbKO OJJHOIO cTepeon3oMepa cyobcrpara. Hampumep,
BOCCTaHOBJIEHUE HHpOBHHOI‘pa,Z[HOfI KHNCJIOTBI J0 L-NIOHOqHOfI KHUCJIOTBI IIPOUCXOAUT
IIOJI BJMsiHIEM L-TakTaTaeruaporeHassl, a g0 D-MOJ0YHON KUCAOTHI IO BIUSHAEM
Jpyroro dbepmenta — D-jakraTiaeruiporeHassl.

Biinsinne Ha aKTUBHOCTH (DEPMEHTOB aKTUBATOPOB M MHTMOUTOPOB

K unciny dhaxTopoB, MOBBIMAIOININX aKTHBHOCTH (PEPMEHTOB, OTHOCATCA KATHOHBI
METaJIJIOB U HEKOTOPbIE aHUOHBI. Halle BCero akmusamopamu HepMEeHTOB sIBJISIOTCS
karuoubl Mg?t, Mn?*, Zn?*t, K* u Co?", a u3 ammonos — Cl~. KaTHoHE meficTByIOT
Ha (epMeHThI 10-pa3HoMy. B ojHuX ciiydasdx OHH O0JierdaroT obpasoBaHue (hepMeHT-
cyOCTPaTHOrO KOMILIEKCA, B JPYIUX — CIIOCOOCTBYIOT IIPUCOEIUHEHUIO KOMEpMEHTa
K arnodepMeHTy Jub0 MPUCOEANHAIOTCS K aJIOCTEPUIECKOMY IeHTpPY dhepMeHTa
U W3MEHSIOT €ro TPETUYHYI0 CTPYKTYpPY, B pe3yabrare dYero cyOCTpaTHBI wu
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KaTaJUTUIeCKUN TEHTPbl MPUOOPETAI0T HambOJIee BBITOJIHYIO IS OCYINECTBJICHUS
KaTaJjn3a KOH(MUTYPAaIIHIO.

Hreubumopwvr TopMmosdar JeiictBue dgpepmenToB. MuHrndomropamu MoryTt ObITh Kak
SHJIOTEHHBbIE, TaK U 3K30TE€HHblEe BellecTBa. MexaHn3Mbl WHIHOUPYIOIIEro JefCTBUA
PA3JIMYHBIX XUMUYECKUX COEIMHEHNI Pa3sHOOOPA3HHI.

Eciu uaruburop 1mo mpocTpaHCTBEHHON KOHMUIypallud HAIIOMUHAET cyOCcTpar, TO
OH MOXKET IIPOM3BO/INTH TaK Ha3bIBAEMOE KOHKYPEHMHOE MOPMOHCEHUE AKTUBHOCTH
cbepMeHTa, 3aHUMad MECTO Cy6CTpaTa B aKTHUBHOM IIEHTPE U HEIIPOYIHO CBA3bIBasAChb C HUM
(pucyHOK 27).

[MpomyrTi
PeaKIHHA
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PHcyHOK 27 — MeXaHHZM JeHCTERA KOHKYPEeHTHOT0 HHTHOATOpA
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B srom ciyuae cHmKeHHmE CKOPOCTH (DEPMEHTATUBHON pEAKIUH 3aBUCHT OT
KOHIIEHTPAIMd MHIUOWTOpa, KOHIEHTpaIluu cybcTpara ¢ XHMHYECKOIO CpPOJICTBA
ux ¢ depmenToM. KOHKypeHTHOE TOPMOXKEHHE MOXKeT OBITh CHSITO YBeJIHYCHUEM
KOHIIEHTpaIuu cybcTpaTa, BBITECHAIONIETO NHIMOUTOP U3 aKTUBHOIO IEeHTPa (hepMeHTa.

KonkypenTHbIM HHIHOUTOPOM SBJIIETCS, HAIIPUMED, CTPEITOIN/T, KOTOPDLIN 3aHUMAaeT
MECTO POCTOBOro hakropa OakTepuii — ImapaaMUHOOEH30MHON KHCJIOTHI — B aKTUBHOM
[IEHTPE OJHOr0 N3 GAKTEPUAILHBIX (PEPMEHTOB.

Hpyroit  Buj ~ WMHIMOMpOBaHUS  —  HEKOHKYPEHIIHOE MOPMOHCEHUE.
HekonkypenTabie MHTHOUTOPHI BCTYHAIOT B HEOOpATHMOE XUMHUYECKOE B3aUMOJIeHCTBIE
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C OTHEJNbHBIMU (DYHKIMOHAILHBIMU TPYIIIAMEA AKTUBHOIO HEHTPa U OJOKHUPYIOT €ro.
Tak, Hg?t, Pb?", Agt u apyrue HMOHBI TSKEJBIX METAJLIOB CBA3LIBAIOT HS-rpymmb
HOJTAIENITHIHBIX TeMeil, a OKUCh YIJIepOIa XUMUIECKH CBA3LIBACTCS C MPOCTETUICCKUME
IPYIIaMU THUIIa remMa. HEeKOHKYPEeHTHOe TOPMOXKEHHE MOXKET OBbITh CHSTO TOJBKO MPH
XUMUYIECKOM M3MEHEHNW WHIUOMTOpa, B pPe3yJbTare 4ero ocjaabisercs ero CBs3b ¢
depmMeHTOM.

CBoeobOpasHbIMI peryasiropaMu AKTHUBHOCTH depmenToB SIBJISTOTCST
aanocmepuyveckue dP@dexmopuvt, KOTopble MOIYT IeHCTBOBATH M KaK aKTHBATOPHI,
U KakK HHruouTophl. B j000oM ciydae 1O XUMHUYECKOH CTPYKTYPE OHHM OTJIUYIAI0TCS
OT cyOcTpara W TPUCOSTUHSAIOTCA K (epMeHTy B 0COOOM aslIOCTEPUIECKOM IEHTPE.
Karasmrudeckn akTUBHBIH ¥ ajjIOCTEpUIECKUNl IEHTPHI (bepMeHTa PaCIOJIOKEHbI B
Pa3HBIX y9IacTKaX ero MOJIEKYJIbI (PUCYHOK 28).

@epMeHTBI, AaKTHUBHOCTH KOTOPBIX 3aBUCAT OT JEHCTBUS  aJlJIOCTEPUYECKHUX
3¢pbeKTOopOoB, [IOJIY YAJIU Ha3BaHUe PE2YAATOPHDIT. [IpucoeuHUBIINCD K
AJIJIOCTEPUIECKOMY  TIEHTPY, 3(PdeKTop u3MeHsdgeT TPETUYHYI0 ¢ YEeTBEPTHIHYIO
CTPYKTYPY (bepMeHTa TaKuM 00pa3oM, UTO HAPYIIAeTCs TOJIOKEHUE (DYyHKIMOHATLHBIX
IPYIII B KATQINTAYECKM AKTUBHOM IICHTDE, BCJCICTBUN Yero yBEIWYABACTCH WJIN
YMEHBIIAETCS €r0 CIIOCOOHOCTD CBA3BIBATH U MPEOOPA30BBIBATE CYOCTPAT.

O6bruno ajutocTepudeckuii 3 dekTop ImpecTaBiasgeT coboil HU3KOMOJIEKYISPHOE
BEIIECTBO, SIBJIAIOIIEECS ITPOMEXKYTOUHBIM HMJIH KOHEYHBIM ITPOJYKTOM OHOXUMHIECKOIO
IIPOIECCa, B KOTOPOM YYIacTBYeT PEryasTOPHBIN (hpepMEHT.

4.5 Howmenkaarypa depMeHTOB

1. TpusuaavHas HoOMeHKAaMYPA — Ha3BaHue (GepMeHTaM AT 10 CJIyYaiiHbIM
npusHakaM. [IpuMepamu TPUBHAILHON HOMEHKIATYPBI MOTYT CJIy?KATh Ha3BAHUS TAKUX
bepMeHTOB, Kak IencuH (0T Iped. nencuc — MHUIIEeBAPEHNe ), TPUIICHH (0T TPed. Mpuncuc
— pa3kmkao) W manamH (0T HasBaHUd JbIHHOTO jepeBa Carica papaja, u3 COKa
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PracyHOEK 28 — CTPYKTYpAa ALIOCTEPHIECKOT0 epMeHTAa

KOTOPOTO OH BbIjie/ieH ). [1o jeficTBuio Bee 3mu (hePMEHTHI SIBJISIOTCST TPOTEOJINTUIECKUM,
T.e. YCKODPSAIOT THAPOJU3 TpoTenHoB (6enkoB). XapakTepHoe Ha3BaHHE OBLIO JAHO
IpyIIie OKPAIIEHHBIX BHYTPHUKJIETOUYHBIX (DEPMEHTOB, YCKOPSAIONIUX OKHCJIUTEIHHO-
BOCCTAHOBUTE/ILHBIE PEAKIMA B KJIETKE, — IUTOXPOMBI (OT JIaT. ¢itos — KJIeTKa u chroma
— IIBET).

2. Pauyuonaavnas momenkaamypa — Has3BaHue G(eEpMEHTa COCTABJISCTCS U3
HasBaHus cybcTpaTa M XapaKTEpPHONO OKOHYAHUA -a3a. Tak, (DepMEeHT, YCKOPSIONIWil
peakIuio THUAPOJM3a KpaxMmaja, HOAy4YhJ Ha3BaHhue aMIIa3a OT TIPed. AMUAOH —
KpaxmaJi), THIPOJIN3a KUPOB — Jinmas3a (0T Tped. Aunoc — Kup), 6eakoB (IIPOTEHHOB)
~ mpoTeas’a, MOYEBHHBI — ypeas3a (0T I'ped. ypea — MOYEBUHA) U T.II.

3. Korma weromamMm aHAJUTHYECKOH XUMHM OBLIM JOCTUIHYTHI HM3BECTHBIE
yCIIeXd B PacHmM@POBKE XUMHUYECKOH NPUPOJILI HPOCTETUYCCKUX TIPYIII, BO3HUKJIA
HOBasl HOMEHKJIATypa ¢epMeHTOB. IIX craju UMEHOBAaTL NO  HA36GHUN
NPoOCMEMuUYecKoly 2pynns,, HanpuMep reMuHdepMeHT (IpocTeTuvecKasi rpylna —
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reM), MUPUIOKCATH(MDEPMEHT (IPOCTeTHYeCKas IPyIIia — IMIUPUIOKCAIb) U T.I1.

4. Hayunas wnomenraamypa. B 1961 r. V MexayHapoinblii OMOXUMUTIECKUI
KOHTpecc, mpoxojusmiuii B MockBe, yTBep/m/ HayIHYIO HOMEHKJIATYPY (PEPMEHTOB.
CorytacHo 3TOil HOMEHKJIATYpe Ha3BaHue (GepMeHTa COCTABILIOT M3 XUMUYECKOTO

HasBaHusi cybcrpara  (cyGeTpaToB), Ha  KOTOpBIA  jeficTByer (bepMeHT, TuIa
KaTaJu3upyeMoil peakIu 1 OKOHIaHUS -a30a.
Hanpumep, depMeHT, OCYIIECTBIAIONMNA THAPOJIN3 MOYEBUHBI  (paluoHAJbLHOE

Ha3BaHUE — ypeas3a), [0 HayIHON HOMEHKJIATYpPe HA3bIBAIOT KapOaMUI-aMUIOTHIPOJIA30ii:

H:N-C-NH: + HoO — 2NH: + COz
I
O

Ecim B XuMu4deckoil peakiiuu y4acTBYIOT JIOHOP KaKOW-JIMOO TPYIIUPOBKH aTOMOB U
AKIIEITOP, TO (DEPMEHT HA3BIBAIOT CJIEIYIONUM 00pa30M: XUMHYECKOe Ha3BaHUEe JIOHOPA,
XUMHUYECKOe Ha3BaHUEe aKIENToOpa, TUI KaTaau3upyemoil peakuu. Hampumep, dpepmenr,
KaTaJIM3UPYIONINI IIPOIECC IepeaMUHUPOBAHUS TJIyTAMUHOBON W NHUPOBUHOI'DATHOM
KHCJIOT, Ha3bIBaeTCs TJIyTaMaT: MupyBaTaMIHOTpaHchepasa.

COOH COOH

éH—NH: COOH é:O COOH
(!‘Hz + (|3=O = (IZH: + éH—NH:
(!‘H; (|Z‘H3 (IZ‘HQ (|3H3
éOOH EOOH

ITupoeuHOrpaguas Angampman

KHCIOTa

INmytamusoeas
KHCIOTa

O-KeTOrIYTAPOEAd
EKHCIIOTa
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OjsHako ciiejlyeT OTMETUTh, YTO Haps/ly C Ha3BAHUIME 10 HAYYIHONH HOMEHKJIATYDE
JIOITyCKAaeTCs MCIOJIL30BAHNE TPUBUAJIHHBIX Ha3BaHUil (DePMEHTOB. .

4.6 Kuaccudukanusa pepMeHTOB

2KuBas kjerka MoxkeT cojepxKarh 0 1000 ¢depMeHTOB, YCKOPSIONUX pPa3/JInIHbIe
XUMHUYecKrne peakiun. B ocHOBy Kiaccudukanuu —(GHepMEHTOB  IOJOXKEH  THII
ouoxuMmraecKknx peakimii. Bee depmentsl gendarcd Ha 6 KJ1accos:

1. Oxcudopedyxma3svi KaTaJIn3UPYIOT OKHCJIUTEIbHO-BOCCTAHOBATEIbHBIE
[IPOIIECCHI.

2. Tpancgepasdvl KaTa u3upPyOT PeAKINN IepeHoca (QYHKIMOHAIBHBIX TPYII U
MOJIEKYJIIPHBIX OCTATKOB C OJTHON MOJIEKYJIBI Ha JIPYTYIO.

3. T'udpoaaswvl KaTaJIM3UPYIOT PEAKITUN THIPOJTUTHIECKOTO PACIIa/ia BEIeCTB. ‘

Hauano |

4. Jlua3ws, KaTaJ u3upyloT pPeakIuyd OTIIEIJIEHNsT OIPeJIeJIeHHbIX TPYIII aTOMOB C ‘ Conepware |
oOpa3oBaHMEeM ABOMHON CBsI3U JIMOO IPUCOEIMHEHHUSI 110 JBOMHON CBsI3U, & TaK:Ke
HETMIPOJINTUIECKHUIT paciia)i OpraHnvIecKux COeJIMHEeHuil Jubo cuHTe3 6e3 ydacTusd ‘ < ” > |

MAaKPO3PIruYeCKUX BEIECTB.

5. M3omepa3s, KaTaau3upyioT MPOCTPAHCTBEHHBIE WM CTPYKTYPHbIE U3MEHEHUs B

IIpeJieIaxX OJIHOM MOJIEKYJIBI. ‘ Crpanuua 92 ns 329 |

Haszag |

6. Juzaswsl (cunmemasv,) KaTaJIu3UPYIOT DPEAKIUH CHHTE3a, COMPOBOXKIAMOININECT ‘
IHJIPOJIM30M GoraToit sHeprueii csasu (Kak npasuyio, ATO).

‘ Ha Becb skpaH |

Kaxprit  kKjgacc BKJIIOY9aeT  HECKOJIBKO — IOJKJIACCOB, B  KOTOPbIE  BXOJAT ‘
WH/IUBUTy A IbHbIE (DEePMEHTHI.

3akpbiTh |




1. Okcujiope/1yKTa3bl. Obmass  cxema  IIPOIECCOB,
OKCHIOPEIYKTa3aMi, MOXKET OBITh BbIparKeHa CJIEIYIONIIM 00pa30M:

KaTaJIU3UPYyEMbBIX

Cyb6erpar + Aknenirop — Cyberpar +  AxienTop

(oxuceHHbIH) (BOCCTAHOBJICHHBIIH)

Hawnbosee yacTo BcTpedaroTcst OKCHI0PEIyKTa3bl MOAK/Iacca OKCUIa3 U JernIPoreHas,
[IO3TOMY PACCMOTPHUM HUX TOIpobHee.

Oxcuda3dvt — 3TO OKCHUJIOPEIYKTA3bl, KOTOPBIE MEPEHOCAT aTOMbI BOJIOPOIA WU
9JIEKTPOHBI HEIIOCPEJICTBEHHO Ha aTOMbl KHCIOPOJa JIMOO BHEJAPSIOT B MOJIEKYJLY
cybcTpaTa aToM KHCJIOPOJIA:

0 o]
f;rzlx AR, K S
H—N c N CAHTHHOKCHJaza po /‘Q\ _
O Clﬁ-.. /E gH + %0 > i bi ]J? "
= 0=C~ _~ C=0
e NN
2o H H H
Kcautun Mogeras kucIoTa

Jle2udpozenasbl. — 3TO0 OKCHIOPEAYKTA3bl, KATAJIU3UPYIOIIUE IIPOLECC OTIICILICHUST
ATOMOB BOZOPO/IA.

Bce germaporenasnl  gBisoTcs  xosiopepMeHTaMH, KodepMeHTaMH  KOTOPBIX
CHyKAT  CJEIyIONMe  COeJIMHEHMs:  HUKOTHHaMujajeHuHuHykaeorny  (HAJIT),
HUKOTHHAME I3 eHHnHY Kot hocdhar (HAIDT), daasuamononykieoruy (PMH),
dbaasunagennsuaykiaeorus (PAJL), XUHOHBI.

Hau6osee pacnpocTpaHeHbl B HPHUPOJE JETHAPOreHas3bl, COAeprKallue B KadeCTBe
kodepmenta HAJT.

‘ Hauano |

‘ CopepxaHue |
< | > |
KeEs
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[Tpumepom mporiecca, karaausupyemoro HAJI-3aBucumMoil JernporeHasoi, MOXKeT
CJIY’KUTH OKHCJICHHE MOJIOYHOI KHCJIOTHI (JIAKTAaTa) /10 HUPOBHHOIPAJIHON KHUCIOTHI
(mupyBara):

COOH HALL' COOH
H _Cl _0 H nmamermpomﬂan__ (t:no
[ HAIH + H* 1
CH, CH,

Momounas KmucIoTa ITupoerHOrpagHad KHCIOTA

[Tpucoeaunenue cHATOro ¢ cybCTpaTa aromMa BOJOPOAA IMPOUCXOAUT IO  SIAPY
aukoTuHaMuga. Mexanmsm  geiicteugs HAJI®T takoit xe, kak m HAJIT. HAI'-
n HAJI®T-3aBucuMble JermjaporeHasbl CIOCOOHBI OTIIEIUIATL ATOMbI BOJOPOJA OT
cybeTpaToB (CIUPTOB, AJIbJIETUIOB, THIPOKCUKUCIOT, AMUHOB U JIP.) B BUJIE MHIPU/I-UOHOB
(H™) u uporonos (HT), okuciss Takum o6pa3oM yKa3aHHBIE COEIMHEHMSI.
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Kodepmenter ®MH u ®AJI comep:kar B cBoeMm cocraBe pocdOopu-InpoBaHHbI
Butamut By (pubodiasundocdar), KOTopbiit clocobeH OTIIEIISITh 0T CyOCTpara JIBa

aTOMa BOJIOPOIA:

Oxmcrernas dopna HATT'

Boccranornensas dopya HATTH

| Hauano |

’ CopepxaHue |
< | > |
KeEs

I CrpaHuya 95 nz 329 |

| Haszag |

| Ha Becb skpaH |

’ 3akpbiTh |




0 0

Il ]
CH,0—P-OH CH,0—P—OH

I |
H~r|.'—0H OH H~?—0H OH
H—C—OH H—C—OH
Hhtl:‘-OH e H—(‘|:—0H
—H
H CH, lv!-l (I:H }|{
| .
N
H,C— c\f.y \13?" =0 H,C- Q\le’ N \f 0
HC— “--ﬂé’sxc ~NH H,C— /&C/NH
| I Ll
H 0 H H o
Oxucrnernas dopva ©MH Boccranoenennas dopya ©MH-2H

[Ipumep peaxknum, karagusupyemoit PA J[-3aBucumMoit gernporenasoii:

COOH COOH
DAL,

{IJHz CyKuMHATASrHIpOreHasa 'hJH

CH;, OAJT- 2H ?H

COOH COOH

ArTapHad KMcIOTa Pymaporas kHcIOTA

2. Tpancdepasbl. DTO OAUMH U3 CAMBIX MHOTOYHUC/IEHHBIX KJIACCOB (DEepMEHTOB.
B 3aBucmmocTu oT XapakTepa MEPEHOCUMBIX I'DYIII BbLIEISIOT (ocdorpancdepassbl,

aMuHOTpaHcdepasbl, TNIMKO3UITPpaHchepasbl, aluaTpancdepasbl 1 JIp.
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Pochomparchepadv, — >5T0 PEPMEHTHI, KATAJIUIUPYIONIUE MEPEHOC OCTATKA
dochopnoit  kucsiorel. B pesynabrare seiictBug  docdorpancdepas obpazyrorcs
dochopHble 3DUPHI  PA3IUIHBIX OPraHUYECKUX COeJINHEHUil, MHOI'ME U3 KOTOPBIX
00J1aJIaI0T  TOBBIIMICHHON pPEaKIMOHHON CIIOCOOHOCTBIO U 0O0Jiee  JIETKO BCTYIAIOT
B mociyenyitone peaknun. CrenoBarenbHO, dochOpUINpPOBAHUE  OPraHUYIECKUX
COEJIMHEHUNl MOXKHO CYMTATh IIPOIMECCOM UX AaKTHBAIMKA. Yallle BCEro JOHOPOM
dbocdarabix Tpynn sBisiercs Mojiekysia  ajeHosuHTprdocdopHoit Kuciaorel (ATD).
Docdorpancdepasbl, HCHOJIb3YOINME B KadecTBe JI0HOPa (hocdaTHON I'PYIIIBI MOJIEKYTY
AT®, nmaspiBaforcss kKuHa3damu. K KrHa3aM OTHOCHTCS, HAIpUMED, DIAIEPOJIKHHA3A,
yCKopsmomas mepeHoc ocrarka gocdopHoit kucgaorsl o Mosekyabl AT® k mosekyie
[JITUIepUHA!

CH,OH CH,0H
CHOH + AT@ LHHEPOTKHEASA_ Cuoy o + Al
(!.‘HIOH CH;O—L!—OH
du
Iuuepus Pocdormuuepun

Amurompancepadvt yCKOPAIOT MEPEHOC AMHHOTPYIILL. AMunorpancdepasbl —
JIBYXKOMIIOHEHTHBIE (PEPMEHTBI, KO(PEPMEHTOM KOTOPBIX CJIYKUT MHUPUIOKcaIbdgochar
(dochopmmmposannbit Buramus Bg).

Taurosuamparcgepasv, YCKOPSIOT PeakIii MepPeHOCa TJIMKO3UIBHBIX OCTATKOB,
obecrieunBasi, TJIaBHBIM 00Pa30M, PEAKIIUU CUHTE3a M PACIala OJIUTO- U TOJTUCAXAPUIOB.
Eciu ramKo3WIBHBIA OCTATOK IEPEHOCHTCS Ha MOJIEKYIy (HochOopHOil KHUCIOTHI, TO
[POLECC Ha3bIBaeTCd Pocdhoporusom, a (HEepMEHTHI, 00ECHeUMBAIOIIIE STOT IIPOIECC,
Ha3BIBAIOTCs hochopunasamu.
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< | > |
KeEs

‘ CrpaHuya 97 nz 329 |

‘ Haszag |

‘ Ha Becb skpaH |

‘ 3akpbiTh |




ManeTozadochoprtaza

Auuampanchepadv, KaTaaTu3UPYIOT [POIECCHl  MEpPeHOca aluaoB  (paJnuKaioB
KapOOHOBBIX KHCJIOT) Ha CIUPTHI, AMHUHBI, AMUHOKHUCJIOTBI U JPyTUe COEMHEHWUSI.
WcrounnkoMm ammyioB sBasieTcss  amui-KoA, KOTOpBIi MOXKHO paccMaTpuBaTh B
KadecTBe Ko(akTopa B PeakIusX IepeHoca aluibHbIX rpyiil. [IpuMmepom peakiiun
TPAHCAIIMJIUPOBAHMUS MOXKET CJIYKUTh peakiusa cuaTe3a docdaTu ol KUCIOTHI, B ‘

‘ Hauano |

B CopepxaHue |
KOTOPOIi y4acTByeT PoCOIIUIEPUH 1 JIBe MOJIEKYJIbI armi-KoA:
L < [ > |
“pocar. I |
cpar: - « | » |
CH,OH ﬂ suguTpanc - TH;.O g CysHyy
epaza
' SK0A =—— CHO—=C—C, H, + 2KoASH
?HOH I + 2C;Hy—C ﬁl 15731 ‘ CrpaHuya 98 nz 329 |
"—‘Hz—G-II’—OH CH,0—P—OH
CH OH ‘ Haszag |
DocdhorTHIEPHH IManeMuTHI-KOA QocdaragHad KHCIOTA

‘ Ha Becb skpaH |

‘ 3akpbiTh |




3. I'mpponaszbl. 91t HepMEHTHl YCKOPSIOT PEAKIUU TUJIPOJIN3a OPTraHmIeCKUX
COEJIMHEHUIT; 003aTe/IbHBIM YYaCTHIKOM 9THX ITPOIECCOB SBJIgETCd BoJla. B 3aBucmMocTn
OT XapakTepa THIPOJU3YEMON CBA3W THUAPOJIA3bl TMOJPA3IENAAI0T Ha PAT MOIKJIACCOB:
ScTepasbl, TVIMKO3WJIA3bl, MENTHI-THAPoIa3bl u JAp. OTInduTenbHol 4epToil ruIposia3
SIBJIIETCS TO, UTO BCE OHHM — OJIHOKOMIIOHEHTHBIE (DEPMEHTHI.

Jdcmepadvl KaTaJIu3upYyIOT PEaKIuu IHIPOJIn3a CI0KHOIMDUPHBIX cBs3eit. [IpuBeaem
IIPUMepHDI:

o]
]

C:I-Ig::t—e’).."—C‘1 sHiy CH,0H
1] Jlnnaza

CI—IO—%—C“HH +2H,Q0 ———— CHO-(C—CH,, + 2C H, COOH
Il CH,0H

H,0-C-C H,,
TPHOATEMETHH B =IaTEMHTAR ITaneMHUTHHOBAR
[NHLCPHH KHCTIOTa

Jlumaza yckopsier THIPOSN3 BHEITHUX CI0KHOI(MDUPHBIX CBsI3eil B MOJIEKYJIE
rpuriuiepuga. OcobeHHO MHPOKO PACIPOCTPAHEHBI SCTEPas3bl, KaTaJIU3UPYIOIIIe
TUJIPOJIA3  CJIOXKHBIX 3(PUPOB  POChOPHOl KUCIOTHI U YIVIEBOJOB. ITH (PEPMEHTHI
Ha3bIBAIOTC hochamasamu:
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I'moxozo-6-docdat

L'auxo3uda3sl yCKOPSIOT PeAKIUU TUJAPOIN3a TJINKO3UIHBIX cBsazeil. [Ipumepom
DJINKO3WJIA3bI MOXKET CJIyZKUTh MaJibTasa (Q-TIII0KO3MIa3a).

H,0H H,OH
H Mametaza H QO H
H +HO — » H H
OH
H H H
MansToza I'mokoza

W3 rtimkoswmgas, JEHCTBYIOMMX Ha MOJUCAXapHUbl, Hambojee pacIpoCTPAHEHBI
AMUNA3DL.

Ilenmud-2udponaadvl. PepMeHTH STOTO TOJKIACCA KATAJTUIUPYIOT THUIPOJIU3
IENITHIHBIX CBA3eil B MOJIEKY/IaX MEeITUI0B U OEJIKOB, 9TO MOXKHO BBIPDA3UTh CJIELYIOIIei
CXEMOW:

| Hauano |

’ CopepxaHue |
< | > |
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o 0 0
| [l | [Nenmia-ruaponasa
HN-CH—C—|N-CH—C— [N—CH—C—OH + (n + DHO————
| | |
R H R H R
"

Monunentia
O

Il
—(n + zmlu—ﬁu*c—cu

R
AMHHOKHCIOTA

[TenTua-ruiposia3bl TUIPOIU3YIOT HE BCE MENTHIHbIE CBSI3U B MOJIEKYJIaX OEJIKOB U
MENITUJIOB, & TOJBKO OIpeIe/IeHHbIE.

AMmuda3dsl yCKOPSIOT THIPOIN3 aMUIOB JTUKaPOOHOBBIX aMUHOKHUC/IOT — acliaparnia
7 TJIyTaMWHA.

Q\\ Acmaparsmaza O
C—CH,—{llH-—COOH +HO —— = /C—CH!—?H—COOH +NH,

H, NH HO NH

1 1

Acmaparus AcnaparHHoBad KHCIIOTa

4. JInaspl. PepMeHTHI 9TOr0 KJjacca KaTaJIU3UPYIOT pa3HOOOpa3Hble peaKInn
paciajia U CHHTe3a. B 3aBHCUMOCTH OT TOTO, KaKas CBA3b PACIICILIAETCS Wi, HA00OPOT,
o0pasyeTcsi, BBLIESIOT YIJIEPOI-YIJIEPO, YIJIEPOJ-KUCIOPOJ, YIJIEPOI-a30T JINa3bl.
[IpuBegem mpuMepsI IPOIECCOB, KATATU3UPYEMbIX (hepMEHTaAMU yKa3aHHBIX I0/IKJIACCOB.

Yenepoo-yzaepod aua3v.. B 1pupoge MMpPOKO TpecTaB/IeHbl  (PEPMEHTHI,
YCKOPSIIOIIHE JIeKapOOKCUIMPOBAHIEe KeTO- U aMHUHOKHUCJIOT. JlekapOoKcmiasbl MJIn
KapOOKCH/IMAa3bl — JBYXKOMIIOHEHTHBIE (DEPMEHTDI, KO(EPMEHTOM KOTOPBIX SBJIAETCH

| Hauano |

’ CopepxaHue |
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docdopubiit 3bup BuTammna B; — B ciydae JekapOOKCHIMPOBAHUS KETOKUCIOT —
u BuTaMuHa Bg — B ciiydae J1eKapOOKCHIMPOBaHUS aMUHOKHUCIOT. CXeMbI ITPOIECCOB
IIpeJICTaBIEHbl HUXKE:

?OOH
IupyBaTaeKapGoOKCHIAa 20
cco —® H,c-c7 +cCo,
| “H
CH,
[Nupoersorpagaas Aueransmersy

KHCIOTAa

H,;C-CH—COOH AnannujiekapGOKCHIa3a
|

NH,

AnaHHH DTHIAMHH

Yenepood-xucaopod auaswvt (rugposnasbl). PepMEHTHI 9TOrO MOJKJIACCA YCKOPSIIOT
PEaKIUK T'UipaTalui 1 JIeruipaTalil OpraHuiecKnX COeJIMHEeHn ).

OTH peakIuu IOCTOSHHO WJyT IPU paclaje W CHHTe3e YTJIEBOJOB W KUPHBIX
KHCJIOT, TO3TOMY T'HJIPATa3bl UT'PAIOT OOJIBIIYIO POJIb B XKU3HEIEATETHHOCTH OPTAHI3MOB.
[Ipumepom MOXKeT CIyKUTH (byMapaTrujpara3a, MPUCOEIUMHAIONIAs MOJIEKYTY BOJIbI K
KPAaTHOI ¢BsA3U (pyMapoBOil KHCJIOTHI:

HOOC-CH=CH-COOH + H,0 —LPZTWBIS 416 0C-CH-CH,~COOH
|

OH
DymapoBai KHCIOTa Sb6nouHas KHCIOTA

Yenepod-azom aua3v, KaTaIu3uUpyOT PEAKIUHA PSIMOTO JIe3aMUHUPOBAHUST
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HEKOTOPbIX aMMHNHOKHUCJIOT. HpI/IMepOM MO2KET CJIy2KHUTb (bepMeHT aCllapTaT-aMMHUaK-
JIa3a.:

AcTapTaT-aMMHAK-THA3A

HOOC-CH—CH,COOH HOOC-CH=CH=-COOH+NH,
NH,
AcnaparvHoBad KHCIIOTa DyMapoBad KHCIOTA

5. N3omepassbl. V30mepasbl yCKOPAIOT IPOIECCHl ITPEBPAIEHU OJHUX M30MEDPOB
OpraHMYecKnX coeJInHeHuit B apyrue. lIpusesgem nBa npumepa:

COOH O Dochormanepar- COOH
| 1l dochomyTaza CHOH O
H—C—0-P-OH , | Il
[ | CH,—0—P—OH
CH,OH OH
OH
2-dbochormmeprnoean 3-dbocdorauneprnoEan
KHCIIOTA KHCIOTa

6. JIurassr (cuarerassr). DepMeHTH 9TOrO KJacca 06eCIeunBalOT CUHTE3 PA3JITIHBIX
OpPraHUYeCcKNX COeJIMHeHMil. XapaKTepHO! YepToil (DepMEHTOB 3TOr0 KJIacca ABJIAETCHA
UCIIOJIb30BaHUE COCJIUHEHU, CIIOCOOHBIX ITOCTABJISATH SHEPIUI0 JJIs OCYIIECTBJICHUA
omocuaTe3a. OMHUM ©W3 TaKAX COEJIUMHEHWI sIBJIAETCS  aJleHO3MHTpHpOochopHas
kuciora — AT®. B xkadectBe mpumepa JefcTBUsS JMra3bl MOXKHO IIPUBECTH
CUHTE3 IAaBEJE€BOYKCYCHON KHCJIOTHl U3 UPOBUHOIDAJIHON KHUCJOTHI IIyTEM ee
KapOOKCHTMPOBAHUS:

‘ Hauano |

‘ CopepxaHue |
< | > |
KeEs

CrpaHuya 103 u3 329|

‘ Haszag |

‘ Ha Becb skpaH |

‘ 3akpbiTh |




?OOH
C=0 + CO, + AT®

CH,

TTapopunorpanHas
KHCIIOTA

COOH

[IapveaTEapboKcHTIAza C=0
-
CH, +AI® +H,PO,
|
COOH
IMapeneeoyECYCHAT
KHCIIOTA

Cnenyer obparuTh BHHMaHue Ha TOT pakT, 9ro MojeKyiaa AT® me ydacrByer B
obpa3oBaHMH IIPOLYKTOB peakimu, a mpocto pacuagaercs 10 AJIP u H3POy; mpu srom
OCBODOKIA€TCSI SHEPIUsl, HEOOXOMMMAsT JIJIsT OCYIIeCTB/IEHNsT ONOCUHTE3a.
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5. BUTAMIUIHDBI

Bumamums, — rpyina HI3KOMOJIEKYJISIPHBIX OPraHUYeCKUX BEIECTB, 00JIaaioninx
pPa3IUYHBIM CTPOCHHEM U (PUSHKO-XUMUIECKAME CBOMCTBAMM, HEOOXOAUMBIX JIJIs
HOPMAJILHON YKU3HEIeSITeIbHOCTH OPTaHM3MA.

Bumamurv, — 9T0 He3aMeHIMbIe YKU3HEHHO BazKHbIE (DAKTOPHI MUTAHNS, HEOOXOTIMBbIe
B HEOOJIBINMX KOJIMYECTBAX 110 CPaBHEHUIO C yrjeBojaMu, Oejkamu u junugamu. OHu
[IPEJICTABISIOT CODOM OpraHuYecKue COEJNHEHHS Pa3IUIHON XUMHIECKON ITPUPOJIBI.
MHuorue BUTaAMHUHBI HCIOJb3YIOTCA JUId OHMOCHMHTE3a KO(pPEepPMEHTOB, TI'OPMOHOB W
CUTHAJIBHBIX BEIECTB.

Buramunb! 6611 oTKpBITHL B 1880 1. pycckum yuenbim H. V. JIyHunbiM, TepMuH BBEJI
nosibekuit yuenntit K. @yuk (0T j1at. vita — JKU3HD, «KU3HEHHBIE AMUHBLY ).

D yHKIMN BUTAMUHOB:

— KarajuTudeckas (OGOJIBIIMHCTBO BUTAMUHOB BXOJHUT B COCTAB AKTHBHOI TDYIIIBI
dbepmenTor (KodepmenTa), onpeesis crueruduIHOCTh UX JIeHCTBHS);

— perynsiTopHas (y4acTBysh B OHOXMMHYECKHX DEAKIUAX, BUTAMUHBI DETYTHPYIOT
MPOIIECCHI METab0IN3Ma, POCTA, PA3BUTHS U PA3MHOYKEHUS ).

Homenkiiarypa um kJjaccudpukanuss BUTAMHUHOB. llepBoHavYa/JbHO BUTaMHUHAM
(dakTopam murTanust) maBajau OyKBeHHBbIC Ha3BaHWs JaTHHCKOro asdasuta — A, B, C,
J, E u 7.a. 3arem crajm JaBaTh JIONOJHUTEIbHBIE, TAK HA3BIBAEMbIE OMOJIOTHIECKUE
Ha3BaHMsI 10 TeM OOJIe3HSAM, pa3BUTHE KOTOPBIX OHM mpeaymnpexgar. C ulydenHnem
XUMUYIECKOI'O COCTaBa M YCTAHOBJIEHNEM XUMUYIECKON CTPYKTYPHI MOABUIUCH XUMUIECKIE
Ha3BaHUs.

Kiaccudukarysi BATAMIHOB OCHOBBIBaeTCsl Ha ux pactsopumoctu (pucyrok 29). Ilo
PaCTBOPUMOCTH BUTAMUHBI TIOJIPA3/IE/ISIIOT HA 6000pacmeopumoie (rujipoduibHbIe, T.e.
pacTBOPUMbIE B BOJIE) W JHCUPOPAcmMeopumsvie (JunoGuibHbe, T.e. PACTBOPUMBIE B
JKUPOBBIX pacTBOpuTeisix) ( Tabiuia 4).
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‘ BHTAMHHEI

‘ HHPOPacTBOPHMEIE ‘ BO/IOPACTROPHMEIE |
| - 1 ,I 1 - 1 . I - T . T - 1
BUTAMUHEI
[ A 1 A [ B [ K l | C ‘ rpyvimns B ‘ H ‘ P

PucyHOK 29 — Ki1accHQHKANNA BHTAMHHOB

D yHKIIMOHAJIbHBbIE OCOOEHHOCTH BUTAMWHOB:

— OOJIBIIIMHCTBO HE CHUHTE3UPYIOTCS B OpraHu3Me dYeJIOBeKa, II03TOMY JIOJIZKHBI
IIOCTYILIATh C IUIIEH;

— HE CJIyKaT UCTOYHUKOM SHEPTHUU WJIN IJIACTUYECKUM MaTEepPHUAJIOM;

— mocrymasi ¢ HHIieii B MaJjbIX KOJUYeCTBax (HAIpPUMEpP, CyTOYHAasi MOTPEOHOCTH
utamuaa C — 0,07 r; B;— 0,002 r; D — 0,0025 Mr) oka3bIBaioT BJIUSHIE Ha OMOXUMUIECKUE
ITPOIIECCHI B OPraHU3ME.

— 1upu HecOAJIAHCMPOBAHHOM IOCTYIUIEHHM C THINEH (WM IJIOXOM YCBOEHWH)
BOBHUKAIOT CIEIUpUIECKIe HAPYIIeHnsT 0OMeHa, BeIIecTB U (PU3UOJIOITIeCKUX (DYHKIINI,
9TO MPUBOJNAT K CJIEILYIONIUM 3a00/IeBAaHNUSAM UJIN 1TaTOJIOITIECKUM M3MEHEHUSIM:

asumamuro3d — 3abojeBaHUe, BO3HUKAIOIIEE IPU OTCYTCTBUU TOTO WJIK HHOTO
BUTAMWHA B OpraHuM3Me deJOBeKa (HAIpuMep, IMHra BO3HUKAET IIPU OTCYTCTBUU
utamuaa C B opranusme);

2UuN0BUMAMUHO3 — TATOJOTMYECKHe W3MEHEeHHs B OpraHu3Me 4esIoBeKa,
BO3HUKAIOIINE TIPU HEJOCTATOYHOM KOJMYECTBE TOTO MJIM WHOTO BUTAMWHA;

cunepsumamMuHo3 — IIaTOJIOTMYECKHE MU3MCHEHHA B OpraHmu3Me YeJIOBCEKa,
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BOSHUKalOIEe IIpu 130BITOYHOM KOJIMYECTBE TOIO MJIM MHOIO BUTAMMHA.

[IpuyuHbl THIIO- ¥ ABUTAMUHO30B Y YEJOBEKA M KHUBOTHBIX OOBITHO ST Ha
9K30I€HHbIe U HSHJOreHHble. K IepBbBIM OTHOCHTCS HEJIOCTATOYHOE IOCTYILIEHUE
BUTAMWHOB WJIM TIOJTHOE OTCYTCTBHE WX B MHINE; CJIEJOBATE/HHO, HEIOCTATOYHOE W
HETIOJIHOIIEHHOE IIMTAaHWE dallle BCETro SBJISETCS TPUYMHON PAa3BUTHUS SKI0TE€HHBIX
ABUTAMUHO30B. ODHJIOT€HHBIMU  [PUYUHAMHU, KOTOPbIE, IO-BHIUMOMY, SIBJISIIOTCS
6oJiee CyIECTBEHHBIME, CJIy’KaT: a) MOBBIINIEHHAs TOTPEOHOCTH B BUTAMHUHAX IPH
HEKOTOPBIX (PU3MOJIOTTIECKUX U MATOJIOIMIYECKUX COCTOSTHUSIX (6epeMEHHOCTD, JIAKTallus,
TUPEOTOKCHKO3, KaXeKCHIeCKre 3ab0sieBanust U Jp.); 6) yCHJIEHHBIH pacia/i BUTAMUHOB
B KHUIIEYHUKE BCJIEJCTBHE DAa3BUTUsI B HeM MUKDPOQJIOpHI; B) HapyIIeHHe IpOoIecca
BCACbIBaHUsl BUTAMHUHOB B pPE3yJIbTaTe MOPAXKEHUsI CEKPETOPHON M MOTOPHOM (DyHKIIM
KHIIEYHNKa TIPU  3a00/€BAHUAX IHUIEBAPUTEIBHOIO TpPaKTa, KOIJa OTHOCHUTE/IbHA
HEJIOCTATOIHOCTh BUTAMUHOB PA3BUBACTCS JIAZKe IIPHU TTOJHOIEHHOM MUTAHU; T') O0JI€3HH
Ie9YeHN, MMOJXKEIYI0UHON »KeJle3bl, BBI3bIBAIOIINE 3aKYIIOPKY OOIIEro »KEeJIIHOr0 IPOTOKA
U COIIPOBOXKJIAIOIINECS] HAPYIIEHWEM BCACBIBAHUS KUPOB, IPOJYKTOB WX paclajia —
JKUPHBIX KHUCJIOT M COOTBETCTBEHHO KHUPOPACTBOPUMBIX BUTAMHWHOB; B 3THUX CJIydasx
TaKKe Pa3BUBAIOTCI BTOPUYHBIE, MJIN SH/IOTE€HHBIE, aBUTAMUHO3bI.

IIposumamurs, — TPEANIECTBEHHUKH BUTAMHHOB, T. €. BEIIECTBa, U3 KOTOPBIX
0Opa3yoTCsi BUTAMUHBI.

Bumamepwv. Jlnsa pazauaunii OJU3KUX 10 CTPYKTYPE COEJIMHEHU, MTPOSABJISIONINX
ob1mme 6UOJIOTMIecKe CBOMCTBA, HO IIOPOl HEOIMHAKOBYIO aKTUBHOCTH, BBEJIEH TEPMUH
«BUTAMepbl». B TOMOOHBIX cilydasiX YacTo JAai0T I'PYIIOBble HA3BAHUS — BUTAMUHBI
rpymunsl A, D, E u 7.1

Tabauia 4 — OcHOBHBIE XapaKTEPUCTUKN BUTAMUHOB
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5.1 BogopactBopuwmbie (ruapoduibHbIE) BUTAMUHBI

5.1.1 Bwuramun B;

Buramun B, (muamun; anmunespumioiti) ObLT IEPBBIM KPUCTAJUITIECKAM BUTAMIHOM,
BoiziesieHHbIM K. @ynkom B 1912 1. [lo3xke OBbLI OCYyIIECTBJIEH €ro XUMHUYECKUIi
cunre3. Hapsyy c amunorpymnmoii ButaMun Bi CONEp:XKHUT aTOMBI CEPBI, MOITOMY OH
ObLT HAa3BAH TUAMUHOM. B XMMHUYECKOW CTPYKTYpe €ro COJIepXKaTcd JBa KOJIbIA —
MUPUMUIMHOBOE U THA30JI0BOE, COCJMHEHHBIX METUJIEHOBOH CBA3bi0. O6e KOJIbIeBbIE
CUCTEMBI CHHTE3UPYIOTCA OTAEJHHO B BHUJe (HOoCchOPUINPOBAHHBIX (OPM, 3aTeM
O0bEIMHAIOTCS UePe3 IeTBEPTUIHBIN aTOM a30Ta.

Ho—N——C~CHa
Z 7 I
J{‘ | HO\ /Q-CH:—CHQOH
H3C N Ha ]

Beranms Ba

Twuamun xoporio pacTBopuM B Bojie. Bojmblie pacTBOpbI THaMUHa, B KUCJON cpejie
BBIJIEPKUBAIOT HArpEeBaHWe J0 BBICOKMX TeMIlepaTyp 0e3 CHUXKEHUsl OHOJIOrHYIecKOi
AKTUBHOCTU. B HeWTpaJbHON M OCODEHHO B IIEJOYHON cpene BUTaMuH Bi, HA000POT,
OBICTPO paspylnaeTcs Npu HarpeBanuu. [Ipu okucjaeHnn TuaMuHa 0Opa3yeTcs THOXPOM,
Jaoruii cuHoo durroopectienruio 1pu Y P-odayuennu. Ha sTom cBoiicTBe THamuHa
OCHOBaHO €r0 KOJMYIEeCTBEHHOE OIIpelesIeHIe.

B npesparennu Butamusa By B ero akrusnyto dopmy — ruamuanupodocdar (TTID),
HasbiBaeMblil Takyke tuamuujudocharom (TIPD), yuacrsyer crnenududeckuit ATO-
3aBUCHMBIH (hepMeHT TraMUHIIPOMOCHOKIHAZA, COAEPKAIIAACI TJIABHBIM 00pPa3oM B
revyeHn u TKaHu mosra. TTID umeer ciejyroriee cTpoeHue:
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Tuamuanmapodocdar (thamunmudocdar)

[Ipu orcyTcTBUM WK HEJIOCTATOYHOCTH THAMWHA PA3BUBAETCS TsKesoe 3abojieBaHme
«bepu-bepuy, MHUPOKO pacipocTpaHeHHoe B psjie crpaH Aswm u Wugokuras, e
OCHOBHBIM IIPOJIYKTOM MUTaHUS sBjsgercs puc. CrenmmduaecKumMu TpU3HAKAME 3TOTO
3abojieBaHUsl  SIBJISIIOTCS: 1) TIOJIMHEBPUT — JIEM€HEPATUBHOE W3MEHEHHEe HePBOB,
2) HapylleHue CepjevYHON JIeATEJIbHOCTH — CepJIle YBEJINYEHO, DPUTM yUAIAeTCsl,
HOSBJISIIOTCS HEKPOTHYECKUE YUYaCTKW, 3) HApYIIeHHe BOJHOIO oOMeHa — orTeku, 4)
HapyIlIeHne CEKPETOPHON U MOTOPHOW (DYHKIINIA KEJTYJTOTHO-KUIIEYHOTO TPaKTa —
MTOHUZKEHNE BBIJICJIEHUS YKEJTYJIOYHOTO U KUIIIEYHOTO COKOB.

Buosaozuueckas poaws. Buramun B; B dopme TIID gapiaserca cocraBHOI
YaCTbI0 MUHHUMYM 5 (DEPMEHTOB, yYACTBYIOIIMX B IIPOMEKYTOYHOM OOMEHE BEIeCTB.
TII® BxomuT B cOCTaB JBYX CJIOXKHBIX (DEPMEHTHBIX CHCTEM — MHUPyBaT- U Q-
KETOTJTy TapaTAETHIPOreHA3HbIX  KOMILIEKCOB,  KATAJU3UPYIOIMIUX  OKHUCJIHTETHLHOE
JIEKapOOKCUIMPOBAHNE ITUPOBUHOIPAJIHON 1 (-KeTOIJIyTapoBOil Kucjaor. B cocrase
Tpanckerosiazbl  TIID yyacTByer B IepeHOCE TVIMKOAJbJIETHIHONO —pajuKajga OT
KeTocaxapoB Ha aJibjocaxapa. T1I® apigerca KodpepMeHTOM MUPYBATICKaPOOKCUIA3HI
KJIETOK  JPOXK:Keil  (mpu  aIkoroJbHOW  bepMeHTalun) ¥ JerHJIpOreHasbl Y-
OKCHUKETOTJTy TAPOBOI KUCJIOTHI.

Pacnpocmparenue 8 npupode u cymounas nompebrocms. Buramun B,
IIIPOKO pacipocTpaned B rpupoje. OCHOBHOE KOJUYECTBO €0 UEJIOBEK IMOJIydaeT C
pacturenbHoil muiieit. Muooro Butammua Bp comep:kuTca B ApOKKaX, MIMTEHUYHOM
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xjebe U3 MyKu rpy0boro momosia, 000J09IKe U 3apOoJbliiaX CeMAH XJIeOHBIX 3JIaKOB, COe,
dacosn, ropoxe, MeHbIIe — B KapTodese, MOPKOBHU, KamycTe. /3 MpolyKToB »KUBOTHOI'O
IIPOUCXOXK IeHNsT HamboJiee OoraTbl BUTaMUHOM Bp medenb, mouku, mo3r. Hekoropsbie
OaKTepuu, HACE/IAIONUEe KUIICYHUK >KUBOTHBIX, CIIOCOOHBI CUHTE3UPOBATH JIOCTATOYHOE
KOJTMYECTBO THAMHUHA. B cpejiHeM MOXKHO CYNTaTh, UTO B3POC/BINA YeJOBEKa JOJIXKEH
IOJIydaTh €KeJIHEBHO 2—3 MI' THAMUHA.

5.1.2 Bwuramun B,

Buramun B, (pubogpaasur) Briepsbie ObLI BbIJIEIEH U3 MOJIOKA U Psijia JIPYTUX [HIIEBBIX
IPOAYKTOB. XUMUYIECKNN cuHTe3 BuTamuna Bo Obl1 ocymiectien B 1935 r. P. Kynowm.
PacTBopb! BuTaMuua By nMeoT opaHKeBO->KeITYI0 OKPACKY U XapaKTEePU3YIOTCSA YKEJITO-
3eJIeHol (hJIFoopecIieHIeld.

B ocnoBe Mosekynabl puboduiaBuHa  JIEKUT TeTEPONUKJINIECKOe
M30aJUIOKCA3UH (coueTaHne OEH30JIbHOIO, MUPA3UHOBOIO U IMUPUMUIMHOBOIO KOJIEIL), K
KOTOPOMY B IOJIOKEHUN 9 MPUCOEIMHEH ITATUATOMHBIN CIIUPT PUOUTOIL.

COeIUHEHNE

H OH OH
Hz—CH—CH—CH—CH,OH

HyO N4

. ANH

Pubodnagun

PubodraBun xopoino pacTBOpUM B BOJIE, YCTONYUB B KHUCJIBIX PACTBOPAX, HO JIETKO
paspylnaercs B HEHTPAJbHBIX U IIEJOYHBIX pacTBopax. OH BecbMa YyBCTBUTE/ICH
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K BuguMomy u YOP-u3aydeHUI0 U CPABHUTEJIBHO JIETKO IIOABEPraeTcsa OOpaTUMOMY
BOCCTAHOBJIEHUIO, IPUCOEIUHsIsI BOJOPOJ II0 MECTY JBOMHBIX CBsA3€l W IIPEBpaIlasich
B OecrBeTHyto Jeiikoopmy. D10 cBoiicTBO pubodaBUHA JIETKO OKHUCASITHCA U
BOCCTAHABJINBATLCS JIEZKUT B OCHOBE €ro OHOJOTMIECKOrO JIEHCTBUS B KJIETOTHOM
MeTaboInu3Me.

Bs-aBuTaMnHO3 y UesoBeKa BBIPAXKAETCs B OCTAHOBKE POCTA, BBIMAJIEHUU BOJIOC
(astorernus), MOpaXKEHUH CJAU3UCTBIX 000JI0ueK (0COOEHHO B YrojKax pra), ObICTPOIt
YTOMJIIEMOCTH 3PEHUsI, MOHMKEHUU PabOTOCIOCOOHOCTH, HAPYIIEHUH HOPMAJILHOTO
CHUHTE3a TeMOIJIOOMHA; MATOJIOTMYECKNe M3MEHEHUsI BO3ZHUKAIOT W B HEPBHON cucTeMe.
[Ipu aBuTtamunoze By y Jojieii pa3BuBaioTcs 00Ias MBIMIEYHAS CJIA0OCTh U CJIADOCTh
CEPAEYHON MBIIIIIIHI.

Buosaozuueckan poan. Pubodirasun BXxoauT B cocTaB (pJIABUHOBBIX KOPEPMEHTOB,
B uacrHoctu OMH wu ®DAJl, apBagommxcs B CBOIO O4Yepelb MPOCTETHYECKUMU
rpymmnamMu pepMeHTOB psijia JPYTUX CJIOXKHBIX 0eJIKOB — (yiaBonpoTenHoB. Pazandaior
2 THlla XUMHUYECKHX peakIinii, KaTaJau3upyeMmbix >Tumu depmertamu. K mepBomy
OTHOCATCA peaKIi, B KOTOPBLIX (bepl\leHT OCyHIEeCTBJIACT IIPAMOE€ OKHCJ/IEHUE C YIaCTUeM
KHCJIOPOJIa, T.e. JeruIpupoBaHue (OTINENJIeHIe SJIeKTPOHOB U IPOTOHOB) HCXOJHOTO
cybcTpata WM MpoMexKyTodHoro merabosmnra. K dbepMmenTaMm 3Toi TPYIIIbI OTHOCIATCS
oKCcrIa3bl L- m D-aMUHOKHCIIOT, TVIMIIMHOKCH,1a3a, a/lbJIernI0KCH1a3a, KCAHTHHOKCUIA3a
u jap. Bropas rpyiina peaxiuii, KaTaJu3upyeMbiX (DJIaBOIPOTENHAMU, XapaKTePU3yeTcs
[IEPEHOCOM 3JIEKTPOHOB U IIPOTOHOB HE OT MCXOJHOIO cyOCTpaTa, a OT BOCCTAHOBIECHHBIX
MAPUINHOBLIX KOodepMmeHTOB. DepMeHTBhI 3TOW TpPyHIbl UrPAOT TIJIABHYIO POJIb B
OMOIOTTIeCKOM OKWCJIEHUN.

Pacnpocmparenue 8 mnpupode u cymouHas nompebrocms. Pubodiapun
JIOCTATOYHO IMUPOKO pacipocTpaneH B mpupoge. OH COJEPNKUTCA MOYTH BO BCEX
JKUBOTHBIX TKAHSIX M PACTEHUSIX; CPABHUTEIBHO BHICOKUE KOHIICHTPAIIUU €r0 OOHADY KEHbI
B JIpoKzKaxX. U3 mumrieBbix npogayKToB pubodiasuaoM Gorarhl x1eb (13 MyKu rpyboro
OMOJIa), CeMeHa 3JIaKOB, siiilla, MOJIOKO, MSICO, CBEXKHME OBOIIU ¥ JIP.; B MOJIOKE OH
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COJIEP2KUTCS B CBODOJTHOM COCTOSIHUU, a B MEYEHU U IOYKAX JKUBOTHBIX IIPOYHO CBI3aH
c berkamu B coctae PAJ u ®MH. U3 opranuzma 1esioBeka u KUBOTHBIX pudbOdIaBuH
BBIJIE/ISIETCST ¢ MO0 B cBOOOHOM BHuje. CyTOUuHAs MOTPEOHOCTH B3POCIOrO F€/I0BEKA B
pubodiaBune coctapysger 1,8-2.6 mr.

5.1.3 Bwuramuua Bj

Buramun Bj(nanmomenosas xucaoma) 611 orkpeiT B 1933 1. P. YuibsiMcoMm u coasr.
B cocTaBe «Omocay — I'PYIIIBI BEIIECTB MPUPOIHOIO TPOUCXOXKIEHUS, CTUMYJIADYIOMINAX
poct apoxzkeit. OH OKazaJcs Ipe3BLIYAHO NTUPOKO PACIIPOCTPAHEHHBIM BO BCEX KUBBIX
06beKTax (MUKPOOPTaHU3MbI, DACTEHUsl, TKAHU JKUBOTHBIX), B CBA3M C YeM OBLIO
IPEJIOZKEHO Ha3BaHUe <«IIAHTOTEHOBasi KucjoTa» (0T rped. pantoten — moBciomy). B
1940 r. 6buta pacmudpoBaHa €ero CTPYKTYpPa, MOATBEPKIeHHAsT XUMUIECKIM CHHTE30M.

[TanToTeHOBast KHUC/IOTA SIBJIA€TCA KOMILJIEKCHBIM COeJMHEHUeM [-ajlannHa u 2,4-
JINOKCH-3,3- TUMETHIIMACIISTHON KICJIOTHI.

C O
[ I P
Ho—cuz—i—gn— ~NH=CH,~CH,~C
Hy H OH

IamroTeroeas KHCIOTA

[TanToTeHoBasi KUCJIOTA IPEJCTABISIET CODOM BA3KYIO CBETJIO-XKEJITYIO KUJIKOCTb,
XOPOIIIO PaCTBOPUMYIO B BOJIE; OHA MAaJIOyCTOMYMBA M JIEIKO THJIPOJIU3YETCdA II0 MECTY
HENTUIHON CBA3H II0J JeMCTBUEM CJIAOBIX KHUCJIOT U IIeJI0Yei.

I[Ipn HemoCTATOYHOCTM WM OTCYTCTBUU IMAHTOTEHOBOM KHCJIOTHI Y HYeJIOBEKa
U KHBOTHBIX  PA3BUBAIOTCA  JIEPMATUTBI, IIOpPaXKeHUsI  CJAU3UCTBHIX  0DO0JIOYEK,
nucTpoduaecKme JKejae3  BHYTPEHHEH  CeKperuu (B

N3MEHCHU A JaCTHOCTH,
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HAJIIIOYE€YHUKOB) ¥ HEPBHOW CHCTeMbl (HEBPUTHI, MAPAIUYN), W3MEHEHUsI B CEPJIIE
U IIOYKaX, JEeNUIMEHTallusd BOJIOC, IIEPCTH, IIpeKpallleHue pPOCTa, IOTeps alllleTUTa,
HUCTOIIIeHUE, aJIOeInsl.

Buonozuueckas poan. IlanroreHoBasi KUCI0Ta BXOIUT B COCTaB KodepmeHTa A,

mwm kosusuma A (KoA).
NHy
<A
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OCTATOK THONAMHHA  OCTATOK MAHTOTEHOEOH KHCIOTEL ocrarok 3'-pochoanenozun-
3'-mudocdara

Kosmzam A

Haspanme «kosusum A» (kodepMeHT anuaupoBaHWsi) CBA3aHO C TEM, 9TO
9TO COeMHEHNE YyYacTBYeT B (DEPMEHTATHUBHBIX DPEAKINAX, KaTaJu3UPYIOMNX Kak
AKTUBUPOBaHMe, TaK U IepeHoc arnermwibHoro pagukaita CH3zCO—; mo3xke okazayiocs,
qro KoA akTuBHpyer W HEpeHOCHT TakzKe JPyrue KHUCJIOTHBIE OCTATKHU (amuibl). B
pesysnbraTe obpasoBaHus amumi-KoA mpomcxoanT akTuBaliusi KapOOHOBOW KHCJIOTHI,
KOTOpasi IOJHUMaeTcd Ha 0o0jiee BBICOKUII SHEPreTUYECKUil YPOBEHb, CO3JAIONINIA
BBITOJIHBIE TEPMOJIMHAMWYECKHE TIPENOChIIKN [IJIsT €€ WCIOJIb30BaHUsA B DPEaKITUAX,
MIPOTEKAIOIINX C IOTPEOIEHIEM SHEPIHH.

Kosusum A mnpuHHMaeT HENOCPEJICTBEHHOE yYacTHe B OKHUC/ICHUH U OMOCHHTE3e
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BBICIIIUX KUPHBIX KHUCJIOT, OKUCIUTEJHHOM JIEKAPOOKCHIMPOBAHUU — (-KETOKHUCJIOT
(mmpyBara, «a-KeToryiyTapara), OMOCHHTE3¢ HEHTPaJbHBIX KHUPOB, (HoChOInImIoB,
CTEPOUJIHBIX TOPMOHOB, I'eMa, TeMOTrJIOONHA, AlleTUIXOJIUHA U JIP.

Pacnpocmparenue 6 mpupode u cymounas nompebrocmsn. llantorenosas
KHCJIOTa TIMPOKO pacrnpocTpaHena B npupoje. OCHOBHBIMU MUIIEBBIMA HCTOYHUKAMMU
ee JIJIsl 4eJIOBEeKA HABJISIOTCHA IeYeHb YKUBOTHBIX, SUYHBINA KEJITOK, JPOKXKHU U 3eJIeHbIe
yactu pactenuii. [lanTorenoBast KucjaoTa CHHTE3UPYETCsS, KPOME TOrO, MUKPOMJIOPOit
kumedanka. CyTodHas moTpeOHOCTh B TAHTOTEHOBOI KHUCJIOTE JIJIsT B3POCJIOTO YeJI0BEKa

cocrasigger 10—12 mr.

5.1.4 Bwuramun Bs;

Buramun B; (nukomunosas xucaoma, wuxomunamud; anmunesnrazpuveckud). B
npupojie ButaMuH By BcTpedaercs B JIByX ¢opMax — B BHJE HUKOTHHOBOW KUCJIOTBI
U HUKOTHHaMUja. Buramun Bj udacto Haseisaior Butamuuom PP (or wran. preventive
pellagra — mupegOTBpAIAONNI  Te/Iarpy), IOCKOJBKY €ro OTCYTCTBHE —SIBJISIETCS
NPpUIUHON 3a00/1€BaHUsI, HA3BIBAEMOTO NeAAG2POT.

HukornaoBasi KucjaoTa IpejacTaBidgeT cobOil coeJnHeHne IHUPUINHOBOIO PAja,
cojlepzkaliee KapOOKCHUIIbHYIO TPYMNIy (HUKOTHHAMIJ OTJIMYAETCS HAJMYHEM AMUJIHOM

IPYIIIbBI).

N N

Huxorusoras xucmora HuxorHaanmuz

Buramur PP wmasopacrBopum B Bosie (mpumepro 1%), HO Xopormo pacTBopuM B
BOJIHBIX pacTBopax Imesoveil. HukoTunoBast KucjaoTa KPUCTAIIUIYETCA B BHUJE OETbIX
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HIJI.

Haunbosee xapakTepHbIMU TIpH3HaKamu aBuTamMuuo3a PP, T.e. memmarper (or mrai.
pelle Clityplaceagra — imepinaBas KOXKa), SIBJIAIOTCS MOPaXKEHUsT KOXKU (JIEPMATUTHI),
[UIIEBAPUTEIBHOTO TPaKTa (/apesi) U HApYIIeHUs HEPBHOI JIeATeTbHOCTH (IeMEHITHS ).
Jlepmamumo, 4alne BCEro CHUMMETPHYHLI U MOPAXKAIOT Te YYaCTKU KOXKM, KOTOPBIE
HOJ/IBEPYKEHBI BJUSHUIO MPSAMBIX COJTHEYHBIX JIyUeil: ThLILHYIO TIOBEPXHOCTH KUCTEH PYK,
1I€I0, JIMIO; KOXKa CTAHOBUTCS KPACHOM, 3aTeM KOPUIHEBOH u ImepmaBoii. ITopastcenus
KUWeYHUKA BHIPAXKAIOTCA B PA3BUTUH aHOPEKCHU, TOINHOTE, OOJIAX B 00JaCTH KUBOTA,
nonocax. Jluapes upuBoguT K 006e3BOKuBaHUIO opranmsma. Cimsucras 000109Ka
TOJICTON KHUIIKK CHavaja BOCIIAJIAETCHA, 3aTeM u3baspiasercd. CrenuduaabiMu i
HeJlIarpbl  ABJIAIOTCA CTOMATUTBI, TUHTUBUTBI, HMOParKEHUs sA3bIKA CO B3JLyTHEM U
rTpenmHaMu. [lopazkennst MO3ra IPOSIBIAIOTCS TOJOBHBIMU OOJISIME, MOJIOBOKPYKEHHUEM,
HOBBIIIEHHON  Pa3/pakKuMOCTbIO, JIelpeccreil U JIDyrUMHU  CUMIITOMAMH, BKJIIOYas
[ICUXO3bI, IICUXOHEBPO3bI, rajunonuHanuu u jap. CHUMITOMBI Ie/LIarpbl 0COOEHHO PE3KO
BBIPAXKEHbI y OOJIbHBIX € HEJOCTATOYHBIM OEJIKOBBIM IUTAHHEM. YCTAHOBJIEHO, 9TO
9TO OODBIACHIETCA HEJOCTATKOM TPUNTOMGAaHA, KOTOPbIH ABJISETCH MPEIIECTBEHHUKOM
HUKOTUHAMM/IA, YACTUIHO CHHTE3UPYEMOI'O B TKAHAX YEIOBEKA M KUBOTHBIX, & TAKZKe
HEJIOCTATKOM DsIJIa JIPYTUX BUTAMUHOB (IUPUIOKCUHA).

Buoaozuueckas poaws. Burammn PP Bxogur B cocrap HAJJIT wm HAJIDT,
SABJISIOMUXCA KOPEePMEHTaMU GOJILIIOr0 YUCIa 00PaTUMO JefCTBYIOMINX B OKUCIATEILHO-
BOCCTaAHOBUTEJIbHBIX PEaKIUAX JErnIAporeHas.

B npomecce OGuosorunueckoro oxumcienus HAJIT n HAJI®T pomosnnsior posb
IIPOMEXKYTOYHBIX II€PEHOCYUKOB 3JIEKTPOHOB U IIPOTOHOB MEXKJIy OKHCJISAEMbIM
cyberparom u giapuaoseiMu bepmentamu. HALT u HAJI®T asnaiorces kodpepMenTamm
MHOTI'UX OKCHJIOPE/IYKTa3HbIX CHCTEM U NPUHUMAIOT ydacTue npuMepHo B 200 peakmmsx
PA3JIMYHBIX OMOXMMHUYECKUX IIPOIECCOB, TAKUX KaK IUKJ TPUKAPOOHOBLIX KHCJIOT,
[JIMKOJIU3, TeHT030(hochaTHBINi MIyTh METa0OJU3Ma YIJIEBOJIOB, MeTabOJIM3M JIMITHJIOB,
JIBIXaTETLHON e TPAHCIIOPTa JIEKTPOHOB, (DOTOCHMHTE3, BOCCTAHOBICHUE HUTPATOB JI0
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HUTPUTOB U T.I.

Pacnpocmpanernue 6 mpupode u cymouHas nompebrocms. HukormHOBas
KHCJI0Ta TaKzKe OTHOCUTCA K BUTaMUHaM, HIIUPOKO PaCIIPOCTPaHE€HHBIM B PaCTUTEJILHBIX 1
2KMBOTHBIX OpraHU3MaX. ,ﬂ;ﬂﬂ YeJI0BEeKa OCHOBHBIMU NCTOYHUKAMU HUKOTHUHOBOW KHUCJJIOTHI
1 ee aMIJIa SIBJISIIOTCS PUC, XJ1e0, KapTodesb, MACO, Ie9eHb U IMTOYKN KUBOTHBIX, MOPKOBb
u japyrue npogaykrel. CyTounas MOTPEOHOCTD Jjis B3POCJIOrO YeJIOBeKa COCTaBJIsgeT 15—
25 MI.

5.1.5 Bwuramuna Bg

Buramun Bg (nupudokcun, anmudepmamumnosii) paccMaTpuBaiOT KaK COYETAHUE
Tpex MHINBUIYAJbHBIX BEIIECTB, 00JIaJaloMNX OJMHAKOBOW BUTAMUHHON aKTHBHOCTHIO:
NUPUJIOKCUH ([TUPUIOKCO), TUPHUIOKCATb U THPHIOKCAMUH:

CH,0H CHg—NH3
HO
Z* 5—CH,0H CH,0OH
.?_\‘I cl
HaC HyC
IMTupuaokcun TTapupokcans Iapugokcamuia

Buramun Bg xopomo pactBopuMm B Boje W 3TaHoje. BojHble pPacTBOPHI BeChbMa
YCTOMYUBBI 110 OTHOIIEHWIO K KHCJIOTaM M IIeJ09aM, OJIHAKO OHU YYBCTBUTEJHHBI K
BJINSHUIO CBeTa B HelTpasbHO# 30He pH cpebr.

OtcyrcrBre B mmuIine BUTaMUHA Bg COMPOBOXKIaeTCS PE3KUM HapyIIeHueM OoOMeHa
6esikoB. OCHOBHBIM CUMIITOMOM Bg-aBuTaMuHo3a siBjisieTcst HApYyIeHne KPOBETBOPEHUS 1
pa3BUTHUE PA3IUIHOTO POJIA JEPMATUTOB, KOTOPBIE HE TMOJJIAIOTCS JICHEHIUIO HIKOTHHOBOM
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KHCJIOTOM. Bg-aBUTaMUHO3 CONPOBOXKIAETCA HaPYIIIEeHHEM OOMeHa JIMITUI0B, YTO BEIeT K
Pa3BUTUIO ATEPOCKJIEPO3a.

Buosaozuueckan poas. buosiornieckas ak THBHOCTh BUTAMUHOB I'PYIIIEI Bg cBsA3aHa
¢ UX IIpeBpallleHueM B OpraHum3Me B KodepMeHTHbIe (hOpMbI — HupHI0KcaIbdocdar u
nmupugokcamuadocdar.

H-C=0 CH,-NH,
Hofj/ CH,-0-PO3H, HO:EI\J/ CH,-0-PO3H,
H,c~ N HsC N
ITapunokcanedocdar [Tupunoxcamundocdar

[Mupunokcanbdocdar sBiasgercs KoHEPMEHTOM B PEaKIUIX JIEKApPOOKCUIUPOBAHUS
pdjla  aMUHOKHCJIOT, & TaKxKe peaklugax IepeaMUHUPOBAHUS aMHHOKHUCJIOT —C
KETOKHUCJIOTAMU.

Pacnpocmparenue 6 npupode u cymounas nompebrHocms. OCHOBHBIMU
UCTOYHUKaMU BuUTamMuHa Bg 771g wesoBeka ciyxkar xjed, ropox, ¢acosb, KapTroderb,
M$CO, TOYKH U I€Y€Hb KUBOTHbIX U jp. CyTounas MOTPEeOHOCTb B MHPUIOKCHHE
JIJIT 9eJIOBeKa TOYHO HE YCTAHOBJIEHA, ITOCKOJILKY OH CHHTE3UPYeTCsd MHUKPOMJIOPOit
KHIIIEYHNKA B KOJUYECTBAX, YACTUYHO TOKPBIBAIONINX MOTPEOHOCTH B HEM OPraHU3MA.
Bspociprit yenoBek JI0KeH HOJIyIaTh B CYyTKU 2-3 MI' BUTaMuHa Bg.

5.1.6 Bwuramun B,

Buramun B, (foauesas (nmepouseaymamunosas) KucAoma; aGHMUGHEMUYECKUT
daxmop). DosmeBasi KUCIOTa — OCHOBHOW TIPEJCTABUTENIb OOIIMPHON  I'PYIIIBI
POJICTBEHHBIX COEIUHEHU, 00bEIUHIEMbIX 0/ OOIINUM HA3BAHUEM (HOAGUUN.
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DosmeBast KHCJIOTa COCTOUT U3 TPEX CTPYKTYPHBIX €IHHUI: OCTATKa 2-aMHHO-4-OKCH-
6-mermnnrepuaumna (1), mapaamuno6emnsoiinoit (II) u L-rryramunosoit (III) kucmor n
HMeEET CJIE/IYIONIYIO CTPYKTYPY:

=== =

OH 9 11 ]
ETI;'EFCHz%ﬂH_Q_ CO{NH-CH-CH;-CH,—-COOH
1 F ! 1 |
HoN” SN R
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I
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[ ! J, n
W W

Donuepas (ITEpOHATIVTAMHHOEAT) KHCIOTA

QojmeBasi KUCJIOTa ONPAHUYEHHO PACTBOPUMA B BOJIE, HO XOPOINO PACTBOPUMA B
pa30aBIeHHBIX PACTBOpaX CHUPTA; MMeeT XapaKTepHBbIe CIEKTPHI MOroneHns B Y D-
obJtacTu CIeKkTpa.

MuKkpoopraHu3Mbl U 2KHBOTHbBIE 1YBCTBUTE/ILHBI K HEJIOCTATKY BUTaMUHA B, KOTOpBI
COIIPOBO2KTa€TCA I'.Hy6OKI/IMI/I HapyIIEeHnAMN 6I/IOCI/IHTe3a HYKJIEMHOBBIX KHCJIOT 1 6eﬂKOB.
[Ipn aBurammuO3e B y KUBOTHBIX W dYe€JIOBEKA DA3BUBACTCS aHEMHUA B PE3YJIbTaTe
HapPYIIEHUs SPUTPOII0I3a, TPOMOOIIUTOI03a U OCOOEHHO JIEHKOII093a.

Buosaozuueckan poas. QPomeBasg KUCIOTA BXOJUT B COCTaB KO(PEPMEHTOB,
yYIaCTBYIOIINX B CHHTE3€ METHOHWHA, ypallijia, THUMHHA, [IyPUHOB, IPeOOpPa30BAHUI
[JIUIMHA, cuHTe3e cepuHa. [lepeuncientbie BelecTBa UIPAIOT UCKIIOUUTEIHHO BAXKHYIO,
KJIIOUEBYIO, POJIb B OMocuHTe3€e OEJTKOB U HYKJIEMHOBBIX KHUCJIOT.

Pacnpocmparnenue 6 mnpupode u cymouHnas mnompebrHocms. BemecTsa,
00J18/1aI0NTe aKTUBHOCTHIO (POJTMEBOI KHUCJIOTHI, IIMPOKO PACIPOCTPAHEHBI B IPHUPOJIE.
BorarpivMu ucrtouHMKaMU WX SBJSIOTCS 3€JI€HBbIE JIUCTbs PACTEHUN U JIPOXKIKU. DTU
BEIIIECTBa COAEP2KaATCA TaKzKe B II€YCHHU, ITOYKaAX, MACE 2KUBOTHBIX U JPYIUX IIPOAYKTaX.
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Muorne MUKpPOOpPraHu3Mbl KUIIETHUKA YKUBOTHBIX U Y€JIOBEKA CUHTE3UPYIOT (HhOJIUEBYIO
KHCJIOTY B KOJITYECTBAX, JJOCTATOYHBIX JIJIS Y/IOBJIETBOPEHUSA MTOTPEOHOCTEl Oprann3Ma B
sroMm BuTamuHe. CyTodHast MOTPEOHOCTD B (POTMEBO KUCIOTE JJIs I€TOBEKa COCTABJISIET

0,05-0,4 wmr.

5.1.7 Bwuramun B,

Buramun Biy (kobasamun; anwmuanemuveckud eumamun) TPEJCTABICH B BHJE
[PYIIBl POJICTBEHHBIX COEJMHEHU — KOOAMUIHBIX (MM KOOAJIAMIUHOBBIX) BHTAMUHOB
n KO(EpMEHTOB. DTO caMOe CJIOXKHOE IO CTPOEHWIO COeJIMHEHHNe CpPEeJId BUTAMHHOB
u kodepmenToB. B 1955 r. JI. Xomxkkun pacrmmdpoBaia ero crpykrypy. B ocHose
CTPYKTYPBI JIEKUT IMKJIMIECKas KOPPUHOBas cucreMa (MOXoxka Ha IOP(MUPHHBI) €O
cBsi3aHHBIM aToMoM Co.

HZCONHy
HeNOCHLC
NH
HoC HyCHyCONHg
HaG

HaNOCHLC CHg

Ha

OCH CH,C

NH
GHa2 @GHa
GH—CH
H—CHa o n CHy
(>=/
o Y

HOHLC

Buramusr B2 (kobazaMuH)
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Y uemoBeKa U KUBOTHBIX HEJIOCTATOK BUTaMUHa Biy NPUBOAUT K Pa3BUTHIO
3JIOKAYECTBEHHOI MaKpOIUTapHO, MerajgobacTudeckoit anemuu. [lomumo m3mMeHeHMI
KPOBETBOPHOI (YHKIMHU, JJId aBUTaMUHO3a By crerududabl TakKe HapyIIeHNUs
JIeATEIbHOCTH HEPBHOI CHCTEMBI U PE3KOE CHUKEHUE KUCJIOTHOCTHU KEJIYI0THOIO COKA.

Buonozuueckas poaws. BroisgsieHbl (hepMeHTHbIE CHUCTEMBI, B COCTaBe KOTOPBIX
B KadecTBe IPOCTETHIECKONW T'PYIIbl yIacTBYIOT He CBOOOIHBIN BUTAMHUH Bis, a Tak
HazbiBaeMble Bis-KodepmenTsl, min kobamuable KodepMmenTsl. [locaennne ormyaiorcs
TeM, YTO COJIep:KaT 2 THUIlA JIMTAHJAOB: METWJIbHYIO TPYIIY U H’-1e30KCUAICHO3MH.
CoorBercrBenno paznndaor mMetuiakobanamun CHs-Bis 1 ge3okcuaieHo3uikobaaMmH.

XuMH4IecKrue peakiiny, B KOTOPbIX BUTaMUH Biy MpuHUMaeT ydacTue Kak KohepMeHT,
YCJIOBHO JIeJsIT Ha 2 TPYHIIbI B COOTBETCTBUM C €ro XuUMHYEecKoil mpupomoit. K
[IEPBOIi IPYIIIIe OTHOCATCS PEaKINN TPAHCMETUIMPOBAHNSA, B KOTOPBIX METHIKOOAJIaMUH
BBIIIOJTHSIET POJIb IIPOMEKYTOTHOIO MTEPEHOCUNKA METUJIBHON I'PYIIIb (PeaKIuu CHHTe3a
MeTHOHUHA U arerara). PepMeHT, KaTaJIu3upYONHil 9Ty PEAKIINIO, ObLT OTKPHIT B IEYEHH
JeJIOBEKA U Psjia *KUBOTHBIX, & TaKKe Y MUKPOOPTaHU3MOB.

