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BBEJIEHUE

[Touemy BO3HHMKIA HEOOXOAUMOCTH CO3/1aHUS 3TOM KHUTM? Kak HU CTpaHHO, B OTE€YECTBEH-
HOM JIUTEepaType HET HU OJHOTrO Y4eOHOro M3JaHHs, MOCBSIEHHOTO HCKIIOUUTEIHHO CBOOOIHBIM
IIPOTEMHOT€HHBIM aMUHOKHUCIIOTaM. DTO CO3/4Aa€T 3HAYUTEIbHOE HEY1I00CTBO IIPU U3YYEHUH MHOTHX
paszenoB OWoJIOTHH, OMOXUMHUH, (apMaKoJOTHUH U (apMaKOTEpANHMH, TOCKOJIbKY CBEICHHS 00
AMHHOKHCIIOTAX, U3J0KEHHBIE B MHOTOYHMCICHHBIX CHEIHATH3UPOBAHHBIX MOHOTpagusixX u y4yeO-
HBIX TOCOOMSIX, SKJIEKTUYHBI, YTO HE MO3BOJSET CPOPMUPOBATH LEIBHOTO MPEICTAaBICHUS O OHOJI0-
TMYECKOM POJIM IPOTEMHOTEHHBIX aMUHOKHCIIOT.

[IpencraBienue, YTo MPOTEUHOTEHHbIE AMUHOKUCIIOTHI SIBJISIFOTCSI BCETO JIMIIb MOHOMEpaMHU
Oernka, MPUBOJIUT K POPMHUPOBAHUIO JIOKHOTO YOSKICHUS, UYTO BCE OHM OJJMHAKOBBI M HE 00JIATaI0T
HUKAKOW (DYHKIIMOHAJILHOW YHMKAJIBHOCTBIO, CBSI3aHHOM C UX 3JIEMEHTHBIM U TPEXMEPHBIM CTpOe-
HueM. Takoe npeacTaBiieHUE IBHO HE COOTBETCTBYET JIEHCTBUTEIBHOCTH U TOMY B HACTOSILIEE Bpe-
Msl TIOSBIIIETCSL BCe OOJIbIIE JOKA3aTEeNbCTB, OCTAIOLIUXCS, OJHAKO, 3a MpeaeiaMu y4yeOHOH mpo-
rpammbl. [lo3TomMy mporenHOTreHHbIE L,0-aMHMHOKMCIIOTHI MHTEPECHBI CaMu 1O ce0e, BHE BCSKOU
CBSI3M C X MOHOMEpHOU QyHkuuei. Hanpotus, nzyueHue GuU3NKO-XMMHUUECKUX U OMOXUMUYECKIX
CBOMCTB OTAEJIbHBIX POTEUHOT€HbIX AMUHOKHUCIIOT [TO3BOJISIET MTOHAThH UX POJib, KaK B (pOpMHUpPOBa-
HUU COBPEMEHHOT0 OETKOBOTO MUPA, TaK U (POPMUPOBAHUHU (DYHKIMOHATEHO-AKTUBHOM CTPYKTYPBI
Oenka.

Hctopusi oOHapyXeHUSI aMHUHOKUCIOT TECHO CBfI3aHa C HCTOpPHEH u3ydeHus OeIKOB.
B 1728 r. utanesuckuii yaensii Slkono bapronomeo bekkapyu monydnn U3 MIIeHAYHONW MYKH Tep-
BBIIl IIpernapaT OeNKOBOIr0 BEIIeCTBAa — KIEHKOBUHY. B pe3ysnbTare cyxoii meperoHku KIeHKOBUHBI
OBbUT YyCTaHOBJICH IEJIOYHOM XapaKTep MPOIyKTOB MEPEroHKH, UTOTH CBOeH paboThl bekkapu omy06-
nukoBan B 1745 r. Oto Oblia nepBas craths o O6enke. M3 pabot bekkapu crnemoBano, 4To mpupoaa
BELIECTB PACTUTEIBHOTO U YKUBOTHOI'O LIAPCTB €AMHA.

