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BBenenue

buonocuueckas xumus - 370 HaykKa, W3y4yarllas XUMUYECKUN COCTAaB OpPraHOB M TKaHEH
OPraHM3MOB U XHMUYECKHE IIPOLIECCHl W  IpEeBpallleHus, JieXallue B OCHOBE HX
KU3ZHEJCATEIIbHOCTH.

CoBpemeHHass OMOXUMHS OXBATHIBAET OOJBIIYIO 00JIACTH YETOBEYECKOTO 3HaHUs. B cBsizu ¢
OTPOMHBIM 00BEMOM (PAaKTHUYECKOTO0 MaTepuajlia MU pa3zHooOpa3ueM TEOpPEeTHYECKUX 3HAHWM
OMOXUMUS JETUTCS Ha PAI Pa3/eioB, KAKAbIH U3 KOTOPBIX UMEET caMOoCTOsITeIbHOE 3HaueHue. 1o
MOJIX0JIaM K U3YYEHUIO KUBOUM MaTepru OMOXUMHUS JACTUTCS Ha:

1 Cmamucmuueckyio, 3aHUMAIOLIYIOCSI UCCJIEI0BAHUEM XHMUYECKOIO (KaueCTBEHHOI'O U
KOJIMYECTBEHHOI'0) COCTaBa OpraHu3Ma.

2 Jlunamuuecky!ro, — W3YYalOLIyl0  MpPEBpAIlEHUS  XUMUYECKHX  COCAMHEHHH U
B3aMMOCBS3aHHBIX C HUMH MPEBPAIICHUI SHEPIUH B MIPOLIECCE KUZHEAEATEIbHOCTH OPraHMYECKUX
dbopm.

3 @yHKYUOHANIBHYI0, KOTOPAs BBIACHSET CBA3H MEXKIY CTPOCHHEM XMMHUYECKUX COCTUHEHHM
U TpOIeCCaMH WX BHJOW3MEHEHHs, C OJHOH CTOPOHBI M (DYHKIHEW CyOKIETOYHBIX YaCTHII,
CHELMAaIU3UPOBAHHBIX KJIETOK, TKAHEH WJIM OPraHoB, BKJIKOYAIOLIMX B CBOM COCTaB YINOMSIHYTHIE
BEILIECTBA, C APYTOM.

B 3aBucuMocTu OT 00BEKTa WM HANpaBIICHUS HCCICIOBAHWN COBPEMEHHAsi OMOXHMUS
pacnagaeTcsi Ha HECKOJIbKO CAMOCTOSATENbHBIX Pa3/IeloB.

1 Obwas oOuoxumus paccMaTpuBaeT 3aKOHOMEPHOCTH CTPOCHUS, COJEPKAaHUA H
peoOpa3oBaHus B MPOLECCE KUZHEACATEIEHOCTH OPraHU3MOB XMMHUYECKUX COSAMHEHUH, 00X
JUIS1 5KMBOM MaT€pUH B LIEJIOM.

2 Buoopeanuueckas xumusi BBICHSET (DPU3MKO-XUMHYECKHUE OCHOBBHI (DYHKIIMOHHUPOBAHHUS
BAKHEUILIMX CHUCTEM >KMBOW KIIETKH, HUCIHOJIb3YsS HJAEH, METOJAbl M MPHUEMbl XUMHUHU, BKIHOYAs
CTPYKTYPHBII W CTEPEOXHUMHYECKHI aHaJI3, YaCTUYHBIA M TIOJHBIA CUHTE3 MPUPOIAHBIX
COEMHEHMI U UX aHAJIOTOB.

3 bBuoneopeanuueckas xumus WCCIENYEeT CTPYKTYpy M (YHKIHOHAIBHYIO aKTHBHOCTBH
KOMIIJIEKCOB HEOPraHMYECKMX MOHOB C OPraHWYECKMMHU MOJIEKyJaMH (JIMTraHAaMH), UX y4JacTue B
IpoLeccax KU3HEAESTEIbHOCTH.

4 Buoxumus 4#CU80MHBIX N3Yy4aeT COCTaB KMUBOTHBIX OPTraHU3MOB U TPEBpAIICHUS B HUX
BELIECTB U SHEPTUU.

S5 Buoxumus pacmeHuil ucciedyem cocmag pacmumenbHblX OP2AHUIMO8 U NPespaujeHus: &
HUX 8eujecme U SHepeul.

6 buoxumus MuKpoopeamuszmMos usyuaem me JHce B0NPOChl, HO NPUMEHUMENbHO OJisl
MUKPOOP2AHUIMOS.

7  Meouyunckas buoxumus ucciedyem cOCmMag U npespaujeHue 6ewecms U dHepeull 8
opeanusme 4eioseka 8 Hopme U Namoaouu.

8 Texnuueckas Ouoxumus BBIICHAET COCTaB BaKHEHIIMX MUIIEBBIX MPOAYKTOB, U3y4yaeT
NpeBpallleHHs], MPOUCXOMALINE TMPH HMX MPOM3BOJICTBE M XPaHEHUH, a TaKxke pa3paldaTbIBaeT
CHOCOObI MPUMEHEHUsI OMOXMMHUYECKUX MPOLIECCOB B IPOMBILIUIEHHOCTH.

1 UcTopusi pa3BUTHSI HAYKHU U MeTOAbI M3yUeHHs] OMOXMMH
OoaacTu uccjieI0BaHN OMOXUMUH

1 Tunwvr opeanuyeckux coeounenuti u ux cmpykmypa. OyHnamMeHTaibHOE 3HaYCHHE UMETIO
COCTaBJICHUE IIEPEYHsI OPraHWYECKUX OTHOCHUTENBHO IIPOCTBIX COEAUHEHHMM — aMHMHOKHUCIIOT,
caxapoB M JKUPHBIX KHCIIOT, 3aTeM 00Jiee CIIOKHBIX — TUTMEHTOB (MPUAAIOIINE OKPACKY, HAIIPUMED,
[[BETKaM), BUTAMHUHOB M KO(PEpMEHTOB (HEOEIKOBbIE KOMIIOHEHTHI ()EPMEHTOB), a 3aKaHYMBACTCS
TUTaHTCKUMHU MOJIEKYJIaMU OEJIKOB U HYKJIEMHOBBIX KUCIIOT.

4



2 Memabonuueckue nymu. bBUOXUMUS BBIICHSET MyTH OMOCUHTE3a MPUPOJHBIX COSTUHEHHM
u3 6oJsiee MPOCTHIX BELIECTB, T.€. U3 KOMIIOHEHTOB MHUILIHU Y KUBOTHBIX M U3 JWOKCHJA YTJIepoJa
MUHEPAJIBHBIX BelIeCTB (B X0Je (POTOCHHTE3a) Y PACTCHHI, pacilelJIeHHe PUPOJHBIX COSTUHEHHM
y JKUBOTHBIX, PACTEHUI U MUKPOOPTraHU3MOB (B YaCTHOCTH, Y OakTepuil).

3 Cmpyxkmypa u @yukyuu maxkpomonexyi. TpeTbe HampaBieHHE OMOXHMHUH CBSI3aHO C
AaHAJIM30M CBSI3M MEXKAY CTPYKTYypoi U (QYHKIHEH OHOJOTHYECKMX MaKpOMOJeKyn. Tak,
OMOXMMHUKH IBITAIOTCS TIOHATH, KAKUe 0COOEHHOCTH CTPYKTYPhI OCJIKOBBIX KaTalIu3aTOPOB JIEkKaT B
OCHOBE HX CIEHU(PHUYHOCTH, T.€. CIIOCOOHOCTH YCKOPSATH CTPOTO OINPEAEICHHBIE PEAKIUHU; Kak
BBITIOJHSIOT CBOU (DYHKIIUHU CJIOKHBIE MOJUCAXapHbl, BXOJAIINE B COCTAaB KJIETOYHBIX CTEHOK U
MeMOpaH; KakuM 00pa3oM CJIOKHBIE JIMIUAbI, TPUCYTCTBYIOIINE B HEPBHOW TKAaHHU, y4acCTBYIOT B
(YHKIIMOHUPOBAHUH HEPBHBIX KIETOK — HEHPOHOB.

4 DYHKYUOHUPOBAHUE KIeMOK — PACKpbITHE MEXaHU3MOB (YHKIHOHUPOBAHUS
CIEIMAIM3UPOBAHHbBIX KJIETOK. MccnenyroTes,, HanpuMep, CIeayOLIMe BOIPOCHl: KaK IPOUCXOAUT
COKpAII[eHHE MBIIICYHBIX KJIETOK, KaK OMpPEe/IeICHHbIE KIETKH (POPMHUPYIOT KOCTHYIO TKaHb, KAKUM
00pa3oM SPHUTPOLUTHl TEPEHOCIT KHUCIOPOA OT JIETKUX K TKaHAIM M 3a0HparoT W3 TKaHEH
YIJIEKUCIBIN ra3, KAKOB MEXaHU3M CUHTE3a MUTMEHTOB B KJIETKaX PACTEHUH U T.1.

5 ['enemuueckue acnexkmul. Uccnenoanusi, HauaBecst B 1940-x rogax v nmpoBOMBIIUECS
Ha rpubax M OakTepusx, a 3aTeM Ha BBICIIUX OPraHM3Max, BKIIOYas 4YelIOBEKa, MOKa3aliH, UYToO
OOBIYHO B pe3yJbTaTeé MYTAllMM T'E€HOB B KIJIETKAaX TIEPECTAlOT NPOTEKATh ONpeICICHHbIC
OMOXMMHYECKHE pEaKIUH. OTW HaOMIOJCHUS MPUBEIM K CO3JAaHHIO KOHIICTIMU TeHa Kak
WHGOPMAIIMOHHON €IMHHUIBI, OTBEYAIOIIeH 3a cuHTe3 crenuduueckoro Oenka. Ecim Oernok
aBigeTcs (pepMEeHTOM, a KOAMPYIOIIUNA €ro TeH MOJBEprcs MyTanuu (T.e. U3MEHWICA), TO KIETKa
YTpa4MBaeT CIHOCOOHOCTh OCYIIECTBIISITH PEAKIUIO, KOTOPYIO 3TOT (EPMEHT JODKEH ObUT ObI
KaTaJu3upOBaTh.

B neapax Omoxumuu, Ha CThIKE OMOJIOTHHU, XUMUU, (DU3UKHU, MATEMATUKU U KUOEPHETUKH,
3apoJuiiach Hayka 00 OCOOEHHOCTSIX CTpPOSHHMsT M CBOMCTB MOJIEKYJ, OO€CIeYnBaroLINX
CYLIECTBOBaHHE OMOJIOTHYECKON (DOPMBI IBUIKEHUSI MATEPUH, - MOAEKYAAPHASL OUONO2USL.

Obnacmb uccrnedosanutl, aexcawyio 8 cghepe u OUOXUMUU U 2eHemUKU, 0ObIYHO HA3bI8AIOM
MOJNEKYNAPHOU OUONI02UEII.

MHorue 6MOXMMHUYECKHUE HCCIIEIOBAaHUSI HAIIPABJIEHbl HA BBIICHEHUE JI€Tajel peruiMKanun
HYKJIEMHOBBIX KHCIIOT W MEXaHHM3Ma CHHTe3a OENKOB, a MOTOMY TECHO CBSI3aHbl C T'€HETHUKOIL.
[Ipoekt «I'eHOM 4YenoBeKa» — IpaHIMO3HBIM MEXIyHAPOAHBIN MPOEKT B 00JacCTU MOJEKYJISIPHOU
OMOJIOTUU U TEHETHKH, B KOTOPOM MPUHUMAIOT y4acTHe KOJUIEKTHUBBI YYEHBIX U3 MHOTUX CTpaH.
[lenb mpoekTa — MOCTPOUTHh T'€HETUYECKUE KapThl 23 XpOMOCOM 4YeJIOBEKa C TOYHBIM YKa3aHHEM
IIOJIOKEHHSL BCEX JIECATKOB THICSY T'€HOB HA 3TUX XPOMOCOMAaxX M B KOHEYHOM MTOI€ ONPENEIUTH
CTPYKTYPY XPOMOCOM, T.€. IIOCIEA0BATENbHOCTh MPUMEPHO 3 MIIPJ. Hap a30TUCTHIX OCHOBAHUU, U3
KOTOpBIX cocTouT XxpomocomHas JIHK. Otu nccnenoBanus mo3BosAT co3aaTh JOCTYIHYIO ISl BCEX
y4eHbIX 0a3y JaHHBIX, IPEICTABISIOMNX OOJBIIYIO LIEHHOCTh Ui U3yYEHUS! TeHETUKH YeJIOBeKa, a
IJIABHOE — IOMOTYT OMOXMMHUKAM PacKpbITh MEXaHU3MbI HACJIEICTBEHHBIX 00JIe3HE.

6 Meouyunckan ouoxumus. C KaxIbIM TOJOM Bce Ooibliee 4HCIO OOJe3HEH ymaercs
CBSI3aTh C TEMH WM MHBIMHM HapylleHusMH Merabonn3ma. CoBMECTHbIE yCHWIHS OMOXMMHKOB U
Bpaueill MO3BOJIMIIM PACKPBITH MPUPOJLy HAPYILIEHUH, JIeXkKallluX B OCHOBE TaKUX 3a00JIeBaHMM, KaK
caxapHbIi a0eT U CepIOBUIHOKIETOUHAS aHEMUS U Jp.

HcTtopusi pazBuTHsi 0MOXUMUH

MO3KHO BBIJIEIIUTH OCHOBHBIC ITAITBI PA3BUTHS OMOXUMUYECKON HAYKH.

1 “TIporo6moxumus”. KoOHIENIMH TPOIECCOB >KU3HEICATEIBHOCTH M WX MPUPOIBI,
pa3BuUBaeMble B  JIPEBHOCTH, AHTUYHOCTH, B TIEPUOA  CpeAHEBEKOBbs.  KoHmeniuu
KU3HECATSILHOCTH B Omnoxy Bo3pokIeHus, MpHUBJICYCHHE WX JUIS OMHCAHUS U OOBSICHEHUS
XUMHUYECKHUX MTPOIIECCOB.
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2 DKCnepuMeHTaIbHOE M3YyUYCHHE MPOIECCOB Xu3HeaesTenbHocTu B 17-18 BB. IlepBrie
XUMHUYECKHUE TEOPUU U 0OBSICHEHUS IPOLIECCOB JbIXaHUs, MUILEBAPCHHUS, OpPOKEHHUS.

3 “Homas xumMusa’ M H3y4Ye€HHE METOJAAMH XHMHH J>KMBBIX OPraHU3MOB H IIPOIECC
KU3HENEATeNbHOCTU. [lepBblii KpU3UC METONOJIOTMM B 00JacTH B3aUMOAECUCTBUS XUMHUHU H
ouosoruu.

4 ®dopmupoBaHue OHOJOTMYECKOW XHMHHM B paMKaX PEAYKIMOHHCTCKHX IPOrpaMmm
OHMOJIOTUH BTOPOU TOJIOBUHBI 19 Beka.

5  PasButue Kilaccuueckoi OMOJIOrM4YEeCKON XUMUM.

6 [Iporpecc OMOXUMHM W PEBOJIIONMSA B OHOJOTMM BO BTOpOW mosnoBuHE 20 Beka —
dbopMupoBanne  (PHU3UKO-XUMUYECKOW  OMONOTMU. METOMONOTHYECKHe, OMIUPUYECKUE U
TEOPETUYECKHEe OCHOBHI 3TOr0 Mpotiecca. MHTerpupyromas poib GU3NKO-XUMUYECKOW OMOIOTHH B
cucreMe OMOJOTMYECKUX HaYK.

N3ydyenue xuBOil MaTepuu € XMMHYECKOH CTOPOHBI HA4yaloCh C TOTO MOMEHTa, KOraa
BO3HUKJIA HEOOXOJAMMOCTb HCCIIEOBaHMS COCTABHBIX 4YacTe€d JKUBBIX OpPraHU3MOB U
COBEPIIAIOIINUXCS B HUX XUMUYECKHX MPOIIECCOB B CBS3H C 3alIPOCAMU MPAKTUYECKONW MEIUIIUHBI U
CEJIbCKOTO X03siMcTBa. Tak, OMH U3 BUIHEUIINX MPEACTABUTEIECH ATPOXUMHUHU — HEMELIKUN Bpad U
ecrectBoucnbitatenb . [lapanenbc BBIABUHYI NMPOTPECCUBHOE IMOJIOKEHHE O HEOOXOAUMOCTH
TECHOM CBA3M XUMHUU C MEIUIMHOW, MOAYEPKMBAsl IMPU 3TOM, YTO 3ajaya aJIXUMUU HE B
W3TOTOBJICHUH 30JI0Ta U cepedpa, a B CO3JaHUHM TOTO, YTO SBJSETCS CHIOW M TOOPOIETENbIO
MEAULMUHBL. SITPOXMMHKHU BBEJIHM B MEIUIMHCKYIO MPAKTUKY Iperaparbl pTyTH, CYpbMbI, keje3a U
npyrux sneMmeHToB. [lozke M. Ban-I'enbMOHT BbICKa3all MPEAINONIOKEHHE O HAIWYMHM B “‘cokax’
KMBOTO TeJla OCOOBIX Hauyal, TaK Ha3bIBAEMBIX “‘(DEPMEHTOB”, y4aCTBYIOUIMX B Pa3HOOOpPA3HBIX
XUMHYECKHUX MPEBPAIICHUSIX.

B 17-18 BB. JlaBya3we pa3BuBai Oosee paHHue HaOmoeHus MaiioBa, 4TO TPH JbIXaHUH,
KaK U MPU TOPEHUH OPraHWYEeCKUX BEIIECTB, MOTJIOIMAETCS KUCIOPOJ U BBIACISETCS YIJIEKUCIIBIN
ra3. OTHOBpEMEHHO UM ke, BMecTe ¢ Jlamnacom, ObUIO MOKa3aHO, YTO MpPOIecC OMOJIOrMYECKOro
OKHCJICHUS SBJISIETCS U NICTOUHUKOM >KMBOTHOM TEIUIOTHL. DTO OTKPBITHE CTUMYJIMPOBAJIO B Hauaje
19 Beka ompeneneHHe KOJIMYECTBA TEIUIA, BBIACISAEMOIO IPU CTOPAaHUM YIJIEBOJOB, XHUPOB H
O€IKOoB.

KpynHbiMu coObITHSAMU BTOpOH mosioBHHBI 18 Beka crtanu uccienoBanus P.Peomiopa u
JI.CnannaHianu no (U3HONOTMM MUILIEBAPEHUs. DTH UCCIIEI0BATENIN BIIEPBbIE U3YyUWIN JIEHCTBUE
KEJyJJOYHOT'O COKa YXMBOTHBIX M ITHI] HAa Pa3IUYHble BHJbI MUIIK (TJaBHBIM 00pa3oM MsCO) U
MOJIOKUJIM ~ Hadyajlo U3y4eHUI0 (EpPMEHTOB MHUIIEBApUTEIbHBIX COKOB. BoO3HUKHOBEHUE
SH3UMOJIOTHH (yueHue o ¢epMeHTax), oObldHO cBs3bBaloT ¢ uMeHamu K.C. Kupxroda, a takxe
[eitena u Ilepco, BiepBbIe M3YUMBIINX JACUCTBHE HA KpaxMan (hepMeHTa aMuIIassl in Vitro.

Baxwnyto ponb ceirpanu padots! [Ipuctiau u, ocobenno, MlHrenxayca, OTKpbIBIIUX SBJICHHE
¢dotocunTes3a (koHen 18 Beka).

Ycnexu cratnyeckoid OMOXHMMHUU € caMOro Hayasia ObUIM HEpa3pbhIBHO CBA3aHBI C Pa3BUTHEM
OPraHNU4YeCKON XUMHH.

TomukoM K pa3BUTHIO XUMHH MPUPOAHBIX COCAMHEHUHN SBUJIMCH UCCIIEIOBAHUS IIBEICKOTO
xumuka K. [leene (1742-1786 rr.). OH BbIAECIUI U ONKCAT CBOWCTBA MPUPOJIHBIX COCIUHEHUNA —
MOJIOYHOM, BUHHOM, JTUMOHHOM, IIABEICBOM, S0JIO0YHON KHUCJIOT, TIMIEPUHA U Np. J[OCTUTHYTHIE
ycrexu — cuHTe3 B 1828 romy moueBHHBI, yKcycHOM kucioTel (1844 r.), xupoB (1850 r.),
yrineBosioB (1861 1.) — umenu ocoGeHHO OONbIIOE 3HAYEHWE, TaK KaK IMOKa3add BO3MOKHOCTH
cuHTe3a IN VItro psga opraHMYEeCKWX BEHIECTB, BXOISIIMX B COCTaB JKUBOTHBIX TKaHEH WM JKe
SIBJIAIOIIMXCSI KOHEYHBIMU MPOAyKTaMu oOMeHa. Bo BTopoii mosnioBuHe 18 — Hauvane 19 Beka Obuin
MPOBEACHBl U JPyrue Ba)KHbIE HCCIICIOBAHUSA: U3 MOYEBBIX KaMHEW ObLIa BbIIEICHA MOYEBas
KHCIIOTa, U3 KEITYN — XOJIECTEPHH, U3 MeJa — IIII0K03a U (PPYyKTO3a, U3 JTUCTHEB 3E€JICHBIX PACTEHUN
— IMUTMEHT XJOPO(MILI, B COCTaBEe MBIIII] ObUT OTKPHIT KpeaTHH. Bbulo MOKa3aHO CyIecTBOBaHUE
0CcOo00H TpyNIbl OPraHUYECKUX COCTUHEHHH — PacCTUTENbHBIX alKaJOWJO0B, HAIIEIIUX IO3HEe
PUMEHEHHE B MEAMLIMHCKON MpakTuke. V3 jkenaTHHbI M ObIYBEro Msica IMyTeM UX THApOJH3a ObLTH
MOJIy4€HBI NTEPBbIE€ AMUHOKHUCIIOTHI: TJIMLIHUH U JICHIUH.
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Bo ®pannuu B madoparopuu K. bepHapa B coctaBe TKaHM MeUYeHU ObUT OTKPBIT TJIMKOTEH
(1857), m3ydeHsl myTu e€ro oOpa3oBaHHS U MEXAHU3MBI, PErYIMPYIOIIME €ro paclierieHue. B
I'epmannm B nmaboparopusix . ®umepa, A. Koccens u apyrux ObUIM W3YYEHBI CTPYKTypa H
CBOMCTBA OEJIKOB, a TAKXKE IPOJLYKTOB UX THIPOJIH3A.

B cBs3u ¢ ommcanueM apoxkkeBbix KieTok (1836-1838rr.) Hayaiu axkTUBHO H3y4yaTh
npouecc Opoxkenust (JIubux, Ilacrep um np.). Bompeku mHenuro JluOmxa, paccMaTpuBaBIIEro
rporuecc OpOKEeHUs KaK YUCTO XUMUYECKUH, TIPOTEKAIOUINII C 005S3aTeNbHBIM yYaCTHEM KUCIOPO/a,
JI. TlacTep ycTaHOBHJI BO3MOXHOCTh CYILECTBOBAHMS aHAa’3poOM03a, TO €CTh KM3HU B OTCYTCTBUU
BO3/yXa, 3@ CUET YHEPTUU OPOKEHHUS.

[Mommuuneid pacuer Ouoxumum Hactynui B 20 Beke. B camom Hawane ero Obuia
copMynHpoBaHa U FKCIIEPUMEHTAIHHO 000CHOBaHA TOJIMIIENTHIHAS TEOPHsI CTpoeHUs 6enkoB (3.
Gumep 1901-1902rr.). Tlo3gHee ObuT pa3paboTaH psJ AHATUTHYECKUX METOJOB, MO3BOJISIOIINX
M3YYUTh aMUHOKHCIIOTHBIM cOCTaB Oenka (xpomarorpadus, peHTTeHOCTPYKTYPHBIH aHaIN3, METOA
M30TOMHON WHAMKAIUH, JJIEKTPOHHAS MUKpocKomus). PacimmdpoBeiBaeTcs nepBuyHas, BTOpUYHas,
TPETUYHAsI U YETBEPTHUYHAS CTPYKTypa MHOTUX OenkoB. CHHTE3HPYETCs pSA BAXKHBIX OCIKOBBIX
BELIECTB.

bnectsmue paboter Yapradda, k. Yorcona m @. Kpuka 3aBepmiaroTcsi BBISICHCHHEM
ctpyktypel  JIHK (#me30kcupuOOHYKIEMHOBOM KHCIOTHI). YCTaHABIMBAETCA JIBYXCIHpAIbHAS
crpykrypa JIHK u pons ee B mepemade HaciuencTBeHHON mHpopMmanuu. OCYyIIECTBISIETCS CUHTE3
JHK u PHK. Pemaercs (1962 u mnocnenymoommue rojbl) OAHA M3 LEHTPAIBHBIX MpoOieM
coBpeMeHHOM ouoxumuu — pacudponbiBaercss PHK — amunokucnoTsiit kon. Beogurcst nonsitue
O MOJIEKYJISIPHBIX OOJIE3HAX, CBSI3aHHBIX C ONpenesneHHbIMH nedekramu B cTpykrype JIHK
XPOMOCOMHOTO aImapara KJIeTKH.

Panee xmaccuueckumu uccnenoanusmu M. II. IlaBmoBa M €ro MIKOJBI PAaCKPBIBAKOTCS
OCHOBHbIE (DU3MOJOrHYECKHEe U OMOXMMHUYECKHE MEXaHU3Mbl Pa0OTHI MUIIEBAPUTEIBHBIX KEIe3.
YcTaHaBnuBaeTcsl CyIIECTBOBaHHE 3aMEHMMBIX M HE3aMEHUMBIX aMHUHOKHCIIOT, pa3padbaThIBalOTCS
HOpMBI Oenka B muTaHuu. Oco0oe MeCTO 3aHsUI0 M3y4eHHME HapyIIeHUWH a30THCTOro oOMeHa y
KUBOTHBIX W YEJOBEKa NpHU OEJIKOBOM HEIOCTAaTOYHOCTH. JleTalbHO HCCIeAYIOTCS HPOIYKTHI
pacriajza reMorjao01Ha, pacir@poBbIBatOTCS MyTH 00pa30BaHUs rema.

JIOCTUTHYTHI yCTIeXH B pacin(poBKe CTPYKTYPBI TUMUIO0B: (OCHOIUNINIO0B, IEpeOPO3HIOB,
ranryeo3uioB. Coznaercss Teopusi [-OKHUCIECHUS JKUPHBIX KHUCIOT. Pa3paboTaHbl COBpEeMEHHBIE
MPEJICTAaBICHUS] O MYTSAX OKHUCIEHUS U CHUHTE3a JKUPHBIX KHUCIOT U CJOXKHBIX JIMIHJIOB.
3HAYUTENbHBII MPOrpecc IOCTUTHYT INpPH M3YYEHHU MeXaHU3Ma OHOJOTHMYECKOTO OKHCIICHUS,
TKaHEBOTO JIbIXaHUSI.

B. A. DHrenbraparom, a Takke JInmMaHHOM ObUIO BBEIEHO MOHSTHE O “O0raThiX SHEpruei’
dbocpopHBIX coeaMHEHHUAX, B 4YacTHOCTH AT®d, B MakpOIPru4ecKux CBS3SIX KOTOPBIX
aKKyMYJIMPYeTCs 3HAUUTEIbHAast YacTh SHEPTUHU, OCBOOOXKIAIOIIEHCS TIPU TKAHEBOM JIBIXaHHH.

20 BeK O3HAMEHOBAJCS pacHIU(POBKONH XMMHUYECKOTO CTPOCHHS BCEX H3BECTHBIX B
HACTOAILLEE  BpeMs  BUTAMUHOB. BBOAATCS ~ MEXAyHapoAHbIE  €IMHUIBI  BUTAMUHOB,
YCTaHABIIMBAIOTCS MOTPEOHOCTH B BUTAMUHAX YEJIOBEKa M JKUBOTHBIX, CO3JAa€TCd BUTAMHHHAS
IIPOMBIIIIEHHOCTb.

He menee 3HaunTeNbHbBIE YCIIEXU TOCTUTHYTHI B 00JaCTH OMOXUMUM TOpMOHOB. [lomyueHsl
NepBbIe JJAHHBIE O MEXaHW3Me JIeMCTBUS TOPMOHOB Ha oOMeH BemecTB. PacmmdpoBan MexaHu3M
perynsaunu QyHKIUN SHIOKPUHHBIX XKeJE3 10 IPUHLUITY 0OpaTHON CBSA3H.

Bo3nukaer HOBoe HampaBiieHHEe B OMOXMMHUU — HEHPOXUMUS. Y CTaHOBICHBI 0COOEHHOCTH B
XUMHUYECKOM cOcTaBe HepBHOU TKaHU. [IIMpoko MCHONIB3yOTCS, 0COOEHHO B CEIHCKOM XO3SIMCTBE
MHTUOUTOPBI XOJIMHAICTEpa3bl (MeAnaTopa, AeHCTBYIONIEr0 Ha HEPBHbIE OKOHYAHU) AJIsi OOpHObI ©
HaCEKOMBIMU-BPEAUTEISIMHU.
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MeToabl 3y4eHust

OCHOBHBIM OOBEKTOM OHOXMMHHU SBJISETCS HU3Y4YeHHE OOMEHa BEUIECTB U DHEPIUH.
COBOKYIHOCTH TPOLIECCOB, HEPA3PhIBHO CBS3aHHBIX C JKU3HEACATEIBHOCTHIO, PUHATO HA3bIBATh
0bMeHOM 8eujecms.

OOMeH BelIecTB Ha yPOBHE LIEJIOTO OpPraHU3Ma M3y4aroT ITyTeM ONpeAeNCHHs] KOJIMYeCTBa
BEIIECTBA, IOCTYIHBILETO B OPraHU3M M BbIIEIMBIIETOCs U3 Hero. OOMEH 3HEpruM yCTaHABIMBAIOT
METOJIOM KOJIOPUMETPUHU, OIpeAeNisis HHEPreTHUECKyl0 IEHHOCTh MUTATENbHBIX BELIECTB H
SHEpro3aTpaThl OpraHu3Ma.

OOMeHHbIE TPOLECChl Ha YPOBHE OTAEIBHOTO OpraHa HM3y4alOT METOJIOM aHIUCMOMUU,
npennoxenHoro E.C.Jlonnonom. Ilpu 3Tom cocyabl McciaenyeMoro opraHa BBIBOJSAT HApYXKy U B
OTTEKAIIIEe OT HEro KPOBU OIpPENEesIOT pa3iMyHble BEIIECTBA, BBEJACHHBIE B KPOBOTOK, HX
MIPEBPAILICHUSL.

Memoo nepeorcusarowjux mkaHeti TpeENINOJaraeT BBIACJIEHUE WX U3 OpraHu3Ma u
coliep’)kaHuEe WX B cpefe, oOecreuyuBarolleii HopManbHOE (DYHKIMOHHUPOBAHUE U OMpEeIICHUE
00pa3yIONIMXCs B XO/I€ UX KU3IHEACATEIILHOCTH MPOTYKTOB OOMEHA (METO]T TKAaHEBBIX CPE30B).

Memooamu sxcmpaxkmoé (BBITSDKKH) WIH 2oMoceHamog (M3MeTbUeHHasT Kalluia KIIETOK)
UCCIIeyeT HAa YPOBHE KIIETOK, KOTJ[a U3y4aroT MpeBpallleHus: BBOAUMBIX B CPEY BEIIECTB.

B pa3sBuTMuM CcOBpeMEHHOW OHOXMMHUM BaXHYIO pOJb Chirpajia pa3paboTka psaa
CHEelHANbHBIX  METOAOB  MCCIEAOBAHMUSA:  HW30TONMHOM  WHAMKANMH, Au(epeHInanbHOro
HEHTPUPYTUPOBAHUS, CIEKTPOYOTOMETPHH U JIP.

H3omonnvlii Mmemoo WUCTONB3YeTCs MPU CHUHTE3€ BEIIECTB, B MOJEKYJbl KOTOPBIX BBOJST
aTOMBI DaJMOAKTHBHOTO ODIIEMEHTa, MM TSKENoro msoroma. Hampumep, wncronssoBanme N
MO3BOJIMIIO OOHAPYKUTH BBICOKYIO CKOPOCTh OOHOBJICHHS OCJIKOB B TKaHIX, 2p %3 _ nomorno
M3Y4YUTH TIpoliecchl 0OMeHa cephl u Gocdopa.

Memoo anekmpogope3a OCHOBaH Ha TOM, 4YTO B JJIEKTPUYECKOM II0JIE MOJIEKYJIbI
Pa3IMYHBIX BEMIECTB, 00JIAIAIONINX 3aPSIOM, TIEPEIBUTAIOTCS C PA3HOU CKOPOCTHIO.

Xpomamoepaguueckue memoov: (M.C.1{BeT) — oGecnieunBaeT pasfeieHue U OnpeaeleHue
pa3nmuyHbIX BemecTB. CyIHOCTP METOJa COCTOMT B TOM, YTO pa3jMYHBIC BEMIECTBA OOJIAIArOT
pa3IUYHOM CHOCOOHOCTBIO aJCOPOMPOBATHCS Ha OIpPEACNICHHBIX BellecTBax (aacopOeHTax) H
COOTBETCTBEHHO C 3THM Pa3JeIAThCs, (KOJIOHYATAasl, Ta30Basi, TOHKOCIOWHAs U Jp.)

3HAYUMOCTb OMOXMMHH KAK HAYKH

Ceifuac yxe HEBO3MOXKHO NPEJICTaBUTh HU OJHY HAyKy, KoTopas Obl He 00Xxoauiach 0e3
JTOCTIKEHUN OMOXUMHH. 3HAaYeHHE OMOJIOTUYECKON XMMHUH HEJb3sl HE YUUThIBaTh. OHA MMEET Kak
Hay4HOE, TaK U MPaKTUYECKOEe 3HAUCHUE.

®dapmareBTUYECKass  MPOMBIIIJIEHHOCTh ~ MCIOJB3yeT  Pe3yNbTaThl  OMOXWMHUUYECKHX
WCCIEAOBAaHUN  JIIT  TPOWM3BOJCTBA  PA3IMYHBIX  MPEMAapaToB: BUTAMHUHOB, (HEPMEHTOB,
KPOBOOCTAHABJIMBAIOIIINX JIEKAPCTB, AHTUOMOTHUKOB U T. 1.

B cenbckoM X03s1iicTBE OMOXMMUIO MCTIONB3YIOT AJisi O0pPHObI ¢ HACEKOMBIMU-BPEIUTENSIMU,
JUTSL CO3/TaHUS yIOOpEHUMN, JUTs CEJIEKITUU COPTOB PACTEHHM M IMIOPO]T dKUBOTHBIX.

B renernke Tonpko Onarojapsi MCIOJIB30BAaHUI0 OMOXMMHUYECKHX IPOILECCOB U PEaAKIUi
BO3MOXXHO  BBIJICJICHHME TEHOB, pacmM(poBKa TEHETUYECKOTO KoJa, BO3JCHCTBHE Ha
MaTOJIOTHYECKHE TeHBI C 1[EbI0 OOPbOBI C TEHETHIECKUMH 3a00JI€BaHUSIMH.

B mumieBoil MpOMBIIIJIEHHOCTH HCIONB3YIOT JOCTHKEHHUS OMOXMMHUU 7S TPOU3BOACTBA
JETCKOTO TWUTaHWsI, i1 OOpaOOTKHM TPOIYKTOB, TOMJIEKAIIMX KOHCEPBUPOBAHUIO, IS
MIPOU3BO/ICTBA KMCIIOMOJIOYHBIX MTPOTYKTOB.

Takxke OMOXUMHIO UCITONIB3YET TaKas Hayka Kak paauosiorus. ECTh gake oTaenbHast HayKa —
paauanuonHas omoxumus. OHa U3ydaeT U3MEHEHUsI OOMEHA BEIIECTB, BOSHUKAIOIINE B OPTaHU3ME
MIPHU ACHUCTBUU HA HETO HOHU3HUPYIOIIETO U3ITYICHHS.
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BozaeiicTBue paapanui Ha OpraHU3M MOJXKET BBI3BaTh OMOXMMHYECKHE MPOILECCHL. ITH
MPOIECChl MOTYT IIPUBECTH K Pa3BUTHIO JIy4€BOM O0JIe3HHU, paKa, JIEHK030B, BPOKAEHHBIX TOPOKOB
pa3BUTHUA Y JeTeH, OecIionus U psii ApyTrux 3a00IeBaHUiA.

CoOTBETCTBEHHO MOXKHO IOJIaraTh, YT0 OMOXMMHS UMeeT OOoJIbIliee BIMSHUE B MeIUIIHE. B
COBPEMEHHOW TMpaKTUKE Bpadyd MPOBOAIT OHOXMMHUYECKUE WCCICAOBAHUS KPOBH, MOYH,
KEJITYJOYHOI'O0 COKA, CIMHHOMO3TOBOM JKUJKOCTU U JAp. Tenepb MOKHO CTaBUTh AMATHO3 Cpa3y ke
mociie OMOXUMHYECKHX HCCIICIOBAaHH, HAlpUMep, MO TakuM 3a00JeBaHMSIM Kak TenaTHuTa,
MOYEYHOU HEJAOCTATOYHOCTH, aHEMHUH, MOYEKaMEHHOIl 0OoJyie3HH, caxapHOro nuabera U MHOTHX
JPYTHUX.

[IpuoputerHoit 3agauell OHOXMMHM U MOJIEKYJISIPHOM OWOJIOTMM SIBIISIETCS TOJHAs
pacirdpoBKa U KOPPEKTUPOBKA Ne(EKTOB T€HETUUECKOI0 anmnapara.

Eme ogHOM M3 NPUOPUTETHBIX 3a/1a4 SIBISETCS OBJIAJICHUE MEXAaHU3MOM PETYJISILIUU CUUTKHU
reaetnyeckoil mHGopmanmu, 3akonupoannoi B JJHK. Ecth eme omna mpobiiema, 3T0 Tepamus
psia BUPYCHBIX 3a00JeBaHMil (HampuMmep, Jieliko3a). DTa mpobiieMa OyeT ocTaBaThCs MPoOIeMOH,
MOKa He OyAET MOJHOCTHIO SICEH MEXaHU3M B3aMMOJICHCTBHS BUPYCOB (TaKUX KaK OHKOTEHHBIX) C
uHpuIIpyeMoil kieTkoil. B qanHOe BpeMs MHOeCTBO JabopaTopuii Mo BCEMY MUPY 3aHATO STOM
Ipo0OIEMON.

2 AMHHOKHUCJIOTBI, UX CTPOEHHE U CBOICTBA

DJieMeHTapHbIH cOCTAB 0eJIKOB

B macTosiee Bpemsi YCTAaHOBIIEHO, YTO B XKMBOW HPUPOJE HE CYLIECTBYET HEOEIKOBBIX
opraHu3MoB. benku Hanbosiee BaKHAs 4acTh BEIIECTB, BXOMSIIUX B COCTAaB OpraHusMa. BriepBbie
Oenku ObTM OOHApYXKEHBI CXOXKHUe C ssMuHbIM OernkoM H.Mynbnepom (1838), koTopslii Ha3Bal ux
nmpoTenHamMu (TIPOTOC - TIEPBBI), OCHOBBIBASICh HA MPEJICTABICHHUH, YTO MPOTEHHBI — BaKHEHUIIAs
4acTh JKMBOM MaTepuu, 0€3 KOTOpOil HEBO3MOKHA KU3Hb. «[l0BCIOAY, T/Ie MBI BCTpPEUYaeM KH3Hb,
MbI HaXOJHMM, YTO OHA CBs3aHA C KaKUM JHOO OCIKOBBIM TEJIOM, W MOBCIONY, TJ€ MBI BCTpeYacM
Kakoe-mi0o OenKoBOe Teno, HE HaxoJslleecs B CTaJWU Pa3OKEHUS MbI 0e3 HCKIIOYEHUs
BCTpEUYaeM U sIBIECHUS KU3HN» (D. DHrenbe)

benku — 95TO BBICOKOMOJEKYISpHBIE TIOJUMEPHBIE COEAMHEHHUs, OOpa3ywllue Mpu
TUIPOIIN3€ AMUHOKHUCIIOTHI.

B opranmsmax oOHapyxkeHO cCBbIIIe 60 XUMHUYECKHX DSJIEMEHTOB, KOTOpBIE HAa3BaHBI
ouooprannueckumu — 310 C, H, N, O, S, P, Na,K,Ca,Mg, Zn, Fe, Mn, Cu, Mo, B, V, |, CI.

MaxkpoasaeMeHThl — 3TO BeIIecTBa, KOHIeHTpaluu Kotopbix npessimaioT 0,001% (O, C, H,
Ca, N, P, S, Mg, Na, Cl, Fe); mukposneMenTsl, 10151 Kotopbix cocrariser 0,001-0,000001% (Mn,
Zn, Cu, B, Mo, Co,); a Takxe yIbTpa-MHKPOIIEMEHTHI, COACpPKAHNE KOTOPHIX HE MPEBBIIIACT
0,000001% (Hg, Au, U, Ra).

B cocTaB kneTku BXOJAT Takue BeulecTBa Kak Boja, (70%), yrieBoas! (3%), aMUHOKHUCIOTHI
(0,4%), myxiteotrnsl (0,4%), mununst (2%), 6enxu (15%), JHK (1%) PHK (6%,) Heopranwdeckue
nonslI (1%).

AMHUHOKHUCJIOTHBIN COCTAB 0€JIKOB

AMHHOKHCIOTHI  (aMuHOKapOOHOBble KUCIOMbL) — OPTaHUYECKHE COCIHHEHUS, B
MOJIEKYJIE KOTOpPBIX OJHOBPEMEHHO COAepX aTcsi KapOOKCWIBHBIE W aMUHHBIC TPYIIIHL.
AMHMHOKHUCIIOTBI MOTYT pacCMaTpUBATBCS TakKe KaK IPOU3BOIHBIE KapOOHOBBIX KHCIOT, B
KOTOPBIX OJIMH WJIM HECKOJIbKO aTOMOB BOJIOpOJa 3aMEHEHbl Ha aMHUHHBIE rpymnmbl. B mponecce
O6urocuHTe3a OeKa B MOJUIENTHAHYIO 1IeTb BKII04aoTcs 20 BaKHEHIINX 0.-aMUHOKUCIIOT.

Tabmuma 1 - Baxxuelimme o-aMUHOKHUCIOTEI



AMUHOKHCIIOTA dopmyia Coxkp. pKa(NH3z")p
o6osnauenne| pKa(COOH), | pl
pKa(R)
1 2 3 4 5
0-AMMHOKHUCJIOTBI C HEMOJISPHBIM (THAPO(GOOHBIM ) 3aMECTUTENIEM
AnanuH NHz*— CH2 — COO (Ala, Ama) |23 6,0
| 9,7
CHs
Bamun NHs;*— CH - COO (Val, Bai) 2,3 6,0
(He3aMeHUMast) | 9,6
CHs— CH - CH3z
Jeiiuun NHs;— CH - COO (Leu, Jleit) | 2,4 6,0
(He3amMeHUMast) | 9,6
CH2 — CH(CHza)2
Uzoneiinun NHs*— CH — COO (Tle, Ue) 24 6,1
(He3amMeHuMast) | 9,7
CHsz; - CH - CHz - CH3
[pomnun H2N"-CH - COO (Pro, ITpo) | 2,0 6,3
|| 10,6
H.C CH2
\ /
CH>
denmnananuu NHs;*—~ CH - COO (Phe, ®en) | 1,8 55
(He3ameHnMas) | 91
>
Tpunrodan NH3*-CH - COO (Trp, Tpu) | 2,4 59
(He3amMeHUMast) | 9,4
CH; w
NH
MeTnonun NHs"*—CH — COO (Met, Mer) | 2,3 58
(He3ameHnMas) | 9,2
CH2 — CH2 —SCH3
0-aMHUHOKHCJIOTHI € TIOJISAPHBIM (THAPODUIBHBIM) 3aMECTHTEIEM
17000705 NH3;*—CH; — COO (Gly,Tmn) | 2,3 6,0
9,6
Cepun NH3*~ CH - COO (Ser,Cep) |22 57
9,2
C|H20H
Tpeonun NH3*—~ CH - COO (Thr, Tpe) | 2,6 6,5
| 10,4
CH3z - CH - OH
Acnaparun NH3;*— CH - COO (Asn, Acn) | 2,0 5,4
O 9,8
| I
CH; - C
\
NH2
Cayramun NH3;*—CH — COO (Gln, T'n) 2,2 57

| O

91
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I
CH; —CH2;-C
\
NH>
0-AMMHOKHUCJIOTBI — KUCIIOTHBIE
AcnaparunoBas NH3;*— CH - COO (Asp, Acn) | 2,1 3,0
KHCJIOTa | 9,8
CH,— COOH 3,9 (COOH)
CnyramMuHOBas NHs;— CH - COO (Glu, I'ny) 2,2 3,2
KHUCJIOTA | 9,7
CH2—-CH2- COOH 4,3 (COOH)
[lucTenH NHs;*~ CH - COO (Cys, Iluc) | 1,7 50
| 10,8
CH, -SH 8,3 (SH)
Tuposzun NH3*- CH - COO (Tyr, Tup) | 2,2 57
| 9,1
CH: @_OH 10,1(OH)
0-aMMHOKHUCIIOTHI —OCHOBHBIE
Jlusun NHs;"*—CH — COO (Lys, JIuz) | 2,2 9,8
| 9,0
(CH2)s — NH3" 10,5(NHz")
Aprunun NH,— CH — COOH (Arg, Apr) |22 10,8
| 9,0
CH2-CH2-CH2—NH-C— NH: 12,5
I (TyaHHIUH)
NH
CucTumn NHs"*~CH — COO (His, Tuc) | 8,1 7,6
(He3aMeHuamsl) | NH 9,2
CH, w 6,0
(uMua307)
N
MoueKyibl  0-aMMHOKHCIOT — SBISIOTCS — aM(pOJIMTaMH, TaK KakK  CcoJep)Kar  JIBE

(GyHKIMOHATBHBIE TPYIIBL. BeneacTBue 3Toro B X MOJEKYIax MPOUCXOIUT MEPEHOC MPOTOHA C
KapOOKCHJIBHOM TpYIIbl HA aMUHOTPYIIY, T.€. IPOTOTPOIIHAs TAyTOMEPUSI MEXIY TayTOMEpPOM,
UMEIoIUM  HenoHu3upoBaHHyto cTpykrypy (THC), u TtayromepoM ¢ OHIIOJISPHO-UOHHOU
ctpyktypoii (TBN)

NH>-CRH — COOH«> NH3"*-CRH — COO
THC TbU

ITockonbky kucimorHsle cBorictBa TbU B 10°-10° pa3 cnabee, yem y THC, To B BOAHBIX
pacTBOpax M KpHUCTaJUIaX JTO IPOTOTPOIIHOE PABHOBECHE [UIA MOJIEKYJd (-aMHHOKHCIIOT
MIPAKTUYECKU TIOJHOCTBIO cMeleHo B cTopoHy TBH. Ilo3TOMy 0-aMHHOKHMCIIOTBI CIELYyeT

n3o0paxartsb B Buae THU.

Knaccudukauusi aMMHOKHMCJIOT
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Knaccupukamusi aMMHOKHUCIOT o R-rpynnam

1 Henonsipusie: aranum, 6anun, uzonetiyut, netyut, MEMUOHUH, NPOIUH, MPUNMOPAH,
Genunananun

2 [lonspHble He3apsHKEHHBIE:  AcnapazuM, AUYuw, 2I1YMAMUH, CEPUH, MUPO3UH,
MPEeoHUH, YUCmeuH

3 3apsbkeHHble oTpuuarenbHo npu pH=7: acnapacunosas xkucnoma, enymamunogas
Kucioma

4 3apspKeHHBIC TONOXKUTENbHO ipu pH=7: apeunun, cucmudun, 1usun

Knaccupukanuss aMMHOKHCIIOT N0 PYHKUMOHAJIbHBIM IPyNIam

1) Amugarnyeckne

a) MOHOaMHHOMOHOKAPOOHOBBIC: AIAHUH, BANUH, 2IUYUH, USOACUYUH, NeUYUH

b) OKCUMOHOAMUHOKAPOOHOBBIC: CEePUH, MPEOHUH

c) MoOHOaMHHOIUKAPOOHOBBIC: ACHAPASUHOBAST KUCIOMA, 2IYMAMUHOB8AS KUCIOMA, 34
cu€T BTOPOit KapOOKCHUIIBHOM TPYIIBI HECYT B PACTBOPE OTPHUIIATESIILHBIH 3apsi/

d) Amuibl MOHOAMHUHOAUKAPOOHOBBIX: ACHAPALUH, 2/IYMAMUH

e) JInaMHUHOMOHOKApOOHOBBIC:  ApeUHUH, 2UCMUOUH, JU3UH, HECYT B PacTBOpPE
MOJIOKUTEIILHBIH 3apsi/

f) Cepoconepxaniue: yucmeun (yucmur), MEmMuoHuH

2) ApoMaTHuecKue: eHuIananut, mupo3ut

3) [eTepouMKINYECKHe: Mpunmogham, 2ucmuouH, nPoIuH

O01mme xXuMHYeCcKHe CBOMCTBA

AMMHOKHCIIOTBI MOT'YT MPOSIBIIATh KaK KUCIOTHBIE CBOMCTBA, 00YCIOBICHHbIE HAJUYUEM B
ux Moiekynax kapOokcuiabHOM rpynmbl -COOH, Tak M OCHOBHbBIE CBOICTBa, OOYCIIOBIIEHHBIE
amuHorpynnoi -NHz, T.e oHU ABISIOTCS aM(OIUTaMU.

NHz*~ CRH - COO™ + HC1 — [NH3"- CRH — COOH]C1
Conb KaTMOHa AaMMHOKHCIIOTHI

NHz*—~ CRH - COO" + NaOH — NHz2— CRH — COONa + H20
Conp aHHOHAa aMMHOKHCIIOTHI

PacTBOpbl aMHUHOKHCIOT B BoOJe Onaromaps 3TOMY OONaar0T CBOMCTBaAMH OydepHbix
pacmeopos.

AMUHOKHUCIIOTBI, KOTOPbIE MOTYT HaXOAUThCS B TpeX ¢opMax: MOJEKya, KaTUOH U aHHOH, -
Ha3bIBAIOTCA HeTpaibHbIMU. U3 20 amuHOKHCIOT 13 HeWTpanbHbIC: ajla, acH, Baj, I, IJIH, WIIE,
nei, Met, mpo, cep, Tpe, Tpu, (heH. Kaxmas u3 HUX B BOJHBIX PAacTBOpPax MO MEpe yBEIUUYCHHS
3HaueHus pH MOXeT HaXOIUTHCS B CHIIBHOKHCIION Cpelie B BUE aHUOHA, mpu pH = 7 — Monekyna, B
LIEJIOYHOU CpeJie — aHHOHA

LJeummep-uonom Ha3bIBAIOT MOJIEKYJY aMHUHOKHUCIOTBI, B KOTOPOH aMHMHOTpYIIIa
npenacrasiena B Buae -NHs®, a xapGokcurpynma — B Buge -COQ’. Takas Mosekyna o6nagaer
3HAYUTEJIbHBIM JIUIOJLHBIM MOMEHTOM TIpH HYJIEBOM CyMMapHoM 3apsae. IMEeHHO W3 Takux
MOJIEKYJT TMOCTPOEHBI KPUCTAIIIBI OOJBIIMHCTBA aMUHOKHUCIIOT. HeKoTopble aMUHOKUCIOTHI HMEIOT
HECKOJIbKO aMHUHOTPYII U KapOOKCWIBbHBIX Ipynm. s 3TUX aMUHOKHCIOT TPYJHO TOBOPHUTH O
KaKOM-TO KOHKPETHOM LIBUTTEP-HOHE.

bunonspHo-uoHHas CTPYKTypa MOJIEKYJ aMUHOKHUCIIOT HPOSBISETCS U B MX (PU3HUECKUX
CBOMCTBAaX: aMHUHOKHCIOTHI — OCCIIBETHBIE KPHUCTANIMYECKUE BEIIECTBA C  BBICOKHMH
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TEeMIIepaTypaMy IUIABJICHUS, HEJNETy4d, OOJBIIMHCTBO MX PACTBOPUMBI B BOJE U NPAKTHUECKU
HEPACTBOPUMBI B HEMOJISPHBIX OPraHUYECKUX PACTBOPUTEIAX.

Bce Bxopsiiye B cocTaB )KHUBBIX OPraHU3MOB (L-AMUHOKUCJIOTHI, KPOME TJIMIMHA, COEPKAT
aCCUMETPUYHBIN aTOM yriepoja (TPEOHMH U U30JIEULUH COJAEPKUT JIBa aCCUMETPUUYHBIX aTOMa) U
o0asaloT ONTHYECKOH aKTUBHOCTHIO. [louTu Bce BcTpedaromiuecss B MPUPOJE (L-aMHUHOKHCIOTHI
uMeroT L-popMy u JIHIIE OHU BXOJAT B COCTaB Oernka.

OnTuyeckre H30MEpbl AMUHOKHCIOT MPETepPIeBaOT MEAJIEHHYIO CaMOIPOU3BOJIBHYIO
He(epMEHTATUBHYIO palieMu3anuto. Hampumep, B Oenke JeHTHHE (BXOIUT B cocTaB 3yOoB) L-
acmapraT nepexoaut B D-popmy co ckopoctsio 0,1% B rox, 4ro MoKeT ObITh UCHOIB30BAHO IS
OIpeJIeJIeHUs] BO3pacTa OMOJIOTHYECKUX OOBEKTOB.

N30snexkTpruyeckoil TOUKOM aMMHOKUCIOTHI Ha3bIBalOT pH, mpu KOTOpOM MakcuMaibHas
J0JsT MOJIEKYJI aMUHOKHCIOTHI 0Oiajmaer HyneBbIM 3apsimoMm. [Ipu takom pH amuHOKMCIOTa
HauMeHee MOJIBUYKHA B D3JIEKTPUUECKOM II0JIe, U JAHHOE CBOWCTBO MOKHO HCIOJB30BaTh JUIs
pa3JesieHns aMUHOKHUCIIOT, a TaKXke O€JIKOB U MENTUIOB.

Komnekcoo0pa3syiomme cBoiicTBa. Bce aMHHOKHCIOTHI, OTAaBas HPOTOH, 00pa3yroT
XeJIaTHbIE KOMILUICKCHI ¢ KaTHOHaMH (-MeTaslIoB.

_ —2-
Ry, O R, R

O
| I | |
— NH—CH—C= N\—CH—g— N—CH—C—

N I

-
2Na"
0

.

— N—CH—C—N.CH—C—N-CH—&__

A R )

Hanpumep, mpu B3aumoJeicTBUU JH000H aMHUHOKHCIOTBI CO CBEXEINPUTOTOBIEHHBIM
Cu(OH)2 oGpa3yeTcs pacTBOPUMBII SJIEKTPOHEUTPATbHBIN XeNaTHbII KOMIUIEKC, OKpaIlleHHbIH
B SPKO CHHHUH ILBET. DTO OWypeToBas peakius, KOTOPOW MOJb3yeTcs sl OOHApyKeHUsS -
AMUHOKHCIIOT (Ka4eCTBEHHAs! PEaKIIns).

DaeKTPoPUIbHO-HYKIeopUIbHbIE CBOiiCTBA. 1) Peakyus ayunuposanue —

B3aMMOJICHCTBHE CO CITUPTAMHU:
NaOH
NHs;*—~ CRH - COO" + CH30H + HC1 — H20 + [NH3*—~ CRH - COOCH3]C1 —

— NH2-CRH - COOCHs + NaCl + H.0
MeTunoBbIi 3pUp aMUHOKHUCIIOTBI.

B opranusme acnaparmHoBasi ¥ INIyTaMHHOBAasl KUCJIOTHI O] JEHCTBUEM COOTBETCTBYIOIINUX
¢depmentoB 1 AT® serko auwiIMpyloT aMMHaK ¢ 0Opa3oBaHHMEM acmaparuHa M TJIyTaMHHa
COOTBETCTBEHHO:

ACIIapartHCUHTETE3a
NHs*~ CH — COO" + NHs NH—€EH — COO ™+ H,0
| AT® |
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CH>,COOH CH2CONH2
AcraparuHoBast KHCIIOTa acraparut

[lpy B3aMMOACWCTBUM JBYX AaMHHOKHCIOT CO CBOOOJHOW aMHUHOTPYIIIOH U C
AKTUBUPOBAHHOUN KapOOKCHIIBHOMN TPYIIION 00pa3yroTcs ounenmuobl:

O H

I
NH3*~ CRH — COO" + NH2~CRH — COOH — NH3s*~ CRH -~ C — N- CRH -~ COOH

2) Peaxkyuu ankunuposanus

CHsl CHal
NH2—- CRH - COOH —cH9NH - CRH - COOH - >
NaOH NaOH
CHsl
(CHs)2 N- CRH — COOH — {CHg)s N'~ CRH - COO
NaOH beatH aMMHOKHUCIIOTHI

OKuUCINTE/IbHO-BOCCTAHOBUTE/IbHbIE  cBoiicTBa. Tuon-gucyinbpuaHoe paBHOBECHE.
[uctenn kak BCE THOJBI, BBICTYIAsi BOCCTAHOBUTEJEM, JIETKO OKHCIAETCS, 00pa3ysl ITUCTHUH,
SBJIAIOIIUNCS AUCYIb(PUIOM IIUCTEUHA.

NH3*—~ CH - COO -2e,- 2H" S—CH; — CH(NH;")COO
2 | ) >
CH2 -SH +2e,+ 2H" S — CH>- CH(NH;3")COO
[{ucrenH (BOCCTaHOBUTEID) Huctun (conpsiKEHHBIN OKUCIATEIND )

[Ipn pagualimOHHOM BO3JCHCTBUM B BOJHBIX CPENax OpPraHW3Ma BO3HMKAIOT CHJIbHBIC
okuciurenn -OH, -HO2, H202, -O2, a Taxxe U Ipyrue TOKCUKaHThl — KOPOTKO>KUBYIIIME CHIIbHBIE
BOCCTAaHOBUTENIM: THUIAPATUPOBAHHBIN DJIEKTPOH, M aromapHbli Bojxopoxa. CompsKeHHbIN
OKHCJIUTENb-BOCCTAHOBUTEIb IUCTEUH-IIUCTUH AKTUBHO B3aMMOJIEUCTBYET U C TEMU U C IPYIMMH,
HEUTpaIU3ys UX.

[Ipy monHOM OKHCIIEHHHM IMCTeHHa oOpa3yeTcs LUCTEHMHOBAs KUCIIOTAa, KOTOpas MOTOM B
pe3yabTaTe peakuuu JIeKapOOKCUIMpOBaHMA oOpa3yeT TaypuH. TaypuH, B3aUMOAEUCTBYS C
XOJIEBOM KHCIOTOH, 00pa3yeT TaypoXOJI€BYIO KHCJIOTY, KOTOpas ydacTBYeT B JajbHEHIIeM B
OMYJIbITUPOBAHUU KUPOB.

NHs*CH-COO  [O] NHs*~ CH - COO™ (- COy)

I - | NH3*CH>- CHz -SH
CH2SO3 CH2 -SO3
L[I/ICTCI/IH OUCTCHUHOBAA KHUCJIOTA TaypUuH

JlekapOokcuaupoBanme. B m1abopaTopHbIX yCIOBUAX MpoTekaeT npu yyactuu Ba(OH).

*NH3— C°RH — C**00" + Ba(OH)2 — NH-C'H;R  + BaC™03 + H,0
Yooy

Oxkwuc-np Boc b

[Ipn nexapOOKCHMIMPOBAHUHM 0O-AMUHOKUCIOT B OpPraHU3ME CHUHTE3UPYIOTCA OuoceHHbie
aMuHbl, BEITIOTHSIONINE BayKHBIE OMOJIOTHYECKIE (PYHKIIUU:
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Tabauua 2 - buoreHHble aMUHBI

HcxonHas aMHHOKHCJIOTA

Buorennsnii amun

dopmysia aMuHA

CepHH 2-aMHHOSTAaHOJ (KOJIAMHH ) NH2CH.CH2OH
[UCTEHH 2-aMHHO3TaHTHOJ NH2CHCH2SH
acraparMHoBas KMCJI0Ta B-ananun NHs;"CH.CH>— COO
[JIyTaMHHOBAS KUCIIOTA Y-aMHHOMACJISIHAsT KUCIIOTa NH2CH>CH2CH2COOH
THUCTUIUH THCTaMHH NH2CH2CH:

\/NH
TpunTodan TPUNTAMHUH NH2 CH2CH:

O

N

IIpsimoe ne3aMuHUPOBaHME. DTOT MPOIECC XaPAKTEPEH AJISi AMUHOKHUCIIOT Y KOTOPBIX B 3-
MOJIOKEHUHU COJIEP’KUTCS TUIPOKCUITbHAS MIIM THOJIbHAS TPYIITA.

0C-JIb COO
NH 3+_ C%H - COO puoKcanbhochaT /
| C2Hz = C*
C'H, -SH - HS v '
BOC-16 OK-716 N"H3
Ox - Huctun €HAMHHOKHCIIOTA
COoO
/ H20
C°Hs - C™ CJls — C — COOH
\\ - NH3 I
N"H, 0]

0-MMUHOKHCJIOTA MIMPOBUHOIPAJHAsI KUCIIOTA

TpancamuHMpoBaHue. DTOT MpoOIECC B OpraHU3Me MPOTEKAET MPU y4acTHH KodepMeHTa
nupugokcanbochara U COOTBETCTBYIOIIEH TpaHcamuHasbl. KodepmeHT nupuaokcanbdocdar
UTpaeT poJib MEPEHOCUNKA AMUHOTPYTIIIHI.

R-C'H-COO + R'-C"™-COOH nIpuIoKcanbdocdar R
| TpaHtaMinasa g
Boc-ns  NHs* OK-JIb /6
—

«——R-C™?_COOH +R'-C°H-COO

| |
0 “NHs

OxkucauTe/ibHOE [€3aMHHHpPOBaHMe. a) B3auMoaeilcTBHE C a30TUCTOM KHCIIOTOM.
Hcnonw3yercst uisi KOMMYECTBEHHOTO OINPEACIICHUS] aMUHHBIX TPYII B AMUHOKHUCIIOTE., & TAaKXKE B
Oenkax W MPOAYKTax pacmania.

N*3Hs— RCH - COO™ + HN"0, HO—RCH - COOH + N.° + H,0

Boc-s =~ Ok-mp -7
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0) YacTnyHOE B3aMMOJICHCTBHE apTMHUHA MOJICKYJIOW KHCIOPOJa, B pe3yJbTaTe KOTOPOTO
oOpa3zyercs HUTPYJUIUH, OAUH U3 MPOIYKTOB LIUKJIAa MOYEBUHBI.

NH2— CH — COO"
| NO-cunTeTa3a
2 (CH2)sNH—-C— NH; + HAZI®(H) + 30, + H'

v

NH,*
H COO
\
C o) + HAJI®" + 2 NO + 2 H,0
+ 1\ I
HsN  (CH2)sNH - C — NH>
HUTPYJUINH

Oo6pasyromuiicss okcun azora (II) ObicTpo UCHONB3YeTCSI B MMMYHHOW CHUCTEME IS
yCTpPaHEHUS] KCEHOOMOTHKOB, a TAKXKe Ui PEryJIAlUU KPOBSHOTO JTABJIICHUS 3a CUET paccialieHus
MBI KPOBEHOCHBIX COCY/IOB.

B3anmopeiictBue ¢ HuHruapuHom. OOmias KayecTBEHHas peakUus O-aMHUHOKHCIIOT
3aKJIK04YacTCA BO B3aHMOHCﬁCTBHH C HUHI'MAPUHOM B BOJHBIX pPaCTBOpax IIPpU HArpCBaHuu H
MOSIBIICHUEM CHHE-(HOJIETOBONW OKPACKH, MHTEHCHBHOCTh KOTOPOH 3aBHCHUT OT KOHIICHTPAIUH Ol-
AMHHOKHCIIOT.

¥
C /OH
>c\ + NH;~CH-COOH IO
g OH R
ot -AMnHOKKCAOTE
Huxrnapnu
g i
e Y /
—— @/C ==N-—C\ @ + CO, + RCHO + 3H20

3 ?)H A

MNpogyur peanuns
CHHO-PMONETOBOrc useTa

B3aumoneiicrBue ¢ Aeruaporenasoi. B opranusme ananvs, acriaparuHoBasi u
TJIIyTaMUHOBAA KHUCJIOTA TOABEPTratOTCA OKHCIIMTCIIbHOMY JC€3aMUHUPOBAHUIO IO )Iel\/'ICTBI/IeM
COOTBETCTBYIOIIUX Jeruaporenas ¢ kopepmentom HAJ" unu HAJID".

1 cmaous.
NHs;*~C°H — COO"
+ HAH+ JIeTHIporeHasa NH2+ — C+2 _COO+ HAJI(H) + H+
B, CH2,—CHz - COO <
Ok-n

CH2—CHz2—- COO
I'myramar 0- UMUHOLIIyTapaT

2 cmaoust
NH,* =C - COO
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| + H,0 _’O. OCCH2CH2 — C - COO" + NH4*
CH2—-CHz2- COO I
0- IMHHOTJTyTapar O 2-okcayoriyrapar
2-OKcayiorsiyTapaT SBJISI€TCS OJHUM U3 cyOcTpaToB mukia Kpebcea.
BHyTpuMOJIeKYJISIpHOE Ie3aMHHUPOBaHUe.

Ox-11p
NH3+_ ch — COQ- acmaprarammuaiinasa -QOC _-1C —H
I < g |
H-C?H- COO H —'Lc — COONH;4
Acmaprar dymapaT aMMOHUS
BOC-JIb

BaxxHoi 0COOEHHOCTBIO aMUHOKHUCIOT SIBJISETCS MX CIIOCOOHOCTh K MOJMKOHAEHCALMH,
MPUBOASIIECH K 00pa30BaHHIO MTOJMAMHJIOB, B TOM YHCIIE TIETITHAOB, OCIKOB 1 HEIIOHA-6.

[Ipy anmnMpoBaHWUM aAMHHOKHCIOT CO CBOOOJHOW aMHUHOTPYIIOW aMHUHOKHCIOTOW C
AKTUBUPOBAHHON KapOOHWUJIBHOW Tpynmoil oOpa3yloTcs AWMNENTUIbl, a TMpu JajdbHeuIeM
B3aUMOJICHCTBUM C JPYTUMHU aMUHOKHUCIIOTaMH BO3SHUKAIOT U TPU- U MOJIUIIECITUIBL.

H o) H o)
\ I \ /i
N—-CRH-C + N-CRH-C — (mentumaza) H.O +
/ \ / \
H OH H OH
H O H o) 0)
\ | | I |
+ N-CRH-C — N-CRH-C — H3N'"—CRH-C — HN-CRH - COO
/ \
H OH

M3omepus Bee Bxopsmue B COCTaB JKUBBIX OPTaHU3MOB 0-AMUHOKHUCIIOTBI, KDOME 2AUYUHA,
CoJIepKaT aCCUMETPUYHBIM aTOM yriepojna (mpeonun M uzoneuyur COAECPKUT ABa aCCUMETPUUHBIX
aTomMa) M 00JaJalOT ONTHYECKOM aKTUBHOCThIO. Iloutm Bce BcTpewaromuecs B IMPHPOJE O-
aMUHOKHCIIOTHI UMEIOT L-(hopMy U JTUIIb OHU BXOAST B COCTaB OelKa.

NH3*— CH — COO

I
CH,OH

OnTudeckne W30MEpbl AMHUHOKHCIOT TMPETEPIEeBAIOT MEUICHHYI0 CaMOIMPOU3BOJIBHYIO
HepepMeHTaTUBHYIO parieMu3anuio. Hanpumep, B Oenke denmurne (BXOIWUT B cocTaB 3yOoB) L-
acmapraT nepexoaut B D-popmy co ckopocthio 0,1% B roj, 4T0 MOXKET OBITh UCTIOIB30BAHO IS
OTIpeJIeIICHUS] BO3pacTa OMOJIOTHIECKUX OOBEKTOB.
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3 CTpoeHue u cBoiicTBa 0eJ1KOB. MeTOIbI UX BbIIeJIEHUS] H OYUCTKHU
Conep:kanue 0eJIKOB B OPraHax M TKAHAX

Haunbonee OoraTsl OENKOBBIMH BEIIECTBAMH TKAaHW W OPraHbl >KUBOTHBIX. MCTOUHHKOM
OeIka SIBJISIFOTCS] TAK)KE MUKPOOPTaHU3MBI U PAaCTeHHsI. BOIBITMHCTBO OEIKOB XOPOIIO PACTBOPUMO
B Boje. Hekotopble opraHuuyeckue BeLIeCTBa, BBIJCIEHHbIE M3 Xpslla, BOJIOC, HOTTEH, pOros,
KOCTHOH TKaHM HEpPacTBOpPUMBbIE B BOJE OBLIM OTHECEHBI K O€JKaM, MOCKOJIbKY IO CBOEMY
XMMHUYECKOMY COCTaBY OKa3aJIuCh OJIM3KU K O€JIKaM MBIIIEYHOI TKaHH, CBIBOPOTKH KPOBH, sIiIIa.

B Mbimmax, jgerkux, ceie3eHke, Mmovykax Ha oo OenkoB mpuxoautcs 6omee 70—-80% ot
CyXOi Macchl, a BO BceM Tene uyenoBeka — 45% ot cyxoit maccsl (T.3). B otnuuue ot )KUBOTHBIX
TKaHEH B paCTEHHSX COACPIKUTCS 3HAUNTEIbHO MeHbIle OenkoB (T. 4).

Tabnumna 3 - Coneprkanue OCIKOB B OpraHax M TKaHSIX YeloBeKa

Oprassl 1 TKaHU Copepxxanue 6enxoB, % | Oprans! u Tkauu | Cozepxanue 6enkos, %
Ot cyxoit | Ot obuero Ot cyxoit | OT obuiero
MAacChl KOJINYECTBA MAacChI KOJIMYECTBa
Oenka Tenna Oelka Tena
Koxa 63 115 ITouku 72 0,5
Koctu (TBepasie Tkanu) | 20 18,7 [Momxenynounas | 47 0,1
Keesa
3yOs1 (TBepabie TKanu) | 18 0,1 [Teuenn 57 3,6
[Tonepeunomnonocarsie | 80 34,7 [TumeBapurens | 63 1,8
MBIIIIIBI HBIW TPAKT
Mosr u HepBHas TKaHb | 45 2,0 Kuposas Tkanp | 14 6,4
Cepaue 60 0,7 Cenesenka 84 0,2
Jlekrue 82 3,7 Bce Teno 45 100

Tabnuna 4 - Coneprxanue Oeika B OpraHax M TKaHSX )KUBOTHBIX U PacTEHUM

Opranbl >KUBOTHBIX Coneprxanue OEKoB, Opranbl pacTeHui Coneprxanue O€KOB,
% oT Macchl CBEXKEH % OT Macchl CBeXEH
TKaHU TKaHU
MBI 18-23 CemeHna 10-13
Ileuensn 18-19 Crebmu 1,5-3,0
Cene3enka 17-18 JIuctesa 1,2-3,0
ITouku 16-18 Kopnau 0,5-3,0
Jlerkue 14-15 OpyKTHI 0,3-1,0
Mosr 7-9

DONeMEHTHBI COCTaB OCJIKOB B IepecyeTe Ha cyxoe BemecTBo mpexactaBieH 50-54%
yraepojaa, 21-23% xucnopona, 6,5—7,3% Bomopona, 15—-17% a3zora u no 0,5% cepsl. B cocrase
HEKOTOPBIX OEJKOB TPHCYTCTBYIOT B HEOOJBIIUX KoimdecTBax ¢Gocdop, Kelme3o, MapraHell,
MarHui, oA u Jp.

Takum oOpa3oM, MOMHMO YIiepoja, KUCIOPOJa U BOAOPOJA, BXOASIIUX B COCTaB MOYTH
BCEX OPraHMYECKUX MOJUMEPHBIX MOJEKYJ, 005S3aTeTbHBIM KOMIIOHEHTOM OEJIKOB SIBJISIETCS a30T, B
CBA3M C ueM, OenKkd MPUHATO 0003HayaThb Kak a30TCOJEpiKallie OpPraHUYeCKHEe BEIIEeCTBA.
ConepkaHue a3oTa Ooyiee WIM MEHEe MOCTOSHHO BO Bcex Oenkax (B cpeaneM 16%), mostomy
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WHOT/Ia OMPEEISIIOT KOJIMYECTBO Oelka B OMOJIOTHYECKUX OOBEKTax IO COJEPKaHUIO0 OEITKOBOTO
asora.

buosornyeckne GyHkuum 6eJ1K0B

OyHKIIMU OEITKOB Ype3BbIYaiiHO MHOTooOpa3Hbl. Kaknplii TaHHBIA OEJOK Kak BEIIECTBO C
OTIpeeTICHHBIM XUMUYECKUM CTPOSHUEM BBITIONHSET OJIHY Y3KOCTICIIHATM3UPOBAHHYIO (YHKIIHIO U
JUIIbL B HECKOJBKUX OTIENBHBIX CIIy4asX — HECKOJIbKO B3aMMOCBS3aHHBIX. Hampumep, ropmon
MO3TOBOTO CJIOSI HAJIIOYEYHUKOB QJPEHAIHMH, TOCTyNas B KPOBb, IIOBBIIIACT TOTpeOICHHE
KHCJIOpPOJIa W apTepuajbHOE JaBJICHHWE, COJEp)KaHHWE caxapa B KPOBH, CTHUMYJIUPYEeT OOMEH
BEILIECTB, a TAKXKE SABJIICTCS MEAUATOPOM HEPBHOM CUCTEMBI Y XOJIOJHOKPOBHBIX KUBOTHBIX.

Kamanumuueckas (pepmenmamusnasn) ynkyuu

Bce Onoxumuueckue peakiiiu B KMBBIX OpraHH3Max MPOTEKAIOT B MSTKUX YCIOBHSIX MPHU
temneparypax, omuszkux k 40°C, u 3HaueHusx pH Onu3kux K HeHTpaidbHBIM. B 3THX ycnoBuax
CKOPOCTH TPOTEKaHHsI OOJNBIIMHCTBA PEAKIMil HUYTOXKHO Mallbl, MO3TOMY JUIsI X MPHEMIIEMOTO
OCYIIECTBIICHHUSI HEOOXOAUMBI CIEIHaIbHbIE OMOJIOTHUECKUE KaTaau3aTopbl — gepmenmol. Jlaxe
Takas MpocTas peakuus, Kak naerujaparanus yronpHod kuciotel: COz + H,O — HCOsz+ H*
Karanusupyercs GepMEeHTOM KapboaHneuopasoi. BooOuie Bce peakluu, 32 UCKIIOYCHHEM PEaKiuu
dotomuza Boas 2H,0— 4H" + 4e” + O, B KMBBIX OpraHM3Max Karanusupylorcs dpepmentamu. Kak
paBuiio, GEPMEHTHI — 3TO JUOO0 OenKH, JIMOO KOMILIEKCHI OEIKOB ¢ KaKHUM-ITHO0 Koghakmopom —
HMOHOM MeTalljla WU CIeMaIbHOM OpraHuuecKOi MOJIEKYIIOH.

Tpancnopmmuas gpynkyus 6e1koe

BHyTpb KJIE€TKM JOJKHBI MOCTYIATh MHOTOYMCIIEHHBIE BEILECTBA, OOECIEUMBAIOLINE €€
CTPOUTENIbHBIM MaTepuajioM U 3Hepruel. B To ke Bpems Bce Ouosorudyeckue MeMOpaHBbI
IIOCTPOEHBI 110 €IMHOMY IPUHLUITY — ABOMHOW CJIOW JIMIIMAOB, B KOTOPBIN IOIPYKEHBI Pa3IN4YHbIC
Oenku, mpuYeM TUAPOGWIBHBIE YYAaCTKHM MAaKpOMOJEKYJI COCPEAOTOYEHbl Ha IOBEPXHOCTH
MeMOpaH, a ruaApoPoOHbIe “XBOCTHI” — B ToJIe MeMOpaHbl. Takas CTpYKTypa HEmpOHUIaeMa JIst
TaKMX BaXXHBIX KOMIIOHEHTOB, KaK caxapa, aMHUHOKHCIIOTBI, MOHBI ILIEJIOYHBIX MeTaloB. Mx
IIPOHUKHOBEHUE BHYTPbh KJIETKH OCYLIECTBISIETCS C IOMOIIbIO CHEUMAIbHBIX TPAHCHOPTHBIX
0enKoB, BMOHTHPOBAaHHBIX B MeMOpaHy kieTok. Hampumep, y Oakrepuil mmeercs crieldaibHbIN
0elloK, 00ecreynBaIIMi EPEHOC Yepe3 HapyKHYI0 MEeMOpaHy MOJIOYHOTO caxapa — JIAKTO3bI.
JIakTo3a 10 MEXAYHapOJHOW HOMEHKJIaType 0003HavaeTcs [3-rajaTko3uja, MO3TOMY TPaHCIIOPTHBIN
0€JI0K HA3BIBAKOT [-eanakmo3uonepmeasou.

BaxHbIM npuMepoM TpaHCHOpPTa BELIECTB dYepe3 OHolornyeckue MeMOpaHbl NPOTUB
rpaJiieHTa KOHIIEHTPAINK SIBIIIETCS HATPH-KaaueBbIii Hacoc. B xome ero pa®oThl MPOMCXOAUT
TIepeHoC TpeX MOJIOKMTEIbHBIX HOHOB Na' U3 KIeTKH Ha Kax/ble JBa MOJIOKUTEIbHbIX HoHa K' B
KJIeTKy. OTa paboTa CONpOBOXKIAETCA HAKOIUIEHUEM JJIEKTPUYECKOW pPa3HOCTH MOTEHLHMAJIOB Ha
MemOpane kietku. [Ipu stom pacmerusercs AT®, naBas sHepruto. MosekynsipHas OCHOBA
HaTpUI-KaJTMEeBOro Hacoca Obljla OTKPBITa HEAABHO, 3TO OKa3aics (pepmeHT, pacieristonmii ATO,
— Hampuu-kanuuzasucumas ATD-aza. Hacoc nelcTByeT 1O MNPUHUUIY OTKPBIBAIOIIMXCS U
3aKpbIBAIOIUXCs KaHaoB. CBsI3pIBaHME MOJIEKYJ “KaHaJIbHOro” OeJka C MOHOM HaTpus HMPUBOIUT
K HapyIICHHIO CHUCTEMbI BOJIOPOJHBIX CBSi3ed, B pe3yjibTaTe 4ero MEHseTcs ero KoHpopmarus.
OObIuHas o-cupanib, B KOTOPOH HA KaXAbIi BUTOK IPUXOAUTCS MO 3,6 aMUHOKHCIOTHOTO OCTAaTKa,
nepexoautr B Oonee “pbIxiyio” m-cnupanb (4,4 aMHHOKHCIOTHOTO oOcTaTka). B pesynbrate
o0pa3yeTcss BHYTPEHHSS MOJIOCTb, JOCTaTOYHAsl Ui MPOXOXKIACHUS HOHA HATPHUS, HO CIUIIKOM
y3Kas ans uoHa Kanus. Ilocie mpoxoxaenus Na® m-cHupajib NEpeXoauT B TYTO CBEPHYTYIO P-
CIHpaJIb.

19



Y MHOTOKJICTOYHBIX OPTaHU3MOB CYIIECTBYET CHCTEMa TPAHCIIOPTa BEIIECTB OT OJHHUX
OpPraHoB K JIPYT'HM, Harpumep, reMorinoduH. Kpome Toro, B mia3Me KpOBU MOCTOSTHHO HAXOIUTCS
TPAHCHOPTHBI OCJIOK — CblGOPOMOUHbBIL anbOyMuH. DTOT OJIOK oO0JajaeT yHUKaIbHON
CIIOCOOHOCTBIO 00PA30BBIBATH MPOYHBIC KOMILJIEKCHI C JKUPHBIMU KHCIIOTaMH, 00Pa3yOIUMUCS MTPU
NepeBapUBaHUU JKUPOB, C HEKOTOPBIMH THUAPOPOOHBIMH aMHHOKHCIOTaMHU (Hampumep, ¢
TpUNTOPaHOM), CO CTECPOUIHBIMU TOPMOHAMH, & TAKXKE C JICKQPCTBAMHU, TAKMMH, KaK aCIHpHH,
cynb(aHuIaMUIbl, HEKOTOPhIE TEHWIMUIMHBL. B KadecTBe emie OJIHOTO PacHpOCTPAHEHHOTO
npuMepa OesKka-MepeHOCYNKa MOXHO MPHUBECTH mpaHcgeppur (00eCTIeUnBacT MEPEeHOC HOHOB
xenesa) U yepuniazmut (IEPEHOCYNK HOHOB MEH ).

Peyenmopnas ¢pynxkyusn

Bbonbiioe 3nauenue, B 0coOOEHHOCTH sl HYHKIIMOHUPOBAHUSI MHOTOKJIETOUHBIX OPTaHU3MOB,
UMEIOT OenKu-peyenmopsi, BMOHTUPOBAHHBIE B TUIA3MATUYECKYI0 MEMOpaHy KIETOK M CIy)Kallue
JUIS BOCHPUATHSA U TMPeoOpa3oBaHMs PA3IUYHBIX CUTHAJIOB, MOCTYMAIOIIMX B KJIETKY, KaKk OT
OKpY’KaloIllel Cpenbl, TaK U OT APYruX KIETOK. B kadecTBe HanOoyiee MCCIEIOBAHHBIX MOXKHO
MIPUBECTH peyenmopsvl ayemuixoiuHa, Haxoaaupecs Ha MeMOpaHe KJIETOK B psifie MEKHEHPOHHBIX
KOHTaKTOB, B TOM YHCJI€ B KOPE FOJIOBHOTO MO3Ta, M Y HEPBHO-MBIIICYHBIX COCTMHCHUH.

3awumnan ynkyus

NmmyHHast cucteMa 06s1ajaeT ciocOOHOCTbIO OTBEUATh Ha MOSIBJICHUE YYKEPOJHBIX YaCTHIL
BBIPAa0OTKOW OTPOMHOTO  4YHCIa JHUMQOLUTOB, CIOCOOHBIX CHEHU(PUYECKH TMOBPEXKIATh
qy)KepOJHbIE KIIETKH, HAIpUMep NaTOTeHHbIe OaKTEpWH, PAKOBBIE KIETKH, HAJMOJIEKYJISPHBIC
YaCTHUIIbl, TAKWE KAaK BUPYCHl, MAaKPOMOJIEKYJIbl, BKIIOUass 4yxepojHble Oenku. OnHa U3 rpynn
amuMponuToB — B-rumgpoyumel, BbIpabaThiBaeT 0coOble O€NKH, BBIIEISIEMblE B KPOBEHOCHYIO
CHCTEMY, KOTOpbIE Y3HAIOT YYXXEpPOJHBbIE YacTHIbI, 00pa3ys NpU 3TOM BbICOKOCTIEU(UYHBINA
KOMIUIEKC Ha OJTOM CTaJud YHUYTOXKEHMs. OTH OCJIKH Ha3bIBAIOTCS  UMMYHOLO0YIUHDL.
UyxepoAHble BEUIECTBA, BbHI3BIBAIOIIME HMMYHHBIH OTBET HA3bIBAIOT  AHMUSEHAMU, A
COOTBETCTBYIOIIME K HUM UMMYHOITIOOYJIMHBI — anmumenamuy. ECIu B pold aHTUTE€HA BBICTYIAET
OosblIasi MOJIEKYJa, HapUMep, MOJIeKysIa Oelika, TO aHTUTEJIO OMO3HAET HE BCIO MOJIEKYIY, a ee
OTIpeNICJICHHBIM  y4acTOK, Ha3bIBAEMBIH anmueeHHou oOemepmunaumou. Tot ¢akr, dTO
MMMYHOTJIOOYJIMHBl B3aUMOJIEMCTBYIOT CO CPaBHHUTEIbHO HEOONBUIOW YacTbhiO MOJMMEPHOTO
aHTUI€HA, TO3BOJIIET BbIpabaThIBaTh AHTHUTENA, CIEUU(PUUHO Y3HAIOIIKME HEKOTOpbIe HEOOJbIINE
MOJIEKYJIbl, HE BCTpevaroluecs B HUBOH npupoje. Kiaccuueckuilt npumep — AMHATPOGEHUITBHBIN
octaTok. [Ipy BBEeIEHHH AKCIIEPUMEHTAIBHBIM XKHBOTHBIM KOHBIOTAaTa TUHUTPO(EHONIA ¢ KaKUM-
1100 GETKOM HauMHAeTCsl BHIPA0OTKA aHTUTEN, CHENU(PUYHO Y3HAIOIIUX PAa3IUYHbIE TPOU3BOTHBIE
nuHuTpodeHona. Ho mpu BBeAeHHHM YUCTOrO JUHUTPOQEHOTa, UMMYHHOIO OTBeTa HeT. Takue
BEIIIECTBA, CIIOCOOHBIE CIYKHUTh aHTUT'C€HHBIMHU JIETEPMHUHAHTAMH, HO CAaMU HE CIIOCOOHbIE BBI3BATh
MMMYHHBIN OTBET, HA3bIBAIOTCS 2anmeHamu.

CornacHo  COBpEMEHHBIM  MpPEACTABICHHUSM,  KaXIbIA  THI ~ MMMYHOIJIOOYJIMHA
BbIpabaThIBaeTCs TpynIou B-1MMQoIToB, NpOU30LIeIIIUX OT OJHOrO OOIIETo NMpeAIecTBEHHUKA.
Taxyro rpynmny muM(pOIMTOB HAa3bIBAIOT KIOHOM.

IIporiecc cBepThIBaHUS KPOBH, 3ALIUINAIONIMKA OpPraHU3M OT Ype3MEpPHOH KpOBOIIOTEPH
MIPOUCXOJUT C yyacTheM OeiakoB (uOpuHOreHa, TpoMOMHA U APYTruX (GaKTOPOB CBEPTHIBAHUS, TOXKE
ABJISAIOIIMXCSL OelKkaMu. BHYTpeHHHE CTEHKM MMIIEBOJA, JKENyAKa BBICTJIAHBI 3aIIUTHBIM CIOEM
CIIM3UCTBIX OETKOB — MYHHMHOB. OCHOBY KOXH, NPEAOXPAHSAIONIEH TEIO OT MHOTHUX BHEIIHHUX
BO3IEMCTBHUH, COCTABIIIET OEIOK KOJIJIareH.
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Cmpykmypnasa gyynkuyus

Hapsiny ¢ Oeiikamu, BBINOJHSIONMMHA TOHKHE BBICOKOCTICIIMATH3UPOBAHHBIC (DYHKIUH,
CYHIECTBYIOT O€JIKH, HMCIOIIHNEe B OCHOBHOM CTPYKTypHOe 3HaueHue. OHHM oOecrmeunBaroT
MEXaHUYECKYI0 MPOYHOCTh M JAPYrHe MEXaHHMYECKHUE CBOWMCTBA OTIENBHBIX TKAaHEH IKHBBIX
OpraHu3MoB. B mepByro odepesnnr 3T0 Ko/iaeeH - OCHOBHOUM O€IKOBBIM KOMIIOHEHT BHEKIIETOYHOTO
MaTpUKCa COCIWHUTEILHON TKaHW. Y MIJIEKONMUTAIONIMX KOJUIareH cocTaBisieT 1m0 25% oOmei
Macchel OenkoB. Kostaren cunresupyercs B GpuOpodracTax - OCHOBHBIX KJIETKaX COCIUHUTEIBHON
TkaHu. [lepBoHauasibHO OH OOpasyercs B BUIC NPOKOJUIATCHA - MPEIIICCTBEHHHUKA, KOTOPBIA
MPOXOIUT B GuOpobIacTax OMpenesieHHYI0 XUMHYECKYI0 00pabOTKy, COCTOSIIYIO B OKHCICHUH
OCTaTKOB MPOJIMHA JIO TUAPOKCHUIIPOJIMHA M HEKOTOPBIX OCTATKOB JIM3WHA JIO O-THIPOKCHIIM3HHA.
Komnaren ¢opmupyercs B BHIE TpeX CKPYYEHHBIX B CIHpAJIb IMOJIHMICHTHIHBIX IENEH, KOTOpPhIC
y’ke BHE puOpoOIacTOB 00BEIUHSIOTCA B KOJUIAar€HOBBIE (PUOPUIITBI AUaMETPOM HECKOJIBKO COTEH
HAHOMETPOB, a MOCIIEJHUE - Y)KE B BUIUMbIE TI0]] MUKPOCKOIIOM KOJIJIareHOBbIe HUTH. CyXO0XKHIIHS,
CyCTaBHBIC COWICHEHHS, KOCTH CKeJIieTa 00pa30BaHbl B 3HAUYUTEIIBHON CTEIICHU OCITKAMHU.

B osmacTH4HBIX TKaHSX - KOXE, CTEHKAaX KpPOBEHOCHBIX COCYJIOB, JIETKUX - IOMHMO
KOJUIareHa BHEKJICTOYHBIN MATPUKC COJNEPIKUT OCIIOK 271acmuH, CIIOCOOHBIA TOBOJIBHO B IIUPOKHX
npejeiaXx pacTAruBaThCsl M BO3BPAIAThCS B UCXOJIHOE COCTOSIHUE.

benku 00pa3yoT OCHOBY NHpPOTOIUIa3MbI JIFOOOH >kuBOHM KieTkn 20%, B KOMILIEKCE C
JUIMHAJAMHA OHH SIBIISTIOTCSI OCHOBHBIM CTPYKTYPHBIM MAaTEpUAIOM BCEX KJIETOYHBIX MEMOpaH, Bcex
opranemt. I[leuens cocrout Ha 22% u3 OenkoB, Mo3r — 11%, HOTTH, BOJIOCKHI, POTOBOM CJIOW KOXKHU
KepaTuH, B MBIIIIAX, MUO3WH U aKTHH, B KPOBU — AJIbOYMUHBI U TJIOOYJINHBIL.

JleuzamenvHoie denKu

Mplle4HOe COKpaIIeHUe SBIISETCS IPOLECCOM, B X0JI€ KOTOPOI'O MIPOUCXOIUT MPEBpALLIEHUE
XMMHUYECKOM »HHEpPIruu, 3alaceHHOM B BHUAE MAaKpPOIPrHuecKux mHUpodocaTHeIX CBs3eld B
Mosiekynax AT®, B Mexanuueckyro pabory. HemocpencTBeHHBIMM yuYacTHHUKaMHU Ipoliecca
COKpaIlleHUs SBIISIOTCS J1Ba O€NKa - aKkTHH U MHO3HUH.

Muosun mipeactaBnsieT co0oil Oel0K HEOOBIYHOI'O CTPOEHHUS, COCTOSLIMM W3 JIMHHOM
HUTEBUJIHOW YacTU (XBOCT) M JBYX TIJOOYJSAPHBIX TrojoBOK. OOmias JIMHA OJHOW MOJIEKYJIbI
coctapisieT nopsiika 1600 HM, U3 KOTOPBIX Ha JIOJIIO TOJIOBOK MPUXOAUTCS 0Kojo 200 HM. Muo3un
OOBIYHO BBIIENSIETCS B BUJE IeKkcamepa, 00pa30BaHHOIO JBYMs OJAMHAKOBBIMHU IMOJHUIEHNTHIHBIMU
uensMu ¢ MousekyisipHor maccoit 200 000 kaxnas (“Tskenble LENK’) M YETBHIPbMS ““TIETKUMH
LensaMu”’ ¢ MoJaekyssspHod maccod okono 20 000. Tspkenple menu 3akpydeHbl CIUPAIBIO OJHA
BOKpYT' Jpyrou, oOpa3ys XBOCT, MW HECYT Ha OJHOM KOHIIE TJIOOYJSpHBIE TOJOBKH,
aCCOLIMMPOBAHHBIE C JIETKUMHM LensMu. Ha rosoBkax MHMO3MHAa HAaxXOIUTCS JIBa Ba)KHBIX
(YHKIIMOHATBHBIX IIEHTpa - KaTaJUTUYECKUM LIEHTP, CIIOCOOHBIM B ONPEIEIECHHBIX YCIOBUSX
OCYILIECTBIATh TUAPOJIUTHUECKOE pacuierieHne P-y-nupopocdarnoin cBsizu ATD, u ueHTp,
obecreynBaOmUil CIOCOOHOCTh CHEIU(PHUYHO CBA3BIBATHCS C JAPYTUM MBIIIEYHBIM OEIKOM -
aKTHHOM.

Axmun sBnseTcs rio0ynspHbIM OelKoM ¢ MoseKyssipHoi Maccoit 42 000. B Takom Buje ero
Ha3zbBalOT G-akTuHOM. OpHakO OH 00J37aeT CIOCOOHOCTHIO TOJMMEpPU30BaThCs, 00pa3ys
JUIMHHYIO ~ CTPYKTYpYy, Ha3biBaeMyto F-aktuHom. B Takoil ¢opme aktuH crnocobeH
B3aMMOJICVCTBOBATh C TOJOBKOW MHO3MHA, MPUYEM BAXXHOW YEPTOM 3TOr0 MpOIEcca SIBISAETCS
3aBucUMOCTh OT npucyrctBusg AT®. Ilpu noctaTouHo BbICOKON KOHUEHTpanuun AT® komIuiekc,
00pa3oBaHHBIA aKTMHOM M MHO3WHOM, pa3pymaercs. [locie Toro kak moj 1eHCTBUEM MUO3UHOBOU
ATDa3vr (hepmenT) npousoiaeT ruapoius ATD, koMIiekc CHOBa BOCCTaHABIMBACTCS.
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Knaccupurkanus 6es1xoB

B mHactosmee Bpems emie He pa3paboTaHa CTpOMHAs cUCTEMa HOMEHKIATyphl U
knaccupukanuu OenkoB. TpanunumonHas kiaccuukanus OEIKOB IO TpyNIaM, OCHOBAaHHA,
CKopee, Ha CIy4YallHbIX ToKazaTensax ((PU3MKO-XMMHUYECKHEe CBOMCTBA, ¢opMa MOJIEKY,
JOKaNM3alsi M TPOUCXOXKJICHUE, AMHHOKHCIOTHBIM COCTaB), YK€ HE OTBEYAET MOJHOCTHIO
BO3pOCIIEMY YPOBHIO 3HAHUM O UX CTPYKType U PpyHKUUAX. 13 OrpOMHOro KoiMyecTBa NPUPOIHBIX
0€JKOB CTPYKTypa M (PYHKIMU pacuIH(pOBaHbI JJIsI OTHOCUTENHFHO HEOONbIIOro yKcia (He Oonee
HECKOJIbKUX COTEH), U MO3TOMY CTPYKTYpa U (YHKIMH O€JIKOB MOKa HE MOTYT CIYXHUTh OCHOBOM
JUIS WX panuoHanbHOW Kimaccupukaruu. [loxanmyil, TONBKO MJIE OJHOW TpyHIbl OEIKOB,
o0aarux crnocoOHOCThIO KaTaIU3UpOBaTh XMMUUYECKUE PeaKkIuy, T.e. pepMeHTOB, pa3paboTaHa
CTpOWiHAsi CHUCTEMa HOMEHKJIATypbl M KiacCH(UKAlUH, B OCHOBY KOTOPOW IIOJIOKEHBI THUIIBI
KaTaJu3upyeMbIX XMMHUYECKUX PEaKlUid U XUMUYecKas MpUpoja pearupyronux Bemiects. OqHaKo
MOJTHOCTBIO MIICHTU()HUIIMPOBAHHBIE O CHX TOP (DEPMEHTHI TaK)Ke COCTABIISIOT HE3HAUUTEIHHYIO
nomo OenkoB (depmentoB omucaHo 6omnee 3000). Tem He MeHee, GYHKUMOHATBHBIM MPUHLUII,
PEKOMEHAYeMbIil HEKOTOPHIMU aBTOPAMH, XOTS U HE MOXKET CITY)KUTh YHUBEPCAIbHOW OCHOBOM /st
KinaccupuKaluu BcexX OEIKOB, MPEICTABISIET OMpPEIEICHHbII HHTEepec. B COOTBETCTBUHM C
(GYHKIMOHATBHBIM MPUHIIMIIOM Pa3IndaoT 12 rIaBHBIX KJIacCcOB OSIIKOB:

1) kaTtanuTHYECKH aKTHBHBIC OeNIKU ((hepMEHTHI);

2) OeIKU-TOPMOHBI (XOTSI €CTh U CTEPOUIHBIE TOPMOHBI);

3) OenKu-peryasaTopbl akTHBHOCTH F€HOMA;

4) 3amuTHbIE OeKH (aHTHUTENA, OSIKHA CBEPTHIBAIOIIECH CHCTEMBI KPOBH);

5) TokcHyeckue OeNKH;

6) TpaHCIOPTHBIE OEJIKH;

7) MeMOpaHHbIe OeITKy;

8) cokparuTtenbHbie OCIKH;

9) perienTopHbIC OCIIKH;

10) GenKu-uHrHOUTOPBI PEPMEHTOB;

11) Genku BUPYCHON 00OJIOYUKH;

12) Genku C UHBIMU (QYHKITHSIMHU.

bbutn npeAnpuHATHI TakXkKe MOMBITKH KJIACCU(PHUIHUPOBATh OENKH, UCXO0/ U3 0COOEHHOCTEH
BTOPUYHOU U TPETHUYHOH CTPYKTYphl. B COOTBETCTBUM C 3TUM pa3znuyaroT a-, -, a+f- u o/f-0enku.
a-benku conepxar Tonbko o-cniupanu (He Mmenee 60%), B-6eIKku — TOJIBKO B-CTPYKTYpHI (HE MeHee
JBYX aHTHIIAPAJUICIBHBIX IIerei), o+f-0enku — Te W Apyrue CTPYKTYpbl B TpeAenax OIHOH
MOJIUMENTUAHON Lenu (IpUMep — MOJIEKYIIbI JIM301[MMa), a Kj1acc o/-0eJIKOB COAEPHKHUT MHOKECTBO
0- ¥ B-CTPYKTYp, YEPEAYIOIIIXCS BIOJIb MOJIUITETITHIHON IETH WA JOMEHA.

Crapas xnaccudukaius 6eJIKOB ¢ KpaTKOM XapaKTepUCTUKON HOBBIX JAaHHBIX O CTPYKTYpE,
COCTaBe U CBOMCTBAX OTIEIbHBIX MPEICTABUTEINIECH.

IIpocTbie GelkH MOCTPOEHBI M3 OCTATKOB aMHUHOKUCIOT U HPU TUIPOJIU3E PACHalaloTCs
COOTBETCTBEHHO TOJILKO Ha CBOOOTHBIE AMUHOKHUCIIOTHI.

ChoxxHble 0€JIKH — 3TO JBYXKOMIIOHEHTHBIE OEJKH, KOTOpbIE COCTOAT M3 KaKoro-inbo
mpocTtoro Oenka U HEOENIKOBOIO KOMIIOHEHTa, Ha3bIBAEMOTO MpocTeTHueckod rpymmoi. Ilpu
THJIPOJIM3E CIOXKHBIX OEJIKOB, TOMHUMO CBOOOJHBIX aMHUHOKHCIOT, OCBOOOKAaeTcsi HeOenkoBas
9acTh WU MIPOJTYKTHI €€ pachaa.

IIpocTbie GesikM B CBOIO OYEpe.Ib AEATCS Ha OCHOBAHWU HEKOTOPBIX YCIOBHO BBIOpAaHHBIX
KPUTEPUEB Ha psA TOATPYIIL: TPOTAMHUHBI, TUCTOHBI, albOyMHHBI, TIOOYTUHBI, MPOJIAMHHEI,
rmotenuHel U ap. Knaccudukanus clnoXHBIX O€TKOB OCHOBaHa Ha XHMHUYECKOH MpPUPOJe
BXOJAIIETO B HMX COCTaB HEOEIKOBOrO KOMIIOHEHTa. B COOTBETCTBUM C 3TUM Pa3iIMyaioT
docdomnporennsl (comepxar (HochopHYIO KHUCIOTY), XPOMOIPOTEUHBI (B COCTaB HMX BXOMST
MMATMEHTHI), HYKJICOMPOTEHHBI (COAEPKAT HYKJIECHHOBBIE KHCIIOTHI), TIUKOIMPOTEHHBI (COAEpIKAT
YTJ€BO/IbI), JIMTIONPOTEUHBI (COEPKAT JIUMH/IBI) U METAJUIONPOTEUHBI (COACPKAT METAILIBI).
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CTpyKTypsI Oe1ka

[Tonyuensl nokazarenbcTBa npenanonoxenus K. Jlungepcrtpéma-Jlanra o cymectBoBanuu 4
YPOBHEH CTPYKTYpHOUW OpraHu3aiuu OEIKOBOW MOJICKYJbI: MEPBUYHON, BTOPUYHOM, TPETHUYHOU H
YETBEPTUYHON CTPYKTYpbl. TexHHKa COBpeMEHHOW OelIKOBOW XUMHHM pa3paboTaHa HACTOJBKO
XOpOIIIO, YTO TIO3BOJISICT B MPUHITUIIE pacIIHPPOBATH CTPYKTYPHYIO OpraHU3aIMIo JTH000Tr0 Oelka.

IlepBuunasi cTrpykrypa Oenka. K Hacrosmemy BpeMeHH pacmudpoBaHa MNepBUYHAS
CTPYKTypa [ECSATKOB TbhICAY pa3HBIX OEJIKOB, YTO SBISETCS HECOMHEHHBIM JOCTH)KEHUEM
ouoxumun. OJHAKO 3TO YHUCIO HHUYTOXKHO MaJjlo, €CIM YYecTb, YTO B IMPHUPOJE OKOJIO 10*
pasHooOpa3Hbix  OenkoB.  [lom  mepBUYHOH  CTPYKTYypoH — HOAPa3yMeBAalOT  MOPSIOK,
[I0CJIEI0BATEIbHOCTh PACHOJIOKEHUSI AMUHOKHUCIOTHBIX OCTATKOB B MOJUIIENTUIHON Uenu. 3Has
MIEPBUYHYIO CTPYKTYPY, MECTOIIOJIOKEHHE KaX/JI0r0 OCTaTKa aMHUHOKHUCIOTBI, MOXHO TOYHO
HamucaThb CTPYKTYpHYIO GopMyny OENKOBOM MOJEKYNbI, €CIM OHa IMpeACTaBlIeHa OJHOMN
MOJIMIENTUAHON LEBIO.

Jlnst ompenesieHHsi NEPBUYHOM CTPYKTYpPHl IOJUIICNITHUIHOM LENU B IIEPBYIO O4Yepelb
METOAAaMH TMAPOJIN3a BBIACHIOT aMHUHOKHUCIIOTHBIN COCTaB, TOUHEE, COOTHOIICHUE KaxXa0i u3 20
aMUHOKHCIIOT B 00paslie TOMOI€HHOIO IOJIMIIENTHIA. 3aTeM MPUCTYNalT K OIpPEAeICHUI0
XUMHUYECKON TPUPOAbl KOHILIEBBIX AMHUHOKHUCIIOT MOJIMIIENTUAHON LENHu, cojAepiKalled OnHy
cBoboaHyo NHo-rpymnny u onny cBo6ognyto COOH-rpynmy.

Metoabl onpenesenusi N-KOHLEBO aAMUHOKHMCJIOTHI. [[ns onpenenenus npupoibl N-
KOHIIEBOI aMHUHOKHUCIIOTHI TPEUIOKEH Psii METoNI0B, B yacTHOcTH Meton Coanmxkepa (F. Sanger),
OCHOBaHHBIM Ha PEAKIUH aprIMpoBaHus mnoiunentuaa 2,4-guaurpodropdensonom (JHDB), uro
MPUBOJUT K 00pa30BaHUIO OKPALIEHHOTO B KENTHIN IBET 2,4-TUHUTPOPEHIIBHOTO TPOU3BOIHOTO
N-koHIIeBOII ~aMMHOKHCIOTHL. PactBop monunentuaa obOpabarsiBator JIH®B, koTopslii
B3aUMOJIEHCTBYET co cB0OOAHOM NH2-rpynmoii N-KoHIIeBOM aMHHOKHCIOTHI NENTHA.

OnpeﬂeneHI/Ie N'KOHHCBOﬁ AMHUHOKHCIIOTBI METOJJOM CeHIpKepa
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[Tocne KMCIOTHOTO TUAPONIN3a MPOAYKTA PEaKUUU — TUHUTPOGEHMWINENTHAA TOJIbKO OJIHA
N-KOHIIEBass  aMHHOKHCJIOTa  OKa3blBAE€TCSl  CBSI3aHHOM C  peakTMBOM B  Buiue 2,4-
TUHUTPOPEHUIAMUHOKUCIOTHL  (CTabMIbHOM Tpu  ruaponuse). B omimume or  Apyrux
00pa30BaBIIMXCS MPH THIPOINU3E MOJUMENTHAA CBOOOIHBIX aMUHOKHCIIOT OHA KenToro nseta. Ee
UIACHTUQUIHUPYIOT METOI0M Xpomarorpaduu.

s onpenenenusi N-KOHIIEBOW aMHUHOKHCIIOTHI 3HAUUTENILHO 0ojiee MIMPOKO MPUMEHSETCS
(EeHUITHOTMIAHTOMHOBBIA MeToJ] JJMaHa Oyarofapsi CBOEH BBICOKOM UYYBCTBUTEIBHOCTH U
BO3MOXHOCTH MHOTOKPAaTHOT'O KCIIOJIb30BaHMSI B OAHOW U TOM ke mpobe. DeHUTU30THOLMAHAT
pearupyer co cBoOogHON o-NHz-rpynmoii N-KOHIEBOW aMHHOKHMCIOTHI IOJMIENTUAA C
o0pa3zoBaHHeM (heHHITHOKapOaMOUI-TIENTHIA.

Ompenenenne N-KOHIIEBOW aMUHOKHUCIIOTHI METOOM DIMaHa
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CeHrATUOrEaHTONHOBOE MoAKMNEenTUA,  YKOPOMSHHEI

fIpOMIBoHOe Ha OARY aMUHOKUCAO
N-koHueson AMK DAL SMAHOIMCICIR

OOpaboTka MPOIyKTa PEAKIMU KHUCIOTOH MPUBOJUT K IUKIU3AIUU W OCBOOOXKICHUIO
¢benunTuornanTonHa N-KOHIIEBOW  aMHUHOKHUCIOTBI, MPHUPOIY KOTOPOTO  yCTaHABIUBAIOT
xpomarorpadudecki. YKOPOYCHHBI Ha OJHY AMHHOKHCIOTY TIOJMIIENTH] IIOABEPTaloT
JalbHEUIIeMy aHAIIU3Y.

OTy npoueaypy CTYNEHYaToro paculeIUieHUs Nentuga ¢ N-KOHIA MOXKHO IOBTOPSTH
MHOTOKPaTHO, UACHTU(PHUIMPYS TOCIEI0BATENbHO OAHY aMUHOKUCIIOTY 3a Apyroid. Meron Damana
HCIIOJIb3YETCSl B KAUE€CTBE XMMUYECKON OCHOBBI JJIsl ONIPEIEICHUs IEPBUYHON CTPYKTYpPbI OEJIKOB U
nentuaoB. OH peann3oBaH B CIEIUATbHOM MpuOOpe — cekBeHaTope (OT aHI. sequence —
MIOCJIEZI0BATENBHOCTD), pabOTAIONIEM B aBTOMAaTHYECKOM DPEKUME U IO3BOJISIOLIEM OIpPENEIUTh
MOCJIeI0BATEIbHOCTh aMUHOKUCITOT ¢ N-KOHIIa nentuaa 10 50—60 aMUHOKUCIOTHBIX OCTAaTKOB.

Jlns THX ke 1esiell MHOT1a MPUMEHSI0T (PePMEHTHI HK30IEeNTHAa3bl, B YACTHOCTU aJlaHUH-
U JeWlMHAMUHOMENTUaa3y. OTH (EpPMEHTHl pa3phIBalOT MENTHUIHBIE CBS3M C TOrO KOHIA
MOJIMMENTH I, T/1e uMeeTcst ceoboaHast NHo-rpynmna, ocBo0osk1ast N-KOHIIEBYI0 aMUHOKUCIIOTY.

Metoabl onpenesenusi C-koHIeBOM aMHHOKHMCAOTHI. /[ onpenenenust npupoxast C-
KOHIIEBOIl aMHUHOKHCIIOTHI 4YaCcTO UCTOIB3YIOT (hepMEeHTaTUBHBIE METOIbl. OOpaboTKa MOTUNENTH A
KapOOKCHUIIENTHA301, KOTOpas pa3pblBaeT NENTHAHYIO CBA3b C TOTO KOHIA MENTUAA, TAe
conepxkutcst ceobognas COOH-rpymnmna, npuBoaAUT K 0CBOOOXIeHNI0 C-KOHIIEBOW aMUHOKHCIIOTHI,
MPUPO/Ia KOTOPOH MOXKET OBITh UACHTU(DULIMPOBAHA METOJIOM XpOMaTOrpaduH.

[Ipennoxen taxke xumudeckuii Meton C. AkaOopu, KOTOPHII OCHOBaH Ha THIPA3UHOIU3E
MOJIUTIETITUA:

Ompenenenne C-KOHIIEBOM aMUHOKHUCIIOTHI METOZI0OM AKkabopu

HQN_(]:H—CO(-NH—CH-CO)n"NH CH~ COOH *(n+ HyN=-NHy —>
I ;
Ry Ry OH lEpasvH
— (n+]) HgN-CH-CO * MHoN-CH-COOH
| iy
Rx NH=NH; CHa
AMUBOAUNNTUAPAINHE AnaHuy

FI/II[paSI/IH, BBI3bIBasg pacrnaga 4YyBCTBHUTCIBHBIX K HEMY ICITHUAHBIX CBsI3eH IoJIMIIerITu Aa,
pe€arupyeT CoO BCEMU aMUHOKHUCIIOTaMHU, 3a UCKIIFOYCHUEM C'KOHHCBOﬁ AMHUHOKHUCIIOTEI, ITIOCKOJIBKY
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ee KapOOKCWIbHAS TPyINa HEe yd4acTByeT B 00pa3oBaHUM MENTHAHOW CBs3H. [Ipu aToM oOpaszyercs
CMECh aMHMHOALUMJITUAPA3UHOB U cBOOOAHON C-KOHIEBOH aMUHOKHUCIOTHL. [locnmenHioro mocie
o0pabotku Bcerr cmecu JIHDB otnenstoTr u MaeHTUOUIMPYIOT XpoMaTorpaduyuecku, IS 4Yero
oOpa3oBaBIIMECS  JAUHUTPOPECHUINPOU3BOJHBIE  AMUHOALMITHAPA3HHOB  TPEABAPUTEIHHO
9KCTPAarupyroT YKCYCHO-3TUIOBBIM 3(DUPOM.

C-KOHILIEBYI0 aMUHOKHCIOTY MIACHTU(DUIUPYIOT TaKkKe IyTeM oOpaOOTKH MOJMIIENTHIA
BOCCTAHABJIMBAIOIIMM areHTOM, Hampumep OopruapuaoMm HaTpus. B mpocrteiimeir dopme 3Ty
IIPOLElypy MOKHO IIPEJCTaBUTh B CIIEIYIOLIEM BHIE:

Omnpenenenne C-KOHIIEBOW aMHUHOKHUCIIOTHI OOPTUIPHUIOM HATPHS

HaN-CH=CO~(NH-CH~CO)n ~NH-CH-CO~~— N
| |
R, Ry o

HoN=CH=CO—=(NH~CH-CO)y,~NH-=CH-CO~~~n
l | |
Ry R R
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HQN—C')H—COOH (HoN-CH-COOH), HgN-—(lDH—COOH HoN—CH-CH,OH
+ | + + -
Ry Ry R
Cs0DOAHBIE  AMWHOKUCNO TR (- AMKHOCTINDT

BunHo, 4TO B yKa3aHHBIX YCJIOBHSAX TOJBKO OJHA, a UMEHHO C-KOHIIEBas, aMMHOKHCIIOTA
OyzneT mpeBpamarbcs B 0-aMHUHOCHMPT, JIETKO HAECHTHQHUUUPYEMBIH METOAOM XpoMaTorpadum.
Takum oOpa3om, MpH MOMOIIM YKa3aHHBIX METOJOB oOIpeaenstoT npupoay N- u C-KOHIEBBIX
aAMHHOKUCIIOT.

Crnenyrommii sTan pabOThI CBS3aH C OINpPEACIICHHEM 4YepenoBaHus (TIOCIeT0BATEIIHHOCTH)
AMMHOKHUCIIOT BHYTPHM MOJHUMENTHAHOM nenu. [[nsg 3Toro cHavaiza HpoOBOJAT HM30MpATENbHBIMH,
YaCTUYHBIA (XMMHMUYECKUH U (EPMEHTATUBHBIN), TMIPOIN3 MOJUNENTHAHON LEeNU Ha KOPOTKHE
NEenTUIHbIE (PAarMEHThl, MOCIEIOBATEIBHOCTh AMHUHOKHUCIOT B KOTOPBIX MOXET OBITh TOYHO
orpeziesieHa ONMCAaHHBIMU PaHEe METOIaMHU.

@depMeHTAaTHUBHBIE METOABl THAPOJM3a OCHOBAHBI Ha W30MPATENBHOCTH JEUCTBUS
MIPOTEOJMTUYECKHUX (BBI3BIBAIOLIMX pacraj OenkoB) (EPMEHTOB, PACIIEIUISIONIMX MEeNTHIHbIE
CBSI3U, 0Opa3oBaHHBIE OIpPEICIICHHBIMH aMUHOKHMCIOTAaMH. B 4YacTHOCTH, NeNCHUH YCKOpSeT
TUIPONU3 CBsI3el, 00pa30BaHHBIX OCTaTKaMM ()eHWIaJaHNHA, THPO3UHA U INIYTAMUHOBOI KHUCIIOTHI,
TPUIICUH — aprUHMHA M JIM3MHA, XUMOTPUIICMH — TpunrtodaHa, Tupo3uHa U (eHmnamaHuHa. B
pe3ynbTaTe MOJMIENTUHAS LEeNb PacHIeIIAeTCsl Ha MEJIKUE MENTHAbI, CoIep Kalllie HHOT/Ia BCEro
HECKOJIBKO ~ aMHHOKHCIOT,  KOTOpbIE  OTAENSAIOT  JIpyr  OT  JApyra  COYETaHHBIMH
ANEeKTPOPOPETUIECKUMH U XpoMaTorpaduyecKuMu METOJIaMu, MoJTydasi CBOeoOpa3Hble NeNTHIHbIE
KapTel. Jlamee omnpenenstoT 4yepeNOoBaHME AMHUHOKHCIOT B KaKJOM WHJIMBHUIYaIbHOM IENTHUIE.
3aBepuiaeTcsi paboTa BOCCO3/IaHHEM MEPBUYHON CTPYKTYphI MOJHOM MOJUNENTHIHON Ienu Ha
OCHOBAHUU OIPENEICHUS MTOCIEI0BATEIbHOCTH AMUHOKHUCIIOT B OTACIBHBIX NENTH/IAX.

JlanpHelmue 3aa4un — yCTAaHOBJIEHHUE TOCIIEI0BATEIBHOCTH PACIIONIOKEHUS aMUHOKHCIIOT B
K&KJOM U3 BBIIEICHHBIX IENTUIOB, COMOCTaBICHHUE IIOJYYEHHBIX JaHHBIX M YCTAaHOBJICHHE
MEPBUYHOUN CTPYKTYPBI BCE MOJICKYJIBI.

B Hacrosmiee Bpems BBIICHEHHE NEPBUYHON CTPYKTYpbl OEJIKOB SBISIETCS BOIPOCOM
BPEMEHU U TEXHMUYECKOIO OCHAIEHM JlabopaTtopuil. [I0JHOCTBIO BBISICHEHA IEPBUYHAS CTPYKTypa
MHOTHX HPUPOAHBIX OENKOB W TpEeXkJIe BCEro HMHCYJIWHA, coaepkamero 51 aMHHOKHCIOTHBIN
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octatok (Conmxep @., 1954). bonee kpymHBIM OEIKOM C BBIICHEHHOW IMEPBUYHON CTPYKTYpOIt
OKa3aJicsi UMMYHOTJIOOYJIMH, B YETBHIPEX MOJMIIENTHIHBIX LEMAX KOoToporo HacuuThiBaeTcs 1300
AMUHOKHCIIOTHBIX OCTaTKOB. 3a 3Ty pabory JIx. Dnmeneman m P. Iloprep ObutM ymocTOEHBI
Hob6enesckoit mpemuu (1972).

PacimdpoBanbl MepBUYHBIE CTPYKTYpPHl MHUOTIOOMHA yenoBeka (153 aMUHOKMCIOTHBIX
ocratka), o-tenu (141) u PB-uemm (146) remormobuHa venoBeka, nmutoxpoma C W3 cepaeyHOM
MbIIel yenoeka (104), nu3omuma Monoka venoBeka (130), xuMmorpunicuHoreHa Obika (245) u
MHOTHX JPYruX OCKOB, B TOM 4Hcie (PepMEHTOB M TOKCUHOB. MOJIeKyia HHCYIMHA, COCTOAIAS U3
aByx meneii (A — 21 mw B — 30 aMHMHOKHCIOTHBIX OCTAaTKOB), OOpa3yeTcsi W3 CBOETo
IIPEILUIECTBEHHUKA — IPOMHCYJIMHA (84 aMUHOKHUCIIOTHBIX OCTaTKa), IPEICTABIECHHOIO OJHOU
MOJIMMIENTUAHON IIeMbl0, TMOCJie OTIICIJICHUS OT Hero menTuaa, cocrosimero u3 33
AMHHOKHUCIIOTHBIX OCTAaTKOB. Mexay nemsiMu A u B u BHyTpu A-llenu MHCYIHMHA 00pa3yroTcs
mucynbpuaaeie (—S—S—) cBsa3u. BrrsicHeHa mnepBuUYHas CTpykTypa Oosnee 18 WHCYIWHOB,
BBIJIEJICHHBIX U3 Pa3HbIX UCTOYHUKOB. BIM3KUMU MO MEPBUYHON CTPYKTYPE OKa3aJMCh WHCYJIMHBI
U3 MO/KETYAOYHON Kele3bl 4eJI0BeKa, CBUHbH U KamanoTa. EAMHCTBEHHBIM OTIMYMEM HHCYJIHHA
YeJI0BEeKa SBJISETCS HAXO0KJIeHUE TPEOHNHA B noJiokeHuu 30 B-1ienu BMecTo ajlaHuHa.

BropeiM Oenxom, mepBUYHAs CTpyKTypa Kotoporo pacmudpoBana C. Mypom u V.
CreiiHoMm, siBIsieTCsl pUOOHYKIIea3a M3 MOJKEIYA0YHON JKeJe3bl, KaTaTu3upyIolias pacileryieHue
PHK. ®epment coctout u3 124 aMHUHOKUCIOTHBIX OCTAaTKOB € N-KOHILIEBBIM JM3MHOM u C-
KOHIICBBIM BaJIMHOM, M@Ky OCTaTKaMH LHUCTEHHA 00pa3yroTcs qucynbduaasie (—S—S—) cBs3u
B 4 yyacTkax.

[TonHoCTBIO pacmu@poBaHa IOCIEAOBATEILHOCTh AMHUHOKHMCIOT MOJUIENTHIHON Lenu
dbepMeHTa NHU30LIMMA, UMEIOIIETO BAXKHOE 3allUTHOE M MEIUIIMHCKOE 3HAaYeHHE, TaK KaK OH
BBI3bIBACT JIM3UC psiia OakTepuid, pacleIuiis OCHOBHOE BEIIECTBO MX KJIETOYHOW OOOJIOYKH.
JIuzonum Oenka KypuHOTo siiiia conxepkuT 129 amMuHOKMCIOT ¢ N-KOHLEBBIM JU3UHOM U C-
KOHIEBBIM JICUIITUHOM.

OTeuyecTBEHHBIMU MCCIIEIOBATENISIMU YCTaHOBIIEHA MIEPBUYHASI CTPYKTYpa MHOTHUX OENKOB U
MOJMMENTHAOB, B  TOM  uuciae  kpynHoro  Oenka  PHK-mommmepassl,  depmenta
acrapTataMHHOTpaHcdepasbl, cocTosmei u3 412 aMMHOKUCIOTHBIX ocTaTKOB (A.E. Bpaynireiin,
10.A. OBunHHUKOB U 1p.), nencuHorena u nerncuna (B.M. Crenanos u nip.), u ap.

HccnenoBanust NEpBUYHON CTPYKTYpbl - M [-Leneil remorsioOnHa CcHocoOCTBOBAIH
BBISICHEHUIO  CTPYKTYphl ~ HEOOBIYHBIX, TaK Ha3bIBA€MbIX AHOMAJbHBIX, TI'€MOIJIOOMHOB,
BCTPEYAIOLIUXCS B KPOBU OOJIBHBIX TeMorjioOouHonatusiMu. VMHorga pasButue OONE3HH, KaK U
M3MEHEHHE MPOCTPAHCTBEHHOW CTPYKTYPhI IeéMOrjo0MHa 4YeloBeKa, 00YCIOBIEHO 3aMEHOW JIMIIb
OJTHOM KaKo#-1100 aMUHOKHCIIOTHI B CTPYKTYype B-1ienel (pexe o-1erneii) reMorioonHa.

AHanmu3 aHHBIX O MEPBUYHOU CTPYKType OEIKOB MO3BOJSET CleNaTh CIEAYIoUIe o0Iue
BBIBO/IBL.

1 TlepBuunasi cTpykTypa O€NKOB yHUKanbHA. KaX7plii WHIAMBUAYATbHBI TOMOTCHHBIN
0eJoK XapakTepu3yeTcs YHUKAJIbHOM IOCIIEOBAaTEIbHOCTRIO AMHHOKHUCIIOT: YacToTa 3aMEeHbI
AMUHOKHCIIOT NMPUBOJUT HE TOJBKO K CTPYKTYPHBIM IMEpPECTpOKaM, HO M K U3MEHEHUsIM (PU3HKO-
XUMHUYECKHX CBOMCTB U OMOJIOTHYECKUX (PYHKITUI.

2 CTaOWIBHOCTH TEPBHYHON CTPYKTYphl OOECIeYMBAETCS B OCHOBHOM IENTHIHBIMHU
CBSI35MH; BO3MOXKHO Y4acCTHE TUCYIb()UIHBIX CBA3EH.

3 B momumenTHmHOW mEenmW MOTYT OBITH OOHApPYXKEHBI PAa3HOOOpa3HBIE KOMOWHAIIUH
AMUHOKHCIIOT; B ITOJIMIIENITHAX OTHOCUTENIBHO PEAKHU TIOBTOPSIIOIIMECS [TOCIEA0BATENBHOCTH.

4 B HexkoTOpbIX (epMeHTax, OoOiagarouMx ONM3KUMU KaTaJUTUYECKUMH CBOMCTBAMU,
BCTPEUAIOTCA HICHTUYHBIE MENTHAHbIE CTPYKTYpPHI, COJEpKallle HEU3MEHHbIE (MHBAPUAHTHBIE)
Y4YacTKH M BapuabeIbHbIe TOCIEI0BATEIbHOCTH aMUHOKHUCIIOT, OCOOCHHO B 00J1aCTAX MX aKTUBHBIX
LIEHTPOB.

5 B mnepBUuYHONM CTPYKType MOJHMIENTUAHON LENH JAeTEPMUHHUPOBAHBI BTOpUYHAS,
TpeTHYHAsi W YETBEPTHYHAs CTPYKTYpbl OEIKOBOM MOJEKYJbl, OMNpENeNdiolue ee OOIIYIo
MPOCTPAHCTBEHHYIO KOH(POPMALIHUIO.
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Bropuunasi crpykrypa Oeaka. Ilog BTOpuYHOW CTpPyKTypoil Oeilka MOJapa3yMeBarOT
KOH(UTypaluio MOJUNENTHAHON LenH, T. €. Cocod CBEpThIBaHUS, CKPYyYMBaHUS (CKJaJbIBaHUE,
YIAKOBKA) MOJMIIENTUIHONW LEeNU B CHUPAIbHYIO WM KaKylo-1M0O ApPYryr0 KOH(pOPMALHIO.
[Ipouecc 3TOT HpPOTEKAaeT HE XaOTHMYHO, @ B COOTBETCTBUM C IPOrpamMMOM, 3aJI0)KEHHOU B
nepBUYHOM cTpyKType. IlogpoOHO H3ydeHbl 1B€ OCHOBHbIE KOH(UTYpAlMH OJIUIENTUIHBIX LEHeH,
OTBEYAIOIIUX CTPYKTYPHBIM TpPEOOBAaHUSAM M SKCIEPHUMEHTAIBLHBIM JaHHBIM: O-CIUpaTH H f-
CTPYKTYPBI.

bnaronaps wuccnenoBanusim JI. Ilonuara Hambonee BEpPOSTHBIM THIIOM CTPOCHHS
TIIOOYISIPHBIX OEITKOB MPUHATO CYUTATh O-CHHpaib (puc. 1). 3akpyuynBaHrue TOTUNECHTHIHON MU
IIPOUCXOJUT 10 4aCOBOM CTpeliKe (IpaBblif X0 CIMpaln), YTO 00yCIOBIEHO L-aMUHOKHMCIOTHBIM
COCTaBOM NPUPOJIHBIX OEJIKOB. /IBMKyIEl CHiloi B BOSHUKHOBEHUH O-CIIHpasieil (Tak ke Kak u -
CTPYKTYp) SBJISIETCS CHOCOOHOCTh aMUHOKHCIIOT K 00pa30BaHUIO 8000pOOHbIX cés3ell. B cTpykType
a-cridpajieil OTKpPBIT psAJl 3aKoHOMepHocTed. Ha kaxaplii BUTOK (1Iar) cnupainu npuxogurcs 3,6
aMMHOKHUCIJIOTHBIX ocTaTtka. lllar cniupanu (paccrostuue B1osib ocu) paBeH 0,54 HM Ha BUTOK, yepes
5 BUTKOB criupayiu (18 aMHHOKHCIOTHBIX OCTaTKOB) CTPYKTYpHAasi KOH(PpUrypanusi NOJUNEITHIHON
LHenu IMOBTOpsieTcs. OTO O3Ha4yaeT, YTO MEepUuoJl IOBTOPAEMOCTH (WJIM HAECHTUYHOCTH) O-
CHUPAJIbHON CTPYKTYphI COCTABIIAET 2,7 HM.

He Bce rnmoOyinspHble O€sIKM ciMpanu30BaHbl HA BCEM MPOTSYKEHUU MOJUNEHTHIHON LIETH.
B monekyne Oenka a-crnupaibHble YHacTKU YepeyoTcs ¢ JMHEHHbIMU. B yacTHOCTH, eciau a- U f3-
LeMU reMOTJIO0NHA CMpaIn30BaHbl, Hanpumep, Ha 75%, To nu3omuma — Ha 42%, a mencuHa —
Bcero Ha 30%

- — — ==
L S-d war i
¢ 4-0 war
18 coraTios
. » O3 war 2.7 Hm
/ ~ N
0,51 v - — l
{ 2-F usar
28"
1 . . |
I 1|
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* 3,0 oCTaTKS
0,15 Hm

1 s A 1

Pucynok 1 - Ctpyktypa 1 napamerpsl o-Criipaiu

Takum oOpa3oM, CcTaOUIBLHOCTH BTOPUYHOW CTPYKTYphl 0O€CIeYMBAETCS B OCHOBHOM
BOJIOPOJIHBIMU CBSI3IMU (OTIpE/IeNIeHHBIA BKJIaJl BHOCSAT U TJIABHOBAJICHTHBIE CBA3HM — MENTHAHbBIE U
TUCYNb(UIHBIE).

B OenkoBoii Monekyne HauOojiee BaKHbIE BOJOPOJIHBIE CBSI3U 00pa3ylOTCd MEXIY
KOBQJIEHTHO CBSI3aHHBIM aTOMOM BOJIOPOJa, HECYUIMM 4YaCTUYHBIM IOJIOKUTEIBHBIA 3apsl, U
OTPULIATENBHO 3apsUKEHHBIM KOBAJEHTHO CBSA3aHHBIM aToOMOM Kkuciopoga (puc. 2). Ilpumepsl
BOJIOPOJHBIX CBsI3eH B OCJIIKOBOW MOJICKYJIE: a) MEXIY MENTHIHBIMH IEMsAMU; 0) MEKIYy ABYMS
TUAPOKCWIBHBIMM Ipynnamu; B) Mexay uoHuszupoBaHHo COOH-rpynmoit u OH-rpynmnoi
THpo3uHa; T') Mmexxany OH-Tpynmoii ceprHa U MENTUIHOHN CBA3BIO.
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Pucynoxk 2 - O6pa3oBanue BOJOPOIHOM CBSI3H

Jlpyroii TUN KOH(HTypaluy MOJUICNTUIAHBIX IeNeid, oOHApyKEHHBIH B OeJkax BOJIOC,
IIeNIKa, MBI U B APYTHX (QUOPWILIAPHBIX OelikaX, TMOJMYYHJI Ha3BaHWE [-CTPYKTYpbl. B 3rtom
cllyyae JIBe WM 0Oojiee JIMHEHHbBIC TMOJMIICITHIHBIC IEIH, PACIOJOXKCHHbBIC MapauIeIbHO WIIH,
qaie, aHTUIapauIeIbHO, IIPOYHO CBSA3BIBAIOTCS MEKIICITOYCIYHBIMU BOJOPOJIHBIMH CBS3SIMH MEXKITY
NH-u CO-rpynmamu coceHuX 1emnei, o0pasys CTpYKTypy THIIA CKIIaa4aToro cios (puc. 3).