Bropas rpymnma peakimii npu  ydacTuu  Bis-KoEpMEHTOB 3aK/IIOYAETCH  BO
BHYTPUMOJIEKY/IIPHOM  II€PEHOCE  BOJOPOJA U PA3JUIHBIX ~ XUMUYECKUX  TPYIIII
(PUIPOKCUIIBHBIE, AMUHHBIE, KAPOOHUITHOIDUPHBIE U JIP.) B PEAKIUAX U30MEPU3AIIH.
MexaHu3M 9THX peakIiinii COOTBETCTBYET CXEMe:

UV
| 1" |

H X X H

Pacnpocmpanernue 8 npupode u cymoumas nompebrHocms. Buramun Big
SIBJISIETCS €IMHCTBEHHBIM BUTAMUHOM, CUHTE3 KOTOPOT'O OCYIIECTBIISAETCA UCKJTIOUNTETHHO
MHUKPOOPraHU3MaM#; HHU PACTEHUsd, HU TKAHU IKUBOTHBIX 3TOW CIIOCOOHOCTHIO He
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najiesienbl. OCHOBHbBIE ICTOYHUKY BUTAMUHA Big 71 UeI0BeKa — MSICO, NOBSIXKbsI [I€U€Hb,
IIOYKU, PbI0a, MOJIOKO, siilia. [JlaBHBIM MecTOM HAKOILIeHUs BUTaMuHa Bis B opranusme
JeJIOBeKa SIBJIETCS IeYeHb, B KOTOPOW COMEPKUTCI JI0 HECKOJIBKHX MUJIUIPAMMOB
putamuna. CyToduHasi moTpeOHOCTh B BUTaAMUHE Bis /1J1s1 B3POCIOro Ye/I0BEKa COCTAB/ISICT
okoso 3 MKr (0,003 mr).

5.1.8 Bwuramun C

Buramun C (ackopbunosas Kucioma; GHMUUUHOMHOG UL  GHMUCKOD-0YMHbLT
axmop)  moMyIMS  Ha3BaHWE ~ AHTHCKOPOYTHONO,  AHTHIMHIOTHONO  (akTopa,
[IPEJIOXPAHSIONIEr0 OT Pa3BUTHUsl IMHIH — OOJIE3HM, NPUHUMABIIEHl B CpEIHUE BeKa
XapakTep SIHIeMUN.

[To xmmwmaeckoit cTpyKType acKOpOWHOBash KHCIOTa IIPEJICTaB/IsieT CODOH JIAKTOH
KHCJIOTBI CO CTPYKTYpPOii, OJIM3KOi CTpyKType L-ToKo3bl. AcCKOpOMHOBas KHCIOTA
OTHOCUTCSI K CHJIbHBIM KHCJIOTaM; KHUCJIbIl XapakKTep ee OOYC/OBJIEH HAJMIHEeM JIBYX
00paTUMO JUCCOMUUPYIONINX €HOJBHBIX MIIPOKCUIOB ¥ 2-10 U 3-T'0 yIJIEPOIHBIX aTOMOB.

AckopOuHOBasi KHCJIOTa JIEPKO OTJaeT W HIpUHUMaeT IBa aToMma H, mepexoms
COOTBETCTBEHHO B JIETUIPOACKOPONHOBYIO KHCJIOTY, ¥ HA0OOPOT.

o I — 0=C
HO—(I: O:.-—tl:
1 —2H I o]
HO—C Q0 —= 0=C
| ] |
H—f +2H H—C
HO—C—H HD—(F-H
EH JOH CH,OH

L-ackopbHHOBadA KHCIIOTa  L-JerHApoacKOpOHHOBAA KHCIOTAa
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OTo BakHeHIee CBOMCTBO JIEXKUT B OCHOBE MEXAHU3MA ,HeﬁCTBHH aCKOp6I/IHOBOI'71
KHUCJIOTBI B OpraHuU3Me: OHa ABJIACTCA YIaCTHHUKOM OKHCJ/IINTEIbHO-BOCCTaAaHOBUTE/ILHBIX
CHUCTEM = O6eCHqu/IBaeT, cjieJ0BaTEJIbHO, HOPMaJIbHOE ITPOTEKaHWe >KM3HEHHO BazKHBIX
IIPOIECCOB B TKaHAX.

AckopbuHOBasi KHCIOTa XOPOINO PacTBOPHMa B BOJe, XyKe€ — B TaHOJIE W IMOYTH
HEPaACTBOPUMA B JPYTUX OPTraHUYECKNX PACTBOPUTEJISX.

[Ipn memoctarounoMm mocryiieHnn BuTaMuaa C ¢ THINel y deioBeKa Pa3sBUBAETCS
cueruduyeckoe 3abojieBaHue — yuMza. [Ipu IuHre B IMEpBYIO OYepesb IOpParKaeTcs
KPOBEHOCHAsSI CHUCTEMa: COCYIbl CTAHOBSTCS XPYIKUMHU U ITPOHUIAEMBIMHU, 9TO CJIYKUT
IPUIHHON MEJIKAX TOYEUHBIX KPOBOUBJIMIHHUI II0J KOXKY — TaK Ha3bIBAEMBIX IETEXMIi;
JacTO OTMEYAIOTCsl KPOBOMBJINAHMS M KPOBOTE€UEHHSI BO BHYTPEHHHX OpraHaxX W
CAMBUCTBIX 0booukax. Jlas [mMHrMm XapakTepHa TakyKe KPOBOTOYMBOCTH JIECEH;
JlereHepaTuBHbIE M3MEHEHUsI CO CTOPOHBI OJOHTOOJIACTOB M OCTEO0JIACTOB IPUBOIAT K
pPa3BUTHUIO Kapueca, PACHIaThIBAHWIO, Pa3/laMbIBAHUIO, a 3aTeM U BBINAJICHUI0 3y00B. Y
OOJIBHBIX IIMHION HAOJIIOMAI0TCA, KPOME TOro, OTeK HUKHUX KOHEYHOCTEel n OoIu Ipu
xXoab0e. Y [esloBeKa IpH HemocTaTodHOoCTH BuTaMmuHa C TakkKe OTMEYaroTCsl CHUYKEHHE
MaccChl Teja, 00IIas cj1aboCThb, OIBIIIKA, OOJIN B cepile, cepiiednenne.

Buonozuueckas poasv. Burtavun C, BeposiTHee BCEro, yIacTBYeT B OKUC/IATETHHO-
BOCCTAHOBUTEJILHBIX IIPOIECCaX, XOTd JO CHX II0p He BbIJEJEeHb (epMEeHTHBIE
CHUCTEMbBI, B COCTaB IPOCTETUYIECKUX TIPYIIl KOTOPBIX OH BxoauT. IIpemmosraraior, 4To
putaMua C ydacTByeT B PEAKIMUAX TUJIPOKCUIUPOBAHUS [POJMHA U JIN3UHA IIPU
CUHTE3€ KOJIJIar€Ha, CHHTe3¢ TOPMOHOB KOPBI HAJIIOYEYHUKOB (KOPTUKOCTEPOUIOB),
AMUHOKHUCJIOTHI TpUNTOMgaHa M, BO3MOMXKHO, B JPYIUX PEAKIUAX TI'UJIPOKCUIADOBAHUSI.
Nmerorest jokasaTebcTBa HEOOXOMUMOCTH ydacTud BuTamuHa C B OKHCIUTETHHOM
paciajie THPO3WHA U T'eMOrJIOONHA B TKAHSX.

Pacnpocmpanernue 6 npupode u cymounas nompebrHocms. Hawnbosee
BasKHBIMU MCTOYHUKaMHU BuUTamuHa C I 9esIoBeKa CJIY:KaT IPOIYKThI PACTUTEIHHOIO
npoucxoxkaenus (oo u Gpykrel). Muoro Butammua C B meprie, cajare, Kalycre,
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XpeHe, YKpPOIle, siroJlaX PsOMHbI, Y€PHON CMOPOJIUHBI U OCOOEHHO B IIUTPYCOBBIX (JINMOH ).
I/IB HEIIUIIIEBbIX MCTOYHUKOB 6OFaTbI BUTaMHUHOM C HOINIIOBHUK, XBOA, JIMCTbA qepHoﬁ
CMOPOJIUHDBI, IKCTPAKTbl M3 KOTOPLIX MOI'YT IIOJTHOCTBHIO YJIOBJIETBOPUTDL HOTpe6HOCTI/I
opraam3ma. CyrouHas morpeOHOCTH B BuTammuHae C J1ist gesioBeka coctaBiger 75—100 mr.

5.1.9 Bwuramun H

Buramun H (6uomun) suepsee Boigenmt B 1935 r. @. Kérib n3 gu9HOrO KesiTka u
na3Baj ouormHoM. [lo cBOell XuMHYECKON TIpUpoje OMOTUH sIBJISAETCH MOHOKAPOOHOBOI
KHCJIOTOU MeTePOIIMKIMIECKOTO CTPOEHN . ['eTepormKImiecKas 9acTh MOJIEKYJIBI COCTOUT
U3 UMHUJIA30JIbHONO U THO(MEHOBOTO IHKJIOB, a OOKOBas IIelb IIPEJICTABIEHA OCTATKOM
BaJIEPHAHOBOM KNCJIOTHI.

H H Hy
/N—C'—G\S

0=C
SN—C—C<—(CHy)s—COOH
H H H
Enoten

Buotun B depmenTtax Bcerjia MpOYHO MPHUCOCJIUHEH K O€JIKYy IyTeM 00pa30BaHusd
aMUJIHON CBSI3U C £-aMUHOT'PYIIIION JIN3UHA.

Y dejioBeKa MpU HEIOCTATOUYHOCTA OMOTHUHA OTMEYAIOTCSI BOCIIAIUTEIbHBIE ITPOIECCHI
KOXKHW (JIePMATHUTHI), CONPOBOXKIAIONINECS YCUIEHHON JesTeTbHOCTBIO CATTBHBIX KeJes,
BBITAJICHIEM BOJIOC, TIOPAXKEHNEM HOT'TEl, YaCTO OTMEYAIOTCA OOJIM B MBIIIIIAX, YCTAIOCTD,
COHJINBOCTD, JIETIPECCHUsI, a TaKyKe aHOPEKCUsl W aHeMus. Bce 3Tu sBJIeHHT OOBITHO
IIPOXOJIAT Yepe3 HECKOJIbKO JIHEH ITOC/Ie eXKeIHEBHOTO BBeIeHUs ONOTUHA.

Buonozuueckas poas. VI3pecTHble K HACTOAIIEMY BpEMEHN OMOTHHOBBIE (DEPMEHTHI
(T.e. dbepMenThI, coepKaIye B KadecTBe KopepMenTa OHOTHH) KATATU3UPYIOT JIBa THIIA
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peaxiuii:
1. Peaknun kapbokcmiuposanus (¢ ygactuem CO; mmm HCOj), compsizkeHHBIE €
pacuagom AT®:

RH + HCO; + AT® < R — COOH + AZ1I® + H3PO,.

2. Peakmuu TtpaHckapbokcuimpoBanus (mporekatomnime 6e3 yuacrust AT®), mpum
KOTOPBIX CyOCTPAThl OOMEHUBAIOTCH KAPOOKCUIBHON T'PYIITION:

K peaknusim mepBoro Twuiia OTHOCATCs, Hampumep, arnerwi-KoA- u nwmpysart-
KapOOKCHIa3HbIE PEAKITIN.

Peaxiun kapOoKcuIMpoBaHus U TPAHCKAPOOKCUIUPOBAHUS UMEIOT BaXKHOE 3HAYCHUE
B OpraHu3Me IIPpU CHHTE3€ BBICHINX YKUPHBIX KHUCJIOT, OEJIKOB, IYPUHOBBIX HYKJIEOTH]IOB
(COOTBETCTBEHHO HYKJIEMHOBBIX KUCJIOT) ¥ JIP.

Pacnpocmparenue 8 npupode u cymounas nompebrocms. buorun
COIEPZKUTCA IMOYTH BO BCEX IIPOAYKTaX 2KMBOTHOI'O M PACTHUTEJILHOI'O IIPOUCXOXKICHUI,
IJIABHBIM 00pa30M B CBA3aHHO# hopme. BoraTsl TUM BUTAMUHOM TeYeHb, TTOYKHU, MOJIOKO,
JKEJITOK siila. B pacTurenbHbIX TpojyKTax (Kaprodesb, JyK, TOMAT, IIUHAT) OHOTHH
HaXOJIUTCS KaK B CBOOOJHOM, TaK U B CBSI3aHHOM cocTosHuu. JI/1s1 geioBeKa 1 »KUBOTHBIX
BayKHBIM HCTOYHUKOM SIBJII€TCSI OMOTHUH, CUHTE3UPYEMbIii MUKPOMIOPOH KHUIIMEIHUKA.
CyTouHast mOTpeOHOCTH B3POCIOT0O YeI0BeKa B bnoruHe npudban3uresabao 0,15 mr.

5.1.10 Bwuramuu P

Buramun P (pymun, uyumpun; sumamun nponuyaemocmu) Bbigesen B 1936 1.
A. Cenr-/Ipepapn n3 KoKypbl JuMoHa. llox TepmubOoM «BUTaMuUH Py, MOBBIMAOMIIM
PE3UCTEHTHOCTh KANWLISAPOB (0T Jar. permeability — MPOHUIIAEMOCTS), 0ObEIUHSIETCS
IpyIIia BEMIECTB CO CXOJHOM OWOJIOTMYECKON AKTUBHOCTBIO: KATEXWHBI, XaJKOHBI,
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JIUTHAPOXAJIKOHBI, ((hylaBUHBI, (DIaBOHOHBI, M30QJIaBOHBI, (JIABOHOABI U JAp. Bce
oHU 00Ja/1al0T P-BUTAMHHHOI aKTHUBHOCTHIO, W B OCHOBE HUX CTPYKTYDPBI JIEXKUT
JOEHUTITPOIIAHOBBIN YTJIEPOTHBIN «CKEeJIeT» XPOMOHA W (DJIaBOHA. DTUM O0bICHIETCS
ux obIIee Ha3BaHue «OnoIaBOHOU IbI>. [[PUBOIUM CTPYKTYPY PYTHHA, BBIJICJICHHOTO U3
JINCTHEB TPEUNXU:

I[Ipu wemocrarounocTr OUOMIABOHOUIOB WM OTCYTCTBUM WX B IHIIE Y
JIIOJIEl  MOBBIMIAETCS  [TPOHUIAEMOCTh KPOBEHOCHBIX —COCYIOB, COIPOBOXKIAIOIIASICH
KPOBOUB/IUSAHUAMI W KPOBOTEUEHUSIMU, Y JIOJeli OTMeJaloTCsi KpOMe TOTro, O0Iasd
c/1ab0CTh, OBICTPas YTOMJIIEMOCTb U OO B KOHEUYHOCTSX.

Buosaozuueckan poaws. buodiaBoHOWBI CTAOMIN3UPYIOT OCHOBHOE BEIIECTBO
COeﬂI/IHI/ITeJIbHOﬁ TKaHU IIyTEM I/IHFI/I6I/IpOBaHI/IH T'naJIlypoOHHUJAa3bl, 9TO IIOATBEDPZKIACTCA
JIAHHBIMU O MOJIOXKUTEIHLHOM BJIUSTHUN P-BUTaMUHHBIX MIpErapaToB, KaK 1 aCKOPOMHOBOI
KHCJIOTBI, B TPOMUIAKTHKE U JIEUEHUH IUHIU, PEeBMATH3Ma, O3KOTOB U JIp. DTU JaHHBIE
YKa3bIBAIOT Ha TECHYIO (PYHKIMOHAIbHYIO CBsi3b BuTaMuHOB C um P B oKmcIUTE/IHHO-
BOCCTAHOBUTEJILHBIX IIPOIECCaX OpraHm3Ma, obpaszymoomux eannyio cucremy. O6 3ToM
KOCBEHHO CBUJIETEIbCTBYET JIedeOHbIH 3(hdeKT, OKasbiBaeMbIil KOMILTEKCOM BuTaMmuna C
n 6o IABOHON/IOB, Ha3BAHHBIN aCKOPYTUHOM.

Pacnpocmpanernue 8 mnpupode u cymoumas nompebrocms. (OCHOBHBIMU
MCTOYHMKAMI BUTaMUHA P JjIsT B3POCJOro dYesjgoBeKa SIBJIAIOTCS Te Ke pacTUTEeIbHbIE
HIPOJYKTHI MUTaHUs (B YACTHOCTH, OBOIIU U (DPYKTHI), B KOTOPBIX COJCPIKUTCS MHOIO
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putamuna C. Hawubosee OGorarot ButammuoMm P — jiumon u rpeunxa. Buramunnas
IPOMBIIILJIEHHOCTH BBIITYCKAET PsAJI MpernapaToB ¢ P-BUTaMUHHON aKTHBHOCTHIO: YalHbIE
KaTeXWHBbI, PYTUH, KBEPIETHUH, recrepuint, Hapuarmit u jap. CyrodHas moTpeOHOCTH B
BuTaMuHe P He ycTaHOBIIEHA.

5.2 2KwupopacrBopumbie (JmnoduiabHble) BUTAMUAHBI

OCHOBHBIMU KUPOPACTBOPUMBIMU BuTaMuHamu siBjisitorcst Buramusbl A, D, E u K. TTo
XUMHUYECKON ITPUPO/Ie JTUMOMPUIbHBIE BUTAMUHBI ITPEJICTABIAIOT COOOH TUITNYHbBIE JIUIINJIBI.

5.2.1 Bwuramunbl rpynmbsr A

Bumamun A (pemumnos; anwmurcepofmanrvmuneckuts eumamur). VI3BecTHBI TpH
ButamuHa rpymnbl A: Ay, Aou nmc-cbopma Butamuna A, HazBaHHas HeoBuTaMuHOM A. C
XUMHUYECKON TOYKHU 3PEHUs PETUHOJI MPEJICTABIAET COOOU IMUKJIMIECKUIl Helpe e TbHbIi
OJIHOATOMHBIIl CIIUPT, COCTOSIIII U3 MECTUIICHHOTO KOJIbIa ([J-HOHOH), JIBYX OCTATKOB
U30IIPEHA U IIEPBUYHON CIIMPTOBOM I'PYIIILL.

HsC CHs OHs GHs
CH=CH—C= CH~CH=CH—C= CH-CHyOH
v it " "

——

CHgj
Buranmn A) (perrnon)

Buravua Ay  ormnmuaercs  or  BuTammHa Ay HaJWYIWeM  JIOTOJHUTEBHOMN
JIBOWHO# CBsI3W B KOJblle [-moHOoHa. Bce 3 GOpMBI BUTAMHHOB Tpymmbl A
CYIIIECTBYIOT B BHJIE€ CTEPEOM30MEPOB, OJHAKO TOJBKO HEKOTOPhIe U3 HHUX 00JI1aIafoT
OMOJIOTUYIECKOll aKTUBHOCTHIO. BUTaMUHBI Ipymbl A XOPOIIO PACTBOPUMBI B KHpax
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U KUPOPACTBOpUTENAX: OeH3ose, xjaopodopme, 3dupe, amerone um jp. B oprammsme
OHU JIETKO OKHUCJIAIOTCA TIPU YYaCTUH CHEIU(PUIECKUX (PEpMEHTOB € 0OpasoBaHUEM
COOTBETCTBYIOINX UUC- U MPAHC-aJIbJIETAI0B, IIOJYyYUBIINX HA3BaHNE PETUHEHOB
(peruHasn), T.e. aJbJErWOB BUTaMUHA A; MOIYT OTKJIQJbIBATHCA B IeYeHH B opme
0oJiee YyCTOWIHMBBIX CJIOYKHBIX 3(PUPOB ¢ YKCYCHON MJIM MaJbMUTHHOBOW KHUCJIOTOIA.

XapaKTepHBIMHA  CUMNIMOMAMU  HEAOCTNAMOYHOCTY  sumamuna A y deloBeka u
JKUBOTHBIX SIBJISIIOTCSI TOPMOYKEHME pOCTa, CHUKEHHE MAacChl Teja, ODIee HMCTOIeHHe
opranmsMa, crenuduieckne MoparkKeHus KOyKM, CJIU3UCTBIX 000j09eK U rias. lIpexe
BCETr0 MOParXKaeTCsl SIMUTEINI KOXKE, 9TO MPOABJIsIeTCsT ITpoJtidepaliueii 1 marooraIecKuM
OPOTOBEHMEM  €ro;  IPOIEeCC  CONPOBOXKIAETCS  pas3BuUTHEM  (POJLTUKY/ISPHOTO
TUIIEPKEPaTO3a, KOXKa YCUJECHHO IIEeJIYIIUTCH, CTaHOBUTCA cyxoil. B pesyibrare
HAYMHAIOTCS BTOPUYHBIE THOWHBIE W THHUJIOCTHBIE Tporecchl. llpm aBurammuoze A
[IOParKaeTCsl TAKyKe SIUTEJUN CIAU3UCTON ODOJOUYKHM BCETO IMUIEBAPUTEILHOTO TPaKTa,
MOYEIIOJI0BOI0 M JIbIXaTe/JIbHOTO allllapaToB. XapaKTepHO IMOparKeHHe TJIa3HOro sI0JI0Ka
— Kcepomanvmus, T.e. PA3BUTHE CYXOCTH POTrOBOil 000JI0UKH TJia3a (OT Iped. Teros —
cyxoii, ophthalmos — ria3) BejencTBIE 3aKyIIOPKU CJIE3HOTO KaHAJA, SMUTEINH KOTOPOro
TaK’Ke I0/IBePraeTcsi OpOroBeHno. [1a3Hoe g07I0KO He OMBIBAETCS CJIE3HOM KMJIKOCTBIO,
KOTOpas, KaK M3BECTHO, ObjagaerT OaKTepHUIMIHBIM CBOiicTBoM. B pesysibrare 3Toro
Pa3BUBAIOTCS BOCIIAJICHUsT KOHBIOHKTUBBI, OTEK, U3bA3BICHNAE U PA3MSITICHNE PONOBUIIBI.
DTOT KOMILIEKC TIOPayKeHuii 0003HAYAIOT TEPMUHOM <«KePamomMaiiyus» (0T rped. Keras
— por, malatia — pacnaj); OHA Pa3BUBAETCsS OYE€Hb OBICTPO, MHOT/IA B T€UEHIE HECKOJIBKIX
qacoB. Pacraj m pasMgardenne POrOBUIHI CBA3aHBI ¢ PA3BUTHEM THOMHOIO IPOIECCA,
[TOCKOJIBKY THUJIOCTHBIE MUKPOOPIaHU3MBbI IIPH OTCYTCTBHUM CJE3HON KMJIKOCTU OBICTPO
Pa3BUBAIOTCS Ha [MOBEPXHOCTU POIOBUILHI.

K naubosiee paHHUM U crienuuIecKuM CUMIITOMAM aBUTAaMUHO3a A (THIIOBUTAMUHO32
A) orHOCUTCS KYypuHas, Win HowHnas, caenoma (remepasionus). OHa BHIPAYKAETCs B OTEPE
OCTPOTHI 3peHHsI, TOUHEE, CIIOCOOHOCTH Pa3/InUIaTh IIPEJIMEThl B CyMepKax, X0Tsa OOJIbHbIE
JIHEM BHUJIAT HOPMAJIHHO.
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[Tomumo rHIO- ¥ ABUTAMHHO30B, OIHUCAHBI CJIyYaml 2unepsumamunoda A tupn
YHOTPEOJIEHUN B ALY ITeYeHN OeI0r0 MeJIBed, TIOJIEHsI, MOPKa, B KOTOPO#l COJIEPIKUTCS
MHOTO CBOOOJHOTO BuTamMuHa A. XapaKTepHbl MPOSBJIEHUS TUIIEPBUTAMUHO3a A:
BOCIIaJICHUE TJIa3, TUIIEPKEePaTo3, BhIIaJICHIE BOJIOC, 00INee NCTOIeHre opranu3ma. [lpn
9TOM, KaK IMPaBUJIO, OTMEYAIOTCd IOTePs AllleTHTa, T'OJIOBHBbIE OOJIM, JUCIEIICHIECKHEe
siBJIeHUsI (TOIIHOTA, PBOTA), OecCOHHMIA. | MIIepBUTAMIHO3 MOYKET Pa3BUTHCS U Y JeTeil
B pe3y/brare mprema OOJIbIIIX KOJUYIECTB PhIOhEro KUpa U MpernaparoB BUTaMuHa A.

Buonozuueckas poas. Burtamun A okasbiBaeT BimsHHE Ha OapbepHYIO (PYHKITHIO
KOXKH, CJIM3UCTBIX O0OJIOUEK, MPOHUIAEMOCTb KJIETOYHBIX MeMOpaH U OMOCHHTE3 HX
KOMIIOHEHTOB, B YaCTHOCTH OIPEJIeJICHHBIX ITUKOnpoTenHoB. JlefictBue Butammuaa A B
9TUX CJIYYIasX CBA3BIBAIOT C €r0 BEPOATHON IPUIACTHOCTHIO K cuHTe3y Oesika. CyimnecTByer
[IPEJIOJIOZKEeHNe, YTO, OJiarojaps HAJUYUIO JIBOMHBIX CBA3€il B MOJIEKYJe, BUTAMUH
A MoXeT ydacTBOBATH B OKHC/IMTE/IBHO-BOCCTAHOBHUTE/ILHBIX PEAKIUAX, MOCKOJIBKY OH
crocobeH 00Pa30BLIBATDL IMEPEKHUCH, KOTOpPbIE B CBOIO OYEPEIb IOBBIMIAIOT CKOPOCTH
OKHUCJIEHUS JIPDYTUX COEINHEHUI.

BoJtee oipobHO BhIsSICHEHO 3HAUEHNE BUTAMIHA A B IIPOIIECCE TIOJJIEPXKAHUS OCTPOTHI
3peHns: OKucaeHHas dopma BuTamMuHa A (peTHHATb) B BUJE IHC-U30MEPA SBJISETCS
[IPOCTETUYECKON Tpymmoil Oeka — orcuHa, 00pasysd ¢ MOCACTHUM XPOMOIIPOTEUH
POJIOTICUH, WM 3PUTEJbHBI MypIyp, — OCHOBHOE CBETOUIYBCTBUTEIHLHOE BEIIECTBO
ceTyaTKu (PEeTHHBI) IJIa3a.

Pacnpocmpanerue 8 npupode u cymouHas nompebrocms. Haubosee Gorarhb
BUTAMHUHOM A IPOIYKTHI KHBOTHOI'O IIPOMCXOXKICHMS: IIe9eHb KPYIIHOTO POTaTOro CKOTa
U CBUHEN, SIMYHBINA JKEJITOK, IeJhHOE MOJIOKO, MAC/jo, cMmeTaHa, cJuBku. (OcobeHHO
MHOTO CBOOOJHOrO BUTaMuHa A B KHpax IEYeHH MOPCKOTO OKYVHsI, TPECKH, MAJITYCA:
B YaCTHOCTH, B KHpE IME€YEeHU MOPCKOTO OKYHs COJIepyKaHne BUTAMWHA A JIOXOINAT JI0
35%. Mcrounukamm BuTaMuHa A IS 9eJIOBEKA ABJISIOTCS TaKXKE KPACHOMSKOTHDIC
oBoIIM (MOPKOBb, TOMATBI, HEPEIl U JIP.), B KOTOPBIX BUTAMUH A COJEP:KUTCS B BHJIE
MPOBUTAMUHOB — KApPOTUHOB, BbIJIEJIEHHBIX BIIEPBbIE U3 MOPKOBU (OT Jjiar. carota —
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MOPKOBb ).

Cymounaa nompebrocms Ijis B3POCIOIO HUeJIOBEKa COCTABIACT B CPeAHeM 2,5 Mr
puTamMuHa A win or 2 10 5 Mr S-KapoTuHa. Y Yesl0BeKa OCHOBHBIM OPraHOM, B KOTOPOM
YACTHIHO OTKJIA/BIBACTCA 1IPO 3aIac BUTAMUH A, ABJIACTCH HEUCHbD.

5.2.2 Bwuramwunabl rpynnbr D

Bumamun D (kaavuugepor; anmuparumuveckul 6umamun) CyIiecTByeT B BUJE
HECKOJIbKAX COEJIMHEHUN, Pa3IMdalomuXxcd KaK M0 XUMWUYECKOMY CTPOEHHWIO, TaK U IO
OuoJsioruvueckoit akTuBHOCTU. /[l desoBeKa M YKUBOTHBIX AKTHUBHBIMHU IIperapaTaMu
cunMTaroTCcsd BUTaMuHBI Do m D3, Xord B Jureparype HM3BeCT€H W BUTaMHUH Dy
(muruposprokasbidepos). B npupogHbIX IpoayKTax coAepzKaTcs MPEnMYIIECTBEHHO
npoBuTaMuHbl Dy 1 D3 — COOTBETCTBEHHO 3PrOCTEPUH U XOJIECTEPHUH.

C XMMHUYECKOW TOUYKH 3peHHsi SProcTepuH(0J1) MpeCcTaBaser coboil OIHOATOMHBIIH
HEHACBIIEHHBI [UKJIWYECKUII COUPT, B OCHOBE CTPYKTYpbl KOTOPOLO JIEYKUT
KOHJIEHCUPOBaHHAsl KOJIbIIEBas CHUCTeMa IHKJoleHTaHnepruapodenanTpena. I[lox
neiictBueM Y ®-jryueii 5procrepus depes psijl IPOMeKYTOUHBIX MPOJLYKTOB (JIFOMUCTEPHH,
TAXUCTEPUH) [PEBPAIATC B BUTAMUH Da:

Brrammn D; (sprokaneimmdepornr)

Sprocrepun

Buramun Dy obpasyerca u3 sprocrepuna B pe3y/ibTare pa3pbiBa CBA3U MeEXKy 9-M u
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10-m yrsepomubiMu aToMaMu KoJiblia B mo neiicrBuem Y D-jryveit.

B 1936 r. B nmaboparopunm A. Bunmayca ObLI BBbLIETIE€H AKTUBHBIA B OTHOIIEHUN
paxuTa Tmpernapar W3 pPbIOLEro KUpa MW Ha3BaH BUTAMUHOM Dgj. BbIgcHHIOCH, 49TO
[PEJIIEeCTBEHHUKOM BuTamMuna D3 sAB/IsgeTcs He sprocrepuH, a xojaecrepun. A. Bummayc B
1937 1. BBIIEITNT N3 TOBEPXHOCTHBIX CJIOEB KOXKWM CBUHBU 7-IeTHIPOX0JIECTEPUH, KOTOPBIi
pu Y D-00/1ydeHnn peBpaIiaics B aKTUBHbBIN BuTaMuH Dij:

7-IerngpoxonecTepHu Buramsm D3 (xonexanemidepon)

CiiestyeT OTMETUTD, UTO OJ1aro/iaps HAJIUYUIO XOJIeCTepUHA U T-JeTHIPO-X0JIeCTepUHA,
B COCTaBe JIUIUJIOB KOXKHM 4YeJIOBEKa BO3MOXKEH CHUHTe3 BUTaMuHa D3 MpU COHEYHOM
obJrydyeHn” Uju OO0JIyYeHUN JIAMIION YIbTPadUOJIETOBOTO U3JIyUEHUs [IOBEPXHOCTU TEJA.
DTUM TPUEMOM OCOOEHHO IMTUPOKO MOJIB3YIOTCA TPHU JIEIeHNN PAXuTa y JieTeil.

Buramunsr Dy u D3 npejcrapisiior coboit GeciiBeTHbIE KPUCTAJIBI ¢ TEMIIEPaTy POt
mwiaBiaenus 115-117°C, mepacTBOpuMbIe B BOJIe, HO XOPOIIO PACTBOPUMBIE B KHUPaX,
xJj1opopopme, 3bupe u APYrux KUPOPACTBOPUTEIAX.

Hedocmamox eumamuna D B pamumoHe jgeTeil HOPUBOAUT K BOSHUKHOBEHUIO
IMIIPOKO WM3BECTHOTO 3ab0JIEBaHUSA — pPATumMa, B OCHOBE DPA3BUTUS KOTOPOTO JIEYKAT
n3MeHeHus (GochopHO-KAIBIIMEBOTO OOMEHa U HAPYIIEHNE OTJIOKEHUS B KOCTHON TKaHU
docdara kanbius. [losToMy ocHOBHBIE CUMIITOMBI paxuTa OOYCJIOBJICHBI HAPYIIIEHUEM
HOPMAaJILHOI'O IIPOIECCa OCTeoreHe3a. Pas3BUBaeTCSI 0CMeEOMAAAUUA — Ppa3MATdYeHne
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kocteil. Koctu cTaHOBSATCS MATKUMEU U IIOJ, TS?KECTHIO Tejia MPUHUMAOT ypoainBbie O-
nin X-obpasubie (hopMbl. ¥ JieTeil, 00JbHBIX PAXUTOM, OTHOCUTEILHO OOJIbINAas N0JI0Ba 1
yBeJNIeHHbIN KUBOT. Pa3zBuTue moc/je Hero cuMiToMa o0yCca0BIEHO TUITOTOHUEH MBbIIIIIL.
Hapyrmenue nporiecca ocreorene3a npu paxuTe CKas3bIBACTCs TaKyKe Ha PA3BUTHUU 3Y0OB;
3a/IepPKUBAETC MOSB/IEHNE TIEPBBIX 3yO0B U (hopMmupoBaHue jieHTrHa. J/1s aBuTaMnuosa
D B3pocbIx xapakTepHO 0COOEHHOCTBIO SIBJIIETCS PA3BUTHE OCMEONOPO3a BCIEICTBUE
BBIMBIBAHUS YK€ OTJIOXKUBIIUXCS COJIeil; KOCTH CTAHOBSATCS XPYIKUMH, YTO HacCTO
IIPUBOJIAT K IIEPEJIOMAM.

Buosaozuueckan poaws. Buramun D BoinmoHser crnenududeckne  yHKIANA
B oOMeHe BeIecTB He B BHIe Xoje- WIA Sprokajbiudeposa, a B dopMme
00pa3yIoNUXCs U3 HUX aKTUBHBIX MeTabOJIUTOB, BayKHEUIITNM U3 KOTOPBIX sABJsgeTcs 1,25-
JIMOKCHUXOJIEKAJILITU(DEPOIT.

OcHoBHbIe QyHKIMKI BuTaMuaa D B opraHu3Me CBsI3aHbI ¢ 0OecIiedeHneM TPAHCIIOPTa
Ca u P uepe3 6uosiornveckne MmeMOpaHbI.

Pacnpocmpanernue 6 npupode u cymouHas nompebrocms. Haubosbiee
KOJIMYECTBO BUTaMUHA D3 COMAEPXKUTCA B MPOJYKTAX KHUBOTHOTO ITPOMCXOKICHUSA:
CJIMBOYHOM Macjle, JKeJTKe NI, MeYeHW W B JKUpax, a TaKyKe B DPBIObeM KUpe.
W3 pacTurenbHBIX TPOAYKTOB Hambosiee Oorarhl BuTaMuHOM Dy pacTuTenbHble Macsa
(mozicoTHETHOE, OJTMBKOBOE | JIP. ); MHOT'O BuTaMuHa Djy B jpoxkzkax. st npodumakTuku
paxura B JIETCKOM BO3pacTe, IIOMUMO TIOJTHOIIEHHOT'O TUTAHUsd, BKJIIOYAIONIETO
MacJji0, MOJIOKO, KUPBI, MJCO W JIpyrue MPOAYKTbI, pekomenjyercd YD-obrydenne
MOBEPXHOCTH KOXKHU (COJIHEYHOe 00JIydeHue, JaMIlbl YIbTpadhuoIeToBoro obydeHus ), a
TaKKe IMPOJIYKTBI PACTUTEJHHOIO IPOUCXOXKJIEHUS, CIIOCOOCTBYIONINE OOOTAIEHUIO WX
BuTaMuHOM D.

Cymounas nompebrocms B Butammue D cocrasisier 0,0025 (mis B3pocbix); 0,025
(mst mereit).
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5.2.3 Bwuramunb rpynnbl E

Bumamun E (mokxopepos; arnmucmepunvroti 6umamun). B HacTosimee BpeMs H3BECTHO
[IATh IIPUPOIHBIX COEIUHEHNI, 00JIaJal0MnX OMOJOrHIeCKO aKTHBHOCTHIO BHTAMIHA
E. Bce oHu BbIIeIeHBI B YHCTOM BHJE W3 PACTUTE]BHBIX Maces WA IOy IeHbI
CUHTETHYECKUM IIyTeM U ODO3HAYAIOTCA COOTBETCTBEHHO -, (-, Y-, 0-TOKOMEPOJIHI.
CaMbIM aKTUBHBIM SIBJISIETCS (-TOKO(EPOJI.

CHs CHa CHa

| |
(CHz2)3-CH-(CH3)3—-CH-(CH32)3-CH-CH3
CHs 4’ 8’ 12’

u-Toxodepon

Tokodeposbl mpejcTaBisiioT coboit OecliBeTHbIE MAC/JITHUCTBIE KHUIKOCTH, XOPOIIO
pacTBOpHMble B Kupax (Macjaax) ¥ KMPOPACTBOPHUTENSAX, BECbMa YCTOHYMBBIE K
HarpeBaHUIO, HO OBICTPO paspymiatonmecs 1o geiicreuem Y O-uszryaenmnii.

M3M6H€HI/IH B OpranusMe 4YeJjIOBeKa IIPpH aBUTaMMHO3e E U3y4€eHbl HEJIO0CTAaTOYHO,
IMOCKOJIbKY C PaCTUTEJbHBIMU MacjgaMH YeJOBEK IOJydaeT JOCTATOTHOE KOJMIECTBO
puramuna E. Ilpenaparsl Buramuba E Hammm nprMeHeHne B MeIUIIMHCKON IPAKTHKE.
Onu UHOT/IA TPEJOTBPAIIAIOT CAMOIIPOU3BOJIbHBIE (MU IIPUBBIYHBIE) aGOPTHI Y YKEHIIHIH.
y 9KCIIEpPUMEHTAJIbHBIX 2KMBOTHBIX, B 9aCTHOCTHU KDPbIC, HEJOCTATOIYHOCTHL BUTaMHNHAQ E
BBIBbIBAECT HaPYIIECHUE 9M6pI/IOI‘eHe3a n JgereHepaTruBHbIC M3MEHEHWA PEIPOAYKTUBHBIX
OPraHoOB, YTO INPHUBOJUT K CTEPUJIBHOCTH. Y CAMOK B OOJIbIIEH CTEIeHU IOparkKaeTcsd
IJIAleHTa, YeM SUIHUKHU; IPOIECC OIIOAOTBOPEHUs siilla He HapyIIeH, HO OYeHb
CKOpPO ILJIOJI paccachbiBaeTcs. Y CaMIOB IIPOUCXOAUT aTpodus IIOJOBBIX Kejes,
NPUBOJIAIIASA K MOJTHON MJIM YACTUYHON cTepmibHOCTU. K crieruduyecKuM mposiBJIeHUSIM
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HEJIOCTATOYHOCTA BUTAMUHA F OTHOCATCA Tak:Ke MbIIIeYHas JUCTPOdUsi, KUPOBas
nHUILTPAINS [I€YeHU, JereHepals CIUHHOro Mo3sra. CJie/cTBUEM JereHepPaTHBHBIX
U JUCTPOUUIECKUX U3MEHEHUI MBIIII SABJISIETCSI PE3KOe OrpaHUuYeHUe IOJIBUKHOCTH
KUBOTHBIX; B MBIIIIAX PE3KO CHUXKACTCHA KOJMYECTBO MHO3MHA, IJINKOICHA, KaJlud,
Maraus, docdopa u KpeaTwHa U, HAOOOPOT, TOBBINIAETCHA COJEPYKAHUE JIUIUJIOB U
XJIOpHU/Ia HATPHUS.

Buonozuueckass poaw. CymiecTByeT npsiMas CBdA3b MeXJy Buramunom E u
TKaHEeBBIM JIbIXaHUEM U 00paTHAas CBA3b MEXKJIy 9TUM BUTAMUHOM U CTENEHBIO OKUCICHUS
JINTIUJIOB.

Toxkodepoibl ABASIOTCA Hanbo/Iee AKTUBHBIME U, BO3MOXKHO, TJIABHBIMU IIPUPOIHBIMI
JKUPOPACTBOPUMBIMU  aHTUOKCHJIAHTAMU: Pa3pyIIaloT HamboJiee peaKTUBHBbIE (POPMBbI
KHUCJIOPOJIa U, COOTBETCTBEHHO, IIPEJIOXPAHSIOT OT OKHWCJIEHUS IIOJIMHEHACHIIIEHHBIE
)KupHble KuCaoThl. OHE  wrparoT crennduIeckyo, TIOKa eme He IOJHOCTHIO
PacKphITyiI0 pojib B obmene cejeHa. CejieH, KaK WM3BECTHO, SABJISIETCS HHTErPaJIbHOM
YaCThIO IJIyTATHOHIIEPOKCHIA3bI — (bepMeHTa, 00eCIeUnBAOIero 3alluTy MeMOpaH OT
pa3pyIIaonero JeicTBUs MePOKCUIHBIX PaJuKaJoB. buosiornyeckas poJib BuTamuna b
CBOJIUTCS, TaKUM OOPa30oM, K IPEJOTBPAIIECHUAIO ayTOOKHUCICHUS JIUIHIOB OMOMeMOpaH
U BO3MOXKHOMY CHFZKEHHIO MOTPEOHOCTH B IVIyTATUOHIIEPOKCH Ia3e, HEOOXOJMMON JIJId
pa3pylieHnss 00pa3yIonuXcs B KJIETKE ITEPEKUCE.

Pacnpocmparnenue 8 mpupode u cymouwnas nompebrocms. Baxkueitmmvmum
HCTOYHUKAMU BUTAMUHA E 17151 9esioBeKa sIBIISIOTCS pACTUTETbHbBIE Mac/ia (II0JICOTHETHOE,
XJIOIIKOBOE, COEBOE, KYKyPY3HOE W JIp.), a TaKKe cajiaT, KallycTa M CEMEeHA 3JIAKOB; U3
MPOYKTOB »KMBOTHOI'O IPOUCXOXKJIEHUST BUTAMUH I cojepKuTcss B Msice, CIAUBOYHOM
MacJje, AUIHOM KeaTKe U Ap. Butamun E oTkitajibiBaeTcst B oprannsmMe BO MHOTUX TKAHIX
(MBIIIIBI, MOJZKETYI0YHAs JKejle3a, KUPOBasd TKAHb), MOITOMY DPasBUTHE aBUTAMUHO3a
WK THUNOBUTaMuUHO3a E mourum He HaAO/0JaeTCs, JdaxkKe eCcjad STOT BUTaAMUH He
[IOCTYIIaeT C IUIeil B TeueHne HEeCKOJIbKHX MecsieB. [1og00HbIM ke 00pa3oM MOXKHO
00BACHUTD TPYAHOCTU OIpPEJIe/IEHNs CYTOYHON MoTpeOHoCTH B BUTamuue E, Koropas 1o
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HpI/I6J'II/ISI/IT€JII)HbIM IIoJac4deTraM COCTaBJIAET OKOJIO 5—15 Mmr.

5.2.4 Bwuramunsbl rpymnbt K

Bumamun K (Puarroxuron, anmuzemoppazuyeckuts gaxmop). K BuramMusaMm rpyiist
K otHOCsITCS 2 THIIA XMHOHOB ¢ OOKOBBIMU IEIISIMU, IIPEICTAaBICHHBIMI U30IIPEHON THBIMU
3BeHbsaME (mensivu): Butamuubl K; n Ky, B ocHoBe mmkimdeckoil cTpyKTYphl 000mX
BUTaAMHUHOB JIEZKUT KOJIbIO 1,4-HadTOXUHOHA.

a

HCA /C\c—-cn, CH, CH;

Brravuus K| (durnoxason)

Buramun K; mnpejcrasiisier coboii CBETIO-KEATYIO KUIKOCTh, HEYCTOWYMBYIO IMPU
HarpeBaHuU B IIEJIOYHON cpeJie U Tpu o0Jrydennu, a ButamMun Ko — JKeTble KpUCTAJLIbL;
oH Takyke HeycroiamB. Oba mpernapara HEPaCTBOPUMBI B BOJIE, HO XOPOIIO PACTBOPUMBI
B OPTaHMYECKUX PACTBOPUTEJIAX: OeH30JIe, XJI0podopMe, alleToHe, TeKcaHe U JIp.

Buramun K aisiercs anturemopparmtieckuM (HakTOpOM, OIpeJeleHHbIM 00pa3oM
CBA3AHHBIM CO CBEPTBHIBAHUEM KPOBU: OH CYIIECTBEHHO YIUMHsET ero nepuoj. [losromy
npu aBuTaMuHO3e K BOSHMKAIOT caMOIPOM3BOJIbHbBIE TAPEHXUMATO3HbIE U KAN/LIPHBIE
KpOBOTeUeHMs (HOCOBbIe KPOBOTEUYEHHUs, BHYTpDEHHEE KpoBomsiusHus). Kpome toro,
JF0ObIe MOpayKeHHs COCYIOB (BKJIIOUYAs XUPYpPrUdecKue omepaiun) npu asuramuHoze K
MOTYT IPUBECTU K OOMJIBLHBIM KPOBOTEUYEHUSM. ¥ desjoBeKa aBuTaMuno3 K Bcrpedaercs
pexke, deMm JIpyrue aBUTaMUHO3bI. OObsCHSETCH 9TO JBYMsl OOCTOSTE/JILCTBAMU: BO-
HEpPBbIX, CMeIIaHHAasl THINa JOBOJbHa Oorata BuTaMuHOM K (BUTAMUHBI TPYIIIEL
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K cunresupyrorcss B 3€JEHBIX DPACTEHHSIX U HEKOTOPHIME MHUKDOOPIaHU3MAaMH); BO-
BTOPBIX, CHHTE3UPYEMOI'O KUIIEIHONH MUKPOMIOPOHl KOJMYecTBa BUTamMuHa K BIOJIHE
JIOCTATOYHO JjIsI IPEJIOTBPAINECHNS ABUTAMUHO3a. ABHTAMHHO3 OOBIYHO pa3BUBAETCH
IIpY  HAPYIIEHUU IIPOIECCa BCACHIBAHUS KUPOB B KHUINEYHUKE. ¥ JIeTell T'PYyJIHOro
BO3pacTa MOTYT BO3HUKATH OOMJIbHBIE IOJIKOXKHBIE KPOBOTEUEHUA W KPOBOUIJIUSIHUA;
OHU HAOJIIOJAIOTCS U IPU TaK Ha3bIBAEMOM T'€MOPPArMIeCKOM JIUaTe3€, SIBJIAIOIIEMCS
CTIEJICTBUEM HEJIOCTATOTHOCTH CBEPTHIBAHMS KPOBHU Y MaTEPH.

Buonozuueckas poaw. I'maBHBIM cBoiicTBOM BuTamuHa K dBiigeTcs ero JieiicTBue
Ha cBepTbiBaHne Kpopu. llomarator, uro Buramma K mnpuHmMaer ydyacTue B CHHTE3€
IPOTPOMOMHA ¥ Psjia JIPYrux OeJIKOBBIX (PaKTOPOB, HEOOXOJMMBIX JIJI CBEPTHIBAHUA.
[TpoTrpoMOuH HIEpeX0OUT B TPOMOUH, a MOCJIeIHI BhI3BIBAET IpeBpailleHne (huOpuHOreHa
B (bubpHH, T.e. HEIIOCPEJICTBEHHO 00ECIIeUNBAET KOArYJIAIII0 KPOBU.

Pacnpocmparernue 8 npupode u cymouHas nompebrocms. Haunbosee GoraTot
BuTaMuHOM K pacTeHmsi, B 4aCTHOCTHU 3eJIeHble JINCThs KalllTaHa, KPAIMBbI, JIOIepHbL. K
pacTUTEIbHBIM IIPOILYKTaM, OoraTbiM BUTaMuHOM K, OTHOCSTCSI KalrycTa, MIIMTHAT, THIKBA,
3eJIeHble TOMATBI, apPaxMCOBOE MACJI0, ATOMIbI PSIOWHBI U T.J. B KUBOTHBIX MPOIYKTaX,
KpOMe II€YeHU CBWHBH, OH IOYTH HuUrjge He cojepxkurcd. CyTodnasi MOTPEOHOCTH B
BuTtamune K Jiisi 9ejioBeKa TOYHO HE YCTAHOBJIEHA, IIOCKOJIBKY OH CHHTE3UPYeTCs
MHUKDPOOPTaHU3MAMA KUIEYHUKA; CAUTAETCS JIOCTATOYHBIM KostmdecTBO 0,25—-1,0 Mr.

5.3 BurammHONOIOOHBIE BEIleCTBAa

5.3.1 Buramun B;

Buramun Bi5 (nanzamosasn xucsoma) suepsbie 6611 o6HapyKen B 1950 1. B 9KCTpakTax
IeYeHn ObIKa, a M03YKe BBIJIEJEH M3 MHOI'MX CEMSAH PacTeHHil; OTCIo[a ero Ha3BaHHe: OT
rped. pan — BCIOLY, gami — CeMsl.

C XUMHUYIecKOll TOYKM 3peHHs IaHraMoBas KHCJIOTa IIpeJicTaBiieHa  3hupom
IJIIOKOHOBOM KHCJIOTHI U JUMETU/IIUIIAHA.
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[ N | 3

HOOC~C—C—G —C—CHy-0- GO-CHg=N

|
H OHH H CHa

Ilanramoras xHcIoTa

Buosoruveckast posib Butamuua Bis msydena nemocrarouHo. Merorcst oTiesibHbBIE
yKa3aHUs 1 [IPEJIIOJIOKEHIS O BO3MOXKHOM YIaCTHH €0 B OMOCUHTE3€ XOJIMHA, METHOHIHA
U KpeaThHa B KaIeCTBE MCTOYHUKA METUJILHBIX PYIIIL.

[TanramMoBasi KHCJI0Ta IOBBINMIAET YCTOWIMBOCTH OpraHU3Ma K Pa3JIuIHBIM (hOopMaM
IUIIOKCUM, YBEJIMUNBas CTEIIeHb UCIIOJIb30BaHNs KUCJI0PO/ia TKaHIMMU.

Kpome Toro, BuUTaMUH OKa3bIBaeT JCTOKCHIIUPYIOIIEE JEHCTBHE IIPH  OCTPOM
U XPOHHUYECKOM OTPABJIEHHU  HAPKOTHKAMH, AJKOTOJIEM,  XJIOPOPraHUIECKIMI
COEIMHEHUSIMU, AaHTUONOTUKAMU TETPAIITKINHOBOIO PSIIA.

[TumeBbiMu MCTOYHUKAMKU BUTaMUHA Bis Ui 4esioBeKa SIBJISIOTCS I€9eHb, CeMeHa
pacTeHuii, JIPOXKKM U JIp. B JiedeOHbIX Te/I9X TAHTaMOBYIO KUCIOTY UCIOJIB3YIOT B JI03€

0,1-0,3 r.

5.3.2 Kosuszum Q (ybuxuHOH)

Kosusum Q  (kopepmenm @, Ko@) orHOCHTCS K  9PE3BBIYANHO  NIMPOKO
pacipocTpaHeHHbBIM KoepMeHTaM, OTCIojla €ro BTOpoe Ha3BaHHE «yOUXUHOH»
(«Bezmecynuii XUHOH» ). YOHXMHOH OTKPBIT BO BCEX JKHBBIX KJIETKAX: PACTEHHI,
JKUBOTHBIX, TPUOOB, MUKPOOPTAHU3MOB.

[To xummgeckoit npupojie yOUXUHOH IpeJicTaBasgeT coboil 2,3- muMeTokcn-5-mMeTu-1,4-
OEH30XMHOH C U30IPEHOBOM IEIbI0 B 6-M ITOJIOXKEHUH.

Kak n 6/mm3kme Kk memy 1o ctpykrype Butamunbl K u K, youxwnon mepactBopum B
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i
“NCHy-CH=C~CHy-H

VomxuHnon

BO/IE.

B opranumsme yOMXMHOHBI HAXOJATCSA B KJIETOYHBIX MeMOpaHaX U ABJSIOTCA
KOMIIOHEHTAMU JIbIXaTe/JbHOM IelK TPaHCIIoOpTa 3/J1eKTpoHOB. OHHM Jierko obpaTmmo
BOCCTAHABJIMBAIOTCA W OKUC/ISIOTCSH, INPUHUMAA yYIacTHE B TPAHCIOPTE 3JIEKTPOHOB.
BoccranoBnenabie hopMbl yOMXUHOHOB 00J1aJIal0T aHTUOKCUJIAHTHON aKTHUBHOCTBHIO.
Buramunbr rpyimst QQ oty 9aoT 6MOTEXHOJIOTTIECKUME METOAAMI U3 MUKPOOPTaHU3MOB.
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6. YIJVIEBO/IbI

YrieBosbl HApsALy ¢ OeIKaMU ¥ JIMINAJAME SABJIAIOTCH BayKHEHINMUMU XUMUYIECKUMUI
COEIMHEHUSAMU, BXOJSAIIUMU B COCTaB KMBBIX OPTaHU3MOB. Y 4YeJIOBEKA U YKUBOTHBIX
YIVIEBOJIBI BBIMIOJIHSIOT BazKHbIe (DYHKIMN: SHEPreTUIecKyo (IVIABHBINA BUJ KJIETOYHOIO
TOIUINBA), CTPYKTYPHYIO (00si3aTesbHbIA KOMIOHEHT OOJIBITMHCTBA BHYTPUKJIETOUHBIX
CTPYKTYD) M 3BalUTHYIO (ydYacTHe YIJIEBOJHBIX KOMIIOHEHTOB MMMYHOIIOOY/INHOB
B TOJJIEPXKAHUKM HUMMYyHHTETa). YIJIeBojbl (pubo3a, [I1e30KcHpub03a) WCHOJIb3YIOTCS
JUIsT  CHHTe3a HYKJEWHOBLIX KHCJIOT, OHHU HABJIAIOTCH COCTABHBIMM KOMIIOHEHTAMU
HYKJICOTHTHBIX KODEPMEHTOB, UT'PAIOIIIX UCKIIOUATEIHHO BaXKHYIO POJIb B MeTabom3Me
JKUBBIX OPraHU3MOB. YTIJIEBOJIbI SBJIAIOTCA TEPBUYHBIMU MPOJAYKTaMU (HOTOCHHTE3A,
T.e TEPBLIMU OPraHUYeCKUMHU BEIIeCTBAMH B KPyroodopoTe yryepoja B mnpupoje. B
pacrenusx yrieBojbl cocrasisitor 70-80 % cyxoro ocrarka, a B OpraHu3Me >KUBOTHBIX
~ 1-2 %. HauGosee Gorarel yriesogamu neuenn (5-10 %), ckenernbie Mpimpt (1-3 %),
cepreunas Mpima (~ 0,5 %), rogosnoit mosr (0,2 %).

YTIIeBoIbI MOXKHO Pa3JeNTh Ha 3 OCHOBHBIE TPYIIBI B 3aBUCUMOCTH OT KOJIMIECTBA
COCTABJIAIONINX UX MOHOMEPOB: MOHOCAXAPU/IbI, OJIUTOCAXAPUJIBI U TTOJTUCAXAPUIBI.

[To dbyHKIMSM yIIeBOIbI YCIOBHO MOYKHO IOJIPA3JIE/IUTh Ha JIBE TPYIIIbL:

1. VYrneBoabl ¢ NpeMMyIIecTBEHHO SHepreTmdeckoil dyukimeit. K HuMm oTHOCHTCH
[UIIOKO3a, TVINKOTeH, KPaxMaJl.

2. Y1ieBoJbl C TPEUMYIIECTBEHHO CTPYKTYpHO# dyukiwmeir. K wHuM oTHOCATCS
TJIMKOIPOTEMHBI, TJIMKOIUIUIbI, NTIOKO3aMIHOTIJIMKAHBI, Y PACTEHUN — KJIeTIaTKa.
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CTPVKTVPHAA KJTACCHOHKAIIHA VITIEBOJJOB

< YTJIEBO/IBI \l/
MOHOCAXAPH]IEI ONMHUIMOCAXAPHILI NOJTHCAXAPH/IBI
(ot 3 no 10 C-aromog) {or 2 no 10 ocraTkor (camme 10

MGHGcaJLapHJIOB} MDHDCEXHPI‘UIHHK 3Bt}H]:EB)

[poH3BO/IHEIE MOHOCAXAPH/IOR
l'oMononHcaxapuasl  [eTepononucaxapu/ibl

Vpouoeuie Apoesie [nuxosupn
KHCHIOTEl  KHCIIOTHI

6.1 MoHocaxapubl

Ommmpudeckas dopmyna MmonocaxapunoB C,Hs,O,, rme n = 3 wim HEMHOTHM
bosiee. B HepasBeTBIIEHHOM YIJIEPOIHOM CKeJleTe MOHOCAXaphI0B BCE aTOMBI YTJIEPOJIA,
3a UCKJIIOYEHHEM OJIHOIO, CBSI3aHbI C T'MJIPOKCHJILHBIMU TPYIIIAME, & OCTaBIIUNACA aTOM
yTJIEPOJIa CBsI3aH ¢ KapOOHMIBHBIM KHUCI0POI0M. Kcim KapOOHUIbHAS IPYIIa HAXOUTCS
B KOHIIE IEIH, TO MOHOCAXapH/I IPeJICTaB/IsieT cOOO0il ajIbIern i U Ha3bIBaeTCsl aAb00301,
npu JI0O60M JPYrOM IIOJIOYKEHUU STOW TIPYIINIBI OH SBJISETCS KETOHOM U HAa3bIBAETCS
Kemo3oi.

B ocnoBe k1accudukammm MOHOCAXaPUJIOB JIeXKaT JBa MPU3HAKA!

1. Hanuune byHKIIMOHATBHBIX TPYIIIL.

2. KonmyecTBo aToMOB yriiepojia B cocTaBe MOHOCAXapUIOB.

[Ipocreiimme MoOHOCAXapuUIbl — 3TO 3-yIJIEPOAHBIE TPHO3BI: TINNEPAJBbICTH, U
jmokcnareron. Caxapa, uMmerorye 7 1 60J1ee yraepoaHbIX aTOMOB, Ha3bIBAIOTCS BBICIIIMEI
caxapaMmu.
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[nunepanbaerum mpeacTaBiasgeT coboit aabdompuody, a THOKCHAIIETOH — Kemompuo3y.

H H
| AnbaernaHas 1
C=0|«<— rpynna H+C-0H

H- C-0H Kerorpynna " =

[lepsuunan
COMPTOBad Tpynna — >
(—CH,OH)

I anuepanbaeru JIHOKCHANETOH

[Ipr ynnuHeHWM yTUIEpOMHOI IENnu TPHO3 IIyTeM IMOCIeI0BATEIHHOIO JT00aBIEHUs
aTOMOB yTJIepoJia MOJYyYal0TCsd COOTBETCTBEHHO Mempo3vl, NEHMO3bl, 2€KCO3bl, 2ENMO3bl U
0KkmMo3vl. KaxKaprit n3 3TUX KJIaCCOB IIPEJICTABJIEH JIBYMS IPYIIIAMU COEJIUHEHUIT: MEmpo3vt
[OJIPAB/IENIAIOTC Ha AAbJOMEMPO3bl U KEMOMEMPO3vl, NEHMO3b, — HA AALIONEHMO3bL
u Kkemonenwmodv, u T.J. VI B TOfl m B Jpyroil rpyiiie MOHOCAXApPUJOB Hallle BCEro
BCTpEUIatoTCst TeKco3bl. Clie/lyeT OTMETUTH, UTO aJIbIOTIEHTO3bI SIBJISIIOTCS KOMIIOHEHTaMHI
HYKJIEMHOBBIX KHUCJIOT, & IIPOU3BOJHbIE TPUO3 U TelTO3 HUIPAIOT BayKHYIO POJIb KakK
IIPOMEKYTOUYHbIE TPOJYKTHI YIVIEBOJHOTO obOMena. Bce mpocTbie caxapa OecliBeTHBIE
KpHUCTaJJINIEeCKE BeIEeCTBa, XOPOIIO PacCTBOPSIOIIMECS B BOJe, HO HE PacTBOPUMbIE B
HEIOJIIPHBIX PACTBOPUTE/IAX. DOIBITMHCTBO U3 HUX UMEET CJIAJIKUIl BKYC.

6.1.1 MHM3omepusi MOHOCAXapUIOB

Cmpynmypﬂa.ﬂ U3oMepuUsi MOHOCaXapUIOB OIIpee/IdeTCd HaJIndIueM aﬂbﬂeFI/IﬂHOﬁ
WJIX KETOHHOMN I'PYIIIIBI. AJIb,ZLOSI)I 1 KETO3LI C OJUMHAKOBBIM KOJIMYECTBOM aTOMOB yIVIEPO/Ia
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SABJIAIOTCA m3oMepamu. [lernTosbr pmbo3a u pubysioza, a TakyKe I'EKCO3bI IJIIOKO3a U
dpyKTO3a TPEJCTABIIAIOT COOON CTPYKTYPHBIE U30MEPHI.

¥ < CH,OH
¢-H CH,0H H—¢—OH (I':=o
hion mbow  MOgH HOGH
H-C-OH H-C-0 nmgon By on

. 7 On H-C-OH H-C-OH
CH,0H CH,0H CH,0H CH,OH
D-Pubosa D-Pwbynosa D-Tniokoza  D-Dpyktoza
CTpyKTYpHbIE M30MEpDb CTpykTypHBIE M30MEpS!

Cmepeoudomepus. B Mojekyiax MOHOCAXapHJIOB COJEPKUTCA  HECKOJBKO
ACUMMETPHUYIHBIX ATOMOB yIJIepOJa (XMPAJbHBIX IEHTPOB), 9YTO CIYKUT MPUIHHOI
CYIIECTBOBaHMs OOJIBIIIONO YUC/Ia CTEPEOU30MEPOB, COOTBETCTBYIOIIMX OJHON W TON Ke
cTpyKTypHOii dopmysie. KomuaecTBo crepeon3oMepoB BbIYHUCIAIOT 110 dopmysie: N =
2" pye N — 9ucjIo CTepeon30MepoB, N — YUCJIO ACUMMETPUYHBIX aTOMOB YIJIepO/Ia.

B mouekysiax anabIoTpuos, aabI0TeTpos3, albI0IEeHTO3 U aJlbJI0reKC03 UMEeTes 110 1,
2, 3 1 4 XupaJbHBIX IIEHTPa 1 cOOTBEeTCTBeHHO 2, 4, 8 m 16 crepeonzomepos. /g Tpuos
OyeT ojiHa Tapa, TeTpo3 — JiBe, IEHTO3 — YeThIpe U MeKCO3 — BOCEMb Tap SHAHTHOMEPOB
(aHTHUIIO/IOB).

OTHocuTe/ibHass KOH(MUrypalysi MOHOCAXapuaoB ompejenserca mo D, L-cucreme, B
OCHOBY KOTOPOIl ITOJIOYKEH KOH(UI'YypaImoHHbI cTangapt — D- u L-ryune-puHOBBIR
aspaern (* — aCHMMETPUYHBIN ATOM YIJIepO/ia, XUPAJIbHBINA EHTD).

Ecmm kondurypanust Hambosiee yIaJeHHOTO OT OKCOTDYIIIbI XUPAJIbHOTO IEHTPa
coBnajiaer ¢ KoHdwurypamnueii D- u L-rimnepuHoBoro ajibjierujia, To K TAKOMY PsLy
OTHOCSAT CPABHUBAEMbIii MOHOCAXapuj. B aJbJONeHTO3aX <«KOHIEBbIM» XHPAJIbHBIM
aTomoM siBiigerca C*, a B ampgorexcosax — CP.
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0
e
H—(;-OH
CH,0H

D-T nuuepwHoBbIA

anogerug

0
cZH

HO-C-H

1
CH,0H
L-TnvuepuHoBbIA
ansgerig

[Ipunamiexknocts K D- mym L-pgiy He yKa3bIBaeT HAITPaBJIEHUE BPAIIEHUS TLJIOCKOCTH
MOJIAPU3AIIN JIyda CBETa, & TOBOPHUT JIUIIb O TEHETUYECKOW CBA3M C IpPaBO- WJIA
JIEBOBPAIIAIONTUM HAUOOJIee MMPOCTHIM ONITUYECKHA aKTUBHBIM YTJIEBOJIOM — TJIMIIEPUHOBBIM

aJIbIETIIOM.

B mpupose cymecTByOT IMpemMyIIECTBEHHO YTJIEBOJbI, OTHOcdAmmmecss K D-psay; L-
rokKo3a u L-rayakToza oOHApYXKEHbI B OOJIBIINX KOJMYECTBAX JIUIIbL B HEKOTOPBIX

PaCTUTE/IbHBIX OpraHu3Max.

N3 16 crepeom3omepoB rekco3 Oyaer 8 Tmap aHAHMUOMEPOS (AHTHUIIOJOB).
[Tpumepamu stux map sBasiorcs D- n L-rimokoza, D- u L-ramakrosa u 1.1, K Kakmoii
rape dHAHTUOMEPOB OCTaJbHbIE 14 SIBJIAIOTCI JUACTNEPEOMEPAMU .

0
< (I:""—H
H-C-OH HO-C-H
HO-C-H  HO-C-H
H-C-OH H-C-0H
H-C-OH H—c:.’—OH
CH,OH CH;,0H

D-Iniokoza  D-ManHoz3a
-._._W__J

3nuMepE! N0 BTOROMY
aTomy yrnepoga

0 0
C-H C-H
i [
H—(I:'—OH H-C-OH
H-C-OH Ho—(I:"—H
H~¢-0H H-—(I',’-—OH
CH,OH CH,OH
D-Puboza D-Kecwnosza
[S———
3numepel N0 TPETLEMY
aromy yrnepoaa

JnacrepeomMepbl, OTJIMYAIONIECs: KOH(DUTYpaIueil, y 0JJHONO aCUMMETPUIHOTO aToMa,
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yIJIEpOJia HA3BIBAIOTCA Inumepamu. Tak, suuMepamu dBAgiOTCS: D-rmokoza um D-
MaHHO3a TI0 2-My aroMy yriepoja, D-puboza m D-kcmimoza mo 3-my, a D-rmokosza
n D-rajmakrosa 1mo 4-my artomy yriepoja. Peakiins B3anMOIIPEBPAIIEHUS STUMEDPOB
HA3bIBACTCA peakieil anumepudayuu. B opranmsme peakiuio SIUMEPU3AIUN
KaTaJIM3uPyoT (hepPMEHTHI SMNMEPA3HI.

D, L-cucrema ne coBceM y/100HA, T.K. OHA YKa3bIBAET PACIIOJIOKEHUE ATOMHBIX TDYIII
TOJIBKO Y OJTHOTO U3 HECKOJIbKUX XUPAJIbHBIX IEeHTPOB (pucyHok 30), 0J{HAKO OHA MIUPOKO
HCIIOJIB3YETCA B XUMHHN YIJIEBOIO0B.

CHO
H~}-0H

D[*]-I‘nuuegnHH&g;lla ankaerus

] Y
CHO CHO
H——OH HO—H
H—+-OH H—{—-OH
CH,OH CH,OH
D(-)-3puipoza Df- ]-Tpenaa
Y ¥ ‘B Y
CHO CHO CHO CHO
H-1—OH HO—H H—1-OH HO—H
H-1—OH H——OH HO—H HO—{-H
H-1-OH H—OH H—O0H H~-1-OH
CH,0H CH,0H CH,0H CH,OH
Di-}-Pubosa D[—]*ApaﬁuHoas DI+)-Kemunoza Di=)-Nukcoza
CHO ‘CHO CHO
H—OH HO—H
H—OH H-T-OH HO OH 1-{ 01-[ HO
H——OH H—{-OH
H——OH H——OH 0;[ OH
CH;0H CH,;0H CH o cn;ou CH OH cu ,OH CH OH CH OH

?
D{+;-Annosa  D{+}-Anetposa D[+)- I'nrmuaa Df*)-Manroaa  O(-}Tynoza  D(- }-Mﬂoaa D[*l-f'anannsa D(+}-Tanosa

PucyHOK 30 — Anbao3el D-psaga
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6.1.2 IIukJjio-okco-TayTOMepuss MOHOCaXapuIoB

MoOHO3BI ¢ IATBIO U GosIee yIJIEPOAHBIMA aTOMaMHU MOIYT CYIIECTBOBATH HE TOJLKO B
JIMHERHO# (IerHoi), HO W IUK/InIecKoil (KoapaaToii) dopme. [lukamsanus mpoucxouT
3a CUeT pa3pblBa JBONMHOI CBA3M B KapOOHUILHOM IpyIIe, IepeMeIIeHns aToMa, BOA0POIa
K OCBOOOIUBIICHCA BaJCHTHOCTH KapOOHHJILHOINO KHCJIOPOJA M 3aMBIKAHUIO KOJIbIA
YIJIEPOAHBIX aTOMOB ¢ 00Pa30BaHMEM BHYTPEHHUX HUK/JIUYECKUX (- U [-T0JIyameTaiei.

Bnaromapst ToMy, 4TOo yroa B yryiepojiHoi mernu cocrapiser 109° 28’ mpomcxomuT
cOMMzKeHne B MOJIEKyJIe MOHOCAaXapuaa IBYX (DYHKIMOHAJBHBIX I'PYII — ajibIerdIHOM
(nmm keronnoit) u rumpokeunbhoit y C* unu C°. B pesynbrare ux BHYTPUMOJICKYISPHOTO
B3aUMOJCHCTBUAS 1[I0 MEXaHH3My HYK/JIeODUILHOTO IpPUCOCIUHEHusl obpasyercs
UUKAUYECKUT NOAYAUEMANAD.

H, 0N H\g,j HOL H
n-——-m H——0 H ml
HO——H Q0 =———= Ho H HO H O
H—"‘OHI OH H OH
H

H
H 0O=H

H —
CH;O0H CH,OH CH,0H
a~D-Imiokonuwpaxosa D-Tniokoaa 3-D-lniokonwparHosa
[umknu4eckan) {oTkpeiTan diopmal [unknu4eckasn)

Y  allbJIoreKco3 MpPeuMyIIeCTBEHHO 00pa3yeTcs TepMOINHAMUYICCKNA YCTONIUBDIi
IMECTUIJICHHBIT TUPAHO3HBI UK. OOpasyromnuiics mojyaneTaabHblil  THIPOKCUT
HA3bIBAIOT 2AUK03UOHbIM. B murimydeckux ¢opmax BO3HUKAET JOMOJHUTEIbHDBII
IICHTD XWUPAaJIbHOCTU, T.K. aCUMMETPUYECKUM CTAHOBUTCA aTOM YIVIEPOJa, BXOAUBIIUIA
B OKcorpymiy. B cBg3m ¢ 3TuM B JiBa pa3a BO3PACTaeT UYUCIO CTEPEOU30MEPOB. IJTOT
XUPaAJAbHBIN IIEHTD HA3bIBAIOT GHOMEPHbBIM, & COOTBETCTBYIOIINE ABa CTEPeon3oMepa —
Q- U [3-aHOMEpaMM.

‘ Hauano |

‘ CopepxaHue |
< | > |
KeEs

Crpannya 144 n3 329|

‘ Haszag |

‘ Ha Becb skpaH |

‘ 3akpbiTh |




a- u [-POpMBbI OIPEENIAIOTCA TPOCTPAHCTBEHHBIM PACIIOJIOKEHIEM [JIMKO3H THOM
T'UJIPOKCUJIBHON TPYIIIBI U TUJIPOKCUIBHON TPYIIIBI Y aTOMa YIVIEPO/ia, OMPEIeIIONIero
npuHayiekuHocTb K D- wmwm  L-pany. B  a-dopme mnomyareransbHbIi  THAPOKCUI
pacroJiaraeTcs Tak ke, KaK y aCCUMETPUYIECKOTO YIJIEPOJHOIO aTOMAa, OIPEIEISIONIEro
npuHayiekuHocTh K D- wim  L-paay. B [-dopme mosoxkeHne mosyareraabHOro
ruipokcuia obpatnoe. Yepe3 OTKPBHITYI0O OKCO(MOPMY ITPOUCXOIUT IMepexoji a-(hopMbl B

B-dbopmy.

—H
H—C—0OH
CHyOH H{)*(I:—-H CH;OH
WD el o
H o H A H—C—0H *_'H H
H H l-l! H H

g-D-TII0K03a [-D-raroko3za

6.1.3 XwumMHmUecKrne CBOICTBA MOHOCaXapuI0B

OkucjieHne MOHOCAXapuA0B MOXKET NPUBOIUTL K OOpPa30BAHMIO AaJjibJIOHOBBIX,
YPOHOBBIX (IVIMKYPOHOBBIX) U apoBBIX (caXapHbIX) KuHCIOT. Tak, Hampumep, mIpu
OKHCJIEHUH [JIIOKO3BI MOYKET 00Pa30BbIBATHCS TIFOKOHOBAsI, INIIOKYPOHOBASI U TJIIOKapOBast
KHUCJIOTBI, IPU OKHUCJIEHUH IajlaKTO3bI — TaJIAKTOHOBasl, TAJaKTYPOHOBasl, TaJaKTapoBast
(cotm3eBast) KUCIOTHI.

D-2n10%yporosas kucaoma — OIHa U3 HamboJIee pPaCIPOCTPAHEHHBIX I'eKCYPOHOBBIX
KHUCJIOT B OpraHM3Me >KUBOTHBIX M PACTEHWH, SABJSETCS COCTABHBIM KOMIIOHEHTOM
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(FO‘OH (I:OGH

H'(I:‘OH COOH H"(F'OH
HO-C—H H O OH HO-(l:-H
H-C—OH H H H-C-OH
' 0 H H-C-OH
H=C-OH H OH i
CH,OH COOH
mioxoHoBaRA nokypoHoean Mniokaposan
KWCcnoTa KWCNOoTa Kucnorta
GOOH COOH
H-C-OH COOH -C-

o OH}—0_ OH H-C-OH
HO-C-H ’ HO-C-H
HO-C-H e i HO-C-H

H-C-0OH =

i H OH H (l: OH

CH,0H COOH
lanaxToHOBaRA lanakTypoHoBas Manakraposan

KWCnoTa KUCNnoTa KHMCNOTa

BBICOKOMOJIEKYJISIPHBIX [IOJINCAXapUIOB (MYKOIIOIHCAXaPUIOB) COEIMHATENHHON TKAHM
(PHAJIyPOHOBOI KHCJIOTHI, XOHJPOUTHHCYJIBLMATOR), CJIOHBI, CJI€3 U TJIMKOIPOTEHHOB
KpoBu. B opranmsme KWBOTHBIX W JIIOJIel TJIIOKYPOHOBas KHCJIOTa UIPAET BaXKHYIO
BAIIUTHYIO POJIb B O00E3BPEKUBAHUMU sJIOBUTHIX BermecTB. OHA COEIUHSIETCSA C
Pa3IMIHBIMI TOKCUYECKUMU ITPOJIyKTaMU THUEHUI OEJTIKOB, TIOCTYTAIONINX U3 KUIICYHUKA,
¢ obpasoBaHHEM CJIOXKHBIX 9(DHUPOB (TaK HA3bIBAEMBIX MAPHBIX COEJIWHEHHU), KOTOPHIE
BBIBOJIATCSA W3 opranm3Ma ¢ Mo4oit. Takum oOpaszoM, 00e3BPEKUBAIOTCA U BBIBOJIATCS U3
OpraHm3Ma HEKOTOPbIE JIEKADCTBEHHBIE BEMIECTBA WJIU MPOJIYKTHI UX MPEBPAIEHUIA.

D—eaﬂanmyponoeaﬂ rucaoma 4dBJjideTcd COCTaBHBIM KOMIIOHEHTOM JII€KTHHOBBIX
BEIIIECTB. B IIpoIecce ,H;eKap6OKCI/IJII/IpOBaHI/IH YPOHOBBIE KHUCJIOTBI IIPEBPalllalOTCA B
IICHTO3DbI.
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BoccranoBienue MOHOCaxXapuiaoB. HO,ZLO6HO BCEM Kap6OHI/IJII)HbIM COCIMHEHUAM,
BOCCTaHOBJICHHE MOHOCaXapUI0B IIPOUCXOAUT IIO O6Hlel71 CXeMe M COIIPOBOZKIa€TCA
O6pa3OBaHI/IeM MHOI'OQTOMHBIX CIIMPTOB, WJIX IIOJIMOJIOB.

0
C‘_H CH;OH
~C- -C-0OH
H {‘: OH 2[H] H "T
H—CIS—OH - H—(I'.f-'OH
H-C-0H EI—(I:—DH
CH,OH CH;0OH
D-Pwbosa Pubuton

[oTkpeITan hopmal)

HazBanusi MHOrOATOMHBIX CIUPTOB IIPOU3BOJISATCS OT HA3BAHWIT MOHOCAXAPUJIOB U B
PYCCKOM SI3bIKE MMEIOT OKOHYAHHUE «UT», & B AHIJIUHCKOM — «itoly, XOTs B TIOC/I€/THEE BpEeMs
9TO OKOHYAHWE BCe Yallle MCIOIb3yeTcsd U B PYCCKOM s3bIKe. Tak, Hampumep, 3 pudo3sl
nostydaercst pubut (pubuTost), u3 KCUI03bl — KCHJIUT (KCHJIUTOJ), U3 MAHHO3bI — MAHHUT
(MarHUTON) ¥ T.71. [10JIMOJIBI, IPOU3BO/IHbIE IVIIOKO3BI U MAJIAKTO3bI, HOCAT TPUBUAJIbHBIE
Ha3BaHuUst — copbur (copburon) u yiabiuT. CopoUT B 3HAYMTETHHBIX KOJIUIECTBAX
COJIEPKUTCA B OBOIIAax n (dpykrax. B pacrennsax m MHUKpOOpPraHm3MaX BOCCTAHOBJIEHUE
MOHOCAXapUJIOB OCYIIECTBISIETC C yYacTHeM COOTBETCTBYIOMNX (epMeHTATHBHBIX
cucrteM. KcunmTon m copOMTON NPUMEHAOT I JNeTHIEeCKOrO0 MHUTAHUS OOJbHBIX
caxapHbIM IuabEeTOM.