B 1810 r. XK. I'efi-JItoccak u JI. Tenap BriepBbIe ONpeaeInIn 3JIEMEHTHBIN COCTaB OEITKOBBIX
BemectB. A B 1833 1. K. I'eit-JIroccak mokasai, 4yTo B Oenkax 00s3aTeIbHO MPUCYTCTBYET a30T U
YTO €ro COZIepKaHUE B pa3IMUHBIX Oelkax MpUOIM3UTENbHO OJUHAKOBO. [lepBoe aMUHOKHUCIOTHOE
MIPOM3BOTHOE — aMH/JI acTiaparuHa — ObII0 OTKpBITO B 1806 1., a IepBasi aMUHOKHCIIOTA — ITUCTEUH —
B 1810 r. BiepBble aMHHOKHUCIIOTHI B cOcTaBe OenkoB Obliiu oOHapyxeHbl B 1820 r. ¢ppaHiy3ckum
xuMukoMm A. BpakoHHo.

3aMEHMMbIE aMUHOKHUCIIOTBI MHTEPECHBI TEM, UYTO HEKOTOPBIE M3 ATHX «IIPOCTBIX» JETKHX
AMHHOKHCIIOT OOHAPY)KHBAIOTCS B METEOPHTAX - (enuyuH, ananun, BAIMH, JCHIHH, H30ICHIINH, IPO-
JIUH, Acnapazunosds KUcioma, 2A1ymamuHo8as KUCi10ma — KypCUBOM BbIJICIICHbI 3aMEHUMBIE aMU-
HOKHCJIOTBI) H JIaXK€ B OTKPBITOM KOCMOCE, TO €CTh, OHH 00pa3yroTcs aOMOTeHHO, a JUTUTSILHOCTh
UX CYHIECTBOBAHHUS, BEPOSITHO, COIIOCTaBUMA C BO3PAaCTOM BcereHHoi. BONBIIMHCTBO U3 HAX CHH-
Te3upyercs abMOreHHO B OIbITaX, MOJO0OHBIX nocTaBieHHbIM Crennu JI. MI/IJ‘IJ‘ICPOM3 B 1953 r.
C Tex mop 3TM aMHUHOKHCIOTHI (JIeWLMH, U30JeULIMH, BAIKH, IPOJIUH, TPEOHUH, AIAHUH, 2TUYUH,
CepuH, 2NYMAMUHOBAS. KUCIOMA, ACNApa2uHo8ds KUCIoma) HOCIT HazBaHHe «MUIUIEpOBCKUE)
aMMHOKHUCIIOTHI. IHTepecHO, YTO 3TH K€ aMUHOKUCIOTHl ObLIM OOHapykeHbl B MeTeopurtax. Cie-
JI0BaTeIbHO, TIOCTOSIHHO oOpasyromuecss B0 BceneHHOW 3aMeHMMblEe aMUHOKHUCIIOTBI MOTYT OBITh
OCHOBOHM (pOPMHMPOBAHUS KU3HU KaK Ha 3emJie, TaK U Ha JPYTUX MOIXOASAIINX JJIs 3TOrO TUIaHeTax.

HenaBHo cniucok U3 ABaaLaTH KOAUPYEMBIX MPOTEUHOTEHHBIX aMHUHOKHUCIIOT ObLI MOMOJHEH
JBYMsI HEKOAMPYEMBIMU AMUHOKHUCIOTAMU — OKCHUIIPOJIMH M CEJIEHUUCTEUH. DTU JIBE€ aMUHOKHCIIO-

! B aByx xonapurax, ynasumxs 1950 r. B Mioppee (CILIA)u 1969 r. B paiione Mepuncona (ABCTpatis).

2 BO3MO)KHO, YTO OPraHNYCCKHUEC BEHIICCTBA, 06Hapy>1<1/IBaeMHe B BAKyyM€ U METCOPHUTHOM BCIIECTBE, 06pasoBaJmcs
€€ B TC BpEMEHA, KOTrAa MPOTO3BE3/Ibl, 3AKOHYNB CUHTE3 BCEX M3BCCTHBIX 3JICMCHTOB, ITPEKPATUIIM CBOC CYIICCTBOBA-
HUE, cQOPMHUPOBAB U3BECTHYIO HAa YaCTh BceneHHoi.