Pucynoxk 3 - B-CtpyKTypa MOJIMNIEenTHIHBIX eTei

B npupoge cymiecTBytoT 0enku, CTpOEHUE KOTOPBIX, OJIHAKO, HE COOTBETCTBYET HU [3-, HU O-
CTpyKType. THUNMYHBIM NPUMEPOM TaKUX OENKOB SBISETCA KOJUIareH — (GUOPMIISAPHBIA OeNoK,
COCTABJISIFOLMI OCHOBHYIO MacCy COCAMHUTENBHON TKAaHU B OPraHU3ME YEJIOBEKA U KUBOTHBIX.

MeTogaMu peHTI€HOCTPYKTYPHOIO aHaIM3a B HACTOSIIEE BPEMsI JOKA3aHO CYILECTBOBAHUE
elle JBYX YpOBHEH CTPYKTYpHOM oOpraHu3zauuu OelIKOBOW  MOJIEKYJbl, OKa3aBLIMXCA
IIPOMEXYTOUYHBIMM MEXJy BTOPUYHOM UM TPETUYHOW CTPYKTypaMH. OTO TakK Ha3blBaeMble
HAJBTOPUYHBIE CTPYKTYpbl U CTPYKTYpPHbIE JOMEHbI. JIOMeH — 3TO KOMIMAaKTHas IJIOOYyNspHas
CTPYKTypHasi €JUHUIA BHYTPU IOJMIENTUIHONW LeNnu. J[OMEHBI MOTYT BBINOJHATH pa3HbIE
¢byHkuu. OTKPBITO MHOTO O€NKOB (HampuMep, UMMYHOTJIOOYIMHBI), COCTOSIIIMX M3 Pa3HBIX IO
CTPYKTYpe U (PYHKIIUSAM IOMEHOB, KOAUPYEMBIX pa3HBIMU T'€HAMH.

Tpernunasi crpykrypa Oeiaka. Ilog TpeTuuHO#l CTpyKTypoill Oenka MOJpa3yMeBarOT
MIPOCTPAHCTBEHHYIO OPUEHTALIMIO MOJUIENTHIHON CIIUpaiy UM CTIOCO0 YKJIaJAKHU TOJMIENTHIHON
I[ENU B ONPEIECTICHHOM 00BhEME.

[lepBeiM OenkoM, TpeTHWYHasl CTPYKTypa KoToporo Obuta BbisicHeHa JIx. Kenapeio Ha
OCHOBAHUU PEHTICHOCTPYKTYPHOT'O aHAM3a, OKA3aJCcsi MHUOTJIOOMH KallajnoTa. DTO CPAaBHUTEIHHO
HeOonpmon Oemoxk ¢ M 16700, comepxammuii 153 aMUHOKHCIOTHBIX OCTaTKa, MPEICTaBICHHBIN
OJTHOW TOJIMIENTUIHON LENBI0 B BHJE M30THYTOH TPYOKH, KOMITAKTHO YJIOXXEHHOH BOKPYT rema
(HEOeNKOBBIN KOMIIOHEHT, COJICpKAIIIHi jkene30) (puc. 4).
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COOH

Pucynok 4 - Mogenps TpeTU4HON
CTPYKTYpbI MOJIEKYJIbI MUOTIJIOONHA.
JlaTuckumMu OykBamu 0003HaYECHBI
CTPYKTYpPHBIE JOMEHbI, KPAaCHbIM LIBETOM -
reH

O

CHOBHas  (QYHKIMS MHOIJIOOMHa —  TEpPEHOC
KHCJIOpOJda B MbIIIIAX.

B Hacrosimee Bpems IOJIyYeHBI J0Ka3aTelbCTBa, YTO B CTAOMIIM3AIMK MTPOCTPAHCTBEHHOMN
CTPYKTYpbl OEIKOB, NMOMHMO KOBAJEHTHBIX CBs3€i (MeNTUAHbIE W JUCYIb(UIHBIE CBS3H),
OCHOBHYIO DOJIb WTPAlOT TaK Ha3bIBAEMbIC HEKOBAJICHTHBIC CBs3M. K STHM CBS3SIM OTHOCSTCS
BOJIOPOHBIE CBSI3H, DIIEKTPOCTATUYECKHE  B3AaMMOACWUCTBUS  3apsDKEHHBIX — TPYIII,
MEKMOJIEKYIISIPHBIE BaH-/IEP-BaaIbCOBBI CHIIBI, B3AUMOACHCTBHS HENOISIPHBIX OOKOBBIX paJMKaJIOB
aMHUHOKHCIIOT, TaK Ha3bIBacMble TUAPO(HOOHBIE B3aUMOJICUCTBHS U T.JI.

Tpernunast cTpykTypa Oelika mocje 3aBeplIeHHs] ero CuHTe3a B pubocoMax (opMupyercs
aBTOMAaTHYECKH CaMOIIPOU3BOJIBHO MPH B3aMMOJEHCTBUM PATUKAIOB AMUHOKHCIOT C MOJIEKYJIaMH

BO/IbI, U TOJIHOCTBIO MPEIONPEAETACTCS NEPBUYHON CTPYKTYPOIl.
MonunentTuaHas vens

a - DIIEKTPOCTATUYECKOE B3aUMO/JICHCTBUE; O - BOJOPOAHAS CBSI3b; B - THAPOPOOHBIE
B3aMMO/JICHCTBUS HEMOJISPHBIX TPYII; T - AUMOJIb-UIIOJIbHBIE B3aUMOICHCTBHUS; 1T - TUCYIbPUAHAS
(xoBaJIeHTHas1) CBA3b

Pucynoxk 5-Turibl HEKOBaJICHTHBIX CBS3€H, CTAOMIM3UPYIOMINX TPETHYHYIO CTPYKTYpY Oenka

YerBepTuuHasi CTpyKTypa Oeika. [lom 4eTBepTUYHOW CTPYKTYpOW TOIPa3yMEBAIOT
croco0 YKIIagKd B MPOCTPAHCTBE OTACNBHBIX MOJUIETITUAHBIX IETeH, 00IaJaroniX OJNHAKOBON
(WM pa3HOi) MEePBUYHOM, BTOPHUYHON HWIIM TPETUYHON CTPYKTYpOH, U (POPMHPOBAHHUE €AMHOTO B
CTPYKTYpHOM U (YHKIHMOHAJIHLHOM OTHOIICHHUAX MAaKpOMOJIEKYJIIPHOTO oOpa3zoBaHus. MHorue
(GyHKIIMOHATBHBIE OEJKM COCTOAT M3 HECKOJbKUX TOJUMIENTUIHBIX Lened, COeTUHEHHBIX
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BAJICHTHBIMU CBSA3SIMH, @ HEKOBAJICHTHHIMH (QHAJOTUYHBIMU TEM, KOTOpBhIE OO0ECIeYUBaIOT
CTa0MJIBHOCTh TPETUYHOM CTPYKTyphl). Kakmas otTnenbHO B3sATas TOJMIENTHIHAS —IICTib,
MOJIyYMBIIAs Ha3BaHWE MPOTOMEpPa, MOHOMEpa WM CyObEeIWHHUIbI, Yalle BCEro He obiagaer
OMOJIOTUYECKON aKTHBHOCTBIO. DTy CIIOCOOHOCTH OEIIOK MPUOOPETAeT MPHU OMPECIICHHOM CIoco0e
MIPOCTPAHCTBEHHOTO OOBEIMHEHHs] BXOJSAIIMX B €ro COCTaB MPOTOMEPOB, T.€. BO3HUKAET HOBOE
Ka4yecTBO, HE CBOMCTBEHHOE MOHOMEpHOMY Oenky. OOpa30BaBIIyIOCS MOJIEKYIY IPUHITO Ha3bIBATh
OJINTOMEPOM (WJTH MYJIbTUMEPOM).

OnuromepHbie OEIKM Yalie MOCTPOSHBI U3 YETHOTO YHCiIa IPOTOMEpoB (0T 2 110 4, pexe ot
6 110 8) ¢ OMHAKOBBIMU WJIM PA3HBIMH MOJIEKYJISIPHBIMH MacCaMH — OT HECKOJIBKHUX THICSY JI0 COTEH
ThICSI4. B "yacTHOCTH, MOJIEKyJia reMOrJIoOMHa COCTOUT
U3 JIByX OJAMHAKOBBIX O- U JBYX [- MOJMIENTHIHBIX LENeH, T.e. MpeACTaBIseT co0oil TeTpamep.
Mornekyna reMoriioOnHa COAEPKUT YEThIPE MOJIUIMENITUAHBIC LIeTIH, KaX/1as U3 KOTOPbIX OKpYXKaeT
IpyIIy reMa — MUTMEHTA, MPUIAIOIIET0 KPOBU €€ XapaKTEPHBI KPaCHBIH 1[BET.

Bce Ouonormdeckue cBoiicTBa O€NKOB (KaTAIUTUYECKUE, TOPMOHAIbHBIC, AHTUTCHHBIC H
1p.) CBSI3aHBI C COXPAaHHOCTBIO MX TPETHYHOW CTPYKTYPBI, KOTOPYIO MPUHSATO HAa3bIBaTh HATUBHOU
koH(popmanuei. JlroOsie Bo3aelicTBUs (TepMudeckue, GU3NUECKUE, XUMUYECKHUE), TPUBOISIIINE K
HApYIIEHUIO 3TOH KOH(pOpPMAIMU MOJIEKYNBl (pa3pblB BOJAOPOAHBIX M JAPYTHMX HEKOBAICHTHBIX
CBsI3€i1), COMTPOBOXKIAIOTCS YACTUYHOM UJTU MOJTHON TOoTepei 0enKoM ero OMOJI0rH4eCKHX CBOMCTB.

OCHOBHBIMH ~ CWJIaMH, CTAaOWIM3HPYIOUIMMH YETBEPTUYHYIO  CTPYKTYPY, SBISIOTCS
HEKOBAJICHTHBIE CBSI3U MEXKIY MPOTOMEpaMH, KOTOPhIE B3aUMOACHCTBYIOT APYT C APYTOM IO THILY
KOMILIEMEHTAPHOCTH — YHUBEPCATBHOMY IPUHIIHITY, CBOMCTBEHHOMY KHBOW TPUPOJIE.

Takum 06pa3oM, UMEIOTCSl BCE OCHOBAHUS JIJIsl TIOATBEPKICHNUS MHEHHSI O CYIIECTBOBaHUH 4
YPOBHEH CTPYKTYpHOU opranuzanuu OenkoB. [103TOMy BbBISICHEHHE CTPYKTYphI Pa3HOOOpa3HBIX
OEJIKOB MOKET CIYXXHTh KJIFOYOM K IMO3HAHHIO MPUPOBI KUBBIX cucTeM. Ha 3TOM myTH Hay4yHOTO
MIOMCKA MOTYT OBITh PEIICHBI TAK)KE MHOTHE MTPOOJIEMBbl HAcIEeICTBEHHBIX 3a00JIeBaHUI UenoBeKa, B
OCHOBE KOTOPBIX JIexkKaT Ne(eKThl CTPYKTYpbl U OMOCHHTE3a OEIKOB.

Hekotopble uccinenoBaTeny CKIOHHBI paccMaTpuBaTh CYLIECTBOBAaHHME MSTOrO YPOBHS
CTPYKTYpPHOH OpraHM3aluu OEIKOB. DTO MOIH(PYHKIIMOHATBHBIE MAKPOMOJIEKYIISIPHBIE KOMIUIEKCHI,
WIN acCOLMATHI U3 pa3HbIX (PEPMEHTOB, NOTYYUBIINX Ha3BaHUE META0O0JIOHOB, U KaTaIU3UPYIOIINUX
BeCh ~ IyThb  TpeBpamleHuii  cyOcTtpara  (CHHTETa3bl  BBICIIMX  KHPHBIX  KHCIOT,
NUPYBaTIETUAPOreHa3HbIN KOMIUIEKC, AbIXaTelbHasl LIeMb).

Du3UKO-XUMHUYECKHE CBOIICTBA 0€JIKOB

Haunbonee xapakTepHbIMH (U3UKO-XUMHUYECKIMH CBOWCTBAMH OEJIKOB SIBIISTIOTCSI BBICOKAs
BS3KOCTh PAcTBOPOB, He3HauuTenbHass Mup@dy3us, crmocoOHOCTh K HaOyXxaHHIO B OONBIIUX
npejenax, ONTHYeCKass aKTUBHOCTD, MTOJIBIKHOCTh B JICKTPUYECKOM I10JIe, HU3KOE OCMOTHUYECKOE
JlaBJIEHHE U BBHICOKOE OHKOTHUYECKOE JaBJIEHUE, CIIOCOOHOCTh K MOTJIOLICHUIO YIbTPa(rOIeTOBBIX
Ty4en.

benku, kak 1 aMUHOKHUCIIOTHI, aMmpoTepHbl Onarogaps Hannuuio cBoboaubix NHz- 1 COOH-
rpyni. J[ns HUX XapakTepHbl BCe CBOMCTBAa KHUCJIOT M OCHOBAaHMH. B 3aBUCHMMOCTH OT peakuuu
CpeAbl W COOTHOIICHHS KHUCIBIX W OCHOBHBIX aMHHOKHCIOT OCJKM B pPAacTBOpPE HECYT WIH
OTPULIATENIbHBINA, WM MOJIOKUTENbHBIN 3apsil, MepeMeasich K aHOly MJIM KaToay. OTO CBOHCTBO
HCIIOB3YETCS TIPH OYUCTKE OEITKOB METOI0OM AJeKTpodopesa.

benku o0manmaroT sIBHO BBIpaKEHHBIMU TUAPODUIHHBIMU CBOWCTBaMHU. PacTBOpHI OenkoB
UMEIOT OYeHb HH3KOE OCMOTHYECKOE JaBJICHHE, BBICOKYIO BS3KOCTh M HE3HAYUTEILHYIO
criocobHocTh Kk auddy3un. benku cnocoOHBI K HaOyxaHUIO B OYeHb OojibImux mnpeaenax. C
KOJUIOWJHBIM COCTOSTHHEM O€JIKOB CBSI3aH DS XapaKTEPHBIX CBOWCTB, B YaCTHOCTH SIBIICHHE
CBETOpACCEsIHUSA, JIeKalllee B OCHOBE KOJHMUYECTBEHHOTO ONpeAeNeHHs OeNKOB METOJ0M
HedenmoMeTpun. DTOT dIPPEKT UCTIONB3YETCS, KPOME TOTO, B COBPEMEHHBIX METOAaX MUKPOCKOIIHH
OMoJIOrNYecKUX 00bEKTOB. MoJieKylbl OeKa He CIIOCOOHBI MPOHUKATH Yepe3 MOJYNpPOHHIIaeMbIe
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HWCKYCCTBeHHBIE MeMOpaHbl (1iejutoan, TepraMeHT, KOJUIOAWi), a Takke OnomMeMOpaHbl
pPaACTUTENBHBIX M XUBOTHBIX TKaHEH, XOTS NPH OPraHUYECKHX MOPAKCHHUAX, HAIpPUMEp, TMOYEK
Karcyna mnodeyHoro kiybouka (LymnsHckoro-boymeHa) cTaHOBUTCS MNPOHUIIAEMOM st
aIbOYMUHOB CBIBOPOTKH KPOBH U TIOCJIETHHE MOSBISIOTCS B MOYE.

MouJiexyasipHas Mmacca 0ejikoB. belku OTHOCSATCS K BBICOKOMOJIEKYJISIPHBIM COEIMHEHUSM,
B COCTaB KOTOPBIX BXOJSAT COTHU U /AK€ THICSIYM aMHUHOKHCIIOTHBIX OCTAaTKOB, OObEIMHEHHBIX B
MaKpOMOJICKYJIIPHYIO CTPYKTYpy. MoekyispHas macca 0enkoB konebnercs ot 6000 (HuxHUI
npezen) 1o 1000000 u Bbllie B 3aBUCUMOCTH OT KOJIMUECTBA OTJIEIbHBIX MOJHUIEHTHIHBIX LIETICH B
COCTaBe €IMHON MOJIEKYJSIpHON CTpYKTypbl Oenka. Takue MONUNENTHAHBIC LEMU TOTYYHIN
Ha3BaHWE CyOhEAMHMII.

AMUHOKHUCIIOTHBIA COCTaB U MOCIEAOBATEIHHOCTh AMUHOKHCIIOT BBISICHEHA MJIi MHOTHX
ThICAY O€nkoB. B CBs3M C 3TUM CTajo BO3MOXKHBIM BBIUMCIIEHHE HX MOJIEKYJSIPHOM Macchbl
XUMHUYECKUM MyTEM C BBICOKOW TOUHOCTHIO. OJJHAKO ISl OTPOMHOI'O KOJIMYECTBA BCTPEUAOLIUXCS
B IpHpoJic OEIKOB XWMHUYECKOE CTPOCHHE HE BBIICHEHO, IMOSTOMY OCHOBHBIMH METOJaMH
OTpeAeNieHUus MOJEKYISIPHOM MacChl BCE eIle OCTAroTCs (PU3UKO-XMMHYECKHE METOIbI
(rpaBUMETpUYECKUE, OCMOMETPUYECKUE, BHCKO3UMETPUUECKUE, ANIEKTPO(OPETHUECKHE,
orntuyeckue u Ap.). Ha mpaktuke Hambojee 4acTO MCIONB3YIOTCS METOAbl CEAMMEHTAIMOHHOTO
aHaJlu3a, TJe OINpeAeSIiCHUE MOJIEKYJIIPHOM Macchl OEJIKOB MPOBOJAAT B YJIbTPALEHTpU(PYrax H
BBIUUCISAIOT €€ 10 CKOPOCTH CEIUMEHTAIlMM MOJEKyl Oenka Wi CeAMMEHTAluOHHOMY
PaBHOBECHIO.

®opma OeakoBbIX MOJIeKYJ. JlaHHbIE pa3JIMYHBIX BUIOB aHalIM3a YKa3blBalOT Ha
CYLIECTBOBAaHHE B NpUPOJE TIOOYIApHBIX (MIapooOpa3HbiX) U (PUOPHIIAPHBIX (HUTEBUIHBIX )
OenxoB. B HacTosiee Bpems oOuiuie mpenctaBieHUs O ¢opMme OSNKOBBIX MOJIEKYT B OCHOBHOM
MOATBEPANIINCH, OJHAKO TOJBKO COBPEMEHHBIE METOAbl HCCIIEIOBAaHHUS MO3BOJIUIM YCTAaHOBHUTH
JIeTald  TPOCTPAHCTBEHHOW KOH(Urypanuu (TpeXMEpPHOM CTPYKTYphl) OEIKOBBIX MOJIEKYI.
bnaronaps npuMEeHEHUIO CKaHUPYIOIIEH MUKPOCKOIMU U PEHTI€HOCTPYKTYPHOTO aHall3a yIaloch
B JeTajsX paciiupoBaTh HE TOJBKO MOJIHYIO MPOCTPAHCTBEHHYIO CTPYKTYpy, (opMy, HO U
CTENEHb ACUMMETPHM OEJIKOBBIX MOJIEKYJI BO BCEX Tpex M3MepeHMsx. Okazaiaoch, 4TO Jaxe
rJ100yNsipHble OETIKKU KPOBU (F€MOIJIOONH, allbOYMUHBI U IJIOOYJIMHBI) SBJISIOTCS aCUMMETPUYHBIMU
B YKa3aHHBIX U3MEPECHHUSIX.

Jenarypaunusi OenxoB. Ilpuposnnbsie OenkoBble Tela HaJENEHBI OIpPEIEIEHHON, CTPOro
3aJJaHHOI TNPOCTPAHCTBEHHON KOH(puUrypauueil M 0051aal0T pPsOM  XapaKTEepHbIX (DU3HUKO-
XUMHUYECKUX U OMOJOTMYECKMX CBOWCTB MpH (U3MOIOTMUECKUX 3HAYEHHSIX TemmepaTypsl u pH
cpeabl. [lon BAMSHMEM pa3IMUYHBIX (U3MUECKUX UM XUMHUECKUX (DaKTOpOB OEJIKM IMOJBEPraroTCs
CBEPTHIBAHUIO U BBIMAJIAIOT B 0CAJIOK, T€Psisl HATUBHbIE CBOMCTBA.

Takum oOpa3oM, mOJ JeHaTypaluei cieayeT NOHUMAaTh HapylleHHe OOIIero IjaHa
YHHUKQJIBHON CTPYKTYphl HATUBHON MOJIEKYIbI OeKa, MPEUMYIIECTBEHHO €€ TPETUYHOM CTPYKTYPHI,
MPUBOJIALIEE K MOTEpE XapaKTEPHBIX JJisi Hee CBOMCTB (PacTBOPUMOCTH, 3JEKTpodopeTnyeckas
MOJIBUKHOCTb, OWMOJIOTHUECKAsi aKTUBHOCTb M T.J.). BONBIIMHCTBO OE€JIKOB JEHATYypHPYET INpHU
HarpeBaHuu uX pacTBopoB Beime 50-60°C (puc.6).

BHemHue mnposiBneHHs AEHATypalud CBOAATCA K TOTEpe pacTBOPUMOCTH, OCOOCHHO B
M302JIEKTPUYECKON TOUKE, MOBBIIICHUIO BS3KOCTH OENKOBBIX PAacTBOPOB, YBEIMUYEHHUIO KOJIMYECTBA
CBOOOJHBIX (PYHKIIMOHANBHBIX SH-Tpynm M M3MEHEHHUIO XapaKTepa pacCeMBaHHs PEHTTEHOBCKHUX
myyeil. Haubonee xapakTepHbIM MPU3HAKOM JI€HATYpalLlUU SIBISIETCSA PE3KOE CHUYKEHUE WM TOJTHAs
norepst OelakoM ero OWOJOTMYECKOM aKTMBHOCTH (KaTalUTUYECKOH, AaHTUTEHHOW WM
ropMmoHanbHOW). [Ipn neHatypanum Oenka, pa3pymarTcs B OCHOBHOM HEKOBAJIEHTHBIE CBS3HU (B
YaCTHOCTH, TUIPO(OOHBIE B3aUMOJCHCTBUS U BOJOPOIHBIE CBSA3H).
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a - UCXOJHOE COCTOsiHME; O - HadyhHaolleecs oOpaTUMOe HapyIIEHUE MOJEKYJISIpHOU
CTPYKTYPHI; B - HEOOPaTUMOE Pa3BePTHIBAHUE MOJUTICITUIHOH 1IETIH.

Pucynok 6 - Jlenatyparus 6e1K0BOM MOJICKYIIBI (cxema)

a - pa3BepThIBaHHE (MOUYEBHHA + MEPKANTOATAHOM); O - TOBTOPHOE CBEPTHIBAHHE
Pucynok 7- Jlenarypanus u peHaTypauusi pubonykiieassl (mo AHQpHUHCEHY)

[Ipy HenpomOIKUTENBHOM JEHCTBUM U OBICTPOM YAAJEHUU ICHATYpUPYIOIIUX areHTOB
BO3MOXKHA peHaTypalus Oejika ¢ MOJHBIM BOCCTAHOBJIEHUEM MCXOJIHON TPEXMEPHOU CTPYKTYphI U
HaTHBHBIX CBOMCTB €ro MOJEKYJbl (puc. 7), BKIIOYas OHOJOTMYECKYIO AaKTHUBHOCTb. TakuM
oOpa3zoM, mpu JeHaTypaluuu OeNKOBasi MOJIEKyJa IMOJTHOCThIO TEpsSeT OMOJIOTMYECKHE CBOWCTBA,
JIEMOHCTPHUPYS TEM CaMbIM TECHYIO CBSI3b MEXKIY CTPYKTYpoil M ¢dyHkimen. [is mpakTH4ecKux
1ene HMHOI/Aa HCIOJIb3YIOT TMpolecC NeHATypaluu B «MSTKHX» YCIOBHSIX, HampuMep IpH
MOJy4YeHU! (PEPMEHTOB WIIM JAPYTrUX OMOJIOIMYECKH aKTHBHBIX OEJIKOBBIX MPENapaToB B YCIOBHIX
HU3KHX TEMIIepaTyp B MPUCYTCTBUH COJEM M NIpH cooTBeTcTByromeM 3HadeHuun pH. Ilpwm
mopuian3anny OenkoB (BBICYHIMBAHHWE B BaKyyMe IyT€M BO3TOHKH BJIard M3 3aMOPO>KEHHOTO
COCTOSIHMS) AJI MPEeAOTBpAIlleHUsl JIeHAaTypaluy 4acTo MOJIb3YIOTCS XMUMHUYECKHMHU BeEleCTBaMU
(mpocThle caxapa, MIULEPUH, OpPraHMYeCKue aHUOHBI).
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HN303/1ekTpUYecKast W M30MOHHAS TOYKH O0eJIKOB. B HM30371€KTpHUYECKOH TOYKE
CyMMapHBIH 3aps OelKoB, 00Magarommx aM(OTepHBIMH CBOWCTBAMH, PABCH HYIIO U OCIKH HE
MEePEeMEILIAIOTCS B  JJIEKTPUYECKOM TMoJje. 3Has aMHUHOKUCIOTHBIM cocTaB Oelka, MOXKHO
NPUOIIKECHHO ONPEICIUTh U30JICKTPUIecKyto TouKy (pl); pl siBisieTcst xapakTepHO#l KOHCTAHTOM
6enkoB. M303nekTprueckas Touka OOJBIIMHCTBA OENKOB KUBOTHBIX TKaHEH JICKHUT B Ipejeiax oT
5,5 mo 7,0, 9TO CBHIETENHCTBYET O YACTHYHOM IMPEOOIAJaHUN KHUCIBIX aMHUHOKHUCIOT. OJIHAKO B
MPUPOJIE MMEIOTCS OCNKH, y KOTOPBIX 3HAYEHHS] H30JIEKTPUYECKHX TOYEK JIeKaT B KpaHHX
sHaueHusx pH cpenpl. B wactHocTH, BennunHa pl nencuna (pepmMeHT kKemy109HOTo CoKa) paBHa 1,
a caJibMHHa (OCHOBHOM O€JIOK U3 MOJIOKHA CEMTH) — IOYTH 12.

B uzosnekrpuueckoi Touke O€IKM HAUMEHEE YCTOMYMBBI B PACTBOPE U JIETKO BBINAJAIOT B
ocasiok. M3o3nekTpuyeckas Touka Oenka B CUIbHOM CTEIIEHH 3aBUCUT OT MPUCYTCTBUS B PACTBOPE
MOHOB COJIEH; B TO € BpeMs Ha €€ BeJIMYMHY HE BIMSIET KOHIEHTpalus Oemnka.

PactBop Oenka Ha3bIBaeTCS W30MOHHBIM, €CITU OH HE COJICPKUT HUKAKHX APYTUX HOHOB,
KpOME HMOHM3WPOBAHHBIX OCTATKOB aMHHOKHCIOT OEIKOBOW MOJIEKYNBI U MOHOB, 00Pa3yIOIINXCs
P TUCCONMANUU BoIbl. JIJisT 0CBOOOXKIeHHS OeKa OT TOCTOPOHHUX MOHOB OOBIYHO €r0 PacTBOP
MIPOITYCKAIOT Yepe3 KOJOHKY, HAMOJTHEHHYI0 CMEChI0 aHMOHO- U KATHOHOOOMEHHHMKOB. VI30MOHHOM
TOYKOH TaHHOTO OeJKa MPUHATO Ha3bIBaTh 3HaUeHHe pH M30MOHHOTO pacTBOpa 3TOro Oernka:

[H]" + [P] Z = [OH]

riae [P] — MonsipHast KoHueHTpanus 0enka; Z — CpeaHui 3apsi] MoJIeKy/bl. COTJIacHO 3TOMY
YPaBHEHMIO, U30MOHHAsI TOUKa OeJIKa 3aBUCUT OT €ro KOHUeHTpauuu. O4eBUIHO, OATOMY OEJIoK,
3a UCKJIIOYEHHEM ciydast, Korja pl paBHO 7, HE MOXET ObITh OJJHOBPEMEHHO M303JIEKTPUIECKUM H
WU30MOHHBIM.

KuciioTrHo-0CcHOBHBIE  cBoiicTBa.  benkn, Kak WM aMMHOKHUCIOTBHI,  SIBISIFOTCS
nojuam(onIuTaMu, IPOsIBIIsAsA KUCIOTHBIE CBOMCTBA 3a cYeT HEMOHM3HPOBaHHBIX rpymnisl — COOH,
aMMOHUIHBIX Tpymn — NH;®, THomsHbIX Tpymn — SH. OcHOBHBIE CBOICTBa GENKM MPOSBIAIOT 32
cuetr rpynn —COQO’, amunorpynn —NHz u ap. B BogHbIX pacTBopax B 3aBucuMOcTH OT pH cpenbl
Oenku MoryT HaxoauTbes pu pH=pl Oenka B MosekyJIsIpHOH, T.€. HeliTpanbHOM dopme, pu pH <
pl 6enok nposBIsSeT KaTHOHHBIE CBOWCTBA, a pu pH > pl nposBnsercs annonHas Gopma.

NH3" — Prot — COO™ <« NH3" — Prot — COO < NH3" — Prot — COO
|+ | |

RH: RH R
pH <pl pH = pl pH > pl
KamuoH benka Monekyna oenka anuon benxa
B 3aBUCHMOCTH OT aMUHOKHCIIOTHOTO COCTaBa OSJIKK MOIPa3ACISIFOTCS Ha «HEHTpabHbIe (
pl = 5,0-7,0), «wucnorueie» ( pl < 4,0) ¢ NOBBIIIEHHBIM COJEPKAaHHUEM AacHapariHOBOW U

TJTyTAMUHOBOW KHUCIIOTHI, U «OCHOBHBIE» C TIOBBIIICHHBIM COJCPKaHUEM apTUHWHA, JTU3UHA HITH
ructunuHa ( pl >7,5). Ha ocHOBe OenkoB B opraHu3Me AeUcTBYIOT Oy(epHbIe CBOMCTBA OEIKOB.
Bydepnbie cBoiictBa 0eJKOB 00YCJIOBJIEHbl HAJIMYUEM B  COCTABISIOMIUX  MX
aMUHOKHCIIOTax  (kapOokcukucinotax) amuHorpymmbl  (NHz-rpymmel).  brnaromaps — Heit
aAMHMHOKHCIIOTBI MOTYT PearupoBaTh HE TOJIbKO KakK cllabble KUCIIOTHI, HO U KaK OCHOBaHMs, TO €CTh
caMH TIPOSIBIATH OydepHbIe CBOWCTBA, MPUCOCIMHSS MM OTAAaBas MOH BoJopoja. OTIIeTIIsIeMbIit
OT KapOOKCHJIBHOM TpYMIBI MPOTOH MOXET MPUCOEAMHUTHCS K aMHUHOrpymmne. B pesymbrate —
MOJIEKYJIa aMUHOKHUCIIOTHI IPUHUMAET TUIONIBHYI0 (popmy (Wiau popMy LBUTTEP-UOHA), 3apsIKaAsCh
C OJHOH CTOPOHBI OTPUIATEIBHO, a C JAPYrod — IOJIOKUTEIBHO, HO OCTaBasChb B LEJIOM
HeWTpanbHOU. iIMeHHO B 3TOM (hopMe aMUHOKHCIIOTA U TIPOSBIISIET CBOU OydepHbie cBoiicTBa. [Ipu
MIOBBIIIEHUH KOHILIEHTPAIMH MPOTOHOB B cpenie (cHmkeHne pH) oHN GUKCHPYIOTCS KapOOKCUITBHOM
TPYIION, a MOJeKylda OKa3bIBaeTCs IIOJOKUTEIBLHO 3apsbkeHHoW. HaoOopoT, mpu maneHun
KOHIICHTPALUU MPOTOHOB TPETHH MPOTOH C MOJOXKHUTEIHHO 3apsHKEHHOW CTOPOHBI MOJIEKYJIBI
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OTHaeTcsi, a BCS MOJIKYyJa 3apsyKaeTcs OTPHUILATENIbHO. AMHHOKHCIOTA JHUCCOLUUPYET C
o0Opa3oBaHHEM MIPOTOHA U JUCCOLUUUPOBAHHON KapOOKCHIIbHOM TPYIIIIHI.

NH>-R—-COOH < NH>-R-COO + H'

Wnu amuHOrpyImna npuHUMaeT CBOOOTHBIN MPOTOH U Ipuodperaer GpopMmy nBUTTEp-HOHA. B
M30BITKE IPOTOHOB MOJIEKYJIa 3aPsKAETCS TOJIOKUTEIIBHO:

H" + NH-R-COO < NHz*-R-COO"
IIpu neduIUTE NPOTOHOB - MOJIEKYIIa MPHOOPETaeT oTpunaTenbHblii 3apsaa: NHz™—R—
COO < H'+NH,-R-COO~

Bydepnbie cBoiicTBa OENKOB MPOSBISIOTCS B CBSI3BIBAHUU HE TOJIBKO IMPOTOHOB, HO U
Apyrux 3apsokeHHbIX YacTi. OCHOBHAs Macca MOCTYMAIIUX B KPOBOTOK BEHIECTB (KPaCHTEINH,
YKUPHBIE KUCIIOTHI, JTUMH/IbI, BOAOPACTBOPUMBIC HAPKOTHKH, PEIAKCAHTBI) CBSA3BIBACTCS C OENKaMH,
MPOSIBIISISE KOHKYPEHTHBIE OTHOIIEHUS. ECTECTBEHHO, MPH 3TOM yMeHbIaeTcs OydepHas eMKOCTh
OENKOB B OTHOIICHUH MIPOTOHOB, U BBICOKAsl KOHILIEHTPALIUS MOCIEIHUX 3aTPYAHIET OCBOOOXKICHNE
1 0CJIa0JIsIeT ACUCTBUE BEIIECTB, 00Pa3YIONIUX MOJ0KHUTEIIbHBIC 3aps/ibl.

benku akTHBHO BCTYMarOT B XMMHYECKHE pPEaKUUU. JTO CBOMCTBO CBA3aHO C TEM, YTO
AMHHOKHCIIOTHI, BXOJSIIME B COCTaB OEJKOB, cOIEp)KaT pasHble (YHKIMOHAJIBHBIC TPYIIIHI,
CIIOCOOHBIE pearupoBaTh C JPYrUMH BellecTBaMH. BaXHO, YTO TakWe B3aUMOJACHCTBUA
MPOUCXOIAT M BHYTPU OEITKOBOW MOJEKYJbl, B pe3ylbTaTe dYero oOpa3zyercs MenTHIHAs,
BOJIOPOJIHAS, JUCYIb(UIAHAS U JIPYTUE BUJIBI CBA3CH.

benku oGnagaroT OOJBIIMM CPOACTBOM K BOJE, TO €CTh OHU I'MIPO(QMIBHBL. DTO 3HAYMT,
9TO MOJIEKYINIBI Oellka, KaK 3apsHKCHHBIC YaCTHIBI, MPUTATHBAIOT K ce0e TUTOJN BOJBI, KOTOPBIE
pacroyiaratoTcsi BOKpYr OENKOBOW MOJIEKYJIBI W 00pa3yloT BOJHYIO WM THAPATHYIO OOOJIOUKY.
Dta 000JI04Ka MpeoXpaHsIeT MOJICKYJIbl OelKa OT CKJICHBAHUS M BBHIMAJACHHS B 0cajoK. Bennunna
TMJIpaTHOW O0OOJIOUKM 3aBUCUT OT CTPYKTypbl Oenka. Hampumep, anpOymuHBI Oosiee J€rko
CBSI3BIBAIOTCS C MOJIEKYJIaMH BOJBI M UMEIOT OTHOCHUTEIBHO OOJBIIYI0 BOJHYIO OOOJOYKY, TOTAA
Kak T700yarHbI, (UOPUHOTEH NPUCOEIUHSIOT BOY XYK€, U THApaTHas 000JI0UKa M HUX MEHBbIIIE.
Takum oOpa3oM, yCTOHYMBOCTH BOAHOIO pacTBOpa Oenka orpeaensieTcss ABYMs (haKTopamH:
HaJIMYMEM 3apsijia OelKOBOW MOJIEKYJbl M HaXoJAIIeHcss BOKpYr Hee BOJHOH oOosouku. Ilpu
yAaJIeHUH 3TUX (GaKTOPOB OEJIOK BHITIAJAET B O0CAOK. JIaHHBINH MPOIECC MOXKET OBITh OOPATHMBIM
Y HEOOpaTUMBIM.

O6patumoe ocaxkneHne OenKOB (BhICAIMBAHHWE) TMPEIOJIaracT BHIMAJCHUE OeIKka B
0CaJIOK TOJ| JeWCTBUEM OINpPEAETICHHBIX BELIECTB, IOCIE YAAJeHUS KOTOPbIX, OH BHOBb
BO3BpAIAacTCsl B CBOE€ MCXOAHOE (HATHBHOE) cocTostHWE. J[s BbIcaaMBaHUs OEITKOB MCIIONB3YIOT
COJM IIENIOYHBIX M IIEIOYHO3EMENIbHBIX METAJUIOB (Hamboiee YacTo B MPAKTHKE HCIIOJB3YIOT
cyabdaT HaTpUsi W aMMOHHUS). OTH COJM  YJAIAIOT BOJHYKO O00JOYKY (BBI3BIBAIOT
00€3BOKMBAHNUE) U CHUMAIOT 3apsA]. Mexly BeIUYMHON BOJHON 00OJOYKM OEIKOBBIX MOJIEKYI
W KOHIEHTpAaIMel CoJeld CyIIeCTBYeT TpsMas 3aBHCHMOCTB: Ye€M MEHBIIE THIpaTHAs
o0ojiouka, TeM MeHblle TpeOyercs coneil. Tak, rioOynuHBI, MMEIOIIME KpPYNHbIE M TSDKENble
MOJIEKYJIBI ¥ HEOOJBIIYI0 BOJHYIO O0OJIOUKY, BBIMAJAIOT B OCAJIOK MPHU HEMOJHOM HACHIIICHUH
pacTBopa coOJIIMH, a albOyMHHBI Kak Oojiee MEJIKHUE MOJIEKYJbl, OKPYXEHHbIE OONBIION BOJHOMN
000JI0YKOH — TIPH TIOJTHOM HACHIIIEHUH.

HeoOpatumoe  ocaxkaeHue  CB3aHO € DIIYOOKUMH  BHYTPUMOJIECKYJISPHBIMU
M3MEHEHHUSIMU CTPYKTYpBI O€JIKa, 4TO MPUBOJUT B OTEPE UMH HATUBHBIX CBOMCTB — JCHATYypallly,
KOTOpasi BJ€UYeT MOTEpPI0 PacTBOPUMOCTH, OMOJOTMYEecKoW akTHUBHOCTH M T.1. HeoOpaTtumoe
OCaXJICHME MOXXHO BbBI3BaTh KHUIISIYUEHHEM, JACUCTBHEM KOHIICHTPHPOBAHHBIMH PAacTBOPAMHU
HEKOTOPBIX M3 MHHEPAIbHBIX U OPraHUYECKUX KHCIOT, COJISIMU TSDKEJIBIX METaslIoB.
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I'maponus Oesaka gocTuraercs IMpU IOMOIIM KUNAYEHUS Oeidka C  CHUJIbHBIMU
MUHEPAIbHBIMU KHUCJIOTaMU (KUCJIOTHBIM THAPOJIN3) WM OCHOBAaHUSMHU (LIEJIOYHOM THAPOIH3).
Ho mienouHoil TUApONM3 peAKO HCHOIb3YeTCS H3-32 HEYCTOWYMBOCTH AMHUHOKHUCIOT B 3THX
ycioBusix. IIpoBoasT ero mpu HarpeBaHUU 10 110°C B 3anasHHOl amnyine ¢ 20% consHoU
KHUCJIOTOH B T€UeHHE 24 u.

B opranusmMe oH mpoTeKaeT MpH Yy4acTUU MENTHAA3 B JUMOcoMax. [ MaApoIu3 MOXKeT ObITh
YaCTUYHBIM (JI0 MENTHUJIOB) WU TMOJHBIM (10 aMMHOKHUCIOT). B opranusme ruaponun3 OeiakoB
OCYILIECTBIISICTCS 1EJIbIM HabopoM (hepMEHTOB, KaKIbli U3 KOTOPBIX PACHICIUIET Ty WM HHYIO
cBsa3b. KapOokcunentuaasza otmeruisier oT Oenka C-KOHIEBYIO KHCIOTY, TPUIICHH THAPOJIHU3YET
CBsA3b O0Opa30BaHHYK aMHUHOKHCIOTAMH C HEMOJSIPpHBIM  (THAPOPOOHBIM) 3aMECTHTEIIEM,
XUMOTPUIICUH — CBSI3b, OOPa30BaHHYI0 MEXAy (peHWIaTaHWHOM, TUPO3WHOM, TPHUNTO(PAHOM C
JOpYTUMU aMUHOKHUCIOTaMH. B oprannsme 6e1ku ruIpoIu3yI0TCs MOTHOCTHIO.

O H O H O

I (. I
NHz— CH—C—N—CH—C—N—CH—C— - +nH0 <  OH+

| | |
Rl Rz R3

@) @) O

- + NH>—CH—C— OH+ NH>—CH—C—OH + NH>—CH—C—OH + -

| | I
R2 R3 Rl

benku, copepxaiine aclnaparvHOBYIO M TIIYTAMHUHOBYIO KHCIOTY, BCTYNAlOT B PEAKIHIO
aMUIUPOBAHUA OEJIKOB, IPU KOTOPOH 00€3BPEKUBACTCSI AMMHUAK:

NHs* —Prot—COO + NHs; <« NH; —Prot— COO
|+ | + HZO
CH2 - COOH CH, — CONH>

OKHCIIMTEIBHO-BOCCTAHOBUTE/IbHbBIE CBOHMCTBA. bENKM OTHOCHTEIBHO YCTOWYUBBI K
MATKOMY OKHCJICHHUIO, 33 MCKIIFOUEHHEM COJIEp KaIlUX aMHUHOKHUCIIOTY LIUCTEUH, TaK KaK THOJIbHAs
rpymnmna e€ Jerko OKHCIsSeTcs B AUCYIb()UIHYIO TPYMILy, IPUYEM 3TOT MPOLECC MOXKET HOCUTh U
oOpaTHBII XapakTep:

OKHCIIUTEIh
2 R-SH > » R-S-S-R +2e+2H"
BoccranosienHas BOCCTaHOBHTEIIb OKHCJIeHHas
¢dopma ¢bopma

B pesynbrare 3THMX mMpeBpamieHWid MPOUCXOMUT HW3MEHEHHe KOoHpopMmamuud OelKa W ero
HATHBHBIX CBOMCTB. DTH TPEBPAILICHHS JIe)KaT B OCHOBE XMMHYECKOH 3aBHBKH BOJIOC, TaK Kak
IUCTEUH W LUCTHH BXOJAT B cOCTaB Oesika Bojioc kepaTuHa. CHavaja BOJIOCHI 00pabaThIBaioOT
BOCCTAHOBHTEJIEM, YTOOBI Pa3pyIIUTh CBS3H —S — S — IIHUCTHUHA U MIPEBPATHTh B THOJBHBIE TPYIIITHI
LUCTEMHA. 3aTeM BOJIOCHI YKIAJBIBAIOT B JIOKOHBI M 0OpabareiBatoT okuciautenem. [Ipu stom
o0pa3yroTcsi AUCyIb(GUIHbIE CBA3M LUCTHHA, KOTOPHIE MOMOTAIOT BOJOCAM COXPAaHUTh MX HOBYIO
bopmy.

B opranmsme Oenku, conepKampe OCTaTKH JIM3WHA, TPOJNMHA, (EeHWIAIaHWHA U
TpunTodana, IOABEPraroTcs (HEpPMEHTATUBHOMY THAPOKCHIIMPOBAHUIO MPH YYaCTHH KHCIOpOJa H
BOCCTAaHOBJICHHOH (pOpMBI KO epMeHTa:
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NH3z" — Prot — COO™ + O3 + BoccranosiieHHas <> NH3z" — Prot — COO™+ H20 + okuciieHHas

| dbopma | dopma
RH KodepMeHTa ROH KodepmeHTa

Taxxke st OeNKOB XapaKTepHbl W BCE LBETHbIE (KAueCTBEHHbIC) peakUud Ha
AMUHOKHCIIOTBI.

4 Xumus HYRKJI€EHHOBBIX KHCJIOT

B name Bpemst TpyZnHO Ha3BaTh 00JacTh €CTECTBO3HAHUS, KOTOPYIO HE MHTEpecoBaja Obl
npobiemMa CTPYKTypbl U (DYHKIMI HYKJIEMHOBBIX KUCJIOT. HecMOTps Ha OrpomHbIii Iporpecc,
JOCTUTHYTBIM B IOCJIEJHUE JECATWIECTUS IPU H3YYEHHH XHUMHUYECKOTO COCTaBa U CTPOCHHUS
HYKJIEMHOBBIX KHUCIJIOT, MHOTO IpOOJIEM IpPEICTOUT €Ll PELIMTh JAJs BBIICHEHUS 3aBUCHUMOCTHU
MEXy CTPYKTYpOH U OMOJIOTMYECKOM POJIbIO HYKIEMHOBBIX KUCIOT. HeT cOMHEHus, 4To UMEHHO
Ha 3TOM IIyTH HAyYHOI'O MOMCKA HCCIIEOBAHUS HYKJICHMHOBBIX KUCJIOT OyIyT CAEIaHbl OTKPBITHS,
MMEIOIIME OTPOMHOE 3HAueHHE JJIsi OMOJIOTHH, MEIWIIMHBI M BCEH HAayKH O KMBOM. DIOXAIBHOE
OTKPBITUE IPUHIUIIA KOMIUIEMEHTAPHOCTH HYKJIEHHOBBIX KUCIIOT ITO3BOJIMIIO IPOHUKHYTH B TailHbI
HE TOJIbKO TOHKOM CTPYKTYpBI 3TUX OMOMOIMMEPOB, HO U MEXAHU3MOB CUHTE3a U BOCIIPOU3BEICHUS
OMOJIOTNYECKUX MAaKPOMOJIEKYJI.

HykienHoBblE KHUCIOTBHI BBINOJHSIOT P BaXHBIX OMOJNIOTMYECKUX (DyHKIMHA, He
CBOWCTBEHHBIX JIPYTMM IIOJIMMEPHBIM BellecTBaM. B dacTHOCTH, OHU obecneuusarom xpanenue u
nepeoavy HACIeOCMEEHHOU uH@opmayuu W NPUHUMAIOmM HENOCPEACTBEHHOE yuyacmue 6
MexXaHusmMax peanuzayuu 3TON uxHgopmayuu MyTeM MPOrpaMMHUPOBAHUS CUHTE3a BCEX KJIETOUYHBIX
6enxoB. CTpYKTYpHBIE KOMIIOHEHTHI HYKJICHHOBBIX KHCJIOT BBIIOJHSIOT, KPOME TOrO, (DYHKIIHU
KopakTopoB (KO3H3UM A, ypuauHaudocaTrioko3a U Jp.), aIOCTEPHUUECKUX SPPEKTOpOB,
BXOJAT B COCTaB Ko(epMEHTOB (HMKOTHHAMUAAIEHUHAUHYKICOTH (HAL),
¢naBunanenuHaAnHyKIe-0tuA (PAJL) u 1p.), IpUHUMAsE TEM CaMbIM HETOCPEICTBEHHOE Y4acTHeE B
oOMEeHe BEIIEeCTB, a TaKXK€ B aKKyMYyJUPOBAaHUU (HAKOIUIEHMM), MEPEHOCe U Tpacopmaluu
sHepruu. OHHM SBJISAIOTCA TNPEALICCTBEHHUKAMH BTOPUYHBIX IOCPEIHUKOB — UKIMYECKHX
MOHOHYKJICOTHZIOB (HAM® wu ul'M®), BBIIONHSIONMX BaXHYIO (YHKIMIO B Tepeaaue
BHYTPHUKJIETOYHBIX CUTHAJIOB.

MeToabl BbleJeHHUS HYKJICMHOBBIX KHCJIOT

[Ipy wu3ydyeHHH XUMHYECKOIO COCTaBa U CTPOCHHUS HYKJIEHHOBBIX KHUCIOT HeEpes
UCCIieIoBaTeNIeM BCerja CTOUT 3aJaua BbIIEICHUS X U3 Onosornueckux o0bekToB. HykienHoBble
KHCIIOTHI SIBJISIFOTCSI COCTABHOM YacThIO CIOXKHBIX OEIKOB — HYKJIEONPOTEUHOB, COAEPKAIINUXCS BO
BCEX KIIETKaX >HMBOTHBIX, OaKTepHii, BUPYCOB, pacTeHUH. HyKIeHMHOBbIE KHUCIOTHI 0O0IagaroT
CHJIBHO BBIP@KEHHBIMU KHCJIBIMU CBOMCTBaMH (00YCIIOBIEHBI OCTaTKaMU OpTOPOCcHOpPHON KUCTOTHI
B HMX COCTaBe) M NpH (U3MOJOTHYECKUX 3HaueHUsXx pH HecyT oTpuuaTenbHBIA 3apsa. OTHUM
OOBSCHSIETCS OHO M3 BAYKHBIX CBOMCTB HYKJIEMHOBBIX KHCJIOT — CIIOCOOHOCTh K B3aWMOJIEHCTBHUIO
0 THUIy HWOHHOM CBA3M C OCHOBHBIMH OeslkamMu (TMCTOHAMHK), HWOHaMH METaJUIOB
(mpenmyIectBeHHO ¢ Mg®"), a Takke ¢ monmamuHamu. 1105TOMY IUIS BBIICICHHS HYKICHHOBBIX
KHUCJIOT U3 KOMIUIEKCOB C OelKaMH HEeoOXOIMMO, MpPEeXJIe BCEro, paspylIUTh 3TH CHIIbHBIE U
MHOTOYHCIICHHBIE 3JIEKTPOCTATUYECKUE CBSI3U MEXKAY IMOJIOKHUTEIBbHO 3apsSHKEHHBIMH MOJIEKYJIaMH
OEIKOB M OTPHUIATENBHO 3apsUKCHHBIMH MOJIEKYJaMHU HYKJIEHMHOBBIX KHCIOT. Jlins 3Toro
M3MENbYEHHBI IyTeM TOMOTeHH3alud Ouomarepuan oOpaldaThIBalOT KpPEMKUMH COJEBBIMU
pactBopamu (10% pacTBop XJiopuaa HATPHSI) C TOCTIEAYIOUIUM OCAKIECHUEM HYKICHHOBBIX KHUCIOT
3TaHoJIoM. B Hacrosiiee BpeMs Ui BbIAEICHHUS HYKJIEHHOBBIX KHCIOT B HATUBHOM COCTOSHUH
MOJIB3YIOTCA Oosiee «MATKUM» (PEHOIBHBIM METOJIOM, OCHOBAaHHBIM Ha 00pabOTKe HEHTpasbHOTO
3a0y(epeHHOT0 pacTBOpa HYKIECONMPOTEHHOB (eHosoM. OOBIYHO 3Ty MPONEAypy MNPOBOAIT B
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MPUCYTCTBUU BEUIECTB, BBI3BIBAIOIINX JCHATYypalui0 OEJIKOBOTO KOMIIOHEHTAa, HampuMep
nogemwicynbdara  (JACH) wim  canummimata  HATpUs, 3aTe€M  CMECh  IOJBEPraroT
uentpudyruposanuto. [lpu 3TomM aeHarypupoBaHHBIN OelloOK mMomaaaeT B (eHospHyio ¢asy, a
HYKJICHHOBBIE KHCJIOTBI OCTAlOTCSI B BOJHOM Cpele, U3 KOTOPOM HMX OCaXJaloT Ha XOJOJIE
noGasieHreM 2—3 00beMOB ATaHOJA. DTHUM METOIOM YAAETCS MOJYYUTh OYHILIEHHBIE Mpenaparhl
HYKJICMHOBBIX KHCJIOT.

B HacTosimee BpeMs TPHUMEHSIOT PsiJ YCOBEPIICHCTBOBAHHBIX METOIOB pPa3/IeICHUS
HYKJICMHOBBIX KHCJIOT Ha (Qpakiuud W3 CyYMMapHOTO IIpermapaTra, MOJy4YeHHOTO OIHCAHHBIM
METOJIOM. JTO, MpexJe Bcero, xpomartorpadus Ha rene Qocdara Kaiblusg, HOHOOOMEHHAas
xpomatorpadust (B kauectBe aacopOeHTOB ucCmoyb3yloT JDAD-nemmonody, JADAD-cedanekc u
Ip.), yABTPaLeHTPUPYrupoOBaHUE B TPAJAUEHTE INIOTHOCTH caxapo3bl, XpomMaTtorpadus mo cpoacTBy
Ha OJIKOBBIX HOCUTEISX, (PUIIBTPAIIUS Yepe3 T'elii arapo3sl U cedapo3bl, Teab-3JIeKTpodopes u ap.

[Tocne monmy4deHUsT HYKJICHHOBBIX KHCIOT B YHCTOM BHJE UX IMOJBEPrarOT THUAPOIN3Y IS
M3YYEeHHS] XUMHUYECKOTO cocTaBa. [[ist aTHX 1emneil ucnoiab3yroT pepMeHTaTUBHBIE METOIBI (3K30- U
IHIOHYKJICa3bl), a TaK)Ke YUCTO XHMHYECKHE METOJIBI THAPOJU3a, B YACTHOCTH HArpeBaHUE
HYKJIEMHOBBIX KHCIIOT C XJIOPHOM KHCIIOTOM.

XHUMHYECKHH COCTaB HYRKJII€EHHOBBIX KHUCJIOT

HyxneunoBbie kucnotel (JHK um PHK) oTHOcATCS K CIOXKHBIM BBICOKOMOJIEKYJISIPHBIM
COEMHEHUSIM, COCTOST U3 HEOOJIBLIOrO YKCa MHIMBUAYAIBHBIX XUMUYECKUX KOMIIOHEHTOB OoJiee
IIPOCTOro cTpoeHusa. Tak, NpU MOJHOM THUAPOJIM3E€ HYKIEHMHOBBIX KHCIOT (HarpeBaHue B
IPUCYTCTBUM XJIOPHOM KHUCJIOTHI) B TMAPOJIM3aTe OOHAPYKUBAIOT IMYPUHOBBIE U MUPUMUIUHOBBIE
OCHOBaHWUsI, YTIIeBOABI (prnO03a u ne30kcupr003a) u HochopHYIO KUCIIOTY:

JIHK PHK

H3PO4 H3POq4
Hezokcupubosa Puboza
AneHuH AneHuH
I'yanun I'yanun
[MuTto3un [MuTo3un
Tumun Ypayun

B monekyne JIHK yrneBon mpencrasien ne3okcupu0o3oi, a B mosiekysne PHK — pubo3zoit,
OTCIOZla MX Ha3BaHus: Ae3okcupuOonykienHoBas (JIHK) m pubonyknenmnoBas (PHK) kucnotsl
Kpome Toro, onu comepxat GpochopHyIO KHCIOTY, MO JIBa IIYPUHOBBIX W O JIBa MMUPUMHUIAHOBBIX
OCHOBAHHS; Pa3NU4Msl TOJBKO B MUPUMHMIMHOBBIX ocHoBaHusx: B JIHK conmepkutcst TumuH, a B
PHK — yparun.

VYraeBoasl (pubo3a u nezokcupu6bo3a) B moiekynax JIHK u PHK naxomsrcs B B-D-
pubodypanosHoii popme:
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H—C—-0OM HO‘CH.‘,O OH M-C—H HO'CH")O OH
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H—C-OH H O=C H H—-C—OH H C=C'H
CHy—OH HO OH CHy—OH HO
D-pubaaza B-D-pubodyparoaa 0-2-pesoxcupy: B-D-2-ge3okcn-
fo3a puSedypanods

B cocraBe HekoTtopeix (aroeix JIHK oOHapykeHa MOJIEKyna TIIOKO3BI, KOTOpas
COEUHSAETCS ITIMKO3UAHOMN CBA3BIO C 5-OKCUMETHIILIUTO3HHOM.

OCHOBY CTpPYKTYypbl IIypUHOBBIX W INHPUMHUIMHOBBIX OCHOBAHHMM COCTAaBJIAIOT JBa
apOMaTUYECKHUX T'€TEPOLUKINYECKUX COCIUHEHUS — IMPUMHUINH U IIyPHH :

| 2

N

NZ* NA® f\i\
[ D
> N \N NS/

NH

Mupumnavs AypuvH

Monekyna mypuHa COCTOMT U3 JBYX KOHJICHCHPOBAHHBIX KOJEL: MNUPUMUIAHA H
MMM/1a30J1a.
B cocraBe HYyKJIEMHOBBIX KMCJIOT BCTPEYAKOTCS TPHU TJIABHBIX MUPUMHUIMHOBBIX OCHOBAHMS:

OUTO3HUH, ypaI_II/IJ'I U TUMHUH.
O
HN j
O "kN
H

Untoznu ¥pauun TumnH
I[Ba HypI/IHOBI)IX OCHOBaHUH, ITOCTOSHHO BCTpe‘IaIOHIPIXC?[ B FI/I)IpOJ'H/I?:aTaX HYKJ'ICI/IHOBBIX
KHCJIOT, UMCIOT CIICAYIOIECC CTPOCHUE!

N Hn
dad

Seliive

N NH HaN

AReHWH Fyarue
OnHUM U3 BaXXHBIX CBOMCTB CBOOOJIHBIX a30TUCTBIX OCHOBAHUM (COAEpKAIIUX OKCUTPYTIIIHI)
SBIISIETCS BO3MOXKHOCTb MX CYIIECTBOBAHHS B JIBYX TayTOMEPHBIX (OPMax, B YACTHOCTH JAKTHUM- U
nmakTaMHOM (opmax, B 3aBucumoctu otT 3HadeHus pH cpeasti: mpu pH 7,0 oHu mpencraBieHsl B
JakTaMHOM Qopme, mpu cHwkeHuH BenuuuHbl pH — B jaktumHOR Qopme. TayromepHsbie
MIPEBPALICHHUS MOKHO IIPEICTABUTh HA PUMEPE ypaLIHIa.
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NH

Naktum Naxkram

Okazanochb, 4TO B COCTaB€ IPUPOJIHBIX HYKJIEHMHOBBIX KHCJIOT BCE OKCHUIIPOU3BOJHBIE
MIyPUHOB ¥ MUPUMHUJIUHOB HAXOASTCS B JaKTaMHOU (hopme.

O nokanu3auuu M KOJMYECTBEHHOM COJIEP)KaHUU HYKIIEMHOBBIX KHCJIOT B KIIETKax
MIOJIyYEHBI OIpeAeNIeHHbIe JaHHble. J[oka3zaHo, uTo KoaumdyecTBeHHOe conepxkanue JIHK B kneTkax
OJTHOTO W TOTO € OpraHu3Ma OTJIMYACTCS YIUBUTEIbHBIM IIOCTOSIHCTBOM W HMCUUCISIETCS
HECKOJIbKUMHU MHKOTPaMMaMHM, OJIHAKO B KJIETKAaX Pa3HbIX BUIOB YKUBBIX OPraHW3MOB HMEIOTCS
CYILIECTBEHHBIE KOJIMYECTBEHHbIE pasnnuus B coaep:xkanun [JHK. Xopoumo m3BecTHO Takke, 4To
JIHK npeuMylIiecTBEHHO COCPEIOTOUYEHA B SAPE, & B MUTOXOHAPUIX U XJIOPOIUIACTaX COJIEPHKHUTCS
Tonbko Hebompmo mnporeHT kietounoit JHK. O xommuectBe PHK Her TOYHBIX [aHHBIX,
IIOCKOJIBKY COJEpKaHUE €€ B pa3HbIX KJIETKAaX B 3HAYUTEIBHOM CTENEHH OIpeaesercs
WHTEHCUBHOCTBIO cuHTe3a Oenka. Ha momo PHK mpuxomutcs okono 5-10% ot oOmieit macchwl
kinetkd. CoBpeMeHHas kiaccudukanus pa3iauuHbix THoOB kietoyHoi PHK ocHoBwiBaeTcs Ha
JTaHHBIX Tomorpaduu, QYHKIMH M MOJEKYIApHOHW Maccel. Beimenstor Tpu riaBHbIXx Buaa PHK:
MaTpuuHyo (nHpopmarmonnyto) — MPHK, kotopas coctaBnser 2—-3% ot Bceit kinerounoit PHK;
pubocomuyto — pPHK, cocrasmsronryto 80-85% u tpancnoptayto — TPHK, xotopoii oxono 16%.
Otu 3 BUJIA pa3INYaOTCs HYKJICOTUIHBIM COCTaBOM U (pyHKIHSIMH (Tab1.5 ).

Tabmuma 5 - Csoiictea PHK y E. (o A.Jlenunmxepy)

Tun PHK CkopocTb MonexynsipHas Yucno % or obuei
CEeIMMEHTALNU macca HYKJICOTUIHBIX PHK
OCTaTKOB
MPHK 6-25 250000-1000 000 | 75-3000 2
TPHK 4 23 000-30 000 75-90 16
pPHK ) ~35 000 1~20 D
pPHK 16 ~550 000 ~1500 - 82
pPHK 23 ~1100 000 ~3100 J

Marpuunas PHK (MPHK) cunresupyercs B snpe Ha marpuue HK, 3arem moctynaer B
pubocoMy, BBITIONIHAS MaTpUUHY0 (QyHKIUIO pu cuHTe3e Oenka. [lo mpennonoxenuto akazn. A.C.
Cnupuna, yacto MPHK npu noctyruienun u3 spa B MUTOIIa3My 00pa3yeT co crenupruuIecKuMu
PHK-cBs3piBatomymMu  6ekaMu KOMIUIEKCHl — TaK Ha3blBaeMble HMH(OPMOCOMBI, CIOCOOHBIE K
obpatumoit nucconuanuu. MHpopMOcoMbl paccmaTpuBaroTcs Kak TpaHcnopTHas ¢opma MPHK,
criocobcTByromas oOpa3zoBanuio noaupudocoMm B uuromiazme. Tpancnoptaeie PHK (TPHK) umeror
HEOOJIBIIYI0 MOJIEKYJSIDHYIO Maccy W coJiepXaTci B PacTBOPUMOH (paKkIMU LUTOIUIa3MBI,
BBINIONHAS (YHKIHMIO TEepeHoca aMUHOKHUCIOT K MecTy O€IKOBOro cuHTe3a — pubdocome.
Pu6ocomusie PHK (pPHK), kak BuaHo u3 maHHBIX Taba. 5, MMEIOT pasHyl0 M OOJBIIYIO
MoJIeKyJIsIpHYIo Maccy. Jlerampao poas pPHK B 6emkoBoM crHTE3€ TOKa HE BRISICHEHA.

CTpyKTYypa HYKJI€HHOBBIX KHCJIOT

Jns monumaHus pspa  ocobdeHHocted cTpyktypbl JIHK ocoboe 3Hauenue wumenu
3aKOHOMEPHOCTH  COCTaBa M  KOJMYECTBEHHOI'O  COJCpPXKAHUSA  A30TUCTBIX  OCHOBAHMI,
ycraHoBJIeHHbIe BriepBbie J. Yapraddom. Oxazanoch, uto azoructsie ocHoBaHus JIHK 006bruHO
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BapbUPYIOT Yy Pa3HBIX BUIOB OPTaHHU3MOB, OJIHAKO IMOYTH HE MPETEPIIeBAOT U3MEHEHHUH Y OJIHOTO U
TOTO € BHUJA B TIPOIECCE PA3BUTHUS UM B 3aBUCUMOCTH OT M3MEHEHHI OKPYKAroIIen cpeapl Tu00
xapakrepa nutanus. [Tokazano taxke, yto JIHK, Beinenennas u3 pa3Hbix TKaHEeH OJHOTO U TOTO ke
BHJIa, HMEET OJMHAKOBBI COCTaB Aa30TUCTHIX OCHOBaHUM. [lonydyeHHBIE KOJMYECTBEHHBIE
COOTHOIIICHUSI ObUTH Ha3BaHbl NpaBuiaamu Yapradda. [Ipu anammsze cocraBa ounmennoi JIHK,
BBIJICTICHHOW W3 Pa3HbIX HCTOYHUKOB, OBLTU CIICTAHBI CIICYIOIINE BEIBOIBI:

1 MOJISIpHAs TOJIS yPUHOB paBHA MOJISIPHOH J10JIe TUPUMUIUHOB:
A+T
A+F=H+Tuﬂum= 1
2 KOJIMYECTBO aJICHMHA U IIATO3MHA PABHO KOJIMYECTBY 'yaHWHA U THMHUHA!
A+IL

3 KOJIMYECTBO aJCHIHA PABHO KOJMYECTBY THMHUHA, 3 KOJMYECTBO I'yaHHHA PABHO KOJIHYECTBY
nuto3uHa: A =T u I' = L1; cooTBEeTCTBEHHO

A I
7:1;1_121

4 CylIeCTBEHHBIM JUIsl XapaKTEpUCTUKU BUAA (TAKCOHOMHYECKOE 3HAYEHHE) OKa3ajcsl Tak
Ha3bIBaEMBIN KOOPPHUIUEHT CrIEU(PUIHOCTH, OTPAYKAIOIINN OTHOIIICHHUE
r'+n
A+T

DTO OTHOIIEHUE YaCTO BBIPAXKAIOT B MOJISIPHBIX MporeHTax (I'+1I), nmu npouenrax I'L{-nap.
Jlnst KMBOTHBIX M OOJBIIMHCTBA pacTeHH 3ToT Koadduuument Humxe 1 (ot 0,54 no 0,94), y
MUKPOOPTaHU3MOB OH KOJIEOJIeTCs B 3HAYUTENBHBIX Tipeaenax (ot 0,45 mo 2,57).

HMannble, nosydyeHHble A.H.benozepckuM # €ro y4YeHMKaMH, CBHJIETEIBCTBYIOT O
cymectBoBanuu B npupoae AT-tuna JJHK (y xopaoBeix 1 6€CrIO3BOHOYHBIX KMBOTHBIX, BBICIITUX
pacTeHuil, psaaa O6akrepuii, 1poxokeBUAHbIX opranu3moB) u ['ll-tuna JITHK (y HeapoxKeBUIHBIX
rpu0OB, aKTHHOMHUIIETOB, Psifia OAKTEPUl U BUPYCOB).

N3BeCTHO, YTO CTPYKTYPHBIMU €IMHULAMHU HYKJIEHMHOBBIX KUCJIOT SBIJIIOTCS MOHOMEpPHBIE
MOJIEKYJIbl — MOHOHYKJEOTU/bl. CienoBaTenbHO, HYKJIEHHOBBIE KHUCIOTHI NMPEACTaBISAIOT cO00M
MOJIMHYKJIEOTUABL. ~ OTO  NPOAYKTHl  IOJIMMEPU3aLMM  MOHOHYKJIEOTHIOB,  YUCIO U
MOCIEN0BATENbHOCTh pacmnoioxeHus kortopeix B nemnsix JHK u PHK onpenensrorcs B cTtporom
COOTBETCTBUM C IIPOIpPaMMOM, 3aJ0KEHHOW B MOJIEKYJIE MaTpuibl. MOHOHYKIEOTHABI JIETKO
obOpazytorcst mpu ruzaponuze JHK w PHK B mnpucyrctBum Hykieas, cOCTOAT M3 Tpex
crnenn(pUIecKkux KOMIOHEHTOB: a30THUCTOIO0 OCHOBAHUS, YIieBoJa U (ocOopHOI KUCIOTHI. B 30
«TpHaze» MOHOHYKJIEOTHIA YIJIEBOJ 3aHUMAET cpelaHee MnonoxeHue. CoelnHEHus a30THUCTOro
(roboro) ocHoBaHMsT W yriaeBoja (pwOO3bl WM J1€30KCUPHOO03bI), TOJYYHBIINE Ha3BaHUE
HYKJICO3HUJIOB, JIETKO OOpa3yloTCs W3 MOHOHYKJICOTHIA MpPH THAPOIUTUYECKOM OTIIETIICHUN
(dbocpopHOIl KUCIOTHI B MPUCYTCTBUU IIEJIOYM WIM NPU yYaCTHH crieuuUuyecKux (pepMeHTOB —
HYKJICOTUA3.

Hyxneo3unael conepkaT NypUHOBOE WIM NUPUMUIMHOBOE OCHOBAHME, COEIMHEHHOE C
yriieBoIoM N-TJIMKO3UTHOM CBsI3bI0. B cocTaBe HYKIIEMHOBBIX KHCIOT OOHAPYXUBAKOTCS TOIBKO [3-
HYyKJI€o3uIpl. [IpuMepoM MOTYT CIIY)XKUTh JIBa MOHOHYKJICOTHJA: aJIeHO3MH-5'-MOHO(oCchHOopHas
kucnora (AM®) u uuruaus-5-MonopocpopHas kuciora (HMD):
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R y 2' yrnepona npencrasnen H- ninu OH-rpynnoi B 3aBUCMMOCTH OT TUIIA HYKJIEUHOBOM
kucinotel — JJHK wiun PHK. B oGpazoBanuu N-TITUKO3UAHONW CBSI3M B MYPUHOBBIX HYKJICOTHAAX
npuHumaroT yyactue N-9 nmypuHa u C-1' meHTo3bl, a B NMPUMHIMHOBBIX HyKieoTuaax — N-1
nupumurHa ¥ C-1' meHTo36l. UTOOBI OTIMYUTE YTIIEPOIHBIE aTOMBI PHOO3BI WM J€30KCHPHOO03HI
OT YIJIEPOJHBIX aTOMOB, BXOJSUIMX B COCTAB IIYPHUHOBBIX U IMUPUMUJIUHOBBIX OCHOBAHUM, IIEPBbHIE
MPUHATO 0003HAYaTh CUMBOJIOM IITPUX»: HAIPUMEDP, aTOMBI Y 3-TO U 5-T0 yriepoja 0003HayaroT
C-3'u C-5' wim, yvame, 3'u 5'.

Cnenyer oTMeTuTh, 4TO Ccpeau NpoAykToB (epmentaTuBHoro rugponusza JJHK u PHK
00HapyKUBAIOTCSI, TOMUMO HYKIJICO3HU/I-5'-MOHO(OC(HATOB, TAKKE HYKICO3UI-3'-MOHO(DOChATHI.

Tabmuma 6 - CocraB Hykineo3uaoB M MoHoOHykieotunoB (i PHK oHm  HaswBarotcs
pubonykineoruaamy, a 1 JHK — nesoxkcupubonykneorugamu)

A30TOCTBIE OCHOBaHMSI Hyxkieo3unpt MOHOHYKJIEOTHIbI CokpaiieHHOE
(ocHOBaHUME (aykneosusl + H3POas) Ha3BaHUE
+yrieBon)

[TypunoBsie AneHuH AneHo3uH AnenozuamoHodocdar AMOD

(ameHunoBas KUCIOTA)
I'yanun I'yanosun I'yanosuamoHodocdar I'M®
(ryaHusioBasi KMCJI0TA)
IMupumuarHOBEIE | Ypanun Ypunux Ypuauamonopochat YMO
(ypunumoBasi KUCIIOTA)
I{uTo3un [utuaun Hutunuamonodocdar Mo
(UM THIUIOBAS KUCIOTA)
Tumun Tumunnx TumuauaMoHOdoCchat T™®
(TUMHMTUIIOBAS KUCIIOTA)

MOHOHYKJICOTH/IBI U UX TIPOU3BOJIHBIC, A TAK)KE TUHYKICOTH/IbI TIPUCYTCTBYIOT B KJIETKaX B
CBOOOJTHOM BHJI€ W WUTPAOT BAXHYIO POJh B OOMEHE BEIIECTB. B dYacTHOCTH, HYKJICOTHIHYIO
CTPYKTYpY  HMEIOT MHOTHE KO(EepMeHThl, BKJIOYas  KOPEpPMEHTHl  OKCHAOPEIYKTa3.
MOHOHYKJICOTHIBI, TIPUCOCIUHSIS €IIe OAWH ocTaTok (ocdara, 00pa3yroT GochoaHTHAPUIHYIO
CBsI3b (Hamogo0Me CBs3M, UMeloLIelics B mupodocdare) U mpeBpamaoTcs B HyKJI1eo3uaaudochaTs
(cooTBeTcTBEHHO OHHU 0003HaudaroTcs cokparnenno AJ[®, 1D, YD, D u TAD). [Tocneanue,
MIPUCOETUHS elle OJUH ocTaToK (ocdara, oOpasyoT Hykieo3uarpudocdarsl (COOTBETCTBEHHO
o6o3navaTcs ATO, 'TO, YVTO, LITO u TTD).

Crnenyer ocobo yka3aTb, YTO TOJBKO CBOOOJHBIE HYKICO3UATpHUQOChATHl B KIETKax
ABISIOTCS TpenaniectBeHHUKamMu (epmentatuBHoro cuaresa JIHK u PHK. Opnako B kierkax
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UMEIOTCS CBOOOIHBIE, TaKXKe MPUPOAHBbIE HYKIeo3uaTpudocdaThl, HE MPUHUMAIOLINE Y4YacTUS B
cuHTe3¢ OenKa, HO BBIMONHSIIONIME >XWU3HEHHO BaXKHbIe (YHKIMU. B dacTHOCTH, OIHOW U3
BaKHeWIUX (yHKIui HykieosuarpudocdaroB m ocodeHHo ATD sBusercs WX ydacTHE B
OMOdHEPreTHKE BCEX KHMBBIX OpraHu3MoB. [IpuBoanM cxemy oOpa3zoBaHUs MOJIEKYJ aICHO3UH/IN- U
asieHo3UHTpHU(oc}aTOB (HEKOTOPHIE aTOMBI BOJOPOJA, KaK M YIiiepoja, B IypUHOBOM SIpE U B
KOJIbIIE pUOO03bI OINYILEHBI):

NH

N TN

[l | \N}

L |

o i e |
Il | | 5 |
HGTT-D+FJ'—G——F’-O“CH2G |
| | '11_.

OH OH OH '

LY s

B MenMuMHCKON INpakTUKE, B YaCTHOCTH B OHKOJIOTMM, HAlUIM IIMPOKOE NPHUMEHEHUE
CUHTETUYECKNE aHAJIIOTH KaK a30THCTBIX OCHOBAHUH, TaK HYKJIEO3U10B U HyKiIeoTu0B. K Hanboiee
pacipOCTpPaHEHHBIM JIEKAPCTBEHHBIM IIpenaparaM — aHajJoraM IyPUHOBBIX M NHPUMHUIVMHOBBIX
OCHOBaHMH (M COOTBETCTBYIOIIUM HYKJICOTHAAM) OTHOCATCA S-¢pTopypaumn, 6-tHo- u 6-
MEpKanTONlypuH, 8-a3aryaHuH, 6-a3aypuIuH U 06-a3alUTUAMH, a TaKXkKe S-HOAIPOU3BOLHOE
NE30KCUYypUAMHA.

[TomuMoO cokpallleHHBIX Ha3BaHUN U 0003HAUYEHUH HYKJIEO3UOB U HYKJICOTHAOB, IPUHSTHI
OyKBeHHBbIE 0003HAYCHHSI HYKJIEO3UI0B (M HYKJI€OTHIOB): B YACTHOCTH, i afeHo3uHa (AM®) sto
A, nns ryanosuHa (I'M®) — I', mnsg uutuauna (IM®) — L, nas ypununa (YM®) — YV, s
tumuguHa (TM®) —  T. Tloawp3ysch  OTUMH  CHUMBOJIaMH, TPHUBEACHHBIN  BBIIIE
IupuOoHyKIeo3uIMoHo(ochaT MOKHO 0003HaunTh Kak [ —T. 3ameTum, 4yTo Kak 1o CTpyKType, TaK
u no csodictBaMm [-T m T-I' Oyayr cuibHO OTJIMYATBCA APYr OT Jpyra (Kak U B cly4ae
JTUTIENITUJIOB).

IlepBuuHasi CTPYKTYpa HYKJIEHHOBBIX KHCJIOT

Ilon  nepBUYHOM  CTPYKTypOM  HYKJIEMHOBBIX  KHUCJIOT  IOHUMAIOT  HOPAJOK,
IIOCJIE0BATEIBHOCTD PACIIOIOKEHNSI MOHOHYKIIEOTHI0B B nonuHykiaeornaHon nenu JHK u PHK.
Takast mens crabmwmsupyetcs 3',5'-pochonudrdupHasiMu cBs3sMHU. [10CKOIBKY MOJIEKYIISIpHAsT Macca
HYKJIEMHOBBIX KHCIIOT KOJeOJeTcs B IIMPOKUX Npeaenax (oT 210* 10 1010—1011), YCTaHOBUTH
nepBUuUHylo cTpykTypy Beex uzBectHbix PHK u ocobenno JIHK BecbMma croxxkno. Tem He MmeHee, BO
BCEX HYKJIEMHOBBIX KUCJIOTaX (TOYHEE, B OAHOLENIOUEYHON HYKJIIEMHOBOW KUCIIOTE) UMEETCSl OJIUH U
TOT ke THIl CBsi3u — 3',5'-pochonandrdupHas cBI3b MEXKIY COCETHUMHU HYKJICOTHIAMH. JTy OOIIYIO
OCHOBY CTPYKTYPBI MOKHO MPEJICTABUTH CIEAYIOIINM 00pa3oM:

YcTaHoBneHO, YTO B 00pa30BaHUM MEKHYKICOTHUAHON CBS3H YYaCTBYIOT T'MJIPOKCHIIbHBIE
rpynmnsl B 3'- U 5'-10J0KEHUAX OCTATKOB yIJI€BOJIA.
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K HacTtosimeMy BpeMEHH yAaioCh ONPEAEIUTh NEPBUUHYIO CTPYKTYpy moutu Bcex TPHK,
BupycHelx PHK, B cocTaB KOTOpBIX BXOZAT COTHU M THICAYM HYKJIEOTUIHBIX OCTaTKOB. Huxe
MIPUBOAUTCS TPUMEpPHAsi CXE€Ma IOCJIeNoBaTeNIbHOCTH HykieotuoB B Monekyine PHK. Bce
kietounble PHK B OCHOBHOM COCTOSIT M3 OJAHOLIENOYEYHON MMOJUHYKJICOTHIHON LIENU:

5-I-Y-T-1-A-A—.—Y-II-T-1]-1-A-3'

[lonunykneotuanas uenb wmojdekynsl PHK wmMeer Ha ogHOM KOHIE ©IOYTH Bcerja
cBOOOMHBI MOHOGMOChOPHBIA 3up, KOTOPBIH MPHUHITO 0003HAYaTh Kak 5'-KOHEI; Ha
MIPOTUBOMNOJIOKHOM KOHIIE ILenu Takoil ¢(ocdaT OTCYyTCTBYeT, a COACPKHUTCS HYKICOTHA CO
CBOOOTHBIMH 2'- U 3'-TUPOKCHIBHBIMU TPYITIAMH.

B BbisicHeHMuM nepBuuHOM cTpykTypel PHK pemaromyro posnp cblrpand  METOIbI
CTYIEHYATOI0 TUAPOIN3a, OCYIIECTBIEHHOIO B OCHOBHOM 3K30HYKJI€a3aMH U 3aKIHOYAIOLIErocs B
[IOCJICZIOBATEILHOM OTILEIUIEHUM [0 OJHOMY MOHOHYKJIEOTHJY C OJHOIO KOHL@ MOJIEKYJIbI
HYKJIEMHOBOM KUCNOTHI. [lepBuyHas HyKJI€OTHHAs TOCIEA0BATENbHOCTh CTPYKTYphI niepBoil PHK,
uMeroIIel 77 HyKJIeoTUI0B, Obuta pactudponana B 1965 r. P. Xosau u cotp.

Crnenyet 0cob0 yka3zaTh Ha JIB€ CYIIECTBEHHbIE OCOOCHHOCTH MEPBUYHONU CTPYKTYpPHI BCEX
TPHK. IlepBast u3 HUX 3aKIO4YaeTCs B TOM, YTO S5'-KOHIIOM BCETJa SBIISIETCS T'yaHWJIOBasi (PEaKo
UUTUAWIIOBAs) KUCJIOTa, Hecyas cBOOOMHBIN ocTatok (ocdara y C-5'. Bropas ocobeHHOCTH —
HaJIM4ue Ha IIPOTUBOIOJIO0KHOM KOHIIE MOJIEKYJIbl OCTATKOB TPEX MOHOHYKJIEOTHAOB C OJAMHAKOBOMN
nocnegoBarenbHoCcThi0 — L{LA, mprueM ocTaToOK aJeHHIIOBOM KHUCIOTHI COIEPKUT CBOOOIHYIO 3'-
OH-rpymnmy.

Me:xny 3TUMU CTPYKTYpamH B CTPOIO OIPENIETICHHOMN MOCIIEJ0BATEIbHOCTH pacloaralTcs
BCE OCTaJbHbIE HYKJICOTHUJHBIE OCTATKH, CPEAM KOTOPBIX Ha JOJ0 MHHOPHBIX HYKJIECOTHIOB
npuxoautcs 10 10%. Ilonunykneoruanas uens pasHbix TunoB TPHK conmepxut okomo 75
HYKJICOTUIOB.

Matpuunsle (uHpopmanmonusie) PHK oTHocsTCs k Hambosee rereporeHHoMy Kiaccy
HYKJIEMHOBBIX KHUCIIOT, OTJIMYAIOLIMXCS [0 Macce, CTPYKType, pa3mepaM, CTaOWIBHOCTU H
¢yakusaMm. OcHoBHol (ynkuueir MPHK saBnsercs nepenoc nndopmauuu ot JIHK (Ttounee, ot
reHa) Ha OenokcuHTe3upyromyto cucremy kietkd. MPHK Bemonnser pons marpunsl W,
CIIEIOBATENIbHO, ONpENENsIeT MEPBUYHYI0 CTPYKTYpYy cuHTesupyemoro Oenka. MPHK Hagenens
PSAIOM OCOOEHHOCTEH MEpPBUYHOW CTPYKTYphI; B YaCTHOCTH, Ha 5'-KOHIIE BCE OHHU COJAEp)KaT
OTIpe/ICNIEHHYIO TOCIIEe10BaTEIbHOCTh PUOOHYKICOTHIOB, TIOJYYUBIIYI0O Ha3BaHUE HIAMOYKU (K3II).
[lepBbIM HYKJICOTUIOM SIBIISI€TCS 7-METHITYaHO3MHTpU(dOCchaT, KOTOpBI NpHCcOeanHseTcs K 5'-
TUAPOKCUIIY  COCEIIHETO MOHOHYKJIEOTH /1A, NIPEACTaBICHHOTO 2'-O-MeTUIMYpPUHOBBIM
HykineotuaoM. Ha gapyrom 3'-konine OonbmmHcTBa (HO He Bcex) MPHK  comepxutcs
MOJTMAICHIIIOBAS TTOCIIEI0BATEILHOCT (T0au-A), HacuuThiBaromas oT 150 1o 200 HyKJI€OTHIOB.

Ponpb «xanupoBanus» u «nonuaaeHuaupoBanus» MPHK B 6ekoBOM cuHTE3€ OKOHYATEIHHO
He BbIsICHeHa. [Ipeamonararor, 4To K31 HEOOXOIUM IS CHElM(UUECKOro y3HaBaHMs B Ipoliecce
TPaHCISALMU, B TO BpeMsl KaK MOJIU-A OTBOAUTCS POJib (paKkTopa CTAaOWMIM3ALUU BCEH MOJIEKYJIbI
MPHK.

VYXKe BBIACHEHBl HYKJIECOTHAHBIE IIOCIEI0BATEIBHOCTH JPOXOKEBOM KJIETKH, a TaKkKe
MEPBUYHBIE CTPYKTYpPbI BbICOKOMOJEKYIsApHbIX pPHK KkileTok 3ykapHoT, HaCUMTHIBAIOLIUX OKOJIO
4700 HYKJIEOTUIOB.

B nacrosiiiee BpeMs mpoBOAATCS MCCIEA0BAaHUS MIEPBUYHBIX CTPYKTYP Pa3IHMUHBIX MOJIEKYIT
JHK. Oxoino 15 et Ha3zaj Oblja MOJHOCTBIO paciinppoBaHa HYKJICOTUIHAS MOCIEI0BATEIbHOCTD
muTtoxoHapuanbHoil JIHK uenoseka (16569 nap Hykieotu1oB). M3BecTHbI MOJIHBIE HYKJIEOTH/IHBIE
nocnenosarenbHoctu JIHK psaa BupycoB u miasmua. CoBceM HENABHO 3aBEPILEHO OINPENEICHUE
HYKJICOTHJHBIX  IIOCJIEOBATEIbHOCTE T'€HOMOB  JIByX  IPOKapUOTHYECKHX  OpPraHU3MOB
(Haemophilus influenzaec u Mycoplasma genitalum) u mosBHINCH COOOIIEHUST O pacmudpoBKe
re€HOMA IIEPBOI0 AYKApUOTHUUECKOT0 OpraHn3Ma — Apokkeil. bin3Kku K 3aBepIIEHNIO aHAJIOTUYHbIE
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nccaenoBanus reHoMa Hematozel Caenorhabditis elegans. MccnenoBaTenn akTHBHO pabOTaIOT Ha
MOJIHOM pacin@poBKOil reHOMa YelloBeKa.
Pe3ynbrarhl cekBeHHpOBaHUs (ONpeeeHue HYKJICOTUIHOM rocnenoBarensHocTu JJHK):
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bonmpme Hagexasl B onpeaeneHur nepBuyHOM cTpykTypsl JHK wuccnenosarenun
BO3JIAraroT Ha (pu3nyYecKre, XUMUIECKHEe (CHHTE3 TeHOB), TEHETUYECKHE U APYTHEe METO/IBI, a TAKXKE
Ha METOJbI BBIJCJIICHUS HEKOTOPBIX I'€HOB (MM MX (PparMEeHTOB) M3 MPHUPOJHBIX HCTOUYHUKOB U
cunre3a renoB Ha MPHK nipu ygactun hepmenTa oOpaTHO# TpaHCKPHUIITA3HI.

BTopuyHasi CTPYKTYpPa HYKJI€HHOBBIX KHCJIOT

B coorBerctBun ¢ mogmensto Jx. Yorcona m @. Kpuka, npennoxkenHod B 1953r. Ha
OCHOBaHUU pAJla aHATUTUYECKUX JaHHBIX, a TAKXKE€ PEHTTEHOCTPYKTYPHOI'O aHaliM3a MOJEKyJa
JHK cocrour wu3 nByx wemneil, oOpa3ys MNpaBOBpalllalOUIyl0 CIHpalb, B KOTOpylo o00e
MOJINHYKJIEOTU/IHBIE LEMU 3aKpy4deHbl BOKPYTI OJHOM W TOH k€ OCH. YAepKUBAIOTCS LEenu
Omarosiapst BOJOPOJHBIM CBSI3AM, OOPa3yIOIIMMCS MEXIY UX a30TUCTBIMH OCHOBAaHUSAMH (puc.8a).
O6e menu MONMHYKJIEOTUIOB B OucnupanbHoil Mmonekyne IHK umeroT crporo ompexneneHHoOe
IIPOCTPAHCTBEHHOE PACIOJIOKEHNE, IIPU KOTOPOM a30THCTHIE OCHOBAHMS HAaXOAATCS BHYTPH, a
(dbocpopunbHbIE U YTIEBOIHBIE KOMIIOHEHThI — CHApYXH.

JleTanpHbI aHaIM3 BCEBO3MOXKHBIX BApUAHTOB OOpa30BaHHS BOJOPOJHBIX CBSI3EH MEXAY
OCHOBAHHMSIMH TOKa3all, 4To B OucnupanbHoil monekyne JIHK ocHoBaHMS yii0)KeHBI TapaMu: MypHH
U3 OJHOM IeNH W MUPUMUIUH U3 APYyrol B cooTBeTcTBUU ¢ mpaBuiamu Yapradda. Ilockonbky
OpHEHTALMsl OCHOBAaHUI Ha IUIOCKOCTH HE SIBJSETCS, OYEBHJIHO, IPOM3BOJIBHOM, U OCHOBaHUS B
MOJIMHYKJIEOTH/IaX TPEJCTAaBIIEHbl B JaKTaMHOW (hopme, Hambosee BEPOATHBIMU ObUIM MpPU3HAHbI
napbl aJeHUH—THUMHUH W TYaHMH—IIUTO3UH. DTOT CIOCO0 CHNapHBaHUs MOJMY4YHSI B JalibHEHIeM
AKCTIIEPUMEHTAIbHOE ToATBepxkAcHUEe. M30uparenbHOCcTh B3aummonenctBus map A-T um ['-1]
IIPUHATO BBIPAYXKaTh TEPMUHOM «KOMIUIEMEHTAPHOCTBY, & COOTBETCTBYIOIUE a30TUCTHIE OCHOBAHUS
Ha3bIBAIOT KOMIUIeMeHTapHbIMU. CrtabmnbHocTh A-T ocHOBaHuH oOecreunBaeTcs JBYMS
BOJIOPOJIHBIMU CBSI3MH, a map ['—L] — Tpems, 4To B CBOIO ouepeab ONpeAensieTcs 0COOEHHOCTIMU
pacrnosoxxeHus: (yHKIMOHANBHBIX TPYNH a30THCTBIX OCHOBaHUWM. J[IMHA BOIOPOAHBIX CBSI3EH
MEXJIy OCHOBaHMsIMHU cocTaBiger okono 0,3 HM. Takum o0pa3oMm, KOMIUIEMEHTapHBIMHU
OKa3bIBAIOTCS HE TOJBKO OT/AENbHbIE OCHOBAaHHUA, HO M Je30kcupuOonykieoruansie nenu JHK B
LIEJIOM, CIIOCOOCTBYIOIME O00Pa30BaHUIO BEChbMa KOMITAKTHOW CTPYKTYpHl M cTaOmiM3anuu Beei
MOJIEKYJIBL.
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a - o Yorcony u Kpuky : ¢ - octatok ae30kcupu603bl, p - 0cTaTok $pochopHON KUCITOTHI; O
- A-¢popma IHK; B - B-popma JIHK

Pucynok 8 a - Cxemarndeckoe u3odpaxenue J1BoiHoi cnupanu JJHK

O6e uenu B monekyie JIHK umeroT mpoTHMBONOIOKHYIO MOJIIPHOCTb. DTO O3HAYAET, YTO
MEXHYKJICOTH]THAS CBS3b B OJIHOM IIETIM MMEET HampasiieHue 5'—>3', a B npyroi — 3—>5'. [TogoOHas
HalpaBICHHOCTh LEeMed HMeeT BaXKHOE OHMOJOIMYecKoe 3HAaueHUWEe INpU peIUIMKalud U
TpaHckpunuuu Mosnexyns! JJHK.
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Pucynok 8 6 - Kondwuryparnus 1Byx MOHOHYKJICOTHI0B B Mojiekyire JITHK
Ha mogenu IHK (cm. puc.8a) BHIHO, YTO pacCTOSHUE MEXAY BUTKaMH (LIar CHUpPaH)

paBHO 3,4 HM. Ha »Tom yuacTtke ykianbiBatoTcsi 10 HYKJIEOTHIIHBIX OCTaTKOB, pa3Mep OJIHOTO
Hykieotuaa cocrapiseT 0,34 HM; AuaMeTp OUCUPaTbHON MOIEKYbl paBeH 1,8 HM.
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Heo6xomumo ykazaTth, uro KoHurypanus asoiHoi crmpanu JJHK cuipHO MeHsercs B
3aBUCHUMOCTH OT KOJIMYECTBEHHOI'O COJEpP’KAHUS BOJbl M HMOHHOM CHJIBI OKpY)KAIOILIEH Cpeabl.
MeTtoaaMu peHTI€HOCTPYKTYPHOI'O aHaJIM3a JI0OKa3aHO CYLIECTBOBaHME IO KpaiiHel Mmepe 6 dopm
JHK, na3Bannbix A-, B-, C-, D-, E- u Z-popmamu. Kondurypauus nByx m3 HuUX B HpOCTEHIIEH
dbopme npencrasineHa Ha puc.8 6. Ecnmu A- u B-bopmbl npeacTaBistor co00i MpaBo3aKkpydeHHYIO
IBOWHYIO cnupanb, TO Z-popma (3urzaroodpasznas) JIHK wumeer neBo3akpyueHHYIO
KOH(UIrypanuoo, B KoTopoi GochoaudpupHbIii OCTOB pacroyiaraercsi 3ur3aroo0pa3Ho BJIOJIb OCH
monekynsl. [lapamnensno dochoanspupnomy ocroBy B crpykrype A- u B-popm JJHK nmerorcs
Oomplias 1 Majasi OOpO3JKM (PKETOOKH) — CAaMThI, T/Ie MPUCOCAUHSIOTCS OCTKH, BBITOIHSIONINE,
OYEBHJIHO, PETYISATOPHBIC (DYHKIIMU MPU AKCIPECCUU T€HOB. B HacTosiiiee BpeMsi €CTb OCHOBaHHE
cuuTath, 4ro Mexay A- u B-bopmamm JIHK ocymecTBisioTcs B3auMHBIE TEPEXOIbl TMPHU
M3MEHEHHH KOHIIEHTPAIUH COJIM U cTeneHu ruaparanun. B-¢popma JIHK Gonbie Bcero noaxoauT K
mojnenn Yorcona u Kpuka. B 3Tux nepexopax, KOTopble MOTYT OBbITh BBI3BaHBI PaCTBOPHUTEISIMU
unu OelKaMu, OYEBUJIHO, 3aKJIIOUYEH OMpeIeNieHHbIN Onosiornueckuii cMmpich. [IpeamnonararoT, 4yTo B
A-popme THK BbimonHseTr poss Matpulbl B mporecce Tpanckpuniuu (cunte3 PHK Ha monexysne
JTHK), a B B-hopme — posib MaTpuisl B iporiecce peruinkanuu (cunre3 JHK na monexyne JIHK).

B crpykrype JHK, xak u B crpykrtype PHK, OTKpbBITBI HYKICOTHIHBIE
IIOCJIEI0BATEIBHOCTH, MOJIYUYUBIINE HAa3BaHUE «IAJIMHAPOMBI», WIH NIEPEBEPHYTHIE NOBTOPBL. OHU
BCTPEUAIOTCS KaK BHYTPU OJHOM LI, TaK U B IBOMHON cnivpany. Hanmpumep, kak cioBo poraTop,
KOTOpOE OJMHAKOBO YHMTAETCs KakK CIpaBa HaJeBO, Tak M oOparHO. [lomoOHBIe 0OpaTHBIE TOBTOPEI
MOTYT CIIY’)KUTh OCHOBOH 111 00pa3oBaHMs CTPYKTYpbl INMWIEK MM JPYTUX Bapualuid ¢
W3MEHEHHBIM BHYTPHUIICTIOYEYHBIM M MEXKIICTIOUYEYHBIM CHapuBaHUEM W (OPMHUPOBAHHEM Ha
OTIENbHBIX YYaCTKaxX TPOMHOW cnupanu. Bo3MOXHO, 3T NaIUHAPOMHBIE CTPYKTYPBl HUMEIOT
OIpe/ie/ICHHbIH OMOJIOrMYECKUN CMBICI B PErYyJISLUU SKCIPECCUM OTIENbHBIX I'€HOB, BBIMOIHSISL
ponb caittoB it JIHK-cBs3biBatomux 6enkoB. IIpeacrout, ogHako, MpUIOKUTh HEMAJIO YCHIUH
JUIS YCTAHOBJIEHMS, KaK TOYHOM CTPYKTYpbl ATHX BapHalMid, Tak W AJIs ONpEICNICHUus uX
(GYHKIIMOHATIBLHON POJIH.

Menee oxapakTepu3oBaHa BTOpPHMYHAsi CTPYKTypa MaTpuuHbiXx U pubocomHbix PHK.
OtHocutenbHo BTOpUYHOM cTpykTypel TPHK HauOonee BeposTHON mpencraBisieTcs MOAETb,
npenioxenHas P. Xomnu, miuockoe n300pa)keHHe KOTOpOMl HallOMHHAET KIeBEpHbIM JucT. B
HacTosilee  BpeMs, KOrja M3BecTHAa  MepBUYHAs  cTpykTypa  OonbmmHcTBa  TPHK,
MIOCJIEI0BATENBHOCTh BCEX MM moutu Beex nmpupoanbix TPHK kak Oynro Obl ykianbIBaeTcst B 3Ty
CXEMY «KJIEBEPHOTO JuCTa». IIpu cpaBHEHHMH 3THUX CTPYKTYp BBIABISETCS Pl 3aKOHOMEPHOCTEH,
HECOMHEHHO, MMEIONINX OmpeaeieHHbI Ononornueckuii cmpicia. Bo Bcex TPHK ects ywacTku,
B3aUMOJICHCTBYIOIIME ¢ pUOOCOMaMU, MECTa JUIsl CBS3bIBAHUS C aMUHOKHCIOTaMH U (hepMeHTaMH, a
TaKke crneurduueckas MOCIENI0BATENIBHOCTh TPEX HYKJIEOTUIOB (TPUIUIET), Ha3bIBaeMas
AHTUKOJIOHOM, KOTOpPasi OKa3bIBAETCSI KOMILJIEMEHTAPHOW TPUHYKJIEOTUAHON MOCIEI0BATEIILHOCTH
MPHK (konony), kogupytolieil BKiIroueHne B OeIKOBYIO MOJIEKYILY ONpeAeIeHHON aMUHOKHUCIIOTHI.

HezaBucumo ot tuna PHK cuHTEe3MpoBaHHBINM B KIETKE MPOAYKT TPAHCKPUIILIMK BCETAA
MIPEACTABJIEH €IMHCTBEHHOM LENbI0, YIAKOBAHHOW BO BTOPUYHYKO CTPYKTYpy HE CIIy4ailHO, a B
cootBercTBuM ¢ mnporpammoit J[HK. Tlockompky B cocrtaBe PHK wumerorcst cBoGomubie 2'-
OKCUTPYIIbI pHOO3bI, HE CBSI3aHHBIE CO CTAHJAPTHBIM KPUK-YOTCOHOBCKHUM CIIapUBAaHUEM
a30TUCTBIX OCHOBaHWM, MOSBISIIOTCSA JOMOJHHUTENIbHbIE BO3MOXKHOCTH 0Opa30BaHUS BTOPUYHOM M
TPETUYHOM CTPYKTYp, COAEPKAIMX BBIMYKJIOCTH, LIMUIBKH, WM KPECTOOOpPA3HBIE CTPYKTYPHI.
Ocobennoctu ctpykrypbl TPHK nMeroT mpsimoe OTHOIEHHE K MPOLECCY TPaHCIALUU, MOITOMY
6osiee MOAPOOHO OHM PACCMOTPEHBI B pa3jiene OMOCHHTEe3a OerKa.
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TpernyHasi cTpPyKTypa HyKJIEHMHOBBIX KHCJIOT

Boigenutes nHatuBayto wmonekyny JIHK w3 OGonpmmHCTBA MCTOYHUKOB, B YaCTHOCTH
XPOMOCOM, YPE3BBIUAHO TPYIHO M3-3a BBICOKOW YYBCTBUTEIBHOCTH MOJIeKyJibl JJHK k Hykiieazam
TKaHEH U TUJIPOJIMHAMUYECKON IECTPYKIUH.

VYnanoch BBIIEIUTh B HMHTAKTHOM (HENOBPEXAEHHOM) BHUAE ToJbKo HekoTopele JHK
BHUPYCOB, MUTOXOHIPHII U XJIOpoIuiacToB. MccienoBaHus 3TUX MOJIEKYJ MIPU MOMOIIHM (GU3NYECKUX
(B 4aCTHOCTH, KpHUCTALIOrpapUUecKuX) U (PU3UKO-XMMHUYECKHX METOJIOB IOKAa3ajH, YTO JIBOMHAs
ciupans JJHK Ha HEKOTOpBIX yyacTKax MOKET IOJBEpPraTbCs AaJbHEUIECH CHupaiu3aluu ¢
o0pa3oBaHUEM CYNEPCIHPATH WM OTKPBITOM KOJBIEBOH (opMbl. OKa3anock Takke, 4TO JTHHCHHAS
JIHK mosxetr oOpa3oBaTbCsi U3 KOJBIEBOK (OPMBI WM CYIIECTBOBATh Kak TakoBas B npupoje. B
HEKOTOPBIX BHpYycax OOHApYyXeHbI, KpoMe Toro, ogHouenodeunsie JIHK nuHeWHOW 1 KOIbIEBOU
dhopwm (puc. 9).

O6pazoBanue xombieBoi popmbl Monekyisl JJHK y Oakrepuii ninm B MUTOXOHAPHUSX KIETOK
KUBOTHBIX YacTO BBI3BAHO KOBAJIEHTHBIM COEJMHEHHUEM HX OTKPBITBIX KOHIIOB. M3BeCTHO, 4TO
cynepcnupaibHas (CynepcKpyueHHas) CTpyKTypa 00ecleunBaeT SKOHOMHYIO YIIAKOBKY OIpPOMHOMN
monekynbl JJTHK B xpoMocome: BMecTo 8 ¢M ANMHBI, KOTOPYIO OHA MOIJIa Obl UMETh B BBITSIHYTOM
dopme, B xpomocome yenoBeka moiekyna JIHK HacToNbKO TUIOTHO yIakoBaHAa, YTO €€ JIHHA
cocraBisieT 5 HM. O6bruHo B JIHK BcTpeuaroTcsi monoKUTENbHBIE M OTPHUIIATETIbHBIE CYIIEPBUTKH,
00pa3oBaHHBIE 33 CYET CKPYUHBAHUS 110 YaCOBOH (IIPaBOCTOPOHHEN) MIIM IPOTHB YaCOBOM CTPEIIKH
nBoiHOM cnupanu. OOpa3oBaHHe NOJOOHBIX CYHEPBUTKOB KaTaIM3UPYeTCs CHEHU(PUISCKHUMHU
(dbepMeHTaMu, TOJTYYMBIIUME Ha3BaHUE Toronzomepas. [1oo0HbIe cynepcnupan COeTuHSIOTCS C
OenkamMu (TUCTOHAMH), YMAaKOBAaHHBIMH B 0O0po3nkax, obOecreynBasi TEM CaMbIM CTaOMIBHOCTD
tpetnuHoil crpyktypsl JIHK. Cynepcnupanuzauusa JIHK moxer ObITh HapylleHa pa3pblBOM B
OJTHOM W3 1enel Wwin B o0enx Lensax JIBoiHo# cnupanu nox neiicteuem JIHKa3bl unm Moxet ObITh
BbI3BaHA aHTUOMOTHKAMHU U KPACUTEISIMHU.

1

1 - nuneitnas oxnonenoudeunas JIHK - OGakrepuodar ¢X174 u apyrue Bupycel; 2 -
KousblieBas onHonenodeuynas JJHK Bupycos u Mutoxonapuii; 3 - kosblieBas ABoiHas cniupais JJHK

Pucynok 9 - Tperununas crpykrypa JJHK (cxema)

Hannbie o ctpykrype TPHK cBHaeTenbCTBYIOT O TOM, 4TO HaTuBHbIe MOJeKyiabl TPHK
HMEIOT NPUMEPHO OJMHAKOBYIO TPETUUHYIO CTPYKTYpY, KOTOpas OTJIMYAeTCid OT IJIOCKOM
CTPYKTYpBl «KJIEBEPHOT'O JIMCTa» OONBIION KOMIIAKTHOCTBIO 3a CYET CKJIaJbIBAaHUS PAa3IMYHBIX
gacteld Monekynbl. CienyeT yka3aTh Ha CYIIECTBOBAHUE Y pslla BUPYCOB (PEOBHPYC, BUPYC
paHEBBIX OMNyXOJeW pacTeHUH u Ap.) npupomHbix aByxmernodeddsix PHK, oOmagarornux
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onnoturnHoit ¢ JIHK crtpykrypoii. Ilpu ¢usnonornyeckux 3HadeHusix pH cpepl, HOHHOW CHUITBI U
TEMIEPATypbl CO3JAIOTCSA YCIOBHUS i 0Opa3oBaHUS B OJHOICTIOYCYHBIX MATPUYHBIX H
pubocomubix PHK MHOXecTBa y4acTKOB C JBOWHOM CHHPaibl0 («IIMMJIBKWA») W JadbHEUIIEro
(hopMUPOBaHUS KOMILIEMEHTAPHBIX YYACTKOB, OMPEACISIONIUX B U3BECTHOM CTEIIEHU KECTKOCTh UX
TPETUYHOU CTPYKTYpHI (puc. 10).

Tpancnoptubie PHK

Ha nomto TPHK npuxoautcs okomo 10-15% ot obmero xomnuectBa kierounorr PHK. K
HACTOAIIEMY BpeMeHHU OTKpbITO Ooinee 60 paznmunbix TPHK. J{ns kaxaoii aMUHOKHUCIIOTHI B KIIETKE
nMeeTcs, 1o KpaiHel mepe, onHa cneruduueckas TPHK. (s psaa aMMHOKHCIOT OTKPBITO OoJiee
OJIHOI: B YaCTHOCTH, JIJIsl CEpUHA, JellMHa U apruuHa — 6 pasHeix TPHK, mist ananuna, Tpeonnna
u runuHa — 1o 4 pasaeix TPHK). Monekynspraas macca 6onsimuacTBa TPHK kone6nercs ot 24000
10 29000. Ouu conepxat ot 75 no 85 nykineoruaos. Uurepecno, yro nmouru Bce TPHK obGnamaror
HE TOJIbKO YIMBUTEIBHO CXOJHBIMU (PYHKIHMSIMH, HO U OYEHb MOXO0XKEH TPEXMEPHOU CTPYKTYpOi

(puc. 10).
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a - obmas crpykrypa paznuunbsix TPHK; 6 - npoctpancTBennas crpykrypa TPHK

Pucynox 10 — Crpykrypa TPHK

Oo6meit s TPHK siBisiercss HaTWBHAs TpeXMepHasi CTPYKTYpa, YCTAHOBJICHHAsT METOJ0M
PEHTTCeHOKPHCTAIIOrpaUUecKOr0  aHalM3a W Ha3BaHHas IE€pPBOHAYAIbHO KOH(opMauuei
kieBepHoro jucta. B wmonekyne TPHK OTKpwITHI cnupaiiM3oBaHHBIE YYacTKH, HEOOBIYHBIC
BOJIOPOJIHBIE CBSI3U M TUAPO(OOHBIE B3aWMOJCHCTBHS BO BHECHHPAIM30BAHHBIX YYacCTKaXx.
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[Tokazano, uro TPHK wumeer mnceBmoypuamioByro NeTNIO, 0Opa30oBaHHYIO U3 HYKJICOTHIOB,
CoJepKallluX IICEBIOYPUIMH, W JUTHAPOYPUAMIOBYIO meriaro. (O0e neTim ydacTBYIOT B
obOpaszoBanuu yria OykBel L. Ha 3'-OH-konme pacmomaraercss oamHakoBas s Bcex TPHK
nocnenoBarenbHocTh Tpuriera LIIA-OH, xk koTopoil mpucoeauHseTcss MOCPEACTBOM 3(UPHOI
CBSI3U crenu(puyeckas aMMHOKHUCIIOTA.

Ponp  ormenbHbix  ydactkoB TPHK  Hegmocrarouno  packpeita. B wgactHOCTH,
MICEBIOYPUIMIIOBAsT TETJsI, MO-BUAMMOMY, o0OecrieunBaeT cBs3biBaHue amuuoauwi-TPHK ¢
prOOCOMOH, a TUTHAPOYPUIUIIOBAs NETJIs, BEPOSATHEE BCEro, HEOOXOAUMA KaK CalT (MECTo) A
y3HaBaHus crieruduueckuMm pepmentom — amuHoamii-TPHK-cunTerasoit. meercs, kpome Toro,
no0aBoYHas METIIsd, COCTaB KOTOPOW BappupyeT y pasHblx THNoB Moiekynl TPHK; ee HazHaueHue
Hen3BecTHO. CyIIeCTBEHHBIM, C IIOJHOCTBIO PACKPBHITOW (YHKIHMEH y4acTKOM  SIBISETCS
AHTMKOJIOHOBAs IETJIs, HeCylas TPUIUIET, Ha3BaHHBIM AaHTUKOJOHOM, M PpAaCIOJIOKEHHAs Ha
IIPOTUBOIIOJIOKHON CTOPOHE OT TOrO KOHIA, K KOTOPOMY IIPHUCOECAMHSETCS aAMHUHOKHUCIIOTA.
AHTUKOZOHOBAs NETJIA COCTOUT M3 7 HYKJICOTHUAOB: TPU 3aHUMAIOT LIEHTPAJIBHOE IIOJIOKEHUE U
(bopMHPYIOT COOCTBEHHBIN BBICOKOCTICIM(DUYHBIN aHTHKOJIOH, COOTBETCTBYIOIIEMY KogoHy MPHK,
npuyeM 00a OHU aHTUIApAJIIeNIbHBI B CBOEH KOMIUIEMEHTAPHOCTH.

Martpuynas PHK

B psine maboparopwuii (B wactHOCTH, B 1aboparopun C. BpenHepa) ObuH MOTy4YeHBI JaHHBIC
0 BO3MOXXHOCTH CYIIIECTBOBAHUS B KJIETKaX B COEAMHEHUU ¢ pubocomamu KopoTkoxkusyuiei PHK,
Ha3BaHHOU nMHpopmannonHoi (MPHK). Ceituac ona obo3nauaercs kak marpuunas PHK (MPHK),
[IOTOMY YTO €€ pojib 3aKiroudaercs B nepeHoce uHpopmauuu ot JHK B sape (roe ona
cunresupyercs noxn nercreuem JIHK-3zaBucumoit PHK-monmumepasbl) 1o 1muTomiasmel, Te OHA
COEMHAETCS C puOOCOMaMU U CIIY>)KUT MaTpUIEH, Ha KOTOPOH OCYIECTBIISETCS CUHTE3 Oenka. OTa
OnecTsIIas TMIIOTE3a 3aTeM SKCIIEpUMEHTANbHO ObLIa Joka3aHa B jaboparopun M. HupenGepra.
OmnbiTel M. Hupen6epra cBUETENBCTBYIOT TaKXkKe O TOM, UTO He pubocoma u He pudocomuas pPHK
SIBJIAIOTCSI MaTPUILIEH, HA KOTOPOM CUHTE3UPYIOTCS crienuduueckue 0eIKy, a 3Ty poJib BBINOIHSIIOT
nocrynatouie u3BHe marpuunsle PHK. Hrak, IHK nepemaer mndpopmauuto na PHK, koropas
CHUHTE3UpPYETCSl B sJIpe M 3aTeM IOCTynaeT B IuToIiasMmy; 3aecb PHK Bemmonnser marpuunyro
GyHKLIHMIO Ui CHHTE3a cnennduyeckoil 0enkoBoil Mosiekynbl. MaTpuuHas runore3a 0eska, Kak U
npyrux nosmMepHbix moisiekyn JJHK m PHK, B Hacrosmee Bpems nosydwna noarsepxkaeHue. Ee
IIPaBOMOYHOCTh ~ OblIa  JOKa3aHa B  O3KCIEPUMEHTaX, KOTOpble oOO0ecreyuBajl TOYHOE
BOCIPOU3BE/IEHUE NIEPBUYHON CTPYKTYPhI MOJIMMEPHBIX MOJIEKYIL.

5 MdepMeHTBI

XapakrepucTiuka (pepMeHTOB, HX CBOICTB

B ocHOBe BceX KM3HEHHBIX MPOLIECCOB JIEKAT THICSYM XUMUYECKUX peakuuid. OHU UAyT B
opraHuzMe 0e3 NPUMEHEHHUS BBICOKOW TeMIepaTypbl M JaBJ€HHS, T.. B MATKUX YCIOBHSX.
BemecTBa, KOTOpBIE OKHCISAIOTCS B KIETKAX 4YEJIOBEKA M IKUBOTHBIX, CrOpaloT OBICTPO U
s dexTUBHO, oloraias OpraHu3M PHEPrueil U CTpoUTEeNbHBIM MaTepuanoM. Ho Te ke BemiecTBa
MOTYT TOJJaMU XPaHUTbCSA KaK B KOHCEPBUPOBAaHHOM (M30JMPOBAHHOM OT BO3]lyXa) BHJIE, TaK U Ha
BO3/yX€ B MPUCYTCTBUH KHCI0pOoJa. BO3MOKHOCTH OBICTPOro nepeBapruBaHus MPOAYKTOB B JKHBOM
OpraHM3Me OCYIIECTBIsieTCs Ornarojapsi MPUCYTCTBUIO B KIETKaX OCOOBIX OHOJIOTMYECKUX
Karanu3atopoB - (pepmentoB. Tepmun "depment" (fermentum mo-nateiHM o3HadaeT "Oponumio",
"3akBacka" ) OBLI MpEIOKEH TOJIaHACKAM ydueHbIM Ban-I'enpmonTtom B Hawame XYII Beka. Tax
OH Ha3BaJl HEW3BECTHBIM areHT, NMPUHUMAIONIMM aKTUBHOE YYacTHE€ B IIPOLECCE CIUPTOBOTO
OpOKEHUSI.
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B pa3HbIX u3maHusIX TPUMEHSIOTCS ABa MOHATHS: "depMeHTH" 1 " S3H3UMBI". DTH Ha3BaHUS
uneHTnuHbl. OHM 0003HAYAIOT OJHO M TO JK€ - OMOJOTMYECKHe Karamu3aTophl. [lepBoe ciioBO
MEepEeBOIUTCS KakK "3akBacka', BTopoe - "B Apoxxkax'.

DKcrepuMeHTAIbHOE H3ydeHHe (pepMEeHTATHBHBIX MporeccoB Hadanock B XYIII cronernw,
Korma (paHIy3CKHi ecTecTBOMCHbITaredb P. PeoMiop mocTaBui ONBITH, 4YTOOBI BBISICHUTH
MEXaHU3M NepeBapUBaHUs MUIIK B KEJIyAKEe XUIIHBIX NTULl. OH JaBajl XUIIHBIM NTULAM IJIOTaTh
KYCOYKH MsiCa, 3aKJIIOYEHHBIE B IPOCBEPICHHYIO METAJUIMYECKYI0 TPYOOUKy, KoTopas Oblia
MpUKpeIryieHa K TOHKOM wernouke. Yepe3 HECKOJIbKO 4YacOB TPYOOUKY BBITATHBAIM U3 XKeNylIKa
NTULBL, U BBIICHSJIOCH, YTO MSCO YaCTUYHO pacTBOPUIIOCH. [IOCKONBKY OHO HaxoIuioCh B
TpyOOUKE M HE MOIJIO I[OJABEpPrarbcs MEXaHUYECKOMY M3MENIbUEHHUIO, €CTECTBEHHO ObLIO
IIPENIIOJIOKUTD, YTO HAa HETO BO3JEHCTBOBAJI XKEJIYJOUYHbBIN COK. DTO IPEAIOI0KEHNE TTOATBEPINII
UTaNbsHCKUI ectecTBoucnbiTaTenb JI. Crnamnanumanu. B Meramnudeckyio TpyOOuKy, KOTOPYIO
3aryaTeiBaiM XuiiHble ntunel, JI.Cnammanumanu momeman kKycodek ryoku. Ilocnme wu3BnedeHus
TpyOKH W3 TyOKHM BBIKHMAIM KENyIOYHBI COK. 3aTeM HarpeBajd MsICO B STOM COKE, U OHO
IIOJIHOCTBIO B HEM " pacTBOPSIIOCH".

3naunrtensHO oke (1836r) T. [IIBaHH OTKPBLT B JKEIYIOYHOM COKE (PEPMEHT MErcuH (OT
IpeYecKoro cjioBa pepto - "Bapro") 1oj BIMSHUEM KOTOPOI'O U MPOUCXOAUT NEpEBApUBAHUS Msca B
Kelmyake. OTH paboThl TMOCTYXKWJIM HayalloM HU3YYEHHs TaK HAa3bIBAEMBIX MPOTEOJIUTUYECKUX
(bepMeHTOB.

BaxHbM coObITHEM B pa3BUTHH Hayku o gepmenrtax suiuchk paborsl K.C. Kuprodda. B
1814 r. neiictButensublii wien I[lerepOyprckoit Axagemun nayk K.C.Kuprodd BeisicHuI, 4TO
IIPOpOCUINI SYMEHb CHOCOOEH IpeBpallaTh MOJUCAaXapuj Kpaxmaa B Jucaxapuj MajbTo3y, a
AKCTPAKT JPOXOKEH pacilerisul CBEKIOBUYHBINA caxap Ha MOHOCAXapHJbl - TIIOKO3Y U (QPYKTO3y.
Orto ObuUM TepBbIE UCCIENOBaHWS B (epMEHTOJOrHH. XOTS Ha NPAKTUKE NPUMEHEHHE
(epMEeHTATUBHBIX MPOLECCOB OBIJIO U3BECTHO C HE3amaMATHBIX BpeMeH (cOpaxkMBaHHE BHHOIPaJa,
CBIPOBApEHUE U Ip.)

B 1871 r. pycckuii Bpau M.M. MaHnaccenHa paspylinia IpoxKeBble KIETKH, pacTUpas UX
peuHbIM neckoM. KieTouHbli COK, OT/EIEHHBIN OT OCTaTKOB KJIETOK, COXPaHsUI CBOIO CIIOCOOHOCTD
cOpaxuBaTh caxap. Uepe3 4eTBepTh Beka HeMElKu yueHblll D. ByxHep mosyumn OeckieTouHbIN
COK TIPECCOBAHUEM KHUBBIX JAPOXoKeW moj gaBiaeHuem g0 5*10 Ila. DToT cok, mog00HO >KUBBIM
JposKaM, cOpakuBall caxap ¢ o0pazoBaHMEM CIMPTa U okcuaa yrieposa (IV):

CsH1206 — 2C2Hs0H + 2CO»

Paboter A.H. JleOeneBa 1o ucciaeoBaHUIO JIPOMXIKEBBIX KIETOK U TPYJbl APYTUX YYEHBIX
MOJIOKWIM KOHEIl BUTAIMCTHUECKUM TNPEACTABICHUS B TEOPUH OMOJOTMYECKOro KaTajiusa, a
TepMHUHBI "pepMeHT" U "9H3UM" CTau NPUMEHSATh KaK paBHO3HAUHBIE.

bynyun Oenkamu, ¢epMeHTsl 007amaloT BCeMHM UX cBoiictBamMu. Bwmecre ¢ Tem
OMOKaTaTU3aTOPBl XapaKTEPU3YIOTCS PAIOM CreyuduuecKkux Kauecme, TOXe BBITEKAIONINX U3 UX
0eKOBOI pUPOIbl. DTH KauecTBa OTIIMYAIOT (pepMEHTHI OT KaTanu3aTopoB oObiuHOro THNa. Croaa
OTHOCATCSl TEPMOJIAOUIIBLHOCTh (PEPMEHTOB, 3aBUCHUMOCTh UX JIeHcTBHA OT 3HaueHust pH cpensl,
CHEeU(PUIHOCTD U, HAKOHEI, T0/IBEP)KEHHOCTh BIUSHUIO aKTUBATOPOB U HHTHOUTOPOB.

Tepmonadbunvnocms HepMEHTOB OOBACHSAETCS TEM, UYTO TeMIIEpaTypa, ¢ OAHON CTOPOHBI,
BO3JICHCTBYEeT Ha OEJIKOBYIO 4acTh ()epMEHTa, MPUBOJAS IMPHU CIMIIKOM BBICOKMX 3HAUEHUSAX K
JieHaTypaluy Oellka U CHM)KEHUIO KAaTaIUTHYEeCKOM (QYHKIUHU, a C JIPYroil CTOpPOHBI, OKa3bIBAET
BIIUSIHUE HA CKOPOCTh peakuuu o0pa3oBaHUS (PEepMEHT-CyOCTpaTHOTO KOMILUIEKCa U Ha BCe
MocCyeIyIoIUe Tarbl Ipeodpa3oBaHus cyOCTpaTa, 4To BEJET K YCUIICHUIO KaTalln3a.

3aBUCUMOCTh KaTaJIMTHUECKOW aKTUBHOCTU (DepMEHTa om memnepamypsl BHIPAKACTCS
TUMMMYHON KpuBOH. Jlo HEKOTOpOTro 3HaUeHus TemiepaTypsl (B cpenneM 0 50°C) kaTaauTH4YecKas
aKTUBHOCTb pacTeT, npuueM Ha Kaxzasle 10°C mpuMepHo B 2 pa3a NOBBIIIAETCS CKOPOCTH
npeoOpa3oBaHuss cybcrpara. B To ke BpeMs IOCTENEHHO BO3pacTaeT  KOJUYECTBO
WHAKTHBUPOBAHHOTO (hepMEeHTa 3a CUeT JeHaTypanuu ero OenkoBoil yactu. [Ipu Temmeparype
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Boiie 50°C nmeHarypamusi pepMeHTHOTO Oelka Pe3KO YCHIIMBACTCS M, XOTS CKOPOCTh peaKIuit
npeoOpa3oBaHusi cyOcTpara TpOJOJKAET pAacTH, AKTUBHOCTH (DEPMEHTa, BBIPAKAIOIIASCS
KOJMYECTBOM IPEBPAIlEHHOr0 cyOcTpara, majiaer.

Temmeparypa, Tpu KOTOPOW KaTaJUTHUYECKash AKTUBHOCTh (epMEHTa MaKCUMAaJIbHA,
Ha3bIBACTCSI €ro TEMIIEPATYpPHBIM ONTUMYMOM. TeMmmeparypHbIi ONTUMYM JUIsl Pa3Iu4YHBIX
(bepMeHTOB HeoAHAKOB. B o0meM a1 pepMEeHTOB KUBOTHOTO MPOUCXOKACHUS OH JIEKUT MEXKIY
40 u 50°C, a pacrurensHoro - mexay 50 u 60°C. OgHako ectb (QepMeHTHI ¢ 0ojiee BBICOKHM
TEMIIEPaTypHbIM ONTUMYMOM, Halpumep, y namnavHa (pepMEeHT PacTUTEIBHOIO MPOUCXOXKICHUS,
yCcKOpsitouui ruAponun3 Oenka) ontumyMm Haxoautcs npu 80°C. B To ke BpeMs y KaTayiassl
(pepmenrt, yckopsrommii pacnax H202 mo H2O um O2) onTuManbHas TemIiieparypa JICHCTBHS
Haxomutcs Mexay 0 m -10°C, a mpu Oosee BBICOKMX TeMIIEpaTypax IPOUCXOJUT SHEPTHYHOE
OKHCIIeHHE (PepMEHTa U er0 WHAKTUBAIIHAL.

3aBUCUMOCTh aKTUBHOCTH (pepMeHTa om 3nauenus pH cpeowt Obliia ycranoBieHa cbiie 50
JeT Hazal. Jis kaxJaoro gepMeHTa CyllecTByeT onTUMalibHOe 3HaueHue pH cpensl, mpu KOTopoM
OH TMPOSIBJIIET MAaKCUMaJbHYIO aKTHBHOCTh. BOJBIIMHCTBO (DEPMEHTOB HMEET MaKCHUMAJbHYIO
aKTUBHOCTH B 30He pH mo0imm30cTH OT HEUTpambHON TOYKU. B pe3ko KUCIION MM Pe3KO MIEITOYHON
Cpelie XOpOoIIO pabOTaOT JUIIb HEKOTOPhIE (DEPMEHTHI.

BnusiHre KOHIIEHTpAalUu BOJOPOJHBIX MOHOB Ha KAaTAIMUTUYECKYI0 aKTUBHOCTH ()epPMEHTOB
COCTOHT B BO3JICHCTBUM €€ Ha aKTUBHBIN 1eHTp. [Ipu pa3ubix 3HaueHusx pH B peakiimoHHOU cpene
aKTUBHBINA IEHTP MOXeET ObITh ciabee WM cuibHee MOHM3MPOBaH U T.I. Kpome Toro, pH cpembl
BIIUSICT Ha CTENEHb HOHHM3alUM CcyOcTpaTa, (EepMEHT-CyOCTpPaTHOTO KOMIUIEKCAa M TMPOAYKTOB
peaKIyy, OKa3bIBACT OOJBIIOE BIMSIHUE HA COCTOSHUE (DepMEHTa, ONpeesisi COOTHOIICHUE B HEM
KaTHUOHHBIX U AHHOHHBIX IIEHTPOB, YTO CKa3blBA€TCSd HAa TPETUYHOW CTPYKType OenKoBOI
MOJIEKYJIbI, KOTOpasi HeoOXoauma g 00pa3oBaHus (HepMEHT-CyOCTpaTHOTO KOMILJIEKCA.

Cneyugpuunocms - o0 U3 HauboJIee BBIAIOLINXCS KaueCTB (PepMEHTOB. Oro CBOWCTBO UX
OBLIO OTKPBITO €lIe B MPOIIJIOM CTOJETHH, KOTJa ObLIO clieJaHo HAOII0AeHHEe, UTO OUYeHb OJHM3KHe
[0 CTPYKTYpPE BEIEeCTBa - MPOCTPAHCTBEHHBIE N30MEPHI PACIICIUISIOTCSA 1O 3(UPHON CBSI3U IBYMS
COBEpIIEHHO pa3HbIMU (PEPMEHTAMHU.

Takum 00pa3zom, (GpepMEHTH MOTYT pa3inyaTh XUMHUYECKHE COCAMHEHHUS, OTIWYAroIInecs
JpYyT OT Apyra O4eHb He3HAYUTENbHBIMH JIETAISIMUA CTPOSHUSI.

VYdenue o pepMeHTax BBIACICHO B CAMOCTOSTENIbHYIO HAyKy — JH3UMOJIOTHI0. B HacTos1ee
BpeMS YUpPEXJAEHbl HAyYHO-UCCIIEAO0BATEIbCKUE UHCTUTYTHI 110 M3YyYEHUIO0 (EPMEHTOB, U3AAIOTCS
CHelHalbHbIe JKypHAllbl, CO3BIBAIOTCS HAIMOHAIBHBIE W MEXIyHAPOJIHBIE CHUMIIO3UYMBI H
KOH(epeHIMH, TOCBsIIEHHbIe MNpobiaemam HsH3uUMonoruu. Hayka o ¢depmMeHTax HMHTEHCUBHO
pa3BUBAETCA B TECHOU CBSI3M CO MHOTMMHU HAayKaMHU, B YaCTHOCTH C OPraHUYECKOM, HEOPTaHMYECKOU
u  (Qusnueckoi xumued, (UMOJIIOTHEH, TOKCHUKOJIOTHEH, MUKPOOHOJIOTUEH, T'e€HETUKOH,
dapmakonorueit u ap. Takum oOpa3om, 3Ta 00JacCTh 3HAHWA HAXOJUTCS HA CTHIKE XHUMHUYECKHUX,
OMOJOTMYECKUX U MEIULIUHCKUX HAYK.

DOH3UMOJIOTHSI B €€ COBPEMEHHOM (PU3UKO-XMMHUYECKOM M MOJEKYJISIPHOM MOHUMAaHUU
pelaeT JBe TIJIaBHBbIE, HEPA3pbIBHO CBS3aHHbIE MEXIy co00il mpobiieMbl: omnpeaeneHue
CTPYKTYpHOM MaKpOMOJEKYISIPHOW OpraHu3anuu (pepMEHTOB U M3yUEHUE MPUPOABl XUMHUYECKUX
B3aMMOJICHCTBUI,  JeXallux B  OCHOBE  (epMeHTaTHUBHOro  KaTaiu3a.  HakomeHue
AKCIIEPUMEHTATBHBIX JaHHBIX U Pa3BUTHE TEOPETUUYECKUX IMPEACTABICHUN MPOUCXOAT HACTOIBKO
OBICTPO, YTO JIOOOM y4eOHHMK K MOMEHTY BBIXOJa B CBET Y)K€ HE OTPa)KaeT JIOCTATOYHO IOJHO
COBPEMEHHOE COCTOSIHUE BOIIPOCA O CTPYKTYpe U (PYHKIMAX (PEPMEHTOB.

BaxxHo moguyepkHyTh, UTO M3ydeHUE (PEpMEHTOB MMEET OrpOMHOE 3HaueHue Uil J1I00oi
(dyHIaMEHTAIbHONH W TPUKIAAHONH O0O0NacTH OWOJOTHH, a TaKXke NI MHOTHX MPaKTUYECKUX
oTpacjeil XMMHYECKOHW, MUIEBOH M (hapMarieBTUUECKONW WHIAYCTPHH, 3aHSATHIX IMPUTOTOBICHUEM
KaTaan3aTopoOB, AHTUOMOTUKOB, BUTAMUHOB ¥ MHOTHX JPYTUX OMOJOTMYECKU aKTUBHBIX BEIIECTB,
UCIIOJIb3YEMBIX B HApOJIHOM XO3siicTBe M MenuuuHe. B ¢dapmakonorun [neidcTBUE MHOTHUX
JIEKapCTBEHHBIX IPENApaTOB OCHOBAHO Ha ONPEIEIEHHOM, XOTS 4YacTO €€ HE BBIIBICHHOM,
MeXaHHU3Me B3auMoelcTBUA uX ¢ pepmeHTamu. Hayka o nmuranuu 6a3upyeTcs Ha TOUHBIX 3HAHMSIX
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MOATAITHOTO PACIIEIUICHUS TTUTATEFHBIX BEIIECTB IMOJ BIMSHAEM (EPMEHTOB MHILEBAPUTEILHOTO
ammapara, Ha KOJHMYECTBEHHBIH W KayeCTBEHHBIH COCTaB KOTOPBIX CYIIECTBEHHOE BIHSIHHE
OKa3bIBaCT XapakTep IMOCTYNAIOIIUX C MHIIeH BemecTB. MHOrue mpoOIeMbl HaCIeACTBEHHOU
MATOJIOTUU YeNIOBEKa, Pa3BUTHE BPOXKIECHHBIX MOPOKOB OOMEHA TECHO CBS3aHBI C Ae(eKTaMu wiu
MOJTHBIM OTCYTCTBHEM cHHTe3a crnenupudeckux (epmeHToB. [IpoOiaeMbl KIETOYHOTO pocTa |
pazButus, AUGPEPEeHIUPOBKH KIETOK BBICHIUX OPraHU3MOB, (PH3UOIOTHYECKUX (YHKIUI
(IBMXKEHUE, TIEPEMEIICHHE B POCTPAHCTBE, TPAHCIIOPT BEIIESCTB M HOHOB, MPOIECCHI BO3OYKICHHUS
U TOPMOXEHHUS U Jp.) ONPEIEIIOTCS B OOJBINON cTeneHn paboTol OMOKaTalIu3aTopoOB, BKIIIOYAS
X OMOCUHTE3 U MHAKTUBAIIHIO.