Cioxxubie 3dupbl. B opranmsMe MUKPOOPraHU3MOB, PACTEHUN, KUBOTHBIX U
JeJIOBeKa HamboJIbIllee 3HAUYEHNE UMEIOT CJIOYKHBIE 3(PUPBI MOHOCAXapuJI0B U (hocHopHOI
KUCJIOTBI:

[TenTozodocdaTnblit cCKeleT JIEXKUT B OCHOBE CTPYKTYPBHI HYKJEUHOBBIX KHUCIOT —
PHK u JIHK. MeTtabo/yiu3zm MOHOCAXapuJI0B IMPOUCXOIUT B Bujie (hochopu/impoBaHHBIX
npou3BoaHbIX (docdaros), Hecymmx orpurareababii  3apsn.  Docdopunmposanue
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2-
CH,0P05* gy CH,0PO; CH,0H
0

0 0]
OH OH
2-
OH OH OH OH OH 0PO;
OH OH
Pwboso-5-thoctar  Mmokoso-B-doctar Imokoso-1-tocdar
(P-5-®) (r-6-] (r-1-)
-
CH20PO3 CH,0P0;2" CH,0P0;%
O 0] 0
OH 0O 0
7
OH OPOs CH,0H CH;0P03
noxko3o-1,6- M®pyxkTo30-6- MpykTo30-1,6-
Gucchocdar thocdhar 6uccocthar
(r=1.6-m) [®-B-d) (@-1,6-D)

IJIIOKO3bI, (DPYKTO3bI, PyKT030-6-dpocdara npoucxomut npu yaactun ATD. Crobomnable
(nedpocopumpoBaHHbIe)  MOHOCAXAPUJBI  SIBJISIIOTCS  MeTabOJMIECKH  HHEPTHBIMI
COEIMHEHUSTMU.

6.1.4 AmwmHOCaxapa

AmMuHOCaxapa sBJISIOTCA MPOM3BOIHBIMU MOHOCAXAPUIOB, Y KOTOPBIX I'MIAPOKCHIbLHAS
rpyiiia, KakK I[paBUjIO, Yy BTOPOrO aToMa yIJepoja 3aMelleHa Ha aMHHOIPYIIIY.
AmMuHOCaxapa IMPOsIBJISIOT OCHOBHBIE CBOWCTBA, B Psifie COCIMHEHMI BCTPEYAIOTCS B BHJIE
aleTU/I- UIn CyJIbdaTaMIHOCAXaPOB M BXOJAT B COCTAB INIMKO3aMHUHOIJINKAHOB.

B opranmsme 4esioBeka n KMUBOTHBIX HanOOJIee BasKHBIMU aMIHOCAXapPaMU ABJISTIOTCS
D-rmokosamuna n D-rajgakTo3aMuH:

| Hauano |

’ CopepxaHue |
[ <« [ > |
KRS

CrpaHuya 148 uns 329|

| Haszag |

| Ha Becb skpaH |

’ 3akpbiTh |




HO-CH; HO-CH,

() OH O
OH OH
OH OH OH
NH; NH,
D-Imoko3amuH D-lanakTozamud

Iimrokozamun BXOAUT B COCTaB MHOI'mX IIOJIMCaXapUIA0B, COJCP2KalIUXCA B TKaHAX
2KUBOTHBIX M 4Ye€JIOBEKa, TIaJIJaKTO3aMUH HABJIACTCA KOMIIOHECHTOM TIJIMKOIIPOTEHUHOB,
o6pa3y10umx XpdnieByro TKalb, U I'NIMKOJIUIINIOB.

6.1.5 Baxkueiilline npeacTaBUTEeJN MOHOCAXapUAOB M HX OHOJIOrMYecKas

POJIb
Tpuoset B Buiae ¢ocdopHbx 3hUpoB —  mIHIEPAIBIETHI-3-dpocdar u
JUTHApoKcualeTondocdar — 0OHApPYKEHbl KaK IPOJYKThI MeTabDOJIM3Ma, KOTOPbIE

UTPAIOT BaXKHYIO POJIb B OOMEHE BEIECTB U SHEPIHUH.

Terpo3bl, Kak u Tpuosbl, B Buje GochHopHBIX FPUPOB 00Pa3y0TCad Kak
[IPOMEKYTOUHBIE TTPOJAYKTHI 0OMEHa YIVIEBOJOB Y PACTEHUil, B OpraHm3Me KUBOTHBIX U
YesjoBeKa. TaK, HAIPUMED, apumposo-4-gocham npeactaBisieT coOON MPOMEKYTOIHbII
MPOJIYKT MEeHT030(h0ochATHOrO ImyTH MeTaboM3Ma yTIeBOJIOB.

ITeHTO3BI TOCTATOYHO IMUPOKO PACIPOCTPAHEHBI B MPHUPOJE, OHU BXOJIAT B COCTAB
OMOIOrMIEeCKN BayKHBIX COEJIMHEHUII B OpraHm3Me >KUBOTHBIX W PACTEHUH. Y MHOTUX
pacTeHuii oropHasi TKaHb MPEJICTAB/IEHA B BUJE MOJUCAXAPHUIOB — IEHTA3aHOB.

B-D-pubosa wu  [-D-desokcupubosa  BXOAAT B COCTaB  pPHUOOHYKJIEMHOBBIX
U JIe30KCUPUOOHYKJIEMHOBBIX  KHUCJIOT.  Puboso-5-pocham  BXOIUT B cOCTaB
HyKJaeo3uMoHodochaToB,  HykJeosumaudocdaros,  HykKiaeosuarpudocharoB  u
KO(DEpPMEHTOB HYKJIEOTUIHOTO CTPOCHUS, BBIMOTHSIONINX BaKHbIe (PYHKIIUU B OOMEHE
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BemecTB u 3Hepruu. l[IpowmsBomHoe pubOO3BI, CHUPT PUOUMOA, SIBIASIETCS COCTABHBIM
KOMIOHeHTOM pubodraBuna (Butamuna Ba).

L-apaburo3a TMUPOKO pAaCIpOCTpaHeHa B IMPUPOJE, OHA BXOJUT B COCTaB
MTOJINCAXAPUIOB PACTCHUI, B TOM YMCJIe KaMeJId BUIIEHD, CJIMB U TYMMUAPaOUKa.

D-%cun03a BXOIUT B COCTaB MHOI'UX PACTUTEIBHBIX MOJIUCAXAPHUIOB, TAK HA3bIBAEMBIX
[IEHTa3aHOB. B YacTHOCTH, MHOIO KCHJIO3bI COJEPXKUTCSA B COCTaBe IOJIHCAXapuIOB
JIPEBECUHDI, COJIOMBI U 000JIOUEK 3epHa. Kcmmoza m MATHATOMHBIN CHUPT — KCUJIATOJI
— MCIOJIB3YIOTCS B KOHJIUTEPCKOM ITPOMBIIILIEHHOCTH.

HawuboJree pacpocTpaneHHBIMU T€KCO3aMM SABJISIOTCS IVIIOKO3a, FaJIaKTO3a, MAHHO3a
u GpPyKTO3Aa.

D-2mox03a. T'mioko3a B ¢BOOOTHOM BHJE B 3HAUUTEIbHBIX KOJUIECTBAX COACPIKUTCS
Bo (dpykrax, u ocoberno B BunHOrpajge (gm0 17-20 %). Ilosromy riroKO3y HA3BIBAIOT
suUHO2PadHvLM cazapom. B Meae comeprkanue TUIIOKO3BI cocTapiser npumepro 33-37 %.
[moko3a BXOJIUT B COCTAB €aXaposbl, JIAKTO3bI, MAJILTO3bI U IE/JIOOMO3bI, KPOME TOTO,
OHAa SABJISIETCS OCHOBHBIM CTPYKTYPHBIM JIEMEHTOM KpaxMaJa, TJIMKOTeHA U KJIETIYATKHU.
B kpoBu KMBOTHBIX W JIOJEil BCerja COMEP:KUTCA TJIIOKO3a U IOJJIEPKUBACTCS Ha
onpe/ieieHHOM ypoBHe. Tak, cojlep:KaHue TJIIOKO3bl B KPoBU Jiojieit 3,5-5,5 MMoib /a3,
9TO B OOINEl Macce KPOBU COCTaBJisieT 56 T.

D-2anaxmo3sa. lanmakTosa BcTpedaeTrcsd B HIpUpPOJie B CBOOOIHOM BHJE, B BHJE
IVINKO3UJIOB, JACaXapuja — JIAKTO3bI, Tpucaxapuiaa — pad@UHO3bI, TOJIUCaXapuIoB
— TraJlakTaHOB, KaMmeJieil, arap-arapa, KOTOPBI WHCIIOJIb3yeTCsi B KOHJUTEPCKOI
IIPOMBIIIJIEHHOCTH.

Buosiornyueckoe 3HavYeHMe TajaKTO3bl COCTOUT €Ie B TOM, HYTO OHA SBJISETCH
BasKHBIM CTPYKTYPHBIM KOMIIOHEHTOM JIUIINJIOB HEPBHOW CUCTEMbI, I'OJOBHOTO MO3ra
U TJIMKOIIPOTEMHOB. B opranmsme >KMBOTHBIX M Y€/JOBEKA Ta/laKTO3a B 3HAYUTEIbHBIX
KOJTMIECTBAX MOXKET MCIIOJIH30BAThCS JI/Is OMOCHHTE3a IJINKOTCHA.

D-marnoza. MaHHO3a B pacTeHUSX BCTPEYAETCd MPEMMYIIECTBEHHO KaK COCTaBHAsI
YacTh MOJUCAXapUI0B MaHHAHOB. MamHaHbl cojep:karcd B Oy/JIbOOYKaX OpXujeil u
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B CJIM3M 3epeH 3JIakoB. MaHHAH BbIJIEISIETCS MUIEIUEM ILJIECHEBBIX I'DUOKOB poJia
Penicillium. B oprannsmMe »KUBOTHBIX MAHHO3a BXOJIUT B COCTaB OEJKOB CJIIOHBI, CJIU3HU
KUII€e9YHUKa, INIMKOIIPOTENHOB KPOBHU.

D-¢pyxmosa. B cBobogHOM Buge QPpPYyKTO3a COMEPKUTCI B PACTEHHAX, B
3HAYUTEIHHBIX KOJUIECTBAX B OBOIIAX U (PPYKTAX, MOITOMY €€ Ha3bIBAIOT (PpyKmosvim
caxapom. Conepxkanne GppyKTo3bl B Meme cocrapiaser 40-42 %. 13 Bcex M3BECTHBIX
MOHOCaxapuJI0B (GppyKTo3a — camas cjiaajikas, ona B 1,5-1,7 pasa cjalne caxapo3bl U B
2-2,5 paza — rmoko3bl. PpyKTO3a ABJAETCHA CTPYKTYPHBIM KOMIIOHEHTOM TOIUCAXapPUIa
VHYJIMHA U JIEBaHA.

Cramocts (cmanocts caxaposbl npuasita 3a 100 %) dpykroser cocrabiaser 170,
rmoko3bl — 70, ramakrosel — 30 %. Imokosa, ramakrosa, ManHO3a U (PPYKTO3a JIEIKO
[IOJIBEPTalOTCA MPOIECCy COParKUBAHUSI.

6.2 Ouurocaxapuabl

Osmurocaxapujibl  IIPEJICTAB/ISIOT COOOH  yTJIEBOJBI, COCTOSIIUE U3 HECKOJIbKUX
MOHOCAXaPUHBIX OCTATKOB (0T rped. olygos — HemHoruii). OJIMrocaxapuibl, COCTOSIINE
M3 OJMHAKOBBIX MOHOCAXaPUIHBIX OCTATKOB, HA3BIBAIOT 20MONOAUCATAPUIAGMU, 3 T3
Pa3HBbIX — 2EMEPONOAUCATAPUIAMU .

HanbGosiee pacnpocTpaHeHHBIMH U3  OJUTIOCAXapuJIoB  ABJILIOTCA  ducaxrapudvl.
Hucaxapuasl 00pasyloTcs B pe3yibraTe pPeakKOud KOHACHCAIMKA —MEXKIY JIBYMs
MonocaxapujgaMu. CBa3b MeKJy JByMsl MOHOCAXaPHJIAMU HA3bIBAETCA TJIMKO3UIHOI
cBaA3b10. OOBIYHO OHA 00pasyeTcs MexKIy 1-M 1 4-M aTOMaM# COCEIHIX MOHOCAXAPUTHBIX
enuaut (1,4-ryIMKO3U/HAST CBSI3b).

DTOT MPOIECC MOXKET MOBTOPSTHCsT OECUNCIEHHOE KOJTMIECTBO Pa3, B Pe3y/IbTaTe 9ero
00pa3yroTcss TUTaHTCKHE MOJIEKYJIbI rmojncaxapuoB. [locie Toro kak MoHOCaxapuIHbIE
€JIMHUITBI COEIUHSIIOTCA JPYr C JPYrOM, MX HA3bIBAIOT OCTAaTKaMH. TakuM o0pasoM,
MaJjIbTO3a COCTOUT U3 2 OCTATKOB IIIOKO3bI. Cpeiu aucaxapuioB OCODEHHO IIHPOKO
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TNmwkoza + Nuwokesza = Manemosza
Imwokoza + Nanakmoza = Takmosza

INuwokoza + @pykmoza = Caxaposza
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Hucaxapni 1. 4-raMKo3uanas CBsAsb

U3BECTHBI MaJIbT03a, JIJAKTO3a U caXapo3a.

Manavmosa conepXKuUTcsd B HEOOJIBIINX KOJMYIECTBAX B PACTEHUSX, HAKAILJIMBACTCS
B GOJIBINKX KOJMYECTBAX BO BPEMs MPOPACTAHUS 3€PHA 3JIaKOBBIX (COJIOJE), MOITOMY
MaJIbTO3y YaCTO HA3BIBAIOT COA0008bIM CATAPOM.

B Mojekyme ManibTO3bI JiBa OCTATKA TJIFOKO3bI COEIMHEHBI v-1,4-TINKO3M THOM
(LIIIOKOBUIHOM ) CBA3BIO. B MaibTO3€e nMeeTcst CBOOOIHDII IOy alleTa bHbIH TJIMKO3U IHBII
TUJIDOKCUJI, BCJIEJICTBUE HYero OHa O0JIaaeT BOCCTAHABIUBAIONINM CBOWCTBOM — JIA€T
peakiuio PestrHra.
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HO-CH-+ HO"CH:
0. O
OH OH

OR © OH

OH OH
a—-MansTo3a
[e—D-T nrokonupanozun — 1,4-e-D-rnokenupaxosa)

Jlarxmosa (MOJTIOUHBII caxap) COCTOUT u3 OCTaTKOB B-
rajaKTo3bl u IJIIOKO3BI, COeJMHEHHBIX [-1,4-rimKo3u1HOoi
(raJIak TO3UIHOM ) CBSI3bIO, KOTOpAst SIBJISIETCS BECbMa HPOYHOA.

JlakTO3a comep:KUTCA B MOJIOKE BCEX MJICKOIUTAIONINX, HO-CH,
UI'PaeT BaXKHYIO POJIb IIPU BCKaApMJ/IMBAHUU HOBOPOXKAEHHLIX, e  HO-CHy o OH
COZIEPIKAHIE B KOPOBBLEM MOJIOKE CO-CTaB/AeT 4-5 %, B 2KEHCKOM OHOH oo\
MoJioke — 5,5-7.5 %. OH

JlakToza B 4-5 pa3 MeHee cjaJiKad 110 CPaBHEHHUIO C Og—namsa

= 2 (8-D-TanakTonnpaHoaun - 1,4~
caxapo30i, IIJIOXO PACTBOPAETCS B XOJIOAHON BO/IE 110 CPaBHEHUIO 8-O-rioKonvpano3a)
C JIPYyI'uUMU JTUCAXapUIaMU.

JlakTo3a B CcyXoM BHUJIe HE THUI'DOCKOIIMYHA, IIO9TOMY €€
IIPUMEHSIOT KaK CBs3bIBAOIee WM pas3daB/Isioliee CPeJICTBO IIPU  U3TOTOBJIECHUN
dapmarieBTrudeckux 1mpernaparoB. JlakTosa Jierko 1ojBepraeTcss MOJOTHOKUCIOMY
OPOXKEHUIO, W 3TO CBOWCTBO IIUPOKO WCIOJb3YETCSd B TEXHOJIOIUU U3FOTOBJIEHUA
KHCJIOMOJIOYHBIX ITPOJYKTOB, B TO BPeMsi KaK CIIMPTOBOIO OPOKEHUsT HE ITPOUCXO/IUT.

Cazapoza (TPOCTHUKOBBI WM CBEKJIOBHYHBI caxap) COCTOMT W3 OCTATKOB
a-D-tmokoser 1 (-D-dbpykroser u  wmeer «, [-1,2-mMKO3UAHYIO  (TVIFOKO3UIHO-
dbpyKrTo3uIHYI0) cBsi3b. Caxapo3a OTHOCHTCS K HEBOCCTAHABJIMBAIOIIUM JINCAXAPUIAM.
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Caxaposa — BaxkHelmuii u nambojee paciHpocTpaHeHHbIH
JIUcaxapuil, COJAEP-’KUTCA B JIMCTbAX, CEeMEHaX M ILJIojax
pactenuii, B crebiagx caxapHoro tpoctHuka (14-26 %), B
KOpHeIuioJax caxapHoii ceekbl (14-27 %). Caxaposa siBiisiercst
OJIHAM U3 BaxKHEHIIMX He TOJHKO BKYCOBBIX, HO M IUTATEIbHBIX,
JIEFKO YCBOSIEMBIX ¥ BBHICOKOKAJIOPUIHBIX MUIIEBBIX IIPOLYKTOB.

[Tpy Kuns9eHUM BOJHBIX PACTBOPOB CaXapo3bl B KHCJION
cpeJie TIPOUCXOUT €€ TUIPOJIU3 ¢ 0OPA30OBAHUEM CMECH TJIIOKO3bI
u (DPYKTO3Bl — HHBEPTHBINH caxap (MCKycCTBEeHHBINH Men). Men
IpeJicTaBgeT coOOM NMPUPOJIHBI MHBEPTHBIN caxap, KOTOPBIi

OH

Caxaposa

H,C-OH

[a—D-T nokonupaHo3nn-
1.2-3-D-chpykTo—

thypaHoawal

obpasyercst U3 caxapo3bl 1oJ1 jeiicrBueM dhepMenTa HHBEPTa3bl (caxapasbl). VIHBEpTHBII
caxap cJalle caxapo3bl U TPYJAHO KPUCTAIU3YETCd, UTO BarKHO ITPU BapKe BapeHb,
JKeMOoB, nosuia, 60-65 %-mas KOHIEHTpaysa OKa3bIBACT KOHCEPBUPYIOIIEE JCHCTBHE.
Bapenbe, m3roroBjieHHOE W3 ILJIOJIOB C MaJOif KHCJIOTHOCTBIO, HEIOCTATOTHON JIJIs

THAPOJIN3a CaXapO3bl, MOXKET 3aCaXapuBaTbCH.

6.3 Ilosucaxapuabt

Ho.mxlcaxapn,/:[aMI/I (HOJIHOB&MI/I) Ha3bIBalOTCA BbICOKOMOJIEKYJIAPHBIE IIPOJAYKTHI
ITOJIMKOHJICHCAIIU MOHOCaXapHWuJ0B MWJIN HX IIPOU3BOAHBLIX, CBA3aHHLIX JIPyI' C JIPYI'OM
TVIMKOSUJIHBIMM CBA3AMUN U 06pa3y}oumx JVUHENHbIE WA pa3BeTBJICHHLIE IIeIn, T.€. II0
XAMIYIECKON IIpupoae IOJIMCaxXapuabl ABJJIAIOTCA ITOJIUIVIMKOSUIaMU (HOHH&H@T&HHMH).
HOJIHC&X&pI/I,ZLbI COCTaBJIAIOT OCHOBHYIO MacCCy OpraHMYEeCKOI'O BelleCTBa Ha Semire.

HOHHC&X&pI/I,IH)I JACJIATCA Ha 2 I'DYIIIIBI:

® I'OMOIIoJInCaxapuabl, COCTOAIIINE N3 OCTaTKOB MOHOCaXapuJa0B OJHOI'O THUIIA,

® IreTepoIloJNCaAXapUJabl, COCTOdIUe U3  OCTATKOB
MOHOCaXapUI0B.

HECKOJIbKUX

THUIIOB
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lereporiosmncaxapujibl B OOJIBIIMHCTBE — CIAy9Ya€B  COCTOSAT W3  IPOU3BOJIHBIX
MOHOCAXapUJIOB (XOHIPOUTHHCYIH(MATHI, THATYPOHOBAs KHCJIOTA, TeIapyH ).
B 3aBucumocT oT CTpOEHMS MOJIEKYJIBI TOJIUCAXAPUIBI MOTYT OBITh:

® Da3BETBJIEHHBIMU (aMUJIOIEKTUH, TJIHKOT€EH ),

® HePa3BETBJIEHHBIMU, WU JTMHEHHBIMU (aMUJI03a, [EJITI0I034).

B cBa3u ¢ 6uosiornvecknumu (DyHKIUSAME TTOJIACAXaPUJIBL JEIATCA 2 TPYIIIIbL:
® CTPYKTYPHBIE IIOJINCAXaPHU/IbL,

® Dpe3epBHbIE TTOJINCAXAPUJIbI.

CmpyxmypHoie noaucaxrapudsv, — IeJI0/103a, TeMUIE/LI0103a, TeKTHHOBbIE
BeIecTBa, — OOPa3yloT TPOTSKEHHBbIE eI, KOTOPbIE VKJIAJBIBAIOTCA B ITPOYHBIE
CTPYKTYpPHBIE BOJIOKHaA W BBIIIOJIHAIOT CKEJIETHDbIC (byHKL[I/H/I, O6eCHe‘{I/IBaIOT 2KECTKOCTDH
KJIETOK, POJIb KapKaca B OpraHu3Me pacTeHuil. XUTHUH BBIIOJHIET OMOPHYIO (DYHKITHIO
B OpraHmsMme 6€‘CH03BOHO‘IHI:>IX ZKMBOTHBIX (paKOO6pa3HbIX n HaCeKOMbIX), 6aKTepHﬁ,
rpubOB M ILJIECEHU; XOHJIPOUTHHCYIb(MATHI U THAJTYPOHOBag KHCJIOTa BXOJAT B COCTaB
COeI[I/IHI/ITeHbHOfI TKaHM ITO3BOHOYHBIX »KNBOTHBIX.

BoapmmHacTBO  pesdepeHsvir noaucarapudos, TaKux, KakK KpaxmaJj, WHYJIIH,
TVIMKOI'€H, HaKallJIMBalOTCd B OpraHu3Me€ B 3HAQYUTE/JIbHBLIX KOJIM4YeCTBaX B KadeCTBE
QHEPIreTUICCKUX 3allaCOB, JIET'KO IIPEBPAIlalOTCA B MOHOCaXapUIbl, KOTOPbLIE CJIy2KaT
HCTOYHUKaMMU SHEPIuu. C ,Z[pyFOI';I CTOPOHBI, OHHU {ABJIAIOTCA Ba2KHbIMHW KOMIIOHEHTaMMU
NI 2KIUBOTHBIX N 9€JIOBEKa.

6.3.1 Kpaxmau

Kpaxrmana — riiaBHBI PE3EPBHBIN MMOJIMCAXapU/ PACTEHU, OTKIa/ILIBAETCA B CEMEHax,
KJIYOHAX, KOPDHEBUINAX B BUJIE€ KPAXMaJbHBIX 3epeH. B KiryOHAaX KapTodeis colepKUTCs
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okoso 20 % xpaxmana, a B 3epHOBBIX — 60-80 %, M OH UMHU HCIOIBL3YETCA IIPU
npopactanun. Kpaxmas sB/sieTcs BaKHEHINUM KOMIIOHEHTOM IIHWINUA YKWUBOTHBIX WU
JeJIOBEKA.

Kpaxman mpencrasiser coboit cMech JBYX TIOMOIOJACAXapUJIOB: JIMHEWHOTO —
aAMUJIO3bI — ¥ Pa3BETBJIEHHOIO — aMUJIONeKTHHA, 00imas dhopmyna KoTopbix (CgHigOs),,-
Ha momio ammnoser npuxoaures 10-30 %, ocransasie 70-90 % cocrapiasger aMuIONneKTHH.

Amuno3da. Mosekyia aMUIO3bl TOCTPOEHA IO MaJjbTO3HOMY THILY, COCTOUT
U3 OCTATKOB «(-D-IJTIOKONMPAHO3bI, COEIUHEHHBIX «-1,4-TTIMKO3UIHBIMU CBA3SIMU, WU
[IPEJICTABJISET TOJUTNTUKO3UIHYIO TIellb, Ha OJIHOM KOHIIE KOTOPOHl MMEETCs CBOOOJIHBIIM
HOJTyaneTaJbHbI THAPOKCUIT (peLyupyomuii KOHer).

HO-CH, HO-CH, HO-CH, HO-CH,
0 0
OH OH
o

OH OH

‘DPHIMEHT AMHT03EI

Taxum obpazom, aMmuI03a MPEJCTABIACT COOO JTUHEHHDBIN TOJTHUCAXAPUT, MOJIEKYJIbI
KOTOPOIO UMEIOT HUTEBHIHYIO CTPYKTYDPY (pucyHok 31, A).

KommmaecTBo octaTkoB ri1oKo3bl B menu Kosebsiercs ot 100-200 10 HeCKOJIBKUX ThICS T,
MostekyJisipaas mMacca — ot 40 000 mo 500 000.

a-1,4-T'muko3ujiHast CBA3b IO3BOJISET IMOJUTINKO3UTHOW I CKPYYUBATHCS B
cimpaJib. [losToMy MoOJIeKya aMWI03bl MPEJICTABISIET CIUPAJIEBUIHYIO CTPYKTYPY
juamerpom 13 uM. B Kaxkiplii BUTOK crimpaJjii BXOJIUT 6 OCTATKOB I'VTIOKO3HI.

AMmiioza JIerko pacTBOpHMMa B TEIUIOH BOJe M JIaeT HECTOWKHe pPacTBOPHI CO
CPaBHUTEJIbHO HU3KOH BA3KOCTHIO. lIpw jmTebHOM XpaHEHUM pacTBOPa ITPOMCXOIUT
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PucyHoEk 31 — CTpoeHHE MOJIEKY KPaXMATa H INIHKOTeHA:
A — ammnoza; b — amuIonektHH: B — raoEkoreH:;
I\.ﬂ.d&,.]h]:[? EpPVAEOK oDozZHAYAET OCTATOK TIIFOKOZE

BBINIAJIEHIE aMUJIO3bl B OCAJIOK (PeTporpajiallisi aMUIO3bl), C 9YeM CBA3AHO sIBJICHUE
YepCTBeHNs Xj1e0a PN ero XpaHeHn!.

AMmusonexmur, B OTIAYAE OT aMUJIO3bI, UMEET DPA3BETBJEHHYIO (JIPEBOBUIIHYIO)
cTpykTypy, coaepzkut 600-60 000 ocTtaTkoB I0OKO3bI, MoJeKyasgpHasa Macca — 100 000
1 000 000. B ocHOBHBIX Iensax D-TUIIOKONIUPaHO3HBIE OCTATKU COeJIUHEeHbl «-1,4-
IJINKO3UJTHBIMU CBA3AMHU, a B TOYKAX BETBJEHUS — «-1,6-TVIMKO3UI-HBIMU CBA3AMU. (-
1,6-rIMKOBHIHBIE CBA3M COCTABJIAIOT OKOJIO 5 % oT obmiero Konmdecrsa cpsaseil. Bersn
AMUJIOIIEKTUHA CKPYY€Hbl B CIUpAaJd, B KaxKJOW M3 KOTOPBIX COJIEPXKUTCSI HE MeHee
25 IIIOKONMPAHO3HBIX OCTaTKOB. CTPYKTypa aMUJIONEKTUHA SBJISIETCS TPEXMEpHOil, ¢
BETBAMU, WJIYIIUMU BO BCEX HalpaB/IeHUdAX, U uMeeT cdepudeckyio dhopmy. [Ipumepno
50-60 % rIMKO3UIHBIX CBA3EH COMEPKUTCSA B HAPYKHBIX IEIIsIX.

Hecmorpsi Ha BerBuCTOE crpoenne (pucynok 31, B), Mosekysna aMuionekTuHa
HMEET TOJIBbKO OJIMH BOCCTAHABIMBAIOIINIT KOHeI[ (CBOOOIHBIN NIMKO3UIHbIH THIPOKCIL).
AMUIONEKTHH € MOJIOM JIaeT KPacHO-(UOJETOBYIO OKPACKY, PACTBOPSIETCS B BOJiE MPHU
KUIITICHUN, 00pa3yd BI3KUE U CTOMKUE PACTBOPDI.
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6.3.2 I'sukoren

T'aukozen (KUBOTHBIH KpaxMmall) siBIAETCs (DyHKIIHOHAIBHBIM aHAJIOTOM PACTUTEIBHOTO
KpaxmaJjia U MPEeJCTaBjsgeT coboil (popMy XpaHeHUs yIJIepoJjia W SHEPIUU B OPTraHU3Me
JKUBOTHBIX U YeJOBeKa. [JIMKOreH BCTpedaeTcst B pacTeHusX (buToryimkoreH), rpudax,
B HEKOTOPBIX OAKTEPUAX U JAPOKKaX. B 3HAUUTETBHBIX KOJMYECTBAX TVIMKOT'CH MOYKET
HAKaIlJIMBAThCA B KJIETKAX II€YeHU U MBIIIIAX.

I[To crTpoeHmio rIMKOreH I10J00EH AaMUJIOIIEKTUHY, B OCHOBHBIX Ielsax D-
TJIIOKOIIMPAHO3HBIE OCTATKU CBA3aHBI (-1,4-TIIMKO3WIHBIMIA, & B TOYKAX BETBJICHUS
— @-1,6-TyTMKO3UIHBIMU  CBA3AMU. HoO MoJieKkysia TJIMKOTeHa HMEET Pa3BETBJIEHHOCTD
IPUMEPHO B JiBa pasa GoJiblle, YyeM MoJieKy/ia amusonektuaa (pucyHok 31, B). Mexy
TOYKaM® BeTBJeHUs cojepxxkutcd 1012, a nHOT/IA M H—6 OCTATKOB TJITOKO3bI, TTIO9TOMY B
MOJIeKYJIe IKorena okosio 10 % npuxomnres na a-1,6-rIMKo3uIHbIC CBA3H.

Mousekynsipaas Macca TJIMKOTe€Ha OYeHb Bejuka U Kojebsercsa B mpegenaax 100 000—
100 000 000. Bombmioit pasmep MOJIEKYJIBI TJIMKOT€HA U €ro BBICOKAs BETBUCTOCTD
CIOCOOCTBYIOT B OpraHu3Me YKUBOTHBIX U U€/IOBEKA BBITIOJIHEHUIO PE3ePBHON (DYyHKITIH.
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6.3.3 Ilenarosoza

ITeanrono3a (kiaerdarka) — JIMHEHHBIH BBICOKOMOJIEKYJISIPHBIA moJicaxapul. uciio
[JTIOKO3HBIX 0cTaTKOB Kosiebsrercs oT 1 400 mo 14 000, 9T0 COOTBETCTBYET MOJIEKYJISIPHOI
macce 250 000— 2 000 000.

Hemmomo3a mocrpoena 1o 1emwiobnosnomy tuiy. Ocrtatku  D-TyIFOKOIIpaHO3bI
cBsi3aHbl [3-1,4-TINKO3UTIHBIMU CBSI3SIMU.
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[B-kouduryparus TJNKO3UIHBIX CBs3eil B MOJIEKYJe IeJII0JI03bl 00YC/JIOBINBAECT
BBITAHYTYIO CTPYKTYPY HOJUTTHKO3UTHOMN TIETTH, B KOTOPOil OCTATKH TJIIOKO3bI TIOBEPHY ThI
apyr k gpyry Ha 180°. Biaromaps TakomMy pPAaCIOIOXKEHUIO MOTYT 00pa30BbIBATHCH
BOJIOPO/IHBIE CBSI3M M€Ky TH/IPOKCHJIBHOU I'PYMIION Y TPETHETO aToMa yIJIepoja OJHOTO
OCTaTKa TJIIOKO3bI U KHCJIOPOJIOM THUPAHO3HOIO KOJIBIA PAJIOM CTOSIIETO OCTATKa
[JTFOKO3BI, UTO IPEIATCTBYET BPAIIEHUIO U CIIUPATU3AIUN TIETIH.

[He/ttomo3a MUPOKO paclpocTpaHeHa B IPHUPOJIE, ABJIAETCH TJIABHOW CTPYKTYPHOI
YaCThIO KJIETOUHBIX CTEHOK, 00eClednBaeT MeXaHNIeCKYI0 IMPOYHOCTb M JIACTUIHOCTH
TKaHeil pacTenuii. B K/IeTOYHBIX CTEHKaX MOJIEKYJIbl IEJUUTION03bl CBI3aHbI MEXKILY
coboit, 0bpazys MukpoduOpu/LIbl. B opranu3me KUBOTHBIX U YeJIOBEKA HET (DEPMEHTOB,
PACHIEILISIONUX [(-TJIIOKO3UIHYIO CBSI3b, ITO3TOMY WMH IEJIII0I03a HE YCBaUBaECTCH.
Crenuduieckas MUKPOGIIOpa KeJTYI0IHO-KAIETHOTO TPAKTa TPABOSITHBIX YKUBOTHBIX
CIIOCOOHA PACHIEIVIATH IEJTI0N03y /10 TJIIOKO3bl W HUCIOJb30BaTh €€ B Pa3JIMIHBIX
MIPOIIeccax YKU3HEAeATeTbHOCTH, TJIABHBIM 00pa3oM B mpolieccax Opoxkenus. 2KuBoTHbIE
UCIIOJIB3YIOT YaCTh TJIIOKO3bl W PA3IMUIHBbIEC MPOJIYKTHI OpoKeHus: (IUPYBAT, JIAKTAT,
HPOIHOHAT U JIP. ).

6.3.4 TI'mkKo3aMMHOTIINKAHBI

T'auro3amMuH02AUKAHDBL ABISIOTCA TTOJTUCAXAPUIAMEI COSIMHATETLHON TKaHU, KOTOpas
HAXOJIUTC B KOXKe, CyXOXKWJINAX, XPAIIAaX, CyCTaBHON »KIJIKOCTU, CTEHKaX KPOBEHOCHBIX
COCYJIOB, POTOBHUIIE, KOCTAX M T.JI., 0OeCIeYMBaeT IIPOYHOCTH U YIPYTrOCTh OPIaHOB,
9JIACTUIHOCTh UX COEIUHEHUM, 3aIUTy OT WHMEKIIHIA.

['Muko3aMUHOTIMKAHBI TTPEJICTABIAIOT COOOM JIITMHHBIC e TeTEePOTOINCaXapuioB,
IIOCTPOEHHBbIE U3 JIMCaXapuIHBIX OCTATKOB. B cocTaB gucaxapujHbIX OCTaTKOB BXOJIAT,
C OJIHOW CTOpOHBI, reKcypoHoBasg Kuciaota (D-rmokyponosasi, D-ramakryponosas,
L-umyponoBasi), a ¢ gpyroii — N-amermwirekcozamut  (N-aleTw/IrroKo3aMuH,
N-amermnramakrozamun).  Hekoropble u3  HEHX — cofgepKaT  OCTATKH  CEPHOI
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KUCIOTBL.  [Tomcaxapupl  COCIMHUTENLHON TKAHUW MHOLAA HA3LIBAIOT  KUCABLMU
mykonoaucarapudamy (0T JIAT. MucuS — CIU3b), T.K. HAJIAIHNE KapOOKCHJIBHBIX U
CyJIbOrPYIII 00ecIieInBaeT NX NOHHOE coCTOgHNE. [TIMKO3aMUHOTIMKAHBI B OOJIBIITUHCTBE
CJIyYaeB CBSA3aHbI ¢ GEJIKOM Yepes3 TpUCaXaph/l, COCTOAIINIT U3 JBYX OCTATKOB IaJIaKTO3bI
1 KCHJIO3HI.

B  Hacrogmee BpeMs ~ U3BECTHA ~ CTPYKTypa  HIECTH  OCHOBHBIX  KJIaCCOB
TJINKO3aMMWHOIVIMKAQHOB. HaI/I60ﬂee U3YyYEHHbBIMU dBJIAIOTCA T'HMaJiypOHOBas KHCJIOTA,
XOHJIPOUTHUHCYJIHMATHI U TeIIapUH.

Tuaayporosas xKucaoma MUPOKO pacpoCTpaHEHa B TKAHAX KHUBOTHBIX. BriepBble
oHa BbIJeseHa B 1934 1. U3 CTEKJIOBUIHOIO Tejla Iia3a, 3aTeM OOHAPYKeHa B IIYNOYHBIX
KaHaTHKaX, CHHOBUAILHON *KUJIKOCTH, KO¥Ke, IJIa3Me KPOBU U JIPYTUX OpraHax M TKAHAX.

lNuasyponoBasi KucjioTa COCTOUT U3 JIUCAXAPUJHBIX OCTATKOB, CBA3aHHBIX (-1,4-
IJIMKO3UTHBIMU  cBa3aMu. Jlucaxapuanbiit  ¢gpparmMent cocrontT wu3 D-TiIioKypoHOBOI
KHACJOTBI W N-alleTWINIIOKO3aMUHa, COEIUHEHHBIX  [3-1,3-TJIMKO3UIHON  CBSI3BIO.
['masrypoHOBast KHCJIOTa MOXKET COIEPKATH HECKOJLKO THICAY JIUCAXAPHUIHBIX €JINHHAIL,
MOJIEKyIApHas Macca cocTapder 10°-107, pacTBopsl 06/1a/1aI0T BBEICOKOH BA3KOCTHIO.

COOH a CH;OH
b) A0 -
O (8] o
OH HO
-0 HO OH H
" O: "
OH TH C—-CH;
O=C—CH3

PparMeHT MOIEKYIEI THATYPOHOEOH KHC/IOTHI

B xpsme ruagypoHoBas KHCIOTa CBA3aHA C¢ OEJKOM M y4YacTBYeT B OOpa30BaHUU
MIPOTEOIVIMKAHOBBIX AarperaTroB; B CTEKJIOBUJIHOM Tejle TIJia3a, IIYIIOYHOM KaHATUKE
U CYCTaBHOW JKUJKOCTU MOXKET HAXOIUTbCS B CBOOOJHOM Buje. ['masyponoBas
KHCJIOTa BXOJIUT B COCTaB COG,ZLI/IHI/ITG.HI)HOI';I TKaHN KaK HEMEHTUDPYIOIIad OCHOBa, U en
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[PUHAJJIEKUT BasKHast POJIb B (DOPMUPOBAHUN ODapbePHBIX (DYHKITUI OpraHn3Ma, KOTOPhIe
B 3HAYUTEJBLHON Mepe OIpEJe/IAI0T €ro 3allluTy OT UHQEKIUd U JAPYTUX BPEIHBIX
BO3/eICTBUIA, B YaCTHOCTU MOHU3UPYIOIIECH pPaalliul.

[Ipu pasjuIHbIX MTATOJOIMYECKUX IIpolieccax, OCOOEHHO IIpU JIy4eBOW OO0JIe3HH,
YCHJINBAETCS Ppa3pylleHne TIUaypOHOBON KHCJIOTHI, YTO IPUBOIUT K OCIaOJIEHUIO
dyHKINIT cCOeIMHUTE/ILHON TKAHU, B YACTHOCTUA TKAHEBBIX OAPHEPOB.

Xondpoumurcyavgamaot SIBJISTFOTCS CaAMBIMU pPaCIpPOCTPAHEHHBIMI
IJTMKO3AMUHOT/INKAHAMI B OpraHu3Me »KWBOTHBIX U dejioBeka. OHE cojepxKarcsad B
KOXKe, CYXOXKUJINAX, CBA3KaX, XPsIle, apTepusx, POTOBUIE IJ1a3a U SBJIAIOTCS BazKHBIMA
KOMIIOHEHTaMHU OCHOBHOI'O ITPOTEOTJVIMKAHA XPAIIEBOIO MaTPUKCa — arpeKaHa.

XOoHJAPOUTHHCYIHMATH TOCTPOEHBI W3 JUCAXAPUIHBIX OCTATKOB, COCTOSIIHAX W3
D-rmokyponoBoit  kucsiorel u N-areruii-D-rajgakrozamun-4-cynbdara wim N-amerui-
D-ranakrozamun-6-cynbdara, cBsa3aHHBIX [-1,3-TymKo3uiHON cBs3b0. Jlucaxapuabre
OCTaTKMN, B CBOIO OY€PE/Ib, COENHEHBI [3-1,4-TTMKO3WTHBIME CBA3SIMU. B 3aBUCHMOCTH OT
HOJIOKEHUST CYJILMATHON TPYIIIBI PA3INIAOT XOHAPOUTUH-4-Cyiibdar (A) U XOHIPOUTHH-
6-cynbar (B). TlosmcaxapujiHas Telb MOJIEKYJIbl  XOHJIPOUTUHCYIb(ATA MOXKET
copepKaTh 10 40 aucaxapuIHLIX (bparMeHTOB U MMeeT MOJEKy/spHylo Maccy or 107
o) TH0ER

Moseky/Ibl  XOHJIPOUTHHCYIL(MATOB TPEJICTABIAIOT OO0 OrpOMHBIE TOJUAHUOHBI,
CIIOCOOHBIE TIPUCOE/INHATH W yJIEPKUBATh KATHUOHBI KaJblldsd, HEOOXOIUMBbIE JIJTs
KaJIbIU(PUKAINKA KOCTHON TKaHU.

TI'enapun BuepBbIe BBIJIE/IEH U3 TIeYeHN (OTCIO/a U IIPOUCXOIUT €r0 Ha3BaHUE: OT JiaT.
hepar — medeHb), CHHTE3UPYETCs TYIHBIMU KJIETKAMU U HAXOIUTCS B I'DaHyJIaX BHYTPH
9THUX KJIETOK. ['enapuH mpucyTcTByeT BO MHOIUX TKAHAX OpPraHu3Ma, HO HauOOJIbIIIee ero
KOJIMYECTBO COJIEPYKUTCS B II€UYEHM, JIETKUX, MBIIIIAX U KOXKe.
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Crpykrypa xoHapoHTHHECYILGATOR

FeHapI/IH COCTOUT H3 IIOBTOPAIONINXCA JUCaXapHIHBIX (bpaFMeHTOB, COCTOAIIUX U3
D-rmokyporoBoit min L-maypoHoBoit KucaoTel u D-Tiroko3amMuHa, CBA3aHHBIX [3-1,4-
IJIMKO3UJTHON CBA3bI0. D-IiioKo3aMuH Cy/IbhpaTUpOBaH U aleTUINPOBaH.
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Crpykrypa renapasa

Jucaxapugibie  (parMeHThl  COCIAMHAIOTCS  (-1,4-TVIMKO3MIHBIMA  CBSA3SIMHM.
MogekynapHasg Macca rernapuHa cocTasiasger oT 6 x 102 1o 25 x 103, Tenapun apisgeTcs

IPUPOAHBIM aHTUKOAl'YJIAHTOM.
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7. JIMIIN/IbBI

Jlunude, (or rped. [ipos — KUpP) — UPHUPOJHBbIE HENOJISPHBIE COEIMHEHUSI,
HEpPaCTBOPUMBIC B BOJE, HO PACTBOPUMBIE B HEIOJSPHBIX PACTBOPUTENSAX, TAKUX KakK
adup, xsopodopm, OGEeH30I U IP.

B xmacc smnmumoB BXoguT OOIIMpHAdA TIpyIIa COCAUMHEHUH, MMEIOMUX Pa3HyIo
CTPYKTYpy H Omonormdeckue (PyHKIUU. B CTPYKTYpHOM OTHOINCHHH BCE JIAIINAILI
SIBJISIIOTCS CJIOZKHBIMU 3PUPaMU KUPHBIX KUCJIOT U PA3HOOOPA3HBIX CIIUPTOB.

B saBucuMocTH OT XMMHYECKOIO COCTaBa BBIJIEJSIOT HECKOJIHKO KJIACCOB JIUIHUJIOB.
[To cnocobHOCTH K THAPOIU3Y B MICJOYHON Cpelie pasandaior JUIAILL OMOIAACMBLC W
Heomblasembie. JIMIUIBL, TUAPOIU3YIONIHecss ¢ 0Opa30BaHHeM MbLIa (COJeil JKUPHBIX
KICJIOT), HA3BIBAIOTCA OMbLAAEMbMU. OMBLIsIEMbIE JINIIJIBI, B CBOIO 0YepeJib, MOTYT OBITH
IPOCTBIMU U CJIOKHBIME. K npocmvim aunudam OTHOCITCA BOCKA U TPUALMAJITIAIEPOJILI
(HefiTpasibHBIE KHUDBI), K cAodicHom  —  docdoarmarauiepossl  (docdommmmis),
CPUHTOTIUTINIBI U TJIMKOJIUIN TG, JIUmuabl, HecltocoOHbIe K THIPOJIN3Y ¢ OCBOOOXK IEHIEM
JKUPHBIX KHUCJIOT, Ha3BIBAIOTCA HEOMBIAAEMbIMU. HeoMblIseMble JIMIUIABI JIeJIITC Ha
TEPIEHBI U CTEPOUIbI.

[lo OwosiormvecKkuM  OCOOEHHOCTSIM  JIMIUJBI ~ OBIBAIOT  PE3EPEHLIMU U
KOHCMUMYUUOHHbLMY. — Pe3epBHbIE  JIMINUABI  [PeJICTaBIeHbl  IJIABHBIM  0OpasoM
rpuanuiarauneposavu  (TAT'), KoTopble OTKIaJBIBAIOTCS B 3HAYNTELHON Mepe B
HOJIKOYKHOMN KnUpoBoii KiaerdaTke (okoso 50 %), B cambauke (20-25 %) u 3HAYNTESHHO
MenbIre B Mbiax (5-8 %). Obiree KOJIMIECTBO PE3EPBHBIX KUPOB B OpraHU3Me JIIJIeil
cocrapiger 10-15 %, a npu oxKupeHnn KOJIMIeCTBO KuUpa MozKeT jgocrurarb 25-30 % ot
MAacCChI TeJIa.

Koncrurynuonssie (IIpoToniasMaTuiecKue) JINIMH/IbL SBJISIIOTCST [TPEUMYIIIECTBEHHO
CJI0KHBIMU. KOJTM4ecTBO UX B OPraHu3Me OTHOCUTE/IHLHO ITOCTOSHHO.

B opranmsme KMBOTHBIX, paCTEHUII M MUKPOOPIaHU3MOB JIUIU/IBl BBITOJTHSIIOT P
JKU3HEHHO BayKHBIX (DYHKITHIL:
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cYoCMpPammo-sHep2emuveckas: KUP CIyKUT B OpraHm3Me BecbMa 3(PhEeKTUBHBIM
UCTOYHMKOM SHeprum Jub0 TPU HEMOCPEJICTBEHHOM HUCIOJIb30BaHUU, JTHOO
MIOTEHINAJIHLHO — B (pOpMe 3aI1acoB KUPOBOI TKAHMU;

CMPYKMYpHas (NAGCMUNECKGA): AL B BUJE KOMILIEKCA ¢ OGeJIKaMU SIBJISIOTCS
CTPYKTYPHBIMH 3JIEMEHTAMU MEMOPaH KJIETOK U KJIETOYHBIX OPTaHeJsL;

mparHcnopmHas: ABJAAACH OJHUM N3 OCHOBHBLIX KOMIIOHEHTOB KJIETOYHBIX M6M6paH,
JIMIIUABI OIIPpEeae/IAIOT TPAaHCIIOPT BEIIECTB B KJICTKH,

METAHUYECKAA 3aUuMa: YKAPOBas IMPOCIONKA TPeIOXpaHsIeT TeJI0 W OPraHbl OT
MEXaHUYECKNX MOBPEKIEHNI;

MENAOUIOAUPYIOUGA: OJAro/iapss BBIPAXKEHHOW HU3KOW TEPMOIIPOBOIUMOCTH,
JINTIUJIBI COXPAHSIOT TEILIO B OPraHU3Me;

aneRMPousonupyrowas:. JTAINUAbI ABJIAIOTCA SJICKTPOU3OJIUPYIOIIUM MaTepuaJioM,
YqacCTByd TaKHUM 06pa30M B IIepeiade HEPBHOI'O UMILYJIbCa;

amyaveupyrowas: HocOrIUIEepobl U ¥KeJTIHbIE KHUCJIOTHI  CTAOUIU3UPYIOT
SMYJIBCHIO Ha IMOBEPXHOCTH pasjesa (a3 Macjao-Boja;

2OPMONAADHAA — (DE2YAAMOPHGA): CTEPOUTHBIE TOPMOHBI, CHHTE3UPYEMBIE W3
XOJIECTEPOJIA, YYIACTBYIOT B PETYJSIME  BOJHO-COJIEBOTO OOMEHOB, TIOJIOBBIX
yHKIWMIT; AKO3aHON B!, TPOU3BOIHBIE TOJMEHOBBIX YKUPHBIX KHUCJIOT, BBI3BIBAIOT
pasHooOpasHble bnooruydeckre 3HEEKTH;

BUMAMUHHAA: B HATYPAJbHBIX IHUIIEBBIX YKUPAX COJIEPKATCI KIPOPACTBOPUMBIE
BUTAMWHBI U He3aMEHWMBbIE KUPHbIE KUCJIOTHI;

PACMBOPAIOULGA: OJTHU JIATTUJIHI ABJISIOTCS PACTBOPUTESIMU JIJTS JIPYTUX JIATTHTHBIX
BEIIECTB.
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7.1 IlIpoctTble auimmbl

K npocmuim aunudam oTHOCAT KUPBI (AIUITTHIIEPOJIBI), BOCKUA U CTEPOHJIBL.

7.1.1 AnmmaraunepoJibl

Auuneauuepoav, (HefTpasbHbIE YKUPBI) — CJIOKHBIE 3(DUPBI KUPHBIX KUCJIOT U
TPEXaTOMHOI'O CIIIPTa IIuIeposia. Haspanne «HefATpaabHbIe» OHU IOy YMJIA IIOTOMY, 9TO
HE COJIepKaT MOHOTEHHBIX T'PYIIIL.

Bricie kapOoHOBBIE KHCJIOTHI BIIEPBBIE BbIJEJIEHBI U3 YKUPOB, TOITOMY HX HA3BaJIN
AHCUPHBLMU KUCAOMaMU. B cocTaB >KUPOB, KaK IPABIIIO, BXOIIT KapOOHOBBIE KUCIOTHI C
YeTHBIM YMCJIOM aTOMOB yIJIEPOJia W HEPA3BETBJIEHHON yIJIEPOIHON TEIbIO.

CrpykTypa ©u Ha3BaHHA INPEIEIbHBIX W HEIPeIeIbHBIX KHCJIOT, HAmOOJIee YacTo
BCTPEYAIOININXCA B JINMNIIAX, IPEICTABICHBI B TabIuIax b u 6.

Tabmmna 5 — IIpenenbabie KApOOHOBBIE KUCJIOTHI

CtpykTypa Cn Haszanue
CH3(CH3)2COOH | Cy MacJ/gHad
CH3(CH3)4,COOH | Cg KaIlpOHOBasI
CH3(CH3)6COOH | Cg KalpujIoBast
CH3(CH3)sCOOH | Cyq KalpUHOBAs
CH;3(CH3)10COOH | Cya JIay PUHOBAA
CH3(CHz)12COOH | Cy4 | MupucruHOBast
CH3(CH3)14COOH | Cig | manbmMuTuHOBasA
CH3(CHs3)1COOH | Cyg cTeapuHOBast
(CHa)
(CHy)
(CHy)

CH3 CHQ 1chOH CQQ apaxXmMHOBaAd
CH3 CH2 QQCOOH 022 OerenoBast
CH;3(CHj3)22COOH | Cyy | muraonepuHOBast
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[Tostoxkenne JIBOIHOM CBSA3W WHOT/IA YKA3BIBAIOT IO PACIOJIOYKEHUIO ITEPBOi JIBOMHOM
CBA3U, CUATAd OT KOHEYHOI'O YIVIEPOJa METWJIbHOW TPYIIIbl WA W-aToOMa YIVIEPOJIA.
Hampuwmep, mmaOIEHOBasT KcI0Ta MOXKeT ObITh obo3HadeHa Kak Cig : 3A9, 12, 15.
Tabmuma 6 — Henpenenbabie KapOOHOBBIE KHCJIOTHI

CrpykTrypa Cn:A Haszpanune
MOHOEHOBbIE KUCJIOTHI
CH3(CH2)5 CH=CH(CH2)7COOH C16:1A9* [AJIbLMUATOOJIEMHOBAS
CH3(CH2)7CH=CH(CHz2)7COOH Cig:1A9 OJIEMHOBASA
CH3(CH2)7CH=CH(CHz2);1 COOH Ca9:1A13 3pPYKOBasi
CH3(CH2)7CH=CH(CHz3);3COOH Coo:1A15 HEPBOHOBAS
ITosineHOBbIe KUCJIOThI
CHj3(CH2)4CH=CHCHyCH=CH(CH2)7COOH C18:2A9,12 JIMHOJIEBAS
CH3CH2CH=CHCH>;CH=CHCH>CH=CH(CH32)7COOH C18:3A9,12,15 JIMHOJICHOBAS
CH3(CH2)3(CH2—CH=CH)4(CH2)3COOH Co0:4A5,8,11,14 apaxuI0HOBas
* O6oznauenue Cig : 1A9 yKa3bIBaeT, 9TO KUCJIOTa COJEPKUT 16 aTOMOB yTjiepojia U OJHYy JBOHHYIO CBA3b y 9-To aToMa
yIJIepojia, CIUTas OT MEePBOTO aToMa YIyIepoja KapOOKCHIBLHOH MPYIIIHL.

B opranusme »KUBOTHBIX U Ye€JIOBEKa KUPHbIE KHUCJIOTBI JIETKO CHHTE3UPYIOTCS
U3 yrieBosoB. VICKIIOYEHNE COCTABISIOT AUHOAEGAA, AUHOAEHOBGA U APATUIOHOBAA
KUuCAOmbl, KOTOPbIE HE CHHTE3UpyoTcs. VIX OTHOCAT K He3aMeHUuMbM, U
ICCEHUUANDBHBIM , KICTIOTAM ¥ OHU JIOJIZKHBI IOCTYNIATH B OPIaHU3M C MUt (BUTAMUHDL
rpynmst F).

Hawubosiee 4acTo B HPUPOJHBIX KUPAX BCTPEUYAETCs MaJIbMUTHHOBas Kucjora (or 15
10 50 %) u oneunosas (o 30 %). ZKupHble KHUCIOTBI € YUCIOM ATOMOB yIJEpoJa OT
4 no 10, m ocobeHHO MacjagHasd W KaIPOHOBas, COJEPXKATCA B OCHOBHOM B JIMITHJIAX
MoJioKa. KanpuaioBoii m KamnpuHOBOW KHCJIOT MHOIO B KOKOCOBOM Macie, JiaypPHHOBOI
— B JIABPOBOM MacJie, MUPUCTHHOBOII — B apaXMCOBOM M COEBOM Macjax, JIMHOJIEBAs
U JINHOJICHOBasi KHCJOTBHI COCTABJSIOT IJIABHYIO YACTb JIBHAHOIO, KOHOIUISIHOIO,
IOJICOJTHEYHOrO, XJIOIKOBOTO M JIPYIMX PaCTUTEIbHBIX Maces. CreapuHOBasi KHCJIOTa
B 3HAYUTEJBHBIX KoamdectBax (25 % m 6ojee) BXOAUT B COCTAB JKUPOB KHBOTHOIO
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IPOUCXOXK/IeHnst (bapaHuil, TOBszKHUil) U KOKOCOBOrO Macja. HerpejeibHble KUCIOTHI B
MOJIEKYJIE TPUAITAJITJIUIEPOJIa, KaK IMPaBUJIO, HAXOAITCS BO BTOPOM IOJIOYKEHWH.
B zaBucumoctu or umcia 3TepudUIUPOBAHHBIX T'MIPOKCUIBHBIX I'PYII TIAIEPOJIA

pPa3/indaioT MOHOAIIUJITVIMIIEPOJIbI, JAUAUAJITJIUIIEPOJIbL n TpUuanuJ/I-rJInIepPoJibl
(TpErIHIIEPUIBI).
?HQ—OH _ﬁ
— —R
HO—CH GH2—0 1
I HO—CH
CH,—OH
CH 2_0H
[minepus (rommepor) MosormuuepHz (MOHOAMIT THIIEPOIT)
0
_& Il
0 (|3H2—0 —Ry 0 ?Hz“ 0—C—R,
I Il
Ry—C—0—CH Ry—C—0—CH 0
Il
CHy—OH CHy—0—C—Rg
Jurmmepn, (IHAHATIHITEPOT) Tpurmmepnn (TpHATHITTHIIEPOIT)

Cpenu  anmuIrmieposoB pa3indaioT TpocThle U cMemmannble. [Ipocthie  arnmi-
IJTUIIEPOJIBI COJIEPZKAT OCTATKHM OJIMHAKOBBIX BBICIIUX KUPHBIX KHUCJIOT, a CMeIlaHHble —
paz3/IMYHble OCTATKM BBICIINX *KUPHBIX KHUCJIOT.

IIpupodnwvie otcupsv, (AUITIANEPOJIBI) — CJIOXKHAS CMeCh L-alujIrinieposion
(IPOCTBIX ¥, IPEUMYIIECTBEHHO, CMEITAHHBIX ).

NsBectro cBbime 600 pasjmIHbIX BUJIOB YKUPOB, U3 KOTOPbIX 420 — pacTUTETHHOTO
npoucxoxkjaeHns, 80 BUJIOB KUPOB Ha3eMHBIX YKUBOTHBIX U Oosiee 100 BUIOB KUPOB
BO/IHBIX ?KNBOTHBIX.

Pacmumenvroie orcupv, copepzkarT IPEMMYIIECTBEHHO Helpe/e/IbHble KHUCIOTh (710
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L
H,C-0~C=(CHy);s~CH;
|
H_},C_{CHE);_CH :CH‘{CHE}_T_%\-O'?H
0 HEC_O'Q‘\_{CHE)LU_CHj
0

2-0-oneuHonn-1-0-nanemutoun-3-0-creapounrivuepon

90 % u 6GoJiee), ABIAIOTCS KUJIKAMU, U UX HA3BIBAIOT MACAGMU. VI3 IPEIEIbHBIX KHCIIOT
TOJIBKO HaJbMUTHHOBAs KHCJIOTa COJlepKHUTCa B KosmdecTBax 10-15 %. Macamanbie
KYJIBTYPbl HAKAIJIMBAIOT 3HAUUTE/ILHOE KOJIMIecTBO KupoB (apaxuc — 49 %, maxk — 45 %,
nogicoaevHuK — 35 %, ropunia — 32 %, jien — 29 % u ap.). CBoiicTBa MaceJ1 Olpe e IsIFoTCsT
COCTaBOM >KHUPHBIX KICJIOT, BXOISIINX B UX CTPYKTYPY.

2Kupwr orcusommozo npoucroscdenus B OOJBITUHCTBE CIyYaeB TBEPIbIe, OHU OoJiee
Pa3sHOOOpPa3HbI M0 HAOOPY KUPHBIX KHCJIOT U COJEP:KAT B OCHOBHOM IIpejieSIbHBIE
kucsioThl. HanboJstee HachIlieH OapaHuii }Kup, OH TPAKTUIECKH HE UMEET B CBOEM COCTaBe
HE3aMEHUMBIX KHUCJIOT. B Kupax »KUBOTHBIX, OOUTAIONINX B XOJOJHBIX I'eorpaduaecKux
rosicax, Ipeod/Iaal0T HellpeaeabHbIe KUCJIOTHI.

MoiouHBIIT ¥ CBHHOI KHP COJEP:KAT aPaxuI0OHOBYIO KHCIOTY, HEOOXOMUMYIO JIJId
OmocuHTe3a MPOCTArIaHITHOB.

Ocoboe MecTo 3aHMMaeT pulbuil »Kup, B cocrage Koroporo 10 10 % kiaynanomoHoBoii
(mokozamenraenoBasi, Coy : 5AT, 10,13, 16, 19) u nepsonoBoii (0K03arekcaeroBasi, Coy :
6A4,7,10,13,16,19) Kucaor, HEOOXOMUMBIX Jyisi o6pa3oBanus (GHocdOaIUIrIUIEPOIOB
HEPBHOI CUCTEMBI.

st XapaKTepUCTUKU ITPUPOJIHBIX KUPOB YACTO UCIOJIb3YIOT TaKKe MOKa3aTesn, Kak
MOHOE UUCJI0, KUCJIOTHOE UNCJIO U IUCJIO OMBLICHUSI.

Hoodroe wucao — KoaaaecTBoO I'PaMM HO/1a, KOTOPOE cI10cobHO cBa3aTnhed co 100 ¢ 2Kupa.
MO,D;HOQ YHUCJIO XapaKTEPpU3yeT CTCIICHb HEIIPEAC/IbHOCTH 2KUPHBIX KHUCJIOT JaHHOI'O 2KHPa
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U BapbuUpyeT B IMIUPOKUX IIpeJiesax.

Kucaomnoe wucao — BbIpaKalOT KOJIMYECTBOM MT T'HJIPOKCHJIA KaJius, HOIIeInee Ha
HeNTpaIn3aInio CBOOOIHBIX YKUPHBIX KHCJOT, cojlepzKarmuxcsd B 1 1 kupa. Kuciiornoe
YUCJIO XapaKTepu3yeT KadecTBO YKupa. bojiee Ka4eCTBEHHBIM SBJISETCS YKUP C MEHBIITIM
KHUCJIOTHBIM YHCJIOM.

Yucaro omvirenus — KOJMYIECTBO MI THJIPOKCHJA Kajus, HEOOXOIUMOoe s
HeHTPATH3AINH BCEX KUPHBIX KUCJIOT (CBODOHBIX M CBSI3AHHBIX) B IPOIECCE OMBLICHUST
(ruzpposmsa) 1 rxkupa. Yucsio oMbLIeHNsT XapAKTEPU3yeT OTHOCUTEIBHY 0 MOJIEKYIISIPHY O
Maccy KHCJI0T. HeM OoJIbIe YUC/I0 OMBIJICHUS, TEM MEHbIIIe MOJIEKYIAPHAA Macca KUCJIOT,
BXOJIAIIAX B COCTaB KUPA, U HA0DOPOT.

7.1.2 Crepoubi

Cmepouduvl. MUPOKO PacipoCTpaHEeHbl B MPUPOJIE, MPEJICTABIEHBI OOJIBIION TPYIIIOit
HEOMBLIsieMbIX 0B, 3Bectno 6Gosee 20 000 crepommos, okoso 100 u3 HEX
[IPUMEHSIIOTCA B KauecTBe JiedeOHbIX mpernapaToB. OCHOBY CTEPOUIOB COCTABJIAET CTEPaH
(UK JIOTIeHTAHIIEPIUIPOMEHAHTPEH ), COCTOAINI U3 TpeX HEeJTMHEHHO KOHICHCHPOBAHHBIX
mukstorekcanoseix kostery (A, B, C) n mumkionentanosoro kosbia (D). Pasxoobpasmne
CTPYKTYP CTEpPOUJIOB OOYCJIOBJCHO pa3HO#M CTENEHbIO0 HEHACBIMNEHHOCTH W HAJAIHEM
HECKOJIbKIX T'PYIITUPOBOK B PA3HBIX MOJIOKEHUAX ITHKJIOB.

Hamumaue Cg—C1g-yriteBoopo/iHoit OOKOBOIL 1enu B MOJIOKeHUH 17 W IiIpOKCHIBHOMN
IPYIIBI B IMOJIOKEHUN 3 XapaKTepPHO it OOJIBIIONH T'PYIIIbI CTEPOUIOB, HA3BIBAEMBIX
CTNEPONAMU..

B opranmsme >KMBOTHBIX U UeJIOBEKa CTEPOUJIbI IIPeICTaB/IeHbl I'JIABHBIM 00pa3oM
ToNecmeposoM WU €ero IPOU3BOAHBIMU. Pacrenmsi, rpuObl U JIPOXKKK HE CIOCOOHBI
CUHTE3MPOBATH  XOJIECTEPOJI, HO CHHTE3UPYIOT Pa3HooOOpasHble (PUTOCTEPOJIbI U
MHKOCTEPOJIbI, HE ycBamBaeMble OPraHH3MOB dYejOoBeKa. bakrepum He CIOCOOHBI
CUHTE3UPOBATH CTEPOU/IHI.
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LuknoneHTannep— XonecTtepon

ruapoteHaHTpeH

KonjiencupoBannas cucremMa XOJiecTeposia JOCTATOYHO KeCTKasi, W €ro MOJIEKYJ/Ia
obJrajilaeT 3HAYUTEIBHO MeHbIell I'MOKOCTBIO 10 CPaBHEHHWIO € JPYTUMH JIAINIaMU.
XojiecTeposi B KA4ecTBe CTPYKTYPHOrO KOMIIOHEHTA BXOJUT B KJIETOUHbIE MeMOpAHBI
U, TaKuUM OOpa30M, IIOBBINIACT KECTKOCTH OWJIMIIIHOTO CJI0d MeMOpaH U WX
IPOYHOCTh. ['WMIPOKCUIbHAS TpyIlIa XOoJecTeposa obpalleHa K BOJHOMY CJIOIO, a
JKecTKas ruipododHast 9acTh IMOrpyKeHa BO BHYTPEHHU TuIpodoOHbI ¢TI0l MeMOpPaHDI.
XoJ1ecTepoJ1, B3auMOIEHCTBYsl ¢ XKUPHBIMIA KHUCJIOTaMU, 00pa3yeT CJI0XKHbIE 3(DUPHI.

1l
R—C—0O
CnoxHeln achup xonectepona

[TockobKy 3amMecTuTe/IeM SIBJISIETCS HEMOJIAPHBIA OCTATOK YKUPHOW KHCJIOTHI, TO
adupbl xosecTeposia bosee ruapodoOHBI, YeM caM xosecTepos. B kposu okoso 70 %
XOJIeCTEepPOJIa HAXOAUTCA B COCTaBe CJIOXKHBIX 3upos u okoJo 30 % — B Buge cBOOOIHOIO
XOJIECTEPO/IA.
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B kileTkax 1meveHHM, KOpPBHI HAJIOYEYHUKOB WU IIOJIOBBIX JKE€JI€3 IPOMCXOHUT
JICTIOHUPOBAHKE XOJIECTEPOJIa B BUJIE CJOXKHBIX 3(PHUPOB, IJie IO MEPe HEOOXOIUMOCTH OH
HCIIOJIB3YETCsl JIJI OMOCUHTE3a YKEJTIHBIX KUCJIOT W CTEPOMIHBIX TopMoHOB. M3 obiero
KOJIMYECTBa XOJIECTePOJia, COJePZKAIerocs B opranusMe dejopeka, npumepno 20 % ero
IIOCTYTIAET C IHINEeH, a OCHOBHOE KOJIUMIECTBO CUHTE3UPYETCH.

[Ton neiictBuem YP-06/1ydeHnsd B OpraHu3Me KUBOTHBIX

U dejoBeKa M3 7-JeruJIpoxosiecTepoiia  obpasyercd OH
putamud Dsz. B 1medenm XoJsiecTeposi IpeBpaliaeTcs ik COOH
B JKEJYHBbIC KHCJIOTHI, KOTOPbIe IOJYYU/IM Ha3BaHUE ¢

XOJIEBBIX KHCJIOT (MHIPEAUEHTHI YKeT9H, CIOCOOCTBYIOMINE o oH
BCACBIBAHMIO JKUPHBIX KHUCIOT B Kumiednuke). Hawmbosee Xonesas kucnota

pacIpoCTpaHEHHOW  dBJdeTCd  XoJieBad  Kucjota. B
OpraHW3Me 2KeJTIHble KHUCJIOThl HAXOJSITCS B BUJE aMHJIOB
TJIMIAHA WA TaypuHa — T[JIMKOXOJIEBBIX U TaypPOXOJIEBBIX
KHCJIOT.

¢-o
NH
CH,
OH COOH

Mukoxonesan kucnora

HO

7.2 CaoxxHbI€ JIUIINIbI

CymecTByIOT TP OCHOBHBIX KJIACCA CJIOYKHBIX JIMITHJIOB:
dbocdoarurmumneposst (runepodocdosunuipt), chuHrogumIIbl (CHUHIOMUETUHD) 1
DJTUKOJTUTTU B .

7.2.1 ®Pocdoaruariauneposst (rauiepodocdoaunuib)

Docoauunzauuepoav,  SBISIOTCS  OCHOBHBIMU — KOMIIOHEHTAMU  OHOJIOTMIECKUX
MeMOpaH U HanboJiee pacipPOCTPAHEHHBIMEI U3 CJIOXKHBIX JIUIIHAJIOB B XKUBBIX OPraHU3Max,
U UX COJIepKaHue CUIbHO BAPhUPYETCsl B 3aBUCUMOCTHU OT THIIA KJIETOK.

OcnoBy Bcex docdosunuoB cocrapisger dhocdaruinas KUCI0Ta, KOTOPas COCTOUT
U3 IVIUIEPOJa AalMJUPOBAHHOIO B IEPBOM U BTOPOM TIOJIOXKEHUSX, & B TPETbEM
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[IOJIOYKEHUN HAXOJIUTCH OCTATOK pocopHoit KucjgoTbl. Bo BTOpoM MMOIOXKEHUU Y
dochoarmuarneposoB, KaKk Uy TPUAIWITIUIEPOJIOB, HAXOJAATCHd MPEUMYIIECTBEHHO
MTOJIMEHOBBIE KUCJIOTHI.

I I
o HaC—0—C—R, 0 HQC_‘O_C"'&

Il ]
Ri— C—D—?H 0 R:-li:,"—(}—GH 9
H,C—0—P—0H HyC—0—P—0—R,q
’ L
$ocdarnamas kucIOTA [munepodocdommmg

B amx hapavaax Ry u Ry — paduxaner epicuiios upHulx KucIom,
a R3—vauje paduxan azomucmoss coeouHerua.

Nonnyro dopmy docdarninoil KUCI0Th HA3BIBAIOT «gochamudams, a ero oCTaTok
B cocTaBe (hochoallIrInIepoIoB — «pochamuduny, KOTOPbI BXOIUT B Ha3BaHUs BCEX
IAIepodOoCchOIMIIIIOB, a IOCIe HEro YKas3blBaloT 3aMecTHTe/Ib B (hocdare, HalpuMep
docharmmunxomun. B cBobognoMm cocroguum docdaruaHag KHUCJIOTa B OpraHu3Me
COJIEPIKUTCS B HEOOJTBITIOM KOJTMIECTBE, HO OHA SBJISIETCS IIPOMEYKYTOTHBIM META0OUTOM
buocunTe3a HochoaIUITINIEPOIOB U TPUAINITIAIIEPOJIOB.

Docgoayunesunepon HPEJCTAaBIIIOT  coboii  amduduiabHble  CTPYKTYPHI,
cojiepzKallue IMOJSPHYI0 TOJOBKY C HWOHM3UPOBAHHBIM (ocaToM U YaCTO OJHY
WM J[Be JIPyTHUe 3apsi?KeHHbIe TPYIIIbL U JIJIMHHbBIE, HelosipHble (TuapodobHbIE) XBOCTHI,
YTO WI'PAET BaXKHYIO POJIb B 00pa30BaHUU OWJIUIMITHOTO CJIosd MeMOpaH. zKupHble
KHCJIOTHI (POCOAIMITIUIIEPOJIOB MEMOPaH XapaKTepPU3YIOTCsl BBICOKMM COJEp:KaHieM
nosmeHoBbIxX KucsioT (80-85 %). B mosiekynax docdorumixonaa MmeMOpaH daiie BCero
MPUCYTCTBYET apaXuJIOHOBasl Kucjaora. Hajudue HenpeaesbHBIX KUCIOT 00eCIIeanBaeT
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JKUJIKOE COCTOsIHME TUIPOMOOHOrO CJ10si, HEOOXOUMOe JIjisi (PYHKIIMOHUPOBAHUS OEJIKOB,
BXOJISIIUX B CTPYKTYPY MeMOpaH.

B zaBucumoctum oT xapakTepa a30THCTOTO OCHOBAHUsI, MPHUCOEIUHEHHOIO K
dbocdoproit kuciore, docdoarnuarauepossbl (ruepodoCcOTUIIIB) TOAPA3IEIIIOT
Ha docdaruauaxosuusl  (germurunbl), docdaruauaaTanoaMuabl  (KedaguHbl) U
dochaTuuicepuHsb.

Docpamuduarosundv, (Aeyumunse). B otimane oT TpUTIHIEPUIOB B MOJIEKYJIE
docharuuaxommHa ogHA W3 TPeX THAPOKCUIBHBIX TPYIIN TJIMIEPUHA CBs3aHa HE C
JKUpPHOIi, a ¢ docdoproit Kucaoroit. Kpome Toro, dpocdopHast Kucjaora B CBOIO OUePeb
coesiuHeHa 3GUPHON cBsi3bi0 ¢ asoructbiM ocHoBanueM — xosmHOM [HO-CHy—CHay—
N*(CHzs)s|]. Takum obpazom, B Mojiekyse (hochaTuIXoIuHa COeJUHEHbl [INIEPUH,
BBICIIIUE KUPHBIE KUCJIOTHI, pocopHast KUCJIOTA U XOJIUH:

0

I

Il
Hz(]:-—D—F'—O-CHz— (:Hz-lt-lI (CHa)a
o

$ochaTHIRTROMNHE (TeIHTHH)

Docpamuduassmarosamurs.. OcHOBHOE pasymane MexK Ty (hocdaTnIn/IXOTNHAMEI
u ocdharuInIITAHOIAMUHAMI — HAJTMYAE B COCTABE MOCJIEIHIX a30TUCTOIO OCHOBAHUS
sranosamuta (HO-CHy—CHo—NTHj):
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0 ch—o—fl.l,—m
R;—C—O0—OCH O
HQC—O—1FI’—D—CH2-—GH2“-FIH3
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PochatnarnITaHOTAMEH

ns ruiepodocdoIunmIoB B OpraHmusMe JKUBOTHBIX u BBICITIIX
pacTrenuii B  HamOOJIBIIIEM  KOJUYECTBE  BCTpedaloTcd  (HochaTuImIXoJuHbl U
docharuauasTaHOIAMAHBL. DTH 2 TPYHIbl  TIANEPODOCHOTUINIOB MeTabOJIMIeCKN
CBSI3aHBI JIPYT C JAPYTOM U SBJSIOTCH TJIABHBIMU JUHIUIHBIMUA KOMIIOHEHTaMU MeMOpPaH
KJIETOK.

Dochamuduacepunsve. B mosekyre dbocdarumicepuia a30TUCTBIM COETUHEHUEM
CJIY2KUT OCTATOK aMUHOKHUCJIOTHI CEPUHA!

i
O HyC—O—C—R,
Rz—C—O—CH o}

[ I .
Hzc—D—Fl'—D‘_CHg_C H—NH3

o- o lo 0y
Docharugunceprn
DochaTnInICepUHBI pPacIpOCTPAHEHBI ropasJio MeHee IIIAPOKO, qeM

docharuauaxoanabl 1 hocdodTaHOTAMIHBI, U WX 3HAUEHUE OIPEJIE/IAeTCd B OCHOBHOM
TeM, YTO OHM YYaCTBYIOT B cmHTe3e (hochaTumI3TaHOIaMAHOB.
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7.2.2 CduHroaumnmiabl

CTpyKTYpHYIO OCHOBY COUHIOJHIIAIOB COCTABJSCT HEIPEIETbHbI  IBYXaTOMHBIIH
AMUHOCIIUPT — CQUHTO3UH, COCTOANMI u3 18 aToMOB yIyiepoja, ¢ JIBOIHON CBA3BIO
B Tpanc-kouduryparmuu mexay C* m C° ammmorpynmoit nmpu C? U rEAPOKCHILHBIMEI
rpymmamu 1pu C!, C3. Cdunrosun umeer ambudmuibHyio CTPYKTYPY, COCTOUT U3
ruJIpOUILHON TOJIOBKH U T'UJIPOGrOOHOIO XBOCTA.

Cbunrozun BXOIUT B GOJILIIYIO TPYLILY JIMIUIOB, B KoTopbix amua upu C? cpaszan
AMUTHON CBSI3bI0. AIMINPOBAHHDBIE IPOU3BO/IHBIE C(ODUHTO3UHA HA3BIBAIOT IEPAMIUIAMU.

HC=CH~(CHy);;~CH; HC=CH=(CH,);;~CH,
H?‘{:’H H{.IJ‘—OH ;5}
H(l:_\'HJ HC“_\'H'_(:"R
H,C-OH H,C-OH
Cipumrozun Heparn

[HepaMubl OTIMYIAIOTCI OCTATKAMM KUPHBIX KHCJIOT, KOTOpbIE cojep:KaT oT 18
JI0 26 aToOMOB yIJIEpOJa M SBJSIOTCA METADOJTUYCCKUMU IPEJIINECTBEHHUKAMI BCEX
CPUHTOJIATTIIOB.

Churnzomueaunwv. Ilpu mpucoeqmuernn HochOpUIXoanHa K THIPOKCUIBHOMN
rpyime 1epavmuiga obpasyercsd cdunromuenud. Cdunromuesnnmab, Kak u  docdo-
AIIJITJIAIIEPOJIBI, MPEICTABISIOT c000# aMbudUIbHBIE COCINHEHHS, MOJIsIpHas 00/I1acTh
npejacraBiaeHa  pocOpPUIXOJIMHOM, a HeNmoJspHas — aIlWIbHBIM PaJUKaJIoM U
amaTUIecKoil mernbio chUHTO3UHA.