® Stanley L.M. A Production of Amino Acids Under Possible Primitive Earth Conditions / L.M. Stanley // Science.
1953. V. 117. P. 528; Stanley LM.The origins of life on the earth / LM Stanley.E.O. Leslie. — Englewood Cliffs, NJ,
Prentice-Hall, 1974.




ThI BKJTIOYAIOTCSI B CTPYKTYPY O€TKa MMEHHO KaK OKCHIIPOJIMH U CEJICHOIMCTEHH, a HE B Pe3yJbTaTe
TOTO, YTO MPOJIMH U IIUCTEUH MOABEPralOTCs MOCTTPAHCISAIMOHHON MoaudUKaIMK, KaK 3TO CUUTa-
mu panee. OOHapy)KeHUE 3TOM HAXOAKH MO3BOJIET MPEANOJIOKUTh, YTO HA MPEOUOTHYECKON CTa-
I GOpPMHUPOBAHUM KU3HU MENTUABI MOTTIM 00pa30BhIBAaTHCS caMu 1o cede — 6e3 ydactuss PHK u
JHK. Jlump mo3xe, korma PHK kakum-to 00pazoM copMUpOBaIM MEXaHH3M CBOSH 3aIIHUTHI C
MOMOIIBIO OeJIKa M CAaMOKOIIUPOBAHUS, TOHAJA00UIICS CIIOCOO XpaHEHHs «yAauHO» nHpOpMaLuu O
cebe u 3amuTHOM Oenke (Oenmkax) Ha marpune JJHK, xak Oosiee KOHCEpPBATUBHONW K XUMHUYECKUM
n3MeHeHusM cTpykrype, ueM PHK. Ha Bompoc, ObuT JIi 3TOT mpoIiecc ciiydyailHbIM WU HallpaBJIeH-
HBIM, CIIEIYeT JaTh OTBET, UYTO CIIydas 3/1ech He Obu10. CreyeT mpu3HaTh, 4TO MPOIECC HAPABIIEH,
HO HaNpaBJIEHHOCTb 3Ta 3all0)KeHa TPEXMEPHBIM MPOCTPAHCTBEHHBIM CTPOCHHEM U (U3HKO-
XUMUYECKUMH CBOMCTBaMH BellecTBa. 10, 4TO Mbl HE TIOHUMAEM, KaK TPeXMEpHas CTPYKTypa MO-
JIEKYJl HANpaBisieT BEKTOP XUMUYECKUX COOBITUH B CTOPOHY CaMO3apOXACHMS )KM3HH HAa OCHOBE
PHK, IHK u Genka, He SBISICTCS OMpPaBIaHUEM MMOPOKICHUS KPEAIIMOHUCTCKUX TEOpUid, Tpedyto-
IIUX MPSMOTo ydacTusi TBOpIa B cO3MaHUM KU3HU. ECi aMHMHOKHUCIIOTHI paccMaTpuBaTh Kak Ouo-
JIOTUYECKH aKTUBHBIC BEIIECTBA, TO CIHCOK OMOJIOTMYECKH 3HAYMMBIX aMHUHOKHUCIIOT, 10 KpalHeu
Mepe, AJisl 4eJI0BeKa, CTAHOBUTCS 3HAYUTENbHO OoJiee MBAIaTH-IBAIIATH JBYX MPOTEHHOTC€HHbIX.
Ho Henb3st 00bITh HEOOBITHOE, MYCTh Naxke U nepeunciumoe. [losromy, HE HMesT BOZMOXHOCTH
onucaTh BCE Ha HACTOSILEE BPEMs MU3BECTHBIC YEJIOBEUECTBY AMUHOKHUCIIOTHI, MpEjIaralo u3Joxe-
HHUE O JIBA/IIIATH OCHOBHBIX U €II[¢ HECKOJIbKUX, TOKA3aBIINXCS MHE HanOO0JIee MHTEPECHBIMHU.