B xneGomekapHOM NPOM3BOJACTBE MJISi YCKOPEHHsI THIPOJIM3a Kpaxmala M yaydIIeHHs
KayecTBa TECTa MCIOJIb3YIOT aMuiIas3bl. [Ipy MPUTrOTOBICHNUHU JETCKOW MUILHU C LENbI0 00JeTrYeHus
NepeBapuBaHusl YIJICBOJOB W OEJIKOB HCXOMHBIC TPOIYKTHI 00padaThIBAIOTCS aMWiIa3ol u
nporenHazamu. Crneuupuyeckue NPOTEWHA3bl HCHONB3YIOT B BHUHOACITUH, B KOXXEBEHHOU
MPOMBIIICHHOCTH, TPH MPOU3BOJICTBE CHHTETHYECKHX MOIOIIUX CpeAcTB. DEpMEHTHI UCTIONB3YIOT
KaK JICKapCTBEHHBIE CPEJCTBA: MEIICHH, TPUIICHH, XUMOTPHIICHH, JIN/1a3a, CTPEITOKUHA3A.

OTiaHYHUTeIbHbIE IMPU3HAKHU (bepMeHTaTI/IBHOFO H XUMHUYECKOI'0o KaTajJim3a

B npuHnumne kierka UCHOIb3YET T€ )K€ caMble XUMUYECKUE PEAKINH, YTO U XUMUK B CBOEH
naboparopun. OAHAKO Ha YCIOBHUS MPOTEKAHHsS PEaKIUN B KIETKE HAKIaJbIBAIOTCS >KECTKUE
orpaHnuueHusi. B maGoparopuu 11 yCKOpeHUs Ipoliecca XMMUK MOKET HarpeTh peaklMOHHYIO
CMECh, B HEOOXOJAMMBIX CIIy4asX OH MOXET IPOBOAUTH PEAKIMIO NP MOBBIIICHHOM JIaBJICHUH, a B
TEX cllydyasiX, KOrja peakliys IJI0X0 MPOTEKaeT B BOJHOM pacTBOPE, UCIOIb30BaTh CyXHe HEBOJIHBIE
pactBopuTenu. Bce peaknuu B KJIETKE NPOTEKAOT B BOJHOM pAacTBOpPE MpPHU TOCTOSHHON
temneparype (~37°C) u mnocrosHHOM aaBieHuM (~1 artm.). MIMEHHO MNO3TOMY OYeHb YacTo
MIPOLIECCHI, KOTOPBIE B J1a00OPAaTOPHBIX YCIOBUSAX MOXHO IMPOBECTU B OJIHY CTAJIHIO, B )KUBOH KIIeTKe
MIPOTEKAIOT Yepe3 MHOXKECTBO CTalui. XapaKTepHbIM MIPUMEPOM SIBJIIETCS CXKUTaHUE TITHOKO3bl —
KJIFOUEBOM TpollecC TONYYEHUS KIETKOW »HHEpruM. EciM XMMHK MOXET IPOCTO MOIKEYb
MOPOIIKOOOPA3HYIO TIIIOKO3Y, @ BBIIENSIONIYIOCS TEMJIOTY MCIOIb30BaTh Ul MOJy4YeHHUs] padoThl,
TO HEOOXOAMMOCTh TMPOBEACHUS 3TOr0 IMpolecca B BOJHOM pacTBOpE IMpPHU TMOCTOSHHOU
TeMIlepaType 3acTaBWila KJIETKy pa3OuTh €ro Ha MHOXECTBO CTaJuil (OKUCIMUTEIbHOE
¢dochopunrpoBanue, Lenb MUKOIN3A U LUK JUMOHHOM KMCIOTHI U JIp).

SIBnAACH KaTalu3aTOpaMy — BEIIECTBAMM, YCKOPSIOIIUMH PEaKIMU, (GepMEHThI UMEIOT psilt
0bwux ceolicme ¢ XUMUYECKUMHU, HEOMOIOTHYECKUMHU KaTaau3aTopaMu.

1 @depMeHTbl HE BXOJAT B COCTAaB KOHEUHBIX HPOAYKTOB PEAKIMM M BBIXOAAT U3

peakuuu B nepBOHa4YaIbHOM BHie. OHM HE PacXOIyHOTCS B MPOLIECCE KaTalu3a.

2 @epMeHTBI HE MOryT BO30YyIUTh peaklMid, NPOTUBOPEYAIIMX 3aKOHAM
TEPMOJIMHAMUKH, OHU TOJIBKO YCKOPSIOT T€ PEAKIUU, KOTOPhIE MOTYT NPOTEKaTh U O€3 HUX.

3 @depMeHThI, KaK MpaBUJIO, HE CMEIIAIOT MOJI0KEHUs PAaBHOBECHUS PEAKIIMU, a JIUIIb
YCKOPSIIOT €r0 JOCTH)KEHHUE.

Jli1a pepMeHTOB XapaKTepHbI U cneyughuyeckue CBOWCTBA, OTINYAIOIINE UX OT XUMHUYECKUX
KaTaJn3aToOpOB, BHIPAKAIOIIUX UX XUMUYECKYIO PUPOTY.

[To xuMuYecKOMy CTPOEHHUIO MOJIEKYJIbI BCe (PEPMEHTHI SBISAIOTCSA OeTKaMu.

4 DddexTuBHOCTh (EPMEHTOB BHIIIE, YeM HEOMOIOTHYECKUX KaTaau3aTopoB. B
MPUCYTCTBUU (EPMEHTOB XHMHUYECKHE pEaKIUU TMPOTEKAI0T HAMHOro ObICTpee, 4YeM Mpu
HEOMOJIOTHYECKOM KaTaiuse. B HEeKOTOpBIX clydasiX yCKOpEeHUE JOCTUTaeT 108 pas.

OdeHp HarIAgHOW Mepoil aKTHMBHOCTH (EPMEHTOB SBIISETCS TaK Ha3bIBAEMOE YHCJIO
000opoToB. Yuciom 000poTOB (epMEHTa HA3BIBAIOT YHUCIIO MOJIEKYN CyOCTpaTa, IpeTepIeBatOIINX
MpeBpaIIcHUe B eUHUILY BpeMeHH (0OBIYHO B 1 MUH) B pacueTe Ha OJIHY MOJIEKYy depMeHTa (WIH
OJIMH KaTaJIMTHUECKUH IIeHTp). Yncino o0OpOTOB MOXKET pPa3NUyuaThCs y pPa3HbIX (pepMEHTOB Ha
HECKOJIBKO MOPSIKOB
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CkopocTh  (DepMEHTATMBHOIO  KaTajau3a HAMHOIO BBbIIIE, YeM HEOHMOJIOIMYECKOro.
Hanpumep, sHeprus akTHBAIlMK PEAKIIUH pasliokeHus nepekucu Bojgopona HoOx— H20 + 1/20:
paBHa 75,3 k/[>x/M0JIb, IO3TOMY CaMOTIPOU3BOJIBHOE PA3I0KEHUE MMPOTEKAET HACTOIBKO MEIJICHHO,
YTO BBIIEISIIOIMICS KUCIOPOA BU3yaJdbHO He 3amereH. Ilpu no0GaBieHHMHM HEOPraHUYECKOro
Karajgm3aTopa - Kelie3a WM IUIATHHBI - SHEPTUs akTUBanuu cHuxkaercs a0 54,1 k/[x/monb,
peaKLMs yCKOPSIETCS B THICSIUU pa3 U CTAHOBUTCS 3aMETHOM IO BBIIEIEHUIO TY3bIPbKOB KHUCIIOPOJIA.
@depMeHT KaTajla3a, pas3jararollvil MEepeKuch BOAOPOJA, CHUXKAET SHEPTUI0 AKTHUBALUU
Oonee, yeM B 4 paza M YCKOpSeT PEaKLHUIO pa3joXKeHus B MuumMapl pa3. Peakuus nporekaer
HACTOJIBKO OYpHO, UTO PacTBOP OT BBIJIEISAIONIETOCS KHCIOPOAa OYKBaIbHO BCKUIIAET.

Haxonen, oHa-eAMHCTBEHHAs MOJIEKyJia ()epMEHTa MOXKET KaTaJM3UpPOBATh MPH OOBIYHON
TeMIIepaType MpeBpalleHre OT THICIYU 10 MIJUTMOHA MOJIEKYJI BEIIECTBA B MUHYTY. DTa CKOPOCTb
KaTaJln3a HeIOCTHKUMA AJ1s1 HEOMOJIOrMUECKUX KaTalu3aTOPOB.

S) @epMeHTHI 0071a1aI0T Y3KOH CIEMU(PUYHOCTHIO, M30MPATEIbHOCTRIO JCHCTBHUS Ha
cyOcTpathl, T.e. Ha BEIIECTBAa, NPEBPALICHMs, KOTOPBIX OHM KaTaiau3upyroT. Kak mpaBuio, oHM
OTJIMYAIOT CYOCTPAT OT €Tr0 CTPYKTYPHBIX H30MEPOB U Jja’ke HEOOIbIIAs XUMUYECKast MOTUPUKAIIHS
IPUPOJHOrO cyOcTpaTa pe3Ko CHUXKAeT CPOJICTBO (hepMeHTa K cyOcTpaTy.

3 ®epmeHTHI 001aJaI0T BHICOKOH CIIEU(PUIHOCTHIO K THITY KaTaTH3UpyeMOi peakiun. B
HOJABJIAIONIEM OOJIBIIMHCTBE ClIyyaeB (PepMEHT KaTaIU3UPYyeT JIMIIb OJIHY Peakuio (pexe — JBe).

4 depMeHTHI 00J1aaI0T BEICOKOH pernocnenuGuaHocTsio. B cirydae cyOcTpaToB, HMEIOIIMX
HECKOJIPKO ~ PEAaKLIMOHHO-CIIOCOOHBIX ~ IIEHTPOB, HEOMOJIOTMYECKUE KaTalu3aTopbl  YCKOPSIOT
PEaKIHMIo 10 BCEM LEHTpaM. B mpoTHBOMOIOKHOCTD 3TOMY, (DEPMEHT «HAIPABISET» arcHT JIUIIb
10 OJTHOMY U3 LIEHTPOB.

5 ®epMmeHTH 00JAJAIOT  BBICOKOW  cTepeocnenuPuuHOCThIO. B ornumume ot
HEOMOJIOTHYECKUX KaTalu3aTopoB, (PepMEHTHl OJHO3HAYHO Pa3IMyaioT HE TOJBKO JUACTEpPeOMephl
Y IMACTEPEOTOITHBIC TPYIIITBI BHYTPH MOJIEKYJIBI, HO M SHAHTHOMEPHI U SJHAHTHOTOITHBIE TPYIIIIHI.

6 OmHUM W3 BaXHEWIIMX CBOMCTB (DEPMEHTOB SIBISETCS MX PErylIupyeMocTb. DepMeHTHI
perynupyeMbl. To ecTh OHM MOTYT U3MEHSATh CBOIO aKTMBHOCTD I10/1 BO3JIEHCTBHEM psja (GaKkTOPOB,
M3MEHSST KOJMYECTBEHHBIC BBIXOABI MPOAYKTOB. DTHM OOECIIEYMBAETCS CKOOPIUHHPOBAHHOCTH
BCEX METa0OJINYECKUX MPOLECCOB BO BPEMEHHU.

7 ®epMeHTaTUBHBIE MPOLIECCHl HE JAIOT MOOOYHBIX peakuui, Juist Hux xapakrepeH 100%
BBIXOJ] 11€JIEBOTO MPOIYKTA.

8 depMeHTHI KaTaTM3UPYIOT PEaKIINH B MATKUX YCIOBHUSAX, TO €CTh MPH OOBIYHOM JaBIICHHH,
HeOosbIION TeMmmepaType W 3HaueHUsX pH, OAM3KUX K HEUTpasbHBIM, OJHAaKO BeCcbMa
YyBCTBUTEIBHBI K cIBUTaM pH cpepl M H3MEHEHHUIO TeMITEPaTyphI.

9 CkopocTh (epMEHTATUBHOW peakUM MPsIMO MPONOPLUOHATIbHA KOJIUYECTBY (PepMEHTa,
[I03TOMY HEJIOCTATOK (pepMEHTa B OpPraHHM3ME O3HA4YaeT HU3KYI0 CKOPOCTh IPEBPAIIEHUs KaKOIro-
nub0 COeqUHEHHs, W HAo0OpOT, OJHMM U3 NyTed NPUCIOCOOIEHUS OpraHu3Ma SBISETCS
yBEJIMYEHHUE KOJIMUYECTBa TpedyeMoro pepMeHTa

IIpocTpancTBeHHOE CTPOCHHE

[TpuanHO# BCeX ITUX YHUKAIBHBIX CBOWCTB (JEPMEHTOB SBJISCTCS MX IMPOCTPAHCTBEHHOE
cTpoenue. Bee pepMeHThI peacTaBisioT co0o0il To0ynspHbIe OENKH, HAMHOTO TPEBOCXOISIINE 10
pasmepam cyoctpar. MMEHHO 5TO O0OCTOSATENBCTBO, BMECT€ C OCOOCHHOCTSIMH TPETHYHOMN
CTPYKTYphI O€JIKOB, MPUBEIO K TOMY, YTO B TPOIIECCE SBOJIOIMH Ha MOBEPXHOCTH (hepMeHTa
c(hOpMHUPOBAJICS AKTHBHBII LEHTP, KOMIUIEMEHTAPHBIN CyOCcTparTy.

[Ton akKTMBHBIM LEHTPOM TOJIPA3yMEBAIOT YHUKATbHYIO KOMOMHAIIMIO aMUHOKHCIOTHBIX
OCTaTKOB B MoOJIeKyJie (epMeHTa, 00eCleYrBaIOUIyl0 HEMOCPEACTBEHHOE CBS3bIBAaHUE €€ C
MOJIEKYJION CyOCTpaTa W MpsSiMOE ydacTHe B akTe Karanu3a (puc. 11). AKTUBHBIN LIEHTP - YacTh
MOJICKYJIBI (hepMEHTa, T/€ MPOUCXOJIUT CBSI3bIBAHWE U TpeBparieHue cyocrpata. Y depMmeHTa,
UMEIOIUX YEeTBEPTUUHYIO CTPYKTYpy, umcio ALl moxer ObiTh paBHO umcny CyObequHUIL.
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YcTaHOBNIEHO, YTO Y CIOXHBIX ()EPMEHTOB B COCTaB aKTUBHOIO LIEHTpPa BXOISAT TaKxke
MIPOCTETUYECKHUE IPYIIIIHIL.

VYCIOBHO aKTHUBHBIN LEHTP MOXHO pa3leiUTh Ha JBE YaCTU — CBSI3BIBAIOIIMNA IIEHTP U
KaTaIUTHYECKUH 1eHTp. CBA3BIBAIOIIMI LEHTP (CBA3BIBAIONIAS TUIONIA/IKA) BBIMOIHSACT ()YHKIIHIO
crenu(puIeckoro CBS3bIBaHUS cyOcTpara M €ro ONTUMAJIbHONM OpPHUEHTAIMH 10 OTHOIICHUIO K
KaTaau3upyowmuMm rpynnam. Karaautuueckuid 1EHTp, HENOCPEACTBEHHO BCTYNAET B XUMUYECKOE
B3aMMOJICIICTBIE C CyOCTpaToM, M CBSI3bIBA€T IICHTP, KOTOPHIM oOecreunBaeT crenuduyeckoe
CpPOJICTBO K cyOcTpary U (hopMUpOBaHHE €ro KOMIUIEKca ¢ (hepMeHTOM. B cBOIO ouepens Mojekyna
cyOcTpara Takke COACPNKHUT (PYHKIMOHAIBHO PA3JIMYHbIE YYACTKU: HAIpUMeEp, cyOcTpaThl cTepas
WIN TPOTENHA3 — OJHY CIEHU(PHUECKYIO CBSA3b (MU TPYIILY aTOMOB), TIOJBEPralOIIyIOCS aTaKe CO
CTOPOHBI (pepMEHTA, U OJUH WJIH HECKOJIBKO Y4aCTKOB, M30MPATEIbHO CBA3BIBAEMBIX (DEPMEHTOM.

Q-ewoge

— —

W
CeRsbiBaclAA - Katanuti-
LEHTD YECKMA
LIBHTP

R |
AKTHEHHIA LEHTP

Monekyna XMMoOTRUCKHHA

Pucynok 11 - AxtuBHbIi 1eHTp dpepmenTa (cxema) (no Manepy u Kopaecy)

[IpennonaratroTr, 4yto (OpMUPOBAHME AKTUBHOTO LEHTpa (epMEHTa HAUMHAETCS Y)Ke Ha
paHHUX dTamax CUHTEe3a Oenka-pepMeHTa Ha pubocoMe, KOTJa JTUHEWHAass OJTHOMEpHasi CTPYKTypa
NeNTUIHON WEeNH TMpeBpallaeTcss B TPEXMEPHOE TEJI0 CTPOro ONpeAeseHHON KoHduUrypanuu.
OO6pazoBaBmuiics 0Oenok mnpuoOperaeT HHPOPMAIMIO COBEPIICEHHO HOBOTO THIA, a HMEHHO
(GYHKIMOHATIBHYIO (B YacTHOCTH, KaTaJUTH4ecKylo). JIroOble BO3JeicTBUSA, NPUBOIAIINE K
JICHATypalny, T.€. HAPYIICHUIO TPETUYHON CTPYKTYPBI, TPUBOAIT K UCKAKECHUIO WU Pa3pyLHICHHUIO
CTPYKTYpPbI aKTUBHOT'O LIEHTPa U COOTBETCTBEHHO MOTepe (PEePMEHTOM KaTaIUTHYECKUX CBOMCTB.
Ecmu npu moaxoasmmx BHENIHWX YCIIOBHSIX YIAeTCS BOCCTAHOBUTH HATHUBHYIO TPEXMEPHYIO
CTPYKTYpy Oelnka-(hepMeHTa (peHaTypHpOBaTh €ro), TO BOCCTAHABIMBACTCS U €r0 KaTaluTHYecKas
AKTHBHOCTb.

[ToMrMO aKTHBHOTO TIIGHTpa, B MOJIEKyJie (epMEeHTa MOXKET NPUCYTCTBOBATH TaKXKe
ajuloctepuyeckuii meHTp (wim ueHtpsl) (or rpeu. allos — gpyroil, umHOW U steros —
MIPOCTPAHCTBEHHBIN, CTPYKTYpPHBII), MPeICTaBISIOMUI cO00M ydacTOK MOJIEKYJbl (epMmMeHTa, ¢
KOTOPBIM CBSI3bIBAIOTCS ONpEAETICHHbIE, OOBIYHO HHM3KOMOJIEKYJISIpHBIE, BelecTBa (3G QEeKTopHl,
WIH  MOIU(HUKATOPHI), MOJEKYJIbl KOTOPBIX OTJIMYAIOTCA 10 CTPYKTYype OT CyOCTpaToB.
[Tpucoenunenue 3¢pdexropa K alIOCTEPUUECKOMY LIEHTPY M3MEHSET TPETUYHYIO M 4YacTO TaKkKe
YETBEPTUYHYIO CTPYKTYPY MOJIEKYJBI (pepMEHTa M COOTBETCTBEHHO KOH(UTYpAIMIO aKTHBHOTO
LIEHTpa, BbI3bIBAas CHIDKCHHE WJIM TIOBBIIICHHE HH3UMATUYECKOH aKTUBHOCTU. DepMeHTHI,
aKTUBHOCTh KATAJUTHUYECKOTO IIEHTpa KOTOPBIX IMOJIBEPraeTCs HW3MEHEHHWIO TIOJ] BIIMSHUEM
AIIIOCTepUUECKUX A(PPEKTOPOB, CBA3BIBAIOMIMXCS C aUIOCTEPUYECKHM IIEHTPOM, MOIYUHIH
Ha3BaHME aJNIOCTEPUUYECKUX (DEPMEHTOB.

B karanuTudyeckoM IIeHTpe CKOHIEHTPHPOBAHbI KaTaJUTH4Yeckue rpynnbl. Eciam s
MIPOBE/ICHUSI PEAKIMHU JIOCTATOYHO KHCIOTHO-OCHOBHOTO KaTaiu3a (TUAPOIUTHYECKHE pPEaKLIUuu
BpOJIc THAPOJIM3 aMHUIHOW CBsI3W B O€lKaxX WIM MEKHYKICOTHIHOW ¢ochaTHON CBSI3H), TO
KaTaIUTHYECKUN HEeHTp GopMupyercs OOKOBBIMU pafMKallaMi aMUHOKHCIOTHBIX OCTaTKOB OeJKa.
B sTtom cimydae (epMeHT COCTOMT TOJIBKO W3 TMOJMHYKJICOTHUIHBIX Iened. OpHako MHOTHE
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BEIIECTBA, HEOOXOAUMBIE Ul KU3HEACATEIbHOCTH KJIETKH, MOTYT OBbIThb HOJYYEHBI TOJBKO C
IIOMOUIBIO OKHUCJIUTEIbHO-BOCCTAHOBUTENBHBIX ~ PEaKLMH WIM  peaklui nepeHoca
yIJIepOACOJepKAIMX Ipynn. boKoBble paaMKaabl aMUHOKHMCIOTHBIX OCTaTKOB HE MOTYT
KaTaJIM3UpOBaTh TAaKUE pEakIuHh. B 3TOM cilydae KIIETKa HCIOJIb3YeT COCTaBHBbIC (DEpMEHTHI, B
KOTOpbIX OenkoBass yacTh oOecrneurBaeT CBS3bIBAaHME CyOcTpara, a KaTajiu3 OCYIIECTBIISIIOT
HeOenKoBble  (MOHOMEpPHBIE)  COCAMHEHHUs, Ha3biBaeMble  KogepMeHTOM  (KodakTopom,
IIPOCTETHYECKOi rpymmoii). benkoBas yacTe Takoro ¢epMeHTa Ha3blBaeTcsi amogepMeHTOM, a
aKTUBHBIN (epmeHT (kKomrmuiekc amnodepmeHTa u  kodepmeHTa) — Xojodepmentom. B
OOJNBIIMHCTBE  CllydyaeB  KO(QEpMEHT  CBA3bIBAaCTCA €  ano(epMEHTOM  HEKOBaJEHTHBIMU

B3aUMO/ICHICTBUSIMHU.
anodepMeHT /
kodepmeHT (Kd)
\ UNK NPOCTETHUYSCKAR
rpynna (M)

XONoEpMEHT
Pucynok 12 - Ctpoenue xonopepmenTa
DyHKIUH KOPEePMEHTOB U NPOCTETHYECKHUX IPYIIT

Kojpepmentslt m Butamunbl. KodepmMeHTHI — 3TO oOpraHuyeckue BeEIIECTBa,

IIPEIIECTBEHHUKAMU KOTOPBIX SBJIAIOTCS BUTaMHHBI. HEKOTOpBIE M3 HHUX HENPOYHO CBSI3aHBI C
o6enxkom (HA/l, HSKoA, u n1p). ecTb (pepMeHThI, KOTOPhIE IPOYHO CBSA3AHBI C aTOPEPMEHTOM, T.€.
MPEJCTABISAIOT cO00M MPOCTETHYECKYIO TPy (TeM U (hjIaBUHOBBIE KOPEPMEHTHI).
BonbmnHCTBO KOPEPMEHTOB HE CHUHTE3UPYIOTCS B OpPraHu3Me MIIEKOMUTAOIMNX. OHU JIOJKHBI
MOCTYIAaTh B OPraHU3M C MUIleH (Kak MpaBWIo, pacTUTENbHOM). OHAKO B OPraHU3M IOMAJaioT He
caMM KOQEpPMEHThI, a MX [MPEAIIECTBEHHUKM — BUTAMHMHBI. B KieTke BHUTaMUHBI
MOUGUIHMPYIOTCS 10 KodepMeHTHOH (opMbl. B HacTosiiee Bpemst u3BecTHO 13 BUTaMHHOB (TabII.
7), KOTOpBIE MOJPa3esAoT Ha JBa TUIA: BOAOPACTBOPUMbIe BUTAMHHBI U KUPOPACTBOPUMbBIE
BHTAMMHBI.

Tabnuua 7 - XapakTepucTHKa OCHOBHBIX KO(PEPMEHTOB MO UX PYHKIHSIM

KodepmenTsl Tun peakuuu, B KOTOpPOH y4acTByeT Ko(pepMeHT, | Buramun-
POJIb KO(epMeHTa M y4YacTHe AKTHMBHOM IPyNNbI B | MpeALIeCTBeH
KaTajause HUK
1 2 3
Kapo0okcuimpoBanue [Tpucoenunenune | buornn
buotunux KapOOKCWJIFHOW Tpymnmbl myTeM 3amenieHus aroma | (Buramun H)

BOJIOpPOJia y a30Ta aKTUBHON TIpynmnoi KodepMmeHTa.
3areM KapOOKCWJIbHAs TpyIa TIEepPeHOCUTCS Ha

cyocrpar
Kodepment Peaxuusn Al POBAHUS. Oo6pazoBanue | [lanToTeHOBas
(x03H3UM) A BBICOKOHEPTeTUYECKOH  THOX(UPHOM  Trpymmbl € | KUCIOTa
(HSKoA) KapOOKCUIILHBIMU TPYIIaMH KapOOHOBBIX KHCIOT R-

CO-SKoA
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OKucIUTEIbHO-BOCCTAHOBUTEIbHbIe peakuuu. [Ipu | Hukotunamun

HuxornHamMunaneHuH | okuciieHMM cyOcTpaTa K MHPHIMHOBOMY KOJIbIy | (BuTamMuH PP)
aunykneotu,(HAJL) | mpucoenuustorcst 1 mpoton (2-i mepexoaut B cpeay) u
HUKOTUHAMUAAIEHUH | 2 D9JEKTpOHA, NPH OTOM TIOJOXKHUTEIbHBIA 3apsija
auHyKneotuadocdar | yrpaunBacTCs.
(HAZ®) -
HUKOTHHAMUIHbIE
KO(EepMEHTHI
[Mupunokcanbochar | TpancaMHUHHUpPOBaAHHE, nexapooxkcuupoanue | [Inpunokcun
(T1d) AMHHOKHCJIOT. [Ipu cOmmkeHnn azora aMUHOKHMCIIOTHI | (Bs)
u yriepoaa anpaerunHod rpymmbl [I1D  obpasyercs
albAUMUHHAsS CBs3b. Jlanee mociie ByTpUMOIIEKYJISIPHBIX
nepecTpoek oOpa3yercss aMUHOTpyINa Ha KopepMeHTe
Y KETOrpyIIa Ha ObIBIIEH aMUHOKHUCIIOTE.
Tuamuammpodochar | JexkapOokcHIMpoBaHHe o-KeTOKHCJIOT. PaspreiBaercsa | TuamuH (Bi)
(TT1D) CBSI3b, CJEAYIOIIAas 3a KETOrpYINoW CyOCTparoB,
BbIcBOOOKaaeTcst CO2, MEXIy KETOrpymHmnou cyocrpara
U yriaepoaoM TuaszojoBoro koinbia TIID obpasyercs
KOBAQJIEGHTHAS CBS3b. JTO MPOMEXKYTOUHOE COCTUHEHUE
KaTajaunsa.
OnaBUHMOHOHYKIEOT | OKHCINTEIBbHO-BOCCTAHOBHTEJIbHBIC PEAKIIUH. PubodnaBun
(®PMH) ¢maBun- | JIBa aToMa Bogopoa oT cyOocTpara MPUCOEAUHSIOTCA K (B2)
aJICHUHMHYKIICOTH I, | aToma a3ora N1 1 Nio
(PAN) - pnaBuHOBBIE
KO(EpMEHTHI
Terparunpodonar ITepeHOC OAHOYTAEPOIHBIX TPYIIIT donueBas
KHCIIOTa
HuxoruHnamuaHble KO(epMeHTBbI HAJT, HAJID"
HUWKOTMHaAMWA-aAEHUH-AUHYIKNEOTHA NH,
CONHo MAD+ = |N
|
B P

¢
N

OH OH

HAI[+, HAI[CD+-coz[ep>KamHe JeTUPOTeHAa3bl KaTaTu3uPYIOT iepeHoc ruapua-uona (H') ot
cy0OcTpaTa K HUKOTUHAMHIHON 9acTH KoepMeHTa:
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HHKOTHHaMHUA-aACHWUH-AWUHYKNEOTHA MH,

d::occbopnnuposaHHblﬁ
N =
| CONHz NADP+ / ﬂl
N N =
& O- F‘ O- F‘ o]
Vo‘: OH OH O\l

OF‘DH

Boccranosnennas IIpxu 3TOM 4YacCTb KO(bepMeHTa OTJIMYAETCA OT OKHCJICHHOM TOJNBLKO IIO
IMPONU3BOJHOMY HUKOTHHOBOM KHCIOTHL:

H H
" ~COMNH2 + 2H COMHz
e ‘ | +H®
L -2H
BN M

NAD+, NADP+ NADH, NADPH

Boccranosnennsie ¢opmer HAJIH u HAJI®H orcoenunsrorcs oT amodepMeHTa |
OTIENSIFOTCS. OT JETUAPOTeHas3bl. 3aTeM OHM IEPEHOCIT THIPUA HOH Ha JAPYTyH0 MOJIEKYIY
¢depmenta (uvame Bcero- OMH, ®AJ[-3aBucumoro). Karanuszupyor oOpaTHMble peakiuu
OKHCJIEHUSI CIIUPTOB, OKCUKHUCIIOT, aMMHOB U Ap. Xopoo u3ydens! JIJ[H- nmakrarnernnporenasa,
MJIH- manatneruaporenasa, AJIH- ankoronbaeruaporeHasa.

®aBuHOBBIE NpocTeTHYeckue rpynnbl. OkuciaeHHble (opMbl  (pIaBUHOBBIX
MPOCTETUYECKUX TPYIII BBIMJISIAT CIASAYIOIUM 00pazoMm:
DH ?H ?H DH

H2C CH CH—CH—CH3;-0 I|3I —0OH
0

qanaE:HH-
MOHOHYKNeoTUA
(pmﬁocbnaBMH-5-cpoccpaT}|
NH,
=
CT )
CIH (llH (llH 0|-| 0 N N'f)
H2CCHCHCHCH0P0FI'O 0
[l O
H3 =0
OH OH
H3

0 Cl:)J'IaEIf‘IH -afA¢HUH-AUHYKNEOTHUA
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OMH u ®AJ] xatam3upyroT NEPEeXOAbl: CHUPTHI-AIbACTUAbI, aMUHbI-UMUHBI, HAJIH,
HA®H-HAL', HAJI®®. ®MH, ®AJI- 6onee cunpHble okuciuteny. CaMu nepenaioT THAPH HOH
HEMOCPEJACTBEHHO Ha KUCIOPO/I:

®A/IH2, DMHH: + O2 — ®Al, PMH + H.02

Hyxneosuarpudocharsr n nykiaeosmpaudocpar-caxapa (HAPC) ATO, YTO,
I'T®, UTD- xodepmentsl docdorpancdepas (mepeHoc ¢ocdara, mupodocdara, amd wim
aJIeCHO3MHOBOW 4acTH).
Ilepenoc Hykieo3uja aleHO3MH Ha METHOHUH ¢ MoOJIeKJIbl AT® BBINIAIUT ClenyrOIIUM
oOpazom:

HOOC-CH(MNH2)-{CH2)2-5-CH3 + ATd + H20 —=>

@D
—= HOOC-CH{NH2)-(CH2)2-5-CH3 + HqP207 + H3PO4

AAEHO3MH

5.4.4 KodepmeHT anleTujimpoBanus (Ko3H3uM A, ujim mpocto KoA)
HS-{CHE}E-HH-C{:D}- (CHz "2 -NH-CO-CHOH-C(CH 2 -CH2-0-P{=03{0H -0-P{ =03 0OH-0-A geHozimM

YyacTByeT B peakuusxX aKTHBalMM M MEPEeHOCa alETWIbHBIX M aAUWJIbHBIX TPy
(mpucoenuusiercs kK S- B coctaBe KoA, ¢ o0pazoBaHueM aneTuia-KoA).

Kaaccndukanmusa nu HomeHKIaTypa (PepMEHTOB

Bcero B xierke HacumthiBatoT okoio 10000 ¢pepmMeHTOB, KOTOpBIE KaTaJU3UPYIOT OKOJIO
2000 peaxmuii. U3sectHO 1800 pepmenToB, n3 HUX 150 BbIIEI€HBI B KPUCTAIIIMYHCKOM BUJIE.

ITo xnaccuduxammu depmentoB (KD- pycckossbiunas, EC-aHrnosspluHas) Kakablid
(depMeHT (PH3MM) UMEET CBOM OIpENEelIeHHBI HOMEp, COCTOSIIMNA M3 4eThlpex rpynn uudp,
pa3zaeneHHbIXx Toukamu. [lepBas numdpa oOo3HauaeT oTHeceHHE (pepMeHTa K Kiaccy, BTopas - K
MOJIKJIacCy, TPEThS - K MOJNOJIKIIACCY U, HAKOHEL, YeTBepTasi- Homep gpepmenrta. Hanpumep, mmdp
ankoronpaeruaporenassl ADH mo kmaccuduxammu - EC 1.1.1.1, manataeruaporenassi- EC
1.1.1.37. Paznenenue ¢hepMEHTOB Ha KJIACCHI CTPOTOE M HE JOMYCKAET MPOU3BOIHLHOTO U3MEHEHHUS
HoMepoB. Tak, Bce OKCHIOpEIyKTa3bl OTHOCAT K MEPBOMY Kilaccy, TpaHcdepasbl - KO BTOPOMY,
TUIPOJIa3bl- K TPETHEMY U T.1.

Tabnuua 8 - Knaccudukarus 1 HoMeHK1arepa GepMeHTOB

Kuace Peaxkuun OcHOBHBIE OIKJIACCHI, TPYIIIBI.
Oxcupopenykrassl. | OKHUCIUTEIHLHO-BOCCTAHOBUTENbHBIE | JleruaporeHassl, OKCH/JIa3bl,
peaxkuuu. penyKTasbl, THJIPOKCHUIIA3bI:

ABocct + Bokuc — Aokuc + BBoccT | HUKOTMHAMMIQACHUHIUHYKICOTH
(HAL), TuamMuHIupodocdar,

¢naBuamononykineotnn (OPMH) u
¢dnaBuHaneHuHauHYKIeoTU 1 (PAJ).

Tpancdepaszsrl Ilepenoc rpynm Kunasel  (pocharusie  rpymmsi),
A-B+C— A+B-C TpaHCaMUHAa3bl (AMUHOTPYTITIBI)
I'mopomnasbr I'moponus cBsi3eil (3¢upHbIX, | Ocrepaspl, (ocdorazpl, MpoTEasbl,

NENTUAHBIX, TIMKO3UIHBIX cBsi3ell C- | nmunasbl, HyKjeasbl, THOIA3bl
C, P-N) A-B+ H20 — A-H + B-OH

JInasel PaspriB ceszeii C-C, C-O, C- N, C- S | Anpaerummassl, (aybl10MMa3kI),
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MyTeM DSJIUMUHUPOBAHUS MOJEKYJIBI | YIIEpOI-KUCIOPOTHA3HI

¢ oOpa3oBaHueM JIBOMHBIX CBsizeil. B | (dhymapasa), nerumparassl (€HOMa3a),
oOpaTHOM  peakuuu  YCKOPSIOT | JeKapOOKCHiIa3bl

MPUCOSAMHCHUE BOJIbI, aMMHaKa U
T.JI. IO IBOMHOM CBSI3U

A(XH)-B — A-X+B -H

N3omepasbl B3anmMonpespaliueHus: ©30MepoB N3omepassl, MyTassl.
Ao 130 -A
Jluraswel (cuntetassl) | CoenuHeHUe JIBYX mosekyn, | KapOokcunassel, cuHTETa3bl

conpsiKeHHoe ¢ rusipon3zoM ATD
A+B+ATO -A-B+AJ[O+O

Knaccudukanus (pepMeHTOB: YEThIPEXUUCIIOBas CUCTEMa, IEPBOE YUCIIO - Kiacc (OJUH W3
miecTd). BHyTpH KaxIoro kiacca IPOUCXOJUT pas3felieHue Ha IOAKIACCHI, HAapUMEp, BHYTPU
MIEPBOTO KJIacca pa3inyaroT:

EC 1.1 JletictByromme Ha CH-OH rpymmsr toropa

EC 1.2 JleficTByrommue Ha albJeTUIHBIE WIH OKCO- TPYIIIBI JOHOPA

EC 1.3 JeiictByromue Ha CH-CH rpynmsl noHopa

EC 1.4 JleiictBytorme Ha CH-NH2 rpynmsr nonopa

EC 1.5 [etictByromue na CH-NH rpynmnsr n1oHopa

EC 1.6 [eiictByromne Ha NADH niin NADPH

BHyTpu kax10ro mojkiacca MpoucXoauT pa3aelieHHe Ha MOMOAKIACCHI:

EC 1.1.1 Akuentop NAD unu NADP

EC 1.1.2 AxuenTop- HUTOXpOM

EC 1.1.3 Akmenrop- KUCIOPO

EC 1.1.4 Akuenrop- cyabhun

EC 1.1.5 AxnenTop- XWHOH WJIH TI0I0OHAS TPYIITUPOBKA

EC 1.1.99 [pyroit akuientop

[Tocneanee ynciio — HOMEp KOHKPETHOTO 3H3MMa:

EC 1.1.1.1 alcohol dehydrogenase

EC 1.1.1.2 alcohol dehydrogenase (NADP+)

EC 1.1.1.3 homoserine dehydrogenase

EC 1.1.1.4 (R,R)-butanediol dehydrogenase

EC 1.1.1.5 acetoin dehydrogenase ... u T. 1.

@DepMeHTBl, KPOME TOr0o, MMEIT Ha3BaHUS, KOTOpbIE pa3felAloTCs Ha padoume U
cucremarudeckue. Paboune Ha3BaHus 00pa3yroTcs U3 OOBEAMHEHHs Ha3BaHMs cyOcTpaTa, TUIA
peakuun u okoHuaHusa "-aza". Hampumep: JIAKTAT + AETUAPOI'EHuzauma + A3A =
JIAKTATHEI'MJIPOI'EHA3A. Cucremarnyeckoe HazBaHue ¢pepMeHTa GOpMUPYETCS CIAEAYIOIINM
obOpa3oMm: (Haszsanue cybcmpamos (yepe3 Opobv), HaA3eaHUe MUNA XUMUYECKO20 NpedpaujeHus +
asa). Ta xe nakmamoezudpozenaza 6yneT UMeTh cHCTeMaTHyeckoe HazBanue "L-rakmam:NAD®
oKcuoopedykmasa'.

MexaHu3Mm AeHcTBUA (PEPMEHTOB

CrpykTypa U QyHKIUH (DEPMEHTOB, a TaKKe MEXaHU3M MX JCHCTBUS MOYTH €KErOJHO
oIpoOHO OOCYXAAIOTCSI HA MHOTHX MEKIYHapOJHBIX CUMIIO3MyMax M KOHrpeccax. BaxHoe MecTo
OTBOJIUTCSl PACCMOTPEHUIO CTPYKTYPHI BCEHl MOJEKynbl (epMEeHTa M €€ AaKTUBHBIX IEHTPOB,
MOJICKYJSIPHOMY MEXaHM3MYy [JEHCTBHSA pa3IMYHBIX TUIOB (EpPMEHTOB, O0OLIEH Teopuu
SH3MMAaTUYECKOro Karaiau3a. TeM He MeHee, A0 CHUX IOp HET IIOJIHOM SICHOCTHM IO JABYM
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KapJWHAJIBHBIM NpO0JIeMaM 3H3MMOJIOTUHU: YE€M BbI3BaHbl CHELU(PUUYHOCTh ACHCTBUS U BBICOKAs
KaTanuTrueckas 3pGHeKTUBHOCTh (hepMEHTOB?

[Tocne ycTaHOBIIEHUSI XUMUYECKOH MpUpPOAbI GEPMEHTOB MOATBEPAMIIOCH IIPEJICTABICHHE,
BbIIBUHYTOE Oonee 80 ner Hazaxm B. Awpu, JI. Muxasmucom u M. MeHTeH, 0 TOM, YTO NIpU
SH3UMATHYeCKOM KaTanu3e ¢epmeHT E coenunserca (B mNpuHIMIIE 00paTMMO) CO CBOMM
cyoctpatroM S, 00pa3ysi HECTOWKHMI NPOMEXKYTOUHBIH (epMeHT-cyOcTpaTHBI KoMmiuieke ES,
KOTOPBIM B KOHILIE peaKkIUH PacHajaeTcs ¢ OCBOOOXAeHUEM (epMeHTa U NMPOJYKTOB peakuuu P.
bnaronmaps BBICOKOMY CPOZCTBY CBsI3bIBaHHS M 00Opa3oBaHui0 ES-koMIuiekca pe3ko Bo3pacTaeT
YHCII0 MOJIEKYJ cyOcTpaTa, BCTYNAIOIIMX B pEakMK. JTH MPeICTaBICHHs JIETJIM B OCHOBY TEOPUHU
«KJItoya-3aMka» J. duniepa, KOTOPYK MHOI/IA HA3bIBAIOT TEOPUEH <OKECTKOM MaTpuub». Takum
00pa3oM, JKeCTKasi CTPYKTypa aKTUBHOI'O LIEHTPA OKa3bIBAETCS KOMILJIEMEHTApPHOW MOJIEKYJIIPHON
CTPYKType cyOcTpara, oOecreqnBas TEM CaMbIM BBICOKYIO CHEIM(PUIHOCT (pepMeHTa.

JI. Muxasnuc He TOJBKO IOCTYJIHMPOBal O0pa3oBaHHE IPOMEXYTOYHOTO (EepMEeHT-
cyoctparHoro ES-kommiiekca, HO M paccuuTall BIMSHUAE KOHIEHTpPAIMH cyOCTpaTa Ha CKOPOCTb
peakuuu. B mpomecce peakuuu pa3inMyarOT HECKOJBKO CTafMi: HPUCOECIUHEHUE MOJIEKYIIbI
cyOcTpaTta K pepMeHTy, nMpeodpa3oBaHUE NMEPBUYHOTO MPOMEKYTOUYHOTO COSAMHEHHUS B OJIUH WJIU
HECKOJIbKO I1OCJIEI0BATENbHBIX (IEPEXOJHBIX) KOMILIEKCOB U MPOTEKAIOLIEE B O/IHY WM HECKOJIBKO
CTaauil OTJeNieHHEe KOHEYHBIX MPOJIYKTOB PEaKIUH OT (epMeHTa. DTO MOXKHO CXEMATUYECKH
IPOMIIFOCTPUPOBATD CIEAYIOLUIMMHU IPUMEpaMu:

E+S oES—>-->E+P

Ha puc. 13 mpencraBiena cxema oOpa3oBaHUs MPOMEKYTOUYHOTO (EPMEHT-CyOCTPATHOTO
KoMIUIeKca. Ecnmu (epMeHT B aKTHBHOM IIEHTPE COJCPKUT KOMDEPMEHT, TO MPEANOIaracTcs
oOpa3oBaHue TPOIHOTO KoMIUIeKca (puc. 14).

CepmeHT AKTUBHBIRA PepMmenT
KOMNNe ks

e 7% — K<
e ®° “v.e

CyboTpat MpooykThi
peakunm

Pucynox 13 - OOpa3oBanue HECTOMKOTO (EepMEHT-CyOCTpaTHOTO KOMIUIEKCA COTJIacHO
Teopuu J. Puiiepa «KIHY-3aMOK»
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CybeTpar Anod)epmem KodepmeHt
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Bty

AKTUBHGLIA
KOMIVIEKC

; +-+E»<E\E

Pucynok 14 - ®ynkuus kopepmenta (mo A. Kantapoy u b. Illenapriry)

@depMeHT BCTymaeT BO B3aUMOJICHCTBHE C CyOCTpaTOM Ha OY€Hb KOPOTKUU MEpHO/,
[I03TOMY JOJrO€ BpeMsi HE YyAaBajoch IOKa3aTh OOpa3oBaHME Takoro komiuiekca. [Ipsmbie
JI0Ka3aTeNIbCTBA  CYIIECTBOBaHHUS (PEPMEHT-CyOCTpaTHOTO KOMILJIEKCa ObUIM TMOJyYeHBl B
nabopatopusix JI. Keitnmmna wm b. Yanca. B Hacrosimee Bpemsi JKCIEPUMEHTAIBHBIE U
MaTEeMaTHYeCKUe METOJbl KHUHETUKH, TEPMOJAMHAMUKH W CTAaTHMYECKON MEXaHHKH XHUMHUYECKUX
peaxkuuii HOo3BOJISAIOT ONPEAEIUTh AJIs psiia
(epMEHTATUBHBIX pPEAKIUI KUHETHMYECKHEe M TEPMOJUHAMHUYECKHE I10Ka3aTeld, B YAaCTHOCTH
KOHCTaHTBl JUCCOLMAIMU TPOMEXKYTOUHBIX (DEPMEHT-CYOCTPaTHBIX KOMIUIEKCOB, KOHCTaHTBI
CKOpPOCTH M PaBHOBECHS UX 00pa30BaHUsl.

B o0pa3zoBanuu (QepMeHT-CyOCTpaTHBIX KOMIUIEKCOB YYaCTBYIOT BOJOPOJHBIE CBS3H,
ANEKTPOCTaTUYECKUE U TUIPO(OOHBIE B3aMMOACHUCTBUS, a B pAAE CIydyaeB TaKKe KOBAJICHTHBIE,
KOOpPJAWHAIIMOHHBIE CBS3H.

JUia  KaTaJIWTUYECKOW AaKTUBHOCTH  (pepMeHTa CYLIECTBEHHOE 3HAuY€HUE HMeeT
IIPOCTPAHCTBEHHAs! CTPYKTYpa, B KOTOPOH KECTKHE YUACTKU O-CIIUpaieil yepeayroTcsi ¢ THOKUMH,
AACTUYHBIMU JIMHEHHBIMU OTPE3KaMH, OOECIIEUNBAIOIIMMHU JIMHAMUYECKUE W3MEHEHUs OelKOBOM
MOJIEKYJIbl (pepMeHTa. DTUM M3MEHEHUSM NpuAaeTcsi OOJbIIOE 3HAUYEHHE B HEKOTOPBIX TEOPUAX
(dhepMeHTaTUBHOTO Karainu3a. Tak, B MPOTUBOIMOJIOKHOCTh MoJieu D. dumiepa «KI04-3aMok» /.
Kommennom 6buta pa3paboTaHa Teopus «MHAYLUPOBAHHOTO cooTBeTCTBHs». Ha puc. 15 BuaHo,
4YTO mpucoeauHeHue cyoctpara S k ¢epmenty E, BbI3bIBasg COOTBETCTBYIOIIME HW3MEHEHHUS
KOH(pOpMAallMKi aKTUBHOTO IIEHTpa, B OJHHUX CIy4asx MPHUBOAUT K OOpa30BaHUIO AKTUBHOTO
KOMIUIEKCa, B JIPYITMX — HEAKTHUBHOIO KOMILJIEKCA BCIIEJCTBUE HApYyIIEHUS IPOCTPaHCTBEHHOTO
pacroioskeHus PyHKIIMOHAIBHBIX TPYII aKTUBHOT'O LIEHTPA B IPOMEKYTOYHOM KOMILIEKCE.
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A, B, C - QyHKUMOHAJbHBIE TPYNIbI aKTUBHOTO LEHTPa; 1 - aKTUBHBIA KOMIUIEKC; 2 -
HEaKTHUBHBIN KOMILIEKC

Pucynok 15 - U3MmeHeHHS CTPYKTYpbl AakTUBHOTO ILIeHTpa (epMeHTa, BbI3BaHHBIC
cyOCTpaToMm, COrJacHO MOJIETH «MHAYIIUPOBaHHOTO cooTBeTcTBUs» . Komuenaa.

B karanuTudeckoMm mporecce CymecTBeHHOE 3HaYeHNUE HMEIOT TOYHOE COOTBETCTBHE MEXTY
dbepMeHTOM H CcyOCTpaTOoM, a TaKKe TEPMOIAMHAMHYCCKHE W KaTaJIUTHYCCKHE IPCHMYIICCTBA
MoIOOHOTO ~ COOTBETCTBHsI. | MINOTE3a  «MHIYIUPOBAHHOTO  COOTBETCTBHS»  IPEIIOjaract
CYIIECTBOBaHHE MEX1y (EepMEHTOM M CyOCTparoM HE TOJBKO TPOCTPAHCTBEHHON WIN
TFCOMETPUYUCCKOM  KOMIUICMEHTApHOCTH, HO W DIEKTPOCTATUYECKOTO  COOTBETCTBHSI,
0OYCJIOBJICHHOTO CIIAPHBAHUEM MPOTHBOIOJIOXKHO 3apsDKEHHBIX TPYHN CcyOcTpara W aKTUBHOTO
neHrpa ¢epmenTta. TouHoe cOOTBETCTBHE oOecreunBaeT oOpa3zoBaHue 3((HEKTUBHOIO KOMILIEKCa
MeXy cyocTpaToM U (hepMEHTOM.

[TonoGHO apyruM KaTanmu3aTopaM, (EpMEHThl, C TEPMOJUHAMUYECKOH TOUYKU 3peHus,
YCKOPSIFOT XUMHUYECKHE PEaKIUW 3a CUYET CHIDKEHHS DHEPTruM aKTHBALWU. JDHepeuell akmueayuu
Hasovleaemcs IHeplus, Heobxooumas  OJiA nepeeoda e6cex MoJneKynr MojA eewyecmea 6
AKMUBUPOBAHHOE COCMOsAHUEe NpU OAHHOU memnepamype. JIpyrHMH CIIOBaMH, 3TO SHEPIHS,
HeoOXoauMas IS 3arycka XUMUYECKOH peakluu, 0e3 KOTOpoi peakiys He HAYMHAETCs, HECMOTPS
Ha ¢©€ TCPMOAMHAMHNYCCKYIO BCPOATHOCTD. d)epMeHT CHMXXACT OHCPIrUr0 aKTHUBALlUKW IIYTEM
YBEJTMYEHUS YNCIIa aKTUBUPOBAHHBIX MOJIEKYJ, KOTOPbIE CTAHOBSTCS PEaKIMOHHOCIOCOOHBIMU Ha
0oJiee HU3KOM PHEPreTHIECKOM ypoBHE (puc. 16).

MepexoaHoe
COCTOAHME
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KoHeuHoe cCocToaHKe

Xon peakumn
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S - ucxonsbiii cyocrpat; P - mponykr; AEne -3Heprusi akTuBanuu HepepMEHTATUBHOU
peakinn; AEo - sHeprus axtuBanuu ¢epMeHTaTuBHOU peakuuu; AG - craHzapTHOe U3MEHEHHE
CBOOOHOM 3HEPIUU

Pucynox 16 - DOuHeprermueckuii MexaHU3M (PEPMEHTATUBHOW U He(pepMEHTaTHUBHOM
XMMHYECKUX PEAKIUI

Ha pucynke BumHO, 4TO (hepMEHTAaTHBHAs peakUusi HMeeT OoJjiee HU3KYI0 SHEPTHIO
aktuBauuu. CienyeT OTMETUTh, UTO KakK Kartaausupyemas (PepMEHTOM, TaK W He KaTalusupyemas
UM peakliis HE3aBUCUMO OT €€ IyTH MMEET OJUHAKOBYIO BEIMYMHY CTAHJAPTHOIO HU3MEHEHMS
cBoOoHOM 2HEepruu (AG). JleicTBYs Ha CKOPOCTh Peakinu, GepMEHTHI HE U3MECHSIOT PAaBHOBECHS
MEXIy MPSMOM U OOpaTHOW pPEaKIMAMH, KaK W HE BIHSIOT HAa BEIMYUHY CBOOOJHON SHEPruu
peaKLy; OHM JIMIIb YCKOPSAIOT HACTYIIJIEHUE PABHOBECUSI XUMUYECKON PEaKLIUH.

6 depMeHTATHBHASA KMHETHKA
YpaBuenus Muxasinca-MenreH u Jlaiinynsepa-bapka

OnHuM U3 XapaKTEPHBIX MPOSBICHUHN KU3HU SIBIISIETCA YAUBUTEIbHAS CLIOCOOHOCTH JKHUBBIX
OpraHU3MOB KHHETUYECKH PpEryJupoBaTh XHUMHYECKHUE PEaKUUH, IMOAABISS CTPEMIIEHHE K
JOCTHKEHHI0 TEPMOAMHAMHYECKOrO paBHOBecud. DepMEHTaTUBHAs KHWHETHMKA 3aHUMAETCS
HCCIEAOBAHUEM 3aKOHOMEPHOCTEH BIMSHUS XUMUYECKOM MPUPOJbl pPEarupyrollux BeLIECTB
(pepmenToB, CcyOCTpaToB) H YCIOBHA WX B3aWMMOJCHCTBUS (KOHIeHTpanus, pH cpemsl,
TEeMIIEpaTyphbl, MPHUCYTCTBUE aKTHBATOPOB WM HHTUOMTOPOB) HAa CKOPOCTh (hepMEeHTaTUBHON
peakiuu. ['TaBHOW TENBIO M3y4YCHHUS KUHETHKU (DEPMEHTATUBHBIX PEAKIMH SIBJISCTCS TMOJTydeHUE
nH(pOpMaIIUY, KOTOpast MOKET CIIOCOOCTBOBAThH BBISICHEHUIO MOJIEKYISIPHOTO MEXaHU3Ma JeUCTBUS
dbepmenTa.

OOmue MPUHIUIBl KUHETUKU XUMHUYECKUX PEaKIuil MPUMEHUMbl U K (DepMEHTATUBHBIM
peakuusM. M3BecTHo, uTO mr00as XWUMHUYECKas pEAKIUs XapaKTEPU3YeTCs KOHCTaHTOM
TEPMOJAMHAMUYECKOTO paBHOBecHs. (OHa BBIPAXKAET COCTOSTHUE XHUMHUYECKOrO pPAaBHOBECHS,
JOCTUTAaeMOro cUCTeMO, u o6o3Hauaetcs K,. Tak, ans peakuu:

k- .
A58 & C+D. ) = L€1°{0]
k_, [A]-[#£]

Koncmanma paenogecus pasna npouzeeoeHuio KOHYeHmpayuii oopasyiouuxcs eewecms,
OeleHHOMY Ha Npou3ge0eHue KOHYEeHMpayuu UCXOOHbIX Geujecms. 3HAUEHHE KOHCTAHTHI
paBHOBECHUS OOBIYHO HAXOJAT M3 COOTHOILIEHHS KOHCTAHT cKopocTed npsmoit (K+1) m ooparnoit (K 1
) peakmid, T.e. Kp = K+1/k-1. B cocTosiHun paBHOBecHsI CKOPOCTh MpIMOW peakiuu: V+1 = K+1[ A ]o[
B ] paBHa ckopoctu obparHo#t peakuuu: V.1 =K -1 [C]*[ D], T. €. V+1 = V.1 COOTBETCTBEHHO
k+1[A]*[B] = k-1[C]*[D], wm

k., [C]1-[D] ki1
= = -, OTCIoAa = K,.
k-, [A)-[B] Ky

Takum 06pa3om, KOHCTaHTa PaBHOBECHS paBHA OTHOIIEHUIO KOHCTAHT CKOPOCTEH MPSMO U
oOpatHOit peakiuil. BenuunHy, o0OpaTHYl0O KOHCTaHTE€ paBHOBECHS, MPHUHATO Ha3bIBATh
cyOCTpaTHOW KOHCTAaHTOW, WJH, B Ciiydae (pepPMEHTATUBHON PEAKIIMH, KOHCTAHTOH JIMCCOIUAIINN
(bepMeHT—CyOCTpaTHOTO KoMILIeKca, 1 0003HauaTh cuMmBoiioM Ks. Tak, B peakiuu

ki E1-[S1 k..
E+5 = ES KE=L—'1—E 3 e
g [ES] k.,


http://orgchem.city.tomsk.net/enzyme/enzyme1.html#9

T.e. Ks paBHa OTHOILICHWIO TMPOW3BEINCHHUS KOHIICHTpanuu QepMeHTa u cybcTpara K
KOHILEHTpaluuu (epMeHT-CcyOCTpaTHOrO KOMIUIEKCAa WJIM OTHOLIEHHI0 KOHCTaHT CKOpocTei
oOpatHOi W mpsiMoit peakmmii. Clenyer OTMETUTh, YTO KOHCTaHTa Ks 3aBUCHUT OT XMMHYECKOMN
MIpUPOABI cyOcTpaTa u (hepMeHTa U OMpeeIIIeT CTeNeHb UX cpoacTBa. Yem Hmke 3HaueHue Ks, Tem
BBIIIIE CPOJICTBO (hepMEHTA K CyOCTpary.

[Tpu w3yueHUn KUHETUKH (DEPMEHTATHBHBIX PEAKIMHA CIEAYeT YYUTHIBATH OJHY BaKHYIO
0COOCHHOCTh ITHX PEaKIMil (He CBOMCTBEHHYIO OOBIYHBIM XUMHUYECKHM PEAKIMSIM), CBA3AHHYIO C
SBJICHUEM HAChIIeHUs ¢epMmeHTta cyoctpatom. Ilpu HHU3KOH KOHIEHTpamuu CyOcTpaTa
3aBHUCHUMOCTH CKOPOCTH PEaKIMH OT KOHIEHTpaluu cyoctpara (puc. 17) sBiaseTcs mouTH IMHEHHOM
Y MOAYMHSCTCS KHHETUKE TIEPBOTO MOPSAIKA. DTO 03HAYAET, YTO CKOPOCTh peakmuu S —> P mpsmo
MPOIOpLIMOHANIbHA KOHIEHTpauu cyocTpata S u B 000 MOMEHT BpeMeHU 1 ompexpensiercs
CHEAYIOIIMM KUHETHYECKUM YPABHEHUEM

d[s]
=K [S],

riae [S] — monspHas koHueHnTpanus cyocrpara S; —d[S]/dt — ckopocts yObLTH cyOcTpaTa; K'
— KOHCTaHTa CKOPOCTH PEaKIUH, KOTOpas B JAHHOM Clilydae HMEET Pa3MEPHOCTh, OOPaTHYIO
€IUHULIE BPEMEHU (MI/IH71 WA cfl).

MarxcumansHas cxopocTe V

b s — — — — — — ——————

CrOPOCTE peaKkLn y
[ r~J| .
<
3
L
"
C

Kouu.en-rrpai;nn cyr‘-c':c TpaTa [S]

a - peakuus nepBoro nopsiaka (mpu [ S ] < Km cKOpocTh peakuuu NponoprroHaIbHa
KOHIIEHTpaLuu cyOcTpaTa); O - peakiusi CMEIIaHHOTO MOPSJIKA; B - peakiys HYJIEBOTIO MOpsIKa,
KorJa V= Vmax CKOPOCTb PEaKIIMU HE 3aBUCUT OT KOHIIEHTpAIIMU cyOcTpaTa

Pucynok 17 - Teoperuueckuil rpaduk 3aBUCUMOCTH CKOPOCTH (PEpMEHTATHBHON peakluu
OT KOHIEHTpaLMU cyOCcTpaTa Mpu NOCTOSTHHOW KOHIIEHTpauu pepMeHTa

IIpu BBICOKOI KOHLIEHTpAlMK cyOcTpaTa CKOPOCTh PEAKIMHW MaKCUMallbHa, CTAHOBUTCS
MOCTOSIHHOM M He 3aBUCAIIEH OT KOHIEHTpauuu cyoctpata [ S ] . B atom cimywae peaxius
MOJUMHSIETCS] KHUHETHKEe HyJeBoro mopsaka V. = K" (Ipu TONHOM HachIleHHH (epMeHTa
cyOCTpaToM) U LIETTMKOM OTpeIesieTcsl KOHLIEHTpaluen hepMeHTa.

Wzyuas sBnenue Hacebimenus, JI. Muxasnmuc 1 M. MeHTeH paszpaboTtanu oOIIyt0 TEOPHUIO
(dbepMmeHTaTUBHON KMHETUKUA. OHU MCXOIWINA U3 MPEINONIOKEHUs, YTO (DepMEHTAaTUBHBIN MpPOLIEeCcC

MPOTCKACT B BUIC CHCILYIOHle/'I XUMHYSCKOMN pCaKknuu:
ks K, 2

E+S5 o ES§ = E+ P,
kK_y

T.c. ¢epmenTt E Bcrymaer Bo B3auMojelcTBHE C cybcTtparoM S ¢ 00pa3oBaHUEM
MIPOMEKYTOUHOro KoMIutiekca ES, koTopsiii nanee pacnanaercs Ha cBOOOIHBINA (pepMEHT U IPOAYKT
peaknuu P. Maremarndeckas o0paOoTka Ha OCHOBE 3aKOHAa JCHCTBYIOIIMX Macc jaja
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BO3MO>XHOCTh BBHIBECTH ypaBHEHHUE, HA3BAHHOE B YECTh aBTOPOB ypaBHeHHEM Muxasnuca—MeHTeH,
BBIpa)Karolee KOJIMYECTBEHHOE COOTHOILICHHE MEXIy KOHIIEHTpalueil cyOcTpaTa U CKOpPOCTBIO
(bepMeHTaTUBHOI peakluu:

V.. [S]
415"

rae V — HaOmoJaemMasi CKOPOCTh PeakLUH [PU JIAaHHOW KOHIeHTpauuu cyoctpara [S]; Ks—
KOHCTaHTa Juccoluanuu (epMeHT-CyOCTpaTHOrO KOMIUIEKCA, MOJIb/I; Vmax— MaKCHMallbHas
CKOpOCTh PEaKUy MPH MOJTHOM HachIeHNH (pepMeHTa cyOCcTpaToM.

W3 ypaBHeHuss Muxasnuca—MeHTEeH clleyeT, YTO IPU BBICOKOM KOHIIEHTpaluu cyocTpara u
HU3KOM 3HaueHuu KsCKOpOCTh peakliuy SBJIETCS MAaKCUMAIBbHOM, T.€. V = Vmax(peakius HyJIeBOro
nopsiaka, cM. puc. 17). Ilpu HHM3KOW KOHIEHTpAlUH CyOCTpaTa, HANpOTUB, CKOPOCTh PEAKIHU
OKa3bIBaeTCs IPONOPLMOHATILHONW KOHLIEHTPALMK CyOCTpaTa B KaX/Ibli JaHHBI MOMEHT (peakuus
IIEPBOTO MOPSIJIKA).

Cnenyer ykasatrb, 4TO ypaBHeHHME Muxasnuca—MeHTEH B €ro KIacCHYECKOM BHUJAE HeE
YUUTBHIBAET BJIMSIHUE HA CKOPOCTh (DEPMEHTATHBHOIO IpoOliecca MPOAYKTOB PEaKIMM, HApUMEpP B
peaxkuu

e K.a
E4+ S &= ES &= E+ P,
k_, k_»5

U HOCHT HECKOJBKO OTpaHHuYEHHBIH xapakTep. [lo3Tomy ObUTM MpEeANpPUHSATHI MOMBITKU
YCOBEPILIEHCTBOBATH €ro. Tak, ObLI0 MpejiokeHo ypaBHenue bpurrca-Xonaeiina:

K, +[S]’
rae Km MMPpEACTaBJIACT CO60f/i KOHCTAHTY MnxanII/Ica, SABJBIIOINYIOCA OKCIICPUMCEHTAJIBHO
OHpe,Z[eH}IeMOﬁ BenuuuHON. OHAa MOXKET 6LITI> MpeaACTaBJICHA CICAYIOIIUM YPABHCHHUCEM:

. = 2w K, =— 4
k.. k k

B uncnuTene mnpencTaBieHbl KOHCTaHTBI CKOpOCTEH pacnaza Komiuiekca ES B aByx
HampaBJIeHUsAX (B CTOPOHY UCXOJIHBIX E M S M B CTOpOHY KOHEUHBIX MPOAYKTOB peakiuu E u P).
Otnomenune ki/ KiimpeacraBnser co0OH KOHCTaHTY JAMCCOIMAIMH  (HEPMEHT-CYyOCTPaTHOTO
koMmIuiekca Ks, rorga:

OTcrona BBITEKAET Ba)XKHOE CIIEACTBHE: KOHCTaHTa Mwuxajnuca Bceraa OoIbIe KOHCTAHTHI
JIUcconuanui GepMeHT-cyocTpaTHOro KoMiekca Ks Ha BennuuHy

k+2/ k+1.

Jisa ompeneneHus 4YHCIEHHOro 3HaueHHss Km OOBIMHO HaxoOAT Ty KOHIEHTPAIUIO
cyOcTpara, mpuU KOTOpPOH CKOpPOCTh (DepMEHTATHMBHOW pEaKIUH V COCTaBISET IOJOBUHY OT
MAKCHMAIBHOH Vmax, T.¢. € V = /2 Vimax. ITOACTaBISS 3HAUCHHE V B ypaBHeHHe bpurrca—
XonaenHa, moayJaem:
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Vinax _ Venax" LS]
] K +[s]'

()

paznenuB o0e yacTu ypaBHEHUS HA Viax, IOTy4YUM

; K,nlf][._S] mm K+ |5 = 205, orkvma K, = [5].

Takum o6pa3zom, KoHCTaHTa Mmuxas’iuca YHCIEHHO paBHA KOHLIEHTpaluu cyOcTpara
(MOIIB/TT), TIPH KOTOPOH CKOPOCTh NAaHHOH ()EpPMEHTATHBHON pPEAKLUU COCTABISAET IMOJIOBHHY OT
MaKCUMAJIbHOM.

Onpenenenve BennuuHbl Km HMeEET BaXHOE 3HAUYEHHUE IPU BBIICHEHHMM MEXaHU3Ma
neiictBusi 3(¢(HeKTopoB Ha aKTUBHOCTH (epMeHTOB H T.n. KoHcranty Muxasmmca MOXKHO
BBIUUCTUTH 0 rpaduky (puc.18). OTpe3ok Ha abciucce, COOTBETCTBYIOIIUN CKOPOCTH, paBHOM
MOJIOBUHE MaKCHUMaJIbHOM, OyAeT mpeacTaBisaTh co0o0i Km.

Ve Vinax

__I- Il-"m.‘q X

Pucynok 18 - KpuBas ypaBHeHus: Muxasnuca-MeHTeH: runepOoyinyeckasi 3aBUCUMOCTh
HaYyaJIbHBIX CKOPOCTEH KaTaau3upyeMoil (pepMeHTOM peakuu OT KOHIIEHTpaIuu cyocTpaTa

<

V Ima =

Pucynoxk 19 - I'paduk JlaitnynBepa-bopka

Tlonp30BaTnC Fpa(l)I/IKOM, IMOCTPOCHHBIM B IIPAMBIX KOOpAHWHATAX 3aBUCUMOCTH HavaJILHOU
CKOPOCTH pEakiuu Vo OT HadaJdbHOM KOHIIEHTpanuu cyOctpata [So], HEYTO0OHO, MOCKOJBKY
MaKCHUMaJbHasi CKOPOCTh Vmax B IAaHHOM CJIy4ae OIpeesieTcss HeJOCTaTOYHO TOYHO.

st Gonee ymoOHOTO TpauUecKoro MpeACTaBICHUS JKCIEPUMEHTAIBHBIX MaHHBIX .
JlaitnyuBep u JI. Bapk mpeobpazoBaniu ypaBHeHue bpurrca—Xomaeitna u mociie mpeoOpa3zoBaHus
II0JIy4aeM ypaBHEHUE:



KOTOpOE MOJy4HJIO Ha3BaHuEe ypaBHeHus JlalinyuBepa—bapka. Eciu Teneps B COOTBETCTBUU
C 3THM ypaBHEHHEM HOCTPOUTh rpaduk B koopauHatax 1/v (y) ot 1/[S] (X), TO monyuum mpsimMyro
auauio (puc. 19), TaHreHC yriia HakjioHa KOTOpbid Oyner paBeH BenuuuHe Km/Vmax; OTpe3ok,
OTCEKaeMbIil TMpPsSMOH OT OCH OpJWHAT, MpeaAcTaBisieT cobor 1/Vmax(oOpaTHas BenuMuMHA
MaKCUMaJIbHOU ckopocTu). Eciiu nmpoaomkuTh NpsMyro JUHHUIO 32 OCh OpJIMHAT, TOT/1a Ha adciucce
OTCEKACeTCsI OTPE30K, COOTBETCTBYIOIIHMI OOpaTHOM BenuunHe KOHCTAaHThI Muxasuca — 1/Km (cM.
puc. 4.14). Takum oOpazoM, BenuunHy Km MOMKHO BBIUMCIHTH M3 JIaHHBIX HAKIOHA MPSIMOU H
JUIMHBI OTPE3Ka, OTCEKaeMOro OT OCH OpJAWHAT, WJIM U3 JJIUHBI OTPE3Ka, OTCEKAaeMOro OT OCH
abcuucc B 0071aCTU OTPULIATENIBHBIX 3HAUYCHUH.

DaKTOpbI, ONpeIesiionue AKTUBHOCTh (pepMEeHTOB. 3aBHCUMOCTH CKOPOCTH pPeaKIuu
OT BpeMeHH

B stom pa3zpmene kparko paccMOTpeHbl oOmue (akTopbl, B YaCTHOCTH 3aBHCHUMOCTH
CKOpOCTH (DepMEHTATHBHOM peakluu OT BPEMEHH, BIMSHUE KOHIICHTpPAIUi cyOcTpara u ¢pepMeHTa
Ha CKOpPOCTb pEaKILHid, KaTranu3upyeMmblx (epmeHTamu, u Ooinee moapoOHO — BOMPOCH 00
aKTUBUPOBAHWM M WHTHOMpoBaHMM (epMeHTOB. PaHee Obula OTMEUEHa CYHIECTBEHHOCTH JUIS
aKTHBHOCTH (epMeHTOB Takux (akTOpoB, Kak Temmeparypa, pH, T.e. ¢dakropoB, KoTOpbIe
OTIPEIENIAIOT B ONTUMAIBHBIX YCIOBUSX COXPAHHOCTh MPOCTPAHCTBEHHON KOH(POPMALIUU MOJIEKYITBI
(bepMeHTa, Kora oHa mpruoOpeTaeT MaKCUMAaJIbHYIO aKTUBHOCTb.

P

KonuuecTeonpoaykra
A

Bpena

Pucynok 20 - 3aBUCHMOCTB CKOPOCTH ()epPMEHTATHBHON PEaKIMH OT BPEMEHU

Kak u3BecTHO, CKOPOCTB JIF00OOH XUMHUECKON peakIMi YMEHbIIAETCs CO BPEMEHEM, OJHAKO
KpUBas 3aBUCUMOCTU CKOPOCTH (PEpMEHTATHBHBIX PEAKIMI OT BpPEMEHU HE HMMEET OOBIYHO TOM
obmieit ¢opmbl, KOTOpasi XapakTepHa Ui TOMOTEHHBIX XHUMHYeckux peakuuit (puc.20). Takoe
CHIDKEHHE CKOPOCTH (DEpPMEHTATUBHBIX pEaKIUid CO BPEMEHEM MOKET ObITh 00YCIOBIEHO
TOPMO3SIIIIUM JEUCTBHEM IPOJYKTOB PEAKIIMH, YMEHBIIEHHEM CTENEHH HAachIeHHs (epMeHTa
cyOcTpaTroM (IOCKOJIBKY MO Mepe MPOTeKaHUsl peakliy KOHILIEHTpaIs cyOcTpaTa CHUKAeTCsl) WK
YaCTUYHOM MHAKTUBAIMeld (epMeHTa IpH 3aJaHHbIX 3HA4YeHUAX TemmepaTypbsl u pH cpensbl.
Cnenyer y4MTBIBaTh, KpPOME TOIO, BJIHMSHHE CKOPOCTH OOpaTHOM peaklMu, KOTOpash MOXKET
OKa3aTbCs CYLIECTBEHHOW IO Mepe YBEIMUYEHHUs] KOHLEHTPALMH IPOJIYKTOB (HepMEHTATUBHOMN
peakuuu. YUuThIBasi 3T 00CTOSTENbCTBA, IPU UCCIIEIOBAHIUHN CKOPOCTU (PEPMEHTATUBHBIX peaklnit
B TKaHSAX M OWMOJOTMYECKUX JKUAKOCTSIX OOBIYHO ONPEIENSIOT HAdyalbHYI0 CKOPOCTh PEAaKLUU B
YCIIOBUSIX, KOTJla CKOPOCTh (PepMEHTATUBHOM peaklMU MpUOIMKaeTcsl K JIMHEHHOW (B TOM yuclie
IIPU JOCTAaTOYHO BBICOKOM JUIsl HACHIILIEHUs (pepMeHTa KOHLIEHTpAIK CyOcTpara).
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Bausinue koHIeHTpanuii cyocTpara u pepMeHTa HA CKOPOCTH
(pepmMeHTaTHBHOI peakunu

W3 mpuBeneHHOTro paHee MaTepuasa BBHITEKAET Ba)KHOE 3aKJIIOYEHHE: OJHUM M3 Haubolee
CYIIECTBEHHBIX (PAKTOPOB, OINPEACISIOMUX CKOPOCTh (EPMEHTATUBHOW pEAaKIMH, SBISETCS
KOHIIEHTpanus cyOctpata (wnm cybcrtpatoB) W mpoaykra (mpomayktoB). [lpum mocrossHHOM
KOHIIGHTpauud  (epMeHTa CKOPOCTh PEAKUUH  IOCTEIIEHHO  YBEJIWYHMBAETCS, JIOCTUTAs
ompeneIeHHOro Makcumyma (cm. puc. 21, 22), xorma najgpHeiIee YBEIMYCHHE KOJIMYECTBa
cyOcTpara MpakTUYECKH HE OKa3bIBAeT BIUSHHS Ha CKOPOCTh (DePMEHTATHBHOM peakuuu. B Takmx
Clly4asix MPUHATO CUUTATh, YTO CyOCTpaT HAXOAUTCS B U3OBITKE, a (DEPMEHT MOJHOCTHIO HACHIIIEH,
T.€. BCE MOJIEKYNIbI (pepMeHTa CBsi3aHbl ¢ cyOcTparoM. OrpaHHUMBAIONIMM CKOPOCTh PEAKLIUU
(hakTOpoM B MOCIIEAHEM CITy4ae CTAHOBUTCS KOHLIEHTpauus pepmeHTa.

CkopocTb 11000 (hepMEHTATHBHOMN peakIMy HETIOCPEACTBEHHO 3aBUCUT OT KOHIICHTPALUU
depmenta. CyniecTByromas JUHEHHAs 3aBUCUMOCTh MEXAYy dTUMH BEJIHMYHMHAMH, KOTJ1a CKOPOCTh
peakuuu MpsMO NPONOPLMOHAIbHA KOJMYECTBY MPUCYTCTBYIOIIErO (EpPMEHTa, CIpPaBeIMBa
TOJIBKO B ONPEEIICHHBIX YCIOBUSAX, HApUMEP B HAuYalbHBINA Mepuoj] (pepMEeHTAaTUBHON peakiuH,
TaKk Kak B 3TOT MEpUOJ NPAKTUUYECKM HE IPOUCXOAUT OOpaTHOM pEaKIMH, a KOHLIEHTpAIUs
MPOJYKTa OKA3bIBAETCS HEIOCTATOYHON IJsi 00paTMMOCTH peakiuu. VIMeHHO B 3TOM ciydae
CKOPOCTb peakUMHu (TOYHEee, HayalbHas CKOpPOCTh peakuuu V) OyIeT NponopluoHaIbHa
KoHIeHTpauuu (epmenta. Kak Obuto oTMeueHO, (EpMEHT SBISETCS OJHOW M3 Pearupyrouux
MOJIEKYJI B XMMHUYECKOH peakliMy U IPU B3aUMOJIEHCTBUH C cyOcTpaToM o0pa3yeT MpOMEKyTOUHbIN
(bepMeHT-CyOCTpaTHBI KOMIUIEKC, KOTOpBIM Jajee TMOJBEpraercs pacmaay Ha NpPOAYKT H
CBOOO/IHBIN (PEPMEHT:

Ko
E+S e ES-E+ P
k_q

Ecin ympoctuth 3TO ypaBHEHME, HCKIIOYMB NPOMEKYyTOUHbIH ES-kommekc, To B
YpaBHEHMSX JUIsl CKOpOCTEH MpsiMON M 00paTHOW peakuuil 00s3aTeIbHBIM KOMIOHEHTOM SIBJISIETCS
KOHIIEHTpanus (pepMenra:

v, = k,[El*[S): v. = & [E]*[P].

1

AKTHBHMpPOBaHHe M HHTHOMPOBaHHe GpepMEeHTOB

CkopocTh (pepMEHTATHBHON peakluh, Kak M aKTUBHOCTb (hepMeHTa, B 3HAYUTEIbHOMN
CTENIEHU OINpesessieTcss TaKKe NMPUCYTCTBUEM B Cpelie aKTUBAaTOPOB M WHTHOMTOPOB: IEpBBIE
MOBBIIIAIOT CKOPOCTh PEAKIMM, @ BTOPbIE TOPMO3ST 3Ty peaklnio. AKTHBHPYIOIIEE BIUSHUE Ha
CKOpPOCTh (DepPMEHTAaTHBHON pEaKLUMU OKa3bIBAIOT Pa3sHOOOpa3HbIE BEIIECTBA OPraHMYECKOW H
HEOpraHUYecKol npupoabl. Tak, cojisHas KUCIOTa aKTUBHUPYET JIEUCTBHE MENCHHA KEITyI0YHOIO
COKa; KEJTYHbIE KMCJIOTHI TOBBIIIAIOT aKTUBHOCTh NAHKPEATUUECKOH JIMIA3bl; HEKOTOPHIE TKAHEBBIE
(bepMeHTbl (OKCHUAOPENYKTa3bl, KaTElCHUHbI, apruHasza), pacTUTeNIbHas MpOTeHHa3a U Jp. B
3HAYUTENbHON CTENEHH aKTUBHUPYIOTCS COEAMHEHHMSIMH, COJEpXKalluMHu cBoOOmHbIe SH-rpymnmsi
(TTyTaTHOH, IUCTENH), a psAl hepMeHTOB — Takke BUTaMUHOM C. OCOOEHHO YacTO aKTHUBaTOpaMHU
BBICTYNAIOT MOHBl  JBYXBAJEHTHBIX U, pE€XeE, OJHOBAJIECHTHBIX MeTauioB. [lomydenst
JI0Ka3aTeNIbCTBA, YTO OKOJO YETBEPTH BCEX H3BECTHBIX ()EPMEHTOB JJIsi MPOSBICHUS IOJTHON
KaTIUTUYECKON aKTMBHOCTH HYKIAIOTCA B MPUCYTCTBHU METaJIOB. MHOrHe (epMeHTHI BOOOIIE
HE aKTHBHBl B OTCYTCTBHE MeTaiyioB. Tak, MNpW ynajleHUH IMHKA YrojibHas aHrujpasa
(xapOoanruapasa), xaraausupyoomas ouocuHte3 u pacnang H2COs, mpakTUYecKu TepsieT CBOIO
(epMEHTATUBHYIO aKTUBHOCTH;, 0OJie€ TOTO, IIMHK MPH STOM HE MOXET OBITh 3aMEHEH HHKAKUM
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IPYTUM MeTaJIoM. M3BeCTHBI (hepMEHTBI, IEHCTBHE KOTOPHIX aKTUBUPYETCS HOHAMH HECKOIBKUX
+ + et
METaJUIOB; B YaCTHOCTH, €HOJIa3a aKTUBHPYETCS Mg2 , Mn?*, K (Tabm. 9).

Tabnuna 9 - ®epmeHTHI, aKTUBUPYEMbIE METAIIIaMU

depMeHT MeTtan ®epMeHT MeTtaun
[{uToxpombl Fe Awmunaza Ca
Karanaza Fe Jlumaza Ca
[Tepokcumaza Fe Kapboanruapasza Zn
Tpunrodanokcunaza | Fe VYpukaza Zn
AckopOuHOKCH1a3a Cu KapOokcunentunasa Zn
Tuposunaza Cu [MupyBatkapOokcuiiaza Mg
Anprieruokcuaaza Mo docdaraza Mg
XosmHACcTEpas3a Mn Aprunasa Mn

MOﬂeKyﬂ}lprlﬁ MEXAHUZM OCUCMBUA MEMANN068 8 IHIUMAMUYECKOM KamaJjiusze, uiu
POJ/1b Memaiio6 6 AKMUeUpPoOGAHUU d)epmenmamu.

B pspe ciyyaeB HMOHBI METaJLIOB (C02+, Mgz+, Zn2+, Fez+) BBIMOJHAIOT (DYHKIUU
MPOCTETUYECKUX TPyl (EpMEHTOB, WM CIy)KaT aKIENTOpaMU M JIOHATOpPAMH JJICKTPOHOB. B
IpYTUX CcIy4dasX OHHM CHOCOOCTBYIOT NPHUCOEAMHEHHUIO CyOCTpaTa K aKTHBHOMY LEHTPY H
06pa3oBaHMIo (epMeHT-CyGeTpaTHOro Komiuiekca. Hampumep, monsl Mg®* depes orpuiarensHo
3apsokeHHYI0  (ochaTHyr0 Tpynmy o0OeCeurBalOT MPHUCOCIUHEHHE MOHO(OCcaTHBIX 3PUPOB
OpPraHMYECKUX BEIIECTB K aKTUBHOMY ILEHTPY ¢ocdaras3, KaTamTu3upyIOUUX TUAPOIN3 OSTUX
coequHeHnil. MHorna metamn coeAuHsieTcss ¢ cyocTtpaToM, oOpa3ysi MCTHHHBIM cyOcTpaT, Ha
KOTOpEIl feiicTByeT (epMeHT. B wacTHocTH, MOHEI Mg~ akTHBHpPYIOT KpeaTHH(OCHOKHHAZY
Oyaromapsi 00pa3oBaHUI0 MCTHHHOTO cyOcTpara — maraueBoil comu AT®. Hakonen, umeroTcs
SKCIIEPUMEHTATIbHBIE JTOKA3aTEeNbCTBA MPSMOTO YYacTHs METAUIOB (HApUMEp, HOHOB Ca®” B
MOJICKYJIC aMWJIa3bl CIIOHBI) B (OPMHUPOBAHMHM W CTAOWIM3AIlMM aKTUBHOTO IIEHTpa W BCel
TPEXMEPHOU CTPYKTYPBI MOJIEKYJIBI (hepMEHTA.

AHUOHBI B (DU3HOJOTHYECKUX KOHIICHTpAIMSAX OOBIYHO HEdPPEKTUBHBI MU OKA3bIBAIOT
HEOOJIBIIIOe aKTUBHPYIOIEe BIUSHUE Ha ()epPMEHTHI. VICKITFOUeHrEe COCTABIISIOT METICHH, HEKOTOPhIS
OKCHJIOPEIyKTa3bl, aKTUBUPyEMble aHHOHAMM, a TaK)K€ aMuia3a CIIOHBL, KaTalIU3UPYIOIIast
THIPOJIU3 KpaxMaia, aKTHBHOCTh KOTOPOH TIOBBIIACTCS TIPU JICHCTBUU HWOHOB XJopa, |
aJICHUTIATIINKIIa3a, KOTOpasi akTUBUPYETCS aHUOHAMU TaJIOTEHOB.

AKTHBATOPBbI epMeHTOB. PEPMEHTHI-IPOTENHKUHA3Bl UMEIOT YETBEPTUUHYIO CTPYKTYpY,

COCTOSIT UX 2-X CYOBEIMHHUIl - KaTaJUTUYECKOW U PEeryiasTOpHOW. AKTHBATOp BO3AEHCTBYET Ha
PEryIsSTOPHYIO, a B pe3yJbTaTe 0OHa)XaeTcs KaTaJuTH4YecKas CyObeJuHHIIA:
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perynsTopHas CE BKTHBHKIN koMnnere ES

HEAKTHBHEI PEpHEHT

Pucynox 21 - BoznelicTBre akTuBaropa

KooneparuBubiii 3¢ dexr. Xapakrepen ansi ¢(epMeHTOB, uMeommMXx 2 u 0Oomee
cyorenuuunl. [lpucoenunenne cyOcTpara K OJHOM U3 CYOBEIMHHUI] OO0JIETYACT IMOCIEAYIOIINE
MIPUCOCANMHEHNUS K OCTaBIIMMCA CyObeAMHHUIIAM. TUIMHMYHBIA TpUMEp KOOMepaTuBHOTrO dddekra -
MIEPEHOC KUCIIOPOJa MOJIEKyJIaMi reMOrIo0uHa.

Nuruduropsl GepMEeHTOB OOBIYHO TIPUHSATO JACITUTH Ha JBa OONBINNX KJlacca: oopamumsle u
HeoOpamumsle. ITO BEILIECTBA, BbI3BIBAIOLUIUE YacmuuyHoe (o0pamumoe) WIA NOAHOE
mopmodiceHue peakiuil, Katanusupyemblx ¢epmeHTamMu. HenaBHO OTKpBITHI aHTU(EPMEHTHI
(aHTHPH3UMBI), TPEACTABISIIONIUME COO0OM OenkuM (MM TOJUIENTUbI), JEUCTBYIOIHUE KAk
uHruOuTOpHl pepmenToB. K mogo0HBIM BeliecTBaM OTHOCATCS, HAIPUMEp, HHTMOUTOP TPUIICHHA,
OoOHapyKCHHBI B COCBBIX 000aX, U CHIBOPOTOYHBIH AHTUTPHUIICHH. HElaBHO OTKPHIT B ICUCHH
KUBOTHBIX aHTU(HEPMEHT OPHUTUHACKAPOOKCHIIA3bl. AHTUSH3UMBI, BEPOSITHEE BCEro, 0Opa3yroT
TPYAHOJIUCCOIIMUPYEMBIE KOMIUJIEKCHI C COOTBETCTBYIOIIMMU (PEpMEHTaMH, BBIKJIIOYAs HX U3
XUMHUYECKHUX peakuuid. MIHOT1a MHTHOUTOp ABISETCS COCTABHBIM KOMIIOHEHTOM IPEAIIECTBEHHUKA
(depMeHTa WM BXOJUT B COCTaB CJOKHBIX KOMIUIEKCOB (DEPMEHTOB, HANpuUMep B COCTaB
MPOTEMHKHUHA3bl M TpoTenHpocdaTaspl, KaTATU3UPYIOMINX Mporecchl  (HocPopuIupoBaHUs-
nedochoprInpoBaHUs B )KUBBIX OpraHU3MaX.

DepMeHTHI SIBIAIOTCS O€JIKaMH, MOJTOMY JIOObIE areHThI, BBI3BIBAIOIIUE JICHATYPAIUIO
Oenka (KHCIOTHI, IIEJIOYH, COJMM TSHKENBIX METAJJIOB, HArpeBaHHE), MPHUBOIAT K HEOOpaTUMOM
nHakTHUBanuu (pepmenta. OgHako Mog00HOE WHAK-TUBHPOBAHHE OTHOCUTEIHHO HECTEeIU(pUYIHO,
OHO HE CBSI3aHO C MEXaHU3MOM JIeHCTBUS epMeHTOB. ['0pa3no OONbIIYI0 TPYIITY COCTABISIIOT TaK
Ha3bIBaeMble crenupuYecKue MHTUOUTOPBI, KOTOPhIE OKa3bIBalOT CBOE JEHCTBHE Ha KaKOW-TuOO
OIMH (epMEHT WM TPYMIY POJICTBEHHBIX (EPMEHTOB, BHI3bIBAS OOpaTUMOE WM HEOOpaTUMOe
uHruoupoBanue. MHrHOUTOpPHI MOTYT JaTh ILEHHYIO HWHGOPMAIMI0O O XUMHUYECKOW TMpHUPOJIe
aKTUBHOTO IIeHTpa (epMEHTa, a TakKe O COcTaBe ero (hYHKIMOHAIBHBIX TPYII U TPHPOJE
XUMHUYECKUX CBS3€H, 00eCIeunBaoIMX 00pa3oBaHue GepMeHT-CyOCTpaTHOTO KOMIIIEKCA.

JleiicTBre psina GEepMEHTOB (XOJIUHICTEPA3a, TPUIICUH U XUMOTPHUIICHH) CUJIIBHO TOPMO3UTCS
HeKoTopsIMH (hochopopranndeckumu coequnenusmu, Hapumep JJIT, BciencTBue GI0KMpOBaHMS
KITFOUEBOU TUAPOKCUIIHHOMN TPYIIIBI CEpUHA B AKTUBHOM LIEHTPE.

[Ipn momomu WHTHOUTOPOB, BBIKIIOYAIONIUX OTAEIBHBIC CTaJAMM MHOTOCTYIEHYATOTO
MeTabOIMUECKOTo MpoIlecca, MOTYT OBITh TOYHO YCTaHOBIIEHBI HE TOJBKO IMOCIEI0BATEILHOCTD
XUMUYECKUX PEeaKIfii, HO W MPUPOJA yUYACTBYIOIIMX B ATHUX MPEBpAlICHHUSIX (HEPMEHTOB. DTHUM
myTeM, TpHUMEHssl #ojarerar, (TOpUAbl U Jpyrue crenupuyecKkue WHTUOUTOPBI, OBLT
pacmdpoBaH  TIAUKOJUTHYCCKUNA TYTh  OKHCIHUTEIbHO-BOCCTAHOBUTEIBHBIX  IPEBPAIICHUM
TJIFOKO3BI 10 CTauu 0Opa30oBaHUS MOJIOYHOM KHCIOTHI B MBIIIEYHON TKaHU, HACUMTHIBArOIMiA 11
craauii ¢ yqactuem 11 ¢pepmenToB u 10 mMpoMeKyTOUHBIX METAOOTUTOB.

C unrnbupoBanrieM (EpMEHTOB CBSI3aH MEXaHHW3M JCHCTBHSI MHOTHMX TOKCHHOB W SI0B Ha
opranu3M. M3BecTHO, YTO NpH OTPaBIEHUSX COJSIMHU CEHUJIBHOW KHUCIOTHI CMEPTh HACTYIaeT
BCJIC/ICTBHE TIOJHOTO TOPMOJXKEHUSI M BBIKIIOUEHUS JbIXaTeIbHBIX (DEPMEHTOB (LIUTOXPOMHAS
CUCTeMa) TKaHel, 0COOEHHO KJIETOK Mo3ra. ToKchueckoe BIMSHUE Ha OpraHM3M 4YelloBeKa U
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AKHMBOTHBIX HEKOTOPBIX MHCEKTULUAO0B O0YCIOBIEHO TOPMOKEHHUEM aKTUBHOCTH XOJMHACTEpPa3bl —
(depMeHTa, UTPAIOLLEro KIIFOUEBYIO POJIb B AEATEIBHOCTH HEPBHOW CUCTEMBI.

CoBpemeHHas, Tak Has3blBaeMas  palMOHaJbHAs, XUMHOTEpanus (HampaBlIEHHOE
IIPUMEHEHHE JIEKAPCTBEHHBIX MIPENApaTOB B MEIULIMHE) JOJKHA OCHOBBIBATHCSI HA TOYHOM 3HAHUU
MeXaHu3Ma JIeHCTBUS JIEKAPCTBEHHBIX CPEICTB Ha OMOCHHTE3 (DEPMEHTOB, Ha AKTUBHOCTh YK€
CHHTE3MPOBAaHHBIX (DEPMEHTOB MM Ha PETYIALMI0O WX AaKTUBHOCTH B opranusme. MHorma s
JIeYeHHUs] HEKOTOpBIX OOJIe3HEH MCHOB3yI0T H30MpaTesbHO JeicTByromre HHruouropsl. Tak,
UHTUOUTOp psAa NpoTeuHa3 (TPUICHHA, XUMOTPHUIICHMHA W KaJUIMKPEHHA) TPACHIION IITHPOKO
IIPUMEHSIETCA JUIsl JIEYEHUsI OCTPOro MaHKpeaTuTa — OO0JIe3HU, IPU KOTOPOH ypOBEHb TPHUIICHHA U
XMUMOTPHUIICMHA B KPOBM PE3KO BO3pacTaeT. 3HaHWEe H30MpPaTENbHOTO MHTHOUTOPHOTO JIEHCTBHA
HEKOTOPBIX MPUPOAHBIX U CHHTETUYECKUX COCIUHEHUH (TaK Ha3blBa€MbIX aHTHMMETAOOJIMTOB) Ha
(bepMeHTBI MOXKET CIIY>KUTh METOJIOJIOTHYECKON OCHOBOMU /ISl pa3paboTKu 3(PPEKTUBHBIX METOIOB
CHHTE3a XMMUOTEPANEBTUYECKUX MPENapaToB. DTOT MyTh OTKPHIBAET IIMPOKHUE BO3MOXKHOCTH VIS
HaIpaBJICHHOTO BO3EMCTBUS HAa CHHTE3 (DEPMEHTOB B OPraHMU3ME M PEryJsIIMM UHTEHCHUBHOCTH
MeTaboaM3Ma MPH NMaTOJIOTHH.

Tunbl nHrudupoBanus. Pasnmuyaror oOpatmmoe u HeoOpatumoe HMHrHOMpoBaHue. Ecmm
UHTUOUTOP BBI3BIBAET CTOMKHE M3MEHEHMs MPOCTPAHCTBEHHON TPETUUHOM CTPYKTYpPbI MOJEKYJIbI
dbepmenTa Wi Moau(pUKAINIO GYHKIMOHATIBHBIX TPy ()epPMEHTA, TO TAaKOH TUI WHTHMOMPOBAHUS
Ha3bIBAETCS] HEOOPaAMUMBIM.

Yame, opHako, UMEET MECTO  oOpamumoe  WHrMOUpOBaHHE,  IOJIJAIOILEECS
KOJINYECTBEHHOMY HM3yYEHHI0 Ha OCHOBE YypaBHeHHs Muxasmuca-MenreH. OOGpatumoe
UHTUOUPOBAaHNWE B CBOIO OUYEpeAb pa3eNAlOT Ha KOHKYPEHMHOe U HEKOHKYPEHHmHOoe B
3aBUCUMOCTH OT TOIO, yJIaeTcs WIM HEe YHaeTcs NpeojlosieTh TOPMOXKEHHE (HepMEHTaTUBHOM
peakuuy nyTeM yBeJIUYeHHs KOHLIEHTpaluu cyocTpara.

Konukypenmnoe unzubupoeanue MoXeT ObITb BBI3BAHO BELIECTBAMHU, HMEIOIIUMHU
CTPYKTYpY, MOXOXKYI0 Ha CTPYKTYpYy CyOCTpaTa, HO HECKOJbKO OTJIMYAIOUIYIOCS OT CTPYKTYpPbI
ucTUHHOro cyOcrpara. Takoe MHruOMpOBaHME OCHOBAaHO Ha CBSI3bIBAHUM HMHIHOUTOpa C
CyOCTpaTcBA3BIBAIOIIMM (aKTHUBHBIM) LeHTpoM. KiaccuyeckuMm mpuMepoM HOJOOHOTO THIA
MHTUOWMPOBaHUS SIBJIIETCS TOpMOXKeHue cykuuHatiaeruaporerassl (C/AI') manoHOBOWH KHMCIOTOM.
OTOT (epMEeHT KaTaIU3UPYeT OKUCIEHUE MTyTeM NeTUAPUPOBAHMS SHTAPHOM KHUCIOTHI (CyKIIMHATA)
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Ecnu B cpeny n00aBUTh MasloHAT (MHTUOHMTOP), TO B pe3yibTaTe CTPYKTYPHOI'O CXOJCTBA
€ro C HCTUHHBIM CyOCTpaTOM CYKIMHATOM (HalM4yhe JBYX TaKUX K€ HOHU3UPOBAHHBIX
KapOOKCHJIBHBIX TPYIIl) OH OYyJeT B3aUMOJEHCTBOBATh C AKTUBHBIM IIEHTPOM C OOpa30oBaHHEM
(bepMeHT-UHTHOUTOPHOTO KOMILIEKCA, OJJHAKO MPU 3TOM MOJHOCTHIO MCKIIIOYAETCS MepeHOC aToMa
BoZiopoja oT MasioHata. CTpyKTypel cyOcTpaTa (CyKIMHAT) M WMHrHOWTOpa (MaloHAaT) BCE Ke
HECKOJIbKO pa3iuyaroTcsa. [103ToMy OHM KOHKYPHUPYIOT 3a CBS3bIBAaHHE C aKTUBHBIM IIEHTPOM, U
CTENEeHb TOPMOXKEHUS OYAET ONPENEIThCA COOTHOIIEHNEM KOHLIEHTpAIMi MaJoHaTa U CyKIIMHATa,
a He a0CONIOTHOM KOHIEHTpauueidl umHruoutopa. Takum oOpa3zoM, WHTHOMTOP MOKET O0OpPaTUMO
CBS3BIBATBCA C  (epMeHTOM, 00pa3ys (epMEHT-UHTHOMTOPHBI KOMIUIEKC. OTOT  THII
WHTUOMPOBAHUS WHOT/IA HA3bIBAIOT WHTMOMPOBAHMEM MO TUIY METa0OJUYECKOTO0 aHTaroHW3Ma

(puc. 22).
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E+l Komruiexc El
(HeaKTVBHLIA)

E - depmenr; S - cyoetpart; P1 u P2 - mpoaykTsl peakiuy; | - uHruOUTOp
Pucynok 22 - JlelicTBue KOHKypeHTHOTO HHrHOUTOpa (cxema no B.JI. KperoBuuy)

B oOmeli dopme peaknus B3aUMOJCHCTBUS HHTHOUTOpPa ¢ (EPMEHTOM MOXKET OBIThH
MPEJCTABIICHA CICAYIOUINM YPAaBHEHHEM:

E+ = & EI
k_
OO0pazoBaBIIUiics KOMIUIEKC, Ha3bIBaeMblid (pepMEeHT-MHTHOUTOPHBIM Komiuiekcom El, B
otnuuue ot depMeHT-cyOcTpatHoro komiiekca ES He pacnamaercss ¢ oOpa3oBaHHEM IPOTYKTOB
peakuuu. KoHncranty nucconmanum komiuiekca El, wnu wuaruOuropnyro koncranty Ki, MoxHO,
cienys Teopur Muxasnuca—MeHTeH, ONpeenTh KaK OTHOIIEHWE KOHCTAHT OOpaTHOW W MPSMOMN
peaxuui:

g ko _[E]-0]
i Faanl T T

T.€. MHTMOUTOpHAsl KOHCTaHTa MPsIMO MPONOPIIMOHATIbHA TPOU3BEICHUIO KOHIIEHTpaK (GepMeHTa
U UHTUOUTOpa U 00paTHO MPOMOPLHMOHAIbHA KOHIIEHTpaluu KoMIutekca El.

MeToT KOHKYPEHTHOTO TOPMOKEHHUSI Hallell IIUPOKOe NPUMEHEHHE B MEIULUHCKON
npaktuke. VM3BecTHO, Hampumep, 4TO JUIsl JIEUEHUS HEKOTOPhIX MH(EKIMOHHBIX 3a00JieBaHUM,
BbI3bIBAEMBIX OaKTEpUSAMH, HPUMEHSIOT CyJib(paHUIaMHUIHbIE Mpernaparbl. OKa3aaoch, YTO 3TH
npernapaTbl HMMEIOT CTPYKTYpHOE CXOJCTBO C IapaaMMHOOEH30MHON KHCIOTOH, KOTOPYIO
OakTepHaigbHas KIETKa HCIOJBb3YeT AJs CHHTe3a (POIMEBOM KHCIOTHI, SIBIAIOLICHCS COCTaBHOU
yacTbio (epMeHTOB Oakrepuil. bmaromapst 3ToMy CTPYKTYpHOMY CXOJCTBY CyJb(aHHIaMU
OnokupyeT AelcTBUE pepMeHTa ITyTeM BBITECHEHUS apaaMHUHOOECH30MHON KUCIOTHl U3 KOMIUIEKCa
¢ hepMEHTOM, CHHTE3UPYIOIIHUM (POJIUEBYIO KUCIIOTY, UTO BEACT K TOPMOKEHHUIO POCTa OaKTEPUIA.

»,N—©—GDDH H,N—©—SD:——«NH;:

N-ARHOGEHI0NR- Cynidarmnammg
HEF KAGIOTE

Hexoropeie anamorm ButammHa Bs w  (onameBoit  KUCIOTB, B  YaCTHOCTH
NE30KCUMTUPUJIOKCHH, JCHCTBYIOT Kak KOHKYPEHTHbIE, TaK Ha3blBaeMble KO(EpMEHTHEIE,
UHTUOUTOpPHI (WM AHTUBUTAMHHBI), TOPMO3SIINE MHOTHE HMHTEHCHBHO TPOTEKAIOLINE IIPH
MaTOJIOTUM OMOJOTMYECKHe Ipolecchl B opraHusme. [IprMeHeHHe ™OJOOHBIX aHalIoOroB B
MGI[PII.[PIHCKOﬁ IMPAKTHUKCE (B YaCTHOCTHU, B MACPMATOJIOTMHU U OHKOJIOI‘I/II/I) OCHOBAaHO Ha
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KOHKYPEHTHOM BBITECHEHMHM KO(GEPMEHTOB M3 CyOCTpaTCBSI3bIBAIOIIMX ILIEHTPOB KIIFOUEBBIX
(dhepmeHTOB OOMEHA.

Hexoukypenmnoe  uncubupoeanue  BbI3bIBa€TCS  BELIECTBAMH, HE  HMEIOIIUMHU
CTPYKTYpPHOTO CXOJICTBA C CyOCTpaTaMu M YacTO CBSI3BIBAIOIIMMHUCS HE C aKTHBHBIM I[EHTPOM, a B
IpyroM Mecte MoJieKyibl gepmeHTa. CTeneHb TOPMOXKEHHS BO MHOTUX CIIy4asX OIpelessieTcs
MIPOJIOJKUTENLHOCTBIO JICUCTBHsSI MHTHOUTOpa Ha ¢epmeHT. [Ipu naHHOM TUIE WHTHOWPOBAHUS
Omarogaps o0pa30BaHUIO CTAOUIILHOM KOBAJIEHTHOM CBSI3U (PEPMEHT YacTO MOJBEPraeTcs MOJHOM
WHAKTUBAllUM, W TOTJa TOPMOXKEHHE CTAaHOBHUTCS HeoOpatuMbiM. I[IpuMepoM HEOOpaTUMOro
WHTUOMPOBAHMS SABJIICTCS JeiicTBUEe Honmanerara, DD, a taxke qudTmin-n-autpodenmwidocdara u
CoJiel CHHWIBHOM KHUCJIOTBI. JTO JCHCTBHUE 3aKJIOYAETCs B CBA3BIBAHUM U BBIKIIOYCHUH
(GYHKIIMOHATIBHBIX TPYIII WIK HOHOB METAJIJIOB U MOJIEKYJe (pepMeHTa.

Crnenmyer ykasarh, 4TO HEKOHKYPEHTHOEC MHTHOMPOBAHUE TAKIKE MOXKET OBITh OOPATHUMBIM U
HeoOpaTHUMbIM, MOCKOJBKY OTCYTCTBYET KOHKYPEHIIMS MEXAy CyOCTpaToM U HHTHOUTOpOM 3a
aKTUBHBIN 1IeHTp. [IpuMepbl HeoOpaTUMOTro WHTHOMPOBAHUS TpUBEIEHBI paHee. [Ipu oOpaTumoMm
HEKOHKYPEHTHOM MHTUOUpPOBaHUU cyOcTpaT S v MHrUOUTOD | CBA3BIBAIOTCS C pa3HBIMHU LIEHTPAMU,
MIO3TOMY IOSIBIISIETCSI BO3MOXKHOCTH 00pa3oBaHus Kak komruiekca El, Tak u TpoiHOro KomIuiekca
EIS; nmocnennuii MmoxkeT pacmnagaThCsi ¢ 0CBOOOKIEHUEM MPOAYKTa, HO C MEHbIIEH CKOPOCTHIO, YEM
koMmIuiekc ES.
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OTOT TUN HEKOHKYPEHTHOrO WHIMOMpOBaHHUs wyalle Bcero HaOmronaercss y (hepMeHTOB,
KaTaJu3upYIOLUX IpeBpalleHuss 0ojee OJHOro cyoOcTpaTa, KOrJa CBSI3bIBAHHME HHTUOMTOpa HE
OJIOKHMpYeT CBsI3bIBaHUE CyOCTpaTa ¢ aKTUBHBIM IIEHTPOM. HIHOUTOpP MpU 3TOM COETUHSIETCS Kak
co cBOOOAHBIM (pepMeHTOM, Tak u ¢ ES-kommiekcom.

N3BecTHO, KpomMe TOrOo, Tak Ha3blBaeMoe€ OECKOHKYPEHTHOE€ WMHTUOMpOBaHHUE, KOT/a
UHTUOUTOpP CBA3BIBAaeTCA € (DEPMEHTOM TakKe B HEKAaTAUTHUECKOM LIEHTpEe, OJHAKO HE CO
CBOOOJHBIM (hpepMEHTOM, a TOJIbKO ¢ ES-kommiekcoM B BUie TPOMHOTO KOMILIEKCA.

E + Swem £S5+ |=—_= 5]
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MyabTuMoJIeKYsipHble  (pepMeHTHBIEe cucTeMbl. Ocobyio rpymmy  (GepMEeHTOB
COCTABIISIIOT HAJMOJIEKYJISIpHbIE (WM MYJIbTH-MOJIEKYJISIpHbIE) (PepMEHTHBIE KOMIUIEKCHI, B COCTAB
KOTOPBIX BXOAST HE CYObEIUHUIIBI (B KaTAJUTUUYECKOM OTHOLIEHUU OJHOTHUIIHBIE MPOTOMEPHI), a
pasHble (EepMEHTBHI, KaTaJU3UPYIOIIUE IOCIe0BATEIbHBIE CTYIEHH MPEBPAIIEHUs KaKOro-inbo
cyoctpara. OTIMYUTENbHBIMU OCOOEHHOCTSAMU MOJOOHBIX MYJIbTU()EPMEHTHBIX KOMILIEKCOB
ABIISIIOTCS  MPOYHOCTh  acCcoUMalu  (EepMEHTOB U ONpeZeNieHHas IOCJIe0BaTeIbHOCTh
MIPOXOKICHUS] TIPOMEXKYTOUHBIX CTaAUil BO BPEMEHM, OOYCIOBIEHHAs MOPSIKOM PACIIONOKEHHS
KaTQIUTUYECKH AaKTUBHBIX (Pa3IMYHbIX) OENKOB B MPOCTPAHCTBE («IIyTh» IMPEBpAIICHUS B
MIPOCTPAHCTBE U BPEMEHHU). TUMIHYHBIMU MPUMEPAMH MOJO0OHBIX MYJIbTU()EPMEHTHBIX KOMILIEKCOB
ABJIAIOTCS  NUPYBAaTAETUAPOTE€Ha3a M O-KETONNIyTapaTAECTUAPOTeHa3a,  KaTalu3UpYIOINe
COOTBETCTBEHHO OKHCIHUTENIbHOE AEKapOOKCHUIMPOBAHHE MHUPOBUHOTPATIHOM M 0-KETOTIYTapOBOI
KHCJIOT B )KUBOTHBIX TKaHSIX, 1 CUHTETa3a BBICIINX JKUPHBIX KUCIOT. MOJIEKYISIPHBIE MAaCChl 3TUX
KOMIIJIEKCOB B 3aBUCUMOCTH OT UICTOYHHKA MX MPOUCXO0XKACHUS BAPbUPYIOT OT 2,3210° 10 10+10°,
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Psan Takux MynabTH(QEPMEHTHBIX KOMIUIEKCOB, HWHOIZIAa Ha3bIBA€MbIX (DEPMEHTHBIMU
aHCaMOJISIMU, CTPYKTYPHO CBSI3aHHBIX C KaKO-1100 opraHemioi (pubocomMbl, MUTOXOHIPHH) WU C
OuomMeMOpaHOW M COCTaBJIAE€T  BBICOKOOPraHM30BAaHHBIE  HAIMOJICKYJSIPHBIE  CHUCTEMBI,
o0ecreynBaOIMe >KU3HEHHO BaKHbIE (YHKIUHM, HalpuMep, TKAHEBOE JbIXaHHE (IEepeHoC
JIEKTPOHOB OT CYOCTPATOB K KUCJIOPOY Yepe3 CUCTEMY JbIXATENbHBIX ()EPMEHTOB).

IIpumenenune pepmMeHTOB

OO6nagast BBICOKOHM CTEMEHbIO H30UPATETbHOCTH, (EPMEHTHI HCIOJIB3YIOTCA KUBBIMU
OpraHu3MaMH JUIS OCYIIECTBJICHHUS C BBICOKOH CKOPOCTHIO OIPOMHOTO pazHOOOpa3Hsi XUMHUYECKUX
peakuuii; OHU COXPAHSIIOT CBOK aKTUBHOCTH HE TOJBKO B MHUKPOIIPOCTPAHCTBE KJIETKH, HO U BHE
opranuzMa. @epMeHTHl HAIUIA IIUPOKOE MPUMEHEHHE B TAKHX OTPACIAX MPOMBIIIJICHHOCTH, KaK
xjieboneyeHne, MUBOBapeHUE, BHHOJENINE, YallHOe, KOKEBEHHOE U MEXOBOE IPOU3BOJICTBA,
ChIpOBapeHue, KynuHapusi (it oOpaboTku Msca) W T.A4. B mocrneanue ronusl (epMEHTH CTad
MIPUMEHSTh B TOHKOW XUMUYECKOW MHAYCTPUU AJISl OCYIIECTBICHUS TaKUX PEaKIHi OpraHuYecKoi
XMMHW, KaK  OKHUCIICHHE, BOCCTAaHOBJICHHME, JC3aMUHUPOBAHHE, JIEKapOOKCHIMPOBAHUE,
Jeruaparanus, KOHACHC AU, a TaKKe JUIsl pa3/ieieHus] U BbIICICHHS U30MEPOB aMUHOKHUCIOT L-
psna (mpU XUMHYECKOM CHHTE3e 00pa3yroTcsi panemudeckue cmecu L- m D-nzomepos), KoTopbie
UCIONIB3YIOT B IPOMBINUICHHOCTH, CEJIbCKOM XO3sHCTBe, MeaunuHe. OBNaZeHHEe TOHKHUMHU
MeXaHU3MaMH JeUcTBUS (pepMEHTOB, HECOMHEHHO, MPEAOCTABUT HEOTPAHWYCHHBIE BO3MOKHOCTHU
MOJIyYeHUsI B OTPOMHBIX KOJIMYECTBAX M C OOJBIION CKOPOCTHIO TOJE3HBIX BEIIECTB B
nmabopaTtopHbIX ycioBusaX moutu co 100% BeIxomom.

B nacrosimee Bpems pa3BHBAeTCS HOBasi OTPAacib HAYKH — MPOMBIIUICHHAS YH3MMOJIOTHS,
SIBJIAIOIASACA OCHOBOW OMOTEXHONOTUU. DEepMEHT, KOBAJIEHTHO MPUCOSAUHEHHBIN («IPULTUTBINY) K
T000MY OpPraHMYECKOMY WJIM HEOPTaHHYECKOMY IMOJIMMEPHOMY HOCHTEINO (MaTpHIle), Ha3bIBAIOT
UMMOOMIIN30BaHHbIM. TexHHKa UMMOOMIU3aMK (PEPMEHTOB JIOIYCKAeT PELIeHUe psijia KIFOUEBbIX
BOIPOCOB OH3UMOJIOTHH: OO0ECIeYeHne BBICOKOW CIENU(UIHOCTH JeHcTBUS (PEPMEHTOB U
NOBBIIIEHUS! UX CTAOWJIBHOCTH, MPOCTOTY B  OOpaIleHUWH, BO3MOXXHOCTb IOBTOPHOIO
WCITIOJh30BaHUs, IPUMEHEHHE MX B CHHTETUYECKHX PEaKIHsX B MoToke. IIpuMeHeHne momoOHOM
TEXHUKH B TPOMBIIIJIEHHOCTH MOJYYWIO Ha3BaHHE WH)KEHEPHOW SH3UMOJIOrHU. Psin mpumepon
CBHJIETENILCTBYET 00 OrPOMHBIX BO3MOXHOCTSIX MH)KEHEPHOW SH3MMOJIOTHH B PA3IUYHBIX 00J1aCTAX
MPOMBIIIJICHHOCTH, MEIHMIIMHBI, CEIBCKOTO XO3iHCTBa. B dWacTHOCTH, MMMOOWIM30BaHHYIO [3-
rajaKkTo3uJ1a3y, NPUCOESANHEHHYIO K MArHUTHOMY CTEpXKHIO-MELIaJIKe, UCIOIb3YIOT AJISl CHUKEHUS
COJIepKaHUsI MOJIOUHOTO caxapa B MOJIOKE, T.€. POAYKTa, KOTOPBIA HE PACHICTIISIETCS B OpraHU3Me
O0NbHOTO pebeHKa C HacJeICTBEHHON HEeMepeHOCUMOCThIO JIakTo3bl. OO0paboTaHHOE TaKUM
00pa3oM MOJIOKO, KPOME TOTO, XpPAaHUTCS B 3aMOPOKCHHOM COCTOSIHUM 3HAYUTENILHO JOJbBIIE U HE
MOJIBEPraeTcs 3aryCTeBaHUIO.

PazpaboTaHbl MPOEKTHI MOTyYSHHSI MMATIEBBIX MPOAYKTOB M3 IEIUTFOJIO3BI, IPEBPALICHHUS €€ C
MOMOIIIbI0O HUMMOOMIIM30BAHHBIX (EPMEHTOB — IEIUII0JIa3 — B TJIIOKO3Y, KOTOPYKO MOXKHO
MIPEBPATUTh B MUINEBOW MPOAYKT — Kpaxmai. C momMomnpio GepMEHTHOW TEXHOJIOTUU B TPUHIIHAIIE
MOKHO TaKXe IOJIy4YUTh NMPOAYKTHl NMUTAHHs, B YaCTHOCTH YIJIEBOJBI, U3 MHJKOIO TOPIOYEro
(HedTH), paciienus ero A0 IHIEpAIbIEIuIa, U Jajiee Mpu ydacTuu (pepMEeHTOB CUHTE3UPOBATh U3
HEro III0K03y M Kpaxmai. HecoMHeHHO, nMeeT Ooibinoe Oyyiiee MOAEIMPOBAHUE MPU TTOMOLIH
WH)KEHEPHOW 2H3MMOJIOTHH TIpoiiecca (POTOCHHTE3a, T.€. mpupoaHoro mporecca ¢uxcamuu COz;
MMOMAMO MMMOOWJIM3AIIMN, dTOT )KU3HEHHO BAKHBIN TSI BCErO YEJIOBEYECTBA IMPOIECC MOTPEOyeT
pa3pabOTKM  HOBBIX OPUTMHAJIBHBIX IOAXOJOB M TNPUMEHEHUS pAga  Crheuu(puecKux
MMMOOHMITN30BaHHBIX KOPEPMEHTOB.

[lomoOHBIE peaknuM HALUIM TNPUMEHEHHE B (PapMaleBTUYECKON MPOMBIIIICHHOCTH,
HampuMep MpU CHUHTE3e M3 TUAPOKOPTU30HA AHTUPEBMATOMAHOIO Mpenapara MpeAHU30JIOHA.
Kpome TOro, oHM MOTYT CIYXHTb MOJAEIBIO IS MPUMEHEHHUS C LEJIbI0 CHHTE3a M TOJYYECHUs
HE3aMEHUMBIX (DAKTOpPOB, TMOCKOJIbKY TMpPH TOMOIIM HMMOOWIN30BaHHBIX (EpMEHTOB U
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KO(EpPMEHTOB MO>KHO HAIPaBJIEHHO OCYLIECTBIATh CONPSHKEHHbIE XMMUUYECKHE PeaKLUuu (BKIHOYas
OMOCHHTE3 HE3aMEHHMBIX METaOOJIMTOB), YCTpaHSS TEM CaMbIM HEJAOCTATOK B BEIIECTBAX IPH
HaCJIe/ICTBEHHBIX IOpOKax oOmeHa. Takum o0Opa3oMm, MpU HMOMOILM HOBOI'O METOO0JOIMYECKOIO
MOJIX0/1a HayKa JieJlaeT CBOU IEPBbIE Iard B 00J1aCTH «CUHTETUYECKOH OMOXUMHMY.

He meHee BaXHBIMH HampaBJICHUSIMH HCCJIECIOBAHUN SIBISIOTCS MMMOOWIHM3ANUS KIETOK H
CO3JIaHME METOAAMU TE€HOTEXHHUKH (T€HHOIO HMHXEHEPHOIO KOHCTPYMPOBAHHS) MPOMBIIUICHHBIX
LITAMMOB MHMKPOOPTaHU3MOB — IPOAYLIEHTOB BUTAMMHOB U HE3aMEHUMBIX aMHHOKHUCIOT. B
KayecTBe MpHUMEpa METUIIMHCKOTO MPUMEHEHHS TOCTHKECHUN OMOTEXHOJOTHMH MOXXHO IMPUBECTH
MMMOOMIIN3AIUI0 KIETOK IIUTOBUIHOM KeJe3bl JUIsl ONpEeNesIeHUs] TUPEOTPOIIHOTO TOPMOHA B
OMOJIOTUYECKUX  JKUJAKOCTAX MM TKaHEBBIX OJKCTpakrax. Ha ouepenm —  co3maHue
OMOTEXHOJIOIMYECKOIO CIIOCO0a MOITY4YEHUs] HEKATOPUHHBIX CIIacTed, T.€. IMUILEBBIX 3aMEHUTENeH
caxapa, KOTOpbIe MOTYT CO3aBaTh OLIYIIEHUE CIAI0CTH, HE OyIyud BBICOKOKAIOPHHHBIMUA. OJTHO
U3 MOJOOHBIX MEPCIEKTUBHBIX BEIIECTB — acnapmam, KOTOPbII IpeAcTaBiseT coO0OH METHIIOBBIN
a¢up qunentuaa — acnaprwidenmianannia. Acnapram noutd B 300 pa3 ciame caxapa, 6e3BpeneH
U B OpraHu3Meé pacCIIeIUIsIeTCss Ha €CTECTBEHHO BCTpevaroIiuecss CBOOOJHBIE aMHHOKHCIIOTHI:
acraparuHOBYIO KHCIOTY (acmaptar) U (eHuIananuH. AcrmapraM, HECOMHEHHO, HalWJeT MUPOKOe
IpUMEHEHHEe, KaKk B MEIUIMHE, TaKk W B nuiieBoil npomsinuienHoctu (B CLHA, nanpumep, ero
WCTOJIB3YIOT JUIS IETCKOTO MUTAHUS U JOOABJISIOT BMECTO caxapa B AMETHYECKYIO KOKa-Koiy). Jlis
IIPOM3BOJICTBA aclapTraMa MeTOJaMU I'€HOTEXHMKH HeOOXOAMMO MOIYYHUTh HE TOJBKO CBOOOJHYIO
acraparuHOBYIO KUCIIOTY W (peHmnamaHuH (TMpEAlIECTBEHHUKH), HO M OakTepHabHBIA (hEepMEHT,
KaTaJIM3UPYIOUIUH OMOCUHTE3 3TOr0 AUNENTH/A.

3HayeHWe WH)XCHEPHOW SH3MMOJIOTHH, KaK M BooOmEe OWOTEXHOJIOTHUH, BO3PACTET B
Oynymem. Ilo moacueraM crenuanucTOB, MPOAYKIMS BCEX OMOTEXHOJIOTMYECKHX IPOLIECCOB B
XUMHAYECKOH, (hapManeBTHUECKOW, MHUINEBOW TMPOMBINUICHHOCTH, B MEAWLIUHE M CEIBCKOM
XO3sICTBE, TOJIyueHHAass B TEYEHHWE OJHOr0 Troja B MHpe, OyIeT MCUHCIATBCS JeCSITKaMU
MuutapioB gojiapoB k 2000 r. B mameit crpane yxe xk 2000 r. OyaeT HaTaKeHO MOJIyYeHHUE
METOJaMU TeHHOW WHXeHepuu L-TpeoHnHa u BuTamMuHa Bz, Vike k 1998 r. mpeamomaraercs
MIPOU3BOJICTBO psifia GEepMEHTOB, aHTUOMOTUKOB, 0.1, B-, Y-MHTEPPEPOHOB; MPOXOAIT KINHUYECKNE
UCTBITAaHUA IIpenapaThl HHCYJIMHA U TOPMOHA POCTA.

7 XuMusd JUNUI0B

Jlununael npeAcTaBisAOT  coOOM  OOMIMPHYIO TPYIIY COEAWHEHWH, CYLIECTBEHHO
pasnuyaroImuxcs Mo CBOeH XMMHUECKOW CTpykType u QyHKuusaM. IlosTomy TpyaHO naTh eauHOe
orpeziesieHue, KOTOpoe MOAO0UUIO ObI 1711 BCEX COETMHEHUH, OTHOCAILMXCS K 3TOMY Kjaccy.

MoXHO cKa3aTh, YTO JUMOHABI TPEACTaBIAIOT CcO0O0HM Tpymnmy BeHIECTB, KOTOpbIE
XapaKTEepU3yIOTCs CIIEAYIOIIMMU IMPU3HAKAMU: HEPACTBOPUMOCTBIO B BOJIE; PAaCTBOPHUMOCTBIO B
HEMNOJIIPHBIX PACTBOPHUTENAX, TaKUX, Kak 3pHUp, XJI0pohopM miu OEH30J; COAEepKaHUEM BBICHINX
IKWIBHBIX PaInKaJIOB; paCIPOCTPAHEHHOCTHIO B )KUBBIX OPraHU3Max.

[lon st0 ompeneneHue momanaeT OOJbIIOE KOJIMYECTBO BEIIECTB, B TOM YHUCIE TakKHe,
KOTOpbIE OOBIYHO MPUYHCISAIOT K IPYTUM KjlaccaM COEIUHEHUI: HampuMmep, KMpPOpacTBOpUMbBIE
BUTAMUHBI U UX MPOU3BOJIHBIE, KAPOTHUHOU/IBI, BBICIINE YTIIEBOIOPOIbI M CIUPTHL. BritoueHne Beex
9THX BELIECTB B YMCJO JIMIUIOB B HM3BECTHOM CTENEHU OINpaBIaHO, IOTOMY YTO B JKUBBIX
OpraHM3Max OHU HaXOJATCSl BMECTE C JIMMHUAaMU U BMECTE€ C HUMH SKCTPAarupyrTCsl HEMOISPHBIMU
pactBoputenssMu. C JIpyrol CTOpOHBI, UMEIOTCS IMPEACTABUTENM JIMIUAOB, KOTOPBIE JTOBOJBHO
XOpOILIO PACTBOPSIIOTCS B BOJAE (HampuMmep, JU30JEHUTHHBI). TepMUH «JIUIHUIB SIBiseTcs Oonee
O0IIMM, YeM TepMHUH IUIOUABI», KOTOPBIH OOBEAUHSET IPYIITY KUPOIOAOOHBIX BEIIECTB, TAKHX,
KaK (HochHoaunuabl, CTEPUHBI, CHOUHTOIUITHIBI U JIP.
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buoJsornyeckasi posnb U Kiaccupukamusa JUNHI0B

JIunuapl UrparoT BaKHEHILYIO poJib B Ipoleccax JKU3HEAEATENbHOCTU. byyun oIHUM U3
OCHOBHBIX KOMIIOHEHTOB OHOJOTMYECKMX MeMOpaH, JUOHUAbI BIMSIOT HAa HMX TMPOHUIIAEMOCTb,
y4JacTBYIOT B Il€peJjaue HEPBHOI'O UMITYJIbCA, CO3/IaHUHM MEKKJIETOUHBIX KOHTAKTOB. JKUp CIIy’KUT B
opranuzMe BecbMa OJ(PQPEKTHBHBIM HMCTOYHHKOM DJHEPTUM JMOO TPU HEMOCPEICTBEHHOM
UCIOJIb30BaHUH, JUOO MOTEHUMANbHO — B (hopMe 3amacoB XHUPOBOM TKaHU. B HaTypaabHbIX
MUIIEBBIX KHUPaAX COAEPKATCS KUPOPACTBOPUMBIC BUTAMUHBI U «HE3aMEHHMBIE) KUPHBIC KUCIOTHI.
Baxnasg QyHKUMS JIMOUI0B — CO3AaHUE TEPMOM3OJISILIMOHHBIX IOKPOBOB Y KUBOTHBIX U PAaCTEHUH,
3alIMTa OPraHOB U TKAHEN OT MEXAHUYECKUX BO3/ICUCTBUM

CymiecTByeT HECKOJIbKO Kiaccupukanuii munuaoB. Hawmbonbmee pacnpocTtpaHeHue
nojyynsia Kiaccu(UKalusi, OCHOBAaHHAs HA CTPYKTYPHBIX OCOOEHHOCTSAX JunuaoB. Ilo stoi
KJ1acCU(UKALMU pa3IMyaroT CIeIyIole OCHOBHBIE KIacChl JIUIUIOB.

A. TIpocTble TUIUABI: CIOXKHBIE YDUPBI KUPHBIX KHCIOT C Pa3TUYHBIMU CIIUPTAMH.

1. T'nunepuasl (auUMAMIMLEPUHBI, WM AlWITIMLEPOIAbl — IO  MEXKIYHapOIHOU
HOMEHKJIATYpE) TIPEACTABISIOT OO0 CIIOKHBIE A(UPBI TPEXAaTOMHOTO CIUPTa TIIMIEPUHA U
BBICIIMX KUPHBIX KUCIIOT.

2. Bocka: cioxxsbie 3()Upbl BBICHIMX KXHPHBIX KUCIOT U OJHOATOMHBIX WM JIByXaTOMHBIX
CIIMPTOB.

Bb. CioxHble JUNUABI: CIOXKHBIE YPHUPBI JKUPHBIX KHUCIOT CO CIUPTAMH, JOIOJIHUTEIHEHO
COZIepKAIIHE U IPYTHE TPYIIIIHL.

1. ®ochomunuabpl: TUOUABI, COAEPKAIIME, MOMUMO >KUPHBIX KHCIOT M CIIMPTA, OCTATOK
dochopHoit KHCTOTHL. B MX cocTaB 4acTo BXOJAT a30THCThIE OCHOBAHUS U IPYTHE KOMIIOHEHTHI:

a) rimnepodochommuIas! (B pOIU CIIUPTA BBEICTYIIACT TIIALIEPON);

0) cuHroIMNUABI (B POJIU CIUPTA — C(OUHTO3HH).

2. I'muxomumnu Il (TTMKOC(HUHTOTATTU/IBT).

3. Crepouspl.

4. Jlpyrue ciokKHble JUMUIBL Cylbhonunuabl, aMmuHomunuael. K 3TomMy Kilaccy MOXXHO
OTHECTHU U JIUTIONPOTEUHBI.

B. IlpeauecTBeHHMKHU M NPOU3BOHbIE JUIIUAOB: )XUPHBIE KUCIOTHI, TITUIEPOI, CTEPOIIbI
Y TIPOYHE CIHUPTHI (MIOMUMO TIUIEPOJIa U CTEPOJIOB), AJIBJETUABI KUPHBIX KHCIIOT, YIIIE€BOAOPO/IbI,
KHPOPACTBOPUMBIE BUTAMHUHBI U TOPMOHBI.

KupHble KHCI0TbI

Kupnele kucnorel — amudaruyeckue KapOOHOBBIE KHCIOTBI — B OpPraHU3ME MOTYT
HaxOJUTHCSI B CBOOOJHOM COCTOSHUM (CIIEIOBBIE KOJHMYECTBA B KIETKAX W TKaHIX) JIMOO
BBITIONHSATH POJIb CTPOUTENBHBIX OJIOKOB JJIs1 OOJBIIMHCTBA KIIACCOB JTUITHU/IOB.