CdhuHroMue/ImHbI IBJISIOTCS OCHOBHBIMU KOMIIOHEHTAMHI MUEJINHA 1 MEMOpaH KJIETOK
MO3ra U HEPBHOW CUCTEMBI.
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HC-OH
HC-NH-C-R
i +CHs
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7.2.3 l'yukoaunuapl

Frukoaunudsv, TIHPOKO TIPEJICTaB/IEHBI B TKaHIX, OCOOEHHO B HEPBHOW TKaHH,
B YACTHOCTH B Mo3re. lmaBHOW (HOpMOIl TIIMKOIUINAIOB B KUBOTHBIX TKAHAX
SIBJISIIOTCS TynKocuHrounue. [loctemnne cojep:kar nepaMul, COCTOSINNN U3 CIUPTa
cuHro3uHa U OcTaTKa YKUPHOW KUCJIOTHI, U OJUH WJIM HECKOJIBKO OCTATKOB CaXapoB.

[nukomunuabl BXOASAT B OCHOBHOM B COCTaB MeMOpaH KJIETOK HEPBHOW CHUCTEMBI.
Hanbosiee pacmpocTpaHeHHBIMEA ABJIAIOTC  1E€PEOPO3UILI M TAHTJIHO3UIbI, Ha3BAHUSI
KOTOPBIX IMPOM3OIILIN OT TKaHEH, U3 KOTOPBIX BIEPBbIE OHU OBLIN BBIJIC/IEHBI.

Ilepebpo3udvt 1IpenCcTaBISIIOT COOOM NINKOCHUHIOIUIINIBI, COCTOAIINE U3 IePAMUIA
1 OJHOrO ocTaTKa [-D-mMoHOCaxapuia, MPUCOSTUHEHHOTO Yepe3 [-IiINKO-3WIHYI0 CB3b
k C-1 aroma mepammma. Hambosiee wacTo BecTpedarorcst 1epeOpO3WJIbI, WMEONne B
CBOEM COCTaBE TAJIAKTO3Y — TIajaKkTOINepeOpO3UIbl — U 3HAUYUTEIHLHO PEXKe IJIIOKO3Y
— TUIIOKOIEPeOpo3uibl. [amakTorepedpo3uIbl CoJep:KaTCd B TKAHIX HEPBHON CHCTEMBI
U cocTaBidioT Okoyio 15 % JsmnugoB  MuesmHOBBIX obojovek. Jpyrme TkaHu
MJIEKOIATAIOIIIX COJIEPIKAT TIFOKOTIEPEOPO3U/IbI.

I'aneauo3udv, B CTPYKTYPHOM OTHOIIEHHH CXOJIHBI C I1epebpo3uamMu, HO
BMECTO MOHOCAXapUJIa COJEP:KAT OJUrOcCaxapuji, B COCTAB KOTOPOro BXOAUT N-
arerTuaIHeipaMuHOBasi  (cuasioBasi) Kucjora (pucyHoK 32), KapOOKCHJIbHAsi TPYIINa
KOTOPO#1 00yCJIOB/INBAET AaHUOHHBIH XapakTep 9TuX coeaunenuii. Ourocaxapunast 9acThb
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HC=CH~(CH,);;~CH, HC=CH~(CH,);,~CH;

HC-OH O HC-OH 0
HC-NH—=C-R HC-NH—C-R
H,C-0 H,C-0
H,C-OH H,C-0OH
o) HO' L
H H
0 I niokouepebpoaug l"anakTouepebpoanp
OH OH

dopmupyer 6oJIbIIIKE TOJISIPHBIE TOJIOBKH TaHTJIMO3UIOB.

Liepamup H(IS=CH —(CH3y)1»—CH;3
H(IZ—DH ”D
H(I?—NH—C—R

N-AuetTn-3-D- H,C—0
ranaKTo3amuH H,C-OH
H,C—0H 0,
HO _ OH
© H,C-OH 0 p-D-Tmiokoza
OH o) O
o OH
OH
? 3-D-TanakToza
H3yC—-C—-NH

CaH(OH);

OH
N-AueTvnHenpamMmHoOBas kmcnoTa

PrCYHOK 32 — XHMHYECKAA CTPYRTYPa FAHITHOZHAA G2
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lanrmo3ubl cojepkKaTcd B OCHOBHOM B TaHIVIMO3HBIX KJETKAX HEPBHON TKaHU.
Kpowme Toro, o BXOIAT B COCTaB IJIA3MATUIECKUX MEMOPAH SPUTPOIUTOB, TEIATOIUTOB,
KJIETOK CeJIe3eHKU U JIPYTUX OpraHoB. [JiaBHas poJib TAaHIVIMO3WIOB B OPraHU3Me COCTOUT
B OCYIIECTBJICHUH KJIETOYHBIX KOHTAKTOB.

Cogepxatue

Crpanunya 179 nz 329
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8. T'OPMOHHI

Topmonbr — BeIlecTBa OPTaHUYIECKO TIPUPOJIBI, CUHTE3UPYyEMbIe
CHEIUATU3UPOBAHHBIMI KJIETKAMM, ITOCTYIAIONNE B KPOBb B MaJbIX KOJUYECTBAX U
OKa3bIBAIOIINE PErYJIUPYIONIee JIeicTBIE HAa OOMEH BEIEeCTB U SHEPru, (PU3NOJIOTUTICCKIE
dyHKIIAH.

Tepmun «ropmonbl» (0T rped. hormao — Bo3by:k a0, mobyxK1ar0) 6611 BBejer B 1905
r. Y. Beitmncom un 9. CrapjmHroM, n3yvaBIIIME B TO BpeMsi paHee OTKpPBITHIA (B 1902
I.) MU K€ TOPMOH CEKPETHH, CTHUMYJIUPYIONIHii BBIPAOOTKY CEKpeTa IIOJZKEeIyI0IHO
JKejie3bl n keaau. K HAacTosIeMy BpeMeHN OTKPBITO 00jiee COTHU Pa3/IMTHBIX BEIIECTB,
HaJIeJIEHHBIX TOPMOHAIBHOW AaKTHBHOCTBIO, CHHTE3UPYIOMNXCS B JKeje3aX BHYTPeHHe
CEeKPEIUU U PETrYJUPYIONNX MPOIECChl 0OMEHa BEIIECTB.

lopMmonBI  OKa3bIBAIOT WMHTErpUpYIOIIee JeficTBAE Ha COBOKYIIHOCTH IIPOIECCOB
MeTaboJI3Ma YKUBOro opranm3ma. Hambosiee obmmm orpejie/ieHueM UX POJIM ABJISIETCS
POJIb TOCPETHUKOB MexKy IeHTpasbHoil HepBHOil cuctemoii (IIHC) u BHYTpenHHME
OpraHaMu, CIIOCOOCTBYIOIUX peajmu3aruu peryssitoproit pyukmun [THC.

YcraHoBIIeHBI clriennduIeckne 0COOEHHOCTH OMOJIOTNYIECKOr0 JAefiCTBUSI TOPMOHOB:

a) TOPMOHBI TIPOSBJSIOT CBOE OHOJIOTHMYECKOe JIeHiCTBHE B HUYTOXKHO MAJIBIX
konnenTparuax (or 107% o 10712M);

6) ropmoHasbHbI 3ddeKkT peanmsyercs depe3  OEIKOBBIE  PENENTOPbl U
BHYTPHUKJIETOIHbBIE BTOPUYHBIE OCPETHUKH (MECCEH/ZKEDHI );

B) He sBJsAsCb HU depMeHTamMu, HU KOdEpMeHTaMH, TOPMOHBI B TO Ke BpeMs
OCYIIECTBJIAIOT CBOE JEHCTBHUE IIyTEM yBEJIMIEHUsI CKOPOCTH CUHTE3a (DEPMEHTOB de novo
WA U3MEHEHHUsI CKOPOCTU (DEPMEHTATUBHOIO KATAJII3a,;

) JeficTBIEe TOPMOHOB B I[EJIOCTHOM OPTaHU3Me OIPE/IeNIsieTCs] B M3BECTHOI CTeleHn
KoHTpompyforuM Biausiauem [THC;

JI) JKejie3bl BHYTPEHHEIl CEeKpPenuu U IPOJYIUPyeMble WMU TOPMOHBI COCTABJISIOT
€JINHYI0 CUCTEMY, TECHO CBSI3aHHYIO IIPU ITOMOIINM MEXAaHM3MOB MPSMON U 0OpaTHOI
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CBsI3€ll.

8.1 HowmenkiaTtypa u Kiaccudukanusg roOpMOHOB

Xumudeckas MPUPOJIa TOYTH BCEX WU3BECTHBIX TOPMOHOB BBIICHEHA B JI€TaJIIX
(BKJIfOYAS MEPBUYHYIO CTPYKTYPY OEJKOBBIX M HENTHHBIX TOPMOHOB), OJHAKO [0
HACTOSIIEr0 BpeMeH! He pa3paboTaHbl 001N MPUHITAITEI UX HOMEHKIATYPbI. XUMUIIECKIe
HAMMCHOBAHUA MHOI'MX TI'OPMOHOB TOYHO OTPAaKalOT HUX XHMHAYECKYIO CTPYKTYpPY, HO
o4yeHb rpomosnkue. [losTomy warie npumeHsIoTcs TpPUBHAJIbHBIE Ha3BaHUS T'OPMOHOB.
[IpunsTasi HOMEHK/ATYpa YKa3blBA€T Ha MCTOYHMK TOPMOHA (HAIPHUMED, WUHCYJIHH —
OT JIaT. insula — OCTPOBOK) WJIM OTpaxKkaeT ero (QyHKIUIO (HAIpUMEp, MPOJIAKTHH,
Basonpeccut). Jlisi HEKOTOPBIX MOPMOHOB ruiodu3a (HAIPUMED, JIOTEHHU3UPYIOIIEro
1 QOJUTHKYJIOCTUMYINPYIOIIET0), a TaKKe I BCEX TUINOTAJAMUYIECKUX TOPMOHOB
pa3paboTanbl HOBbIE PabOUNe HA3BAHUS.

AHajornvaHoe IMOJIOKEHHNE CYIIECTBYET U B OTHOIICHUU KJIACCUMDUKAIME TOPMOHOB.
Cy1iecTByeT HECKOIBKO BAPUAHTOB Kjaccudukanuu ropmonoB. O ina u3 kiraccudukarumit
YUATHIBAET MECTO WX IPUPOJHOIO CUHTE3d, B COOTBETCTBUU C KOTOPBIM pa3JIndaioT
TOPMOHBI ~ THIIOTAJaMyca, TUnodu3a, MUTOBUIHON  Kejie3bl,  HaJIIIOYEeYHUKOB,
TOJIZKETYIOTHON  7KeJIe3bl, TOJOBBIX Keje3, 300H0# keme3bl n jip. OmgHako momobHas
aHaTOMUYEeCKas KJiaccuUKaIusgd HeJIOCTATOYHO COBEPINEHHA, ITOCKOJIbKY HEKOTOpPbIe
FOPMOHBI MJIM CUHTE3UPYIOTCHA He B TeX KeJle3aX BHYTPEHHeH CeKpeluu, U3 KOTOPbIX OHU
CEKPETUPYIOTCsI B KPOBb (HAIpUMep, MOPMOHBI 3aJHeil 01 Tunodusa, Ba3OIPECCHH
U OKCHUTOIIMH CHUHTE3UPYIOTCS B T'MIIOTAJIAMYyCE, OTKYJIa IIE€PEHOCIATCS B 3a/IHIOI0 JIOJII0
runodusa), Wik CHHTE3UPYIOTCS W B JAPYIUX Keje3axX (HAIPUMep, YaCTHIHbIH CHUHTE3
IIOJIOBBIX I'OPMOHOB OCYIIECTBJISETCA B KOpe HaJ/IIOYEeYHUKOB, CUHTE3 IIPOCTAIVIaHINHOB
IMPOMCXOJUT HE TOJIbKO B IIPEJICTATEIbHON JKejie3e, HO W B JpYyrux opraxax) um T.j. C
YYIETOM STUX OOCTOSATEHCTB ObLIN IPEANPUHATHI TONBITKA CO3JaHUsl COBPEMEHHOI
KJIaCCUPUKAIINA TOPMOHOB, OCHOBAHHON Ha MX XUMHUYECKOU rpupojie. B coorBercTBUm €
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9TOM Kaaccupukaimeil pa3jimdaoT TP IPYIIBI HCTHHHBIX TOPMOHOB:

1) menTuHble U GEJIKOBBIE TOPMOHBI;

2) TOPMOHBI — IIPOU3BOJIHBIE AMUHOKHCJIIOT;

3) rOPMOHBI CTEPOUIHOI TTPUPOJIBI.

Broiaendior erre 9iKo3aHOU/IbI — TOPMOHOIIOIOOHBIE BEIIECTBA, OKA3BIBAIONINE MECTHOE
IelicTBHE.

[Tentuanabie 1 G€JIKOBBIE TOPMOHBI BKJIOYAOT OT 3 10 250 1 60j1ee aMUHOKHUCIOTHBIX
OCTATKOB. DTO TOPMOHBI THUIOTaJaMyca U runodusa (THpoIubGepuH, COMATOJNOEPHH,
COMATOCTATHH, TOPMOH pOCTa, KOPTUKOTDOIWH, THUPEOTPONUH U Jp.), & TaK¥Ke
FOPMOHBI  [OJIZKEJIYJJOUHON KeJjie3bl (MHCY/IMH, TJIFOKAroH). [OpMOHBI — MPOU3BOJIHbBIE
AMUHOKHUCJIOT B OCHOBHOM IIPEICTABJICHBI IIPOU3BOIHBIMI AMUHOKUCIOTHI TUPO3UHA. DTO
HU3KOMOJIEKYJIAPHbIE COEJIMHEHUS aJIPEHAJIMH U HOPaJIpeHAJMH, CUHTE3UPYIONINecs B
MO3TOBOM BEIECTBE HAJIIOYEYHIKOB, 1 TOPMOHBI [IIUTOBUIHON Kesie3bl (THPOKCHH U €ro
npousBoHbIe). [opMOHBI 1-if ¥ 2-if PPy XOPOIIO PACTBOPUMBI B BOJIE.

l'opMOHBI CcTEpOUIHON TPUPOJIBI  ITPEJICTABIEHBl YKUPOPACTBOPUMBIMU TOPMOHAMU
KOPKOBOI'O  BEIeCTBA HAJIIOYETHUKOB (KOPTHUKOCTEPOUIBI), IIOJOBBIMU TOPMOHAMHE
(3CTpPOreHbI U AHJIPOTeHbI), a TaKkKe TOPMOHAIBHON hopMmoii BuTaMuHa D.

OHKOBAHOUIBI, SABJSIONINECS TPOU3BOIHBIME ITOJINHEHACKIICHHOW KUPHOW KUCJIOThHI
(apaxmIOHOBOI1), IIPEJICTABIEHBl TPEMs TIOJKJIACCAME COEIMHEHUI: [TPOCTAIIAH/IHBI,
TPOMOOKCAHBI 1 JICHKOTPHUEHBI. DTU HEPACTBOPUMBIE B BOJE U HECTAOWIbHBIE COEINHEHMS
OKa3bIBAIOT CBOE JIeficTBIe Ha KJIETKH, HAXOJIAIIUecs BOJIN3M UX MecTa CHHTe3a.

8.2 IlenTumnbie n 6eJIKOBbIEe TOPMOHBI

8.2.1 T'opMoOHBI runorajgaMmyca

[MunoralaMmyc CIy>KUT MECTOM HEIOCPEICTBEHHOI'O B3aMMOJIEHCTBUs BBICIIAX OTJIEIOB
HHC u sHIOKPUHHONW CUCTEMBI.
[Munroramamyc

BBIPAOATHIBAET BA30IPECCUH, OKCHUTOIWH W  PEJIU3UHT-TOPMOHBI:
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JIOepuHbl U cTaTUHBL. [OpMOHAM TrHUIOTAaJIaMyca IPUHAJIEKUT KJIOUeBas pOJIb B
duznoornvueckoit cucreMe ropMOHAIBHONW PEryJISANNA MHOTOCTOPOHHUX OMOJIOTTIECKIX
yHKIMI OTHEBHBIX OPraHOB, TKAHEW U IEJOCTHONO opraHm3Ma. K HacTosmeMmy
BPEMEHH B THIOTAJIAMyCe OTKDPBITO 7 CTHMYJISTOPOB (JUOEpPUHBI) ¥ 3 HHIHOUTODA
(cTaTuHBI) CeKpelu TOPMOHOB TUnodU3a, a MMEHHO: KOPTUKOJIUOEPUH, TUPOJUOEpHH,
JnoJimynbepuH, GoIHINOEPUH, COMATOUOEPUH, MPOJJIAKTOIUOEPUH, MeJIAHOJINOEpUH,
COMAaTOCTATHH, MPOJIAKTOCTATHH U MEJTAHOCTATHH.

[Io  xumuveckoMy  CTPOEHHIO  BCe  TOPMOHBI  THIIOTAJIAMYCa  SIBJISIOTCS
HUBKOMOJIEKY/ISIPHBIMU MTENITHIAME, TAK HA3BIBAEMBIMU OJIATOTICIITUIAMA.

Cunorasamudeckue TOPMOHBI HEMOCPEJCTBEHHO BJMSIIOT Ha CEKPeImio (TodHee,
0CBODOXKJIEHIE) «TOTOBBIX» TOPMOHOB M OMOCHHTE3 9TUX MOPMOHOB de novo.

8.2.2 T'opmonbl runodusa

B runodwuse cuHTE3MpYyETCS psiJi OMOJIOTMYECKM AKTUBHBIX T'OPMOHOB OEJIKOBOIt
U TENTUIHON MPUPOIBI, OKA3BIBAIONINX CTUMYJUPYIONUiI 3hdeKkT Ha pa3audHble
dusnoornvueckre u OUOXUMUIECKHUE ITPOIECCHI.

B 3aBucumocTtu oT MecTta cuHTe3a Pa3jUYAOT TOPMOHBI IEpejHe, 3ajHeil u
IIPOMEXKYTOUYHOM J1071eil runodusa.

B mnepenneii josie BBIPAOATHIBAIOTCA B OCHOBHOM O€JIKOBbIE U IIOJIMIIEIITU/IHBIE
TOPMOHBI, HA3bIBAEMbIE TPOIMHBIMU TOPMOHAMU WJIM TPOIUHAME, BCJIEJICTBUE WX
CTUMYJIAPYIOIIEro JICHCTBUSA Ha PAJT JIPYTUX SHIOKPUHHBIX YKeJes.

[lepeusist 1015 BbIJIeJIsIeT TOPMOH POCTa (COMATOTPOINH), aPEeHOKOPTUKOTPOITHBII
TOPMOH, THUPEOTPOITHBIN TOPMOH, JIAKTOTPOITHBIN TOPMOH U TOHAI0TPOITHBIE TOPMOHBI.

Comamomponmwiti 2opmor. (CTT, ropmon pocra, coMaToTponus) o61a1aeT MUPOKIM
CIIEKTPOM OmoJiormdeckoro jeiicrBus. OH B/IMsgeT Ha BCe KJIETKU OPraHu3Ma, OIpeeiss
WHTEHCUBHOCTH OOMEHa YIVIEBOJIOB, OEJIKOB, JIMIIMJIOB U MUHEPAJbHBIX BerecTB. OH
ycunuBaeT 6mocunres oenka, JJHK, PHK u rimkorena m B To Ke BpeMs crocobCcTByeT
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MOOMJTH3AIINN KUPOB U3 JIENO U PACHa/Ly BBICIINX *KUPHBIX KUCIOT U IVIFOKO3bI B TKAHSIX.

CTT genopeka cocrout n3 191 aMHHOKHCIOTHOTO ocTaTKa. Hegocrarok ero mpuBOIUT
K Pa3BUTUIO KapJUKOBOCTH, a W30BITOK — K YCUJEHUIO POCTa BCErO OpPraHu3Ma
(rurantusm). [lomuMo akTHBAIME [PONECCOB ACCHMUJIAIMU, COMPOBOXK IAFOIIAXCS
yBeJIMYeHneM pas3MepoB Teja, poctoM ckenera, CTI KoopauHUpyeT U peryampyer
CKOPOCTH TpoTekaHus obMeHHbIX 1poreccoB. CTI' perymmupyer mporeccbl pocta
U pas3BUTHs BCero opraHusMma. l3BecrHo 3abosieBaHue akpomezanus (OT Tped.
akros — KOHEYHOCTb, megas — OOJBINOI), XapaKTepPU3YIOIeecst HEMPOIOPINOHAIBHO
WHTEHCUBHBIM POCTOM OTJIC/IbHBIX dYacTeil Teja, HaIpuMep pPyK, HOL, MOJI00POJIKA,
HaJIOPOBHBIX JIYT, HOCA, SI3bIKA, U pa3pacTaHeM BHYTPEHHUX OpPraHoB. Bojie3Hb BhI3BaHA,
[TO-BUIMMOMY, OIIyXOJIEBBIM ITOPaKEHUEM IepeIHeil T0JIi TUIogu3a.

Adpenoxopmuromponnwii 2opmor (AKTIL, xoprukorporut), IOMUMO OCHOBHOIO
,ZLefICTBI/IH — CTUMYJIAIIMNA CUHTE3a U CCKpenrur IroOpMOHOB KOPBI Ha/IITIOYCTHUKOB, 06Haﬂa€T
JKUPOMOOUIUIYIONIEH W MEeJTaHOIUTCTUMYJ/IUPYIONE aKTUBHOCTBIO.

Monekyma AKTIT y Bcex BUIOB dKUBOTHBIX COJCPKUT 39 aMUHOKUCIOTHBIX OCTATKOB.

Tupeomponnwiii 2opmor (TTL, Tuporporun) sBISETCS CIOKHBIM TIMKOIPOTEXHOM
U COJIEPKUT TI0 JIBE (- U [-CyObeIUHUIbI, KOTOPbIE B OTJEIbHOCTU OUOJIOITIECKO
aKTHUBHOCTBIO He obOsajator. Mosekynspras macca ero okoso 30 000. Konrposmpyer
pa3BuTHue u YHKIUIO MUTOBUTHON KeJIe3bl U PEryJInpyeT ONOCUHTE3 U CEKPEIHNIO B KPOBb
TUPEOUTHBIX TOPMOHOB. /lelicTBUEe THPOTPOIMHA OCYIIECTB/ISAETCs, IMOJI0OHO JIEHCTBUIO
JIPYTEX TOPMOHOB OEJIKOBOI IPHUPOJIbI, ITOCPEJICTBOM CBA3BIBAHUA CO CHEIU(PUICCKUME
pelenTopaMy  IJIa3MaTUIeCKUX MeMOpaH U AaKTUBUPOBAHUSA —aJICHUIATIUK/IA3HON
CHUCTEMBI.

Jlaxmomponnwviti 20pmon (IPOJAKTUH) CYATAETCSI OJHUM U3 HamboJee <«IPEeBHUX»
FOPMOHOB THIOMU3a, IOCKOJBKY €ro yjgaeTcs OOHAPYKUTh B TI'UIIO(pU3E HUIIINX
Ha3eMHBIX >KUBOTHBIX, § KOTOPBIX OTCYTCTBYIOT MOJIOUHBIE KEJIE€3bI, & TaKKe IOJIYINTh
JIAKTOTeHHBII 3 derT y MiekonuTaomux. [[oMruMo 0CHOBHOTO jeficTBust (CTUMYJISIINS
Pa3BUTHA MOJIOYHBIX 2KeJIE3 U .HaKTaL[I/H/I), IIPOJIAKTUH HMEET BazKHOC 6I/IOJIOFI/IquKoe
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3HAYEHHE — CTUMYJIIPYET POCT BHYTPEHHUX OPIaHOB, CEKPEIHUIO YKeJITOro Teja (OTCioja
€ro BTOPOE HA3BAHUE «JIFOTEOTPOIHBIH TOPMOH» ). DTO KPYIIHBIHA GEJIOK, [Ipe/ICTaBIeHHbII
OJTHOW TIOJIUIIEIITUJIHON TIEIBbI0 ¢ TPeMs JTUCYILMUIHBIMA CBA3AMU, cocTodmuii u3 199
aMUHOKUCJIOTHBIX OCTaTKOB.

T'onadomponnvie 20pMOHYL PETYIUPYIOT JAeATETHLHOCTH MOJIOBBIX Keje3. Oaun u3
HUX — dosumkynocrumyupyomuii ropmon (PCIY) — saBisiercss CI0KHBIM OEJIKOM —
DJIMKOIIPOTEUIOM € MoJjeKy/asipaoit maccoit 67000. O cTumyaupyer pocT (DOJLIUKYII
AUYHUKA Y KEHCKUX 0cOo0ell U cliepMaToOreHe3 B CEMEHHBIX 2KeJle3aX MY2KCKHUX 0CODeid.

Cpennsiss  7osisi  BeIpabaThbiBaeT —Mmeaaroyumemumyaupyrouwue 2opmons,  (MCT,
MEeJIAHOTPOIMHBI), (DU3MOJIOIMIECKasl POJIb KOTOPOTO 3aKJII0YAETCs B CTUMYJIUPOBAHUM
MEJIQHUHOT'CHEe3a Y MJICKOIUTAIONNX U YBEJAWYCHUN KOJIMYECTBA ITMIMEHTHBIX KJIETOK
(MeJIaHOIIUTOB) B KOXKHBIX IIOKPOBAX 3€MHOBOJIHBIX. BosmoxkHo Takxke piusgaue MCT
Ha OKPaCKy MeXa U CEKPEeTOPHYIO (DYHKITUIO CATBHBIX YKeJjie3 Yy KUBOTHBIX.

Bagasgsa goasi runodu3a BBIIEISIET B KPOBb BA30MPECCHH W OKCUTOINH, KOTOPBIE
CHHTE3UpYIoTCcd B runotagamyce. Oba ropMoHa MpeICTaBIAIOT OO0 HOHAICTITH I

OcnoBHoli 6uoJiorndecknit 3pdHEKT OKCUTOINHA CBI3aH CO CTUMYJISIIIE COKPAIEHUS
IJIQJKUX MBI MATKA IIPA POJIAX U MBINICYHBIX BOJOKOH BOKPYT aJIbBEOJI MOJIOYHBIX
ZKeJIe3, 9TO BBI3bIBACT CEKPEIUI0 MOJIOKA.

Bazonpeccun crumynmpyeTr CcOKpallleHHue TJIaJKUX MBIIIEYHBIX BOJIOKOH COCYJIOB,
OKa3blBas CHJbHOE Ba30IPECCOPHOE JIeHCTBUE, OJHAKO OCHOBHasl pPOJIb €ro B
OpraHM3Me CBOJIUTCS K PEryJsdiiii BOJHOIO OOMeHa, OTKYyJ/la €ro BTOPOe Ha3BaHUe
AHTHUJINYPETHIECKOr0 ropMoHa. B HebGosbimux kounenrpanuax (0,2 Hr Ha 1 Kr maccs
Tejia) BA30IPECCHH OKA3bIBAET MOIIHOE AHTUINYDPETUIECKOE JIEHCTBHE — CTUMYJIUPYET
0OpaTHBII TOK BOJBI Yepe3 MEMOPAHBI MOYEYHBIX KaHAIBIEB. B HOpMe OH KOHTPOJIUPYET
OCMOTHYECKOE JIaBJIeHUE IIJIa3Mbl KPOBH M BOJHBIN OajlaHc opraHmsMa desjoBeka. [Ipm
MATOJIOTMH, B YAaCTHOCTU aTpoduu 3ajHeil Joym Tunodusa, pasBUBAETCA HeCaXapHBIH
nuaber — 3abojieBaHue, XapaKTEPU3YIOIIeecs BBIJIEJICHIHEM YPE3BbIYailHO OOJIbITNX
KOJIMYECTB KUJKOCTHU ¢ MO4oii. [Ipm aToM Hapytien oOpaTHbIil TPOIECC BCACBIBAHUS BOJIbI
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B KaHaJlbllaX ITOY€EK.

8.2.3 T'opMOHBI IO/I2KETYIOYHOMN »KeJIe3bl

[Tomkenymounas 2Kejie3a OTHOCHTCA K  Keje3aM CO  CMENIaHHOW  CeKperueil.
Buemrnecekperopuass  QyHKIUS ee  3aK/JII09aeTCsi B CUHTE3€e psja  KJIFOYEBBIX
¢depMeHTOB NHIEBapPeHus, B 9aCTHOCTH aMWJIa3bl, JINIIA3bl, TPUIICUHA, XUMOTPHUIICHHA,
KapOOKCUTIENTH/Ia3bl U JIP., IOCTYHAIOMKUX B KHUIIEYHUK C COKOM IIOJKEJIYJIOUHOM
JKeJie3bl. [ OpMOHBI TI0JI2KEJTYI0YHON YKeJjIe3bl — WHCYJIUH U TJIIOKAroH.

Hrcysrun 1o XUMUIECKON MIPUPO/IE ABJISIETCS OEJTKOM, UMEOIIIM JIBE IO T IHBIE
LIEIA, COEJIMHEHHBbIE MEXKJy 000 JIUCY/Ib(MUJIHBIM MOCTUKOM, cocTosmme u3 Hl
AMUHOKHCJIOTHOT'O OCTATKA.

Hapymenne OwmocwmHTe3a u CEKpPENUM WHCYJIMHA BbI3BIBAET CaXapHBI uaderT,
COITPOBOXK JIAOIINTICA HAPYIIEHHEM YIJIEBOJHOIO U JINIATHOINO 0OMeHa, (TUIeprInKeMus,
KETOHEMUsI, TJIFOKO3YPHsT, KETOHYDHsI ).

Mexanusm JeficTBusl MHCYJIMHA OKOHYATEJIbHO He paciiudpoBaH, HECMOTPS Ha
OI'POMHOE KOJIMIECTBO (PaKTHIECKUX JTAHHBIX, CBUIETEIHLCTBYIOINIUX O CYIIECTBOBAHUN
TECHOU W MPsAMON 3aBUCUMOCTU MEKJIy WHCYJIMHOM U IIPOIlecCaMU OOMEHA BeIecTB B
opram3Me. B coorBeTcTBUM C «yHHTapHOi» Teopueii Bce 3(pdeKThl NHCYINHA BbI3BAHbI
€ro BJUSHUEM Ha OOMEH TJIIOKO3bl depe3 (hepMeHT T'eKCOKuHazy. VHCyguH peryampyer
0OMEeH YIJIEBOJIOB HECKOJIbKUMU CrocobaMu: 1) yCuMBaeT TPAHCIIOPT TVIFOKO3bI B TKAHU
3a CYeT TOBBIMIEHNs] MPOHUIAEMOCTH KJIETOYHBIX MeMOpaH; 2) M3MeHsieT aKTHBHOCTD
depmenToB TiIMKOIM3a, MUKIa Kpebca u HEKOTOPBIX JAPyrux (hepMEHTOB YTJIEBOIHOIO
obMmeHa; 3) cTUMyJIHpyeT OMOCHHTEe3 GEJIKOB W HYKJIEMHOBBIX KHCJOT; 4) yBeJIHYHBAET
IIPEBPAIIleHNe TJIFOKO3bI B IVIMKOT'€H.

L'aroxa20n — OHONENIOYETHBIN TOJUIENITH, COCTOANMN m3 29 aMUHOKHCJIOTHBIX
OCTaTKOB, CHHTE3UPYETCs B (-KJIeTKaX OCTPOBKOB JlaHrepranca mojizKe Iy I0uHOi Kee3bl.

[mokaron ycuamBaeT paclierieHue IJIMKOTeHa B IIeYeHd U yTHETAeT ero CUHTE3 B Held,
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CHOCO6CTByH IIOBBIIICHWIO YPOBHA CaXapa B KPOBU. I'mrokaron Takzke AKTHUBUDPYET JIUIIA3y,
9TO COIIPOBOZKIaCTCA BbICBO60}K,ZLeHI/IeM KUPHBIX KHCJIOT.

8.3 T'opMoOHBI — IPOW3BOJHBIE AMUHOKMCJIOT

8.3.1 T'opMOHBI IIIUTOBUHON >KeJje3bl

[[MuroBuHas Kejie3a UIpacT UCKJIIOYUTEIHLHO BaXKHYIO pojib B obmeHne BeriecTB. OHa
COCTOUT U3 MHOXKECTBA OCOOBIX TOJIOCTEN — (DOJITUKYJIOB, 3alI0OTHEHHBIX BA3ZKUM CEKPETOM
— KOJLJIOUJIOM.

B cocraB komomma BXOAUT OCOOBIN HMOJCO/IEPIKAINNN TVIMKOIPOTEWH C BBICOKOIT
MoJIeKysipHOit Maccoit — mopsiika 650000 (5000 aMHHOKHCIOTHBIX OCTATKOB). DTOT
[VINKOIIPOTENH IIOJIyYWJI Ha3BaHue wuoarupeorsioOymmua. OH mpejacrasisger coboi
3aIacHyIo (hOpMy THPOKCHHA U TPUHOATHPOHUHA — OCHOBHBIX TOPMOHOB (DOJITUKYJISIPHO
qacTu IlII/ITOBI/I,ZLHOI'?'I 2KeJIEe3hbI.

TI/IpOKCI/IH 41 TpI/H/IO,Z[TI/IpOHI/IH ABJIAOTCA HpOI/ISBO,ZLHbH\/H/I AMHWHOKMCJIOTHI TI/IpOSI/IHa %8
cojep:KaT B cBoeM cocTaBe 4 m 3 aTromMa Moja COOTBETCTBEHHO.

Tupeouanbie TOPMOHBI PETYJUPYIOT AKTHBHOCTL (PEPMEHTHBIX CHCTEM OOMEHA
VIJIEBOJOB W JIMIHUJOB, CHHTe3a Oejlka, WHTEHCUBHOCTH TPAHCIOPTa CyOCTPaTOB
u KOMaKTOpOB, OMOIHEpreTuyvecKue IMporecchl. TupeouiHbie TOPMOHBI PA300IIAIOT
okucuTeIbHOEe  (hocOpUINPOBaHNE, B PE3Y/IbTATe €ero OKUC/IUTEIbHbBIE ITPOIECCH
AKTUBUPYIOTCdA, & ux 3pdexkTuBHOCTb IMajaer. [Ipm um3dbITounoM obOpaszoBaHuUd U
BBIJICJICHUN THUPEOUTHBIX TOPMOHOB pa3BUBaeTCa Basedosa 604€3Hb, XapaKTEPU3YIOMIAICS
PE3KO MOBBIMIEHHBIM OCHOBHBIM OOMEHOM, MCXYJIAHUEM, MOBBIIIEHNEM TeMIIEPATYPBI TeJIa
1 BO30YIMMOCTBHIO HEPBHOI CHUCTEMBI.

[Ipu runodyHKIUN IUTOBUIHOMN KEIe3bl IPOUCXOJANT 3aJePKKA POCTa, PasBUTUS
HEPBHO! CHCTEMbI ¥ IOJIOBBIX JKE€JIE3, YTO BBI3BIBACT (DUBMUECKYIO U yMCTBEHHYIO
OTCTAJIOCTE (KPeMuUHUSM).
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CH, c|:H2
H—l|3—NH2 H‘—Cl""NHQ
COOH COOH

B) r)

a) L-tHpoHHH; §) L-THpOKCHH (3,5,3',5'-TeTpaHOITHPOHHH);
B) L-3.5,3'-TpHHOOTHPOHHH; T') L-3 3'-IHHOITHPOHHH.

8.3.2 T'opMOHBI MO3rOBOro BeIlleCTBa HAAIIOYEYHUKOB

['opMOHBI MO3TOBOTO BeIIECTBa HAIOYETHUKOB a[PEHAJINH W HOPA/IPEHAJNH SBJIAIOTCS
IIPOM3BOIHBIMU AMUHOKUCIOT (heHMTaJaHUHa U TUPO3MHA.

HOMI/IMO 9TUX JBYX IVIaBHBIX 'OPMOHOB, B HaJAIIOYCYHHUKaX B CJICAOBBIX KOJIXMYECTBaX
CUHTE3UPYETCs eIle OJIMH TOPMOH — U30IIPOIIHIAIPEHAJIAH.

ApenaiiHE W HOPAJPEHAJNH OKa3bIBAIOT MOIIHOE COCYIOCYZKUBaIoIee JeiicTBue,
BbI3bIBasl  IIOBBIIIEHUE  apTEPUABLHOTO  JaBjeHus. DdbdeKkT  ajpeHajuHa  Ha
MeTtabosmaeckne mporecckl B 510 pa3 cujibHee HOpapeHAINHA.
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HO— — CH— OH HO — — CH— OH

HO— CH, —NH—CH, HO— CH; —NH,
AnpeHanuH Hopappenanuu
HO — — CH—OH CHg
HO— CH; —NH— CH— CH,
WzonpormnanpesanH

NzBecTHO MOIIIHOE perympyoliee B/IUsSHAE STUX TOPMOHOB Ha OOMEH yTIJIEBOJOB B
opraam3me. Tak, B 9aCTHOCTH, aIPEHAJINH BBI3bIBAET PE3KOE ITOBBIIIEHNE YPOBHS TJTFOKO3BI
B KPOBH, YTO OOYCJIOBJIEHO YCKOPEHHMEM pacliajia TJIMKOTeHa B IeYeHU IOJ, JeficTBIeM
depmenTa dpochopmiiazsl. ['uneprimkemudeckuii 3¢pdekT HOpaJpeHaJnHA 3HATUTEILHO
HUKe — npumepHo 5 % ot meiicTBus agpenasmba. VIMeOTCS JaHHBIE O TOPMOXKEHUN
OKWCJIEHUSI TVIFOKO3bI B TKAHSX TI0J] BIAUSHIEM aJipeHajnHa. M3BecTHO, 9TO 1 ajipeHaINH,
U HOPaJIPEHAIIH OBICTPO Pa3pPYIIAIOTCA B OPTaHU3Me; ¢ MOYON BBIIEIAIOTCA HEaKTUBHBIE
IPOIYKTHI UX OOMEHA.

8.4 CrepouagHble TOPMOHBI

8.4.1 FOpMOHbI KOPKOBOTI'O BellecTBa HAJAIIOY€e9YHUKOB

K macrogmemy BpeMeHH M3 KOPKOBOI'O BeNIECTBA HA/ITOYETHUKOB YeJIOBeKa, CBUHbU U
ObIKa BBIIEIEHO OKOJ0 H(0 pa3IUYHBbIX COEIMHEHMIl, KOTOPBIM JaHO OO0Ilee Ha3BaHUe
«KOPTUKOUJIBI»  («KOPTHKOCTEpOUbl» ). (OOIee [HCIO BCEX CTEPOHJIOB, KOTODBIE
CUHTE3UPYIOTCAd B HAIOYEYHUKAX MHOTHX KWBOTHBIX, NpuOamxkaercd K 100, oanako
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OMOJIOrTIeCKO AaKTUBHOCTHIO HA/JIEJIEHBI HE BCE KOPTUKOCTEPOUIBI.

B saBucumocTun ot xapakrepa Omosiormueckoro 3@@eKTa TOPMOHBI KOPKOBOIO
BEIeCTBa, HA/IIOYEYHUKOB YCJIOBHO JIEJIAT HA TIFOKOKOPTHKOWIBI (KOPTHKOCTEPOUIHI,
OKa3bIBAIOIINE BIIUAHIE Ha OOMEH YIJIeBOJIOB, OEJIKOB, KUPOB ¥ HYKJIEHHOBBIX KUCIOT) U
MUHEPATIOKOPTUKOUIBI (KOPTUKOCTEPOH/IbI, OKA3BIBAIOIINE [TPEUMYIIECTBEHHOE BIIHSTHUE
Ha OOMEH COJIefl U BOJIBI).

Hanbosiee BazKHBIMH TJIFOKOKOPTUKOUJIAMHU SIBJISIFOTCSI KOPTUKOCTEPOH, KOPTU30H,
MUIPOKOPTU30H (KopTm3os). Hambosee BayKHBIM MUHEPAJIOKOPTUKOUIOM  SIBJISIETCSI
AJTbJIOCTEPOH.
|
A on

JOH

[MIOKOKOPTUKOUIBI  OKA3bIBAIOT PA3HOCTOPOHHEE BJIMAHUE Ha OOMEH YIJIEBOJIOB,
JunuioB u O6eyskoB. B wmbrmeunoit, jmM@aTnieckoil, COeIUHUTE/LHON U KUPOBOI
TKaHAX  TJIIOKOKOPTUKOWJIBI, IPOABJIAA  KATADOJIMIECKOE  JIEWCTBHE,  BBI3BIBAIOT
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CHMU2KEHHNE IIPOHUITAEMOCTH KJIETOYHBIX M€M6paH 1 COOTBETCTBEHHO TOPMO2KEHHNE
IIOIVIOIICHUA TIJVIIOKO3bI W aMMHOKHCJIOT; B TO 2K€ BpeMd B II€9Y€HU OHHU OKa3bIBalOT
IIPOTUBOIIOJIO2KHOE ILefICTBI/Ie. Nsmensasa aKTUBHOCTD COOTBETCTBYIOIINX (bepMeHTHbIX
CUCTEM U IITPOHUIIaEeMOCTD M€1\46paH, OHHM aKTUBUDPYIOT pacClla/l U YTHETAIOT CUHTE3 OEIKOB
" 2KUPOB, TOPMO34d TaK>Ke CUHTE3 HYKJIEMHOBLIX KHCJIOT.

Haubosee BaxKHbIM MHHEPAJIOKOPTUKOUJIOM ABJIAETCA aJIbJIOCTEPOH.

H
| 0
’f=0 [

/G\cHzOH

MunepaIoKOPTUKOUIBI PETYJIUPYIOT IJIABHBIM 00pa3oM OOMeH HaTpHs, Kasus, XJI0pa
U BOJIbI; OHU CIIOCOOCTBYIOT Y/IEPZKAHIIO MOHOB HATPUS U XJIOPA B OPraHU3Me U BbIBEJICHUIO
C MOYOl MOHOB KaJjius. AJIbJIOCTEPOH CIIOCOOCTBYET 3aJIep:KKe B OpraHu3Me HATpUs U
YCUJIUBAET BBIBEJIeHNE ¢ MOYOi Kajud. /ledunur ayibiocrepona BeJieT K 1oTepe HATPU,
HaKOIIJIEHWIO KaJIs, 00e3BOKUBAHUIO W THOEJI OpraHn3Ma.

8.4.2 IlosioBbIE TOPMOHBI

ITosioBBIE TOPMOHBI CUHTE3UPYIOTCA B OCHOBHOM B IIOJIOBBIX 2Ke€JI€3aX 2KEHIITUH (HI/I‘{HI/IKH)
1 MY2KYUH (CEMGHHI/IKI/I); HEKOTOPOE KOJIMYIECTBO ITOJIOBBIX 'OPMOHOB O6p&3yeTCH, KpomMme
TOr'o, B IIJIaIIEHTE U KOPKOBOM BEIIIECTBE HAJIIOYCIYHUKOB.

2Kencrxue noaoswvie 20PMOHDBL
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OCHOBHBIM MECTOM CHHTE3a YKEHCKUX II0JIOBBIX NOPMOHOB — 3CTPOTEHOB (OT rped.
0istros — CTpacTHOe BJI€YEHUE) — SIBJIAIOTCS SIMUHUKHA W JKEJITOE TeJo; JIOKA3aHO
TaKZKe O6pa3OBaHI/Ie 9TUX T'OPMOHOB B HaAIIOYCYHHUKaX, CEMEHHHUKaX HW IIJIaIlEeHTE. B
HaCTOSAIEee BpeMs OTKPBITHI 2 TPYIIBI YKEHCKUX TOJJOBBIX IOPMOHOB, Pa3IMYaioNIUXCs
CBOEll XUMHUYECKOIl CTPYKTYpOil M OMOJIOTHIECKON (DYHKIMed: 3CTPOreHbl (TJIaBHBII
[PEJICTABUTE b — ICTPAJINO0JI) U IPOTeCTUHBI ([JIABHBII IIPEJICTABUTEb — IPOreCTEPOH ).

CHsz (I:'H3 CHga
C=0 OH
=
O HO O.
[Iporecrepon JcTpagHoI
CHa CHa
0 OH
s 9 s (-on
HO HO
ScTpoH Serpuon
HaI/I6OJIee aKTHUBHDBINA 9CTPOren — D3CTPaauO0JI, CHHTE3UPYETCA NIPENMYIICCTBEHHO

B QOJIMKYJIaX; JBa OCTAJbHBIX SCTPOTEHA SIBJISIIOTCS IIPOU3BOJHBIMU SCTPAIUOJIA
U CUHTE3UPYIOTCS TakyKe B HAAMOYedHMKax u IuiarnenTte. OcHOBHasl OmoJIOrmdecKast
POJIb SCTPOr€HOB W IIPOreCTEPOHA, CUHTE3 KOTOPHIX HAYMHAETCS I10CJIEe HACTYILJIEHUS
IIOJIOBO# 3PEJIOCTH, 3aK/II0YACTCd B 00ECIIeUeHNN PEIPOyKTUBHON (DYHKIIUNA OpraHu3Ma
JKEHIMUHBI. B 3TOT 1eproji OHM BBI3BIBAIOT Pa3BUTHE BTOPUYHBIX ITOJIOBBIX ITPU3HAKOB
U CO3/Ial0T ONTHMAJILHLIE YCIOBUsA, OOECHEYUBAIONIE BO3MOXKHOCTH OILIOJOTBOPEHUS
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HﬁHeKﬂeTKH IIOCJI€ OBYJIAIINN. HpOFeCTepOH BBITIOJIHAET B OPTraHU3MeE PA /T CHGHI/I(bI/IT{eCKI/IX
GYHKIUI: TOATOTAB/IUBAECT CJAU3UCTYIO ODOJOYKY MATKH K YCHENTHOW WMILIaHTAIIUN
HﬁHeKHeTKI/I B CjJIy4dae €€ OIIJIOJOTBOpEeHU:d, a IIPpU HaCTYIIJICHUN 6ep€MeHHOCTI/I OCHOBHa4
POJIbL — COXpaHeHue 6epel\/IeHHOCTI/I; OKa3bIBA€T TOPMO3dIIee BJIMAHUE Ha OBYJJIAIUIO U
CTUMYJIMPYET pa3BUTHE TKaHN MOJIOYHOM YKeJIe3hl. SCTpOFeHbI OKa3bIBalOT aHa6OHI/I‘IeCKOG
,ZLefICTBI/Ie Ha OpraHu3M, CTUMYJIMPYd CUHTE3 6eﬂKa.

Myotcerue noaoswvie 20pmMoHsL (aHIPOTEHBI) 00PA3YIOTC B CEMEHHUKAX.

CHy

OH
C
O/
TecTocTepon
CHg CHg
o] (8]

CH CH:

HO™ HO”

AnppocTepoH fernnpoanuasapocTepoH

Buosiornyueckasi posib aHJIPOreHOB B MYKCKOM OpPraHU3Me B OCHOBHOM CBSA3aHA
¢ JuddepeHnupPoBKOil 1 (PYHKIIMOHUPOBAHUEM PEIPOJIYKTUBHONW CHUCTEMBI, IPHIEM
B OTJIMYHE OT SCTPOrE€HOB aHJPOTeHHBbIE TOPMOHBI YK€ B 3SMOPHOHAJLHOM IEPUOJIE
OKa3bIBAIOT CYIIECTBEHHOE BJIMsiHUE HA JTUMMEPEHIINPOBKY MYKCKHUX ITOJIOBBIX KeJe3,
a TaKxKe JPYruX TKaHell, omIpejiesss XapaKTep CeKpeluud T'OHaJO0TPOIHBIX T'OPMOHOB
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y B3pocabix. Bo B3pociioM opranmsMe aHJIPOreHbl PEryJupyioT pPa3BUTHE MYZKCKHAX
BTOPUYIHBIX IIOJIOBBIX IIPU3HaKOB, CIIEpMaTOI'€éHe3 B CEMEHHUKaX. C.He,Z[‘yGT OTMETUTD,
YTO aHPOTeHBbI OKA3BIBAIOT 3HAYUTEIbHOE aHaOOIMIeCcKOoe JIeHCTBUE, BBIPAKAIOIIEECs B
CTUMYJIANIAA CHUHTe3a OejlKa BO BCeX TKaHSX, HO B OOJIbIIEH cTeneHd B MbIax. Jlrs
peasm3anyuu aHabOJIMIeCKOro 3hdeKTa aHIPOreHOB HEOOXOIUMbIM YCIOBUEM SIBJISETCSH
[IPUCYTCTBUE COMATOTPOIIIHA.

TecrocTepoH W €ro CHHTETHYECKHE AaHAJIOTH (TECTOCTEPOH-IPONUOHAT) HAILIN
IPUMEHCHNE B MEJUIMHCKONR IpPaKTHKe B KadeCTBE JICKAPCTBEHHBLIX IIPeaparoB IIPU
JIEYCHNN PAKOBOIi OIIyXOJI MOJIOYHOM KeJIE3HI.

8.5 Mexannsm geiicTBusi TOPMOHOB

ITo MEXaHU3MY ,ZLGIZCTBI/IH FOPMOHBI JIEeJIAT Ha CJAeAyIoninue I'pyIIllbl:

1. I'opmorwvi, we nporurarowue 6 KAemKy. Penentopbl K HUM HaXOIAATCH
B ILJIa3MaTUYECKON MeM6paHe. IL.HH nepeaadn CHUr'HaJla CJAy2KaT BHYTPUKJIETOYHBIE
HOCPETHUKY  (TUKJINYIEeCKHe HYKJIEOTH b, MOHBI KaJbIUsd, MPOIYKTHI IPEBPAIICHMUST
dbochonnozurnon). K 910i rpyrmne oTHOCITCST TOPMOHBI GEJIKOBO-IENITHIHOMN TPUPOJIbI
U KaTeXOJAMUHDI.

2. T'opmoHnwv, npoHuxarouue 8 kKaemky. Perenrtopbl K HUM HAXOIATCS BHYTPH
KJIeToK. K 9Toif rpymme OTHOCATCI TOPMOHBI CTEPOWIHON MPHUPOJIbLI W  FaCTHIHO
TUPOUTHBIE TOPMOHBI.

3. Topmonv, membparrozo deticmeus. Takme TOPMOHBI — SIBJISTFOTCS
ajtocrepudeckuMu 3 @eKTopaMu TPAHCIOPTHBIX cucTeM MeMmOpan. K 3roit rpymme
OTHOCATCA WHCYJIUH W TUPOUIHBIE TOPMOHDI.

TopMmonBbI perynmupyor MeTrabo/m3M KJIETOK-MUIIEHEH Yepe3 n3MeHeHne aKTUBHOCTU
depMEHTHBIX CHCTEM, MpUIeM HU3MEHEHHe AaKTUBHOCTU OCYINECTBJISETCS TpeMsi
crocobaMum:

1. Hymem usmenerus undyxuyuu gepmermos. Takum myTeM AefiCTBYIOT CTEPOUIHBIE
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TOPMOHBI, KOTOpPbIE IPOXOIAT dYepe3 IIIa3MaTUIeCKyl0 MeMOpaHy B IHUTOILIA3MY, IJIe
CBSI3BIBAIOTCS CO CIEMUMUIECKIMHI PerenTopaMu (PUCYHOK 33).

O6pa3zoBaBmniics KOMILTEKC OCYTIECTBJISIET KOHTPOJTb 3a
GYHKIIMOHMPOBAHUEM TEHETHYECKOIO allllapaTta KJIETKH IIyTeM BJIUSHHUS Ha ITPOIECCHI
cunthiBanusg uHpopmarnun ¢ Mosekysnbl JIHK, tpancrnopra madopmarmonnoit PHK u3
siipa B IUTOILIA3MYy, CHHTe3a pa3andbbix BujgoB PHK, a makyke myreM BiMgHHS Ha
mporiecc cOOpKM OEJIKOBBIX MOJIEKY/T B pubocomax. CrepoujiHbie TOPMOHBI PEryJIUPYIOT
TaK»Ke U CKOPOCThb paciaja 0ejakoB. Takum oOpa3oM, cTepOrIHbIE TOPMOHBI OIIPEIEIAIOT
peajibHOe KOJIMIeCTBO (bepMEeHTHOIro OesiKa.

aKTUBHBII

Peuemi_._, a [ opMoH-pelleITOPHEOT KOMITIEKS

CreponmHe T

TOpPMOH -~ .

uPHEK

}

Bronorsecisos +—— 3}
OTEET

Lsrormasnma

Eenox

PrcyHOK 33 — MeXaHH3M JeHcTERA CTePOHIHLIX TOPMOHOE

2. HymeM USMEHEHUA NPOHUUAEMOCTNUY NAASMATIUYECKUT M€M6paH. B sTom CJIydae
T'OPMOHBI, U3MEHAA ITPOHUITACMOCTDb KJIETOYHBIX MeM6paH, OIIpEeJeJIAI0OT COAEpPzKaHueE B
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KJIETKE aKTUBATOPOB, HHTUOUTOPOB U CyOCTPATOB, PErYIUPYsl TAKIM 00pPa30M aKTUBHOCTH
depMeHTOB.

3. ITymem usmererus KoAuvecmea yuKkiuueckozo adenodumnmonopochama (u-AMD).
[opmonbl, He crocoOHBIE TPOXOIUTH Yepe3 KJIETOUHBIE MEeMOpPaHbl, CBA3BIBAIOTCA CO
CBOMMH peIrenTopaMu Ha ee MoBepxHOCTH. (OOpa30BaBIMNCA aKTUBHBIN KOMILIEKC
AKTUBUPYET aJIeHUIATIINKIIA3Y, OCYIIECTBIISIONIYI0 peakiuio obpasoBanus 1-AMO®,
KOTOPBIII WU3MeHseT AKTUBHOCTb PsJjia BHYTPUKIETOYHBIX (PEPMEHTOB IIyTEM WX
dochopumpoBannsg 1 TaKUM 00PA30M PETrYJIUPYeT MHOTME OMOXUMUYECKHE ITPOIECCHI:
pacIierieHue TPUTJIAIEPUI0B, OOMEH TJINKOreHa, CHHTE3 OEJIKOB U JIp.
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JMNMHAMUNYECKASA BNOXNMUA
9. OBMEH BEIIECTB 11 SHEPT'UU

OOMeH BeIecTB W HEPIUU COCTABJISAIOT CYIIHOCTb YKU3HEIEATE/bHOCTH JTFO0O0TO
opranm3Mma. ¢IBjeHMe KU3Hb — 3TO <...CIOCOO CYIIECTBOBaHUsI OEJKOBBIX TeJl,
CYIIIECTBEHHBIM ~MOMEHTOM KOTOPOT'O — SIBJISI€TCH IOCTOsIHHBIM OOMEH BEIECTB C
OKpyzKatomeil ux BHermHeil npupomoii...» (®. Durensc). [ne ecth xKu3Hb, TaM ecTb
0esIoK, He HAXOJIAIINICS B CTAIUU paclaja, a TaM, TJe eCTh OeJIOK, He HaXOMISIIuics
B CTa I PacCIiajia, TaM eCTh »KU3Hb. BeJIOK sIBJIsIeTCsI OCHOBOI BCET'O »KUBOTO, OJiarogaps
CBOEMY CTPOEHHIO OeJIOK MOXKET y4acTBOBATh B IIporiecce OOMEHa BEIIECTB, B ITPOIECCE
OCYIIECTBJIEHUSA TIEJIOTO PAJIa XUMHUICCKUX PEaKIINA.

>KI/13HB, KnBasd MaTepud II0dBUJIaCh TOI/Jla, KOI'’ZJa Cpedu HEXKUBbBIX CHCTEM
BOSHUKJIN CHCTEMDI, CHOCO6HBI€ IO AeP2KNBaATDH CO6CTB€HHO€ CyIIeCTBOBaHUE IIyTEM
YIOPSAJI0UEHHOr0 1peobpa30BaHms U UCIIOJIb30BaHUs (PaKTOPOB OKPYKAIOMIEH CpeIbl.

Tpu omauvumenvHbvle 0COOEHHOCTNU HCUBHLT OP2AHUIMOB:

1. OHu xapakTepu3yloTCs YCJIOKHEHHBIM BHYTPEHHUM CTPOCHHEM U BbBICOKOIA
CTEIeHbI0 OPTaHM30BAHHOCTH.

2. HIO6aH COCTaBHasl 9aCTb OpraHU3Ma UMeET CIICIIMaJIbHOC Ha3HaYCHHUE U BBIIIOJIHACT
CTPOTO OIpeJie/IeHHY 0 (DYHKITHIO.

3. 7KuBble opraHmsMbl 00JI1a1aI0T CIIOCOOHOCTBIO M3BJIEKATH, IIPe0OpPa30BBIBATH WU
HCIIOJIb30BaTh SHEPIUI0 OKpYKaloleil ux cpejbl — Jubo B (opMe OpraHmIecKux
IIMTaTEJIbHBIX BEIICCTB, JII/I6O B BUJAE I9HEPIrur COJIHEYHOI'O H3JIyYC€HU. 9Ta dHeprud
ITO3BOJISIET OPraHM3MaM CO3J/IaBaTh COOCTBEHHBIE OOTATHIE SHEPTUEH CJI0KHBIE CTPYKTYPbI
U TOJJIEPKUBATH HMX IEJOCTHOCTb. 3a CYeT 3STOH SHEPruM OPraHU3Mbl BBIIOJHSIIOT
MEXaHHYIECKYIO PabOTy IPH MePeIBUKEHUN U T.]I.

Ho camas mopasuresibHass 0COOEHHOCTH YKUBBIX OPraHM3MOB — 9TO MX CIIOCOOHOCTD
K TOYHOMY CaMOBOCIIPOM3BEJICHUIO, HYTO $BJISI€TCH OCHOBHBIM CBOHCTBOM KHBOIO
OopraHu3Ma.
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Baxkueitmum 3/71eMeHTOM >KU3HH sBJIsieTCss oOMeH BemecTB. (OOMmen 6ewecme —
3TO HEIPEPBIBHLIN, CaMOPEryJIupyeMblii KPYTOBOPOT BEIECTB, HPOTEKAIONIUN B KUBOM
OprafmsMe, KOTODBIH COCTOUT U3 JIByX IPOIECCOB: ACCUMUAAUUL (aHabosu3Ma) —
[IOIVIOIIEHUE, HAaKOIJICHUEe, YCBOCHME OpPraHU3MOM BEIIEeCTB OKpYyZKalolleil cpeabl u
CO3JlaHUe, CUHTE3 34 WX CYeT CTPYKTYDPHBIX EJIMHUI] CBOETO Teja) U OUCCUMUNAUUL
(kamaboausma) — paspylleHne BEIIeCTB, COCTAB/ISIONIMX OPraHU3M, PACIaJl JIEMEHTOB
JKUBOT'O TeJla U BBIBEJICHUE IIPOJAYKTOB ITOrO PAaCIajia U3 OPraHu3Ma.

ObOmMeH  BelecTB, KOTOPBI  OCYIIECTBJISETCST B KHBOM OpPraHW3Me — 9TO
NPOMENCYMOUHDIT 0OMEH BEULLCNE, IITH MEMAOONUSM.

9.1 IlociemoBaTeibHOCTD IIPOIECCOB MEeTA00/IM3Ma U CTAAUN N3BJI€YEHUS
SHEPruM IMUTATEeJbHBbIX BEIIECTB

B 3aBucuMocTn OT IOC/IEZOBATEILHOCTU MPOTEKAHUSA IIPOIECCOB OOMEHa BEINECTB B
OpraHu3Me UX PasessioT Ha TPU TPYIIILL:

1. [ITuwesapenue u pezopbyus (BcachiBanme). B mporecce muieBapeHus B
JKEJIYJJ0IHO-KUIIEIHOM TPAKTE IIPOUCXOAUT I'UIPOJINS BHICOKOMOJIEKYISPHBIX COEIMHEHMIT
¢ 0bpa3oBaHMEM IIPOCTBIX. 3aTe€M IIPOMCXOANUT Pe30pOIHs IMUTATEILHBIX BEIIECTB Yepes3
CIMBUCTBIE 00OJIOYKN KUIIOK W MOCTYILICHHE Yepe3 MeMOPaHbl B KIETKH.

2. ITpomesicymounviii 0bmer — COBOKYITHOCTh BHY TPUKJICTOUHBIX XUMUICCKIX PEaKInit
CHHTE3a WU Jerpajanuu ¢ oOpasoBaHMEM IIPOMEXKYTOYHBIX U KOHEYHBIX IPOLYKTOB
MeTabOoJI3MA.

3. Buidesenue KOHETHBIX TTPOILYKTOB OOMEHa.

B saBucuMocT OT KOJIMYECTBa OCBODOXKIAEMON 3HEPIUU B IIPOLECCE PACIICILICHUS
U OKHCIeHHs NHuTaTeabHbIX BerecTB 1. Kpebc Bwigenaser mpu ochosHwvie cmaduu
M3BJICUCHNS SHEPIUN ATATEIBHBIX BEIIECTB (PUCYHOK 34).

Ha mnepeoti cmaduu 6Gosbinne (HOJMMEPHBIE) MOJIEKYJIbI IIMTATEIHHBIX BEIECTB
pacIIeIIAoTCs Ha Majibie (MoHOMepHI ). [lojmcaxapu bl pactaiaoTest 10 MOHOCAXaPH/I0B
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TMoaucaxapuiae Hnpu * Benkn

|

Moxocaxapiim

1 T (0,6—-1%)
InHuepor o

KapOOHOBLIE KHCAOTE AMHHOKHCIOTH
2-Okcornyrapat

Oxcanoauerar
Auerun-CoA E

11 (25-30%)

Lnxn
TPHEAPHOHOBLIX
KMCIOT
» I11 (70—75%)

JBIXATENLHAS UMb
TpAHCIOpTA -
WIEKTPOHOR

PrcyHOK 34 — Cxema cTaqHii ocB0oO0:KTeHHS YHEPTHH MHTATE/ILHELIX BellecTB

(B OCHOBHOM JI0 I'€KCO3: IJIFOKO3bI, (DPYKTO3bI, TATaKTO3bl). ZKUPBl PACIIEIAIOTCS 10
IJIUIEPOJIa U KUPHBIX KHUCJIOT, a OeJKU — JI0 aMUHOKHUCJIOT. [Ipu aToM ocBOGOXK 1aeTcs
okono 0,6-1 % oOmeil sHepruM NUTATEILHBIX BEINECTB, KOTOpPAsd MOXKET OBITh
HCIIOJIL30BaHa TOJIBKO JIJIs 0Opa30BaHusl Teria (HO He Jist JPYTUX Iesieii).

SHaueHne XMUMHUYECKAX PeaKIil IIepBOil CTaIui COCTOUT, IJIABHBIM 00pa3soM,
B IIOJI'OTOBKE IMUTATE/JbHBIX BEIIEeCTB K JIaJIbHEHIeMy OCBOOOXKJICHUIO SHEPIUU.
Koneunbivu mpogykTaMu IepBOMl CTaIuM ABIAIOTCI TpuMepHo 25-30 pasIuIHbIX
XUMUYECKUX  COEJMHEHUil (aMUHOKHCIOTBI, MOHOCAXapUJbl, [JIUIEPOJ, KUPHBIE
KHCJIOTBI).
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Ha semopoti cmaduu (HagaapHO (aze MPOMEKYTOUHOrO MeTaboJim3Ma) BEIecTBa,
obpa3oBaBIIuecs Ha TEPBON CTa WU, MOJABEPraloTcd JajbHeliemMy pacmeriennio. 13
OOJIBITOTO KOJTMIECTBA XUMUIECKUX COETMHEHN, sIBJIAIOMNXCST KOHETHBIMU POy KTaMM
epBoil cTaum, oOpasyeTcs TPU TJIABHBIX META0OINTA: 2-0KCO2AYMaAPam, oKCas0GUEMa
u ayemun-CoA, cpean Koropbix nipeobsajaer amneruia-CoA. MeTaboauThl BTOPOi cTaun
UIPAIOT HEHTPAJLHYIO po/ib B Meraboausme. Ha sroit cragum ocsoboxkmaercs 25-30 %
SHEPIUHU, COJIEPKAINENCS B MNTATEIHHBIX BEMIECTBAX.

Tpemwvsa cmadus (koHeuHas dhasa MPOMEKYTOTHOIO MeTabOIM3Ma) BKIIOUAET UUKA
MPUKAPOOHOBHIT KUCAOM, U OBTGMENOHYIO Uend MPAHCIOPMG INEKMPOHOE — KOHETHDBIE
yTH B OKHUCJeHWH TmmuTareJpHbXx BemectB 10 COy m HsO. Ha tperweit cramum
0cBOGOK 1atoTcs ocraababie 70-75 % sHeprun nuraTebHBIX BEIECTB.

Huksn TpUKapOOHOBLIX KHCIOT W JbIXaTedbHas Ielb TPAHCIOPTa 3JIEKTPOHOB,
COIIPSPKEHHAsT C  OKHUCJHUTEIbHBIM  (DoCchOPUINPOBAHUEM,  ABJISIOTCA  00WUMU,
MA2UCTPAALHOLMU  NYMAMU OOMEHA BEWECME U IHEP2UU, TE€PE3 KOTOPHIE MTPOXOIUT
MeTabOJIU3M yIJIEBOJIOB, JIMITUJIOB U OEJIKOB.

9.2 OOwmen »suepruu. BpicokosHepreTudeckue (MaKpPOIPrUIECKUE)
COeJIMHEHU S

ObOmen BerecTB HEPa3pLIBHO CBA3aH ¢ oOMeHOM »sHepruu. lIpakTmuecku Bce
CUHTE3bI, KOTOPbIE IPOTEKAIOT B KUBOM OPTraHW3Me, UJIYyT C HOTPeOJICHUEM SHEPIUu.
CretoBaTeIbHO, SHEPTHS JOJIZKHA HEIPEPBIBHO IMOCTYIIATH B YKUBOIl OpPraHW3M U3BHE,
HAKaIlJIMBAThCH, a 3aTeM WCIOJb30BATbCS JKUBBIM OpPTaHU3MOM Il IIPOIECCOB
ZKU3HE/IeATeIbHOCTH.

Kazkjioe opranmueckoe coejiMHeHHe KUBOH Marepun 00JaJlaeT OIPeJIe/IEHHBIM
3aracoM IMOTEHINAIBLHON SHEPIuu, 3a CUYeT KOTOPOil MOKeT OBITh cOBepIleHa paboTa.
DTy SHEPruio MPUHATO Ha3bIBaTh €c80000HOT sHepauedi. [1TaBHBIME MaTepUaIbLHBIMEI
HOCHUTEJIIMU CBOOOJIHOI SHEPIrUM B OPTraHUYECKUX BEIIECTBAX ABJISIOTCA XUMUYECKHE
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cBsI3U MeXK Iy aromamu. [Ipu pazpbiBe XUMUYIECKO# CBS3M IPOUCXOIUT U3MEHEHUE YPOBHS
cB0OOIHOI sHeprUN coeuueHus. CBOOOIHAS SHEPTIHUS — 9TO Ta POPMa FHEPTUN, KOTOPast
MOKET WCIOJIB30BAThCs JIJIsI BBIMIOJTHEHUsT PAOOTHI TPHW IIOCTOSTHHOM TeMIeparype u
IIOCTOSHHOM JIABJIEHUH. XeMOTPOMHI MOTYyJAIOT 9Ty SHEPIUIO IyTEM OKHUCJIEHHS BEIIECTB
numu, a ¢Gororpodbl — yJIaBIUBas CBETOBYIO HEPruio. IJTa CBOOOIHASA SHEPrUd,
HpexkJie deM ObITh HCIOJIb30BAHHOW B IIpoIleccax OMOCHMHTE3a, aKTHUBHOIO TPAHCIIOPTA
U JIBUKEHUs, YaCTUYHO Ipeodpas3yercs KJIETKOW B CIENUATbHYIO (OPMYy — SHEPTUIO
BBICOKOHEPIeTUIeCKIX (MAKPOIPIUIECKIX ) COE/IMHEHHIA.

Coenunennst KJIeTKH B 3aBUCUMOCTH OT BEJUYIUHBI CBOOOIHON SHEPIUH THIPOJIH3A
(AG®) sesiiT Ha BBICOKOIHEpreTHUYeCcKre (MaKpOIPrudeckne) U HU3KOIHEPreTHUECKUe.
Ecnu mzmenenue ypoBHsi cBOOOJIHOI SHEPruu COEJIMHEHUs] MPU PA3PbIBE XUMUYIECKON
cBsA3M cocTaBjsier okoyio 12,5 k/IxK/Mojib 1mpeobpa3yeMoro BemecTBa, TO Takas CBs3b
[0 CBOEMY SHEPIeTUIECKOMY YPOBHIO CUMTAETCS HOPMAALHOU.

Ecin  u3menenwme ypoBHS CBOOOJHONW 9SHEPIWHM  COEJWHEHWs TIPU  Pa3pbIBe
XUMHUYECKON CBsA3M cocTaBigeT Oosee 25 KJ[>K/MOsb, Takas CBs3b HA3LIBACTCS
Mmaxpospeuueckoti (~). CoenuHenus, cojepKaliue MaKPOIPIUYECKUEe CBA3M,
HA3BIBAIOTCI MAKPOIP2UHECKUMU .

Makposprudeckue CBSI3U MIPEJICTABICHBI:

— dochoanruapunabivu cBsizsivu (Hykteosuarpudocdaret — ATP, GTP, CTP, UTP);

— anuidochoanruapuaabivu (anuidocdars — 1,3-6ucdocdormunepar);

— docdoadupubivu (enosdocdarsr — docdoeHonmUpyBar);

— ochoamumubivu (ryaruanadocdars — Kpearurdocdar, apruautdocdar);

— amuitnoddupHbiMu (anuinponssoabie CoA — anerui-CoA u ap.).

B rabymne 7 mnpuBelleHbl JIaHHBIE [0 M3MEHEHWIO YPOBHS CBOOOJIHON SHEprun
HEKOTOPBIX COEIMHEHUI TP ruIposin3e ux hocdaTHBIX CBA3El.
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(AG?)

Tabmuma 7 — CranmaprHasi CBOOOJHAsT SHEPrUsl THIAPOJINA3A
OpPraHnveCKUX COCJINHEHUN

HEKOTOPBIX

CoeinaeHunst AG®, kI /MOJb
docdoeHoMMpOBUHOTPaHASA KACIOTA 61,7
kapbamousdocdar 51,5
1,3-mudocdorauiepuHoBasi KUCJI0TA, 49,1
kpeatundocdar 40,1
asieHo3nHTpudOochOopHas KICJI0Ta 32,5
asieno3uniuocdopHas KUCJI0Ta 28,3
IJII0K030- 1-pocdar 20,8
dpykrTO30-6-pocdar 15,8
IJII0K030-6-docdar 13,8

Adernosurnmpugocpam (ATD, ATP) B TepMojuHAMUIECKON IIKAJE 3aHUMAET
IEHTPAIbHOE MECTO M B 9TOM OTHOIIEHWUH [IPEJICTABIISET COO0il YHUKAJILHOE COeIMHEHIE,
BBITIOJTHSIIOIIEE I[EHTPAJbHYI0 POJb B OOMEHE SHEPIuU B OHOJIOTMIECKUX CHCTEMaX.
Cucrema ATO-AJID BoimoHsIeT PYHKINIO IEPEHOCA SHEPTUN OT BHICOKOIHEPTETHIECKIAX
COEIMHEHUI, 3aHUMAIONIMX B TEPMOJMHAMHUYECKON 1mKase wMecto Bbime ATO,
AKIIEIITOPHBIM MOJIEKYJIAM C O0pPA30BAHUEM COEJIMHEHUI, CTOAIINX B STOM IIKaJe HIXKe
AT®, koTopbie MPEJACTAB/ISIOT OO0 JIOBOJBHO aKTUBHBIE TPOU3BOJIHBIE ¢ OTHOCHTEIHHO
BBICOKOII SHEPrueil u BBITOJTHSIIOT BaXKHYIO POJIb B METaDOIN3ME.

OcBobox ienne sueprun ocaruoit csa3u ATD Bo3MokHO JaByMs TyTamu. [lepsorit
IyTh — 93TO OTIIEIJIeHne KOHIEBOro docdara, B pesymbrare obpasyerca AJID wu

docdopuast Kucjora:
AT® — AJI® + H3PO,.

Hpyroit myth ocBoboxkenust sueprun docdarnoit cesazu ATP — nupodocdarnoe
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ApenozaarprbochopHas kucaoTa (ATD)
(AGruap.1 =—32,5 gJ[/MoIb; AGruap 2 =—34,7 kJ[#/MOIE)

pacIiernjieHue:

[Mupodocdharnoe paciierienne B OHOJOTMYECKUX IIPOIECCAX BCTPEYACTCH DPEKe.
[Ipumepom MOKeT CIIyKUTh 0Opa30BaHIe aMUHOAINIAIeHIIaTOB U arui-KoA.

AT® nocrostaHO 0OpazyeTcs u MOTPedIAETCsI, ABIAACH TJIABHBIM JJOHOPOM CBOOOTHOI
SHEPIUu B OMOJIOIMYECKHX CcucTeMax, HO He opMoil 3arracaHusi cBOOOIHON >HepPrun
BIpOK. B kitetke mosiekyina AT® pacxoiayercs B TedeHHe OJHON MHUHYTBI ITIOCIIE €€
oOpaszoBaHms, ¥ 0DOPOT €€ OYeHb BBICOK. Tak, HAIPUMEDP, B IOKOE YeJOBEK 3a CYTKH
pacxomayet 40 kr AT®, a Bo BpeMsi HIHTEHCUBHBIX YIIPAYKHEHUI CKOPOCTDH UCIIOJIb30BAHMS
AT® moxer gocturars 0,5 KI 3a MUHYTY.

OHEprus, KOTOpas BBIJEJIAETCS IPU PACHANE MAKPOIPIUUECKUX COCJIMHEHUI u
3a CYeT KOTOpPOil MOXKeT OBITh COBepIlleHa Ta WM uHad paboTa, UCHOJIB3YeTCS He
TOJIBKO JIJIsi XUMHUYECKOro cuHTe3a. OHa MOXKeT CIIyKHUTb JJIsi TeIjI000pa30BaHU,
CBEYEHMHA, HAKOILJIEHUs 3JIEKTPUIECTBA, BBIIOJHEHUT MeXaHM4YecKoi paborer u T.a1. [Ipm
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9TOM XUMUYECKasi SHEPrus Ipeodpa3yercss B TEIJIOBYIO, JIYUUCTYIO, SJIEKTPUIECKYIO, 7
MEXaHUYECKYIO U JIp. .
Cpobomnas sueprusa rugposuda ATP  wucnons3yercs i 3ammycka peakiiwii,
TPeOYIOINUX TPUTOKA cBOOOIHOI sHeprun. Hekoropbie peakiinn OMOCHHTE3a 3aI1yCKAIOTCS
anajoramMu ATO — I'TO, YTO, [[TO.
B kuBoil mpupojse WIET HENPEPBIBHBIN IPOIECC 3allaCaHusl SHEPIUM B BHUJIE
XUMUYIECKON SHEPruu CBsi3eil opranuveckux BeriecTB. OH COCTOUT IVIABHBIM 00Pa3oM B
Ipeobpa30BaHNN JIyIUCTON SHEPIUN B XUMUIECKYIO (HOTOCHHTE3 3€/ICHBIX PACTEHUA) U
B HEOOJIBINION Mepe — B Iepexo/ie XUMUYECKON SHEPIru U3 HEOPraHWYeCKUX COeIUHEHU

B OpraHuvecKre (XeMOCHHTE3 MUKPOOPTAHU3MOB).

Kak Bunno u3 pucynka 35, AT® urpaer BbIIAOILYIOCS POJIb KaK [IPU 3aIlaCAHUN, TAK
U TIPU PACXOJ0BAHUU SHEPIUU, T.€. SIBJIAETCS KJIFOUEBBIM BEIIECTBOM B SHEPreTUIECKOM
obMeHe opraHu3Ma.
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M3BecTHO MHOrO peakimii, mpu mocpencTBe KoTopbix AT® Bo3HUKaeT U3 JAPYrUX
MaKpPOIPTUYECKUX COEJIMHEHUl, W, HA00OpOT, €CTh MHOI'O IPOIECCOB, NPUBOJIANIAX
K CHHTe3y Makposprudeckmx coenunennit npu ydactun AT®. Takwme, nampumep,
MaKpOIprudeckKne coejanHeHns, Kak KpearuHdocdar, doedoeHOMIMPOBUHOrPAIHALT
kuciaora u 1,3-mucocdoruiepuHoBast KucjioTa, upu  B3ammogeiicrBun ¢ AJID
obopasytor AT® ¢ BblueleHHeM KpeaTWHa, [TUPOBUHOTPAIHON KHUCJIOTBI U 3-
docdorauIeprnHOBOil KUCIOTHI. DT U OJ00HBIE UM COEINHEHHSI MPUHITO 0003HAIATH
kak AT®-remepupytomme BemectBa. llepeduciiennble peakiuum 00OpaTUMBI, W IIPH
U3BECTHBIX YCJIOBHUAX PaBHOBECHUE MOXKET OBITh CMEIIEHO B CTOPOHY paciaja
AT®. B 10 xKe BpeMsl CHHTe3 B OpraHm3Me MHOIHX JPYIUX MaKPOIPIUIECKUX
coemuuennii mporekaer 1pu nocpeacrBe AT®. Ocobo BakHOe 3HAYEHHE HMEET
obpazoBanne HyKJIeosuaTpudocharo — ryanosunrpudocdara, ypumuHTprdocdara,
mntuauaTpudocdara u gp. CregoBarenbHO, U B OOMEHE CAMHUX MaKPOIPIUIECKUX
coequuennii AT® urpaer BaykKHEHIIYIO POJIb.

OOMeH BeIecTB W SHEPIUU IPEJICTABJISIET €INHBIN, HEePa3pbIBHBIN IPOIECC, T
BUJION3MEHEHNE BeIeCTBa BCEIJia COIMPOBOXKIAETCS BbIJIEIEHUEM WM ITOTJIOMEHIEeM
cBOOOJIHOM SHEPIUU W TIJe BBIJEJUBIIAsICT WIN TOIJIOTHBINASICA B TOM WX WHOM
KOJIMIECTBE SHEPrUsi O0eCIeumBaeT paclaj WM CHHTe3 XUMUYECKHX CBdA3€i, T.e. 110
CYIIECTBY BHUJIOM3MEHEHUE CAMUX BEIIeCTB. TakuMm oOpa3oM, 3aKOHOMEPHOCTH OOMEHa
BEIIECTB UM SHEPIUHM B KUBOW NPUPOJIE ABJLIOTCA YaCTHBIM CJIydaeM OOIINero 3aKoHa
COXpaHEHUsI MATEPUN U SHEPTUN.