Eme ogHol npuunHOM, NOOYIMBIIEH MEHS K HAMMCAHUIO JAHHOTO MOCOOUS, SBISETCS MIMPO-
KO pacrpoCTpaHEHHOE, OCOOCHHO B MHTEpHETE, 3a0yxaeHue, uto D-m3oMepbl MpOTEenHOTEHHBIX
aMUHOKHCIIOT IM0O OMOJIOTHYECKH MHEPTHBI, TMO0 BEICOKOTOKCHYHBI. MEXIy TeM HaKOIUIEHO J0C-
TATOYHO CBEJICHUH, HE BKIIOYACMBIX B TPAJUIMOHHBIC YYCOHBIC MOCOOMS, CBHUICTEILCTBYIOIINX,
YTO, M0 KpailHel Mepe, YacTh TAKMX M30MEPOB U HE TOKCMYHA U HE MHEPTHA, a HAIIPOTUB, aKTUBHO
y4acTBYET B (PH3UOIOTUICCKUX PETYISITOPHBIX MPOIECCaX U SIBISICTCS HOPMAITBLHBIMA METa0O0Ide-
CKH HEOOXOAMMBIMHU BEILIECTBAMH, a BOT HapyILIEHHE WX 00pa30BaHUs 3alyCKaeT psiji MaTOJOTHuYe-
CKHUX IPOLIECCOB.

[TockonbKy naHHas KHUTA, C OJHON CTOPOHBI, HE MPETEHIYeT 3aMEHHUTh COOOW OCHOBHBIE
y4eOHbIE TOCOOUS M0 OMOXUMUH, a C APYTOM — COACPKUT TEPMHUHBI M TOHATHS, KOTOPHIE MOTYT
OBITh HEJOCTYIHBI HEMOATOTOBIEHHOMY YHUTATENI0 0€3 HM3y4eHUs COOTBETCTBYIOIIMX pPa3felioB
OMOXVMMHUHU, U3TIOKEHHUE TIPEBAPEHO TIEPEUYHEM TEPMHUHOB, COJICPKAHNE KOTOPBIX HE PACKpPbIBACTCS
B OCHOBHOM COJIEP>KaHUH KHUTH C IIEJIbI0 COXPAHEHUs LEJIOCTHOCTH U3JI0KEHHUS.