B npupone obnapyxkeno cBeimie 200 >KHPHBIX KHCIOT, OJHAKO, B TKaHSAX 4YEIOBEKa W
YKUBOTHBIX B COCTaBE€ MPOCTHIX U CIOXKHBIX JUMUAOB HAMIEHO OKOJIO 70 JKMPHBIX KHUCIIOT, MPUYEM
0oJiee MOJIOBUHBI M3 HUX B CJIEIOBBIX KOJIHMYeCTBaX. [[pakTHYECKH 3HAYUTEIBHOE PacIpOCTpaHEHNE
UMEI0T HeMHoruM Oonee 20 >KHpPHBIX KHUCIOT. Bce OHM colepkaT YeTHOE YHUCIO YIIIEPOTHBIX
aTOMOB, TJIaBHBIM 00pa3om ot 12 go 24. Cpenu Hux mpeobianatoT KUcioThl, uMmeromue Cig u Cisg
(maybMUTHHOBAS, CTEApPWHOBAs, OJIEMHOBas W JIMHOJIEBas). Hymepaiuio yriepoaHbIX aTOMOB B
YKUPHO-KUCIIOTHOM IIEMM HAYMHAIOT C aTOMa yriiepoaa KapOoKcuibHOM Tpymnmbl. [IpumepHo %14 Beex
KUPHBIX KHCIIOT SIBIISIIOTCS HEMpPENeTbHBIMU (HEHACHIIEHHBIMHU), T.€. COJAEPKAT JABONHBIC CBSI3H.
HenaceleHHbIe )KMPHBIE KUCIOTHI YEJIOBEKA U )KMBOTHBIX, YUAaCTBYIOIIHUE B MOCTPOCHUH JIUIHUIOB,
OOBIYHO coJep)KaT JABOMHYIO CBs3b Mexay (9-M u  10-M  aTtomMamu  yriieBOJOpPOJIOB);
JIOTIOJTHUTEILHBIC JBOMHBIC CBS3W dHalle OBIBAIOT HA ydacTke Mexay 11-m aromom yriepoma u
METUJILHBIM KOHIIOM Iieri. CBoeoOpa3ue JTBOMHBIX CBSI3€H MPUPOIHBIX HEHACHIMICHHBIX JKUPHBIX
KHUCJIOT 3aKJIIOYAeTCs B TOM, YTO OHU BCErJa OTAEJIECHBI JABYMSI MPOCTHIMHU CBS3SIMHU, T.€. MEXKIY
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HUMH Bcerja umeercss xoTs Obl ogHa MetwienoBas rpymmna (—CH=CH—CH>—CH=CH—).
[TonoOHbIE TBOMHBIC CBSI3M 0003HAYAIOT KaK «U30JIUPOBAHHBICY.

Tabmuma 10 - Hekoropele pu3nonornyeck BaXKHbIE HACHIIIEHHBIE )KUPHBIE KUCIOTHI

Yucsio atomo C TpuBuaibHOE CucremaTnveckoe XumMuveckas
Ha3BaHHUe Ha3BaHHUe dopmyaa
CoeTHHEHUS
6 KamponoBas I'excanoBas CH3z—(CH2)4—COOH
8 Kampunosas OxrtanoBas CH3z—(CH2)e—COOH
10 KanpunoBas JlexaHoBast CHs—(CH2)s—COOH
12 JlaypuHoBas JlonekaHoBast CHs—(CH2)10COOH
14 MupucTrHOBasK TerpamexanoBas CHs—(CH2)12—COOH
16 [TasreMuTHHOBAS ['ekcanexoHoBas CHs—(CH2)1s—COOH
18 CreapuHoBast OxraiexaHoBast CH3—(CH2)16—COOH
20 ApaxuHoBas DIK03aHOBas CH3—(CHz2)1s—COOH
22 berenosas Jloko3aHoBast CH3—(CH2)20—-COOH
24 JIMTHOIIMPUHOBATIS Terpako3aHoBas CHz—(CH2)2—~COOH

B pactBOopax XHpPHO-KHCIOTHAs LENb MOXET OOpa30BBIBATH OECUHCICHHOE KOJIHMYECTBO
KOH(popMaluil BIJIOTh JI0 KIIyOKa, B KOTOPOM MMEIOTCS U JIMHEHHbIE YYaCTKU Pa3IM4HON JJIMHBI B
3aBHCUMOCTH OT 4Mcia ABOMHBIX cBszed. KiryOku Moryr ciammaThCcst MexJy coOoi, oOpa3ys Tak
Ha3blBa€Mble MHILEUIBl. B mocnenqHux oOTpUIATENbHO 3apsDKEHHbIE KapOOKCHUJIbHBIE T'PYIIIBI
KHUPHBIX KHUCJIOT oOpallleHbl K BOAHON (a3e, a HEMOJsIpHbIE YIJIEBOJOPOJHBIE LIEMHU CIPSTaHbI
BHYTPHU MHULICIUIIPHONU CTPYKTYpPBI. Takue MULIEIUIbI UMEIOT CYMMAPHBIN OTPHULIATENIBHBIN 3apsii U B
pacTBOpe OCTAIOTCS CYCIIEHAMPOBAHHBIMU OJ1aroiaps B3aMMHOMY OTTAJIKUBAHHMIO.

N3BecTHO Takke, YTO MPU HAIMYHUM BOMHON CBA3M B JKUPHOKHUCIOTHOW ILIEMU BpaIlEHHE
YIJIEPOAHBIX aTOMOB OTHOCHTEIBHO IPYr Apyra OorpaHu4yeHo. JTo 0OecleuyrBaeT CyLIeCTBOBaHHE
HEHACBIIICHHBIX JKAPHBIX KHCIOT B BHJE TIE€OMETPHUYECKUX H30MEPOB, IMPHYEM NPHUPOJHBIC
HEHACBIIIEHHbIE JKUPHBbIE KHCIOTHl HMMEIOT yuc-KOHQUTYpAlMI0 W KpallHe peaKo mpaHc-
KOHUTypaIuu.

Tab6numa 11 - HekoTopbie (U3HOTOTHYECKH BaXKHBIE HEHACKHIIIICHHBIE JKUPHBIE KUCTOTHI

Yucao TpuBuaabHOe CucremaTnyeckoe Xumuueckas GpopmyJia coeTMHEHUsT
atomoB C| Ha3BaHue Ha3BaHHUe
MOHOEHOBBIE KHCIIOTBI
16 IManemuTHHOBas | 9-TekcameneHoBast CH3z—(CH2)s—CH=CH—(CH2)sCOOH
18 OneunHoBas 9-0KTaIeLIEHOBAs CH3—(CH2)7—CH=CH—(CH2)7;COOH
JIMEeHOBBIE KUCIIOTHI
18 JInnomnesas 9,12-okTameneHoBast CH3—(CH2)s—CH=CH-CH,— —CH=CH-
(CH2)7COOH
TpueHoBast KHCIOTHI
18 JInnomeHnosas 9,12,15- CH3;—CH;—CH=CH-CH— —CH=CH-
OKTaJIeKaTpHueHOBas CH2— CH=CH (CH2)7—COOH
TeTpacHOBBIE KUCIIOTHI
20 ApaxuaoHOBas 5,8,11,14- CH3—CH,—CH=CH—-CH;— CH=CH—-CH2—
9MKO03aTeTPacHOBAs CH=CH—-CH;— CH=CH—CH2— CH=
— (CH2)s—COOH
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Cuynraror, 4TO XHUPHON KHUCIOTE€ C HECKOJIBKMMHU JBOMHBIMHU CBSI3SIMH yuc-KOHQUTyparLys
IIPUAACT YIVIEBOJOPOJHOM LENU M30THYTHIA M YKOPOYEHHBIM BuA. I1I0 3TOM npuYnMHE MOJIEKYIIbI
9TUX KHCJIOT 3aHUMAIOT 00JIbIINil 00BbeM, a IpU 00pPa30BAHNUU KPUCTAJUIOB YIIAKOBBIBAIOTCSA HE TaK
IUIOTHO, KaK mpaHc-u30Mephl. BcilecTBHE 3TOr0  yuc-u3oMepbl HMEIT Oojiee  HU3KYIO
TeMIepaTypy IJIaBjleHUs (OJIEMHOBas KHUCIIOTa, HAlpUMep, IpU KOMHATHOW TeMIeparype
HaXOJUTCSI B JKUAKOM COCTOSIHMM, TOIJa KaK 2JIauJuHOBass — B KpucramuimdeckoMm). [{uc-
KOHUrypanus AejJaeT HEHACBIEHHYI0 KHCIOTYy MeHee CTaOMiIbHOM M OoJiee IMoJABEp:KEHHON
KaTtabonu3Mmy.

Ha CH4 CHa
H
s G~
e || ” TPaHGC-
C
SH H”
COOH COOH COOH
CreapmHoBas OnevsoBas KACHOTE SNavanHOBaR KUCNOTE

Kvcnora
6
a

Pucynok 23 - Kongurypanus 18-yriepoHbIX HAaChIILIEHHBIX (2) I MOHOHEHACHIIEHHBIX (0)
KHUPHBIX KHCIIOT

I'iuuepuasl (ANMITIMLIEPOJIbl)

F.TIP[IIepI/I/]bI (aI_II/IJ'II‘J'II/II_IepI/IHLI, NI aunnrnnueponm) MMpEaACTaBJIAOT co00l CJIOJKHBIE
3¢upbl TPEXaTOMHOI'O CIMPTA INIMLEPUHA U BBICIIUX XKUPHBIX KUCIOT. ECny )KUpHBIMU KUCIOTaMHU
3TepI/I(1)I/II_II/IpOBaHI>I BCC TpU TUAPOKCHIIBHBIC TI'PYHIIbI TIIMLCPHUHA (aI_[I/IJ'IBHBIC paarKaJIbl Rl, RZI/I
R3MOFYT OBITH OOAWHAKOBbBI HIIN pa3J'II/I‘-IHI>I), TO TAKO€ COCAWHCHUC HA3bBIBAKOT TPUTIULCPHUIOM
(TpI/IaI_II/IJ'Il"J'II/II_Ie'pOJ'I), €Clin ABC — OUITIMLIECPUAOM (nnaunnrnnuepon) W, HAKOHCI, C€CJIN I3TCPU-
¢upoBaHa oJiHa IpyIia — MOHOTJIMLIEPHUIOM (MOHOAMIITIIUIEPOT):

O

CHQ'—OH CHQ'—O—‘C—"L"-
I [
HO—CH HO—?H
CHy—OH CHy—OH
Mnudepus (rnnuepon) Mouornuuepua (Mossaunrniuepon)
O
,“; " ~
CHy—O—L—R, o CH,—O0—C—R,
—O-—(l)H 2 ,—C—O—CH o
|
CHy, —OH CH,—O0—C—Rg
Avranuepua (asaganrmmuepon) Tpurnnuepun (Tpuauunrnnuuepon)
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HauOonee  pacnpoCTpaHEHHBIMM  SBISIOTCS  TPUIVIMLEPUABI, YacTO  Ha3blBaeMble
HEHTpaIbHBIMU )KUPAMHU WM TIPOCTO >KupaMu. HelTpaabHbIe )KUPBI HAXOATCSA B OpraHu3Me J1uoo B
(dbopMe MPOTOIIA3MATUYECKOT O JKUPA, SIBIISAIOLIET0CS CTPYKTYPHBIM KOMIIOHEHTOM KIJIETOK, MO0 B
dopme 3amacHOro, pe3epBHOro, >xupa. Ponp 3THX 1ByX (opMm kupa B OpraHu3Me HEOAMHAKOBA.
IIporomiasMaTHYecKuil KUP UMEET IOCTOSHHBIA XUMHUYECKHI COCTaB U COACPKHUTCS B TKAaHAX B
OIIpEEICHHOM KOJMYECTBE, HE U3MEHSIOLIEMCS JaKe IIPU MATOJIOTMUECKOM OKUPEHUHU, B TO BPEMS
KaK KOJIMYECTBO PE3E€PBHOI0 JKUPA NOJBEpraeTcsi O0JBIIMM KOJIEOaHUSM.

Kak oTmeuanoch, OCHOBHYIO MacCy HpPHUPOAHBIX HEUTPaIbHBIX KHUPOB COCTABIISIOT
Tpurnuiepuasl. JKupHbBIE KHCIOTBI B TPUTIHUIEPUAAX MOTYT OBbITh HACHILIEHHBIMH U
HEHACBINICHHBIMU. M3 JKUpHBIX KHCJIOT 4Yallle BCTPEYArOTCsl NAJIbMUTHHOBAs, CTEapHHOBAs MU
OJICMHOBBIE KUCJIOTHI. ECiu BCe TpU KHUCIOTHBIX pajuKaa IPUHAMIEKAT OJHOU U TOU XKe )KUPHOU
KHCJIOTE, TO TaKU€ TPUIVIMLEPUIbl HAa3bIBAIOT NPOCTHIMU (HAIpUMeEp, TPUNAIbMUTUH, TPUCTEAPUH,
TPUOJEUH U T.JA.), €CIM Pa3HbIM >KMPHBIM KHUCJIOTaM, TO CMELIaHHbIMU. Ha3zBaHMsI cCMeEIIaHHBIX
TPUIIIULEPUIOB 00pa3yl0TCs B 3aBUCUMOCTH OT BXOJSIIMX B UX COCTAB KUPHBIX KUCIIOT, IPH 3TOM
mudpsl 1, 2 u 3 yKa3plBalOT Ha CBs3b OCTaTKa JKUPHOM KHCIOTHI C COOTBETCTBYIOLIEH CITUPTOBOU
IpyNIoOi B MOJEKyle TIiulepuHa (Hampumep, 1-oneo-2-nmampmutocTeapus). HeobGxoaumo
OTMETUTh, YTO TIIOJOKEHHE KpaWHUX aTOMOB B MOJIEKYJ€ TIJIMLEPHUHA Ha MEpBBIA B3I
paBHO3HA4YHO, TEM HE MEHee, UX 0003HayalT cBepXy BHU3 — 1 u 3. D10 00BACHAETCA, Ipexe
BCEro, TEM, YTO B CTPYKTYpE TPUIJIMIEpUIA IIPU NMPOCTPAHCTBEHHOM €€ PacCMOTPEHUU KpaliHUe
«TJIMLIEPUHOBBIE» aTOMBI YIJIEPOAA CTAHOBSATCS YXKE HE PaBHO3HAYHBIMH, €CIU THAPOKCHIBI 1 1 3
alWJIMPOBAHbI Pa3HBIMU )KUPHBIMU KHCIIOTAMHU.

XKupHble KHUCIOTHI, BXOJAILIME B COCTAB TPUIIULEPUIOB, NMPAKTUYECKH OIPEAEISAIOT UX
(bu3MKO-XMMHUYECKHE CBoiicTBa. Tak, Temreparypa IUIaBICHHS TPUTIMIEPUAOB ITOBBIIIACTCS C
YBEJIMYEHUEM 4YHCIA W JUIMHBI OCTATKOB HACBIIICHHBIX JKUPHBIX KHUCIOT. Hamporus, yem Bblle
COJIep’KaHNE HEHACBIIIEHHBIX KMUPHBIX KHCIOT, UM KUCIOT ¢ KOPOTKOM IIENbI0, TEM HUXKE TOYKa
IUIABJICHHUS.

XKuBoTHble *Upbl (cao) OOBIYHO COAEpKAT 3HAUUTEIHHOE KOJUYECTBO HACBIIICHHBIX
KHUPHBIX KUCIOT (MaJbMUTHHOBOM, CTEapHMHOBOW M JAp.), Omarojaps uemy, MpH KOMHATHOM
TeMIeparype oHu TBepable. JKUpbl, B COCTaB KOTOPHIX BXOJUT MHOI'O HEHACBIILIEHHBIX KUCIIOT, IIPH
OOBIYHOM TeMIepaType >KUAKHE W Ha3bIBAIOTCS MaciaMu. Tak, B KOHOIUIIHOM Macie 95% Bcex
KUPHBIX KUCIIOT MPUXOJUTCS HA JIOJIIO OJEMHOBOM, JIMHOJIEBOM M JINHOJIEHOBOM KHUCIIOT M TOJBKO
5% — Ha 110N CTEeapuHOBOM W MaJbMUTHHOBOM KUCIOT. B kupe denoBeka, miapsiuemcs mpu
temneparype 15°C (npu TemnepaType Tesa OH KHUJKHI), coaepkutcs 70% oaenHOBON KHUCIOTHI.

I'muuepunpl cnocoOHBI BCTynaTh BO BCE XMMHUYECKHE PEAKIIMU, CBOMCTBEHHBIE CIIOKHBIM
spupam. HauOonpliee 3HaueHHEe HMEET peakius OMBUICHHUS, B pe3yjbTaTe KOTOpPOH W3
TPUTIULIEPUIIOB 00pa3yOTCs INIULEPOI U KUPHBIE KUCIOTHl. OMBIJICHHE KHPa MOXKET MPOUCXOINUTh
KaK IpH (hepMEHTATUBHOM T'HJIPOJIN3E, TaK U MPU ACHCTBUH KUCIOT WIIH LIET0YEH.

Dochoannuabl

®ochoaunuabl MPEICTABISIIOT COO0OM  ClIOKHBIE A(QHUPBI  MHOTOATOMHBIX CHHPTOB
TJIMIepUHA UK COUHTO3MHA C BBICIIUMHU KUPHBIMH KUCIIOTaMU U (ochopHoii kucnoroil. B cocras
dochonmmmuIoB BXOIAT TaKKe a30TCOACPIKAIINE COCTUHEHHS: XOJHUH, dTAaHOJIAMUH WIHA cepuH. B
3aBHCUMOCTH OT TOTO, KaKOH MHOTOATOMHBIM CIUPT y4dacTByeT B oOpa3oBaHuu ¢ochonunuia
(rmuuepuH UM C(UHTO3UH), MOCIEAHNUE JeNAT Ha 2 rpynnsl: riauuepodochonunuas U chuHro-
bocpomunuasl. HeoOxomumo oTMeTHTHh, uTO B muuepodochonmunuaax ambdo XoyuH, Iu00
STaHOJIAMUH WM CEPUH COETUHEHBI 23(UPHON CBA3BIO C OCTATKOM (POCHOPHOI KUCIOTHI; B COCTAaBE
C(MHTOIUNMIOB OOHAPYKEH TOJIbKO XOIMH. Hanbosee pacnpocTpaHEHHBIMU B TKaHSIX *KMBOTHBIX
SIBIITIOTCS TIIHIIEPO(OChHONUTTHIBL.
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I'nuuepodochonunuanl. I'nmunepodochomunuast sBast0oTCS MPOU3BOAHBIMU (hochaTraHON
KHCIIOTBHl. B WX cOCTaB BXOMST TIIMIIEPUH, >KUPHBIE KUCIOTHI, (hochopHas KHUCIOTa U OOBIYHO
azorconepxkaiue coenuueHus. O6mas Gopmyna raumnepodocoNuITUI0B BEITIISIUT TaK:

0 0
_ -
O }{?(’_\._O"(J’ "R| ® HQ'C.__O -C—R,
| " | :
Ny Y—Q—CH O Ry (‘:—O—?H ()!
o =
HyC—0—1—0H H,C—O0—P—0—R,
|
OH 0-
®ocdammaHan kuenera I anuepodochoninua

B stux ¢opmynax Rim Ro— pagukanbl BBICHIMX XHUPHBIX KUCIIOT, a R3— wame pamukan
azoTucToro coeauvHeHus. s Bcex rauuepodoc@oNUnuIoB XapaKTepHO, YTO OJHA YacTh MX
Monekyn (paaukansl Rim Rz) oOHapykuBaeT pe3ko BBIpaXEHHYIO THAPO(GOOHOCTH, TOTAa Kak
apyrasi 4YacTh TuApoduiabHa Omarojapss OTpPHIATEIFHOMY 3apsany (OCPOpHOH KHUCIOTHI H
MOJIOKUTEIILHOMY 3apsily panukaia Rs.

W3 Bcex nununoB riunepodochoaunuasl 001aaaT Hanbosee BIpaKeHHBIMH MOJISPHBIMU
cBoiictBamu. [lpu momemennu raunepodocoIUuaoB B BOAY B UCTHHHBIA PAaCTBOP MEPEXOIHUT
JMILIB HeOoJblIast UX 4acTh, OCHOBHAs e Macca JIMIUAO0B HaxoAuTcs B BUJe muuesl. CylecTByer
HECKOJIBKO TPy (ITOJKIACCOB) MUIEpoochomunuIoB. B 3aBucuMOCTH OT XapakTepa a30THCTOTO
OCHOBAaHUs, MPUCOEANHEHHOT0 K (hocopHoil kucnote, I muuepodocdo-munuapl noapas3ensor Ha
docharuannxonuHsl (JlenquTHHBL), pochaTuanadITa-HONaMUHBI (Kehanuuel) U GocaTuanICepUHbL.
B coctaB HekoTOpBIX IuLepo-(hocOIUNUI0B BMECTO a30TCOACPKALIUX COCTMHEHUNH BXOJIUT HE
COJEpKAIIMI a30Ta MECTUYIVIEPOJHbIA UHUKIMYECKUH CHUPT WHO3HUT, HA3bIBAEMBIM TaKkKe
MHO3MUTOJIOM. DTH JIUMH/IbI Ha3bIBAIOTCS (POChATHIMINHO3ZUTOIAMH.

@ochaTuaWIX0JIUHbI  (JIeHUTHHBI). B oTiMuWe OT TPUIIUMLIEPUIOB B  MOJIEKYIE
dbochaTunIXonrHa OHa U3 TPeX TMAPOKCUIIBHBIX T'PYII TIUILEPUHA CBsI3aHA HE C JKUPHOM, a C
dochopnoii kucnotoil. Kpome Toro, pocdopHas kuciaora B CBOIO OUepeb COeNMHEHA 3(UPHON
CBA3BIO C A30THCTHIM ocHoBaHHMeM — xomuHOM [HO—CH,—CH>—N"(CHs)s]. Takum obpazom, B
MoJieKyJie (GochaTHANIXOINHA COEIMHEHbl TIHUIEPUH, BBICIINE >KUPHBIE KUCIOTHI, (ochopHas
KHCIIOTA U XOJIUH:

Gocdatuannxonns (neuntind)

®ochaTnanidTanosamubl. OCHOBHOE paznuuue Mexay ¢ocpaTuIniaxonu-HaMu U
docharuauadTaHOIAMUHAME — HaJMYUME B COCTaBE IOCIEAHHUX A30TUCTOrO OCHOBAaHUS
+
stanonamuaa (HO—CH>—CH>—N"Ha):
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DochaTuARNATAHORAMNH

W3 rimuuepodochonunumioB B opraHu3Me >KUBOTHBIX M BBICHIMX PAcTEHHH B HauOOJbIIEM
KOoJIM4ecTBe BCTpedaroTcst (ochaTuaniaxomuHsl U GochaTuamI-3TaHOIAMUHBL. DTH 2 TPYIIIEI
rIUIepoGochOIUITNI0B META0ONINYECKH CBA3aHBl JAPYT C JPYrOM M SBJISIFOTCS TJIaBHBIMH
JUMHATHBIMUA KOMITIOHEHTaMU MeMOpPaH KJIETOK.

®ochaTuaniacepunnl. B monekyne gocdarunmncepuna a30TUCTHIM COSTUHEHHEM CIY)KUT
OCTaTOK aMHHOKHCIIOTHI CEpUHa

(HO — CH,—CH-— NH,}):
|
COO

O

I
ﬁ H'ZC —O_C_Rl
|

O~ CO0~
DochatvanncapuH

dochaTuaNICEpUHBI PaCIPOCTPAaHEHBI TOPA30 MEHEEe MIUPOKO, YeM (Poc-PpaTHAMIXOIUHBI
u (ocdorTaHOIAMHUHBI, U UX 3HAUEHUE OIpEJeNseTCs] B OCHOBHOM TE€M, YTO OHM YUYacTBYIOT B
cuHTe3e pochaTuIUIITaHOIAMUHOB.

®ochaTUANIUHOZUTONBI. DTH JUIHUIBI OTHOCATCS K IpyIIie NPOU3BOIHBIX (hocdaTuaHoi
KHUCJIOTBI, HO HEe cojepkaT azoTa. Panukanom (Rs) B 3TOM moakmacce raunepodochoaunuion
SBJIAETCS MIECTUYTIEPOAHBIN IUKIMUECKUNA CIUPT NHO3UTOI:

0o ; "
m OH OH
(ﬁ) H)Cl 0—C—R, 1- -\ ‘\“- v
ch—o—|cH 0 \ oM ’
H,C—0~P—0 ,
C[)_ o+

docharmprnuHozanTon

®ochaTuIWINHOZUTONBI  JOBOJIBHO IIMPOKO  pacmpocTpaHeHbl B mpupoje. OHu
OOHapy>KEHbI Yy KUBOTHBIX, PACTEHUH U MUKPOOPTaHU3MOB. B JKHBOTHOM OpraHmzMe HalJeHbI B
MO3Te, IEYCHN U JIETKHX.

IIna3manorenbl. OT pacCMOTPEHHBIX TIIMLEPOUIUAOB IUIA3MAJIOT€Hbl OTINYAIOTCS TEM,
YTO BMECTO OJIHOTO OCTaTKa BBICIIECH >KUPHOM KHCIOTBHI COAEpPKAT OCTATOK O,-HEHACBHIIICHHOTO
CIUpTa, KOTOPBIA 00pa3yeT MPOCTYIO CBs3b (B OTVIMUME OT CIOXKHOA(DHUPHOHN CBs3H, 00pa3zyemMoi
OCTaTKOM >KMPHOM KHMCIIOTHI) C THIPOKCHJIBHOM IPyIION INIMLeprHa B 1osiokeHuu C-1:
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dochaTuaanbxonrH (TUIa3MaIoreH )

OcHOBHBIMU noJKJIaccaMu IJ1a3MaJIOT€HOB SABIISIFOTCS (dbocdaTraabX0NHUHBI,
docharunanpdTaHONIAMUHBI U (ochaTHIaTbCEPUHBL. [Ipr KHUCIOTHOM THAPOIIM3E IIa3MaJIOTCHOB
00pa3yloTCsl «KHUPHBIE» albAeTubl, Ha3bIBa€MbIE IJIA3MAaJISIMU, YTO U JIETJI0 B OCHOBY TE€PMMHA
«ILIA3MAaJIOTEH .

Kapanonunuu. CBoeoOpa3HbIM MpeAcTaBUTENEM TIUIEPOdOCPOTUNNAOB  SBISETCS
KapJAHOJIUIINH, BIEPBBIC BBIACICHHBIA U3 CEpJACYHOM MbIIbL. [I0 CBOEH XMMHUYECKON CTPYKTYypeE
KapAHOJUIINH MOKHO paccMaTpUBaTh KaK COEAMHEHHE, B KOTOPOM 2 MOJIEKYJbl (ochaTuaHoit
KHMCJIOTBI CBSI3aHBl C IIOMOIIBIO OJHOM MOJIEKYJIBI [JIMUEpPUHA. B OoTiaum4Me OT OCTalbHBIX
riuepodochonunuaoB Kap-AUOJUINH SBISETCS KakK Obl «JIBOMHBIMY»® TIUIEPOPOCHOTUITHIOM.
Kapauonunux nokanu3oBaH BO BHYTpeHHENH MeMOpaHe MUTOXOHIpUil. DyHKIIMS €ro MoKa HesCHa,
XOTs M3BECTHO, YTO B OTIWYHE OT APYrux (pochoiunuaoB KapAHOIUIHUH 00JagaeT UMMYHHBIMHU
CBOMCTBaMH.

0 0
O  CHz CHz ©
R]_lé_o_éH H:C-O—é--ﬁza
Rj-?_](i)_o_g‘,Hg HQC—O—%—R.:
0O (@
Kapanonunun

B stoii popmyinie Ry, R 2, R3, Rsa— pagukansl BEICIINX KUPHBIX KACIOT.

Heo6x0a1Mo 0TMETUTB, YTO B IPUPOJE BCTpedyaeTcs: cBoOOHas pocdarua-Has KUCIO0Ta, HO
B OTHOCHTEJIBHO HEOOJIBIIMX KOJMYECTBaX IO CcpaBHeHHIO ¢ rimuepodochomunuaamu. Cpenu
KHUPHBIX KUCJOT, BXOASNIMX B COCTaB IIH-LEpOdochoaunuaoB, oOHapYKEeHbl KaK HAaCBIIICHHbIE,
TaK ¥ HEHACBIIIEHHbIE (Yallle CTeapuHOBasA, TATbMUTUHOBAS, OJICMHOBAs U JIMHOJIEBAs ).

YcTaHoBeHO — Takke, 4TO  OOJBIMIMHCTBO  dochaTuIMiIXoinHOB U docdaru-
JTUIIATAHOJIAMHHOB COJIEP)KAT OJHY HACHIIIEHHYIO BBICIIYIO KHPHYIO KUCIOTY B nosoxkenuu C-1 u
OJIHy HEHACBHIIIEHHYIO BBICHIYIO JKHPHYIO KucCIoTy B mnonoxeHnun C-2. T'maponus
bochatuanaxomuHoB U PochaTHUIMIITAHOIAMUHOB TPU  YYacTUH OCOOBIX (EpMEHTOB (3TH
(dbepMeHThI OTHOCATCS K Qochonumnazam Az), coepKaiiuxcs, Hanpumep, B si7ie KOOpbl, MPUBOAUT K
OTILICTUICHNWIO HEHACHIIIEHHOM JKUPHOM KHUCIOTHI M 00pa3zoBaHuio Jn3o0hochonunuaos —
m30pochaTUIMIKOIMHOB, WIH  JHU30(0CcHATUAUIITAHOIAMUHOB,  OKa3bIBAIOIINX  CHJIBHOE
T'EMOJIUTHUECKOE NEUCTBHUE:
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NuaodochaTniwaXeME MAM PM30EOCHATHENNSTAHONAMAH
Counronunuasi (cpunrodocdoannuany)

Counromuenunbl. D10 Haubosee pacnpocTpaHeHHbIe cHUHTOMUIMUABL. B OCHOBHOM OHH
HaxoAaTcsi B MeMOpaHaX >KUBOTHBIX M PAcCTUTENIbHBIX KiIeTOK. OcoOeHHO Oorata MMM HEpBHas
TkaHb. CUHTOMHENMHBI OOHApPY)KEHBI TaK)X€ B TKAaHM IIOYEK, MEYEHU M JAPYIHX OpraHoB. llpum
THAPONM3e COUHTOMHEIMHBI 00pa3ylT OJIHY MOJIEKYJIy >KUPHOW KHCIOTHI, OJHY MOJEKYIY
JIByXaTOMHOTO HEHACBHIIIEHHOTO CHHpTa C(OUHTO3WHA, OJHY MOJIEKYIIy a30THCTOTO OCHOBaHUS

(damie 3TO XONIMH) U OAHY MoOJieKyny docopHoil kuciaoTel. OOmyo dhopMyny cHUHTOMHETUHOB
MOJKHO TIPEJICTaBUTh TaK:

ComHroan-
- Y

CHy—(CH,);g=CH=CH—=CH—CH—NH—C—R

OH CHy 2 __
AMpHAas
0 KMCROTA

docdiopran D=‘|:'—D_

KUEAOTA
0O=—CHz—CH2—N" (C Ha)4

—
KORMH

"

ChsHromienis

OOuwmii MmIaH HOCTPOSHHUS MOJIEKYJbl C(OUHTOMHMEIMHA B OINPEAEICHHOM OTHOIIEHUH
HarlOMUHAeT cTpoeHue riuuepodochonunuaoB. Monekyna chuH-TOMHETUHA COAECPKUT Kak Obl
MOJIAPHYIO «TOJIOBKY», KOTOpasi HECET OJHOBPEMEHHO U MOJOXHUTENbHBIM (OCTaTOK XOJIMHA), U
OTpHLIATENIbHBIA (0cTAaTOK (POCHOPHON KUCIOTHI) 3aps/ibl, U JBa HEMOJISPHBIX «XBOCTa» (UIMHHAsS
anudaruyeckas 1enb COUHTO3MHA M aUWIbHBIA paguKal KUPHOM KHUCIOTHI). B HEKOTOpPBIX
C(UHrOMHENNHAX, HANpPUMEp BBIJICJIEHHBIX M3 MO3ra M CEJe3eHKH, BMECTO C(MHIO31MHA HalJeH
CHUPT AUTUAPOCHUHTO3MH (BOCCTAHOBIIEHHBIN CHUHTO3MH):

OH NH, H NHj

ChhskroasH ArrnnpocthwHrosnne
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Crepouabi

Bce paccMmoTpeHHble NTUNUABI MPUHATO HAa3bIBaTh OMBUISIEMBIMH, IIOCKOJIBKY MpPH HX
MIETIOYHOM THIpONIK3e 00pa3ytoTcs Mbuia. OHAKO UMEIOTCS JTUIHIBI, KOTOPBIE HE TUAPOIU3YIOTCS
C OCBOOOXKJEHHEM >KUPHBIX KHUCIOT. K TakuMm nunugam oTtHocarcs crtepouabl. Crepouabl —
[IMPOKO PACIPOCTPAHEHHBIE B pUpoie coequHeHns. OHM yacTo 0OHAPYKUBAIOTCS B ACCOIUAIINU C
xupamMud. VX MOXXHO OTIENUTHh OT >KMpa IyTeM OMbBUICHHS (OHM IONAJal0T B HEOMBUISIEMYIO
¢bpakuio). Bce crepouasl B CBOCH CTPYKType HMEIOT SApO, OOpa3oBaHHOE THAPHUPOBAHHBIM
¢denantpenom (kosbia A, B u C) u nukiionentanom (konbso D) (puc. 24):

5 oY o

DeHaHTpeH NeprigpoderHasTpen LiMKnonaHTaH

UpknonedraHnepruipodeHadTpe
(of@AR T pYETYPHAA OCHOBACTEPONOOE)

Pucynok 24 - O6001mIeHHOE CTEPOUTHOE SIIIPO

K creponmaMm OTHOCATCS, HampuMep, TOPMOHBI KOPKOBOT'O BEIIECTBA HAIAIIOYEYHUKOB,
JKEIYHBIE KHUCIIOTBI, BUTAMMHBI Ipynnel D, cepaeuHble TIUKO3UABI M APyTHE CcOeAuHEeHus. B
OpraHM3ME 4YEJIOBEKa Ba)XHOE MECTO CpeAu CTEPOUIOB 3aHUMAIOT CTEPUHBI (CTEpOJIBI), T.€.
CTEpPOUHbIE CIIUPTHL. [ TaBHBIM MpeICTABUTEIEM CTEPHUHOB SBJISIETCS XOJIECTEPHH (XOJIECTEPOI).

BBuny ClOXHOrO CTPOEHHS M ACHMMETPUM MOJIEKYJIBl CTEPOMABI HMEIT MHOTO
NOTEHIMATBHBIX cTepeon3zoMepoB. Kaxpoe u3 mectuyriaeponHsix konen (kosnpuna A, B u C)
CTEPOMJIHOTO siipa MOXET MNPUHMMATh JBE pa3jIUYHbIE IMPOCTPAHCTBEHHbIE KOH(OpManuu —
KOH(OPMAIIHIO «KpPECIay» 00 «IOIKM.

B nmpupoansix crepousiax, B TOM YHCJIE U B XOJIECTEPUHE, BCE KOJIbIIa B JOPME «Kpeciay,
YTO ABJISIETCS O0JIee yCTONIMBOM KOH(pOpMaIue.

XoJgecrepun. Kak oTmedanoch, Cpeaw CTEPOHJIOB BBIIEIAETCA TIpynna COEAMHEHUH,
MOJTyYHMBIIUX HAa3BaHWE CTEPUHOB (CTEPOJIOB). J[J1sl CTEpMHOB XapaKTepHO HAIWYHE THAPOKCUIBLHON
IpyNIbl B MOJIOKEHUH 3, a Takyke OOKOBOM 1Ny B MOJI0XKeHUH 17. Y BakHEWIIero npeiacTaBUTeNs
CTEPUHOB — XOJIECTEPUHA — BCE KOJIbLIA HAXOAATCS B MpaHC-TIOJIIOKEHUU; KPOME TOTO, OH UMEET
JBOMHYIO CBSI3b MEXY 5-M U 6-M yrinepogHsIMu atoMamu. Clie1oBaTeIbHO, XOJIECTEPUH SIBIISAETCS
HEHACBIIICHHBIM CIIUPTOM:
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AECTEDHH [ NoleoTana]

KonbueBas cTpykTypa XoJecTepUHA OTIMYAETCS 3HAYUTEIBHOM JKECTKOCTBIO, TOTJAa Kak
OOKOBasi IIeMb — OTHOCHUTEIHHOW MOJBMKHOCTHIO. MTak, XOJIECTEPUH COJEPKUT CIIMPTOBYIO
TUAPOKCHIBbHYIO rpymiy npu C-3 1 pa3BeTBICHHYIO alli(aTUYECKyto LIeNb U3 § aTOMOB yriepoaa
mpu C-17. Xumudeckoe Ha3BaHHUE XOJIECTepUHA 3-THAPOKCHU-D,6-xonecTeH. [ MapoKcmibHas rpynmna
mpu C-3 MoxeT ObITh 3Tepu(UIMPOBAHA BBICIICH >KUPHOW KHCIOTOM, MPU 3TOM OOpa3yroTCs
3(upskI X0secTepruHa (XOJIECTEPUIBI).

P o S s -
-\"'\.

R —@-D
ﬁ-—-—“,—-"
OcTarok KMpHOR
KHGRa T

Sdip AonecTepuHa (Xonectepna)

Kaxnas xneTka B opraHu3Me MIIEKOIIMTAKOLIUX COJAEPKUT XonecTepruH. Haxonsace B cocrase
MeMOpaH KIJIeTOK, He’TepU(PHIHUPOBAHHBIA XOJecTepuH BMecTe ¢ ¢ochonunuaamMu U Oeaxamu
o0ecrieunBaeT  M30MpATENbHYI0 MPOHUIAEMOCTh  KJIETOYHOH MeMOpaHbl U OKa3bIBaeT
peryaupyolnee BIUsHUE Ha COCTOSIHUE MEMOpaHbl U Ha aKTUBHOCTh CBS3aHHBIX C HEH ()epMEHTOB.
B nuronnasme xonecTepuH HaXOAUTCS MPEUMYIIECTBEHHO B BUE 3PUPOB C KUPHBIMU KUCIOTaMU,

o0pa3ylolMX MeJIKHe Kaluldi — TaK Ha3blBaeMble BakyolId. B migasmMe KpoBH — Kak
HeATepU(ULIMPOBAHHBIN, TaK U 3TEPUPHUIMPOBAHHBIA XOJECTEPUH TPAHCIOPTHPYETCS B COCTABE
JIUIIOIIPOTEUHOB.

XonecTeprH — UCTOYHUK 00pa30BaHUs B OPraHU3Me MIIEKOMUTAIOMINX KEMTYHBIX KUCIOT, a
TaKXe CTEPOUJHBIX TOPMOHOB (ITOJIOBBIX M KOPTUKOUAHBIX). XOJECTEpUH, a TOUHEE MPOIYKT €ro
OKHCJIEHUS — /-AeTUAPOXO0JIECTepHH, MO AeicTBreM Y D-1Tyueil B KOXe MpeBpaliaeTcs B BATAMHH
Ds. Takum o6pazom, puznonorudeckas GyHKIMs X0IeCTepuHa MHOTOOOpa3Ha.

XonecTepruH HaxXOAMTCS B JKMBOTHBIX, HO HE B PAaCTUTENBHBIX JXUpax. B pacreHHsXx u
APOXOKAX CoAepkarcs ONHM3KHE 10 CTPYKType K XOJECTEPHHY COCAMHEHHS, B TOM YHCIIE
3ProCTEPUH.
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SprocTepuH

DprocrepuH — npenmecTBeHHUK BuTamuHa D. [locie BoznelctBus Ha sproctepun Y D-
JydyaMu OH TNpUOOpeTaeT CBOMCTBO OKa3blBaTh IMPOTUBOPAXUTHOE ICHCTBHE (NIPH PACKPBITUN
koJiela B).

BoccranoBnenue NBOMHOW CBS3M B MOJICKYJIE XOJIECTEPHHA IMPUBOJUT K OOpa30BaHUIO
KompocTepuHa (kompoctanona). Kompoctepun Haxoautcs B coctaBe (ekanuii u obOpasyercs B
pe3ylibTaTe BOCCTAHOBIICHUSI OAKTEPUSMU KHUIIICIYHOW MUKPODIOPHI ABOMHOM CBS3M B XOJICCTCPUHE
Mexnay aromamu Cs u Ce.

HO™ ™

KonpooTepuH (KonpocTason)
VkazaHHbIe CTCPUHBI B OTJIMYHEC OT XOJICCTCPHHA OUCHDb IIJIOXO BCACBIBAIOTCSA B KUIICUHHUKE
Hu IOTOMY 06H3py>KI/IBaIOTC$I B TKaHsX Y€JIOBCKA B CJIICAOBBIX KOJTHMYCCTBAX.

8 Xumus yriieBoaoB

BnepBbie TepMuH «yrieBoab» Obul mpemioxkeH mpodeccopom [lepnrckoro (HbIHE
Taptyckoro) ynusepcutera K.I'. IllmMuarom B 1844 r. B TO Bpems mnpeamnonaraiu, 4To Bce
yraeBoabpl uMmeroT o6mryio  Gopmyny Cm(H20)n, T.e. yrmeBom + Boma. OTcroma Ha3BaHHE
«yrieBonb». Hampumep, riaoko3a u ¢pykroza umeror hopmyny C(H20)s, TpOCTHUKOBBIN caxap
(caxapo3za) Ci12(H20)11, kpaxman [Cs(H20)s]n u T.1. B nmanbHeiinmeM oKa3amaoch, 4YTO P
COEMHEHMI, 0 CBOMM CBOMCTBAM OTHOCSIIUXCS K KJIAcCy YIJIEBOJOB, COJIEpXaT BOJOPOA H
KHUCJIOPOA B HECKOJBKO HMHOM MpONOpIMH, YeM YyKa3zaHo B obmeil ¢opmyne (Hampumep,
nezokcupudo3za CsHi00s4). B 1927 r. MexnayHapoaHass KOMHCCHS MO pedopme XUMHUUYECKOU
HOMEHKJIATYpbl TPEAJoKuUIa TEPMHUH «YTJIEBOABD» 3aMEHUTh TEPMUHOM «IJIMIMIBIY», OJHAKO
CTapoe Ha3BaHHUE «YTJEBOJbI» YKOPEHUIIOCH U SIBIISETCS OOLIETPU3HAHHBIM.

XuMUsl YriIeBOJOB 3aHUMAET OJIHO M3 BEAYLIMX MECT B MCTOPUU Pa3BUTHSI OPraHMUYECKOM
XUMHH. TPOCTHUKOBBIN caxap MOKHO CUATATh NEPBBIM OPraHUYECKUM COEAMHEHNEM, BbIIEJICHHBIM
B XUMHYECKH 9rcTOM Buje. [IponsBenennsiii B 1861 r. A.M. BytiepoBsiM cuHTe3 (BHE OpraHU3Ma)
YIJIeBOOB U3 (OopMaibAeruia sBUJICS IEPBBIM CHHTE30M IPEJICTaBUTENECH OJHOTO U3 Tpex
OCHOBHBIX KJIACCOB BEIECTB (O€IKH, JIUMHIbI, YTIEBO/IbI), BXOJIAIIUX B COCTaB )KMBBIX OPTaHU3MOB.
XuMHUUecKasi CTpYKTypa MPOCTEHIINX YyIriIeBOIOB Oblia BbIsICHEHA B KoHIe XIX B. B pe3ynbrare
dbyHIaMEHTANBHBIX HCCIeNoBaHUM . duinepa. 3HAYUTENbHBIA BKJIAJ B HM3YUYCHHE YTJIEBOJOB
BHecaM oredecTBeHHblE yueHble A.A. Koy, [1I1. Hlopeirun, H.K. KouetkoB u ap. B 20-e roas!
HBIHEIIHETO CTOJIETUsl paboTaMu aHIIMICKOoro wuccienosarens Y. Xeyopca ObUIM 3a70KEHBI
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OCHOBBI CTPYKTYpHOM XuUMHM moJucaxapuoB. Co BTOpoil mojioBHHBI XX B. MNPOUCXOAUT
CTPCMUTCIIBHOC PAa3BUTUC XHUMHUU U 6I/IOXI/IMI/II/I YrijieBoaos, O6yCJIOBJICHHO€ X BaXHBIM
OMOJIOTrMYECKUM 3HAUCHUEM.

Buosoruyeckas poJib yriieBoJ0B

YraeBoapl Hapsay ¢ OelkaMd W JIMIHJAMH SIBIISIFOTCS BOXHEHITMMH XUMHYCCKUMH
COCAUHCHUAMHU, BXOAANIMMHU B COCTAaB KHMBBIX OPraHU3MOB. V d4eoBeka W KUBOTHBIX YIJICBOAbI
BBHINOJIHSAIOT Ba)KHbIE (DYHKIMHM: SHEPreTUYeCKyro (TVIAaBHBIA BUJ KJIETOYHOTO TOIUIMBA),
CTPYKTYpHYIO (00s3aTeNbHBI KOMIOHEHT OOJBIIMHCTBA BHYTPUKJIETOYHBIX CTPYKTYp) H
3a0MTHYIO (y4acTHE YIJIEBOJHBIX KOMIIOHGHTOB HMMMYHOTJIOOYJIMHOB B  TOJJICPIKaHUH
UMMYHUTETA).

YrineBoabl (prbo3a, 1e30KCHPH003a) HMCIONB3YIOTCS JUIsl CHHTE3a HYKJIEHMHOBBIX KHUCIIOT,
OHU SIBIIIIOTCS COCTaBHBIMH  KOMIIOHCHTAMH HYKJICOTHIHBIX KO(DEPMEHTOB, HIPAIOLINX
MCKJTIOYUTENIFHO BKHYIO pOJIb B MeTabO0JIM3Me )KHUBBIX CyIIeCTB. B mociennee Bpemst Bce Ooubliee
BHUMaHHE K ce0c¢ TPUBICKAIOT CMEIIAHHBIE OHOMOJUMEPBI, COJACPIKAIIUE  YIJIICBOJBI:
TJIIMKOICIITUABI U TJIMKOIMMPOTCHUHBI, INIMKOJUIIWAbI U JIUIIOMOJIMCaXapu/abl, TNIMKOJUIIOMIPOTCUHBI U
T.J. DTH BELIECTBA BBIMIOJIHAIOT B OpraHU3ME CIIOKHBIE M BaKHbIE (DYHKIIHU.

C mapymenueM oOMEHa YIJIEBOJOB TECHO CBs3aH psAJl 3a00JIeBaHUM: caxapHbIN Iualder,
raJlakTO3eMUsl, HAPYIICHNE B CUCTEME JICTIO TNIMKOT€HA, HETOJIEPAHTHOCTh K MOJIOKY H T.JI.

Criemyer OTMETUTh, YTO B OPraHU3ME YeJIOBEKAa M YKMBOTHOTO YIJICBOJBI MPHUCYTCTBYIOT B
MEHbIIIeM KoJmdecTBe (He Oonee 2% OT CyXOol Macchl Tella), 4eM OCJIKHM | JIMIUIBL, B
PACTUTENBHBIX OPraHU3Max 3a CUeT IEJITI0I03bI Ha 00 yriieBooB npuxoautcs A0 80% oT cyxoi
Macchl, TOATOMY B IIeJIOM B Ouocdepe yrieBogoB OONbIIE, YeM BCEX IPYTHX OPTaHUYECKUX
COETMHEHHI BMECTE B3SThHIX.

Kaaccndukanus yriaesonos

VYrineBoabl MOXHO ONPENENWTh KaK albJCTHAHBIE WM KETOHHBIE IPOU3BOJHBIC
MOJINATOMHBIX (conepamux Oosnee ogHo OH-Tpymnmbl) COUPTOB WIM Kak COEIUHEHHS, IPH
THJIPOJIM3€E KOTOPBIX 00Pa3yIOTCs 3TU MPOU3BOIHBIE.

CornacHo NpUHATON B HACTOSILEE BpeMs KJIACCHU(DUKALMU, YIIIEBOJbI MOAPA3CIAIOTCS Ha
TPH OCHOBHBIE TPYIIIIBI: MOHOCAXapH/Ibl, OJIMTOCAXAPHUIBI U ITOJIMCAXAPUIBI.

MoHnocaxapuabl

MoHocaxapuapl MOXXKHO paccMaTpuBaTh KaK MPOW3BOJHBIE MHOTOATOMHBIX CIHPTOB,
coJieprKarre KapOOHWIbHYIO (allbJETUIHYIO WIH KEeTOHHYIO) Tpymiy. Eciu kapOoHWIbHAS TpyIna
HaXOJWTCS B KOHIIE IIETIH, TO MOHOCaXapuja TPEACTaBIsIeT COOOH anbIeru]; W Ha3bIBACTCS
aJIbJI030H; MpHU JIFOOOM JPYroM IOJIOKEHUHM 3TOW TPYIIBl MOHOCAXapu[ SBISETCS KETOHOM M
Ha3bIBAECTCS KETO30M.

[Ipocreiimme TpeacTaBUTENd  MOHOCAXapHAOB — TPHMO3bL:  TIUIEPANbIACTUI U
nuokcuaneToH. [Ipu OKHCIEHWH TEepBUYHOW CHOUPTOBOM TPYIIBI TPEXaTOMHOIO CHOUPTa —
TJIAIIEpOsIa — 00pa3yeTcs THIEepabaeru (aTb103a), a OKUCICHUE BTOPUYHON CITUPTOBOM TPYIIITHI
MPUBOAUT K 00OPa30BaHHIO TUOKCHAIIETOHA (KET03a).
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Crepeousomepusi MoHocaxapuaoB. Bce MoHocaxapuIbl colepaT acCUMMETpPUYHBIE
aTOMBI yIJIepo/a: albI0TPHUO3bI — OJTUH IIEHTP aCHMMETPHH, JIbIOTETPO3bI — 2, aIbIOTIEHTO3HI — 3,
anpIoreKco3bl — 4 u T.1. Keto3sl cofepkar Ha 0lMH aCHMMETPHUYHBIH aTOM MEHBIIE, YeM aJlbJ03bI
C TeM € YHCJIOM YIJIEpPOIHBIX aTOMOB. Clie10BaTeNIbHO, KETOTPUO3a AUOKCHAIIETOH HE COAEPIKUT
aCHMMETPUYHBIX aTOMOB yriepona. Bce ocranpHble MOHOCaxapuabl MOTYT CYIIECTBOBATh B BHC
Pa3INYHBIX CTEPEOH30MEPOB.

OO111ee YKCII0 CTEPEOU30MEPOB JIJIs JTI060ro MOHOCaxapuia BhIpazkaeTcs Gpopmystoi N = 2",
riae N — 4uciio cTepeon30oMepoB, a N — YUCIIO ACHMMETPUYHBIX aTOMOB yriepoaa. Kak ormeuanocs,
TIULEPATBICTH COJACPIKUT TOJIBKO OJUH ACUMMETPUYHBIA aTOM yIJepoja U I03TOMY MOJKET
CYIIECTBOBAThH B BUJIC ABYX PA3JINYHBIX CTEPEON30MEPOB.

W3omep rimnepanbaeruaa, y KOTOporo Mpu MPOeKIUH MOJIeNn Ha miiockocts OH-rpymnma y
ACHMMETPUYHOTO aToMa YIIIepoAa pACHOJOXKEeHa C TPaBOW CTOPOHBI, MPHHATO CYHATATh D-
TIIUIEPAbIETUIOM, a 3epKalIbHOE OTpaskeHHe — L-riuuepanbaeruiom:

AJBI0reKCco3bl coiepKaT YeThlpe aCHMMETPUYHBIX aToMa YIJIepoJia U MOTYT CYIIECTBOBATh
B BuJe 16 crepeonzomepoB (24), MIPEACTABUTEIEM KOTOPBIX SABIISIETCS, HAPUMeEp, Tiroko3a. [l
aJIBJIOTIEHTO3 U AJIbIOTETPO3 YUCIIO CTEPEOU30MEPOB PABHO COOTBETCTBEHHO 23=8u2*=4,

Bce nzomepsl MoHOCaxapu0B noapasaenstorces Ha D- u L-¢popmsl (D-u L-xondurypanms)
10 CXOJICTBY PACIIOJIOKEHHUS TPYII aTOMOB Y IOCJEIHEr0 LIEHTPAa ACUMMETPHUH C PACIIOIOKEHUEM
rpynn 'y D- u L-rmunepansaeruaa. Ilpuponnbie rekcossl: TiOKo3a, (GpPyKTO3a, MaHHO3a U
rajaKkTo3a — MpHHAJIeKAT, KaK MPaBUIO, IO CTEPEOXUMHUYECKON KOH(PUrypaluu K COeAMHEHUSIM
D-psina.

W3BecTHO, YTO MPUPOAHBIE MOHOCaXapuabl OOJIAZAIOT ONTUYECKOH AaKTHBHOCTBIO.
CriocoOHOCTh BpalllaTh IUIOCKOCTh MOJIIPU30BAHHOIO Jyda CBEeTa — OJHA U3 BaKHEHIINX
ocoOeHHOCTe BemecTB (B TOM 4YHCIE MOHOCAXapuaOB), MOJEKYJIbl KOTOPBIX HMEIOT
ACUMMETPUYHBIA aTOM YIJIEpOJA WM aCUMMETpPUYHBI B 1eioM. CBOMCTBO Bpamiarh IUIOCKOCTh
MOJIIPU30BAHHOTO JIy4ya BIIPaBO 0003HAYAIOT 3HAKOM ILTIOC (1), @ B IPOTUBOIOJIOKHYIO CTOPOHY —
3HakoM muHyc (—). Tak, D-riumrepanbaern Bpaiaet mioCKOCTh MOJISIPU30BAHHOTO JIydya BIPaBo, T.
e. D-rimunepanbaerun sBisercss D(+)-anpaorpuosoit, a L-rmunepansaerun — L(—)-ambaoTpro3oi.
OpHako HampaBJICHHWE YIVIa BpallCHHs IOJIAPU30BAHHOIO Jy4a, KOTOPOE OIpelensercs
acCUMMETpHUEN MOJIEKYJIbI B II€JIOM, 3apaHee HempenackazyemMo. MoHocaxapubl, OTHOCSIIHUECS 110
cTepeoxuMudeckoil KoHpurypauuu Kk D-psay, moryr ObITh JieBOBpamiaroliuMu. Tak, oObldHas
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(dbopma TIIOKO3BI, BCTPEUAIOIIasicsl B MPHUPOJE, SBISIETCS MpaBOBpamiaromeid, a oosldHas ¢dopma
(GPYKTO3bI — JIEBOBpAIIAIOIIEH.

Hukiaudyeckue (moJiyamerajbHbie) (POPMBI MOHOCAXAPHUAOB. SIBIIEHHE MyTapoTaluu
uMeeT OOBsiCHeHHe. M3BECTHO, YTO AallbJIETHJbI M KETOHBI JIETKO M OOpaTUMO pearupyrT C
SKBUMOJISIPHBIM KOJIMYECTBOM CIHPTA C 00pa30BaHUEM MOJTyalleTalei:

Peakuust 06pa3oBanus moiyaierasisi BO3MOKHA U B IpeesiaX OAHONH MOJICKYIIbI, €CITU 3TO He
CBSI3aHO C IMPOCTPAHCTBEHHbIMU orpaHuueHusiMu. [lo Teopun A. baiiepa, BHyTpUMOJEKYISPHOE
B3aMMO/ICIICTBUE CIIUPTOBON U KapOOHMIBHOMU IpyIin Haubosee 6J1aronpusaTHO, €CIM OHO MPUBOJIUT
K 00pa30BaHMIO TSTH- WIM IMECTUWICHHBIX HUKIOB. [Ipu oOpazoBaHuMM moiryaneTraneil BOZHUKAET
HOBBIA acummeTpuyeckuilt 1eHTp (ans D-rarokossl 310 C-1). HlecTrusneHHble Koyblia caxapoB
HA3BIBAIOT MMHPAHO3aMH, a MATHWICHHBIE — (QypaHo3amu. a-Dopma — 310 opma, y KOTOpOi
PaCIOJIOKEHUE TOJIyalleTaIbHOTO THIPOKCUIIA TAKOE k€, KaK Yy aCUMMETPUYHOrO YIJIEPOIHOIO
aToMa, OTPECIIAIONIETO MPUHAMICKHOCTs K D- wim L-psny. MapiMu cioBamu, B popMyliax C o-
Moaudukanueit MoHocaxapuZoB D-psina mosyaneTalbHbI THAPOKCHI NHUIIYT CIOpaBa, a B
dbopmynax npeacraBureneii L-psina — cinesa. [Ipu Hanmucanuu B-GopMbl TOCTYHAIOT HA0OOPOT.

Takum 00pas3oM, siBIIEHHE MYyTapOTalldW CBS3aHO C TEM, YTO KaKIbI TBEPHBIA IMperapar
YTJIEBOJIOB MPEJCTABIsAET COO0M KaKy-TH0O OJHY IHUKIUYECKYIO (TOJyaleTaqbHyo) GopMy, HO
IIPU PACTBOPEHHM U CTOSHUM PacTBOPOB 3Ta (opMa depe3 allbJeTHAHYI0 MPEBPAIIAETCs B Ipyrue
TayTOMEpPHbIE IUKINYECKHE (POPMBI 1O JOCTUKEHUSI COCTOSIHUS paBHOBecHs. [Ipu 3TOM 3HaueHue
YIEJIBHOTO BpAIIEHUs, XapaKTepHOE JAJIS UCXOJHOW LUKIMYECKOW (POPMBI, MOCTENEHHO MEHSETCs.
Hakonen, ycraHaBiauBaeTCsl MOCTOSHHOE YJENIbHOE BpallleHWe, KOTOpPOE XapaKTepHO JUIs
PaBHOBECHOM cMecu TayTomMepoB. Hampumep, M3BECTHO, YTO B BOJHBIX pPAacTBOpax IJIFOKO3a
HaXOJUTCS TJIaBHBIM 00pa3oM B BUJE - U B-TJIIOKONUPAHO3, B MEHbIIIEH CTENIEHU — B BUJE O- U [3-
IIIIOKO(YpaHo3 U COBCEM HEOOJIBIIOE KOJMYECTBO IIFOKO3bI — B BUJIE alIbACTHIHON (DOPMBI.

Cnenyer MOAYEpKHYTh, YTO W3 PA3NUYHBIX TAyTOMEPHBIX (DOPM TJIIOKO3bI B CBOOOJHOM
COCTOSTHUM W3BECTHBI JIMIIL O- U B-mupaHo3bl. CyllecTBOBAaHHUE MallbIX KOJIMYECTB (ypaHO3 H
aNnbJACTUIHON (DOPMBI B pacTBOpax JOKa3aHO, HO B CBOOOJHOM COCTOSSHUM OHH HE MOTYT OBIThH
BBIJICJIEHBI BCIEICTBUE CBOEH HEYCTOWYMBOCTH.

B 20-x romax VY. Xeyopc mnpemioxuna Oojee COBEPIICHHBIH CIMOCO0 HamMCaHUs
CTPYKTYpHBIX (hopmyin yrieBojoB. Dopmynbl Xeyopca — MIECTH- WU TMATHYTOIBHUKH, IPUYEM OHU
n300paXkeHbl B MEPCIIEKTHUBE: KOJBIO JEKUT B TOPU3OHTAIBHOM MIockocTU. Haxopsmuecs Omuxe
K YHTATEINIO CBSI3U U300paKaAIOT OoJiee )KUPHBIMH JIMHUSAMU (YTJIEPOIHBIE AaTOMBI IIUKJIA HE TTUIIIYT).
3aMecTUTENH, PACIIOIOKEHHBIE CIIpaBa OT OCTOBA MOJIEKYJIbI IIPU €€ BEPTHKAIbHOM M300pakeHuH,
MIOMEIAIOT HWXKE IIOCKOCTH KOJIbLA, a 3aMECTUTENH, HaXOMASIIUECS CIIEBa,— BBILIE IJIOCKOCTU
Kojibla. OOpaTHOE MPaBUIO MPUMEHSIOT TOJBKO ISl TOTO €IMHCTBEHHOIO YIJIEPOAHOrO aTroma,
THIPOKCHIIbHAS TPYIIa KOTOPOTO YY4acTBYeT B 00pa30BaHUU IUKIMYECKOTO MoiyaneTansd. Tak, y
D-caxapos rpynny CH2OH mumryt Hag 3TUM aTOMOM YIJiepoja, a BOAOPOJHBIA aTOM MPU HEM —
BHU3Y.

Hakonern, crnemyer MOMHUTH, YTO TpU HAMMCAHUU CTPYKTYPHBIX (opmyn mo Xeyopcy
ruapokcuibHas rpymnna npu C-1 momkHa ObITH PacoyiokeHa HUKE TIOCKOCTH KOJblla B o-hopMme
u BhIIE — B B-opme:
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[Ipoekumonnsie  Gopmynsl  Xeyopca HE OTPAXKAT TMOUIMHHOH  KOHGpOpMAIuu
MoHOcaxapuaoB. [logoOHO IHMKIIOTEKCaHy, THPAHO3HOE KOJBI0O MOXKET IPUHUMATh JIBE
KoH(purypauu — popmy Kpecia u ¢opmy noaku (konpopmarronusie Gopmysnsl). Dopma kpecia
0o0bIYHO OoJiee yCTOWYMBA, W, IMO-BUAMNMOMY, UMEHHO OHA TpeobiiajaeT B OOJNBIICH dYacTH
MIPUPOJIHBIX caxapoB (puc. 25).

a - MMHelHas (hopMylia TIOK03bI (aTbA0reKco3a); 6 - CTpyKTypHas ¢popMmyla o Xeyopcy; B
- koH(popmanmonHas ¢popmyna (hopma kpecia

Pucynok 25 - a-D-rmroko3a

.1.1 OcHOBHBIE peaKkIU¥ MOHOCAXAPH/I0B, MPOAYKTHI peaKliii U UX CBOIiCcTBA.

Peakuumn mojiyanmetajabHOr0 I'MAPOKCHJIA. YK€ OTMEUAIOCh, YTO MOHOCAXapHIbl Kak B
KPUCTAITTMYECKOM COCTOSIHUM, TaK M B PAacTBOPE B OCHOBHOM CYIIECTBYIOT B TONyalleTATbHBIX
dbopmax. IlomyarneTasbHBIA THUIPOKCHI OTIWYACTCS OOJIBIIEH PEAKIMOHHOW CHOCOOHOCTBIO H
MOXKET 3aMelaTbcs APYTMMU TPYNIHUPOBKAMU B PEAKIUIX CO CIOHPTAMHU, KapOOHOBBIMH
KHCJIOTaMH, (DeHOJIaMH | T.I.

[IponykT peakuuu Ha3bpIBalOT [IHKO3UAOM. (COOTBETCTBEHHO 0- H [-U30MepaM
MOHOCAXapHIOB CYIIECTBYIOT O- U [-TIIoK03uabl. Harmpumep, npu peakuyl METHIOBOTO CITUPTA C
TJIIOKO30M  (IomycTHM, B [-TIUpaHO3HON ¢GopMe) B TPHUCYTCTBUM HEOPTaHUYECKUX KHUCIIOT
oOpasyeTcst MPOAYKT aTKHJINPOBaHUs MeTUI-B-D-rimrokonupanos3u;
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IIpu pefictBun Ha P-D-ToroxonmpaHody yKCYCHOW KHCIOTOM 0OpasyeTcs MpOIyKT
anuiaupoBaHus anetui-p-D-rmroxonupanosun:

AUIMIMPOBAaHUIO M METWIMPOBAHUIO CIOCOOHBI IIO/IBEPraThCsi W OCTAJIBHBIC TPYIIIBI
MOHOCAxapuI0B, HO MIPH HAMHOTO 0O0JIee JKECTKUX YCIOBUSAX. ECiH B peakiuio BCTYMAIOT CIUPTEHI,
¢deHonbpl  WIM  KapOOHOBBIE KHUCIOTHI, HPOAYKTHl peakiuu Ha3blBalOT  O-TIMKO3UAaMHU.
CnenoBarenbHo, MeTwui-fB-D-rimrokonupa-nosun u aunetwi-B-D-rmrokonupanosun sistores O-
IJIMKO3U1aMu (CBSI3b OCyLIecTBIsIeTcs uepe3 Kuciopon). Ilpupoansie O-riauko3uipl, OOJIBIINHCTBO
U3 KOTOpPBIX OOpa3zyercs B  pe3yiapTare IKU3HEACATEIIbHOCTH  PACTCHHH, CYIIECTBYIOT
MIPEUMYIIECTBEHHO B 3-hopme.

BaxxHBIM KJTaCCOM TJIMKO3UIOB SIBISIFOTCS N-TJIMKO3HIBI, B KOTOPBIX TIMKO-3UHAsI CBS3b
OCYILIECTBIISIETCS 4Yepe3 a30T, a He dYepe3 KHUCIopoJ . N-TJIMKO3UABl pPacCMaTpUBAIOT Kak
MIPOU3BO/IHBIE MOHOCAXapHIOB, Y KOTOPBIX TJIMKO3WAHAsS YacTh MOJIEKYJIBl CBS3aHA 4Yepe3 aToM
a30Ta C pajJMKaJIOM OpraHuyeckoro coenuHeHuss R, He sBustomerocs yriesogoM. Kak u O-
TITUKO3U1b1, N-TJIHKO3H/IBI MOTYT OBITh IIOCTPOEHBI KaK MMMPAHO3UIBI HITH KaK (ypaHO3U/Ibl U IMETh

a-u B-popmy:

K N-rnuko3ugam mpuHAIIEKAT HCKIIOUUTENBHO BaKHbIE B OOMEHE BEIIECTB IMPOTYKTHI
pacieryieHusl HYKJIEHMHOBBIX KHUCJIOT M HYKJICOMPOTEUAOB (HYKICOTUIBI U HyKJIeo3unabl), AT,
HAJl, HA1®, HekoTopbsie aHTHOUOTHKH.

Peaknuu ¢ yyacrtueM KapOOHM/IbHOI rpynmnbl. JluHeiHas gopma B KpHCTaIIMUECKUX
npernapaTax MOHOCaXapua0B U UX pacTBOpax MPUCYTCTBYET B HE3HAUUTEIbHBIX KOJUYECTBAX, HO €€
y4JacThe B TayTOMEPHOM paBHOBECHHM OOECIeYMBAeT MOHOCaXapHaaM BCE CBOWCTBA, MPUCYIIHE
anpaeruaaM (B anb103ax) WM KeTOHaM (B K€T03aXx).

Oxkucnenue monocaxapuoos. O06paboTka anpn03 CIAOBIMU OKUCIUTENSIMU TMPUBOJUT K
MPEBPAIICHUIO albJACTUIHON Tpymnmbl B TonoxeHnu atoma C-1 B KapOOKCWIBHYIO TPYIIY C
o0pa3oBaHWEM TaK Ha3bIBAEMBIX aJbJOHOBBIX KHCIOT. AJIBIOHOBON KHCIOTOH MOXeET ObITh D-
TJIIOKOHOBAasi KUCJOTa, KOTOpasi o0pa3yercss MpU OKHUCIECHUHM albJAECTHAHON Tpymmbl D-Trioko3bl.
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®dochopunupoanHas (popma D-TIFOKOHOBOW KHCJIOTBHI HWIrpaeT BaXHYK pOJb B KadyeCTBE
MIPOMEXKYTOYHOTO MPOAYKTA YIIAEBOJHOTO oOMeHa. Jpyroi mpumep — D-ramakToHoBas KHCIOTa —
MIPOJYKT OKUCIICHHS allbACTUAHON IPyMIbl D-ranakTo3sl.

B anbaypoHOBBIX, UM YPOHOBBIX, KUCJIOTaX OKHUCIIEHA (C 00pa3oBaHUEM KapOOKCHIIBHON
IpYIIbl) TMEpBUYHAS CIUPTOBAs TIpYINNa, a albJerWiHas TIpylna OCTaeTCsl HEOKHCICHHOM.
YpoHoBas kuciora, odpasyromasicst u3 D-riroko3bl, HOCUT Ha3BaHUE D-TIIOKypOHOBOM KHUCIIOTHI, a
obpazytromasics u3 D-ranakto3sl — D-rajakroypoHOBOI KHCIOTHI.

YpOHOBBIE KHCIOTHI BEChbMa BaXKHBI B OHMOJIOTMYECKOM OTHOIIEHHHM, MHOTHE W3 HHX
SIBIISTFOTCS] KOMITIOHEHTaMH TIOJIMCaXapH/IOB.

Boccmanoenenue monocaxapuoos. Monocaxapuipl J1erko ruipupytorcs mno cssazu C—O u
IpU 5TOM TPEBPAIIAIOTCS B MHOTOATOMHBIE CHHUPTHI (CaxapocmupThl). D-rirtoko3a, Hampumep,
obpazyer cnupT copobutr, a D-maHHOo3a — MaHHUT. Takoro poja BOCCTaHOBJIEHUE MOXKET
OCYIIECTBISATHCS U (PEPMEHTATUBHBIM ITyTEM.

®ochopHokuciavie IGuUpbl  yriaeBoaoB. MoHocaxapuabel,  3TepUUIIUPOBAHHBIE
¢bochopHOI KHCIOTON, Urpar0T HCKIIOYUTENBHO OOJbINYI0 posib B oOMeHe BemiecTB. [lepBbIM
oOHapyXeHHBIM B Tipupojie pochopHOKHCTBIM 3pupom yriieBoga 01 (HpykT030-1,6-mHchocdar,
KOTOpBbIN BbIsIBUIM Tpu OposkeHuun JI.A. VBanoB, a Taxke A. 'apmen u B. IOnr B 1905 r. B
MOCTIETYFOIINE TOJBI U3 MPUPOTHBIX HCTOYHUKOB BBIIEIIEHO MHOTO HOBBIX MOHO- U auchocdaroB
MOHOCAxXapu0B, B YaCTHOCTU OOJIbIIOE KOJIMYECTBO (pocdaToB KeTo3, Hampumep puoOyno30- U
keuyno3odocdarel. B Hacrosimiee BpeMsi ycTaHOBJIEHA BayKHAs! pOJIb BO MHOTUX OMOXMMHUYECKUX
nporeccax Hapsanay c¢ ¢ocdaramu rekco3 M MeHTo3 Takxke ¢ocdaroB rento3 (B MEpBYIO Ouepe]b
cegorenTynno3o-/-pocdara) u pocharos Trerpo3 (3putpo3o-4-dpocdara u ap.).

Bonbiioit uaTepec npeacraBiAoT nupopocdopHsie 3hUpsl MOHOCAXapUAOB, Hanpumep S-
dbochopudosmn-1-nmupodochar (DPIID), xoTophlii ydacTByeT B CHHTE3€ NyPUHOBBIX U
MUPUMHUIUHOBBIX HYKJICOTUIOB.

Huxe npuBoastcs Gpopmynsl HEKOTOPhIX GocdaToB caxapoB, UTPAIOIIUX BAXKHYIO POJb B
oOMeHe BeIleCTB:
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Je3okcucaxapa. Y ne3okcucaxapoB OJHA U3 TMAPOKCHIBHBIX I'PYII, NPUCOCAUHEHHBIX K
KOJIBIIEBOM CTPYKTYpE, 3amellleHa Ha aToM Bojopoja. OHu oOpa3yloTcs NHpu THAPOIU3E pAla
COEIMHEHUH, UTPAIOIUX BAXXHYIO POJIb B OMOJIOTUYECKUX Mpolieccax. [IpuMepoM MOKET CIyKUTh
ne30Kcupru003a, BXOAsIIas B COCTaB HykJIenHOBBIX kuciot (JIHK):

AMHHOcaxapa. DTO IPOU3BOJHBIE MOHOCAXapuJ0B, THAPOKCUIIbHASL TpyNIa KOTOPBIX —
OH 3amemiena amunorpynmnoit —NH>. B 3aBHcHMOCTH OT NOJI0XKEHHSI aMUHOTPYIIIBI (IIPH aTOMax
yriepoja) B MOJeKyjle aMuHOcaxapa pa3jndaioT 2-aMUHO-, 3-aMUHO- U 4-aMuHocaxapa u T.1. Ilo
YUCIIy aMUHOTPYII BBIIEIIAIOT MOHOAMHHOCAaXapa U TMaMHHOCaxapa.

AmuHOcaxapa o0JIaZjaloT BCEMHM CBOWCTBAMH aMHHOB, OOBIYHBIX MOHOCAXapoB, a TaKXke
crenu(pUIecCKUMH CBOMCTBaMH, 00YCIOBIEHHBIMHU MMPOCTPAHCTBEHHON OJIM30CTHIO I'MAPOKCHIIBHBIX
Y aMUHHBIX TPYIII.

B opranusme yenoBeka M KUBOTHBIX HanOoJiee BaXHBIMH aMHHOcaxapaMu sBIsioTcs D-
IIIOKO3aMUH U D-ranmakro3zaMuH:
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AMHHOC&X&pa BXOOAT B COCTaB MYKOIIOJHUCAXapuAaOB KHBOTHOI'O, PAaCTHUTCIBHOIO0 U
6aKTepHaan0ro IMPOUCXOKACHUA, SABIIAKOTCA YIJICBOAHBIMU KOMIIOHCHTaMH Pa3JINYHBIX
TJIMKOITPOTCHUHOB U I'TMKOJIMIINIO0B.

Oamrocaxapuabl

Ounurocaxapuabl — YIJIEBOJbI, MOJIEKYJIbl KOTOpPHIX coaepkar oT 2 mgo 10 ocratkoB
MOHOCaxapuaoB, COCIMHCHHLIX TIIMKO3WAHBIMU CBA3SIMMU. B cooTtBeTcTBHM C 3THM pasiin4aroT
JFCaxapyu/ibl, TPUCAXAPHIBI U T.]1.

Jucaxapuabl — CIIOXKHBIC caxapa, KaKaas MOJICKYJIa KOTOPBIX MPH THIPOIN3E pacmaiaeTcs
Ha JIBE MOJICKYJIbI MOHOCAXapua0B. Jlucaxapu bl HapsIy C MOJIMCaXapuaaMy SBJISIOTCS OJHUMH 3
OCHOBHBIX MCTOYHHMKOB YIJICBOJIOB B ITHIIC YEIOBEKA U XKHUBOTHBIX. [10 CTpPOCHUIO Mucaxapuibl —
OTO TJIMKO3U/Ibl, B KOTOPBIX 2 MOJICKYJIbBI MOHOCAXaprua0B COCANMHCHDBI FHHKOBI/IILHOﬁ CBS3bBIO0.

Cpenu nucaxapuoB HanOoJiee MMUPOKO U3BECTHBI MaJIbTO3a, JIAKTO3a U caxapo3a.
MautbTo3a, SABJISIOIAACS o-TrKomHpaHo3ui-(1-4)-o-rirokonupa-Ho30i, 00pa3yercs: Kak
MIPOMEKYTOUHBIN MPOIYKT MPH ACHCTBUM aMUJIa3 Ha KpaxMall (MJTH TJIMKOTEH ), COACPIKUT 2
octartka o-D-riaroko3sl.

B Morekyie MajabTO3bI y BTOPOTO OCTaTKa TIIFOKO3bI IMEETCSI CBOOOTHBIN IMOJTyaleTaabHBIN
ruspokcui. Takue aucaxapuibl 001a1al0T BOCCTAHABIMBAIOIIMMH CBOMCTBaMHU.

OnauM U3 Hamboliee pacIpOCTPaHEHHBIX TUCAXapUAOB SIBISIETCS caxapo3a — OOBIYHBIN
MUIEBOM caxap. MoJekyia caxapo3bl COCTOUT M3 OJHOTO ocTaTka D-TIIIOKO3bI U OTHOTO OCTaTKa
D-dppykro3sl. CrienoBatelibHO, 3TO 0-TITHOKO-TIpano3ui-(1-2)-p-bpykrodypanosum:

B omnnunme or OoNbLIMHCTBA JUCaxapyaoB caxapo3a HE HUMEET CBOOOJHOTO
MOJIyareTaJbHOrO THAPOKCHIA W HE 007aJaeT BOCCTAHABIMBAIOIIUMHU CBOWCTBaMHU. [ uaponus
caxapo3bl NMPUBOJUT K 00pa30BaHUIO CMECH, KOTOPYIO Ha3bIBalOT MHBEPTUPOBAHHBIM CaxapoM. B
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ATOM CMeCH Mpeo0IIalaeT CHIBHO JIeBOBpaliaromas Gpykro3a, KOTopas UHBEPTUPYET (MEHSET Ha
00paTHBIN) 3HAK BpAIICHUS MPABOBPAIIAIOIICTO PACTBOPA UCXOIHOHN caxapos3bl.

Jlucaxapua JaKTo3a COJEPKHUTCS TOJIBKO B MOJOKE W COCTOMT W3 D-ramak-to3el u D-
[JIFOKO3bI. DTO0 — B-rajakronupanos3ui-(1—4)-riarokonupaHosa:

brnarogaps Hanuuuio B MOJIEKyJie CBOOOJHOTrO MOMyaleTalbHOTO THIpOKcHUIAa (B OCTaTKe
TJIFOKO3BI) JIAKTO3a OTHOCUTCS K YUCITY PEIYLHPYIONINX AHUCAXapUIOB.

Cpenu mpUpOAHBIX TpHcaxapuaoB HauOoliee M3BeCTHA paduHO3a, COAEpKallas OCTaTKU
(bpPYKTO3BI, TIIIOKO3BI U TalakTo3bl. PadguHo3a B OONBIIMX KOJMYECTBAX COACPIKUTCS B CaxapHOU
CBEKJIE UM BO MHOIMX JApPYTHX pacTeHusX. B 1enoM onurocaxapujbl, NPUCYTCTBYIOLIUME B
pPacTUTENBHBIX TKaHAX, pa3HOOOpa3Hee IO CBOEMY COCTaBY, YE€M OJIMIOcaxapHibl >KMBOTHBIX
TKaHEeM.

IMosmcaxapuabl

[Tonucaxapuapl — BBICOKOMOJEKYJISIPHBIE NMPOAYKTHI ITOJIMKOHJAEHCALMA MOHOCAXapHJIOB,
CBSI3aHHBIX JIPYT C APYTOM TJIMKO3UIHBIMU CBA3SIMU U 00pa3yoIIKX JIMHEWHbIE WM Pa3BETBICHHbIE
uenu. HanGonee yacto BCTpedarommMcs MOHOCAXapUAHBIM 3BEHOM IOJIMCaxapuaoB siBisercs D-
INII0K03a. B KkadecTBe KOMITIOHEHTOB MOJMCaXapua0B MOTyT ObITh Takke D-manHO3a, D- um L-
rajgakTosa, D-kcuinosa u L-apabunosa, D-rmokyponoBast, D-ranakroypoHoBas 1 D-maHHypoHOBast
KHUCJIOTHI, D-rimroko3amuH, D-ranakro3amuH, CHaJIOBBIE 1 AMUHOYPOHOBBIE KHCIIOTBI.

a - Hepa3BETBJICHHBIC; O — Pa3BETBIICHHBIC;

Pucynok 26 - Ctpoenue AByMOHOMEPHBIX T'€TEPOIOINCaXapuI0B (cxema)
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Kax et MOHOCaxapu/1, BXOJSIIMN B COCTaB MOJUMEPHON MOJIEKYJIbI, MOKET HAXOJIUTHCS B
MUPaHO3HON WK (pypaHO3HOH opMme, a TaKKe MOXKET OBITh MMPHCOEINHEH K JI000H 13 CBOOOTHBIX
THAPOKCHIIBHBIX TPYIII CJIEAYIOMEr0 MOHOCAXapUIHOTO OCTaTKa O- WM [-TIUKO3UIHOU CBS3BIO.
[lonucaxapuasl pas3iuyaloTcs HE TOJIBKO CBOMM MOHOCAXapUIHBIM COCTaBOM, HO TaKxke
MOJICKYJIIPHOH MacCO M CTPYKTYPHBIMH OCOOEHHOCTSAMH. Tak, HEKOTOpBIC MOJIMCaXapuibl —
JIMHEWHBbIE TOJUMEPBI, IPYyrue€ — CHJIbHO pa3BeTBJIEHBI. MoJeKyssipHas macca MOJIMCAXapua0B
OTHOCHUTEJILHO BBICOKAa M MOXKET OBITh M3MEpPEHa CYIIECTBYIOIIMMH METOJAMH JIHUIIh C U3BECTHOM
CTCTICHBIO MPUONMKEHHS. DJTO OTIMYAeT IMOJHMCAXapUIbl OT OJIMTOCAaXapuIOB, CTEICHb
MOJIMMEPHU3AIIMA  KOTOPBIX MOXXET OBITh IIOJIHO OIpe/AesieHa KIACCHUYECKUMHU XHUMUYECKUMHU
METOIaMU.

C Touku 3peHHs] OOUIMX TPUHIUIIOB CTPOCHUS, IMOJIMCAXapUIbl MOXKHO pPa3lAeIuTh Ha 2
TPYIIIBI: TOMOIOJIMCAXAPUIbl, COCTOSIIINE U3 MOHOCAXAPUIHBIX €IUHUI] TOJHKO OJHOTO THUIMA, U
reTepOIOINCAXapUIbl, UIsl KOTOPBIX XapaKTEpHO HalW4He ABYX M 0Oojiee TUIIOB MOHOMEPHBIX
3BeHbEB (puc. 26).

I'ereponosmcaxapuasl

[Tonmucaxapuapl, B CTPYKType KOTOPBIX XapaKTEpPHO HAJIM4YME JBYX WIH 0OOjiee THIIOB
MOHOMEPHBIX 3B€HbEB, HOCST Ha3BaHUE TE€TEPOIIOJINCAXaAPHIOB.

[IpuHATO CUMTATH, YTO, MOCKOJIBKY TETEPONOIMCAXAPHUIBI Yallle COCTOSAT TOJBKO M3 JIBYX
pa3MYHBIX MOHOMEPOB, PACIOJIOKCHHBIX IIOBTOPSIOMIMMCS 00pa3oM, OHHM HE SBISIOTCS
nHpOpMaMOHHBIME MoJieKynamu [boxuucku P., 1987].

Baxmneiimme npencraBuTeNM TETEPONOIMCAXapUAOB B OpraHaXx M TKAaHAX JKUBOTHBIX H
YeloBeKa — TIIMKO3aMUHOTJIMKAHBI (MyKomonucaxapuabl). OHH COCTOST W3 IENeH CIIOKHBIX
YTJIEBO/IOB, COJIEPKAIINX aMUHOCAaXapa U YPOHOBBIE KHCIIOTHI.
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PI/ICYHOK 27 - CTpOGHI/IC HCKOTOPLIX CJIOXKHBIX IMOJIMCaXapu10B (FHI/IKO3aMI/IHOFHI/IKaHOB)

PasnuyaroTr  miecTh  OCHOBHBIX  KJIACCOB — TIMKO3aMUHOTJIMKAaHOB.  Kaxknpii w3
TJIMKO3aMHWHOTJTIMKAHOB COACPIKUT XapaKTCPpHYIO I HCTO0 MOBTOPAIOMIYIOCA JUCAXapUIHYIO
€IMHMIlYy; BO BCeX CiIydasx (KpoMme KepaTaHcylnb(aToB) 3Ta €IMHHIIA COACPKHUT JIHOO
TIIIOKYPOHOBYIO, JIMOO WIYPOHOBYIO KHCIOTY. Bce TJIMKO3aMHHOTIIMKAHBI, 32 HUCKIIOYCHHEM
THATypPOHOBOM KHCIOTHI, COJIEPKAT OCTaTKU MOHOcaxapuaoB ¢ O- unu N-cynbhaTHON TpyMIno.

BBII[CJ'[CHHBIG HHAUBUAYAJIBHBIC TJIMKO3aMUHOIITIMKAHBI MOTYT COACpPKATb CMECH ueneﬁ
pas3nu4HON IHHBI. [ JIMKO3aMHHOTIIMKAHBI KaK OCHOBHOE CKPEIUIAIOIIee BEIIECTBO CBSI3aHBI CO
CTPYKTYPHBIMU KOMIIOHEHTaMH KOCTEW M COEMHUTENbHON TKaHU. X (QyHKIUS COCTOUT Takxke B
ylIep:KaHuu OOJBIION MacChl BOABI M B 3aMOTHEHHH MEXKJIETOYHOTO MPOCTpaHCTBA. WHBIMH
CJIOBaMH, TJIMKO3aMHWHOIJIMKAHBI — OCHOBHOII KOMIIOHEHT BHEKJIETOYHOI'O BCIIECCTBA — JXEia-
TUHOOOPA3HOTO BEIIECTBA, 3aIMOJHSIONIETO MEXKJIETOYHOE MPOCTPAaHCTBO TKaHed. OHU Takxke
COACpIKATCA B OOJIBIIMX KOJMYECTBAX B CHHOBUAJIBHON KNUOIKOCTH — 3TO BS3KUHI Marcpual,
OKPYKAIOIIUN CyCTaBbI, KOTOPBIN CIY’KUT CMa3KOH U aMOPTH3aTOPOM.

HOCKOHBKy BOOHBIC PACTBOPBI TJIMKO3aMHWHOITTMKAHOB FGHGO6p33HLI, X HAa3BIBAKOT
MYKOTIOJIACaxapuIaMH.

Hakonen, ecnu Ienu TIJIMKO3aMUHOTJIMKAHA TPUCOCTUHEHBI K OEJIKOBOW MOJIEKYIIE,
COOTBETCTBYIOIIEE COCTUHEHNE HA3BIBAIOT MPOTEOTIIMKAHOM.

[TpoTeornukansl 00pa3yr0T OCHOBHOE BENIECTBO BHEKJIETOYHOTO MaTpHKca. B oTimume oT
MPOCTBIX TJIMKOMPOTEUHOB, KOTOPBIE COAEPkKAT TOJIBKO HECKOJIBKO MPOIEHTOB YIrIeBOJIOB (IO
Macce), MPOTEOrIMKaHbl MOTYT coiepkaTh 10 95% (u Oosee) yrieBooB.

9 BuraMuHbI
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Knaccupukauusa BUTAMMHOB

CoBpemeHHas Kinaccu(uKanys BUTAMHHOB HE sBIsieTCsl coBepuieHHOW. OHa OCHOBaHAa Ha
(U3HKO-XMMHYECKUX CBOMCTBaX (B YaCTHOCTH, PACTBOPUMOCTH) WM HA XUMHUYECKOW MPUPOJIE, HO
70 CHX TIOp COXpaHSIOTCS M OyKBEHHbIE 0003HaYeHHsA. B 3aBHCHMOCTH OT pacTBOPHMOCTH B
HETIOJIIPHBIX OPTaHUYECKUX PACTBOPUTENSX WM B BOJAHOM Cpele paziIuyaroT HCuUpopacmeopumvie
u 6ooopacmeopumvie BHUTAMHHBL. B mpuBOAMMON KiIacCUpUKAIUM BUTAMHUHOB, IIOMHMO
OykBeHHOr0o 0003HaueHHUs, B CKOOKax yKa3aH OCHOBHOW Ouojorumueckuil >Qdexr, uHorma c
NPUCTaBKOM «aHTH», YKa3bIBaIOIIEH Ha CHOCOOHOCTh JAHHOTO BHTAMHMHA IIPEIOTBPAIIATH HIIH
YCTPaHITh pPa3BUTUE COOTBETCTBYIOILETO 3a00JIeBaHUS; Janee IPUBOJUTCS HOMEHKIATypHOE
XMMHYECKOE Ha3BaHME KKJ0r0 BUTAMUHA.

[ToMrMoO 53THUX JABYX TJaBHBIX TPYNI BUTAMHMHOB, BBIICNSAIOT TPYIILY pPa3zHOOOpa3HBIX
XMMHYECKMX BEIIECTB, W3 KOTOPHIX YacThb CHUHTE3UMPYEeTCs B OpraHusme, HO oOnagaer
BUTAMHHHBIMH CBOMCTBAMH. I[J'Ii[ YCJIOBCKA U psJia ) XUBOTHBIX 3TU BCHICCTBA ITPUHATO O6’I)€I[I/IH$ITB
B TpYyNIy BHUTAaMHHOMOMOOHBIX. K HHMM OTHOCAT XOJIMH, JIMIIOEBYIO KHCIIOTY, BHTaMHH Bis
(maHramoBasi KMCIIOTa), OPOTOBYIO KHCIIOTY, HHO3UT, YOUXHHOH, NapaaMUHOOEH301HYIO KHCIIOTY,
KapHHUTUH, JIMHOJECBYIO U JIMHOJICHOBYIO KHCIOTHI, BUTaMUH U (IIPOTHUBOSI3BEHHBIN (HaKTOp) U P
(baKTOpOB POCTA NTHULL, KPBIC, LBITUISAT, TKAHEBBIX KYIBTYD.

Tabmuua 12 - [Tpupoaa 6rnokaTanuTHIECKOH (PYHKIIMH BUTAMHUHOB

Buramuu I'ox |[PexomeH. AKTHBHasA Buoxumuyveckass ¢yHknus (THI
OTKPBI|CYT. 1032 | (KoepmMeHTHAS KATAJIM3UPYEeMOil peaKIuu )
THA (popma)
KupopacTBopuMble BUTAMHHBI
1 2 3 4 5
A (petunon) 1913 | 2,7 Petunans 3puTenbHbBIN Tpolecc
(aHTHKCEPOPTATBMUUECKUI)
D(xanpuucepon)| 1922 | 0,01- 1,25-Inoxcuxosne- OO6meH kanbus U Gocdopa
0,025 KanbLu(pepo (aHTUPAXUTUYECKUIT)
E (Toxkodepon) | 1922 | 5,0 - TpaHCOPT 31EKTPOHOB (3alUTa
MeMOpaHHBIX JIUIHJIOB),
(aHTUCTEPUIIBHBIN, BUTAMHUH
Pa3MHOXKECHHUS)
K(¢pmmmaxuaon) | 1935 | 1,0 - [Tepenoc »nexkTpoHOB (KOaKTOp B
peaxknusx KapoOKCUIMPOBaHUS),
(aHTHrEeMOpparuYecKuil)
BoaopacTBapuMbie BUTAMMHBI
B1 (Tnamun) 1926 | 1,2 Tuamunanupodocdar JlexapOoKcniIMpoBaHue -
(TH®, TAD) KETOKHCIIOT; IEPEHOC aKTUBHOTO
anbjaeruja (TpaHCKeToasa),
(aHTUHEBPUTHBIN)
B2 (pubodnaBun)| 1932 | 1,7 ®dnaBuHaneHVHAMHYKIE | J[pIXaHUE, TIEPEHOC BOJOPOA
otung (PAH), dbnaBus- | (BUTAMUH pOCTa)
MoHoHYKIeoTH 1 (PMH)

PP (auxoTun- 1937 | 18 HAJl, HAJ1® Jp1xanmue, mepeHoc Bo10poia
aMuJI, HUKOTU- (anTHIEIIArPUYECKUH, HUALIH )
HOBasl KMCJIOTA)

Bs 1934 | 2 [Mupunokcanbdocdar OOMeH aMUHOKHUCIIOT, IIEPEHOC
(MMPHUIOKCHH) aMUHOTPYII (AaHTUEPMATUTHBIH,
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aJIcpMUH)
Bi12 (xobanamun) | 1948 | 0,003 Jle30KCcHaeHO3MIT- KodepmeHnr psana metabonnueckux
(nnm Metui-) peakIuii mepeHoca aabKUIbHBIX
KoOaJlaMHUH TPYII; METUIMPOBAHUE
TOMOIIMCTENHA (AHTUAHEMUYECKUI)
Bc  (domumesas | 1941 | 1-2,2 TerparuapodonueBas TpaHcnopT 0JIHOYTIAEPOIHBIX TPYIIT
KHCIIOTa) KHCIIOTa
Bs(manrorenosas| 1933 | 3-5 Kosn3zum A, TpaHcHOpT alMIIBHBIX TPYII
KHCIIOTa) (xodepmenT A) (aHTUIEPMATUTHBII )
H (6uotun) 1935 | 0,25 buonutua (e-N- | KodepmeHt peakiuii kapOOKCH-
OMOTUHWILUTU3KH) mupoanus (tpancrmopt CO2)
(anTHCEOOpeiHbIH, pakTop pocTa
OakTepwuii, APOFNOKEH 1 TPHOKOB)
C 1925 | 75 - BoccranapnuBaroiuii KopakTop s
(ackopOuHOBas psiia OKCUTEHA3;
KHCIJIOTA) THJIPOKCUIIMPOBAHKE MTPOJINHA,;
KaTabOoJIU3M THPO3UHA,
(aHTUCKOPOYTHBIIT)

BI/ITaMI/IHBI, pPacTBOPpHUMBIC B JKHPaXx.

Buramuubl rpynnsr A

Buramun A (peTHHO’; aHTHKCEpO(TaIbMHUYECKUN BUTaMHH) XOpOLIO M3y4yeH. V3BecTHBI
Tpu BUTaMHMHA Tpynnsl A: Ai, A2 U yuc-popma BuTamMMHa A1, Ha3BaHHas HeoBUTaMMHOM A. C
XUMHAYECKOM TOYKM 3pEHMsS PpETHHOJI TMPeJCTaBiIseT COOOM IUKIMYECKU HenpeenbHbIH
OJIHOATOMHBIN CITUPT, COCTOAIIMN U3 IMIECTUUICHHOTO KOJblla (-HOHOH), IBYX OCTAaTKOB M30IpEHa
U NIEPBUYHOM CIIUPTOBOM IPYIIIBIL.
CHa

H3zC CHga CHa

|
CH=CH-C=CH-CH=CH-C=CH-CHyOH
e m e — ;

CHy
Buramud A, (peThHon)

Butamun Az orimdaeTcs OT BUTaMUHA A1 HaJIMYUEM JONOJIHUTEILHON IBOHHOWN CBSI3U B
Kojble -uoHoHa. Bece 3 ¢opMbl BUTAaMHHOB Tpymibl A CYHIECTBYIOT B BHUJIE CTEPEOU30MEPOB,
OJTHAKO TOJIbKO HEKOTOpBIE U3 HUX 00Ja/1al0T OMOJIOTHYECKO aKTUBHOCTHIO. BUTaMuHbI rpymnmsl A
XOpOIIIO PACTBOPUMBI B KHpaX M KUPOPACTBOPHUTEINAX: OeH3oie, Xiopodopme, rdupe, aneroHe u
ap. B opraHm3mMe OHM JIETKO OKHCISIOTCS TpPU y4yacTUH croenuduyeckux (EepMeHTOB ¢
o0pa30oBaHHEM COOTBETCTBYIOIIUX YUC- U MPAHC-ANbJIETUIOB, MOJYYUBIINX HAa3BaHUE PETUHEHOB
(peTuHaNM), T.€. ANBJIETHIOB BUTAaMHHA A; MOTYT OTKJaJbIBaThCs B TieueHH B (opme Ooree
YCTOWYMBBIX CIIOXKHBIX 3(UPOB C YKCYCHOM MM NaIbMUTUHOBOW KHUCIIOTOM.

XapakTepHbIMA CHUMIOTOMAMH HEJOCTATOYHOCTH BHUTAMHMHA A Yy YE€JIOBEKa M MKUBOTHBIX
SBIIAIOTCSI TOPMOXKEHHE pOCTa, CHIDKEHHE Macchl Teja, oOllee HCTOIEHHEe OpraHusma,
cenn(puyeckue MOpakeHUs] KOXKHM, CIM3UCTBIX oOojiouek M Tia3. [Ipexxae Bcero, mopaxkaercs
SMUTENNN KOXKH, YTO MPOSBIsSeTCs Mponudepanueil u naToJIorn4eckuM OpOroBEHHEM €ro; Mpoliece
COIIPOBOKAAETCS Pa3BUTHUEM (DOJUTUKYISPHOTO THUIEPKEparo3a, KOXka YCUICHHO IIENYIIUTCS,
CTAHOBUTCS CyXOil. B pe3ynbTaTe HaUMHAIOTCSI BTOPUYHBIE THOMHBIE U THUJIOCTHBIE TIponecchl. [Ipu
aBUTAMUHO3€ A TOpa)KaeTcsl TaKXKE SIMUTENUI CIM3HCTOW OO0OJOYKM BCErO MHILEBAPUTEIHLHOTO
TpaKTa, MOYEIOJIOBOIO U JIBIXaTENbHOIO alMapaToB. XapaKTepHO MOpakeHHE TJIa3HOro A0I0Ka —
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Kcepogmanvmusi, T.. PA3BUTHE CYXOCTH POTOBOM 000JOYKH Ta3za (OT Tped. Xeros — CyXOW,
ophthalmos — rna3) BcieacTBUE 3aKyMOPKH CIIE3HOTO KaHalla, SIHUTEIUHA KOTOPOIO TaKkKe
MoJIBepraercs oporoBeHuro. ['nasHoe s0JI0KO HE OMBIBAE€TCSA CIE3HOM JKHUIKOCTBIO, KOTOpasi, Kak
M3BECTHO, 00J1a1aeT OaKTEpUIMIHBIM CBOMCTBOM. B pesynbpTare 3TOr0 pa3BHBAIOTCS BOCHAICHUS
KOHBIOHKTUBBI, OTEK, U3BA3BICHUE M pa3MsruyeHue poroBuilbl. Pacman u pa3msrdyeHre poroBHIIbI
CBSI3aHBl C pa3BUTHEM T'HOMHOTO TPOILECCa, MOCKOIbKY THHJIOCTHBIE MHKPOOPTAaHU3MBI IPH
OTCYTCTBHH CJI€3HOM KUIAKOCTH OBICTPO Pa3BUBAIOTCS HA IOBEPXHOCTU POTOBHUIIBL.

K nHambonee paHHUM U crerU(UISCKHIM CHUMIITOMAM aBUTaMHUHO3a A (THIIOBHTaMHHO3a A)
OTHOCHUTCSI KypHHasl, WIM HOYHas, cienora (remepanonus). OHa BbIpa)kaeTcsi B IOTEPE OCTPOTHI
3peHusi, TOYHee, CIIOCOOHOCTH pa3iuyarh IpeIMEThl B CyMEpKax, XOTs OOJIbHbIE JHEM BHJIST
HOPMAJIBHO.

[TomuMoO rumno- 1 aBUTaMUHO30B, OMKCAHBI CIy4au THIIEPBUTAMUHO3a A TIpU yHOTpeOIeHUN
B MWLy TEYEHH OEJNIOro MeABEeAs, TIOJCHS, MOp)Ka, B KOTOPOH COJEPKHUTCA MHOTO CBOOOIHOTO
BUTaMuHa A. XapaKTepHbl MPOSBICHUS TUIEPBUTAMHUHO3a A: BOCHAJCHUE TJa3, THIEPKEpPaTos,
BBIIIQ/IEHUE BOJIOC, 00llee UcTolleHue opranusMa. [Ipu 3ToM, Kak mpaBuiIo, OTMEYAKOTCS MOTEPS
anmneTuTa, TOJIOBHbIE OONHM, JHUCIENCHYEeCKHe sBIEHUS (TOIIHOTAa, pBOTA), OECCOHHHMIIA.
['unepBUTaMUHO3 MOKET Pa3BUTHCS U Y JIETEH, B pe3ysIbTaTe MpruemMa OOJbIINX KOJIMYECTB PHIOBETO
XKUpa U mpenapatoB BuTtamuHa A. OnucaH OCTpbI THIEPBUTAMUHO3 Yy JeTeil mocie mpuemMa
OOJIBIINX /103 BUTAMUHA A, TIPY 3TOM IOBBIIIAETCS €r0 COACPKAHUE B KPOBH.

Buosiornyeckas posib. Buramun A oka3piBaeT BIMSHHE Ha OapbepHYIO (YHKIHIO KOXHU,
CIIM3UCTBIX 000JI0YEK, MPOHUIIAEMOCTh KIJIETOYHBIX MeMOpaH W OMOCHMHTE3 MX KOMIIOHEHTOB, B
YaCTHOCTH OIpPEICNICHHBIX TIIUKONPOTenHOB. CyIIECTBYeT NPEANONIOKEHHEe, YTO Oiaromaps
HAJIMYUIO JBOWHBIX CBSI3eH B MOJIEKYJ€ BUTAMHUH A MOXET Yy4acTBOBaTb B OKHCIIUTEIBHO-
BOCCTAHOBUTENIBHBIX PEAKLHUAX, MOCKOJIBKY OH CIIOCOOEH 00pa30BBIBATH IEPEKHCH, KOTOPHIE B
CBOIO OUYepe/Ib MOBBILIIAIOT CKOPOCTh OKUCICHUS APYTHX COSAMHEHU.

bonee moapoOHO BBISICHEHO 3Hau€HUE BHUTAMHHAa A B MpOIECCE CBETOOIIYIIEHUs. B 3Tom
BaXHOM (PU3MOJOrMUYECKOM Ipoliecce OOJBIIYI0 POJIb HUIPaeT OCOObI XPOMOJIHMIIONPOTEUH —
CIIO)KHBIA ~ O€JOK  POJONCHH, WM  3pUTENBHBIA  TYpPIyp,  SBISIIONIMICS  OCHOBHBIM
CBETOUYBCTBUTENBHBIM IMUTMEHTOM CETYaTKU, B YAaCTHOCTH TMAl0YEK, 3aHUMAIOIIUX €€
nepu@epruyecKkyro 4acTb. YCTaHOBJIEHO, YTO POJOICHUH COCTOUT W3 JIMIONPOTEHHA OICHUHA U
MPOCTETUYECKON TPYIIbI, MPEACTaBICHHONW aibJeTHA0M BUTaMUHA A1 (PETHHAIB); CBSI3b MEXKIY
HUMH OCYILIECTBIISIETCS uepe3 albJAErHJHYI0 TpyHny BHUTaMHHAa M cBoOoaHyro &-NHz-rpynmy
JU3UHA MOJIeKyJasl Oenka ¢ oOpa3zoBanueM Imu¢p¢oBa ocHoBaHus. Ha cBery pojorncuH
pacmierisiercss Ha O€JIOK ONCHUH M PETUHAIB; TOCICAHUN TIOBEPraeTcsl CeprH KOH(POPMAIIMOHHBIX
U3MEHEHUH M TpeBpalieHuto B mpanc-popmy. C 3TUMHM HpeBpalleHUSIMH KakUM-TO 0Opa3oM
CBs3aHa TpaHcoOpMalMsl 3HEPrMH CBETOBBIX Jy4deil B 3pUTENIbHOE BO30YyXKJIE€HHE — IpoLecc,
MOJICKYJISIPHBIM MEXaHU3M KOTOPOTO JI0 CHUX IOp OcCTaercs 3arajakoil. B TemHOTe mpoucxoaut
oOpaTHBIN MPOLECC — CUHTE3 POJOICHHA, TPEOYIOINNA HATN4Us aKTUBHOM (opMbl anpaeruga — 11-
Yuc-peTuHaIIsA, KOTOPBIH MOMKET CHHTE3MPOBATHCS U3 YuUC-PETUHONA, WIH MPAHC-PEeTHUHAIS, WU
mpanc-HopMbl BUTaMUHA A TIPH YYaCTHH JIBYX CHeyupuueckux ghepmenmos — 0ecudpoceHasvl u
n3zomepasbl. bojee moapoOHO UK HpeBpallleHWi pOJONCHHA B CeTYaTKe IJla3a Ha CBETYy U B
TEMHOTE MOXKHO IPEJICTABUTH B BUJIC CXEMBI:
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IoMepasa
11-Likc-PetuHon TpaHc-Petndon
Buramun A {Lpc-dopma) Butamun A (1parc-dopmal

Pucynok 25- [ukn npeBpallleHUd poOJOINCHHA B CETYATKE IJla3a HAa CBETYy U B
TEMHOTE
Takum oOpa3om, Moja JEHCTBHEM KBaHTa CBETA, POJOICHH Yepe3 psAl MPOMEKYTOUHBIX
IIPOJYKTOB («OpPAHKEBBIN» U «OKENTHI» OENKM) pacnajaercs Ha ONCUH U allI0-mpaHc-peTUHAIIb,
MIPeJICTaBISAIONINI co00i HeakTHBHYIO (hopmy anbiaeruna ButamuHa A. MmeroTcs cBeneHus, 4to
aIJI0-Mmpanc-peTUHAIb MOKET YaCTUYHO IPEeBpaIlaTbcs B AKTUBHBIA 11-yuc-peTuHanp mnon
BIIUSTHUEM CBETa (Ha cCXxeMe — MyHKTUpHas cTpenka). OgHaKko ri1aBHBIM IyTeM oOpazoBanus 11-yuc-
peTuHaNA sBIseTCS (PepMEHTATUBHOE TIpeBpaleHne mpanc-GopMel BUTaMIHA A B yuc-popmy (Tox
JeCTBIEM M30Mepa3bl) U MOCIIEAYIOIIee OKUCICHHE €€ IPU YUYaCTHH alIKOTOJIbAeTHAPOTeHA3HI.
PacnpocTpanenue B npupoae W CyTOYHasi NOTpPpeOHOCTb. ButaMuH A MIMPOKO
pacnpoctpaneH. Hawubonee OoraTsl 3TUM BUTAMHHOM CJEIYIOIIME TPOIYKTHl IKUBOTHOTO
IIPOUCXOXACHUS: NI€YEHb KPYIHOI'O POraToro CKOTa U CBUHEH, AUYHBIN JKEITOK, LEIbHOE MOJIOKO,
Macio, cMeTaHa, CIMBKU. OCOOEHHO MHOTIO CBOOOJHOrO BUTaMHHAa A B JKHUpPax MEYEHH MOPCKOTO
OKYH$, TPECKH, MAJITyca: B YACTHOCTH, B )KHpE MEUEHU MOPCKOTO OKYHs COAepkKaHHEe BUTaMUHA A
noxomuT 10 35%. Mcrounnkamu BUTaMuHA A NI Y€JIOBEKa SIBISIOTCS TAK)KE KPAaCHO-MSAKOTHBIE
OBOLIM (MOpPKOBb, TOMAThl, NE€pell U Jip.), B KOTOPbIX BUTAaMUH A COJEPKUTCA B BHUJE
npoGUMAMUHO8 — KAPOMUHOG, BBIIEICHHBIX BIIEPBbIE U3 MOPKOBHU (OT jaT. carota — MOPKOBB).
N3BecTHb! 3 THNA KapOTUHOB: 0O-, - U Y-KApOTHUHBI, OTIMYAIOIIMECS APYT OT JIpyra XUMUYECKUM
CTpOEHHEM M OHMOJIOTHYECKOM aKTUBHOCTHIO. Hanboublel Onoaornueckoil akTHBHOCTBIO 00J1a/1aeT
B-kapoTuH, pu pacrnaje B OpraHu3Me U3 HEro 00pa3yroTcs IB€ MOJIEKYJIbl BUTaMUHA A.

CH.? | Hll/\wj

ﬁQ, (CH=CH-C -Csz_--CHlétCH- 4{:H—C--CH—CH}';\A/
I z ]
N ! CHy

[f-KaponiH

[Ipu okucIUTENBHOM pacmaze o- U yY-KapoTHHOB 00pa3yeTcsl TOJIbKO MO OJHOM MoJeKyse
BUTAMHHA A, TIOCKOJNBKY JTH TIPOBHTaMHUHBI COJIEPXKAT 1O OAHOMY [3-HOHOHOBOMY KOJIbBILY.
Paciienienne KapoTMHOB Ha MOJEKYJbl BHTaMHHA A TPOUCXOAUT NPEUMYIIECTBEHHO B
KHILIEYHHUKE MO JeiicTBreM crienuduyeckoro pepmeHTa B-KapOoTUHAMOKCUTeHAa3bl (HE UCKIIIOUeHa
BO3MOXXHOCTh AHAJIOTMYHOTO TIPEBpAIICHUS M B TI€UYEHH) B MPHUCYTCTBUH MOJEKYISIPHOTO
kuciopona. Ilpm »sTomM 00pa3yroTcss 2 MOJEKYJIbl PETHHANSA, KOTOpPhIE TMOJ JCHCTBHEM
cenn(UYecKol KHUIIEYHOM penyKTa3bl BOCCTaHABIMBAIOTCS B BUTaMHH A. CTeneHb yCBOCHHUS
KapOTHHOB W CBOOOJHOTO BHTaMHHA A 3aBHCHUT KaK OT COJCpKaHHs JKUPOB B MUINE, TaK U OT
HAJINYHSI CBOOOJHBIX JKETUHBIX KUCIOT, SIBISIOMUXCS aOCOMIOTHO HEOOXOAUMBIMU COCAMHEHUSIMU
JUIS TIpoliecca BCachlBaHUS MPOIYKTOB paciaja >KMpOB.

CyrouHast TOTpeOHOCTH JIJIs1 B3POCIIOTO YeJIOBEKA COCTABIISET B CpEHEM 2,7 M BUTAMHUHA A
WM oT 2 10 5 Mr [-kapotwHa. Y 4YeNOBEKa OCHOBHBIM OpPraHOM, B KOTOPOM YaCTHYHO
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OTKJIQJIbIBAETCS PO 3aIlac BUTAMHUH A, SIBJISIETCS TTeUeHb. B HOpMeE B Hell copepkutcst 0koJio 20 mMr
storo ButamuHa Ha 100 r TkaHwu.
Butamuusl rpynnsi D

Buramun D (kanpuudeposn; aHTUpaXUTUYECKUI BUTAMUH) CYILIECTBYET B BUJIE HECKOJIBKUX
COCAMHEHUH, pPa3MUYAIONIMXCS KaK IO XHUMHYECKOMY CTPOCHHIO, TaK U IO OHOJOTHMYECKOU
aKTUBHOCTH. JJI1 4eoBeKa M )KUBOTHBIX aKTHUBHBIMH ITpENapaTaMy CYMTArOTCA BUTaMUHbI Do Ds,
XOTS B JIUTEpaType u3BecTeH U BuTaMuH D4(nuruaposprokansiudeporn). B npupoassix npoaykrax
coJiepKaTcsi MNPEUMYIIECTBEHHO TmpoBUTaMuHbl D2 u D3~ COOTBETCTBEHHO »JpProcTepuH U
XOJIECTEPUH.

B 1924 r. A. T'ecc, M. Beitnmrok u He3aBucuMO OT HUX I'. CTMHOOK M3 PacTUTEIbHBIX
Macesl M MPOJYKTOB MUTAHMS TOCe BO3ACHCTBU Ha HUX Y D-nmydamu ¢ mwHON BomHb! 280-310
HM MOJYyYMJIM aKTHUBHBIN IIpenapar, NpeJoTBPALLAOIINN pa3BUTHE paxuTa y nerei. Okazanock, 4To
aKTUBHOE HAyaJl0 CBS3aHO C KaKUM-TO CTEPHHOM, KOTOPBIH OBbUT WACHTH(QHUIUPOBAH C
3ProcTepyuHOM M Ha3BaH BUTaMUHOM Di1. B 1932 r. A. Bunaayc Bblaenus 3proctepos U3 IpoxiKen
U MOKa3all, YTO UCTUHHBIM BUTAMUHOM D SBISIETCS HE 3ProCTEpUH, a MPOAYKT €ro MpeBpalieHus,
obpazyromuiics pu Y P-00irydeHnN, KOTOPBIH ObUT Ha3BaH BUTAaMUHOM Do, WM KaiabIudeposiom.
B 1956 r. MexayHapoHasi KOMUCCHUS 110 XUMUYECKOH HOMEHKJIAType MpeaIoKuiIa JUisl BUTaMUHA
D2HoBOE Ha3zBaHME — «dPTOKANBLIH(EPOI».

C XuMHYecKOil TOYKM 3pEHHUs SProcTepuH(0d) TMpeACTaBiseT COOOH OAHOATOMHBIN
HEHACBHIIICHHBIA UKJINYECKUH CIHUPT, B OCHOBE CTPYKTYPhI KOTOPOTO JISKUT KOHIECHCHPOBAHHAs
KOJIbIIeBasl CHUCTeMa LuKIoneHTaHnepruapodenantpena. [lon neiictBuem Y®-mydeil sprocrepux
4yepe3 psii MPOMEKYTOUHBIX TIPOIYKTOB (JIOMUCTEPUH, TAXUCTEPHUH) MPEBpaiacTcs B BUTaMUH Dy!

CHg CHy
CHy | GHg
o e e
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o - _.-"I _.-'"""\-\.H_\ :'\-\.L - e = o i)
] F:-I.|/ M - .E-' i '-'f=|é :I;.-..:. o {‘
_ B4 CHa L A Bl | “CHa
HO CHg CHs HO GHq CHg
AprocTepnH Huramue Do {aproansyndepon)

Buramun D; oOpa3yercs U3 3procrepuHa B pe3ylbTaTe pa3pbiBa CBS3H MexAy 9-m u 10-m
YIJIEpOJHBIMU aTOMaMu KoJiblla B nmon nerictBueM Y d-nyyeil.

B 1936 r. B maGoparopun A. BuHgayca ObLI BBIZICIICH aKTUBHBIM B OTHOIIEHWH paxuTa
mpemapaT W3 pHIObETO KMpa M Ha3BaH BUTAMHUHOM D3. BBIACHUIIOCH, YTO MpEIIeCTBEHHUKOM
BuTamMuHa DgzsBisercss He sprocrepud, a xojectepud. A. Bunpmayc B 1937 r. Bblaenun us
MMOBEPXHOCTHBIX CJIOEB KOXXH CBHHBH 7-JETUAPOXOJECTEPUH, KOTOPbIA mipu Y D-00myueHun
MpeBpaliajics B aKTUBHbIA BUTAMUH D3!
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Crnenyer OoTMETUTh, 4TO OJarojaps HaJIMYMIO XOJIECTEPUHA M 7-IerHIpO-XOJecTepUHa B
COCTaBe JIMMIUAOB KOXKH 4eJIOBEKa BO3MOXKEH CHHTE3 BUTaMHHA D3npu coaHEYHOM OOIyYeHUU HITH
00JIydeHHUH JIaMIION yIbTpaduoJE€TOBOr0 U3Iy4€HHUsI IOBEPXHOCTH Tesla. DTUM IMPUEMOM OCOOCHHO
LIMPOKO MOJIb3YIOTCS IIPH JICUEHUH PaxXnTa y AETEH.

Butamuner D2 u D3 mpeacraBisitor co0Ooit OecliBETHbIE KPUCTAUIBI C TEMIIEpaTypoi
iasienus 115—-117°C, HepacTBOpUMBIC B BOJIC, HO XOPOIIIO PACTBOPUMBIE B )KHpax, XJIopodopme,
supe 1 Ipyrux KUPOPaCTBOPUTEIISX.

Henocrarok Butammna D B panuvoHe pAeTel NPUBOAUT K BO3HMKHOBEHHIO IIHUPOKO
U3BECTHOIO 3a00JI€BaHUS — paxuma, B OCHOBE Pa3BUTHs KOTOPOro JieKaT M3MeHeHus (pocopHo-
KaJbIIMEBOTO OOMEHAa M HapyIICHHE OTIOXKEHHUS B KOCTHOW TKaHU (ocarta xampuus. [lostomy
OCHOBHBIE CHMIITOMBI paxuTa OOYCIOBJIEHbI HapylICHHMEM HOPMAJBHOIO IpOllecca OCTEOreHe3a.
Pa3BuBaercs ocmeomanayus — pazmsardenue kocreid. Koctu cTaHOBSTCS MATKUMU U MO TSDKECTBIO
TeNna nNpUHUMarT ypoaiussle O- nian X-o0pasubele popmbl. Ha kocTHO-XpsLIeBoi rpaHuLe pedep
OTMEYAIOTCSl CBOCOOpa3HbIC YTOJNIICHUS — TaK HA3bIBAEMbIE pPAaXUTUYECKHE YETKH. Y JeTei,
OOJIbHBIX PaXUTOM, OTHOCHUTENIbHO OOJIbIIAst TOJIOBA M YBEIMUEHHBIH KHUBOT. Pa3BUTHE MOCIEIHETO
cUMITOMa OO0YCJOBJIEHO TMIOTOHMEW Mbill. HapylieHue mporecca ocreoreHe3a NpU paxuTe
CKa3bIBa€TCsl TaK)Ke Ha pa3BUTHM 3YyOOB; 3aJEp)KHUBAIOTCS IOSBJICHHE TIEpBBIX 3y0OB U
¢dbopmupoBanue aeHTHHA. [y aBUTaMUHO3a D B3pOCIBIX XapakTEpHOH OCOOEHHOCTHIO SIBISIETCA
pa3BUTHE OCMEOonopo3a BCIEACTBUE BBIMBIBAHUS YK€ OTIIOKHBILUXCS COJIEHM; KOCTH CTaHOBSTCS
XPYIKUMH, YTO YaCTO IPUBOJUT K IEpeIoMam.

Buonornyeckas posab. 3HaueHre BUTaMuHa D HauMHAET NPOSICHATHCS B MOCIEAHEE BPEMSL.
[TonydeHsl 10Ka3aTenbCTBA, YTO MPU (PU3UOIOTUUECKUX YCIOBUAX KalbLU(epobl PYyHKIMOHATBHO
uHepTHbI. 1o nanueM I'. ne Jlyka u coaBT., BuTaMuH D BBINOIHSET CBOM OMOJOTHUYECKUE (PYHKLIUU
B opranu3mMe B (¢opMe 0Opa3yromuXcs W3 HEro aKTHUBHBIX METa0OoJIMTOB, B 4YacTHOCTH 1,25-
JTMOKCHXOJIeKaNbIuepona [cOKpanieHHO o0o3HavaeTcs 1,25(0OH)2Ds] u 24,25-
nuokcuxonekaneiupepona  [24,25(0H)2D3]. ®epMmeHThI, KaTalIM3UPYIOIIHME OSTH PEaKIUH,
Ha3bIBAIOTCA TMJPOKCWIA3aM{, WJIM MOHOOKCUT€Ha3aMH. B peakuusx TIUApOKCHUIMPOBAHMS
UCIIONIb3YETCSl MOJEKYNIApHbIA kuciopoa. Ilokazano, uTto crnenuduyeckas o-TUApOKCUIa3a
COZICpKMUTCS, TOMHMO TIOYeK, B KOCTHOW TKaHM U IUameHre. MMerorcs OeccriopHble
JI0Ka3aTeNIbCTBA, YTO UMEHHO ATH aKTHBHbIE META0OJIUTHI, BHIIOIHSAS CKOpEee TOPMOHAIBHYIO, YEM
OMOKAaTATUTUYECKYIO, POJb, (PYHKIIMOHUPYIOT B CHCTEME TOMEOCTaTHYECKOH perymiauuu oOMeHa
KaJblUsl ¥ MHUHEPAJIHM3alUK KOCTHOW Tkanu. B wactHocTH, 1,25(OH)2DsyuactByer B peryisiuu
npoueccoB BcackiBaHus Ca u P B kuieuHuke, pe3opOuun KocTHOW TkaHHu U peadcopobunu Ca u P B
MOYEYHBbIX KaHajblax. [Ipoueccel ocreoreHe3a M peMOAECIUPOBAHUS KOCTHON TKaHU, HAIPOTUB,
perymupytoTtcs 24,25(0OH)2D3. Metonom ayropaauorpadun mokazano HakorieHue 1,25(0OH)2Ds B
s]lpax KIJIETOK OpraHOB-MUIIEHEW (ITOYKH, MO3T, MOJDKENyJouYHas »eje3a, TMnou3, MOJOouYHas
xeneza), rae oH crocobctByer cuHTesy MPHK, Ca-cBsa3piBaromux O€lIKOB U TOPMOHOB,
pEryaupyromux oOMeH KalbliMs; B TO € BpeMsl OH HE OOHapy)KHMBAaeTCsl B IICUEHH, CEJIE3EHKE,
CKEJIETHOM U cepAe4yHOM Mblmnax. lloarBepaunochk MpearioNioKeHue O CyLIECTBOBAHUHU
cnenu(uaeckoro BHyTPUKIETOYHOTO OeJTKa, SBIISIOMIETOCS PEIENTOPOM KaabIin(epoioB.
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PacnpocTpaHeHnne B mNpupoae W CyTOYHasi NMOTpPeOHOCTH. HaumOombliee KOTUYECTBO
BUTaMuHa D3 comepKUTCS B MPOIYKTaX >KUBOTHOTO MPOUCXOXKIICHUS: CITMBOYHOM Maclie, KEJITKE
SWIl, TICYCHH M B JKUPaX, a TaKKe B PbIObEM XKHUPE, KOTOPBIH IIMPOKO WCIONB3YeTCs IS
npodWIAKTUKY U JICUCHHS paxuTa. M3 pacTUTEIbHBIX MPOJYKTOB Hanbojee OoraTel BUTAMHHOM D2
pactuTenbHbie Macia (IOJICOTHEYHOE, OJIMBKOBOE W JIp.); MHOTO BUTamuHa D2 B apoxokax. s
npoWIAKTUKNA PaxHWTa B JETCKOM BO3pacTe, MOMHMO ITOJHOIICHHOTO IMUTAHUS, BKJIFOYAIOIICTO
MAacJio, MOJIOKO, KHPBI, MSICO M APYTUe MPOIYKTHI, peKoMeHayeTcs Y D-001ydeHne MOBEPXHOCTH
KOXHU (CoimHeYHOe oOJydeHue, JIammbl yiabTpadUOIETOBOrO OOJYYEHHs), a TaKXKE MPOTYKTHI
PaCTHTENBHOTO TMPOUCXOKIACHHS, CIIOCOOCTBYIOIME oboramiennio ux BuTamuHoM D. Cyrounas
notpeOHOCT, B BUTamMmHE D s gereit koneOnercs or 10 mo 25 mxr (500-1000 ME) B
3aBHUCHMOCTH OT BO3pacTa, (U3UOIOTUYECKOTO COCTOSIHHMSI OpPTraHM3Ma, COOTHOIICHUW COJIeH
dochopa m Kanmpims B parpoHe W Ap. s B3pocioro uenoBeKa JAOCTATOYHO MHUHUMAIBLHOTO
KoJIn4uecTBa BUTaMuHa D.

Cayvau runepButamuHo3a D y mrojelt HaOMIONAIOTCS MPU «yJApHOM» TEpaluu paxura U
HEKOTOPBIX JIepMaTo30B (BomuaHka). [ mmepBuTamMuuo3 Obu1 oTMedeH nocie nmpuema 6onee 1500000
ME Butamuna D B cytku. [Ipuem odeHb 00JbIIUX 103 BUTAMHHA D MOXET BBI3BaTh CMEPTEIIBbHBIH
UCXOJ. Y OKCICPUMEHTAIBHBIX J>KUBOTHBIX THIICPBUTAMUHO3 COMPOBOXKIACTCS YBEIUUCHHEM
OTJIOXKCHUS TUAPOKCHIIAIIATUTA B KOCTSAX U HEKOTOPHIX BHYTPEHHUX OpraHax. ¥ co0ak, Hampumep,
OTMEYCHa KalbIU(UKAIMS TOYEK. Bce 3TH CHMIITOMBI MCUE3AIOT IMOCIE MPEKpaIICHUs IpreMa
BUTaMUHA.

Buramunbl rpynnsr K

K Butammunam rpynnsl K, cormacHo HoMeHKJIaType OMOJIOTMYECKOM XUMHUH, OTHOCSTCS 2
TUIIA XUHOHOB C OOKOBBIMH ILIETSMH, MPEACTABICHHBIMU H3OMPEHOUIHBIMU 3BEHBSAMH (LEISIMHM):
Butamunbl K1 u K2 . B ocHOBe IUKIMYECKON CTPYKTYpbl 0OOMX BUTaMUHOB JIEKHUT KOJIBLO 1,4-
HaTOXMHOHA. 3aMETHM, YTO >KUBOTHBIE TKAHW HAJEICHBI CIMOCOOHOCTHIO CHHTE3a OOKOBBIX
M30MPEHOBBIX 1IETei, HO He MOTYT CUHTE3UPOBaTh HAPTOXMHOHOBBIA KOMIIOHEHT. Y OOJIBIIMHCTBA
OaxTepuii BUTaMuH K SBJIsIeTCSI KOMIIOHEHTOM JAbIXaTE€IbHON LIENU BMECTO YOMXMHOHA.

s Butamuna Ki coxpaHeHo Ha3BaHue «(DUIUIOXMHOH», a ISl BUTAaMHHOB Tpymmbl Ko
BBEJICHO HA3BAaHUE «MEHAXHWHOH)» C YKa3aHMEM UMCIIa M30NPEHOBBIX 3BEHbEB . B wacTHOCTH, 1is
ButamuHa K> pexoMeHI0BaHO Ha3BaHHWE «MEHAXWHOH-6», rae mudpa 6 yKa3pBaET YHUCIO
M30IPEHOBBIX 3BEHbEB B OOKOBOM LIETIH.

Buramun Ki (uiaoxuHOH) BrepBble ObUT MU30JMPOBAH U3 JIOIEPHBI. DTO MPOU3BOAHOE 2-
MeTui-1,4-HagTOXMHOHA, coJep)Kallero B 3-M MOJOXEHUH (UTWIBHBIN pagukan, umeronmii 20
aTOMOB yTJiepojia:

| | |
CHz_CH-C_:Csza_CH_{CHEJ3—CH‘{CH2}3_CH_CH3

Buranmn K, (dmnnoxmHoH)

Burtamun K2 OTKpBIT B pacTeHUAX U B OPraHU3ME KUBOTHBIX U COJAEPKUT B OOKOBOH LIeTH
oT 6 10 9 U30ITPEHOBBIX €ANHUII.
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Buramun K, (MeHaxuHoH; n =6, 7 umm 9)
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Buramun Ki mnpexncraBiser co0OW  CBETJIO-KENTYIO JKMIKOCTb, HEYCTOWYHMBYIO IIPH
HarpeBaHUM B IIEIOYHOM cpeje W npu o0JydeHUH, a BUTaMHH Kz — JKENThle KPUCTAILIBI, OH TaK)Ke
HeyctoiunB. ObOa mpemapara HEpaCTBOPHUMBI B BOJIE, HO XOPOIIO PACTBOPHUMBI B OPTaHUYECKHUX
pacTBopuTelnsx: 6eH3one, xjaopodopme, arleToHe, FTeKCaHe u JIp.

I[Tomumo ButamuHoB Ki u K>, HekoTopble mnpou3BogHbIe HA(QTOXMHOHA OO0JaJAIOT
BUTAMUHHBIMU CBOMCTBaMHU M BBICOKOW aHTHUT€MOPPAruyeCKol aKTUBHOCTHIO. Tak, CHHTETUYECKHI
aHajmor BuTaMmuHa K, JuIICHHBIM OOKOBOM LIENMM B IIOJOKEHUH 3, Ha3bIBAIOT BUTaMuHOM K3
(Menaguon, wim 2-metwi-1,4-HadTO-XMHOH); (AKTHYECKH OH SBISIETCS IMPOBHUTAMHHOM.
[Tockonpky BUTamMuH K3 HepacTBOpHM B BOJE, Ha €ro0 OCHOBE OBUIM CHHTE3UPOBAHBI JICCSITKH
pacTBOPUMBIX B BOJIE MPOU3BOJHBIX, OJHO M3 KOTOPBIX HAILIO IIMPOKOE NPUMEHEHHE B
MEIULHUHCKOM TpakTUKe — 03TO cuHTe3upoBaHHas A.B. TlamnmagunaeiM HaTpueBas CoJb
OuCynb(GUTHOTO MPOU3BOIHOTO BUTaMKuHa K3 — BUKacour:
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Buramun K, Bukacon

Buramun K sBisiercs aHTHreMOpparudeckuM (aKTopoM, ONpPEISICHHBIM —00pa3om
CBA3aHHBIM CO CBEPThIBAHMEM KpPOBHM: OH CYIIECTBEHHO YIMHSET ero mnepuoi. Ilosatomy mnpu
aBuTaMruHO3€¢ K BO3HHKAIOT CaMOINPOU3BOJIbHBIE MAPECHXUMATO3HBIE U KAWJUISIPHBIE KPOBOTECUCHHUS
(HOCOBBIE KPOBOTEUEHHUS, BHYTPEHHHE KpOBOM3IUAHUSA). KpoMme Toro, mo0bie mopakeHUs COCyA0B
(BKIIIOUAss XUPYpPrUyecKue omnepanuu) mpu aBuTamuHo3e K Moryr mnpuBecTd K OOWIIBHBIM
KpOBOTEYEHHUSIM. Y uejoBeKka aBuUTaMuMHO3 K BcTpewaercss pexe, 4eM Apyrue aBUTaMUHO3BI.
OObsicHsIeTCA 3TO JABYMS OOCTOSITENIbCTBAMH: BO-TIEPBBIX, CMEIIAaHHAs MHUIA JOBOJIbHA Oorara
ButaMuHoM K (BuTamunbl Tpymmbl K CHHTE3MpYIOTCS B 3€TEHBIX PACTEHHMSIX M HEKOTOPBIMU
MUKPOOPTraHU3MaMH); BO-BTOPBIX, CHHTE3UPYEMOI0 KHUIIEYHOW MHUKPO(IOpOH KOJUYECTBA
ButamMuHa K BIONHE AOCTAaTOYHO Il MPEJOTBPAIEHUS aBUTAMHUHO33a. ABUTAMHUHO3 OOBIYHO
pa3BHUBaeTCA IpPU HAPYLIEHUWH IPOLECCAa BCACBIBAHUS JKUPOB B KHUIIEYHUKE. Y JI€TEW IPyIHOrO
BO3pacTa 4YacTO BO3HUKAIOT OOWJIbHBIE TOJKOXHBIE KPOBOTEUYCHHS M KPOBOMBIUSHHUSI; OHU
HaONMOIal0TCd M TMPU TaK HA3bIBAEMOM T€MOpPpArnyeckoM uaTe3e, SBISIOMIEMCS CIEACTBHEM
HEJIOCTAaTOYHOCTU CBEPTHIBAaHUS KPOBU Y MATEPH.