9.3 DmHeprermyeckuii 3aps] KJIETKHN

2Kusas kjeTka crnocobna pearnpoBaTh Ha m3MmeHenne KourenTpamun ATO, AJIO u
AM®, u MHOrme MeTabOJMIECKUE IIPOIECCHl PErYIUPYIOTCA IHEPIeTUIECKUM CTaTyCOM
kjeTku. [lokazaresrem SHEPreTHYECKOTO CTATyCa KJACTKHU CJIYXKUT SHEPreTUIECKUil 3apsi/I.
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[AT®] + 1/2[A1D]
[ATD| + [AID] + [AMD]’

DHepreTuIecKuit 3apsii =

rje [AT®| u ap. — MossipHAsT KOHIIEHTPAITHSI.

OHepreTnvecKnii  3aps/i  KJETKH  BBIPAXKaeT  OTHOCUTEIbHYIO  MOJISIPHYIO
KOHIIEHTPAINIO ajleHuIcoepKaiux unykieosuadocdaros (AM®P, AID, ATOD).

MaxkcumasibHas BeJIMYNHA SHEPIETUYECKOTo 3apsaa MoxkeT ObiTh paBHa 1,0. B srom
ciayaae kounentparmn AJI® u AM® paBHBI HYJ/IO, U B CUCTEME IPUCYTCTBYET TOJIHKO
AT®. D10 yka3wIBaer, 9T0 KjaeTKa HAXOIUTCS B COCTOSTHUU HACBINIEHUsT SHEPTUEi.

MunnmaibHOe 3HAUEHNE SHEPTEeTUIECKOro 3apsaia KIETKA MOXKET OBbITh PABHO HYJIIO.
[Ipu stom kourentparmn AT® u AJID paBHBI HYJIIO U B CHCTEME IPUCYTCTBYET TOJIBKO
AM®. B 310M COCTOSTHUU KJIETKA SHEPIETUIECKU UCTOIIEHA.

KuBas KjaeTKa wuzberaer 3TUX SKCTPEMAJIBHBIX COCTOSHUM IIyTEM PEryJIAIH
MeTaboIu3Ma, IOJJIepPKIBas 3HAUYCHHE SHEPreTUUeCKOro 3apsijia B Y3KOM MHTEPBaJIe,
B npegenax 0,8-0,9. Cumxkenne sneprerndeckoro szapsjaa (< 0,8) sBsieTcss CUMHAJIOM
Jutsi KjeTku 0 Hu3KoM ypoBHe AT® m3-3a BBICOKOIT CKOPOCTH MOTPEOJIEHUsT SHEPTUN.
Kierka orBedaer Ha 310 yckoperneM AT@-cuHTE3UPYIONIX METAOOTMIECKIX PEAKITHIA.
B cocrosaumn, korja sHepreruveckuii 3apsj mnpesbimaer (0,9, coolimasg o TOBBIIEHUN
BHYTPHUKJIeTOIHOrO ypoBHst AT® BCeacTBHE YMEHBIEHUS CKOPOCTH HCIIOJIb30BAHUS
SHeprum, KJjeTKa pearupyer cHumkenneM ckopoctu AT®-cuuTe3upyronmx peakiuit
(pucynok 36).

Beicokuit sneprerudeckuii 3apsi; nHruoupyer Merabondeckue mytu cuareda ATD u
CTUMY/IAPYET MeTabOJMIeCKHe IIyTH ucioib3oBanus ATO.

[Iporieccrr pochopuimpoBanns 1 OKACIEHNST B MUTOXOHIPHUSIX TECHO B3aNMOCBSI3aHbI.
CKOpoCTh IOTOKA 3JEKTPOHOB B JIBIXATEIBHONW IIENU  OIPEJIEIIeTCd  CKOPOCTHIO
ucnosbzoBanus AT®. Mcnonbzosanne AT® u ero npesparienne B AJIP yBesmanBaer
HIOTJIOIIEHNE KUCIOPOJia U OKucjaeHne cyocrparoB. [Ipu MajaoM MOJISPHOM COOTHOIIEHUN
AJI®/AT® TopmMO3UTCsSI TPAHCIOPT 3JIEKTPOHOB TI0 JIBIXATEILHON IEIU B PEe3yJIbTaTe
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PucyHOK 36 — Cxema JHepreTHIeCKOro 3apaia KIeTKH

B3anMOCBsI3U (hOChHOPUIUPOBAHUST ¥ OKUCICHUS B MUTOXOH/IPHUAX, KOTOPYIO HA3BIBAIOT | Hawano |

dBlTaMenvHbLM KOHMPOoaem. Biiaroiaps IeficTBUIO CHCTEMBI JIbIXaTeILHON0 KOHTPOJISA

ckopocTh OmocuaTesa AT® cTporo cooTBeTCTBYET MOTPEOHOCTIM KJIETKH. ’ Conepatne |
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10. BMUOJIOTMYECKOE OKUCJIEHUE

Buonozuueckoe oxucaerue, WM TKAHEBOE JIbIXAHUE, IMPEJICTABISIET CODOit
COBOKYITHOCTH OKHCJ/INTETbHO-BOCCTAHOBUTE/ILHBIX ITPOIECCOB, MPOTEKAOINNX B JKUBBIX
KJIETKAX, OCHOBHO# (DyHKIHe#l KOTOPOIo SIBJIsIeTCsS OobecrevdeHne OpraHu3Ma SHEpruei
B JIOCTYIIHOM JIJIS WUCIOJIb30BAHUS BHJE U BOCCTAHOBUTE/HHBIMUA SKBUBAJEHTAME JIJIsI
OUOCUHTETHIECKHUX TPOIECCOB.

QOYHKIUE STOTO BarKHEHIero OMOJOITYECKOTO SIBJICHUsI JlayKe HECKOJIBKO IIupe,
YeM ITO OTMEYEHO B IPUBEJEHHOM BBIIIE OIPEJIE/IEHNN, T.K. IIPU ITOCPEJICTBE PEeaKInit
OMOJIOTTIeCKOr0 OKUCIEHUS PAa3pPYIIAIOTCs TaKKe BPeJIHbIE MPOLYKTHI 0OMeHa BEIeCTB
U TIPOHUKINNE B OPTaHW3M UyZK/Ible COeJIMHeHns. Bojiee TOro, coCTOsTHIE OKUCIUTETHHO-
BOCCTAHOBUTE/IbHBIX IIPOIECCOB B KJIETKAX CKA3BIBACTCA Ha PErY/ISIIE OOMEHa BEIeCTB
B HUX.

(DyH’IC’U,’U/U, buono2uuecKo20 oxucAEeHUS

Hemorcukauus YempaneHue wnakoe
KceHOBLUOMUKOE (epeduine dna knemku npodykmos obmeHa)
CuHmes samHedLLx OyHKUMA Pezynayus obmeHa
(kmoyesbix) GUonorv4yeckoro sewecme
MemaGanumos OKUCTIEHNA

Y

SHepzemuyeckoe obecneyeHue

y y ! ) . y

noddepiaHus  CECEYSHUS XUMUYECKUX OCMOMU- GUOSNEKMpU- MeXaHUYyecKol
memMnepamypsl  GUOMOMU- CUHMESO0S YECKLX YecKLX paBomei
mena Hecueruuu AsneHull  npoueccos
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Paznoobpaznbie peakiinu 6UOJIOrTIECKOTO OKUCICHIS YCKOPSIIOTCS MHOTOYUC/IEHHBIMU
depMenTaMU, OTHOCATIUMUCS K KJIACCY OKCHIOPEIYKTa3. DTU (PepMEHTHI, KaK ITPABHUIIO,
BCTPOEHBI B OUOJIOTMYECKHEe MeMOPaHbl, IPUYEeM O4Y€Hb YacTO B BHJE aHCAMOJIEN.

10.1 Koaccudukaiusi 1mpomneccoB OMOJOTMYECKOTO OKHWUCJIEHUS W WX
JoKaJIn3anus B KJeTKe

CymecTByer jBa THIIA OUOJOTTIECKOTO OKUCICHUS:

1. Csobodnoe oxucrerue.

Oxkucrenne, He conpsizkennoe ¢ ocopumnporanneMm AJIP 1 He COMPOBOK TAIOIIEECST
TpaHcoOpManell  SHEPTUH,  BBIJEJAONEHcd  [pH  OKHCAEHUU, B  SHEPrUio
MaKpPOIPIudecKknx cBsseir. IIpn cBOOOTHOM OKHCIEHUN BBICBOOOXKIAIOMIASACT SHEPTH
[IEPEXOJIUT B TEILJIOBYIO U PACCEHMBAETCS.

ITo Tumy ¢BOGOIHOIO OKMCJIEHUSI UIYT BCe 0e3 MCKJIIOYEHUs] OKCUIEHA3HbIE PeaKIliu,
BCE OKUCJIUTEbHBIE PEAKINN, YCKOpsieMble MEPOKCHIA3aMI ¥ COIPOBOXK IAIONIUECS
obpazoBaarem HoOo, MHOTTE peakInu, KATaIN3UPYEeMble OKCHIA3AMA.

[Iporeccbr  CBOOOHOTO OKHUCJIEHWST COCPEJIOTOYEHBI B IIMTO30JI€, B MeMOpaHax
SHJIOIJIA3MATUIECKON CeTH KJIeTKH, B MeMOpaHaX JIM30COM, IMEPOKCHCOM ¥ allllapara
losibmKu, Ha BHENTHHX MeMOpaHaX MUTOXOHIpHUN u XjopormiacToB. OHE HIyT TakK:Ke B
SIIEPHOM alIlllapaTe KJIETKH.

2. Oxucaenue, conpastcennoe ¢ pocpopunuposaruem AJID.

DTOT TUI OHOJIOITIECKOr0 OKUCJIEHUS OCYIIECTB/ISETCS JIBYMS Iy TIMU:

a) cybempammoe ocdopunuposanue;

Ecin Makposprudeckas CBsa3b BO3ZHMKAET B MOMEHT HEIIOCDPEICTBEHHOIO OKHMCJICHUS
cyOcTparta, a 3aTeM TeM WU UHBIM ITyTeM Iepegaercsa Ha (pocdaTHBI 0CTATOK, KOTOPBIi
B CBOIO OdYepenb wucroiab3yercs st (ochopummposarusa AJID, t.e. cunresa AT,
TO TAKO@ BUJ OMOJOIMYECKOTO OKHUCJIEHHS HA3bIBAIOT OKUCJIEHUEM, COIPAXKEHHBIM C
dochopumposannem AJIP ma yposae cyberpara. Cyberparnoe dhocdopuinpoBanmie
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COCPEJIOTOYEHO B paCTBOpI/IMOﬁ JaCTH KJIETKH.

6) okxucaumesvnoe  Ppochopusuposarue  (conpascenue  Ha

HOMPAHCNOPMHOT Uenu,).

YPOBHE  INEKIMPO-

10.2 MuToxoHaApUN KaK BHYTPUKJIETOYHBIE IIEHTPHI a3POOHOTO JbIXaHUS

Mutoxonjipur — 3TO 0COObIe OpPTaHEsIbl KJETKH, BHYTPHKJIECTOYHBIE IEHTPBI
adpPOOHOTO JIbIXAHWA, «dHEPreTHIecKue craniuuny KieTku. OHu oOHApy?KEHBI BO BCEX
KJIETKAX KUBOTHBIX M PACTEHUI, KAK IPABUJIO, IIPEJICTABISIOT OO0l OBAJILHBIE TEIbIA
paszmepom mpuMepro 0,5 X 3 MkM. PopMa MUTOXOHIPUN B PA3HBIX KJIETKAX Pa3/JUYHA —
OT HUTEH JI0 TaJ0vYeK, meTesib u cdep.

B kierke B 3aBuCEMOCTH OT ee THIa U (DYHKIIUNA MOYXKET HaXOMUThCA OT HECKOJIbKHUX
JECATKOB 10 HECKOJIBKUX TbICAY lVIHTOXOH,Z[prI. BO MHOI'NX KJIETKaX MUTOXOHIPHUHN
pacIpe/ie/ieHbl JIOBOJIbHO PABHOMEPHO, OJTHAKO HaOJIIOIA€TCs TEHIEHINS K JIOKATUBAIAN
nx B HaI/I60.He€ AKTUBHBIX 30HaX KJIETKH. B HEKOTOPBLIX TKaHAX MHUTOXOHIPUN
BBICTPAMBAIOTCS TakuM 00pas3oM, 4ToObl obserdnTh jgocraBky AT® K crpykTypam,
HCITOJIb3YIOIINM SHEPTHIO.

CTpyKTypa MWUTOXOHIPHUI MU3ydeHa MeTOJOM 3JIEKTPOHHO MHUKpockonmu. B
MUTOXOH/IPUSAX PA3IUIAIOT JIBE MeMOpaHbl — HAPY’KHYIO W BHYTDPEHHIOIO, BHYTDEHHee
MIPOCTPAHCTBO U MEKMEMOPaHHOe IIPOCTPAHCTBO. BHyTpeHHee MpocTPpaHCTBO 3aI0JIHEHO
TaK HA3bIBAEMBIM MAaTPUKCOM — TIeje00pa3Holl IMOJIYKUIKON Maccoit. Buyrpenmsis
MeMOpaHa 00pa3yer BbIINSUNBAHKS, U KPUCTBI (PUCYHOK 37).

MuTtoxonipraabHble MEMOPaHbI MIPEICTABISIOT COOOH JTUITOTTPOTENHOBBIE CTPYKTYPHI
TOJIIIUHOM 5—7 HM.

Hapyxknasa wmemOpana ryajikas, XOpOIIO IPOHHUIAEMa I BEIIEeCTB, HMEOIIIX
MoJleKygpayio Maccy Menee 10 000. Jlna nHee xXapaKTepHO BBICOKOE OTHOIIEHUE
KosmyectBa (ochosmnmios Kk Genkam (mpumepro 1 : 1). B mapykuoit MemOpane
COJIEPKUTCA DA, (PEPMEHTOB, YYACTBYIOMNX B VAJUHEHUH MOJIEKYJI HACHIIEHHBIX
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JKUPHBIX KHCJIOT, & TaKKe OeJIKM, KATaJIU3uPYIOIIie OKUC/ICHIEe, He CBI3aHHOE ¢ CHHTE30M
AT®. Habop dbepmeHTOB HAPYKHON MEeMOpaHbI pa3IUvIaeTCs B MUTOXOHJIPUSAX Pa3HBIX
OPraHU3MOB.

)

PucyHok 37 — Cxema MHTOXOHIPHH
A — Bpaspese; 5 — BHYIpeHHA MeMOpaHa:
1 — emyTpenHas Membpana, 2 — HAPY:EHAT MeMOpaHa, 3 — KPHCTEL
4 — MesxMeMOpaHHOE IPOCTPAHCTED, J — MATPHKC

BuyTrpennssa memOpana MUTOXOHIPUI TTOKPBITA CO CTOPOHBI MATPUKCA TPUOOBUTHBIMA
BBIPOCTaMM, HWJIX <«3JIEMEHTAapHBIMU TeJIbIlaMu», KOTOPbIE B OCHOBHOM ABJIAIOTCA
AT®azoii. Bayrpennss memOpaHa HeIpoHUIIaeMa [JIsT OOJBINNHCTBA BEINECTB, a TaKKe
aag HY uw OH™. IIponukaor Tonbko Oy U HeHTpaJbHLIE MOJIEKYJBI ¢ MOJIEKYJIAPHOI
maccoit Menbiie 150. Otnomenne dochomunugaoB K OeakaM HHU3KOe, IIPUMEPHO
1 : 3. Bayrpennsas MeMOpaHa BO BCEX KJIETKAX BBIMOJIHAET OJMHAKOBYIO (DYHKIIUIO —
conpsizkenne okucaenus: ¢ cuaresom AT®, T.e. sBisercsa conpszarowet Memoparot.
Omna comepKuT hbepMeHThI JbIxaTeabHoi menn u cuaresa ATO.

B wmeostcmembparnom  mpocmpancmee  MUTOXOHIpPUN — HaiigeHbl  (DepMEHTHI
aJIeHUIaTKIHAa3a U HyKJIeo3uI-audocdar-KkuHasa. Mampukc MUTOXOHIPUU COJIEPIKHUT
CUCTEMY [3-OKUCJICHUSI YKUPHBIX KUCJIOT U (DEPMEHTHI ITUKJIa TPUKAPOOHOBBIX KHUCJIOT.
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10.3 OkwuciuresibHOe GochopuIMpoBaHUE U
TpaHCIOPTAa 3JIEKTPOHOB

AbIXaTeJIbHaA neilb

B 1930 r. B. A. DHrenbrapar ycTaHOBWJI, 9YTO aKKyMy/JIUPOBAHUE SHEPIUH B
ATP compsizkeHO ¢ OKHCJIMTEILHBIM QochopuirpoBanneM. Ecam aroMbl BOIOPOIA
¢ KOMEPMEHTOB JIETHUJIPOre€HA3, IPUHUMAIONIMNX YYacTHe B OKHCJIEHUU CyOCTPATOB,
[epeIaloTC B OKCUJIOPEIYKTA3HYIO Iellb  (JBIXaTeJbHYI0 IIellb), [Je COIPSIZKEHHO
C TIEPEHOCOM IIPOTOHOB U 3JIEKTPOHOB HA MOJIEKYJIAPHBIA KHUCIOPOJ IMPOUCXOHAT
AKTUBUPOBAaHIE HEOPraHm4IecKoro gocdara u npu ero mocpeacrse dpochopumpoBaHmie
AJI® ¢ obpasosanmem AT®, 10 Takoe compsikeHne okuciaeHusi ¢ cuaTe3om AT
Ha3bIBAIOT CONPAHCEHUEM HA YPOBHE AeKMPOHOMPAHCNOPpMHOU uenu. Panee
9TOT BUJI OHOJIOTHIECKOTO OKWCJIEHUsT HA3BIBAIA OKUCAUMENOHBM HOCHOPUIUPOBAHUEM
U OTOXKIeCTBIAAaM ¢ jbixanmeM. A. Jlemmmmxkep (1949) mokaszan, dro 3roT
IIPOIECC TPOUCXOJUT B MUTOXOHJIpHAX, a B 1960-Xx rr. OBLIO yCTAHOBJIEHO, YTO
depMEHTBI  OKHUCIUTENHHOTO  (POChOPUIHPOBAHNS  JIOKAJU30BAHLI Ha BHYTPEHHE
MeMOpaHne MUTOXOHjipuit. VIMEHHO 37eCh OCYIIECTBJISETCS COIPSKEHUE OKUC/IEHUS C
dochopumpoBanreM Ha YPOBHE 3J€KTPOHOTPAHCIIOPTHOM IIEITH.

Y aspoOHBIX OPraHU3MOB 9TOT MEXaHU3M siBjIsteTcs TiiaBHBIM B OnocuaTese AT®. Taxk,
okucmTesnbHoe docdopunpoBanne obecrieunBaer obpasosanue 32 mosekyn ATD (84—
89 %) u3 36-38 mostekysn AT®, o6pasyomuxcs pu MOJHOM OKUCJIEHUN TJIFOKO3BL.

OxkwuciuTesbHOEe HoChHOPUITPOBAHIE MOYKHO IIPEACTABUTEH B BUIE CXEMbI:

AJI® + H3PO,4 + sueprus S rowriene ) i)

Arombl  BOJIOpPOJIa, CHATBIE ¢ cyOcTtpatoB B 1ukiae Kpebca, npu [-okucjieHun
BBICIIIUX KUPHBIX KUCJIOT, IPUA MHAPYBATACTHIPOTeHA3HON, TJIyTaMaTIernIpO-TeHA3HON 1
HEKOTOPBIX JIDYTUX PEAKIUAX HOCTYIAIOT B dblZamMesbHyI0 Uend hepmenmos BHY TPEHHE
MeMOpaHbl MUTOXOHIpHiT (pUCYHOK 38).

JlbIxaTeIbHyI0 Tellb HEPEJIKO Ha3BbIBAIOT PedoKc-uensvlo, 9TO B IIEPEeBOJE O3HAYAET
OKHUCJINTETHHO-BOCCTAHOBUATEIbHAS TIEMb, IMOCKOJILKY B HEl MHOTOKPATHO MPOTEKAIOT
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[IPOTIECCHI  OKHUCJ/ICHUsI-BOCCTAHOBJICHUs. [e Ha3bIBAIOT TaK¥Ke UEnvlo NepeHoca
INEKMPOHOB, IAEKMPOHMPAHCIOPMHOT WUITH INEKMPOHNEPEHOCAWET UENDBIO.

KommoneHThI  BIXATE/IBHON  TIEIH, OCYIIECTBJISIONINE I[IEPEHOC 3JEKTPOHOB U
okucuTeabHoe hochopumpoBanue, CJIUTBI B €IMHOE MEI0€ ¢ BHYTPEHHEH MeMOpaHoii
MUTOXOH/IPHUH U (DYHKIMOHUPYIOT B (opme ToandepMEeHTATUBHBIX KOMILIEKCOB WU
ancambJieit. OJIHY IOJHYIO IIellb IePeHOCa SJIEKTPOHOB COCTABJIAET OOJIBIIOE YHUCTIO
MOJIeKy/1. Tak, B MHUTOXOHJPHUSX, IIOJYUYEHHBIX W3 Cep/illa ObIKa, Ielb [ePEHOCA
9JIEKTPOHOB COCTOUT TipuMepHO u3 80 6GesKoBbIX MoJjiekysl. Toiapko 1/3 w3 HuX —
HEINOCPEICTBEHHBIE [IEPEHOCYMKHU IJIEKTPOHOB, OCTaJIbHbIE 2/3 — GeJIKH, BBINOJHSAIONINE
BCIIOMOTaTeIbHbIe (DYHKITAN.

YHuBepcaIbHBIM JIOHOPOM aTOMOB BOJIOPOJIA JIJIsT JIbIXATEeIbHON Ienu (PepMEeHTOB
cayxkutr HAJIH. Ecim npu okuciennn cydcrpara Bosuukaer HAJIOH, to on obObraHO
HCIIOJIB3YETCsI KAK BOCCTAHOBUTEJh B Iporieccax duocuaTe3a. O IHAKO MOYKET ITPOTEKATh
TPAHCTHIPOTeHA3HAs PEeaKIlnsl, MOCPEICTBOM KOTOPOI aTOMBI BOJOPOJIa MEPEIAIOTCA OT

HAJI®H na HAJIT, mociie 4ero mocTynamoT B ABIXATEJbHYIO HEIlb:

HAJ[(®)-mpanceudpozenasa

HAJI®H + HA" e HAI®' + HATH.

JlpyruM mepBUYHBIM HCTOYHHUKOM ATOMOB BOJOPO/A U IJEKTPOHOB B JIbl- aTEIbHOMN
LEIN CJIYZKUT BOCCTAHOBJIEHHBIN (DJIABOIIPOTENH, €CJIU OH BBIIOJHIET POJIb MEePBUIHOM
JETUIporeHasbl, Kak, HaIpUMeEp, B CJaydae OKHUCJIEeHWS SHTApHOU KHCJIOTHI B IUKJIE
TPUKAPOOHOBBIX U JUKAPOOHOBBIX KUCIOT. DJIaBOIPOTENH, HO HECKOJILKO MHOW ITPUPOJIbI,
CIYKUT TepegaTOIHON MHCTAHIMEH JjIs aToOMOB Bojopoaa u 3jekTponoB or HAJIH
YOUXUHOHITPOTENHY JIBIXATETLHON TEITH.

Ha pucynke 38 mnpejcraBieHa JbIxaTeabHas Ielb (HhepMEHTOB MUTO-XOHIPHUAILHON
memOpanbl. Omna  orkpeBaercs HAJIH, ¢ koroporo arombr H mepenatorcs Ha
IIEPBBIIl  OEJIKOBBIII KOMIIOHEHT JIbIXaTeJbHOW I1enu — (DJIaBO-IIPOTEUH, HECYIInii
dbrasuamononykieorny (PMH) B kadectBe kodepmenta, a BoccranosieHHblit OAJ]
BCerya IepeaeT BOJIOPOIbl Ha KodepMmeHT Q.
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PHcyHOK 38 — KoMIOHEHTEI ILIXaTeILHOH Nenn MATOXOHAPHH
Eq' — oKHCIHTEIEHO-BOCCTAHOEHTEIEHBIE IOTEHIHATE KOMIIOHEHTOE JBIXaTens o menH, AE) — pasHocTs moTeHIHATOR
MEETY KOMIOHEHTAMH JEXATEIRHOH UEIH B TOUKAX conpoiennd ¢ docdopmwmiporanmenm AP (moggeprsyTel ToncTol 9epHOR THHIEH);
I, IT IIT — To4ss conpaseHna

[Tocie kodpepmenTa () 1Mo cucremMe MUTOXPOMOB OCYIIECTBJISETCS TPAHCIOPT TOJIBKO
3JIEKTPOHOB; POJIb KOHEYHOIO — TEPMUHAJIBHOTO — AKIENTOPa IJIEKTPOHOB BBITIOJIHIET
KHUCJIOPOJI.

Bce koMmIOHEHTBI JIbIXaTENIHLHOI IEIM paclojiaraloTcsd B IOPSIKE BO3PACTAHUS
UX  OKHCJHUTEIbHO-BOCCTAHOBUTENBHBIX — morennuasnoB (Ej), uro obecreunBaer
VIIOPSJI0YEHHYIO TIEPEIady aTOMOB BOJOPO/Ia W SJIEKTPOHOB IO TAKOU PEJIOKCIICIN.

OcobeHHOCTBIO  JABIXaTeIbHON Ienmn  (DEePpMEHTOB  sBJIFETCs HajJIudume B Heil
VIaCTKOB, TJIe COCEJIHME KOMIIOHEHTHI PE3KO OTINYAIOTCS 3HAYEHUSAMHU OKUCIUTETHHO-
BOCCTAHOBUTEIbHBIX 1OTeHIHAN0B (AEp). VIMeHHO 37ech MTPOMCXOMUT CONPSIZKEHUE
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okucyienusi ¢ Qocdopuaupopannem AJID. B abixarenbHON IMenM COAEPXKHUTCA TPH
y4IacTKa, B KOTOPBIX IIEPEHOC 3JIEKTPOHOB COIPOBOXKIAECTCS OOJBIIAM W3MEHEHUEM
pasHOCTH MOTeHIaoB (CBOGOHON SHeprum). YMeHbIeHHe CBOOOHON SHEPrum B
Ka2KJIOM M3 9TUX YIaCTKOB JJOCTATOYHO BEJIUKO JIjII TOTO, YTOOBI 06ecieunTh 0Opa30BaHme
ATO us AJI® u @,. lImenHo B 3TUX ydacTKaxX JIbIXaTEIbHON IENN OCYIIEeCTBIISIETCH
samacanue sHeprun B docdarubix cBazsax ATD (pucynok 38).

Dojsiee TounOo ydYacTKu ~COUpsizKEeHUsI OBLIM  OIpPEJIEJIEHbI  IIyTEeM U3MEepPEeHUsd
Koapuyuenma oxucaumervrozo gochopunuposanus — P/O. OH ObLI TPEJIOKEH B
1939 r. coBerckum yuennsim B. A. Benuriepom kax mepa 3¢pHeKTUBHOCTH OKUCIATETHHOTO
dbochopunuposanus. Koappuyuenm P/O — sro auciao momeit ATD, obpasyrommxcs u3
AJI® u © upu BoccranoBeHuu 1 aroma Kuciaoposa ;10 HyO.

K macrosmemy Bpemenn kodddunuentol P/O  omnpeseneHbl st OKUC/IEHUSI
MUTOXOHApUAME psijia cyocrparos. [Ipu okuciennun HAJIH cuaTesupyercs 3 MOIEKyIIbI
ATP (P/O = 3), a mpu okuciaennun ®A/IHy; — 2 (P/O = 2). Ilo noBeiimuM mgaHHBIM
ko3 durent P/O st HAJTH cocrasasier 2,5, a jgua ®AJTH, — 1,5.

Takum oOpazom, B pe3yibTare HUCCAEIOBAHUN ObLIM  YCTAHOBJIEHBI YYaCTKU
COIPSIZKEHUsI B JIBIXaQTEJIbHON IIeMM: OHM COOTBETCTBYIOT YydYacTKaM, TIJie IIepPeHoC
9JIEKTPOHOB COIPOBOXKJIAETCH OOJIBIITUM M3MEHEHUEM PA3HOCTH MOTEHIINAJIOB: TePBbIA —
mvexky HAJIH un dpraBonporenroM, BTOPOil — MeXK/Iy MATOXPOMOM b U MUTOXPOMOM (7,
TPETHil — Ha yJacTKe IMUTOXPOMOKCHUIA3bI. TakuM 00pa3oM, JbIxaTelbHasd [elb Pa3IeIser
SHEPI'UIO, BBIJIEJISIONIYIOCH P IIePEeHOCe JIEKTPOHOB, Ha OTJeJIbHbIe «Imopiuny. B Tpex
cydasX OHM HpeBbImaioT 34,5 K IxK-Moub L, neobxomumble ajst regepuposanus AT® us
AJID u docdara.

Bce  KOMIIOHEHTBI  3JIEKTPOHOTPAHCIOPTHOM
KaTaJU3UPYIOMUMI OKUCIATETHHO-BOCCTAHOBUTEIHHBIE TTPOTIECCHI.

Henu  ABJIAIOTCH  (DEPMEHTaMH,
Dpasonpomeur, SIBJIETCS TEPBLIM  (DEPMEHTOM, AaKIENTUPYIONUM TPOTOHLI U
9JIEKTPOHBI OT IEPBUYHON JEruIiporeHasbl — pepMeHTa, CHUMAIOIIEr0 aTOMbBI BOJOPO/IA

HerocpeacTBeHHo ¢ cyberpara. KodepmenTom daasonporenna sisiagerca PMH. Dror
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¢depMEHT TECHO CBSA3aH C KeJIE30CEPHBIMU OeJIKaMU.

2Kenesoceprvie 6earu nMeOT HEGOJIBIIYIO MOJIEKY/ISIpHYIO Maccy (mopsiaka 10 k/la).
Onu cozepKaT HEMeMUHOBOE KeJIe30, CBSI3AHHOE C aTOMaMHU Cephbl OCTATKOB IUCTEMHA
(pucynok 39).

| |
I_Hr|IC—S \PE/S—LII']C
mc—s -~ N8 —IUC

PucyHoK 39 — CxeMa 00pa30BaHHA KOMILIEKCA ATOMA Kej1e3a
€ AaTOMaMH CepPBbI B :Ke/1e30CepPHBIX 0eaKax

O1u 6eJIKN yIaCTBYIOT B IIEPEHOCE IIPOTOHOB U JIEKTPOHOB M, KaK IPEJIIoIaraoT, Ha
HECKOJILKHX cTaausax. OJIHAKO JI0 CUX TI0P He sICeH MEXaHU3M, 110 KOTOPOMY KeJIe30CEPHbBIE
OeJIKM TIPeTepIeBaloT 00PATUMOE OKUCIEHUE-BOCCTAHOBJIEHNE.

Kogpepmenm Q, wim yobururon, pacTBOPEH B JIMIINAJIHON YacTh BHYTPEHHEH MeMOpaHbI
MUTOXOHJIpUil. YOUXUHOH MOXKeT MudyHIUpOBaTHL KakK IONEpPeK, TaK U BJIOJb
MeMOpaHbl. OH SB/ISIETCS €IUHCTBEHHBIM HE CBSI3aHHBIM C OeJTKaMU KOMIIOHEHTOM IeIn
JIBIXaHMWs; TI0 9TOM IIPUYNHE ero Hesib3s oTHecTn K dhepmentam. Kodbepment ( mpuaHuMaeT
JIBA TIPOTOHA BOJIOPOJA M JIBA SJIEKTPOHA OT XKEJIE30CEPHBIX OEJIKOB, IMPEeBPAIasCh B
TUJIPOXUHOH:
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Boccraroenensas dopya Q

Boccranosnennsiit kodepment () ajiee «BbIOpachiBaeT» IIPOTOHBI BOJOPOJA B
MaTpPUKC, & 10 IeNU JIBIXaHUs TPAHCIIOPTUPYIOTCSI TOJIBKO 3JIEKTPOHBI. TpaHcrnopr
3JIEKTPOHOB OCYIIECTBJSIIOT IIUTOXPOMBI.

LHumoxpomv. mpeacTaBisiior coboii remMompoTenHbl. B HacTosiiiee BpeMsl U3BECTHO
0k0Ji0 30 pasJMYHBIX IIUTOXPOMOB. Bce OHU, B 3aBUCHUMOCTH OT CBOEH CIIOCOOHOCTH
IIOIVIOIIATH CBET, PA3IE/IAIOTCS Ha KJIACChl, 0003HAYAaEeMble CTPOIYHBIMU OyKBaMu — a, b, ¢
u T.JI. BHyTpu KaxkKj0r0o KJiacca BBIJIEJISIOT OT/IeIbHbIE BUJILI ITATOXPOMOB, 0003HaYAd UX
g poBbIME HHIAEKCaMu — b, by, by u T.1.

[MuToxpoMbl OT/IMYAIOTCA JIPYr OT Jpyra CTPYKTYPOil Trema, CTPYKTYpOi
MOJIUIIENITUIHOM TN U CIIocoOOM IpHUKpeIlieHns rema K Heil. Ha pucynke 40 nokazana
CTPYKTYpa reMa, BXOJISIIEr0 B COCTaB BCEX IMUTOXPOMOB b.
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Pucynok 40 — CTpyYKTypa reMa MaTOXpoMa b

[MuToXpoMBbI OKpaIlleHbl B KPACHO-KOPUYHEBBIN 1IBET; OKPACKa 00YCJIOBJIEHA HAJTUYINEM
KaTnoHa Metajia. [[uToxpombl KjaaccoB b m ¢ cojep:KaT B CBOEM COCTaBe KATHOHDI
JKeJte3a, a MATOXPOMBI KJIacca ¢ — KATHOHBI MEJIN.

[HuToxpoMbl @ 1 a3z 0OPa3yIOT KOMILIEKC, KOTOPBIl Ha3bIBAIOT IUTO- XPOMOKCH,Ia301.
YHUKaJIbHAss O0COOEHHOCTH KOMILIEKCa alaz 3aKJ0YaeTcsd B TOM, YTO 3Ta CHCTEMa
IIUTOXPOMOB TI€peTaeT SJEKTPOHBI HEIIOCPE/ICTBEHHO Ha KUCJIOPO/I.

[Iepenoc 37€KTPOHOB TI0 TEMH IIMTOXPOMOB BKJIIOYAECT OOPATUMbIE PEAKITUN:

BE e Cult e o Cut.

10.4 Mexanu3sM comnpsi>keHus Abixanusi ¢ ¢pocdopuanpoBannem A 1D

Mexanusm conpsizkenust abixanns ¢ dochopunuposannem AJID Obu1 paspaboran
anrauiickuM  omoxumukoM 1. Mwurdesiom, rumoresa KOTOPOIO IOJIyYMIa Ha3BaHUE
MPOTOHJABMKYIIEH mian xemumocMmorudeckoit. ['mmoresa II. Murdenna Oblia pas3Buta B
paborax B. II. Ckynauena.
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CorjacHO  xemuocmomuyueckoll 2unome3e >SHEPrus IEepPeHoca IPOTOHOB W
9JIEKTPOHOB BJIOJIb JIBIXAQTEJIbHON e IIePBOHAYAIBHO COCPEIOTOYNBACTCA B BHJIE
IIPOTOHHOT'O TIOTEHIAIA, CO3JAIOIIErocs IBUKEHHEM dYepe3 MeMOpaHy 3apsKeHHBIX
IIPOTOHOB  BOJIOpOJia. 'T'paHcIopT MPOTOHOB OOpPATHO dYepe3 MeMOpaHy COIPAXKEH
¢ dochopunupopannem AJID, koropoe ocyiecTisiercss mnpororsaucuMoii  AT®-
CUHTA30M.

[Tockonbky aBrKyimneit cuoir cuaresa AT® sBisgercs NTPOTOHHBIN ITOTEHITHAJI,
II0JIpoOHEee PacCMOTPUM €ro 0Opa30BaHUe.

Hapsmay ¢ mepeHocoM MPOTOHOB W 3JEKTPOHOB IO TEMU JIbIXaHUS OCYINECTBIIACTCA
JIONIOJTHUTE/IbHBIN  BBIOPOC IIPOTOHOB BOJOPOJa U3 MaTpPUKCa B MeKMeMOpaHHOe
pocTpancTBO. [IpoToHBI BOIOPO/1a BOSHUKAIOT IPHU JUCCOIMAIINNA BOJIbI B MaTPUKCE:

HQO ~ HT + OH™.

[Tepenoc mPOTOHOB BOIOPOJA Yepe3 BHYTPEHHIOK MeMOpaHy MUTOXOHIPHi, Kak
[IPEJIIIOJIArafoT, OCYIIECTB/IAETCST MPOTOHHBIMEU TpaHCIOKa3aMu. TakuM o00pa3oM, B
pesyabrare (YHKIIMOHUPOBAHUSI JIbIXaTEeJIbHOM 1ienu  (epMEHTOB B  COIpPATaronei
MeMOpaHe MHUTOXOHJIPHIT IIPOMCXOIUT aKTUBHBIA nepenoc mectu HY m3 marpukca
B MexkXMeMOpaHHOe IPOCTPAHCTBO Ha KayKIyI0 I1apy 3JEKTPOHOB, NPOXOJANIUX II0
3JIEKTPOHTPAHCIIOPTHON TENN.

B pesyabrare Takoro mnepeHoca MeMOpaHa €O CTOPOHBI MATPUKCA 3apsizKaeTcs
OTPHIATEJIbHO (38 CYeT OCTABIIUXCsl OTPHUIATE/NHLHO 3apssKeHHBIX T'MJIPOKCUJIOB), a
CO CTOPOHBI MEKMEMOPAHHOTO MPOCTPAHCTBA — IOJIOKUTEIBHO (38 CUET MepeKaIKH
HOJIOZKUTEJIBHO 3apsizKEHHBIX TPOTOHOB BOIOPOia) (pucyHok 41).

B pesysbrare Takoro pacrpeenenns 3apsigoB BOSHIKACT 3JIeKTPUICCKUIT IIOTEHIIUAI,
obosnagaeMblii At (mesbra mem). A 3a cueT BO3HUKINEH DA3HUIBI B KOHIEHTPAIUH
IIPOTOHOB BOJOPOJia 10 06€ CTOPOHBI BHYTPEHHEHl MeMOpaHbI MUTOXOHJIPHI CO3aeTCsI
XUMHUYECKUN IpajiieHT IpoToHOB, obosHadaemblii ApH. Oba BOBHUKIINX HOTEHIMAA
COBJIAIOT Ha MeMOpaHe 3JIeKTPOXUMHYECKUN TpaHcMeMOpaHHBbIA I'PajMeHT IIPOTOHOB
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PucyHOK 41 — TpaAcMeMOpaHHEIH NepeHOC 3IeKTPOHOE H IPOTOHOR

H CONPSEREHAE €70 ¢ CHHTEeI0M ATD
DMH — dnaronporens ¢ GIaEHHMOHOHVEIEOTHIOM E KadecTEe KodepneHTa;
Fel — menesocepnsie denxn; Q — vOHXHHOHIPOTEHH; &, €] H ¢ — IHTOXPOMEL;
o 03 — MHTOXPOMOKCHIAA

(ApHT), cnepoBarensao ApHT = Ay + ApH.

Cunwmesz AT®. Membpana, Ha KOTOPOW CO3/AETCS  ITEKTPOXUMUIECKUI
TpaHCMeMOPaHHBII rpajueHT IIPOTOHOB, Ha3bIBAETCS IHEP2e3UPO6aAHHOT.
OHepru3npoBaHHas MeMOpaHa CTPEMUTCS Pa3pPAINThCA 3a CUYeT IepPeKadK!d IMTPOTOHOB
13 MEXKMEMOPAHHOI'O MPOCTPAHCTBA 0OpATHO B MaTpuKe (pucyHok 41). Dror mporecce
OCYIIECTBJIAETCS ¢ TOMOIIBIO mpoTon3aBucumoit ATdaskbr.

B cocraBe smHEpre3smpoBaHHONl MUTOXOHJIPUAIBLHON MeMOpaHbl (DYHKIMA ITPOTOHHOM
AT®aser cBoguTCI K TPAHCIOPTY IMPOTOHOB BHYTPh MWUTOXOHJIPUU, K CHSITHIO
9JIEKTPOXUMUIECKOro rpajuenta HY u k cunresy (conpszkenno ¢ mepenocom H' ¢
BHEIIIHEH CTOPOHbI CONPSTAIONIEH MeMOpaHbl Ha ee BHYTpeHHIO0 cropory ) AT®. ITosromy
ee HasbiBaioT Takke AT®-cumHTAa30ii, YTO MOMIEPKUBAET €€ WMCTUHHYIO (DYHKIUIO B
MHUTOXOHIPUATBLHON MeMOpamHe.
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H*-AT®aza BcTpoeHa BO BHY TPEHHIO MeMOpany MUTOXOHApuii. OHa oxozKa Ha Tpu6
U COCTOHT 13 JIBYyX 6esikoBbIX dakTopos Fo n F; (pucynok 41). @akrop F( mpornssiBaer
BCIO TOJIILY BHYyTpeHHeN MeMOpanbl MuToxoHpuil. [IlapoBuanas 4acTb, BBICTYHIAIONIA
B MaTpukc mutoxonjpuii, — sro dakrop F;. Crpoenne, cpoiictBa um QyHKIUN STUX
0eJIKOBBIX (DAKTOPOB COBEPIIEHHO PA3HBIE.

QakTop Fy cocrour wu3 Tpex ruapodOOHBIX TOJUIEHTHIHBIX Ieleil pa3Hoi
CTPYKTYPbI. IDTOT (GaKTOp BBIIOIHAET (DYHKIIUIO IIPOTOHIIPOBOILAINIETO KaHaJa, II0
KOTOPOMY IIPOTOHBI BOJIOPOja ImomajaioT kK dakropy F;. @Pakrop F; saBagerca
BoJlopacTBopuMoii dactbio HT-AT®aswl u npeicrasiaser coboil GEIKOBBI KOMILIEKC,
COCTOAIINI U3 JIEBATH CyObEMHNUIL IIATH PA3HBIX TUIOB (PUCYHOK 42).

PucyHoK 42 — CTpoeHne npoToH3aBHCAMOH ATda3nl

Cy1mecTByeT HECKOJBKO KOHIEMINi, OObsICHAIMNX MexaHn3M obpasoBanus AT
npu nocpeacrse HT-AT®aspl. Bee Konnenmmu paccMaTpUBaIOT IIPOTOHBI BOZOPOJA,
ITOCTYIAIOIINE 110 IIPOTOHIIPOBOIAIIEMY KaHaly K (pakTopy Fi, B KadecTBe aKTHBATOPOB
PA3JIMYHBIX IMPOIEccoB, npuBoadanux K obpazoBanuio AT® uz AJI® u docdophoit
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KHUCJIOTHI.

OjHa W3 KOHIEMNIUI CBOAUTCS K IMPEJIOIOKEHUI0, 9TO MPOTOHBI, MOCTYHAOIIIE
[0 [POTOHIIPOBOJISAIIEMY KaHaity Fy, akTHBHpYIOT Heopranmdeckuii docdar (Py),
orauMast or Hero OH-rpymmy (peaxiusi ssmvuHEpoBaHusi Bojbl). OgroBpemenno OH-
rpymma Kouiesoro gocdara AJID, repsier mporoH 3a cuer B3ammojeiictBus ¢ OH-
rpynnoit marpukca (rge OH™-rpymnbl HakalMBaroTcs B pedyibrare IepeHoca HT
B MexKMeMOpaHHOEe TpOCTpaHcTBO) (pucyHok 41). AkrtuBupoBanuble docdar u AJID
coepuHsoTCs 1 00pasyor AT® (pucyrok 43).

B ATD

.
.

G

5/

PucyHOK 43 — CTpoenne npoToHHOH ATda3n1

Ecmu B niens gapixanmst atoMbl Bojiopojia moctasisier HAJI, To Bo3Hukaor 3 TOUYKN
CONpsIZKeHNsT pabOTHI menu Jabixanus ¢ cuare3om AT®, T.e. mponcxonT cuaTe3 3 MOJIEKYJT
AT®. Ecim B nenb abIxaHust aToMbl Bogopoia mnoctapiasger @A, To cuaTesupyrorcs 2
Mostekyibl ATO.

B wbrmednoit KjieTke CyImecTBYeT MHUTOXOHIPUAILHBIA PETHKY/IyM, TPU MTOMOIIN
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KOTOPOTO MHTOXOHJIPUU CBSI3aHBI B €JIUHYIO II€lb WU IIPEJICTABJISIOT COOOM OIHY
TUTAHTCKYIO Pa3BETBJIEHHYI0 MuToxoHapuio. [lo ee »sHeprusmpoBannoii meMOpame
SJIEKTPOXMMUYECCKHAI — TpaHCMeMOpaHHBIH — TpaaumenT nporoHos  ApH'T  moxer
nepesiaBaThCsd Ha OOJBbINNE paccTodgHUs, olecredmBas B HYXKHOM MeCTe CHHTE3
HeobxomuMoro KosmdecTBa ATD 11 coBepIieHns: MBIEIHONH pabOThHI.
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11. OBMEH VYIJVIEBO/JIOB

[IpeBpartierns yrieBogioB B IpoIrieccax OOMeHa BeleCTB HIPAIOT BayKHYIO POJIb
B JKM3HEJESTEILHOCTH Opranm3Ma. lIpm pacmajie yriaeBogoB OCBOOOXKIaeTCs SHEPIH,
KOTOpas MOXKET HAKAILIMBATLCS B Makpodprudeckux cBsa3sax AT® u mcroan30BaThCs
B JaJbHEHIeM Jjisi BBIIOJHEHNsT PA3IUIHOTO BUIa OMOJIOTHIECKON PabOTHI. Y IJIEBOJIbI
obecrieunsaror 10 50 % cyrounoii nmorpebHocTn YesnoBeka B sHeprur. OIHAKO 3TUM KX
POJIbL HE OI'PaHUYIUBaACTCH. HpOlVIe}KYTOLIHbIG IIPOAYKThI O61\1€Ha YIJIEBOAOB CTAHOBATCHA
MCXO/IHBIMI BEIECTBAMU JIJII CHHTE3a MHOTHX OMOJIOTHIECKH BayKHBIX COEIMHEHNIA.

YrieBoaHbIE 3al1aChl B OpraHu3Me Ye/oBeKa He mpeBbimaior 2-3% or Beca Tesa. 3a ux
CYeT YeJIOBEK, He 3aHUMAIOIIUNCS CIIOPTOM, MOYKET Y/IOBJIETBOPSTH IOTPEOHOCTH KJIETOK B
yIJieBojax He 6ojiee 12 1acoB, a CIIOPTCMEH — 3HAYUTEILHO MeHbIee BpeMsi. OOpazoBanue
YIJIEBO/0B U3 BEIICCTB HeyFJ’IeBO,Z[HOfI IpupoaAbl BO3MO2KHO, HO OHO He ABJIACTCA OCHOBHBIM
MCTOYHUKOM YIJIEBOJIOB LI BHYTPUKJETOYHBIX TpeBpareHuil. UToObl MOTPeOHOCTH
KJIETOK B YIJIEBOJIAX YOBJIETBOPSIACH ITOJTHOCTHIO, OHH JIOJIZKHBI ITIOCTOSTHHO TOCTYIATH
B oprarm3m ¢ rtmmeil. Cpeau yrieBogoB muimy mnpeobsajaerT Kpaxmasa (UM OoraTel
xJ1€6, KapTode/ib, KPYIIbl), 3HAUUTE/IbHA U JIOJI CAXapO3bl; MOHOCAXAPH/IbI TIOCTYIIAIOT B
MEHBIIIEM KOJINMYECTBE (B OCHOBHOM C CbpyKTaMI/I 1 OBOIIIaMUM, a TaKzKe€ B COCTaBe Mena).
MCTO“IHI/IKOM JIAKTO3bI dBJIAdETCA MOJIOKO. K.HeTLIaTKy (L[e.HJHO,HOSY) B BHaYUTEJIbHBIX
KOJIMYECTBAaX COJIEPKAT PACTUTEHHBIE TPOTyKTHI.

CJ103KHBIE YTJIEBOJIbI IHUIIU MMEIOT HHYIO CTPYKTYPY II0 CPaBHEHHUIO C yIJIEBOJaMU
YEJIOBEIECKOrO Teja, II03TOMY WX YCBOGHHE HAYUHACTCA € THAPOJHUTHIECKOTO
pacIenyieHnsi B MIPOIEcce IMUIEBapeHns 10 HeclermpuiecKux MoHocaxapuaoB. Cpean
HUX IIpeobJjajiaeT IJI0KOo3a. Takme MOHOcaxapHIbl, Kak (QPYKTO3a M TraJlaKTo3a,
TakKe obpasyomuecs B IpoIlleccax IHUINEBAPEHUs, MOIYT IPeoOPa30BBIBATHCS B
IJIIOKO3Y, TI09TOMY OHA SBJISI€TCsI OCHOBHBIM MOHOCAXAPUJIOM, IIUPKYIUPYIONIUM B KPOBH.
KiroueBbiMu BemmecTBaMU B paciiajie  yIJIEBOJIOB SBJIAIOTCS MOHOCAXapHUJbl: dalle —
IJTIOKO3a; pexke — PpyKTo3a, rajgakTosa, KCUIyao3a, pudo3a u pudy/iosa.
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Pacna i yriieBo/1oB B oprannsmMe 4ejioBeKa M *KUBOTHBIX BKJIIOYAET HECKOJIBKO ITAIIOB:

1) pacmerienue nosmcaxapuaos nummu B 2KKT 10 MmoHOCaxapuoBs;

2) mocTyILIeHe MOHOCAXapUIOB B KPOBb;

3) MpPOMEKYTOUHBI OOMEH YIJIEBOJIOB;

4) ynbrpaduibrpalius 1 o6paTHOe BCAChIBAHKUE [JIIOKO3bI B MOYKAX.

Pacmoiensierne nosmcaxapuaoB B »KeJIy/IOYHO-KUIIIEYHOM TPaKTe

[Tonu- IoCcTymnalonme ¢ I[HIei, pacnajaiorcesd Jo  0oJiee
OPOCTBIX COEJMHEHni mmyTeMm ruaposnsa (pucyHok 44). Pacimensenne Kpaxmasa
U TJMKOTeHA HAYMHAETCsl B TOJOCTH pra TOA JeficrBueM ammaad (a-, 5-, 7-),
KOTOpbIE COJEPKaTCd B CJIOHE, a TaKXKe COKe IIOJKEJIyJJOYHOHN Kejie3bl U OTHOCATCH
K Kjaccy ruiaposia3. Pazmmuator kucieie (omrumym pH 4,8-5) um HeilTpasbHBIE

U OJINTOCaxapu/ibl,

(omrumym pH 6,0-6,5) ~-amumiasbl. Ilox BusiHmeM aMuia3 MPOMCXOJST IEPBBIE
dasbl  pacmaga  moJEcaXapuIoB, ¢ 00pa30BaHMEM JIEKCTPUHOB U MAaJbTO3bI (B
HEGOJIBIIOM KOJIMYIECTBE). 3aTeM WA, CMellaHHas CO CJIIOHOM, MOMaJaeT B XKeJIYIOK.
ZKeyiounblii COK HE COJEPXKUT (DEPMEHTOB, PACHICILIAIONINX CJIOXKHBIE YIVIEBOIbI. B
xenynke npu pH 1,5-2.5 nelictBue amMuiasbl IpeKpalaercs, HO B 0OoJiee TJIYOOKHX
CJIOSIX TIUIIEBOIO KOMKA pacIIelieHue IIPOJIOJIzKAeTcd 10 00pa30BaHUdA JIEKCTPUHOB U
MaJbTO3bl. HoBasg moprus aMma3bl MOCTYIAET U3 CEKPeTa IOJKETYTOYHON KeJIe3bl.
B aBenagnarunepcrioit kuinke pH yBenmuumBaerca 10 HeEATpaJbHBIX 3HAYCHUI,
P KOTOPBIX AKTUBHOCTH IOJKEIYJIOYHON aMmia3bl MaKcUMaJjbHa. KHIednblii
COK, KpOMe aMWJa3bl, JIEKCTPUHA3bI, MaJbTa3bl, TaKyKe COJIEPKUAT caxapasy u
JlakTasy. Paciienienne MaJibTO3bI, caxXapo3bl, JIAKTO3bI ITPOUCXOIUT B TVIMKOKAJIIKCE
(mpucTeHOUHOE W/ BHEKJIETOYHOE IIHINeBapeHne). B muImeBapuTesJbHBIX — COKaX
OTCYTCTBYET (DEPMEHT TEJITIONA3a, THIPAJTHIUPYIONIUI TE/LTI0I03Y, KOTOPas COJIEPIKUTCS
B IHINE PACTUTEILHOIO MPOUCXOXKICHUs. B TO Ke BpeMs B KHIINEYHUKE IPUCYTCTBYIOT
CUMOMOTHUYECKAE MUKPOOPTaHU3MBI, CHHTE3UPYIOIIHE IMe/I0oIa3y, IOJ JIefiCTBHEM
KOTOPOIi obOpasyercs amcaxapuj — IeJI00ro3a, pacladafolnuiica 1oy jeiictBuemM [-
IVTIOKO3WIa3bl JI0 IVIIOKO3bI. Hepacienusrrasics TesuIioa03a aBIdeTcd Pa3IpazkKuTeieM
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CTEHKHM KHUIIMEYHNKA, AaKTUBUPYET IEPUCTAJbTUKY § CIOCOOCTBYET IIPOJIBUKEHUIO
0OpaboTaHHOMN TTUIIIN.

ITox meiicrBueM (hbepMEHTOB MHKPOOPraHM3MOB IIPOAYKTHI PACIaia IOJHUCAXapUI0B
MOTYT TIOJIBEPraThbCs OpPOXKEHUIO, B Pe3ysbTare KOTOPOro 00Pa3yloTCs pas/ImTHbIe
opraunyeckue kucjaotol, COo, MeTaH, Hs.

[TpoyKThl MOJIHOIO TI€pEeBApUBaHUA yIJIEBOJOB — mioko3a (60%), ramakrosa,
dpyKTO3a — Uepe3 CTEeHKM KHUIIEeYHUKa IOCTYIIal0T B KPoBb. Jlaree rioko3a ¢ KPOBBIO
BOPOTHOII BEHBI IIOIAJAET B IeYeHb, IJle JaCTh ee 3aJePKUBAETCsI, a JacTh IIOIAIAeT
B JIpyTWe OpraHbl W TKaHW. [paHCIOPT ee B KJETKU 3aBUCUT OT WHCY/INHA, KOTOPBIi
YBEJIMYNBAET MPOHUIIAEMOCTh MeMOpaH MMEHHO I IJIIOKO3bl. B KjeTkax TOoJI0BHOTIO
MO3Ta U II€YEeHU CKOPOCTDH IOCTYILIEHUs TJIFOKO3bI OIPEJIe/IsieTcsl ee KOHIeHTpalueil B

KpPOBH, a HE HaJIMIUEeM HUHCYJIMHA.
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pH

5,6-7.6

OcHOBHEI®
otgenst KKT]|

poTOEAH
OoI0CTh

KHIN eTHIK
(ToHKaA
KHIIKa)

(Toacras
KHIIKZ)

(mpavMasa

KPaxMaJ(aMHTI03a+aMHITONEKTHH)

+H,0 | quuraza
+H,0
JEKCTPHHBL MaIbTO3a
dexcmpuHaza s
a1akTosa ¢ l

[ i

IeKCTp HHEL [/
/

dexcmpunaza [

VIIIEBOJEL

caxaposa :
/ TCIoRo3a H
yd

4

MAaIbTO3a

+HJO\

+HO | / mernobmosza
4 /

‘!' +H,0
¥y B-emorozudaza

Maremasda

IMHOKO3a

KHIIKA)

JIaKTO3a

L H]O Taxmasa

TATaKTO3a

e ———————

TITED! II\‘OS a

rajJIaKTo3d

OpPraHHICCKHE KHCTOTHL,

PHcyHOK 44 — CxeMa paciiel/IeHHA YI/IEBOJ0B B OCHOBHBIX 0TAe/IaX
‘KeIy10THO-KHIIeTHOT0 TPAKTA YeT0BeKA
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11.1 TI'tukosnu3

HeHOCpe,ZLCTBeHHO KaTabOoIU3M
IpoTeKaeT B HIUTOILJIa3MeE

[JIIOKO3bI  HAYMHAETCA C [VIMKOJIM3a, KOTOPLIA
JKUBOTHBIX U PACTUTEJbHBIX KJIETOK, & TaKxkKe y
MUKDPOOPraHU3MOB, KaK IIPHU a3POOHBIX, TaK U IPU aHAIPOOHBIX YCIOBUAX.

I'nmukoms3 — 3TO IOC/IEI0BATEILHOCTL (DEPMEHTATUBHBIX PeaKI|ii IpeBpalleHus
rmoko3el  (CgH1206) 10 mmposunorpagmoii kuciorer (C3H4O3) ¢ omHOBpeMeHHBIM
obpazopannem ATO.

Brimogaer HECKOJBKO —3TaloB, IEpPBBII M3 KOTOPBIX IOJATOTOBUTEILHBLIA U
3aKJII0YaeTCs B akTHBaluu [IoKo3bl 3a cuer AT (peaknus dbochopumupoBamsi)
Ipy ydacTuu (pepMeHTa — 2410K0KUHA3bL:

OH

| (%)
H,C—OH H,c—o—Pf/OH
ATO  AQOD |
H o H H —o0H
| |
H \_/;, H
oH H -_— oH H
H | | OH ZNOKOKLHA3a OH OH
H oH H OH
Imoxoza Imoxozo-6-docdat

OTa peakius 3allycKaeT InKoan3. KosmaecTBo CBOOOJHON TJIIOKO3bI B KJIETKE
HEBEJIMKO, OOJbIIasg ee dYacThb HaxoauTcss B (PochOPUINPOBAHHOM  COCTOSIHUM.
Obpa3zoBaBmniicst NIIOK030-6-gocdar majee moBepraeTcs: peakiinu H30MePU3aIlin:

OH

|%0 HO
A jY
H,C—0—PZ 0=P-0-CH, 5 OH
e W

u H

oH H z2moxozopocpan- H\ | H,C—0OH
OH OH usoMepasa A) H

H

H

Tmroxozo-6-docdar ©pyrTozo-6-docdar
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TpeTbH peaknud IIOATrOTOBUTE/ILHOI'O 3STalla — q)OC(i)OpI/IJ'II/IpOBaHI/Ie (bpyKTO30—6—
docdara B monoxkernn C-1: D
HO HO\
! AT® A0®

0=P—-0-CH, g OH N °=/P—0—GH2 o OH
e |~ ] =————> HO |/ oH

N F— N ;

H H,C —OH H |__’ H;C—O—P\io

OH H OH H OH
$pyET020-6-hocdar T pyrToz0-1,6-TH(ocdar

OTa peakius MPAKTHIYECKU HeoOpartuma, a  dochohpykmorkunada  SBIISIETCS
AJIOCTEPUIECKIM (EepMEHTOM M peryampyer Ipolecc riaukoamsa. OOpasoBaBIIniicss B
pesyJibTaTe JaHHoi peakinn (ppykTo30-1,6-1udocdar — coeinHeHne 3JIEKTPOCTATUIECKA
HEPaBHOBECHOE, a TIOITOMY HEIPOYHOE.

Bropoii sTam riamkosnsa — OCHOBHOW U COCTOUT U3 JBYX CTaIHil:

‘ Hauano |

IlepBast crajusi — pacmaj rekco3bl — GpyKTo30-1,6-mudocdhara — g0 JABYX ‘ c |
oaepkaHne
Tpuo3 — 3-pocdoauokcnanerona (PIA) u 3-docdormunepunosoro asnbueruyua (OPTA), a
KaTaJIM3UPYET 9Ty peakinio PepMeHT aabJ0Aa3a: ‘ < ” N |
HO RN
OH OH

0=P—-0—-CH; g OH

HO{; |/ —_—— H:C —O0-F, =0 + H,C—0O —P=0 Crpanunya 229 nz 329|
|VI HO fOH atsdonasa c—0 H H(|3 _OH H
H llﬁ HZC —0 —P\:)O l ‘ ‘ Hasan |
o
OH H H H,C —OH cF
H ‘ Ha Becb skpaH |
©pvrToz0-1,6-1Hb0ochaT 3-dochomHoKCcH- 3-ocormEnepHEOEEIH

AIeToH ATEIErH] ‘ |
3akpbiTh




3 Bcero kosmvecTBa obpasyomuxca tpuos 95% upuxomurca ma ®IA, 5% — na
OTI'A. Jlanbueitemy pacta ity nojsepraercs umeHHo @I'A| kpome Toro, 3To coeuHeHne
— KJIIOYEBOE 3BEHO IIPOIECCOB OOMEHa He TOJbKO YIJIEBOJIOB, HO W JIDYTUX BEIIECTB.
@I'A — 310 cyberpar Oumosiormdeckoro okwmcienusi. [lo mepe pacxomoBanus OI'A
HOBas ero mnoprusi obpasyercd u3z PJIA B pesysbrare nm3oMepu3aIué MPU yIaCTUU
mpuo3o0phochamu3omepasi:

OH
/OH /
H,c—0—P=0
H,C —0—PF=0 z
OH
C—0 OH P — HC —OH
mpuosogocgan- | o
usaMepaza c+
H,C —OH ™H

3-dbochormHIIepHHOE LI
amLerusg

3-dochomokcuaneTon

Takum obpaszoMm, HaJibHEINNE peakInd yIBAWUBAIOTCA. Takoil IyTh IpPEeBpAIIeHUS
[VIIOKO3bI HA3BIBAETCS JAUXOTOMUYECKHUM, T.K. IIPOUCXOIUT PACIAJl IIEeCTHYTJIEPOTHOM
MaJIEKYJIbl TJIFOKO3bI HA JIBE TPEXYTJIEPOIHBIE MOJIEKY/IbI.

Bropast cramgus BKJTFOIAET PsT [TOCJIETOBATETHHBIX OKWCJINTETHHO-
BOCCTAHOBUTE/ILHBIX PeakIuii u peakiuu (HochopuaInpoBaHus, B IIPOIECCe KOTOPHIX
rerepupyercs AT® u obpasyercsi nuposutorpanas kucjaora ([IBK).

B magame @I'A momsepraercss OHOJOTMYECKOMY  OKHCJIEHHIO C  IIOMOIIBIO
cueruduIecKoin  2auyepansvieaud-3-pocpamaoesudpozenasvl, KoTopas B aKTHBHOM
neHTpe cojepxkut cyiabdruapuwibayo rpymry (HS-) u kodepmenr HAJIT. B xome
9TOi peakmum epmenT, npucoennnssicb K PI'A, ocabiser ero BHyTPUMOJIEKYISIPHBIE
ceasu, a kodepment HAJIT BoccramaBmmBaeTcsa 3a CYeT BOZOPOAA  AJlbICTHIHOIM
IPYIIIBL ¥ IIPEBPAIIAET €e B KapOOKCHIbHYI0. DHEPIUs IPOU3OIIE/IINIEero OKHCIUTEIHHO-
BOCCTAHOBUTEJIHHOIO TIPOIECCa YACTUIHO BbLessieTcss B Buje temia (okoso 60 %)
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U YacTUIHO HAKAILIMBAETCSI B MAKPOIPIUUECKON CBI3M MEXKIY ITPOMEXKYTOIHBIM
NPOJAYKTOM peaknuun u ¢epmenToM. Komrieke depMeHT-IpoayKT pPaCHIeIIAeTC
docdopHoit KucaoToit, B pe3yabTare Yero (pepMeHT BBICBOOOKIAaeTCd W 00pasyercs
1,3-mubocporyniiepunoBast KucjaoTa.

OH OH

/ /
H,C—0—P=0 H,C—0—P=0
_ OH é OH
HC—OH + HS—depmeHT HC—OH
C{;O 3-¢of$:f£$£féua3a ) o+
“H cucpos \;‘S—ChEpMEHT

3-bocdormmuepHHOERL

IIpomesxvrognoe
AMEIETH coequHeHHe |
HALO*
/DH HAOH + H*
H,C —0—P=0 /OH
H,C —0—P=0
Hé—OH OH 2
+HsPO, /- HS— é OH
i;‘;;o fDH PO, thepmeHT HC —OH
\OmP\:D L,,o
2,
OH S—thepMeHT
1,3-gudocdorminepunoean TIpomesxyToamoe

KHCIOTA coeguHeHHe []

1,3-mudocdormmnepuHoBas KHCJI0Ta — 3TO MaKpPOIPIUUIECKOe COeJMHEHUE, 3allac
SHEPIUU KOTOPOro cocrapiasger o 12 kJ[K/MoOiIb u J0CTATOYHO Jist TOrO, HYTOOBI
npeobpazoBatb AJI® B AT® 6e3 norepu:
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OH

/
H,C —0 —F=0
A®  AT®  H,C—O-P=0

Hc—oH ©H N | \OH

P — HC—OH
_ >
(|:¢D OH pocgoztuyepam- | 0
D"\,’\P:D KuHa3a C{'
™,
H OH
1.3-mudochorminepunosas 3-dhocdonmueprHOEaT
KHCIIOTa KHCI0Ta

Tax Kak m3 1 MOJIEKYJIbI TJIFOKO3BI oObOpasyercs 2 MoJeKy/abl 1,3-mudocdo-
[JIUIEPUHOBON KUCJIOTBI, TO Ha 3TOH CTaJUU TJINKOJN3a O00Pa3yloTcs 2 MOJEKYJIbI
AT®. 3-docdorauneprroBast KHCJIOTa eIle COAEPXKUT OOJBINION 3alac SHEPrud u
B TOCTEAYIOIMNX PpEAKIUAX ee MOJIEKyJa IepecTpanBaeTcs TaKUM o0pa3oM, |TO
3alac dHEPrum KOHIeHTpupyercs B docdarHoit cps3u. s 9Toro BHaYajae KHCIOTA
uzomepusyercs B 2-pocoruiepuHoBy0 KUCIOTY, KOTOPasi, TePsis BO/LY, IPEBPAIACTCS
B MaKpOdPruieckoe coeuHenne — 2-hochoeHoMMUPOBUHOIPAIHYIO KUCJIOTY P YIaCTUN
ernonasnvl (2-docgoeruuepam-zudporuasot):

OH
/ H,C—OH CH,
H.C—0 —P=0 1 fOH 20 é fOH
H —— HC—0—P=0 —0 P =0
HC—OH P — | \0
| gocgoztuyepani- =0 H  enorasa J:,/ o]
C’/’ pocarymaza C\
“oH ’ OH “oH
3-dbochormneprHoRan 2-dochormuepunosas 2-bochoenon-
KHCI0Ta KHCI0TA NHPOEHHOIPAZHA

KHCIOTa
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2-dochOeHONUPOBUHOIPAIHAA KHUCIOTa TI0/BEPraeTcs epedochopuInpoBaHio ¢
AJI® ¢ obpasosanmem AT® wu nuposunorpajuoit kuciaorer (IIBK). Drta peaxius
KaTaJIM3UuPYyeTCst NUPYSAMKUHA30T:

CH, oy RR® ATO CHs
I == |
T_D R=0 HUPVEamKLHAzA T_OH - T:D
¢ =0 OH ¢ =0 ¢ =0
“OH “OH “OH
2-dbocdoenon- ITuporuHOrpagHAT KHCIOTA
THPOBHHOTpAJAHAA KHCIOTa (emonbHag dopma) (reToHHa dopma)

B mepecuere Ha 1 MoJieKy Ty TUIFOKO3BI B pe3y/IbTaTe MOCeIHel peaknn 00pasyoTcst
2 mostekysibl ATO.

Becy mporiecc  rimkom3a  MOXKeT ObITh  BBIDAXKEH — CJICJIYIONIMM — CyMMAaPHBIM
yPaBHEHUEM:

CeH1206 + 2HAJTT + 2AT® + 2H3PO4 — 2C3H,O3 + 2HAJTH + 2H™ + 2AT® + 2H,0.

Takum obpazom, anepzemuyueckuli 8vtxod zaurxoausda 1 MOAEKYABL 2A10K03bL
cocmasasem 2 moaexyave ATP. Hecmorps Ha TO 9TO KHCJIOPOJ HE Tpedyercs
JIJIsl TIPOTEKAHUs IIPOIECca IVIMKOIN3a, [IPU adPOOHBIX YCJIOBHUAX aKIEITOPOM IIPOTOHOB
BOJIOpO/1a, KoTopbie cojepkuT KopepmentT HAJI-Hy, BeicTyiraer kucsiopos. B srom ciryaae
IIPH ITPOXOXKJIEHUN IIPOTOHOB BOJIOPOJIA IO JIBIXaTEIbHON Ienu Oy/1yT 0Opa3oBLIBATHLCA 3
mostekyibl AT® (Ha kaxkayto mosiekyiry HAJT-Hy), a noansiti snepzemuveckuti 6btxod
aauroauda cocmasum 8 moaexys ATD.

SHaYUTETbHAS YaCTh ITPOMEKYTOUHBIX IIPOJ/LYKTOB, BO3HUKAIOIIUX B IIPOIecce OOMeHa
DII0K030-6-bocdara, ucmob3yercs jijisi CHHTE3a aMUHOKUC/IOT (6eJIKOB), HYKJIEOTH/IOB
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(HYKJIEMHOBBIX KHCJIOT), TJMIEPUHA M BBICHIMX JKUPHBIX KUCJIOT (TPUIJIUAIEPHIOB,
dbocdaruios), creposios (cTepuyoB) u Jp.

Takum  obpazom, 1IHOK030-6-bocdar
U CTPOMUTEJILHLIM MATEPUAJIOM JJId CHHTE3a HOBBIX OPraHUYeCKHX COCIMHEHUIA,
UCIIOJIb3YEMBIX B IIPOIECCE YKU3HEIeATeIHbHOCTH.

obecrieunBaeT OpraHu3M WU  SHEpruei

11.2 T'siukorenoJn3s

[Ipomecc paciienieHusd yryieBOJIOB MOYXKET HAdYaTbCd HE € TUIIOKO3bI, a C TJIMKOI€HA,
U TOIJla OH Has3biBaeTcs TamKoreHom3. [lonublii HAOOpP dEepMEHTOB TJIMKOTEHOJIU3a
XapaKTepeH JIsi MBIIII, W II€YeHd YeJOBEKA U KUBOTHBIX. [lpwm 3TOM BKjIIOYaEeT
TPU JIONOJHUTEIbHBIX (hepMeHTa:  2Aukozen@ochopunady, amuio-1,6-2410%03uda3y
(u30ammIazy) u gochozaroromymasy.

B mporiecce rimmkorenosin3a rJIMKOreH CHadvaja MPEBPAIAeTcs B IUIIOK030-1-docdar,
KOTOPBIi N30MEPU3YETCH B TUIIOK030-6-cbocdaT u jajiee peakiyuy MPpOTEKAIOT aHAJIOTTIHO

PeaKIIUuAM TVIMKOJIN3a.:

TnuroreH Tmroroso-1-toedat
docgoznonomymaza T

Tmokoza —— [Irokoso-6-ocdat

o ——

Peaknu [MHKOIH3A

CyMMapHOe YpaBHEHUE T'JINKOI'€HOJIN3a MO2KHO BBIPDA3UTDL:
(C6H1005>n -+ 2HAﬂ+ + SA,ZLCD + 3H3PO4 o
— (C6H1005)n—1 aF 2C3H403 ' QHA,Z[H + NERS + 3ATO® + QHQO
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11.3 MoJuo4HoKucJI0e OpOXKEeHNE

Hamwueiimee npesparienne [IBK 3aBucut ot ycaoBuii mpoTeKaHus IMPOIECCa.

B aspo6HBIX yCJIOBUSAX HPOUCXOIUT JIbIXaHUe, I KOHEYHBIM akientopom HT apisercs
O,. B aHaspoOHBIX yCJIOBUSX IIPOUCXOIUT MOJIOYHOKMCJI0E OpoXKeHue.

[Ipu  wmonounokucaom 6poorcenuu tmpoBuHOrpagaas kuciaora (IIBK), xoropas
obpasoBajach Npu [IHKOJM3e (JHOO0 TJIMKONEHOJM3e) TpU ydacTuu (epMeHTa
JIAKTATAEIUIPOreHa3bl  BOCCTAHABJIMBACTCA JIO MOJIOYHOH KHCIOTHI (JIaKTaTa) —
€JIMHCTBEHHOI'0 KOHEYHOI'O IIPO/LyKTa 9TOT0 IPOIecca.

(|:H 2 HAOH-H HALD® CHa
C=0 HC —OH
(|:,;;O Jaxmamdezudpozenaza | =0
\OH aHAIPOGHBIE YC106 LA \O H
[Tupoeusorpaguas Momounas
KHCIIOTa KHCIIOTa

Ho obpazytorasicss MojiodHast KHUCIOTA SBJISETCS KHUCJIOTON CpeIHel CHJIbI, [pu
obpaTuMoil apcconuanyuyu KOTOPOil BBIIAEISCTCA JOCTATOYHO OOJIbIIOE KOoamdecTBo HT.
Ha meiiTpanuzaimio mpoToHoB Oy1yT 3ajeiicTBoBaHbl OydepHbIe CUCTEeMbl OpraHu3Ma, HO
IIPA BBICOKON KOHIIEHTPAIIMH MOJIOYHOM KHCIOTHI MX OydepHas eMKOCTb MOXKeT ObIThb
ucuyepnana. B sTom ciydae mpoucxouT CABUT AKTUBHOM CPeJIbl B KUCIYIO CTOPOHY, UTO
BBI3OBET CHUXKEHUE aKTHUBHOCTU (POCHODPYKTOKMHAZHI, U CKOPOCTDH IVIMKOJIU3a 3aMeTHO
CHU3UTCS.

Mosounasi Kucjaora B OOJIBIINX KOJTUIECTBAX 00PA3yeTcs B MBIIIIAX [TPU MHTEHCUBHOM
WIA JUTATE/IbHOM pabore. YacTh KHCIOTBI ¢ TOKOM KpPOBH MOXKET IIOCTyIIaTh B
IleYeHb, IJIe PaCXOIyeTcsd B IIpolleccax IUVIFOKOHEOT'eHe3a; HEKOTOPOe KOJUIECTBO
BBIBOJUTCS ¢ TIOTOM U Mouoii. Ho Gosibiiast 4acTh MOJIOUHON KUCIOTHI 3aCTAUBACTCH B
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capkoIljia3Me U MeKKJIEeTOYHOM BelllecTBe, U u3-3a cMelienns pH Hapyiaercs TpanciopT
HelipoMeInaTopa HEPBHBIX OKOHYaHWH, KOTOPbIe KOHTAKTHPYIOT € MBIIIIEIHBIM BOJIOKHOM.
B sTom citydae desoBek orrytaer 00Jib B MBIIIIIAX.

11.4 OxkwuciauresibHOE JeKapOoKCUJInpoBaHUE OV POBUHOI'PAJHOMN
KW CJIOTHI

B aspobubix ycsioBusx IIBK okuciisiercs. 9ToT mporece Ha3bIBAETCs 0KUCAUMENHBIM
dexapboxcuruposaruem IUPOBUHOIPAIHO KHCJIOTHI. Peaxius YCKOPSIETCST
MYJIBTUIH3UMHON CHCTEMOI, Ha3bIBAEMON nupysamaoe2udpo2enadtbim KOMNAEKCOM.

[TupyBatmeruaporeHasHbIii KOMILJIEKC BKIIOYAET CJIELYIOmne KOpepMEHTHI:

o TIID — Ttnamunnmpodocdar;

® JIMIIOEBYIO KHCJIOTY;

kovu3uM A (HS-KoA);

o OAJI;

e HAJIT.

[lepBoIit Tam mpolecca — HEMOCPEJACTBEHHO eKapOOKcuaInpoBaHue. Peaxis
YCKOPSI€TCSI nupysamaexapboxcu.naiot, KO(bepMEHTOM KOTOPOit SIBJISIETCST

ruamunupodocdar (TIID). Kobepment TIID cocrour uz tumammua (Buramus Bi),
CBA3aHHOTO C JIByMsl ocTaTKaMu (pochOpPHON KUCTIOTHI.

lM'uapokcusTUIBHBIN — pajukas, o00pa30BaBIIHUiiCsa MOCIe JIeKapOOKCUINPOBAHUST
IIBK, OCTaeTCst CBSI3aHHBIM © APYBATIEKapOOKCUIA301 B BHJIE
TUJIPOKCUITUITHAMUHITIEPOdochaTa.