INEPEYEHb TEPMUHOB

AnonTo3 — (0T rpey. anONTMGIG — OMalaHKe JINCTHEB) — IporpaMMupyeMasi KJIETOUHAasi CMEPTh, pe-
TYJIUPYEMbI MPOLECC CAaMOJMKBUIAIMU Ha KJIETOYHOM YpPOBHE, B pe3yjbTaTe KOTOPOTO KIIETKa
(bparMeHTUpyeTCs Ha OTACIbHBIC AallONTOTHYECKUE TEJbIIa, OTPaHUYECHHBIC TJIA3MATHUYECKOW MEM-
OpaHoii. dparMeHTHl MOTHUOIIEH KJIETKH OOBIYHO OYEHb OBICTPO (harormuTUpyrOTCs Makpodara-
MU JIUOO COCETHUMH KIIETKAMH.
Moaudpukanusi 6e1Ka NOCTTPAHCISIMUOHHAS — KOMIUIEKC OMO- U TapaOUOXUMUYECKUX PEAKIIHMA
OCYIIECTBISIONIMXCS MOCTE TIOJTHOTO CHHTE3a OelKa M 3aKII0YAIOIIUICS B IPUCOSTUHEHUN JIOTIOJN-
HUTENBHBIX (YHKIMOHAJIBHBIX, THO0 IUCHYHKIMOHAIBHBIX, PAAUKAIOB K AMUHOKHUCIOTHBIM OC-
Tatkam, a Takxke K N-, 1160 C-koHiry.
MoJiekyJasipHBIH Bec — MOJIEKYJIsIpHas Macca (MeHee MPAaBUIIbHBIA TEPMHH: MOJICKYJISIPHBIN BEC) —
Macca MOJICKYJIbl, BRIpAKEHHAS B aTOMHBIX €JMHULIAX MacChl. YHCIEHHO paBHA MOJISIPHOM Macce.
MoJisipHoe BpallleHUe pacTBOpa — OTHOIICHUE YIJIia, Ha KOTOPBIN MOBOPAYMBAETCS IJIOCKOCTH TO-
JSPU3ALUU ONTHYECKOTO M3ITyYSHHS ONPEACICHHON JUIMHBI BOJHBI NMPH MPOXOXKACHUU UM ITyTH
€IMHUYHOMW JUIMHBI B pAaCTBOPE BEIIECTBA, K MOJIIPHOCTU PAcTBOPA.
OnrHyecKoe BpalleHWe — BEIMYMHA YICTLHOTO BPAICHHs [0], YMCICHHO paBHAs BPALICHHIO
(B rpamycax) B pacTBOpe ¢ KOHIEHTpauuei 1 r/mu mpu mnuse omtudeckoro mytd 1 am (10 cm),
JUIMHE BOJHBI A, uTemmeparype (. HeoOxoammo ykaspIBaTh KOHIEHTPAIMIO pPacTBOpa
(r/100 my1) 1 pacTBOPUTEIND.
OcTaTKN aMHHOKHMCJIOTHBIE — IT0CIIe 00pa30BaHUs MENTHUIHON CBSI3M YaCTh MOJIEKYJIBI aMUHOKHC-
JIOTHI, OJJUHAKOBAS y BCEX MPOTEHMHOTCHHBIX AMUHOKHUCIOT CTAaHOBHUTCS MOHOMEPHOHN (IOBTOpSsie-
Mmoii) gactero Oenka: —HN—CHR—CO—. Pagukan npu a-yriaepoaHoM aToMe, SIBIISIONIMICS Xa-
PaKTEepPUCTUYECKON YaCThI0O AMUHOKHUCIIOTHI, MPUAAIOIINN OEJIKY XapaKTep MoJuMepa HeperyspHo-
IO CTPOEHUS, IPUHATO HA3bIBATh AMUHOKUCIOMHBIM OCIMAMKOM.
IIporoonkoren (-bI) — HOpPMallbHbIE KJIETOYHBIE T'€HBI, 00JAJAIOIINE BBICOKOW SBOIIOIMOHHOM
KOHCEPBATHBHOCTHIO, 00Pa3yIONINe MMO3UTUBHYIO CHCTEMY KOHTPOJISI PocTa, neneHus u nuddepen-
IIUPOBKHU KJIETOK. B3aumozelicTBue HEKOTOPBIX BUPYCOB C MPOTOOHKOI€HAMH M3MEHSET UX (YyHK-
[IUOHAIBHYIO aKTHBHOCTH, YTO HAMPABISAET PA3BUTHE MOIMYJSIUH JEISINXCSA MPEIIIECTBEHHUKOB
(YHKIMOHATIBHO 3pEJIbIX KJIETOK MO MYTH KaHIIEpOreHes3a.
Tounasi Macca — CyMMa OTHOCHUTEIIFHBIX aTOMHBIX Macc.
pl — u303meKkTprUecKas TOYKa XapaKTEPUCTHKA COCTOSHUS pacTBOpa am(OTEpHOIo 3JIEKTPOIIMTA,
KaKOBBIMHU SIBIISTIOTCSI aMHHOKHCIIOTBI, CTOCOOHOTO MPHCOENNHATh WA OTIIETUISTH IPOTOHEI, Tpe-
Bpalasch JUO0O0 B MOJOKUTEIbHO, JMO0 B OTPULATEIBHO 3apsKEHHbIE HOHBI, IPU KOTOPOM CyM-
MapHbIN AJEKTPUYECKUI 3apsia MOJEKYJbl paBeH HylI0. B m3oanekTpuyeckoil Touke aM(poauT He
nepemenaercs B snekTpuyeckoM nosue. CoorBercTByeT pH pacTBopa, Mpu KOTOPOM aMUHOKHCIIOTA
CYIIECTBYET B BUJIC IIBUTTEP-UOHA, TO €CTh MOJIEKYJIbI, UMEIOMIEH OJHOBPEMEHHO  IOJIOKUTEIHHO
3apsSHKEHHYI0 aMUHHYIO TPYIIY U OTPUIATENBHO 3apsDKEHHYIO KapOOKCHIbHYIO. 3HaueHue pH B
M30DJIEKTPUYECKON TOYKE OINpENeNsieTcsl BENMYMHAMH KOHCTAHT AMCCOLMAIMH KHCIOTHOW M OC-
HOBHOW QyHKImi. /s ogHoocHOBHBIX amuHOKUCIOT: pl = 0,5(pKi+pK2). B m3osnekrpuueckoit
TOYKE PaCTBOPHUMOCTh aMUHOKHCIIOT MHHUMAJTbHA.
pKa — KoHCTaHTa nucconuanuu. s 0JHOOCHOBHBIX AMHUHOKHCIIOT YKa3bIBAIOT JBE KOHCTAHTBI
JVCCOIIMAITIY — JIISl aMAHHOW TPYITIBI M KapOOKCHIIBHOM rpymimbl. J{jist TByOCHOBHBIX aMUHOKHCIIOT
JOMIOJTHUTENBHO YKa3bIBatoT PK, aMHuIHOTO a30Ta, TMO0 BTOPOI KapOOKCUIBHOM TPYIIIIbI.
Penentop I'AMK — penentop y-aMMHOMACISIHOM KHCIIOTHI, PETYJIMPYIOIIEN MPOIECCH TOPMOKE-
HUS B TOJIOBHOM MO3T€, U3BECTHHI TpH Tumna — HoHTporHble [ AMK4-u TAMKc-penentops! u me-
tabotpornHbsie ' AMKjg-penentopsr;