Buonoruyeckas pouab. Butamun K npuHumaer ygactue B CHHTE3€ IPOTPOMOHHA B IIEYCHH,
BEpOsATHEE BCEro, uepe3 (epMeHTHYH cuctemy. [lomydeHbl qoka3zaTenbcTBa, 4yTO BUTaMHH K
HE0OXO0IUM KaK CTUMYJISITOP OMOCHUHTE3a B MEYCHH MUHUMYM 4 O0eTKOB-(hepMEHTOB, YUaCTBYIOIINX
B CIIO)KHOM Tiporiecce cBepThiBanusi kpoBH: ¢aktopoB II, VII, IX, X. B wactHOCTH, MMEIOTCS
JaHHBIE, YTO B MOJIGKYJIe YKa3aHHbIX (haKTOPOB 00S3aT€TbHO MPHUCYTCTBYIOT OCTAaTKH
KapOOKCHUTITyTAMHHOBOW KHUCJIOTBI; B MOJIGKYJ€ aKTHBHOTO MPOTPOMOMHA TaKUX OCTATKOB
okazainock 10. IIpoTpomMOuH, SBJISASICH  MPOTEONUTUYECKUM  (EPMEHTOM,  pacCIISIUISIeT
crenuuIecKre MEeNnTHAHbIE CBS3M PAaCTBOPUMOro Oenka KpoBU (QuOpUHOreHa ¢ 0Opa3oBaHHEM
HepacTBopuMmoro ¢ubpuHa. I[lokazaHo, 4YTO Y-KapOOKCHIIMPOBAHHWE OCTAaTKOB TJyTaMHHOBOU
KHCJIOTBI B MOJIEKYJIe OCJIKOB, B YaCTHOCTH MPOTPOMOMHA, MPOTEKAET MOCTTPAHCISIITUOHHO TPHU
YY9acTHH Y-TIyTaMIJIKapOOKCHIa3el, TpeOyromedl Hamuuus ButamuHa K; wuctounukom CO32
spisiercst HCO3z™. B »aToil peaknum BuTamMuH K BBITIOMHSET, TO-BHAMMOMY, KO(aKTOPHYIO

byHKIHIO.
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Peakiusi MOCTCUHTETHYECKOTO KapOOKCHIMPOBAHUS Y-KapOOKCHIBHON TPYHIBI TIyTamara
UrpaeT, KpoMe TOTO, BAXKHYIO PONIb B CBS3BIBAHMH HOHOB Ca’’ MONEKy/I0i 6eiKa, MOCKOIbKY TpH
3TOM 00pa3yloTCsl JIOMOJHHUTENIFHBIE OTPHLATEIBHO 3apsDKCHHBIE MOHBI KapOOKCHUIIBHBIX TPYIII.
Crenyer yka3arb, 4TO OMOTHH HE Y4aCTBYET B 3TOM peakny KapOOKCHIMPOBAHUS.

OmHUM W3 MOINHBIX AHTUBUTaMHUHOB K SBISETCS NPHUPOAHOE BEIIECTBO JHKYMapol
(muxkymapun). BBeneHne ero BBI3BIBAECT PE3KOE CHIDKEHHE B KPOBU MPOTPOMOMHA M PSAAa IPYTUX
OenKoBBIX (DaKTOPOB CBEPTHIBAHUS KPOBH M COOTBETCTBEHHO BBI3BIBACT KPOBOTCUEHHUS.
AHAJIOTUYHBIM CBOWCTBOM B KayecTBE AaHTUKOAryjasHTa O0JIafaeT CHHTETHYECKHH aHajor
ButamuHa K Bapgapus, KOTOpBI IeHCTBYET Kak KOHKYPEHTHBI HHTHOUTOP TPOMOOOOpa30BaHHUS.
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KHCnoTA

CrnocoOHOCTh IuMKyMaposa U BapdapuHa CHUXKATh CBEPTHIBAEMOCTh KPOBH B JalbHEUIIEM
CTali UIIMPOKO HCIIOJNIb30BaTh JUIsl JIEYeHUs OOJe3HEeH 4YeJoBeKa, XapaKTepU3YIOLIUXCS
MOBBIIICHHOW  CBEPTHIBAEMOCTHIO KpPOBH. B  uWacTHOCTH, TpPU KOPOHAPHBIX TPOMOO3ax,
TpomMbo(drieduTax oba 3TU Tpenapara CIOCOOCTBYIOT Pa3zKIKEHHUIO CTYCTKa KpPOBH, OKa3bIBas
s dexkTrBHOE NeyeOHOe neiicTBhe. B ciiyuae BO3HUKHOBEHHUS KPOBOTEUEHUS IOCIE BBEICHUS
JTUKyMapoJia Win BappaprHa 00JBHBIM Ha3HAYAIOT Tpenaparsl BuTamuHa K.

PacnpocTpanenue B nmpupoje u cyrouHasi norpedHocts. Hanbonee 6GoraTtel BUTAMUHOM
K pacT€HuA, B YaCTHOCTHU 3CJICHBIC JIMCTHA KallTaHa, KpalWBbl, JIOLUCPHBI. K PaCTUTCIIBHBIM
MpoJayKTaM, OoratbiM BUTaMHHOM K, OTHOCATCS KamycTa, LIMWHAT, THIKBA, 3€JIEHBIE TOMATHI,
apaxucoBO€ Macjo0, ATOAbI p$[6I/IHI)I nu T.A. B XUBOTHEIX MMpOAYKTax, KpOM€ INCYCHU CBHUHbLH, OH
nmoutu Hurae He conepxkutcsa. CyrouHas moTpeOHOCTH B BUTamuHE K 171 4yelnoBeka TOYHO HE
YCTaHOBJICHAa, TIOCKOJBKY OH CHHTE3UPYETCS MHKPOOPTaHM3MaMH KHUIICYHUKA; CUHUTACTCS
JIOCTaTOYHBIM KOJMYECTBO OKOJIO | MT.

Buramuusl rpynnsi E

B nauane 20-x rogoB I'. DOBaHC mokasaj, 4YTO B CMEIIAHHOM MHIIE COAEPKUTCS BEIIECTBO,
KOTOpoe aOCONIOTHO HEOOXOAMMO [UIsi HOPMAJIbHOTO PAa3MHOXKEHHS XHUBOTHBIX. Tak, y KpBbIC,
coJiepKaluXxcs Ha CHHTETUYECKON TUeTe, BKITIOYAIOIIEH MOJIOKO, TIpemapathl kKene3a U APOXKu (B
KauecTBE MCTOYHUKA BUTAMHHOB TpYIIHEI B), pazBuBanocs Oecrionue. [lobaBneHue K Takoi auere
JUCTHEB cajlaTa TOJTHOCTHIO W3JICUYMBAJIO JKMBOTHBIX OT Oecruiofusi. AKTHUBHOE BEIIECTRBO,
mpenoxpaHsioniee OT Oecryionus, OBUIO BBIACNEHO W3 Macla MIIEHWYHBIX 3apOoJbIled U
XJIONIKOBOTO Macjia M Ha3BaHO BuUTaMuUHOM E, mmm Tokodeposom (ot rped. tokos — moToMcCTRBO,
phero — uecy). Bkope ObuT OCyIlleCTBIICH U XUMHYECKUN cHHTE3. B Hacrosiimee Bpemsi W3BECTHO
MIATh MPUPOHBIX COCAMHEHHH, 00JIaalomux OMOIOTHYECKON aKTUBHOCThIO BUTamuHa E. Bece onn
BBIJICJICHBl B YHCTOM BHJIE M3 PACTUTEIBHBIX Maceid WIM MOJIyYeHbl CHUHTETUYECKUM IyTEM HU
0003HAYaI0TCsl COOTBETCTBEHHO -, 3-, Y-, 0-TOKO(DEPOIIBI U 8-METUITOKOTPHUEHO.
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C XUMHUYECKON TOYKU 3pEHUS TOKOPEPOJBbI MPEACTABISIOT COOOM MPOU3BOIHBIC 2-METHII-
2(4', 8', 12'-rpuMeTHITPUICIIAI )-XpOMaH-6-0J1a, HIIH TOKOJIA.

CHa CHa CHj

I | |
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CH; 0 g L
CH3 o- Tokodepon

Paznuunbpie  TOKOQEpONbl OTIMYAIOTCA JPYr OT Jpyra YHCIOM U  PacloJIOKEHUEM
METaJbHBIX TPYII B OCH30JbHOM KoJbIle. OHM TPEACTaBISIOT cO00W OECIBETHBIE MACISHUCTHIE
AKHJIKOCTH, XOPOILO paCTBOPUMBIE B )KHpax (Maciax) U KUPOPACTBOPUTEIIAX, BECbMA yCTOWUYMBBIE K
HarpeBaHuto, HO OBICTPO pa3pylarIIuecs 1Mo AeiicTBueM Y O-u3nydeHui.

M3MeHeHns B OpraHu3Me 4elloBEKa IpU aBUTaMuHo3€ E U3yueHsl Hej0cTaTOYHO, IOCKOJIBKY
C pPACTUTEIbHBIMU MAaclaMU 4EJOBEK II0JIy4aeT JOCTaTO4YHOE KOJMYECTBO BUTaMuHa E.

HenocTaTo4HOCTB €ro OTME4YEHA B HEKOTOPBIX TPOIIMYECKUX CTPaHax, I/1€ OCHOBHBIM HCTOYHUKOM
MUIIU ABJISAIOTCS YIJIEBOJBL, TOTAA KAaK JKUPBI YIOTPEOJIAIOTCS B HE3HAYMTENIbHBIX KOJIWYECTBAX.
IIpenaparel BuTamMMHa E Hanuld §pUMEHEHHWE B MEOULIMHCKOM mpakTuke. OHM HMHOrAa
NPEAOTBPAIIAIOT ~ CAMOINPOMW3BOJbHBIE (WM  TNpHUBBIYHBIE)  a0OpPTBI y  JKeHOMH. Y
JKCIIEPUMEHTAIIBHBIX >KMBOTHBIX, B YACTHOCTH KPBIC, HEOCTATOYHOCTh BUTaMUHa E BbI3bIBacT
HapylIeHHe SMOpUOreHe3a U JIer€HEpaTUBHbIE W3MEHEHMsI PENnpOAYKTHBHBIX OpPraHOB, 4YTO
IPUBOAUT K CTEPHJIBHOCTH. Y CaMOK B OOJIbLIEH CTENEHM MOpa)XkaeTcs IUIAlEHTa, YeM SUYHUKH;
IIpoLIECC OIUIOJOTBOPEHMSI fiilla HE HapyLIEH, HO OYE€Hb CKOPO IUIOJ paccachlBacTcs. Y CaMlloB
MIPOUCXOJUT aTpOodus MOJIOBBIX XKele3, MPUBOISIIIAs K MOJHOW WM YaCTUYHON cTepuiibHOCTH. K
cHenu(pUYEeCKUM MPOSBICHUSAM HEIOCTATOYHOCTH BHUTaMHUHAa E OTHOCATCS Take MbIIlIeyHas
auctpodusi, KupoBas HHOUIbTpAlMs MEUeHH, JereHepanus cnuHHoro mosra. CreactBuem
JETEHEPAaTUBHbIX W JAUCTPOPUUECKUX W3MEHEHMM MBI SIBISETCS PE3KOE OrpaHUYeHue
MIOJIBU’KHOCTH KUBOTHBIX; B MBIIIIAX PE3KO CHUKAETCSA KOJIMYECTBO MUO3HMHA, TJIMKOT€HA, KaJus,
Maruus, pocdopa 1 KpeatuHa 1, HA000POT, MOBBIILIAETCS COAEPHKAHKUE JTUIUI0B U XJIOpUAA HaTPHUSL.

Buonornyeckas poJb. CylmecTBYIOT IpsiMas CBsI3b MEXIY BUTaMHUHOM E M TKaHEBBIM
JBIXaHUEM U 00paTHas CBSI3b MEX/1y 3TUM BUTAMUHOM M CTEIIEHbIO OKUCICHUS JTUITHIOB.

M3BecTHO, 4TO TOKO(MEPOJSIbl BBHIMONHAIOT B OpPraHU3ME JIBE€ TIJIaBHBIE MeETa0OIMYecKHe
¢byHknuu. Bo-nepBblX, OHM SBIAIOTCA HaubOoyee AaKTUBHBIMM U, BO3MOXKHO, TJIABHBIMU
IPUPOJHBIMH KHUPOPACTBOPUMBIMU AHTHOKCHJIAHTAMU: pa3pyllaloT Haubosee peakTUBHbIE (POPMBI
KHCIIOpOJIa M COOTBETCTBEHHO IPEAOXPAHSAIOT OT OKUCJICHHS IOJMHEHACHIIICHHbIE JXHPHBIE
KHUCIOTHL. BoO-BTOpBIX, TOKOQEpoabl HrpaT crneuupuyecKyro, MoKa elle HE IOJIHOCTHIO
packpbITylo poiib B oOMeHe ceneHa. CeneH, Kak HM3BECTHO, SIBISETCS MHTErPajJbHOW YacTbiO
TJTyTaTHOHIEPOKCHIa3bl — (epMEeHTa, OO0ECIEeUMBAIOIIEro 3aIIUTy MeMOpaH OT pa3pyIIaoLIero
JeMCTBUS MEPOKCUIHBIX paJuKaioB. buosornyeckas posb BuTamuHa E cBoauTcs, Takum o6pazom,
K TpPeJOTBPALCHUIO ayTOOKUCICHUS JIMIOUAOB OHOMEeMOpaH H BO3MOXHOMY CHMKCHHIO
MOTPEOHOCTH B TIyTaTHOHIIEPOKCHIa3e, HEOOXOIUMON ISl pa3pylIeHHs] 00pa3yIoUuXcs B KIETKe
nepekuceil. Yuactue Toko(deposoB B MeXaHH3ME TPAHCIOPTa IJMEKTPOHOB U MPOTOHOB, KaK U B
peryisauuu mpolecca TPAHCKPUIIMU TE€HOB, U HX pOJb B MeTaboiau3Me YOMXHHOHOB IIOKa
HEJ0CTAaTOYHBI BBISICHEHBI.

Pacnpocrpanenue B mnpupoae M CcyroyHas mnorpedHocTrb. Burammusl rpynmel E
OTHOCSITCSI K BECbMA PACIPOCTPAHEHHBIM B NPUPOJE COEAMHEHUAM. BaKHEMIIMMU MCTOYHHKAMHU
BUTaMMHA E 17151 yenoBeka sBISIOTCS PAcTUTENbHBIE Macia (IIOJCOJHEYHOE, XJIOIKOBOE, COEBOE,
KyKypy3HO€ M Jp.), a TaKKe cajaT, KallycTa M CEMEHa 3JIaKOB; M3 IPOAYKTOB HBOTHOIO
IIPOUCXOXACHUsS BUTaMUH E comepkuTcs B Msce, CIMBOYHOM Macie, SUYHOM JKEITKE M Ap.
Burtamun E oTknazapiBaeTcs B OpraHM3Me BO MHOTUX TKaHSX (MBILIIBI, MOJDKETYJOYHAs JKelesa,
KHPOBas TKaHb), TOITOMY Pa3BUTHE aBUTAMUHO3a WM THIIOBUTaMUHO3a E nmoutu He Habmromaercs,
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JaKe €CIIM ATOT BUTAMUH HE TIOCTYIAET C MUIIEH B TEUCHUE HECKOJBKUX MecsIeB. [1o100HbpIM ke
00pa3oM MOXHO OOBSICHHTH TPYJHOCTU ONPEICICHUS CYTOYHOW MOTpeOHOCTH B BUTamuHE E,
KOTOpasi 10 MPUOIM3UTENHHBIM ITOJICYETAM COCTABIISIET OKOJIO 5 MT.

ButamuHbl, pacTBOpuMbIE B Bojie

VY CI0BHO MOXXHO CUHMTATh, YTO OTIUYUTEIBHON OCOOCHHOCTHIO BUTAMUHOB, PACTBOPUMBIX B
BOJIC, SIBIISICTCSI y4acThe OOJBIIMHCTBA M3 HUX B MOCTPOCHHH MOJIEKYN KOo(epMeHTOB (cM. TabIl.
12), mnpencTaBisOMUX COOOM HHU3KOMOJICKYJISIPHBIE OPraHMYECKHE BEIIeCTBa HEOEIKOBOM
MIPUPO/IbI, HA3BIBAEMbIE TAKXKE MPOCTETUYECKUMHU TPYNIaMU U MPUHUMAIOIINE BMECTE C OCIIKOBBIM
KOMITOHEHTOM (amoepMEHTOM) HEMOCPEICTBEHHOE YYacTHE€ B KATAIMTHYCCKUX PEAKIHIX.
Kodepmentnass poib ¢  JOCTOBEPHOCTHIO JOKa3zaHa I  CJICAYIONIMX BHTAMUHOB U
BUTaMHHONOIOOHBIX BemiecTB: Bi1, B2, Be, B12, PP, Guotuna, donmepoii, napaaMuHOOCH30HHOM,
MAaHTOTEHOBOM W  JIMIIOEBOM  KHUCIOT, a TakXe  JKUPOPACTBOPUMBIX KoOdH3MMa Q wu
nupposioxuHonruHoxuHoHa (PQQ). Iloutm Bce OHM B OpraHu3Me 4YeIOBEKa M JKUBOTHBIX HE
CUHTE3UPYIOTCA, I03TOMY HEJOCTATOYHOE COJAEPKAHUE UJIU MOJIHOE OTCYTCTBUE 3TUX BUTAMHHOB B
MUIIE TPUBOJAUT K CYIICCTBEHHBIM HAPYIIEHUSM IPOIECCOB OOMEHa BEIIECTB U Pa3BUTHIO
COOTBETCTBYIOIIETO KJIMHUYECKOTO CHUHAPOMA, XapakTEpHOro Ui JAHHOTO THUIO- WU
aBUTaMHUHO3a.

Buramuun B

Burtamun B1 (TMaMuH; aHTUHEBPUTHBIH), KaK OTMEYAJIOCh, ObLI NMEPBBIM KPUCTAIUIMYECKUM
BuTtaMuHOM, BblAelieHHBIM K. ®dynkom B 1912 r. Ilo3ke ObLI OCYILECTBIEH €ro XWMHUYECKUI
cuHTte3. Hapsny ¢ amuHOrpymnmnoil BUTaMuH Bi colepKMT aToMbl cepbl, TOATOMY OH ObUT Ha3BaH
THaMUHOM. B XMMHMUYECKON CTpyKType €ro cojaepkarcs [Ba KOJbla — IUPUMHIUHOBOE U
THA30JI0BO€, COEIUHEHHBIX METHJIEHOBOH CBA3bI0. OO0€ KOJBIEBBIE CHCTEMbl CHHTE3UPYIOTCS
OTIeNbHO B BUJE (hochopuarpoBaHHBIX (HopM, 3aTeM OOBEAMHSIOTCS 4Yepe3 YETBEPTHUUHBIA aToM

asoTa.
c.H_j__N-—G -CHa
/I c CHa—-CH20H
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Butamuu B

TuamuH Xxopowo pacTBopuM B Bojae. BoaHble pacTBOpel THaMMHA B KHCIOW cpene
BBIIEPKUBAIOT HArpeBaHUE /10 BHICOKUX TemIiepaTyp 0e3 CHUKeHUs! OMOJI0rnieckoi akTUBHOCTH. B
HEeHTpalbHOW U OCOOEHHO B INEIOYHOM cpene BUTaMHUH Bi1, HA060poT, OBICTPO paspyiiaercs mpu
HarpeBaHWu. OTHUM OOBSCHAETCS YacTUYHOE WM Jake IOJHOE paspylleHHe THAMHHA MpU
KyJIUHApHOU 00pabOTKe MUK, HAIIPUMEP BBITICYKE TeCTa C J0OaBICHUEM THAPOKapOOHAaTa HATPHS
Wi kapOoHata amMMmoHus. [Ipu OKuCIeHMM THaMHHA 00pa3yercsi THOXPOM, NAlOIIUH CHUHIOIO
bmroopectienmuio npu Y @-o0myuenun. Ha 3ToM cBOMCTBE THaMHHA OCHOBAHO €T0 KOJUYECTBEHHOE
OIIpEIEIIEHUE.

Buramun Bi nerko BcacbiBaeTcsi B KHILIEYHHKE, HO HE HAKAIJIMBAE€TCS B TKAHIX U HE
o0JajaeT TOKCHYECKUMHU CBOMCTBaMU. M30BITOK MUIIEBOTO THaMUHA OBICTPO BBIBOJUTCSI C MOYOM.
B npeBpaienun ButamMuHa B1 B ero aktuBHyto ¢popmy — TnamuHnpodocdar (TTID), Ha3piBaemblit
take tHamuHAubochatom (THD), yuactByer cnemupuuecknii ATd-3aBucumbIil  PepMeHT
TuaMuHnupodochokruHasza, coaepKalascs riaBHeIM 00pa3oM B MEUYEHU U TKaHU Mo3ra. OmbplTaMu
¢ MeueHHBIM 2P AT® jokazan MEPEeHOC Ha THAMHMH LEIMKOM MNUpodochaTHONH TpyIIbl B
npucyrcteuu dpepmenta. TIID umeer cnemyroiee CTpoeHuUe:

109



CHQ N—C CHa1 o D
/J:;\I/’: !’.l"'. -CH,-CH,-0- L O-F'-CIH
On OH
TuamuHnupodocdar (Tuamunambocdar)

Ecmm Butamur Bi moctymaer ¢ mmmel B Bume TIID, To mmpodocdarHas rpymma
OTHICTUISIETCS. OT HETOo MOJ ISHCTBHEM KUIIEYHBIX TupodochaTas.

[Ipu OTCYTCTBHM WJIM HEJIOCTAaTOYHOCTH THAMHHA DPAa3BHBAETCS TsKEIOEe 3a00JeBaHHE —
bepu-bepu, MHPOKO pPACIPOCTPAaHEHHOE B psjae crpaH Asum U MHIOKUTas, rAe OCHOBHBIM
IIPOAYKTOM NUTaHus sBisgercs puc. Cieayer OTMETUTh, YTO HEJOCTaTOYHOCTh BHTaMHHA Bi
BCTPEUAeTCsI M B EBPONEHCKMX CTpaHax, IJ€ OHa M3BECTHA Kak cumnmom Bephuke,
MpOSABISAIOIIMICA B BUAE OSHUehaloOnaTHUH, WIA cunopom Beiica ¢ TpeuMyLIECTBEHHBIM
MOpaXEHUEM  CepJedHO-cocyaucTod cucreMbl. Crnenuduueckue CUMITOMBI  CBSI3aHBl  C
IIPEUMYILECTBEHHBIMY HAPYLICHUSMHU JEATEIbHOCTH U CEPIEYHO-COCYIUCTON, U HEPBHOW CHCTEM,
a TakKe MMILEBAPUTEIBHOIO TpakTa. B HacTosliee Bpems NepecMaTpuBaeTCs TOYKA 3PEHHUs, YTO
Oepu-Oepu y dYeloOBEKa SBISETCS CJIEICTBHEM HEIOCTAaTOYHOCTH TOJNBKO BHTamMuHAa Bi. Bonee
BEPOATHO, YTO ATO 3a00JieBaHUE MPEICTABIAECT COOOM KOMOMHHPOBAHHBIM aBUTAMUHO3 WIIU
[OJIMABUTAMUHO3, IPU KOTOPOM OpPraHM3M MCIBITBIBAET HENOCTATOK Takke B puboduiaBuHE,
nupunokcuHe, ButammHax PP, C w ngp. Ha kuBOTHRIX W 10OpOBOJBIIAX TOIXYyYEH
SKCHEpUMEHTAIbHbIN aBUTaMuHO3 Bl. B 3aBucuMocTH OT npeobiaanus TeX WIK UHBIX CUMIITOMOB
pasnuyaoT pA] KIMHUYECKHX TUIIOB HEIOCTaTOYHOCTH, B YAaCTHOCTH IOJMHEBPUTHYIO (CYXYIO)
dopmy Oepu-Oepu, Mmpu KOTOPOM HA MEPBBIA IUIAH BHICTYNAIOT HAPYUICHHS B NepupEpUIecKOit
HepBHOM cucreme. Ilpu Tak Ha3piBaeMoil orTeuHoil Qopme Oepu-6epu NPEUMYIIECTBEHHO
MIOPAKAETCA CEPIEYHOCOCYAUCTAasl CHCTEMA, XOTS OTMEYAIOTCS TAaK)Ke SBICHUs IIOJMHEBPHTA.
Hakonel, BBIAEISAIOT OCTPO NPOTEKAMONIYI0 KapAHalibHYI0 (opMmy O0JIe3HH, Ha3bIBaEMYIO
IIEPHULIMO3HOM, KOTOpas MPHUBOJAUT K JIETAJBHOMY MWCXOAY B pE3yJbTAaTe pa3BUTUS OCTPOU
CEepIEeYHOM HENOCTAaTOYHOCTH. B cBA3M ¢ BHEAPEHHMEM B  MEIULMHCKYIO IPAKTUKY
KPHUCTAJUIMYECKOTO IIpenapara THaMUHA JIETAIBHOCTh PE3KO COKpaTWiIach, M HAaMETHIIUCh
panMoHaNbHbIE IYTH JIEYSHHS U IPOPHUIAKTUKU 3TOTO 3200JIeBaHUS.

K Hambonee paHHMM cUMIITOMaMm aBUTaMHUHO3a Bi OTHOCSTCS HapylieHHST MOTOPHOM u
CEKpEeTOpHON (PyHKIMI MUIIEeBApPUTEIBHOIO TPAKTa: MOTEPS alleTUTa, 3aMeIJICHIE epUCTalIbTUKH
(aToHMSA) KHUILIEYHHKA, a TaKXXe H3MEHEHMs ICUXHMKH, 3aKJIOYalolluecss B IOTepe MaMsITH Ha
HeZlaBHUE COOBITHS, CKJIOHHOCTH K TaJUTIOLUHALMIM; OTMEUYAIOTCS H3MEHEHUS JeATelIbHOCTH
CepACYHO-COCYTUCTON CHCTEMBI: OJbIlIKa, cepaneOuenue, O6oaum B obmactu cepaua. Ilpu
JalbHENIIeM pPa3BUTUM aBUTAMUHO3a BBISABJISIIOTCS CHUMIITOMBI TOPAXEHUS MepUpepUyYecKoit
HEPBHOM cHCTEMBI (JIereHepaTUBHbIE M3MEHEHHs] HEPBHBIX OKOHYAHUI M MPOBOISAIIMX ITYYKOB),
BBIPAXKAIOIINECS B paCCTPONCTBE UYBCTBUTEIBHOCTH, OLIYIIIEHUH MTOKAJbIBAHUSI, OHEMEHUsI 1 Ooseit
M0 XOJy HEPBOB. OTH NOpaKE€HHs 3aBEpPUIAIOTCS KOHTPAKTypamM, aTpopueid M mapaarnyamu
HIWKHUX, a 3aT€EM U BEPXHUX KOHEYHOCTEH. B 3TOT ke meproj pa3BUBAIOTCA SIBICHUS CEPACUYHON
HE/JIOCTaTOYHOCTH (y4allleHWe puTMa, cBepisiimme 0oiau B obimacTu cepauna). buoxummuueckue
HapylLIeHUs [IPU aBUTaMHUHO3€ B1 MpOSBISAIOTCS pa3BUTHEM OTPUIATENILHOTO a30TUCTOro OanaHca,
BBIJICJICHMEM B IOBBIIICHHBIX KOJIMYECTBAX C MOYOW aMHHOKHMCIIOT M KpEaTHHA, HAKOIUJIEHUEM B
KpPOBM M TKaHAX O-KETOKHUCJIOT, a Takke NeHro3zocaxapoB. Copepxanue tuamuHa u TIID B
CepJICYHON MBIIIIIE U TeYeHU Y O0JIbHBIX Oepu-0epu B 5-6 pa3 HUKE HOPMBI.

Buosiornyeckasi poJib. DKCIEPUMEHTAIBHO JOKa3aHO, 4To BUTaMUH Bi1 B ¢dopme TIID
SBIISICTCA COCTAaBHOM 4YacTh MHUHMMYM 5 (DEpMEHTOB, Y4aCTBYIOIIUX B MPOMEXYTOUYHOM OOMEHE
BemecTB. TIID BxoauT B cocTaB JOBYX CIOXKHBIX (EPMEHTHBIX CHCTEM — nupyeam - U o -
Kemoziymapam 0e2Uu0pOo2eHaA3HbIX KOMNIEKCO8, KaTAJIU3UPYIOIIMX OKHUCIIUTEIIBHOE
JEKapOOKCHUITMPOBAHNE TUPOBUHOTPAHON M O-KETOTJIYyTapOBOM KUCIOT. B cocTaBe TpaHCKeTOMa3bI
TII® yuyacTByeT B IIepeHOCE INIMKOAIBACTUIHOTO PaIUKaIa OT KeTocaxapoB Ha anbaocaxapa. TIID
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SBISIETCS.  KOPEpPMEHTOM MHPYBaTAEKapOOKCHIIA3bl KIETOK JAPOXOKeH (MpU  alIKOTOJIbHON
(bepMeHTalun) U AETUIPOr€Ha3bl Y-OKCUKETOTITYyTapOBOM KUCIIOTBHI.

[IpuBeneHHBIMM TpUMEpaMH, BEPOSITHEE BCEro, HE OrPaHUYMBAIOTCA OUOJIOTHYECKUE
¢ynkuun thamuHa. B wactHocTH, TII®D ydacTByeT B OKHCIUTEIHHOM JI€KapOOKCHIMPOBAHHUU
IJIMOKCUJIOBOM  KMCJIOTBI M O-KE€TOKHMCJIOT, OOpa3yloUIMXCs IpU pachaje aMUHOKUCIOT ¢
pa3BeTBIIEHHON OOKOBOM 1enbio; B pacteHusix TII®D sBusiercs 3cCeHIMATBHBIM KO(DAKTOPOM IPH
CHHTE3€ BaJIMHA U JIeWLIMHA B cOCTaBe (pepMEHTA alleTOJaKTaTCUHTETas3bl.

Pacnipoctpanenne B mnpupoge M CcyToyHass norpeOHocTb. Burtamun Bi mmpoko
pacnpocTpaHeH B npupoje. OCHOBHOE KOJIMUYECTBO €0 YEJIOBEK MOJIY4aeT C PACTUTEIbHON MUILIEH.
MHuoro ButamuHa Bi conepxutcs B Apoiokax, HMIIEHUYHOM xyebe M3 MyKH Ipyboro momoia,
000JI0YKe U 3apojibllIaX CEeMSH XJIEOHBIX 3J1aKOB, coe, (hacoiu, ropoxe, MeHbllle — B KapTodele,
MOpKOBH, KamycTe. 13 nmpoayKToB >KMBOTHOIO IPOUCXOXKIEHUS Hanbojiee Oorarbl BUTaMUHOM Bi
MeYeHb, MOYKU, MO3r. Hekoropbie OaKTepHH, HACEISIONIME KHIICYHUK >KUBOTHBIX, CIIOCOOHBI
CHUHTE3UPOBATh JOCTATOYHOE KOJMYECTBO THAMHUHA: HAIpUMeEp, KOJIMYECTBAa BUTaMHMHA Ba,
CHUHTE3MPOBAHHOI'O MHKPO(IJIOPOH KHUIIEYHHKA KOPOB, OKAa3bIBACTCA BIOJHE JOCTATOYHO JIJIs
MOKpBITUSL NOTpeOHOCTeM opranusma. Pekomennyemble Mucturyrom nuranus PAMH Hopmbl
CYTOYHOT'O MOTPeOJIeHUs] THAMHUHA 111 OTAEIbHBIX I'PYIIIT HACEJICHUs COCTaBIIAOT OT 1,2 10 2,2 Mr.

Buramun B;

Burtamun B (pubodmaBuH) BriepBbie ObUI BBIZICTICH U3 MOJIOKA U psfa JAPYTHX IMHIIEBBIX
IPOAYKTOB. B 3aBHCHMOCTH OT MCTOUHMKA MOJIY4YE€HUsI BUTAMUH B2 HazbIBaiu no-pasHoMy, XOTs 11O
CYIIECTBY 3TO OBUIO OIHO M TO € COCOUHEHHWE: JIAaKTO(JIaBUH (M3 MOJOKa), remarodaBuH (U3
nedenn), oBoyiaBuH (M3 Oenka sui), BepaoQuiaBuH (U3 pacTeHU ). XUMUYCCKUI CHHTE3 BUTAMUHA
B2 Obu1 ocymectBiien B 1935 r. P. Kynom. PactBopsl ButammnHa B2 MMEIOT OpaHXKEBO-KENTYIO
OKpacKy M XapaKTePU3YIOTCS KEIITO-3€TIEHOMN (ITF0OPECIICHITNEH.

B ocHoBe mMosexyssl pubodaaBiuHa JEKUT TeTEPOLMKINYECKOe COSAMHEHUE U30aNTIOKCa3HH
(coueranue OE€H30JBHOTO, MUPA3MHOBOTO U MUPUMMIMHOBOTO KOJIEL), K KOTOPOMY B MOJIOKEHUH 9
MIPUCOEANHEH MATHUATOMHBIA CIUPT pUOU-TOJ. XUMHUECKOE HazBaHHME «pHOOQIIaBUH» OTpa)kaeT
HaJIn4Me puOUTONIA U KEITON OKPACKHU Iperapara, palluoHaJIbHOE Ha3BaHue ero 6,7-numernin-9-D-
PUOUTHIIN30AJIIIOKCA3UH.
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Pubodnagux

PuboduraBuH XOpoImo pacTBOPUM B BOJE, YCTOHYHB B KHCIIBIX PACTBOpPaxX, HO JIETKO
paspymiaercss B HEHTPaIbHBIX U MIEIOYHBIX pacTBopax. OH BechbMa YYBCTBHUTENCH K BUAUMOMY H
YO-u3Iy9eHHI0 ©  CPaBHUTEIBHO JIETKO IIOABEpraercs OOpaTHMOMY  BOCCTAHOBJICHHIO,
MIPUCOSAMHSS BOJOPOJ MO MECTy JABOWHBIX CBSI3€H M MpeBpamiasch B OECHBETHYIO JeHKOhopMy.
DT0 CBOWCTBO pHOOQIIABHHA JIETKO OKHUCIATHCS M BOCCTAHABIMBATHCS JIGKUT B OCHOBE €ro
OMOJIOTUYECKOTO JCHCTBHS B KIIETOYHOM METa0O0IN3ME.

Knunnyeckne mnposiBIeHHs HENOCTaTOUYHOCTH puOOdIaBHUHA Jy4llle BCEr0 H3Y4YeHbl Ha
IKCIIEPUMEHTAIBHBIX JKABOTHBIX. [IOMHMO OCTaHOBKM pOCTa, BBINMAACHUS BOJOC (aormenus),
XapaKTEepHBIX Ui OONBIIMHCTBA ABUTAMUHO30B, ClIEU(PUUHBIMU AJI aBUTaMuHO3a B2 sBistoTcs
BOCIIAJIUTENIHHBIC TTPOIIECCH CIU3UCTON OOOJIOYKHU SI3bIKA (TJIOCCHUT), TYO0, OCOOCHHO y YIJIOB pTa,
AMUTENUs Koxu U Ap. Hanbonee xapakTepHbl KEPaTHTHI, BOCIIATUTEIBHBIC TIPOIECCH U YCUIICHHAS
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BaCKyJIsIpU3alysl poroBoii 000JI0UKH, KaTapakTa (IoMyTHeHHEe XpycTanuka). [Ipu aButamunose Ba
y JII0JIei pa3BUBAIOTCS 0011ast MbIleyHast ¢1a00CcTh U c1aboCTh CepACYHON MBIIIIIHI.

CornacHo nganabiM K. fIru, cymectByeT npsiMasi CBSI3b MEX/1Y CTEIIEHBIO HEAOCTaTOYHOCTHU
puboQuiaBuHa y *KUBOTHBIX M HAKOIUIEHUEM B KPOBHU IIPOAYKTOB IEPEKUCHOTO OKHCIEHUS JIMITHIOB
(ITOJI), pa3BuTHEM aTepoCKiIepo3a U KaTapakThl. DTH HApYyLIEHUS, 10 MHEHUIO aBTOPA, YKa3bIBalOT
Ha BaXKHYIO pojib (PJIABONPOTEMHOB B MOJEKYJSPHBIX MEXaHM3Max CHHTE3a M pacnaja MpOoIyKTOB
ITOJL.

Buosoruveckasi poJb. PubodnaBua BXoauT B coctaB (praBMHOBBIX KO(DEpPMEHTOB, B
gactHOCTH OMH u ®A]J, ABISAIOMUXCS B CBOIO OYepelb MPOCTCTUYECKUMHU TPYIIaMu (PepMEHTOB
psifa ApYrux CIOKHBIX OesKOB — (hiaaBonpoTenHoB. HekoTopele (1aBonpoTenHbl B AONOJIHEHUE K
OMH unmu @A/ comepxar euie NpovYHO CBA3AHHBIE HEOPTAHUYECKUE MOHBI, B YACTHOCTHU XKEJIE30
WIA MOJIMOJIEH, Ha/IeJIeHHbIE CLIOCOOHOCTBIO KaTaJIM3UPOBaTh TPAHCIIOPT 3JIEKTPOHOB. Pazinnuarot 2
TUMA XUMHYECKUX pPEaKIMH, KaTamu3upyembix dSTUMH (epmentamu. K mnepBomy oTHOCSTCA
peakiuy, B KOTOPHIX (PEPMEHT OCYLIECTBISET HPSIMOE OKHCICHHME C y4yacTHeM KHCIOopoAa, T.e.
JNerupupoBaHue (OTILICIUIEHUE DJIEKTPOHOB M  IMPOTOHOB) HCXOJHOro cyOcTpara WM
npoMexxyrouHoro merabonura. K ¢epmeHtam sToi rpymmbl OoTHOcATCA okcuaassl L- um D-
AMUHOKHCIIOT, INIMIMHOKCHAA3a, albJErMJ0KCHAa3a, KCaHTUHOKcHIaza u 1p. Bropas rpynna
peakiuii, KaTaJu3UpyeMbIX (JIABONPOTEMHAMHU, XapaKTEepU3yeTcs IMEePEeHOCOM 3JIEKTPOHOB U
MPOTOHOB HE OT MCXOJHOTO CyOCTpara, a OT BOCCTAHOBJICHHBIX MUPHUIHMHOBBIX KO(PEPMEHTOB.
@DepMeHThI 3TOH IPYMIIbl UTPAIOT IVIABHYIO POJIb B OMOJIOIMYECKOM OKUCIIEHUH. B kaTamuTuyeckom
LUKJIe n30aiiokcazuHoBblil ocTatok PAJl unu ®MH noasepraercs 06}8&TI/IMOMy BOCCTaHOBJICHUIO
C TPUCOECAVUHEHUEM »SIECKTPOHOB M aTOMOB BOJOpPOJa K N' u N*. ®MH u ®AJ[ mpouHo
CBSI3BIBAIOTCA C OEJIKOBBIM KOMIIOHEHTOM, MHOTA JIa)Ke KOBAJIEHTHO, KaK, HAallpUMep, B MOJIEKYJIe
CYKLIMHATIETUPOT€Ha3bl.

OMH cunTe3upyeTcst B OpraHu3Me KUBOTHBIX U3 cBOOOogHOro puboduasuna u AT® npu
ydacTuu cnenuduueckoro ¢pepmenta pudog1aBUHKUHA3bL:

Mg
PwbodnasuH + ATO— PubodnasuH-5 -pocdar (PMH) + ALD.

ObpazoBanue PAJl B TKaHAX TaKkKe NPOTEKaeT HpH ydacTuu crneuuduueckoro ATO-
3apucumoro (depmenta DOMH-anenmnmunrpancdepassl. McxXonHbIM BeIECTBOM JUIsl CHHTE3a
ssisiercss OMH:

-~
OMH + AT®G—  OAL + Mupodocdar,

PacnpocTpanenue B mnpupoae W CyTOYHasi NMOTPeOHOCTH. PubodnaBuH m0CTaTOYHO
LIIMPOKO pacrpocTpaHeH B npupone. OH COAEPKUTCA IOYTH BO BCEX JKUBOTHBIX TKaHAX M
PacTeHUSIX; CPaBHUTEIHLHO BBICOKHE KOHIIEHTpAIMM €ro OOHapy>KeHbl B Jpoxokax. M3 mumieBbix
MPOAYKTOB pubodaBuHOM Oorathl xyied (M3 MyKH TpyOOro IoMoJia), CeMeHa 3JIaKoB, SHIIa,
MOJIOKO, MSICO, CBEKHE OBOILIM U Jp.; B MOJIOKE OH COJEPKUTCS B CBOOOJHOM COCTOSIHUU, a B
MIEYEHHU M MOYKaX >KUBOTHBIX MPOYHO cBsA3aH ¢ Oenkamu B cocraBe PAJ[ u ®MH. U3 opranusma
YyeloBeKa W JKMBOTHBIX pHOOGUIaBUH BbIAENsAETCS ¢ Mo4yod B cBoOogHOM Buue. CyrouHas
NoTpeOHOCTh B3pOCIIOro yenoBeka B puOodaBuHe cocTaBiseT 1,7 MI, B MOXKHUIOM BO3pacTe U MpH
TsDKENOoN pu3nyecKoil padboTe 3Ta HOTPEOHOCTH BO3PACTAET.

Buramun PP

Butamun PP (HukoTHMHOBasi KMCIOTa, HUKOTHHAMUJ, HUAIMH) MOJYYMJI TAKXKE Ha3BaHUE
AQHTUTICJUTATPUIECKOTO BUTaMuHa (OT WTajl. preventive pellagra — mpegoTBpamarmuii nemuarpy),
MTOCKOJIbKY €r0 OTCYTCTBHE SIBIISICTCS MPUIMHON 3a00JIEBAHUS, HA3BIBAEMOTO neLIacpoll.
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HukoTuHOBas KHMCIOTa M3BECTHA JABHO, OJHAKO TOJBKO B 1937 1. ona Oblia BeiAcicHa K.
DnbpBEreiiMOM U3 SKCTPAKTa MEYSHH M ObLIO TOKA3aHO, YTO BBEACHNUE HUKOTUHOBON KHUCIOTHI (MK
ee aMH/1a — HHKOTUHAMK/1a) 1100 ImpernapaToB MeUeHU MpeloXpaHseT OT Pa3BUTHUS WU U3JICUHBACT
ot nemarpel. B 1904 1. A. T'apaen u V. IOHr ycraHOBWiIM, 4TO JUIsl NPEBpAILEHUs TIIOKO3bl B
3TaHOJ B OECKJIETOYHOM HKCTPAKTE APOXIKEH HEOOXOIMMO MPUCYTCTBHUE JIETKOIUAIU3UPYEMOIO
KoakTopa, Ha3BAaHHOTO KO3MMa3zoil. XHMHMYECKH COCTaB aHAJIOTMYHOTO Kogakropa u3
PUTPOIIMTOB MiIeKonUTaromuX ObuT pacmmdpoBad B 1934 1. O. Bapoyrom u Y. Kpucrtuanom; oH
OKa3aJjicsl IPOU3BOAHBIM aMHJ1a HIKOTUHOBOM KUCJIOTHI.

HukoTtuHoBast KMCI0Ta MpeICTaBIIsieT co00i coenHeHe MTUPUIMHOBOTO Psijia, COAepIKaIiee
KapOOKCHJIBHYIO IPYIIYy (HUKOTUHAMUJ OTJINYAETCSA HATMUUEM aMUIHOM TPYIIIIBI).

.NDDH CO-NH-2
o R i |

N

HukotHoeas  HukoTuHamug,
KMCnoTa

Burtamun PP manopactBopum B Boje (mpumepHo 1%), HO XOpOLIO pacTBOPUM B BOJHBIX
pactBopax mienouyeil. HuKoTnHOBast KMCI0Ta KPUCTAJUIN3YETCS B BUAE OEIIBIX UL

Haubonee xapakrepHbIMM NIpU3HaKamMu aBuTamMuHo3a PP, T.e. nemnarps! (ot utan. pelle agra
— uepuiaBas KOa), SBJISAIOTCS HOPaKEHUs KOXH (JI€pMaTHUThI), MUIIEBAPUTEIBHOIO TpakKTa
(nnapest) 1 HapylIEHUs HEPBHOU JAESITENbHOCTH (AEMEHLIUS).

Jlepmamumul 4dame BCEro CHUMMETPUYHBI M IOPAXKalOT T€ YYAaCTKH KOXKHU, KOTOpBIE
IIOJIBEPKEHBI BIIMSHUIO IPSIMBIX COJIHEYHBIX JIY4EH: TBUIBHYIO IOBEPXHOCTb KHUCTEH PYK, ILIEHO,
JIML0; KOKAa CTaHOBUTCS KPACHOW, 3aTe€M KOPUYHEBOW M INEpIIABOW. [lopadicenus KuuieuHuxa
BBIPA)XKAIOTCS B Pa3BUTHM aHOPEKCUH, TOIIHOTOM, OOISIMU B 00JaCTH XKHUBOTa, MOHOcaMH. [luapes
MPUBOJIUT K 00€3BOKMBaHUIO opraHuzMa. Cnusucras o000504Ka TOJCTOM KHIIKKM CHavaja
BOocHajsieTcsi, 3areM u3bsA3Bisercd. CrnenupuuHbIMU IS TEUIarpbl  SBJISIFOTCS  CTOMATHTHI,
TUHTUBUTHI, TMOPaXKEHUS sI3bIKa CO B3AyTHEM M TpeuuHamu. [lopaxkeHus Mo3ra NpOsBISIOTCS
TOJIOBHBIMHU OOJISIMH, TOJIOBOKPYKEHHEM, MOBBIIIEHHON pa3IpaXXMMOCTbIO, IeNIPecCuei U APyTruMH
CUMITOMaMH, BKJIIOYas TICHXO03bl, IICUXOHEBPO3bl, TAJUIIONMUHAIMU U Jp. CHUMITOMBI NeEJIarpsl
0COOEHHO PE3KO BBIPAKEHBI y OOJBHBIX C HEIOCTATOYHBIM OEIKOBBIM NMUTaHHEM. Y CTaHOBJIEHO,
YTO 3TO OOBSCHSETCS HEIOCTaTKOM TpUNTOpaHa, KOTOPBIM SBISETCS MPEAIIECTBEHHUKOM
HUKOTMHAMM/Ia, YaCTUYHO CUHTE3UPYEMOTO B TKAHSX YEJIOBEKA U KUBOTHBIX, 4 TAKKE HETOCTATKOM
psaa Ipyrux BUTAMUHOB (ITUPHUIOKCUHA).

Buosoruveckass poab. Buramun PP Bxoautr B coctaB HAJl mnm HAJI®, asnsrounmxcs
KoepMeHTaMH OOJIBIIOr0 Yucia o0paTUMO JEHCTBYIOMIMX B OKHUCIUTENbHO-BOCCTAHOBUTENIbHBIX
peaxkuusx IeruaporeHas.

[Tokazano, 4yto psn aeruaporeHas ucnosb3yer Toidbko HAJl m HAJI® (cooTBETCTBEHHO
MaJIaTAETHIPOreHa3a U III0K030-6-ocdaraeruaporenasa), Apyrue MOTryT KaTalM3UPOBATh
OKHUCJIUTEIbHO-BOCCTAHOBUTENIbHBIE PEaKIUU B MPUCYTCTBUU JIOOOro U3 HUX (Hampumep,
riyramataeruaporesasa). B mporecce 6uonornyeckoro okucinenus HAJl 1 HAJI® BbIMOTHAIOT
POJIb MPOMEKYTOUHBIX IEPEHOCUYUKOB 3JIEKTPOHOB U MPOTOHOB MEX]LY OKUCIISIEMBIM CyOCTpaToM U
(1aBUHOBBIMU (pepMEHTaMHU (MOJEKYJISIPHBIE MEXaHU3MbI y4acTUsl MUPUIMHOBBIX HYKJIEOTHIOB B
ATOM TIpoIecce MOAPOOHO pacCMaTPUBAIKCH PAHEE).

PacnipocTtpanenne B nmpupoae M CyToO4Has NMOTpedHOCTh. HUKOTHMHOBAsA KHCIOTa TaKXke
OTHOCHUTCSI K BUTAMHHAM, IIHPOKO PaCIpPOCTPAHEHHBIM B PACTUTENBHBIX U )KMBOTHBIX OpraHU3Max.
Jlnist yenoBeka OCHOBHBIMHM MCTOUHMKAMU HUKOTHHOBOM KHUCJIOTHI U €€ aMUJa SIBJISIOTCS pHC, XJIe0,
KapTodenb, MsCcO, NeYeHb, MMOYKHU, MOPKOBb M Apyrue NnpoaykTel. CyTouHas MOTPEOHOCTb AJs
B3POCJIOr0 YeJI0BEKa COCTaBisieT 18 mr.
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Buramun Bs

Butamun Bs (MUpUIOKCWH, aHTUIACPMATHTHBIA) KaK CaMOCTOSITCIIbHBIA HE3aBUCUMBIN
numeBoi (aktop Obul oTkphIT II. sepau B 1934 r. B pesynbpTaTe TOTO, YTO B OTJIUYHE OT
U3BECTHBIX K TOMY BPEMEHHU BOJOpPAacCTBOPUMBbIX BuUTaMuHOB Bi1, Bou PP oH ycrpassit ocoOyro
dbopMy aepMaTUTa KOHEYHOCTEH Yy KpBIC, HA3BaHHOTO akpoauHueil. Brepseie BuTamuH Bg ObLT
BbiienieH B 1938 1. U3 npoxokel U MeYeHu, a BCKope ObLT cMHTe3upoBaH Xxummuuecku. OH oka3aics
MIPOU3BOJHBIM 3-OKCUIIMPHUINHA, B YACTHOCTH 2-METHII-3-OKCU-4,5-TUOKCUME-TUITHUPUTTHOM.
TepmuHoMm «BUTaMHMH Be», 110 pexkomeHmanusaM MexayHapoIHOM KOMHUCCHM II0 HOMEHKIAType
OMOJIOTUYECKON XMMHH, O0O3HAYAIOT BCE TPU MPOU3BOAHBIX 3-OKCUIUPUIMHA, O00JaJar0IInX
OJIMHAKOBOIl ~ BUTAaMUHHOW aKTUBHOCTBIO: NUPHUIOKCUH (IUPUIOKCON), MHPUIOKCAIb U
MIUPUJOKCAMUH:

CHo0H H—?=CI CHa—NHq
Ho~ L HO-_ HOw_
S T ~ \I o . - -
3 "I—E’H'.?(-'H r CH,OH :]—LH:.(}H
HC” N HC” N HL” N
MupraokckH Mupwackcans MHpHaCKCaMMH
(NKpUOoRCoN)

Kak BugHO, npou3BoaHblE 3-OKCUIIMPHUIMHA OTJIMYAKOTCS JpYr OT Jpyra HIpHUpOIOi
3aMelaloule Ipynmbl B MOJIOKEHUH 4 MUPUIAMHOBOTO sjpa. Butamun Be xopomro pactBopum B
BOJIE U 3TaHoJie. BoiHbIe pacTBOPHI BeChbMa yCTOMYMBBI [0 OTHOIIEHHUIO K KUCJIOTaM U IIejoyam,
OJIHAKO OHU YYBCTBUTENIbHBI K BIUSHUIO CBETA B HEUTpaJIbHOH 30HE pH cpenpl.

HenocraTtounocts BuTamuHa Be Hambosiee moapoOHO M3ydeHa Ha KpbIcax, y KOTOPBIX
CaMbIM XapaKTEpHBIM TNPU3HAKOM SBJSIETCS AaKPOJIWHMS, WM CHelU(pHUUECKUl JepMaTut c
MIPEUMYIIECTBEHHBIM MTOPAXEHUEM KOXH JIaloK, XBOCTa, Hoca U yiied. OTMeUaroTcsl MOBBIILIEHHOE
LIENTyIIEHUE KOKH, BBINAJEHUE IIEPCTH, U3BSA3BICHUE KOKU KOHEUHOCTEH, 3aKaHYMBAIOLIEECs
TaHIPEHON MayblieB. DTU SABJICHUS HE MOAJAIOTCA JEUEHHI0 BUTaMHUHOM PP, HO ObIcTpo mpoxozst
Ipy BBeJeHUU nupuaokcuHa. [Ipu 6omnee rmybokom aButamuHose Bgy cobak, cBUHEH, KPbIC U KYp
OTMEYAIOTCs SMUIECNTU(GOPMHBIE TPUIAJKH C JereHepaTuBHbBIMU n3MeHeHusMu B LTHC.

VY yenoBeka HENOCTAaTOYHOCTh BHUTaMHHAa Bg BcTpeuaeTcss peke, XOTS HEKOTOpbIe
MeJUIarponoJo0HbIe JAepMATUThl, HE MOAJAIOLIUECS JIEUEHUI0O HUKOTHMHOBOM KHMCIIOTOH, JIErKo
IIPOXOJAT IpPH BBEICHUM NUPUIOKCHHA. Y J€Ted TPyJHOTO BO3pacTa OIHCAaHBl JEPMaTHUTHI,
MOpaXEHUs] HEPBHOM CHCTEMbl (BKJIIOYAs SNUICOTHQOPMHBIE MPHUIAIKH), OOYCIOBIEHHBIE
HEJOCTAaTOYHBIM COJIEpP’)KaHMEM THMPUJOKCHHA B HCKYCCTBEHHOM mmmie. HenocrarouHOCTH
MAPHUOKCHHA YaCTO HAOIIOAETCS Y OOJIbHBIX TYOEpKYI€30M, KOTOPBIM C JIeYeOHOM 1EeTbI0 BBOIAT
M30HUKOTUHUITUAPA3U] (M30HUA3UI), OKA3aBIIUICS, KaK U J€30KCUIIUPUIOKCHH, aHTarOHUCTOM
BUTaMUHa Be.

N3 OnoxuMuyeckux HapylmIeHHH MpU HEJOCTaTOYHOCTH BUTaMHHA Bg cieayeT oTMeTUTh
2OMOYUCMUHYpulo WM YUCMAMUOHUHypuio, a TaKKe HapylleHus oOMeHa Tpunrodasa,
BBIPQXKAIOLINECS] B TOBBIIIEHUH DSKCKPELIMH C MOYOM KCAaHTYPEHOBOM KHCIOTBI U CHHUYKEHUH
KOJIMYECTBA IKCKPETUPYEMOUN KHHYPEHOBON KHMCIIOTHI.

Buonornyeckas poJb. Oxazanoch, 4yTO, XOTS BCE TPU IPOU3BOJAHBIX 3-OKCH-NUPUAMHA
HaJleleHbl BUTAMUHHBIMHU ~ CBOWCTBaMHU, KO(epMEHTHble (YHKIHMHU  BBINOJHAIOT  TOJBKO
¢bochopunrpoBaHHbIe TPOU3BOIHBIC TUPUIOKCAIIS U MTU-PUIOKCAMUHA.
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MNMupmpookcansgocdat MupuapokcamuHdocdar

®dochopunupoBanne MUPHIOKCATST W NUPUIOKCAMHHA SBIsieTcs  (epMEeHTaTUBHOM
peakiuen, mpoTekaroule mpu ydactuu crneuupuueckux kuHaz. CuHTe3 mupHuaokcaibdocdara,
HampuMep, KaTalM3upyeT MUPHIOKCAIbKUHA3a, KOTOpas Haubojiee akTMBHA B TKaHU MoO3ra. OTy
peaKLno MOXKHO IIPEACTABUTD CIAEAYIOLUIUM YPaBHEHUEM:

Mupupokcans + AT —> Mupupokcansdocdar + ALD.

Jloka3zaHo,  4TO B  JKMBOTHBIX  TKaHSIX  IPOMUCXOIAT  B3aUMOIPEBpAIICHUS
nupugokcanbdocdara u nupuaokcaMuHpochaTa, B YaCTHOCTH B PEAKIUAX TPAHCAMUHUPOBAHUS U
JeKapOOKCUIMPOBAHUS AMUHOKHCIIOT.

Cnenyer OTMETHUTb, YTO B BbIACHEHHE OHOJIOTMYECKOM ponu BuTtamuHa Be u
nupugokcanb@ocdara B a30THCTOM 0OMeHe cyniecTBeHHbIN BKiay BHecnu A.E. bpaynmreiin, C.P.
Mappames, D. Cuemn, [[. Meunep, A. Maiicrep u ap. U3BectHo 6onee 20 mupHmoOKCaneBbIX
(epMeHTOB, KaTaIM3UPYIOUINX KIFOYEBBIE PEaKIUU a30TUCTOrO METa0oJM3Ma BO BCEX JKHMBBIX
opranuzMax. Tak J0Ka3aHO, 4TO mNUpUIOKcadb(ochaT SBISETCI MNPOCTETUUECKOW TIpynmon
aMHHOTpaHc(epas, KaTaTU3UPYIOIIUX OO0paTUMbIH mepeHoc amuuorpynmbsl (NHz-rpynmsi) ot
AMUHOKHCIIOT Ha  O-KETOKUCIOTY, M JAEeKapOOKCWJIa3 aMUHOKHUCIOT, OCYIIECTBISIOLINX
HeoOpatumoe otmemieHne CO2 oT KapOOKCHWJIBHOM TpynIbl aMHHOKHUCIOT € 0Opa3oBaHUEM
OMOTEeHHBIX aMUHOB. Y CTaHOBJIEHA KO(EepMEHTHAs poiib NUpuAoKcaibochaTa B GepMEHTATUBHBIX
peaKuusx HEOKHCIUTENIbHOTO JEe3aMUHHPOBAHUS CEpUHAa U TPEOHHHA, OKUCIEHUS TpUNTO(aHa,
KUHYpEHHMHA, TPEBPAIICHUsI CEepPOCOoJIepKalluX AMHUHOKUCIOT, B3aWMOIIPEBpAIEHUS CEpUHA U
[NIMLMHA, a TaKKe€ B CHHTE3€ O-aMUHOJIEBYJIMHOBOUW KHUCIJIOTHI, SBJISIOUICICS MpeIIeCTBEHHUKOM
MOJIEKYJIbl T€éMa reMorJIo0nHa, U Ap.

[TupunokcuH OTHOCUTCA K BUTaMUHAM, KOQEepMEHTHasl pojb KOTOPHIX M3ydeHa Haubosee
noJpobHo. B mocnenHue rojapl 4MCIO BHOBb OTKPBITBIX HHUPUAOKCANEBBIX (EPMEHTOB OBICTPO
yBenuuuBajaoch. Tak, g gAeiicTBUs — TNMKoreHdocdopuiasbl  CyIIECTBEHHOM — OKasalach
dochopuibHas, a He anbpAeruHas rpymnna nupuaokcaibpocdara. Benencrsue mupokoro yqactus
nupuaokcanbpocdara B mpoieccax oOMeHa NMpPU HEJOCTaTOYHOCTH BHUTaMHMHa Bg oTMeuaroTcs
pa3HOOOpa3HbIe HAPYIICHHS META00IU3Ma AMHUHOKHUCIIOT.

PacnipocTtpanenne B mnpupoge M CyTO4YHasi NoTpeOHOcTh. Butamun Bs mmpoko
pacnpocTpaHeH B TMPOAYKTaX PAaCTUTEIBHOIO W JKMBOTHOIO MPOUCXOXIeHHUS. OCHOBHBIMHU
MCTOYHHMKAMU BUTaMHUHa Be JUIs yenoBeka ciayxat xJed, ropox, ¢aconb, kapTodenb, MsIco, TOUYKH,
nedeHs U Jip. Bo MHOTHX IpOAyKTax KMUBOTHOTO MPOMCXOXKIAECHUS MUPUIOKCUH XUMUYECKH CBSI3aH
¢ 0enKoM, HO B IUIIEBAPUTEIBHOM TPAKTE IMOJ JEHCTBHEM (PEPMEHTOB OH JIETKO OCBOOOKIAeTCs.
CyrouHasi MOTPeOHOCTh B MHUPHUAOKCHUHE IS 4YEIOBEKAa TOYHO HE YCTAHOBJIEHA, MOCKOJBbKY OH
CUHTE3UPYETCS] MUKPO(IIOPOI KHUILIEYHHKA B KOJIMYECTBAX, YACTHUHO MOKPHIBAIOIIUX NOTPEOHOCTH
B HeM opranusMa. KocBeHHbIE pacyeThbl MOKa3bIBAIOT, YTO B3POCIbIM YeIOBEK JOJKEH MoJIydaTh B
CYTKH OKOJIO 2 MT BUTamMuHa Be.

buorun (Buramux H)

B 1916 r. B onbITax Ha KUBOTHBIX OBUIO MOKA3aHO TOKCHUYHOE JIEHCTBUE CBHIPOTO SIMYHOTO
Oenka; yrnorpebiaeHrne eYeHN WK APOXoKed cCHUMaIo 3TOT 3¢ dexT. DakTop, mpeaoTBpaIIaroIi
pa3BUTHE TOKCUKO3a, ObLT Ha3BaH sumamunom H. [1o3:xe ObUIO YCTaHOBJIEHO, YTO B JPOKIKEBOM
HKCTPAKTE MEYEHH U KEITKE KYpHUHOIrO SHIa COAEPKUTCA MUIIEBON (akTop, OTIIMYHBIA OT BCEX
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JIPYTUX WU3BECTHBIX K ATOMY BPEMEHH BHTAMHHOB. DTOT (DAKTOp CTHUMYIUPYET POCT IAPOXKEH U
azordukcupyromumx O6akrepuit Rhizobium, B ¢Bsi3u ¢ 4em, OH W MOJYYHJ Ha3BaHUE «OMOTHHY» (OT
rped. bios — xku3Hb), win kosx3um R. B 1940 r. 6p110 yCcTaHOBJICHO, YTO BCE TPpU Ha3BaHUs (OMOTHH,
BuTaMuH H u ko’H3uUM R) OTHOCATCS K OAHOMY M TOMY JXK€ XHMHUYECKU HHIUBUIYaATHHOMY
COCJIMHEHUIO. BBIENeHHOE W3 CHIPOTO SIMYHOTO OeKa BEIIECTBO OKAa3aJIOCh TIMKONPOTCHHOM —
OEIIKOM OCHOBHOTO XapaKTepa, Ha3BaHHBIM asuouHoM; 3TOT OEIOK 00J1aaeT BEICOKHM CPOJICTBOM
CBSI3bIBaHUSI C OMOTMHOM C OOpa30BaHWUEM HEPACTBOPUMOIO B BOJE KoMmIuiekca. Komruiekc He
MOJIBEPraeTcsl PacUICIUICHUIO B MTUIIEBAPUTEIBHOM TPAKTe, I03TOMY OMOTHH HE BCACHIBACTCS, XOTS
Y COICPIKUTCS B MUIIEBBIX MPOIYKTAX.

buotun 6b11 BriepBble BbiAeNeH B 1935 1. u3 su4yHOTO XXenTka. MoJekyina OMOTHHA SBISETCS
[UKJIMYECKUM ITPOU3BOIHBIM MOYCBHHBI, 2 OOKOBasI LIEMb MPE/ICTaBICHA BaJIGPUAHOBOM KHCIOTOM.

H H H
N—C—C
g ‘\5

O=C
N—C—G<—(CHg)g—COOH
H H H
BHOTHH

KapOonunbHas rpynmna OMOTHHA CBSA3BIBACTCSI aMUTHOM CBS3BIO C £-aMUHO-TPYIIION JIM3KHA,
obpasyst  e-N-OnoTwHWILIM3WH (OMOIMTHH), OONATAIONINi  OWOJIOTMYECKOH aKTUBHOCTHIO.
[Ipupoanbie cnoKHBIE OENKH, coAepKallre OMOTHH, MPH MONAaJaHUUd B OPraHU3M IOJIBEPTaloTCs
MIPOTEONIU3Y C OCBOOOXKIEHUEM CBOOOJHOTO OMOLMTHHA; MOCICAHNUN MTOIBEPTaeTCsl TUAPOIU3Y 1O/
JeficTBeM OMOLIMTHUHA3KI IEYEHU U CHIBOPOTKU KPOBU C 00pa3oBaHHEM OMOTHHA U JIM3UHA.

Kinnnyeckue nposiBIeHUs] HEAOCTATOYHOCTH OMOTHHA Yy YEJIOBEKa U3yYeHbl HEJOCTATOYHO.
OT0 O00BACHSAETCA TeM, 4TO OaKTepUM KHILIEYHUKAa O00JalaloT CHOCOOHOCTBIO CHUHTE3HPOBATH
OMOTMH B HEOOXOAMMBIX KoynyecTBaX. HemoctaTouHOCTh €ro MposBISETCS B cllydae
yrnoTpeOiaeHusi OONBIIOT0 KOTUYECTBA CHIPOTO SIMUHOTO OelKa WM MpHeMa Cylb(haHUIaMUIHBIX
IpernapaToB M AHTUOMOTUKOB, MOJABISIONIMX POCT OakTepuil B KHUIIEYHUKE. Y 4YeIoBeKa IpH
HEJOCTAaTOYHOCTH OHMOTHMHA OTMEUAIOTCS BOCMAIUTENbHBIE MPOLECChl KOXHU (IepMaTHUTHI),
COINPOBOXAAIOIINECS YCHWJIIEHHOM JESATENIbHOCTbIO  CalbHBIX JKEJie3, BBINAJACHUEM BOJIOC,
MOpaXEHHEM HOTTEH, YacTO OTMEYAIOTCS OOJHM B MBIIIIAX, YCTaIOCTh, COHJIUBOCTh, JCTIPECCHs, a
TaK)K€ aHOpeKcus U aHemus. Bce 3Tu siBIEeHHS OOBIYHO MPOXOAST 4Yepe3 HECKOJIbKO JHEW Mocie
©KETHEBHOTO BBEJCHHUS OMOTHHA. Y KpBIC HEIOCTATOYHOCTh OMOTHHA, BBHI3BAHHASI BBEJACHHUEM C
MUIIEH ChIPOTO SIMYHOTO O€JKa, BBI3BIBAET SIBJICHHS OCTPOro AepMaTHTa, 00JIbICEHUE U MTapaIuyu.

Buosoruveckast poJab. buotnH mnonpoOHO wu3ydyeH Omaromapst paboram @. JluHeHa.
W3BecTHBIE K HACTOSIIIEMY BPEMEHH OWOTHHOBBIE (EepMEHTHI (T.e. (EepPMEHTHI, COoJIeprKallue B
KauecTBe KoepMeHTa OMOTHH) KaTaTU3UPYIOT JBa TUIIA PEAKIIHil:

1) peaxiuu kapookcuupoBanus (¢ yuactuem CO2 wim HCO37), conpsikeHHbIE ¢ paciaioM
ATOD

RH + HCO3 + AT® <=> R-COOH +AJId+H3POx;

2) peakuuyn TpaHckapOOKCHIMpoBanus (mporekaroimue 6e3 ydactusi ATD), mpu KOTOPBIX
cyOcTpaTbl 0OMEHUBAIOTCS KAPOOKCUIIBHOM IpyTIoit

R1-COOH + R2H <=> R1H + R2-COOH.

[Tonmy4yens! noka3aTeiabCTBA ABYCTAJUIHOIO MEXaHHM3Ma 3TUX PEaKUUi ¢ 00pa3oBaHUEM
MIPOMEKYTOUHOTO KOMILIEKCa (KapOOKCUONOTUHMI(DEPMEHT).

K peakuusiM nepBoro Tuma OTHOCATCS, HanpuMep, aueTuia-KoA u nupyBaT-kapOOKCHIIa3HbIE
peaKIuu:
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CH3—CO- S-Ko0A + CO2+ AT® <=> HOOC-CH>-CO-KoA + AI® + P.

[TupyBaTrkapOokcuiasa sBISETCS BbICOKOCIEUU(GUYHBIM (EPMEHTOM, KaTalU3UPYIOIIUM
YHUKQJIbHYIO peakuuio ycBoeHus CO2 B opraHuszme >KMBOTHBIX. CyHIHOCTb pEakLMU CBOJIUTCS K
HOTIOJIHEHHIO 3aIlacoB OKcajoauerara (I1aBe-IeBOYKCYCHAs KUCIOTa) B JTUMOHHOKHCIOM LIUKIIE
(Tak Ha3bIBAEMbIE «aHAIJIEPO-TUUYECKUE», IIOMOJIHSIIOIUE) peakuun), T.e. ero cuuresy u3z CO2 u
IUpyBara:

[upysat + CO2+ AT® + H20 —> Oxkcanoanerat + AJI® + P+ 2H"

Peakuust npoTekaeT B 1B€ CTauu: Ha MIEPBOM CTaauu, CBSI3aHHOMU ¢ 3aTparoil sHeprun, CO2
MOJIBEPraeTcsi akTUBUPOBAHUIO, T.€. KOBAJICHTHOMY CBSI3bIBAHHIO C OMOTHHOM B aKTUBHOM IIEHTpE
dbepmenta (E-OnoTtun):

CO, + ®-buotui + AT + H,O===E®-buotvH-CO00  + AND +P +2H

Ha Bropoit craguun CO2 u3 KOMILJIEKCAa MEPEHOCUTCS Ha MUPYBaT C 00pa3oBaHUEM
OKcajoarerara 1 0CBOOOXKIeHHEM (hepMeHTa:

E)-Buotui-COO  +  [lupysaTr === (E)-Buotun + Okcanoauerar

[Ipumepom  BTOpOTO  THIA  peakuMid  SBJSIETCS  METHIMAJIOHUII-OKCAJoaleTar-
TpaHCKapOOKCUIIa3Has peaklMsl, KaTaau3upyroias o0paTuMoe IpeBpalieHle MUPOBHHOTPATHON U
[IABEJICBOYKCYCHOW KUCJIOT:

COOH CH; CH; CH,-COOH
CH,~CH - C=0 == CH, : C=0
CO-S0-KoA COOH CI:O-S-KOA COOH

Metunmanonun-KoA Mupyeart Mponunonnn-KoA Okcanoauerar

Peakuuu xapOOKCHMIMpPOBaHUS U TPaHCKAPOOKCUIMPOBAHUS HMMEIOT OOJIBIIOE 3HAUYEHUE B
OpraHu3Me IpH CHHTE3€ BBICIIUX JKUPHBIX KHCIOT, OEJIKOB, ITYPUHOBBIX HYKJIEOTHI0B
(COOTBETCTBEHHO HYKJIEMHOBBIX KUCIIOT) U Jp.

PacnipocTtpanenue B nmpupoje u cyrouHasi norpedHocTb. BUOTHH cofepKUTCS TOYTH BO
BCEX MPOAYKTAaX >KUBOTHOTO U PACTUTEIBHOTO MPOUCXOXKICHHUS, ITTaBHBIM 00pa3oM B CBS3aHHOM
¢opme. borartel 3TUM BHUTaMHUHOM II€Y€Hb, MOYKH, MOJIOKO, KEJITOK sfina. B pacTuTenbHBIX
npoaykTtax (kaprodenb, JyK, TOMAaT, IIMUHAT) OMOTHH HAXOJUTCA KaK B CBOOOJHOM, rak M B
CBSI3aHHOM COCTOSIHMM. [l yenoBeka M >KUBOTHBIX Ba)KHBIM HCTOYHHKOM SBII€TCS OWOTHH,
CHUHTE3UpYeMbIil MuKpodopoil kumieyHuka. CyTouHas HOTpPeOHOCTh B3pOCIOrO YeJIOBEKAa B
o6uotuHe npubnuzurensHo 0,25 mr.

domeBag KHCJI0TA

®onueBas (ITEpOMITIYTAMUHOBAs) KHCIOTA ((OJalH) B 3aBUCUMOCTH OT BHJIA )KUBOTHBIX
WIN MTaMMa OaKTepui, HYXKIAOIIUXCS UIS HOPMAILHOTO POCTa B MPHCYTCTBHH 3TOTO MHIIEBOTO
¢axTopa, HasbpIBaJNaCh MO-pazHOMYy: (akrop pocra L. casei; BuTaMuH M, HEOOXOIUMBIH IS
HOPMAJIBHOTO KPOBETBOPEHHS Y 00€3bsiH; BUTaMHH Be, (hakTOp pocTa HBIIUIAT (MHAEKC «C» OT aHTIIL.
chicken — mprmienok). B 1941 r. ¢onmeBas kuciora ObUTa BbIACIECHA M3 3€JICHBIX JINCTHCB
pacTeHuii, B CBsI3U C YeM M IOJIyYnJIa CBOE OKOHYaTelnbHOe Ha3BaHMe (0T jat. folium — nuct). Eme
70 YCTaHOBJICHUS XHUMHUYECKOTO CTPOEHHUS (OIMEBOW KHCIOTHI OBLIO TOKa3aHO, YTO JUIS pOCTa
HEKOTOPBIX OaKTepuii HEOOXOJMMO NPUCYTCTBHE B MHUTATENBbHOM cpejie MapaaMUHOOCH30HHON
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KHUCIOTHL. JloGaBiieHue CTPYKTYpHBIX aHAJIOTOB €€, B YaCTHOCTH CyJb(paHWIaMHIHBIX MIPENapaTos,
HAo0OpOT, OKa3bpIBAJIO TOpMO3sillee JACHCTBUE Ha pocT Oaxkrtepuil. B Hacrosimee Bpems
YCTAHOBJIEHO, YTO 3TO POCTCTUMYJIMpYIOIIEe JEHCTBHE MapaaMUHOOEH30MHOM  KHCIIOTHI
00yCJIOBICHO BKIIOYCHHEM €€ B COCTaB 0oJiee CIIOKHO IOCTPOCHHOM MOJEKYNbl (OITUEBON
KHCJIOTBI.

@onueBasi KHCIOTAa COCTOUT M3 TPEX CTPYKTYPHBIX €JUHHMIL: OCTAaTKa 2-aMHUHO-4-OKCH-6-
metunnrepuauHa (I), mapaammuo6enzoitnoit (II) m L-rmyramunoBoit (III) kucinor u umeer

CIIEYIOILYIO CTPYKTYPY:

o ’
g 10
Eﬁ\irss CHyNH CO+NH-CH=CH,-CH,-COOH
£ 1 ﬂ3 1 [ i
HoN” NN : ' COOH
— — — e —

-

I i
honmesas (NTepoUrmyTaMuHoBasl) KMCNoTa

Q@osreBasi KUCIOTa OIPAaHMYEHHO pPACTBOPMMA B BOJE, HO XOPOILIO pacTBOpUMa B
pa30aBIeHHBIX pacTBopax cnupTa. HegoctatouHOCTh (OIMEBOM KMCIOTHI TPYIHO BBI3BATh JaXKe Y
KUBOTHBIX 0€3 MpeIBapUTEIILHOTO MOJABJICHUS B KHIIEYHUKE POCTa MUKPOOPTAaHU3MOB, KOTOpHIC
CHUHTE3UPYIOT €€ B HEOOXOAMMBIX KOJMYECTBAaX; ABUTAMUHO3 OOBIYHO BBI3bIBAIOT BBEJCHHEM
AHTUOMOTHKOB M CKAPMIIMBAHHEM >KWBOTHBIM IUINH, JUIIECHHON (hoimeBor KUCIOTHL. Y 00s3bSH
¢donueBass HEJOCTATOYHOCTb COMPOBOXKIACTCS PA3BUTHEM CIEUU(PUYECKON aHEeMHUHU; y KpbIC
CHauajla pa3BUBACTCA JICHKONEHUs, a 3aTeM aHeMus. Y 4YeJoBeKa HaONI0JaeTcs KIMHUYecKas
KapTHHA MaKpOLUUTAapHOW aHEMHUHU, OYEHb II0XO0)Kas Ha IPOSABICHUA INEPHULUO3HON AHEMHUH —
CJIEICTBUSI HEJJOCTATOYHOCTH BHTaMHMHA Bi2, XOTS HapylIeHHs HEPBHOM CHCTEMBI OTCYTCTBYIOT.
WNuorna ormewaercs auapes. MMerorcs noka3zarenbCcTBa, YTO IMPH HEIOCTATOYHOCTH (OJIMEBOM
KHUCJIOTHI Hapymiaercs npouecc 6uocunte3a JJHK B kieTkax KOCTHOrO M0O3ra, B KOTOPBIX B HOpME
OCyILIECTBIsIETCA 3pHUTponod3. Kak cienctBue 3Toro B nepuepudecKod KpPOBH IOSBISIFOTCA
MOJIOJIbIE KJIETKH — MErajo0J1acTbl — C OTHOCUTEIbHO MEHbIIMM coaepxkanueM JJHK.

Bbuosornuyeckass poab. KopepmeHnTHble (yHKIMHM (OIMEBON KHUCIOTHI CBA3aHBI HE CO
cBOOOJHON (hopMOI BHTaMUHA, @ C BOCCTAHOBJICHHBIM €ro MNTEPUIANHOBBIM MPOU3BOIHBIM.
BoccraHoBneHne CBOOUTCA K pas3pblBy JBYX JABOMHBIX CBA3€H W NPHUCOCIUHEHHIO YETBIPEX
BOJIOPOJIHBIX aTOMOB B MOJOXEHHUAX 5, 6, 7 1 8 ¢ oOpa3zoBaHHEM TeTparuapo(oIneBoil KUCIOTHI
(TT®K). Ono mporekaeT B 2 CTaaAWKd B JKUBOTHBIX TKaHSIX NPU YYaCTHH CHEHU(UIECKUX
bepmeHTOB, conepxkamux BocctaHoBieHHbIM HAJI®. CHauana mpu aedcTBuUM (oiaTpeayKTasbl
oOpaszyercs aurunpodonuenas kucinora (JI'®PK), koropas mpu ywyactuu BTOporo QepmeHTta —
auruapogosiaTpenykrasbl — BoccraHaBinusaetcs B TT'OK:

®K + HAADH + H' <=3 IFOK + HALD':
ATOK + HALDH + H' <=>TrdK + HAL®'

OH H
N g 10
M HE—CH?“NH _CD_NH_CH'CH?_CHQ-GODH
L{Ni o7 |
5 COOH
H N m

56,7, 8-Tetparnapodonmersan kucnota { TTdK)
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Jlokazano, uro kopepmentHbie Gynkmuu TT' DK HemocpencTBEHHO CBS3aHBI ¢ TIEPEHOCOM
OJTHOYTJICPOJHBIX TPYII, TMEPBUYHBIMH HMCTOYHUKAMH KOTOPBIX B OpraHU3ME SIBISIFOTCS [3-
YIJIEPOJIHBIM aTOM CEpPUHA, O-YIJIEPOJHBIA aTOM IJIMIMHA, YIJIEPOJ METaIbHbIX TPyl METHOHMHA,
XONMHA, 2-W YIIEpOAHBIA aToM WHJIOJIBHOTO KOJbIla TpunrodaHa, 2-W YrIEpOJHBIA aToM
MMUJIA30JIbHOTO KOJIbIIA TUCTHAMHA, a Takke (opMaibAeruji, MypaBbHHasl KuciaoTa U MetaHoi. K
HACTOSIIEMY BPEMEHH OTKPBITO MIECTh OJHOYTIICPOJIHBIX TPYIII, BKIIOYAOIIUXCS B pa3HOOOpa3HbIC
onoxumuueckue mpespaiieHus B cocraBe TI'PK: popmunvruas (—CHO), memunvnas (—CHa),
memunenosas (—CHo—), memenunovnas (—CH=), okcumemunvnas (—CH20H) u ghopmumunosas
(—CH=NH). BslscHeHo, 4T0 mpucoeauHeHne d3Tux QparmenTtoB k TI'PK sBasercs
(hepMEHTATUBHON peaKiuel KOBAJICHTHOTO CBSI3bIBaHMS MX ¢ 5-M win 10-M aTomMoM azota (Wiu ¢
o0onmH aToMaMu BMecTe). B kauecTBe nmpuMepa MpUBOJIUM OTAENbHbIE (YHKIIMOHATIbHBIE TPYIIIIBI
B akTUBHBIX y4yacTtkax TT'OK:

H=C=0
I

N -diopmmn-T bk ~N ¢ 10 N- N, N -meranen-TT DK

Nwmerotcss panHbie, yTo mpou3BogHble TI'PK y4acTBYHOT B MEpEHOCE OJHO-YTIICPOIHBIX
¢parMeHTOB Tpu OMOCHHTE3€ METHOHMHA M THUMHHA (TIEPEHOC METWJIBHOW TpYIIIbI), CepuHa
(epeHoC  OKCHUMETWJIBHOM  TpyIIbl), 0Opa3oBaHUM ITYPUHOBBIX HYKICOTHAOB  (IIEPEHOC
dbopMunbHOW TpymIbl) W T.0. [lepednciieHHBIE BEMIECTBA WIPAOT HCKIIOYUTEIHLHO BAXKHYIO,
KITIOYEBYIO, POJIb B OMOCHHTE3€ OCJIKOB M HYKJICHHOBBIX KHCJIOT, IO3TOMY CTaHOBSITCS TIOHSATHBIMU
Te ThayOOKHe HapylieHHWs OOMEHa, KOTOpble HaONIOAAIOTCA TPH HEAOCTATOYHOCTH (HOJIMEBOM
KHCJIOTHIL.

B MemunuHCcKo# npakTuke (B 4aCTHOCTH, B OHKOJIOTMHM) HallUIU NMPUMEHEHHE HEKOTOpbIE
CUHTETHYECKHE aHAIOTH (aHTaroHUCTHI) GONMEeBOI KUCIOTHL. Tak, 4-aMUHONTEPUH UCIOIB3YETCS B
KaueCTBC Ipfrapara, TOPMO3AIICTO CHMHTE3 HYKICHMHOBBIX KHUCIOT, U PCKOMCHIAYCTCA B KauC€CTBC
nedeOHOro TMpermapaTa MpH OMYXOJEBBIX MOPAKEHUSX, B YaCTHOCTU MPU OCTPHIX U XPOHUYECKUX
(dhopmax TeHKO30B y IETE€H U B3POCIBIX.

PacnpocTtpaHenne B mnpupoae W cyroyHas mnorpedHocTb. BemiecTBa, oOnanaromue
AKTUBHOCTBIO (DOJIMEBON KUCIIOTHI, IIMPOKO PAacIpOCTPaHEHbl B pupoje. borarbiMu ncTouHuKaMu
WX SIBJISIFOTCS 3€JICHBIE JIUCThSI PACTEHUH M JIPOMOKH. DTH BEIIECTBA COAEPIKATCS TAK)KE B MEUYCHH,
IMOoYKax, MACC U APYTrux MpoaAyKTax. Mpmuorue MHUKPOOPTaHU3Mbl KUIICYHHKA JKUBOTHBEIX M YCJIOBCKA
CHUHTE3UPYIOT (OJMEBYI0 KHCIOTY B KOJHMYECTBAX, JOCTATOYHBIX I YJAOBIETBOPEHUS
notpeOHOCTEl opraHu3ma B 3ToM BuTamuHe. CyTodHass MOTPEOHOCTh B CBOOOJHOHN (HOITMEBOM
KHCIIOTE I B3POCJIOTO YeJIOBEeKa COCTaBIsIeT 1-2 M.

Buramun B,

Buramun Biz (xoOamamuH; aHTHaHEeMHYECKMH BHUTAMMH) BbIICNEH W3 IME€YEHH B
KpucTaUTHYecKoM Buae B 1948 r. 3amonro g0 3TOro OBIJIO W3BECTHO, YTO B TMEYCHHU >KHUBOTHBIX
COZIepKUTCS  0cO00€ BEIIECTBO, PErylUpyIollee Mpolecc KpPOBETBOPEHUS U  OKa3bIBaIOIIEe
nedeOHbId A PEeKT mpU MEPHUITMO3HOM (3I0KAYECTBEHHOW) aHeMuu y Jrojeil. OTHAKO TOJIBKO B
1955 1. JI. XomkkuH pacmudpoBaia ero CTpyKTypy, BKIIIOUas TPEXMEPHYIO MPOCTPAHCTBEHHYIO
KOH(QUTYpaIiio, TJaBHBIM 00pa3oM TIpU TMOMOIIH (PU3UYECKUX METOJOB HCCIEAOBAHUS
(pentrenorpadudeckas kpucramwiorpadus). Ha ocHOBaHMM 3THX JaHHBIX, a TaKXKe Pe3yJIbTaTOB
M3Y4YEeHHsI XUMUYECKOI0 COCTaBa JJil BUTaMuHa B12 ObUIO MpeyioKeHOo ClieqyIoliee CTPOCHHE:
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Buramin B, (koGananwH)

B monekyne ButamuHa Bi2 1eHTpanbHbI aToM KoOajibTa COEIMHEH C aTOMaMu a30Ta
YeThIpeX BOCCTAHOBJICHHBIX MUPPOJBHBIX KOJEL, 00pa3yromux nopGupruHONOA00HOE KOPPUHOBOE
SIIPO, ¥ C aTOMOM a3oTa 35,6-muMmeTwi-OeH3umuaazona. KobampTcomepxarias 4acThb MOJIEKYJIIbI
BUTaMMHA MpEJCTaBsieT co0Oi IUIaHapHYI0 (IUIOCKOCTHYI0) (UIypy; MO OTHOLIEHHIO K HeHl
MEePINEHIUKYISIPHO ~ PACTOJIOKeH  HYKJICOTHUIHBIM  JIUTaHA,  KOTOPBIA, TOMHUMO  5,6-
IUMETHIIOCH3UMMIA30J1a, CONEPKUT pubo3y M ocraTok (ocdara y 3-ro atoma yriepoxaa. Bes
CTpYKTypa MOJIy4YMusia Ha3BaHUE «koOamamMuH». BbUIM moOJydeHbl NpPOM3BOJHBIE BUTaMHHA Bio,
conepxkamue OH-rpynny (okcukobanmamuH), xjop (xiopkodanamus), H2O (akBakoOanamuH) u
a30THCTYIO0 KUCIOTY (HUTpUTOKOOanamMuH). M3 mpupoaHbIX HCTOUHUKOB ObUIM BBIJIEIEHBI, KpOME
TOoro, aHajgoru Biz, KoTopsle BMecTO 5,6-TUMETWIOCH3UMHIA30JIa COAEPXKAIU  S5-OKCH-
OE€H3MMU/A301, WJIM aJE€HUH, 2-METUJIAa/JleHUH, TUIOKCAaHTHMH M METWITHMIOKCAaHTHH. Bce oHHM
oOyamanyd MeHbIIEH OHMOJIOTMYECKOW aKTHUBHOCTHIO, 4yeM KoOamaMuH. OObluHO BUTaMHH Bio
BBIIETISIIOT U3 MUKPOOHOM Macchl WK KUBOTHBIX TKaHEH, UCTIOJIb3Ys PACTBOPHI, COAEpKAIINE HOHBI
nuanuga. OgHako HUaHOKOOalTaMUH MeTa0oJIMYeckd HeakTuBeH. B cocraB Biz-kodepmeHTOB
BMecTo CN BXOAUT OCTaTOK 5-1€30KCHAI€HO3MHA U METUIIbHAS TPYIIIA.

Y 4yenoBeka M JKMBOTHBIX HEJOCTaTOK BHTaMHMHAa Bi2 MNpUBOAUT K Pa3BUTHUIO
3JIOKQYeCTBEHHOW MAaKpOIMTApHOW, Merajo0nacTudecko aunemuu. IlomMmumo  u3MEeHEHUI
KpPOBETBOPHOW (DYHKIMH, JUIs aBUTaMHHO3a B12 cnenn(uyHbl Takke HapyLICHHUs JIeATelbHOCTH
HEPBHOW CHCTEMBI U PE3KOE CHMIKEHHE KHMCIOTHOCTH XEJIyAO4YHOro coka. Okas3aloch, 4TO s
aKTHUBHOTO TIpollecca BCachlBaHUS BHTaMUHA Bi2 B TOHKOH KuIlKe 00s3aTENbHBIM YCIOBHEM
ABIISICTCA HAJM4YUE B JKEIYJAOYHOM COKEe 0co00ro Oeika — racTpOMYKOIPOTEHHA, MOJIyYUBILIErO
Ha3BaHUe BHYyTpeHHero ¢akrtopa Kacna, koTopblii cnenmduyecku cBs3bIBaeT BUTaMHH Biz B
0COOBIN CIIOKHBIM KOMIUIeKC. TouHas poib 3Toro (akropa BO BcachlBaHWU Bi2 He BBISCHEHA.
[IpenmnonararoT, 4TO B CBA3aHHOM C 3THM (paKTOPOM KOMIUIEKCE BUTaMHUH B12 mocTymaer B KJIETKH
CIIM3UCTON OOOJIOUKM TOJAB3AOIIHON KHUIIKH, 3aT€M MEUIEHHO IEePEeXOJUT B KPOBb HMOPTAIHHON
CHCTEMBI, a BHYTpEeHHMI (pakTop moasepraercs ruaponusy (pacmany). Cienyer ykaszaTh, 4To Bi2
MOCTYIAaeT B KPOBb MOPTAJIbHON CHUCTEMBbI HE B CBOOOJHOM COCTOSIHHM, @ B KOMIUIEKCE C JBYMS
OeynkamMu, TMOJYYMBIIMMH Ha3BaHUE TpaHckoOamamuHOB | u |l, oAWMH W3 KOTOPBIX BBHITOJHSET
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¢ynkuuto gerno Biz (I), mockoneky oH Oosee MpouyHO CBsI3bIBaeTCs ¢ BUTaMMHOM Biz. Iloatomy
HapylleHHe CUHTE3a BHYTPEHHEro (PakTopa B CIIM3UCTON 000JI0UKE JKETyAKa IPUBOIUT K PA3BUTHIO
aBUTaMUHO3a B12 1a)ke npu HANWYMK B TUILE JOCTaTOYHOTO KoJindecTBa KobanamuHa. B momo0HbIxX
CllyyasiX BUTaMHMH C JIe4eOHOW IeNbl0 OOBIYHO BBOJST MAPEHTEPAIbHO WIM C MUIIEH, HO B
COUYETAHMM C HEUTPAIU30BAHHBIM JKEIIYJLOYHBIM COKOM, B KOTOPOM COACPXKHUTCS BHYTPCHHHMU
dbaxrop.

Butamun Bi2 ucnonb3yercss B KIMHHUKE JUIsL JIEYEHMs pa3iuyHbIX (GOpM aHeMHuil ¢
HEBPOJIOTUYECKMMHU HApyLICHUSMHU, KOTOpble OOBIYHO HE MOAJAIOTCA JICUCHHIO JPYTHMMHU
BUTaMHHAMH, B YaCTHOCTH (POTMEBOI KHCIOTOM.

Buosiornueckasi poJsib. BeiABIeHb! ()epMEHTHBIE CUCTEMBI, B COCTaBE KOTOPHIX B KauecTBE
MIPOCTETUYECKON TPYMIbl yY4acTBYIOT HE CBOOOJHBIM BHTaMHWH Bip, a Tak Ha3piBaeMbie Bio-
Ko(epMeHTHI, WK KoOaMuaHbIe KopepMeHTHI. [locneHue oTIInYaTes TeM, 4To CoJepkKar 2 TUIa
JUTaHJOB: METHIBHYIO rIpynny U 5'-pe3okcuazeHo3uH.  COOTBETCTBEHHO — Pa3iMyaroT
Metmikobanamua CHs-Biz u desoxcuadenosunkodoanramun. TlpeBpamenne cBOOOJHOTO BUTaMUHA
B12 B Biz-ko(epmeHTsI, npoTeKaroliee B HECKOJIBKO 3TAloB, OCYIIECTBISETCS B OpPraHU3ME IPU
ydacTHH crenupuueckux (GEepMEeHTOB B MPHUCYTCTBUM B KadecTBe KodakTopoB DA/,
BoccranoBineHHoro HAJl, AT® wu rayratmona. B wactHoctu, mnpu oOpazoBaHuud 5-
Je30KcuKoOamaMiuHOBOr0 Koepmenta AT®D moasepraercss HEOOBIYHOMY pacIaay ¢ OTIICTUICHUEM
TpudochaTHOro ocraTka MO AaHAJIOTMU elle C OAHON eJUHCTBEHHOM peakiueid cuHTe3a 5-
aZieHO3MWIMETHOHNHA n3 MeTHOHMHa U AT® (cm. rnaBy 12). Bmepswie Biz-kodepmeHTsl ObLTH
BbiieneHsl I'. bapkepom u cotp. B 1958 r. M3 MHKpPOOpraHM3MOB, MO3K€ OBUIO JOKAa3aHO HX
CYLIECTBOBAHME B TKAHAX )KMBOTHBIX.

XUMUYECKHE pPEaKIMM, B KOTOPbIX BUTAaMUH Bi2 NpHHHUMaeT y4yacTHe Kak KO(QEpMEHT,
YCIOBHO [JENAT Ha 2 IpyIIbl B COOTBETCTBMM C €ro Xxumuueckoi npuponoil. K mepsoi rpymme
OTHOCSITCSI PpEaKIMHU TPAHCMETWIMPOBAHUS, B KOTOPBIX METHJIKOOAJaMUH BBINOJIHSIET POJIb
MIPOMEKYTOUHOTO MEPEHOCYMKA METHIIBHOM IpyMIibl (PeaKLMU CUHTE3a METHOHMHA U alleTaTa).

Bropas rpynnma peakumii npu  ydactum  Bio-kopepMeHTOB  3akirodaeTrcs  BO
BHYTPUMOJIEKYJISIPHOM IEPEHOCE BOAOPO/A B PEAKIMIX U30MEPU3ALINH.

B Hacrosiiee BpeMs BBICKa3bIBaeTCs IMPEAINONIOKEHHE O Oosiee MIMPOKOM ydacTuu Bio-
KO(EepMEHTOB B (DEpMEHTATUBHBIX PEAKIMIX TPAHCMETUIMPOBAHUS, 1€3aMUHUPOBAaHUS (HapuMep,
JTaHOJaMHAJe3aMrHa3Hasg peakuusi) u Ap. Ilpencrout, oaHako, MPUIOKUTH HEMAJO YCHUIIUH,
YTOOBI BBIICHUTH MOJIEKYJIIPHBIE MEXaHU3MBI JEWCTBUS BUTaMKUHA B12 Ha mporiecc KpoBEeTBOPEHUS.
[TonoxutenbHbIN Y3PPEKT NpHU JEUSHUN IEPHULIUO3HON aHEMUH MOJIYChIPON MEYEHBI0 00YCIIOBIIEH,
KaK CTaJlo M3BECTHO, HAIM4YMEM BUTaMuHaA Bi, X0Ts ciieyeT ykas3aTh, 4TO OOJbBILIEro JIe4e0HOro
¢ dexra MOXKHO JOOUTHCS MPU OJHOBPEMEHHOM BBEJIEHHMU BHYTPEHHEro (akTopa CIU3UCTOU
00O0JIOYKH JKEITyIKA.

Pacnpocrpanenne B mnpupoae M CyroyHasi nmorpedHocTb. Butamun Biz saBnsercs
€IMHCTBEHHBIM BUTaMUHOM, CUHTE3 KOTOPOTO OCYIIECTBIIsIETCS HCKITIOYUTENBHO
MHUKPOOpPraHW3MaMH; HU PACTCHHs, HM TKAHH >XMBOTHBIX 3TOH CIIOCOOHOCTBIO HE HaJIeNCHBI.
OcCHOBHBIE WCTOYHHMKM BUTaMuHA Bir myia demoBeka — MsCO, TOBSDKBSI IMEUEHb, MOYKH, phIOA,
MOJIOKO, siiinia. ['TaBHBIM MecTOM HakKoOIUIeHHs BUTamMHHa Bi2 B opraHum3Me uenoBeka SBISETCS
MeYeHb, B KOTOPOH COAEPKUTCS N0 HECKOJbKUX MIUIJIUTPAMMOB BHTaMHMHA. B medyeHb OH
MOCTYyMaeT C >KUBOTHOM NHINEH, B YaCTHOCTH C MSCOM, WM CHHTE3HPYETCS MHUKPOQIOpoit
KMILIEYHHKA TIPU YCIOBUHU JIOCTAaBKHU ¢ mnuuiei kobanbTa. CyrouHas moTpeOHOCTh B BUTaMuHE Bi12
JUIS B3pOCJIOTo YesoBeka cocranisieT okoso 3 Mkr (0,003 mr).

IManToTEeHOBasi KHCJI0TA (BUTAMUH B3)

[TanToTeHOBasT KHUCJIOTa B KauecTBe BUTaMuHa ObL1a OTKphITa B 1933 r. P. Yunesimcom u
COAaBT. B cOCTaBe «OMoca» — IPYNIbl BEHIECTB MPUPOJHOTO MPOUCXOXKICHHS, CTUMYIUPYIOLINX
pocTt npoxokeit. OH OKa3ajcs Ype3BbIYaiiHO MIMPOKO PACIPOCTPAHEHHBIM BO BCEX JKUBBIX 00BEKTaX
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(MHKpOOpPraHU3MBbl, PaCTeHHUs, TKAHU JKUBOTHBIX), B CBSI3U C 4eM, ObLJIO MPEUIOKEHO Ha3BaHUE
«MAHTOTEHOBAs KUCJIOTa» (OT rped. pantoten — moscroay). B 1938 1. 3T jxe aBTOPHI BBIACIUIN €€
U3 JPOXOKEH W MeUeHH B BHICOKOOYHUIIEHHOM COCTOSIHUU B (pOpME KPUCTATUIMYECKON KaIbLMEBOU
comny, a B 1940 r. Op1na pacurdpoBaHa ee CTpYKTypa, MOATBEPKICHHAS XUMUYECKUM CHHTE30M.

[TanTOTEHOBAsT KUCIIOTA SIBISIETCS KOMIUIEKCHBIM COEAMHEHHEeM [-amaHuHa U 2,4-THOKCHU-
3,3-IUMETHIMACISIHON KUCIIOTHL.
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[TasToreHoRaH KHGIOTE

[TanToTeHOBasT KHUCIOTa HPEACTaBIsIET COO0M BA3KYIO CBETIO-XKEITYIO JKUAKOCTh, XOPOILIO
pacTBOPUMYIO B BOJIE€; OHA MAJOyCTOMYMBA U JIETKO T'MJIPOJM3YETCS MO MECTY MENTHUIHOW CBS3U
1OJ1 IEHCTBHEM CJIA0bIX KUCIIOT U IIET0YEH.

[Ipy HEAOCTATOYHOCTU WJIM OTCYTCTBUU NMAHTOTEHOBON KHUCJIOTHI y YEJIOBEKAa M KMBOTHBIX
Pa3BUBAIOTCS JAEPMATUTHI, TOPAXKEHUS CIM3UCTHIX 000JI0UEK, TUCTPO(UUECKHEe U3MEHEHUS XKele3
BHYTpPEHHEH CceKpeluu (B 4aCTHOCTHU, HAIIOUYEYHUKOB) U HEPBHOW CUCTEMBI (HEBPUTHI, ApATIUHN),
U3MEHEHMsI B cepllille U IOYKax, JEMUIMEHTAlMs BOJIOC, IIEPCTH, HMpPEKpallleHHe pocTa, MoTeps
anmneTuTa, WCTOllleHWe, anomnenus. Bce 3To MHOroobpasue KIMHHUYECKUX IPOSBICHUM
NAaHTOTEHOBOW HEJOCTAaTOYHOCTU CBUJETEIBCTBYET OO0 HCKIIOUUTENIBHO Ba)KHOM OMOJIOTMYECKOil
poJii ee B METadoIM3MeE.

Buosiornyeckasi poab. [laHTOTEHOBas KHCIOTa BXOIUT B COCTaB KodepmeHTa A, WiIH
kooH3uMa A (KoA). Ha3Banue «xo3H3uM A» (KOPEpPMEHT allMJIMPOBAHUS) CBSA3aHO C TEM, UYTO 3TO
COEJIMHEHHUE yyacTBYEeT B ()epMEHTATUBHBIX PEAKIMAX, KaTAIM3UPYIOIINX KaK aKTUBUPOBAHHE, TaK
u nepeHoc anetrwibHoro pagukaina CHzCOj; mo3xe okaszanoch, yTo KoA akTUBHpYET U NMEPEHOCUT
TaK)Xe JIpyrue KHCIOTHblEe OocTaTku (amuibl). B pesynbrare obpazoBanusa ammi-KoA mpoucxoaur
aKTUBalMg KapOOHOBOM KHCIIOTHI, KOTOpas IOJHUMAeTcs Ha 0ojee BBICOKMH 3HEpreTHMYecKHi
YpOBEHb, CO3JAOLIUI BBIFOJHBIE TEPMOAMHAMMYECKHE IPEINOCHUIKM JJIsi €€ HCIOJb30BaHUS B
PEaKIMsIX, MPOTEKAIOIIUX ¢ TOTPEOIEHUEM SHEPTUH.

Crpoenne KoA pacumdpoBan @. JluHeH. B ocHOBe CTPyKTyphl JIEKHUT OCTaToK 3'-
dbochoaneno3nn-5-mudocdara (ormuaercs or ATD nHammuumem y 3'-runppokcuna docdarHoit
IpyNIbl), COEAMHEHHBIN C OCTaTKOM MaHTOTEHOBOM KHCJIOTHI, KapOOHMJIbHAS TpyIia KOTOpPOil B
CBOIO OUYepe/Ib CBSI3aHA C OCTATKOM [3-MEepKaNTOITHIAMUHA (THO3TUIIAMUHA).
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Koseamm A

PeakuioHHOCTIOCOOHBIM y4acTKOM MOJEKyJdbl KOA B OMOXMMHYECKHX peakUusX SBISETCS
SH-rpymma, mosromy npuHATO cokpameHHoe obo3HaueHne KoA B Bume SH-KoA. O BaxHeiiem
3HaueHUU KoA B oOMeHe BelIecTB CBUJIETENIBCTBYIOT 00s3aTEIbHOE HEMOCPEICTBEHHOE yJyacTue
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€ro B OCHOBHBIX OMOXMMHYECKHMX IpoIeccax, OKUCIEHHE U OMOCUHTE3 BBICIIUX JKUPHBIX KHUCIIOT,
OKHUCIIUTEIbHOE JeKapOOKCHIMPOBAHUE O-KETOKHUCIOT (MUPYBaT, O-KETOTNIyTapaT), OMOCHHTE3
HEeHTpaJIbHBIX KUPOB, (HocHOoNUNNI0B, CTEPOUTHBIX TOPMOHOB, 'éMa T'eMOIJIO0NHA, alleTUIIXOJIMHA,
TUIIIIYPOBOM KHUCIIOTHI U JIP.

PacnipocTtpanenne B mpupoae M CyTOYHAasi MOTPeOHOCTb. YK€ OTMEYaloCh IIMPOKOE,
IIOBCEMECTHOE PACIPOCTPAHEHHUE IMaHTOTEHOBOM KHUCIOTHI B Ipupoje. OCHOBHBIMH IHILEBBIMU
UCTOYHUKAMHU €€ Ul 4YEeJIOBEKa SIBIISIFOTCS II€YEHb, SUYHBIA JKENTOK, JPOXIKUA U 3€JIEHBIE 4YacTH
pacrenuil. IlaHTOTEeHOBass KHCIOTAa CHHTE3UPYETCS, KPOME TOTo, MHKPOQIOPOH KHIIEUHUKA.
CyrouHas NOTpeOHOCTh B TAHTOTEHOBOW KUCIIOTE AJISl B3POCIIOTO YEJIOBEKa COCTABISAET 3—5 M.

Buramuu C

Butamun C (ackopOumHOBas KHCIOTa; AHTHUCKOPOYTHBIM BHUTAaMHUH) IOJIy4WJ Ha3BaHHE
AHTUCKOPOYTHOT0, aHTULIUHIOTHOTO (paKTOpa, MPEJOXPAHSIOIIEr0 OT Pa3BUTHS LIUHITU — OOJIE3HHU,
IpUHUMABIIEH B cCpelHUE Beka xapakrep snuaemuu. [IpuumHy Oone3HHM H0IT0 HE MOIJHU
pacno3Hatrb, U TOJbKO B 1907—1912 rr. ObUIM HOJy4yeHBl HEOCHOPUMBIE AHKCIEPUMEHTAIbHbIE
JI0Ka3aTenbcTBa (HA MOPCKUX CBHHKAxX, TaKKe IMOABEP)KEHHBIX, MOJOOHO JIOASIM, 3a00JI€BaHHIO
LUHTOM) IPSIMOM 3aBUCUMOCTH MEXy Pa3BUTHEM LIUHTH U HEJOCTAaTOUYHOCTHIO UM OTCYTCTBUEM B
nuiie Butamuna C.

[To xuMuyeckoil CTpyKType acKOpOMHOBasl KUCIIOTa MPEACTaBIsAET COOOM JIAKTOH KHUCIIOThI
CO CTPYKTYpOH, OJM3KOW CTpyKType L-IiIoKO3bl; OKOHYaTeNbHO cTpoeHue BuTamuHa C ObLIO
YCTAHOBJIEHO IOCJI€ CHHTE3a ero u3 L-kcuiio3bl. ACKOpOMHOBAs KHCJIOTAa OTHOCHUTCS K CHJIBHBIM
KHUCJIOTaM; KHCIbIM XapakTep ee OOyCIIOBJIEH HalM4YheM JBYX OOpaTUMO JUCCOLUHPYIOLIUX
€HOJIbHBIX THUJPOKCUJIOB Y 2-TO U 3-T0 YIJIEPOJHBIX aTOMOB.
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L-agxopinHoBan L-permapoackopta- L-AMKeTorynoHoRan
KHCIOTA HOBAA KWCNOTAa KHCnoTa

ACKOpOMHOBasI KUCJIOTa COJEPKHUT JBa aCUMMETPHUHBIX aroMa yriepoja B 4-M U 5-M
MIOJIOKEHMSIX, YTO TMO3BOJSET 00pa30oBaTh YEThIpe ONTHYECKHX H3omepa. I[lpupoaHbie m3omepsl,
oOanaronue BUTAMMUHHON aKTHUBHOCTBIO, OTHOCSTCS K L-psiny. AcKopOHWHOBasi KMCIOTa XOPOILIO
pacTBopuMa B BOJE, XYK€ — B 3TaHOJIE M IIOYTH HEpPAcTBOpUMAa B JAPYTUX OPraHUYECKHX
pactBoputensax. W3 mnpeacTaBieHHBIX CTPYKTYpPHBIX (GOpMYJd BHUIHO, YTO Hambosee Ba)KHBIM
XUMHUYECKHM CBOMCTBOM aCKOPOMHOBOW KHCIIOTHI SIBJISIETCSI €€ CIIOCOOHOCTh 0OPAaTUMO OKHUCIISATHCS
B JIETMJIpOACKOPOMHOBYIO KHUCJIOTY, 0Opa3ysi OKHCIUTEIbHO-BOCCTAHOBUTEIBHYIO CHUCTEMY,
CBSI3aHHYIO C OTIICIJICHHUEM U MIPUCOETMHEHUEM HJIEKTPOHOB M MPOTOHOB. OKUCIIEHHE MOXKET OBITH
BBI3BAHO DPAa3IMUYHBIMHM (PAKTOpaMH, B YACTHOCTH KHCJIOPOJOM BO3AyXa, METHUJICHOBBIM CHHUM,
MIEPEKUCBHI0 BOAOpPOJA M Ap. OTOT HPOLECC, KaK IpPaBUIO, HE COMPOBOXKAAECTCA CHUKEHUEM
BUTaMUHHOM aKTHUBHOCTH. JlerunpoackopOMHOBasi KMCIOTa JErKO BOCCTAaHABIMBACTCA LIUCTEHHOM,
TIIyTaTHOHOM, CEPOBOAOPOJOM. B crabomienounoil (M gake B HEHUTpanIbHOW) Cpele MPOUCXOIUT
TUAPOJIN3 JIAKTOHOBOT'O KOJIbIA, M 3Ta KHCIOTA IPEBPAILAETCS B JUKETOTYJIOHOBYIO KHCIOTY,
JUIIEHHYI0 OHMOJIOTHYeCKOM akTMBHOCTHU. lloaTOMy mpu KynuHapHOH 00paOoTke mNUIIKM B
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MPUCYTCTBUU OKHUCHHTENEeH YacTh BuTamMuHa C paspymaerca. ACKOpOMHOBasT KHCIOTa OKa3ajach
HEOOXOAMMBIM MHILIEBBIM (PAKTOPOM JUIsl YeTIOBEKa, 00€3bsiH, MOPCKUX CBHHOK M HEKOTOPBIX IITHUI
u pei0. Bce npyrue >KMBOTHBIE HE HYXIAIOTCA B NUIIeBOM BuTamuHe C, MOCKOJBKY OH JIETKO
CHHTE3UpYETCSd B TMEYEHM M3 IIOKO3bl. Kak oka3anoch, TKaHM BHTaMHH-C-4yBCTBUTEIBHBIX
KMBOTHBIX W YEJIIOBEKA JIMIIEHBl OJHOTO-€IMHCTBEHHOTO (DEpMEHTa, KaTaJU3UPYIOIIEro
MocNeAHIo (6-10) craguio 00pa3oBaHUS ACKOPOMHOBOW KHCIOTHI W3 TJIOKO3bI, a HMMEHHO
I'YJIOHOJIJAKTOHOKCH/1a3bl, TIpeBpaaromero L-rynoHonakTon B L-ackopONHOBYIO KHUCIIOTY.

Haunbonee xapakTepHbIM NPU3HAKOM HEIOCTATOYHOCTH BHTaMuHa C SBISETCS HOTEPA
OpPraHU3MOM CIIOCOOHOCTH JETIOHHPOBATH MEXKKJIETOUHBIC «IEMEHTHUPYIOLIHE» BEIIEeCTBA, YTO
BBI3BIBAET MOPAKEHHE COCYIAMCTBHIX CTEHOK M OMOPHBIX TKaHEH. Y MOPCKHX CBHHOK, HalpHuMep,
HEKOTOpbIe  CIEIHaTN3UpOBaHHbIe, BbIcCOKoaU(DdepeHunpoBannble KiIeTku  (pudbpobiacTsl,
0CTE00IaCThI, OIOHTOOJIACTHI) TEPSIIOT CIIOCOOHOCTh CHHTE3MPOBATh KOJUIareH B KOCTH U JICHTHUHE
3yb6a. HapymeHo, kpome Toro, o0pazoBaHHe IIUKONPOTEHHIIIMKAHOB, OTMEYEHBI TeMOpPAarniecKue
SIBJICHUS U CTIeN(PHUYECKHE N3MEHEHUSI KOCTHOW M XPSAIIEBON TKaHEH.

VY 4denoBeka MpH HEJOCTATOYHOCTH BUTaMHHA C Tak)Ke OTMEYAIOTCSl CHIDKEHHE MacChl Tea,
obmast cmabocth, oAbllIKa, Oonmm B cepaue, cepaueOuenue. [lpm nmHre B mEepBy0 oudepenb
MOpakaeTcsk KPOBEHOCHASI CUCTEMA: COCYbI CTAHOBATCS XPYIKUMHU M IPOHHUIIAEMBIMH, YTO CIIYKHT
NPUYMHONH MEJKMX TOYEYHBIX KPOBOMBIIMSHHMN TOJA KOXY — TaK Ha3blBaeMbIX IETEXWH; 4acTo
OTMEYAIOTCSl KPOBOM3JIMAHUS U KPOBOTCUCHHSI BO BHYTPEHHUX OpPraHaxX M CIM3HCTBIX O0OJOYKAX.
JIns IMHTH XapakTepHa Takke KPOBOTOYMBOCTH JIECEH; JETCHEPAaTHBHBIC M3MEHEHUS CO CTOPOHBI
OJIOHTOOJIACTOB M OCTEO0JIACTOB MPHUBOJAT K Pa3BUTHIO KapHeca, paclIaThIBaHUIO, Pa3iaMbIBaHUIO,
a 3aTeM M BBINAJCHUIO 3yOOB. Y OONBHBIX LMHIOW HAOIIONAIOTCS, KPOME TOTrO, OTEK HMXKHHUX
KOHEYHOCTEH 1 00JIM TIpU XOh0€.

Buosornyeckass poas. Butammu C, BeposiTHEe BCEro, Y4acTBYeT B OKHCIHTEIBHO-
BOCCTAHOBUTEJIbHBIX MPOLIECCaX, XOTS J0 CHX MOp HE BBIAEICHBI ()EpMEHTHBIE CHCTEMBI, B COCTaB
MPOCTETUYECKUX TPYIN KOTOPHIX OH BXoauT. llpeamomarator, uro ButamMuH C ydacTByeT B
peaKkMsIX T'MJIPOKCHIIMPOBAHUS MPOJIMHA U JIM3MHA MPU CHUHTE3€ KOJUIareHa, CUHTe3€ T'OPMOHOB
KOpPBI HAaJNOYEUYHUKOB (KOPTUKOCTEPOUIOB), AMUHOKHCIIOTHI TpUIITO(aHa M, BOSMOXKHO, B IPYTUX
PeaKIMIX THIPOKCHIINPOBaHMs. MIMEIOTCS J0Ka3aTebcTBA HEOOX0AMMOCTH yyacTusi BuTamuHa C B
OKHCIIUTEIFHOM paciiajie THPO3WHA U TeMOTIIO0MHA B TKAHSIX.

PacnpocTtpanenue B mnpupoae M cyToyHas mnorpedHoctb. Butamun C oTHOCHTCS K
IIMPOKO PACIPOCTPAaHEHHBIM B NpUpoze BUTaMuHaM. Hambosee BaXHBIMH MCTOYHUKAMH €TO IS
YeJI0BEeKa CIyKaT MPOAYKTHl PACTUTENBHOTO MPOUCXOXKAECHUs (OoBoIM M (GpyKThl). MHOro
ButamuHa C B meplie, canare, Kamycre, XpeHe, YKpore, srojax psOWHBI, YepPHOH CMOPOIUHBI U
0c00EHHO B HIUTPYCOBBIX (JuMOH). KapTodenb Takke OTHOCHUTCS K OCHOBHBIM ITOBCEIHEBHBIM
UCTOYHHKAM BUTaMuHa C, XOTS COCPIKUT €ro 3HAYUTEIHFHO MEHbIIE. V3 HEeNMHUIIEeBhIX UCTOYHUKOB
6oratel BuTaMMHOM C LIMIIOBHUK, XBOSI, JHUCThS YEPHOM CMOPOIUHBI, SKCTPAKTHI M3 KOTOPBIX
MOTYT TOJTHOCTBIO yJOBIETBOPHUTH MOTpeOHOCTH opraHu3Ma. CyTouyHasi OTPEOHOCTh B BUTAMUHE
C i yenoBeka cocTapisieT /5 Mr. PekoMeHioBaHHbIe psAoM yueHbIX (B ToM yucie JI. IToauHrom)
0osiee BBICOKHE CYTOUYHBIE JO03bl acCKOPOMHOBOW KHCHOTHI (1 T) Ay 4enmoBeka, BEpOSITHEE BCETO,
HE/0CTaTOYHO 0OOCHOBAHHBI.

Buramun P

Burtamun P (pyTuH, UMTpHUH; BUTaMHMH HpOHMLIaeMOCTH) BbinesneH B 1936 r. A. Cenrt-
Jlbepapu W3 KOXKYphl JuMOHA. [lom TepMHHOM «BUTaMUH P», MOBBIMIAIONIMM PE3UCTEHTHOCTH
KanmuisipoB (0T JaT. permeability — mpoHHIIaeMOCTh), 00bEAMHSETCS IPYIIa BEUIECTB CO CXOAHON
OMOJIOTNYECKON aKTHUBHOCTBIO: KAaTEXUHBI, XaJIKOHBI, JUTHAPOXAJIKOHBI, (UIaBUHBI, (DIABOHOHBI,
n30¢aBoHbl, (GpraBoHONBI U Ap. Bece oHM 06manaioT P-BUTAMUHHON aKTHBHOCTBIO, U B OCHOBE HX
CTPYKTYPBI JIEKUT TU(PEHUINPONAHOBBIN YIIEPOIHBINH «CKEJIET» XPOMOHA WM (uiaBOHA. DTHUM
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oOBsICHSIETCST WX o0mee Ha3BaHue «OuodIaBoHOUAB». [IpUBOIUM  CTPYKTYypy pYTHHA,
BBIJICJICHHOTO U3 JIUCTHEB IPEUNXU:
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[Tpu HemocTaTOYHOCTH OMO(IIABOHOUIOB HIIM OTCYTCTBUU MX B IHUIIE Y JIFOJCH U MOPCKHX
CBMHOK  TOBBIIIAETCS  MPOHHMIIAEMOCTh  KPOBEHOCHBIX  COCY/OB,  COIPOBOXKIAOIIASICS
KPOBOM3ZJIMSHUSMU W KPOBOTCUCHUSIMH;, Yy JIIOJCH OTMEYaeTcs, KpoMe TOro, oOmias ciiabocTh,
ObICTpasi yTOMJIIEMOCTb U 00JIM B KOHEYHOCTSIX.

Buosornyeckasi posb. buoduaBoHOWABl  CTAaOWIM3HPYIOT  OCHOBHOE  BEIECTBO
COGHHHHTGHBHOﬁ TKaHU ITYTEM I/IHFI/I6I/Ip0BaHI/I$I THaJIypOHHAAa3bl, YTO IMMOATBCPKAACTCA JaHHBIMU O
MOJIOKUTECITPHOM BJIMSHUM P-BUTAMHHHBIX TIpenapaTtoB, KaKk M acKOPOMHOBOW KHCIIOTHI, B
HpO(l)I/IJIaKTI/IKC " JICYCHUHW LOWHI'K, pCBMAaTu3Ma, O0XOroB M Ip. Ot JAaHHBIC YKa3bIBAIOT HAa TCCHYIO
(GyHKIIMOHATBHYIO CBsI3b BUTaMHUHOB C U P B OKHCIHTENHHO-BOCCTAHOBUTENIBHBIX IPOLIECCaxX
opranm3ma, 00pasyronx eauHylo cuctemMy. OO0 3TOM KOCBEHHO CBHUICTEILCTBYET JICUCOHBIN
a¢dekT, okazbpiBaeMblil KoMIUIeKcoM BuTaMuHa C u 610 1aBOHONI0B, HA3BaHHBIM aCKOPYTHHOM.

OCHOBHBIMA HCTOYHHKAMH BUTaMuHa P IJi1 B3POCJIOIro 4YCJIOBCKA MABJIAIOTCA TC K
pacTUTENbHBIC TPOMYKTHI MHUTAaHHS (B YaCTHOCTH, OBOIIM U (PPYKTHI), B KOTOPBIX COACPIKUTCS
MHOro ButamMrHa C. ButaMuHHas IpOMBIIUIEHHOCTb BBITYCKAET psAJl IpenaparoB ¢ P-BuTaMuHHON
AKTUBHOCTBIO: YaliHbIe KATEXWHBI, PYTHH, KBEPLETUH, TecrepuanH, HapuHrui u Ap. CyrodHas
MOTPeOHOCTH B BUTaMUHE P He ycTaHOBIICHA.

10 I'opmonbI
OO01ee noHsiTHE 0 TOPMOHAX

YdeHne O TOpPMOHAX BBIICJICHO B CaMOCTOSITENBHYIO HAyKy — 3JHIOKPHUHOJIOTHIO.
CoBpeMeHHass HHIOKPUHOJIOTHS M3y4aeT XUMHUYECKYIO CTPYKTYpPY TOPMOHOB, OOpa3yromuxcs B
JKelle3aX BHYTPEHHEH CeKpelMH, 3aBUCHUMOCTh MEXIy CTPYKTYpod U (yHKUMEH TOpPMOHOB,
MOJIEKYJISIPHbIE MEXaHU3MBI ISHCTBHS, a TaKKe PU3UOTIOTHIO U MATOJIOTUIO SHIOKPUHHONW CUCTEMBI.
VYdpexIeHbl  CIeUAM3UPOBaHHBIE HAYYHO-HCCIIEIOBATENbCKHE WHCTHUTYTHI, J1abopaTopuw,
U3JAI0TCST HAayYHBbIE JKYpPHAJIbI, CO3BIBAIOTCS MEXIYHApOJIHble KOH(EpPEHLUH, CHUMIIO3UYMBI H
KOHTPECCHI, TOCBAIICHHBIE MpOOJieMaM »JHAOKPHHOJOTHH. B Hamm JHH SHIOKPHHOIOTHUS
npeBpaTuiach B OJHY M3 CaMbIX OypHO pa3BHUBAIOLIMXCS pa3lesioB Ouonorumueckoil Hayku. OHa
UMEEeT CBOM I M 33Ja4yM, CIEHU(PHUECKHE METOJ0JIOTHYECKHE TMOAXOIABl W METOMbI
WCClie/loBaHus. B Hameli cTpaHe TOJIOBHBIM HAy4YHBIM  YUPEKACHUEM, OOBEIUHSIOIINM
MCCIIEIOBAHMSI 10 3TUM IpobiieMaM, SBISeTCs DHI0KPUHOIOTHYeCKUid Hay4HbIi neHTp PAMH.

['opMOHBI OTHOCSATCSI K OMOJIOTHYECKH aKTUBHBIM BEIIECTBAM, OMPEIEIISIONIINM B U3BECTHON
CTETIEHH COCTOSHUE  (U3MOJOTMYECKUX (PYHKIMI I[IEJTOCTHOrO OpraHu3Ma, Makpo- |
MHUKPOCTPYKTYPY OPT@HOB M TKaHEH M CKOPOCTh MPOTEKAaHUS OMOXUMHUYECKUX IMPOIECCOB. TaKkum
o0pa3oM, TOPMOHBI — BEIIeCTBA OPraHMYECKOW MPHUPOJBI,  BbIpadaTHIBAIOIIUECS B
CTICIMAM3UPOBAHHBIX KIETKaX JKeJle3 BHYTPEHHEH CEKpelHH, IIOCTYMAIoNe B KPOBb H
OKa3bIBAIOIINE PETYIHUPYIOIIee BIMsSHIUE Ha 0OMEeH BemlecTB U (pusnonorndeckne GyHkuuu. B 3to
orpezeieHue HeoOXOIMMO BHECTH COOTBETCTBYIOLIME KOPPEKTHBBI B CBSI3U C OOHApyKEHHEM
TUMUYHBIX TOPMOHOB  MJIGKONHUTAIOUIMX Y  OJHOKJIECTOYHBIX (Hampumep, UWHCYIMH Y
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MHUKPOOPIaHU3MOB) UM BO3MOXKHOCTBIO CHHTE3a TOPMOHOB COMAaTHYECKUMU KJIETKAMHU B KYJIbType
TKaHU (Hampumep, TUMQPOIIUTAMU 1101 1eHCTBHEM (paKTOPOB POCTa).

OnHOM M3 yOUBHUTEIBHBIX OCOOEHHOCTEH MBBIX OPraHU3MOB SBISETCS MX CHOCOOHOCTh
COXPaHSATh IIOCTOSIHCTBO BHYTPEHHEW Cpeabl — TIOMeoCcTa3 — IIpd IOMOILIM MEXaHU3MOB
CaMOpPETYJILIMM, B KOTOPBIX OJHO M3 IJVIABHBIX MECT IPUHAMICKUT TOPMOHaM. Y BBICIIUX
KUBOTHBIX KOOPAMHHMPOBAHHOE IIPOTEKAHME BCEX OMOJIOIMUYECKUX IIPOLECCOB HE TOJBKO B
LIEJIOCTHOM OpraHu3Me€, HO U B MMKPOIIPOCTPAHCTBE OTIENbHON KIETKHM M JaXe B OTAEIbHOM
CyOKJIETOYHOM 00pa30BaHUU (MUTOXOHIPUH, MHKPOCOMBI) OIPENENAeTCs HEHpOryMOpalbHBIMU
MEXaHU3MaMH, CIOXKHMBIIMMHUCA B IIpoLecce HBOMIOLMHU. [Ipy momMomu 3Tux MEXaHU3MOB OPraHU3M
BOCIIPHHUMAET pa3HOOOpa3Hble CUTHAIBI 00 M3MEHEHHSX B OKPY)KAIOLIeH W BHYTPEHHEH cpefax u
TOHKO peryjJupyeT HHTEHCHUBHOCTb HpoleccoB oOMeHa. B perymsuum 53TUX HpOLECCOB, B
OCYILIECTBJIEHUM I10CJIEOBATEIbHOCTH IPOTEKAHUS MHOYKECTBA pEaKUUid TOPMOHBI 3aHUMAIOT
IIPOMEKYTOUYHOE 3BEHO MEXJy HEpBHOW CHUCTEMOM U JelWcTBUEM (EpMEHTOB, KOTOpbIE
HENOCPEACTBEHHO PEryJIHpPYIOT CKOpPOCTh OOMEHa BellecTB. B Hacrosiee BpeMs IOJyYEHBI
JI0Ka3aTeNbCTBA, YTO TOPMOHBI BBI3BIBAIOT JINOO OBICTPYIO (CPOUYHYI) OTBETHYIO pEaKlulo,
MIOBBIIIAsE AKTUBHOCTh MMEIOIINXCS B TKAHSIX (PEPMEHTOB (3TO CBOHCTBEHHO TOPMOHAM TETITHIHOM
u OesIKOBOM mpupoabl), 1ub0, 4To Oojee XapaKTepHO, HampuMmep, Ul CTEPOUAHBIX T'OPMOHOB,
MEIUICHHYIO PEaKIUio, CBSI3aHHYIO ¢ cUHTe30M (pepmenToB de novo. Kak Oynmer mokazaHo jasee,
CTEPOMJIHBIE TOPMOHBI OKa3bIBAIOT BIIMSHUE HA N€HETHUYECKUM amnmapaTr KJIETKH, BbI3bIBas CHHTE3
cootBercTBytomiei MPHK, koropas, moctynuB B pubocomy, CIIy’)KMT MaTpHULed [Uisl CHHTE3a
MoJIeKyJbl Oenka — (epmenra. [IpennonaratoT, 4ro U Apyrue TOpMOHBI (UMerolue OeNKOBYIO
MPHUPOJy) ONOCPENOBaHHO dYepe3 (ochopuiInpoBaHUE HETHMCTOHOBBIX OEIKOB MOTYT OKa3bIBAaTh
BIMSIHUE HA T€Hbl, KOHTPOJHPYS TEM CaMbIM CKOPOCTh CHHTE3a COOTBETCTBYIOIIUX (PEPMEHTOB.
Takum oOpasom, Jr00ble HapylleHHMs CHUHT€3a WJIM paclaja TOPMOHOB, BbI3BaHHbBIE
pa3sHOOOpa3HbIMH NPUYMHHBIMU  (aKTOpaMu, BKJIOYas 3a0o0JieBaHHUS HHJOKPUHHBIX OKEJe3
(cocTosiHME TUIO- WM TUNEPPYHKIMH) WIA U3MEHEHHsS] CTPYKTYpbl M (YHKIHI pelentopoB U
BHYTPUKJIETOYHBIX MOCPEIHUKOB, IPUBOJAT K M3MEHEHUI0 HOPMAJIbHOIO CHHTE3a (DEPMEHTOB U
COOTBETCTBEHHO K HApPYIICHUIO METa00IN3Ma.

3apoxaeHue HayKu 00 SHIAOKPUHHBIX jKelie3aX U TopMoHax oTHocuTcs K 1855 r., xorma T.
ATMCOH BHepBbIE OmHcan OpOH30BYIO 0OJIE€3Hb, CBSI3aHHYIO C MOPAXEHHWEM HAANOYEYHHUKOB U
COIPOBOXKAAIOIIYIOCS CHEIM(PUUECKON NHUIrMEHTaluel KOoxXHbIX MOoKpoBoB. Kion bepnap BBen
MIOHATHE O JKEJIE3aX BHYTPEHHEN CEKpeLnH, T.€. OpraHax, BbIIEISAIONINX CEKPET HEMOCPEACTBEHHO B
kpoBb. [lozxe L. bpoyn-Cekap mokasaj, 4To HEIOCTaTOYHOCTh (YHKIIMM >K€Jle€3 BHYTPEHHEU
CEKpEeLUH BbI3bIBAET pa3BUTHE OoJie3HEH, a HKCTPAKTHI, MOJyYEHHBIE U3 3TUX KeJle3, OKa3bIBaIOT
xopowuii nedeOHbI 3QdexT. B HacTodiee BpeMs MMEIOTCS OecCloOpHbIE 0Ka3aTelnbCTBa, UTO
MOYTH Bce OOJIE3HU »Kelle3 BHYTPEHHEW CeKpelMM (TUPEOTOKCHKO3, caxapHbId nuaber W Ap.)
pa3BUBAIOTCSI B pe3yjbTaTe HapyLICHHs MOJEKYISPHBIX MEXaHW3MOB PETyJSLUU MPOLECCOB
oOMeHa, BbI3BAaHHBIX HEJOCTATOYHBIM MJIM, HA000POT, N3OBITOUYHBIM CHHTE30M COOTBETCTBYIOLIHX
TOPMOHOB B OpraHU3ME YeIOBeKa.

Tepmun «ropmon» (ot rped. hormao — nodyxnaro) 6su1 BBeaeH B 1905 1. V. beltnnccom u
O. CrapauHroM 1pu H3Yy4eHMHM OTKpbIToro umMu B 1902 1. ropMoHa CeKkpeTHHa,
BbIPa0aTHIBAIOIIETOCS B JIBEHAAIATUIIEPCTHON KHIIKE W CTUMYJIHMPYIOIIETO BBIPAaOOTKY COKa
MOJKETYZI0YHOM KeJe3bl U oTleneHue xenuu. K HacrosiieMy BpeMEHH OTKPBITO 0ojiee COTHHU
Pa3IMYHBIX BEIIECTB, HAJENEHHBIX FOPMOHAJIBHOW AKTUBHOCTHIO, CUHTE3HPYIOIIUXCS B JKejle3ax
BHYTPEHHEH CEKpEeUMH U PEryJIHpyIOIMX IpoLecchl OOMEeHa BELIeCTB. Y CTAHOBJIEHBI
crenuguueckre 0COOEHHOCTH OMOIOTMYECKOTO IEUCTBHS TOPMOHOB:

a) TOPMOHBI TPOSIBIISIIOT CBOE€ OMOJIOTMYECKOE JIeHCTBHE B HHYTOXHO  MalbIX
KOHLEHTpauusx (0T 10°® 10 107 M);

0) ropMoHaNBHBINA 3P PEKT peanusyeTcs yepe3 OETKOBBIE PELENTOPbl U BHYTPUKICTOUYHbIE
BTOPHUYHBIE IOCPEAHUKH (MECCEHIIKEPHI);
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B) HE ABIAACH HU (pepMEHTaMM, HU KO(pepMEHTaMH, TOPMOHBI B TO € BPEMsI OCYIECTBIISIOT
CBOE JICHCTBUE ITyTEM YBEIUYCHHS CKOPOCTH CHHTe3a (epmeHTOB (e NOVO WiIM HM3MEHECHUS
CKOpPOCTH (pEpMEHTATUBHOI'O KaTalu3a;

I) JEHCTBHE TOPMOHOB B LIEJIOCTHOM OpIaHU3ME ONIpEeNsieTcs B M3BECTHOM CTENeHU
KOHTpoiupyoomuM Biausauem [THC;

1) JKeJle3bl BHYTPEHHEH CeKpeluu M MpOoIyLUupyeMble MU TOPMOHBI COCTABISIOT €AUHYIO
CHCTEMY, TECHO CBS3aHHYIO ITPH MTOMOIIN MEXaHU3MOB PSAMOM U 0OpaTHOMU CBsI3EH.