Ha BTOpOM 3Tame OKCHITH/IBHBIN paJUKaI OKHC/ISIETCs B alleTU/IbHBIN paJuKal,
KOTODBIIl TIEPEHOCUTCsSI CHAYaJIa Ha JIMIIOEBYIO KHUCJIOTY, a 3areM Ha kKosu3uM A. Oba
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ST Tporecca (OKHUCIEHHE U IEPEHOC AaleTHJILHOTO PaJfKasa) YCKOPSIOTCS BTOPBIM
KOMIIOHEHTOM IHPYBAT/IErHIPOI€Ha3HOI0 KOMILJIEKCa — JIMIOAT-alleTHITpaHcdepasol,
KOTOpasi COJEPKUT B CBOEM COCTaBe JBa KOMEPMEHTa: JIMIOEBYI0 KUCJIOTY U KOIH3UM
A (HS-KoA). Pesyaprarom Broporo srama siBisiercss obpasoBanmne anetua-KoA wu
JIETH/IPOJINIIOEBOI KUCJIOTHI.
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H,C —(CH,),COO0H
AlSTHUHIIOSE T KHCI0TA Arnerir-KoA iraapommoesas
KHCIOTA

H;g —{(CH4),COOH

Oxkucimrenbaoe nekapbokcuaupoBanne [IBK 3aBepmraercs ciegyrommmn  aByMs
peakIusaMi TpU YyYaCTUU TPEThEro KOMIIOHEHTa MYJbTUIH3UMHOIO KOMILJIEKCA —
JIATUIPOJIUIIONIIETHIpOreHasbl, KodepmenToM Koropoit siBiasiercs PAJL. Tlpu srom
JIUTHIPOJIUTIOEBasT KUCJIOTA MTEPEXOJIUT B JIUTIOEBYIO:

CH, cH,

Hs | s

H,C | HyC
Hs. | + HAOY g + HAOH + H*

™CH SuzudpoIUNOUT- g

deaudposerasa

H,C —(CH,),CO0H H,C —(CH,)4sCOOH

,:LHIH,Z[DO:[HHOEBM KHCIOTa Junoerad KHCIOTA
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[TockosibKy KOEPMEHTOM JTUTHIPOJIAIIOWIeruaporenasol  spisgercas DOAJl, To
UMEHHO OH HEIOCPEJCTBEHHO CHHUMAaeT jBa aromMa H ¢ JAUruiposuinoeBoil KUCIOTHI
u nepenaer nx Ha HAJIT. TlosToMy B HPHBEIEHHOM BBIIIE CYMMApHOM YpABHEHUH
okucymTebHOro Jekapbokcummposanng IIBK B kadectBe axmenTopa aromoB H
BoicTynaer HAJIT.

CymMapnasi peakiusi OKHUCJIUTETHHOrO JIeKapOOKCUIMPOBAHUS TUPOBUHOTDAJIHOM
KUCJIOTBI:

HUPVENO e2ud Po2eHa3HbIL
KOMILTERE

CH.—CO-—COOH + HAO® +HS—KoA

ITupoEHHEOTPATHAT
KHCI0Ta

————— > CH,—CO~5—KoA+HAIOH-H +CO,
Aneran-KoA

Anerun-KoA upescraBisger coboit coeInHEHNE ¢ MaKPOIPTUUECKONW CBA3BIO, MHAYE
€ro MOXKHO Ha3BaTh aKTUBHOI (opMOil yKcycHON KucaoThl. OcBOOOKIeHNE KOIH3UMA A
OT aleTUJIBHOIO PaJINKaJia MPOUCXOIUT IIPU BKJIIOYCHUM €TI0 B aM@UOOJIUIeCKUN MUKII,
KOTOPBIil HA3BIBAETCS ITUKJIOM JIU- ¥ TPUKAPOOHOBBIX KHCJIOT.

11.5 Iuka Kpebca

IMukn Kpebca (muka u- u  TPUKApOOHOBBIX KHCJIOT) —  IUKJIAYIECKH
depMeHTATUBHBIN TTPOIECC, B KOTOPOM ITPOUCXOIUT IIPEBpAIleHNe aleTuI-KodH3nuMa A
(CH3CO~SKo0A) 10 yIiIeKucaoro ra3a 1 BOJIBL.

DTOT MUKJI OBLT OTKPBIT ¥ U3yUEeH B JKUBBIX KJIETKAX HEMEIKUM OMOXUMUKOM XAaHCOM
Kpebcom B 1937 r. (orcioma u HasBanme «imkJ Kpebca»). 3a sty pabory B 1953 1
X. Kpebe coBmectno ¢ @. JIunmvanom 66u1 yinoctoen HobesteBckoit mpemmn.
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HeobxoamMo oTMeTUTh, ITO 9TO KJIIOUEBOi 9Tall JAblxaHnd. B Hada/e oOpa3oBaBIIuiics
B XOJIe OKHC/IUTEeTLHOTO jiekapOokcuaupoBanus [IBK anerni-kosuzum A KoHIeHCHPYETCS
co masesnesoykcycnoit kueqoroii  (IIIVK), koropasi Bcerma ectb B KJIETOYHOM
cofepzkumoM. Obpasyercst JTUMOHHAsT KUCJI0Ta (IUTPAT) U OCBOGOXKIAETC KOIH3UM A.
Karamuruueckyo (byHKIMIO B 9TOi peakiuy BHIIOJHAET Yumpam-cuima3a (Iurpar-
KOHJICHCUDYIOIIHiA (hePMEHT ).

ObpazoBanueM JTMMOHHOM KUCTOTHI OTKPBIBACTCs CIENUMDUICCKII UK XUMATECKUX
peakiuii, TpUBOASAIINX K IocTerieHHOMY ee okmuciaennio g0 [IIYK, koropasi cHoBa
KOHJIEHCUPYETCsI C alleTI/I-KOYH3UMOM A Tak, 9TO 00pa3yeTcsl BHOBb JIMMOHHAsT KHCJIOTA.
DTOT IMUKJI PEAKIUil MOIYIUI TaKXKe HA3BAHUE UUKAL AUMOHHOU KUCAOMDL.
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ObpazoBaBiasics JTUMOHHAs KHUCJIOTa IOJBEPraeTcs JIeruIpaTalun ¢ 00pa3oBaHUeM
[AC-AaKOHUTOBOIN KHUCJIOTHI IIPU yIACTHH (hePMEHTA Uumpameaudpoiuasol:
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c—OH
HO :|:—gz—c’?
| “OH
CH,
"
“OH

JenoHHAT KHCIOTA

0

P

C—OH

| H2
- H;0 c—C—C_

OH

yumpan- CH
zudpoauasa (‘|_: -0

“OH

HHC—BKOHIIIOBEJI EHCIIOTAa

Crenyrommasi peakius CBs3aHa C MIPUCOeTHHEHNEM BOJIbI K ITHC-aKOHUTOBOW KUCJIOTE,
IpU 9TOM 00pa3yeTcsi N30JMMOHHAS KUCJIOTa (M30IUTPAT). DTY PEAKIINIO KATATU3HPYeT
yuc-axonumameudpamasa (aKOHUTA3a):

(o] (0]

A A
C—OH C|= —OoH
| H H: 2
c—c—=¢C +H,0 HC—C—¢C
[ “OH “oH
CH YUCAKOH UM AM - HC —OH
| sudpomasa |
¢ =0 C=—0

N,
“OH OH
[THe-akoHHTORAY KHCIIOTA HzomamoHHEas KHcIoTa
[Ipn yuactum HAJI-3aBucumoro depmenTta — usoyumpamaezudpozenasdv. OT

N30JIMMOHHOM KHCJIOTHI OTIICITJIACTCA 2 IIPpOTOHa C O6pa30BaHI/I€M HlaBeJIeBO-HHTapHOﬁ

KHCJIOTE! (OKCAIOCYKIIMHAT):
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A
C—0OH C —OH
4 H, O HAL® HAOH-H | H, P
HC —c — Y
c—C . N A HC —C—C
OH
HC —oH UIOY UM PN - =0
C|Z -0 desudposenasa é —o
~
\0 H OH
HzonuMoOHHAT KHCIIOTA IITapeneE0AHTAPHAA KHCIIOTA

DTa peakius — OJIHA U3 JUMUTHUPYIOMUX peakiuii nukaa Kpebcea.

Haiee MPOUCXOIUT  JeKapOOKCUINPOBAHIE HaBeJIeBOAHTAPHOM KHUCJIOTBI
(oKcasIocyKIMHATA ), KOTOPOE OCYIIECTB/IAET (DEPMEHT 0KCANOCYKUUHAMOEKAPOOKCUAA3A,
IIpu 3TOM 0Opa3yercs yKe JIMKapOOHOBasg (-KETOIVIyTapoBas KUCJIOTA:

0
A A
Ha e -CO,;
H é — HaG

| “oH OKCATOCYR YLHAM - CH2
C=0 dexapforcuiaza é
| =

=0 é =0

“oH “OH

[IlareneroAHTapHAT KHCIOTA O-KETOLTyTapOEasd KHCIO0Ta

JlekapOOKCUIMPOBAHNE (-KETOTJIYTapOBOil KHUCJOTHI IPUBOJIUT K OOPa30BAHUIO
AKTUBHO# (DOPMBI SIHTAPHON KHUCJIOTHI — CyKIUHUI-KOA. DTa peakmusa ITpPOUCXOIUT
[IPpA yYIaCTUU MYJIBTH(MEPMEHTHOIO KOMILIEKCA — (-Kemo-2aymapamoezudpo2enasto2o
KOMNAEKCA, JTEHCTBUE KOTOPOTO AHAJOIUYIHO HUPYBATICTUIPOTCHA3HOMY KOMILIEKCY U
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TaKKe BKJIIOYAeT 5 KOPEPMEHTOB.

/?O /:?O

‘|3 —OH CoH
HZCI - CO,/+HS-KoA HoC
2

CH, a-Kemozymapan- |
(!.: —0 dezudposerasHblil CH;
(!: o KOMIIEKC ,-;,O

= %

S

OH S—KoA

O-KeTOITIVTAPOBad KHCIOTA Cyrmuaman-KoA

3areM BBICOKOHEpreTndeckasi THod(dupHasi CBs3b cyKnumamI-KoA mnpeobpasyercs
B MaKpOIPruuecKkyr  cBa3b  ryanosunTpudocdara  (I'TD) (cyberparHoe
dbochopunmposanue), Koropbiii gamee tnepegaer ee nHa AJI®, ¢ mociemyronm
obpazoBarrem AT®. Takxke NPOIYKTOM JIaHHON peakiuu Oy/eT siHTapHas KHCJIOTa

(cyknuHaT):
o
C/;’? Nﬁb //‘o
~OH C—om
| All® |

"'20\ ro® + H,P0, TITO HZ‘f
CH, A CH,
c|: _-0 - HS-KoA | o
?,! CVRYURAMMUOKUHAZA C\\'—
S —KoA OH

Cvrnuann-KoA SuTapHas xucIoTa

Hanee sHTapHass KHCIOTa (CYKIMHAT) JIETHJIPHUPYETC, M MEXKIy ero «a u 3
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YIJIEPOJIHBIMU aTOMAaMU 3aMbIKAeTCs JIBOMHAsS CBsI3b. OKUCIEHNE IIPOUCXOIUT C MTOMOIIHIO
aspobuoit nerujporenasol ¢ KodepmenTom DPAJ[. DToT depMeHT MPOYHO CBA3AH C
BHYTPEHHEH MUTOXOHIPUAJIHLHON MEMOPaHOIi:

o
A o
- —0OH
| 9% oan ®ALH; |
H2C|I HC|:II
CH; CVK YUHTN - CH
|=C- Desudpozerasza é —0
\DH \OH
S HTapHAaAKHCIOTA dyMapoEad KHCIOTa

Jlatee dymapoBasi KHCJIOTa IOJBEPraeTcs TI'UAPATUPOBAHUIO C O0Opa3oBaHUEM
SI0JIOUHON KUCJIOTHI (MaJiar). DTa peakiusg obparuMas U KaTaJu3upyercd (epMeHTOM
pymapameudpamasoti.

o 0
r .
?EOH c|:“=011
HC + H:0 HO —CH
| |
TH dnvapamzaudpamasa ?Hz
C=0 &—o
K A
OH oH
$yMapoEad KHCIOTA AbdnoTHaz KHCIOTA

[Tocneansas peaxius 1uk/jaa Kpebca — jermjpupoBaHue s0JOTHOW KUCJIOTHI IIPH
yHaCTHH Maaamoe2udpozenasnl, KoTopas B KadecTse Kodepmenta umeer HAJIT. B xozne
sroit peakiuu obpasyercsa HIYK u, takum obpasom, MUK peaKkIuii 3aMbIKaeTCs:
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CH, Mmaramdesudposerasa CH,
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AbmogHas KHCI0TA Iazeaczoykcycran

KHCI0Ta

Ocsoboxmatormasicas [ITVK moxker cHOBa BCTymaTh B peakIlnio ¢ HOBOH MOJIEKYJION
aleTnI-KodH3uMa, A.
CyMmMapHasi peakiis IUKJ/Ia TPUKAPOOHOBBIX KUCIOT OINMUCHIBAETCS yPABHEHUEM:

Anernn-SKoA + SHAIT + ®AL + I'I® + H3PO, + 2H,0 —

— 2C05 + 3HATH 4 3H" + ®AJTH, + I'T® + HSKoA.

Y 3yKapuoT Bce peakimu nukja Kpebca mpoTekaoT BHYTPU MUTOXOHIPUA, TPUIEM
KaTaJu3nupyomme nx (GepMeHThl, KpOMe OJHOT'0, HaXOJATCS B CBOOOJIHOM COCTOSHUU B
MHUTOXOHJIPUAJIbHOM MaTPHUKCE.

Obmras cxema TpeBpalleHnii aneruia (ocTaTka YKCYCHOH KucaoThl) B mukie Kpebea
IpeJicTaBjIeHa Ha pUCYHKe 45.
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PucyHok 45 — ODo0meHHas cxeMa NHKIa Kpedca:
[VHKTHPHEIMH JTHHHAMH I0Ka2aHEl METaDOTHIECKHEE Y TH, B KOTOPBIX
He YKa3aHEI NPOMEXYTOUHEIE CTaTHH; KpyraMi 0003Ha9eHEl aTOMEBI YIIEpOoaa
B MOIeKyIe; ~ Makpoaprudeckan cease; HATH-H u HATT — coOTBETCTEEHHO BOCCTAHOBIEH-
Had U OKHCcIeHHad dopMel KodepMeHTa HEKOTHHAMHE A e HUEIHHYKIe0THIa;
DATTH: 1 PAJT — COOTBETCTECHHO BOCCTAHOEIEHHA H OKHCIeHHad hopMel KodepnenTa
dnaenHaneEnEAHHYKIeoTHAa; HS-KoA — xodepment A
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lukn tpuxapbonoseix kuciaor (IITK) B opraHmsme desoBeKa BBIIOTHSIET
am@ubosueckyro poib.

Kamaboauueckan poas sakmouaerca B ToM, uro LUTK ma 75 % obecneunsaer
JIBIXATeJIbHYI0  Iellb  BoccTaHoBieHHbIME  Kodepmentamu (HATHy u PAJIHy) u
HapsLy ¢ OKHCJIUTETLHBIM (POChHOPIINPOBAaHNEM SBJISIETCA OCHOBHBIM BHY TPUKJIETOYHBIM
MEXaHU3MOM OCBOOOKJIEHUST SHEPTIUH [TPUPOHBIX CYOCTPATOB.

Ouepreruka okwucjgeHus anerwi-KoA B mukie Kpebca u jipIxaTebHON  IEmH
cocraByser 12 mosekyn ATO:

— B JIBIXaTEJbHOW IIeNM TPAHCIOPTa 3JEKTPOHOB HAa YPOBHE OKHUCJIUTEIHHOTO
dochopunmpoBanuns  obpazyercs 11 Mosekysr — AT® (3HAJTH, x3=9ATP,
1®AJH,; x2=2AT®)

— 1 mouekyna ['T® (AT®) HenmocpeCTBEHHO B IUKJIE B PE3yJIbTare CyOCTPATHOIO
dochopumpoBanus.

Anaboauveckas poab COCTOUT B TOM, 4TO METAOOIUTHI IUKJA TPUKAPOOHOBBIX
KHCJIOT BKJIIOYAIOTCS BO MHOTHE ITPOIECCHl OMOCUHTE3a!

— OKCAJIOAIIETAT ¥ MaJiaT NPUHUMAIOT y4acThue B IVIIOKOHEOreHese,

— cykimmHnI-KoA — B cuHTe3e OphUPUHOB,

oKcaJjoalerar — B OMOCHHTE3€ aMIHOKICIIOT,

— I'TP — B 6uocunTese 6eaka.

[uTpar MOXKeT BBITOJIHATH POJIb IMEPEHOCUYNKA AIETHIBLHBIX I'PYII /JIsd OMOCHHTE3a,
SKUPHBIX KHUCJIOT.

11.6 IlenTo3odocdarTHblii MyTh MpPEBpPANIeHUs YTIJIeBOI0B

PacMoTpenHBII paHee NMUKOIUTHIECKNN Iy Th IPEBPAIIEHNs YITIEBOJIOB B OpraHu3Me
SIBJISIETCSI OCHOBHBIM. DB CKeJIeTHBIX MBIIIIAX, HEPBHOI cHCTEMe OH JOMUHUPYET.
[TenrozodocdarHbiii myTh (AOTOMUYECKHiT) MMeeT CyIIeCTBEHHOE 3HAYEHWe JIUIIb B
HEKOTOPBIX OpraHaX U TKaHAX (KUPOBasi TKAHb, M€YEHb, SPUTPOIUTHI, JIUMMATHIECKUE

‘ Hauano |

‘ CopepxaHue |
< | > |
KeEs

CtpaHuya 248 uns 329|

‘ Haszag |

‘ Ha Becb skpaH |

‘ 3akpbiTh |




y37b1). OH IPOTEKAET B IUTOILIA3ME KJIETOK TOJBKO B a9POOHBIX YCIOBHUSIX.

OTKpbITHE TYTH M[PIMOTO OKUCIEHUS YIJIEBOJOB, WM, KaK €ro Ha3bIBAIoOT,
neaTo3ogocharrnoro nukiia, npuaaexut O. Bapoypry, @. Jlunmvany, @. Jlukency u
B. A. Durenprapmuy.

SHavyeHue 3TOro MmyTH B oOMeHe BeriecTB Besiuko. OH MoCTaB/IgeT BOCCTaHOB/IEHHBINM
HAJI®H, neoOxomuMblii Jijisi OMOCHHTE3a YKUPHBIX KHCJOT, XOJECTEPUHA M T.JI. 3
caer nenrozodocdarHoro IukKiaa npumepHo Ha 50 % HOKpBIBaeTcd IMOTPEOHOCTD
opranmsma B HAJI®H. JIpyras dyuKIimus meHT030¢h0cdhaTHOrO UK/ 3aKII0IAETCI B
TOM, YTO OH IOCTAaBJIIET MeHTO30ochaThl st CHHTE3a HYKJIEMHOBBIX KUCJIOT U MHOTHX
KoepMeHToB. [Ipu psjie maTomorudecKux CoCTOTHUMN yae/abHbII Bec meHTo30dochaTHoro
IIyTH OKUCJIEHUS IJIIOKO3bI BO3PACTaeT.

Mexanuszm peakiuii meHT0o30(MochaTHOTO UK ITPeJICTaBIeH Ha pucyHke 46.

N3 cxemMbl BHJIHO, YTO U3 KaXKJIbIX IIIECTH MOJIEKYJ IJII0K030-6-hocdara,
BKJIFOYHMBINETOCA B TEHTO3HBIN UK/, O/Ha TOJHOCTBIO oKucagercs m0 COs m BOMBI,
YeThIpe MPEeBPaIIaloTcsd BO PpyKT030-6-docdart, CriocoOHbINT M30MEPU30BATHCI OIAThH B
r1I0K030-6-pocdar. Kpome Toro, obpasyiorces erne jiBe MOJIEKYIbI (pOCHOTTUIIEPUHOBOIO
AJIbJIEr /1A, KOTOPbIe (B 3aBUCUMOCTH OT YCJIOBHN B KJIETKE) BKJIIOYAIOTCS B OKHCJICHUE
10 IIyTH TJIMKOJIN3a JIMOO IIPEBPAIAIOTCs B eIlle OJHY MOJIEKYJIy III0K030-6-chocdara.

O6obmenHOe  ypaBHEHWE  OKHUCAUTE/JBHOW W HEOKHUCJUTEIbHON  crajumit
1eHT030(hocdaTHOrO MUKJIa MOXKHO MPEJICTABUTH B CJIEIYIONIEM BU/IE:

6rmokoszo-6docdar + THoO + 12HA IO —
— Bruriokozo-6docdar + 6CO, + 12HAJIOH + 12HT 4 H3PO,

WJIA COKPAIIEHHO:
6rmoko3o-6docdar + THyO + 12HAIDT — 6COy + 12HAI®PH + 12HT 4 H3PO,.

O6pasosapmuiics HAJI®-Hs; wucrnons3yercs B IUTO30/1€ HA BOCCTAHOBUTEIBHBIE
CUHTE3bl U, KaK IPABUJIO0, HE YYaCTBYeT B OKUCJUTEIbHOM (hochopuInpoBaHu,
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PHCyHOK 46 — OfodmenHas cxeMa neHT020{ochaTHOr0 MyTH OKHCTEHAA

¥YIIaeBoaoe:

HAIDPH H u HATT®" — coOTEETCTEEHHD BOCCTAHORTEHHAY H OKHCTIEHHAR QOPMET
KodepMeHTa HEKOTHHAMEIaIeHHHAHHYVEIeoTHAQocdaTa; B cKODKax yKazaHo

KOIHIECTEO ATOMOE YITIEPOAa B MOIEKYIS
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[POTEKAIONIEM B  MUTOXOHJPHAX. 1eM He  MeHee SHEPreTHUYeCKWil  BBIXOJ
nenTo3zodocdarHoro myTn pacrajga 1 MOJIEKYJIbI TUIIOKO3bI COCTaBJISET 35 MOJIEKYJI
AT® (12 momexyn HAA®H-H — 12 x 3 = 36AT® — 1 AT®, xoropasi umer Ha
AKTUBUPOBAHUE TJIIOKO3bI).

Takke monaraior, 4To TeHTO030OChATHBIH YyTh W I[VINKOJN3, ITPOTEKAIONNe B
[IATO30J1€, B3AUMOCBSI3aHbI ¥ CIIOCOOHBI IIEPEKJII0YAThCS JAPYT Ha JPyTa B 3aBUCUMOCTH OT
COOTHOITIEHUST KOHIIEHTPAIUI ITPOMEYKYTOUHBIX TPOJIYKTOB, 0OPA30BaBIINXCA B KJIETKE.

11.7 SDHepreTuka Opo>keHHUsI U JbIXaHUSs

B IIpornecce TIJIMKOJIn3a BbICBO60}KILa€TCH JINIIIb O4YEHb HE3Ha4YUTE/JIbHad YaCTb
XAMHAIECKON dHEepIrun, KOoTOpad IIOTeHIUaJIbHO MOXKET OBITh U3BJICUYECHA, U3 MOJIEKYJIbI
T'JIFOKO3BbI. HpI/I IIOJIHOM OKHUCJIEHMU TIJIIOKO3bI, T.€. IIPpU €€ OKHCJIEHUU 10 COQ n HQO,
BbICBO60)K,ZLaeTCH SHAYUTEABLHO OOJIbIIee KOJIUIECTBO QHEPIruun.

Lmokoza — 2/Iakrar, AG' = —47kkamn(rmkomms)

LCmokoza + 605 — 6CO, + 6Ho0, AG' = —686kkan(aprxanme)

[Ipu cOpazkuBaHUM TJTIOKO3bBI POLYKTHI OPOXKEHUs, KOTOPbIE B aHA3POOHBIX YCJIOBHUIX
y’Ke He MOryT OBITh WCIOJ/JIB30BAHbI KJIETKOW ¥ IIO9TOMY BBIBOJIATCA W3 Hee, BCe
ele COJEepXKAT 3HAYUTEJIbHYI0 YacTh TOIl SHEPIruH, KOTopasd Oblla 3aKJoveHa B
MOJIEKYJIe TUIIOKO3bI. [loaroMy i mosrydeHust TOro ke KOJMYeCcTBa HEPIUH KJETKaM,
HAXOJISIIUMCA B AHAdPOOHBIX YCJIOBHUAX, MPUXOIUTCS PACXOJIOBATH TOPA30 OOJIbIIe
IJTIOKO3bI, Y€M TEeM K€ CaMbIM KJIETKaM B YCJIOBUAX adpoOno3a.

Jlaxke B pa3/IMIHBbIX TKAHAX U OpraHax OJIHOIO U TOTO K€ OpraHU3Ma COOTHOIICHUS
IyTeil pacmaja yryieBoJ0B MOTYT ObITh PA3INIHBIMU. €M He MeHee MOXKHO YCTAHOBHUTD U
HEKOTOpPBIE O0IMe 3aKOHOMEPHOCTH. TaK, y IMOJaBJIAIONEr0 OOIBITUHCTBA OPraHM3MOB
a’dpOOHBIIl TIyTh paclaja yYIVIEBOJOB IPEBAJUPYET HAJ AaHAIPOOHLIM, a JIbIXaHue
MIO/IABJIAET OPOYKEHUE.
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Bce ckazannoe BbIle O MyTdaX paciaja yYIJEBOJIOB W O MeXaHU3ME DPeakIluii,
OCYIIECTBJIAIONINXCS B IMPOIECCe UX JIECTPYKIIUU, MOYKHO IPEJICTABUTh B BHUJE OOIIEi ®
cxembl (pucyHOK 47). W3 cxembl BHIHO, 4UTO TJIIOK030-6-hocdar 3aHmMaer B 5THX
[IpOTIeCccax IMEHTPAJbHOE MECTO, a W3 IMPOMEXKYTOTHBIX MPOJYKTOB JIAJbHEHIIero ero
pacnasa y3yoBblie no3uiiun npunajiexkar [IBK u pubysiozo-5-docdaty.

IToaucaxapudsr cudponus Oauzocaxap st
pocghoponuz Monocaxapuosi
l ocghopunuposariue
T'exco3sodocdarnl IlenTo30(docharnl
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dochar
 Em—
X\;| ToKo30-6-pocdar ‘ I Hauano |
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A
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JluxoroMuIecKoMy pacra/ly yIjieBOJIOB IMPUHAIIEKUT B IIeJIoM 0oJiee BUIHOE MECTO,
9eM  allOTOMUYIECKOMY. B 3HAYUTEJIbHON Mepe 9THU COOTHOIICHUA HyTefI JAEeCTPYKIIUN
YIJIEBOJIOB 3aBUCAT OT UX 3Hepreruydeckoro 3dpdekra. [locieanee BrogHe ecrecTBeHHO,
T.K. OJHON W3 (PYHKIUI YIJIEBOJOB, B PsJe CJIydaeB IJIABHOM, sBJISETCH ODECIeuYeHre
OpraHu3Ma SHeprueil, BblIe/IAOIeRcst IPU UX aHA3POOHOM U a9pOoOHOM pacta/ie (Tabimria
8).

Tabmuma 8 — KosmaecrBo mosiekysn AT®, obpasyommxcss HpU Pa3IHIHBIX IIYTAX
kaTabom3Ma 1 MOJIEKYJIBI TJIIOKO3bI

Drarr Bpoxkenue - Arixag —
JINXOTOMUYECKHUH IIyTh | AIOTOMUYECKHUI IIyTh
TJIAKOJIA3 2 8
OKHCJINTETLHOE =
JIEKapOOKCUINPOBAHUE = 6
[IUPOBUHOTPAJTHON KUCJIOTHI
ka1 Kpebca - 24
Bcero 2 38 35

11.8 bBwuocunTes yrieBoioB

Laroxoneozeres — MeTabOMIECK I Ty Th, TPUBOJIAIINI K 00Pa30BAHIIO TJIIOKO3bI 13
HEYIVICBOHBIX COCIMHECHUN (prucyHOK 48).

Hapsiy ¢ TIMKOTeHOJIM30M [IIOKOHEOr€He3 MOIJIEPXKIUBAET B KPOBU YPOBEHbD [VIFOKO3bI,
HEOOXOMMBIIT /7151 pAGOTHI MHOI'MX TKAHEH 1 OPraHoOB, B IEPBYIO OYepe/[b HEPBHON TKAHN
U SPUTPOIUTOB. DTOT IPOIECC CAYKUT BAKHBIM IIOCTABIIMKOM I[JIIOKO3bI B YCJIOBHSX
HEJIOCTATOYHOIO KOJIMYECTBA TVIMKOI€HA, HAIIPUMED I0CJIe JJINTETHHOIO IOJIOJAHMs MK
TS2KeJION (pusndeckoit padoThI.

UcxomubiMu  BeleCTBAMU  JIIi  IVIIOKOHEOI€HE3a  SBJISIOTCS — MOJIOYHAsS U
[UPOBUHOIPAJIHAsT KHUCJIOTBI, DJIMIEPHH, aMUHOKHUCJIOTHL. IlpeofpasoBaHue BCexX 3TUX
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BeIecTB (KpoMe IVINIEPUHA) B YIJIEBOJIbI IIPOUCXO/IUT Y€Pe3 CTAJIUI0 THPOBHHOIPAIHON 1
IIaBEJIEBOYKCYCHOM KUCJIOT. BOJIBIMIHCTBO peaKInii IIIOKOHEOreHe3a, IPeJICTaB/IsieT co00i
obpallieHune riimKo/In3a U KaTaTU3UPyeTcd TeMU 2Ke (pepMeHTaMu, YTO U COOTBETCTBYIOIIHE
npsimMble peaknuu. OJIHAKO B IIPOIIECCE TVINKOJIN3a UMEETC 3 HeOOPATHUMbIE PEaKITUN:

— obpaszoBaHue TJII0K030-6-ocdara,

— obpaszoBanue bpykTo30-1,6-1udocdara

— obpazoBaHWe NUPOBUHOIPAJIHON KHCJAOTHI U3  (HOCchHOEHOJTIPOBUHOTPATHOMN
KUCJIOTHI.

Buocunres yriesomoB uper B 00X0H 9TUX peakimii (pucyHok 48) W 9acTUIHO
[IPOTEKaeT B MUTOXOH/IPUAX, YACTUIHO — B IIUTOILJIa3Me KJIETOK.

['mokoneorenes nMpoTekaeT B OCHOBHOM B II€Y€HU, HO MeHee MHTEHCUBHO OH ITPOTEKAeT
TaKKe B KOPKOBOM BEIIECTBE IMOYEK U CJAUIUCTON KUIIETHUKA.

[mokoneorene3 m TJIMKO/IN3 PErYJUPYIOTCH PEIUIPOKHO: €CJIM KJIeTKa CHabKeHa
SHEpPrueil B JIOCTATOYHOW CTEIEeHU, TO IVIMKOJIU3 ITPUOCTAHABIMBACTCA U 3aIlyCKAETCHA
IVIIOKOHEOreHe3; HAIIPOTUB, IIPU aKTUBU3AINN TJINKOJIN3a IIPOUCXOIUT IIPUOCTAHOBJIEHNE
IJTIOKOHEOTeHE3a.

CymMmMmapHOe ypaBHEHHE IVIIOKOHEOI€He3a BBITVISIIUT CJISIYIOMUM 00pa3oM:

MIBK+4AT®+2I TO+2HATH+2H ' +4H,0 — rooxosa-+4A 1O+ 2T 1D+6P;+2HA .

['mokoneorene3 — peryJmpyeMblii TIPOIEcC, Ha CKOPOCTb IPOTEKAHWS KOTOPOTO
OKa3bIBAIOT BJIMAHUE TOPMOHBLI. MHCyImH TOpMO3UT 0Opa30BaHMe YIJIEBOJIOB W3
aMUHOKHUCJIOT. KOopTHKOCTEpOn b, HA0OOPOT, CTUMYJIMPYIOT TJIIOKOHEOTI'CHES.

DTOT MEeTabOJIMIECKHil IIyTh MCIOJIb3YeT MOJIOUHYIO KHUCIOTY, HAKAILTHBAIONLYIOCS B
MBIIIIAX BO BPeMsl MHTEHCUBHOI MbIevdHoi padorel. Crie0BaTe/IbHO, TUIIOKOHEOTeHes,
MIPOTEKAIONIUI B MEYEHU, MOXKHO PACCMATPUBATH KAK IPUCIIOCODJIEHUE IS PA3rPy3KN
OpraHu3Ma OT MOJIOYHOI KHUCJIOTHI, 0OPa3yIomeiicd B MBIIIIAX B aHAIPOOHBIX YCJIOBUIX.
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PHCYHOK 48 — PeAKIHH IJIIOKOHEOTeHe3a:
IIBK — nupoensorpagnai xkuciora; II[YK — maeenepoykcycHas KicIoTa;
3-@r'A —3-dhocdormHuepHHOBEIH ATETETHI
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Cunmes sauxozeHna

CuHTE3 TJIMKOTE€HA AaKTHUBHO IIPOTEKAET B CKEJETHBIX MBIIIIAX U B IEYCHH.
Buocunres riamkorena wmoxker wuaru jaBymsa nyTamu. OJUH M3 HUX 3aKI0YAETCS
B IIepeHOoce  OJINTOCaXapWJHBIX  (pParMeHTOB C  OJHOIO  IOJIACAXapuja  Ha
CYIIECTBYIOMNN (pparMeHT TJIMKOTeHa, JIPyroil — B IePEHOCe OCTATKOB TJIIOKO3bI
IyTeM PeaKIUu TPAHCIVIMKO3WINPOBaHUs. VICTOYHUKOM OCTATKOB TIJIIOKO3bI CJIYYKUT
ypuusudocdarrmokosza  (YID-rmokoza), kKoropas obpasyercs U3 TUIFOKO30-1-
dochara u YTO npu yuactun dhepmenTa 1yoko30-1-docdar-ypuanirpancdepasbr:

r0K030-1-pocar + YT — VID-rmrokosa + HyP5O4.

CuHTE3 T/IMKOrNeHA OCYIIeCTB/IgeT (hbepMeHT rinKoreHcmHTeTasa. PepMeHT cHuMAaeT
OCTAaTOK TUIIOKO3bI ¢ Y ID-TyII0KO3bI M IMEPEHOCUT €ro Ha HepeayIUupYyIONnii KOHeIl
pacTyIneil meny IIMKOreHa KakK [MOKa3aHO Ha PUCYHKE.

Taxum obpasoM, moucaxapu CTajl JJINHee NCXOTHOro Ha 1 MOHOCaXapu/I.

9Ta peaknmud MO2KET IMOBTOPATHCA MHOI'OKpPaTHO, YTO O6eCHqu/IBaeT CTyneH‘IaTbH';I
CHUHTE3  MOJIEKYJI  TIOJIUCAXAPUJIOB,  COJEPIKAIIUX  OIPOMHOE  YHUCIO0  OCTATKOB
MOHOCAXaphJIOB. XapaKTepHas OCOOEHHOCTH peakIldii TaKoro THIIA COCTOUT B
HEOOXOJMMOCTHU 3aTPABKH, T.€. HAJMIHUS B PEAKIIMOHHON cpejie HEOOIBIIIOr0 KOJTMIeCTBA
MOJIEKYJT TTOJTUCAXAPHJIA.
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12. OBMEH JINIIN/10B

B Tkamgx opranmsma IPOUCXOJNAT HENpPEpPbIBHOE OOHOBjeHHE JHMIA0B. OCHOBHYIO
MacCy JIMIHIOB TeJla 9eJIOBEKa COCTABJISIOT TPUTIUIEPHUILI, KOTOPBIMIA 0COOEHHO HoraTa
JKUPOBasi TKaHb. B Buje BKJIIOYEHUN TPUTJIMIIEPUIbI UMEIOTCA B OOJIBIMMHCTBE TKAHEH 1
oprauoB. [10CKOIbKY JUINIBI BBIIOJIHSIOT SHEPIEeTUIECKYIO0 (DYHKIIMIO, TO IIPOIECCH UX
OOHOBJIEHHS CBA3aHbI ¢ MOOMJIM3aIuell W JIEMIOHUPOBAHUEM WX B IPOIEcce 00pa30BaHUA
SHEPIHU.

Bapociomy 4enopeky tpedyerca or 70 g0 145 r JIUNUI0B B CYTKU B 3aBUCUMOCTHU OT
TPYJIOBOil JIeATEILHOCTH, 110J1a, BO3pAaCcTa U KJINMaTu4IecKux ycaoBuii. [Ipu panmonaabHoM
MUTAHUK >KUPbI JOJKHBI obecrieansaTh He 6osee 30 % oT obmmieil KaJIopuiiHOCTH PaIioHa.
2Kujikue xKupbl (Maciia), cojepzkaiiie B CBOEM COCTaBe HE3aMEHUMbIe YKUPHbIE KUCJIOTHI,
JIOJIZKHBI COCTaBJISITh HE MeHee OJHOW TPEeTH >KUPOB ITHIIIH.

B poToBoii mosiocT 1 KeJryake B3POCJIOro dejoBeKa HeT (pepMEHTOB U YCJIAOBUML JIJIsd
IepeBapuBaHusAd JIUITUIOB. OCHOBHOG MECTO paclelieHud JIUIIMI0B — TOHKMI KUINIEYHUK.
Jlnst  yBeJImYeHusi IMOBEPXHOCTU CONPUKOCHOBEHUS € TI'UJIPOMUILHBIMU (hepMeHTaMu
JKUDPBI JIOJIZKHBI 9MYJIbIUPOBATHCS (Pa3OMThCd HA MeJIKHe KAIlIn). DMYJbIUPOBAHUE
MIPOMCXOIUT ITOJT JAeCTBUEM COJIell »KETIHBIX KUCJIOT, KOTOPbIe MOCTYIAI0T B KUIIETHUK
C 2KeJIIbI0. IMYJIBIUPOBAHUIO TaK:Ke CIIOCOOCTBYET IEePUCTAJIBTUKA KHIIETHUKA U
BhIZeIeHNE 1Y3bIPhKOB COy, mponcxosiee Mpu HelTpaaIu3aiul KUCI0TO COIEPKUMOI0
JKeJTyIKa OMKapOOHATOM, BBIJIE/ISIONINMCS B COCTaBE COKA TOJPKETYI0THON YKejIe3bl.

12.1 TpaucoopT JunuaoB

JIumuibl B BOJIHO#M cpejie HEPACTBOPUMBI, TIO9TOMY JIJIs UX TPAHCIIOPTa B OPraHU3Me
06pa3yIoTcss KOMILJIEKCH JINMHIOB ¢ Oeakamu — junonporentst (JIIT). Pasnmnaaior sK30-
U SHJOTNEHHBIH TpaHCIOPT JmnuaoB. K 9K30reHHOMY OTHOCAT TPAHCIOPT JIMIIHJIOB,
HOCTYIMBIINX C IMUIIEH, & K SHJOTeHHOMY — IIepeMelleHne JININJ0B, CHHTEe3NPOBAHHBIX B
OpraHmusMe.
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[MocTynuBiime ¢ muieil KUpPbI, €CIM OHU MPUHSITHI B YMEPEHHOM KOJUIECTBE (HE
6osiee 100-150 1), ycBaMBAIOTCsI TIOYTHU TIOJIHOCTHIO, U [IPH HOPMAaJIbHOM TIHIIEBAPEHUN KaJl
cozmepxkut He 6osee 5 % xupos. OcTaTKn KUPOBOIL I BBIAEISIOTCS IPEUMYIIECTBEHHO
B BuJie MbL. [lpn HapymeHunax mepeBapuBaHUsS W BCACHIBAHUS JUIHUJIOB HAOJIIOMAETCS
M30BITOK JIUIINIIOB.

B xkadecrBe WuCTOYHHMKA 3SHEPrUU MOI'YT WCIOJb30BATHCHA TOJIHKO CBOOOJHBIE,
T.e. HEITePUPUIMPOBAHHbIE, YKUPHbIE KUCJOTHL. [lodToMy Tpurimmepuibl cHadaIa
TUJIPOJIU3YIOTCA TPU TOMOIIM CIIENU(PUIECKNX TKAHEBBIX (PEPMEHTOB — AuUNG3 — JO
IJIUIEPUHA U CBOOOJIHBIX KUPHBIX KucjaoT. [locimennne m3 KUPOBBIX JIETIO MOLYT
[EePEeXOUTh B IJIa3My KpOBU (MOOMIM3AINs BBICIIMX YKUPHBIX KUCJIOT), MOCJIE Yero OHU
HACIOJb3YIOTCA TKaHAMHI U OpTaHaMU Tejla B Ka4eCTBE SHEPIeTUIECKOro MaTepuaJa.

B kupoBoii TKaHu CO/IEPKUTCA HECKOIBKO JIMIA3, U3 KOTOPHIX HAMOOJIbITIee 3HATYEHIE
UMEIOT TPUIVIMIEpUinia3a (Tak Ha3blBaeMas TIOPMOHOYYBCTBH-TEJIbHAs JIAIIA3A),
JIUTTUIEPUTATIA3a U MOHOLTUIEPUTHIIa3a. AKTUBHOCTD JIBYX MOCJIEIHUX (DEPMEHTOB B
10-100 pa3 mpeBbIaeT aKTUBHOCTD TIEPBOTO. T pUTIHIIEPU/IATIA3a AKTUBUPYETCA PAJIOM
FOPMOHOB (HAIIPUMED, aJIpeHAIN-HOM, HOPaJIPEHAINHOM, TJIFOKATOHOM ¥ JIp.), TOrJa Kak
JIATJIATIEPUJIATIA3a U MOHOIJIUIIEPUJIINIIA3a He IYBCTBUTEIbHBI K UX JIEMCTBHIO.

AKTHBHAS TPUNIHIEPUIINIIA3A PACIIEIISIET TPUTIAIEPUT Ha JUTIAIEPHT U >KUPHYIO
KHCJIOTY. 3aTeM IpH JeWCTBUM JW- U MOHOIJIAIEPHINIA3 00pa3yloTcsi KOHEUHbBIE
IIPOAYKTHI JIMIIOJIN3a — IVIMIIEPUH 1 CBO60,Z[HI)I€ 2KHUPHbIE€ KUCJIOTBI, KOTOPbIC IIOCTYIIalOT B
KPOBAHOE PYCJIO.

Cesi3aHHBIE C aMbOYMUHAME ILJIA3Mbl KPDOBU B BHJE KOMILIEKCA CBOOOJHBIE YKUPHBIE
KHCJIOTBI C TOKOM KPOBH IOINAJ/AI0T B OPraHbl W TKAHW, IJi€ KOMILIEKC PACIaIaeTcs,
a YKUPHBIE KHCJIOTHI TOJBEPraloTcst OO0 [3-OKUCIEHUIO, JTUO0 YaCTUIHO UCHOJIB3YIOTCSHA
JUIsl CHHTE3a TPUIJIMIEPUJIOB, TiiniiepodocdounuioB, chuHrohochoMnIiIoB u JIpyrux
COeJIMHEHUI, a TaKKe Ha 3TepuUKaIU0 X0/JIeCTepUHAa.
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12.2 Pacmaj »XupoB (TPUTIALEPUIOB)

OcHoBHast Macca JUNOUJIOB UMM TIPeJICTaB/IeHa TPUAIMITIAIEPUHAMHI, THIPOJIN3
KOTOPBIX IIPOUCXOUT rocTernenHo. CHavasa pacierigioTcs 3UpHbIe CBI3U B 1-M 1 3-M
MTOJIOXKEHUSIX, T.€. BHEIITHIE CJI0KHOIpUPHBIE CBaA3U. Peakiinsa ruapoin3a TPUIIUIEPHIOB
YCKOpsIeTCsI THJIPOJIa30il 3(UPOB TJIMIEpUHA — JIMIA30#. ['MJIpon3 TPUIJIAIEPHIOB
Ha3bIBAETCH AUNOAUIOM.

[lepBblit sTaI JIMIOIM3a MOXKHO IPEJICTABATD B BUJIE CXEMbI PEAKITHH:

o]
Il

CH,—0—C—R CH,—OH
o 2H,0
I Jlunaza 1]
(8]
I CH,—OH

CH,—0—C—R

TpHrAHUEepHA B-Monornuuepua BXK

B-MoHOTINIEPH/ T, 00PA30BABIIUIICS HA IIEPBOM dTAlle PACIA I TPUTJIUIEPHJIOB, J1aJee
TUJIPOJIN3YETCA HeCIeIU(pUIECKO 3¢Tepas3oil 10 IIUIEPpUHA U BBICIICH Y KUPHON KUCJIOTHI:

CH,0H
ﬁ H,0 CH,OH
C|H—0—C—R' Hecneunduyeckan 3crepa_g__i CHOH + R'—COOH
|
CH,0H CH,0H
F-MoHornHuepua I'nuuepun

B pesyibrare rugaposinza TPUNIAIEPUIOB 0Opa3yeTcs TVIMIEPUH U TPU MOJIEKYJIbI
BBICIIIUX YKUPHBIX KUCJIOT.

‘ Hauano |

‘ CopepxaHue |
< | > |
KeEs

CrpaHuya 260 un3 329|

‘ Haszag |

‘ Ha Becb skpaH |

‘ 3akpbiTh |




OG6MeH TJIUIlepruHA MOXKET OCYIIECTBJISATHCA HECKOJBKUMU IIyTIMU. SHAYUTEIbHAS
4acTh O00pa30BaBINEroCsd IPH THAPOJIU3E JIMIUIOB IJIMIEPUHA MCIOIL3YeTCs JIJIst
pecuHTe3a TPUTTIUIEPHUI0B. BTOpoil myTh 0OMeHa TVIMIepUHA — BK/IIOYEHNE TPOJIyKTa, €ro
OKHCJIEHUS B IJIMKOJIM3 WJIM TJIIOKOHEOreHe3. [JIMIepuH He3aBUCUMO OT TOT'O, MOCTYIIUJ
JIM OH Ha PECUHTE3 YKUPOB WK OyJIeT IpeTepleBarh JaJbHEeRIni paciual, MpexKiIe BCero
dochopunmpyercsa. donopom ocrarka (ochOpHOil KHUCIOTHI B 3TOH PEAKIUU CJIy?KUT
AT®. Ilporecc yckopsieTcst cooTBeTcTBYIOIIEH (hochoTpancdepasoii:

CH;O0H (|:H2 OH
CHOH -+ AT® —= (CHOH +  All®
2TuYepot- OH
[ |
CH,0H KUHAZO LH:O— P—0
INmmepun H
T'nanepodocdar

[nuniepodocdar B 0CHOBHOM HJIET HA CHHTE3 HOBBIX MOJIEKYJ TPULJIUIEPUJIOB, HO
JacTh €ro OKHUC/IsIeTcs: ¢ obpa3oBaHueM JuokKcuarerondocdara:

(|:H20H (|:H20H
CHOH + —» c=0 +
fT'lH + H zruyepor-3- QH HAJH:
kH:O—P: 0 _ @ocgam- kH:O— P=0
Jezudposenasa
OH bH
I'mauepodocdar uokcuarnerordocdar

Huokcnanerondocdar nzomepusyercs: B 3-pocdorIuinepruHOBbIii aibaeru (hepmenT
— TpuosodocdaTnzomepasa), KOTOPbIil 3aTeM BCTyIaeT B OOMEHHbBIE DEaKITHH.
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OH OH

|
CH:O—#’: O  mpuosogocam- CHa20 —1|"=O

| usoMepaza |

c=o0 9H ——u (|:HOH OH

CH,OH E=O
HuorcHaneTondocdar 3-dbocdormunep HHOBLIH

ATBJETHT,

3-bocdhoruIepuHOBbIl  ajbJernl  MOXKeT  jiajiee  MeTabOJM3UPOBATHCS 110
MyTH DJIUKOJM3a JO TmmupyBaTa. llupyBaT B a’poOHBIX YCJIOBUSIX IOJ JieficTBAEM
UPYBATIETWIPOTEHA3HOI0 KOMILIeKca mpeBpaiaercs B aneruwi-CoA, KoOTOpwlii B
[UKJIe TPUKApPOOHOBBIX KHUCJIOT U JbIXxaresbHOil menn okuciasgercs g0 COy m HoO ¢
OCBODOK IeHIEM SHEPIU.

[Ipu mpespamennu raunepuaa 70 3-bocdormunepunosoro anpiaeruga (3-PT'A)
sarpadnBaercs 1 mosekysna AT® u obpasyercs 1 HAJTH, (3 AT®), BbIxos — 2 MOJIEKYJIbI
AT®. Jlanee npu mupesparmienuun 3-OI'A B [IBK obpasyerca 2 AT® u 1 HAJH,
(3 AT®D), Boixog — 5 mosekyn AT®. Ilpu mpespamennu [IBK g0 CH3CO~SKoA
(okucimrenbhoe Jekapbokcunmposanne [IBK) obpasyerca 1 HAJ/IHy (3 AT®), a upu
npesparieann CH3CO~SKoA 10 COy m HyO B mukie Kpebea obpasyercs 12 mostexyir
AT®. CymmapHbIil 9HEpreTUIecKnit OaaIanc OKUCIeHnd riaunepuHa — 22 Moytekyabl ATO.

12.3 OkwuciieHue >KUPHBIX KUCJIOT

B 1904 r. ®. Knoon mokasaJji, 9TO B MUTOXOHJIPUSAX B XOJI€ OKHCJICHUS ITPOUCXOIUT
HOCTEIIEHHOE yMEHBIICHNe Ha JBa YIVICPOJHBIX aToOMa € KapOOKCHJIBHOIO KOHIIA
Beicieii kupHoit kucaoTsl (BZKK). @. Knoon nazsas mexannsm oxuciaenns BZKK g-
oKucAeHUEM.
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[TepBbiM 3TamomM pacmaja KUPHBIX KHUCJIOT $BJSETCs WX aKTUBUPOBAHUE. DTOT
nporecc Kataiausupyercs dpepmentom arnuia-KoA-cunrerasoii, KoTopas JIOKaJIM30BaHa B
MeMOpaHax HOMIA3MATHIECKON CETH U B HAPYKHOW MeMOpaHe MUTOXOHIPHil:

o MSJ’ o

1 Aunn-KoA-cunrerasa _ |
R—C—0OH + AT® + KoASH R—C-~SKoA + AM® + H,P,0,

BXK Aumn-KoA

[Tockosbky mporiecc aktuBupoBanusg BzKK wumer BHe MuToxOoHpwil, TO 1gajee
HeOOXO MM TPAHCIOPT allijia dYepe3 MeMOpaHy BHYTPb MHUTOXOHJpuil. Tpancropr
MIPOMCXOUT C YIaCTHEM HaXOIAIIErocs Ha BHENTHE CTOPOHe MeMOpaHbl KAapHUTHHA, Ha
KOTOPBIN Tepeaercs aimi ¢ ammi-KoA w3 nuroria3mMbl KJI€TKA. 3aTeM alllJIKapHUTHH
nuddynaupyer depe3 MeMOpaHy MUTOXOHJPHUH U IIepeJiaeT CBOM alu KOIH3UMY
A, maxomsmemycss B Marpukce Muroxonjapuu. Ilepenoc ammma mexiay KoA u
KAPHUTUHOM $IBJI€TCsI (PEPMEHTATUBHBIM IIPOIECCOM, KaTau3upyeMbiM armi-KoA-
KapHUTHH-TpaHchepas3oil (pucyHok 49).

LuromnnaimMa MemGpaHa MHTOXOHIPHH MaTtpukec
o (o]
[l ]
R—C~SKoA / HO—kapHumHH HO—xapHuTMH // R—C~SKoA
o (0]

\KOASH

KoASH

PHeyHOK 49 — CXeMa TPAHCHOPTA :KHPHBIX KHCJIOT Y€pe3
MHTOXO0HAPHATLHYI MeMOpaHy
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B marpukce mutoxonapun npoucxonut mporecc f-okuciaenus BZKK. [lepsoii cranueit
[B-OKuC/IeHus siBJIsieTcst okucaeHne anumi-KoA myTem orierienus ByX aTOMOB BOIOPOIA
OT (- U [-YTJIEPOJHBIX ATOMOB aIlijia KOhepMEHTOM COOTBETCTBYIOIIEH JErHIPOreHa3bI:

I oAl i
R—CH,—CH,—C—SKoA A““"'K";;‘Ef;l‘:mm“m R—CH=CH—C—SKoA
Aunn-KoA Enowi-KoA

Jlajtee MpOMCXOMUT MIPUCOETMHEHNE MOJIEKY/TBI BOABI TaKuM obpa3om, uro OH-rpymma
IIPUCOEINHAETCS K (-, & aTOM BOJOPO/IA - K (-YTJIEPOJTHOMY aTOMY:

o H,0, O
[l Exonn-KoA-runparasa [
R—CH=CH—C—SKoA —— R—?H—CHR—C—SKOA
OH

F-OxcHaumn-KoA

EHouwn-KoA

Ha cienyromeit cragum  wmger oxwucienune [-oxcunanumi-KoA, karajmmsupyemoe
JIETUIPOTEHA30i, B pe3ysibTare JAeficTBUsT KOTOPOi obpasyercst S-keToarma-KoA:

O HAL*, O
[ B-Oxcnaunn-KoA- 1
R—CH—CH,—C—SKoA = R—C—CH,—C—5KoA
| ZlernaporeHasa I
OH HAIIH + H* o

F-Oxcunaumn-KoA SKetoaunn-KoA
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Ha mocnenneit cragum [-OKHUCIEHHS TPOUCXOIUT HETMJIPOJUTUIECKUN pacma (-
keroanma-KoA u rmepenoc armiia, YyKOPOUIEHHOIO Ha IBa YIVIEPOIHBIX aTOMa, 10 CPABHEHUIO
¢ IIepBOHAYAIBHBIM, Ha MOJIEKYTy KoA:

0 0] 0

I I
Tnonasa KoASH_ o © cpon 4+ CH,—C—SKoA

Il
R—C—CH,—C—SKoA
Il

0]

fKeroaumnn-KoA Aunn-KoA Auetin-KoA

Amnn-KoA, obpasoBaBimiicss Ha IIOC/I€IHEM STalle, BHOBb IIOJABEpPraerca [I-
OKWCJIEHUIO, TIPOXOJI BCe ONUCaHHbIe BhIlle ctagnn. CrenoBaTenbHO, [-OKUCIEHNE — 9TO
UKJITIeCKuil mporecc. KoHEIHBIM TPOAYKTOM [-OKUCIEHUs BBICIIUX YKUPHBIX KHCJIOT
sijisieTcs arerui-KoA, manmpheiimuit 0OMeH KOTOPOTO 3aBUCUT OT COCTOsTHUSI OpraHu3Ma.
Oanako B Kakoit Obl IIyTh OOMEHa OH HU BCTYyIaJ, Pe3yJbTaToM OyjeT OCBOOOXKJIeHUe
KoA, sanacer koTtoporo B kjeTke orpanudenbl. (-okucienue B7KK sapisercs ogaum
13 OCHOBHBIX MCTOYHUKOB IMOJIydeHusi sueprun st cuaresa AT® B KUBOTHOW KJIETKe.
Hanpumep, npu okucsiennu nagabMuTuHOBO Kucsiorbl (Cig) moBropsiercss 7 MUKJIOB [-
okucyienus. [Ipu okucjaeHMyM KUPHONH KHUCTOTBI, COJIEPIKAIEl N YIVIEPOIHBIX ATOMOB,
npoucxoauT n/2—1 nuki [-okucseHusi (T.e. HA OJUH IUKJI MEHbINE, YeM N/2, T.K. [pH
okuciaennu 6yrupua-KoA cpasy npoucxogur obpasoBanue 2 Mojiekysn anetui-KoA), u
BCEro moJiyunTcsi n/2 mosiekyst arerus-KoA.

CreroBaTenibo, cyMMapHOe ypaBHeHHe [(-OKHUCJICHWs] aKTUBUPOBAHHOW KHCJIOTHI
MOKHO 3aIiCaTh TaK:

[Mansmuroun-KoA + 7TOA + THAIT + 7H,0 + THS-KoA =

= 8Anerun-KoA + 7TOAIH, + THAIH + 7TH.
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Basanc saeprumn. [Ipu kaxpom muksie [-okucjeHus o0pasyoTcs OfHa MOJIEKYJa
OA/IH,; n omaa momekymra HAJIH. Ilocaeanne B mporecce OKHUCIEHHS B JIbIXaTeIbHOI
IENN W COMpsizKeHHOoro ¢ HuM ¢ochopumuposanus gaor: PAJHy — 2 mosexkysnsr ATO u
HAJIH — 3 mostekysibt AT®, T.e. B cymme 3a ojmH 1k oopasyercs 5 mosekya AT®. [1pu
OKHCJICHUN TAJTbMUATHHOBOW KHUCJIOTHI 0Opasyercs b X 7 = 35 mosexkysn AT®. B mporecce
[-OKuCIeHrsT TTAIbMUTHHOBON KUCJIOTHI 0bpasyercs 8 MosieKyst anetui-KoA, KaxKias u3
KOTOPBIX, «CrOpast» B IIUKJIe TPUKAPOOHOBBIX KUCIOT, maeT 12 mosekyn AT, a 8 moJtexyir
anetu-KoA mamgyT 12 x 8 = 96 mosexyn ATO.

Takum oOpaszoMm, BCero mpu TOJHOM [(-OKHC/IEHUU TAJBMUTHHOBON KHCJIOTHI
obpazyercs 35 + 96 = 131 monekyma AT®. C yuerom omuoit Mmosekyabsr AT®,
IOTpavYeHHOW B caMOM Hadaje Ha oOpa3oBaHUEe aKTUBHON (DOPMBI MaJIbMUTHHOBOM
KUCIOTHL (naabMuToni-KoA ), obuiumii SHepreTndecKuil BHIXOJ] IPU TIOJTHOM OKHUCJICHUH
OJTHOM MOJIEKYJIbI ITAJIbMUATHHOBOM KUCJIOTHI B YCJIOBUAX »KUBOTHOIO OPTaHU3Ma COCTABUT
131 — 1 = 130 monekyn AT®. Nzmenenne cBoOOIHOM dHEPIUU MIPU MTOJTHOM cropaHuu 1
MOJISI TAJIBMATHHOBOIN KUCJIOTHI cocTaBiigeT 2338 KKaJi, a boraTas sHeprueit pocharHasd
cBa3b AT® xapakrepmsyercs Beamuanuoit 7,6 Kkas/mosb. Herpymxo momcunrars,
gro mpumepno 990 kkan (7,6 x 130), wiun 42 % or Beeil mOTEHIUAIBHON IHEPrUU
MaJIbMUTHHOBOM KUCJIOTHI IIPU €€ OKUCIEHUN B OPraHu3Me, UCIOJIb3YeTCs JIJIs PECUHTE3a
AT®, a ocraBmiasicss 9acThb, OYEBHUIHO, TEPIETCS B BUIE TEILIA.

CnenoBareibHo, 3(PHEKTUBHOCTD HAKOIUIEHUS SHEPIUM B PE3YJIbTATE OKUCICHUS
JKUPHBIX KHUCJIOT IIPU CTaHJAPTHBIX yCaoBusx cocrapiasger ~ 40 %, 49ro 6am3KOo
K COOTBETCTBYIONIEH BeJWYWHE JIJIsi T[VIMKOJIN3a, INKJIA TPUKAPOOHOBBIX KHCJIOT W
OKHUCJIATEIHHOrO (hochOpUINPOBAHUSI.

12.4 MeTabomM3M KETOHOBBIX TeJI

[Toji TEPMUHOM <«KETOHOBBbIE (AIIETOHOBBIE) TeJa» IOJPA3yMEBAIOT AIETOYKCYCHYIO
kucsory (ameroarerar) CH;COCH,COOH, f-okcnmacisnyio kucaory ([S-oxcubyrupar)
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CH3CHOHCH,COOH u aneron CH3COCHj3.

OJiHUM U3 MPOIECCOB, B KOTOPOM ITPOMCXOJIUT pereHepupoBanme cBob6ogHoro KoA
n3 ero aluJIbHbBIX ITPOU3BOIHBIX, ABJIACTCA O6paSOBa.HI/Ie aHeTochyCHOﬁ KHNCJIOTHI. B
9TOM IPOIIECCEe TPUHUMAIOT ydacTue Tpu MoJeKybl anetui-KoA. Cradasa mponcxoauT
KOHJIEHCAINs JBYX MOJIeKy/1 anetmyi-KoA ¢ obpazopannem [-keroOyTupmi-KoA:

o o o}

KoHneHcHpyouni (epmeHT [ |
KoASH + CH,~C—CH,—C—SKoA

f-Ketobyrupun-KoA

[l
2CH;—C—SKoA
Auerun-KoA

Ha Bropoii cragun mpoucxoaut BbicBOOOXK1eHne KoA u3 [-kerodbyrupuia-KoA. s
9TOrO IPOIecca Hy:KHa eIlle OJIHa MOJIEeKYy/1a arneTni-KoA:

OKCHMETUNTAYTAPHA-

0 0
Il KoA-cuuTtasa

I []
CH,—C—CH,—C—SKoA + CH,—~C—SKoA + H,0

FKerobytupun-KoA Auetun-KoA

CH o)

}
| |

HOOC—CH,—C—CH,—C—SKoA + KoASH
|

OH
B-Oxcu-fF-metmarnyrapii-KoA

Ob6pazoBaBmniics [-okcn-B-merunriryrapui-KoA JaJiee [IO/IBEPTaeTCs
HEIUJIPOJUTUIECCKOMY PACIIEIICHUIO, B pe3y/bTare 00pa3yeTcs aleTOYKCyCHas KUCIOTA:
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CH, o]
| 1] eTWI -
HOOC—CH,—C—CH,—C—SKoA —OXKCHMCTHIIyTapin
| KoA-nnasa
OH
F-OxcH-F-MeTHnrmyrapin-KoA
i i
CH,—C—CH,—COOH + CH,—C—SKoA
AlIETOYKCYCHAA Auernn-KoA
KHCJIOTa

B pesymbprare kongencarum Tpex Mosiekysa anetua-KoA obpasyercs MoJiekysia
aIleTOYKCYCHOM KHCJIOTHI U BBICBODOXKIAIOTCST JBe MOJIEKYJIbI KOA.
ArneroykcycHast KHCIOTa TIPU BOCCTAHOBJIEHNN JTaeT [(-OKCUMACISTHYIO KACIOTY:

ﬁ HAIOH + H*
AlleToaleTaTpeayKTa3a
CH,—C—CH,—COOH = CH,—CH—CH,—COOH
HAO* |
OH
AlIETOYKCYCHAasA KMCIOTa S-OxcumacnaHas KMcnoTa

AneroykcycHast u [-OKCUMAC/ISTHAST KUCJIOTHI CHHTE3UPYIOTCS B MIEI€HN U TOCTYIAIOT
C KPOBbBIO K MBIIEYHON U JIPYTHM TKaHIM, KOTOPbIE YTUJIM3UPYIOT X B Iukie Kpebdca.
Hapyrienuss B obmene »KHPOB COMPOBOXKJIAIOTCH HAKOIICHHEM AIlETOYKCYCHONH u [3-
OKCUMACJITHOM KUCIOT B KPOBU. ATIETOYKCYCHasi KUCJIOTA MOYKET IIPEBPAIATHCA B alleTOH
IO CXeMe:

(o] 0

1l [l
CH,—C—CH,—COOH Aueroauera'léleokapﬁoxcmaaa CH,~C—CH,
AlleTOYKCYCHAsi KHCJIOTA 2 ALETOH
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AHeToyKCYCHaH, B-OKCI/IM&CJ'IHHEH{ KHCJIOTHI n alleTOH IIOJIy 911N
Ha3BaHHUE KEMOHOBBLL MeA. YCUIEeHHOe oOpa3oBaHWE WX HA3bIBACTCS KeNno30M.
COCTOHHI/IG OpI‘aHI/ISI\/Ia, HpI/I KOTOpOM HpOI/ICXOI[‘I/IT I/136BITOLIHO€ HaKOIIJIEHNE KETOHOBBIX
TeJI B KPOBHU, HA3BIBAIOT KEMOHEMUEU, a BbIJEJIEHHe X C MOYOH — KemoHYPUEU.
Cpem/l MHOTHUX IMPpUYMH IIaTOJIOI'MYEeCKOI'0 HaKOIJIEHUdA KETOHOBBLIX TeJI OCO6€HHO
BaKHbIMHX CYHUTAIKOT ,He(bI/IHI/IT [IOCTYyIIaromux C HHHLGfI YIJIEBO/I0B (OTHOCI/ITeJIbHO
OKUC/ISIIONIUXCS JIMIAJIOB) U HapyIleHne OOMEeHa YIJIEBOJOB ¥ YKUPHBIX KHUCJIOT IPH
HEJIOCTAaTKEe MHCYJ/INHA.

f-oKcuMacysHasi W AleTOyKCyCHasl — KHUCJIOTBI  SIBASIIOTCS — HOPMAJIbHBIMUI
[IPOMEXKYTOYHBIMU  ITPOJIyKTaMU OOMEHa JIMIHJIOB W IOJIBEPraloTCA JIAJIbHEHIIEeMY
OKHUCJIEHUIO B MHUOKapJie M CKEJIETHBIX MbIIIax. [Ipn mpogo/KuTebHON MBIIEeTHOM
JIeATEJIbHOCTH OHHU, KaK W YKUPHbIE KHCJIOTHI, MPUHOCUMbIE KPOBBIO K PabOTAIONIAM
MBIIIIIIAM, HUIPAOT BaKHYIO0 pOJIb B KadecTBe HCTOYHUKOB 3Hepruu. OIHAKO IIpH
[ATOJIOTHYECKIX ~ HAPYIIEHNSX OOMEHa BelecTB (HApUMep, TOJIOJAHUU, KOTJa
YIJICBOJIHBIE 3allachl OpPraHu3Ma M3PacXOJIOBaHbl, WM IPU CAXapHOM JuadeTe, KOrja
HCIIOJIb30BaHUE YIJIEBOJIOB 3aTPYJHEHO U IPOUCXOJIUT YCUJIEHHAas MOOUIU3AIIAA
U OKHUCJIEHHE YKUPOB) HAOJIOMAETC dpe3MepHasl TPOJYKIUS KETOHOBBIX TeJl C
obpaszoBanmeM areToHa. Hacrymatomee mpu  9TOM  pe3Koe IOBBIIMIEHHE YPOBHSA
KETOHOBBIX T€Jl B KpPOBH (MATOJIOIMYECKAsT KETOHEMHUSs) COMPOBOXKIACTCS allUi030M
(cBUTOM aKTHBHOW DEAKInu KPOBU B KHUCIYIO CPEJy) U HApYIIeHHeM HOPMAJbHOIO
(GYHKITMOHUPOBAHKS OPraHU3Ma.

12.5 BwuocuHTe3 BBICIINX >KNUPHBIX KUCJIOT

CuHTE3 KUPHBIX KHCJIOT IPOTEKAEeT B IHUTOILIA3ME KJIETKH. B MHTOXOHJIpUSX B
OCHOBHOM IIPOUCXOJUT VIJIMHEHNE CYIIECTBYIOMUX Ieneil Kupubix kucjaoT. Cunres
JKUPHBIX KUCJIOT KATAJIM3UPYETCs CJ0KHON (PepMEHTHON CUCTEMOIA.

I/ICXO,ZLHI)IM Cy6CTpaTOM CHUHTE3a BbBICIINX 2KHUPHBIX KHUCJIOT {ABJIACTCA <«aKTHUBHAA»
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yKcycHas Kucjora — anerua-KoA, obpasyromasics mpu MeTaboIu3Me KUPOB, YIJIEBOJIOB
1 OEJIKOB.

[Iporecc OmocuHTE3a KUPHBIX KHUCJIOT HAYMHAETCA € KapOOKCUJIMPOBAHUS AalleTHJI-
KoA ¢ obpaszoBanmeM <«aKTUBHPOBAHHON» (OPMBI MAaJOHOBOH KHCIOTHI — MAJIOHIMII-
KoA. Dra peaknus mporekaer npu ydactuum depmenTa arerni-KoA-kapOokcuiassl,
cojepzKalero 6uoTuH U criocobroro akrusupoBarb CO, 3a cuer sueprun ATO:

0 0
Il Anerii-KoA- [l
CH,—C—SKoA + CO, + AT® ———=HOOC—CH,—C—SKoA + AII® + H,PO,
KapbokcHiaza
Auetui-KoA Manouun- KoA

Barem masonmi-KoA tepser momekyny COs M BMECTO Hee IPUCOETUHSIET HOBBIM
JIBYXYTJIEDOJIHBIN OCTATOK aKTUBHPOBAHHON yKCYCHOI KuCJIOTHI (amneTmi-KoA):

0 0 KoHaeHCHDYIOWHH 0 0]
J 1 dbepmeHT il [l
HOOC—CH,—C—SKoA + CH,—C—5KoA o CH,—~C—CH,—C—SKoA
2!
Manonun-KoA Anernn-KoA HSKoA B Kerobyrupun-KoA

O6pasoBapmuiicss  [S-keroOytupui-KoA  cHaganma  BoccTaHaBiImBaeTcs 710 [3-
okcubyTupua-KoA, KoTopblli jajiee ¢ ydacTueM Jerujparasbl I[IPeBPaIlaeTcs B
kporormi-KoA, comepxkammuit maBoitaHy0 c¢Bs3b. Kporonma-KoA BoccranaBimBaercs
110 OyTupuia-KoA.

Buocuares BZKK mocur mukiandecknit xapakrtep. CHHTE3MpPOBaHHDLIN OyTHPUI-
KoA Bcrymaer B HOBBI IUKJI IPEBPAIEHUN, PeICTaBIeHHbIX Bbime. s cuHTe3a,
HAIIPUMED, HAJbMUTHHOBON KHCJIOTHI HYXKHO CeMb TaKUX IUKJIOB; B KaKJIOM ITHKJIE
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o O HAO® + H*
F-Keroaumnn-KoA-

I I F-OKCHaLWI-
—C—CH,—C—SKoA ——— s CH,—CH—CH,—C—SKoA

KoA-

CH,
pemyKTala [ mernaparasa
HAJIID* OH
- Ketobyrnpun-KoA S Oxcuaumn-KoA
? HAIL®H + H* 'ﬂ
CH,—CH=CH—C—SKoA E“°E”Aﬂp"m¢f'm CH,—CH,—CH,—C—SKoA
KpotoHun-KoA byTHpun-KoA

MIPOWMCXOIUT VJUHEHWe allijia Ha JIBa YIVIEPOJHBIX aroMa. V3 NaJbMUTHHOBOH wu
CTEaPUHOBOI KHUCJOT B OpraHu3Me MOI'YT ObITh CHHTE3MPOBAHBI 1 MOHOHEHACHIIIEHHbBIE
JKUPHBIE KHCJIOTBI, HAIIPUMED OJIeMHOBasd. Takume IMOJUHEHACHIIEHHBIE KUCJIOThI, KaK
JINHOJIEBAsl, JIMHOJIEHOBAs U apaxuIOHOBas, B OpraHM3Me dYejIOBeKa He CHHTE3UPYIOTCH.
VX MCTOYHMKOM MOKET OBITH TOJBKO IIHINA, TO €CTh OHM SABJISIIOTCA HE3aMEHUMBIMUI
dakTOpaMn MUTAHUA.

12.6 BwuocuHTe3 TpuUrIuiiepu0B

CI/IHTGS TPULJINTEPUJIOB IIPOUCXOJIUT U3 IVIMIEPpUHa W 2KHUPHBIX KHUCJIOT (FJIaBHbIM
06pa30M cTeapuHOBOIl, TAJIBMUTHHOBOM 1 0JIenHOBOIA ). [1yTh GHOCHHTE3a TPUTIIHIIEPUIOB
B TKaHsIX IPOTEKaeT Yepe3 obpazosanue a-rimrepodocdara (rauiepon-3-docdara) Kak
IIPOMEXKYTOYHOTO COeIMHEHNS.

B nmoukax, a Takke B CT€HKe KUIIEYHUKA, IJIe aKTUBHOCTH (DEPMEHTA TVIHIEPOTKIHA3HI
BbICOKa, rauieput dochopuiupyercs 3a cuer AT® ¢ obpasoBaHueM IIHIEPOJI-3-

docdara:
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'|1-‘1'|20H l|:.‘1—|20H
CHOH + AT® CHOH + AT
| MmuueponkuHasa
CH,OH CH-0PO3H,
muuepuH [ mauepon-3-
docdar

B :xupoBoit TKaHU U MBIIIIAX BCIEJICTBIE OU€Hb HU3KON aKTUBHOCTH TVIUIIEPOJIKUHASBI
obpaszoBaHme TIJuIeposi-3-gpocdara B OCHOBHOM CBSA3aHO C IIPOIECCAMHU TJIMKOJIU3a
U TJIMKOTE€HO/M3a. VI3BECTHO, YTO B TMPOIECCE TIIMKOJUTUIECKOrO PAaCHaja TJIFOKO3BI
obpazyercsa juokcuarerondocdar. Ilocieanuit B mpucyTCTBUM ITUTOIIA3MATUICCKON
runepos-3-gocdar-1erniporeHasbl ClIOCOOEH MTPEeBpaIaThCd B TINAINEPOJI-3-docdart:

CH;OH [Mmuuepondgocdar- CHOH
| . aervaporeHasa |
Co + HAOH+H l|::1—|0H * HADY
CH,OPO_H, CHOPOH,
OuokcrayeTon- Mmuuepon-3-
docdpar r:ch‘:»cg}aT

ObpazoBaBmniicss TeM WJIA WHBIM IIyTeM TJIHANEpos-3-docdar Moc/Ie10BaTeIbHO
alMIMpyeTcsa  JByMsa  Mojekyjaamu  KoA-IpowsBOJHONO — KMPHOH — KHCJIOTBI
(T.€. «aKTUBHBIMU» (OpMaMU KUPHOH KucaoThl — anua-KoA). B pesynbrare obpasyercst
dbocharnanas kucmora (bocdarumar):
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CH.—OH o CH,—0—-C—R
2
(|:H OH R i[:| SKoA ﬁ
- —L—5Ko Canue aT-
?I + ) aumpzwccbempm (H=O=C=R" + 2HSKoA
b I |
CHO-P-OH  p_c_sKoa 1
OH CH,—O—P—OH

OH

a-Tnuuepodochar Aunnsl KoA DocdaTmaHas KKHCIoTa

Hamnee dbocdaruanas KucjaoTa moaBepraercs jeiictBuio docharngar-dpocdarasbl ¢
obpa3oBaHUeM (v, [3-TAAIAITIUIIEPITHA:

(o]

1
CH,—0—C—R ﬁ'

o] H,0 CH,—0—-C—R
C H—O—g— R’ MocdaTunar-docdarasa o

H,PO, [l

ﬂ (i:H—O—C—R
CH,—O0—P—OH CH,—OH

|

OH

MochaTHaHaA KHCIOTa a, FAvauuarivucpuH

Ha nocneaneit craguu cunresa mpoucxoaut anuinpoBanue cBobomuoit OH-rpyribt
Q, [-TUANAITIUIEPUHA, KATAJIM3UPyeMOe THAIIAITIHIePUH-AIII-TPanc(epasoii:

| Hauano |

’ CopepxaHue |
< | > |
KeEs

CtpaHuya 273 u3 329|

| Haszag |

| Ha Becb skpaH |

’ 3akpbiTh |




O

[l
0 CH,—~0—C—R

Il

CH,—0-C—-R O JuaumMnrnHuepsuu- 0
o [ awwrTpaHcdepasa [

+ R*"—C—SKoA === CH—0O—C—R’ + HSKoA

1

CH—O—-C—FR’

il
CH,—OH CH—-O—-C—-R”
a, f-Ouaumnn- Aumni-KoA
CIHLUEPHH

DepMeHThI, YCKOPAIOIINEe CHHTE3 TPUIVIMIECPUIOB, HAJeHbl B KJIETKaX IE€YeHH,
CJIUBUCTON ODOJIOUKM KHUINMEYHUKA, KUPOBOW TKaHU W Jp. VI3 TKaHell ¢ MHTEHCUBHBIM
CHHTE30M TPULJIAIEPUIO0B OHU MUTIPUPYIOT B TKaHU, IJle HET aKTUBHOI'O CUHTE3A.

12.7 Merabom3Mm dpocdoauImmgoB

B ormuume ot TpurmmnepuioB  GhocdoUNuabl  He SABISIOTCA  CYIIECTBEHHBIM
SHepreTuYecKuM MarepuayoM. Docdo/ UMbl UIrpaloT BayKHYIO POJIb B CTPYKType U
(PYHKIMN KJIETOTHBIX MEMOpaH, aKTUBAITMH MeMOpPaHHbBIX U JTU30COMAIbHBIX (DEPMEHTOB,
B IPOBEJIEHUUM HEPBHBIX HMIIYJIbCOB, CBEPTBHIBAHUU KPOBU, HMMMYHOJOTMIECKUX
peaKIusx, IMpoIeccax pereHepanuu TKaHel, B [E€PEHOCe SJEKTPOHOB B  IIENn
«JIBIXaTe/IbHBIX> (hepmerToB. Ocobast postb docdouiuaaM OTBOIUTCA B (DOPMUPOBAHIN
JIUTIOTIPOTENTHBIX KOMILJIEKCOB.

12.7.1 Pacmnang dochoaunugon

QocdaTujibl  pacHaJlaloTcs OCAEI0BATEIHHO HAa COCTABJIAIONINE WX CTPYKTYPHbIE
€JIMHUIHI — BBICIIHE KUPHbIE KUCIOTHI, (HOCHOPHYIO KHUCTIOTY, a30THCTbIE OCHOBAHUSA
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U DJIANEPUH TUAPOJATHYECKUM IIyTeM. lIpomecchl TIHApOoJn3a  CAOXKHOIMDUPHBIX
cBa3eil B MoJjiekyJsie (HhocOMIUIOB YCKOPAIOTCA Pa3JUYHBIMU 10  CHEIU(PUIHOCTH
dbocdommnazamu, KOTOpble OTHOCATCS K IOJKJIACCY 3cTepa3 (KIace THIPOJIas).
B saBucumocTu OT TOro, THMIPOIM3 KAKOH CJIOKHO(MDUPHON CBA3H KATAJIASUPYET
dbocdommnasa, ee nazpiBaor Ay, Ay, C, D (pucynok 50).

(bocxhomaaak.l (0]

o CH, — 0 —C — R,
I | ®ocormnaza D
Rp — C — 0—(|3H OHl
T CH2—0—|P—O—X
®docthormnasa Ag T ||
O
docporvnaza C

PHCyHOK 50 - 'HOpOITHTHYECKOE pacIenieHHEe docdoInmazaMi
omnpede/leHHLIX cBf3eH (pocdoIHNHIOR
X — azoTHCTOR OCHOBAHHE. CTPEIKH VEAIERIEAKT THOPOIHIYVEMVED
cooTBeTCTBYIOmeH docdonnnalon cEA3b

[IpoaykTe! ruapon3a GocdOJAIIIOB TOABEPTAIOTCs JAIbHEHIITNM MeTab0 TN IeCKIM
[IPEBPAIIEHUAM. [JIMIEPUH MW JKUPHBIE KHCJIOTHI MOILYT IIOJBEPraThbCs OKHUCIEHUIO;
docchopHass  KucaIoTa ~ MOXKeT ObITh  HCIIOJb30BaHa  JIjIsl  CHHTe3a  JPYIHX
dochopcoepxkamux  coemmHenuit. Hapsgiay ¢ 9TUM  OPOJYyKTHI  paclierieHust
dochOMUIIIOB HCIOAB3YIOTCI W JIJId HOBOI'O CHHTE3a Kak Tex Ke (HocOoMIIIOB,
U3 KOTOPBIX OHU 00pas3oBaJiiCh, TaK u (HochOIUINIOB APYTUX TPYIIT, UMEIOINUX HHOE
A30TUCTOE OCHOBAHUE, €M UCXOJHOE.
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12.7.2 Buocunres docdoaunnaos

Buocunares docdosmnuaoB UHTEHCUBHO IMPOUCXOAUT B II€Y€HHM, CTEHKE KHINEIHHUKA,
CeMEHHUKaX, SUYHUKAX, MOJIOYHON Keje3e U JAPYyrux TKaHgax. Hambojee BakKHbIE
dochomumabl CUHTE3UPYIOTCs TJIABHBIM 00pa30M B SHJIOILIA3MATUIECKONW CETU KJIETKU.