NMDA — noHOTpONHBIH peuentop riryramara (peryaupyeT mpouecchl BO30YKICHUS B
TOJIOBHOM MO3T€), CeJIeKTUBHO cBsi3bIBatoluii N-metuin-D-acnaprar.
IMcTpOH — yyacTOK T€HEeTHYECKOro MaTepuala, OTBEYAIOLINH 3a equHNuHY0 (QyHKIuo. TepMun
npeaioxkeH amepukanckuMm reHeTukoM C. benszepom B 1957 r. Hapsanmy ¢ TepMHUHAMU «PEKOH)
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(emuHUIIA peKOMOMHAIINH) U «MYTOH» (€IUHUIA MyTaIuu). J{JIs 3yKaproT MOHSATHS «T€H» U «IIHC-
TPOH» B HACTOSIIEE BPEMS SBIISIOTCS CHHOHUMAaMU.

CT3KHMHI B3auMMOJeiCTBHE, WIM apOMaTUYECKOE B3aMMOJICUCTBHE, WJIM T-T B3aUMOJCHCTBUE —
HEKOBAJICHTHOE B3aMMOJICUCTBUE MEXKy OPraHUYECKUMHU COCIMHEHHUSMH, COJIEPKAIMUMH TUIOCKHE
apOMaTUYECKHE paJuKalibl, O00pa3yloTcs B pe3yJabTaTe MEXKMOJICKYJSIPHOTO IEepPEKpPhIBAHUS
p-opOuTasnei B m-CONMPSHKCHHBIX CHCTEMaX, YTO MX YCHUJIMBAET, MOCKOJBKY YHCIO 7-3JICKTPOHOB
BO3pacraer. B cympamolieKynspHON XUMHUU 1O TEPMUHOM «CTIKHUHI» MOHMMAIOT PACHOJIOKEHUE
apOMAaTUYECKHX MOJIEKYJI, HAIOMUHAIOIIEE CTOMKY MOHET M MOJICPKMBAEMOE apOMaTHYCCKUMH
B3auMoOieHCTBUSIMUA. CTIKHMHT SIBJISICTCS YaCTHBIM CIydaeM JHCIIEPCHOHHOIO (JIOHIOHOBCKOIO)
B3auMOICHCTBUSA. JIOHJOHOBCKHE B3aMMOJICHCTBHSI — CJIa0ble B3aUMOJICHCTBUS U3 TPYIIIBI BaHEP-
BaaJIbCOBBIX B3aMMOJICUCTBUH, BOSHUKAIOIMIME MEXKAY JBYMS HaBEIECHHbIMHU aumnoysiMu. OHU mpo-
SIBJISIFOTCS. HA OYEHb KOPOTKUX PACCTOSHUAX. B HEMOJspHOM MOJIEKy/e B OTCYTCTBHE BHEIITHETO T10-
Jis. BJIEKTPOHBI HE MOTYT OBITH HEMOJBHUKHBIMHU, TTO3TOMY JMIOJIBHBIA MOMEHT PaBHSETCS HYJIIO
TOJNBKO B CpeaHeM. Mmooy oCHMUTUPYIOT, HHAYIUPYS APYT Apyra, B pe3yJbTare 4ero Mexay HU-
MU BO3HUKAIOT CHJIBI IPUTSKEHUS. DHEPTUs TAKOTO B3aMMOJICHCTBHS paBHa:

a2

U= —tho—re—

w

rae
h — mocrostaHas [lnanka, Wy — YacTOTa MEPBOHAYAILHOTO KOJIEOAHUS OCHMILIATOPOB, I' — PAacCTOsI-
HHUE MEXAY OCHHILIATOPAMH, a — MOJSPU3YEMOCTh OCILIUIUISATOPA