Ilon BausHMEM pa3HOOOpa3HBIX BHEIIHUX M BHYTPEHHUX Ppa3IpaKUTeJIed BO3HMKAIOT
UMIIYJIbChl B CIELUAIN3UPOBAHHBIX, BECbMa YYBCTBUTENBHBIX peLentopax. MMIynabchl 3aTem
nocrynatoT B [IHC, orTyna B runoranamyc, I7i€ CUHTE3UPYIOTCS II€PBblE OMOJIOIrMYECKH aKTUBHBIE
TOPMOHAJIbHBIE BELIECTBA, OKA3bIBAIOIIUE «IUCTAHTHOE» JEHUCTBHE,— TAaK HA3bIBAEMbIE PUIIM3UHI-
(dakTopbl. OCOOCHHOCTHIO PUIIM3UHT-(DAKTOPOB SBISETCS TO, YTO OHHU HE MOCTYMAIOT B OOIIMIA TOK
KPOBH, a uepe3 NOPTATIbHYI CUCTEMY COCYIOB JOCTUTAIOT CHELU(PUUECKUX KJIETOK Tunodusa, npu
3TOM CTHMYJIUPYIOT (MJIM TOPMO3SIT) OMOCHMHTE3 M BBIICJICHHE TPOMHBIX T'OPMOHOB THIO(U3a,
KOTOpBIE C TOKOM KpPOBH JIOCTUIalOT COOTBETCTBYIOLIEH SHIOKPUHHOW KeJe3bl U CIIOCOOCTBYIOT
BBIpaOOTKE HEOOXOJMMOTO TOpMOHA. OTOT TOPMOH 3aTeM OKa3blBaeT JICHCTBHE Ha
CIELMANN3UPOBAHHBIE OpraHbl W TKaHW (OPraHbI-MUIIEHHU), BBI3bIBAs COOTBETCTBYIOILIUE
XUMHUYECKHE U (PU3HOJIOITMYECKNE OTBETHBIE PEAKLIUHU LIEJIOCTHOI'O OpraHu3Ma.

Haumenee wu3y4yeHHBIM /[0 HEIABHEIO BpPEMEHM OCTaBalCid IIOCIEIHMNA »3Tam 3TOH
CBOEOOpa3HOM Iyru — JelcTBUE TOPMOHOB Ha BHYTPHKJICTOYHBIH 0OMeH. B Hacrosimee Bpewms
IIOJyYeHbl JI0KAa3aTeIbCTBA, YTO OSTO JEWCTBUE OCYIIECTBIISIETCS uepe3 TaK Ha3bIBaeMble
TOPMOHAJIbHBIE PELIENITOPHI, I10JI KOTOPHIMU TOHUMAIOT XUMUYECKUE CTPYKTYPbl COOTBETCTBYIOILIUX
TKaHeH-MULIeHEH, cojaepkalue BbICOKOCTenU(pUUEecCKue Yy4acTKM (yIJIeBOJAHbIE (hparMeHThI
[JIMKONIPOTEMHOB M TaHIJIMO3MA0OB) JJIsi CBS3bIBAaHUS TOPMOHOB. Pesynbratom 10100HOTO
CBSI3bIBAHUS SBIISETCS HMHMULMALMS pELenTopaMHu CHeun(pUuYeckux OMOXMMHUYECKUX peakui,
o0ecneunBaIIUX pean3aluio KOHEYHOro 3(d@dexTa COOTBETCTBYIOIIEr0 TopMoHa. PernenTtopsl
TOPMOHOB O€JIKOBOM M MENTHIHOW MPUPO/IBI PACTIONOKEHBI HAa HAPYKHOM MOBEPXHOCTH KJIETKU (Ha
MJIa3MaTHYEeCKOM MeMOpaHe), a perenTopsl TOPMOHOB CTEPOMIHONW MpUponabl — B siape. OOmum
IIPU3HAKOM BCEX PELENTOPOB HE3aBUCUMO OT JIOKAJIW3aLUU SBISIETCA HAJIM4YUE CTPOro
MIPOCTPAHCTBEHHOTO U CTPYKTYPHOI'O COOTBETCTBUS MEXKIY PELUENTOPOM U COOTBETCTBYIOIIMM
TOPMOHOM.

Homenkaarypa u Kiaccu(pukanusi ropMOHOB

XuMudeckass IpUpoJia TIOYTH BCEX H3BECTHHIX TOPMOHOB BBISICHEHA B JIETANAX (BKIIIOYAs
MEPBUYHYIO CTPYKTYpPY OE€IKOBBIX M MENTUIHBIX TOPMOHOB), OJIHAKO /IO HACTOSIIETO BPEMEHH HE
pazpaboTanbl 0OIIME TPHUHIUIBI MX HOMEHKJIATYphl. XWMHYECKHE HAUMEHOBAaHUS MHOTUX
TOPMOHOB TOYHO OTPAXKAIOT UX XUMHUYECKYIO CTPYKTYpPY M OYEHb TpomMosakue. [loaTomy wuarie
MPUMEHSAIOTCS TPUBUAIbHBIE HAa3BaHUS TOPMOHOB. [IpuHSATas HOMEHKJIATypa YKa3blBaeT Ha
HCTOYHUK FOPMOHA (HaIpUMep, MHCYJIMH — OT JIaT. insula — OCTPOBOK) MJIM OTPaXaeT ero pyHKIIHIO
(HampuMmep, TPOJIAKTHH, Ba3ompeccuH). Jlas HEeKOTOphIX TOpPMOHOB TrunNoduza (Hampumep,
JTIOTEMHU3UPYIOMIETO U (OJTUKYIO-CTUMYIIUPYIOIIETO), a TaKKe ISl BCEX THIMOTATaMHUYECKHUX
TOPMOHOB pa3pabOTaHbl HOBbIE paboure Ha3BAHMSL.

AHaJIOTUYHOE TIOJIO)KEHHE CYIIECTBYET W B OTHOIICHWU KIAacCH(HUKAIMA TOPMOHOB.
['opMoHBI KTaCCHPUIIUPYIOT B 3aBUCHMOCTH OT MECTa MX MPUPOTHOTO CHHTE3a, B COOTBETCTBUU C
KOTOPBIM Pa3IU4al0T TOPMOHBI THUIIOTAaNIaMyca, THUIo(du3a, IMTOBUIHON Kelle3bl, HaIMTOUYeYHHKOB,
MODKEITYIOYHOM  JKeJIe3bl, TOJOBBIX Keyne3, 300HOW kenme3sl u  Ap. OmgHako momo0Has
aHaToOMUYecKas KiacCU(UKALUI HEJOCTATOYHO COBEPIICHHA, IOCKOJIBKY HEKOTOPHIE TOPMOHBI WITH
CHUHTE3UPYIOTCS HE B TEX JKeJe3aXx BHYTPEHHEH CEKPEINH, U3 KOTOPBIX OHU CEKPETHPYIOTCS B KPOBb
(HampuMmep, TOPMOHBI 3ajJHEd Jomu TUnodu3a, Ba3OMPECCHUH U OKCHUTOIIMH CHUHTE3UPYIOTCS B
TUTIOTAJIaMyCe, OTKY/a MIEPEHOCATCS B 3aHIOI0 JTOJIO TUTTO(U3a), UM CUHTE3UPYIOTCS U B IPYTUX
xKene3ax (HampuMep, YaCTUYHBIM CHHTE3 TMIOJOBBIX TOPMOHOB OCYILIECTBIAETCS B KOpe

127



HaJIMOYEYHUKOB, CHHTE3 MTPOCTArJIaHANHOB TIPOUCXOIUT HE TOJIBKO B MPEACTATEIILHON kKeje3e, HO 1
B Jpyrux opranax) u T.4. C y4eToM 3TUX OOCTOSTEIBCTB OBLIN MPEANPUHSATHI MONBITKH CO3JaHUS
COBPEMEHHOW KJacCH(HUKAIMM TOPMOHOB, OCHOBAaHHOHW Ha HMX XHUMHYECKOW mpuponxe. B
COOTBETCTBHUH C ITOW KJIACCU(UKALUECH PA3INYAIOT TPU TPYIITBI HCTUHHBIX TOPMOHOB:

1) nentuaHbIC U OCIKOBBIC TOPMOHBI,

2) TOPMOHBI — ITPOU3BO/IHBIC AMHUHOKHUCIIOT U

3) TOPMOHBI CTEPOMTHOM TPHPOIBL.

UeTBepTyr0 TpyNIy COCTaBISIOT OSWKO3aHOUABI — TOPMOHOMOJOOHBIC BEIIECTBA,
OKa3bIBAIOIIE€ MECTHOE ACHCTBHE.

[lentunnapie U OETKOBBIE TOPMOHBI BKIIOYAIOT OT 3 A0 250 m Oojee aMHUHOKHCIOTHBIX
OCTaTKOB. JTO TOPMOHBI TUHOTanamyca u Tunodusza (TUpoiHM-OepuH, COMaTOIMOEPUH,
COMATOCTAaTUH, TOPMOH pOCTa, KOPTUKOTPONHH, TUPE-OTPONUH M JIp. — CM. Jajee), a TakkKe
TOPMOHBI TTOKETYI0YHOM jKesie3bl (MHCYINH, TITFOKAroH). ['opMOHBI — MPOU3BOIHBIC AMUHOKHUCIIOT
B OCHOBHOM IIPEACTABJIEHbl IPOU3BOAHBIMU aMUHOKHUCIOTHI TUPO3UHA. DTO HU3KOMOJEKYISIPHbIE
COCIMHECHUS QJpEHaJuH ¢ HOPAAPCHAIWH, CHHTE3UPYIOIIMECS B  MO3TOBOM  BEIIECTBE
HAJIITOYCYHUKOB, 1 TOPMOHBI IIUTOBUTHOM KeJe3bl (THPOKCUH M €ro MpOou3BOAHbIC). ['opMOHBI 1-i
Y 2-# TPYIII XOPOIIIO PAaCTBOPUMBI B BOJIE.

['opMOHBI  CTEpOMIHON MNPUPOMABI MPEACTABICHBI >KHUPOPACTBOPUMBIMU TOPMOHAMH
KOPKOBOI'O CJIOSI HAJIIMOYEUYHUKOB (KOPTHUKOCTEPOUBI), IMOJOBBIMH TOP-MOHAMH (3CTPOTEHBI H
aHJPOTCHBI), @ TAKXKE TOPMOHAIBHOU (popMoii BuTamuHa D.

DWKO3aHOUIBI, SIBISIOMIUECS TPOU3BOJHBIMU TMOJUHEHACHIIIIEHHOW KUPHOW KHUCIIOTHI
(apaxu0HOBOM), MPEACTABICHBI  TpPeMs  TOJKJIACCAMH  COCAWHEHWMH:  IPOCTAarJIaH/IWHBI,
TPOMOOKCAHbl W JICMKOTPUEHBI. OJTH HEPACTBOPUMBIC B BOJAEC U HECTAOMIBHBIE COCAMHEHUS
OKa3bIBAIOT CBOE JAEHCTBHE HAa KIETKHU, HaXOIIIecsd BOIN3M UX MECTa CHHTE3A.

Jlanee OyayT pacCMOTPEHBI XUMUYECKOE CTPOCHUE, PYHKIIMU U TTyTH OMOCHUHTE3a U paciaja
OCHOBHBIX KJIACCOB TOPMOHOB, MOJPa3JENSAIOIIMXCS Ha OTAENbHBIE TPYIIbl B COOTBETCTBUU C
KJIaccu(pUKalme, B OCHOBE KOTOPOH JICKHUT XUMUUYECKAs IIPUPO/Ia TOPMOHOB.

I'opmoHbI runoTaiamyca

['unoranamyc cioy>KUT MECTOM HENOCPEACTBEHHOI'O B3aMMOJECHCTBHS BBICHIMX OT/IEJIOB
IMHC u »nnokpunHOi cuctemsl. [Ipupona cBazel, cymectByromux Mexay LIHC u sHnoxpuHHON
CUCTEMOM, CTajla MPOSICHATHCS B MOCIEIHUE AECATUIIETHS, KOT/1a U3 TUIoTanaMyca ObUIH BbIIEIEHBI
nepBble I'yMoOpasibHble (DaKTOpBI, OKa3aBIIMECS TOPMOHAJIbHBIMH BELIECTBAMU C YpPE3BbIYANHO
BBICOKOHW Onosiorndeckoil akTuBHOCTHIO. [loTpeboBamoch HeMano Tpyda U KCHEPUMEHTAIBHOTO
MacTepcTBa, 4TOOBI JJOKa3aTh, YTO 3TH BeleCTBa 00pa3ylOTCs B HEPBHBIX KJIETKaxX rUIOTagamyca,
OTKyJla 1O CHCTEME€ MOPTAIbHBIX KANMWUISPOB JOCTUTalOT TUModu3a U PEryaupyroT CEKPEIHio
runo¢u3apHbIX TOPMOHOB, TOYHEE UX OCBOOOXKJEHHE (BO3MOXKHO, MU OMOCHHTE3). DTH BelecTBa
MOJTYYHJIM CHaYaja HauMEHOBAaHNE HEHPOTOPMOHOB, a 3aTeM PUIN3HHT-()aKTOpOB (0T aHTII. release
— 0cBOOOXKIaTh), WM JTUOepUHOB. BeriecTBa ¢ MPOTUBONOIOKHBIM JCHCTBHEM, T.€. YTHETAIOIIHNE
ocBOOOXKIeHHE (M, BO3MOXXHO, OWOCHHTE3) THUNO(U3APHBIX TOPMOHOB, CTajlld Ha3bIBaTh
UHTHOUpyOIUMHU  (pakTOpamMu, WIM CTaTMHaMH. Takum o00pa3oMm, TOPMOHaM THIOTalaMmyca
NPUHAIICKUAT KIIOYeBass pPoib B (PU3HONOTMYECKOH CHUCTEME TOPMOHANBHOM peryisuuu
MHOTOCTOPOHHUX OHMOJOTHYECKMX (YHKIHMH OTHOENbHBIX OpPraHoB, TKaHEW M LEJIOCTHOTO
OpraHusma.
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FunoTanamyc

ManotanamHeckmne ropmoHel
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COCYObI kM Chdp| Mgy
) L 4 \ v \
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L 4 -L & l l’
Okeu- | | Basonpeg- [|AKTT || TTT || €T || Mponax- || wor,r || jir,ecr
TOUMH CHH l it
I l v v v
Fnankve Haano- | | |Pactyuipe || Monoy- | | Cemen- | | AM4HMK
MBILLLEY, | [APTEpUONK | | YeuHN- BPraHE Han HIK
MONOYHASR K W TKaHKW || *enesa
wenesa Matka
W i
Bee opradet | | WurosnpHas MNpepcTarensHan
M TKaHK wenesa KENeaa, CeMEHHBIE
Y 3EIPERM

Pucynox 26 — 'opmMoHBI TUTIOTaTIAMyCa

K HacTosimieMy BpeMeHHM B THMIIOTaJaMyce OTKpPBITO 7 CTUMYJIATOpPOB (iIuOe-puHbl) M 3
WHTHOWTOpa (CTaTHMHBI) CEKpPEIMM TOPMOHOB THUNO(dU3a, a WMEHHO: KOPTHKOJIHOEpHH,
TUPONUOEPUH, JIOIUOepUH, QOoNTUINOEpHH, COMATONINOEPHH, MPOJAKTOIMOEPHH, MEIaHOINOEPHH,
COMATOCTAaTHH, MPOJIAKTOCTATHH M MEJAHOCTaTHH. B 4HMCTOM BHIE BBIIEICHO 5 TOPMOHOB, JJIS
KOTOPBIX YCTAHOBJIEHA IIEpPBUYHAsL CTPYKTYPA, MOATBEP)KICHHAS XUMUYECKUM CUHTE30M.

Bonpmme TpyaHOCTH TIpU TONYYEHWHM TOPMOHOB THIIOTalaMyca B YHCTOM BHJIE
OOBSICHAIOTCS YPE3BBIYAMHO HU3KHM COJIEpKaHMEM HMX B MCXOJHOM TKaHW. Tak, A BbLAETICHUS
Bcero 1 mr tuponubeprHa MOTpeOOBAIOCh MepepadoTaTh 7 T TUIOTAIaMyCOB, TIOJYYCHHBIX OT 5
MJIH. OBEIl.

VY CTaHOBIIEHO, YTO MO XMMHYECKOMY CTPOCHHMIO BCE€ TOPMOHBI THIIOTajlaMyca SBIISIOTCS
HU3KOMOJIEKYJISIPHBIMU TENITHIaMH, TaK Ha3bIBA€MbIMH OJIMT'ONENTHAaMU HEOOBIYHOTO CTPOEHHS,
XOTSl TOYHBIM AMHHOKHCIIOTHBII COCTaB M IE€pPBUYHAs CTPYKTypa BBIICHEHBI HE IS BCEX.
[IpuBoAMM TMOJy4eHHbIE K HACTOSIIEMY BPEMEHM JaHHbIE O XMMHUYECKOH NpUpOE ILIECTH U3
n3BeCTHBHIX 10 rOpMOHOB THIIOTaNIaMyca.

1. Tuponubepun (ITupo-I'my—Tuc—IIpo—NH>):

Ha0—CH ~CO-NH- c:H SO 0
HoC NH DH HTQ‘ GH C-NH3g
2
(I:I;/ /—k HzC— H:r

(6] HN N

S
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TuponubGepun mpencTaBieH  TPUNEOTHAOM, COCTOSIIUM U3  MHUPOTITYTaMHHOBOMN
(UMKJIMYECKOM) KMCIOTbI, TMCTUJIMHA U IPOJIMHAMUJIA, COEAMHEHHBIX NENTUIHBIMU CBA3sIMU. B
OTJIMYUE OT KJIACCUYECKHX MENTHI0B OH He coaepkuT cBoOoHbIX NH2- 1 COOH-rpymnm y N- u C-
KOHIIEBBIX aMUHOKHCIIOT.

2. Tonadonubepun SBIAETCA JEKANENTUAOM, COCTOANMM H3 10 aMUHOKUCIOT B
nocnenoBarenbHoCTH: [lupo-I1y—I uc—Tpn—Cep—Tup—I nu—Jleii—Ape—IIpo—I nu-NH> Konnesas C-
aMUHOKHCIIOTA MPEACTaBIeHA TITUIIUHAMUIOM.

6 Comamocmamun SBISETCS IUKIMYECKUM TeTpaJeKanenTtuaoM (coctour u3 14
AMUHOKHCIJIOTHBIX OCTaTKOB):

S e ————————————

| |
H- Ana- Mu- Uwe- NMua - Ack- Qen- QDen- Tpn- Nua- Tpe- Gen- Tpe- Cep- Unwc- OH

OTtnnyaercst TOT TOPMOH OT JIBYX MPEAbIAYLINX, IOMUMO ILUKIMYECKON CTPYKTYpBI, TEM,
YTO HE COJEpPKUT Ha N-KOHIIE MUPOITyTaMUHOBOM KHUCIIOTHI: AUCYIb(UAHAS CBSI3b 0Opa3yercs
MEXAy JABYMs oOcTaTkamu nucrenHa B 3-M u 14-m mnonoxenusix. [lomumo rumnoranamyca,
COMAaTOCTaTUH MPOAYLMPYETCS HEHpOHAMHU LEHTPaIbHOW U nepudepruuecKkoil HEpBHBIX CHCTEM, a
TAaK)K€ CHHTE3MpYyeTCs B S-KJIE€TKaxX MaHKPEeaTH4YEeCKUX OCTPOBKOB (ocTpoBKOB JlaHrepranca) B
MOJDKETYZIOYHOM KeJe3e U KeTKax KuieuHuka. OH OKa3bIBaeT MIHUPOKUN CHEKTP OMOJIOrHUECKOro
NEHCTBUS; B YAacCTHOCTH, II0OKa3aHO WHIUOMpYyIOllee AEeMCTBME Ha CHHTE3 TIOPMOHa pPOCTa B
azieHorunoguse, a TakXKe NpsMoe TOpMo3sliiee JeiicTBUe ero Ha OMOCHHTE3 HHCYIIMHA U TIF0KaroHa
B - 1 a-KJIeTKax ocTpOBKOB JlaHrepranca.

4. Comamonubepun HENAaBHO BBIAEIECH M3 NMPUPOIHBIX MCTOUHMKOB. OH mpezcTaBieH 44
AMUHOKHCIIOTHBIMU OCTaTKaMU C IMOJTHOCTBIO PACKPHITON MOCIIEA0BaTENbHOCTBIO.

5. Menanonubepun, XuMu4eckas CTpyKTypa KOTOPOTO aHAJOTHYHA CTPYKTYpE OTKPBITOIO
KOJIblla TOPMOHA OKCHUTOLMHA (0€3 TpUNEeNnTUAHON OOKOBOW LIE€MH), UMEET CIEeAyIollee CTPOCHHUE:
H-Luc—Tup—Hne—I nn—Acn—Luc-OH.

6. Menanocmamun  (METAHOTPONIMHUHTHOMPYIONUI  (aKTOp) TPEACTaBICH  WIN
TPUNIENTUIOM: Hupo-I'ny—Jleti—I'nu-NHa, 158107 MEHTANENTHIOM co cleayromen
nociuenoBarenbHOCTbIO: [Tupo—I ny—I uc—Pen—Apa—I nu—NHoa.

Heo6xomuMo OTMETHTBH, YTO MENAHOIMOEPHUH OKa3bIBA€T CTHUMYJIUpPYIOIIEE ICHCTBUE, a
MEJIaHOCTaTHH, HallpOTUB, MHTMOUpYIOlee JEWCTBUE HAa CHUHTE3 U CEKPEIUI0 MEIaHOTPONMHAa B
nepeaHen gone runodusa.

[ToMMMO TEPEYUCIIEHHBIX THIOTAIAMUYECKUX TOPMOHOB, HWHTEHCHBHO H3ydajach
XMUMHYECKas MPHUPOJia APYroro ropMoHa — Kopmukoaubepuna. AKTUBHBIE Ipenaparbl ero ObLTH
BbIJIEJICHBI KaK U3 TKaHU TMIIOTajlaMyca, Tak U U3 3aJHeH 10Ju Tunodusa; CylecTByeT MHEHHE, YTO
MOCJIEAHSST MOXKET CIYKUTh JIENI0 TOPMOHA JUIsl Ba30IIPECCHHA M OKCUTOLMHA. HenaBHO BhIIENEH
cocrosiuii U3 41 aMUHOKHUCIIOTHI C BBISICHEHHOH IOCIIEIOBATEIbHOCTHIO KOPTUKOIMOEPUH U3
TUIOTalaMyca OBLIBI.

MecToM cHHTE3a THMIOTalaMHYECKUX TOPMOHOB, BEPOSTHEE BCETO, SIBISIOTCS HEpPBHBIE
OKOHYaHUSl — CHHANTOCOMBI THIIOTAJ]aMyca, MOCKOJbKY HWMEHHO TaM OTMeYeHa HauOoibIuas
KOHIEHTpaluss TOPMOHOB M OHOreHHBIX aMuHOB. [locienHue paccMaTpUBaIOTCS Hapsay C
rOpMOHaMH TepuepuyecKux xKene3 BHYTPEHHEH CEeKpeluH, JIeHCTBYIOIUX 10 NPUHIUITY
oOpaTHOM CBsSI3U, B KayeCTBE OCHOBHBIX PpETYJISTOPOB CEKpPEIMH U CHHTE3a TOPMOHOB
TUIoTajJamyca.

Ilytm wMHakTHMBaMM TOPMOHOB THIOTajJamMyca H3ydeHbl HexocraToyHo. Ilepuon
HOJTypaciaza THPOJINOEeprHa B KPOBU KPBICHI COCTABIISAET 4 MUH.

I'unoranamuyeckre TOPMOHBI HEMOCPEACTBEHHO BIMSIOT HA CEKpeluro (TOuHee,
0CBOOOK/ICHHE) «TOTOBBIX» TOPMOHOB M OMOCHHTE3 3THX TOPMOHOB (e NOVO.
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I'opmonb! runogusa

B runoduze cunresupyercs psi OMOJIOTMYECKM AKTUBHBIX TOPMOHOB O€IKOBOH H
NENTUIHON MPUPOIBI, OKA3bIBAIOIIUX CTUMYIUPYIOMNKA 3(p(GEeKT Ha pa3nuyHble (PU3HOIOTHIECKHE
1 OMOXMMHUYECKHE IMpOLEcChl B TKaHAX-MULIeHAX (Tabn. 13). B 3aBucumocTH OT MecTa cuUHTE3a
pa3nuyaroT TOPMOHBI MEpenHeH, 3aHeld U MPOMEKyTOuHOW aonel runodusa. B mepenneit moie
BbIpa0aThIBAIOTCS B OCHOBHOM OEJIKOBBIE M IOJMIIENTHAHbIE TOPMOHBI, Ha3blBa€Mbl€ TPOIHBIMU
FOPMOHAMH, WM TPOIMHAMM, BCIEICTBHE MX CTUMYJIMPYIOLIEIO IEUCTBUSA Ha pPsAL APYTHX
SH/IOKPUHHBIX XkeJe3. B 4acTHOCTH, TOPMOH, CTUMYJIMPYIOLIIUI CEKPEeLHI0 TOPMOHOB LIIUTOBUAHOM
KeJIe3bl, MOJIYYHI Ha3BaHUE «TUPOTPOIIHH.

Tabnuma 13 - I'opmonsl THIOGU3a

T'opmon Mo OcHOBHbIE KJIMHHYECKHEe CHHIPOMBI
Macca | mpu M30bITKE TOPMOHA | IIPH HEIOCTATKE FTOPMOHA
I'opmonbl nepeaneii 1ou runogpusa
1 2 3 4
I'opmoHn pocta 21500 | Axpomeranus KapnukoBocth
(upe3MepHBIi pocT) (HU3KOPOCIIOCTD)
Koptuxorponuun (AKTT) 4 500 Cunnpom Wuenko- | Bropuunas  runodyHKIms
Kymmara KOpbI HA/IMTOYCYHUKOB
Tuporponun 28 000 | I'mneptupeos BropuuHslii runoTupeos
[IponakTux 23 500 | Amenopes, Oecruionue, | OTCyTCTBHE JTaKTallUU
rajakropes
@omukynoctumynupytomuii - | 34 000 | IpexxneBpemeHHOe Bropuunas  runodyHkIus
TOPMOH ((OJUTUTPONHH) MI0JIOBOE CO3PEBAaHUE MIOJIOBBIX JKeJie3; Oecruioane
JIroTenHN3UpYOUIHIA 28500 | To xe To xe
(sroTpONHH)
1 2 3 4
JlunoTtponux 11800 | Mcromenue Oxxupenue
I'opmonbl 3axHel 10 runodusa
Bazomnpeccun 1070 - Hecaxaphsrii 1uadet
Oxcuronua 1070 - -

B nocnennue roasl U3 TKaHM MoO3ra >KMBOTHBIX OBLIO BblAeseHO Ooznee 50 menTuuos,
MOJIYYMBIIMX Ha3BaHUE HEHPOIENTHAOB M OIpPENEIAIONINX IOBeleHUecKue peakuuu. IlokazaHo,
YTO OSTHU BEIIeCTBAa BIMSIIOT Ha HEKOTOpble (OpMBbI TMOBEIEHUS, MpPOLEcChl OOy4YeHUS U
3alIOMMHAHUS, PETYIUPYIOT COH M CHUMAIOT, MOJ00HO MopduHy, Oonb. Tak, BblieneHHBIA [-
sHpopduH (31 aMHHOKHUCIOTHBIN OCTaTOK C BBIICHEHHOM IMOCJIEIOBATEILHOCTHIO) OKA3aJICs TIOUTH
B 30 pa3 akTuBHee Mop¢puHaA B KauecTBe 00e300JMBAIOIIErO cpeacTBa. P npyrux menTuioB
OKa3bIBAET CHOTBOPHOE ACHCTBUE, a 16-4JI€HHBIM NENTU, BBI3BIBAIOIINAN Y KPBIC CTpax TEMHOTHI,
ObUT Ha3BaH CKOTO(POOMHOM. BhijieneH moaunenTu aMeneTuH, KOTOpblil, Ha000pOT, OTYy4aeT KpbIC
005ATbCS PE3KOr0 3BYyKa D3JIEKTPUUECKOro 3BOHKA. PaboThl B 3TOM HampaBlIeHUH WHTEHCHUBHO
BEAYTCS BO MHOTHUX JabopaTopusx. BroiHe BO3MOXHO, YTO CKOpO OYAYT BBLACICHBI H
COOTBETCTBEHHO  CHHTE3MpPOBaHbl ~ HMCKYCCTBEHHO i  Kaxaod  (opMbl  IOBEACHUS
COOTBETCTBYIOIINE HEMPONENTH IbI, BKJIFOYasl ENTHIBI TAMSITH.

BasonpeccrH ¥ OKCUTOLMH

['opMOHBI  Ba30NpPECCMH W  OKCUTOLMH CHHTE3UPYIOTCS pPUOOCOMATBHBIM  ITyTEM.
XHUMHYECKOE CTpOeHHE 000X TOPMOHOB OBLIO pacmu(poBaHO KiaccHYeCcKHMMH padbotamu B. mio
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BuHBO 1 cOTp., BIEpBbIE BBIJECIUBIINX 3TH TOPMOHBI U3 3aJHEH JOIM rUnopu3a U OCyIECTBUBIINX
UX XuMu4eckuil cuHTe3. Oba ropMoHa MpEACTaBIAOT COOOM HOHANENTUABI CIETYIOIIErO
CTPOCHHS:

5
I

H=Lino=Tup~Mng = nh—Ach=Une~MNpo—Te@k =T ~CO-NHz
oM TOLAH

’ii 5

|
H=Llne~Tup—Seu—Ian—Acu=Linc—MNpo— Apr == CO=NHg

BasonpeccuH

Bazonpeccun orau4aeTcss OT OKCHUTOLMHA [JBYMs aMHHOKHCIOTAMH: OH COJIEpPXKHUT B
noJjioxkeHuu 3 ot N-KoHIa (eHUIaIlaHuH BMECTO M30JIeHIIMHA U B IOJIOXKEHUN 8§ — aprHHUH BMECTO
nednuHa. VYKazaHHas IOCJIENOBATENBHOCTh 9 aMMHOKHUCIIOT XapakTepHa [Ull Ba3OlpPECcCHHA
YeJI0BEeKa, 00€3bsHbI, JIOIAAM, KPYIHOILO pOraTroro ckora, OBLbI U coOaku. B Mosekyne
Ba30NpPECCHHA U3 TUNIO(H3a CBUHBM BMECTO apTHHHUHA B MOJIOKEHUH 8 COEPIKUTCS JIN3UH, OTCIO/IA
Ha3BaHME WIN3HH-BA30IIPECCUH).

OcHOBHOW  Oumonoruueckuil 3PQPEeKT OKCUTOLMHA Yy MICKONUTAIOIUX CBS3aH CO
CTUMYJISIIUEN COKpAIEHHs IVIAJKUX MBI MaTKM IPHU POJAX M MBIIIEYHBIX BOJIOKOH BOKDYT
aJIbBEOJ MOJIOYHBIX JKEJIE3, YTO BBI3BIBAECT CEKPELHMIO MOJIOKAa. BaszompeccuH crumynupyer
COKpallCHUE TIJIAAKUX MBIIIEYHBIX BOJIOKOH COCYZOB, OKas3blBas CHJIBHOE Ba3OIPECCOPHOE
JeiCTBUE, OJTHAKO OCHOBHAs POJIb €r0 B OpPraHW3ME CBOAMTCS K PETYISALMU BOAHOTO OOMEHa,
OTKYy/la €r0 BTOPO€ Ha3BaHHWE aHTHJIUYpPETHUYEeCKOro ropmoHa. B HebGonbiux xoHuentpanusx (0,2
HI Ha | Kr macchl Teja) Ba3ONPECCHH OKa3blBa€T MOIIHOE aHTHAWYPETHYECKOE AEeHCTBHE —
CTUMYJUpPYEeT OOpaTHbI TOK BOJBI Yepe3 MeMOpaHbl MOYEYHBIX KaHajblleB. B Hopme OH
KOHTPOJIMPYET OCMOTHYECKOE JABJIEHUE IUIa3Mbl KPOBH M BOJHBIN OanaHC opraHuM3Ma 4eJoBeKa.
[Ipu naTonoruu, B 4aCTHOCTH aTpoduH 3aHel 10au runodusa, pa3BUBAETCs HecaXapHbIii AuadeT
— 3a00JIeBaHNE, XapaKTEPU3YIOLIEeCs BbIIEICHUEM YPE3BbIYAHO OOJIBIINX KOJIUYECTB KUJIKOCTH C
Mouoii. [Ipu 3ToM HapyiieH oOpaTHBII Mpoliecc BcachblBaHMs BOJIbI B KAHAJIBIAX MTOYEK.

OTHOCHTENBHO MEXaHU3Ma JIEHCTBUS HEWPOTrMNO(U3apHBIX TOPMOHOB H3BECTHO, YTO
rOpMOHaNIbHbIE (PQEKThl, B YACTHOCTU BA30MNPECCHHA, PEAM3YIOTCS 4epe3 aJeHUIATIUKIA3HYI0
cucreMy. OIHaKO KOHKPETHBIH MEXaHHM3M JEMCTBUS Ba3oNpeccMHa Ha TPAHCHOPT BOJbI B MOYKAX
IIOKA OCTAETCs HESICHBIM.

Menanouutcrumyaupyrwmme ropmonbl (MCI', Mes1aHOTPONIMHBI)

MenaHOTpONIMHBI CHHTE3UPYIOTCSI M CEKPETHPYIOTCS B KPOBb IPOMEXKYTOYHOW JOJIEH
runodusa. Beienensl u pacum@poBaHbl EpBUYHBIE CTPYKTYPHI JBYX THUIIOB TOPMOHOB — 0O- U f3-
MenaHoruTcTuMyaupyrorrue rTopmossl (a-MCI u f-MCT). Okazanock, 94To y BceX 00CIeI0BaHHBIX
#UBOTHBIX 0o-MCI' coctouT u3 13 OCTaTKOB aMHHOKHCIOT, PACIOJIOKEHHBIX B OJMHAKOBOMN
MOCJIeI0BATEITLHOCTH: CH3-CO-NH-Cep—Tup—Cep—Mem—I ny—I'uc—Den—Ape—Tpn—I nu—Jluz—
IIpo—Ban-CO-NH;

B o-MCI' N-koH1IE€BOH cepuH aneTuiupoBaH, a C-KOHIEBas aMMHOKHCIIOTA MIPEICTaBIeHA
BaJIMHAMUJIOM.

CocraB u crpykrypa PB-MCI' okazamuch 0osee CIOXKHBIMU 22-YJI€HHBIM TICTITHJIOM,
YIJIMHEHHBIM Ha 4 aMUHOKHUCIOTHBIX ocTtaTka ¢ N-koHua: H-Ara—Iny—/luz—/luz—Acn—I ny—I nu—
Ilpo—Tup—Ape—Mem—I ny—I uc—@en— —Ape—Tpn—I nu—Cep—IIpo—IIpo—/lus—Acn-OH

@duznonornyeckass  pojb  MEJAHOTPONIMHOB  3aKIOYaeTcs B CTUMYJIHPOBAHHUM
MEJIAaHMHOT€HE3a y MIIEKONMTAIOMMX U YBEIMYEHHUHM KOJIWYECTBA IUIMEHTHBIX KIIETOK
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(METaHOIIUTOB) B KOYKHBIX IMMOKPOBaX 36MHOBOJIHBIX. Bo3MokHO Takxke Biausiaue MCI' Ha okpacky
MeXa U CEKPETOPHYIO (DYHKIIMIO CaJbHBIX JKeje3 Y KUBOTHBIX.

AnpeHoKkoOpTHUKOTPONHBbINA ropMoH (AKTI', kopTuKOTPONIMH)

Eme B 1926 r. 6110 yCTaHOBJIEHO, YTO TUINO(U3 OKA3bIBACT CTUMYJIMPYIOIIEE BIUSHUE Ha
HAJMOYEUYHUKH, [TOBBIIIAS CEKPELHI0O TOpMOHOB KopkoBoro BemectBa. AKTI, noMuMo ocHOBHOTO
NEHCTBUS — CTUMYJSIIUM CHHTE3a W CEKpPEelMH TOPMOHOB KOpPbI HAJIIOYEYHHKOB, 00Jajaer
KUPOMOOUIIH3YIONIEH U METAHOILIUTCTUMYITHPYIONIEH aKTUBHOCTBIO.

Monekyna AKTI y Bcex BUIOB >KMBOTHBIX COACPXKHUT 39 aMHHOKHUCIOTHBIX OCTaTKOB.
[lepuunas crpykrypa AKTI cBuHbM W oBubl Obuta pacmuppoBanHa eme B 1954-1955 rr.
[TpuBoaum yrounennoe ctpoenne AKTI uenoBeka:

H-Cep—Tup—Cep—Mem—I ny—I uc—®@en—Ape—Tpn—I nu—/Iuz—IIpo—Ban—I nu- —Juz—Jluz—
Ape—Ape—IIpo—Ban—Jluz—Banr—Tup—IIpo—Acn—Ana—I nu—I ny—Acn— [nin—Cep—Ana—I ny—Ana—Den—
IIpo—Jleii—I ny—Den-OH

Paznmuus B crpykrype AKTI oBLbI, CBUHBH 1 OBIKa KacaroTcs TOIBKO Mpupo sl 31-ro u 33-
O OCTaTKOB aMHUHOKHUCIIOT, OJHAaKO BCE OHHM HAJENeHbl IMOYTH OJWHAKOBON OHOJOTHYECKOU
aktuBHOCTBIO, Kak U AKTI runo¢uza uyenoseka. B monexyne AKTI, xak u apyrux OenkoOBbIX
TOPMOHOB, XOTS M HE OTKPBITHl aKTHBHBIC LIEHTPHl HAMOAOOHE AKTUBHBIX LIEHTPOB (EPMEHTOB,
OJIHAKO IPEAIoaraeTcss HAJIMYME JABYX AKTUBHBIX YYacTKOB NENTHJIHOW LENH, OJUH U3 KOTOPBIX
OTBETCTBEH 3a CBS3BIBAHUE C COOTBETCTBYIOLIMM PEIENTOPOM, APYroil — 3a TOPMOHAJIbHBIN
3¢ dexT.

Haunble o wmexanusme jaeiicteus AKTIT Ha CHHTE3 CTEpOMAHBIX TOPMOHOB
CBUJETEIbCTBYIOT O CYLIECTBEHHOM pOJIM aJeHWJIATUUKIa3HOW cuctemsl. llpenmnonarator, 4ro
AKTT BcTymaet Bo B3auMoJieiicTBHE cO cien(pUIeCKUMHU pelieNTOpaMy Ha BHEIIHEN OBEPXHOCTH
KJIETOYHOM MeMOpaHbl (peLenTopbl IpeCTaBIeHbl OeIKaMU B KOMIUIEKCE C APYTUMHU MOJIEKYJIaMH,
B YaCTHOCTH C CHaJOBOHM KHcCHoTOM). CUrHai 3ateM mnepefaercs Ha (PEpMEHT aJeHHJIATIMKIIA3Y,
PacrojOKEeHHYI0O Ha BHYTPEHHEH IMOBEPXHOCTH KJIETOYHOM MeMOpaHbl, KOTOpas KaTalu3upyeT
pacriag AT® u oGpazoBanne HAM®. [locnenHuil akTUBUpPYET MPOTEMHKUHA3y, KOTOpas B CBOIO
ouepenb ¢ yuyactueM AT® ocymectBiser pocopuanpoBaHre XOJIHMHAICTEPA3bl, MTPEBPAIIAIOIICH
3¢Upbl XOJecTepuHa B CBOOOJHBIM XOJECTEPHH, KOTOPBI MOCTYHaeT B MHMTOXOHJPHU
HAJMOYEUHUKOB, TJIe CoAepk aTcs Bce (PepMEHTHI, KaTaIM3UPYIOIKEe MPeBpalleHue X0JIecTepruHa B
KOPTUKOCTEPOUBI.

Comartorponnsliii ropmon (CTT, ropmon pocTa, cOMATOTPOIHH)

I'opMoH pocTa ObUT OTKPHIT B SKCTpaKTax nepeaHeil qoau runodusa eme B 1921 r., onHako
B XUMHUYECKH YHCTOM BHAE MoiaydyeH Toiabko B 1956—1957 rr. CTI' cunresupyercs B
anua0(UIbHBIX KIETKaX MepeaHei 1onu runodusa; KOHIEHTpAlKs ero B runogu3e cocTaBiser S—
15 mr Ha | r TkaHu, yro B 1000 pa3 mpeBblIaeT KOHIEHTPALMIO APYIHMX FOpMOHOB runogusza. K
HACTOSIIIIEMY BPEMEHH TOJHOCTBHIO BBISICHEHA TEpBUYHAs CTPYKTypa OenkoBoil momekynsl CTT
yenoBeka, Obika M oBIbL. CTI uenoBeka coctouT u3 191 aMHHOKHCIOTBI M COJECPXKHUT JBE
mucyibuaHble cBsi3u; N- 1 C-KOHIIEBble aMHUHOKHCIIOTHI IIPECTABIECHbI (PeHUIATaHUHOM.

CTI' oGmajgaer MMPOKUM CIEKTPOM OHOIOrWYecKoro aeicTBus. OH BIUSET Ha BCE KIETKH
OpraHu3Ma, Ompezesssi MHTEHCHMBHOCTb OOMEHa YIJIeBOJAOB, OENKOB, JIMMUAOB M MHUHEpPATbHBIX
BemiecTB. OH ycunuBaeT 6uocuntes 6enka, JIHK, PHK u rnmukorena u B TO ke BpeMsi CHOCOOCTBYET
MOOMIIM3ALIMY JKUPOB M3 JEMO M paclaay BBICIIUX JKUPHBIX KHCIOT M INIIOKO3bI B TKaHsax. CTT
KOOPAMHUPYET U PEryJIUpyeT CKOPOCTh NPOTEKaHUs: OOMEHHBIX IIPOLIECCOB.

CTI' perynupyer mpoLEecChl pocTa M pa3BUTHUs BCErO OpPraHU3Ma, UTO IOATBEPXKAAETCS
KJIMHUYECKUMU HaOmoaeHusMu. Tak, npu runou3apHoil KapImKOBOCTH (IIATOJIOTHUS, U3BECTHAs B
JUTEepaType KaK MaHTUIONMUTYUTapU3M; CBsi3aHa C BPOXKICHHBIM HEAOPA3BUTHEM THIO(PHU3a)
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OTMEYaeTCsl MPOMOPIUOHAILHOE HEJOPa3BUTHE BCEro Teja, B TOM YHCIEC CKeleTa, XOTsI
CYIIECCTBCHHBIX OTKJIOHEHUN B pPAa3BUTHUU IICUXMUYECKOW NEATENHbHOCTH He Halmomaercsa. Y
B3pOCJIOTO YeJI0BEKa TAK)KEe Pa3BUBACTCS Psijl HAPYIICHHUH, CBA3aHHBIX C THUIO- WK THIepOYHKIHEH
runoduza. M3BecTHO 3a00neBanue akpomeeanus (0T rped. akros — KOHEYHOCTh, megas — OOJIBIIIOI),
XapaKTepU3yIoIIeecss HEMPOMOPIUOHAILHO HHTCHCUBHBIM POCTOM OTICIbHBIX YacTedl Tena,
HaIpUuMep PyK, HOT, MOA00pOjKa, HaJAOPOBHBIX YT, HOCA, SI3bIKAa, U pa3pacTaHHEM BHYTPCHHUX
opraHoB. bosie3Hb BbI3BaHa, MMO-BUAMMOMY, OMYXOJIEBBIM MTOPAKEHHEM TePEeIHEH 10U THIO(H3a.

JIaKTOTPONHBINA rOPMOH (MIPOJIAKTHH, JIOTEOTPONHBINA TOPMOH)

[IpostakTHH cUMTAECTCS OJTHUM M3 HauOoJiee «IPEBHUX» TOPMOHOB THIO(PH3a, TOCKOIBKY €T0
ylaercsi OOHAPYKUTh B THUNMOPU3EC HHU3IIMX HA3EMHBIX JKUBOTHBIX, y KOTOPBIX OTCYTCTBYIOT
MOJIOYHBIC JKEJIe3bl, a TaKXKe IOJIYYHTh JIAKTOTCHHBIH A(ddext y miekonuraromux. [Tomumo
OCHOBHOTO JCUCTBUS (CTUMYJIALMS PA3BUTHUSI MOJIOUHBIX KEJI€3 W JIAKTAIlMU), TPOJAKTUH HMEET
BaXHOE OMOJIOTMYECKOe 3HAYEHHE — CTUMYIUPYET POCT BHYTPEHHUX OPTaHOB, CEKPELHUIO KEITOrO
Tena (0TCIola €ro BTOPO€ HAa3BAHME «JTIOTEOTPOITHBINA TOPMOHY»), OKa3bIBACT THIIEPIIIMKEMUYECKOE
neiicteue U Ap. M30BITOK MposiakTHHA, OOpa3ylIIUKCS OOBIYHO MPU HATUYUU OIYXOJeH u3
CEKPETUPYIOIIMX MPOJAKTUH KIETOK, MPUBOJUT K NPEKPAICHUI0 MEHCTpyaluil (aMeHopes) u
YBEJIMYEHUIO MOJIOYHBIX JKEJIE3 y KEHIIUH U K UMIOTEHIIUU — Y MYXKYHH.

Pacmm¢poBana cTpykTypa mpoiakTHHa W3 TUNo(u3a OBILBL, ObIKa M YeJIOBEKa. JTO
KpYNHBIN O€JOK, MpEeACTaBICHHBIA OJHOW MOJMIENTHAHON LENbI0 C TpeMsl TUCYIb(UIHBIMU
CBA3SIMH, cocTrosuimid w3 199 aMHMHOKHCIOTHBIX  OCTATKOB. BHI0BBIE  OTAIWYHMSA B
MOCIIE0BATEIHLHOCTH aMIUHOKHCIIOT KacaloTCs M0 CYIIECTBY 2—3 aMUHOKUCIOTHBIX OCTATKOB.

Tupeorponnsiii ropmon (TTT', TMpoTponmH)

B orianune OT paccMOTPEHHBIX MENTUAHBIX TOPMOHOB TUIO(U3a, MPEICTaBICHHBIX B
OCHOBHOM OJIHOW IOJMIENTUIHONW LENbIO, TUPOTPOIUH SIBJISETCS CIOXHBIM TINIMKOIPOTEUHOM H
COJIEP’KUT, KPOME TOTO, IO JIB€ O- U P-CyObeAMHMIIBI, KOTOPbIE B OTIEIBHOCTH OHOIOrMYECKOM
aKTUBHOCTBIO HE 00J1aJJatoT: MOJI. Macca ero okoio 30000.

TupoTponMH KOHTPOJIMPYET pa3BUTHE W (PYHKLUUIO IIUTOBUIHOM JKEJE3bl U PEeryiupyeT
OMOCHHTE3 U CEKPELHUIO B KPOBb THPEOUAHBIX TOPMOHOB. IlomHOCTBIO pacimudpoBaHa mepBUYHAsS
CTPYKTYpa o- H [-CyObeIMHHI] THUPOTPONMHHA OBIKA, OBIBI W YEJOBEKa: 0-CyOBEAMHUIIA,
cogepkamas 96  aMHHOKHCIOTHBIX ~ OCTaTKOB, HMMEET OJMHAKOBYID  aMHHOKHCIOTHYIO
IIOCJIEIOBATEIBHOCTh BO BCEX M3ydeHHbBIX TTI' M BO BCEX JIOTEMHU3UPYIOIIUX TOPMOHAX
runodusa; f-cy0ObeMHIIIa TUPOTPOIIMHA YelIoBeKa, coaepxamias 112 aMMHOKUCIOTHBIX OCTAaTKOB,
OTJIMYAeTCsl OT aHanornyHoro nonunentuna B TTI kpymHOro poraroro cKkoTa aMHUHOKHCIOTHBIMU
ocTaTKkaMM U OTCyTcTBHEeM C-KOHIIEBOro MeTHOHWHA. [ToaToMy MHOTrMe aBTOpHI crienuduyecKue
OMOJIOrMYeCKHEe U UMMYHOJIOTUYECKUE CBOMCTBA TOPMOHA OOBSCHSIOT HATHUUEM B-CyObeIUHUIIBI
TTT' B xommekce ¢ o-cyobenununeid. Ilpeamonararor, uTo JeicTBUE THPOTPONHUHA
OCYILIECTBISIETCSl, MOJO0OHO JAEWCTBUIO JAPYrUX TOPMOHOB OEIKOBOM MPUPOIBI, IMOCPEICTBOM
CBSI3bIBAHUS CO CIEHU(PHUECKUMH pPELEeNnTOopaMy IIa3MaTHUECKUX MeMOpaH M aKTUBHUPOBAHHS
a/ICHUJIATIIUKIIa3HOW CUCTEMBI.

I'onagoTponHbie rOpMOHBI (TOHATOTPONMHBI)

K ronagorponunam otHocsTCs posumukynoctumynupytouuii ropmon (OCI, hommutponux)
u oTeuHusupyronmid  ropmon  (JII,  moTpommH), WiIM  TOPMOH,  CTUMYJIHPYIOIIUN
WHTEpCTULMANbHBIE KIeTKH. O0a TopMOHAa CHHTE3HPYIOTCS B NeEpeAHel Joje runopusza u
SIBJISIIOTCS, KaK M THPOTPOIIHUH, CJIOXKHBIMHU O€JKaMH — TJIMKONPOTEMHaMu ¢ MoJ. Maccoit 25000.
OHHM peryaupyroT CTEpOUIO- U TaMETOTeHe3 B IIOJOBBIX jkene3ax. (DoNIuTponuH BBI3BIBACT
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co3peBaHue (HOJTUKYIIOB B SIMYHHMKAX Y CAMOK M CIiepMaToreHe3 — y camiioB. JIFOTpONMH y caMoK
CTUMYJIUPYET CEKPEIMIO SCTPOTeHOB U MPOreCTEPOHa, KaK U pa3pbiB (HOJUIMKYIOB ¢ 00pa3oBaHUEM
JKEJITOro Teja, a y CAMIOB — CEKPELMI0 TECTOCTEPOHA U Pa3BUTHE HHTEPCTULUAIBHON TKaHU.
buocuHTe3 rOHAIOTPONMHOB, KaK OBLIIO OTMEYEHO, PEryIHpYeTCsl THIOTATaMHYECKUM TOPMOHOM
TOHA/I0JINOEPUHOM.

XuMHYecKasi CTPYKTypa MOJICKYJbl JIOTPONUHA paciiudpoBaHa MOJHOCTHIO. JItoTporuH
COCTOMT M3 JBYX 0- U P-cyObemuuunl. CTpykTypa o-CyOBEAMHHII TOPMOHA Yy OOJIBIIUHCTBA
KUBOTHBIX cOBNaaeT. Tak, y OBLBI OHA COACPKUT 96 aMUHOKHCIOTHBIX OCTaTKOB U 2 YIJIEBOJHBIX
panukana. Y denoBeka 0-cyObeMHUIIA TOPMOHA YKOpOUeHa Ha 7 aMMHOKHUCIIOTHBIX OCTAaTKOB ¢ N-
KOHIIAa M OTJIMYaeTcsl mpupojoi 22 aMuHOKHUCIOT. PacmmdpoBana Takke MOCIEI0BaTEIbHOCTh
AMUHOKHCIIOT B [-CyObeIWHHUIIAX JIOTPONUHA CBHHBH M 4YelloBeKa. o- U [-CyOb-eMHHIBI B
OTJENBHOCTH JIMIIEHbI OMOJIOTMYECKON aKTHUBHOCTH (IO aHAJIOTMU C OOJBIIMHCTBOM CYOBEAMHHIL
¢depmenToB). Tompko MX KOMILIEKC, 00pa3oBaHHE KOTOPOTO, BEPOSITHEE BCETO, MPEOIpEaesieHO
MEePBUYHON  CTPYKTYpOH UX, NPUBOAUT K (HopMHpOBaHHIO OHUOJOTHYECKH aKTUBHOMN
MaKpOMOJICKYJIIPHOU CTPYKTYPHI 32 cUeT TUAPOPOOHBIX B3aHMOCHCTBHIMA.

Jlunorponusie ropmonsl (JITT, nunorponunb)

Cpenu TopMOHOB TiepenHei 1onu runodusa, CTpyKTypa U (QYHKIUS KOTOPHIX BBIACHEHBI B
MOCIIEAHeE AECATHIIETUE, CIEeIyeT OTMETUTh JIMIIOTPONHHBI, B YacTHocTH B- u y-JITT. HauGonee
MOJPOOHO M3ydeHa MEpBUYHAS CTPYKTypa [-JIHUIIOTPONMHA OBIBI U CBHHBU, MOJIEKYJBI KOTOPOTO
cocrosT U3 91 aMHUHOKHCIOTHOTO OCTaTka M HMMEIOT CYNIECTBCHHBIC BHIOBBIC pa3lIMuusi B
MOCJICIOBATEIPHOCTH aMHHOKHUCIOT. K OHOJOrMYecKHMM CBOWCTBAM [-JIMIIOTPONUHA OTHOCSATCS
KUPOMOOHIIH3YIOIIIEE JelicTBHE, KOPTHKOTPOITHAS, MENIaHOIIUTCTUMYITHPYIOIIAs u
THITOKAITBIMEMHIYECKasi aKTUBHOCTh M, KPOME TOTO, HHCYJTHHOTOAO0HBIN 3(PPEKT, BEIpaKaAIOIIHIACS
B MOBBIIIEHUH CKOPOCTH YTHIIM3ALIUHU TIFOKO3bI B TKAHSIX.

IlepeuncienHple  OMONOTMYECKME CBOWCTBA  OOYCIIOBIEHBI HE  [P-TUIOTPONH-HOM,
OKa3aBIIMMCSl JIMLIIEHHBIM TOPMOHAIbHOM  akTMBHOCTH, a MpPOAYKTaMH €ro pacrnaja,
00pa3yIomMMHUCST TP OrpaHUYEeHHOM mpoTeonnse. Oka3zanoch, YTO B TKaHM MO3ra WU B
IIPOMEKYTOUHOM J10J1e TUMO(pU3a CUHTE3UPYIOTCS OMOJIOTHUECKU aKTUBHBIE MENTH/IbI, HaJleJIEHHbIE
OIHUATOIOIO0OHBIM JICHCTBHEM:

H-Tup-Tnu-Tnn-Pen—Mer—-0OH H-Tup-Tnu-Tnu-®en—Nein—-0OH

Mernonnn-suKedamn Heinmn-sneedaniu

H-Tup-Tnun-Tnn—Qen—Mer-Tpe—-Cep-ny-Jlnz—Cep—-InH—Tpe—lpo—
Neih—-Ban—Tpe—Jleit—®eH—Jlna—AcH—Ana—-Wne—Ban—Jlus—AcH—-Ana— nc—
—Nuz—-Jna—I nn—-InH—0OH

- Duopdun

[loBbllIeHHBIE MHTEpEC K yKa3aHHBIM MENTHIaM, B YacTHOCTM JHKe(daluHaMm H
SHAOPPUHAM, TUKTYETCS UX HEOObIYallHOM CIIOCOOHOCTHIO, M0I00HO MOPPUHY, CHUMATh OOJIEBbIE
olryIieHus. 3ta 007acTh UCCIET0BAHMS — OMCK HOBBIX MPUPOIHBIX MENTHIHBIX TOPMOHOB U (HJIN)
UX HaIpaBJIEHHbIM OHOCHUHTE3 — SBJSETCS WMHTEPECHOM W MHOrooOemarome i pa3BUTHS
¢uznonoruu, HeMpoOHOIOrUY, HEBPOJIOTHH U KIIMHUKU.

I'opMOHBI NapamIMTOBUAHBIX Kej1e3 (IapaTTOPMOHBI)

K ropmonam ©0enkoBOH TpPUPOABI OTHOCUTCS TakXKe MapaTUPEOUIHBI TOPMOH
(mapaTropMoH), TO4YHee, TpyNNa NapaTrTOPMOHOB, PA3IMYAIOIIUXCS IOCIEJOBATEIBHOCTHIO
aMMHOKHUCIIOT. OHM CHHTE3UPYIOTCS MapauToBUIHBIME kene3amu. Eme B 1909 r. 65110 nokasaHo,
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YTO yJaJ€HHUE MapalluTOBUAHBIX XeEJie3 BhI3bIBAET Y KUBOTHBIX TETAaHMYECKHE CyIOpOord Ha (oHe
PE3KOT0o TMaJIeHUsT KOHIEHTpAallMd KaJlbliMs B TIUIa3ME KpPOBH; BBEJACHHE COJIEW KaablUs
MPeIOTBpAIAIO THOeNb )KUBOTHBIX. OHAKO TOJNBKO B 1925 r. U3 mapalluTOBUAHBIX XKelle3 ObLI
BBIJICTICH aKTUBHBIN SKCTPAKT, BHI3BIBAIOIINA TOPMOHAIBHBIN 3(D()EKT — MOBBIMICHUE COJEPKAHUS
KaJIbIMS B KPOBH. YHCTBIA TOPMOH ObUI TIOJTy4eH B 1970 r. U3 mapamuTOBUIHBIX KeJIe3 KPYITHOTO
poraToro CKoTa; TOrJa e ObUIa OmpeleieHa ero MepBUYHAS CTPYKTypa. BEBIsICHEHO, dYTO
MapaTropMoOH CHUHTE3UpyeTcss B BuAe mnpexdmecTBeHHUKa (115 aMHUHOKUCIOTHBIX OCTaTKOB)
MponapaTropMoHa, OJHAKO TEPBUYHBIM MPOJYKTOM TI€Ha OKa3ajics MpenporapaTropMoH,
COJIEp>KaIllMi  JIOMOJHUTENIBHO CUTHAJIBHYIO IIOCIEA0BAaTENbHOCTh W3 25 aMUHOKHCIOTHBIX
ocTaTKoB. MoJleKyia mapaTropMoHa ObIKa COACPKUT 84 aMUHOKHCIIOTHBIX OCTaTKa M COCTOWT W3
OJTHOH MOJIMIENTHUIHOMN [ENH.

BrisicHeHO, 4TO mapaTrOpMOH y4acTBYET B PETYISIMU KOHIEHTPAIlUU KaTUOHOB KalbIUs U
CBSI3aHHBIX C HUMU aHUOHOB (POc(HOpHOI KHCTOTHI B KpOBU. Kak M3BECTHO, KOHIICHTPAIUS KAJIbIIUs
B CHIBOPOTKE KPOBM OTHOCHTCS K XHUMHYECKMM KOHCTAaHTaM, CYTOUHBbIE KOJIeOaHHsI ee He
npeBbimaioT 3-5% (B HOpMe 2,2-2,6 mmonb/m). buomorndeckn akTuBHOW (Popmoil cumTaercs
MOHU3MPOBAHHBIN KaJbIIUH, KOHIIEHTpAKA ero koyiednercs B mpenenax 1,1-1,3 mmonb/n. Mo
KaJIBIUsI OKA3aJIMCh ACCEHITMALHBIME (PaKTOpaMH, HE 3aMCHUMBIMH JAPYTUMU KaTHOHAMU JUIS Psa
KU3HEHHO Ba)XHBIX (DPU3HOJOTHYECKHX MPOIIECCOB: MBIIICYHOE COKpAIlleHHUE, HEPBHO-MBIIICYHOE
BO30Y)KJCHHE, CBEPThIBAHUE KPOBH, NPOHHUIIAEMOCTh KIIETOYHBIX MEMOpaH, aKTHBHOCTH psa
depmentoB u T.1. [losToMy r0OBIE M3MEHEHUS 3THUX MPOLECCOB, O0YCIOBIECHHBIC ITUTEIbHBIM
HEJIOCTAaTKOM KajbllMs B THINE WIM HAPYIICHUEM €ro BCAChIBAHUSA B KHUIICYHHKE, MPUBOIAT K
YCUJICHUIO CHHTE3a MapaTropMOHa, KOTOPBIM CIOCOOCTBYET BBHIMBIBAHHMIO COJIEH Kallblius (B BUIEC
UTpaToB U ¢ocdaroB) U3 KOCTHOH TKAaHU M COOTBETCTBEHHO K JECTPYKIIMM MUHEPATBHBIX H
OpPraHMYECKUX KOMIIOHEHTOB KOCTEH.

Jlpyroii opraH-MHIIEHb IapaTroOpMOHa — OTO TIo4ka. IlapaTropmMoH ymeHbIIaeT
peabeopOiuio gochara B IMCTANBHBIX KaHATBIIAX MOYKH M TIOBBIIIAET KAaHAIBIEBYIO peadcopOIuio
KaJTbIIH.

Crnenyer ykaszaTh, YTO B PETYJAIMH KOHIICHTPAIIUU Ca*" BO BHEKJICTOYHOH KUIKOCTH
OCHOBHYIO pOJb HUIPAOT TpU TOPMOHA: NApPaTrOPMOH, KaJbLUTOHUH, CHUHTE3UPYEMBIH B
IMIATOBUAHON kene3e, n Kanpuutpuon [1,25(0OH)2-D3] — mpomsBognoe Diz. Bce Tpu ropmona
pEryIupyroT YpOBEHBb Ca®, HO MexaHW3MbBI HX JeHCTBHS pasnuunbl. Tak, TJIaBHas poOJIb
KaJIBLIUTPUOJA 3aKIOYAeTCsl B CTUMYJIMPOBAHUM BCACHIBAHMS Ca® u dbocdara B KHUIIICUHHKE,
MpUYEeM TPOTHUB KOHIICHTPALIMOHHOTO TPAIMEHTa, B TO BPEMs KaK MapaTrOpMOH CIIOCOOCTBYET
BBIXOJY UX U3 KOCTHON TKaHU B KPOBb, BCACHIBAHUIO KaJBIIHs B MOYKaX U BBIAEICHUIO (ocdaToB ¢
MOYOHA.

I'opMOHBI IIMTOBUIHOM AKeje3bl

HluToBUAHAsA Kene3a UrpaeT HCKIIOUUTEIHHO BaXKHYIO pojb B oOMeHe BemiecTB. O0 3ToM
CBUJCTENBCTBYIOT pPE3KOe HM3MEHEHHE OCHOBHOTO OOMEHa, HaliroJaeMoe TMpU HAPYIIEHUSIX
JeSTeTFHOCTH IMUTOBUIHOM JKEJNIe3bl, a TAaKXKEe PsiI KOCBEHHBIX JAaHHBIX, B YaCTHOCTH OOWJIHHOE €€
KpOBOCHa0keHHne, HecMOTpsi Ha HeOonbmyo Maccy (20-30 r). IllurtoBuaHas kene3a COCTOUT W3
MHOKECTBa OCOOBIX MOJIOCTEH — (POIIIMKYIIOB, 3alIOJHEHHBIX BSI3KMM CEKpPETOM — KoJulouaoM. B
COCTaB KOJUIOHMJIa BXOJUT OCOOBIM HOACOAEpKAIIUN TIUKOMPOTEHH C BBICOKOM MOJ. Maccoud —
nopsiaka 650000 (5000 aMUHOKHUCIOTHBIX OCTaTKOB). DTOT TJMKOMPOTEWH TIOMYyYWJI Ha3BaHUE
Honrupeornodbynuna. OH mpencTaBiser co0oil 3amacHyo GopMy TUPOKCHHA M TPUHOATHPOHUHA —
OCHOBHBIX TOPMOHOB (QOJUTUKYJISIPHON YaCTH MIUTOBUTHOM JKEIIE3Hl.

[ToMrMO 3THX TOPMOHOB, B OCOOBIX KJIETKaX — TaK Ha3bIBAEMBIX MapadOIUTHKYISIPHBIX
KieTkax, i C-KJeTKax IIUTOBUAHOM KeNe3bl, CHHTE3UPYETCS TOPMOH MENTHUIHOW MPHUPOJBbI,
o0ecreunBarOMIUN TMOCTOSHHYIO KOHIIEHTPAlMI0 Kanblusi B KpoBU. OH TMONYyYWT Ha3BaHUE
«KAIBLIUTOHWH». BriepBble HAa CYIIECTBOBAaHHWE KAJIBIIMTOHWHA, OO0JIAJAIONIETO CIOCOOHOCTHIO
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MOJJEPKUBATh MOCTOSIHHBIA ypOBEHb KaJbllMd B KpoBH, ykazan B 1962 r. JI. Komnm, koTopbii
OIIIHMOO0YHO cuuTall, 4TO 3TOT T'OPMOH CUHTC3HUPYCTCA MapalllUTOBUIHBIMHA KCIIC3aMU. B HaCTosAIIee
BpeMsI KaJbIIUTOHUH HE TOJBKO BBIJEJICH B YUCTOM BHJIC U3 TKAHU HIUTOBUIHOMN KeJle3bl 3KUBOTHBIX
U 4YEJOBEKa, HO W IIOJHOCTBIO packpbiTa 32-ujeHHash aMMHOKHUCIOTHAs IOCIEA0BaTENbHOCTD,
MOATBEPK/ICHHAs XUMUYECKUM CHHTe30M. Hibke nmpuBeeHa nepBUUHas CTPYKTYypa KalbIIUTOHUHA,
IIOJIyYEHHOTI'0 U3 IIUTOBUIHOM JKEJIE3b] UEIIOBEKA:

S —S
| I
H- Uuc- Mu- Ack - lein - Cep- Tpe- Uuc - Mer- Newh - Mu-Tpe- Tup- Tpe-Tnu

Acn - @ex- AcH-JTuz- QeH- Tuc- Tpe- @en- Mpo - Tnu- Tpe - Ana- MNe# - Mn
Ban-Tnu- Ana- lNpo- CO-NH,

buonmornueckoe  nedCTBHE — KaNbIUTOHHMHA  MPSIMO  IPOTHBONOIOXKHO  APQEKTy
apaTropMOHa: OH BBI3BIBACT IIOJIABJIICHHME B KOCTHOW TKaHH pE30pPOTHBHBIX IIPOLIECCOB U
COOTBETCTBEHHO THITOKAIBLIUEMHIO U THrodocharemuto. Takum 0o0pa3oM, MOCTOSHCTBO YPOBHS
KaJbLUsl B KPOBH YEIIOBEKAa M JKMBOTHBIX OOCCIEUMBAETCS TJABHBIM 00pa3oM IMapaTropMOHOM,
KaJBIUTPHOJIOM U KaJbIIATOHMHOM, T.€. TOPMOHAMH KaK IIUTOBUIHOW M MAapaIlMTOBUIHBIX JKEJe3,
TaK ¥ TOPMOHOM — IPOU3BO/IHBIM BUTaMHHA D3.

XUMH4ecKkasi Ipupoia TOPMOHOB (POJUTHKYIISIPHOIM YacTH IIMTOBHIHOM JKeJIe3bl BHISICHEHA B
JETalsIX CPaBHUTEIHHO JaBHO. CUMTAETCS YCTAaHOBJICHHBIM, YTO BCE HOACOAEpIKAIINE TOPMOHHI,
OTJIMYAIONIMECS] JIpYT OT Jpyra coJepKaHUeM Wola, SBISIOTCS NPOM3BOAHBIMU L-THpOHUHA,
KOTOPBIN CHHTE3UPYETCS] B OpraHU3Me U3 aMUHOKUCIIOTH L-THpo3uHa.

OH OH OH
| |
O O )
| | |
Hy CH, c|>H2
H—IC‘—NHQ H_C—‘NHQ H—C '—NH9
COOH COOH COOH

N3 L-tupoHMHA JI€TKO CHUHTE3UPYETCS TOPMOH IIUTOBUIHON Kejle3bl THUPOKCHH,
coziepKaluii B 4 MOJOKEHUIX KOJIBLEBON CTPYKTYpHI Hoa. CienyeT OTMETUTh, YTO TOPMOHAIIBHOM
AKTUBHOCTBIO HajeneHsl 3,5,3'-TpuiioaTupoHuH u  3,3'-TUAOATUPOHUH, TAaKXe OTKpPBITBIE B
IIUTOBUIHOMU KeJIe3e.

B Hacrosimiee Bpems elie MoJHOCThIO HE U3YYEeHBI ()EPMEHTHBIE CHCTEMBI, KaTalTM3UPYOIINe
MPOMEXYTOUHbIE CTaJMM CHHTE3a AITHX TOPMOHOB, M Tpupoja (epMeHTa, YJacTBYIOLIETO B
MpeBpaIIeHNH HOauA0B B CBOOOHBIN Hox (21/112), HeoOxoaumblii At onupoBanus 115 octaTkoB
TUPO3MHA B MOJIEKyJe ThpeorinoOynuHa. [locrnenoBarenbHOCTh peakiuii, CBSI3aHHBIX C CHUHTE30M
TOPMOHOB IUTOBUAHON KeJe3bl, OblIa pacmudpoBaHa MPU MOMOINU PATUOAKTUBHOTO Ho/a 4.
brimo mokaszaHo, YTO BBEIEHHBI MEUEHBIH HOJ TMpEeXAe BCEro OOHAPYKUBACTCSI B MOJICKYJIS
MOHOMOJITUPO3UHA, 3aTEM - AUHOITHPO3UHA U TOIBKO MOTOM — THPOKCHHA. DTH JIAHHBIE TTO3BOJISLITN
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MPENIONIOKUTh, YTO MOHOWOJA- W AUMOATHPO3UHBI SBIAIOTCS TNPEAIICCTBEHHUKAMU THPOKCHHA.
OpHAaKO M3BECTHO TAKXKE, YTO BKIIOUEHHE HOJA OCYLIECTBIISIETCS HE HAa YpPOBHE CBOOOIHOIO
TUPOKCHHA, a Ha YypPOBHE NOJUNENTHIHOM Ilemu THUpPeorJoOyauHa B MpoOIecce €ero
MOCTCUHTETUYECKOH Monupukanun B  (QOIHKYISpHBIX KieTkax. JlampHedmuit ruaponus
TUPEOrNIOOYyNMHA TOJ JEWCTBUEM MPOTEMHA3 W TMeNTHAa3 NPUBOAUT K OOpa30BaHMIO, Kak
CBOOOJHBIX AMHHOKHUCIIOT, TaK M K OCBOOOXIECHUIO HOATUPOHMHOB, B YAaCTHOCTHM THUPOKCHHA,
MoceAytolee JEMOHUPOBAHUE KOTOPOrO CIIOCOOCTBYET OOpa30BaHHMIO TPUMOATHPOHHMHA. OTa
TOYKa 3pEHHs KaXeTcsi 0osiee MpaBAonoA00HON C yU4eTOM YHHMBEPCAJTbHOCTH MOCTCHHTETHYECKOM
XUMHYECKON MOoau(pUKaLUK TpU OMOCHHTE3e OMOJIOTMYeCKH aKTUBHBIX BEILIECTB B OPraHU3Me.

Karabonu3m ropMOHOB IIMTOBUIHON JKEJIE€3bl MPOTEKAET IO JBYM HAIIPaBJICHUSAM: pacraj
TOPMOHOB C OCBOOOXIeHHWEeM Hoaa (B BUIE HOIMUIOB) U Je3aMHUHHpPOBaHHE (OTILEIJICHUE
aMUHOTPYNIbl) OOKOBOW Iiemu TOpMOHOB. [IpoaykTel OOMEHa WM HEU3MEHEHHBIE TOPMOHBI
9KCKPETUPYIOTCS MOYKaMU WJIM KULIEYHUKOM. BO3MOXHO, 4TO HEKOTOpas 4acTb HEM3MEHEHHOI'O
TUPOKCHHA, OCTYMAas 4epe3 MeUeHb U KEIYb B KHIIEYHUK, BHOBb BCACBIBACTCS, MTOTIOTIHSS PE3EPBBI
TOPMOHOB B OpraHHU3Me.

buonoruueckoe peiicTBe TOPMOHOB IIMTOBUAHON JKeNe3bl PACIPOCTpaHSIETCS Ha
MHOXECTBO (H3UOJOTMYECKHX (YHKIMKA oOpraHu3Ma. B YacTHOCTH, TOPMOHBI PETYIHPYIOT
CKOPOCTh OCHOBHOTO OOMEHa, pocT u AU(PEPEeHUUPOBKY TKaHEeH, oOOMEH OEJIKOB, YIJEBOJOB H
JUIUI0B, BOJHO-IEKTPOJIUTHBIM 0O0MeH, nesarenbHocTh IHC, numeBapuTenbHOro Tpakra,
(GYHKIUIO CEpACYHOCOCYAUCTON CHCTEMBbI, MOTPEOHOCTh B BUTAMUHAX, COIMNPOTUBISAEMOCTD
opranusMa uHMeKuusM u ap. Toukoi npuiiokeHus 1eHCTBUS THPEOUTHBIX TOPMOHOB, KaK M BCEX
CTEpOMJIOB, CYMTAeTCs TreHeTHueckuil ammapar. Choenuduyeckue peuenTopel — Oenku —
00eCTIeYnBalOT TPAHCTIOPT THPEOUAHBIX TOPMOHOB B SIAPO W B3aMMOJACUCTBHE CO CTPYKTYPHBIMHU
reHaMM, B pe3yJbTaTe 4Yero YBEJIUYUBACTCS CHUHTE3 (PEPMEHTOB, PETYIUPYIOIIUX CKOPOCTh
OKHUCJIUTEIbHO-BOCCTAHOBUTENIBHBIX MPOLECCOB. ECTECTBEHHO MOATOMY, 4YTO HEIOCTATOYHAs
(GyHKIMS IIUTOBUAHOM kese3bl (TMIMOQYHKIUSA) WK, HA000POT, MOBBIILIEHHAs! CEKPELUsl TOPMOHOB
(runep@yHKIMS) BBI3bIBACT MIYOOKHE paccTpoicTBa (PU3MOIOTHUYECKOIO CTaTyca OpraHu3Ma.

l'unodyHKIMS MUTOBUAHON JKele3bl B paHHEM JIETCKOM BO3pacTe MPHUBOJIUT K Pa3BUTHIO
00JIe3HH, U3BECTHOU B JMTEpaType Kak kpemuHusm. [IoMMMO OCTAaHOBKH POCTa, CIIEHU(PHUECKUX
W3MEHEHUH KOXM, BOJIOC, MBI, PE3KOr0 CHMKEHUS CKOPOCTH IIPOLECCOB OOMEHa, IpH
KPETHMHU3ME OTMEYAIOTCs TIIyOOKHEe HapyIIeHHs IICUXHUKH; Cleln(pUIecKoe TOPMOHAIBHOE JICUEHUE
B 9TOM CJIy4ae He JaeT MOJIOXKUTEIbHBIX Pe3ybTaTOB.

Henocrarounast ¢yHKIMS IIMTOBUJHOM »Kele3bl B 3pEIOM BO3pacTe CONPOBOXKIACTCS
Pa3BUTHEM UNOMUPEOUOHO20 OmeKa, WA Mukcedemsl (OT Tped. myxa — Ciin3b, oedemo — OTeK).
D10 3a0051€BaHKE Yallle BCTPEYAETCsl y KEHIIMH U XapaKTepU3yeTcs HapyIIeHUEM BOJHO-COJIEBOTO,
OCHOBHOTO U JKHPOBOrO OOMeEHa. Y OOJIbHBIX OTMEYArOTCSl CIM3UCTBIA OTEK, MaTOJIOTMYECKOe
OKUpPEHHUE, PEe3KOe CHMKEHHE OCHOBHOTO OOMEHa, BBINAJCHHE BOJOC M 3yOOB, OOIIME MO3TOBBIE
HapylleHusT U TIcuxudeckue paccrporictBa. Koska craHOBUTCS Cyxo#l, TemmepaTypa Tena
CHIDKAETCS; B KPOBM IOBBILIEHO COAEPKAHHME TIIIOKO3bl. ['MIIOTUPEOMAN3M CPAaBHUTEIBHO JIETKO
MOIJAeTCs JICUCHUIO NpenapaTaMu IUTOBUAHOM JKeJIe3bl.

Crenyer OTMETHTH €ll€ OJHO IMOpPAKEHUE IIUTOBHJIHOW >KENe3bl — 2HOeMuyecKuil 300.
bonesns 00bIUHO pa3BUBaeTCs Y JIMII, IPOKUBAIOLIUX B TOPHBIX MECTHOCTSX, TJI€ COJAEpKaHue oaa
B BOJIE M pacTEHUSX HelocTaTouHo. HemocraTrok iona NpuBOANUT K KOMIIEHCATOPHOMY YBEJINUYEHHUIO
Macchl TKaHU IIATOBUAHOM JKEJE3bl 3a CUET NMPEUMYIIECTBEHHOIO pa3pacTaHMsl COEIMHUTENbHON
TKaHH, OJHAKO 3TOT MPOIIECC HE COMPOBOXKIAETCS YBEIMUEHUEM CEKPEIIUH TUPEOUIHBIX TOPMOHOB.
bonesnr He MPUBOAMT K CEpPhE3HBIM HApYIICHUSAM (QYHKIMI OpraHu3Ma, XOTS yBEIUYCHHAs B
pa3Mepax IIMTOBUAHAS >Kelie3a CO3/aeT OIpeleieHHble HeynoOcTBa. JleueHwe cBoauTCA K
00oTaIeHIo MPOIYKTOB MMUTAHMS, B YACTHOCTH MTOBAPEHHOM COJIM, HEOPTaHUYECKUM HOJIOM.

[ToBbimieHHass (GYHKIUS [IMTOBUIHOW >Kene3bl (THUMep(YHKIMS) BBI3BIBACT pPa3BUTHE
2unepmupeosa, W3BECTHOTO B JUTEpaType MOJ Ha3BaHHEM «300 IudQy3HBI TOKCHYECKUID»
(6onesnn I'peiiBca, mim 6a3zenoBa 0one3Hb). Pe3koe moBbIIeHre 0OMEHA BEIIECTB COMPOBOKIACTCS
YCHJIEHHBIM pacra/ioM TKaHEBBIX OEJIKOB, UTO MPUBOAUT K PA3BUTHIO OTPULIATEILHOTO a30TUCTOTO
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Oamanca. Hanbosee XxapakTepHBIM MPOSBICHUEM OOJIE3HH CUMTAETCS TpHaJa CHMIITOMOB: PE3KOE
YBEJIMYCHUE YHCIIA CEPIICYHBIX COKpAIEHUH (Taxukapaws), myderiasue (3x3odTanbpm) u 300, T.e.
yBEJIMUEHHAs B pa3Mepax IIUTOBUAHAS >Keie3a; y OOJbHBIX OTMEYaloTCsi OOIIee HCTOIIECHUE
OpraHu3Ma, a TaKKe IMCUXUYECKUE pacCTPONCTBA.

[Tpu runepyHKIUN IIMTOBUAHOM *Kele3bl U, B YACTHOCTH, TOKCHYECKOM 300€ MOKa3aHO
OIIePAaTHBHOE Y/AJCHHE BCCH JKENe3bl WM BBEACHHE -1 (B- ¥ y-H3/IydeHHe YaCTHYHO PA3PyIIACT
TKaHb JeJie3bl) U AHTArOHMCTOB THUPOKCHHA, TOPMO3SIIMX CHHTE3 THUPEOHIHBIX TOpMOHOB. K
HO[[O6HBIM BCIICCTBAM OTHOCATCSA, HAIIPUMCEP, THOMOUYCBHUHA, TUOYpPALIHJI (I/IJ'II/I MCTI/IJITI/onpaL[I/IH).

0 0

& ”;z HN | HN Sy
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TromouesuHa  Tuoypaunn  Metunmoypadan

CHmkaT (YHKIMIO OIMTOBUAHOW JKelle3bl THOLMAHAT W BEIIECTBA, COJEpIKaIlIne
aMMHOOEH30JIBHYIO TPYITY, a TaKK€ MUKpOJO03bl Homa. MexaHusM JeHCTBUS aHTUTHPEOUIHBIX
BELIECTB OKOHYATEJIbHO HE BBIICHEH. BO3MOXKHO, OHM OKa3bIBalOT MHIUOMpYIOIlee NEHCTBUE Ha
(epMeHTHbIE CUCTEMBI, yUaCTBYIOIINE B OMOCUHTE3€ TUPEOUIHBIX TOPMOHOB.

FOpMOHbI l'[O)I)Ke.]'Iy)IO‘lHOﬁ KeJ1e3bl

[lomxkenynoynass Jkene3a OTHOCUTCS K JKelle3aM €O CMEIIAHHOM  CEKpeLHEH.
BHemHecekperopHast (QyHKIUS €€ 3aKJIIo4aeTcss B CHHTE3€ psAla KIIOUEBBIX (EpMEHTOB
MUIIEBapEHUsl, B YACTHOCTH aMWJIa3bl, JUIAa3bl, TPUIICUHA, XUMO-TPUIICHHA, KAPOOKCUIIENITUA3bl U
Ip., TOCTYNAIOIIUMX B KHUIIEYHUK C COKOM IOJKEIYAOYHON JK€Ie3bl. BHYTpHUCEKpPETOpPHYIO
(YHKIUIO BBINOJIHAIOT, Kak Obulo yctaHoBieHo B 1902 r. JI.B. CoboneBbiM, NmaHKpeaTHYecKUe
ocTpoBKU (ocTpoBkM JlaHrepranca), COCTOSIIME M3 KJIETOK pa3sHOro THUIIA U BbIpaOaThIBAIOLIME
TOPMOHBI, KaK MPaBUJIO, IPOTUBOMONOKHOIO AeicTBus. Tak, o- (Wi A-) KIETKH NPOAYLHUPYIOT
IJIIOKAaroH, f- (uam B-) KIETKM CHHTE3UpPYIOT MHCYIMH, O-(mim D-) KiIeTku BbIpaOaThIBAIOT
COMAaToCcTaTWH M F-KIeTKM — MaJou3y4yeHHbI MNaHKpeaTHueckuil mnonunentun. Jlamee Oynyt
PacCMOTPEHBI MHCYJIWH U IVIFOKaroH Kak TOPMOHBI, UMEIOLINE UCKIYUTEIbHO BaXKHOE 3HAYEHHUE
JUISL JKU3HEESITEIbHOCTH OpraHu3Ma.

HNucynnn. VHCynuH, NMOMY4YMBIIMM CBOE HAa3BaHUE OT HAaUMEHOBAHUS MAHKPEATUYECKUX
OCTPOBKOB (JaT. insula — ocTpOBOK), ObLIT MEpPBBIM OEIKOM, IEPBUYHASL CTPYKTYpa KOTOPOro Oblia
packpeita B 1954 r. ®. ConmxepoM. B uncrom Bunie nHCynuH ObuT moiydeH B 1922 1. mocne ero
OoOHapy>KeHHsI B dKCTpaKTax MaHKpeaTndeckux octpoBkoB @. bantunrom u Y. bectom. Monekyina
WHCYJIMHA, cojiepxamas 51 aMUHOKUCIOTHBIM OCTaTOK, COCTOUT W3 JABYX MOJUIEHTHIHBIX LIETEH,
COEJIMHEHHBIX MEeXJy c0o00il B JBYX TOYKax AUCYIbGHUIAHBIMU MOCTHKaMH. B HacTosiiee Bpems
MPUHATO 0003HAYATH IeNbI0 A WHCYIMHA 2 1 -WICHHBIA MeNTHA U 1enblo B — menTu, comepxarimii
30 ocTaTkOB aMHHOKUCIOT. Bo MHOrux J1abopaTopusiX OCYILECTBJIEH, KPOME TOT0, XMMHUYECKHM
cUHTe3 uHcynuHa. Hambosee OMM3KUM IO CBOEH CTPYKType K HHCYJIHWHY 4YeJIOBEKa SBIISETCS
UHCYJIMH CBUHBH, Y KOTOPOTo B IIenH B BMecTo TpeoHnHa B nonoxeHnu 30 coepKUTCs alaHHH.

Cyl1ecTBEHHBIX pa3anunii B aMUHOKHCIOTHOM MOCJIEI0BATEIbHOCTH B MHCYJIMHE OT Pa3HbIX
KUBOTHBIX HET. HCYIMHBI pa3inyaroTcs aMUHOKUCIOTHBIM COCTaBOM LIETIH A B MOJIOKEHUSIX 8—
10.

CornacHO COBpPEMEHHBIM IMPEICTaBICHUSIM, OMOCHMHTE3 HHCYJIMHA OCYIIECTBISETCS B [3-
KJIETKax ITaHKpEaTU4YECKUX OCTPOBKOB M3 CBOETO IPENUIECTBEHHHMKA IPOMHCYJINHA, BIIEPBBIC
BoiiesieHHoro J[. Crailinepom B 1966 1. B Hacrosiee Bpemsi HE TOJIBKO BBISICHEHA IEpBUYHAS
CTPYKTypa NPOMHCYJIMHA, HO U OCYIIECTBJICH €ro XMMUYECKHN CUHTE3. [IponHCyIMH npencrasieH
OJIHOM TOJUNENTUIHOM Ienblo, coaepkameid 84 aMUHOKHUCIOTHBIX OCTaTKa; OH JIMIIEH
OMOJIOTUYECKOMH, T.€. TOPMOHAJILHOMN, aKTHBHOCTH.

139



CuHTe3UpOBaHHBIN U3 MPOMHCYIMHA HHCYIMH MOXET CYIIECTBOBATh B HECKOJIBKUX (hopMax,
pa3nUyarIuXcs Mo OMOJIOTMYECKUM, MMMYHOJOTHYECKUM U (DU3MKO-XHMHUYECKUM CBOMCTBaM.
Paznuyator naBe ¢opmbl HHCynuHA: 1) CcBOOOAHYIO, BCTYNAWOIIYI0 BO B3aHMOJCHCTBHE C
aHTUTEJaMH, IOJYYEHHBIMH K KPUCTANIMYECKOMY HHCYJIHMHY, M CTUMYJIUPYIOUIYIO YCBOEHHE
TJIIOKO3bl MBIIIEYHOW M KHPOBOM TKAHSAMU; 2) CBSI3aHHYIO, HE PEArupyrollyl0 C aHTUTelaMu U
AKTUBHYIO TOJIBKO B OTHOIIICHUH KUPOBOM TKaHHU.

B ¢wusnonornyeckoil perymsnuM CHHTE3a HMHCYJIMHA JOMUHHUPYIOIIYIO pOJb HIPaeT
KOHLIEHTpalLusl IJI0KO3bl B KpOBH. Tak, MOBBIIIEHHE COJAEP’KAHUS TJIFOKO3bl B KPOBH BBI3bIBACT
YBEJIMUEHUE CEKPEIMH WHCYJIMHA B MaHKPEaTHUECKUX OCTPOBKAxX, a CHIDKEHHE €€ COJepKaHus,
HA000POT,— 3aME/JICHUE CEKPELH WHCYIMHA. DTOT ()EHOMEH KOHTPOJIS MO TUIy OOpaTHOU CBSI3U
paccMaTrpuBaeTcsl KaKk OJIMH M3 BAaXHEHMIINX MEXaHU3MOB PETYIALHUU COACPNAHHS TIIOKO3bl B
KpoBH. Ha cexpelinio MHCYIMHA OKa3bIBAIOT BIMSIHUE, KPOME TOT'O, 3JIEKTPOIUTHI (OCOOEHHO MOHBI
KaJIbI1s1), aMUHOKHCIIOTHI, TJIFOKaroH U cekpeTuH. [IpuBoasaTCs MoKa3zaTenbCcTBa PO IUKIa3HOU
CUCTEMBI B CEKpelH MHCYyIuHa. [IpennonaraioTr, 4To riroko3a JeHCTBYET B KaueCTBE CUTHAJIA JIJIs
aKTUBHUPOBAHMS AJCHHUIAT-IIMKIA3bl, a 0Opa3zoBaBuIMiics B 3Toi cucteme HAM®D — B KadecTBe
CUTHaJa JUIsl CEKpELMU UHCYJIMHA.

[Ipu HepocTaTOYHOW cekpeluu (TOYHEEe, HEAOCTaTOYHOM CHHTE3€) MHCYJIMHA Pa3BUBAETCS
cnenuduueckoe 3aboneBaHue — caxapuuvitl Ouabem. IloOMUMO KIMHUYECKH BBISBISIEMBIX
CUMITOMOB (TIOJMYpHsl, TMOJUAUIICUS U Tonudarus), caxapHblii 1uabeT xapakTepu3yercs psiaoM
cenn(pUIeCKuX HapyleHUH mporeccoB oOMeHa. Tak, y OONBHBIX Pa3BUBAIOTCS THIIEPTIMKEMHUS
(yBenuueHHe ypOBHS TJIIOKO3bl B KPOBH) U TNIMKO3YpHsl (BBIICICHUE TIIOKO3bI C MOYOM, B KOTOPOM
B HOpMe oOHa oTcyrcTByeT). K paccrpoiicTBaM OOMEHAa OTHOCST TakKe€ YCWICHHBIM pacmaj
TNIMKOTeHa B TIEYEHU U MBIIIIAX, 3aMe/JIeHne OMOCHHTe3a OeIKOB M KHPOB, CHIKEHHUE CKOPOCTH
OKHCIICHHS TJIOKO3bl B TKAaHSX, PAa3BUTHE OTPHUIATEIBHOTO Aa30THCTOTO OajlaHCca, yBEIHMUYCHHE
CoJiep>KaHusl XoJecTepruHa U JPYTUX JIMMUI0B B KpoBu. [Ipu auabere ycunuBaroTcss MOOUIH3AIUS
KUPOB U3 JENO, CUHTE3 YIJIEBOJOB M3 aMHHOKHUCIOT (TJIOKOHEOreHe3) M M30bITOYHBIA CHUHTE3
KETOHOBBIX Ten (keToHypus). [locme BBeaeHuss OONBHBIM HMHCYJIHHA BCE MEPEUMCIICHHBIE
HapylLIeHUs, KaKk MpaBUJIO, MCYE3al0T, OJHAKO JIEHCTBME TOPMOHA OrPAaHUYEHO BO BpPEMEHH,
MO3TOMY HEOOXOJUMO BBOJIUTH €ro MOCTOSIHHO. KiMHWYeckue CHMOTOMBI M METa0OoJIMuYEecKue
HapylLIeHUs] MPH caxapHOM Juabere MOryT ObITh OOBSICHEHbl HE TOJBKO OTCYTCTBHEM CHHTE3a
uHcynuHa. [lomydeHbl [oKaszaTenbCTBa, 4TO NpU BTOpol (opme caxapHoro auabera, Tak
Ha3bIBAEMOW WHCYJIMHPE3UCTEHTHOM, MMEIOT MECTO U MOJIEKYJspHbIe Ae(PEeKThl: B YaCTHOCTH,
HapyIIeHHe CTPYKTYPhl HHCYJIMHA UK HapylIeHHe (epMEHTATUBHOTO MIPEBPAICHUS TIPOUHCYIHNHA
B MHCYJIUH. B ocHOBe pa3BuTHs 3T0i popmbl 1HabeTa 4acTo JIEXKUT MOTepsl pelenTopaMu KIETOK-
MHUILIEHEH CIIOCOOHOCTH COEIMHATHCS C MOJEKYJIOHM MHCYJIMHA, CUHTE3 KOTOPOrO HapylleH, WU
CHUHTE3 MYTAaHTHOI'O PELENTOpA.

Y  oSKCnepuMEHTANIbHBIX JKMBOTHBIX BBEJICHHE WHCYJIWHA BBI3BIBAET THUIOTIUKEMHIO
(cHM>KEHME YpOBHS TIIOKO3bl B KPOBH), YBEJIMUYEHME 3aMACOB TJIMKOTE€HA B MBILIIAX, YCHIICHHE
aHa0OJIMYECKUX MPOLECCOB, MOBBIIIEHNE CKOPOCTH YTHJIM3AIMHU TIIOKO3bl B TKaHsaX. Kpome Toro,
WHCYJUH OKa3bIBA€T OMOCPEIOBAHHOE BIUSHUE HA BOJAHBINA M MUHEPAIbHBIN OOMEH.

MexaHu3M JeiCTBUS MHCYJIMHA OKOHYATEIbHO HE pacuIngpoBaH, HECMOTPS Ha OTPOMHOE
KOJMYECTBO (PAKTUYECKHX MAHHBIX, CBUICTEIBCTBYIOIIMX O CYIIECTBOBAHWU TECHOW U TPSAMOI
3aBHCHMOCTH MEKy HHCYJIMHOM U IpolieccaMi 0OMeHa BeIlecTB B opranusme. B coorBercTBuu ¢
«YHUTapHO» Teopuel Bce 3(h(HEeKThl MHCYIMHA BBI3BAHBI €T0 BIUSHUEM Ha OOMEH TIFOKO3bI Yepes
(dbepMeHT TekcoknHa3y. HoBble SKcliepuMEHTANbHBIE JaHHBbIE CBUAETENbCTBYIOT, UTO YCHIICHUE W
CTUMYJISILIUSL MHCYJIMHOM TaKuX IPOLIECCOB, KaK TPAHCIOPT MOHOB U aMHUHOKHCIIOT, TPAHCISUS U
cHHTe3 OelKa, SKCIPECCUs] TEHOB U JIp., SABISIOTCS HE3aBUCUMBIMU. DTO MOCIYKUJIO OCHOBaHUEM
JUIS TIPEAITNIONIOKEHHS] O MHOXKECTBEHHBIX MEXaHM3Max JIeHCTBUS MHCYJIMHA.

I'mokaron. I'mokaron BnepBbie ObUT OOHAPYKEH B KOMMEPUYECKUX TIperaparax WHCYIMHA
emie B 1923 r., omHako Toapko B 1953 r. Berrepckuit omoxumuk @. [lItpayd moaydus 3TOT TOpMOH
B TOMOT€HHOM COCTOSIHUH. [ JIIOKaroH CUHTE3UPYETCS B OCHOBHOM B (-KJIETKAaX MaHKPEATHUECKUX
OCTPOBKOB MOJDKETYTOUHOI JKeJe3bl, a TAK)KE B PAAE KIETOK KulleuHnka. OH npeacTaBiieH OJTHOM
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JINHEITHO PacnoJIOKEHHOM MOJTUIENTHIHON 1ENbI0, B COCTaB KOTOPOM BXOJIUT 29 aMHUHOKHUCIOTHBIX
OCTaTKOB B CJIEIYIOIIEH MOCIeA0BaTEIbHOCTH:
H-I"uc—Cep—I nu—I nu—Tpe—Den—Tpe—Cep—Acn—Tup—Cep—Jluz—Tup—Jleti— Acn—Cep—Ape—
Ape—Ana—I nn—Acn—Den—Ban—I nn—Tpn—Jlei—Mem—Acu—1ITpe—OH
[lepBuuHas CTpyKTypa TIJIIOKaroHOB 4YeJIOBEKa M JKMBOTHBIX OKa3alach WICHTHYHOM;
UCKITIOYEHHE COCTABIIAET TOJIBKO TIIOKArOH MH/IOKA, Y KOTOPOTO BMECTO aclaparrHa B MOJIOKEHHUH
28 cognepxkutrcsi cepuH. (OCOOEHHOCTBIO CTPYKTYphl TJIIOKaroHa SIBJISIETCS  OTCYTCTBHE
TUCYTbGUIAHBIX CBsI3el W mmcTenHa. [JrokaroH oOpa3yercs W3 CBOEro MpeIleCTBEHHUKA
MPOIJIIOKaroHa, cojaepxkamero Ha C-KOHIE MOJHUMNENTUAA JOMOJHUTEIbHBIA oOKTamentun (8
octaTkoB). VIMeroTcs aHHbBIE, YTO Y MPOIJIIOKAaroHa, Tak kK€ Kak U y MPOUHCYJIUHA, CYIIECTBYET
MpEAINIECTBEHHUK — mpernporitokaron (moi. macca 9000), cTpykTypa KOTOpOro TMokKa He
pacmmdpoBaHa.
[lo OuonmormyeckoMy JEHCTBUIO TJIIOKaroH, Kak M  aJpPEHAIMH, OTHOCATCS K
TUNEPIIIMKEMUYECKUM (aKTOpaM, BBI3bIBAET YBEIUYECHHUE KOHIICHTPAIMH TJIIOKO3bI B KPOBU
TJIABHBIM 00pa30M 3a CYET pacrhaja TIIMKOreHa B redeHu. OpraHaMu-MHIIESHSIMU TSI TIIOKaroHa
SBJIAIOTCS TI€U€Hb, MUOKAp/I, ’KUPOBasi TKaHb, HO HE CKEJETHBIE MBIIIIBI. BUOCHHTE3 U cekpenus
[JIFOKaroHa KOHTPOJIUPYIOTCS TJIaBHBIM 00pa30M KOHIIEHTPAIIMEH TJIFOKO3bI 110 MPUHIIUAITY 00paTHOU
cBs3U. TakuM ke CBOICTBOM 00Ja/lal0T aMUHOKHUCIIOTHI U CBOOOJHBIE >KHUPHBIE KUCIOTHL. Ha
CEKPEIHMIO TITI0KAaroHa OKa3bIBAIOT BIMSIHUE TAKKE MHCYJIUH U MHCYJIMHONOI00HBIE (PAaKTOPHI pocTa.
OOmuM uTOroM JEHCTBUS TJIOKaroHa SIBISIOTCA YCKOPEHHE paclaja TJIHKOreHa |
TOPMOKEHHE €r0 CHMHTE3a B IEUEHU, YTO MPUBOJIUT K YBEIMYCHHIO KOHIICHTPALIMM TIIOKO3BI B
KpPOBH.
luneprivkemMuyeckuii 3G¢GeKT IoKaroHa oOYCIIOBJICH, OJHAKO, HE TOJBKO pacrajaoMm
rivkoreHa. lMmeroTcs OeccriopHble J0Ka3aTelbCTBAa CYIIECTBOBAHUS TIIOKOHEOTC€HETHUYECKOIO
MeXaHU3Ma TUIEPTINKEMHUH, BEI3BAHHON TJIFOKAarOHOM. Y CTaHOBJIEHO, YTO TJTFOKaroH CrocoOCTByeT
00pa30BaHMIO TIIOKO3Bl U3 MPOMEXKYTOUHBIX MPOIAYKTOB OOMEHa OElIKOB W KHUpPOB. [ IOKaro
CTUMYJIUPYET 00pa30oBaHWE TJIOKO3bI M3 AMUHOKHCIOT IMyTeM HHAYKIIMH CHHTE3a (EepMEHTOB
rIoKoHeorenesa mnpu ydactun HAM®D, B wacTHOCTH (HOCPOCHONMUPYBATKAPOOK-CUKUIA3Bl —
KJIIO4eBOro (epMeHTa »dTOTO Impolecca. [JOKaroH B OTJIMYKME OT aapeHAIMHA TOPMO3UT
TNIMKOJIUTHYECKUN  pacraj] TJIOKO3bl JO MOJOYHOM KHCIOTHI, CIIOCOOCTBYS TEM CaMbIM
runepraukeMu. CyIIecTBYIOT Y pa3iuuus B (PU3UOIOTHYECKOM JEHCTBUM: B OTJIMYHE OT
aJipeHaJIMHA TTIOKArOH HE MOBBIMIAET KPOBSHOTO JABJICHHS U HE YBEIMYMBAET YACTOTY CEPICUHBIX
cokpatiennii. Cieayer OTMETUTh, YTO, IOMUMO MaHKPEATUUECKOTO TIIOKAroHa, B MoceaHee BpeMs
JIOKa3aHO  CYIIECTBOBAaHME  KHILEYHOTO  TJIIOKaroHa, CHHTE3UPYIOIIETOCS 1O  BCEMY
MUIIEBAPUTEIIFHOMY TPaKTy W TMOCTYMAOMIEr0 B KpoBb. llepBuYHas CTPyKTypa KHIIEYHOTO
TNIIOKaroHa IOKa TOYHO He pacmm@poBaHa. TakuM o00pa3oM, MaHKpeaTHYeCKHEe OCTPOBKH,
CUHTE3HUPYIOIIUE JIBa TPOTUBOIIOIOKHOTO JACHCTBUS TOPMOHA — WHCYJIMH U TIIOKArOH, BBIMTOJTHSIOT
KITFOUEBYIO POJIb B PETYNISIIMA OOMEHa BEIIECTB Ha MOJIEKYJIIPHOM YPOBHE.

FOpMOHLI HaANMO4YC¢YHUKOB

HanamoueyHukn cocToAT W3  JABYX  HHAMBUAYalbHBIX B MOPQOJOTHMYECKOM U
(YHKIIMOHATFHOM OTHOIIEHUSAX YacTe — MO3rOBOI0 M KOPKOBOTO BelecTBa. M03roBoe BELIECTBO
OTHOCUTCSI K XpoMad(UHHON, UM aJpeHATOBOM, CHCTEME M BbIpadaThIBa€T TOPMOHBI, KOTOpHIE
CUMUTAIOTCSA POU3BOIHBIMU aMUHOKUCIOT. KOpkoBO€ BElIeCTBO COCTOUT U3 SMUTEIHATBHON TKaHU
U CEKPETUPYET TOPMOHBI CTEPOUTHON MTPUPOABI.
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I'opmMoHBI MO3roBOro BellleCTBAa HAANMOYEYHHKOB. O CHOCOOHOCTH SKCTPAKTOB W3
HAJMOYCYHNUKOB IMOBHIIIATh KPOBSHOE JIaBlIeHUE OBLIO M3BECTHO emie B XIX B., 0OIHAKO TOJIEKO B
1901 r. JIxx. TakamuHe W COTp. BBIACIHIIM U3 MO3TOBOTO CJIOS HAANOYEUYHUKOB aKTUBHOE Hayajo,
UICHTH(QHUIIMPOBAHHOE C aJPCHAIMHOM. OTO OBLI MEPBBIA TOPMOH, MOJNYYEHHBIH B YHCTOM
kpuctaumaeckom Buge. Crmycrs 6osee 40 jet, B 1946 1., 13 MO3roBoro BemiecTBa ObUT BbIJICTIEH
elIe OJUH TOPMOH — HOPAJPEHATNH, KOTOPBIA 10 ATOr0 ObUI CHHTE3MPOBAH XMMHUYECKUM ITYTEM.
[TomumMo »THX JBYX TIJIaBHBIX TOPMOHOB, B HAJIMOYEYHUKAX B CJIEAOBBIX KOJIMYECTBAX
CHUHTE3UPYETCsl elle OAMH TOPMOH — M3O0MponuiajpeHanuH. Bce ykazaHHble TOPMOHBI HMEIOT
CXOJIHO€ CTPOCHHE.

HO CH-0OH HO C‘H"OH HG "(‘:H—OH
| i
~NH-CH —NHg Ho— NH-CH-CH
HO CHy-NH-CHa yo CHa 2 4o CHa
AnpeHanus Hopagpexansy Waenponunanpesanin

OTU TOPMOHBI IO CTPOCHHUIO HAMOMHUHAIOT AMHUHOKUCIOTY THPO3HH, OT KOTOPOTO OHU
OTIUYAIOTCS HATMYUEM JTOMOTHUTEIBHBIX OH-rpynm B kKosblie ¥ y B-yriiepogHoro atoma 60KOBO
LENU U OTCYTCTBHEM KapOOKCWJIbHOW Tpymmbl. J(edCTBUTENBHO, MOMYyYEHbl SKCIIEPUMEHTAIBHBIC
JIOKA3aTeNbCTBA, YTO MPEIIIECTBEHHUKOM TOPMOHOB MO3TOBOIO BEIIECTBA HAAIIOYEYHUKOB
SBIIAETCS THUPO3WH, TIOABEPralolIMiicss B IMpoliecce OOMEeHa peakiusM TUIPOKCUIUPOBAHUS,
NeKapOOKCHITMPOBAHUS M METUJIMPOBAHUS C YYaCTHEM COOTBETCTBYIOIIUX (DEPMEHTOB.
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2 CHQ—-»".‘:':- CHa
g
AgpexHannH

B Mo3roBoMm BeliecTBE HAANMOYEYHHUKOB 4elloBeKa maccoil 10 r comepKuUTcs OKOJIo 5 Mr
aapenanuua u 0,5 mr HopangpeHanuHa. CoaepkaHrue UX B KPOBH COCTABIISIET COOTBETCTBEHHO 1,9 n
5,2 MMoub/n. B Tma3me kpoBu 00a TOpMOHA MPUCYTCTBYIOT Kak B CBOOOHOM, TaK U B CBSI3aHHOM, B
YaCTHOCTH, C albOyMUHAMU cocTOsTHUU. Hebomnbine konndecTBa 000UX TOPMOHOB OTKJIA ILIBAIOTCS
B Buje comu ¢ AT® B HEpPBHBIX OKOHYAHUSAX, OCBOOOXIAsICh B OTBET HA MX pa3ApaKeHUE.
AnlpeHanH W HOPAJPEHAIMH, OTHOCATCA K KJIacCy OPraHMYeCKUX BEIIECTB, OKa3bIBAIOIIMX
cuinpHOe  Owonormyeckoe jeiictBue. Kpome Toro, Bce OHHM  OKa3bIBAlOT  MOIIHOE
COCYJIOCY)KMBAIOIIee JEHCTBUE, BBI3bIBAsl IOBBILIEHUE APTEPUAIBHOTO MJAaBICHUS, U B HSTOM
OTHOIIIEHWU JI€MCTBUE MX CXOJHO C JCHCTBUEM CHUMITATUYECKOW HEPBHOM CHCTEMBI. M3BECTHO
MOIIHOE PEryIHpYIOIIee BIUSHUE ITUX TOPMOHOB Ha OOMEH YIIeBOJIOB B opranm3me. Tak, B
YaCTHOCTH, aJ[pCHAJIUH BbI3bIBAET PE3KOE MOBBIIIEHNE YPOBHS INIIOKO3bI B KPOBH, UTO 00YCIOBIECHO
YCKOpPEHHEM pacrmaja TJIMKOTeHa B II€YeHHM Toj JedctBueM (epmeHnTta ¢ochopunassl.
l'uneprnukemuyeckuit 3¢ ekt HopaapeHaTuHa 3HAYUTENbHO HIDKE — MpUMEpHO 5% OT aeicTBus
anapeHanuHa. [lapamienbHO OTMEUAIOTCS HAKOIUICHHE rekco30(ocdaToB B TKAHAX, B YACTHOCTH B
MBIIIAX, YMEHBIIEHHE KOHLEHTPAllUd HeopraHuueckoro ¢ocdara MU MOBBILIEHUE YPOBHS
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HEHACBIIICHHBIX JKUPHBIX KUCJIOT B IUIa3Me KpoBU. VMIMeroTcs gaHHbIE O TOPMOKEHUU OKHCIICHHUS
[JIIOKO3bl B TKAHSX IOJ] BIUSHUEM aJ[peHAINHA. DTO JEUCTBUE HEKOTOPHIE aBTOPHI CBS3BIBAIOT C
YMEHbBIIIEHUEM CKOPOCTH MPOHUKHOBEHHUS (TPAHCIIOPTA) TITFOKO3bI BHYTPb KIETKH.

N3BecTHO, 4TO M aipeHANIMH, U HOPAJAPEHAIUH OBICTPO Pa3pyIIAIOTCS B OpraHU3ME; C MOUYOM
BBICTISIIOTCS. HEAKTHBHBIE NTPOAYKTHI WX OOMEHa, TJIaBHBIM 00pa3oM B BHIE 3-METOKCH-4-
OKCHMHHJIAJIbHOM KHUCJIOTBI, OKCOAAPEHOXPOM, METOKCHHOPAJpPEHAJIMHA M METOKCHAJpPEHAJINHA.
OTH METa0OIUTHI COACPKATCS B MOYE MPEUMYIIIECTBEHHO B CBSI3aHHOW C TIIOKYPOHOBOU KHCIOTOM

dhopme.
HaC-0 I HOH O o
HO COOH o

N-CH34

J-MaTousk- 4-oxchMHaansHAR Okcoagpenoxpom
KMCROTA

I'opmoHbl KOPKOBOro BemecTBa Haamo4eyHukoB. Co BTOpol mojoBUHBI XIX B.
M3BECTHO 3a0oJieBaHUE, Ha3BaHHOE OpPOH30BOHM 0O0JE3HBIO, WM OO0JIE3HBIO AJJMCOHA, 10 UMEHH
aBTOpa, BIIEPBbIE OINMCABILErO €ro. 3aboyieBaHME XapaKTEPU3yeTCs YCUJICHHOW NUIrMEHTaluel
KOXH, MBIIIEYHOU cIa00CThIO, PAaCCTPONCTBOM (DYHKIMU MUIIEBAPUTENBHOTO TpPaKTa, PE3KUM
HapyLIeHUEM BOJHO-COJIEBOI0 0OMeHa n oOMeHa 0enkoB U yrieBoJoB. Kak ycTaHOBIEHO, B OCHOBE
3a005eBaHUs JICKUT TyOEpKyJle3HOe MOpaKeHHE HAJMOUYEYHUKOB, KOTOpPO€ MPUBOIUT K
HEJ0CTaTOYHOCTU WJIM OTCYTCTBHIO CUHTE3a TOPMOHOB B KOPKOBOM BEILIECTBE.

[Ipu Oome3nu AjaucoHa paccTpoiicTBa OOMEHA BBIPXKAIOTCS PE3KUM CHUKCHHEM
KOHLIEHTPAllUi MOHOB HATpHUsS U XJOpa U MOBBIIEHUEM YPOBHS MOHOB Kalus B KPOBH M MBIIIIAX,
noTepell BOJbI OPraHU3MOM U CHM)KEHHEM YPOBHS TJIIOKO3bl B KpoBH. Hapymienus GenkoBoro
oOMEHa TPOSABISAIOTCS CHIKEHHEM CHHTe3a OEJIKOB M3 aMHUHOKHCIOT M YBEJIUYEHUEM YPOBHS
OCTaTOYHOTO a30Ta B KPOBH.

Panbiie 3a0051€BaHNe CUMTATIOCH HEU3IEUMMBIM U OOJIbHBIE, KaK MpaBuiio, ymupanu. [locie
YCTAHOBJICHUS] 3THOJOTMM OOJIE3HM M BHEJIPEHMS] B MEAULMHCKYIO MPAKTUKY aHTHOWOTHKOB M
crnenn(pUIEecKUX CpesICTB Tepanuu TyoepKyie3a 00JIe3Hb MO1aeTCs JICUCHHIO.

XuMHnuyeckoe cTpoeHue, OMOCUHTE3 U OHOJIOTHUYECKoe JelicTBHe KOpTHUKOcTepouaoB. K
HACTOSIIIEMY BPEMEHM H3 KOPKOBOI'O BEIECTBA HAJNOYEUYHUKOB YEJIOBEKA, CBUHBU U ObIKa
BbIJIETICHO 0K0JIO 50 pa3aMyHbIX COETUHEHHH, KOTOPBIM JaHO O0Ilee Ha3BaHUE «KOPTUKOUABI», UIH
«KOpTUKOCTEepouIb». OOIIee Yuciao BCeX CTEPOUIOB, KOTOPhIEe CHHTE3UPYIOTCS B HAANMOYEYHHKAX
MHOTHX JKHBOTHBIX, TpuoOamkaercs k 100, oqHako OMOIOTHYECKON aKTUBHOCTHIO HA/ICJIEHBI HE BCE
KOPTUKOCTEPOUBI.

B 3aBucuMoctu oT xapakrepa Ouosioruyeckoro 3¢ ¢dexkra ropMOHBI KOPKOBOT'O BEIECTBA
HAQ/MTOYEYHUKOB YCIOBHO [ENIAT HA TIIIOKOKOPTUKOMJBI (KOPTUKOCTEPOUIbI, OKa3bIBAIOLIHE
BIIUSIHUE Ha OOMEH YIJI€BOJOB, OEIKOB, )KMPOB M HYKJIEHMHOBBIX KHCIIOT) U MUHEPATOKOPTHKOU/IBI
(KOPTHKOCTEpOUIbl, OKAa3bIBAIOIME MPEUMYILECTBEHHOE BJIMSIHHE Ha OOMeH cojiei u Boabl). K
MEPBBIM OTHOCATCS KOPTUKOCTEPOH, KOPTHU30H, THIPOKOPTU30H (KOPTHU30), 11-1€30KCHKOPTU30T U
11-neruapoKOPTUKOCTEPOH, KO BTOPBIM — JIE30KCUKOPTUKOCTEPOH U aJIbJIOCTEPOH.

B ocHOBe MX CTPYKTyphl, Tak € KaKk U B OCHOBE CTPOEHHS XOJIECTEPHHA, IProcTepHHa,
KEIYHBIX KHUCJIOT, BUTAMUHOB TPYIIbl D, MOJIOBBIX TOPMOHOB M psAlia APYTUX BEIIECTB, JIEKUT
KOH/ICHCUPOBaHHAs KOJIbIEBasi CUCTEMa IIUKJIO-TIEHTaHIepruapodeHanTpeHa.

Jlis TOPMOHOB KOPKOBOT'O BEIIECTBA HAIMOYEHYHUKOB, HAJIEJICHHBIX OHOJIOrMYECcKOi
aKTUBHOCTBIO, OOIIMM B CTPOCHUHU OKazayioch Hanuuue 21 yrmeponnoro aroma. Kpome Ttoro, s
BceX OMOAKTHBHBIX T'OPMOHOB KOPKOBOTO BEIECTBA HANOYEHYHHUKOB XapaKTEpPHBI CIEIYIOIINE
CTPYKTYpHBIE INpPU3HAKU: HAJIW4YME€ JBOMHOM CBA3M MEXAYy 4-M M 5-M YIVIEpOJHBIMH aTOMAaMH,
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ketoHHOM rpymsl (C=0) y 3-ro yraeponHoro atoma, 6okosas 1ens (——CO—CH2—OH) y 17-ro
YIIIEPOHOTO aTOMA.

V uenoBeka U OOJIBIIMHCTBA )KUBOTHBIX Han0OJIEe PacIPOCTPAHEHBI 5 TOPMOHOB KOPKOBOT'O
BEILIECTBA HA/IIIOYCYHUKOB.
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VY CTaHOBIIEHO, YTO NPEALIECTBEHHUKOM KOPTUKOCTEPOUIOB SIBISETCA XOJECTEpPUH(0N) U
IIPOLIECC CTEPOUIOTEHE3A, KAK U HOPMAJIBHOE THCTOJIOTHYECKOE CTPOCHUE U Macca HaAlIOYEYHHUKOB,
perymupyercs AKTIT rumoguza. B coro ouepens cuate3s AKTI B runodmse, a 3HAYuT, U
KOPTHUKOCTEPOUJOB B KOPKOBOM BELIECTBE HAANIOYEYHUKOB PETYJIHUPYETCA TUIOTAIaMyCcoM,
KOTOpPbII B OTBET Ha CTPECCOBBIE CHUTYyallUH CEKPETHpPYeT KopTukoaubepuH. HMmerorces
HEOCHOpPUMBIE JI0Ka3aTelnbCTBA OBICTPOTO (KPaTKOBPEMEHHOI'0) M MEUIEHHOTO (XpOHHYECKOTO)
neiictBust AKTIT Ha HagnmouyeyHWKH, MPUYEM B OCTPOM CIIy4ae TKaHb JKeJie3bl OTBEYaeT
KPaTKOBPEMEHHBIM YBEJIMYEHHEM CHUHTE3a KOPTHUKOCTEPOUIOB, B TO BpeMs KaK IIPH XPOHUYECKOM
BozneiictBun  AKTIT ormeuaercs ero Tpoduueckuid 3¢pdexT, KOTOpbIi CBOAWUTCA K
IIPOJOJDKUTEIBHOMY YBEJIMYEHHUIO CEKPELIMN CTEPOUIHBIX TOPMOHOB.

[lonydeHbl ~ OSKCIIEpUMEHTAJIBHBIE  JIOKA3aTelIbCTBA  MHIYLHUPYIOIIETO  JEHCTBUSA
KOPTUKOCTEpOUA0B Ha cuHTe3 crieruduueckux MPHK 1 cooTBeTcTBEHHO CHHTE3 Oernka.

[IpenmosnaratoT, 4T0 MEXaHU3MbI TaKOTO JEHCTBUSI CTEPOHMIOB BKIHOYAIOT IPOHUKHOBEHUE
TOPMOHa BCJEJCTBHE JIETKOM PACTBOPUMOCTH B KHMpaxX uepe3 JIUMUIHBIA OUCIION KIETOYHOM
MeMOpaHbl, 00pa3oBaHHE CTEPOUAPELENTOPHOrO KOMIUIEKCA B IIUTOIIa3Me KIIETKH, TOCTeyIoIIee
npeoOpa3oBaHue 3TOr0 KOMIUIEKCA B IUTOILIa3Me, OBICTPBIA TPAHCIOPT B SIAPO U CBS3BIBAHUE €TI0 C
XPOMAaTHHOM.

OcHOBHOW  myTh  OMOCHHTE3a  KOPTHKOCTEPOMIOB  BKJIIOYAET  IOCJIEAOBATENbHOE
(depMeHTaTUBHOE IIpeBpalleHHe XoJjecTepuHa(osa) B IPETHEHOJIOH, KOTOPBIA  SBISETCS
MPEIIECTBEHHUKOM BCEX CTEPOUIHBIX TOPMOHOB (pHc.28).
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Pucynok 28 - buocuHTE3 NMpETrHEHOJOHA — MPEIIIECTBEHHUKA CTEPOUIHBIX TOPMOHOB. R
o003HayvaeT KoJblieBbIe CTPYKTYPHI (A, B, C) xonecrepoina
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@epMeHTHI KaTATU3UPYIOT MUHUMYM JIBE ITOCIIEI0BATEIbHbIE PEAKIIUHA THAPOKCUIIMPOBAHUS
U peakuuIo OTILEIJIEHUs OOKOBOM ILienmM XoJiecTepuHa (B BHUJE albJerujia H30KaIpOHOBOMN
KHCJIOTHI). B KadyecTBe MepeHOCYHMKa SJESKTPOHOB y4YacTByeT IuToxpom P-450 B croxHOM
OKCUT€Ha3HOM CHUCTEME, B KOTOPOH MNPUHMMAIOT Y4YacTHE TaKXKE AIIEKTPOHTPAaHCHOPTUPYIOLIHE
OeNKH, B YaCTHOCTH aJJPEHOJOKCHH U aIp€HOJIOKCUHPETyKTAa3a.

I'JII0KOKOPTHKOMIBI OKa3bIBAIOT PAa3HOCTOPOHHEE BIIHMSIHUE HA OOMEH BEIIECTB B Pa3HBIX
TKaHsAX. B MbIIeuHoM, TuMpaTHIECKON, COeTMHUTEIBHON U )KUPOBOM TKAHIX TIFOKOKOPTUKOUIBI,
MIPOSABIISAA KaTabOoJIM4ecKoe JIEHCTBUE, BHI3BIBAIOT CHIKEHUE MPOHUIIAEMOCTH KIIETOYHBIX MeMOpaH
U COOTBETCTBEHHO TOPMOKEHHUE MOIVIOIICHUS IIIOKO3bl U aMUHOKHCIIOT; B TO )K€ BpEMS B II€UEHU
OHM  OKa3blBAIOT  IPOTHUBOIOJNOXKHOE  AeiicTBue.  KOHEUHbIM  WMTOrOM  BO3AEHCTBUSA
TJIIOKOKOPTUKOHJIOB  SIBIISIETCS PAa3BUTHE THIIEPIIIMKEMUH, OOYCIIOBIEHHOW TJaBHBIM 00pazom
[JIFOKOHEOT'€HE30M.

MexaHu3M pPa3BUTUS TUIEPIVIMKEMUM IOCJIE BBEJACHHS TINIIOKOKOPTHUKOMJIOB BKIIIOYAET,
KpOME TOTO, CHUKEHUE CUHTE3a TJIMKOTe€Ha B MBIIIIAX, TOPMOKEHHE OKHCIICHHUS TJIFOKO3bI B TKAHIX
U yCUJIEHHE pacrazia )XKHpPOB (COOTBETCTBEHHO COXPAHEHHUE 3allacoB IIFOKO3bI, TAK KaK B Ka4eCTBE
MCTOYHUKA SHEPTHH UCIIONIb3YIOTCS CBOOOIHBIC SKUPHBIE KHCIIOTHI).

JlokazaHO MHAYLUpYIOLEe NEHCTBUE KOPTHU30HA W THAPOKOPTU30HA HA CHUHTE3 B TKaHU
MEYEHU HEKOTOPBhIX OeNKOB-(PEepMEHTOB, CBUJETEIBCTBYIOIIEE, YTO TOPMOHBI JECHCTBYIOT Ha
MEPBYIO CTAIUI0 NEpeAaydl TeHEeTHYeCKOW MH(POPMALUU — CTAIHI0 TPAHCKPUIIHH, CIOCOOCTBYS
cunte3y MPHK.

MuHepaJoKOPTHKOUABI (J€30KCUKOPTUKOCTEPOH U aJbJOCTEPOH) PETYIUPYIOT INIaBHBIM
o0Opa3oMm OOMeH HaTpus, Kalus, XJIOpa U BOAbI; OHU CIOCOOCTBYIOT yAEp>KaHUIO MOHOB HATpUA U
XJIOpa B OpraHU3MeE U BBIBEJCHHMIO ¢ MOYON MOHOB Kanus. [lo-BuaumMomy, IpoucXoauT oOpaTHOE
BCaChIBaHHE MOHOB HATpPHUA U XJIOpa B KaHAJbI[aX MOYEK B OOMEH Ha BBIBEJCHHUE JAPYTUX MPOIYKTOB
o0OMeHa, B YaCTHOCTH MOYEBHUHBI. AJIbJJOCTEPOH MOJIYYHUJI CBOE Ha3BaHHE HA OCHOBAHWU HAJIUYMS B
€ro MOJIEKYJIE albJECTUAHOM Ipynnsl y 13-ro yriaepoaHoro aroma BMECTO METUIIBHON TPYIIIBL, KaK
Yy BCEX OCTaJbHBIX KOPTUKOCTEPOUI0B. AJIbJOCTEPOH — Haubojee aKTUBHBIH MUHEPATOKOPTHKOMT
cpeau  JApYyrux  KOPTUKOCTEPOMIOB; B  4acTHocTH, oH B 50-100 pa3  axTuBHeEe
JI€30KCUKOPTUKOCTEPOHA 110 BIMSHUIO HA MUHEPAJIbHBIN 0OMEH.

W3BecTHO, UTO mepuoj mojiypacnajga KOPTUKOCTEPOUAOB cocTaBiseT Bcero 70-90 muH.
KopTtukocrepouapl MmoaBepraroTcsi WM BOCCTAHOBICHMIO 3a CUET pa3pbiBa JBOWHBIX CBs3e (U
MIPUCOEANHEHNUST aTOMOB BOJAOPOJA), WM OKHUCJIEHHMIO, KOTOPOE CONPOBOXKJAETCS OTIIETJIEHUEM
O60KkoBOH 11enu y 17-ro yriepoJHOro aroma, Npu4yeM B 00OMX CIIydasiX CHIDKaeTcsl OMosoruyeckas
aKTUBHOCTb TOpMOHOB. OOpa3oBaBIIMECsS MPOAYKThl OKHUCIEHHS TOPMOHOB KOPKOBOI'O BEIIECTBA
HAJTOYEYHNKOB Ha3bIBalOT 17-KETOCTEpPOUAAMH; OHM BBIBOJATCS C MOYOH B KAUECTBE KOHEUYHBIX
MIPOJYKTOB OOMEHA, a Yy MY)KUMH SIBJISIOTCSI TaKKe€ KOHEYHBIMU IPOJYKTAaMH OOMEHa MYXKCKUX
MOJIOBBIX TOpMOHOB. OrmpeneneHue ypoBHS 17-KeTOCTepoMJOB B MoOde HMeeT OoJblioe
KJIMHUYECKOE 3HaueHue. B HopMe B cyTouHO# Moue coaepkutcsa oT 10 go 25 mr 17-ketocteponioB
y MyXK4YuH U OT 5 10 15 mr — y keHumH. [Ipu omyXomsiX KOpKOBOIO BEIECTBA HAANOYEYHHKOB
PE3KO yBennuuBaeTcs 3KCKpernus 17-kerocteponsioB ¢ Mouoil — 10 600 mr B cytku. [loHmxeHnHoe
BbIJIeJIeHUE 17-KETOCTEPOHIOB ¢ MOYOH OTMEYaeTCs IPH €BHYXOUIU3ME, TUITOPYHKIUHU TepeTHeH
nomu runodusa. [lpu aanucoHoBoil 0ONE3HM Y MYKUMH S3KCKpeuusi 17-KeTocTepoHsIOB Pe3KO
caikeHa (or 1 mo 4 wmr/cyr), a y JKEHIIMH NIpU 3TOM 3a00JIeBaHUM OHAa IPAKTHUYECKH HE
HaOmomaercs. [lpu mukceneme (TMUMO(YHKIMS IMUTOBHIHOW JKENE3bl) CYTOYHOE KOJIMYECTBO
9KCKPETUPYEMBIX 17-KeTOoCTepou0B OJM3KO K MHMHUMaIbHOMY ypoBHIO (2—4 wmr). Cnenyer
yKa3aTb, OJIHAKO, YTO MPUMEHEHHE TOPMOHOB ILIMTOBHIHOMN >Keie3bl, XOTS U 3(P(EKTUBHO MpU
JICYUEHUH OCHOBHOTO 3a00JIeBaHUS, OKa3blBae€T HE3HAUMTENIPHOE BIHUSHHE Ha KOJMYECTBO
AKCKPETHPYEMBIX C MOYOM 17-KETOCTEPOUIOB.

I'opMOHBI KOPKOBOIO BEIIECTBA HAJANOUYEYHHKOB B HACTOSIIEE BpEMs IIHPOKO
HCIIONB3YIOTCA B KIMHUYECKOM MPAKTUKE B KAayeCTBE JIEKAPCTBEHHBIX mpernapaToB. lIpumenenue
KOPTU30HA C JIeUeOHOM LeNbl0 SBUJIOCH CIEICTBHEM CllydyailHOro HaOuojeHus. Bblio 3ameueHo,
YTO NMpU OEPEMEHHOCTH TSHKECTh CHMIITOMOB PEBMATOMIHOTO apTpUTa PE3KO CHHUKAETCS, OJJHAKO
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BCE 3TU CHUMIITOMBI BHOBb MOSIBJIAIOTCS mHocie pofoB. Okazanoch, YTO BO BpeMsi O€peMEHHOCTH
MIPOUCXOJIAT YCKOPEHUE CEKPEII TOPMOHOB KOPKOBOTO BEIIECTBA HA/AMOYEYHUKOB U MOCTYIUICHNE
uxX B KpoBb. [lapajuienbHOE I'MCTOJIOTMYECKOE HCCIIE0BAaHHE HAAMIOYEYHUKOB JIOKA3aJl0 PE3KOe
yCWJIEHHE pOoCTa U Hpoiudepanuu KIETOK KOPKOBOI'O BEIeCTBAa. JTH HAOMIOJCHUS HABEIU Ha
MBbICIb 00 HCIIOJB30BaHMM TOPMOHOB KOPKOBOI'O BELIECTBA HAJIOYEUYHUKOB, B YACTHOCTH
KOPTU30HA, TPU JICYCHUU PEBMATOMAHBIX apTPUTOB. Pe3ylbTaThl JiedeHUs! OKa3aJluCh HACTOJBKO
3G (GEKTUBHBIMU, YTO B IEPBbIE I'OJbl MPUMEHEHUS KOPTU30HA HEKOTOpbIE aBTOPbI HAOIIOIAN
moutn  100%  w3neyeHwe  apTPUTOB  pPEBMATHUECKOro  mpoucxoxiaeHus.  OOmamas
IIPOTHUBOBOCHAIUTEIBHOM, aHTHAJJIEPrHYeCKON u AHTUUMMYHHOMU aKTUBHOCTBIO,
TJIIOKOKOPTUKOMIBl HAIUIM INUPOKOE NpPHUMEHEHHE TpH JICUCHHH TakuX 3a0oieBaHUll, Kak
OpOHXMaJIbHAsl aCTMa, PEBMATOMIHBIA apTPUT, KpacHasi BOJYAHKA, ITy3bIpyaTKa, CEeHHasl IMX0pajKa,
pa3nuyHbBIE AayTOMMMYHHbIE Oo0Jie3HH, AepMmarto3bl u Ap. OAHAaKoO UIMTENbHOE TNPHUMEHEHHE
KOPTUKOCTEPOUAHBIX IpPEnapaToB MOXET IPUBECTH K CEPbE3HbIM HapyLICHUSM OOMEHHbIX
IPOLIECCOB B OPraHU3ME.
ITo10BBIE TOPMOHBI

[TonoBbie TOPMOHBI CHHTE3UPYIOTCS B OCHOBHOM B IOJIOBBIX >K€JI€3aX KEHIIUH (IMYHUKU) U
MYKYUH (CEMEHHHKH); HEKOTOPOE KOJIMYECTBO IOJOBBIX TOPMOHOB 00pa3yeTcs, KpoMe TOro, B
IIJAIEHTEe ¥ KOPKOBOM BEIIECTBE HAAMOYEYHUKOB. CleayeT OTMETHTh, YTO B MYKCKUX IOJIOBBIX
xKenezax oOpa3yercs HEOOJbIIOE KOJUYECTBO KEHCKUX TOPMOHOB M, HA0OOpOT, B SMYHUKAX
CUHTE3UPYETCS] HE3HAYUTEIIBHOE KOJMYECTBO MYKCKHUX TOJOBBIX TOPMOHOB. OJTO TOJIOKEHHUE
MOATBEPXKIAETCA  UCCIACAOBAHUSIMU  XMMHUYECKOM NPUPOABI TOPMOHOB MPHU  HEKOTOPBIX
MaTOJIOTUYECKUX COCTOSHMSIX, KOTJla OTMEYAIOTCA PE3KHE CABUTM B COOTHOILIEHWU CHUHTE3a
MY>KCKHX U )KEHCKHUX MOJOBBIX TOPMOHOB.