OcHoBHOIt  myTh cuHTe3a (HOCGOIUIUIOB HAYMHAETCS CO  B3aNMOJIEHCTBUS
dbocharnnoit kuciorsr ¢ nuruguHTpHdOCchOopHOit Kucaoroit (IITD). Bzanmoseiicreue
docharuanoit kuciorsl ¢ IITD npusogur K obpazosanuto [IJIP-auanuirauiepuna,
KOTOPBIfl Kak KO(EepMEeHT CIOCOOEH ydacTBOBATbH B IEPEHOCE JUAIAJITIUIEPUHA Ha
a30TUCTOEe OCHOBAHWE, HAIpUMED cepuH. B pesyibrare 9TOro mpeBpalieHuss o0pa3yercs
docharuaunceput, KOTOPhI MOXKHO pacCMaTPUBATDL B KAYECTBE UCXOHOIO COETUHEHUS
JIg obpazoBaHus JIpyroro docdaruia — pochaTuIMIITAHOIAMIHA:

o]

1

CH,—0—C—R ﬂ
LT®: docarunar- CH,—0—C—R

UMTHAKITPaHChepasa fo)

HP,O, CH—O—-‘!:[—R’

1l
CH—O—C—FR’ + UT®

1
CH,—O—P—OH H,—O0—LA®

OH
DocdarHaHan KHCIoTA

o]

LLOP-nHauMnrinuepHH

I
CH,—0—C—R LA -aHaLMATTHUEPHH: CEPHH-

AHALUWITITH e

il + HO—CH,—CH—COOH
CH—O0—C—R’ NH
H,—O—L1®

L AD-anaumn- CepHH
TIHLEPHH

H,—O—P—O—CH,—(I:H—COOH

OH NH.
DocdaTHANICEPHH

2
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exapOokcuinpoBanue docharuauncepuna MPUBOJIAT K 00pPa30BAHUIO
dochaTuuIdTaHO TAMITHA:

o o
I |
CH,—0—C—R CH,-0—C—R
ﬂ' @ochaTHAWNCEDHH - ﬂ
CH—O—C—R’ nexapGoKcHiasa CH—O—C—R’
CoO,
o} 0
1
CH,—O—r—o—CH,—(I:H—COOH CH,—O—P—0—CH,—CH,—NH,
|
OH NH, OH
DochaTHaNICEPHH DPochaTHAHNITAHONAMHH

YToMIleHrEe, BBI3BIBAEMOE JIJINTEIHHON MBIIMIEIHON JIeATeTbHOCTBIO, TPUBOIUT
K YrHeTeHuio obpasoBanus ¢docdarngioB B 1medeHun. MobOuaumzyemble U3 JIENO U
JIOCTaBJIIeMble KPOBBIO JKHUPBI, He YCIeBasg paCIIeIIAThCAd U MPeoOPA30OBLIBATHCS
B docdharuapl, HAKAIUIMBAIOTCA B Kierkax nedenu. [losTomy mpu KupoBoii
nHGUILTPAIMT KJIECTOK IEUYeHN PE3KO OCaab/IsdgeTcs ee (PyHKINOHAIbHAS JeATETbHOCTbD.
[Ipenymnpexaerne KUPOBOW WHQMUIBTPAIINNA JOCTUTACTCST IIyTeM OOOTAIEHUs TN
XOJIMHOM, HEHACBHIIIIEHHBIMU KUPHBIMIA KUCJIOTaAMU, BUTAMUHOM Bi; — Tak Ha3bIBAEMBIMI
AUNOMPONHBMU BEULECTNEAMU, CTIOCOOCTBYIONIMMHI CUHTE3Y (HOChOININIOB.
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13. OBMEH HVYKJIEMHOBBIX KNCJIOT

HykiemHOBBIE KHUCJIOTHI COCTABJIAIOT CYIIECTBEHHYIO HEOEJIKOBYIO HYaCTh CJIOXKHOTO
KJjlacCa OpraHMYeCKUX BeIeCTB, MOJIYUYUBIINX Ha3BaHUE HYKJICOIPOTEUMHOB; IOCJEIHUE
SIBJIAIOTCS  OCHOBOW  HACJ/IEJCTBEHHOIO — allllapata KJeTku xpomocoMm. Ilommmo
YHUKAQJIbHOI pOJIN HYKJEUMHOBBIX KHUCJIOT B XPAHEHUU W DPeau3alliid HaCJeICTBEHHOM
MHMOPMAIUU, TTPOMEXKYTOUYHbIE TPOJYKThI MX OOMEHa, B YaCTHOCTU MOHO-, JIU- WU
TpudochATHYKIIEO3U/IBl, BBITOJHAIOT BayKHbIE PETYISATOPHBIE (DYHKINH, KOHTPOJUPYS
OMOYHEPTeTUKY KJIETKM U CKOPOCTb MeTabo/IMYecKuX ImporeccoB. B To ke Bpems
HYKJICMHOBBIE KUCJOTBI HE SBJISIOTCS HE3aMEHUMBIMU MUIMEBbIMUA (haKTOpaMu ¥ He
UT'PAIOT CYIIECTBEHHOI POJIM B KayecTBE dHEPIeTUUECKOr0 MaTepuaJia.

13.1 Pacnajg HyKJI€eMHOBBIX KUCJIOT

Pacraj; HyKJI€MHOBBIX KHUCJIOT B OpraHW3Me WJET JIOCTATOYHO SHEPruYHO. Tak,
nepuoji nomyxusan Mosiekysn JIHK B Tkamgax wmbimm cocraBisger or 1 10 5 CyTOK;
nepuoji nostyzku3uu 6osbmmacTBa MPHK cocraBisier y sykapunor HECKOJIBKO CYTOK, a
y TPOKAPUOT — BCEIO HECKOJIBKO CEKYH/I.

Hyksennossie kucsorsl (PHK u JTIHK) pacnajatorest B opranusme mpu mocpejicTse
0co0ObIX (hbepMeHTOB — Hykaead. OHU YCKOPSAIOT PEAKIINIO pa3pbiBa MEXKHYKJIEOTUTHBIX
dochonapupHbIX  CBsI3elt B MOJIEKYyJIaX HYKJIEMHOBBIX KHCJIOT ¥ IIPUHAJJIEXKAT,
CJIEJIOBATEILHO, K O0JIee MUPOKOil KaTeropuu (pepMeHToB — docdoandcrepas.

Hyxkieaspl, neficTByioue Ha BHYTPEHHUE MEXKHYKJIEOTU/IHBIE CBS3M B MOJIEKYJIAX
JHK wu PHK, wnasoiBaiorcsa sndonykaeadamu. Ilpm ux ydactum ocymiecTBiisieTcs
JIETIOJIUMEPU3AIASA HYKJIEMHOBBIX KUCJIOT B OCHOBHOM JI0 OJTUTOHYKJIeOTH0B. Hykieasbr,
YCKOPSIOIINE PEaKINH ITOCIeI0BaTe/IbHOro oTmeriernsd nykiaeoru o8 or PHK, JIHK nin
X (PparMeHToB, HAUMHAs C KOHITA OJUHYKJIEOTHTHON NN, HA3BIBAIOT 2K30HYKACA3AMU.
Onu obecrieanBarOT paciaj HyKJIEHHOBBIX KUCIOT JI0 CBOOOTHBIX HYKJIEOTUIOB.

B zaBucmmocTm OT crnenmudUIHOCTH JIEHCTBHUS CpeJW HyKJiea3 pas3indaror
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pubonyraeadv, U dezokcupubonyr.aeasv. llepBble YCKOPSIOT peakiuu pachaja Kak
BHYTPEHHUX, TAK ¥ BHEIIHUX (KOHIEBBIX) MEXKHYKJICOTH/IHBIX CBsizeil B Mosiekynax PHK.
Broprie BhImoHAIOT Takyio ke yHkuo 1mo orHomennio K JIHK.

B  pesymbrare geiicrBus mykinead3 PHK w  JIHK  pacnagatorca  Ha
pubonyKIe03u(pochaThl 1 J1e30KCHPUOOHYKIe03uA(pochaTsl. JTa CMeCh HYKJIEO3WIOB
[oJIBepraeTcs JlajbHeleMy Truapoausy o 0Oojee mpocThbix coeaunenuit. [Ipwm
yaactur  (HepMEHTOB HYKJIEOTHJIA3 OT HYKJ/JIEOTHUJIOB OTIielisieTcs  (ocdopHas
KucjaoTa u obpasyiorcs Hykiaeoduabl. [locsemyromee paciiersieHne HYKJIEO3WI0B
U JIe30KCUHYKJICO3UJIOB IO IYPUHOBBIX ¥ NUPUMIJMHOBBIX OCHOBAHUN U YIVIEBOJA
(pubo30-1-dbocdara, pubO3bI WK  JIE30KCHPUOO3bI)  OCYIIECTBIAETCS  (hepMeHTaMu
HYKJICO3UIa3aMi U HyKJeo3uapocdarazamu.

13.1.1 Pacnaa mypuHOBBIX OCHOBaHUIA

Ilepsaa dasza pacnaja MypUHOBBIX OCHOBAHUII 3aK/II0YAETCS B JAC3aMHUHUPOBAHUU TEX
U3 HHUX, KOTOpbIe O0/IaJal0T aMHUHOIPYIIAMHU. DTOT IIPOLECC OCYMIECTBJIACTCHA IPH
nocpeacTse crnenudUIecKux aMUHOIUAPOJIa3. B pesyiabrare aJeHHH IIpeBpallaeTcs B
IUIOKCAHTUH, KOTOPBIH 3aTe€M OKUCJSETCs B KCAHTHH (OCYIIECTB/ISET 3Ty PEAKIUIO
bepMeHT KCaHTHHOKCH/Ia3a):
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KcanTun jajiee OKHUCIAETCS B MOYEBYIO KUCJIOTY (OCYIIECTBISIET 3Ty DPEAKIUIO
bepMeHT KcaHTHHOKCHIA3A):

o]
HN N 1;;02 +Hz0 HN
[ > >:
/L\ - HzOz
o N H KCAHTNLUH-
oxcudasa
Kcautan Moqegan KHCIOTA

y geJIOBEKa KOHEYHBIM HpO,ZLyKTOM pacnaﬂa HypI/IHOBbIX OCHOBaHI/Iﬁ ABJIAETCA MOYEBaAA
KI/ICJIOT&, KOTOpaH 1 BBIBOJUTCA U3 OpI‘aHI/ISMa qepeS IIOYKH C MO“IOIU/I B BJ1€ MOYCKUCJIbIX
COJIeH.

13.1.2 Pacnaag nupuMuAMHOBBIX OCHOBAHUIMN

Pacma i mupuMuInHOBBIX OCHOBaHWIA TIPOUCXOIUT B OCHOBHOM B IIE€UEHHU.

OjmH m3 OCHOBHBIX IIyTeil B OpraHum3Me JKUBOTHBIX U YeJIOBEKa BKJIIOYAET
BOCCTAHOBJICHHE ypallija ¥ THMHHA C 0Opa30BaHUEM THJIPUPOBAHHBIX T'€TEPOIHUKJIOB.
Merabo/im3M NUTO3MHA MPOUCXOJUT TEM K€ IIyTeM TII0Cjie JIe3aMUHUPOBAHUS U
o0pa3oBaHms ypaIuia:
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Kap6aMI/IHOBaH KHCJIOTa 1 ﬁ—aHaHI/IH ABJIAIOTCA KOHEYHBIMU IIPOAYKTaMK DpacClia/la

JABYX THAPUMHUIUHOBBIX OCHOBaHMI

ypanuia u IHUTO3UHA.
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B cioydae tumunna,



paciaIaoerocs 1o Toi ke cxeMe, BMEeCTO [J-aJlaHnHa 00pa3yercs [f-aMIHOM30MAaCTHAS
kucyora. Obpas3yronuiicss aMMUIaK 00€3BPEKUBAETCSI U BBIBOJIUTCS ¢ MOYOIA.

13.2 BwuocuHTe3 HyKJIEMHOBBIX KHUCJIOT

st obecrnievennsi GuocuHTe3a HykJaenHoBbix Kucsior (JIHK u PHK) opraxmsm
JIOJIZKEH PACIIOJIaraTh IOJIHBIM HADOPOM JI€30KCUPHOO- U PUOOHYKJICO3UATPHUMpOochaTOB.
[Tosromy B J11060#1 KjeTKe JIOOOTO OpraHu3Ma IOCTOSTHHO OCYIECTBIISETCS IPOIECE
HOBOOOpa30BaHUs BCEX BUJIOB HyKjaeo3uATpudocdarTon, nHykjaeosuaudocdaroB u
HYKJIEO3UIMOHOMDOCHATOB.

N3 Tpex OCHOBHBIX dYacTell HYKJIEOTHIA — a30THCTOrO0 OCHOBaHUsI, MEHTO3bI U
docdopHOit KHCTOTHI — MOC/IEIHASA B HOPME BCEr/ia MPUCYTCTBYET B KJIETKAX, a MEHTO3bI
obpasyroTcst B IpoIecce paciajia yrieBooB. Takum ob6pa3oM, TOJBKO IIyPHHOBOE WU
MUPUMUTTHOBOE OCHOBAHUE JIOJIKHO CO3/IaBATHCs CHEIUMUICCKAM Iy TEM.

Ucxonmapivu  BemmecTBaMy I CUHTe3a IIyPUHOBBIX ocHOBaHmit sBiagioTca COq,
TJTUIAH, MypaBbUHAST KICJIOTa, aCTaparnHOBasi KUCJI0Ta U TJIYTAMUH.

Wcexomupivu — BermecTBaMu  JIIsi  CHHTE3a [MUPUMUMHOBBIX OCHOBAHWI SIBJISETCS
kapbammiiocdar (obpasyercss uz ammuaka, COy u AT®), acnaparuHoBasi KUCJIOTA W
pubozodocdar.

13.2.1 Bwuocunres /ITHK

CrocobHOCTh K Tlepejiade HaCAeICTBEHHBIX CBONCTB IIyTeM IIepeHOCa TIeHEeTHIeCKOi
nH(POPMAIHN  SBJISETCS yHUKAJIbHBIM CBOWCTBOM KHUBBIX CHCTeM. B opranmsmax
CYIIECTBYIOT TPU BapUaHTa MEPEIAadn TeHeTUIeCKOH NH(MOPMAIIIHN.

1. Peniukaiiusi — nepeHoc reHeTHIecKoil mHMOpMAIuN B MIPeie/iaX OJIHOTO KJ1acca
aykenHoBeix Kucsor (or JHK k JITHK win y swekoropeix Bupycos or PHK x PHK).

2. TpaHckpunmusi — IEPEHOC UHQOPMAIMKA MEXKIY Pa3HbLIMU  KJIACCAMU
HYKJIEMHOBBIX KucJioT, 6piBaet npsivas (ot JJHK k PHK) n o6parnas (or PHK x JTHK).
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3. Tpancasmust — nepenoc renernyeckoit madopmarun or MPHK k 6esky.

[enTpanbHast jJormMa MOJIEKYJIAPHONW OHOJIOTUM OTparkaeT HallpaBJIEHHE IIePEeHOCa
renerndeckoit uagopmanun B Kiaerke: or JIHK gepes PHK k Geky.

B npormecce Ku3HEIEATETHHOCTH OPraHU3Ma HEOOXOJUM IOCTOAHHBIN CHUHTE3
JIHK, T.. mpu je/leHuM KJIETKH ee KOJHMIECTBO YMeEHbIaeTca BJBoe. lIporecc
yasoennsa JIHK naspBaercsa penaukrayueti. JTHK cocrouT m3 aByx KomieMeHTapHBIX
[OJINHYKJIEOTUTHBIX IIeIei, CBI3aHHBIX JPYT C JAPYIOM BOIOPOIHBIMU CBSI3SIMU MEXKTY
Aa30TUCTBIMU OCHOBAaHUAMU. [[OCKOJIbKY IIPU perinKaiyy JI0JZKHa ObITh CO3/[aHa TOYHA
KOIIMS TeHOMa, TO B 9TOM IIpoliecce KaxKjad renb Marepunckoit JTHK wucronb3yercs B
KadecTBe MaTPHUIIbI JIjId cuHTe3a JByX jgodepuux rereit JIHK nmom neficrBuem dpepmenToB
JHK-mmomumepas u B npucyrcrsun gfATO, nI' TO, alIT® u xTTO.

B pesysbraTe permkanuy u3 oHOM JBYXIeouevHoit MmaTepunckoit Mojiekysibr JJTHK
obpa3yroTcs jBe JByxIenodednbie jgodepaue Mmosiekynabl JIHK, kaxkmpasg w3 KOTOPBIX
COCTOMT U3 OJHOM Henn MaTepunckoit JIHK 1 ogHoil cuHTe3upoBaHHON BHOBD IEIN. Takoit
Mexann3M yipoenus JIHK monmyunmn nasBanme noaykoncepsamuenHas penaurayus
(pucynok 51).

PHcyHOK 51 — IToIyKoHCEPBATHRHEBIH THI pelaHKanan JTHK

Ecimm roBoputh o pemukanum sykapuormdeckoit JIHK, To oma wnaumnaerca
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OJTHOBPEMEHHO BO MHOI'MX TOYKaX (YHMCIO KOTOPBIX, BEPOSITHO, IPEBBIMIAET Thica1y). U3
KaxKJ0il TaKoil TOYKM OJHOBPEMEHHO B ITPOTUBOIOJIOKHBIX HAIPABICHUAX JIBUKYTCHA
JIBE€ peILUIMKATUBHBIE BUWJIKM, OJiarojiapd dYeMmy peILImKalus [0l 3YKAPUOTUIECKOM
XPOMOCOMBI ITPOXOUT O4U€Hb OBICTPO. [I0CKOIBKY B 3yKapHOTHYIECKOI KJIeTKEe XPOMOCOM
MHOTO, BCE OHH JIOJIPKHBI DPEIUIHIINPOBATHCH OJIHOBpeMeHHO. TakuM oOpasom, B sjipe
9YKaPUOTUIECKOI KJIeTKU PA0OTAeT OJITHOBPEMEHHO MHOI'O THICSY PEILINKATHUBHBIX BUJIOK.
B permmukanun JIHK yaactByer 6osiee 20 pa3indabix pepMEHTOB U OEIKOB, KasK bl
13 KOTOPBIX BBIIOJIHSET OlpejiesieHHyIo hyHkiuo. Bech KoMILieke, cocrosinuii 6osiee geM
U3 JIBa/IIATH PEIIMKATUBHBIX (hbepMeHTOB U (pakTopoB, HazbBaioT JHK-penaukadnot
cucmemoti umu penaucomoti. OH BKIIIOYAET cjeayomune 0eakn 1 (hepMeHTH:

e CewmeiictBo JIHK-monoudomepas obecrieanBaeT yCTpAHEHUE CYIIEPCIUPATA3AIIN.

o J/IHK-zeauxasvl, uctob3ys suepruto AT®, ocyIiecTBIsOT pa3pblB BOJOPOIHBIX
CBSA3€il MeKJIy IMOJIMHYKJICOTUHBIMU TENSIMHU U PACIJIETAIOT JIBOMHYIO CIUPAaJib

JTHK.

o KinroueBbiMu pepMeHTaAMU PEILIUKAINN siBJIsioTCs (pepmenThl /[HK-noaumepasdo. Y
IIPOKApPHOT, U B YacTHOCTH y OakTepun F. coli, onucannt Tpu JIHK-nmosmmepassr — I,
IT, III. B cunTese sykapuorndeckux JIHK npunnmator ygacrue 5 JIHK-nosmmepas.
HHK-noaumepasor o, 3, 6, € yaacreytor B cuareze JIHK B sape xnerok, J[HK-
NOAUMEPA3a Y 00ECIIeUNBAET PEILIMKAINIO TOJIbKO MuTOoXOHIpuabHoit JTHK.

e Oepmentsl JHK-iuzasv.. OHn KartaausupyioT obpazoanue ¢ocdoanapupHoi
cBa3u Mexkry 3/-OH-rpymmoit ae30kcupn0o3b1 oHOTO (bparmeHTa u S/-gocdarom
caemymomero. Peakius nporekaer ¢ 3arparoit sueprun AT®. Takum obpazom, uz
MHOkecTBa (hparmenToB Okasaku obpasyercs HenpepbiBHas 1enb JTHK.

o PHK-noaumepasv, (npatimasnv,) orBedaror 3a cuares PHK-3arpaBok (mpaiivepos).
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e B nomnepxkannn yuactka JIHK B packpydennom cocrogamm ydactByioT /JIHK-
ceaswearowue obeaxu (/CB). Oum cBaseBatoress ¢ ommorenodednoin JJHK
o BCell JUIMHE PAa3JIe/IUBIIUXCS Telell, IMpeJoTBpaliasd UX KOMILJIEMEHTapHOe
B3alMOJIENCTBHE.

o JIHK-packpyuusarowut  6beaox  (6eqok  w).  Ilpeamosararor, d9ro  oH
obJrajlaeT HyKJea3Hoifl aKTHUBHOCTBbIO u, mpucoeanagsach K JIHK, paspsiBaer
dochommadupHyto cBsa3b OJHON n3 ee Iemeil, BCJIEJICTBUE Yero 0OecIednBaeTCst
cBOOO/IHOE  BpallieHue BOKPYTr  dochommdbupHoit cBA3M  JApyroit nenm u
packpyduBaHue cynepcrnupaJbaoii MosieKysibl JIHK.

OTanbl buocuaTe3a JITHK

[Mpomecc 6uocunreza JTHK (permkanun) nporekaer B Tpu rama;

1) mHUIMAIMS PEIUTHKAIMT — 0Opa30BaHie PEIUINKATUBHON BUJIKH WA JIOKATHHOE
pacIiieTaHue JTBOMHOU CIUPAJIN;

2) SJIOHTAIMS] — CUHTE3 HOBBIX IIEIIei;

3) TepMUHAINS — 3aBepIIeHIe CHHTE3a.

Hnuyuayusa 6uocunmesa JTHK, nonnmaemast B 60Jiee IMUPOKOM CMBIC/IE KAK KOMILIEKC
IIPOIIECCOB, IPUBOJAIINX K crapTy B Omocuuteze JIHK, cBoguTcad K BO3HUKHOBEHUIO
PEILUIMKATHBHOTO KOMILJIEKCa (DEepMEHTOB U OEJKOBLIX (DAKTOPOB U (HOPMUPOBAHUIO
PEIUINKATUBHOM BUJIKK (PUCYHOK 52).

Moutekysia JITHK nipecraBisier coboit IBORHYIO CIIUPAJIb, U TIOITOMY JIJIsl TOTO, ITOOLI
OH& YJIBOMJIACH, HEOOXOJIMMO, 4TOObI OHa ObLIa pacijeTeHa. PacKkpyduBaHue JIBOITHOM
CIUpau U yjep:KaHue JIBYX Iereil Ha HEKOTOPOM PacCTOAHHH JIPYT OT JIpyra, YTOObI
OHM MOIVIN PETTUIIUPOBATHCS, OCYIIECTBIISAETC MIPU ITOMOIIN HECKOJBbKUX CIEIUATbHBIX
6esikoB. PepMeHTHI XeauKaszbl paciuieTaloT kKoporkwe yuactku JIHK, maxomamumecs
HEIIOCPEJICTBEHHO Tiepej] permKaTuBaoil Buiikoii. g packpyuusanus JIHK Tpebyercs
sneprus. Ha pasjesienne Kaxk10ii mapbl OCHOBaAHUN PACXOJIyeTCs SHEPTUs TUIPOIN3A JIBYX
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53
Hanpalaenue Bbuxetiun I

PERAUNGYUOHHOT
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PHCYHOK 52 — PennnkanAaonHad eAaaka JTHK E. coli
(mokazaHbI CTAJHH PeITHKALHH H YIacTEYIOIIHE B HeH OelIkH)

Mostekya AT no AJI® u bocdara. Kak Tonbpko Hebosbmoit yaacrok JIHK okasbiBaercs
PACILIETEHHBIM, K KazKJIOM U3 Pa3/IeUBIINXC [Ieleil TPOYHO MPUCOEIMHAIOTCA HECKOTBKO
mosiekyn JIHK-csspbiBatomero 6enka (ICB), koropbie mnpenstcrByloT 00pa3oBaHUIO
KOMILJIEMEHTAPHBIX [Iap U 0OPATHOMY BOCCOEIMHEHUIO 1iereil (pucyHoK 52).

daorezavus buocurnmesa JJHK ckiiajapBaeTcs, 10 MEHbBIIEH Mepe, U3 JIBYX IIPOIECCOB:
pelumKanuu yJ9acTrkoB Marepunckux nerneir JIHK wu coemmmenuss napyr ¢ apyrom
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CUHTE3UPOBAHHBIX IIPU PeITuKaIiuu (pparMenToB HoBoobpasyembix merneit JTHK.

@epmenT, Kotopblii criocoocTByer yaBoenuio JIHK, nazwiBaerca JIHK-mosmmmepasa
ITI. On ocymecraser cunre3s nowoit menu JIHK mo mpuniuny KoMmIiieMeHTApPHOCTU
LEMU-MaTPUIBl, T.€. KaXKJbIil MOJ0UpaeMblii B PaCTYIIyIO Iellb HYKJIEOTH]I JOJIZKEH
OBITH KOMILJIEMEHTAPEH COOTBETCTBYIONIEMY (PaCIOIOKEHHOMY HAIPOTHB) HYKJICOTHILY
B ucxomuoii (marpuunoit) nemu. JIHK-mosmmmvepasa 111 Beger curres JTHK B dopwme
HEOOJIBINNX KYCKOB — (pazmenmos Oka3aru, HA3BAHHBIX B YECTDH SIIIOHCKOIO OMOXNMUKA,
Buepsble B 1967 1. mHa VII Mexaynapojanom OnmoxmmudeckoMm KoHrpecce B ToKmo
npemoxkupirero cxemy omocuaresa JIHK, B KoTopoit ObLIN IpPeomoeHbl TPYIHOCTH,
CBsI3aHHBIE C aHTuUllapasuiesbHocThio Teneir JIHK B ee OucnupasbHON MOJIEKYJIE.
Heno B ToMm, uro JIHK-mmostmMepassl criocoOHbI HAPAIUBATH MMOJIUHYKICOTHIHYIO TEMb
B HampaBjeHuu ToJbko 5 — 3, me. ImyTeM IepeHoca HYKJIEOTHIHOIO OCTaTKa
¢ zesokcunykjeosuarpudocdara Ha TUIPOKCHILHYIO TPYIIY 3'-yIJIEpOJHONO aToMa
pactyteit moymaesokcupudbonykreoruaaon menu. T. Okazaku mpesanosaoxkmi, aro JTHK-
nosmMepasa 11 Beger cunres JIHK gyemnoanbiM criocoboM: cHadasIa mepeBUrasich BIEpPe/T
B Hampasjennn 5 — 3’ 1o ojiHOI Ienw, a 3aTeM B TOM ke Hampasiaenun 5 — 3’ HO
[I€PEJIBUTAsICh B OOPATHYIO CTOPOHY IO JIPYTOil Ieru.

Opnako gis cuHTe3a GparmMenToB Okazaku B KadecTBe 3aTPABOK TPEOYIOTCS
koporkue orpeskn PHK — mpaiimepbl, KOTOpble KOMILIEMEHTAPHBI MaTPUYHON IEIn
HOHK. Dt1u orpesku PHK (mpaiimepsi) obpasytorcs B Hampasienun 5 — 3/ wus
ATO, I'TO, IT® u YT® ¢ nomompbio dpepmenta PHK-mommmepaza. VIMenHo K KoHILy
npaiimepa mpucoegunsgerca dgepment JIHK-mosmmmepaza III, koropsiit ocyiecTsiisier
cunre3 dparmerToB Okazaku (IPOUCXOJUT TPUCOEIUHEHNE JIE30KCUPUOOHYKIEOTUTHBIX
octarkoB, KomiuieMenTapubix tenu-marpune JIHK). ITlocie 3aBepmienusi cunTesa
dparmenTor Okazaku nmpaiiMepsl yaassiiorcs ¢ momotbio (pepmenta JIHK-mommmepasza 1.
3aTeM IIPOMCXOIUT 3amoJiHenue «Opereit», octapmuxcs nocie Boipesannsg PHK-3aTpaBok
(mpaiimMepoB), J1€30KCUPUOOHYKJICOTHIAMI  COTJIACHO MPABUJIY KOMILIEMEHTAPHOCTH.
91y pabory Ttakke ocyiectBiasger depment JIHK-momumepaza [. CmmBanme 3tmx
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3aCTPOEHHBIX (bparmeHToB ¢ (hparmenTamu OKa3aKu IIPOUCXOIUT C yaacTreM (hpepMEeHTOB
JIHK-urasmor.

I[lo moBoxy mepmunayuu  6uocunwmesa JHK
He wHaxkomieno. Ilpocreiimum jromyreHneM  sgBjgeTcsd OOpPBIB  IIENU B IIPOIECCE
HYKJIEOTHTHATpaHcdepa3Hoil peaknun 3a caer ucdepnanus JIHK-maTpuripr.

CyHII€eCTBEHHBIX MaTepuaJioB

13.2.2 Bwuocunres PHK

Buocunres PHK (mpanckpunuus) ocymecrsisiercs Ha JIHK B KadecTBe MaTpHITHL.
Tpanckpummmss — 9TO IPOIECC, IOCPEJICTBOM KoToporo 3akiaodenHas B JIHK
reHerndeckasg uHbOpMaIys (B BHJE MOCIEIOBATEILHOCTH HYKJIEOTHJHBIX OCTATKOB)
[IEPEIIChIBACTCA B OJIUHOYHBIE Ienu MoJieKysabl HoBooOpasyemoit PHK. Ta wacts
moutekysibl JIHK, Koropasi Konmpyercss B mporiecce buocuaTesa PHK nHa Heit, HOCHT
nazBanue mparckpunmona. Briocneacrsun PHK nepenocures k pubocomam.

Ejuaunpsr  mnporecca TPaHCKPUIIIME  HECYT WHQMOPMAIUIO O CTPYKTYPE OJHOIO
WK HEeCKOJbKHX OeskoB. Ydyacrok JIHK, B koTopoMm 3akjodena uHGOpMaIns
O CTPYKType OJHOrO OejKa, HA3bIBACTCHd UUCMPOHOM WA CMPYKMYPHOIM  2€HOM.
Perynanms Tpanckpurimu ocyinecTBisgercsa Oyaromaps Haanunio B JIHK creruaababix
PEeryJIATOPHBIX yIACTKOB. Peryigropras 30Ha BKJIIOYACT B cebs npomomop, onepamop, a
HEPEJIKO W JIPDYTHe YYacTKU yrnpaBjeHus (PUcyHoK 53).

S [ | [
R

P O A B C t

__' OnepoH

PucyHOK 53 — CTpoeHHE 0IEPOHA NPOKAPHOT:
R — ren-perymatop, P — npomotop, O — oneparop, A, B, C — unctposs:,
t — TEpMHHEATOP

[IpomMoTOp COMEPXKUT yUIaCTOK IEPBOHAYAJIBLHOIO IIPOYHOIO CBA3BIBAHUS (PpepMeHTa
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JIHK-zaBucumoit PHK-nosiumepaser ¢ JIHK. Omeparop — peryiasgTopHblii y9IacToOK,
KOTOPBIIl CBA3BIBACTCA C penpeccopamuy — OeakaMu, KOHTpoJsmpyommumu cuares MPHK
B COOTBETCTBHUHU C TMOTpeOHOCTSIMEU KjeTku. OmepaTrop W MPOMOTOD WHOTJA YaCTHUTHO
[EePEKPBIBAIOTCA. B HEKOTOPBIX €IMHUIAX TPAHCKPHIIIHAN (OMEPOHBI) MEKJLy OMepaTopoM
U CTPYKTYPHBIMH T€HAMH paclojlaraercss TaK Ha3biBaeMas Jaudepnas 3o0na. Ona
TPaHCKPUOUPYETCs, HO, KAaK IIPABUJIO, He TpaHCIUpyeTcsd. B ee rpanunax pacroJiaraercs
y4dacToK cBasbiBanng pudocombl Ha MPHK. Ilociie cTpykTypHBIX T'€HOB HAXOJIUTCH
MEPMUHAMOP.

[TocnemoBarenbnocts  mykaeoruyioB  JIHK,  orpammyennas  mpoMoTopoM  u
TEepMHUHATOPOM, Kojupyiomias ofany mosiekynry MPHK u xkonTposmpyemasi omeparopom,
HA3bIBAETCS  ONEPOHOM. Y TPOKAPUOT U3BECTHHI OIEPOHBI, B COCTaB KOTOPBIX
BXOJIUT HECKOJIBKO IMCTPOHOB (T€HOB), KOJUPYIOIIUX CTPYKTYPY (DEPpMEHTOB OJIHOI
MeTaboIMIecKoil 1enu. biarojapsd HaJIUYUIO PETryIaTOPHON 30HBI BCE ITUCTPOHBI
BKJIIOYAIOTC U BBIKJIIOYAIOTCA  OJiHOBpeMeHHO. llpejicraBienus o0 omnepoHe ObLin
cpopmymupoBanbl B 1959 1. @. 2Kakobom u 2K. MoHo n gBISI0TCA OCHOBOW MOHUMAaHU
MEXaHU3MOB yIpaBJeHus pabOTOll T€HOB y MPOKapPUOT.

Dranbl ouocunreza PHK

Sramnbl buocnaTesa PHK mompobHo n3yvensbr Ha MPOKAPUOTHIECKAX OOBEKTAX:

1. HMnuyuayus BrIodaer B3anmojeiictBue depmenta JIHK-zaBucumoit PHK-
nosmmMepasbl (PHK-tiommmepaser) ¢ marpuanoit /IHK B yuactke npomorop. B obimactu
npomoropa obpasyercss crabuibnbiii kKomiuieke JIHK u PHK-nomumepass. PHK-
moJimMepasa IoJjiydaeT IpsaMoit jioctyn K ocuHoBanuaM JIHK. B kirerkax sykapuor
coslepxkutTcs Tpu pazanunbix Tuna JIHK-3asucuvbix PHK-niommmepas, a B kierke F. coli
— ojaun. ¥ sykapuor PHK-nosmmmepasa [ karanusupyer OMOCHHTE3 ITpeIIIECTBEHHUKOB
p-PHK, PHK-mommmepaza II — M-PHK, a PHK-nmomvepaza 111 — -PHK.

B kaxioM TpaHCKpUIITOHE TPAHCKPUOUPYETCs TOJIbKO ojHa u3 jByx mereir JTHK
(pucynok 54). Hens JTHK, kommaementaprayio MPHK, o6braHo HasbiBaoT xodupyrouset,
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BTOPYIO HEeNb — 3aMbikaroued.

Hauano KoHey
TPEHCKPHNLUMK TpaHCKPUNLUWK

s! - | - 3!’
¥ _@) ® OHK-matpuua @ o
UTP, CTP, GTP, ATP-
ng. A HK-3aeucumas

FPHK-norumepasa
PFi
5, 3!
a PHK-TpaHckpunT b ?
Mepsein MocnegHuA
HyKNEeoTU HYKNeoTug

PucyHOK 54 — CXeMa TPAHCKPHINHH:
*» — MOJIOXKEeHHe reHa B gyimrekce [JTHE ‘
@ — CHI'HATEI HHHITHAITHH H TEPMHHAITHH
a4 — MTHISPHAA MOCIETOBATEIEHOCTE, ‘

Hauano |

b — KoHIIeEaA MOCIE0BATEIBHOCTE Copnepxatne |
IR
PHK-nosmmvepase HeoOX0uMbI BCe derbipe pubOHYKJeo3u -5 -Tpudocdara (AT, ‘ Py ” Y |

[T®, ITO® u YT®) B kauecTBe NpeIIeCTBEHHUKOB HYKJICOTHIHbIX d1eMerToB PHK,
a Takyke monbl Mg?t. B E. coli mpucyrcrByer Tombko onma JIHK-zasmcmmas PHK-
nosmmepasa (PHK-mommmepasa), koropas crnocobua curresuposath He Tosbko MPHK,
vo Takxke TPHK n pPHK. ‘ Hasaz |

Ecim mmerorcss  cooTBeTcTByIOmMe puOOHYKIeo3uTpudocdarTbl, TO HAYUHACTCH
cunre3 PHK. IlepBbiMu mykjaeoTwjgaMu Mpyu WHUIWAINNA TPAHCKPUIIUAN [TOYTH BCETTA
oeiBator A wim [. O6pasyercs TpexkomionenTHbI kKoMminieke JIHK-PHK-mosmMvepasa- ‘
pacrymas rerib PHK. IIpomorop #e Tpanckpubupyercs. OmepaTop B HEKOTOPBIX CJIyTastxX
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YACTUIHO TPAHCKPUOUPYETCs.

2. Oaoneayus (pocr nierm) PHK tponcxonut B HanpasieHun 5 — 3’ (cOOTBETCTBEHHO
B 3’ — b manpasnennu koxupytomeii nenm JIHK). Puborykieornapl mpucoemHaoTCst
K 3-OH-koHnmny mocsemnoBare/bHO, OAUH 3a JApyruM, coorBercTBerHo marpuie JHK. B
MeCTa, COOTBeTCTBYIoMMe ocraTkaMm ajennnaa JIHK-marpurpr, B HOBOCMHTE3MPOBAHHYIO
PHK sBxkiouatorcss octarku ypaluia, IOCKOJbKY &JIEHWH U ypaluwi 00pa3yioT
KOMILJIEMEHTapHYIO 1apy.

3. Tepmunayuro cuareza PHK Bbi3biBaeT mociieioBaTeibHOCTh HyKIeoTH 0B B JIHK
— mepmuramop, win cmon-cuznas. CTPYKTypa TEPMUHATOPOB MOJTHOCTHIO He BLISCHEHA.

CunresupoBannbie PHK npescrasisiior coboit PHK-tipemmecrsennnku (npe-PHK)
pYHKIIMOHATILHO-aKTUBHBIX PHOOHYKJIEMHOBBIX KUCJIOT, T.K. HAPSLY ¢ HHMOPMATHBHBIMI
30HAMU cojiepKaT HemH(pOpMATUBHBIE ydacTKu. [losroMy B jmajbHERIEM TPOUCXOIUT
MIPOIECC WX BUJOM3MEHEHUsI, CONPOBOXKIAIONIMIICA pPa3pylieHneM HEKOTOPOH YacTu
HenH(pOPMATUBHBIX 30H. OH HOCHUT HasBaHue npouyeccurza uau cospeBannst PHK. [lpn
nporeccuare PHK mermnmmpyercss, B pe3syabraTe Wero ona oboramaercs MUHOPHBIMU
ocuoBanusamu (ocobenno B ciaydae TPHK); B ciayuae MPHK x Heil npucoenunsercs
K3I W HOJMaJieHuIaTHbIl dbparment. [Iporeccunr uaer mpu ydacTum pasHOOOPA3HBIX
depMeHTOB.
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14. OBMEH BEJIKOB

B kojmuyecTBEeHHOM OTHOIIEHMM O€JKH O0pPas3yloT CaMylo BaXKHYIO TI'DPYIILY
MakKpoMoJIeKy/l. B opranumzme uejioBeka wmaccoii 70 Kr cojep:kutcd mpumMepHo 10
KI Oejlka, IpudeM OoJIbIlast ero 4YacTh JIOKAJN30BaHa B MBIIIIAX.

B mporiecce KusneaesaTeIbHOCTH OPraHU3Ma HEIPEPBIBHO MPOUCXOAAT Pas3pyIleHHe
n obpas3oBaHWe KJIETOK, paclaj W OOHOBJIEHHE TKaHEBBIX OenKoB. OpraHmsM YeaoBeKa
HYKJIa€TCsI B IOCTOSTHHOM TIOCTYILIEHUU C MHIIEH OeJIKOB, KOTOPBIE HCIIOJIb3YIOTC
OPraHM3MOM KaK ILIACTHYECKHWII MaTepuasl JJid IOCTPOEHUSI TKAHEBBIX OEJIKOB.
OtrcyTcTBue B MHINE AMHUHOKHUC/IOT SBJIS€TCS NPUIUHON HApYIIEHUs CHUHTE3a OEJIKOB,
3aJepPKKU pOCTa, MaJeHusl Beca Tejaa W psja OOIUX MaTOJOTMIeCKHMX H3MEHEHU B
Opranu3Me, IIPpUBOAAININX B KOHEYHOM UTOI'€ K €ro FI/I6e.HI/I.

O xapakTepe 6eJIKOBOro 0OMeHa CyIAT Ha OCHOBAaHUU U3YUeHUsI a30TUCTOrO OaJiaHCa.
[TockonbKy comepkanme a3ora B Oenkax B cpeadeMm cocrasiasger 16 %, 1 r asora
cooTBeTcTBYET 6,25 T Oeska. [lo KomdecTBy a30Ta, BBEJIEHHOMY C MUIIEH, U KOJTUIECTBY
a30Ta, BBIBEJIEHHOMY U3 OPraHu3Ma, MOYKHO CJIeJIaTh 3aK/II0YeHrne 00 a30TUCTOM DaJIaHce.
Bo Bpemsi pasBuTus opranusma (B MOJIOJOM BO3pacTe) KOJMIECTBO BBOJAUMOIO a30Ta, C
nuieir 60JIbIne, YeM KOJUIeCTBO BhIBOAUMOTO. CjegoBaTebHO, a30T 3a/I€P:KUBACTCA B
opranmsme — HabJIIOJIACTCs TOJIOZKUTEIbHBIN a30TUCTLIN Oastanc. B ciydae rosoganus,
Pa3IMYHbIX HapPYyIIEeHU OEJTKOBOrO OOMeHa, MPUBOIAIINX K Pacia Ly OeTKOB, KOJTUIECTBO
BBIJICIAEMOTO a30Ta MPeod/IaaeT HaJl BBOIUMBIM — HaOJIIOIAETCS OTPUIATETbHbBIN
a30THUCTBII OajaHc.

[TpuamMaemblie ¢ TuIeir OeJIKM 3HAYUTEIbHO OTJIMYAIOTCH JPYr OT JIpyra CBOUM
AMHWHOKHCJIOTHBIM COCTaBOM M IINTATEJIbHON’ IICHHOCTBIO. K IpoAyKTaM, COJepzKallliM
OeJIKi BBICOKOW IHUTATEJIbHONW IEHHOCTH, OTHOCATCS MsiCO, pbIDa, «iilla, TBOPOL,
CbIp W Jp. benkm, comep:kammecsd B TPOAYKTaX PACTUTETHHOTO ITPOUCXOXKIEHUS,
HECKOJIBKO YCTYIAOT OeJIKaM »KUBOTHBIM KakK I10 CTEIeHH YCBauBa€MOCTH B OpPraHU3Me
(KHeTOqHaH 000/I09Ka HE TUJIPOJUIYETCHA MUNIEBAPUTETHHBIMI d)epMeHTaMI/I), TaK U IIO0
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AMWHOKHCJIOTHOMY COCTaBY.

O6HoB/ieHne OEJIKOB B OpraHM3Me YejioBeKa IPOTEKAeT JOCTaTOYHO OBICTPO: OenKn
revyeHn OOHOBJISIIOTCS HamoJsioBuHy 3a 10 cyTok, mra3dmbl KpoBu — 3a 20-40 cyTok,
MBIIIIEYHbIE — HECKOJIBKO MeJjIeHHee. Bojiee KOPOTKOKUBYIIMMU SIBJISIOTCS KJIFOYEBBIE
depMeHTBI TTPOMEKYTOIHOTO OOMeHa. OHM OOHOBJISIFOTCS CITyCTSI HECKOJBKO YacoB
[IocjIe CUHTe3a. DTO IMOCTOsTHHOE Pa3pyIIeHre W PECHHTE3 IMO3BOJISIeT KJeTKaM OBICTPO
IIPUBOJINTH B COOTBETCTBHE ¢ METaOOJIUIECKUMHU MOTPEOHOCTAMU YPOBEHb U aKTUBHOCTH
Haubosee BaxKHbIX (hepMeHTOB. OCOOEHHO JI0ITOBEUHBIME ABJISIIOTCSA CTPYKTYPHBIE O€JIKT,
TUCTOHBI, TEMOTJIOONH I KOMIIOHEHTBI IINTOCKE IETA.

14.1 IIporeosn3s

Benku, mocrymasg ¢ nmieii B NHINEBAPUTENbHBIE  TPaKT, B pe3yJbTare
[IOCJIEIOBATEIBHOIO  BO3JEHCTBUST HA HUX TPYIIbl IPOTEOJUTUIECCKAX (HEepMEHTOB
IIOJIBEPTalOTCs MTOJTHOMY THJIPOJIA3Y B KEJIYJI0YHO-KUIIEYHOM TPAKTE JI0 AMUHOKHCJIIOT,
KOTOpBIE BCACHIBAIOTCS B KPOBb (PUCYHOK 55) M NPHHAMAIOT y9acTHe B OOHOBJICHUU
0eJIKOB pa3HbIX TKaHell W B OMOCHHTE3e¢ aKTHBHBIX BEIEeCTB OEJIKOBON IIPUPO/IbI
(ropmoHOB, depmenToB). 8 u3 20 GeJKOBBIX AMUHOKUCJIOT HEe MOTYT CHHTE3UPOBATHCS B
OpraHm3Me 9YejIOBeK. DTH He3aMEeHHMble aMUHOKHUCJIOTHI — BaJIiH, JIEHIUH, W30JIEHIINH,
TPEOHWH, JIM3UH, METHOHIH, (PeHUIATaHIH, TPUIITOMAH TOJKHBI IIOCTYIIATH C IUIIEH.

Jlst 1oTHOrO  paciielieHnss OeJIKOB 10 CBOOOMHBIX aMHHOKHUCJIOT HEOOXOIUMO
HECKOJIBKO (DEPMEHTOB C PA3JIMIHON CIEeN(PUIHOCTHIO.

Ilencurn — 510 PepMeHT KeayaI09HOro coka. CHHTe3upyeTrcsd B KJIETKAX CAN3UCTOMN
060/109KH  JKesdyJKa B OpMe HEaKTHBHOIO MPEJIIeCTBEHHUKA — IEeICHHOIeHA.
[IpeBpainenuie HEAKTHBHOIO MEICHHOICHA B AKTUBHBIN MEICHH MPOUCXOJUT B IOJOCTH
Keqyaka. [lpn akTuBanmmy OTHIEIUIAETC IENTHJI, 3aKPBIBAIOIINI AKTUBHDIA IEHTP
dbepmenTa. AKTHBAINSA IEIICHHA TPOUCKOIUT IOJ JIEHCTBHEM JBYX (PaKTOPOB: COJISHOI
kucsorsl (HCL) u yke obpasoBaBiierocst ak TUBHOTO TIETICHHA (aBTOKATAJINS).
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[lercur  rugposusyeT  HeNTHIHBIE  CBA3M, OOpa30BaHHBIE  AMHHOIDYIITAMN
IAKJIAIECKIX AMUHOKHUCIOT: (heHUIaJaHnH, TpunTrodan u TUpo3uH. pH-onmrmmym
nericuna pased 2,0-3,0, uro coorBercTByeT pH Kemmymounoro coka.

Xumompuncur CUHTE3UPYETCA B IOJKEIYI0THON Kejie3e B (opMe HEaKTHUBHOIO
[PEJIIIECTBEHHNKA ~—  XUMOTPUIICHHOTE€Ha. AKTHBHpPYeTCsS IIyTeM ayTOKaTaJINu3a.
Paspymraer mentujanble cBg3u, oOpa3oBaHHBbIE KapOOKCHJILHON TPYIINION THPO3UHA,
denmtaiannaa  u - TpuntodaHa. B aKTHUBHOM IIEHTpE XHMOTPHUIICUHA WMEETCs
ruapodOOHBIIH KapMaH, B KOTOPbIH ITOMEIAITCS 3TH aMIHOKHCIOTHI.

Tpuncur CUHTE3UPYETCs B IOKEIYIOTHON Keje3e B (popMe HEeaKTHUBHOTO
[IPEJIIIIeCTBEHHNKA — TPUIICHHOTEeHA. AKTUBHUPYETCA B IMOJIOCTU KHUINEYHUKa (PEPMEHTOM
SHTEPOIENTHIA301 IPU YIaCTUH HOHOB KAJBIIAA, & TaKKe CIOCOOEH K ayTOKATAJIM3Y.
lMuaponusyer cBsA3mM, 0Opa3sOBaHHBIE IOJOKHUTEIBHO 3aps?KEeHHBIMUA aMUHOKUCJIOTAMUI
APTHHIHOM ¥ JIT3HHOM.

IIpomeunasv, m nenmudadv, TMEIOTCS He TOJBKO B KEJIYIOTHO-KUIIIETHOM TPaKTe,
HO M B KJeTkKaX. [[o MecTy aTtakm MOJIEKYJIbI cyOcTpaTa IPOTEOJUTHIEeCKue (hepMEHThI
JIeJIATC Ha 2Hdonenmudasv, U 2K30nenmudasvl. JHIONENTHIA3BI, WK TPOTEUHA3HI,
PACIIEIJISIOT HeNTUIHYIO CBA3b BHYTpHU HenTuanoil menn. OHU «y3HAIOT» U CBSI3BIBAIOT
KOPOTKHUE MENTHIHBIE II0C/IEI0BATEILHOCTH CyOCTPATOB U OTHOCUTEIHHO CIEIUMIIHO
TUJIPOJIM3YIOT  CBSI3W  MEXKJIy  OIPEJE/IEHHBIMA ~ AaMUHOKHUCJIOTHBIMH — OCTATKAMI.
DK30MenTHIa3bl THAPOIU3YIOT IENTHIbI ¢ KOHIA IEeNu: amunonenmudasv, — ¢ N-
KOHIa, kapbokxcunenmudasv, — ¢ C-konma. Hakonerr, dunenmudasv, paciienisiior TOJIbKO
JIUTIETI T IBI.

BcacbiBanne aMMHOKHCJIOT HPOMCXOANT IJIABHBIM 00OPa30M B TOHKOM KHIIEYHHKE,
re QYHKITHOHUPYIOT CIelnduIecKne CUCTEMbI TPAHCIIOPTa aMUHOKHUCIOT. KpoBoTOKOM
AMUHOKHUCJIOTHI TPAHCIOPTUPYIOTCA BO BCE TKAHU U OPIaHbI.

CB0bOTHBIE AMIHOKHUCIOTHI, BOSHUKAIONINE B PE3y/IbTaTe THIPOJUTUIECKOTO PACIaia
OeJIKOB, MCIOJIB3YIOTCsI B OCHOBHOM JIJIsi PECHHTe3a OEJIKOBBIX TeJ, W JIUIIb HEKOTOpPasd
X YacTh IOJBEpraeTcs JajbHeileil qectpyknun. Kpome Toro, comep:kanue ¢cBOOOTHBIX
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AMHUHOKHUCJIOT B KJIETKE IIOCTOSHHO IOIOJIHAECTCA 38 CYeT UX CHUHTE3a de novo.

14.2 Pacnag aMUHOKUCJIOT

AMUHOKHUCIOTBI, KOTOPBIE MOCTYIAIOT B OPraHW3M B KOJUYIECTBAX, MPEBBIMIAIOIINX
nmoTpedbHOCTH OUOCHHTE3a KJIETOUHBIX OEJIKOB, HE MOIYT 3allacarThCd U IOJBEPTaIOTCs
MeTabOIMIEeCKUM ITPEBPATIICHUSM.

Ns3BecTtHbl Tpu THIA PEAKIWiIl aMUHOKHCIOT B OpPraHU3Me: II0 (-aMUHO-TPYIIIE,
KapOOKCHUJILHO I'PyTIe U PAJINKATY aMIHOKUCIOTHI.

Peakiun 1o a-aMuHOrpyIe OJHOTHIIHBI y BCEX AMHHOKHCJIOT, 3TO B OCHOBHOM
peakIy JIe3aMUHUPOBAHUS U IlepeaMUHUpOBaHus (TpaHcamMuHupoBanus). CTojb Ke
o/iHo0Opa3eH HabOp XUMHYECKUX IPOIECCOB MO KapOOKCUJILHOM T'pyIe aMUHOKUCJIOT:
9TO TVIABHBIM 00Pa30M JIeKapOOKCUJIMPOBaHNe U 00pa30BaHue aMUHOAIINIAIEHUIATOB.

B ommmume oT mepBBIX JIBYX THIIOB IIPEBPAIEHUN aMHUHOKHCIOT MPEoOPa30BaHUs
B paJIMKajgax aMUHOKHCJIOT HUCK/IIOYUTETbHO Pa3HOOOpPA3HbI, MHOIMOYHMCJIEHHBI M, KaK
IIPaBUJIO, YHUKAJBHBL JIJId KaKJA0H OTAeJIbHOM aMUHOKUCJIOTHL.

Hakomern, ecTtb Tun mpeBpalennii aMUHOKHUCIOT, KOTOPBIM COCTOUT B OOpa30BaHUU
MENTUIHON CBA3U MEXKJy (-aMUHOTPYIIION OJHOM aMUHOKHUCIOTHI U KapOOKCUJILHOM
rpyimoii apyroit. OH OCYIIECTBISETCS CJIOXKHDBIM ITyTEeM U MPUBOJUT K CUHTE3Y IENTHIOB
1 OEeJIKOB.

Peakiiuu 1o amuHorpymnmne

HauboJstee pacipocTpaHeHHO! 1 BaXKHOM peakiineil aMIHOKHICJIOT 110 (-aMHHOTPYIIIIE
ABIAETCA Me3aMUHUPOBAHUE, KOTOPOE 3aKJII0YaeTCA B OTIICIHJICHAN AMWUHOTDYIIILI.
N3BecTHO HECKOJIBKO CIIOCODOB JI€3aMUHUPOBAHUs, OJHAKO B OpPraHU3Me YeJIOBEKa
peoba/1aeT OKMUCINTEIbHOE JIe3aMUHUPOBaHUE.

OxkucnresibHOE Je3aMUHUPOBAHNE AMUHOKHUCJIOT MIPOTEKAET B JIBE CTAJINNU:
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R ®AL ®AOH, R +H,0 T
CH—NH, ——— > C=NH ————> c=0 * NH;
oxcudazvt L- 1 J
COOH D-awmmowxucior  cooH COOH
O-AMHHOKHCIIOTA HMvunokHCTOTA Ketorncnora

[lepas cragus sBisiercs HEPMEHTATUBHON ¥ 3aBepIiaeTcs 0Opa30BaHUEM
HEYCTOYMBOTO POMEKYTOIHOIO TIPOIAYyKTa (MMHUHOKHCIOTA), KOTODBIH HA BTOPOIi
CTa/ MU CIIOHTAHHO 0e3 ydacTus (epMeHTa, HO B MPUCYTCTBUU BOJBI PaCIaaeTcs Ha
aMMHuaK U a-KeTokmesory. Cremyer yKasaTb, 9TO OKCHUIA3bl aMUHOKHUCJIOT SIBJISTIOTCS
CJIO?KHBIMU (DJIABOIIPOTENHAMU, cojiepxKamumu B KadectBe KopepmernTa OMH waun OA I,
KOTOPBIE BBITIOJTHSIOT B 9TOM peakIMu PoJib aKIENTOPOB JIBYX 3JIEKTPOHOB U ITPOTOHOB,
OTIIEILIAIOIINXCH OT AMUHOKHUCIOTHI.

Pacnayi pasjmaHbIX  aMHUHOKHCJIOT IIyTeM OKHUCJIUTEJIHLHOIO JIe3aMUHUPOBAHUS
UJIeT C pas3juvdHOil CKOpocThio. B opranm3me dejoBeKa OYEHb aKTUBEH (EepPMEHT
IJTy TAMATIET M IPOreHa3a, KaTaJIU3UPYIONINi J1e3aMIHIPOBAHIE Ty TAMUHOBON KUCIOTHI.

ITepeamuaupoBaHue (TpaHCAMUHUPOBAHUE)

[lon TpancaMmHUPOBAHUEM TIOJIPA3yMEBAIOT PEAKIINU MEKMOJIEKYISPHOTO IIEPEHOCA
avuaorpymmbl (NHo—) or aMHHOKHCIOTHI Ha (-KETOKHCIOTY 06€3 IMTPOMEXKYTOTHOIO
oOpa30BaHUsI aMMUAaKa.

Peaxiun TpancaMuHUDPOBaHUs SBJIAIOTCS OOpATUMBIMU U YHUBEPCAJIbHBIMU JIJIsSI BCEX
JKUBBIX OPTaHU3MOB. DTHU PEAKIINH ITPOTEKAIOT IIPU yIacTuu creruduaeckux pepMeHToB
— aMHHOTpaHcMepasbl WM TPAHCAMUHASDI.

Peaxiun TpancaMuHUpPOBaHUS BO3MOXKHBI MEXKJy JIFOOOH aMUHO- U KETOKHCJIOTOM,
OJIHAKO HamboJIee MHTEHCUBHO OHHU IIPOTEKAIOT B TOM CJIydae, KOrja OJUH U3 IapTHEPOB
IIpeJICTaBIeH JUKapOOHOBOM aMUHO- WM KETOKHCJIOTONH. B mepeHoce aMHHOTDYIIIIBI
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AKTUBHOE ydYacTHe NMPUHUMAET KodepMeHT TpaHcamuHas mmpuiokcaibdocdar (I1D),
KOTOPBII B IIpOIlecce peakInu 0OpaTUMO IIPEBPAIaeTcd B MupuIoKcaMuHdocdar.

COOH COOH
H 2(|: CH; H ET CH;
CH, r|_;—__0 == CH; + HC—NH;
‘ I\ SAVIAMAMN: ||
CH—NH, COQH Pupyeamamuno-  C=—Q COOH
mpaucpepasa |
COOH COOH
I'myTaMEHEOEAA IIBK 0-KETOINTYIAPOEAR AnaHHEHE
EHCIOTA EHCIOTA

[Iporecc TpancaMuHUpOBaHUS — OJIMH W3 HaWOOJIee PACIPOCTPAHEHHBIX CIIOCOOOB
paciajga aMHMHOKHUCJIOT. HpI/I TPpaHCaAaMUHUPOBaAHUN Hapday C pacCliaJloOM aMHUHOKHUCJIIOT
MIPOMCXOIUT 0Opa30BaHNe HOBBIX aMUHOKHUCJIOT, TaK UTO 9Ta PEAKINSA MOXKET CJIYZKHUThb
1 JIJIsi 00pa30BaHUsl TAKUX 3aMEHUMbBIX AMUHOKHUCJIOT, KaK aJJaHWH, acllaparduHoBas U
[UIy TAMUHOBAST KUCJIOTHI.

Peakiiuum aMMHOKHCJIOT IO KapOOKCUJIBHOM I'pyIIie

[Ipormecc oTmeniennsi KapOOKCHILHON T'PyHIbl aMuHOKHUCIOT B Bujae COy mosrydami
Ha3BaHHEe JeKapOokcuampoBaHus. HecMoTpss Ha orpaHUYeHHBIH KPYr aMUHOKUCJIOT
1 uUX IIPOU3BOJAHBIX, IIOJBEPIalOIIUXCHA ,Z[‘eKap6OKCI/I.HI/IpOBaHI/HO B 2KHMUBOTHBLIX TKaHAX,
00pas3yroImecs: MPOAYKTHl PEAKINA — OUuO2eHHble aAMUHDL — OKA3bIBAIOT CHJIBHOE
dapmakoiornueckoe JeficTBIe HAa MHOXKECTBO (DU3MOJIOTHIECKUX (DYHKIIUN YeIOBEKA U
JKABOTHBIX. B JKUBOTHBIX TKaHSIX ITPOUCXOIUT JeKapOOKCUINPOBAHNE P I8 aMIHOKHUCIOT:
TUPO3WHA, TPUITO(aHA, BAJIUHA, CEpUHA, TUCTHINHA, [JTyTAMUHOBON KUCIOTHI, IINCTEHHA,
apruHnHa, OPHUTUHA U JIP.
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JlexkapObokcumnpoBaHue aMUHOKHUCJIOT OCYIIECTBJISIETCS C IOMOIIBI0 (hepMEeHTOB
dexapborcu.nas, KopepMEHTOM KOTOPBIX sIBJISETCS MIPHI0KcaIbdocdar.
MexanmsM peakiyn J1eKapOOKCHIMPOBAHUS MOXKHO IIPEJICTABATEH B BUJIE CXEMBI:

R — CH(NH,) — COOH — R — CH, — NH, + CO,

Buorenubrit amuna

Peaknyu nekapOOKCUINPOBAaHUS B OTJIUYHE OT JIPYTHUX IIPOIECCOB ITPOMEKYTOUHOI'O
O6MeHa AMUMHOKUCJ/IOT ABJIAOTCHA HeO6paTI/H\{bH\/H/I.

B KUBOTHBIX TKaHSIX C BBICOKOH CKOPOCTBIO IIPOTEKAeT JeKapOOKCUINPOBAHLE
TUCTHIUHA IO AefICTBUEM CIHeIUMUIECKON 2ucmudundexapborcunasol.

yt:—t:H —COOH —'302 QTC_CHz

Tucraoune TH CTaMHH

['mcramub okas3bIBaeT IMIMPOKHUI CleKTp Ouosioruvdeckoro JeiicrBus. [lo mexanusmy
JIECTBUS Ha KPOBEHOCHBIE COCY/IbI OH PE3KO OTJIMYAETCS OT JAPYTUX OMOT€HHBIX aMUHOB,
T.K. 00JIaJIaeT COCY/IOPACIIUPSIONINM CBOMCTBOM. BoJibIlioe KOJIMYEeCTBO THCTaMUHA
obpa3yercss B 00JIACTU BOCIIAJIEHUs, YTO MMEET OIPEJICJICHHBII OMOIOTMYECKUNT CMBICII.
BriswiBast pacmmpenue cocyJ0oB B odare BOCIAJIEHUSA, TUCTAMUH TEM CaMbIM YCKOPSET
IIPUTOK JIEHKOIUTOB, CIIOCOOCTBYS AKTUBAITMHU 3aIIUTHBIX CUJI OPTaHu3Ma.

[Ipn  a-jpekapObOKCUIMPOBAHUN — TUIYyTAMHHOBOW  KUCJIOTBI  00pa3yercs — 7y-aMu-
HomacssHas kuciaora (TAMK), a us acnaparnsoBoii — (-ajiaHuH.

F'AMK nakammBaeTcss B MO3TOBOI TKaHM ¥ IIpecTaBIsgeT coboil HeifiporyMopaIbHbIiI
UHrUOUTOD; [(-ajaHuH MPUHUMAET y9IacTHe B CHHTE3€ MAHTOTEHOBON KUCJIOTHI (BUTAMUH

Bg).
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-Co,
HOOC— C—C—CH—COOH

HOOC—C —C—CH;

H H, 5 ET}WEmmm— H, H,
ERAPOORCILTASA
NH, o NH,
Tnyranmnoras kucmoTa Y-aMHHOMACTAHA A KHCI0TA
-C0O,;
HOOC—C —CH—COOH HOOC —C—CH;
H, f acnapmant- H,
NH, dexapboxciiaza NH,
A cIIAparHHOBAE KHCIIOTA B-amanun
¥
IlaHTOTEHOBAA KHCIIOTA
BI/IOFeHHbIe aMUWHBI ABJIAIOTCA CUJIbHBIMU d)apMaKO.HOFI/I‘IeCKI/I aKTUBHBIMHA

BeIeCTBaMU, OKA3bIBAIONINMHI PA3HOCTOPOHHEE BIUSHUE Ha (PU3NOJOTHTIECKHe (DYyHKIIUN
opranu3mMa. Hekoropble OGHOreHHbIE aMUHBI HAILIM IMMUPOKOE IPUMEHEHUE B KadecTBe
JICKAPCTBEHHBIX IIpErapaToB.

Hakomnienne  OMOreHHBIX  aMHUHOB — MOXKET  OTPUIATEIBHO  CKa3bIBATHCA  Ha
pU3MOIOrNIECKOM CTaTyce U BBI3BIBATH pPsJ CYIIECTBEHHLIX HapyIIeHuit QyHKIni
B opranu3me. OJHAKO OpraHbl W TKaHU, KAK U IIEJIOCTHBI OPTaHW3M, PaCIOIararT
CHEIUATbHBIMI MeXaHU3MaMU O0E3BPEKMBAHUA OMOTEHHBIX aMUHOB, KOTOpPBIE B OOIEM
BUJIE CBOJATCH K OKHCJIUTEIHLHOMY JIE3AMIHUPOBAHUIO ITUX AMHHOB C OOpa30BaHUEM
COOTBETCTBYIOIIUX AJIBJEIUIOB U OCBOOOXKIEHUEM AMMUAKA:

R—CHQ—NH2+HQO+OQ—>R—CHO+NH3+H202

CDepMeHTbI, Ha3bIBalOT MOHOAMUH- n

duamuroxcudasot.

KaTaJIU3UPYIOIIne 9THU peaKnuu,
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AJbjiernipl gajiee BOCCTAHABIMBAIOTCS 0 KapOOHOBBIX KUCJIOT U BOJBI IIPU YIaCTUN
aavoe2uddezudpozenas:

R — COH + H,0 + HAJI* — R — COOH + HAJTH + H™.

IIpeBpanienne aMMHOKHCJIOT O PaUKAITY

[Io cBoeit xXuMHYECKON TPUPOJE PaJUKATIBI  AMUHOKHUCIOT —HUCKJIIOYUTETHHO
pa3HOOOpAa3HbI, YTO CJIYKUT MATEPUAJIBHON OCHOBOW /I MHOIOOOPa3us IMPUCYIIIX
UM XUMHWYIECKNX peaknuil. KcrecTBeHHO, YTO MHOTHE U3 9TUX PEAKINNA OCYIIECTBIAIOTCS
B IIPOIIECce 0OMEHa aMUHOKHUCJIOT.

Baxkneiimmm TUIIOM ITpeBpaIeHnit aMIHOKHUCJIOT, TPOTEKAIONUX € BUJIOU3MEHEHUEM
PaJINKAJIOB, ABJISIETCS IIEPEXOJ OJHUX AMUHOKHUCJIOT B Jipyrue. bjarogaps sTomy B
OpraHu3Me 3HAYUTEJbHO yCUJIMBAIOTCS BO3MOXKHOCTH JIJISI CMHTE3a aMUHOKUCJIOT.

Oxucaenue. llpu oxuciennn deHmIaIaHIHa TPU  YIACTUU  PEHUAANGHUH4-
2udpokxcunadv, obpasyercsd TUPo3nH:  OKUCIUTETbHO-BOCCTAHOBUTEIbHBIE ITIPOIECCHI

P JPEEE OH
™ 7 HAOOH-H HAQO e
W |
+02 -H,0
CH T
| 2 Gentaranun-4- ?H2
H,N —CH—COOH sudpoxcuiaza H,N —CH—COOH
D enmmananny Tupozms

JIETKO MIPOTEKAIOT IO CEPOCOIEPKAIINM PaIUKaJIaM IIUCTEHHA U ITUCTUHA, OJIaroiaps deMmy
9THU JIBE aMUHOKHCJIOTHI TIEPEXOJIAT JIPYT B JIpyTa.

H3omepusauus. Hampumep, JedinimH JIeTKO HW30MEPU3YETCA B U30JEUIUH, U
HA00OPOT, MPU yIACTUN COOTBETCTBYIOIIEH M30MePa3bl.
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Zexapboxcuauposarue 8 padukrane. XapakKTepHO JIJisi MOHOAMUHOINKAPOOHOBBIX
kucyoT. [lpu sTom 06pasyorcs MOHOAMUHOMOHOKaAPOOHOBBIE (r-AMUHOKHUC/IOTHI:

-CO,
HOOC—C—C—CH—COOH ———— H;C—C—CH—COOH
H, H; | y-2Tymamam H,
NH, derapborcitasa NH,

I:,I‘V TAMHHOEAA KH CIIOTa O-aMHHOMACIIAHAA KHCIIOTa

14.3 Ob6e3BpexxkuBanne amMmuaka B opraun3dmMe. CuHTEe3 MOYE€BUHbBI

B opranmsme desioBeka Iojpepraercs pacialy OKojo 70 I aMHHOKHCJIOT B CyTKH,
DU 9TOM B PE3Y/IbTAaTe PEeaKInil JIe3aMUHUPOBAHUS U OKUCJICHHS OMOT€HHBIX AMWHOB
0CBOOOXKTaeTCsl OOJIBIOE KOJTUYECTBO aMMUaKa, KOTOPBIA SABJIAETCA TOKCUYHBIM JIJIs
IEHTPAJIBLHON HEPBHOM cucTeMbl. [[09TOMY KOHIIEHTpaIS aMMUAKa B OPraHu3Me JOJIKHA
COXPaHSTHCS Ha HU3KOM yPOBHE, KOTOPBIi B HOpMe B KPOBU He JIOJ2KEH INpeBbimaTh 60
MKMOJIb/J1. Takum 06pazom, aMMUaK JOJZKEH IOJBEPraThCsl CBSI3bIBAHUIO B TKAHAX C
00pa30BaHKeM HETOKCUYHBIX COEIMHEHMI, JIEMKO BBIAECIAIOMINXCA C MOYOI.

BpeMeHHoe CBA3bIBaHME aMMHaKa IIPOUCXOJUT B peaKIun O6pa3OBa.HI/IH aMMJJI0B
acHaparnHOBOI M IJIyTaAMIHOBOI KHUCJIOT — acliaparuia U MIyTaMuHa. DTH PEaKIUu ULy T
¢ 3arparoii sueprun AT®:

rJ'l)'TﬂM HHCHHTETA3a

HOOC—CH,—CH,—CH—COOH + NH, + AT®
|

NH,
l'nyTamnHom KHCIIOTa

(o]

[l
H,N—-C—CH,—CH,—CH—COOH + AId + H,PO,
|
NH,
Cnyramux
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[nyramMmun m acnmaparu BBIJIEISIOTCS ¢ MOYOil B HEDOJBIIOM KOJIMYECTBE. DBLIO
BBICKA3aHO IIPEJIOJIOXKEHNE, YTO OHM BBIIOJHIIOT CKOpee TPAHCIOPTHYIO (YHKITUIO
IepeHoca aMMUaKa B HETOKCUYIHON (hopme.

TakuM CBA3YIOMKUM BEIIECTBOM MOXKET CJIYXKHTH OeJIOK, OOraThlii acrnaparaHOBOI
U TJIyTaMUHOBO# KucjaoTaMiu. AMMHAK CBA3BIBAETCS UX PAJUKAIAMU C 0Opa30BaHUEM
COOTBETCTBEHHO acllaparvHa U IVIyTaMHUHa:

o o]
2NH
—N—CH —CH/—NH —CH —C/f— +—3;._ —N——CH _cﬁ_N H—CH _c')?_
Ho | —2H,0 H |
'TH: THz CH; CH,
o (o]
CH, cf’ (|3H2 é\-ﬁ
é_;ao OH ‘|r;,o NH,
\OH \NHZ

OpHUTUHOBBII MUKJI 00pa30BaHUS MOYEBUHBI

OCHOBHI)IM MEXaHU3MOM 0693Bpe}KI/IBaHI/IH aMMHaKa B OpraHu3Me ABJIAETCA 6I/IOCI/IHTQ3
MOYEBUHBI. HOC.HQZ[HHH BBIBOJUTCA C MOYOI B KadecTBe TJIAaBHOI'O KOHEYHOI'O IIPOJYKTa
OeJIKOBOT0, COOTBETCTBEHHO, AMUHOKHC/IOTHOTO oOMeHa. Ha 70/110 MOYeBUHBI TPUXOTAUTCS
10 80-85 % or Bcero aszora Mounm. OCHOBHBIM M, BO3MOXKHO, €IMHCTBEHHBIM MECTOM
CUHTE3a MOYEBUHBI SIBJISIETCS 11€YEHb.

Buepsoie I. Kpebec u K. I'enzesnsgitt B 1932 1. BbIBe/IM ypaBHEHUs peaKIUil CUHTE3a
MOYEBHUHBI, KOTOPLIC IIPEACTaBJI€HbI B BU/I€ ITUKJIA, IIOJTYINBIICI'O B JINTEPpaType Ha3BaHUE
OPHUTUHOBOI'O ITUKJIA.

Ha mrepBom sTame cuntesupyercss MaKposIprudeckoe coejimnenne Kapbamonadpocdar —
MeTabOIMIeCKN aKTUBHasA (hpopMa aMMHUaKa. DTy PEAKIHIO KaTAJTU3UPYeT PEryasaTOPHbIiT
dEePMEHT — AMMUAK3ABUCUMASA KaPOAMOULDOCHAMCUHMEMA3E:
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NH; + CO; + 2AT® + H0 — NH;-CO-O~(P)+ 2A71® + P

Peaknus Tpebyer 3arpathbl jByx MosieKysn AT®, oTKpbiTa B MUTOXOHJIPUSIX KJIETOK
[I€YEHU.

[Tocnemytonue peakiuy MUKJIa IPUBEJIEHBl HA PUCYHKE 6.

HiN—C—CH, _— s HN——C—CH,
H

R OPHUMUNOKAPGAMOUT- | H,
cl:Hz mpancgepaza c=—0 (|:H;
CH—NH, | CH—NH,
NH, NH:
07‘:/ COOH COOH
AN OpHuTHH Turpynmms :
NH, H,N—CH—COOH
Mogeepwa / ‘
AT®D —— H,C —COOH Ha4ano

dpeunaa apeununcEyKgEam-
cuHmEemaza AcmapTat
R Cogepxatue
g [« [ » |
2
HN=— CH THz Too“
|
NH, TH*NHz c:u—cln ’ <44 ” 42 |
ApruEne COOH P— ILH CH;
CVKYURAM- |(|:H ) (LOOH CrpaHunya 304 n3 329|
Tuasa |13
/ CH—NH,
HOOC—CH COOH | Haszapg |
HC —COOH APTHHHHOCYKIHHAT
dymapoBas
Je—— Ha Becb skpaH

PHCYHOK 56 — OpPHHTHHOBBIH IIHK/I CHHTE33 MOYEBHHEI
3akpbiTh




Ha Bropom »stame nuKjaa MOYEBHHOOOPA30BaHUsI IPOUCXOAUT KOHICHCAIIAA
Kapbamonadocdara U OpHUTHHA ¢ 0Opa30BaHUEM IHUTPY/LINHA; PEAKIINIO KaTaJM3UPyeT
OPHUMUHKAPOAMOUAMPAHCHEPA3a.

Ha crenmyromieit crajum [OUTPY/UIMH IIPEBpAIaeTCsi B apruHUH B pe3yJbTare
JIBYX TIIOCJe0BaTeIbHO IpoTeKalommx peaknuil. IlepBag w3 HUX — 3SHeprosasu-
cuMasi. DTO KOHJEHCAIUs MUTPY/UINHA U ACIaparuHOBOW KHCJIOTHI C OOpa3oBaHUEM
APTUHUHOCYKITMHATA (ITy PEaKINI0 KaTaJU3UupPYeT aP2UuHUHOCYKUUHAM-CUHMEMA3a).
ApPruHUHOCYKIIMHAT PACHaIaeTCs B CJIEAYIONeil peakIuu Ha apruHuH U (pyMapar Ipu
YYaCTUU JIPYTOTO (pepMEeHTa — ap2UHUHOCYKUUHATAUASDL.

Ha IIocJjgaeIHeM dTalle apIruHUH PpaCHICIIAeTCAd Ha MOYEBUHY U OPHUTHH I10/] ILefICTBHeM
apeunasvl. AprufHaza COINEPKUTCH B MEUCHH TEX KUBOTHBIX, KOTOPBIE 9KCKPETUPYIOT C
MOYO# MOYEBUHY KaK OCHOBHOI M KOHEUYHBIN MPOJIYKT a30TUCTOTO OOMEHA.

MoueBnna BbIIESIETCSI W3 KJIETOK II€YeHW B KPOBb M BBIBOJMUTCS W3 OpPraHu3Ma
C MOYOil, a OpPHUTUH BHOBbL BCTylIaeT B peakiuio ¢ Kapbamomidocdarom Kak
KaTajau3aTop Iporecca obOpasoBanms MoueBuHbI. [losTOMy Bech UK oOpaszoBaHus
MOYEBUHBI HA3BIBAIOT OPHUMUHOEHIM UUKAOM.

14.4 CuHTe3 aMUHOKHUCJIIOT

WNuorna B opraHmsMe BO3HHKAET CHTYyalldsd, KOrja IMOTPEOHOCTb B TeX WM WHBIX
AMUHOKHUCI0TaxX OOJIbIIe, YeM UX ITOCTYILIeHue ¢ muiieii. Jlomycrum, oprarusmy Tpedyercst
7 v ajanuHa U 15 r TyiyTamara, a ¢ HUIeil MOCTYIINIO BCero JIMIb ) I' aJlaHUHA, HO 3aTO
20 r riyramara. Toria opraHmsM, UCHOIB3Yd MEXaHHM3M TPAHCAMHUHUPOBAHUSA, MOMKET
CUHTE3MPOBATh HejocTaionee KoaudecTBo asiannna u3 [IBK, koroperit cunTesupyercs
B GOJIBINNX KOJMYECTBAX (COTHH I'PDAMMOB B CyTKH). Takum o6pa3oM, B OpraHu3Me
ITOCTOAHHO ITPOUCXOINT KOPPEKTUPOBKA aMUHOKHC/IOTHOI'O COCTaBa, HO 9TO HE yMEHbIITaeT
MOTPEOHOCTU OpraHu3Ma B MHUIIEBOM OEJIKOBOM a30Te.

O,ILHI/IM ns3 HyTeﬁ CHUHTE3a AMHWHOKMCJIOT B OpraHmusMme ABJIACTCHA
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80CCMAHOBUMENBHOE AMUHUPOBAHUE. DTOT IyTh SBJISIETCS OOPATHBIM IPOIECCOM
OKHC/INTEILHOTO  JIe3aMUHUPOBaHUsS  aMuHOKUCIOT. CyberparoM  aMUHUPOBAHUS
BBICTYTIAIOT KETOKHUCJIOTHI, IIPOTECC UJET B 2 dTara:

COOH COOH COOH
H,C H.C +
2 wo M amem, sper e

CH; + NH; ——> CH, —_— CH,

C=0 C==NH HC —NH,

(J.',UD H éo OH 0O0H
O-KeTOIIVTAPOEas HamsoravraMHHEOEaR I IyTaMmHOBAA

KHCIOT KHCIOT KHCI0T2

@epMEeHT  BOCCTAHOBUTEJILHOIO  AMUHUPOBAHUS — TJIyTAMMHOBOH  KHCJIOTBI — —
2aymamamoe2udpo2enasa — UMeeT B KauecTBe KopepMeHTa IpuIoKcatbdocdar.

B npunmune, BO3MOKHO BOCCTAHOBUTEIHLHOE aMUHUPOBAHUE JII0OOW KETOKHCIOTHI.
OHaKo aKTUBHOCTH BCEX INMPUPOJIHBLIX JAErHAPOTreHa3 aMHHOKUCJIOT, 3a HCKJIIOYEHHEeM
rIyTaMar- ¥ aJaHduHICrHIPOreHasbl, HUYTOXKHA, IIO9TOMY CHHTE3 BCEX OCTAJbHBIX
HPOTENHOTEHHBIX ~ AMUHOKHCJIOT — IIyTeM  BOCCTAHOBUTEIHHOTO  AMUHMPOBAHUS
HPAaKTUIECKOr0 3HAYEeHUs HE MMeeT. Takum oOpa3oM, TOJLKO aJaHUH M TJIyTaMUHOBAs
KHUCJIOTa BOBHUKAIOT 38 CYET BOCCTAHOBUTEIHHOTO aMUHUPOBAHUSI U3 ITMPOBUHOTPAIHON 1
Q-KETOTJIyTapOBO KUCJIOT, SIBJIAIONIXCS HOPMAIbLHBIMU IIPOMEXKYTOTHBIME ITPOJLY KTaMH
pacmaa yrjaeBoJ0B 1 KUPHBIX KHUCJIOT.

Bropoii 1myTh cuHTE3a aMHHOKHCIOT B OPraHu3Me — 3T0 MPAHCAMUHUPOSAHUE
(nepeamunuposarue), MexaHU3M KOTOPOro ObLI paccMoTpeH panee (1. 14.2). Dror
yTh 0DECIIEYNBAET CUHTE3 HOBBIX aMUHOKHCJIOT U3 YHC/Ia 3aMEHUMBIX. 13 3aMeHMMbIX
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CHs _no S HAm©@H, HAn@)  CcH;

—n+ NH; ——>= ~— —— @ o
i—o . i—”"' HC —NH,
OO0OH OO0OH éU OH
IIBK HMnmmo-TIBK O-aNIAHHHE

AMHWHOKHCJIOT TaKzKe MOIr'yT O6pa3OBaTbC5{ HGO6XO,ZLI/IMI)I€ KJIETKE KETOKHUCJIOTBI, 4YTO
IIO3BOJIAET OCYIIECTBJIATH KOPPEKTUPOBKY aMHUHOKHCJ/JIOTHOI'O COCTaBa KJIETOK.

14.5 Bwuocunres dejka

Buocunres Gesika mpejicraBiger coOOil yIMBUTE/BHBIH W OY€Hb CJIOXKHBIN ITPOIIECC.
CroxkubIil X0Tg OBl TTOTOMY, YTO B HEM NPUHUMAIOT yYacTHe MHOTHE OMOJOTHMIeCKHUe
COeJIMHEHNS U HA/IMOJIEKY/IIPHbIE KOMILJIEKCHI. BrocuHTes Oestka siBJISeTCs 3aBEPIIAIONTINM
9TAIIOM peaJIM3alluil T'eHeTUYeCKoil uHdOpMAIUd, 3aKOJAUPOBAHHOW B MOJIEKYJIe
ne3okcupubonykiaentoBoit  kucsaorel  (JIHK). ExemmeBHo B opraHmsMe desioBeKa
pecunTesupyercsi okosio 300400 r OGenka. B HacTosinee BpeMsi BbIsICHEHbI OCHOBHBIE
IIPOIECCHI, IOCPEJICTBOM  KOTOPBIX  OCYIIECTBJAETCH — Iiepejiada  HAC/eCTBEHHOM
uadopmanuu: pervmmkanus (cuares JJHK na JITHK-marpune), rpanckpumnius (cunTes
PHK na /IHK marpurie) u Tpancisius(anri. translation — nepeBoj) — 970 OGHOCHHTES
6esika na marpure MPHK.

[Tocne mnepenoca wundopmanun c¢ JHK wna warpuwunyio PHK  wmaynnaercs
cuHTe3 0eMKOB. B mporecce TpaHCHIATNI TOJTBKO IMOCJIETOBATETHLHOCTD PACIIOIOKEHUST
nykJieotnjioB B MPHK ompesiesnisier nmepButnyio cTpyKTypy Oesika.

DKCIIEPUMEHTAIHLHO JJOKA3aHO, 9YTO OJIHA aMIHOKHUCI0Ta 3aKkoauposana B MPHK tpems
HYKJICOTHUIaMU — mpunaiemom. B Tabmuie 9 mpejcraBien Ko OEJIKOBOIO CUHTE3A.
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Tabmma 9 — Ko 6enkoBoro cuarTesa

[lepBas Bropas 6ykBa KojoHa Tperbs
OykBa KOjioHA | Y I A [' | bykBa KojoHa
den | cep | mup | yuc Yy
v den | cep | mup | yuc 0
aeti | cep — — A
aed | cep = mpu r
aeti | npo | euc | ape hY
aetl | npo | euc | ape 1|
& Aetl | nmpo | ean | ape A
aet | npo | ean | ape r
use | mpe | acn | cep Y
A une | mpe | acw | cep 11
use | mpe | au3 | ape A
mem | mpe | au3 | ape b
gasn | ana | acn | eau Y%
I éan | ara | acn | 2au I
san | ana | 2ay | eau A
8an | aaa | 2ay | eau r

NsBectno, uro 20 MOPOTEMHOreHHBIX AaMUHOKHUCJIOT Kogupyer 61 KoOjoH, T.€.
MHOT'HE aMUHOKHUCJIOTHI KOJUPYIOTCSI HECKOJIBKUME KOJOHAMU. VICKIFO9eHne COCTABIISIOT
METHOHUH U TPpUNTO(daH, KOTOPble KOJUPYIOTCS TOJBKO OMHUM KomoHoM. OcraibHble 18
AMUHOKUCJIOT KOJUPYIOTCs JiByMst 1 6osiee kKogoramu. Tpu tpurutera (YAA, VAT, YTA)
HE KOAUPYIOT aMUHOKHUCJIOT, 8 BBIIOJIHAIOT PYHKIINIO KOJOHOB — TEPMUHATOPOB, T.€. MECT,
[Jle 3aKaHIMBACTCS CHHTE3 TOJIUIENITHTHOMN eI,
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YeioBHO mporiece OHOCHHTE3a Oejika MOXKHO pas3/e/IuTh Ha JBa dTala, WMEIONNX
Pa3HyIO JOKAJU3AIMIO: TIEPBI dTall — IMUTOIIa3MaTUIeCKIil, BTOPOil — PUOOCOMHBIIA.

IHnTonazmaTudeckuii 3Tan 6uocuHTEe3a OGeJIKa

HeobxoauMbiM ycaoBueM cruHTe3a O€JIKa sIBISETCs HAJIUYINe B CUCTeMe He CBOOOIHBIX,
a TaK Ha3blBAEMbIX AKTUBUPOBAHHBIX AMUHOKMCJIOT CO CBOMM BHYTPEHHUM 3allacoOM
suepruu. [losToMmy mepBoit crajmeit OwmocuHTe3a OesKa SBIFETCS IPEBPAICHUE
amMuHOKKMCI0TEl B amumHoamumI-TPHK.  AkruBamumsa  ¢cBOOOAHBIX  aMUHOKHUCJIOT
ocymectBisiercss B npucyrcrBun AT® u npm momomu crenududecknx (GpepMeHTOB —
amunoayus-mPHK-cunmemas (cokpamenno APCasa). Kierkn opranusma cojep:kar
20 APCaz — mo omaoMmMy ¢depMeHTy Ha KaxKIyi0 [IPOTEMHONEHHYIO aMUHOKHKCJIOTY.
APCa3zpr 00pa3yorT caMyi0 MHOIOYHC/IEHHYIO Tpymiy (HepMeHTOB, YYACTBYIOIIUX B
mepegade reHerndeckoil mHopmamuu. OHE  00JIaJAI0T CBEPXCIENM(PUIHOCTHIO: BO-
nepBhIX, y3HaoT HYy:KHYI0 TPHK 1 cooTBeTcTBYyIOINIYIO €if aMUHOKUCIOTY, a BO-BTOPBIX,
caeaar 3a OezomuboanbiM amuHOaruInposannem TPHK. B obmiem Buje stor mporecc
MOZKHO IIPEJICTaBUThH CXEMOIA:

(0]
1] APCasa
HIN—?H—C-—OH + HO-TPHK + AT® ——==
R
AmpnorncToTa
(o]
I

HQN—(i:H—C-—O—TPHK + AM® + H,P,0,

R
Anmaoanmn-TPHE

Pubocomublii sTann 6mocuHTE3a OestKa
Tparcasuus MPHK B mnomumentuanyio Ienb TPOUCXOAWUT Ha pubocomax. B
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KJIETKAX OpraHn3Ma dYejoBeKa OoJiblllasg YacTh pUOOCOM CBsI3aHa € MeMOpaHaMu
SHJIOIIA3MATUIECKOTO PETUKYITYMA.

B mporiecce TpaHcasaun MOYXKHO BBIJIEUTH TPH dTalla:

1) uHUIMATINS;

2) sonranus (yJyIMHEHUE TOJANEIITUHON TIETIH );

3) TepMUHAINS CHHTE3A.

Muvyuauus cunmesa beaxa

Jlnsg Havaja cuHTe3a TOJMIENTHIHOW Tenu HeoOxomumbl: pubdbocoma, MPHK,
pauruupyomas  N-bopmunmernonmi-rPHKY®" ) GesikoBble  (haKTOpPhl  MHUIIAAIINHT,
ryanosunTpudochopuas kuciaora (I'TD). Bo Bcex cuHTEe3mpyeMbIX OEIKax MEPBOIl
AMUHOKHUCIOTON siBstercss N-bopmuameTnonut, KoaupyeMbiit komorom MPHK — AVT
Ha3BaHHBIM UHUUUUPYOUUM KOJOHOM. Pamnkan dopMuI 3amumaer aMAHOTPYIIILY
(N-KoHeIr) MeTHOHIHA PaCTyIIeil HomIenT (HO 1eru. BeakoBbie hakTOpbl TPAHCIAIN
— ceMeiicTBO OEJIKOB, He BXOIAIINX B COCTAB PUOOCOMBI TTOCTOSTHHO, B3aUMOJIEHCTBYIOT C
Hell Ha pa3HbIX dTallaxX TpaHcadruu. Ha KarkjioM 3Talle cuHTe3a IOJHUICITHTHONW eln
MPUHAMAIOT ydacTue pasuble OeakoBble (akTopbl. Ha srame mHUIUAIME NPUHUMAIOT
ydacTue OejKoBble (hbaKTOpbl HHHUIIMAINU, OTBedaromue 3a mpucoequnenne MPHK k
pubocome u 3a 3akpermierne N-dopmuamernonma-TPHK ma komorme AYI. TPHEKY*
zakperisiercss Ha KomoHe AYI' ¢ momorpo KomiiemMeHTapHOTro TpuHyKIeotnaa YAILL,
KOTOPBII HA3BIBAETCST AHMUKOOOHOM.

B pesymbrare corsiacoBaHHOrO JIEfICTBUS BCEX YYACTHUKOB 3STala WHUITTAIIAN
MPOUCXOIUT COOPKA MPAHCAUPYIOULET, PUOOCOMBI — KOMILIEKCA, COCTOSIIETO W3
pubocombr, MPHK u N-dbopvummernonmi-rPHK. Cbopka Tpanciupyromeit pubocoMbr
SIBJISIETCA SHEPrO3aBUCUMBIM IIPOIECCOM, SHEPTHIO JII KOTOPOT'O IOCTABJIAET THUJIPOJIA3
['T®. B rpancaupyoreii pubocome BbUIEISIOT JBa IeHTpa: mnentuauibabii (P) u
amuHOAIMIIBHLIN (A) (pucyHok 57, A). Ha stane unnnuanun N-dbopmuivernonni-TPHK
npucoeunsgercd K MPHK B nenruimibsaOM 11€HTpE, Bee nocieayomue amuHoaruai-TPHK
npucoeanasiores kK MPHK B amuroanuisHoM rientpe (pucynok 57, B).
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Jdaorzayus noaunenmudrol uenu

Ha »srame »sjionranum TPOMCXOJUT MOCTENEHHOE HAPAIIUBAHUE IOJIUIEIITH THOM
nenu. /ljig ocyiecTBieHns dTara 3JIOHTalu HeOOXOIMMBI: TPAHCIUPYIOasd pudocoma,
amunoaryi-TPHK, coorsercrsyiomas komony MPHK, cremyromemy 3a komornom AV
depmenT nentuauaTpancdepasa, 6en1KoBble (DAKTOPHI JIOHTAINH, JiBe MoJieKyabl ['TO
HA KaXKJIyI0 BHOBb OOPa3yIOILYIOCS IENTHIHYIO CBA3b. BejKoBble (PaKTOPhI SJIOHTAINN
obecrieunBaioT cBasbiBanne amunoanmi-TPHK ¢ coorsercrBytomum komonom MPHK, a
Takke npojsuzkenne pudbocombl Biosib MPHK. Ilentuaunrpancdepasza — 3to dpepmenr,
obecrieanBaIONTUi POCT mounenTuaAHoN 1erm. OH ABJIAETCA OJHUM U3 OEIKOB OOJIBIIOL
cybuacTuibl pubOCOMBI.

DTall 3JIOHTAIUN YCJIOBHO MOYKHO Pa30UTh Ha TPU CTa IUU.

IlepBasi crajusi oTBedaeT 3a MNpaBUIbHOE 3akperienne amuHoanmI-TPHK Ha
coorBercrByfomieM Kogore MPHK B ammHOammbHOM 1ieHTpe pubocomsl (pucyrok 57, B).
DTOMY CIOCOOCTBYIOT OETKOBBIE (DAKTOPHI SJIOHTAINH.

Ha Bropoii crajmum NOpoucXoIuT o0Opa3oBaHWEe MENTUIHON CBI3M MeXKJy JIBYyMs
AMHHOKHUCJIOTHBIMU OCTATKAMU; KaTaJU3UPYeT STOT IPOIECC IMenTUIuI-Tpancdepasa.
CHavajia MPOUCXOJIUT PA3PbIB CJI0KHOIDUPHON CBA3U MeXKTy N-(hOpMUIMETHOHUIOM
n cBazanaoir ¢ HuM TPHKY":; 3arem N-dopmuia-mernonmn casbiBaeTcs ¢ NHs-
IPYIIION aMUHOAIMIa, 3aKperieHHoro nocpejactsom TPHK B aMuHOAIMIBHOM IIEHTPE
pubOCOMBI 1 0Opa3yeT MENTHIHYIO CBA3b. B pesyibrare aeiicTBUs MEeNTHINITPaHCHEPa3b
B IENTHJIWILHOM IIeHTpe ocraercs cBobomnas TPHKY', a B amuHOanmmwibHOM —
munentuaua-tTPHK (pucynok 57, B).

Ha Tpetnbeii crajium smonraruu pudocoma repesuraercd Biaos MPHK na paccrosinue
OJTHOTO KOjIoHa. B pesysbrare Takoro nepemerierus koo AYT u TPHKY®" okazerBaroTes
3a mpejenraMu prubOCOMBI, B HMENTUIMILHOM IeHTpe paciojaraercsd aunentuani-TPHEK,
a aMUHOAIMJIBHBII MEHTDP 0cBOGOXKmaeTcs jyist HoBoit amuuoarmaI-TPHK (pucynok 57,
['). Tperbsi crajus SJI0HTAIUA — MPAHCAOKAUUS — TIPEICTABJISET 00O HpuMep
HaIPaBJIEHHOTO0 OMOJIOTHYECKOTO JIBUXKEHUS, SHEPIrUio Iy KOTOPOro O0ecrevYnBaeT
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PHCYHOK 57 — CxeMa cHHTe3a Geka B pEbocoMe
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rugposinz I'T®. Tloce Tpanc/iokaruun pubocomMa roToBa K HOBOMY STAIly SJIOHTAIIAMN.
DJIOHTAIUSI TIOBTOPSETCS CTOJIBKO Pas3, CKOJIBKO CMBICJIOBBIX KOJOHOB comepxkut MPHK.

Tepmunayus nosunenmudrot uenu

OTal TepMUHAIIMK O00ECIIednBalOT OeJIKOBble (haKTOPhI TEPMHUHAINN W (EPMEHT
MENTUINIICTEPa3a, JTOKAJIN30BaHHbIN B OOJIBINON cyOdacTuiie puboCOMbI. JHEPTHIO JIJIsd
OCYIIECTBJIEHUsI dTala TepMuHaIuu odbecrednsaet ruposun3 ['TO.

B crpykrype MPHK ecrp  komombl, ©He Hecymwme uHpOpMANWH HE 00
OJIHO# ~ mpoTemHOreHHON  amuHOKHMC0oTe. (OHE  HA3BIBAIOTCH  OECCMBICTIEHHBIMU
WA  MEPMUHAMOPHBbIMU. TakoBbiMu aBistiorca KomoHbl YAA, VAL, VI'A. Dtn
KOJIOHBI (760 OJIMH U3 HUX) PACHOJIOKEHbI CPa3y 3a IOCIEIHUM CMBICJIOBBIM KOJIOHOM
MPHK. Hu oxna TPHK He criocobna pacrio3HaTh TepMHHATOPHBIE KOJOHBI, UX OIIO3HAIOT
OesiKoBBIe (baKTOpBI TepMuHaIuu. Kax TOJIbKO puboOcOMa IOCTUraeT OIHOTO W3 HHUX,
¢daKTOpbl TEpMUHAIUU ITPUCOEIMHAIOTCS K TEPMUHATOPHOMY KOJOHY. B 3TOT MOMEHT
IIPOUCXO/IUT AKTUBUPOBAHUE ITEIITU/IMIICTEPA3HI, KOTOPAas THIPOJTUIYET CJIOKHOIDUPHYIO
CBA3b MEXKJIy MoJnarenTuioM u nocenaneit TPHK.

SakaounTe/bHON  (ha3oit  TEPMUHAIMHM, & CJIEJIOBATEILHO, W BCEro IPOIEcca
TPAHCJISIUN SIBJIIETCS JIUCCOIMAIUS KOMILJIEKCA, B KOTOPBIH BxoadaT pudbocoma, MPHK,
TPHK, BHOBbL cunTe3MpOBaHHbI 1enTu i 1 6€JIKOBble (haKTOPhl TEPMUHAIUN.

[Tourn Bcerma MPHK Tpamnciupyercs OJHOBpEMEHHO MHOYKECTBOM —PHOOCOM.
Ob6pasyiomiasics ~ pu  9TOM  CTPYKTypa  HA3BIBAETCA  MOJUPUOOCOMON WM
noaucomot (pucynox 5H8).

BeposiTHO, mpenMyIiecTBO TAKOTO MPOIECca 3aKII0YAeTCsl B BO3MOXKHOCTH CHHTE3a
HECKOJIbKUX KONUil moJmrenTuia, npexiae yveM MPHK Oyner pacmeriena dpepmentamu
necrpykiuu PHK. PazMepbr oJIMCOMHBIX KOMILIEKCOB CUJIBHO PA3THYAIOTCS, HO OOBITHO
oHu ompejensiorca pa3dmepamu moJiekyiabl MPHK. Monekynst MPHK, cocrosimue u3
HECKOJIbKUX THICAY HYKJ/JIEOTHUIHBIX OCTATKOB, MOTYT OOPA30BBIBATH KOMILIEKCHI ¢ H0—
100 pubocomamu.
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PHcyHOK 58 — HotapuGoCcoMa

IIporneccunr 6eakoB

BoubiuacTBO 6€/IKOB CHHTE3UPYETCsS B BHJIE IPEINIECTBEHHUKOB, He 0018 af0IIX
HATUBHON cTpyKTypoii. [Ipomecc mpespatenns 6Geka-peecTBeHHIKA B 3PEJIbIil OeToK
Ha3bIBACTCSA CO3PEBAHUEM UJIA NPOUECCUH20M. Y PA3HBIX OEJIKOB IIPOIECCHHT IIPOTEKAET
Pa3IUYIHO, OJHAKO MOYKHO BBIJIEJINTH OTJIE/IbHBIE ITAIlbl IIPOIECCHHTA:

— obpasoBaHue JIUCYJIbLMUIHBIX CBsI3eil MexK1y OOKOBBIMU paIUKaJaMH OCTATKOB
[ICTENHA, CTOSIINX HA PA3HBIX YIACTKAX OJIUIIEIITHTHON eI

— pacIIelIeHre OJHON Wy OOJIBIIEro |KC/a OIpPedeeHHbIX IeNTHIHBIX CBA3EH U
IIPEBPAIIEHIE TTOJTUIIENITHIA-TTPE/IIIIECTBEHHIKA B KOHEUHBINH MTPOLYKT;

— IPUCOE/IMHEHNE TIPOCTETUIECKUX TPYIIL (YIVIEBOJIOB, JIUIKIOB, KO(DEPMEHTOB 1 Jp. ),
HIPUBO/IAIIEE K 00PAa30BAHUIO CJIOXKHBIX OEJIKOB U (hpepPMEHTOB;

— XuM#udecKass MOAudUKaIus OOKOBBIX PaIUKAJIOB HEKOTOPBIX AMHUHOKHCIOTHBIX
OCTaTKOB B  ONpeJesieHHBIX  Oenakax  (docdopuimpoBanne,  MeTHJIHPOBAHIE,
IUJIPOKCUINPOBaHUE, KAPOOKCUIMPOBAHKE, HOMPOBAHIIE);

— accomnualnys CcyObeIuHUIl KakK HeOOXOMMMBIN 3Tal Jijisi OeJIKOB, 00J1aIaloNnux
YETBEPTUYHON CTPYKTYPOH.

CunTesnpoBaHHbIE TAKIM 00pPa3soM OeJIKN BKJIIOYAIOTCA B OIPEIeIeHHbIE KJIETOUIHBIE
CTPYKTYPHI, PYHKIMOHUPYIOT B KJI€TKEe KaK (PepPMEHTHI, a TaKyKe MOTYT BbIIEIATHCS U3
Hee B KPOBb (HampuMep, OeJIKA-TOPMOHBI) U HOCTYTIATh B JPyTHe OPraHbl.
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15. OBMEH BO/Ibl 1 MUHEPAJIBHBIX BEIITECTB

15.1 DBwuoJsiornyeckasi poJjib BOAbI 1 €€ OOMEH

ObOMeH OpraHmYecKNX COeJNHEHUI B OpraHm3Me Hepa3pbIBHO CBs3aH C OOMEHOM
BoJibl. Bee OmoxmMmmdecKkme mpoIecchl B OpraHm3Me MPOTEKAT B BOJHON cpejie. Boma
SIBJISIETCS TOW JUCHEPCHO# cpeioif, KoTopas OOYyCJIOBJIMBAECT (DPUNKO-XUMHUIECKUE U
XUMUYIECKHUE TIPOIeCChl MeTabom3Ma. Muorne peakiun oOMeHa — THAPOJIN3, THIpATAIus,
JIETUIPATAINS U JIpYTUe — CBsI3aHbl ¢ BOjioit. Bosbiras yacts COy, KOTOPBIH BBIIE/ISIETCS
"3 opraHm3Ma, obpasyeTcs 3a cUYeT KUCIOPOJia BOJbl. BoccranoB/ieHne KOPEPMEHTOB B
[IAKJIe TPUKAPOOHOBBIX KHUCJIOT, OKUCJIUTEILHOM IIeHT030(hochaTHOM IIyTH U B IIPOIECCE
[-okucaenus KUpHbIX Kucjaor Ha 50 % mnpoucxomur 3a cuer Bogwl. C Ipyroit cropoHsl,
BOJ& — KOHEUHBIH [IPO/LYKT OKHUCJIEHUs YIVIEBOJIOB, JIUIUJIOB, OETKOB.

Bricokas moyigpHOCTE BOJIbI 00ECIIeYnBACT OBICTPOE PACTBOPEHUE MHOTUX BEIIECTB U
JIECCOIUAITIIO MOJIEKYJT 9JIEKTPOJIMTOB HA HOHBI. DTO CIIOCOOCTBYET YBEJTHICHUIO CKOPOCTH
XUMHUYCCKUX PEAKIIUiL.

Obajiass HUBKOH BA3KOCTBHIO W XOPOIeil pacTBOPAIONIEH CIHOCOOHOCTBIO, BOJA
BBITOJIHSET B OpraHu3Me TPAHCIOPTHBIE (OYHKITUN.

Bwmecte ¢ apyrumu BemmecTBaMu BOjIa yIacTBYeT B KA9eCTBE OCHOBHOT'O CTPOUTEIHHOTO
MaTepuaa B (OPMUPOBAHUU KJIETOUYHBIX CTPYKTYP, OJarogaps KOTOPBIM JOCTUTAETCs
CBOMCTBEHHAS KUBbIM OPraHU3MaM yIIOPsI0IeHHOCTh OMOXUMHIYECKUX ITPOIECCOB.

Muormne TKaHEM W OpraHbl YeJI0BEYECKOr0 Teja CHJIHHO OOBOJHEHBI, HO, HECMOTPsI
Ha 9TO, UMEIOT JOCTATOYHYIO IJIOTHOCTh U B HOPMAJIBHBIX YCJIOBUAX HE MEHSIOT CBOEN
dOopMBI. IDTO OOBACHAETCA TEM, UTO YacCTh BOJBI HAXOJUTCA B HHUX B CBA3AHHOM
cocrosiiun. [1o cTenenn cBsI3aHHOCTHU BOJIa OPraHU3Ma MOYKET OBITH ITOJTHOCTHIO CBSI3aHHOI
(ruApaTannoOHHO), HOIYCBA3AHHON (IMMOOUIBHOI) 1 CBOOOIHON (MOOHIBLHOI!).

Tudpamavyuonnas e6oda cocrapnger 13-15 % Bceit Boawl opranmsma. Omna
BXOJIUT B COCTaB I'MJPATHBIX 0DOJIOUEK MHHEPAJIHHBIX HMOHOB, IOJIUCAXAPHUIOB, OEJIKOB,
HYKJICOTHJIOB, COJIEPYKUTCS BO BHYTPEHHUX 30HAX MOJIEKYJ OMOIOJIMMEpPOB, yUIACTBYS
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B o0Opa3oBaHMM HUX IPOCTPAHCTBEHHON KOHoOpManuu. B cTIpyKTypax, coaep:Kaiinx
TUIPATAIMOHHYIO BOJIY, CHJIbHO YBEJIMYUBAETCS IOJBUXKHOCTH HMOHOB BOJOPOIA W
THIPOKCHUIIA. DTO SIBIASIETCS OJHON M3 IPUINH BBICOKOM 3JIEKTPOIPOBOTHOCTH KJIETOTHBIX
MeMOpaH.

UmmobuavHas 600a HAXOIUTCSI MEXKIYy MOJIEKYyJIaMi OeJKOB W JIPYTUX
BOJIOKHUCTBIX BEIECTB; B IIOpaX, MPOHU3BIBAIOIINX PHOOCOMBI, KJIETOUHbIE MEMODAHDI; B
si7Ipe, MUTOXOHJIPUAX U JIPYTUX CyOKJIeTOUHbIX YacTuiax. OHa MoKeT ObITh B OTJIMYHE OT
FI/I,Z[paTaI_H/IOHHOI';I BOJbI paCTBOpUTEJIEM PA3/JIMYHbIX IIOJIAPHBIX MOJIEKYJ/I 1 KOHOB, UI'DAaET
OOJIBIITYIO POJIb B MX IMEPEHOCE depe3 MeMOpaHbl, TPUHUMAET YIACTHE B IMOJIeP KaHUN
OCMOTHYIECKOTO PABHOBECHS.

Mobuavrass 600a  SBIsSETCS  OCHOBOW  KpOBU, JIUMMBI, MEXKKJIETOIHOIA,
CHHOBUAJILHOM, CIHUHHOMO3IOBOI KUJIKOCTEH, CJIIOHBI, KEIYJ0YHONO U KHIIETHOTO
cokoB, Moun. [lpu yuactun MOOUILHON (CBOOOJIHOI) BOJABI MIPOUCXOIUT OOMEH BEIIECTB
MEXKJy KJIeTKAaMU Teja U BHEIHel CcpeJoil, JIoCTaBKAa K KJIETKAM I[HUTATeTbHBIX
BEIIleCTB MW KHUCJIOPOJa, BbIBEJCHME BO BHCIIHIOIO CpeAy KOHEYHBIX IIPOJAYKTOB
BHYTPHUKJIETOTHOrO obOMeHa. CBOOOJHAs BOJa WIpaeT BayKHYIO POJIb B TOIJIEP:KAHUN
[OCTOSIHHON TeMIIEpaTyphbl TeJja, TaK KaK CII0COOHA, UCIAapsAsiCh, IOMVIOMATH TEIIO U
[IPEJIOXPAaHATh OPraHu3M OT IeperpeBaHusA. Boma, BXOAAIAs B COCTAB CHHOBHUAJILHOM
JKUJIKOCTH, CJIY?KUT CMA3KOM /I TPYIIUXCs TOBEPXHOCTEH CyCTaBOB.

Ha momo Boger npuxogures 60-65 % Beca Tena denoBeka. Y KCHIIMH €€ HECKOJILKO
MeHbIIe, 9eM y My:K4auH. CyTodHasi HIOTPEeOHOCTh B BOJE y B3POCJIOrO UYeJIOBEKa PaBHA
npubsmsurenbao 40 © Ha KaxKiblii KumorpaMM Beca (mpu Bece 70 Kr 9TO cocTaBsier 2,5—
2,8 u1). [lorpebHOCTD B BOJIE M3MEHSIETCSI B 3aBUCUMOCTH OT TEMIIEPATYPbI OKPYZKaroIeii
CpeJibl, XapaKTepa aKTUBHOI JIeATeIbHOCTH, cocTaBa norpebsemoii numm. [Torepsa 20 %
BO/IBI OIIACHA JIJIsI YKU3HM.

[TorpebHocTh B BOJIe OpPraHu3M YIOBJIETBOPSET 3a CUYET IK30I'C€HHBIX U IHIOTCHHBIX
€€ MCTOYHUKOB. DK30T€HHBIM HCTOYHUKOM SIBJIIETCA BHEIIHAA Cpeja, BOJA IOCTYIIaeT
¢ mutheM (oKoso 1 s B cyTkum), ¢ Kujkoii (okoso 0,7 s1) m TBepmoit (okoso 0,7 i)
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numeii. OHa BCachIBAETCA BO BCEX OTJIe/IaxX IHUIEBaAPUTEILHON CUCTEMbBI, HO B OCHOBHOM
— B KUIIEYHUKE. DHJIOTEHHBI MCTOYHUK — OKUCJIUTE/IbHBIN pactaj Bemects Tena (0,3
0,4 1 B cyrku). KommdaecTBo 9HIOTEHHOI BOJBI 3aBHCUT OT XapaKTepa PaclaafouXcst
cyberpartos: nmpu okucyienun 100 r »xupa obpazyerca 107 vt Bojbl, 100 1 6enka — 41 mu,
100 T yrieBomoB — 55 mu. ObGpa3oBaHMe SHJIOTE€HHONW BOJIbI YBEJIUYMBAECTCA BO BpPEMS
MBIIIIEYHON PAbOTHI, & TaKKe IPH OXJIAXKIEHUH OPraHu3Ma.

[Toctynaromast B opraHu3M BoJla paCIpPeIesieTcd MEXKy *KUJKOCTHBIMUA CPeJIaMHu 1
KJeTKaMu Tesia: okosio 60 % cofep:kuTcs BHYTPU KJIETOK (MHTPAIE/LTIONSPHAS BOJA),
0K0J10 15 % IpuXOnTCst Ha JI0JTI0 MEXKKJIETOTHOMN KUKOCTH (9KCTPAIeIIJISPHAs BOJIA),
ok0J10 8 Y% HAaxXOAUTCA B cocTaBe KPOBH 1 JinMbbl (HHTPABACKYJIsIPHAS BOJA ), OCTAIbHASI
BXOJIUT B COCTAB JIPYTUX YKUJKOCTEN TeJia.

CO,ZLep}KaHI/Ie BOJBI B Pa3/IMYHBIX TKaHAX KW OpraHaX TeJja YeJIOBEKa HEOJMHAKOBO.
[Tepepacupenenenne Bo/ibl BHYTPU OpraHu3Ma IIPOUCXOAUT IocTosiHHO. Jlo 8 1 Bogwl B
CYTKHU MUPKYJIUPYET MEXK/1y IIOJIOCTbIO U CTEHKaM! HI/IIL[eBapI/ITeJIbHOﬁ CUCTEMBI B COCTaBE
JKEJTIYZIOYHOTO U KUITIETHOT'O COKOB, & TaKxKe 2Keran, okosio 1000 J1 mporycKaioT 4yepes3 cBon
COCY/JIBI TTOUKH.

BO,ZL&, B 60ﬂleI/IX KOJIn9eCTBax ITOCTYyIIalolllad B OPpraHU3M HM3BHE, MOXKET IaCTHUIHO
JEIIOHUPOBATHCA B KO2KE U II€YCHU.

Beiiesierne BoJipl U3 Opramu3Ma Mpoucxoaut ¢ Modoii (1,5-1,6 1 B cyTKH), ¢ OTOM
(0,5-0,6 u1), ¢ BbLIBIXAEMBIM BO3LyX0M (0K0JIO 0,4 11), ¢ Kastom (okosto 0,2 ). Kommdecrso
BBIJEISEMOIl BOJbI 3aBUCAT OT (PYHKIIMOHAJIBHOIO COCTOSHHUS OpPraHU3Ma, YCJIOBUM
OKPYZKAIOIIell CPeibl, MOCTYILIEHNsT BOJABI C IUIIEH. JTOT IIPOIECC PEryaupyere HePBHOM
CHUCTEMON 1 TrOopMOHaMM. O,ZLHI/IM nus3 HaI/I60.Hee AKTHUBHBIX PEryJjIdTOPOB BbI/JE/JI€eHUA BOJIbBI
MMOIKAMU SIBJISIETCSI TOPMOH Turnodusa Bazonpeccut. OH MOBBIIAET 0OpaTHOE BCAChIBAHIE
BOJIbI B ITOYEYHBIX KAHAJBIAX, TEM CAMBIM YMEHbBIIAs JTHYPEs.

['opMoHBI KOPBI HAJIITOYEIHUKOB — MUHEPAJOKOPTUKOUIBI — MOI'YT BJIUSTH Ha OOMEH
BOJIbI, CIIOCOOCTBYS y/epzKaHUI0 NOHOB HATPHsSI U ITOT€pE MOHOB KaJIus M Kajiblind. VIoHbI
HaTpuA CBA3bIBAIOT BOAY B TKaHAX, NOHBI KaJIud U KaJIbIIUA CO,ZLGIZCTByIOT €€ BLIBCICHUIO.
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Haubosee akTuBHbIM MHHEPAJIOKOPTHUKONJJIOM ABJIAETCA aJIbJIOCTEPOH.

15.2 DBwuojaorunveckasi pojib MUHEPAJbHBIX BEIIECTB U UX OOMEH

O6MeH BOABI B OpraHM3Me TECHO CBsI3aH ¢ OOMEHOM MHHEPAJbHBIX BEIIeCTB.
MunepaJ ibHBIE BeIecTBa BXOJSAT B COCTaB KJIETOUHBIX CTPYKTYpP. OCOOEHHO MHOrO HMX
B TKaHAX KoctTeil n 3yb6oB. OCHOBHYIO MacCy MHUHEPAJbHBIX BEIIECTB KOCTHOW TKAHN
cocTaBiisteT PochHOPHOKUCIBIN KAJIbIINM, HECKOJIBKO MEHBIIE B Hel YIVIEKUCIOTO KaJIbITHsI,
B HEOOJIBIIINX KOJUYIECTBAX COJIEPXKATCA MOHBI MarHUsl, KaJius, HATPUs, XJopa, propa.

HNoubl MeTasioB wurpaioT OOJIBIIYIO POJb B IOJIEP:KAHUU ITPOCTPAHCTBEHHOM
CTPYKTYPBI OMOIIOJIMMEPOB, 0COOEHHO OEJIKOB M HYKJIEMHOBBIX KUCJIOT. Tak, MOHBI IIMHKA
YYaCTBYIOT B CO3JIAHUM AKTUBHON (hopMbI Oe/IKa — rOpMOHA WMHCYJIUHA; MPH yIaCTUN
MOHOB »Kejie3a (POPMHUPYeTCd TpeTUdHas U YeTBEePTUIHAsl CTPYKTYPhI T'e€MOTJIOOWHA
U MHUOIJIOOMHA; MOHBI MAarHhsl CIIOCOOCTBYIOT OOBEIMHEHUIO HECKOJIBKHX PHUOOCOM B
IIOJINCOMY B XOjie OEJTKOBOI'O CHHTE3a; MOHBI 2KeJjie3a, MeJId, HUKEIs, IUHKA, MapraHia,
KoDaJ/IbTa yIacTBYIOT B 00Pa30BaHUU CTPYKTYPbHI HYKJIEMHOBBIX KHUCJIOT.

Pazimyanble MOHBI y4acTBYIOT B peryssanuu (pepMeHTaTHBHON akTuBHOCTH. Jlemas
YCTOWYNBON TPETUIHYIO M YETBEPTUIHYIO CTPYKTYPHI (PEPMEHTOB, HMOHBI HOMOTaloT
BO3HUKHOBEHHIO ITPOCTPAHCTBEHHOTO COOTBETCTBUs (epMenTa m cybcTpaTra, KOTOpOe
HEOOXOIMMO JIJIsi PeaKInu MeK 1y HUMH. VIOHBI yYacTBYIOT B XUMUYECKOM CBS3BIBAHUN
cybcTpata, mpucoenHeHnn KopepMenTa K arnohepMenTy, BXOJIAT B COCTaB KODEPMEHTOB.
Hamnpumep, TpoMOun KaTaau3upyeT mpepaitienne puOpunorena B (GuOPUH Mpu HAJTTIUN
Ca?t. B mHOroumcieHHBIX (bepMEHTATUBHBIX PEaKIUAX pojib KO(PAKTOPa BLINOJIHAET
Mg?t  (nmpyBaT/eruIporeHasHblif,  OKCOIJIyTapaT/IerdIpOreHasHblil  KOMILIEKCHI,
6uocunTes Geska u Jap.).

HpOHHHaeMOCTB KJIETOYHBIX MeM6paH B 3HAYUTEJIbHON Mepe 3aBHUCHUT OT COCTOAHMA
OeJIKOBBIX rejieil. Vool KaJIbIIud MOI'YT BJIMATH Ha HEE, USMEHAA CTCEIICHb YIIJIOTHEHUA
KOJIJIONJOB. ypOBeHb I'mJapaTalnyui 1 paCTBOPUMOCTH OEJIKOBBIX KOJIJION 0B B HUTOILJIa3Me
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OTIPEJIETISIeTCs BJIUAHIEM MHOTHX HOHOB.

HeomunakoBasg TpOHUIIAEMOCTH KJIETOYHBIX MeMOpaH JIjisi MOHOB HATPUS U KaJIdd
NPUBOJIUT K BOBHUKHOBEHUIO MEMOPAHHOTO MMOTEHITHAJA, HEOOXOIUMOTO JIId TeHEPAITUN 1
IIPOBEJICHUS BO30Y 2K JICHUSI.

Docdar-noHbI HEOOXOIMMBI JJIsi 00pa30BAHUsT MHOIOYUCIEHHBIX (POChOPHBIX 3PUPOB
(rekcozodocdaros, raunepodocdara U T.IL), BBICTYHAKIINX B KAYECTBE AKTUBHBIX
dopm coorBercTByONMUX BerecTs. Pocdarhl BXOAAT TaKKe B COCTAB MAKPOIPIUIECKUX
coeqmHennit  (Hykseosumdocdaros, Hykiaeosuarpudocdaros, Kpearurdocdara,
nmudocdormunepnroBoit u GochonupOBUHOTPaIHON KUCIIOT).

Nonbl noma HEOOXOMMMBI JIJIsi CUHTE3a TOPMOHOB IIUTOBHU/IHOMN »Kejie3bl — TUPO3UHA
u TpunoATuponunta. Vonbl Opoma, BiMAsd Ha MeMOPaHbl HEPBHBIX KJIETOK, YCHJIMBAIOT
IIPOTIECCHI OXPAaHUTEILHOrO TopMozKenusi. Bozbymumocts [THC cauzkaercs: npu ygyactun
MOHOB KaJibIiud. [Iporecchl KpoBeTBOPEHUST CTUMYIUPYIOTCA MOHAME MEJIH U KOOAJIbTA.
Nonbl Kaiblus y9acTBYIOT B IIPOIECCe CBEPTHIBAHUS KPOBHU.

Ouenb BeIMKa POJIb MOHOB B MOJJIEP:KAHINA OCMOTHIECKOTO PABHOBECHS B YKUIKOCTSIX
opranusma. Haubosibiliee BMsSTHUE Ha BEJIUYUHY OCMOTHUYIECKOIO JIaBJIEHHS OKAa3bIBAET
KOHIIEHTpAIlsl MOHOB HATPHUsl U XJIOpAa BHE KJETOK, Kajus U XJOpa — BHYTPU HHX.
OcMmoTu1eckoe JaBjeHNe B PA3JIMIHBIX KUJIKAX Cpeax OpraHu3Ma B HOPME BapbUPYeT
B HEOOJIBINNX IIpejenax: or 7,5 1o 8,1 arm. Pe3koe m3meHeHHe ero MOXKET IIPUBECTH K
MTOBPEXK ICHUIO KJIETOYHBIX CTPYKTYP U HAPYIIEHUIO HOPMAJIHLHOIO OOMEHa BEMIECTB B HUX,
[IO3TOMY OHO OY€Hb TOHKO Peryaupyercs. [JIaBHYIO poJib B 9TOM UI'PAIOT IIOYKHU U IIOTOBBIE
JKeJIe3bl, CIIOCOOHBIE BBIBOJNTD U U30OBITOK BOJIbBI, U U30BITOK MHHEPAJIbHBIX COJIEHL.

Paznuanble moHBI UrpatoT OOJIBIIYIO POJIb B IO/JIEPKAHUN TTOCTOAHCTBA AKTHUBHOM
peaKIuu BHYTPEHHEH cpeibl (KUCIOTHO-IIEJOTHOrO paBHOBecHsi) opraxusma. OHuM
U3 BaKHEHIUX OMOXUMHUYECKHX IIPOIECCOB, HAIPABJIEHHBIX HAa COXpaHEHUE KHUCJIOTHO-
IIEJIOYHOTO PaBHOBECHsI OpraHm3Ma, sBjsgercsd OydepHoe jeiictBue. B obpasoBanun
OydepHBIX cHucTeM M[IPUHUMAET ydacThe pPsJ MHUHEPAJbHBIX BEIIeCTB: pPa3/nIHbIE
bukapbonarel u docdarbl, COIM aMMOHHUS, & TaKyKe HATPHUEBbIE U KAJMEBBIE COJIN
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opranmveckux KuCIOT u 6enkoB. bBukapbonarueii Oydep (HyCOsz; + NaHCOj)
cocrasisier 53 % Oydepnoit emroctn Kposu, docdarubiii (NaHsPO4+NasHPO,) — 5 %,
6enkoBblit Oydep mwnasmer — 7 %, remorsobunossit — 35 %.

Ha oo MuHEpaJbHBIX BEIIECTB MPUXOAUTCS OKOJIO 3 % OT Beca Teja dejoBeKa.
[TorpebnocTh B HUX, KaK M IMOTPEOHOCTD B BOJIE, 3aBUCUT OT BO3PACTA, IMOJIa, MBIIIEYHON
AKTUBHOCTH, YCJIOBHUIl OKpYXKalomeil cpeibl. Y B3POCJIOro dYejJoBeKa CyTOYHAs HOPMA
HEKOTOPBIX M3 HuX B cpeiaHeM cocrapiser: Na — 461, K — 2-3 r, Ca — 0,7-0,8 r, Mg
- 0,51, Fe—-0,021, P - 1,6 r, C1 — 24 r; apyrue TpebyIOTCa B 3HAYUTEIHHO MEHbBIINX
KoJimdecTBax. [Ipn 3aHATUSIX CIIOPTOM MOXKET 3HAUYMTE/ILHO BO3pacTaTh IOTPEOHOCTH B
KaJIui, HATPUM, MarHum, Kajablnn, (ocdope, xKejrese. DT0 00ObACHASTCA U YCUIECHHBIM
CUHTE30M PsJla OPTaHTIECKUX COeTMHEHN, U TOBBIIIEHHBIM BbIIEJIEHIEM STHX 3JIEMEHTOB
U3 Opranu3Ma.

Oprann3M dYejoBeKa OYeHb UYBCTBUTEJIEH K W3MEHEHHWI0 MHUHEPAJIHHOIO COCTaBa.
N wemoctaToK, W M3OBITOK MHOIMX HOHOB IPHUBOJAT K HAPYIIEHUSIM B IHPOTEKAHUU
OMOXUMHUIECKHX IIpoIeccoB. HemocTaTok Keme3a W MeAW HIPUBOAUT K HAPYIIEHUIO
Ipoliecca KpoOBeTBOpeHHs:, (Topa — K paspylieHuto 3yOHo# smasm. Hopmanuzarms
O6MeHHbIX IIpoImeccoB B J3THUX CJy4dadaX JOCTUTaeTCd HNCKYCCTBEHHbBIM BB€ICHUEM
HEJIOCTAIONINX BEIIECTB B IHUILY: MOJUPOBAHUEM IOBAPEHHON coJin, (hTOPUpPOBAHUEM
IIATHEBOI BOJBI, YBEJIHYECHUEM TOTPEOJICHHUS IPOAYKTOB, COJEPKAIINX COCTUHEHUS
JKeJie3a, MeJI U T. II.

MunepaJjibHbIe BeIIecTBa, MMOCTYIIAONe C IUIIEH, BCACBIBAIOTCS Yepe3 CJAU3UCTYIO
000JI0YKY KHUIIIETHUKA 1 JOCTABJIAIOTCS B IIeUeHb. B meueHn mponcxoauT 3aJepKKa dacTh
MOHOB, HEOOXOJIMMBIX I €€ (DYHKIIMOHUPOBAHUs, OCTAJbHBIE MOCTYNAIOT B OOJIBIION
KpPyTI' KPOBOOOpAIIIEHNUsT U PA3HOCATCA K TKAHAM W opraHam. HekoTopble MOHBI MOTYT
JIeIIOHUpPOBaThCsi. Tak, MOHBI »Kejie3a B cocTaBe Oejika (heppUTHHA OTKJIAIbIBAIOTCS B
3alac B II€YEHH, CeJIe3eHKe, KPacHOM KOCTHOM MO3ry. Pacrmpesesenne MOHOB MEXKILY
Pa3IMYIHBIME TKAHAMU U OpraHaMM, KJIeTKaMd U MEeXKKJIETOUYHON Cpejioil HepaBHOMEPHO.
Hatpwnit siBisiercss OCHOBHBIM KAQTUOHOM BHEKJIETOUHON YKHMIKOCTH (B HEel comepKuTcd 10
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96 % obmiero KosimvyecTBa HATpHsi B opranu3me). Kasuii n kaabimit mpeobiagaroT BHY TPU
KJIeTOK. KoHIleHTpalus KaJiius B KJIeTKe IPUMEPHO B 25 pa3 BHIIIE, Y€M BO BHEKJIETOYHOM
JKHJTKOCTH.

Perynsanus nonnoro oomMena o4eHb MHOrooOpasHa. BoJjblnyio posib B Hell UrparoT
HEpPBHAs CHCTEMa, TOPMOHBI KOPBHI HAJIIIOYETHUKOB, ITUTOBUIHONW W ITApaIldTOBHHON
JKeje3, BuTaMuH D, alleTUIX0JIUH U HEKOTOPbIE JIPYTHe BEIIEeCTBA.

[OPMOHBI IMUTOBHU/IHOf 1 MAPAITUTOBH/HOM Kesie3 (KAJbIMTOHIH U apaTTOPMOH), &
TakxKe BUTaMuH D aKTHBHO BO3/IEICTBYIOT Ha 0OMeH KaJiblind u dpocdopa. [laparropmon
u BUTaMHH D cTUMYyIUDPYIOT BCachlBaHWe KaJibliusd W docdopa U3 KHUIICIHUKA, PU
9TOM PEryJupyloliee JIeficTBIHe BUTAMUHA MPOSABJISIETCsT OBICTPO, IMapaTropMoHa — 0oJiee
MeteHHo. OT/IoXKeHne coeIMHeHnit Kaiblius u ¢pocdopa B KOCTHOW TKAHU YCHUIABACTCS
B IIPUCYTCTBUHU KaJIBIIMTOHNHA ¥ BUTaMUHa D; mapaTropMoH B 3TOM IIPOIECCE BBICTYIIAET
KaK MX aHTaroHHCT. BbIBeJeHne KaJbIUs ¢ MOYONH YBEJINIMBAECTCS IIPH ITOBBIIIEHNAN
CEeKPEIU IMapaTropMoHa W 3aJI€PKUBACTCA IPU YCUJICHUH BJIMAHUSA KaJBIIUTOHUHA.
Orroxkenne KaJabiusa U GpochaToB B KOCTHOM TKaHU IIPOTEKaeT 60Jiee MHTEHCUBHO TaK Ke
IOJ1, JIECTBUEM TI0JIOBBIX TOPMOHOB, KOPTU30H Ke MOHUKAET CKOPOCTh MHHEPAJIH3AIIAN
KOCTHOMA TKAHMU.
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16. MHTEI'PAIINA METABOJIN3MA

B mpeapraymx pasenax ObLI pacCMOTPEH 0OMEH YIIEBOIOB, JUIINAIO0B, HYKJIECHHOBBIX
Kucjgor u  0OenkoB. OOHAKO B KHBOM OpraHM3ME BCE 3STH OOMEHBI IIPOTEKAIOT
B3aMMOCBA3aHHO, »KU3Hb HEMBICJIMMa 0e3 TECHOr0 MX B3aumMoJieiicTBuA. B pesyibrare
B3aUMOJIEHCTBUS OT/ACIbHBIX OOMEHOB BO3HHKAET €JIMHAsi CUCTEMa MeTabOJMIeCKIX
IIPOIECCOB, OOIMMIT OOMEH BEIECTB, IPEJCTABJSIONINNA CODOOI KadeCTBEHHO HOBOE
obpa3oBaHme — KU3Hb. ZKNBOI OpraHu3M 110 CBOEH MPUPOIE MPEJACTABAIET JUHAMAIHYIO
CUCTEMY B CWJy OI'POMHOI'O KOJIMYECTBA B3aMMOCBA3aHHBIX W B3aMMO3aBUCUMBIX
peakmuii. Merabondeckne MTPOIECCHI IMOIEPKUBAIOTCSI B HEPABHOBECHOM COCTOSTHUN
3a CUYeT IMOCTOSHHOIO OOMEHa BEIeCTBOM U SHEPTrHeil MeKJy »KUBBIMH OpPraHU3MaMH U
OKPY2KaIOIIei cpeioit.

BzanmocBsi3b 0OMEHOB OTHEJIBHBIX KJIACCOB BEIECTB OCOOEHHO XOPOIIO BbIPasKeHa
B IIpOIleccaxX WX B3aMMHOIO mpeBpaienus (pucyHok 59). B pesysibrare obpasoBanust
0o0ImMMUX MeTabOJIUTOB CO3JIAI0TCA MPEIIIOCHIIKNA JI/Isi B3aUMOCBSI3U W B3aUMOPETYJIAINN,
BO3MOXKHOCTHU TIEPEKJIIOUCHHS OTHOTO METADOJMYECKOTO IMyTH Ha JPYTOil, 1 HA0OOPOT.

HyxnenHoBME
KHCIIOTH

i
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PHCYHOK 59 — B3aHMOCESA®E 00MeHA INIABHBIX KIACCOB
OHOOPTaHAYECKHAX COeTHHEHHH

Junuas Ymeeonu Bemm

Nurerpamua Merabom3Ma OCYIIECTBIISIETCI KAK Ha YPOBHE OOIIUX IMTPOMEXKYTOTHBIX
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MEMAOOAUMO8 — KANOUEBHIL MEeMaAabOAUMO8, TPEIINECTBEHHUKOB HECKOJbKUX
MeTabOINIeCKNX IIyTel, TaKuX KakK IJIK030-6-docdar, nu-pysar, armermi-KoA, rak
U Ha OCHOBE SHEPreTHYECKON B3aMMO3aBHCHMOCTH. DHEPIHsi, OCBOOOXKIAIONIASLCS IIPH
OKUCJIEHUU OJIHUX COCJIMHEHUI, UCIOIb3Y-eTCs JIjIst OMOCHHTE3a JIPYTUX.

16.1 B3saumMocBsa3b 0€JIKOBOro M yrjieBOJHOTO OOMEHOB

CeasyomuM 3BeHOM B oOMeHe O€JIKOB W YIJVIEBOJOB IIPU IE€PEXOje IEPBBIX BO
BTOpble U OCOOEHHO BTOPBIX B IEpBble CIyKHUT NUpOBUHOTpajHas kucjiora (IIBK).
ABssach NIaBHBIM KOHEYHBIM ITPOJIYKTOM JIMXOTOMUYECKOro pacmaja yrieBojos, [IBK
CJIy?KUT WMCXOJHBIM BEIIECTBOM I OMOCHHTEe3a aJjlaHuHa, BajJuHa u JiehnuHa. [Ipwm
ee KapOOKCUIMPOBAHUN 00Pa3yeTcs IMaBeIeBOYKCYCHAs KUCIOTa, U3 KOTOPOW CTPOUTCS
HOBag I'pYyIIIa aMIHOKHUCJIOT — acllaparnHoBas KHUCJI0Ta, TPDEOHUH, METHOHWH, U30JIeHITNH
u yim3uH. Berynas B nuk/ TpukapboHOBBIX n uKapboHoBbixX KucaoT, [IBK ucnonbsyercs
JUIsl OMOCWHTE3a (-KETOIJIyTapOBOIl KHUCJIOTHI, U3 KOTOPOIl 00pa3yloTcs TIJIyTaMHHOBAs
KucsioTa, mpoyna u aprunaui. [Ipeamecrsennuk [IBK — 3-docdormunepunosas kucaora
— SBJISIETCS MCXOIHBIM COeJIMHEHNEM JIJIs CHHTEe3a CEPUHA, ITUINHA, [IMCTHHA U INCTENHA.

[IpomerkyToTHbBIE TTPOLYKTHI AIIOTOMIYIECKOTO U JITXOTOMUIECKOTO PACIIala YIJIeBOI0B
HE3aMEHUMBI B CHHTE3€ OCTAJIbHBIX IOCTOSHHO BCTPEYAIONINXCA B OeJIKaX aMUHOKHUCIIOT:
Ha pub030-5-docdare CTpouTcs MMHUIA30JIHHOE KOJLIO TMCTHAWHA, a W3 SPUTPO30-4-
docdara u docdoeHOTTNPOBUHOIPATHON KIUCIOTHI CHHTE3NPYETCs MNKUMOBasA KUCI0TA,
U3 KOTOPOil obpasyiorcd deHmIananul, TUPO3WH U Tpunrodan. Takum obpasoM,
y ayToTpodOB ©3 YIJIEBOJIOB IIpH HAJUYAM WCTOYHUKA aMMHUaKa B OpraHuU3Me
MOT'YT CHHTE3UPOBATHCA BCE AMUHOKHUCJIOTHI, ITOCTOSTHHO BCTpEYAIONMMEcs B OejIKax.
EcrecrBenno, uro m3 Hux obpasyiorcst GeJKH, M, CIeJ0BATEJbHO, IEPEXoJl YIJIEBOJIOB
B 6eﬂKOBbIe TeJla IIPEICTaB/IAET OCHOBHOM BHJ B3aMMOCBA3U O61VleHa YKa3aHHbIX JIBYX
KJIACCOB COEIMHEHNA.

Bosmoxken u obparsblii mporecc. MHorme aMuHOKHCIOTHI (ajianuH, (eHuaa-
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HUWH, TUPO3WH, TMCTUJUH, TpUnTodaH, CEpUH, IUCTEUH) COJMEPIKAT B CBOEM COCTAaBE
TPEXyTJIEPOJIHBIN (PpArMEHT, U3 KOTOPOTO B IPOIECcce PACIajia YKA3aHHBIX aMUHOKHUCIOT
Boznukaior [IBK. /lesamMuaupoBanme 1yryTaMHHOBOM W ac-IIaparmHOBOW KHUCJOT BEJET K
00pa30BAHMIO (--KETOTJIyTAPOBOIl U IaBEIEBOYKCYCHON KUCIOT COOTBETCTBEHHO, KOTOPBIE
IIPU TIOCPEJICTBE IMHKJIA TPUKAPOOHOBBIX M JAUKApPOOHOBBIX KucJOT repexonaT B [IBK.
TakoBa ke cysbba IIpoJinHa, KOTOPBIH JIEFKO MPEBPAIAETCsS B TJIyTAMUHOBYIO KHCJIOTY,
a u3 nee — B IIBK. CienoBarenbao, mnojgasiisiomniee O0JIBITMHCTBO AMAHOKUCIOT MOXKET
SIBUTHCSI B Op-TaHu3Me UCTOYHMKOM s obpazoBanust [IBK. Ot mocnenneit Hecioxken
Iepexo/T K yIVIeBOJaM IOCPEJICTBOM B OCHOBHOM OOpAINEHNs] PEAKINil TIXOTOMUIECKOTO
pacnajia ppykTo30-1,6-mudocdara.

Mmuorounciienabie OeJIKu-(pepMEHTHI 00CIYyKUBAIOT IIPOIECChl pacliajia U CHHTE3a
YIJIEBOJIOB B opranmsme. B cBoio o4epejib, pacia/i yIieBO/IOB, COMPSI?KEHHBIN ¢ CHHTE30M
ATO® uz AJI® u neoprarmdeckoro gocdara, sHEpreTuIecKn obecrednBaeT OGETKOBbIi
CUHTE3 B KJIETKE.

16.2 BsaummMmocB#a3b OOMeHa yTrJIeBOJIOB U JIUITAI0B

VTJ1eBOJIbI U JINIIAIBI OUY€Hb JIETKO B3aUMOIIPEBPAIIAIOTCS B OPraHU3Me; CBA3Y-IOMINMEI
COeIMHEHUSIMU 1IpU 3THX Tepexoax ciayxar [IBK u anmerna-KoA.

[Tuposunorpaauas kucyaora (I[IBK) — 0cHOBHOI TPOILyKT JMXOTOMUYECKOTO PACIajia
YIJIEBOJOB, IPU OKUCIUTEJHLHOM JleKapOoKcumpoBaHuu jaet areTui-KoA, KoTopbrii
CIIY2KUT JIJIsi CUHTE3a BBICIINX KUPHBIX KHCJOT, CTEPOJIOB, KApPOTUHOWJIOB U JIPYTUX
notr30npeHon10B.  CTob  Ke  JIETKO OCYIIECTBJIAETCST MEPeXo/l OT YTJIEBOJOB K
docdormunepuny, HeoOX0IMMOMY JIJIsT CHHTE3a MPOCTBIX M CJIOXKHBIX JIUITHJIOB.

Anermi-KoA u rimmepwr — r/aBHBIE TPOAYKTHI paclajia JHUIHIOB — CIyzKar
HMCXOAHBIMI COEIMHEHUSIMU JjIsi cuHTe3a yrieBojoB. Amermin-KoA mpu mocpejcrtse
ranokcmieBoro nukia mnepexoaut B 1IBK, a us Hee — B yriieBojabl myrem oOpaiiie-Hus
PEeaKIil TMXOTOMUYIECKOTO Paciajia MOCIe THIX.
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[IpeBparrenue rymieprna B yrieBObI ujeT depe3 3-hocdOoriminepuHoOBbIil albIeru/,
a 3aTeM OITMCAHHBIM BBIIIE CIIOCOOOM.

16.3 BsamMmocBsa3b obMeHa OeJIKOB U JIUIINAI0B

Bszaunmocesisab oOMeHa 6e/IKOB U JIMIIIOB BBIPAyKaeTcss B TOM, YTO PacIaJl JIAINJIOB,
KaK M pacraji yIrjIeBoJIOB, 00eCIeunBaeT, ¢ OJHONH CTOPOHBI, UCXOIHbIE COEJIUHEHUS JIJIsd
HuocuHTE3a AMUHOKKCJIOT (8 M3 HUX OEJIKOB) U, C JPYTOil CTOPOHBI, HE MEHee, a MOKeT
OBbITh, DoJIee, YeM yIJIeBOIbI, MOIJIEPKUBACT 00pa3oBaHue OE/IKOB SHEPIeTHIECKU.

OmHEM U3 OCHOBHBIX IIPOIYKTOB pacIaja JIMIKIOB, B YACTHOCTH BBICIINX >KUPHBIX
KHCJIOT, BO3HUKAIOIIMX IPU THIPOJIN3E TPULIUIEPUIOB, (ochaTnmioB Wil CTEPHJIOB,
apasiercss anerwaI-KoA. Bkioudasich B IUKJT TPUKAPOOHOBBIX U JIMKAPOOHOBBIX KHCJIOT,
OH obeclieunBaeT CHHTE3 (-KEeTOTJIyTapoBOil KHCJIOTHI, IIPEBpaIlleHre KOTOpPOoil B
AMHHOKHUCJIOTBI paccMOTpeHo Bbime. Anermn-KoA ciy:KuT Jjisi BOCIPOM3BOACTBA B
OpraHu3Me IaBeIeBOyKCYyCHOM KUCa0ThI, a n3 Hee — [IBK. V13 obenx Ha3zBaHHBIX KUCJIOT
TaKKe CHHTE3UPYIOTCI AMUHOKUCTOTHI.

OOMeH rTymHIEepUHA, BBICBOOOXKIAEMOIO IIPH TI'HIPOJIN3€ TPULIUAIEPUIOB, Uepes
YIJIEBOJIBI BeJET K TaKUM aMHHOKHC/IOTaM, KaK THCTH/IUH, (peHWJIAJaHUH, TUPO3UH U
tpunrodan. CregoBaTe/IbHO, BCE MMOCTOAHHO BCTPEYAIONIHECs B OeIKaX aMUHOKUCJIOTHI
MOTYT CUHTE3UPOBATHCH 38 CUET PaCIaJaIoNIuXcs JUMNAI0B.

B wusBectHoit Mepe BO3MOXKEH CHUHTE3 JIMIKJIOB 3a CUYET PACIA/IAIONINXCS OETKOB.
[Ipu pacmage pana amuaokucyior obpazyerca [IBK. Ilpu ee oxuciaurenbnom
JIeKapOOKCUIMPOBAHUN BO3HUKaeT aneTmwi-KoA — mcxojmoe coejuHenne Jjid CHHTE3a,
BBICIIIUX JKUPHBIX KHCJIOT, CTEPOJIOB M JIPYTUX cocTaBHBIX dacTeil ummaos. [IBK moxer
TaKzKe MpeBpaTuThes B hocdorymiepu (myremM obpalieHus peakiui JHXOTOMIIECKOrO
pacrajia yrjeBoJoB) — IPYroil BasKHBI KOMIIOHEHT JIMIIHJIOB.

OHepreTuveckasi poJib  JIMIKJOB, OCODEHHO TPUIJIUIEPHUIOB, OOIIEN3BECTHA.
Bosmoxknoctu s cuntesa AT®D compsizkeHHO € OKHCJIEHUEM BBICIIUX KUPHBIX
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KHCJIOT OI'POMHBI. VI3BecTHBI ciydam, KOTJia paciaj] JUIMNJIOB SIBIIETCH €TMHCTBEHHBIM
UCTOYHUKOM SHEPIuu Jijisd Onocunresa GeJika.

['oBopst 0 B3amMOCBsI3U 0OMEHA OEJIKOB U JIMITUJIOB, HEJIb3sh OOONTH BOIIPOC O BIUSIHUN
MIOCJIeTHUX Ha Iporiecc buocuuTesa 0eKOB. TBEpI0 YCTaHOBJIEHO, YTO PUOOCOMATHHBIN
cuHTe3 OejIKa IMPOTeKaeT BO MHOIO pa3 3JHepruvHee, €cjau PHUOOCOMBI CBA3AHBI C
JINTIOTTPOTENHOBBIMU MeMOpPaHAMH.

16.4 B3sauMocB#a3b OOMeHa HYKJIEMHOBBIX KNCJIOT, O€JIKOB M yIJIEBOJIOB

Bsaaumoceasv 0bmena HYKACUHOBHT KUCAOM U 6eAK06 BBIPAKAeTCs MPE¥KIEe BCETO B
TOM, YTO HOBOOOpa3oBaHUE KaK HYKJICO-3uATpudocdaToB, TaKk U caMUX HYKJIEMHOBBIX
KHCJIOT 3aBUCUT OT HAJUYUs B KJETOYHOM COJEPKUMOM COOTBETCTBYIOIIErNO Habopa
6enkoB-bepmentos  (JIHK- wu PHK-mosmmmepas, smras, tomomsomepas, a TakxKe
bepMenTOB GHOCHHTE3a MyPUHOBBIX U MHUPUMEJIXHOBBIX MUKJIOB). Kpome Toro, mMeHHO
AMUHOKHCJIOTHI (acaparnHoBasi — B CJIydae NMUPUMEMHOBBIX HYKJIEOTHIOB U IUINIIWH,
acraparnHoBasi KHCJIOTa W DJIyTAMUH — B CJIydae IIyPUHOBBIX HYK-JEOTHUJIOB) CJIyZKAT
OCHOBHBIMU MCXOTHBIMY COEMHEHUSIMU JIJIs TOCTPOEHNS TUPUMUIMHOBOTO U Iy PUHOBOTO
koJierl. Bmecte ¢ Tem HOBOOOpaszoBanme OEJTKOB IO MATPUYHON CxeMe HEBO3MOXKHO 0e3
yuactus Bcex BujoB PHK wu, ecrecrsenno, /ITHK, ma koTopoii B KadecTBe MATPUIIbI
BOBHUKAIOT PUOOHYKJ/IEMHOBBIE KUCJIOTHI.

Bsaumocssasu 6 obmene HYKACUHOBBLL KUCAOM U yZJLGGO@OS MHOFOO6pa3HbI.

Bo-tiepBbix, B mporiecce amoToOMHYECKOro paciiajia yrieBOJO0B o0pasyeTcss pubo30-
5-cdbocar, m3 KoOTOporo Bo3HUKaAET H-dochopudosui-1-mupodocdar, ciyzKaimii
COBEPIIIEHHO HE3aMEHNMBIM COEIMHEHNEM JIJIs OMOCUHTE3a Iy PUHOBBIX U MAPUMEITTHOBBIX
HykJieotusioB. [, D-puboza m [, D-me3okcupubosa, SBJIAIONIHECS HelIpEeMeHHbIMU
COCTABHBIMU YaCTIMU IIYPUHOBBIX U IHUPUMUINHOBBIX HYKJIEOTHIOB, IIOCTYIAIOT B
HYKJIEMHOBBIE KICJIOTHI 38 CUET PACIAIAOIINXCsI YIJIEBOIOB.

BO—BTOprX, B H3BECTHON Mepe 1 pacCliaJ HYKJIEHMHOBBIX KHCJIOT MO2KET CJIY2KUTb
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HUCTOYHUKOM COEJIMHEHU, CIIyKaIlUX Jijisi OMOCHHTE3a YTJIEBOJIOB, T.K. BBICBODOXK IaeMast
pU THIPOJIN3E MyPUHOBBIX U MUPUMHUIUHOBBIX HYKJ/IEOTHUJIOB PHOO3a, BKJ/IOYASICH B
o0IuMii KpyroBOpPOT YTJIEBOJIOB B OPraHM3Me, MOXKET MePeXouTh B pud030-H-pocdar, us
KOTOPOTI'O JIETKO CTPOUTCA IJIIOK030-6-hocdar.

B-tperbux, pacmajaromumecs yrieBojbl MOJJIEPKUBAIOT Ha OIPEICTEHHOM YPOBHE
cybcrpaTHoe u okucymresibHoe docopummpoBanne AJID, T.e. obecrieanBaoT 6GHOCHHTES
AT®. Tlocnennsiss abcomoTHO HEOOXOMUMA IS IIPEBPAIleHrsT HYKJIeo3uaMoHodochaToB
B HyKJreo3uarpudocdarsl — cydcTparsl g noanMepas. CiieoBaTelbHO, OT HAJIMIHS
B Opranm3Me CaxXapoB U HWHTEHCUBHOCTH WX pACIajia 3aBUCHT 00beM OmocmHTE3a
HYKJIEMHOBBIX KHUCJIOT.

Hakomner, B-ueTBepTbIX, OMOCUHTE3 YIVIEBOJOB B 3HAYUTE/ILHOW Mepe 3aBUCHT OT
HYKJIEMHOBOIO OOMEHA. Ta 3aBHCUMOCTbL BBIPAXKAETCS B TOM, YTO OIIPEJIe/IeHHAS
JacTh ypuJInHTPUMOCHOPHONH KUCTIOTHI MCIOJB3yeTcd s omocuaTe3a Y [D-rIioKo3b!
— BaJkKHEHIero mpOJyKTa, TJINKO3UIHBIE OCTATKA C KOTOPOrO TIEPEHOCITCS Ha
HEPELY ITUPYIONTHIT KOHEI MOJIEKY/Ibl CHHTE3UPYEMOT'0 IUTIOKaHA.
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TECTOBEIMI CAMOKOHTPOJIb 3HAHUII
AMMHOKHNCJIOTHI. BEJIKN.
HYKJIEMHOBBIE KNNCJIOTHI.
OEPMEHTHIL.
BUTAMMWHBI.
YT'JIEBO/IBI.
JINIIN IBI.
I'OPMOHBI.

Ha4vano

OBMEH BEIITECTB n OHEPI'IN. BNOJIOTNYECKOE
OKUNCJIEHNE
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OBMEH JINIIN10B

Crpanunya 328 nz 329

OBMEH HYKJIEMHOBBIX KUCJIOT

Hazag

OBMEH BEJIKOB

Ha Becb skpaH

3akpbiTh




CIINCOK MCIIOJIb3OBAHHON JINTEPATYPHI

. Buoxumus : yueb. jist un-toB dus. Kyabrypsl / moj pexa. B. B. Menb-mukosa, H.
N. Bonkosa. — M. : @uzkysbrypa u ciopt, 1986. — 384 c.

. Buoxumus : yueb. st un-toB dus. Kyaprypsl / nox pea. H. H. dkosresa. — 2-e
u3n. — M. : @uzkynbrypa u criopt, 1974. — 343 c.

. T'unpanosua, B. U. Buoxummus : yue6. mocobme / B. U. lmgpamosmu, A. B.
lMuapanosutd. — Mumnck : TerpaCucremce, 2010. — 528 c.

. Jlenmnamxkep, A. Ocuobl 6uoxumun : B 3 7. / A. Jleanmmkep. — M. : Mup, 1985. —
3

. Ocnossl 6uoxumun / A. A. Anucumos |u 1p.| ; nox pea. A. A. Aun-cumosa. — M. :
Bricmt. mk., 1986. — 551 c.

. IIpockypuna, . K. Buoxumusa : ydeb. mocodbume g CTYJIEHTOB BBICII. y4e0.
saBenenuii / . K. TIpockypuna. — M. : BJIAJTOC-ITIPECC, 2001. — 240 c.

. Cenuyk, B. B. Buoxumus: kypc sexmwmii : B 2 4. / B. B. Cenuyk. — Munck : BI'Y,
2005. — 9. 1 : buomosexymner. — 179 c.

. @uaunmnosud, 0. B. OcHoBbl Onoxumun : yued. 7yt XuM. 1 OUOJI. CHeruaIbHOCTe
ne. ya-toB u uH-ToB / FO. B. ®ummnmosuy. — M. : Arap, 1999. — 512 c.

‘ Hauano |

‘ CopepxaHue |

CrpaHuya 329 uz 329|

‘ Haszag |

‘ Ha Becb skpaH |

‘ 3akpbiTh |




	ВВЕДЕНИЕ
	История развития биохимии

	СТАТИЧЕСКАЯ БИОХИМИЯ
	ХИМИЧЕСКИЙ СОСТАВ ЖИВЫХ ОРГАНИЗМОВ
	БЕЛКИ (ПРОТЕИНЫ)
	Функции белков в организме
	Аминокислоты – структурные элементы белковых молекул
	Физико-химические свойства аминокислот
	Пептиды
	Строение и уровни структурной организации белков
	Физико-химические свойства белков
	Номенклатура и классификация белков

	НУКЛЕИНОВЫЕ КИСЛОТЫ
	Структурные компоненты нуклеиновых кислот
	Строение ДНК
	Строение и функции РНК

	ФЕРМЕНТЫ (ЭНЗИМЫ)
	Строение ферментов
	Механизм действия ферментов
	Активность ферментов и единицы активности ферментов 
	Свойства ферментов
	Номенклатура ферментов
	Классификация ферментов

	ВИТАМИНЫ
	Водорастворимые (гидрофильные) витамины
	Витамин B1
	Витамин B2
	Витамин B3
	Витамин B5
	Витамин B6
	Витамин Bc
	Витамин B12
	Витамин С
	Витамин Н
	Витамин Р

	Жирорастворимые (липофильные) витамины
	Витамины группы А
	Витамины группы D
	Витамины группы Е
	Витамины группы К

	Витаминоподобные вещества
	Витамин В15
	Коэнзим Q (убихинон)


	УГЛЕВОДЫ
	Моносахариды
	Изомерия моносахаридов
	Цикло-оксо-таутомерия моносахаридов
	Химические свойства моносахаридов
	Аминосахара
	Важнейшие представители моносахаридов и их биологическая роль

	Олигосахариды
	Полисахариды
	Крахмал
	Гликоген
	Целлюлоза
	Гликозаминогликаны


	ЛИПИДЫ
	Простые липиды
	Ацилглицеролы
	Стероиды

	Сложные липиды
	Фосфоацилглицеролы (глицерофосфолипиды)
	Сфинголипиды
	Гликолипиды


	ГОРМОНЫ
	Номенклатура и классификация гормонов
	Пептидные и белковые гормоны
	Гормоны гипоталамуса
	Гормоны гипофиза
	Гормоны поджелудочной железы

	Гормоны – производные аминокислот
	Гормоны щитовидной железы
	Гормоны мозгового вещества надпочечников

	Стероидные гормоны
	Гормоны коркового вещества надпочечников
	Половые гормоны

	Механизм действия гормонов


	  ДИНАМИЧЕСКАЯ БИОХИМИЯ
	ОБМЕН ВЕЩЕСТВ И ЭНЕРГИИ
	Последовательность процессов метаболизма и стадии извлечения энергии питательных веществ
	Обмен энергии. Высокоэнергетические (макроэргические) соединения
	Энергетический заряд клетки

	БИОЛОГИЧЕСКОЕ ОКИСЛЕНИЕ
	Классификация процессов биологического окисления и их локализация в клетке
	Митохондрии как внутриклеточные центры аэробного дыхания
	Окислительное фосфорилирование и дыхательная цепь транспорта электронов
	Механизм сопряжения дыхания с фосфорилированием АДФ

	ОБМЕН УГЛЕВОДОВ
	Гликолиз
	Гликогенолиз
	Молочнокислое брожение
	Окислительное декарбоксилирование пировиноградной кислоты
	Цикл Кребса
	Пентозофосфатный путь превращения углеводов
	Энергетика брожения и дыхания
	Биосинтез углеводов

	ОБМЕН ЛИПИДОВ
	Транспорт липидов
	Распад жиров (триглицеридов)
	Окисление жирных кислот
	Метаболизм кетоновых тел
	Биосинтез высших жирных кислот
	Биосинтез триглицеридов
	Метаболизм фосфолипидов
	Распад фосфолипидов
	Биосинтез фосфолипидов


	ОБМЕН НУКЛЕИНОВЫХ КИСЛОТ
	Распад нуклеиновых кислот
	Распад пуриновых оснований
	Распад пиримидиновых оснований

	Биосинтез нуклеиновых кислот
	Биосинтез ДНК
	Биосинтез РНК


	ОБМЕН БЕЛКОВ
	Протеолиз
	Распад аминокислот
	Обезвреживание аммиака в организме. Синтез мочевины
	Синтез аминокислот
	Биосинтез белка

	ОБМЕН ВОДЫ И МИНЕРАЛЬНЫХ ВЕЩЕСТВ
	Биологическая роль воды и ее обмен
	Биологическая роль минеральных веществ и их обмен

	ИНТЕГРАЦИЯ МЕТАБОЛИЗМА
	Взаимосвязь белкового и углеводного обменов
	Взаимосвязь обмена углеводов и липидов
	Взаимосвязь обмена белков и липидов
	Взаимосвязь обмена нуклеиновых кислот, белков и углеводов


	  ТЕСТОВЫЙ САМОКОНТРОЛЬ ЗНАНИЙ
	СПИСОК ИСПОЛЬЗОВАННОЙ ЛИТЕРАТУРЫ