7Kenckue mosioBbie ropMOHbI. OCHOBHBIM MECTOM CHUHTE3a JKEHCKUX MOJOBBIX TOPMOHOB —
ACTPOTEHOB (OT Tped. OiStros — CTPAaCTHOE BIICUCHHE) — SIBISIOTCS SUYHUKUA U SKEITOE TEo;
JIOKa3aHO TaKKe OOpa3oBaHUE HSTHUX TOPMOHOB B HAJIOYEYHUKAX, CEMEHHUKAX M TUIAIICHTE.
BrniepBbie scTporensl obHapykeHsl B 1927 r. B Moue OepeMeHHBIX, a B 1929 r. A. ByTreHanaT u
OJTHOBpEeMEHHO . Jlo¥3u BBIIETWIM M3 MOYH 3CTPOH, KOTOPBIM OKa3ajCs MEPBBIM CTEPOUIHBIM
TOPMOHOM, MOJYYEHHBIM B KPUCTAJUTMYECKOM BUJIE.

B nacrosiee BpeMsi OTKPBITBI 2 TPYMIBI KEHCKUX TMOJIOBBIX TOPMOHOB, Pa3iUYarONIuXCs
CBOCH XHUMHUYECKOW CTPYKTypoil U Ouonormueckoil ¢yHKIHEH: dScTporeHbl  (TTIaBHBIM
MPEACTaBUTENH — ICTPAAUOI) M TPOTECTUHBI (TJIABHBIN MPEJCTABUTENh — MporecTepoH). [IpuBoaum
XUMHUYECKOE CTPOEHNE OCHOBHBIX KEHCKHUX MOJIOBBIX TOPMOHOB:
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HaubGonee akTUBHBI OSCTPOreH — OCTPATUOJ, CHUHTE3UPYETCS MPEUMYLIECTBEHHO B
¢dorKynax; 1Ba OCTAJbHBIX 3CTPOTEHA SIBJISIOTCS MPOU3BOJHBIMHU 3CTPAAMONIa U CUHTE3UPYIOTCS
TaKkKe B HAJMOYEUYHHUKaxX M IaneHTe. Bee sctporensl coctodr u3 18 atomoB yraepoaa. Cekpeuust
ACTPOreHOB M MPOTreCTEPOHA SUYHUKOM HOCHUT LMKIUYECKUH XapakTep, 3aBUCSAIIMN OT (asbl
MOJIOBOTO IIMKJIA: B MEpBOU (pa3e LMKJIAa CUHTE3UPYIOTCSI B OCHOBHOM AICTPOTEHBI, a BO BTOPOH —
IIPEUMYILIECTBEHHO IPOr€CTEPOH.

[IpeniecTBEHHUKOM 3TUX TOPMOHOB, KaK M KOPTHKOCTEPOUIOB, B OPraHU3ME SBIISETCA
XOJIECTEPUH, KOTOpBIM IOABEPraercs IOCIEN0BATEIbHBIM pPEAaKUUsAIM T'MAPOKCHIMPOBAHUS,
OKHUCJIGHHS W OTUICIUIeHUs OOKOBOI 1enu ¢ 00pa3oBaHHEM IPETHEHOJIOHA. 3aBepIIAeTCs] CUHTE3
3CTPOT€HOB  YHUKAJIBHOM  pEakUMEd apomMaTU3alMHd [EPBOTO  KOJbLA, KaTalU3UPyEMOU
(epMEHTHBIM KOMILIEKCOM MHUKPOCOM apOMaTa3ou.

Crnenyer ykaszaTb, YTO BO BpeMsi OEpEMEHHOCTH B YXEHCKOM OpraHuiMe (yHKIHOHHPYET
€lle OJMH DHAOKPHUHHBIA OpraH, NPOAYLUMPYIOIIUNA 3CTPOT€HbBl M IPOreCTEPOH, — IUIALICHTA.
VYcTaHOBIEHO, YTO OJIHA IUIALIEHTa HE MOXET CHUHTE3UPOBaThb CTEPOMIHBIE TOPMOHBI U
(YHKIMOHATBHO TIOJHOICHHBIM JHJIOKPUHHBIM OpPraHOM, CKOpee BCEro, SBISAETCS KOMIUIEKC
IUTAIIEHTHI U T10/1a — (eTorUIalleHTapHblid KoMIuieke (0T sat. foetus — mnon). OcOOEHHOCTh CHHTE3a
3CTPOr€HOB 3aKJIIOYAETCsS TAKKE€ B TOM, YTO MCXOJHBIM MaTepuan — XOJECTEPHUH — IOCTaBIAETCA
OpraHu3MOM MaTepH; B IUIALUEHTE OCYIIECTBIAIOTCA IOCJIEI0BATENbHBIE IPEBpAIlCHUS
XOJIECTEPUHA B MPETHEHOJIOH W MPOrecTepoH. J(aJbHEHIIMNA CHHTE3 OCYIIECTBIISIETCS TOJBKO B
TKaHsX IUIOJA.

Benyniyro posb B peryisiquu CHHTE3a SCTPOrE€HOB U IIPOTreCTEpOHa UIPAIOT TOHAJOTPOIIHBIE
ropMoHbI runoduza (GOITUTPONHH U JIOTPOIKH), KOTOPbIE OMOCPEIOBAHHO, Yepe3 PELENTOpPbI
KJIETOK SIMYHUKA W CHCTEMY aJeHWIaTHHuK-naza—1AM® wu, BeposATHEE BCEro, IYTEM CHHTE3a
crenuguueckoro Oenka, KOHTPOJIUPYIOT CHHTE3 TOpMOHOB. OCHOBHas Ouojoruyeckas poJib
ACTPOr€HOB U MPOTreCTEPOHA, CUHTE3 KOTOPBIX HAYMHAETCS ITOCIIE HACTYIIJIEHUS MOJIOBOM 3pEIOCTH,
3aKJII0YAaeTCsl B 00ECIEYeHUH PENpOAYKTHBHOM (YHKIMM OpraHu3Ma XEeHLIMHbI. B 3TOT mepuoj
OHM BBI3BIBAIOT PA3BUTHE BTOPUYHBIX IIOJOBBIX NMPHU3HAKOB M CO3AAKOT ONTHMAJIBHBIC YCIOBUS,
o0ecreynBaoIue BO3MOXHOCTh OIIOAOTBOPEHUS SIMLEKIETKH mocie oByisiuuu. Ilporectepon
BBITNIOJIHSIET B OpPraHU3Me psj crienuPUuecKux (YHKIMMI: MOArOTaBIMBAET CIM3UCTYIO O0OJOUYKY
MAaTKH K YCIICIIHON MMIUIAHTALMKU SHUEKIETKU B Cllydae €€ OILIOJAOTBOPEHUS, a IPU HACTYILUICHUH
OepeMEeHHOCTH OCHOBHAs POJIb — COXpaHEHHE OEPEMEHHOCTH; OKa3bIBae€T TOPMO3sIIEee BIUSHHUE Ha
OBYJSIIUI0O M CTUMYJUPYET pa3BUTHE TKAHU MOJIOYHOM IKeJIe3bl. OCTPOTE€HBI OKa3bIBAIOT
aHaOoHMyecKoe JIEHCTBUE Ha OpTraHU3M, CTUMYJIMPYs CUHTE3 OelKa.

Pacnian scTporeHoB, no-BUAMMOMY, IPOUCXOJUT B TIEYEHH, XOTS MPUPOIA OCHOBHOW MacCChI
INPOAYKTOB MX OOMEHa, BBIACISAIOMIMXCS C MOYOH, NMOKa HE BbIACHEHA. OHHM 3KCKPETHUPYIOTCS C
MOUYOil B BuE 3(QUPOB C CEPHON WM TJIIOKYPOHOBOH KHCIOTOH, IPUYEM SCTPHUOJ BBIIEISAETCS
MPEUMYIIECTBEHHO B BUJE TIIOKYPOHMJA, @ 3CTPOH — 3dupa ¢ cepHoil kucioTou. IIporecrepon
CHayaJla MPEeBPAIAETCs B [IEUEHHW B HEAKTUBHBIN MPErHAHINOI, KOTOPBIA 3KCKPETUPYETCS ¢ MOYOU
B BUJI€ AHpa C INIIOKYPOHOBOI KHCIOTOM.

B MeaMIuHCKOM IpakTUKE HIIMPOKOE IPUMEHEHHE IIOJNYyYMIIM IPUPOJHBIE TOPMOHBI U
CHUHTETHYECKHE Tpernaparbl, 00JaJaolfe 3CTPOreHHONM aKTHUBHOCTHIO, KOTOpPbIE B OTIMYUE OT
IIEPBBIX HE Pa3pyLIAKOTCS B MHILEBAPUTEIBLHOM TpakTe. K CHHTETHMYECKUM 3CTPOr€HaM OTHOCATCS
JTUATUICTHIIBOCTPOI U CUHACTPOJ, SBIISIOIINECS TPOU3BOAHBIMH YIJIEBOAOPOAA CTHIBOCHA.

CgoHs CaHs
HO C=C OH HO CH (!75 ' OH
(]32”6 CI32H_5
AviatmwacTmnsBacTpon Cunactpon
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O06a sTux npenapara U psa APYruxX NPOU3BOIHBIX CTHIBOEHA HAIIM TAKXKe MPUMEHEHHE B
OHKOJIOTMYECKOM MPAKTHKE: OHU TOPMO3ST POCT OIMYXOJIM IPEACTATEIbHON KETIe3Bl.

My:kcKkue 1moJioBble TOPMOHBI. BHyTpHCcekpeTopHass (pyHKIUS MYKCKHUX IOJIOBBIX JKEle3
Obuta ycraHosneHa B 1849 r., ognako Toipko B 1931 r. A. ByrenHanarom U3 MOYM MYX4YUH OBLI
BbIJICJIEH TOPMOH B KPHCTa/LINYECKOM BHJIE, KOTOPBIM OKa3bIBaJl CTUMYJIMpYIOLIEE JeiicTBUE Ha
POCT METYIMINHOTO Ipe0Hs KalliIyHOB. DTOT TOPMOH ObLI Ha3BaH aHAPOCTEPOHOM (OT rped. andros —
MYXKYMHA), a IPEJIOKEHHAsl ero XMMUYecKas CTPYKTypa MOATBEP’KIACHA XUMHUYECKUM CHHTE30M,
ocymectBiaeHHbIM B 1934 r. onHoBpemeHHO A. byrenannrom u JI. Pyxuuxoil. B panpHelimem
rpymnmna Cig-cTepouJ1oB (CocTOAT U3 19 aTromMoB yriiepozaa), 06JaarouX ClIOCOOHOCTBIO YCKOPATh
POCT METYLMHOro rpedHs, OblIa Ha3BaHa aHApOoreHaMu. B To jxe BpeMsi TOPMOH, BbIJICJIICHHBIN U3
TKaHU CEMEHHHUKOB, OKa3aJICsl akTUBHEE aHapocTepoHa noyTH B 10 pa3 u Obul HACHTU(DUITUPOBAH B
BUJIE TeCTOCTEpOHa (OT jar. testis — ceMeHHUK). CTpoeHHe BceX TPeX aHAPOTreHOB MOXKET ObITh
IIPEJCTABICHO B CICAYIOIIEM BUJE:

CHgy CHa

CH CH

AxgpocrepcH AervppoannannpocTERoH
CHg

CH

TecroctepoH

AHZIpOTeHBI B OTJIMYUE OT ACTPOreHOB MMeEIOT JBe MeTwibHble rpymibl (y Cio- u Cisz-
aTOMOB); B MPOTHUBOINOJIO)KHOCTh APOMAaTHUECKOMY XapaKTepy Kojblla A 3CTPOr€HOB; TECTOCTEPOH,
KpOME TOT0, COAEPKUT KETOHHYIO rpynny (Kak U KOPTUKOCTEPOUIbI).

buocuHTe3 aHIPOreHOB OCYIIECTBISETCS TIaBHBIM 00Opa3oM B CEMEHHHMKAX M YaCTUYHO B
SAMYHUKAX U HaanouyeyHHKax. OCHOBHBIMU MCTOYHMKAMHU M NPEAIIECTBEHHUKAMU aHIPOTEHOB, B
YaCTHOCTH TECTOCTEPOHA, SIBJIAIOTCS YKCyCHass KHcIoTa U xoyiecTepuH. CylecTBYIOT
HKCIEPUMEHTAIbHbIE I0Ka3aTeNbCTBA, YTO MYTh OMOCHUHTE3a TECTOCTEPOHA OT CTAJAMU XOJEeCTEpPUHA
BKJIIOUAET HECKOJIbKO MOCIIEA0BATENbHBIX (PePMEHTATUBHBIX PEaKIMi yepe3 MPEerHeHoynoH u 17-a-
OKCH-TIPETHEHOJIOH.

buonoruueckas poiap aHAPOTEHOB B MY)KCKOM OpraHM3M€ B OCHOBHOM CBSI3aHa C
i QepeHIMPOBKONH M (PYHKIIMOHUPOBAHUEM PENPOIYKTUBHOW CHUCTEMBI, IPUYEM B OTJIMYHME OT
ACTPOTEHOB aHAPOTEHHBIE TOPMOHBI YK€ B AMOPHOHAILHOM IEPHOJIE OKa3bIBAIOT CYILIECTBEHHOE
BIMsIHME Ha JU(dEepeHIUPOBKY MYKCKUX MOJOBBIX Jkene3. Bo B3pociom opraHusme aHIpOreHbl
PETYIUPYIOT pa3BUTHE MYKCKUX BTOPUYHBIX MOJIOBBIX MMPU3HAKOB, CIIEPMAaTOTe€HE3 B CEMEHHUKAX U
T.1. Cienyer OTMETHTb, YTO AHAPOTCHbI OKAa3bIBAIOT 3HAUYMTENBHOE aHAOOIMYecKoe IeWCTBUE,
BBIpa)Karolleecs B CTUMYJISAIMM CHUHTE3a OeIKa BO BCEX TKaHsX, HO B OOJIbILEH CTEIIEHU B MBIIIIIAX.
HwmeroTcss naHHBIE, CBUICTENBCTBYIOIIME 00 YYacTUM AHAPOTCHOB B DEryisiIUUd OMOCHHTE3a
MaKpOMOJIEKYJI B )KEHCKMX PENPOAYKTUBHBIX OpraHax, B yactHocTu cuHTe3a MPHK B matke.

Pacniag My’>KCKHMX MOJIOBBIX TOPMOHOB B OpPraHM3ME OCYLIECTBIIIETCS B OCHOBHOM B II€YEHU
no nmytd obpazoBanus 17-xetoctepounoB. Ilepmos momypacraga TECTOCTEpOHA HE IPEBBIIIAET

148



HECKOJIbKUX JIECATKOB MHMHYT. Y B3pPOCIBIX MYXYHH C MOYOM 3KCKpeTupyercsa He Ooiee 1%
HEU3MEHEHHOI'0 TECTOCTEPOHA, YTO CBUJETENILCTBYET O €0 PACLICIUIEHUH MPEUMYLIECTBEHHO B
MEYeHU JIO0 KOHEYHBIX MpPOAYKTOB oOMeHa. [Ipu HexoTophix 3ab0eBaHMSX YBEIHMUHMBAETCS
OKCKpelHs C MOYOH THAPOKCHIMPOBAHHBIX (opM aHaporeHoB. CrenyeT ykaszaTh Takxke Ha
BO3MOXXHOCTh 00pa3zoBaHusi 17-KeTOCTEpOUIOB M3 TECTOCTEPOHA Y KEHIIUH. OTMEUEH BBICOKUI
YPOBEHb YAaCTOThl paka MOJIOYHBIX JK€Jle3 y JKEHIIMH C TOHWXKEHHOW »J3Kckpeuued 17-
KETOCTepOHI0B. TeCTOCTEpOH M €ero CHHTETHYECKHE aHAJIOTU (TeCTOCTEPOH-MPOMHOHAT) HAIUIU
IIPUMEHEHUE B MEIULMHCKON NPAaKTUKE B KAaueCTBE JIEKAPCTBEHHBIX IPENAparoB IMpHU JICYEHUU
PaKOBOM OMYXOJIM MOJIOYHOM KEJIE3BI.

Ipocrarnanaunel. TepMuH «pocTariaHAuHby ObUT BBeneH Y. DiliepoM, BIEpBbIC
MOKa3aBIIMM, YTO B CIIEpME YeJIOBEKa M IKCTPAKTAX M3 CEMEHHBIX My3bIPHKOB OapaHa coaepikaTcs
BEILIECTBA, OKA3bIBAIOLME BBIPAXKEHHOE Ba30IPECCOPHOE JEHCTBUE M BBI3BIBAIOIINE COKPAILEHUE
mako myckynarypsl Matku. [lpenmonoxenue VY. Dilnepa, 4TO 3TH BELIECTBA SBISIOTCS
crenu(pUIecKuM CEKPETOM MpeAcTaTelbHOU jKemne3bl (prostata), HE MOATBEPAMIOCH, MOCKOJBKY,
KaK TeIepb YCTAHOBJIEHO, OHU COJEPKATCsl BO BCEX OpraHax M TKaHsaX. TeM He MeHee, 3TOT TEpMUH
B JIUTEpaAType COXpaHUiICs (CHHOHUMBI: MPOCTATOTTIAHAUHBI, IPOCTATrIaHIUHbI).

B nocnennee aecstuneTre NpoCTarjiaHIMHbl U POJICTBEHHbIE UM OMOJIOTUYECKU AKTHBHBIE
COeTUHEHUS (JIEMKOTPUEHBI, MPOCTALMKINHBI, TPOMOOKCAHBI) ObUIM TPEIMETOM MPUCTATHHOIO
BHUMaHHs HccaenoBareneil. OOBICHACTCS 3TO TE€M, YTO, IOMUMO IHPOKOTO PACHPOCTPAHECHHUS B
TKaHX, OHU OKa3bIBAIOT CUIIbHOE (PapMaKOJIOTHYeCKOe ACMCTBHE Ha MHOXKECTBO (PM3HOIOTHUECKHUX
GyHKIMH OpraHu3Ma, peryimpys TeMOJUHAMHUKY I10YEK, COKPATUTENBbHYI0 (YHKIHIO TJIAQJAKON
MYCKYyJaTypbl, CEKPETOPHYIO (YHKIMIO XKelyaka, >KHUPOBOM, BOJHO-COJIEBOM OOMEH H Ap.
WNwmerorcss naHHBIE O TOM, 4YTO NPOCTAarjaHAWHbI, BEPOSITHO, HE SBISIFOTCS <«UCTUHHBIMU»
TOPMOHAMHU, XOTsI HEKOTOPBIE aBTOPBI CUUTAIOT UX «JIOKAJIbHBIMH, MECTHBIMH TOPMOHAMU», OJJTHAKO
OBLIO OKA3aHO, YTO OHU MOJYJIUPYIOT J€HCTBHE TOPMOHOB.

B nocnennee Bpemst ObLn moarBepxkaeHbl npenctasinenus C. beprctpéma u cotp., 4To
IIPEIIECTBEHHUKOM BCEX NPOCTArVIaHJUHOB SIBJISIFOTCS MOJIMHEHACBILICHHBIE KUPHBIE KHUCIIOTHI, B
YaCTHOCTH apaxuJOHOBas KHCIOTa (M pAd €€ NPOU3BOAHBIX, JAUTOMO-Y-JIMHOJIEHOBAas U
NEHTaHOEBass KHCJIOTHl, B CBOIO ouepeAb oOpasyroliecs B OpraHu3Me U3 JIMHOJEBOH M
JIMHOJIEHOBOM KHCJIOT. ApaxuI0HOBas KHCIOTa IOCJIe OCBOOOXIEHHS M3 (PochOoriniuepruHoB
(pochonmunuoB) OGuomeMOpan mon neWctBueM crneuuduueckux ¢ochomumaz A (wmm C) B
3aBUCHUMOCTH OT ()EpMEHTATUBHOIO IMYTH MPEBPALLEHUS [AaeT Hadajlo MpocTarjaHAUHAM |
JIEHKOTPUEHAM I10 CXEME:

hochormuepmHel

H.O \f(\d?qqcbonunaaa A wm C

v
[APAXM,&OHOBAQ KMCﬂOTAJ

(I) Linkrnookoulernasa

MpocTasona! Jleikotpuenst (J1T)
1. MNpocrarnasamHsl 1. NTA
2. MNpocTauwknnHb! 2. 118
3, TpomGokcaHs! (Tx) 3. NTC
4. 1D
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Pucynox 27 — IlpeBpamenus pochorauiepuHoB

Paznmuyator 2 kimacca MepBUYHBIX — MPOCTArJIaHAMHOB:  pacTBOpUMbIE B 3dupe
npocrarnanauabl PGE u pactBopumsie B hocdarnom Oydepe npocrarnanaunsl PGF. Kaxnapiit u3
kiaccoB aenutcs Ha noakiaccel: PGE1, PGE,, PGF1, PGFou 1.1. [IpocTanukinHbl 1 TPOMOOKCAHBI
CHUHTE3UPYIOTCS U3 yKa3aHHBIX MPOMEXKYTOUYHBIX MPOAYKTOB MPU YYACTUH OTJIMYHBIX OT U30MEpa3
¢depmenToB. Jlerann MexaHn3Ma OMOCHHTE3a MPOCTAHOMIOB MOKA /10 KOHIIA HE BBIACHEHBI, KaK U
MyTU UX OKUCIICHUS 10 KOHEYHBIX MPOAYKTOB OOMEHa.

[lepBuyHblE TpOCTArJaHAWHBI CHHTE3UPYIOTCS BO BCEX KIETKaX (32 HCKIIOYCHHEM
SPUTPOLIUTOB), NEHCTBYIOT Ha TJIAJKWE MBIl MUIIEBAPUTEIHHOTO TPAKTa, PEHPOAYKTUBHBIE U
pecrnuparopHble TKaHH, Ha TOHYC COCYIOB, MOIYJIHPYIOT AaKTHBHOCTb JPYTUX TOPMOHOB,
ABTOHOMHO PEryJIHPYIOT HEpBHOE BO30Y)KIIEHHE, IPOLECChl BOCHaleHUsl (MeIUaTophl), CKOPOCTh
MOYEYHOTO0 KPOBOTOKA; OMOJOrMYECKOE NIEHCTBHE MX OMOCPEAOBAHO ITyTeM PEryisldd CHHTE3a
nAM® (cm. manee).

Tpombokcan A, B yactHoctu TpoMOOKkcaH Az (TxA2), cuHTE3UpyeTCsl MPEUMYIIIECTBEHHO B
TKaHU MO3Ta, CEJIEe3CHKH, JIETKUX, ITOYEK, a TAK)KE B TPOMOOIIUTAX M BOCTIAIUTEILHON TpaHylieMe U3
PGH; oz neiictBuemM TpoMOOKcaHCHHTA3bl; U3 TXA2 00pa3yroTcst ocTalbHble TpOMOOKcaHbl. OHH
BBI3BIBAIOT arperamuio TPOMOOILIUTOB, CIIOCOOCTBYSI TeM CaMbIM TPOMOOOOpa3oBa-HUIO, U, KPOMeE
TOT0, OKa3bIBAIOT CAMOE MOIIHOE COCYIOCY KUBAIOIIEE IEHCTBHE M3 BCEX MPOCTATIaHINHOB.

[Ipocranuknun  (PGIl2) cuHTesupyercss MNPEUMYLIECTBEHHO B OHAOTEIUHU  COCYIOB,
CepJICYHON MBIIIIle, TKAaHK MAaTKH M CIM3UCTOW oOonouke skemynka. OH paccrnabnser B
MPOTHBOMOJIOXKHOCTh TPOMOOKCaHY TJIAJIKHE MBIIICYHbIE BOJOKHA COCYOB M  BBI3BIBACT
Jie3arperamnuio TpoMOOIIUTOB, CIIOCOOCTBYS (PMOPUHOIIHZY.

Cnemyer  yka3zaTh Takke Ha  oco0oe  3HAUYEHHE  COOTHOLIEHUS B  KPOBH
TPOMOOKCaHBI/TIPOCTAMKINHBL, B 4acTHOCTH TxA2/PGloanst  ¢usmonorudeckoro craryca
opranuzMa. Okazajoch, 4To y OOJIBHBIX, PEAPACIIONOKEHHBIX K TPOMO03aM, UMEETCsl TeHICHIIHS K
CMELIeHHI0 OajaHca B CTOPOHY arperanuu; y OOJBbHBIX, CTpaJalolUX ypeMHed, HaIpOTHB,
HaOJI0AaeTCs 1e3arperanusi TPOMOOITUTOB.

Takum oOpa3om, Oraronaps CBOeMy IMPOKOMY PAaCHpPOCTPAHEHUIO B TKAHSIX U BBICOKOW U
Pa3HOCTOPOHHEH OMOJIOTMYECKOW AaKTUBHOCTH MPOCTArIAHAUHBI (M BOOOILE NPOCTAaHOUIBI) M
JEUKOTPUEHBI HaXOJAAT Bce Oojiee MIMPOKOe MPUMEHEHUE B MEIUIIMHCKOM NMpakTHKe B KayecTBe
JIEKapCTBEHHBIX MPENapaToB.

I'opMOHBI BUII0YKOBOII JKej1e3bl (TUMYCa)

Ponp THMyca Kak SHIOKpUHHOM >Kelle3bl U3BECTHA JaBHO. M3BECTHO TakXke, YTO THUMYC
BCKOpE TIOCTIE POXKIEHUS PeOCHKa IMOCTaBIseT TUM(OUTHBIE KIETKH B JUM(aTHYECKUE Y3IbI U
CEJIE3eHKY U OCYIIECTBIIIET 00pa30BaHUE M CEKPEIHUI0 CIeU(PUIECKUX TOPMOHOB, OKA3bIBAIOIINX
BIIMSIHME Ha Pa3BUTHE W CO3PEBAHHUE OMpPENETECHHBIX KIeTOoK JuMdouanoit Tkanu. K Hacrosmemy
BPEMEHHU M3 DHKCTPAKTOB BHJIOYKOBOM JKeJie3bl BBIJEICHO M OXapaKTEPU30BAHO HECKOJIBKO
TOPMOHOB, B OCHOBHOM TMPEACTABICHHBIX HHU3KOMOJCKYISIPHBIMH mojunentuaamMu. OHu
OKa3bIBAIOT BIUSHUE HA PA3IMYHBIC THUIBI TUM(POUTHBIX KIETOK, BBIMOIHSIOMNUX CHEIU(PUISCKIE
¢dbyakuun. [IpuBoaUM MEPBUYHYIO CTPYKTYPY THUMOMOATHHA II, BRIIETIEHHOTO U3 TUMYCa TEIICHKA,
KOTOPBIA SBJISIETCS, IMO-BUAMMOMY, OCHOBHBIM TOPMOHOM, CTHUMYJIHPYIOIIMM oOpa3oBaHue T-
JTUMQOIUTOB.

H—Cep—I nn—®en—Jleti—I ny—Acn—IIpo—Cep—Ban—Jleii—Tpe—/Tuz—I nu—Jluz—J/levi—/Tuz— —
Cep—I ny—Jleii—Ban—Ana—Acn—Acu—Ban—Tpe—Jleti—IIpo—Anra—I nu—I ny—I in—Ape—Eu3— —Acn—Ban—
Tup—Ban—I nn—Jleti—Tup—Jleu—I ny—Tpe—Jleii—Tpe—Ana—Ban—/luz—Ape—OH

Tumonostun Il coctout 3 49 aMMHOKHUCIOTHBIX OCTAaTKOB. IIpeamnonaraioT, 4TO aKTUBHBIM
LIEHTPOM TOpPMOHA SIBJISIETCS MEHTarnenTH (OH BblIENEeH U 3aHMMaeT 32—36-¢ mojoxenue ¢ N-
KoHIa). HegaBHO ATOT KOPOTKUI MSTUYICHHBIN NMENTHJ CUHTE3UPOBAH XUMHUYECKU U MOIYUHII
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Ha3BaHHME «TUMOIIEHTUH-5»; IPU BBEJICHUHU B OPraHu3M OH YCHJIMBAeT Hecneuuduueckue GakTopsl
3aILUTHI.

Eme onHuMM ropMoHOM, BbIJIEICHHBIM A. ['OJBIIITEHHOM C COTpP. U3 BWJIOYKOBOM >KEJIE3bI
TEJICHKA, SIBJISICTCS TUMO3UH 01 (28 aMHMHOKHUCIOTHBIX OCTaTKOB). [IpearnonaratT, 4To0 TAMO3UH 0.1 B
OpPraHW3ME BBITIONHSACT PETYIATOPHYIO (YHKIMIO HA TO3AHHUX CcTagusx auddepeHiupoBku T-
kietok. [loka3aHo Takke, 4TO OH OKa3bIBae€T BBIPAKEHHOE (PapMakoIOTHYecKoe AeWcTBHE pU
JICYEHUH JIEMKO30B 1 UMMYHHOU HEJOCTATOYHOCTH.

HegaBHo  momydyeH  HOBBI  TrOpMOH  THMyca  (HOHANENTHI),  HHAYLHUPYIOIIMMA
muddepentmpoBky T-knetok. Jlns mposBieHHS ero OWOJIOTUYECKOH aKTHBHOCTH Tpedyercs
HaJIW4Yue JBYXBAJICHTHBIX HOHOB ILMHKA. l{MHKConepxamuii TOpMOH HMEET CBOCOOPa3HYIO
KOH(UTYpaIHIO.

B mmmkoBugHoO# xkenese (dnuduse) U3 aMUHOKHUCIOTHL TpUINTOpaHa CHUHTE3UPYETCS
WHTEPECHBI, HO Majo HW3Y4YCHHBIH TOPMOH MenaToHWH. boinee 20 OMOJIOrMYECKHM aKTHBHBIX
TOPMOHOB BbIICTICHBI M3 MHUIIEBAPUTEIBHOTO TpakTa. Hanbonee M3ydeHHBIMU U3 HUX SIBISIOTCS
ractpud | u ractpun Il (17 u 14 aMUHOKHCIIOTHBIX OCTaTKOB COOTBETCTBEHHO), PETYJIHUPYIOIIUE
CEKpEeLHIO KeNyI04Horo coka; nporactput (34 AMK), cunraromuiics HUPKYIUpYIOLIEH B KPOBU
(dbopMoii MpOoropMoHa M MPEBPAMIAONINIICS B aKTUBHBIM TacTpuH | B KJIeTKax opraHa-MHIICHH, a
Takke TiaokaroH U cekpetun (27 AMK). B cnusucroit 00o0uke KHUIIEYHHUKA CHHTE3UPYETCH,
KpOME TOT0, COMaTOCTaTHH.

MOJIeKyJIﬂprIe MEXaHU3MBI NI€peaadIu rOPMOHAJIBHOT0 CUTHAJIA

Hecmotpst Ha orpoMHOe pazHoOOpa3re TOPMOHOB M TOPMOHOMOIOOHBIX BEIIECTB, B OCHOBE
OMOJIOTUYECKOTO JIEHCTBHS OOJBIIMHCTBA TOPMOHOB JIEKAT YIMBUTEIBHO CXOJHBIC, IOYTH
OJIMHAKOBbIE (YHJaMEHTAbHbIE MEXaHU3MBI, MepeAarole MHPOPMALUI0 OT OAHHUX KJIETOK K
IpyruM. B coBpeMeHHBIX MpeCTaBIeHUSIX 0 TOHKMX MOJIEKYJISIPHBIX MEXaHU3Max OMOJIOrHYeCcKOro
JeicTBUsL OOJIBLIIMHCTBA TOPMOHOB OIPOMHYIO pOJIb ChIrpanu HccienoBaHus . CazepieHna H
OTKPBITHE NUKJIIMUECKOTO aJIeHO3MHMOHO(pOochaTa.

N3BecTHO, YTO HampaBIEHHOCTh M TOHKAasl PEryJisilius Mpoliecca mnepefadyd HHPOopMaruu
o0ecrneunBaroTCs, MPeX/ie BCEro, HATMUMEM Ha MOBEPXHOCTH KJIETOK PELENTOPHBIX MOJIEKYJ (4are
BCEro OEJKOB), Y3HAIOIMX TOPMOHAIBHBIM CUTHAN. DTOT CUTHAJ PELEnTOpbl TPaHCPOPMUPYIOT B
M3MEHEHHE KOHIEHTpAlMi BHYTPHUKJIETOUYHBIX MOCPETHUKOB, MOIYUYUBIIMNX Ha3BaHWE BTOPUYHBIX
MECCEH/KEPOB, YPOBEHb KOTOPBIX OINpPENeNIeTcs] aKkTUBHOCTBbIO (DEPMEHTOB, KaTaTU3UPYIOIIUX HX
OMOCHHTE3 U pacra.

[To cBoeil XuMHUYECKOM TPUPOJIE PELIENITOPHI TOUTH BCEX OMOJOTUYECKH aKTUBHBIX BEILIECTB
OKa3aJIUCh TIUKONPOTEMHAMH, NMPUYEM «Yy3HAIOLIUI» JOMEH (Yy4acTOK) pelenTopa HampaBlieH B
CTOPOHY MEXKJIETOYHOI'O IIPOCTPAHCTBA, B TO BPeMsI KaK y4yacTOK, OTBETCTBEHHBIN 3a CONpPSIKEHUE
perentopa ¢ 3ddexTopHoit cuctemoit (¢ GepMEHTOM, B YACTHOCTH), HAXOIUTCS BHYTPH (B TOJIIIE)
mazMaTudecko memOpanbl. OOLIMM CBONCTBOM BCEX PpELENTOPOB SIBISIETCA HUX BBICOKAs
CHeUU(UYHOCTh N0 OTHOLIEHHIO K OJHOMY OIIpeNeJIEeHHOMY TOpMOHY. M3BECTHO Takxke, 4TO
comnpsikeHue perentopa ¢ 3p(HEeKTOpHBIMU CHCTEMaMH OCYIIECTBIISIETCS Yepe3 Tak Ha3biBaeMblil G-
0enok, (QYHKIMS KOTOPOTO 3aKiioyaercs B O0ECIEYeHMHM MHOTOKPATHOTO MPOBEIEHUS
TOPMOHAJIPHOTO CUTHAJIa HAa YPOBHE IUIa3MaTH4YecKOW MeMOpaHbl. (G-0€JOK B aKTUBHPOBAHHOM
dopme cTUMyNIHMpYyeT uepe3 aJeHMJaTuukiIazy cuHTe3 HAM®D, KOTOphIid 3amyckaeT KacKaJHbIH
MEXaHHU3M aKTUBUPOBAHUS BHYTPUKIIETOUHBIX OEIKOB.

OOumM  QyHIaMEHTATbHBIM ~ MEXaHU3MOM, MOCPEJICTBOM  KOTOPOTO  PEaTu3yIOTCs
O6uosnornyeckue 3PQPEKThl «BTOPUYHBIX» MECCEH/DKEPOB BHYTPH KIIETKH, SBISETCS IPOLECC
Gocpopunuposanus — Oegpochopunuposaruss OENKOB TPU YYaCTHUU ITHPOKOTO Pa3ZHOOOpa3ms
IIPOTEMHKHHA3, KaTAIM3UPYIOIIUX TPaHCIOPT KOHIEBOU rpymibl oT AT® Ha OH-rpynns! cepuna u
TPEOHHHA.
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AICHWJIATHHK/IAa3Hasi MecceH/J:KepHass cucrema. HauOonee u3ydeHHBIM —sIBisSETCS
aJICHUJIATIMKIA3HbIA MyTh NE€pelayd TOPMOHAIBHOIO CUTHaja. B HeM 3a/1eficTBOBaHO MUHUMYM
ISITh XOPOLIO U3YYEHHBIX OEIIKOB:

1) peuenitop ropmMoHa;

2) bepMeHT aJieHIIIaTIHKIIa3a, BRITONHoNIast pyHKIuUIO cuHTe3a HTAM®;

3) G-06e110K, OCYIIECTBIISIOINHN CBSI3b MK/ aICHUIATIIMKIIA301 U PELEITOPOM;

4)  uAM®-3aBucuMas  NPOTEMHKWHA3a,  Katanusupyromas  dochopuimp-oBanue
BHYTPHKJIETOYHBIX (DEPMEHTOB WM OETKOB-MHIIICHEH, COOTBETCTBEHHO M3MEHSS MX aKTHBHOCTD;

5) ¢ochomudcTepaza, koropas BbI3biBacT pacnany HAM® u TemM caMbIM TpeKpaliact
(oOpbIBaeT) neiCTBUE CUTHAIA.

AJeHnIaTIuKIa3a IpeACcTaBIsieT co00i MHTErpalbHbI OEJOK IUIa3MaTHUYECKUX MeMOpaH,
€ro aKTUBHBIA LIEHTP OPUEHTUPOBAH B CTOPOHY LIUTOIIA3Mbl U KaTaJU3UPYET PEaKLUI0 CHHTE3a
HAMO u3z ATO.

Ilpomeunkxunasa — 3TO BHYTPUKIIETOUHBIM (epMeHT, yepe3 KoTopelii HAM®D peanusyer
cBOH 2 heKT.

Cnenyer OTMETHTb, YTO B KIETKax OTKpHIT Ooibmiol kiaacc HAM®P-3aBuCcH-MBIX
IPOTEeMHKHMHA3, HA3BaHHBIX POTEUHKUHA3aMU A; OHHM KaTaJU3UPYIOT NepeHoc GpochaTHOM IpyIIbl
Ha OH-rpynmel cepyHa U TpeoHMHa (TaK Ha3bIBa€Mble CEPUH-TPEOHMHKHHAa3bl). Jpyroi kiacc
IPOTEeUHKHUHA3 IeHCTBYeT Toiabko Ha OH-rpynny tupo3una. OHako BO BCeX ciaydasx Jo0aBieHUE
¢docdaTHON TPYNIIBI BBI3BIBACT N3MEHEHHE AKTUBHOCTH OCJIKOB MJIM KHHETUYECKHE CBOWCTBA.

I'opMOH coMaTOCTaTHH, COEIUHSSACH CO CBOMM  CHEUU(UYECKUM pEeLenTopoM —
uneubumopnvim  G-06e1KOoM, WHTHOMpYET aJeHWJIATHHKIA3y W cuHTe3 HAMO®, T.e. BBI3BIBACT
3¢ dexT, NPsIMO MPOTHUBOINOIOKHBIM BHI3IBAEMOMY aJJPEHAIIMHOM U IITFOKarOHOM.

CylecTBYIOT M JpyrHeé CHCTEMbl pErysiiMd TOPMOHAJIbHBIX CUTHAJOB, HAalpHUMeEp,
IyaHHIATIHKIA3HAs MECCEHPKepHas cuctema, Ca’ -MecceHKepHas CHCTeMa H JIp.

11 O0MeH BeuecTB U IHEPTUH
ITonsaTue MeTadoM3Ma.

KuznenesaTenbHOCTh OpraHuU3Ma OOECIIEUMBACTCS TECHOM CBSI3bIO C BHEIIHEH Cpeoi,
KOTOpasi MOCTaBJIsIeT KUCIOPOJ M MMTATENIbHbIE BELIECTBA U IMOCTOSHHBIM IpPEBpAILlEHUEM 3THX
BEIIECTB B KJETKAaX oOpraHm3Ma. [IpoayKThl pacmajga HWCHOJB3YIOTCS Ui TOCTOPOSHUS
cienn(UYecKux i KaKJA0ro OpraHa W pa3HOOOpa3HBIX MO CBOMM (YHKIMSM KJIETOK M TKaHEM.
KoHeunbsle mTpOAYKTHI pacmajga BBIICISIOTCS B OKPYXKAOIIYI0 Cpeay W HCIONB3YIOTCS B
JanbHEeIeM B KpyroBopoTe BemlecTB. lluTaTenbHble BENIECTBA, IMOCTYNAIOIIME C TMHIIEH,
SIBIISTIOTCS, C OJHOW CTOPOHBI, UICTOYHHUKOM DSHEPTHH, HEOOXOIMUMOW Uil OCYIIECTBICHHS BCEX
MPOIIECCOB, @ C JIPYrodl CTOPOHBI, IIACTUYECKUM MaTepuajgoM, U3 KOTOPOTO CTPOMTCSA TeJo
OpraHu3Ma.

[TocTynieHnne nUTAaTENBHBIX BEUIECTB M KHUCJIOPOAA, NMPEBpPAICHHE HMX B OpPraHuU3Me H
BBIJICIICHUE KOHEUHBIX MPOAYKTOB B OKPYKAIOIIYIO CPEAy ONpEACTSeTCS KaK 00MeH 8euiecne i
Memapoausm, KOTOPHI COCTOMT W3 JBYX TMPOIECCOB: Kara0onusma (JUCCUMMISIIIUU) H
aHabonM3Ma (aCCUMUIISILIMMN).

IIporecc pacnaja ClIOXXHBIX BEILIECTB Ha 0oJiee MPOCThIe HAa3bIBAaeTCS Kamaboauzmom. Tax,
MOCTYTAIONINE C MUIIEH OCNIKH, KUPBI, YIIIEBOJABI MOJ IeHiCTBHEM (PEepPMEHTOB MUIIIEBAPUTEIHHOTO
TpakTa pacrajgaroTcs Ha 0ojee MpPOCThle COCTaBHbIE YACTH (AaMHHOKHUCIOTHI, )KUPHBIE KHCIOTHI U
MoHocaxapusl). [Ipu 3Tom BeicBoOOXK1aeTcst s3Heprusi. OOpaTHBIN Mpoliece, T. €. CUHTE3 CI0KHBIX
coeMHEHUIl U3 OoJee MPOCTHIX Ha3bIBaeTcsl anadonuzmom. OH UIET ¢ 3arparoil sHepruu. U3
00pa30BaBIIMXCS B pe3ysbTaTe MUILEBAPEHUSI aMUHOKHUCIIOT, JKUPHBIX KUCIOT U MOHOCAaXapuJI0B B
KJIETKaX CHHTE3UPYIOTCSI HOBBIE KJIETOUHBIE OeKH, (hocomunuapl MeMOpaH U MoJUcaxapubl.
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Cy1iecTByeT NOHATUE am@pudoauzm, Korjaa OJHO COSTUHEHNE pa3pylIaeTcs, HO IPU 3TOM
CUHTE3UPYETCS IPYyroe.
OTu ABa mpoliecca BaUMOCBSI3aHbl.

Metabonm3m
Kara6ommzm — Anabonu3m
— pacraj — OHOCHHTE3
, Ooublne — HeOOJIbLINE ,  Hebosbmme — Gonbine
MOJICKYJIBl ~ MOJIEKYJIbI MOJIEKYJIBI MOJICKYJIBI
L—» SHeprust 0cCBOOXKIaeTCs —» dHeprus Tpedyercs
Memabonuueckuit nymsp - O3TO XapakTep M  IOCIEIOBATEIBHOCTh XUMHUYECKHUX

MPEeBpAlICHU  KOHKPETHOTO  BEIIecTBa B OopraHu3me.  [IpOMeXyTOYHBIE  TPOJYKTHI,
oOpa3oBaBIIHecs B mpolecce MeTadoaM3Ma, Ha3bIBAIOTCSI META0OIUTAMH, a MTOCIICIHEE COCAMHCHUE
MEeTabOIMYECKOTO MYTH - KOHCYHBIH MTPOTYKT.

Memabonuueckuit yuka - 370 METaOOJMYECKUN MYyTh, OJMH M3 KOHEYHBIX MPOJYKTOB
KOTOPOT'O MJICHTHYCH OJIHOMY M3 COCTUHCHUH, BOBJICUCHHBIX B ATOT MPOIIECC.

YacTHpli myTh MeTa0OJIM3Ma - COBOKYIHOCTh IPEBPAIICHUN OJHOTO OIPEICICHHOTO
coequHeHus (yriieBoabl uian O0enkn). OOmui myTh METab0IM3Ma - KOTJ]a BOBJICKAIOTCS JBa U OoJiee
BUJAa COCAMHEHWH (YIJICBOABI, JIMIUABI M YaCTHYHO OCJKH BOBJCUYCHBI B OJHEPreTHUYCCKHIM
MeTabOoIn3M).

Cybcmpamul memaboauzma - COSTUHEHUs, IOCTynaromue ¢ nuimeil. Cpeau HUX BBIACISIOT
OCHOBHBIC MMHUIIECBBIC BeIIeCTBa (OCIKH, YIJICBOIbI, JIUIMUIAB) © MUHOPHBIC, KOTOPBIC MOCTYIAOT B
MaJIbIX KOJIMYECTBaX (BUTAMUHbBI, MUHEPAIbHBIC BEIIICCTBA).

HHTeHCHBHOCTE MeTaboIM3Ma ONpeAeseTcss MOTPEOHOCThIO KIETKH B TEX WM HHBIX
BEIIECTBAX WIJIM SHEPTUHU, PETYJISAIHS OCYIIECTBIISIETCS YEThIPhbMSI Ty TSIMHU:

1) CymmapHasi CKOpOCTh PEaKIUii OmpeaeeHHOro MeTaboIHYECKOro MyTH OMpPEAesIeTCs
KOHIICHTpAILlMEeH KaXI0ro U3 (PEPMEHTOB ITOTO MYTH, 3HaueHHeM pH cpenbl, BHYTPUKICTOUHOU
KOHIICHTpAlMEH KaXKI0ro M3 TMPOMEXYTOUYHBIX MPOAYKTOB, KOHIICHTpanueidl Ko(pakTOPOB U
KO(EpPMEHTOB.

2) AKTHBHOCTBIO PETYJIATOPHBIX (QUIOCTEPHUECKUX) (EPMEHTOB, KOTOPbIE OOBIYHO
KaTaJIM3UPYIOT HadalbHbIC ITAIlbl META0OJUYECKUX IMyTed. BOJBIIMHCTBO M3 HUX HHTHOUpPYETCS
KOHEUHBIM IMPOJYKTOM JaHHOTO IyTH, W ATOT BUJ WHTMOMPOBAHUS Ha3biBaeTCs "NO TPUHIUMY
oOpaTHOi1 cBsi3H".

3) T'eHeTHueCKHil KOHTPOJIb, OMPEACISIONINIA CKOPOCTh CHHTE3a TOTO UIIK HHOTO (hepMEHTA.

4) TopmoHanbHas perynsius. Ps ropMOHOB CIIOCOOHBI aKTHBHPOBATH MIJIH HHTHOUPOBAThH
MHOTHE (EePMEHTHI METa0OIMYECKUX ITyTEH.

BuoJjornyeckoe okucjaeHue

IIpu OHONOTMYECKOM OKHUCICHWH OT OpPraHWYeCKOHM MOJIEKYNbl IO JAEHCTBUEM
COOTBETCTBYIOLIErO (pepMEHTa OTIICIISIOTCS JIBa aToMa Bojopona. B psae ciydaeB mpu 3ToOM
MeXIy (hepMEeHTaMH M OKHCIEHHOM MOJEKYJIOH oOpasyercs HeycToWdMBas, Ooraras >Heprueit
(MakposHepreTudeckas) cBsi3b. OHa ucnonb3yercs st oopazoBanus ATD — "koneunou tenun"
OOJIBIIMHCTBA MPOIECCOB OMOJIOTUYECKOIO OKHCICHHMS. A JBa OTHATBIX aromMa BOJOpOJa
OKa3bIBAIOTCS B pesyJibTare peaxkuuu CBSI3aHHBIMU c Ko(epMeHTOM HA/I
(HUKOTHHAMUIAICHUHIUHYKJICOTHIOM ) WA C HAJ®D (HUKOTHHAMUJACHUH -
IUHYyKIeoTHaApochaTom).

JlanpHelimas cyap0a BogopoJa MOXKeT ObITh pa3nuuHoil. [Ipu aHa’poOHOM OKMCIIEHUH OH
MIEPEHOCUTCSI Ha HEKOTOpbIe OpraHuYecKkue MOoJeKyibl. [Ipu a’poOHOM OKHUCIEHHHUH BOJIOPOJ]
nepenaércss Ha KHCIOpoJ C oOpasoBaHueM BoAbl. OCHOBHas 4acTh IIENM IEpeHOca BOJOPOIA
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pacrioyioxeHa B MemOpaHax MutoxoHnpuil. Ilpu 3tom w3 AJI® u Heopranumueckoro ¢ocdara
obpazyercs ATO.

Hazno ormetuts, 4To aspoOHOE OKUCIIeHHEe HAMHOTO 3(ekTuBHee anaspodHoro. B nepsom
ciydae U3 1 MOJIEKYIbI TIIIOKO3bI 00pasyetcs 2 mojekyiasl AT®D, a Bo BTopoM — 36, r1e IimoKo3a
"cxxuraercs" 70 CO2 1 BOABL. ITO U OOBSACHSAET IMIMPOKOE PACIIPOCTPAHCHHE U OYPHYIO BOJIOIUIO
a’pOOHBIX OPraHNU3MOB.

OCHOBHOH HCTOYHUK 3HEPIUU B KJIIETKE - OKUCJIEHHME CyOCTpaTOB KUCIOPOJAOM BO3AYXA.
DTOT IPOLECC OCYIIECTBISETCS TPeMsl MyTSIMH: MPUCOSAMHEHUEM KHUCIOpOJa K aToMy yriepoja,
OTHICTIJICHHEM BOJIOPOJia WJIM TOTEped 3JeKTpoHa. B kieTkax OKHCIeHHE NpoTekaeT B (opme
MOCJIEZIOBATEIBLHOTO MEPEHOca BOAOPOJA U AJIEKTPOHOB OT cyOcTpara K kuciopoxay. Kucmopon
UIPaeT B 3TOM CIIy4ae poJib BOCCTAHABIMBAIOLIErOCs coequHeHus (okucauTels). OKUCIUTENbHbIE
peakuuu MpPOTEKAlOT C BBHICBOOOXKIEHUEM SHepruu. [l OMONOrHMYecKHUX peakluid XapaKTepHbI
CPaBHHUTEIHLHO HEOOJBIINE W3MEHEHHUS SHEPruH. DTO JOCTUTAeTCs 3a cueT APOOIeHUs mporecca
OKHCJICHHUS Ha Psi/i TPOMEKYTOUHBIX CTaJMi, YTO MO3BOJISIET 3aMacaTh ee HeOOIbIIUMHU MOPLUSIMHU B
BUjge Makposprudeckux coeauHeHudt (AT®). BoccranoBienne artoma KucIopoaa IIpH
B3aMMO/ICHCTBUH C MAapOi IPOTOHOB U SJEKTPOHOB MPUBOAUT K 0OPA30BAHUIO MOJIEKYIIBI BOJIBI.

Tkanesoe Ovixanue. ITO TIpOLECC MOTPEOICHUE KIETKAMH TKaHEH OpraHu3Ma KHCIOpOAa,
KOTOPBIM y4acTBYeT B OMOJOTHYECKOM OKHUCIEHUHU. TakoW BUJA OKUCIEHUS HA3BIBAIOT A3POOHbIM
oxucneHuem. EClM KOHEUHBIM aKILIEITOPOM B IIEMH NEPEHOCa BOAOPO/A BBICTYIIAET HE KUCIOPOJ, a
Jpyrue BellecTBa (HampuMep MUPOBUHOTPaAHAs KHUCIOTA), TO TaKOW THUIl OKUCICHHS Ha3bIBAIOT
AHAPOOHBIM.

T.o. Owuomormveckoe OKHCICHHE - O3TO JACTHAPHPOBaHHE CyOCTpaTa C MOMOIIBIO
MIPOMEXKYTOUHBIX TEPEHOCYUKOB BOJOPO/Ia M €T0 KOHEYHOTO aKIIeTTopa.

Jvixamenvnan yensv (HepMEHTH TKAHEBOTO IBIXAHUS) - 3TO MEPEHOCYHKH MPOTOHOB M
AJIEKTPOHOB OT OKHCIISIEMOTO cyOcTpaTa Ha Kuciaopoa. OKHUCIHUTENb - 3TO COSAMHEHHUE, CTIOCOOHOE
NPUHUMATh 3JIEKTPOHBI. Takas CHOCOOHOCTh KOJMYECTBEHHO XapaKTepU3YETCS OKUCAUMENbHO-
80CCMAHOBUMENbHLIM HOMEHYUANIOM TI0 OTHOILIEHUIO K CTaHAAPTHOMY BOJOPOJHOMY 3JIEKTPO.NY,
pH xotoporo pasen 7,0. UYeM MeHblIe TMOTEHUUA] COEIMHEHHS, TEM CHJIbHEE €ro
BOCCTAHABJIMBAIOIIE CBOWCTBA U HA00OPOT.

T. o. moboe coeaMHEHUE MOXKET OT/IaBaTh J3JEKTPOHBI TOJBKO COEIMHEHHI0 C Ooiee
BBICOKUM OKHCIIUTEIIbHO-BOCCTAHOBUTEIFHBIM TOTCHIMAIOM. B IbIXaTelpbHON Wenu KaxIoe
nocjenyronee 3BeH0 UMeeT 00Jiee BHICOKMI MOTEHIINAN, YeM Mpe bl IylIee.

JpIxaTtenbHas Hernb COCTOUT H3:

1 HA/I - 3aBUCHMO}#i IerHIpOreHassl;

2 OAJI- 3aBUCUMO IETHAPOTEHA3HI;

3 Youxunona (KoQ);

4 IlutoxpmoB b, C, a+as.

HAJ[-3a8ucumosie oecuopocenasvi. B xauectBe kodepmenta coaepxkar HAl u HAJ(D.
[MupuarHOBOE KOJIBII0 HUKOTHHAMHUIA CTIOCOOHO MPUCOEANHSATE SJICKTPOHBI X IPOTOHBI BOJIOPO/IA.

DA/ u DMH-3as8ucumsie decudpozeHasvl coliepKar B KauecTBe kopepmeHTa GpochopHbIit
a¢up Burtamuna Bz (DAJI).

Youxunon (KoQ) orHumaer BOAOpOA Yy (IaBONPOTEHUIIOB U TNPEBpAIIAETCS MpPU 3TOM B
CUOPOXUHOH.

Llumoxpomsi - GEIKH XPOMOIIPOTEH IbI, CIIOCOOHBIE MPUCOEAUHATE IEKTPOHBI, Oiaroaaps
HQIMYMIO B CBOEM COCTaBe B KayecTBE NPOCTETHYECKUX Tpynn xene3onoppupuHoB. OHU
MPUHUMAIOT 3JIEKTPOH OT BELIECTBA, SIBJISIFOIIETOCS] HEMHOIO 00Jie CUIBbHBIM BOCCTAaHOBUTENIEM, U
nepefalT ero 0Oojee CHIBHOMY OKHCIHMTENI0. ATOM JKele3a CBA3aH C aTOMOM  a30Ta
MMUJA30JIbHOTO  KOJIbI]a aMHUHOKCWJIOTBI THCTUAMHA C OJHOW CTOPOHBI OT IJIOCKOCTH
nopUPUHOBOTO 1IIMKJIA, a C JPYroil CTOPOHBI C aroMOM cepbl MeTHOHHMHA. IlosTomy
MOTEHIIMaJIbHas CIIOCOOHOCTh aToMa Keje3a B IUTOXPOMax K CBA3BIBAHUIO KHCIIOPOa MO/IaBlIeHa.

B yumoxpome ¢ mopdupHHOBasS IUIOCKOCTh KOBAJIEHTHO CBsi3aHAa C OEIKOM uepe3 JBa
ocTaTKa LIMCTEHHA, a B yumoxpomax b u a, OHa KOBAJEHTHO HE CBSI3aHO C OEITKOM.
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B yumoxpome a+az (uToXpoMOKCHIa3e) BMECTO MPOTONOphUpHHA coaepKaTcs mophupuH
A, KOTOpBIH OTIMYATCS PSAOM CTPYKTYPHBIX ocoOeHHocTel. [19Toe KOOpAMHAIIMOHHOE MOJI0XKEHHE
JKeJjle3a 3aHATO aMMHOIPYMIOW, MPUHAAIEKALIEH OCTaTKy aMHUHOCAaxapa, BXOJSILErO0 B COCTaB
camoro Oeka.

B orianmume oT rema remMoiaroOMHa aTroM JKejle3a B IUTOXPOMax MOXKET 00paTUMO
MIEPEXO/IUTh U3 JBYX B TPEXBAICHTHOE COCTOSIHUE, 3TO OOECIEUNBAET TPAHCIOPT 3JIEKTPOHOB.

Mexanusm pabomut 3nekmponmpancnopmuou yenu. Hapyxnas meMOpaHa MUTOXOHIPUNA
MpoHUIaemMa Jijisi OOJIBIIMHCTBA MEJIKUX MOJIEKYJI U MOHOB, BHYTPEHHSSI MOYTH JAJsi BCEX HOHOB
(xpome mipoToHoB H) 1 17151 60bIIMHCTBA HE3aPSHKEHHBIX MOJICKYIL.

[Iponieccer oxkucnenus u odOpazoBanuss ATD uz AP u dochopHON KHUCIOTHI, T.C.
dochopunrpoBanusi MPOTEKAIOT B MUTOXOHJPUSX HAa BHYTpEeHHeH MmeMmOpaHe - kpuctax. Taxas
MOJIEKYJIa COJEPKUT B ce0e TpU MaKpOIPrudeckux cBsizu. Makpoipzuueckoii wuau Ooratoi
SHEpruell Ha3bIBAIOT XHWMHUYECKYIO CBs3b, NPHU pa3pbiBe KOTOPOil BbICBOOOXKIaercs Oonee 4
kkaja/monb. Ilpu ruppomutuueckoM paciieruieHud AT® mo AP u dochopHO KHUCTOTHI
BBICBOOOXKIaeTcs 7,3 Kkain/mMonb. POBHO CTONBKO ke Tparutes st oopazoBanus AT® u3 AJID u
octaTka (hochOopHOM KMCIOTHI ¥ 3TO OJIMH U3 OCHOBHBIX ITyTEH 3amacaHus SHEPTUU B OPTaHU3ME.

B mpomecce TpaHCHOpTa 3JEKTPOHOB IO JBIXATEIBHOW I BBICBOOOXKIAETCS SHEPIHs,
KOTOpasi TpaTUTCS Ha TIpucoenuHeHue ocraTka ¢ocdopHoit kuciaorel k AJIP ¢ obOpazoBaHHeM
oJ1HOM Mosiekysbl AT® u ogHON MOJeKyibl BOJbl. B mpouecce nepeHoca oqHON Mapsl 3J€KTPOHOB
IO IbIXaTeIbHOMN LIeMH BHICBOOOKIAETCS U 3amacaeTcs B Buae Tpex moiekyn AT® 21,3 kkan/mMoib.
Oto cocTasisger 0koio 40 % BbICBOOOAMBILENCS TPU AIEKTPOHHOM TPAHCIIOPTE SHEPTHUU.

Takoil crmoco0® 3amacaHusi DSHEPrMM B KJIETKE  HAa3bIBACTCH  OKUCIUMENbHLIM
Gocpopunuposaruem W CONPsHKCHHBIM (ocHOpUITUPOBAHHEM.

CKOpOCTh  OKHCIUTENBHOTO  (OCPOPUIMPOBAHUST 3aBUCHUT B TMEPBYIO oOYepeab OT
conepxanusi AT®, yem ObIcTpee OHA pacxoayercs, TeM Oosblie HakaruuBaeTcss AP, Tem Gomblie
MOTPEOHOCT, B DHEPIUM U  CIEAOBATENbHO AaKTHUBHEE HJET MPOIecC OKUCIUTEIHHOTO
dbochopmnpoBanus. Perynsinio cKOpoCcTH OKUCIUTENHHOTO (PochopuarmpoBanusi KOHIICHTPAIUEH
B kieTke AJI®D Ha3bIBAIOT AbIXAaTEIbHBIM KOHTPOJIEM.
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Pweynor, 48,8, Crema vvermonrpacmapratt menan.
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Pucynok 27-JIprxaTenbHblit KOHTPOJIb

AT® (anenosunTpudochopHasi KucJI0Ta)
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XKuBble opraHu3Mbl MPEACTABIAIOT COOON TEPMOAMHAMUYECKH HEYCTOWYUBBIE CHCTEMBI.
s ux hopMupoBanust 1 PYHKIIMOHUPOBAHUS HEOOXOIUMO HETIPEPHIBHOE MOCTYIJICHHE SHEPTUH B
¢dbopMe, MPUTOTHOM JJIsI MHOTOIUIAHOBOTO MCIIOJIBb30BaHMs. [ monyd4eHus SHEpruu MpakTUYECKU
BCE OKUBBIC CYIIECTBA Ha IUIAHETE MPHUCIIOCOOMINCH MOABEpraTb THUAPOJIM3Y OIHY U3
nupodochatHbix cBsazeit ATD. B cBs3u ¢ 3TUM 0o7HA M3 TJIaBHBIX 3a/1a4 OMOXHEPTEeTUKH YKUBBIX
OpraHU3MOB 3TO BOCIOJIHEHHUE UCTIONb30BaHHBIX AT® u3z AJI® u AMO.

AT® — nykneosunrpudocdar, COCTOUT U3 TETEPOLUKINIECKOIO OCHOBaHUSA — aJICHHUHA,
YIJIEBOJAHOTO KOMIIOHEHTa — pPHOO03BI M TpeX OCTaTKOB (OCHOpPHON KHUCIOTHI, COCAMHEHHBIX
nocieoBarenbHo ApyT ¢ Apyrom. B monekyne AT® umerorcs Tpu MakpodIHEPreTUYECKUE CBSI3U.

AT® conmepxuTcs B KaXKJIOW KJICTKE KUBOTHBIX M PACTEHUH — B pacTBOpUMON (pakuuu
[UTOIJIA3MBl KJIETKH — MUTOXOHIpHsX, W sapax. OHa CIYyXHT TJIaBHBIM [EPEHOCYHKOM
XUMHYECKON SHEPIHHU B KJIETKU U UTPAET BAKHYIO POJIb B €€ DHEPIeTHKE.

AT® obpazyercst uz Al (aneHo3uHan(OCHOPHOI) KHUCIOTH U Heopranudeckoro (ocgara
(®dH) 3a cyeT OSHEPrUM OKHUCICHHS B crnenupuieckux peakmusax (ochopunupoBanus,
MPOUCXOJIINX B TPOIECCaxX TIIMKOJIN3a, BHYTPUMBIIICYHOTO JbIXaHUS W (POTOCHHTE3a. OTH
peakuuu MpoTEeKaloT B MeMOpaHax (TOpOIUIacTOB M MHUTOXOHApPUHM, a Takke B MeMmOpaHax

(OTOCHHTE3UPYIONUX OAKTEPHIA.
AJeHHH
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[Ipn XuMuYeckux peakuusx B KJIETKe MOTEHIMaJbHAs XUMHUYECKas SHEPrus, 3allaceHHas B
MakposHepreTuueckux cBsazax AT®, MoxeT MNepexoIuTb BO BHOBb oOpasyroumecs
dbocopmmmpoBannbie coequHeHus: AT® + D-rmrokoza= AJI® + D — rimroko30-6-docdar.

Omna npeoOpasyercss B SHEPTUIO TEIUIOBYIO, JTYYUCTYIO, SJEKTPUYECKYIO, MEXaHUYECKYIO U
T.I., TO €CTh CIIY’)KUT B OpraHU3Me Ui TeII000pa30BaHUs, CBEUEHUS, HAKOIUIEHUS 3JIEKTPUYECTBA,
BBIMOJIHEHUS] MEXaHMYEeCKOH paboThl, OMOCHHTE3a OEJIKOB, HYKJIEHHOBBIX KHCJOT, CIIOXHBIX
YTJIEBOJIOB, JIMITUJIOB.

B opranuzme AT® cuntesupyercs nyrém pochopunuponanus AJlD:

ANlID + H3PO4 + snepeuss — ATD + H:0.

®ochopunupoBanne AJID BO3MOKHO IByMs criocobaMu: cyocTpaTHoe pochopummpoBaHue
U OKUCIHTENbHOE (ochopunrpoBaHre (UCHOIb3Yysl YHEPTUIO OKHUCIAIOMUXCS BemecTB). OCHOBHas
macca AT® obpasyercs Ha MeMmOpaHaX MHUTOXOHAPUA B  XOAE€  OKHCIHUTEIBHOTO
¢dochopunupoBanuss H-3aBucumoint AT®-cunrazoil. Cy6crpatHoe docopunupoBanne ATD ne
TpeOyeT ydacTuss MeMOpaHHBIX (DEPMEHTOB, OHO MPOUCXOJHUT B MPOIIECCE TIIMKOJIM3A WA MyTEM
nepeHoca GpochaTHON IPyMIIbI C PYTUX MAKPOIPTUUECKUX COCTUHEHUH.

Peakun dochopunupoanuss AJI® u mocnenyromero ucnosnb3oBanus ATD B kauecTBe
UCTOYHMKA SHEPruM OOpa3yloT IHMKJIWYECKHH IPOLECC, COCTABISIOUIMA CYTh IHEPreTHUYECKOTro
oOMeHa.

B opranmsme AT® sBisercs OJHUM U3 CaMBIX 4YacTO OOHOBISIEMBIX BEIIECTB, TaK Yy
YyeJoBeKa MPOJAOIKUTEIIBHOCTh KU3HU OJHOM MoJieKysbl AT® menee 1 mMuH. B TedueHue cytok
omHa monekyna AT® npoxomur B cpemnem 2000—3000 mukinoB pecuHTe3a (UEIIOBEUSCKUI

156


http://ru.wikipedia.org/wiki/%D0%90%D0%B4%D0%B5%D0%BD%D0%BE%D0%B7%D0%B8%D0%BD%D0%B4%D0%B8%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82
http://ru.wikipedia.org/wiki/%D0%9E%D1%80%D1%82%D0%BE%D1%84%D0%BE%D1%81%D1%84%D0%BE%D1%80%D0%BD%D0%B0%D1%8F_%D0%BA%D0%B8%D1%81%D0%BB%D0%BE%D1%82%D0%B0
http://ru.wikipedia.org/wiki/%D0%92%D0%BE%D0%B4%D0%B0
http://ru.wikipedia.org/w/index.php?title=%D0%A1%D1%83%D0%B1%D1%81%D1%82%D1%80%D0%B0%D1%82%D0%BD%D0%BE%D0%B5_%D1%84%D0%BE%D1%81%D1%84%D0%BE%D1%80%D0%B8%D0%BB%D0%B8%D1%80%D0%BE%D0%B2%D0%B0%D0%BD%D0%B8%D0%B5&action=edit&redlink=1
http://ru.wikipedia.org/wiki/%D0%9E%D0%BA%D0%B8%D1%81%D0%BB%D0%B8%D1%82%D0%B5%D0%BB%D1%8C%D0%BD%D0%BE%D0%B5_%D1%84%D0%BE%D1%81%D1%84%D0%BE%D1%80%D0%B8%D0%BB%D0%B8%D1%80%D0%BE%D0%B2%D0%B0%D0%BD%D0%B8%D0%B5
http://ru.wikipedia.org/wiki/%D0%9C%D0%B8%D1%82%D0%BE%D1%85%D0%BE%D0%BD%D0%B4%D1%80%D0%B8%D0%B8
http://ru.wikipedia.org/wiki/%D0%90%D0%A2%D0%A4-%D1%81%D0%B8%D0%BD%D1%82%D0%B0%D0%B7%D0%B0
http://ru.wikipedia.org/wiki/%D0%93%D0%BB%D0%B8%D0%BA%D0%BE%D0%BB%D0%B8%D0%B7
http://ru.wikipedia.org/wiki/%D0%9C%D0%B0%D0%BA%D1%80%D0%BE%D1%8D%D1%80%D0%B3%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B5_%D1%81%D0%BE%D0%B5%D0%B4%D0%B8%D0%BD%D0%B5%D0%BD%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%AD%D0%BD%D0%B5%D1%80%D0%B3%D0%B5%D1%82%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B9_%D0%BE%D0%B1%D0%BC%D0%B5%D0%BD
http://ru.wikipedia.org/wiki/%D0%AD%D0%BD%D0%B5%D1%80%D0%B3%D0%B5%D1%82%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B9_%D0%BE%D0%B1%D0%BC%D0%B5%D0%BD

opranusm cuHTe3upyet okojio 40 kr AT® B aens), To ectb 3anaca AT® B opraHu3Me MpakKTHIECKU
He co37aéTes, W JUIsi HOPMAIBHON KU3HEACSITEILHOCTH HEOOXOJUMO TOCTOSHHO CHHTE3HPOBATH
HOBbI€ MOJIEKYJIbl ATO.

AT® — enuHbIli YHUBEPCAIbHBIA UCTOUYHUK SHEPTHH ISl PYHKIIMOHAIBHOU JCSITEIBHOCTH
KIIETKH.

12 OomeH yriieBoaoB
IlepeBapuBaHue U BCcachbIBaHUE

[lepeBapuBaHue YrieBOJOB HAUMHAETCS YK€ B POTOBOM IIOJOCTU TMOJA BO3CHCTBHEM
CIIIOHBI, cozieprkaleil pepMeHThl aMuia3y U MajibTaszy, KOTOpble 00eCIIeYrBalOT Pacajl yIiIeBOA0B
710 TJIFOKO3BI.

B monoctu xkenmyaka HE TPOUCXOIWT IEPEBApPHBAHMS YIJIEBOJOB, T.K. HET (DEepMEHTOB,
KAaTaJu3upYIOLUX O3TOT IPOLECC, a aMuia3a CIIOHbI, IIONaBlIas B IKEIyIOK, OBICTPO
MHAKTUBUPYETCS B CHIIBHOKHUCIION cpene xenyaka (pH 1,5-2,0, ontumym i amuiassl 6,8-7,2)

OcHOBHOE TlepeBapUBaHUE MPOUCXOJUT B TOHKOW KHIIIKE, II€ UMEIOTCS BCE YCJIOBHS: COK
MO/KETYA0YHON KeJle3bl U KUIIEYHBIN COK, B KOTOPOM coJiep:kaTcs (hepMEeHTbI, THIPOIU3YIOIINE
YIIIEeBOIBI, cIa0oIIeIouHas cpea.

AMMiiaza TOKENYyI0YHOM Kele3bl THAPOIU3YET Kpaxmall BHadajie 10 JEKCTPUHOB, OHHU
pacmamaroTcs 10 ManbTo3bl  (3TOT QepMeHT pacmieruiser 1-4 CBsi3H, €CTh (PEPMEHTHI,
pacieruisitoniye 1-6 cBs3u). ManbTo3a, B KOHEYHOM CUETE, PACIICIUIIETCS 10 2 MOJIEKY TJIFOKO3BI,
JAKTO3a — IO MOJIEKYJIBI TJIOKO3bI M TaJlaKTO3bl, caxapo3a — J0 MOJEKYJ TIFOKO3BI U (DPYKTO3BI.
Taxum 0Opa3om, B KHIIIEYHUKE YTIIEBObI PACHAIAI0TCS 10 MOHOCAXapH 0B, KOTOPbIE BCACKIBAIOTCS
B KPOBb.

Kneruatka He pacuieruisiercss B TOHKOM KHILIEYHUKE, MOATOMY B HEU3MEHHOM BHUJIE
MOCTYMAaeT B TOJCTBHIM KHUIIEYHUK, TA€ THAPOIU3YyeTCs (QepMEeHTaMH MHUKPOOPTaHU3MOB
(memronasoii), KOTOpbIE pa3pylialoT KJIETOYHble 00o0Jouku. Ho, B OCHOBHOM, IEIIION03a HE
TepEBAPUBACTCS U BBIJIEISETCS HAPYKY.

JanbHeimas cyp0a MOHOCAXapHI0B CIIeyroIas:

MOHOCaxapuabl — KUIIKa

!
KpOBb — IIOYKH
!
MPOMEIKYTOYHAA )KUJIKOCTH
! l l

TJIMKOTEH MBIIII] TTTMKOTEH MEeYeHH KHUP
IIpoMe:xxyTO4YHBI 00MEH
O0mas xapakTepucTUKa
[IpeBpaiienrie yrieBoJOB B KJIETKaX HAET IBYMs IYTSIMH: adpOOHBIM — MIpPU JIOCTYIIE

KHCJIOPOAA U aHa3pOOHBIM IIPU HEAOCTATKE KHCI0poJa. AIpoOHOE NMpeBpalleHue IPOTEKAeT IByMs
MYTSAMHU — IPSIMBIM U HETIPSIMBIM.

AHa3poOHbBIN pacnaj A3poOHBIi pacniajg
! ! !
HeNnpAMOou npsAMoi
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rimoko3a (6 aToMoB yrieposa)
J
10K030—6- hocdar (6 aTtomMoB yriaeposa)
L
2 wMonekynbl  (GochOrmuiIepruHOBOrO  ajabAeruia (2
MOJIEKYJTBI IO 3 aToMa YTIiepo/ia)
!
2 mosekysbl [IBK (2 mosekysibl o 3 aToma yriepoa)
l !
-  MoOJIOYHAas — CH3COSKoA— HAJI®H, «
kucioTa (2 Mo)
[TenTO3BI <
— crupt (Opokenue) |— 4 H20 (6 monexy)
— 4 CO2 6 CO2 «—
— DHEPrHs — SHEPIus SHEPIHUs «—

Pucynoxk 28 - I'mukonms

Ha cxeme BHIHO, YTO TIpeBpalIeHNE YIIIEBOAOB A0 CTaIUN 00pa30BaHUA IIIIOK030-6-pocdar
UAeT OAMHAKOBO Mo mobomy nytu. Jlajzee mpu HempsMoM a’poOHOM pacmajne oOpasyercss 2
MOJIEKYNBl  (POCHOTIUIIEpUHOBOTO allbJeTua, coJepKamue o 3 aroMa yriepojga — 3TO
JUXOTOMUYECKUH MYTh.

[IpsiMoil myTh — amoTOMHYECKUi (MEHTO3HBIA IUKI) — MPSIMOE OKUCIEHUE TIIFOKO3bI-6-
docdat no pudbynossi-Shocdar, 6e3 neneHns monojaam.

[Ipu paciienienuu yrieBo10B BbIIEISETCS YHEPTUS.

AHa3po0OHBI pacnaj

AHa’poOHBIN pacnajl HAaYMHAETCs C pacnaza INIIOKO3bl — 21UK0IU3 WIN C paclaja MIMKOTreHa
— 2nuKoz2enoaus. DTOT MyTh paclaja MPOUCXOAUT B OCHOBHOM B Mblmax. CyIIHOCTb 3TOrO
IpoLecca 3akKiI4yacTcsd B PacCILEIUICHUHM IUIIOKO3bl Ha 2 MOJIEKYJBl MOJIOUHOM KHCIIOTBI U B
OCBOOOKIEHUH SHEPTUH, KOTOpask YaCTUYHO PAcXOAyeTcsl B BUJE TEIUIa, YACTUYHO HAKaIUIUBAETCs
B Buje AT®. IIpu 5TOM INIMKOAU3 AAET ABE, a TIIMKOI€HOIN3 — TPU MOJIEKYJIbl ATO.

OCHOBHBIE 3Tanbl TITUKOJIN3A!

| 5Tan — npeBpaieHue rekcos

Il aTanm — npeBpaieHre TPHO3

Il 5Tan — npeBpaiieHne 0KCOKapOOHOBBIX KUCIIOT.

| atan 1. @ocghopunuposanue (axkmusayusn) 2nwoxko3ol:

H>,OH

T'C€KCOKHHa3a

B
>

+ AJI® + H20
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I'moxo30-6-pocdar

2. H3omepuzayusn 2noK030-6-gpocham (peaxyus 6HympumMonexkyisapHol OUCMymayuu).

CH20D CH20® O CH20H
0] [JIIOKOM30Mepa3a
OH H OH
OH OH
['mrok030-6-hocdar dpykT030-6-hochar

3.  @ocgopunuposanue ppykmoso-6ghocgham (peaxyus HeoOpamumas u camas
MeOleHHAas).

CH.0® O  CH:0H O®PCH: O CH20D
bochopykToknHaza
+ ATD +All® + H0
OH OH
OH OH
OpykT030-6-Pocdar ®pykTo30-1,6-mudocdar

4. AnvoonvHoe pacuiennenue ¢ppykmoso-1,6-ougpocpam

ODPCH; (0] CHOD CHOd CHO®
anp10J1a3a | |
> CH-OH + Cc=0
< | |
OH COH CH>0OH
OH ['munepoanbaeru JIIATAIPOKCUALICTOH-

-3-ocdar docdar

Il s3tan 5. Hzomepuzayun oucuopoxcuauemonghochama

docdoTprozonzomepasa
HO - CHz—- C—- CH20® »> O =C - CH - CH0®
I < |
O H OH
Hurunpokcuanerondocdar rimnepoanbaeruadocdar

6. Okucnenue, conpsaycennoe c gpocpopunuposanuem.

Herunporenasa
O =C — CH - CH,0® +2 HAJT" + H3PO4 <> 0=C-CH-CHO0® +2HAJ(H)+ 2H" + 2H,0

| |
H OH ®~0 OH

I'munepoansaerua-3-gocdar 3dochormunepoundocdar
(~ - MakpodIpruyecKas CBsA3b)

7. Euoponu3s 3 ¢pocgpocnuuepoungpocghama
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dbocdormmiepaTkiHasa
20=C-CH-CH0® +2Al®d — > 2 O=C-CH-CH0® + 2AT®D

| |
®~ 0 OH O OH

3-poctornuiepar
8. H3omepuzauusn 3-gpocghocnuyepama
dbocdounzomepasa

20=C-CH-CH:0®@ o~ 20=C-CH-CHOH
| |

O OH O O®
3 dochormmepar 2 pocdormaunepar
11 5Tan 9. ezuopamayus 2-pocghocnuyepama
eHoJaza
20=C~-CH~-CH20H > 20=C-C= CH:
| - HO |
O O0~® O O~®
2-dpocdormumepar dochoeHommupyBar

Peakuus BHYTpHMOHeKYHﬂpHOﬁ AUCMYTaluu € 06pa30BaHI/IeM MaKpOSpFH‘ICCKOﬁ CBsA3HU

10. Kucnommnwtii 2udponus gpocpoenonnupysama é nupysam Peaxiyst HeoOpaTumasi.

[InpyBarkunasza
20=C-C=CHy +2AI®d+2H —> 20=C — C-CH;3 + 2AT®
| Mg |
O 0O~d O O
dochoenonmupysar nupyBar

PaccMoTpeHHbIe peakiuu MpOTEKaloT B a’poOHBIX ycioBuUsX. [lanpHelinee npeBpalieHue
nupyBaTa 3aBHUCHT OT YyciaoBui. B aHa’poOHBIX yclnoBHMAX MUpyBaT MOJ JACHCTBUEM
naktaraeruaporenassl 1 HAJI(H), oOpasyromierocst B pe3yynbrare TIIMKOJIN3a, BOCCTaHABIUBACTCSA
B JIAKTaT (AHMOH MOJIOYHOM KUCJIOTHI).

JIeruIporeHasa
O=C - C— CHz+HAJIH+H" » O=C — CH- CHs + HAI

| |
O O O OH

MonoyHasi KACI0Ta BBIBOJUTCS M3 OpraHu3Ma B KpOBb, OTTyZA IOCTYHAaeT B I€YEHb, IJE
MIPEBpAIAETCS B TUPYBAT.

A3po0HBIii pacniajg
[TupyBaT, oOpaszyrommiics mpu aHa’pOOHOM IyTH pacmaja yYrieBOIOB, MO JEHCTBUEM

mupysaraeruaporenasst (HAJI® u xopepment HSKoA) nexapOpkcuimpyercs ¢ 0Opa3oBaHHEM
aleTUI KodH3uMa A.

O=C - C— CHs+HAJl" + HSKoA — C(CHs-C =0 +CO2+HAJI(H) + H"
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I I
O O OSKoA

alleTUIKODH3UM A

OO6pa3yronuiicss aneTUIKO’H3UM A BCTymaeT B peakmnuio Iukiaa Kpebca, rae ocTaTok
aIMIIBHOM KUCJIOTBI OKUCIISETCS JI0 YIIIEKUCIIOro T'a3a U BOJbIL.

uka TpUKApOOHOBBIX KHUCJOT BIEpPBble ObLI OTKPBIT AHIJIMHCKUM OMoxumukom I,
Kpedcom. OH niepBpIM MOCTYIMPOBAJ 3HAUCHUE JAHHOTO LUKIIA JUIS TTIOJIHOTO CrOpaHusl MUpyBara,
[JIABHBIM HCTOYHUKOM KOTOpPOTO SIBISIETCSl TJIMKOJIMTUYECKOE TIpeBpallleHHe YriieBojoB. B
JalbHeWIeM OBLIO TMOKa3aHO, YTO ITUKI TPUKAPOOHOBBIX KHUCIIOT SIBISIETCS TEM IICHTPOM, B
KOTOPOM CXOJATCS NPAaKTHUECKU Bce MeTabonnuyeckue myTu. Takum obOpaszoMm, yukn Kpebca —
OOIMii KOHEYHBIH IyTh OKHCIEHHS aleTWIbHBIX Tpynn (B Buae anetmi-KoA), B KOTopbie
IpeBpaliaercs B rnpoiecce kamaboauszma 00JbIasi 4aCTh OPraHUYECKUX MOJIEKYJI, UTPAIOIIUX POJIb
«KJIETOYHOTO TOIUIMBAY: YIIEBOJIOB, JKUPHBIX KHUCIOT U aMUHOKHUCIIOT.

OOpazoBaBmiuiicss B pe3yabTaTe OKHUCIHUTEIHHOIO JACKApOOKCHIIMPOBAHUS IHPyBaTa B
MuTOXOHpHAX anetuia-KoA Bcrymaer B nukin KpebGca. [laHHBIA LUK MPOUCXOJUT B MaTpUKCE
MUTOXOHJIPUH M COCTOUT U3 BOCBMH IOCJIEAOBATEIIbHBIX peakiuii (puc.29 ).

CHJCOSKOA
Auerrn—~HeA
gor
o;
w T ?0 CH;
”AQ/ il "0,C—~C~OH H200
i ' o
?02 8 ?Hz CH, \2<C/H 5
HO—CH CcO; |
2008 ¢~co;
CH O«cancayerar i s 0;
| 2 Unurpar CH,CO;5
COy yuc—~AxosnTar
: H,0
L-Mapar . g
#07 os co;
H‘—C/ ; Hdl:_OH
I = B
/C—H 0,C (EH
%O; in
yMapar -
~  mpeo-Hicunrpar
OAQH 6 (ljo; (;O2 5 HAD
=0
i HALH
OAL 2 \ / i
| ¢ CO
i o [ 2
e gl CH
CO3 | E 4 1 i
Cynunnar e (|:H2 CO;
HASH o Coy HAIM HOAé—guccrnyrapar

Cyxusnma—KoA CO;

Pucynoxk 29 - [{ukn Tpukap6oHOBbIX KucnoT (ki Kpebea)

Hauunaercs mukn ¢ npucoeauHeHust anetwin-KoA Kk okcamoameraTy U 00pazoBaHHA
JTUMOHHOHM KHUCIIOTHI (IIUTpaTa). 3aTeM JTUMOHHAs KUCIO0Ta (MIECTUYTIIEPOTHOE COCTUHEHUE) TyTeM
psna AerHapupoBaHUi (OTHATHE BOAOpONA) M IBYX AekapOokcwimpoBanuii (otmeruieHue CO2)
TepseT JBa YIJEpOJHBIX aToMa M CHOBa B Iukie KpeOca mpeBpariaercss B oOKcajoalerar
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(4eThIpEeXyTIIepOIHOE COSIUHEHNE), T.€. B pe3yJbTare MOJHOTO 00OpOTa IMKIJIA OJHA MOJICKYJia
anetuii-KoA cropaer 1o CO2 u H20, a monekyna okcanoauerata pereHepupyerca. Paccmorpum
BCE BOCEMb IOCTIEA0BATENIbHBIX peakiuii (3Tano) nukia Kpebcea.

Ilepsas peakuusi KaTalu3upyercs (EpPMEHTOM IIMTPATCUHTA30H, NpPU STOM alleTHUIIbHAs
rpynmna anetwi-KoA KOHZEGHCHpYeTCs C OKcaloaleTaToM, B pe3ylbTare dYero ooOpa3yercs
JTMMOHHAsI KHCJIOTA:

H,O HS-KoA ) g
2 U . O=T—COOH \ / - | U R
C2S-HoA HyC—COOH LTpar-cuHrass HOC—COOH
HQCl—COOH
Auetun-KoA Oxcancauerar Uwrpar

[To-BuMoOMy, B JaHHOW pPEaKIMH B KadeCTBE MPOMEKYTOYHOTO IPOJYKTa oOpasyercs
cBsi3aHHBI ¢ (epmenToM mUTpiI-KoA. 3arem mocieaHuii caMONpPOHM3BOJIBHO M HEOOPAaTUMO
ruaponusyercs ¢ oopazoBanuem nurpata u HS-KoA.

B pesymbrate 6mopoti peakuum 00pa30BaBIIASACS JIMMOHHAs KHUCIIOTA TIOIBEPraeTcs
JETUPATUPOBAHUIO C 0OPA30BAHUEM IIUC-AaKOHUTOBOM KHCIOTHI, KOTOpasi, IPUCOEAUHSSI MOJICKYITY
BOJIbI, IEPEXOANUT B M30JMMOHHYIO KHCIOTY (M3ouutpar). Katanmmsupyer 3T oOpaTuMeie peakiuu
rupaTanuu—Aeruaparanui GepMeHT akoHUTAaTTuApaTa3a (akoHuTasa). B pesynpraTe npoucxoauT
B3aumonepemeiienrne H u OH B monekyne nurpara:

COOH (l300H ?OOH
] HO H.O
CHQ CH2 \ CHQ
=] & | N
HC —Cl:—COQH C—COOH | = — h—C—COOH
T \Ep CH Hé/* ”'—#—H
(‘;OOH PRGHITRTTADATARS L COOH ) Axé‘mmam'nnparaaa COOH
Uwnrpar UMC<AHOHNTAT VaoumTpar

Tpemvs peakuus, MO-BUIAMMOMY, JIMMUTHpYeT ckopocTh Lukia KpeOca. M3omumonHas
KHcoTa aeruapupyercs B npucyrctsur HAJ[-3aBucrMoil H30-UUTpAaTAETUAPOr€HA3HI.

C|)OOH (l)OOH
H H{ /H‘MH A GHa
g / I
H—C—COOH > CH2
L MzounTparnervaporedaaa I
HO =~ (C—H C=0
I
COOH COOH
Waocuutpar a-KeTorayrapar

B xozme wu3ouMTpaTAErMApPOTreHAa3HOM peakUMH HW30JMMOHHAs KHCIOTa OJHOBPEMEHHO
nexapOokcunupyercsa. HAJ[-3aBucuMas W30IUTPATACTUAPOTCHA3a SBISETCS aANTIOCTEPUUIECKIM
(dhepMeHTOM, KOTOPOMY B KauecTBe crenuduydeckoro aktuaropa Heooxoanm AJI®. Kpome toro,
(dhepMeHT Ui IPOSIBIICHHUS CBOCH aKTUBHOCTH HYXJA€TCs B MOHAX Mg2+mm Mn?*,

Bo Bpemst uemeepmoti peakuuu TPOUCXOAUT OKUCIUTEIHHOE JEKapOOKCHU-TUPOBAHUE (-
KETOTJyTapOBOM KUCIOTHI ¢ 00pa30BaHUEM BBICOKOIHEPTETUYECKOTO COSAMHEHUs CYyKITMHII-KOA.
MexaHu3M 3TOW peaklMd CXOJIEH C TaKOBBIM pEaKLUUU OKHUCIUTENILHOTO JeKapOOKCUIUPOBAHUS
nupyBata 10 anetwi-KoA, o-keroriyraparaeruaporeHa3Hblii KOMIUIEKC HAllOMUHAET IO CBOEH
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CTPYKTYype MUpyBaTAECTUAPOTreHa3HbIN KoMIuieke. Kak B OJHOM, Tak U B IPYTOM Cilydae B peakluu
NPUHUMAIOT ydyacTue 5 kodepmenTon: TIID, amuy munoesoii kucinotsl, HS-KoA, A u HAJT'.

?OOH COOH
HS-KoA HAZLL AH + H ~o. |
il T e
|
CHgp -— CH-J
| a-KetornyrapataernagoreHastHbil KOMNNeKS ',«O
(‘:—“O C ~ S-HoA
COOH
a-Kerornytapar

Cyxunsun-KoA

Ilamas peakuus katanmsupyercs (pepmeHToM cykiumHui-KoA-cuHTerazoi. B xome aToi
peakimu cyknuHHI-KoA mnpu yuactmnm ['T® um nHeopranmdeckoro Qocdara mpeBpamiaercs B
SHTApHYI0 KUCIOTY (cykuuHat). OIHOBPEMEHHO MPOUCXOIUT OOpa30BaHHME BHICOKOAPTHUYECKON
docdarnoit cBsizu ['TD 3a cuer BbICOKOIprudeckoit THOIPHUPHOM cBsI3u CyKIMHUIT-KOA:

COOH (lZOOH

CHg CHjp

l + TA®+ P = , > | + TTd + HS-KoA
CHg Cyxunmun-KoA-chnreraaa CHy

| o I

Cyxumunn-KoA Cyxuunar

B pesynbrare wecmoii peakuMM CYKIHMHAT JETHAPUPYETCSs B (yMapoBYyIO KHUCIOTY.
OxucneHne CyKIIMHATa KaTallM3upyeTcs CyKIIMHATAETUIPOreHa30i, B MOJIEKYJe KOTOPOH ¢ OeTKoM
MPOYHO (KOBaleHTHO) cBsizaH KopepmeHT DA/l B cBoro ouepens CyKIIMHATAETHIPOreHasa MpoYHO
CBSI3aHA C BHYTPEHHEN MUTOXOHAPUAIBHON MEMOpPAHOIA:

COOH ERE. AR COOH

<:;H, . éH

B—C

CH,, Cyxumraraernaporerasa HC
COOH COOH
Cykyunar bymapat

Ceovbmas peakuusi OCYIIECTBISIETCS II0J] BIUSHUEM (epMeHTa (pyma-paTruaparasbl
(¢pymapazpr). OOpasoBaBiiascs Npud 3ToM (GymapoBasi KHUCIOTa TUAPATHPYETCs, MPOAYKTOM
peakuuu sBuseTcst si0gouyHas kKuciora (manar). CineayeT OTMETHTb, 4TO (hymaparruaparasa
obnazaer crepeocneinpUIHOCTBIO — B X0J1€ peakiun oopasyercs L-s106104uHast kuciora:

COOH HO COOH

I I
C—H k HO—C—H
I = = é

H—C H—C—H
I I

COOH HE b COOH

Dymapat L-sanar
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Hakonen, B XxoJe 6ocbMmou peakUuu LHKJIA TPUKAPOOHOBBIX KHUCIOT IOJ BIHUSHUEM
MuToxoHApuanbHoil HAJ[-3aBucHMOIl ManaTAeruaporeHasbl IpOUCXOAUT OKucieHue L-mamata B
OKCaJI0aleTaT:

(|JOOH CI:OOH
O—C—H Y C=0
| + HALO = o> | + HAIH+ H
H—C—H Manataernaporenasa CH,
|
COOH COOH
L- manar Oxcanoauerar

Kak BugHO, 32 oguH 00OpOT IMKIJIA, COCTOSIIETO M3 BOCBMHU (DEPMEHTATUBHBIX PEAKIHH,
IIPOUCXOJUT IOJTHOE OKUCIIEHHE («CropaHue») oJHoi MoJekyibl aneTun-KoA. OcBoOoxaaromiasics
B pe3ynbpTaTe OKHUCIEHHS aneTuia-KoA sHeprus B 3HAYUTENBHOM Mepe COCPEeNOTOYMBAETCS B
Makpodprudeckux (ochatapix cBsa3six ATD. [lpu okucieHnn omgHONW MOJIEKYJbI aneTui-KoA B
nukie Kpebca u cucreme okuciautensHoro GochopuinrpoBaHus MOKET 00pazoBaThCcs 12 MOJIeKy
ATO.

Ecnu moacuutare MONHBIA SHEpreTH4ecKuii 3PQPEeKT TIUKOIUTHYECKOTO PpaCHICTIIICHUS
TJIFOKO3BI U TOCIICIYIOIIET0 OKUCIICHUS ABYX 00pa3oBaBmIuXcsi Moyiekys nupyBara g0 CO2 u H2O,
TO OH OKa)XETCS 3HAUNUTEILHO OOJIBIIIM.

Kak ormewanocs, omna wmonekyna HAJIH (3 wmonekynst AT®) o6pasyercs mpu
OKHCIIUTEILHOM JIeKapOOKCHIMpoBaHUM TupyBata B aneTwi-KoA. Ilpu pacmieruiennn omHou
MOJIEKYJbl TIIOKO3bl O0Opa3yercs 2 MOJIEKYJbl MUPYyBaTa, a MPH OKUCICHHUH WX JI0 2 MOJEKYI
aneti1-KoA u mocnenyrommx 2 o0OpOTOB IHMKJIA TPUKAPOOHOBBIX KHCIOT cuHTe3upyercss 30
Mosiekyn AT® (cnenoBaTenbHO, OKuciIeHre Mojekyisl nupyBaTta 10 CO2 u H20 naer 15 monekyn
AT®). K sToMy KkosnnyecTBy Hano 100aBuTh 2 Mojekyiasl AT®, oOpasyrolecs npu a3poOHOM
rmukonm3e, w6 Monekyn AT®, CHHTE3HpYIOUNIMXCS 32 CYET OKHUCICHHS 2 MOJICKYI
BHemuTOXOHApHanbHOro HAJIH, koTtopsle o00pa3yloTcss TMpH  OKHCICHMH 2  MOJIEKYJ
rImnepanbaerua-3-gpocdara B JETHAPOTEHA3HOW peaknuu rimkoiu3a. CrenoBaTeNbHO, TIpU
pacIleIUIeHMH B TKaHAX OJHOM MOJEKYJbl ITr0K03bl 1o ypaBHeHHI0 CsH1206 + 602 —> 6CO2 +
6H20 cunresupyercs 38 monekyn AT®. HecomHEHHO, YTO B DHEPreTUUECKOM OTHOLIEHUM TOJIHOE
pacHICTUICHHE TIIIOKO3BI SBISIETCS 00s1ee 3P (HEeKTUBHBIM MIPOILIECCOM, YeM aHA3POOHBIN TITHKOJIN3.

Tabnua 14 - OGpa3oBaHre MaKpOIPTUUYECKUX CBSI3€H B X0/1€ KaTaboI13Ma IIIF0KO3BL.

MertaGonnueckuit depMeHT MectoobpazoBaHue Yucno ATO (ma 1
IyTh ATD MOJIb TJIFOKO3bI)
['mukonus 'manepoansaeru-3- Oxucnenne 2 HA/IH | 6
dbocdarnernaporenasa B JIBIXATEIbHON IIEITN
docdoramuepaTkuHaza dochopunupoBaHue 2
Ha ypoBHe cyOcTpara
IIupyBarkuHasa To xe 2
Htoro 10
C yueroMm pacxogoBanus AT® B peakuusix -2
Utoro 8
OxucnutenpHoe [IupyBarnerunporenasa Oxucnenne 2 HA/IH | 6
JIeKapOOKCUIIMPOBAHHE B JIbIXaTeJIHON IeNH
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[IPOBUHOIPAIHON
KHUCIIOTBI
Hroro 6
ukn tumMoHHOMN Wzonurparnernaporenasa | Okucinenne 2 HAJIH | 6
KHCIIOTHI (LUK B JIIXATEILHOM 111N
Kpebca) a-Keroriyraparne- To xe 6
rUporeHasa
Cyxuuaui-KoA- dochopunupoBanue 2
CHUHTETa3a Ha ypoBHE cybcTpara
Cyxmunataeruaporenasa | Oxucienne 2 ®AJIHz | 4
B JIbIXaTeNbHOM LIenn
Manataeruaporenasa Oxucienne 2 HAJIH | 6
B JIbIXaTeNIbHOM LIenn
Hroro 24
Bcero Ha 1 Monb ri1FOKO3bI 38 ATD

HpI/I TAKOM OKOHYAaHMHU TJIMKOJIM3a Ha KaXAYI0 BCTYIUBIOIYIO MOJICKYJIY TJIFOKO3bI
o6pa3yeTc;1 38 MOJICKYII ATCD, moyeMy yrijieBoJAbl U paCcCMaTpUBAKOTCA KAaK OAWH M3 OCHOBHBIX
HCTOYHHUKOB SHCPIruMn B KICTKC.

165




13 CuHTe3 yri1eBo10B

CTpoeHue u CHHTE3 IVINKOTeHA

I'mukoren mnpencraBiseT coOOW pPa3BETBICHHBIN IOJKCAXapul, MOHOMEPOM KOTOPOTO
SIBJISIETCSl TUIIOKO3a. OCTaTKW TJIIOKO3bl COEIMHEHBl B JIMHEWHBIX y4yacTKaxX 1-4 TJIMKO3UJIHBIMHU
CBS3SIMU, a B MecTax pa3BeTBICHHUs 1-6 cBA3sMH. [JTMKOTEH SBISETCS OCHOBHBIM DPE3E€PBHBIM
YIIEBOJOM B KJIETKaxX *UBOTHBIX. OH IJIOXO pacTBOPUM B BOJI€, U HE BIUAET HA OCMOTHYECKOE

JaBJICHHUC B KJIICTKax. I[eHOHI/IpyeTCH B OCHOBHOM B IICYCHH,

CHUHTE3UpPYETCSI B IEPUOJ

nuieBapenus (1-2 yaca nocne npuema nuiu). CUHTE3 TJIMKOTeHa TpeOyeT SHEPruu.

1) Cxema cuHTe3a IJIMKOTCHA

TITFOKOIIHPO-
I'mokoknHaza dochorarokomyTasza dochopurnaza
I'moko3za  ——Tm®K030-6-hocdar ‘roroz®=1-docdar >
I'mukorencunTeTasa
TIIMKO3WITpaHCcdepasza
ypuauHAR(POCHOTIIIOKYPOHOBAsT KUCTIOTA —QuIUrgCaXapH/l _—
CH,OH CH20D
) )
Ol TIIFOKOKMHA32
+ AT® > OH + AJI® + H0
H OH
OH OH
I'moko30-6-ochar
2)
CHO® CH20H
O O
oc(horIIFOKOMyTa3a
om bocd yT : o
OH OH OH oD
OH OH
I'mroxo30-1- hocdar
3)
CH2.OH H>OH
O O
OH +
D
OH
OH OH
I'moko30-1- pocdar
docdormoromyTasza
"H CHOH
O
OH OH OH O
| | I N




OH 0-0 O-P-O-P-0O-CH, ON <~ -OH

I I
OH OH O 0

O
H 'OH
YpuaunaudochormokypoHoBas — KUCIOTa
TJIMKOTCHCHHTETa3a
CH20OH CH20H
O
4) + OH OH O
H | |
OH OH O-0 OH HO-P-O-P-O-CH2 O N -OH
I I
MaJIbTO3a O O
O
OH OH

VId
3aTeM 1010 I[efICTBHeM Q)epMeHTa BCTBJICHUA MaJIbTO3a HpeBpamaeTCﬂ B I''TUKOI'CH.

Peryasiuusi cuHTe3a M €ro HapylIeHust

Pacna)l TJIMKOIr€éHa IMpPOHUCXOJUT B OCHOBHOM B IIEpHOA MCXKAY IMIpUCMaMMUM HIHIIK H
yCcKopsieTcsl BO BpeMs (hu3udeckor paboThl. DTOT MPOLIECC MPOUCXOTUT MyTEM MOCIIeI0BATEILHOTO
OTILETIJICHUs OCTATKOB TJIFOKO3BI B BUJIE TITIOK030-1-docdara ¢ momomipio riaukoreHGochopusiassl.
Takum oOpazom, MOOUIM3AIUS TIIMKOTEHA MEYEHH 00ECIeurnBaeT COACPKAHHE TIIOKO3bl B KPOBU
Ha MOCTOSIHHOM ypOBHE. JTO SIBIsieTCSl 0043aTeNbHBIM YCIOBHEM JJIsi paOOThl APYTUX OPraHOB U
mo3ra. Yepe3 10-18 wyacoB mocne mpuemMa MHIIM 3amackl TIUKOT€HAa B TI€UYEHHW 3HAYUTEITHHO
HUCTOIIAKTCsA, a TOoJOJaHHME B TCUCHUC 24 yvacos MNPpUBOAUT K IIOJJHOMY €ro HMCYE3HOBCHUIO.
OyHKIMS ~ MBIIIEYHOTO TIMKOT€HAa 3aKJII0UaeTcsi B BBICBOOOXKIEHUHM TIOK030-6-pocdar,
HCIIOJIB3YEMOTI'O B caMou MBIIIIE IJI OKHUCJIICHHA U IMOJIYYCHHA SOHCPTHU.

Ha cunrte3 u pacnaj riMKoreHa BIHMSIOT TOPMOHBI — WHCYJIMH, TJIFOKaroH U aJipeHalluH B
MEeYeHU, U WHCYJIUH U aJpeHaJIWH B MbIIIAx. B mepuon mumeBapeHusi mpeoOiagaeT ACHCTBUE
WHCYJTWHA, KOTOPBI YCHIMBAeT JEHCTBHE HEKOTOPHIX (DEPMEHTOB, CTUMYIHPYET TPAHCIOPT
TJIIOKO3bI B KJIETKU MBIIIEYHOW TKAaHU U JIp.; alpeHalIMH aKTUBHPYET Gochopuiiazy, 4To Mo3BOISIET
OBICTPO 00pa30BBIBATh OONBIIOE KOJIMYECTBO TJIIOKO3BI W3 TJIMKOTE€HA. B MBIMIIax 3TO MMeeT
Oo0JbIII0Oe 3HAYEHUE TSI COBEPIIEHHUS] HHTEHCHBHOM pabOTHI B YCIIOBUSX CTpecca.

3HaueHue PEryNAlud CKOPOCTEeH CHHTE3a M pacrajia TIMKOTeHa B MEYCHM 3aKII0YaeTcs B
oOecIieueHny IOCTOSHCTBA KOHIOCHTpAlIMKU TJIIOKO3bl B KPOBH. Pel"y.]'IHHI/ISI oOMeHa TJIMKOreHa B
MBIIIAX O0ECTeUnBaeT YHEPreTHUECKUM MaTepHaloM, KaK WHTCHCHBHYIO paOOTy MBI, TaK U
JHEPro3aTpaThbl B COCTOSIHUM MMOKOS.

Hapymennst oOMeHa rnukoreHa. ['JinkoreHoBbie 00/1€3HH — HACIIECTBEHHOE 3a00IeBaHue,
MpUYMHA KOTOporo siBisieTcss AedekT depmeHTa. CielcTBUEM 3TOrO SIBISETCS CHHXKEHUE WIIU
OTCYTCTBHE AaKTHBHOCTH Kakoro-nmubo (epMeHTa, ydacTBYIOIIETO B CHHTE3€ WM pacmaie
raukoreHa. [ JIMKOreHo3bl — OOJIE3HM HAKOIUICHHUS TJIMKOT€HAa, OOYCIOBJICHBI Ae(eKkTom
(epMEeHTOB, YYaCcTBYIOIIMX B pacmaje TIJIHKoreHa. [JMKOTeHO3 MpOsBISETCS W30BITOYHBIM
HAKOIUICHHEM TJIMKOTeHa B MEYCHH, TIOYKAX, B CEPJCUYHON W MBIIICYHOW TKAHH, JIETKUX M IPYTUX
opraHax. HakammmBaeMBIil TJIMKOTEH MOXKET HMETh Kak HOPMAJIbHYIO, TaK W HU3MCHCHHYIO
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CTpYKTypy. Pesynbrarom HapyiieHHs pacrnajia TJIMKOTE€Ha SIBISIFOTCS THIOTJIMKO3eMHS U e
MOCTIe/ICTBHSL.

I'mroxoHeorenes

I'mokoHeoreHe3 — 3TO IPOLECC CUHTE3a IVIIOKO3bl U3 BEIIECTB HEYIVIEBOJAHOM IPUPOJBI.
I'maBHBIMEU cyOCTpaTamMu TIIOKOHEOT€HE3a SIBIAIOTCS MUPYBAT, JAKTAT, TIIHIEPHH, AMUHOKHUCIIOTHI.
Baxneiimeld ¢yHKIMEH TIIOKOHEOTeHe3a SIBISETCS MOJJep)KaHUEe YpPOBHS TUIIOKO3bI B KPOBU B
NEepUoJl JUIMTENILHOTO TOJOJAaHWSA M MHTEHCHUBHBIX (u3nyeckux Harpy3ok. llocTosHHOe
MOCTYIUIEHHE TJIIOKO3bl B KaUeCTBE MCTOYHHMKA SHEPTUU OCOOEHHO BaXKHO JII HEPBHOW TKaHU U
SPUTPOLIUTOB.

[Ipouiecc B OCHOBHOM IMPOTEKAET B MEYEHU U MEHEE MHTEHCHBHO — B KOPKOBOM BEIIIECTBE
IIOYEK, a TAK)KE B CIU3UCTONW 000JIOUKE KMILEYHHKA. B IIIIOKOHEOreHe3 BKIIIOYAIOTCS pa3IndHbIe
cyOCTpaThl — JaKTaT, OOpa3yMIIUWCA MpU aHa’pOOHOM TIUKOJIM3E€ B MBIIIIAX; TIUIEPUH,
BBICBOOOKJIAIOLIUIICS MpPU TUIPOJIM3E >KUPOB; AMHUHOKUCIOTBHI, OOpa3ylolIuecsi B pe3ysbTare
pacmaza  MBIIIEYHBIX  OenkoB.  BONBIIMHCTBO — peakuuid  TIIOKOHEOreHe3a  SBISIOTCS
MPOTHBOMOJOXKHBIMU TJIMKOJIN3Y, T.€. SBISIOTCS OOpaTMMBIMH W KaTaJU3UPYIOTCI TEMH XKe
(dbepMeHTaMu, 4TO U COOTBETCTBYIOIINE PEAKIIUU TTIUKOJIN3A.

CymMmapHOe ypaBHEHHME PEaKlInu:

20=C — C—CHs + 4AT® +2TTd + 2 HAJJH + H" + 4 H,0 —
|l
O O
ITupysar

H>OH
O

+ A AJI® + 2I'T® + 6 HsPO4 + 2 HAJT
OH OH
OH

[TupyBar mpeBpamiaeTcst B OKcajoaleTaT, KOTOpPBIH, B CBOIO OuY€pelb, MPEBpaIlAeTCs B
¢dochoenonnupysar. JlanbHeHmuMi NMyTh CHHTE3a YIJIEBOJOB MpeACTaBiIsieT coOoil oOpaiieHue
JMXOTOMHYECKOTO IIyTH pacraga YrieBoJoB: (OCHOTIHIEPHHOBBIA albJIETH]] TEPEXOJUT B
JIroKcuareToHdocdat; npu AeHCTBUM ajba01a3bl U3 pochoTpros (hochoraniepuHOBbINA anbIeru]
u auokcumaneroHdocdar) cuHTE3Upyercs (GpykTo3o-1,6-mudocdar, nepexomAmmii  jmanee B
TI0K030-6-gocdar (pepmeHT GppykTo30-1,6-audocdarasa).

Cxema 2nrokoneozenesa

I'mroxo3a
HsPOq4
ATD 1 I —*4
['mok030-6-hochat
I
DpykT030-6-Pochar
ATD PO4

' 3
I
®pykTo30-1,6-mudochar
16



-
nuokcuaretroHpocdar

I'muniepoansaeruadocdar

HsPO4
HAT 6 >
HAJIH + H*
1,3 mudochornumepar
“ATD b ATD

3-hochornumepar
ite

2-docdormumepar

[T

¢dochoenonnupysar
12 ['TD
CO2
ATO 10~
CQ, erar
"

UpyBaT 11 ATD

14 OoMeH JUNINIOB

JIunuasl — 3T0 pazHOOOpa3Hasi O CTPOEHHIO I'pyINa OPraHUYECKHX BELIECTB, Y KOTOPBIX
oO1ee CBOMCTBO — TUpoPoOHOCTh. KUPBI — TPUTTUIEPHUABl — SIBISIOTCS CaMOW KOMITAKTHOW U
SHEeproeMkoi (opMoi XpaHEHUS SHEPTUH.

I'muepodocdaruast umerot TuapodoOHYI0 YacTh, 00pAa30BAHHYIO YaIlle BCETO paJuKaTaMu
KUPHBIX KHUCIOT, W TUAPOPUIBHYIO YacTh — OCTaTOK (ocPOpHON KHCIOTHI, aMHUHOCIHPTOB,
AMHHOKUCIIOT.

OcHoBHbIE (PaKTOPHI TIEPEBAPUBAHUS JTUITHIOB U KUPOB:

1 Jlunasel — ¢epMeHThl, paCIICIUISIONINE JKUPhl W YCIOBHS JJS TPOSBICHUS HX
ONTUMAJIbHOW aKTUBHOCTH.
2 OMyNbraTopsl (I€TepreHThl) — BEIECTBA, TOHMKAIOIINE TOBEPXHOCTHOE HATSXKEHUE

U TpelynpexJarolue CKICHBaHWE 4YacTHIl >Kupa. Jlumasel MOTYT THIPONM30BaTh TOJIBKO
SMYJIBIUPOBAHHBIE KHUPHI.

B poroBoii monoctu Takux (pakTopoB HET, MOITOMY IepeBapUBAHUS )KUPOB HE MTPOUCXOIUT.
B xenynke ecTh nunasa, HO O4eHb Majio (T.K. cpejia KUCIasi, a ONTUMYM JUIs JIMNA3bl — IIEJI0OYHas
cpena), HeT amynabraropa. [1oaToMy B jkenmyake pacHIEIUIIIOTCS TOJIBKO dMYJIBIUPOBAHHBIE SKUPBI
(MOJIOKO, STMYHBIHN JKEITOK).

OCHOBHOE MECTO NEepEeBaAPUBAHUS KUPOB — KUIIEYHHK, TJI€ HIMEIOTCS BCE HEOOXOAUMBIE JUIS
3TOro mpolecca yciaoBus: (hepMeHThl, oOpa3yrolMecs B IMOJKETyJOYHOM XKeje3e M CTEHKaMHu
kumeyHuka, pH cpenbl — crnabomenodynas. Menkue Kaluid JKHpa YIJIGKHCIBIM Ta30M |
NEPUCTAIBTUKONW Pa3IpoOJIAIOTCS Ha elle Oosiee MENKHE, a 3aTeM SMYJbIMPYIOTCS MNpU y4acTUU
KEIYHBIX KHCIOT U MOHOALWITIMLIEPUIOB. B 3THUX YCIOBMSX TPUIIMLEPUABI T'MAPOIU3YHOTCS
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nunaszod Ha 90-97%, npu sToM 40% pacmemsoTcs NoJHOCTRI0, a 50-75% paciiemsroTes 1o
MOHOAUWITIUICPUIOB (3(Up TIUIEpUHA C OJHOW JKUPHOH KHCIOTOH), OCTaBIIMICS HE
[I€PEBAPEHHBIN JKUP BBIBOAUTCS HAPYXKY.

I'muuepodocdatuasl ruaponusyrores GocdonunazaMd Ha TIUIEPUH, JKUPHBbIE KUCIOTHI,
a30THUCTOE OCHOBaHUE U (HOCPOPHYIO KUCIIOTY.

Takum oOpa3oM, B pe3ynbTare rnepeBapuBaHUs 0Opa3yIOTCs: TIUIEPUH, MOHOTJIHUIICPUHBI,
¢dochopHas KHCIOTAa U a30TUCTHIE OCHOBAHMS, KOTOPHIE BCACHIBAIOTCS B CTEHKY KHIICYHUKA Kak
BOJIOPAaCTBOPUMBIE BEIIECTBA.

XKupHble KUCIOTBI, XOJIECTEPUH, U APYTUe KUPOPACTBOPUMBIE BEIIECTBA BCACBIBAIOTCS MPU
YY4aCTHUM TAapHBIX JKEIYHBIX KHCIOT, KOTOpBIE IEPEBOIAT JKUPOPACTBOPUMBIE BEIIECTBA B
BOZIOpacTBOpUMBIE. boblas yacTh KETYHBIX KUCIOT KOHBIOIMPOBaHa C TJIMIUHOM WM TaypUHOM.
[To xumMu4ecKoil NpUpPOE KETUHBIE KHCIIOTHI SBIISIOTCS IPOU3BOIHBIMU XOJIaHOBOU KUCIOTHI:

XKemgaple KHUCIOTHI TPENCTABISIOT COOOH OCHOBHOW KOHEYHBIM MPOIYKT MeTaboiIu3Ma
XOJIECTEpUHA.

B xemum uyenoBeka B OCHOBHOM cojepxatcsi xoneBas (3,7,12-Tpuokcuxosia-HoBast),
nesokcuxoienas (3,12-nuokcuxonaHoBas) M XeHojae3okcuxoseBas  (3,7-AMOKCUXOJIaHOBAS)
KHCIIOTHl (BCE TUAPOKCUIIBHBIE TPYMNNbl HMEIOT O-KOH(QU-TYpalHI0 M TO3TOMY OOO3HAuY€HbI
MYHKTUPHOHN JTMHUEN):

[Ipu B3aumoneiicTBUU €€ C TIMIEPUHOM MM TaypHHOM 00pa3yloTcs HapHbIC >KEITYHbIC
KHCJIOTBI
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14. 1 MeTa60,1M3M TPUIJIMIEPHIOB

Tpurnuuepust
I'mauepun JKupHbIe KHCIIOTBI
rJ'II/II_ICI}O(I)OC(baT
CDocq)ornnﬁepHHOBHﬁ aJIbJIET U]l ALETHUIKORH3UM A
;I/IHTG?, Bxirouenue CUHTE3 Huxn Kpebea CUHTE3 CUHTE3
TJIMKOTeHa B [IPOLIECC  TIMLIEPUHA (oHeprust) XOJIECTepUHa AKUPHBIX
a’poOHOTO KHCIIOT

U aHa3pOOHOTO
oOMeHa yrJieBOJIOB

IIpomexyTouHbIl 00MEH
IIpeBpanienue TPUIIMLIEPUAOB H OKUCJICHHE IVINLIEPUHA.
[lepeBapuBaHrne JKUpPOB — 3TO TUAPOJIU3 KUPOB IMOJ  JEHCTBHEM  (epMeHTa
[TAaHKPEATUYECKOU JIUIA3bI.

[locTynuBmMi B KJIETKM HEUTPAIBHBIA JKUP IIOJ JECHCTBUEM TKAaHEBBIX JIMIIA3
TUAPOJIU3YETCS Ha TTIULEPUH U )KUPHBIE KUCIIOTBHI.

CH2-O0-CO-R CH2 - OH
| H20 |
CH-0O-CO-R — CH-OH + 3RCOOH
| aunaza | KUPHAsi KKCIIOTa
CH:-O0-CO-R CH2 - OH
Kup ['muepun

['munepuH akTUBUpPYETCs IpU ydacTuu riuuepokuHassl 1 AT® B rimnepodocdart, a 3atem
rnunepoanbaeruapocdar (cM ypaBuenue B reme «OOMEH YIriieBOJOBY).

I'munepun npu pajabHEWIIEM OKHCICHMH cHavana (ocdopunupyercs. JJloHopom ocraTka
dhocdoproii kuciotel ciyxkut AT®. [Iponecc yckopsiercs pochorpanchepasoi.

CH2 - OH CH2 - OH
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| TJIMLEPOKHUHA3a |

CH- OH + ATD — CH - OH OH + AJI®
| | /
CHz—- OH CH2-O - P=0
nunepun a- rmrepodocpar  \
OH

I'muniepodocdar B OCHOBHOM HIET Ha CHHTE3 HOBBIX MOJIEKYJ TPHUIJIMLEPUIOB, HO 4aCTh
€ro OKHCIISIeTCS C 00pa3oBaHueM ArOKcHaneToHdocdara:

CHz2 - OH CHz - OH
| HA — HAJJH+H" |
CH-OH OH > C=0 OH
/ /
Cle—O— P=0 éHz— O-P =0
\ \
OH OH
o - rarepodocdar JmuokcuareToHgpocdar

JHuokcuanerondpocdar uzomepusyercs B 3-GocOrIULIEPUHOBBIN albAETHA, KOTOPbI
3aTeM BCTYIAaeT B 0OMEHHBIC PEaKIUH.

OxucieHne KHPHBIX KHCJIOT

JKupHbIMH KHCIOTaMU Ha3blBalOT Kak IIpeleibHbIC, TaK M HENPEAEIbHBIE BBICIINE
KapOOHOBBIE KUCIIOTHI, YITIEBOJIOPOHSAs LIEMb KOTOPBIX COAEPKUT Oonee 12 yriepoaHbIX aTOMOB.
B opranusme okMcieHHE KUPHBIX KUCIOT — YPE3BbIYAMHO BaXKHBIN MPOLIECC, 1 OHO MOXKET OBITh
HaMpaBJIeHO Ha @, J U ®-YIJIEPOAHbIE AaTOMbBI MOJIEKYJI KapOOHOBBIX KUCIIOT. Cpenu 3TUX MPOLECCOB
HauboJee YacTo MNPOMCXOAUT [-OKHCJIEHHE. YCTAHOBJIEHO, YTO OKHCIEHHE KHUPHBIX KHCIOT
IIPOTEKAET B NEYEHM, NTOYKAX, CKEJIETHBIX M CEpACUYHOM MBILIIAX, B KUPOBOM TKaHU. B Mo3rosoi
TKaHU CKOPOCTb OKHCIIEHUS JKUPHBIX KHCJIOT BECbMa HE3HAYUTENIbHA; OCHOBHBIM HCTOYHHUKOM
SHEPrUU B MO3TOBOM TKAHHU CIIY>KHT IUIFOKO3a.

B 1904 r. ®. Knoon (F. Knoop) BblIBUHYN THUNOTE3Y -OKHUCIEHMS KUPHBIX KHUCIOT Ha
OCHOBAHUU OIIBITOB MO CKapMJIMBAHUIO COOAKaM Pa3IMYHBIX >KUPHBIX KHUCJIOT, B KOTOPBIX OAMH
aTOM BOJIOPOJa B KOHIIEBOM METHIJILHOW TpyIe (-yriaepogHOTO aToMa) ObUT 3aMEIIEeH PaTuKalIoM
(CsHs-).

JXKupHble KHCIOTBHI, BXOZSAIIME B COCTaB €CTECTBEHHBIX MXHPOB XUBOTHBIX M PACTCHHIA,
HMMEIOT YETHOE YHUCIIO YTIEpOAHbIX aTOMOB. JItoOast Takash KMCIIOTa, OT KOTOPOM OTLIEIUISIETCS MO
rape yriIepoJHbIX aTOMOB, B KOHIIE KOHIIOB IPOXOJUT Yepe3 CTaaul0 MaciasHoW kucioTsl. [locie
OuepeHOro [-OKHUCIEHHsS MacisiHas KUCJIOTa CTaHOBUTCS aneToykcycHou. [locnmemnss 3arem
THJIPOJIU3YETCA JI0 JBYX MOJIEKYJ YKCYCHOW KHUCIOTHL. Teopusi B-OKHUCIEHHs >KUPHBIX KHCIIOT,
npemioxkenHas @. KHoormoM, B 3HAaYMTENBHOW Mepe MOCIYKHJIA OCHOBOW COBPEMEHHBIX
MIPEICTAaBICHUN O MEXaHU3ME OKUCIIEHUS JKUPHBIX KUCIIOT.

B-Oxucienue KUPHbIX KUCJIOT. OOpasyrouuiicss mpu THAPOIU3E KUPOB KapOOHOBBIE
KHUCJIOTBHl TIO/IBEPTaloTCsl [-OKUCIEHUI0 B MHUTOXOHJAPHSX, KyJa OHH IIOCTYNAlOT B BUJE
COOTBETCTBYIOIHMX anuikoGepMeHToB A. B-Oxucnenne — 310 4 nmociemaoBarenbHbex OBP.
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I peakuus. JlerugpupoBanue

o) CisHar H
I JICTHIpOreHasa \ /
CisH31 —CH2—CH2-C + GAJ] > C=C +®AI(2H)
\ / \
SKoA H COSKoA
CrepuiikosH3uM A TPaHCU30MEpP CTEPUIIKOIH3UMA A

II peakuus I'maparanus

CisHai H O
\ / ruaparasa I
CcC=C + H,O > CisH31 —CH-CH2 - C
/ \ | \
H COSKoA OH SKoA
Tpancu30Mep CTEPUIKOIH3MMA A L-uzomep B-0KUCHKApOOHOBPI KMCIIOTHI

III peakuus dernapupoBanue

(0] 0]
I JICTHIpOTeHa3a Il
CisHsi —CH-CH2—-C  +HAI ,CisHa1 —~C—CH2-C  +HAJIH + H"
| \ | \
OH SKoA 0) SKoA

-okcokucnora

IV peakuus. Pacmenienne

O O O
I THOIA3a Il Il
CisH31—C—-CH2—-C + HSKoA ______, CisHa—-C CH3-C
| \ \ \
O SKoA SKoA SKoA
[TameMuUTOKOPH3UM A AIIETHIKOSH3UM A
Ha gmsoe B I_II}KJI Kpebca mst
-okucnenue OKOHYATEILHOI'0
OKHUCJIEHUSI
1m0 CO2 u H0O

YeTelpe pacCMOTPEHHBIE PEAKLIMU Ipolecca -OKUCIECHUs MPEICTABISAIOT COOOM LUK, B

XO0Jle KOTOpPOrO IIPOMCXOAMUT YKOPOYEHHE YIIEPOJHOM LENM Ha JABa YIIEPOAHBIX aTOMA.
[TanbMHUTOKOAH3UM A BHOBBH MOJBEpraercs [-OKUCICHHUIO, TOBTOpPss AaHHbIN 1ukia. [lpu B-
OKHCJICHUH OJTHOW MOJIEKYJbI CTeapUHOBOM KUCIOTH 00pasyercs 40 monekyn AT®, a Bkirouas u
nukn Kpebca, kKoTopom oKuCsieTcs: oOpa3yronuics aneTuiakodH3uM A — 146 monekyn AT®. Dto
TOBOPUT O BAXHOCTH IPOLIECCOB OKUCIEHUS >KUPHBIX KHUCJIOT C TOYKU 3PEHUS DHEPreTUKU
OpraHusMa.

o-OKuc/IeHne )KMPHBIX KHCJIOT. B pacTeHusax moxa neiictBueM (pepMEHTOB MPOUCXOIMUT

OKHCJIEHUE XUPHBIX KHUCIOT IO 0-yIJIEPOJHOMY aTOMY — Oi-OKHUCJIEHHE. DTO LIUKJI, COCTOSIIHUNA U3
JIBYX peaKkIui.
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I peaxkyua 3akmodaeTcsi B OKHCICHMM >KMPHOM KHCIOTHI MEPOKCHIOM BOAOpPOJAA C
Y4acTHEM COOTBETCTBYIOLIEH MEPOKCUAA3BI B COOTBETCTBYIOMNN anbaerua u CO2,

0]
[Tepokcuasa I
R - CH2 - COOH + 2 H202 , R-C + CO2
\
H

B pesynbTate 3Toil peakiiuy yriepoaHas Helb yKOpaunBaeTCs Ha OJMH YTIepPOIHBIH aTOM.

Il peaxyus cocTOUT B THIApaTAlMd U OKHUCJIEHMHM OOpasyloNIerocs anbJIerujga B

COOTBETCTBYIOILYIO ~ KapOOHOBYIO ~ KMCIOTYy TIO[ JEHCTBHEM  albJerHIO0JerHAPOreHasbl ¢
okucnenHoit gpopmoit HAJ™:

O O
/! aJbIECTUI0- Il
R—-C +H,O+HAJ nmerumporemaza R-C  +HAJH)+H"
\ > \
H OH

[uki a-oKKCIeHHS XapaKTepeH TOIbKO JUIS PACTEHHIA.

®-OKuc/ieHne ;KMPHBIX KUCJIOT. B TieueHn )KUBOTHBIX U Y HEKOTOPBIX MUKPOOPTaHU3MOB
cyuiecTByeT (hepMEeHTHasi cucTeMa, 00eCIeunBaoIas m-OKUCIEHHE, T.€. OKUCIEHUE 10 KOHIEBOM
CHs-rpynmne. CHayania 1moja JACMCTBHEM MOHOOKCHUTEHA3bl MPOUCXOIUT TUAPOKCHIMPOBAHUE C
00pa3oBaHHEM (M-OKCUKHUCIOTHI:

o MOHOOKCHUTE€HAa3a
CH;—- R-COOH+ «0O» ——— > HOCH; - R-COOH
M-OKCUKUCIIOTA

Jlanee ®-0KCUKHUCIIOTa OKUCIISETCS B O-IUKapOOHOBYIO KUCIIOTY:

HOCH; — R—COOH + H20 +2HAJT" meruaporenaza, HOOC— R — COOH + 2 HAJT (H) + 2H"
®-TUKapOOHOBAs KUCIIOTA

[Tonydyennas o-auKapOOHOBas KHUCIOTa YKOPAuMBaeTCs C JHOOOT0 KOHIA TOCPEICTBOM
peaxiuu B-oKUCIeHHUS.

Ecnu kapOoHOBasi KHCIIOTa HMEET pa3BETBICHMs, TO €€ OWOJIOTMYECKOe OKHCICHUE
MpeKpaniaeTcs, T0MUIs 0 MeCTa pa3BETBICHUS IIEITH.

BuocunTe3 JKMPHBIX KHCJIOT
Hapsiny ¢ pacrmagom >KMpHBIX KHCJIOT B OpraHu3Me HUIET M MX oOpazoBaHue. buocunres

YKUPHBIX KACIIOT — MPOLIECC MHOTOCTAAMNHBIN, TUKINYECKHIM.
I cragus. 1) Konpencarus CO2. ¢ alleTUIKOIH3UMOM A

0 0 0 0
I /I cunrasa \ I

C +H-CH,-C , C-CH-C
I \ / \

0 SKoA HO SKoA

ManoHHIKOYH3UM A

174



2) Konaencarus MaJIOHHIKOOH3MMa A C HOBOM MOJIEKYJIOH alleTHIIKOAH3MMA A |

(0] @) @)
1l /I cunrasza /l
HOOC-CH2,-C + H-CH»-C —— CH3-C—-CH2-C + CO; + HSKoA
\ \ I \
SKoA SKoA 0] SKoA
AneToaleTHIKOPH3UM A
II cramms. 1) I'unpupoBanue

0 ¢}
1l peaykrasa I
CH;—C-CHz- C +HAJIGH)+H" ____, CH3—~CH-CHz- C + HAJI®"
| \ | \
0 SKoA OH SKoA

III crapma. Jleruaparanus

O O
/I nepemykrasa Il
CHs-CH-CH2- C — > CHs-CH=CH- C +H0
| \ \
OH SKoA SKoA
BbyrenkosH3um A
IV cragus. I'mapupoBanue
O O
I peaykTasa I
CHs—CH=CH- C +HAJI®H)+H —>CH;-CH,-CH,—- C  +HAJI®"
\ \
SKoA bytupunkosnsum A SKoA

Takum 06pa30M, B PpE3yJIbTATC OmocuHTEe3a JKUPHBIX KHUCJIOT IMIMPOUCXOAUT YIAJIINHCHHUC

yIJIepOJHON LIENH Ha ABa YIIEPOIHBIX aTOMa. 3aTeéM INPOMCXOJUT KOHJACHCAUs OYyTHPUIKOIH3UMA
A ¢ oKcHJIOM yriepoja U OBTOpEHHUE peakuui 1ukina. CymmapHoO:
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O

1l MYJIbTH(EPMEHTHBIN

8H-CHz—C +28H" ancambnb R Ci15sH31 COOH + 6 H20 + 8 HSKoA
\ »
SKoA

14.2.3 IlpeBpamenus rauunepodocdatuion

B xnerkax mon nmerictBueM crnernuduueckux depmeHToB (ochonaunas raunepodochaTuabl

THAPOJIU3YHOTCA Ha COCTABHBIC KOMIIOHCHTBI: TJIMOCPUH, JKUPHBIC KUCIOTBI W a30THCTOC
OCHOBAaHMHC.

HoC-0-C-COR;
I

HC-0O-C-COR2 CHs
| /1O /
HXC-0O-P-0O-CH2,-CH2—-N—-CHs

| \
OH CHs

OAHOBPEMEHHO C pacIICINIEHUEM B KJIETKaX UJET CUHTE3 (OCPOIIUIIEpPUHOB.
[Tpumep — cunTe3 dhochoTHIMIIXOTUHA

I'matiepodocdat+2 momekyisr KK Xonuna +ATD
! !
®dochaTu KUCIOTHI ®dochoxonun + L[TD
! !
[[I/11"J'II/II_[epI/IL[ HHTHLLHHLLHq)locq)OXOJII/IH

CDOC(I)OTI/II[I/IJ‘I%OJ‘H/IH (JTenuTHH)

B xone OOMEHHBIX peakluii B OpraHu3Me OOpa3yrOTCsl alleTOHOBBIE (KETOHOBBIE) TElla B
MUTOXOH/PHUSX MEUYEHH (ALETOH, alleTOYKCYCHAasl KUCIIOTa, 3-KeToMacisiHas KHCIIOoTa aleToaleTar,
B-runpoxcodyTupar)

CHs CHs CHs
| | |
Cc=0 - COz Cc=0 +2H CH - OH
| | |
CHs CH: CH2
aleToH | |
COOH COOH

B-keTomacngHas KuciaoTa [-THIpOKCHUMAacisHas KUCIOoTa

AUEeTOHOBBIE TeJla BBITOJHSIOT BaKHbIE (PYHKIMHU: B MBIIILAX, MO3Te NMPHU TOJOJaHUH, TIPU
ynoTpeOIeHUH MUIHY, O0TaTON )KUpPaMHU, HO C HU3KUM COJIEpKaHUEM YTJIeBOJIOB, MPH JTUTEIHLHON

(bHSH‘ICCKOﬁ pa60Te CcaxapHOM I[I/Ia6CTC HCIOJIB3YIOTCA I 06pa30BaHI/IH OHCPTHUHU. AI_IGTOHOBBIG
TEJIa CHHTE3UPYIOTCA U3 alICTUIIKOOH3UMaA A B medenu.
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15 O0meH GesikoB
3HaveHue 0eJIKOB B OPraHu3Me

benku — 310 epMeHTHI, TOPMOHBI U Jp. CUHTE3 KOTOPHIX U3 HEOPIaHUYECKUX BEILECTB
BO3MOXXCH JIUIIb B OPraHU3ME PAcCTeHHU. B JKMBOTHBIX OpraHm3mMax OCJIOK CHHTE3UPYETCS U3
aMUHOKHCIIOT, YaCTh KOTOPBIX 00pa3zyeTcs B CaMOM OpraHu3Me (3aMEHHMble aMHUHOKHCIOTHI AJa,
Acn, I'ny, I'nn, Ipo, I'mu, Cep, Acn). dpyrue, nesamenumsie, (Ban, Jleit, Une, Met, ®@en, Tpu,
JIuz, Tpe) moiwkHbI mocTynarhk ¢ numed. Yactuuno 3amenumble (I'wic, Apr,) CHUHTE3UPYIOTCS B
OpraHM3Me O4YEHb MEJIECHHO, B KOJUYECTBAaX, HE IOKPBIBAIOIINX IOTPeOHOCTEH OpraHusmMa,
0COOCHHO B JIETCKOM BO3pacTte. Y CIOBHO 3aMeHuMble aMuHOKUCIOTH! (Luc, Tup,) cuntesupyrorcs
13 He3aMEeHUMBbIX aMUHOKuUCIO0T (MeT u den).

[TonHOIICHHBIE OENKM — OTO Takue, KOTOphIE COJEepXKaT Bech HAOOp HE3aMEHUMBIX
AMUHOKHCIIOT, B HEOOXOUMBIX KOJIMYECTBAaX. Tak KaK OCJKU — 3TO a30TCOAEpIKAIINE BEIIECTBA, TO
OIMH W3 METOJOB , XapaKTepU3YIOIIM COCTOSHUE OenKkoBOoro oOMEHa B OpraHu3Me H
OHMOJIOTUYECKYIO IIEHHOCTh MTPOIYKTOB MTUTAHUS SIBJISICTCS OTpeielieHre Oananca a3ora.

A3OTHUCTBIN OallaHC — ATO Pa3HUIA MEXKIY KOJIMYECTBOM a30Ta, MOCTYNUBIIUM C MHILEH, U
KOJMYECTBOM a30Ta, BBIEISIEMOr0 MOYKAMH B BUJI€ MOYEBUHBI U A30TUCTHIX COJICH.

A3OTHUCTBIN 6aaHC MOXKET ObITh:

- MOJIOXKUTENBHBIM — Yy JETEH, Y BbI3JOPABIUBAIOIINX OOJBHBIX MOCHE TSHKEIOH OOJe3HH,
IpH OOMIILHOM O€JIKOBOM MUTAaHUH.

- OTPULIATEIBHBIM — IIPH TSHKEIBIX 3a00JI€BaHUSX, TPU TOJOJAHHUH, IPU CTAPEHUH.

- paBHBIM HYIIO (230THCTOE PABHOBECHUE) — Y 3[I0OPOBBIX B3POCIBIX JIIO/IeH TPU HOPMaJIbHOM
MUTAHUU.

B opranusmMe cyiecTByrOT O€IKOBBIE PE3EpPBbI, KOTOPHIE HCIOIB3YIOTCS MPU OETKOBOM
rojoganuu. [Ipyu HeJOCTaTOUHOM MOCTYIJIEHUU OEJTKOB PacXoAyIoTcsl OeKU MBI U niedeHu. [pu
MOJIHOIICHHOM ITUTaHUU MTPOUCXOUT BOCCTAHOBIIEHUE O€IKa 10 HOPMBI.

IlepeBapuBanue U BcachblBaHUe OesIka

B momoctu pra Oenku He pacIIEIUIAIOTCS, TaK KaK OTCYTCTBYIOT HPOTEOJIUTHYECKUE
dbepmenThl. B xenmyake OenkM pacUISTISIOTCS MO JACHCTBHUEM JKETyI0YHOTO COKa, KOTOPOTO B
CYTKH Bblensercs 2,5 1. B ero cocrtaBe coiisiHas KUCIIOTa, KOTOpas CIOCOOCTBYET HaOyXaHUIO
OeNKOB (JIeHaTyparus), ooyierdas paciernjieHue 0eIKkoB pepMeHTaMu.

OCHOBHBIM TPOTEOJUTHYECKUM (DEPMEHTOM KeTyJOYHOro CcOoKa siBisercs mnerncuH. OH
oOpa3yercs u3 npodepMeHTa — NENCUHOIeHa U aKTUBUPYETCS IPU Y4aCTUU COJSTHOW KHUCIOTHI. 3a
CYTKH BBIJENETCA OKOJIO 2 T merncuHa. Ero xaranuruyeckas akTUBHOCTB IposiBisieTcs npu pH =
1,0-1,5 (peakmus >kemyIo4HOTO coka). IlermcwH pacmieruiser MENnTHAHBIE CBS3H, MPHBOJIUT K
pacmany Oelka Ha aMUHOKUCIIOTHI W MOJMIIETITUABl PA3IMYHON BeNUYUHBL. [lerncuH ruaponusyer
MENTUAHBIE CBSI3U, 0OPa30BAHHbBIE APOMATUYECKUMU U TUKAPOOHOBBIMU KHCIOTAMHU.

B kenynouHOM CcOKe NPUCYTCTBYET M HPOTEONUTHUYECKUH (EepMEHT — TacTPUKCHH,
ONTUMYM KOTOporo Jexxut B mpeaenax pH = 3,4-4,5. CBoOojHas cofisiHas KHUCIOTa BBIMOJIHSAET
crnenyomue G yHKIUU:

-OKa3bIBaeT OaKTepULUIHbIE AEHCTBUS;

- ICHaTypUpyeT OeJIKH MUILY;

- co3gaet ontumyM pH 11 nencuna;

- aKTUBHPYET MENCUHOTEH.

B kemyake Xopomio TmepeBapUBAIOTCS  albOyMHUHBI M TJIOOYJIMHBI JKUBOTHOTO U
PaCTUTENILHOTO MPOMCXOXKACHUS U TUI0X0 — OCJIKH COeIMHUTEIbHON TKaHU (KOJUIAreH, J1acTUH) U
COBEpIICHHO HE TUAPOJIU3YIOTCS KEpaTHH U MPOTaMUH.

OOpa3oBaBuivecs B KeNyaKe MOJHUIENTHAbBI W HepaclleIUIeHHble O€NKH IOCTYNalT B
TOHKMWA KHUIIEYHUK, TJ€ IOJBEPraioTCs JACHCTBUIO TIJIABHBIX MPOTEOIUTUYECKUX (DEPMEHTOB:
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TPUIICUH, XUMOTPHIICHH, KapOOKCHUIIENTHIa3a, aMUHONIENITHa3a U AU- U Tpunentuaassl. OnTuMym
nevicteus npu pH = 7,8-8,1 (cpena cnabomienoynas).

Tpuncun ruaponu3yeT MNENTHAHBIE CBS3M, OOPa30BaHHbIE APrUHUHOM U JIM3UHOM;
XUMOTPUIICUH  THAPOJM3yeT OenKu, OoOpa3oBaHHBIE apPOMATUYECKHMMHU AMHUHOKHCIIOTAMHU.
KapOokcunentuaassl TUAPOIU3YIOT KOHILIEBbIE aMUHOKHCIOTBI CO CBOOOJHON KapOOHUIBHOM
rpynmnoit —COOH, amuHonentuaassl — co cBoboaHoi amuHorpymnmnoii NHz. OcTaBmiuecst meHTO3bl
(3-4 yrieponHbIX OCTaTKa) TUIPOJIM3YIOTCS TU- U TPHUIICIITHAA3aMHU.

Takum o00Opa3oM, B pe3ylnbTaTe IMEpPEeBAPUBAHUSA OOPA3YIOTCSI AMHUHOKHCIOTHI,, KOTOPBIE
MOCTYMAIOT B JIUMQY, [I€UeHb, KPOBb.

HekoTopoe KoJM4ecTBO HEBCOCABUIMXCS B TOHKOM KHILIEYHUKE OENKOB M aMHUHOKHUCIOT
IOCTYNAOT B  TOJCTHIM KHUIIEYHUK, TIJl€ [OJBEPraroTcs JAEHCTBUI0 MHKPOOPIaHU3MOB,
CTIOCOOCTBYIOIIMX THUEHHUIO OCJIKOB, IPU KOTOPOM 00pa3yloTCs pa3ivyHbIC SOBUTHIC BEILIECTBA.
OTH NPOYKTHI IIONAJAIOT B [IEYEHb YEPE3 BOPOTHYIO BEHY, I/1€ 00€3BPEKUBAOTCSL.

OH

H - CH2 - COOH

| —
NH>

+
HO HO

Kpezon deHon
O

OH O -S—-OH
I
+HO-S-OH—* O + H20
|
O ynphoOeH30iHas Kucaora

HpOILYKTBI pacnanga BbIACIAKOTCA C MOYOH.

Koneunsim pE3yJIbTaTOM TIICPCBAPUBAHUA OCIIKOB  SIBJISICTCS 06pa3OBaHI/Ie CBO6OI[HI>IX
AMHWHOKHUCIIOT, MOCTYMAIMUX B KICTKU CIIM3UCTON OOOJIOYKH KHIIIEYHUKA IIyTEM aKTHUBHOTO
TPAHCIIOPTA 3a CUYCT I'paITUCHTA KOHICHTPALIUN HATPUS.

IIpomexyTouHbIii 00MeH
Bunocunres 0enka

brocuHTe3 Oenka nMeeT BaKHelIee HAayYHOe W KIMHHYecKoe 3HaueHue. OTiudne 0JHOTO
WHAMBUYAIbHOTO Oenka OT JApPYroro OINpejaeisercss NpUpOJOH U MOCIEI0BaTENbHOCTHIO
YepeoBaHus aMUHOKHUCIIOT, BXOJISIINX B €r0 COCTaB.

Hocurenem HacnenctBeHHol mHpopmanuu spistoTess Mmonekynsl JIHK (rensr), B KoTOpbIx
3aKOJMPOBAHbl T'EHETUYECKHE OCOOEHHOCTH OpraHu3Ma, B TOM YHCIE COCTaB M CTPYKTypa
cuHTe3upyembix OenkoB. Ilepsuunas crpykrypa JJHK mpencrasiser co0oil mocienoBareiabHOCTh
MOHOHYKJIEOTH/IOB, KaXKble TPH U3 KOTOPBIX HOCAT HAa3BaHUE TPHUILIET U KOAUPYIOT OIPeIeIEHHYIO
aMHHOKHUCIIOTY. TakuM 00pa3oM, MOCIEeIOBATEIHHOCTh AMHUHOKHCIOT JIOOOTO CHHTE3UPYEMOTO
OenKa KOHTpOJMpYeTcs mocienoBareabHocThio TpumietoB JIHK. Drtor mporecc cocraBiser
CYIIIHOCTh OMOCHHTE3a OelKa.

[Tpornecc OnocuHTe3a OeKa COCTOUT U3 TPEX ITAIIOB.

1 stan — cunte3 undopmanmonHor PHK (u-PHK) — Tpanckpumnims u nepeHoc e€ K MecTy
cuHTe3a 0eKa — K pubocomam.
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2 JTam — aKTUBAllUsl aMUHOKHUCIIOT — npucoennHenne ux K tpancnoptHo PHK (1-PHK) u
MEPEHOC UX K pudbOCcOMaM.

3 9Tamm — COOCTBEHHO OMOCHHTE3 (TPaHCIIALINSA).

1 sran — cunte3 u-PHK npoucxonut B szpe u 3akioyaroTcss B ToM, urto mojekyna JJHK,
cocrosimjas M3 JBYX Lenoyek packpyudumBaerca u Ha oxHou unenu JIHK crpourcs u-PHK mo
MPUHLUITY KOMILJIEMEHTApHOCTH, T.€. KaxaoMmy a3otucroMy ocHoBaHuio J[HK coorBercrByer
azoructoe ocHoBanne PHK. Takum oOpasom, wmonekyna u-PHK B TouHocTu moBTopsier
nocnenoBarenpbHocTh JIHK, a 3HauuT, COyXUT NEPEHOCYMKOM HACIIEACTBEHHOM TIE€HETUYECKON
uHpOpMaInH, T.€. MATPULICH.

2 oSTalm HAYMHAETCS C AaKTUBAallMM AaMUHOKHCIOT npu ydactuun ¢epmentoB u ATO c
COXpAaHEHUEM KOMIUIEKCOB aMUHOALMIAJACHUIATOB. [ KaXK10i aMUHOKHUCIOTHI ecTh ¢BOsi T-PHK,
K KOTOPOIl aMMHOKHCIIOTA U MIPUCOETUHACTCS. DTOT KOMIUIEKC IBUKETCS K pubocoMam.

Ocob6ennocts T-PHK 3akmioyaercss B HAIMYMM B HEW aHTHKOJOHA — TPUIUIETA CTPOTO
OTIPEICTICHHOTO COCTaBa IJId KaXXJA0W aMMHOKUCIOTHI (Ip. deHmnamaHud — 5T0 AAA, METHOHUH
VAL, ananun — LI'T).

3 sran. B monekyne u-PHK umerorcss ompeneneHHble TPUILIETHI, KOTOPbIE HA3bIBAIOTCS
KOJIOHAaMU U KOTOpbIe KoMIuieMeHTapHsl anTukonoHaM u-PHK. ITo mepe nepensmxenus n-PHK nmo
pubocoMe MPOUCXOAUT UX TPUCOEIMHEHUE K KOMITJIEMeHTapHbIM kKosoHaMm u-PHK, a coenunenHbie
¢ T1-PHK amMWUHOKHCIOTBI COOTBETCTBEHHO B3aMMOJEHCTBYIOT MeEXAy co00oil B  TOM
MOCNIE0OBATEIBHOCTH, KOTOpas CTporo 3adUKCUpPOBaHA MOPAIKOM COCIUHEHHUS KOJOHA H
AaHTUKOZOHA MyTeM OoO0Opa30BaHUS TOJWNENTHIHONW MENu, CHenuu(OUIHON M JAaHHOTO Oelka
(mepBUYHas CTPYKTypa, KOTOpas B JaJbHEWIIEeM NpUOOpETaeT BTOPUYHYIO H TPETUUHYIO

CTPYKTYDY).

Cocras Tpunieros IHK u PHK

T-PHK u-PHK JHK
Jleiun 'AA ayy 'AA
ApruHvH LT LA I'aT

[Tpouecc OnocuHTe3a OeIKa KOHTPOIUPYETCS Pa3IMYHBIMU (DaKTOpaMH Kak BHYTPHU KJIETKH,
TaK U CHAPYXKHU.

I[e3aMH}mpOBa}me AMHHOKHCJIOT

JlesaMuHUpOBaHUE — paclleJieHHe aMUHOKHUCIIOT MOJ JEWCTBUEM Je3aMUHa3 (OKCHJIa3) ¢
BBIJIEJICHUEM a30Ta B BUJE aMMHAKa.

1. Ilpsmoe  ne3aMMHMpOBaHHE  XapakKT€pHO Ui O-aMUHOKUCIOT  (peakius
BHYTPHUMOJIEKYJIIPHON TUCMYTAIUN)

HSCH> § /COO' - COO | ~COO HO
C — » CHz=C «——CHs3;-C _
H.” NHs" -HS \\NHs* \ﬁﬂ - NH3
Hucrenn €HAaMHUHOKHCIIOTA O-MMHUHOKHKCIOTA
CHsz— (|?| — COOH
O [1IBK
2. OkKuciuTenbHOE 1e3aMUHUPOBAHNE
NH>
NH2 | NO-cunTerasa
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//C—NH—(CHz)a—(liH + HAII®H + O, + HY ———
NH>*
CoO
ApPpIruHUH

NH3*
NH2>;§—NH—(CH2)3—(FH + HAJI®® + 2NO + 2H.0

O COO
Hutpynun

[TosydeHHBIN OKcUJ a30Ta OBICTPO HCIIOJIB3YETCS B MMMYHHOM CHUCTEME JUIsl YCTPaHEHUs
KCEHOOMOTHKOB, a TaKKe AJIS PEryJMpOBaHUs KPOBSHOIO JABJIEHHS 3a CUET PACCIAOIEHUS MBI
KPOBEHOCHBIX COCYZIOB

O6pasyrolyecs aMUHOKHUCIOThI B3aUMOJICHCTBYIOT C a30THCTOM KMCIOTOM.

NH3* HO

| |

CH-CHR +HNO, ™ CH-CHR +N, + HO
coO COQH

Ota peaKknuss HCIOJIB3YCTCA MJIA KOJIWUYCCTBCHHOI'O OIPCACIICHUS aMUHHBIX TPYIIL B
AMHWHOKHCJIO0TAax, a TAKXKC B Oenkax u MNPpOAYKTAX UX pacliaga

3. BHyTpuMOneKyiIsipHOE 1e3aMHUHUPOBaHNE

NHz"- CH — COO ‘00C-C-H
| acrapTaTaMMHaKIIAa3a I
H- CH-COO + «— H - C—- COONHz4
acriaprar ¢dbymapaT aMMOHUS

B MHKpO6HOHOFquCKOﬁ IMPOMBIIIJICHHOCTH U3 q)yMapaTa aMMOHHUs C IOMOINBIO KIICTOK
KHUIIEYHOM naJIO4YKH, conepmameﬁ acrmapTaTaMMUaKIIMa3dy, CAHTEC3UPYIOT aCllaparuHOBYIO KUCJIOTY

ITepeaMmunnpoBanue (TPpaHCAMHUHHPOBAHNE) AMHMHOKHUCJIOT

TpaHcaMMHUPOBaHUE — pPeEaKLMs IEPEHOCA AMUHOTPYNIBI C AMUHOKHMCIOTBI Ha O-
ketokucnory. He nmogseprarorcst npepaMuHpOBaHHIO TOJIbKO JIu3 nTpe.

R R R R
| | aMHHOTpch@Iepasa | |
H-C-NH, +C=0 — C=0 +H-C-NH
I | | |
COOH COOH COOH COOH
Honop NH2- akuenrop NHz - HOBas HOBas
TPYIIIIBI TPYIIIbI KETOKHCIIOTa AMUHOKHCIIOTA

Kodepment nupuaokcanbdocdar BeIonHAET GYHKIHIO TEPEHOCYHKA aMHUHOTPYIIIHL.
Peaknus mpoTekaeT B 1BE CTaIUH:
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2) mnepenoc NH - rpymribl Ha KOpepMeHT:

COOH COOH

| |

(CHz)2 O H (CHa)2 NH: H

| + \ | \ /

CH-NH2 cC — Cc=0 + CH

| | | |

COOH R-® COOH R-®
'myramun docho o-KeToramyrapoBas  (hochonupuaokcaMuH

HPHIOKCATTH KUCIIOTA

2) nepexoa NH2 ¢ kopepMeHTa Ha HCXOAHYIO KETOKHCIIOTY

NH2 H CHs 0] CHs

\ | \ |

CH + Cc=0 — C + HC-NH:

Fle' -® C|OOH Rl' -® C(l)OH
docdo- MCXO/IHAs! KETOKHUCIOTA docho aJlaHWH (HOBasi aMUHOKHCIIOTA)
MMAPUIOKCAMUH IIBK APUIOKCAIIb

B peaknumn nepeamMuHUpOBaHMs O0O0S3aTENILHO YYacTBYET OJHA W3 JBYX JUKapOOHOBBIX
KHUCJIOT (JIETKO oOpaTuMasi peakiivsi).

Peakiusi nmepeaMMHHUpOBaHUs (TpaHCAMHUHHMPOBAHUS) SIBJISETCS pEaKLUEH OKHUCIUTENbHO-
BOCCTAHOBUTEJIHOM, B KOTOPOHM y4YacTBYIOT HE TOJIBKO aTOMBbl YIJIepoja B3aUMOJEHCTBYIOIIMX
KHCIIOT, HO U mupuaokcaibpocaTa. C MOMOLIBIO ITUX peakUui ycTpaHsSeTcsl M30bITOK OJIHUX
aMMHOKHUCIIOT U PETYJIMpYeTCsl UX COJep)KaHue B KIETKaxX, a Takke oOecreynBaeTcss OMOCHHTE3
3aMEHUMBIX AMHUHOKHCIIOT M3 KETOKHCIOT. B 3THX peakmusXx MbI BHIUM B3aUMOCBS3b MEXKIY
oomenom yrieBonoB (IIBK) u o6meHom Oenka, Tak kak oOpasyrouiyecs 0-KETOKHCIOTHI MOTYT
3aTeM OKUCIIATHCS B IIUKIIE TPUKAPOOHOBBIX KHCIIOT.

JlekapO0OKCHIHPOBAHHE AMHUHOKHCJIOT

JlexapOOKCHIMpOBaHUE MPOTEKAET MOJ JEHCTBUEM JIeKapOOKCHIa3 C OTIIEMJICHHUEM OT
aMUHOKHCIIOTBI YIJIEKHCIIOTO ra3a u o0pa3oBaHHEM aMUHOB.

N
CH, - ~C0; g CHy-
HlC -NH2, NH Nle—HzC NH
C|OOH TUCTHJINH TUCTAMUH

[Tpu nekapOOKCHIMPOBAaHUH O-aMHHOKHCIIOT B OpraHW3ME CHHTE3UPYIOTCS OMOTCHHBIC

aMHHBI, BBITOJIHSIONUINE BaXHbIE OMONIOTHYECKHE (YHKLIUU - HEHPOMEIHATOPOB (CEPOTOHUH),
TOPMOHOB (aJipeHaInH, HOPAAPECHAIINH), PETYIATOPHBIX (DAKTOPOB MECTHOTO JACHCTBUS (TUCTAMUH ).
['mcTaMMH CTUMYIHPYET CEKPELHIO JKEITYyJIOYHOTO COKa, CIIIOHBI, BBI3BIBACT paclIMpeHHe
COCYJIOB, TOKpPACHEHHE KOXKH, OTEYHOCTh TKAHW; YYaCTBYET B PA3BUTHH AICPIHUSCKON PEaKIIHH;
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CHIDKAET KPOBSIHOE JIaBJIEHUE, HO MOBBIIIAET BHYTPUUEPEITHOE J1aBJICHHE, BbI3bIBasi TOJIOBHYIO 0OJIb;
COKpalaeT MIaJKyl0 MyCKyJIaTypy JeTKHX, BbI3bIBAsl YAYIIbE.

Pa3pymiatorces B eueHu.

JlekapOOKCHIIMPOBAHWE aMUHOKHCIOT TPOUCXOAUT CPAaBHUTEIBHO JIETKO B TKaHIX
YKUBOTHBIX U PaCTE€HUI, HO 0COOEHHO OHO XapaKTEPHO JIsi MUKPOOPTaHU3MOB.

16 O0MeH CJI0KHBIX 0€IKOB
OO0MeH HyKJ/1e0npOTeu10B

HyxkieonpoTenibl 1 MX MPOU3BOAHBIE BHITOIHSIIOT B OPraHU3Me MHOTOOOpa3HbIe (PYHKIUH,
y4acTBYs:

- B CHHTE3€ HYKJIEMHOBBIX KHCIIOT U HyKJICOTUIHBIX KOYEPMEHTOB;

- B pEaKLMAX 3al1aCaHUsl U UCTIOJIb30BAHMS SHEPTUH;

- B 00pa3oBaHWU AaKTUBHBIX (OPM caxapoB, aA30THUCTBHIX OCHOBAHUU, CYIb(PaTOB U
METHUOHHHA;

- B TPAHCAYKIMU CUTHAJIOB B KJIETKY, SIBJSASCh BECTHUKOM JEHCTBUS HA KJIETKY FOPMOHOB,
(bakTopoB pocTa, HEUPOMETUATOPOB U APYTUX PETYISATOPHBIX MOJICKYII.

B numieBapuTenbHOM TpaKTe MOJA ACMCTBUEM COJISHOM KHUCIIOTHI, MENCUHA, TPUIICMHA OT
HYKJIEOIPOTEUI0B OTUICIUIAeTCS O€IKoBas 4acTh, KOTOpas TUIAPOIMU3YETCS JI0 aMHUHOKHUCIOT.
[IpocTeTnueckas rpynmna — HyKJIEHMHOBBIE KHCIOTHI — Hpu ydactuu Hykieas (JJHKa3zei, PHKa3nr)
pacnazaeTcss Ha MOHOMEphl — MOHOHYKJICOTH Ibl. OHM YaCTUYHO BCACHIBAIOTCS, & OCTAJIbHBIE MO
neiicteueM (Qocdara3 u HyKIEO3WAa3, PACIICIUISIOTCS Ha COCTaBHBIE YacTH — a30TUCTHIC
OCHOBAHUS, TMEHTO3bI U (POCHOPHYIO KUCIOTY, KOTOpPBIE BCACBIBAIOTCSA Ooyiee akTWBHO. Tak xe
MPOUCXOJUT pachaj M HYKJIEONpOoTeHI0B TKaHel opranuzMa. dochopHas KUCIOTa MOMOJIHSAET
3amacel OpraHn3Ma, MEHTO3bl B OCHOBHOM IPHHHMMAIOT y4acTHE B CHHTE3€ HOBBIX HYKJIEHMHOBBIX
KHUCJIOT U KOEPMEHTOB.

OAHOBpPEMEHHO B KJIETKaX MPOUCXOIUT MOCTOSHHBIA CUHTE3 CrIeHU(PUUECKUX HYKJIEHHOBBIX
KHCIIOT. OTO CJIOXHBIA IPOLECC, MCXOAHBIMM BEIIECTBAMH JUISI KOTOPOTO  SIBJISIFOTCS
nentozodocharer (pubo30- U Ae30KkcHpu0030-5-hocdar), obpasyromuecs B OCHOBHOM MpHU
arlOTOMMYECKOM IIYTH OKMCIEHHUS YrieBonoB. KpoMme TOro, y4acTBYIOT COEIMHEHUs — TJIMLUH,
JIyTaMUH, aMMHaK, YIVIEKHCIBIM Tra3, MypaBbHHAs M aclaparuHoBas KHUCIOTb, AT® wu
COOTBETCTBYIOLIHNE (DEPMEHTHI.

[lyTn BO3HUKHOBEHHMS MyPUHOBBIX W MUPUMHIMHOBBIX HYKJIEOTHJIOB PA3JIMYHBI, HO €CTh
HEKOTOPBIE YEPTHI CXOJCTBA:

1) IOAPOKOC HMCIIOJIB30BAHUC TIJIM, aCH W TIJIH B KAa4YCCTBE€ HCTOYHUKOB a3oTa H
reTEePOLMKIMYECKUX KOJIEIl.

2) Bxtouenue B cocTaB NypHHOBBIX M MMPUMHIMHOBBIX IIMKJIOB aTOMOB YTJIEPOJIa U3
CO2u popmuara

3) ITocTpoeHre MypHMHOBOIO OCHOBAHMS M 3aBEpIIEHUE CHHTE3a MUPUMHUIAUHOBOIO
OCHOBaHMs Ha pub030-5-pocdare, B pe3ynabpTaTe 4ero o0pa3yroTcs HyKIeoTHA-5-(hochaTo

4) @epMEHTAaTUBHBIN XapakTep BCEX pPEaKLIMi, OCYHIECTBISIOIIMUXCA B IIpolecce
HOBOOOpa30BaHUs HYKJIEOTHI0B

5) Bo3HukHOBEHHE Ha ONpEAETICHHOM JTare OWOCHMHTE3a NPEIIIECTBEHHHUKOB, W3

KOTOPBIX TOTOM (POPMUPYIOTCS YK€ HHAUBHUIyaIbHbIE HYKICOTUI-5-Pocdarhl.
[TocnemoBaTenbHOCTD PeAKINi, MPUBOISIINX K 00pa30BAHUIO0 TyPHHOBBIX HYKJICOTH/IOB:
1. O6pazoBanue 5-pochopudoszmn-1-gudocdara (OPLAD): pudozo-5-dochar — DAPD
(oOmuit mpeamecTBeHHUK (hochoprO03bl B CHHTE3E MMYPUHOBBIX M MMPUMUTAHOBBIX HYKJICOTH/IOB).
2. Ilepenoc ammuorpymnmel I'ma Ha ®PJID ¢ obpazoBanmem 5-hochopubdosmi-l-ammHa
(pepmenTt - amunoTpaHchepasza).
3. Ilpu ywactum rumnuHa, amugHoro aszora InH, o-NHo-rpynmer Acn, COz, u
OJTHOYTJIEPOUCTHIX MPOU3BOIHBIX 00pa3yeTcs MypHHOBOE KOJIBIIO HA OcTaTKe pu0030-5-gocdart.
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4, CuHTe3 TMepBOTrO IMypPHHOBOTO HYKJIEOTHJAa — WHO3WHOBas kuciora (MM®), koropas
MOXeT npeBpaiarbesi B AM® unu 'MO.

5. Mecro 0o6pa3oBaHus MypHUHOBBIX OCHOBAHM siBisieTcs edeHb. OHa cHaOXkaeT MmypuHaMu
TKaHH, HE CIIOCOOHBIE K X 00Pa30BaHUIO — SPUTPOLIUTHI, JEHKOIUTHI U YACTUYHO MO3T.

6. Cunre3 nykieoTuaaudochaToB U HYKICOTUATPUPOCHATOB MPOUCXOIUT MPH YIACTHH
AT® u dpepmenToB — HyKIIeOTUAMOHO(OChaTa3 U HyKIeoTU U DochHOKHHA3S.

7. IlyprHOBBIE HYKJICOTHAbI CHHTE3UPYIOTCS «3alaCHBIM MyTeM» M3 a30TUCTHIX OCHOBAaHUI
U HYKJIEO3UJO0B. DTOT IyTh MMEET BCIOMOraTelbHOE 3HaueHue, nasas or 10 mo 20% oOwmiero

KOJIMYeCTBa  HYKIEOTHAOB.  KaTamusupyroT  3TH  mporecchl  1aBa  depMeHTa  —
ageHuHpochopudosmwiTpanchepasza, oTBevaronuid 3a oOpaszoBanue AM®P wuz OPID wu
THIOKCaHTUHTYaHuHochopubdosunTpancdepasa, KOTOPBIH KaTaJu3upyeT oOpa3oBaHue

WHO3UHOBOW KHCJIOTHI.
Karabonusm MmypHHOBBIX HYKICOTHIOB MPHBOIUT K OOpa30BaHUI0 MOYEBON KHCIIOTHI.
A30THCTBIE MyPUHOBBIE OCHOBAHUS M0JIBEPratoTCs PEBPAILCHHIM:

NH>

OH
/ N N
N Q@ -
| — <
+ H20
N

NH
N NH
AnenuH I'unokcanTuH
v
OH OH
~ N
N N - NHs | | Kcantun
VANY
NH2 /A + Hx0O 0)
N NH
I'yanun v

A
N

NH OH
MoueBas kucnora

MoueBas KMCIOTa BBIBOJUTCS U3 opraHusma.
HI/IpI/IMI/II[I/IHOBLIe OCHOBAHHA pacliaAarOTCsa Tak:

OH
CH>—- NH>

|
yd CH, +NHz + CO;
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> |

/ COOH
AN

N  VYpanun B-amanuH
CuHTE3 TUPUAMHOBBIX HYKICOTHAOB IMPOTEKAET B IUTO30JIC€ KJIETOK NpPU  yYaCTHH
(hepMeHTOB — MOIU(YHKIIMOHAJIOB:
@)
I
NHz +CO2+ ATO —» AJlD + NH: - C
\
O~
Kap6amoundochar
o COOH
1l | acriapraTkapoamuinTpanchepasa
HoN-C + CHz —
\ |
O~® NH2 — CH - COOH
Kap6amoundocdar AcmaparuHoBasi KHCJIOTa
O COOH
I |
HoN-C CHz + Hs3POq4
\ |
O-NH- CH-COOH KapbamunacmnaparuHoBasi KUCIOTa
O
O COOH I
I | CHz
HoN-C CHz JIETUIpOopoTa3a
\ | E— CH - COO
O-NH- CH-COOH I
KapOamunacnaparnsaoBasi KucjioTa O NH Jurunpoopotar
o 0]
| [
HN CH: NH
_—
H-COO I - COO
I O
O NH NH
Juruapooporar OpoTtoBast KucI0Ta
O
CH20® O

v

OH I
NH
+
C-COO
OH OH I
O NH
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NH CH
- COO
/
O N
CH20® O
- CO2
OH OH
Oputuauamonodocdar
O
I
NH H
/ H
O
CH:0® O N
OH OH YpunuamoHogocoar

['nu (mpu yuactiu CO2, AT® u ®PJID) — Kapbamonndocdar (+ acmaparnHoBasi KHCIOTa)
— Kap6amounacnaprar — Jluruapooporar (HAJT) — Opotar — Opotatmonodocdar (OPJID)
— YMO — VIO — VTO

O0MeH reMoriI00MHa

W3 pa3nuuHBIX ~ XPOMOIPOTEHMHOB  HawOOJbIIee 3HAYCHWE WMEET T'eMOTJIOOHH.
[Moctynaronuii ¢ nuIei reMoryioOnH B JKETy0YHO-KUIIEYHOM TPAKTEe PacHaaeTcsi Ha COCTaBHbIE
9acTH — TJII00MH U reM. [ ToOMH Kak OelloK, THIPOIHU3YyeTcs Ha aMUHOKHCIIOTHL. ['eM oKucisercs B
reMaTHH ¥ BBIBOAUTCS C KanoM. TakuM oOpa3oM, reMOrjIo0MH MHIIY He YYacTBYET B MHTEHCUBHOM
MeTaboJIM3Me SHJIOTEHHOTO TeMOTrJo0WHA. YPOBEHb MeETa0oJM3Ma SHJOTEHHOTO TEeMOTJIO0MHA
OTIpeJIeNIAETCsl TEM, UTO MEPHOJ KU3HU 3PUTPOLUTA paBeH 126 nHell, T.e. exeyacHO OOHOBISETCS
MIPUMEPHO 6*10° SPUTPOLIUTOB, a, CIIEJOBATEIHLHO, U TEMOTTIOOHHA.

Crpoenune remor/io0uHa. ['eMornoOMH B KauyecTBE OEJIKOBOTO KOMIIOHEHTA COAEPIKUT
rJI00MH, a HeOEeJIKOBOro — reM. BujoBble paznuuusi reMorsioonHa oOyclIOBJIEHBI INIOOMHOM, B TO
BpeMs KaK reM OJIMHAKOB Y BCEX BHJIOB IreMOITIO0MHA.

OCHOBY CTPYKTYpbl HPOCTETHYECKOH TIpyIIbl OOJBIIMHCTBA TEeMOCOJIEpKa-IUX OEIKOB
COCTaBIIIET MOPGUPHUHOBOE  KOJIBIO, SBISIOIIEECS B CBOIO  OYepeab  MPOU3BOIHBIM
TETPANMPPOILHOTO CoequHeHuss — nop¢upuHa. [locnenHuit COCTOMT M3 YeThIpeX 3aMeIIeHHBIX
MUPPOJIOB, COEAMHEHHBIX MEX 1Yy cO00i METHHOBBIMU MocTukamu (—CH=).
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Hezamemennslii  nopgupuH HasbpiBaeTcst mnoppuHoM. B Moziekyne rema mnopduH
npejcTaBieH B Buue nportonopdupuna IX, comepikamiero dersipe MetwibHble rpymmnbl (—CH3),
nse BuHWiIbHbIE rpynnsl (—CH=CH2) u nBa octarka nponuoHoBoi Kuciotel. IIpoTronopdupun,
MIPUCOEAUNHSIS JKEJI€30, IPEBPALIAETCS B FEM.

W3 ¢opmynbl BHIHO, 4YTO IKEJNE30 CBS3aHO C JBYMS aTOMaMH a30Ta MOJEKYJb
npoTonopupruHa KOBWIEHTHO U C JBYMs JpPYTUMM — KOOPAMHAIMOHHBIMH  CBS3SMH,
0003HaYCHHBIMH TyHKTUPHBIMH JTHHUSMHU.

I'em B Buae remnop¢uprHa SBiIseTcs MPOCTETHUECKONW TPYNION HE TOJNBKO reMorioonHa u
€ro MPOM3BOIHBIX, HO ¥ MHOTJIOOHMHA, KaTala3bl, IEPOKCHIA3bl H IIATOXPOMOB b, ¢ 1 C1.

CrpykrypHass opraHuszanusi remorsiooumHa (u muorinoOuHa) Obia pacmudpoBana JIx.
Kennmpeto u M. Ilepyrii (HoGenesckas mpemust 1962 r.). JlpixatenbHast GyHKIMS TeMorioOuHa
KpOBH NOJPOOHO paccMaTpuBaeTcs B Kypce (GU3HOIOTHH. 3/1€Ch CIIEyeT yKa3aTh Ha YHUKAJIbHYIO
POJIb reMorJIoOnHa B TPACOpTe KUCIOPOAa OT JIETKUX K TKaHSIM M TUOKCHIA YTepoJia OT TKaHeH K
JIETKUM. DTO 3JIEMEHTapHOE MPOSIBICHUE KU3HU — JIbIXaHUE, XOTS U BBITIIUT IPOCTHIM, OCHOBAHO
Ha B3aMMOJICHICTBMM MHOTHX THUIIOB aTOMOB B T'MI'aHTCKOH Mojekyne remorsioouHa. Ilogcuurano,
4YTO B OJHOM 3puTpouute conepxkutcs okosno 340000000 monekyn remoriioOMHa, Kakjaas W3
KOTOPBIX COCTOUT IIPUMEPHO U3 10° atromoB C, H, O, N, S 1 4 aToMOB *eriesa.

ATOM jKene3a pacrlojOXKeH B LIEHTPE I'eéMa-IUIMEHTa, MPHUJAIOLIEro KpOBH XapaKTEepPHBIN
KpacHbli 1BeT. Kaxknas u3 4 Monekyn rema «oOepHyTa» OJHOM TOJMNENTUIHON Lenbio. B
MoJleKyse reMoriioOnHa B3pocioro ueioBeka HbA (ot anrn. adult — B3pocnblit) comepkarcs
YeThlpe MOJMIENTHIHBIE IeNH, KOTOPble BMECTE COCTAaBIIAIOT OENKOBYIO YacTb MOJIEKYJIbI —
r100MH. J[Be U3 HUX, Ha3bIBa€MbI€ O-LEMAMHU, UMEIOT OJUHAKOBYIO MEPBUYHYIO CTPYKTYpPY M IO
141 aMMHOKHCIOTHOMY oOcTatky. JIBe napyrue, oOo3HadaeMble P-LENsAMH, TaKKe HICHTUYHO
MIOCTPOEHBI U cojaepkaT 1mo 146 aMUHOKHUCIOTHBIX OCTaTKOB. TakuMm o00pa3oM, BCS MOJEKyJa
0eIKOBOM YacTH reMoryio0MHa COCTOUT U3 574 aMMHOKHUCIIOT. BO MHOTHX MOJIOKEHUSX O- U B-Lienu
coJiep’KaT pa3Hble aMUHOKHUCIIOTHBIE IOCIIEOBATEIbHOCTH, XOTS M HUMEIOT MOYTH OJIMHAKOBBIE
MIPOCTPAHCTBEHHBIE CTPYKTYpHI. [losyueHsl J0Ka3aTeNbCTBa, YTO B CTPYKTYpE reMOTJI00MHOB Ooiee
20 BUJOB JKUBOTHBIX 9 aMHUHOKHCIOT B IIOCJIEIOBATENbHOCTH OKa3ajUCh OJMHAKOBBIMH,
KOHCEpPBAaTUBHBIMH (MHBApPUAHTHBIMH), ONPENEISIONUMHI (PYHKIUU TeMOTIIOOMHOB; HEKOTOpBIE U3
HUX HaXoJATCs BOJM3U remMa, B COCTaBE Y4acTKa CBS3bIBAHUS C KUCIOPOJOM, APYTHUE — B COCTaBe
HETOJSIPHOW BHYTPEHHEH CTPYKTYpPHI TI00YIIHI.
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Pucynok 31 KoopauHanuoHHbIE CBA3M aToMa >Kelie3a B MoJieKyJsie rema. Bece 4 cBs3u ¢
aToOMaMH a30Ta NUPPOJBHBIX KOJICI] PACHOJOXKEHbl B OJAHOM IUJIOCKOCTH, S5-1 U 6-4
KOOpPJMHAIIMOHHBIE CBSA3HM (C aTOMOM a30Ta MMUIA30JIbHOIO KOJIbLIAa THCTUIMHA U C KUCIOPOAOM
COOTBETCTBEHHO) — M0 Pa3HbI€ CTOPOHBI MEPIIEHIUKYIISIPHO K 3TOM TIOCKOCTH

B nononnenue x ocHoBHOMY remorsioonny HbAiB KpoBM B3pocCiOro udenoBeKa J0Ka3aHO
CYIIECTBOBAaHUE MHUIPHUPYIOLIETO ¢ MEHbILIEH CKOPOCThIO NpH 3neKkTpodopese remornoduna HbA,
TaKXe cocTosAlero u3 4 cyObeMHHULL: IBYX o-lienel u nByx o-ueneid. Ha nomo HbA2 mpuxonurcs
okoJ10 2,5% ot Bcero remornobuHa. M3eecteH, kpome TOro, GperaabHbIil reMOrioOuH (reMorao0uH
HOBOPOXJICHHBIX), oOo3Hauaembli HbF w cocrosmuii w3 AByX o-memed W JABYX Y-IICTICH.
@eranbHbIi TeMornoduH otnnvaercss or HbAiHe TolbKO cOCTaBOM aMMHOKHUCIOT, HO U (DU3HUKO-
XMMHUYECKMMHU CBOWCTBAMM: CHEKTPAJIbHBIM IOKa3aTesleM, 31EeKTPO(OpeTHUECKO MOABUKHOCTbIO,
YCTOMUYMBOCTBIO K IIEIOYHOM JeHaTypaiuu u 1p. KpoBb HOBopokaeHHOTO conepkuT a0 80% HDF,
HO K KOHIy 1-TO rojia »KM3HM OH IIOYTH LIEJIUKOM 3aMeHsieTca Ha HbA (Bce e B KpoBU B3pOCIIOro
genoBeka oTKpbiBaercs 10 1,5% HDbF ot obmiero konmuectBa remorinobuna). [locnenoBareabHOCTD
aAMMHOKUCIIOT B Y- U O-1IEMSAX FeMOIrJI00MHOB OKOHYATENIbHO HE paciiugpoBaHa.

Oo0men remorJioouna. Kak cuHTe3, Tak M pacrmaji reMoroOnHa MPOUCXOIUT B CEJIe3EHKE,
M€YEeHHU, KOCHOM MO3T€.

Pacriaj; TeMOIIOOHHA HAYMHACTCS ¢ OKMCIICHHS rema, Korma skeneso Fe?™ mpespamaercs B
Fe**. O6pasyromeecss CoeqMHEHHE HA3BIBACTCS BEPIOTTOOMHOM (BEIIECTBO 3EICHOTO IBETa),
KOTOpBIM CIIOHTAaHHO pPAaclajaeTcs Ha COCTaBHbIE YaCTU — IJIOOWH, jKENe30 M OCTaBLIasCs 4acTh
reMa — OwiMBepAWH (MUIMEHT 3€JeHOro IBeTa). BUIMBEpIMH BOCCTAHABIMBAETCS B HKEITO-
KpacHbl OMiIMpyOWH, KOTOpBIM IOCTyNmaeT B Me4yeHb. [l opraHusma OUIUPYOMH SIBISIETCS
TOKCHUYHBIM U BOJIOHEpacTBOpUMBIM. [losTOMy B MecTtax ero o0pa3oBaHMs TNPOUCXOAMUT €ro
00e3BpeXUBaHUE U MPEBPALICHUE B BOJOPACTBOPUMYIO (OpMy. DTOT MPOILECC TPOUCKXOIUT JBYMSI
MyTSAMH:

1 C moMmoIpI0 TIIFOKYPOHOBON KHUCJIOTHI ¢ KOTOpPOW OMIMPYOHMH 00Opa3yeT MOHO- WJIH
JUTITIOKYPOHUIBI, KOMILJIEKC OMIMpyOMHA € OJHOM WIIM JBYMs MOJIEKYJIaMHU TIJIFOKYPOHOBOM
kucnoThl. Takoil OunMpyOuUH sIBisSieTCS CBSI3aHHBIM (B J1a0OpaTOPHOM MpakTUKe — MpsIMON
OnIMpyOuH).

2 OO6pa3oBaHue KoMILIeKca ¢ anbOyMuHOM. B 3TOM ciydae OmiMpyOMH Ha3bIBaIOT
CBOOOIHBIM (HETIPSIMBIM).

B xpoBu comeprxutcs okono 75% cBobomHOTO OMinpyonHa u 25% cBsI3aHHOTO.

B neuyenu xomruiekc OunupyouHa ¢ O6enkamMu pacnanaercs, 1 OCBOOOUBIINNCS OMIUpyOuH
MpeBpamaeTcs B TIIOKYpOHUA. B medenn Bech OMIMpPYOWH MPHCYTCTBYET B (JOpME CBSI3aHHOW C
TJIIOKYPOHOBOM KHCIIOTOM, T.€. B HETOKCUYHON U BOJIOPAacTBOpUMOi popme. V3 neyenn ounupyOuH
MOCTYMAaeT B JKEITYHBIA IY3bIph, OTKyJa MOJ[ BIMSHUEM >KETYHOTO MUTMEHTAa IOCTYMaeT B
KUIIeyHUK. Tam OuaupyOMH OCBOOOXKIaeTcs OT TIUIIOKYPOHOBOM KHCIOTHI U TOJBEPraercs
pa3IMYHBIM TpEBpallleHusIM C 00pa30BaHHEM B KOHIE YPOOWJIMHOI€Ha W CTEpKOOMJIMHOTEHA.
IlepBbIl BcaceIBacTCs B KpOBb, 3aTE€M B II€YEHb, OTKyAa IIOCTymaer B Mody. Ha Bo3myxe
YPOOMIMHOTEH OKHUCISETCS B ypoOmiIuH. BTopoii BeIBoAUTCS ¢ KaimoMm (crenuduyaeckas okpacka) u
KHUCIIOPOAOM OKHUCIISIETCS 10 CTPEKOOUIIHHA.

CuHTe3 reMorino0MHa COCTOUT U3 IBYX ITPOLIECCOB!
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1 CHUHTEC3 I'éMa H3 I''IMI1Ha, HHTapHOﬁ KHCJIOTHI U XKEJI€3a.

2 KOHIEHCAIIH C TJIOOMHOM
H>O

N\ pZ/N N\l/N H0

Fe?' +0; —
N v I\
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r @ MuorioouH

()]

N

Fe?*

N/ \N OKCHUMHOOIIOOHH

['eMOTrIOOMH COCTOHMT M3 YETHIPEX MOJUMENTHAHBIX IIeTeii, aHATOTUYHBIX MO CTPOCHHUIO
MHOTJIOOUHY.

B n1exrunx

HHb(Fe*) + Oz HHbO; (Fe’")

v

B Tkagax

OxcureMorsioOMH BBIMONHAET (YHKIMIO TpaHCIOpTa Kuciopona. bmaromaps emy, JuTp
KpoBH mepeHocuT 250 M KHcIopoJa B pa3jMyHble OpraHbl. 37€Cb OKCHIeMOITIOOMH OTJaeT
KHCIIOpO/I, KOTOPBIN AUPPYHIUPYIOT Yepes MIa3My U CTEHKU KalluUIIPOB B TKaHH.

CcO 02
HHbCO <« HHb "« TiHb O,
KapOOKUTeMOTII00MH H>0 OKCUTE€MOTJIO0NH
CO2
(HHb CO2) ¢— Hb HbO?
Annon aHHOH aHHMOH
KapOaMUHOTeMOTJIOONHAa ~ TeMOTJI00MHA OKCHI'€MOTIO0MHA

N3 mHorooOpasusi MpOM3BOAHBIX T'€MOIVIOOMHA, CIEAYyeT, MpeXAe BCEro, ykKa3aTh Ha
okcuremornodun HbO, — coenuHeHHE MOJEKYISIPHOTO KHUCIOpoAa ¢ reMorioouHoM. Kucmopon
MPUCOSANHSIETCS K KaXJIOMy T€MY MOJEKYIbl TeMOrJIOOMHAa TpU TOMOIIM KOOPAMHAIMOHHBIX
CBsI3EH jKene3a, MPUYEeM NPUCOENWHEHHE OJHOM MOJIEKYJIbl KHCIOpOJa K TeTpamepy obserdaer
MPUCOETUHEHNE BTOPOIl MOJIEKYJIbI, 3aTeM TpeThel U T.1. [loMumo Kucinoposa, reMorioOuH JIETKO
COeMHSIEeTCS ¢ IpyruMu razamu, B yactHocTH ¢ CO, NO u ap. Tak, nmpu OTpaBI€HUH OKCHUIOM
yriepoja TEeMOTJIOOMH TPOYHO CBA3BIBACTCA C HUM C OOpa3oBaHHEM KapOOKCHUIeMOTJIoO0MHa
(HbCO). Ilpu stom BcienctBue BbIcOkoro cpojctBa k CO TeMoryioOuH TepseT CIOCOOHOCTH
CBSI3BIBATh KHCIOPOJ M HACTyNMaeT CMEPTh OT YAYIIbS, HEIOCTATOYHOTO CHAOKEHUS TKaHEU
kucioponom Ilpu sTom copepkanue ero B KpoBu B 210 pa3 Oosblie, 4eM OKCHTEMOTJIOOWMHA,
MO3TOMY HACTyHaeT OTpaBlieHHWEe yrapHbiM Ta3oM.. OgHako mpu OBICTPOM TOBBIIICHUH
MapluuagbHOrO JAaBJICHUS KHUCIOpPOJa BO BIBIXaEMOM BO3AYXE€ MOXKHO JTOOUTHCS YaCTUYHOIO
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BeiTecHeHHss CO w3 CBS3M C TEMOIJIOOMHOM W TPEIOTBPATHTh JIETalbHBIH Hcxon. Hopma
conepkanusi kapookcuremorinoouna — 0,3 — 05%, y kypunbimukoB — 4,7%. [Ipu nerkoit TsokecTu
otrpaBnienus — 10-15% - rosoBHas 6011k, c1adbocth, TomHoTa. [Ipu cpeaneit — 25-30% - Hapymenue
KOOpJAMHAIINH, CUHIOUIHOCTh JIMIA W MOMYTHeHHE co3HaHus. llpu Tsokensix — 60% u Oonee —
MOTepsl CO3HAHUS U CMEPTh.

[Tpu oTpaBieHNN OKCHIIAMH a30Ta, TApaMH HUTPOOEH30JI1a U APYTUMH COSAUHEHHUSIMH YacTb
remoryiobnna okucisercs B wmerremorioond (HbOH), coxepxammii TpexXBaJIeHTHOE IKeENe30.
MeTreMorioOuH Takke TepsieT CIOCOOHOCTh K MEPEHOCY KUCIOPOa OT JIETKUX K TKaHSIM, IO3TOMY
IpU METTeMOTJIOONHEMHUH (BCJIEICTBHE OTPABJICHUS OKHCIUTEISIMH) B 3aBUCUMOCTH OT CTEIEHHU
OTpaBJICHUSI MOXET HACTYMHUTh CMEPTh OT HelocTaTka Kuciaopoaa. Eciu BoBpeMst oka3zaTh OMOIIIb,
T.€. IIOBBICUTH MapIMAIbHOE AABJICHUE KUCIOPOAA (BABIXaHHWE YUCTOTO KUCJIOPOJA), TO U B 3TOM
Clly4ae MOKHO BBIBECTU OOJILHOTO U3 OMACHOTO COCTOSTHUSI.

YcTraHoBlieHME ~ TEPBUYHON  CTPYKTYpbl  CyOBEOUHHII  MOJEKYJIBl  TI'€MOTJIO0HMHA
CTUMYJIMPOBAIO HCCIEAOBAHUA MO paciu@poBKE CTPYKTYphl TaK Ha3bIBAEMbIX AaHOMAJIbHBIX
reMorjaoOnHoOB. B KpoBH 4enoBeka B OOIIEH CIOXKHOCTH OTKPHITO OKOJIO 150 pa3in4HBIX THIIOB
MYTaHTHBIX TeMOTJIO0MHOB. [10SBISIOTCS MyTaHTHBIE OPMBI TEMOTJIIOOMHOB B KPOBH BCIICJICTBUE
MyTauud reHoB. OOBIYHO MyTalMM JeNiT Ha 3 Kjlacca B COOTBETCTBUU C Tomorpaduei
M3MEHEHHOTO y4yacTKa MoJieKyibl. Eciii 3aMeHa aMHHOKHCIOTHI MPOUCXOAHWT HA TMOBEPXHOCTH
MOJIEKYJIbl T€MOIJIOOMHA, TO 3TO MyTalMs MEpPBOr0o Kiacca; MOJO0OHbIE MyTallMM OOBIYHO HE
COIMPOBOXKAAIOTCS PA3BUTHUEM TSDKEJION TMATOJNOTUH, W OOJIe3Hb NPOTEKAET OECCUMIITOMHO;
HCKJIIOUYEHUE COCTaBJISIET CEPIIOBUIHO-KJIETOUHAs aHemus. [Ipu 3amMeHe aMUHOKUCIOTHI BOIM3U
remMa HapyuiaeTrcs CBS3bIBaHHE KHCIOPOAAa — 3TO MYyTAIllMs BTOPOrO KIlacca, COMPOBOKIAIOIIASICS
paszButueM Oone3Hu. M HakoHel, eciii 3aMEHa MPOUCXOJUT BO BHYTPEHHEM YYacTKE MOJIEKYIIbI
reMoryIoOnHa, TOBOPST O TPEThEM Kjlacce MyTallMH; MOAOOHbBIE MyTAallUU MPUBOIAT K HAPYIICHUIO
MIPOCTPAHCTBEHHOM CTPYKTYPBI U COOTBETCTBEHHO (YHKIIMHM reMOrI001Ha.

AHOMallbHbIE TE€MOTJIO0MHBI, paziuyarolecss 1o (Gopme, XUMHUYECKOMY COCTaBy U
BEIMYMHE 3apsfa, ObUIM BBIACICHBI NpU MOMOIIM 3neKkTpodopesa U Xpomarorpaduu.
[lepenatomuecss 1Mo HaciaeACTBY M3MEHEHHMS 4Yalle BCEro SBJISAIOTCA pe3ylbTaTOM MYyTalluu
€IMHCTBEHHOTO TpWILJIETa, MPHUBOJAIIEH K 3aMEHE OJHOM KakoW-ITM00 aMHUHOKHUCIOTHI B
MOJIMMIENTUAHBIX LENAX MOJIEKYJIbl FeMOIJIO0NHA Ha Ipyryto. B OonbIIMHCTBE Clly4aeB MPOUCXOAUT
3aMeHa KHUCJIOW aMUHOKHCIIOTHI Ha OCHOBHYIO WM HeilTpanbHyro. ITockonbky 3TO 3amelieHue
OCYILECTBISIETCS. B O0EUX MOJMIENTUAHBIX LENsAX OoJHOW u3 map (o wiu fB), oOpa3oBaBIIMiics
aHOMAJIBHBIA TeMOIJIOOMH OyZleT OTINYaThCs OT HOPMAlIbHOTO BEIMYMHOW 3apsjia M
COOTBETCTBEHHO JIEKTPOPOPETUUECKOMN MOBUKHOCTHIO.

Cnenyer ykasaTb, YTO HEKOTOpPbHIE MYTAal[MH, BBI3BIBAIOIINE CYLIECTBEHHOE H3MEHEHUE
CTPYKTYpbl M COOTBETCTBEHHO (YHKIMHM TIeMOIJIO0MHA, OKa3blBalOTCS JIETaJbHBIMU, U
WHUBUIYYMBI C TMOJOOHBIM TI'€MOTJIO0OMHOM YMHUpAIOT B paHHeM Bo3pacte. OnHako mpH psje
MyTalUid 3aMeHa aMHUHOKHCJIOT HE BBI3bIBAET 3aMETHOTO M3MEHEHHUs (QYHKIMH TeMOrjoOuHa, B
3THX ciiy4asix 00JIe3Hb IPOTEeKaeT OECCUMIITOMHO.

Bonesnu remornobuHoB (ux HacuuThiBatOT Oosee 200) HaA3BIBAIOT reMOIJI0-OMHO3aMU.
[IpuHATO NEAUTH UX HA FeMOITIOOMHONATHH, B OCHOBE Pa3BUTHUSI KOTOPBIX, JIEKHUT HACIEICTBEHHOE
M3MEHEHHE CTPYKTYphl KaKOW-1100 1€ HOPMaJIbHOIO TeMOrfIo0rHa (4acTO X OTHOCST TakkKe K
«MOJIEKYJISIPHBIM 0OJIE3HAM»), W TajacceMuH, OOYyCIOBJICHHbIE HACIIEACTBEHHBIM HApyLICHUEM
CHUHTE3a KaKOW-THOO0 HOpMalbHOW Iemu TemorioOuHa. Pa3znmyaroT Tarke jkene30aeuIuTHbIC
aHEMUH.
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Pucynok 32 - HopmasibHbIE ¥ CEPIIOBUIHBIE SPUTPOLIUTHI

KrnaccnyeckuM mpuMepoM HacieICTBEHHOH TIeMOIVIOOMHONATHH SIBJISETCS CEPIIOBUIHO-
KJIETOYHAsl aHEMHUs, IIMPOKO pacrnpocTpaHeHHas B crpaHax FOxHoil Amepuxu, Adpuku u FOro-
Bocrounoit Asum. IIpm 3TOH maronoruM SpUTPOLUTHI B YCJIOBHAX HU3KOIO MapLHUAIBLHOTO
JIaBJICHUs KUCJIOpoJa NpuHUMarT ¢opmy cepna (puc. 32). I'emornobun S, kak mnoxazanu JI.
[TomuHr M 1p., OTJIMYAeTCs PAOM CBOWCTB OT HOPMAJbHOTO IeMOIJIOOMHA: B YacCTHOCTH, IOCIE
OTJa4M KUCJIOPOJa B TKAHSAX OH IpeBpallaeTcs B INIOXO PACTBOPUMYIO JA€30KCU(POPMY U HaUMHAET
BBINAJaTh B OCAJIOK B BUJIE BEPETEHOOOPa3HbIX KPUCTAIIOUI0B, HaA3BaHHBIX TakToMAaMH. boie3Hp
MIPOTEKAET OCTPO, M JI€TH, NOMO3UIOTHBIE 10 MYTAaHTHOMY T€HYy, 4acTO YMHUpPAlOT B paHHEM
BO3pacrTe.

XuMudeckuil JeeKT Mpu CeproBUIHO-KJIETOYHOW aHeMHH Obul packpelT B. MHrpemom u
CBOJIUTCSL K 3aM€HE €IMHCTBEHHOW aMUHOKHUCIIOTHI, @ UMEHHO INIYTAMMHOBOM, B 6-M IOJIOXKEHUU C
N-KOHIIa Ha BaJMH B B-LIeMsAX MoOJIeKyJbl reMorsiioonna HbS. D1o pesynbrar Myranuu B MoJjieKysie
JHK, xonupytomieit cunte3 B-uenu remorinobnHa. Bee ocTanbHble aMUHOKHUCIIOTHI PacloaratoTcst
B TOH K€ IMOCJEI0BATEIbHOCTH U B TaKOM € KOJIMYECTBE, KaK U B HOPMAJIbHOM TIeMOIJIOOMHE
HbBA:

OpHolt 93TOM 3aMEHBl OKa3aJloCh JOCTATOYHO HE TOJBKO JJsi HapylIeHUs (QOpMBI
SPUTPOLIUTA, HO U JUIS Pa3BUTHS TSHKENOM HacleACTBEHHOM OOJIE3HH — CEpIOBUAHO-KIETOYHON
aHEMHUHU.

Y  0ecrno3BOHOYHBIX pOJb MEPEHOCUYHMKA KHUCIOPOJa YacTO BBIMOJIHSIIOT MUTMEHTHI
HEreMHMHOBOM TNPUPOABI — TEMIPUTPUH U reMouMraHnH. OHM HE OTHOCATCS K IeMCOAEpKaIlUM
XpOMOIIPOTEMHAM, XOTS B HMX Ha3BaHHUSAX COAEPKHUTCS KOPEHb «TeM». OTU OelKH, Kak H
reMOTJI00MH, HECMOTPSl Ha TO, YTO BBIIOJHSIOT OJHY U TY K€ (YHKIHIO, CHJIBHO Pa3IHyaroTCs
Mexay co0oil Mo MOJEKyJIIpHOM Macce M YETBEPTHUHON CTPYKType, XUMHUYECKON MpHpoje
aKTHUBHOTO IIEHTpPA, XapakTepy CBS3bIBaHUA >keie3a (TeMIpUTPUH) M Meau (FeMOIMaHHWH) C
KHCIIOPOJIOM H [IIp.
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17 O6men 0eaxoB. Ilmk MoYeBHHBI
17. 1 KoneuHble NPOAYKTHI pacnajga aMUHOKHUCIOT

B opranusme uenoBeka mojBepraercs pacmnany okoiao 70 r aMHHOKHCIOT B CYTKH, IpH
3TOM B PE3yJIbTaTe PEaKIMi Ie3aMUHUPOBAHUS U OKHUCIICHHSI OMOTEHHBIX aMUHOB OCBOOOX/IAaeTCs
00JbIIOE KOJIMYECTBO aMMHAKa, SBISIOLIETOCS BBICOKOTOKCHUYHBIM coequHeHueM. [loatomy
KOHIIGHTpallUsl aMMHaKa B OpraHU3ME JOJDKHA COXPAHATHCS Ha HU3KOM ypOBHE. JleWCTBUTENBHO,
YPOBEHb aMMHaKa B KPOBU B HOpME He mpeBbimaer 60 MkMoub/i1 (310 moutu B 100 pa3 MeHbIe
KOHIICHTPALIUU TIFOKO3bI B KPOBH). B ombITax Ha KPOJIMKaX MOKA3aHO, YTO KOHLIEHTPAIUs aMMHUaKa
3 MMoOmb/1 sBIsieTcs jderanbHoi. Takum oOpa3oM, aMMHaK JOJIKEH MOJIBEPIraThCs CBSI3bIBAHHUIO B
TKaHSIX ¢ 00pa30BaHUEM HETOKCUYHBIX COCAMHEHUH, JIETKO BBIICISIOMINXCSA C MOYOH.

OnvH W3 myTed CBS3BIBAHUS M OOC3BPEIKMBAHMSA aMMHAKa B OpraHU3ME, B YaCTHOCTH B
MO3re, CeTYaTKe, IMOYKax, MEYeHH M MBIIIax,— 3TO OWOCHUHTE3 TIiIyTaMuHa (M, BO3MOXKHO,
acmaparviHa). [ JlyTaMuMH M acmapardH BBIIENAIOTCS ¢ MOYOM B HEOOJBIIOM KOJUYeCTBE. bBbLIo
BBICKA3aHO MPEINOJI0KEHUE, YTO OHU BBINOJHIIOT CKOpee TPAHCHOPTHYIO (YHKIMIO IepeHoca
aMMHaKa B HETOKCHMYHON (opme. Huke mpuBOAUTCS XUMHUYECKas peaklMs CHHTE3a IIyTaMHUHa,
KaTaJIU3UPYEMOTO TJIYTAMUHCUHTETA30M.

buocunTe3 acnmaparnHa npoTeKkaeT HECKOJIbKO OTJIIMYHO M 3aBUCUT OT MPUPObl (HEPMEHTOB
U JOHOpa aMMUaKa.

YacTh aMMHaKa JETKO CBSI3bIBAETCS C 0-KETOITTyTapOBOM KHCIOTON Oyaroaapst o0paTuMocTu
IyTaMaTAETUIPOTeHAa3HOM peakunu. Eciay ydecTh CBS3bIBAHHME OJHOM MOJIEKYJIBI aMMMAakKa IMpH
CHHTE3€ ITyTaMHHA, TO HETPYAHO BUJETh, YTO B OPraHU3ME MUMEETCS XOpOLIo (GyHKIMOHUPYIOIIAs
CUCTEMA, CBA3BIBAOLIAS JBE MOJICKYJIBI aMMHUaKa!

I'myramuH, KpoMe TOro, HCIHOJB3YeTCsl IMOYKAMHU B KAdyeCTBE PE3EPBHOTO MCTOYHHKA
aMMmuaka (oOpasyeTcs M3 TIyTaMHMHa II0J JeMCTBHEM TJyTaMHHAa3bl), HEOOXOIUMOIo s
HEHTpan3auy KUCIBIX MPOITYKTOB OOMEHA MPH aIiI03€ 1 3aIIUIIAIONIET0 TEM CaMbIM OpPTraHU3M
OT MOTEPH ¢ MOUOH HCHOMBb3yeMBIX ISl THX Ieneit nonos Na'.

OCHOBHBIM HMCTOYHHKOM aMMHUaKa SBISETCS KaTabOJIM3M aMHUHOKHCIOT, OJHAKO aMMHAaK
MOJKET 00Pa30BBIBATHCS MPH PACIAIC IPYTUX a30TCOAEPKAIIUX COSAMHEHUH (OMOTEHHBIX aMUHOB,
HYKJICOTUIOB) B TKaHAX. YacTh amMMmuaka oOpasyeTcs B KUIIEYHHMKE B PE3yJbTaTe AeSTeNbHOCTH
MUKPOQIIOpHI KUIIEUHNKA (THUEHUE OETIKOB).
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Cy1iecTByeT HECKOIBKO CITIOCOOOB 00€3BpEKUBAHUS aMMHAKa B PA3HBIX TKAHIX

BHO%IC&MHHH AMUHOKHUCIIOTEI Hyxneotuas
aMMHaK
C/CI/IHTG OO6pa3oBanue Oo0pazoBanue O0pazoBague
MOYEBHUHEI rIyTaMuHa aJlaHuHa rilyramaTa aMMOHMITHBIX

Meitie! u

coyen
TKAHU

Pucynok 33 — O6e3BpexrBaHie aMMHUaKa

KHUIICYHHUK
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17. 2 CuHTe3 MOYEBUHDbI, ODHUTHHOBBII HUKJI

OCHOBHBIM MEXaHU3MOM OOE€3BPEKMBAaHUS aMMHaKa B OpraHU3Me SIBISIETCS OMOCUHTE3
MoueBHHEI. [locienHss BBIBOAUTCS ¢ MOYOM B Ka4ECTBE TIIaBHOTO KOHEYHOTO MPOAYKTa OEIKOBOTO,
COOTBETCTBEHHO aMHMHOKHCJIOTHOTro, oOMmena. Ha momto moueBuHBI mpuxomutcs a0 80-85% ot
Bcero azora Mouu. OCHOBHBIM U, BO3MOXHO, €AMHCTBEHHBIM MECTOM CHUHTE3a MOYEBUHBI SBIISICTCS
neueHb. BriepBeie I'. Kpedc m K. I'ensensiit B 1932 1. BbIBeNM ypaBHEHHUS pEaKIMi CHHTE3a
MOYEBHUHBI, KOTOpBIC MPEJICTABICHb B BHUJE LHUKIA, IMOJIYYUBIIEIO B JIMTEpaType Ha3BaHUE
OPHUTHHOBOIO IMKJIa MoYeBHHOooOpa3oBaHus Kpedca. Crneayer ykazaTh, 4TO B OMOXMMHH ITO
ObUTa TmepBasi IUKIMYECKas cucTeMa MeTabonm3ma, OMUCaHUEe KOTOpPOHM TOYTH HAa 5 IeT
onepenenmino oTtkpeitue [. Kpebcom npyroro merabonuyeckoro mpolecca — IUKIA
TPUKApOOHOBBIX KHCIOT. JlambHEHIe HCCIeI0BaHUs B OCHOBHOM TIOATBEPIWIIM [UKINYCCKUN
xapakTep OMocHHTe3a MO4YeBHHBI B medeHH. bmaromaps mccnenoBanusm [. Koena, C. PatHep n
COTp. OBUIM YTOYHEHBI IMPOMEKYTOYHBIE OSTambl M (DEPMEHTHBIC CHUCTEMBI, KaTaIM3HPYIOIIHEC
o0pa3oBaHHe MOYEBHHBI.

Takum 00pazoM, BeCh UK MOYEBUHOOOPA30BAHUS MOXKET OBITh MPEACTABIICH CIICTYIONTIM
obOpa3om. Ha mepBoM »Tame cHHTE3UpyeTCs MaKpOIPTUUYECKOe coeAuHeHue kapbamowmndocdar —
MeTabOIMYeCKH aKTUBHAs opMa aMMHaKa, UCTOJb3yeMasl B Ka4eCTBE MCXOJHOTO MPOAYKTA IS
CHUHTE3a MNUPUMHAMHOBBIX HyKIeoTua0B (coorBerctBeHHO JIHK wu PHK) wu aprununa
(COOTBETCTBEHHO O€llka U MOYEBHHBI):

20
Nupyasnamre: e HaN—C < e | APTUHNAH
//. \
»
AHK PHK KapSamoungdocdar Benku Mo4esuxa

MoueBrHa — OCHOBHOM KOHEYHBIN MPOJYKT a30TUCTOrO OOMEHAa, B COCTaBE KOTOPOIO M3
OpraHu3Ma BBIBOJUTCS U30BITOK a30Ta. OpHUTHHOBBIM LMK B IEYEHHU BBIIOJIHSET JBE (DYHKIMH:

- INpEeBpallEHUe aMUHOKHCIOT B MOYEBHHY, KOTOpas JKCKPETUPYETCSA U IPEIOTBpAILACT
HaKOIJICHHE TOKCUYHBIX POIYKTOB, TJIaBHBIM 00pa3oM aMMHaKa;

- CUHTE3 aprUHUHA U MOTIOJIHEHHE ero (poH/Ia B OpraHu3Me.

PaccMOTpuM UMKII MOYEBUHBI:
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Pucynok 34 - OpHUTHHOBBIH IIUKJI CHHTE3a MOYCBUHBI B TICUCHH

Hauunnaercs on ¢ o6pazoBanus kapoamousipocdara B MUTOXOHAPHIX, rae MHOTo ATO.

1 Oobpa3oBanue kapo0amousdocdara. MoHsl aMMOHUS, BO3HHUKIIINE B pe3yJbTaTe
OKHCJIMTCIBbHOI'O JE€3aMHUHHUPOBAHUA FJ'IYTaMI/IHOBOI\/'I KHCJIIOTHI, BSaI/IMOI[efICTBYIOT C FI/I)IpOKap6OHaT
- annoHoM u AT® mpu yuyactum kapbamousndocdarcunrerasbl, oopazys kapbamousndocdar,
COJIep KA MAaKPOIPTHUECKYIO CBS3b:

0
I
NH;" + HCO3™ +2AT® — HoN - C + 2A1® + H,POs + H'
\
o~
Kap6amoundochar

2 Ioayyenume uuTpysauHa. B  wmarpukce MuToxouapuii  kapbamouigocdar
KOHJ/ICHCHUPYETCSI C aMHHOKHUCIIOTOH OPHUTHHOM, KOTOpasi, SIBIISISICH TOMOJIOTOM JIM3WHA, HE BXOIUT
B cocTaB OenkoB. Peakiust kKaTanu3upyeTrcst OpHUTHHKapOaMomITpanchepasoil:

H COO @) H COO
\ / I \ /
C + Ho:N-C — C O + HoPOs
+ 1\ + \ + 1\ I
H3sN  (CH2)3:NH3 oO~d H3sN (CH2)sNH — C — NH>
OpHutuH Kap6amoundocdar LUTPYJUIMH

OO6pa3yronuiicss MUTPY/UTHH MEPEXOUT B IUTO30JIb KJIETOK TEUYCHH, TJI€ U MPOUCXOIST
OCTaJIbHBIC PEAKITUU [TUKJIA MOYCBHUHBI.
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3 IMonyyeHue APprUHUHOCYKIMHATA. 3aMelleHUEe KapOOHMIBHON IPYMIbl HIUTPYJUIMHA HA
aMUHOTPYIILy acnaprara ¢ OOpa30BaHMEM TI'yaHHJUMHOBOM TIPYNIIHUPOBKU aprUHUHOCYKIMHATA
npoucxouT npu ydactuu AT® u kaTanu3upyercs apruHUHOCYKIIMHATCUHTETA30M:

H COO H COO
\ \
C (0) + C + ATD —
+ 1\ I /\
HsN  (CH2)sNH — C — NH> HsN  CH2COO
Hurpyinus acriaprar
H COO
\ / +
C H2N CH2COO™  +H2P207% + AMD
+ [\ | |
H3N (CH2)sNH — C — NH- CHCOO
ApPruHMHOCYKIIMHAT

Peakuust sHIPproHuuveckas, Ha IMPOTEKaHUWE TMEPBOM M TPEThEW peakuuil IUKIA
pacxonyetcst 4 mosnekyinsl ATO.

4 Pacmag apruHuHocykuumHarta. [lom  fgeiicTBueM — aprUHMHOCYKIIMHATIUA3BI
ApPrUHUHOCYKIIMHAT 9K39PrOHMYECKU PACIIEIUIIETCs ¢ 00pa3oBaHMEM apruHUHA U yMapara:

H COO H COO COO H
\ / + \ + \ /
C H2N CH.COO — C H>N + CcC=C
+ 1\ I | « 1\ I / \
HsN (CH2)sNH — C — NH—- CHCOO HsN (CH2)sNH-C-NH> H COO
ApPruHMHOCYKIIMHAT Aprunus dymapar

5 O0Opa3oBaHne MO4YeBMHbI M pereHepaumMs OpPHMTHHA. [Maponu3 apruHuHa,
KaTaJu3upyeMblii apruHa3zoi, MPUBOJUT K OOpa30BaHMIO MOYEBHHBI M PEreHepalud OPHUTHUHA.
Peakuust ok33pronuyHa.

H COO H COO NH>
\ + + \ /
C HzN — C + 0=C
w0\ I + 1\ + \
HsN  (CH2)sNH — C — NH> HsN  (CH2)sNH3 NH2
ApruHuH OpHuTHH MoueBuna

PerenepupoBaHHBIi OPHUTHH MOXET CHOBA IIOCTYIIaThb B MUTOXOHIPHUM U Yy4aCTBOBaTb B
HOBOM 000poTe HMKJIa MOYeBUHBL. OOpa3ylolIyloCcsi MOYEBHHY KPOBb MEPEHOCHUT W3 IEYEHHU B
[IOYKH, TJI€ U3BJICKAETCS U3 KPOBU U YAAISAECTCS U3 OpraHu3Ma ¢ MOYOM.

B opHuTHHOBOM nHKIE pacxoayercs 4 MakpOIpruyeckue CBs3u Tpex Mojekyn ATd Ha
Kaxaplii obopoT 1mukina. OpHako mporecc oOpa3oBaHUS MOYEBHHBI oOecredrBaeT cam cels
JHEpruei:

- IpU pereHepanuy acnapraTta u3 ¢pymapara Ha CTaJAMU JCTHAPUPOBAHUS MaslaTa 00pasyeTcs
HAJIH, xoTopsIii MOXeT 00eCIeYuTh CUHTE3 3 MaKpO3IPTUUECKUX CBSI3CH.

- IIPU OKUCIIUTEILHOM JI€3aMHUHHMPOBAaHUM TJIyTamarTa B pa3HbIX OpraHax TOXe oOpazyercs
HAJIH, xoTopbIit MOKET 00ECTICUHTh CHHTE3 3 MAaKPOIPTHUECCKUX CBSI3CH.
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W3 npuBeneHHBIX peakiuil BUIHO, YTO TOKCHYHBIM aMMHAaK IMpeBpalaeTcsi B 0e3BpeIHYIO
MoueBHHY. [Ipyu 3TOM OJMH M3 aTOMOB a30Ta MOYEBHMHBI O0pa3yeTcss U3 aMMHuaka, APYroil — w3
acraprara.

O0MeH oTeIbHBIX AMUHOKHCJIOT

['maBHass 9acThb aMHUHOKHCIIOT HJET Ha CHHTE3 O€lKa, OCTaJbHAas 4YacTh IOABEpracTcs
MIPEeBpPAIICHUSIM ¥ TPHUHUMAET ydacTHe B OOpa30BaHWM MHOTHX BEIIECTB, MMEKOIIUX OOJbIIOE
3HAYCHHE IS OpraHUu3Ma.

VYriepoaHslii CKEJIET BOCBMH 3aMEHUMBIX aMUHOKHUCIOT (Ama, Acn, AcH, Cep, ['mu, Ilpo,
'y, I'mH) ¥ nEcTernHa MOYKET CHHTE3UPOBATHCS M3 TIIFOKO3HI.

o-AMUHOTpYMIA BBOJAUTCS B COOTBETCTBYIOIIUE O-KETOKHCIOTHI C IOMOIIBIO PEaKIIUH
TpaHCAMUHUPOBAHUS. Y HUBEPCAIBHBIM JIOHOPOM O-TPYIIIbBI SBJISETCS TIyTaMmar.

Ip:
Ananun
'y O-KeToriryrapar
[TupyBar \/ » AJlaHUH
Acnapmam

Iy /v 0-KeTorayTapar

Okcajoarerar « » Acmaprar

I'nymamam

Fz/, O-KETOTITyTapar

P »

a-Kerormyrapar < » TayTamar

I’ nymamun CUHTE3UPYETCS U3 TIIyTamaTa IoJ JEHCTBUEM INIyTaMUHCUHTETa3bl:
I'myramar + NH3z + AT® + H2O0 — Tnyramun + AJI® + H3POs4, B pesynbrare uero
00e3BpeKUBACTCS aMMHUAK.

Acnapaeun ~ cUHTE3WpyeTcs M3 acmaprara M IJIyTaMMHa  10A  JCUCTBUEM
acliaparuHCUHTETA3bl:

Acnaprar + I'nxa + AT® + H2O — Acnaparun + I'ny + AM® + H4P207

Cepun obpasyercs u3 3-¢pocdoraumepara — HPOMEXKYTOUHOTO MPOAYKTA TIIMKOJIHU3A C
ydacTUeM peaklUUid JAEeTUAPUPOBAHUS, TpPaHCAMUHUPOBAHUS, W TUIpOIM3a TMOA JCHCTBHEM
¢docarazpl. OcHOBHOI TyTh KaTraboiM3Ma CepuHa — €ro JAe3aMUHUPOBAaHHE C OOpa3oBaHHEM
nupyBata. CepuH TmpuHUMaeT ydactue B cuHTe3e QochomunuaoB (hochoTHANICEPHUHOB,
C(MHTOMHUEIMHOB); aMUHOKHUCIIOT (TJIMIIMHA, IUCTEUHA).

Iniuyun cUHTE3UpPYETCs B pe3ysibTaTe JeHCTBUS CepUHOKCUMETHII-TpaHC(epasbl:

CepuH + Hs- ponat — I'munun + 5,10-metunen-Ha-ponat + H20

['muumHe uper Ha CUHTE3 KpeaTuHa (MTpaeT BaXKHYIO pOJIb B MBIIIEYHBIX COKPAIIHHSIX),
SBJIAETCS TPEIINIECTBEHHUKOM MOp(UPHHOB (rema), MypUHOBBIX OCHOBAaHUM, MApHBIX >KETYHBIX
KHUCJIOT; MPUHUMAET y4yacTUe B O0E3BpEKHBaHUM OCH30MHOW, (EHMIYKCYCHOM KHCIOTBI U p.
TJIAIAH

YacTHuHO 3aMEHMMbIE AMHHOKUCIOTHI Ape W [uc CHUHTE3UPYIOTCS B HEOOJIBIIOM
KOJIMYECTBE, KOTOPbIE HE OTBEYAIOT MOTpeOHOCTAM opranusma. CHHTE3 apruHUHA MPOUCXOJUT B
peaKIMsIX OPHUTUHOBOTO uKia. ['mectunun cuntesupyercs u3 AT® u pubo3bl.

VYCnoBHO 3aMEHMMBbIE aMUHOKHUCIOTHI Tup W [uc 00pa3yrTCs ¢ HCHOJb30BAaHUEM
HE3aMEHUMBIX AMUHOKHCIIOT:

Oennnanannd — Tupo3uH (o AelicTBreM (heHUITATAHUHTUAPOKCHIIA3EI)

Jli1s oOpa3oBaHus LHCTEMHA HEOOX0IMMa cepa, TOHOPOM KOTOPOM SIBIISIETCS METHOHHH.
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B pesynbpraTe karabonm3ma BCeX aMUHOKHUCIOT oOpasyeTcsi 6 BEIlecTB, BCTYNAIOIIUX B
00K MyTh KaTaboaM3Ma: MUPYBaT, alleTUIKOIH3UM A, 0-KeTorayTrapat, cykKuuHuinKoA, dymapar,
OKcaJoarerar.

AMMHOKHUCIIOTBI, KOTOPBIE IMPEBPAIIAIOTCA B MHUPYBAT U MPOMEKYTOUHBIE MPOIAYKTHI (0-
kerormyrapar, cykuumHuin KoA, d¢ymapar, okcanoarerar), MOTYT TNpeBpamiatbCs B HUTOTE B
OKcaJloalleTaT U KCIOJIb30BaThCsl B IpOliecce TNIMKOreHe3a. JTO TaK Ha3bIBa€Mble TIIMKOTEHHBIE
AMUHOKHCIIOTBI.

Kerorennbsie amuHokuciotel — JIusz, Jle#, Une, Tpu, ®en, Tup — B nporecce katadoanuzma
MIpPEeBpaLIAOTCs B alleToaneTar uin anetui-KoA u MoryTt ObITh HCTOUHUKOM KETOHOBBIX TEJl.

Psi aMUHOKHUCIIOT UCTIONB3YeTCs U JJI CUHTE3a TIIIOKO3bl, U JJIi CHHTE3a KETOHOBBIX Tel,
TaK Kak TWpeBpaliaercs cpady B JBa MPOAYKTa, — KaKOH JMOO MeTa0OIuT OOIIero IyTH
katabonu3ma u anetwi-KoA wmu aneroanerar (Tpu, ®en, Tup). Takue aMUHOKHUCIOTHI HA3bIBAIOT
CMEIIaHHBIMH WJIU TJIMKOKETOT€HHBIMHU.

[Tyt GuocuHTE3a 3aMEHUMBIX AMHUHOKHUCIIOT:
I'mroko3a MeTtuonuH

UCTEUH *+ S
dochormunepar

, Cepur

AN

v

I'manun

[lupyBaT <—— Ananun

|
l

Anernir-KoA

/ I'myramun

Hukn Kpebca —» o-Keroriryrapar +—  ['iyramar —ApruHNH

N

[Iponun

Acnapratr €+ Okcalloanerar
—

l

Acnaparvx

18 B3anmocBsi3b 00MeHa 0eJ1KOB, KHPOB U YIJ1eBoa0B. O0OMeH BOIbI M MUHEPAJIbHBIX
coJier

XKupoit opranm3m u ero (pyHKIMOHUPOBAHUE HAXOMASITCS B MOCTOSHHOW 3aBUCUMOCTH OT
OKpYy’Karoten cpeapl. IHTEeHCUMBHOCThL 0OMEHa C BHENTHEH CpPeod U CKOPOCTh BHYTPHKJIECTOUHBIX
MIPOLIECCOB OOMEHAa BEMIECTB MOJICPKUBAIOT IMOCTOSHCTBO BHYTPEHHEH Cpelbl U ILETOCTHOCTh
OopraHuzma.

Kak Obuto yka3aHo, oOMEH BEIIECTB B OpraHM3ME UE€lIOBEKa MPOTEKAeT HE XaOTHYHO; OH
WHTETPUPOBAH M TOHKO HACTpoeH. Bce mpeBpamieHuss OpraHuyecKUX BEIIECTB, IMPOIECCHI

197


http://www.xumuk.ru/biospravochnik/692.html
http://www.xumuk.ru/biospravochnik/324.html
http://www.xumuk.ru/encyklopedia/2/2987.html
http://www.xumuk.ru/biospravochnik/692.html
http://www.xumuk.ru/encyklopedia/2/2987.html
http://www.xumuk.ru/biospravochnik/692.html
http://www.xumuk.ru/encyklopedia/721.html

aHabonu3ma U Kataboju3Ma TECHO CBSI3aHBI APYT C ApyroM. B wacTHOCTH, mpoliecchl CUHTE3a U
pacnaza  B3aMMOCBSA3aHbl, KOOPAMHHUPOBAHbl U  PErYJIUPYIOTCS  HEHPOrOpMOHAIbHBIMU
MEeXaHU3MaMH, MPUAAIIMMUA XUMHUYECKUM TIpolleccaM HYKHOE HallpaBiieHue. B opranusme
YeJI0BEeKa, KaK M B JKUBOM MpHUpoje BOOOIIE, HE CYHIECTBYET CAMOCTOSTEILHOIO0 0OMeHa OelKOoB,
KHUPOB, YIIIEBOJOB U HYKJIIEMHOBBIX KUCIOT. Bee npeBpaiieHnss 00beAMHEHBI B EIOCTHBIN MPOLIece
MeTabonu3Ma, NOMUUHSIOMMKICS JUAJEKTUYECKUM 3aKOHOMEPHOCTSIM B3aWMO3aBUCHMOCTH U
B3alMOOOYCIIOBJICHHOCTH, JONYCKAIOMIMIA TakKe B3aHMOIPEBPALICHUS MEXIY OTIEeIbHBIMU
KJIaccaMu OpraHMYECKHUX BELIECTB. [Tono6ubIe B3alMOIIPEBPALLICHUS TUKTYIOTCS
(U3HONIOrMYEeCKUMH TOTPEOHOCTSIMH OpraHu3Ma, a TaKXKe IelIeco00pa3HOCThIO 3aMEHbl OJIHUX
KJIACCOB OPraHMYECKUX BEIIECTB JPYIMMHU B YCIOBHUSAX OJOKMPOBAHHUS KAaKOro-aubo Imporecca npu
MATOJOTUH.

B Hacrosmiee Bpemsi SKCHEPUMEHTAIbHO OOOCHOBAHO CYLIECTBOBAHHE YETHIPEX TJIABHBIX
9TaloOB pacnaja MOJIEKYJ YIJIEBOJOB, OEJIKOB M YHUPOB, KOTOpPbIE HHTETPUPYIOT 0OpazoBaHuE
SHEPTrUU U3 OCHOBHBIX MHILIEBBIX MCTOYHUKOB. Ha [ aTame mommcaxapuabl pacueruisioTcs 10
MOHOCaxapua0B (0OBIYHO I'€KCO3); JKUPBI PACHaJat0TCs Ha INIMLEPUH U BBICIINE KUPHBIE KUCIIOTHI,
a OelKM — Ha COCTaBJIAIONIME HX CBOOOJHBIE aMHUHOKHUCIOTHL. CrexyeT NOAYEPKHYTb, YTO
yYKa3aHHBIE TPOIIECCHl B OCHOBHOM SIBIISIFOTCSI TUAPOJIUTHUECKUMHE, ITO3TOMY OCBOOOKIAIOIIASCS B
HEOOJIBIIOM KOJIMYECTBE SHEPTUs MOUTH IEIMKOM UCIIOIB3YEeTCsl OpraHu3MaMy B KaUeCTBE TEILIa.

Ha II oarame MoHOMEpHbIE MOJEKYJbl (T€KCO3bl, TJULEPUH, >KUPHBbIE KUCIOTHI U
aMUHOKHCIIOTBI) TOJIBEPraloTCcsl JalbHEHIIeMy pacmaay, B Ipolecce KOTOpPOro o0pas3yrorces
Ooratsie sHeprue pocdarupie coenuHerns u anetTmwi-KoA. B 4acTHOCTH, IPH TIIUKOJIN3€E TEKCO3bI
pacIerUIsIIOTCS 0 MUPOBUHOTPAJAHON KHUCIOTHI W ganee Ao aneTwi-KoA. 3Ortor mpouecc
COIIPOBOKAAETCSI O0pa30BaHMEM OTPAHWYEHHOTO 4YHcia OoraThiX sHepruei (ochaTHBIX CBs3eH
myreMm cyocTtpatHoro ¢ochopunupoBanusa. Ha 3ToM 3Tarne BbICIIUE KUPHBIE KUCIOTHl aHAIOTUYHO
pacnanatorcs 10 anetwi-KoA, B To Bpems Kak TIIUIEPUH OKHUCISETCS MO INIMKOJIUTHYECKOMY MyTH
710 MUPOBUHOTPATHON KHCIOTH U fanee 1o aueTwi-KoA. Jlins amuHokucaoT cutyanus Ha II srame
HECKOJIbKO OTIM4YHA. [Ipu mnpeumylecTBEHHOM HCHOJIb30BAaHUM AMMHOKHUCIOT B KadecTBe
WCTOYHHKA 3HEpruu (MpH AeduUIUTe YrieBOJIOB WM MPH CaxapHOM JuabeTe) HEKOTOpble U3 HUX
HENOCPEACTBEHHO NMPEBPAIAIOTCA B META0OJUTHl JTUMOHHOKHUCIOIO IUKiIa (TayTramar, acmaprar),
Jpyrue — ONOCPEIOBAHHO Yepe3 erymamam (MPOJIUH, TMCTUANH, apTUHUH), TPETbU — B MUPYBAT U
nanee B anetwi-KoA (anaHuH, cepuH, TIJIMUIUH, LMcTenH). HakoHel, psn aMHHOKHCIOT, B
YaCTHOCTH JICHIIMH, U30JeHLMH, pacuiemnserca 10 anetwi-KoA, a u3 ¢peHunaiaHuHa U TUPO3MHA,
nomMuMo anetun-KoA, oGpasyercs okcanoanerar yepe3 pymapoByro kucioty. Kak Buano, Il stam
MO’KHO Ha3BaTh 3TarloM o0pa3oBaHMs aneTuia-KoA, sBISIOIErocs Mo CyIeCTBY eIUHBIM (0OIINM)
MIPOMEXYTOUHBIM MPOIYKTOM KaTaboI13Ma OCHOBHBIX NMUILEBBIX BELIECTB B KJIETKAX.

Ha III srane aunetmn-KoA (u HekoTopble Apyrue MeTabOIMThI, HAPUMEP O-KETOIIyTapar,
OKCaJIoaleTaT) MOJBEPraloTCcs OKHUCICHUIO («CTOPaHMIO») B IUKJIE U- U TPUKAPOOHOBBIX KHUCIOT
Kpebca. OKHCIEHHE COMpPOBOXKAaeTcs 00pa3oBaHMeM BoccTaHoBieHHBIX dGopm HAJIH + H' n
®AJIH>.

Ha IV stane ocymecTBisieTcs EPEHOC 3JIEKTPOHOB OT BOCCTAHOBJIEHHBIX HYKJIEOTHIOB Ha
KHUCJIOPOJT (Uepe3 AbIXaTeNnbHYIO 1enb). OH COMpPOBOXKIAETCS 00pa3oBaHUEM KOHEUYHOTO MPOAYKTA —
MOJIEKYJIBl BOJBl. OTOT TPAHCIOPT AJIEKTPOHOB comlpsbkeH ¢ cuHTesoM ATd B mpouecce
OKHUCJIUTEIBHOTO (hOChHO-pHIIHPOBAHHUSL.

[ToMrMO TpPSAMBIX TEPEXOJ0B META0OJUTOB OSTHUX KJIACCOB BEIIECTB JpYyr B Jpyra,
CYLIECTBYEeT TECHas SHEpreTHdeckas CBsi3b, KOTJa DSHEPreTMYeckhue TIMOTPeOHOCTH MOTYT
o0ecreynBaTbCsl OKHUCICHHWEM KaKoro-Imbo OJHOro Kjlacca OpraHMYecKUX BEUIeCTB IpU
HEJ0CTaTOYHOM MOCTYIUIEHHU C MUIIeH apyrux. BaxHocTh OenkoB (B 4aCTHOCTH, (pepMEHTOB,
TOPMOHOB U JIp.) B 0OMEHE BCEX THIIOB XUMHUYECKUX COCTUHEHUH CIMIIKOM OYEBUIHA U HE TpeOyeT
noka3atenbcTB. KeToreHHble aMHHOKHUCIIOTHI, 00pa3yoliue B Mpoliecce OOMeHa aleTOyKCYCHYIO
kucnoTy (aneroanetuin-KoA), MOryT HEMOCPEICTBEHHO y4acTBOBaTh B CUHTE3€ KUPHBIX KUCIOT U
CTEPHHOB.
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Pucynok 34 - B3auMocCBs3b OSJIKOB, )KUPOB U YTIICBOJIOB

[TosrydeHbl OKa3aTeabCTBA CHHTE3a TJIOKO3BI M3 OOJBIIMHCTBA AMUHOKHUCIOT. Jlis
HEKOTOPBIX aMUHOKHUCIOT (aJlaHWH, acmaparuHoBas M TIyTaMHUHOBash KHCIOTBI) CBSI3b C
TJIFOKOHEOTCHE30M  SIBIISICTCSI  HETIOCPEJCTBCHHOW, JIIT JIPYITMX OHA OCYIIECTBISICTCS depe3
MoOOYHbIE METa0OMUYEeCKHE MyTH. TpH 0-KETOKUCIOTHI (TTHpyBaT, OKcanoaneTaT U KeTorayrapar),
oOpa3yromuecss COOTBETCTBEHHO W3 aJaHWHA, acmaprara M Tiyramara, HE TOJBKO CIyXaT
MCXOJHBIM MaTepHalioM JJIsi CHUHTE3a TIIOKO3bI, HO SIBISIFOTCSI CBOEOOpa3HBIMU Ko(aKkTopamu mpu
pacna)le ALICTUIIBHBIX OCTATKOB BCEX KJIACCOB ITHUIIIEBBIX BCUICCTB B ITHUKIJIIC er6ca JJIS HOJ'Iy‘IeHI/ISI
SHEPIUu.

CuHTe3 HE3aMEHMMBIX AMMHOKHCIOT W3 TMPOAYKTOB OOMEHa YIJIEeBOJOB U KHUPOB B
OpraHM3Me KUBOTHBIX OTCYTCTBYeT. KIETKM >KMBOTHBIX HE cOAepKaT (EPMEHTHBIX CHCTEM,
KaTaanpy}ome CHUHTE3 yrﬂepO)IHBIX CKCJICTOB O3THUX AMUWUHOKHCIIOT. B TO XK€ BperI OpFaHI/I3M
MOXKET HOpPMaldbHO pPAa3BUBATHCA HWCKIIOYUTENBHO TpU OENKOBOM NHUTAaHMM, YTO TaKkKe
CBHUJICTEILCTBYET O BO3MOXKHOCTH CHUHTE3a YIJIEBOJOB M3 OemkoB. [Iporiecc cuHTe3a yrieBoIOB U3
AMUHOKHCIIOT TOJYYMUJI Ha3BaHUE TIOKOHeoreHe3a. OH JOKa3aH MPSMBIM MyTeM B OMBITaX Ha
KUBOTHBIX C JKCIIEPUMEHTAIBHBIM auadbeToM: Oonee 50% BBemeHHOro Oelika MpPEBpAIAeTCsS B
rimoko3y. Kak u3BecTHo, npu auabere OpraHu3M TepsieT CIOCOOHOCTh YTUIU3UPOBATH TITIOKO3Y, U
3HepFeTI/I‘—IeCKI/Ie HOTpe6HOCTI/I HOKpBIBaIOTCH 34 CUCT OKHUCJIICHUSI aMHUHOKHUCIIOT U )KI/IpHI)IX KHUCJIIOT.
JlokazaHo Takke, YTO HCXOJHBIMH CyOCTpaTaMH MJis TJIFOKOHEOTeHe3a SBISIOTCA  Te
AMUHOKHCIIOTBI, PacIa] KOTOPBIX COMPOBOXKIACTCS OOpa30BaHWEM IMPSMO HIIM OMOCPEIOBAHHO
MMUPOBUHOTPAHON KHCIOTHI (HampuMmep, allaHWH, CEpUH, TPEOHWH U LUCTeuH). bomee Toro,
MMEIOTCS JIOKa3aTeIhCTBA CYIIECTBOBAHKS B OPTaHU3ME CBOCOOPA3HOTO ITMKIMYECKOTO Mporecca —
TIIFOKO30aJTAHMHOBOTO IIMKJIA, YYacTBYIONIETO B TOHKOW PEryJSIMM KOHIICHTPAIMU TIIOKO3bl B
KpOBI/I B TCX YCJ'IOBI/IHX, Koraa B nepnozl Me>1<)1y HpI/IeMaMI/I JRaZ000851 OpFaHI/I3M HCIIBITHIBACT )Ie(l)I/IHI/IT
[NIOKO3bl.  VICTOYHWMKaMuW TUpyBaTa TpU OTOM  SBISIOTCS  YKa3aHHBIE aMHUHOKHUCIOTHI,
oOpa3yromuecs B MBIIIIAX MPH pacraje OCKOB M IOCTYIMAIONIUE B IEYCHb, B KOTOPOW OHH
MOJIBEpPraroTcs  Ae3aMUHUpPOBaHUIO. (OOpa30BaBIIMICS aMMHAK B TICUEHU O0O0E3BPEKUBACTCS,
y4acTBYSl B CHHTE3€ MOYCBHHBI, KOTOpAs BBIACIISACTCSA U3 OpraHu3Ma. J[euIuT MbIIIEYHBIX OCITKOB
3aTEM BOCIIOJIHSCTCA 3a CUCT HOCTYHHCHI/DI AMUWHOKHUCJIOT ITUIIH.
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DHepreTryeckas IICHHOCTh THIIY OKa3bIBACT ONPEACICHHOE BIIMSIHUE Ha OCIKOBBIN 0OMEH,
KOHTPOJIUPYEMbIii a30THUCTBIM OanancoM. Tak, ecinu morpeOsseMas SHEPrus IMUINA HUKE
MUHHMAaJIbHOTO YPOBHSI, TO HAOJIOJAETCS YBEIMYCHHUE HKCKPEIMU a30Ta, W, HA00OpOT, TNpHU
YBEJIUYCHUH SHEPreTUYCCKON IIEHHOCTH MUK SKCKPEIUs a30Ta ¢ MOYOH CHUXKAETCS.

Mexay IUKIOM JIMMOHHON KHCJIOTHI M OPHUTHHOBBIM IIMKJIOM MOYEBHHO-00Pa30BaHUS
HUMEIOTCS CJIOXKHBIC CBSI3U, ONPEACISIIOIINE B U3BECTHOW CTEMEHU CKOPOCTh PEaKIUi, 3aBUCHMYIO
OT DHEPreTUYECKUX MOTPEOHOCTEH KJIETKM W KOHIICHTpAIMi KOHEUHBIX MPOJIYKTOB MeTaboJn3Ma.
Kak Oputo mokazaHo, ¢ymapoBas KMUCJIOTa 00pa3yercss B MpOIECCe pacmlaja apruHUHO-SIHTApHOU
KHCJIOTBI, CHHTE3 KOTOpOW B CBOK oOdYepenb TpeOyeT Hauuyus aMUHOKHCIOTHI acraprara.
O0pazoBaBmasics (pymapoBas kuciora (M3 HpPEANICCTBCHHUKA aMHHOKHCIIOTHI acraprara) Jajee
BCTYNAaeT B [HWKI JIAMOHHOM KHCIOTHI M TIOJ JCHCTBHEM JBYX (EPMEHTOB JTOrO IIMKJIA:
dbyMaparruaparasbl U MaJaTACTHAPOreHa3bl — MPEBpalllacTCs B OKcajloaneTar, KOTOPBIH Mpu
y4aCTHU CIICHU(PHUECKOW TpaHCaMWUHA3bl BHOBH IIpPEBpAIllacTCs B acmaprar, T.€. IOJIy4aeTcs
CBOCOOpPA3HbBIN acnapTaT-apruHUHOSHTAPHBIA MIYHT [HUKJIA JAMOHHOW KHCIIOTBHI, COCIMHEHHOTO C
[IUKJIOM MOYeBHHOOOpa3oBaHus. Takum 00Opa3oM, MPU MOMOIIU ITOTO HEOOBIYHOTO CIECTUICHHOTO
MEXaHU3Ma MPOUCXOJUT MEPEIUIETCHHE Peakiuii 000UX HUKIOB (MOYEBHHOOOpPA30BaHUS M JU- U
TPUKAPOOHOBBIX KHUCIIOT).

Takum 00pa3om, CKOPOCTh pacraja OJHHX MMUTATCIbHBIX BEIIECTB M OMOCHHTE3a JIPYTUX,
MPEXJIe BCEro, ONPEeNsaeTcsl (U3NOJOTHUECKUM COCTOSHUEM M TOTPEOHOCTSIMH OpraHu3Ma B
SHEPTUU B META0OTUTAX.

B3anmocBs3b 00MeHa YI/1eBO0B M ’KHPOB

Koneunbimu niponykramu oOMena BemiectB sBisgoTcss CO2, H2O u moueBuHa. YTIEKHUCIIbII
ra3, o0Opa3yrouuics Ipu 1eKapOOKCHIMPOBAHUN YTJIEBOJIOB, )KUPOB, OEIKOB, HYKJIEMHOBBIX KHUCJIOT
MOCTyNaeT B 001 (OHJI €ro B OPraHu3Me U 3aTEM MCIONIb3YETCs AJIi CUHTE3a >KUPHBIX KHUCJIOT,
MyPUHOBBIX OCHOBaHMH, HEKOTOPBIX AMHUHOKHCIIOT.

Bosbioe 3HaueHHEe MMEIOT MPOMEXKYTOUHBIE MPOAYKTHI PAa3IUYHBIX BEIIECTB, HAIPUMED,
anetus1 KoA. On oOpa3yercs B XOJ€ OKHCIEHUS TIJIIOKO3bl, MXUPHBIX KHCIIOT, HEKOTOPBIX
aMUHOKHUCIOT. OH HeoOXOoauM A JaHHOTO OpraHu3Ma >KUPHBIX KHCJIOT, XOJIECTEpHHA,
CTEPOUIHBIX TOPMOHOB JKEITYHBIX KHCIIOT W CIY’)KUT OCHOBHBIM MCTOYHHUKOM dSHeprum. [losTomy
IIPYU HEAOCTATKE B MuUlle KUpoB Aepuuut anermna KoA OyneT mNOKpbIBaThCs 3a CUET HOBBIILIEHHOTO
pacrnajia yrieBo/I0oB U OEJIKOB U HA00OPOT.

Hapsny ¢ oSTumMu  CBA3IMH  CyLIECTBYIOT U Oojee crneuupuueckue MeXaHU3MBbI
B3aUMOJECHCTBUM.

N3yuenne oOmux myreil MeTaboiu3Ma YIieBOJOB U JKHUPOB YETKO IMOKA3bIBAE€T MX CBS3b,
KOTJIa POMEKYTOYHBIE MPOAYKTHI PAcHaia yriIeBOJOB MOTYT CTaTh MCXOJHBIMH BEIIECTBAMH IS
CHHTE3a )KMPOB U HA00O0POT.

I'mukoren Tpurnmuuepuast

v

iJ’HOKOf& Fi'{I/II_ICpI/IH JKUPHBIC
KHUCHOTHI

3-hochorauepuHOBLIIH
abIeTH/L

i

I1BK

Anermi KoA <

XonecTtepuH AIIETOHOBBIE TEa *
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Tak, tpudochornmuuepunoBeiii anpaerua u anetuna KoA, oOpasyromuiics mpu pacraje
YTJIEBOIOB, MOKET CTaTh MCTOYHMKOM CHHTE3a TNIMLEPHUHA U JKUPHBIX KHCJIOT, KOTOPBIE B CBOIO
o4epenb 00pa3yloT KUPbI (OKUpEHHE MPU W30BITKE YIJIEBOIOB, OTKAPMJIMBAHUE C\X JKUBOTHBIX
n30bITkOM yrieBoaoB). Anermn KoA ywactByer Takxke B nukie Kpebca, B oOpasoBaHuH
XO0JIECTEpUHA, al[ETOHOBBIX TEIl.

OTa cXxeMa WUTIOCTPUPYET H 00PaTHYIO BO3MOYKHOCTh TIPEBPALICHHUS )KUPOB B YTIICBOIBI.

Inunepun  4epe3 TpudochOrIIUIICPHHOBBIN ANBJCTHI MOXXET BKJIIOUUTBCS B CHHTE3
TIIMKOTeHa, a anetni KoA, kKak MpOoAyKT [B-OKHCIICHUS JKUPHBIX KHUCIIOT, Yepe3 Psiji MpeBpaIleHH
npuBoAMT K o6pazoBanmio [1BK.

B3aumocssi3zb 00MeHa YrjiaesoaoB u 0eJIKoB

[Ipu pacnane 6enkoB 00pa3yroTCs aMUHOKHUCIOTHI, OOJbIIAs YacTh KOTOPBIX HAa3bIBAETCS
TJIMKOTE€HHBIMU M CITY’KUT UCTOYHUKOM BEILIECTB, HEOOXOAUMBIX I CHHTE3a YTIIEBOOB.
Bravane aMHUHOKHCIIOTBI ITOJBEPTAOTCS AC3aMUHHPOBAHUIO C 00pa30BaHUEeM 0€3a30THCTHIX
COEIMHEHM, a MOCIEAHNE ITyTEM Pa3IUYHbIX IPEBPALLEHUN UCIIOIB3YETCS JUIsl CUHTE3a TIIFOKO3bI.
I'mroko3a

fv

— Cepun — TpudochormuneprHOBBINA aTbICTH/T

A 4

AnanuH $—m10 o
I'mimms ——»  Ilupysar
IHucreun

\A 4

Jleniupn
[puntodan —Anerni-KoA <+——Hsojeiinun
[vpo3uH Jlgnnun
DeHnanaHuy|

JInzun

A 4

[Iporecc oO6pazoBanus U3 OSIKOB (AMUHOKHUCIIOT) YTJIEBOJIOB HA3BIBAECTCS TITFOKOHEOTCHE3.

OOpa3oBaHue aMHHOKUCIOT M3 MPOJYKTOB OOMEHa YIJIEBOJIOB OrpAaHMYEHO, TaK KaK B
Oprannu3sMeE MOI'yT CHUHTC3HPOBATLCA TOJBKO 3aMCHHMBIC aMHWHOKHWCIIOTHI. B HACTOAIICE BpEMA
JI0Ka3aHO, YTO U3 MPOMEKYTOUHBIX MPOJYKTOB paclaja yrieBOJOB B 3TOM Ipolecce Haubolee
akTuBHO ydactByeT [IBK, o-keroriryrapoBas KMCIOTa M M IaBEJIEBOYKCYCHAsI KHCJIOTA, KOTOPHIE
IIpY IEPEaMUHUPOBAHMM WM BOCCTAHOBUTEIBHOIO AMUHHMPOBAHHUS AT Hayajao aJaHUHY,
acrmaparMHOBOM KHCJIOTE U INIyTaMHHOBOM KHUCIIOTE.

B3anmocBs3b 00MeHa 0€JIKOB U KHPOB
O B3aMMOCBSI3H TOTO BUOa obMeHa BCIICCTB U3BCCTHO MaAJIO. BO3M0)KHO, 4TO INpCBpaAlICHUA
aMMHOKHUCIIOT B JKHUPHBIE KHCIOTBHI IPOMCXOOUT 4epe3 oOpa3oBaHUE BHAYale YIJIEBOJIOB, XOTs

HEKOTOpBhIE aMUHOKHUCIIOTHI Ha3bIBa€Mble KETOTEHHBIMH (JICWIINH, ()eHUITaaHUH, THPO3UH) JAIOT B
KauecTBE MPOMEKYTOUHBIX IPOAYKTOB allETOYKCYCHYIO KUCIIOTY U MOTYT MPEBPALIATHCS B )KUPHbBIE
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kucioTel. [Iponecc crMHTE3a aMUHOKHCIOT M3 KUPOB NPOTEKAET OTPAaHUYEHHO U OTHOCHUTCS K
HEKOTOPBIM 3aMEHUMBIM aMUHOKHCIIOTAM.

OnHuM U3 OCHOBHBIX MPOAYKTOB pacnaja JUnuaos, B yactHocTy BJKK, Bo3Hukaromux npu
THIIPOJIM3E TPUTIHIEPHIOB, (GochaTHIOB WIM CTEPOMAOB, sBisercs aueTws KoA, KOTOpbIi
BcTymas B uki KpeOca, jaet Havyano o-KEeTOrIyTapoBOM KHCIIOTE, IIaBeIEBOYKCYCHOM KHCIIOTE, a
u3 Heé [1BK. 13 [1BK moryt o6pazoBaTbcs HEKOTOPBIE aMUHOKHCIOTHL. M Ha000poT, pu pacmnaje
amuHokucioT obpasyercs [IBK, koropas moxer mpeBpaTuThbcs B B (POChHOTTUIEPUH, U alleTHII
KoA, naroiuii Hayano HEKOTOPHIM 3aMEHUMBIM AMUHOKHUCIOTAM.

Bce mpeBpaiienuss mpoTrekaroT B pa3iMYHBIX OpraHax M TKaHSIX, HO 0co00oe MeCTO B
CJIO’KHBIX B3aMMOIPEBPAIICHUIX 0OMEHA BEUIECTB 3aHUMAET IEUCHb — IJIaBHAsT «OMOXUMUYECKas»
naboparopusi OpraHu3Ma, KOTopasi paClpOCTpaHsET CBOE BIUSHUE HA BECh OPraHU3M.

B medenu npoucxoaut oOpazoBaHHE PA3IUYHBIX OEIKOB — albOYMHHOB M TJIOOYIMHOB
IJ1a3Mbl, CHIBOPOTOYHBIX JUIOMNPOTEUOB (TPAHCHOPTHBIX (HOPM >KHUPOPACTBOPUMBIX BEILECTB),
(akTOpPOB CBEPTHIBAHUS KPOBHU U T.II.

JlesiTensHOCTh MO3Ta, aKTHBHAsl MbllleuHas pabora obecreuMBaeTcs 3a CYET TIIIOKO3HI,
KOTOpast oOpa3yercsi Mpu MeTaboiIM3Me TJIMKOT€Ha M B IPOLECCe TIIIOKOHEOTeHe3a, OJHUM U3
MyTel, KOTOPBIX SBIAETCS CHUHTE3 TIIIOKO3bl, U3 MOJOYHOW KHCIOTHI, 00pa3yeMoil B MBIIIIAX U
MOCTYNAOUIEH B IIEUYEHbD.

[Ipyn cHMXEHUMM B OpPraHU3Me 3alacoB 3HEPTrUU YCUIIMBAKOTCSA MPOLECCHI TPAHCIOPTA W3
JKUPOBBIX JETO TPUIVIMLEPUAOB B II€YEHb, IJI€ OHHU, OKUCIAACH, IIOKPBIBAIOT HENOCTATOK YHEPTHH.
[Ipyu U30BITOYHOM MOCTYIUICHUH KUpa C MUIIEH MPOUCXOIUT €ro pacraj B eYeHH ¢ 00pa3oBaHUEM
KETOHOBBIX TE€JI, KOTOPbIE MOCTYNAIOT B IMOYKH, MBILIIBI U IPYyTrU€ TKAaHU, [JI€ CIyKaT cyOcTparaMu
OKHUCJICHHA. B TmedyeHH mNpoucxXoauT OOe3BpeKHBAHUE PA3TUYHBIX TOKCHYECKHX MPOIYKTOB
(OumupyOWH, aMMHaK, WHIOJIBI, (PEHOIIBI).

ITonsiTHe 0 rOMeocTase

OpranusMm — TepMOJMHAMHMYECKAsh OTKPBITas CHUCTEMa, IOTOMY 3TO IMO3BOJIET €My
COXpaHATh YCTOWYUBOCTH, YPOBEHb PaOOTOCIIOCOOHOCTH, a TAKXKE OTHOCHUTEIHHOE MOCTOSTHCTBO
BHYTPEHHEH CpeJibl, KOTOPOE HA3bIBAETCS TOMEOCTA30M.

I'omeocTa3 — OTHOCUTENHHOE TMHAMHUYECKOE TTOCTOSTHCTBO COCTaBa U CBOMCTB BHYTpPEHHEU
Cpellbl OpraHu3Ma, 00YyCIOBIMBAIOIIEE YCTOWYHUBOCTD €ro (PU3NOIOTHIECKUX (PYHKITUH.

B ¢opMupoBanun u momnepKaHUU COCTOSIHUS TOMEOCTa3a OOJBIIYI0 pOJIb HIpaeT
0o0paTUMOCTh  OOJBIIMHCTBA OWOXMMHUYECKHMX TPOIECCOB, KOTOpPbIE BCEerJa MPOTEKaloT
CaMOIIPOU3BOJIbHO B HaIlpaBJICHUHN JOCTHIKCHUS pPAaBHOBECCHUA, HO, KaK IMPaBUJIO0, B OPTaHU3ME OHU
€ro He JOCTUrarT. ODTO MPOUCXOAUT WM 3a CYET HCIHOJIb30BAaHUSA MPOAYKTOB pPEaKIIMH,
MPOTEKAIOIIEH CaMOITPOU3BOJIBHO, B IPYTUX MPOIIECCax, WK 3a CYET M3MEHEHHS YCIOBUHN B IaHHON
cucreme. Hampumep, B JIeTKUX, T/Ie¢ KOHIICHTpAIMS KHUCIOpoAa OOJbllas, TeMOTJIO0WH KPOBU
COCIMHSIETCS C KUCJIOPOJIOM, HO, HE JOCTHUTHYB PAaBHOBECHS B HACBIIIEHUHU KHUCIOPOJOM, KPOBb
MIEPEHOCUTCS U3 JIETKUX K TKAHSIM, ¥ TaM TeMOTJIOONH OTIAaeT KUCIOPOJ, TTOCKOJIBKY IPU Mepexoie
OT JICTKUX K TKAHAM B KPOBH U3MCHAIOTCA YCIIOBHUA IJIA IIpoLECCa BSaHMOHeﬁCTBHﬂ reMoriI00MHa C
KHCJIOPOAOM.

Takum oOpa3oMm, OpraHuW3M UCIOJB3YeT B CBOEH IKHU3HEACSITEIIBHOCTH OOpaTUMbIe
OMOXMMHYECKHE MPOIIECCHl U UX CTPEMJICHHE K COCTOSIHHIO XMMHYECKOTO PaBHOBECHS, TaK KaK ATO
COCTOSIHHE MPUBENET K THOEH OpraHu3Ma.

Boaublii 00MeH 1 ero peryJisinus

Bona — cocraBHas yacth opranusma. Bce peakiun oOMeHa BEIIECTB MPOTEKAIOT B BOJIHOU
cpene, B KOTOPOW CYIIECTBYIOT KJIETKH, U CBSI3b MEXKIY HUMH MOJICPKUBAIOTCS Yepe3 KUIKOCTb.
OcHOBHas 4acCTh OMOJOTHYECKOMN KUIAKOCTH — KPOBH, JTUM(BI, CHUHHOMO3TOBOM KUIKOCTH, MOYH,
COKOB IMHUIIIEBAPUTEIHLHOTO TPAKTA, MEKKIECTOYHOU KHUIKOCTH — BoJa. 2/3 opraHu3Ma — 3TO BOAA.
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4-x MecsiuHbIM SMOpHUOH cocToUT Ha 94% U3 BOABI, HOBOPOXKJIEHHBIN - Ha 77%, B3pOCIbIH
yenoBek — Ha 50-60%.

>KI/I,I[KOCTB OopraHusma

/ \

Buyrpuxnerounas Mexxknerounas

- B KJICTKaX, NMECT OJHAKOBEIN 1/3 Bceii BOJIbI OpraHU3Ma, COACPIKHUT
cocras, 2/3 oT Bcell BOJIBI OpraHnu3Ma katronsl C17, HCO3", Na*
COJICPKUT KaTUOHBI K", annons! Geka,

docdarsr.

[TorpeObHOCTH B BOJIe MEHSIOTCSI C BO3pacToM. B3pocibiii uenoBek morpedmaser 15 mi Ha 1
KI' MacChl, TPYAHOHN pebeHoK 35 M.

B BogHOM OOMEHE NPUHHMMAIOT Y4acTHE IOYKH, JIETKUE, KOXKa, YKEeIYJOYHO-KHIIEYHBIN
TPaKT, SHJOKPUHHBIE JKEJIE3bl.

[loukn — riaBHBIA PEryasiTOp BOJHOrO oOMeHa. Jlerkue BBIIEISAIOT BOJLY B BUJIE Mapa.
KonunuecTBO BOABI, BBIAEIAEMOE YePE3 JIETKUE 3aBUCUT OT YACTOTHI JbIXaHUS U TEMIIEpATyphl Tena.
[Ipu noBbILIEHHON TeMIIEpaType U IPU YYaAIlEeHHOM JIbIXaHUU KOJIMYECTBO BOJbl YBEINUUBACTCS.

Uepes k0Ky — OTEPs BOJbI MPOUCXOJUT Uepe3 BbIACICHHUE T0Ta U ucnapeHus. Mcnapenue
BOJIbl 3aBUCUT OT Pa3HUIIbl TEMIIEPATYPHI TEIa U TEMIIEPATYPbl OKPYXKArOIIeH cpeabl. (IIPU BHICOKOM
temreparype OC — NOBBIIIEHHOE BBIJEICHUE TI0TA).

B ocHoBe perymsinuu BOAHOTO OOMEHA JISKHUT MOAJIEPKAHUE MMOCTOSHCTBA OCMOTHYECKOTO
naBieHusd. BaxkHas poib MPUHAANIE)KUT OOMEHHBIM B3aMMOOTHOIICHHUSM MEXIY BHEKIECTOYHOW U
BHYTPUKJIETOYHOM >KMJIKOCThIO. [Ipum moCTymieHMM B OpraHu3M 3JIEKTPOJIUTOB, KOTOpPbIE
pacrnpeneNsoTcss B OCHOBHOM II0 BHEKJIETOUHOM XHAKOCTHU, IMPOUCXOIUT NEPEMEIEHUE BOJBI U3
KJIETOK B MEXXTKaHEBbIE IPOCTPAHCTBA, KPOBb, TUMPY. [Ipr N30BITKE 3JIEKTPOIUTOB BHYTPHU KIIETOK
BOJIa TIepeMelaeTcsi B 00paTHOM HalrpaBlICHHUH.

OcHOBHasl peryasTopHasi cucTeMa BOJAHOIO OOMEHa — 3TO CUCTeMa — TOPMOHBI-TIOYKH. M3
TOPMOHOB HanboJee BaKHbI — aJIbJOCTEPOH U Ba30IPECCHUH.

Bazonpeccun oOnanaer aHTUAMYpeTHUECKMMH cBoicTBaMu. Cekpeuus Ba3ONpeccHHa
peryiupyercs BeIMUYMHOM OCMOTHYECKOrO JAaBJICHUS IIa3Mbl KpOBH. MeXaHU3M: NP MOBBILLIEHUN
OCMOTHYECKOI'0 JaBJIEHMs IJIa3Mbl HAUMHAETCS MOBBIIICHHAs BbIpaOOTKa Ba3oNpeccuHa, KOTOPBIN
MTOHM>KAET BhIBE/IEHUE BOJIbI U3 OPraHMU3Ma 3a CUET YBEJIMYEHUsI KOHIIEHTpaluu Mouu. B pesynbrate
B OpraHu3Me BOJia 33JIepKHUBAETCS, TOHMKAETCSI OCMOTHUYECKOE JaBJIEHUE U CHIDKAeTCsl BIpaboTKa
Ba30MpecCUHa. AJIpeHATMH U OOJIb TOBBIIIAET BHIPAOOTKY BA30NPECCHHA, U CHUIKAIOT JIUYPE3,
HeOouIbIIast 1032 aNKOTr oIl CHIDKAIOT ero 00pa3oBaHUeE U MOBBIIIAIOT MOYEOT/IEICHHUE.

AnbpnocTepoH — HauboJjiee aKTHBHBIH MHHEPATOKOPTHKOCTEPOU, CUHTE3UPYETCSl B KOpe
HA/MOYEYHUKOB. BpIpaboTka anpJocTepoHa CBSi3aHA C YPOBHEM MOHOB HATpusi B KpOBH.
[ToHM>KxeHre ero KOHIEHTPAMU IPUBOJUT K MOHUKEHUIO OCMOTUYECKOTO JIaBJICHUS M YBETUUYECHHUIO
BbIJICJICHUST BOJbI. [Ipy TOBBIIEHHONW KOHIIEHTPALIMM HOHOB HATpUs B IUIa3M€ CHIXKAETCS
BbIpabOTKa rOPMOHa.

MuHepanbHbIil 00MeH

MuHepanbHBIe BeIIeCTBA — AITO HE3aMEHHWMBIC BEIIECTBA JUIsI OpraHW3Ma, XOTS U He
o0JIafjaloT THTATENbHOW IIEHHOCTBIO W HE SABISAIOTCS HCTOYHMKOM »JHepruu. WX 3HaueHue
OIIPEIEISIeTCSl TEM, YTO OHU BXOJST B COCTaB BCEX KIETOK OPraHOB M TKaHEH, BMECTE C BOMOM
y4acTBYIOT B MOJAEPKaHUU OCMOTHYECKOTO JaBICHHS U 00eCHeunBalOT MOCTOSHCTBO pH
BHYTPUKJIETOYHOM M BHEKJIETOYHOM IKHJIKOCTH, SBJSIFOTCS CTPYKTYPHBIMH KOMIIOHEHTaMHU
(epMeHTOB U BUTAMUHOB, Y4acTBYIOT B oOMeHe BeuiecTB. Hanpumep. B ¢popmupoBannu akTuBHOU
(DOPMBI FOPMOHA HHCYIIHHA BBLIAOMIASCS PONTb TIPHHAIEKHT Zn°",
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Meuorue katnonsl MeramwioB (Mg?, Mn**, Zn** u ap) yuacTByoT B (pepMEHTATHBHOM
Karajamn3e, CBSA3bIBas Ha KOPOTKOE BpEeMs HEMPOUYHBIMH CBS3SIMHU MO0 cyOcTpar u epMeHT, 0o
(mpu BO3HUKHOBEHUHU (DEPMEHT-CYOCTpAaTHOTO KOMIUIEKCa), MO0 KodepMeHT ¢ anodepMeHTOM (B
JBYXKOMITOHEHTHBIX (pepMeHTax)

Pacnan u cuHTe3 OENKOB B 3HAYMTEIBHOM CTENEHU 3aBUCAT OT psAla MHUHEPAJIbHBIX
anemeHTOB. Mousl Mn, Zn, Fe, Co u Ni noBbIIat0T aKTUBHOCTD MENTHIOTHIPOIIA3 U apTUHA3bI, T.C.
Y4acTBYIOT B JeCTpyKUuu Oenka. buocuntes Oenka UaeT Mpy HEMOCPEACTBEHHOM yYacTHH HOHOB
K, Mg u Mn. IlepBblii 1 BTOpoii HEOOXOAUMBI Ui MOJAEPKaHUS pUOOCOM B (PYHKIMOHAIBHO-
aKTUBHOM COCTOSIHUU. TpeTuii o0ecrednBaeT OCYyLIECTBICHHE NMENTHAWITpaHChEpa3HOW peaKiuu
1pu cOOpKE MOJIMIIENTHIHOMN LIETIH.

Pa3nuuHble KaTMOHBI MPUHUMAIOT AKTUBHOE Y4YacCTHE B paclaje U CHUHTE3€ YIJIEBOJOB U
JUOUA0B U MPOAYKTOB HUX JNECTPYKLHHU, MPETEPIEBAOIINX OKOHYATEIbHOE Pa3pylIEHUE B LUKIIE
Kpebca. LleHTpanbHbIM 3J€MEHTOM B TJIMKOJIMTUYECKOM Ipolecce siisieTcss Mg: OH aKTUBHUPYET
00BIIMHCTBO (hepMEHTOB IIHKOJIM3a. HoBOOOpa3oBaHME YIIIEBOAOB B Iporecce (HOTOCHHTE3a
HEBO3MOXXHO 0e3 ydacTus MarHusi (CocTaBHas 4acTh XJopoduiuia), mapradia (y4acTByeT B
¢dorocunTeTHYECKOM (hoCHOPHUITMPOBAHNH) U Kere3a (He0OX0IMMO Il CHHTE3a XJI0pohuILia)

Pacnag nmunuaoB, Kak NpOCTBIX TaK U CIOKHBIX, aKTUBUPYETCS Ca®, TaK KaK 9TOT KaTHOH
MOJIOKUTETIFHO BIIMSET HA JAEATENbHOCTh Numnasbl, ¢ocdonumnas. B-okucnenune ammn- KoA wuuer
6onee sHepruyHo B mpucyTtctBuu noHOB Cu u Fe. Ilpu cuntese amerun KoA, ¢ochoxonuna
Heobxomum Mg. [ukn KpeGca ocymecTBisieTcs Mpu akTHBHOM Y9aCTHH MOHOB Mn?*".

MuHepanbHble BELIECTBA, IIOCTYNAKOUIME B PACTUTEIBHBIA U JKUBOTHBIM OpPraHu3M,
3aJIepP’)KUBAIOTCS B OpraHu3Me, oO0pasys B MOJABIISIONIEM OOJBIIMHCTBE CIIy4aeB CIelu(pUYecKue
coenuHeHus. KOHIEHTpUpOBaHWE »JIIEMEHTOB B JKMBOM MPHPOJAE BHIAOCHEIH(PHYHO W
HaciencTBeHHO (150 BHIOB MACIEHOBBIX JIOTHKOBBIX M JIp HAKAIIMBAIOT JIUTHH, TUIAyHBI —
AITIOMUHHM, MOPCKHE BOAOPOCIH — HOJI, MyXOMOD - CEJIEH).

N3 makposnemenToB Ca u P y BeICIINX KMBOTHBIX 00pa3yroT GpochopHO-KUCIBIN KaabIUil —
OCHOBY KOCTHOM TkaHu. Cepa B 3HAUUTEIBHOM MEpE BCTYNAET B COCTaB OPraHUYECKUX
coequHenuil. [lnga Mg, K u Na xapakrepHa noHHas opma CyllecTBOBaHUS, YpaBHOBEUICHHAs B
OCHOBHOM aHHOHaMHU XJopa, ¢pocharta u kapOoHara.

MukpossieMeHTbl B OOJIBIIMHCTBE CBOEM BCTYMAlOT BO B3aWMoOJIEicTBHE ¢ OenkamMu U
HYKJIEMHOBBIMU KHCIIOTaMH JHOO HENOCPeACTBEHHO, JH00 MpeABapUTEIbHO BKIIOYASICh B COCTaB
MIPOCTETUYECKUX TPYIIIT OPraHUYECKON IPUPOJIBI.

OOMeH MUHEpaJIbHBIX 3JIEMEHTOB MPOTEKAET SHEPIrMYHO. ITO OCOOEHHO SIPKO BBISABIISETCS B
TeX ciydYasx, KOTJa 3JeMEHT SKCKPETUPYETCsl U3 OpraHu3Ma B COCTaBe KaKOro-indo HOPMajabHOTO
MPOAYKTa KHU3HelesTenbHoCTH. Tak, y miuekonurarommx Oonbine koiauuectsa Ca u P BeBoguTCS
13 OpraHu3Ma B epUOJ JaKTal1H.

XapakTepHOil 0COOEHHOCThIO OOMEHa MMHEPAJIbHBIX 3JEMEHTOB SIBIISIETCS, C OJHOM
CTOPOHBI, B3aMMO3aMEHSEMOCTh psifa W3 HUX W, C JPYrod aHTAaroHW3M JeWCTBUA. Tak, B
depmentatuBHEIX mponeccax, Tam rae K, NHs" umu Rb* BBICTYHaroT kak akTHBaTOpPHI (HATIpHMeED,
MIPU JIEHCTBUM AJIbJICTUICTUIPOTEHA3BI U3 JPOIKKEH), Na®, Li" wm Cs" sBmstrorest WHTUOUTOPAMHU.
B Takux ke OTHOIICHUSX HAaXOAATCS Mg2+ u Ca? , Mn?* u Zn%*.
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