Cnucok cokpameHnii aMMHOKHMCJIOT

B mensix obneryenus 3anucy MenTHI0B M OEIKOB ObUT MPUHAT TPEX- U OJHOOYKBEHHBIH CIIO-
cOOBI COKpAILEHHOH 3al1cy Ha3BaHU aMUHOKHUCIIOT, KOTOPBII IPUBEICH HUXKE.

A CokpanieHue
MHHOKHCJIOTA = =
pyccKoe aHIJIHiicKoe 0/ITHOOYKBEHHBII KOJI
I 'muis I'mu Gly G
AnanuH Ana Ala A
Bamun Ban Val V
Jleun Jlew Leu L
W3oneiun Wne lle I
[Tponun ITpo Pro P
deHunanaHuH deH Phe F
Tupo3un Tup Tyr Y
Tpunrtodan Tpn Trp W
Cepun Cep Ser S
Tpeonun Tpe Thr T
AcnaparnHoBas KUCJIOTa Acn Asp D
['myTamMuHOBasE KHCIIOTA 'y Glu E
Acnaparua AcH Asn N
[nyramuH ['mH Gln Q
[{ucrenH Iuc Cys C
MetuonuH Mer Met M
I'nctnaun I'uc His H
JIuzun JInz Lys K
AprusuH Apr Arg R
[Tupponusun [Tun Pyl 0




OBIIASA XAPAKTEPUCTUKA TPOTEMHOI'EHHBIX AMUHOKHUCJIOT
.

/é‘{’ b;l OXUNNLCCCIUC U é;lﬂ?ﬁi{ }/ZW CCHUC t{[x(’vW?’l)(l/]{Y/l Ut

/6?/}9& Y ttAMO /}%0&({/&0{’ Vid Oﬁl@@l{/ /O}%&O[?/ o 7[//{0{1('1/01/(71%‘(4{60

/(ZJ/( /)(’ Ut / ] (/ %{’}Wl(l// )

(09’/}0{1 Mé}/{ A ()/(/{lﬁl{b ) &1[ A /{){ / /c/l{/(lm wU Heaina Oj 0{‘}?/{77/0 el %]&0 un
HO 3(2’}}7&/1{ ore %((llél ACH 7/ /?/Mol{ 274 7’&/{(&4{ et 0(‘4}?{0/;&0 /2'( OCINAANBLOC AU CAMOINC .

(’/{) J/) le7//% tmgbee/ pem/(/wa
ﬂé{cnm@ caﬁftwme »

OBLIASA XAPAKTEPUCTUKA NTPOTEMHOI'EHHBIX AMUHOKHUCJIOT

TepMuH aMUHOKHMCIIOTAa TPOMCXOAUT OT TPEYecKoro Gppoviokov (ammoniakon) — cmo-
JucTast KaMelb. B aHIHICKOM s13bIKE MCIIONb3yeTCss TepMHUH — amino acid. O6mas crpykrypa L,a-
AMUHOKMUCIIOT BBITJIAOWUT TaK.

o)
H,N——CH—C——OH

R

XKupHbiM mIpu¢TOM BBIJEIEHA YaCTh MOJIEKYJIbI, OOIIas sl BCEX MPOTEHHOTCHHBIX aMHHO-
KHUCHOT, R — pagukai, sBASIOIIMNACS UHIAMBUAYAIBHOW YacTbl0 aMUHOKHUCIOT U 0OecreyuBaromui
pa3nuyre UX XUMHUYECKUX M (YHKIMOHAIBHBIX CBOWMCTB, IOITOMY HA30BEM €r0 XapaKTepUCTHYe-
ckuM. Kak crenyer u3 CTpyKTypbl, 0-yIJIEpPOIHBIM aTOM COEIMHEH C TPEMs Pa3HbBIMH PaJUKalIaMu:
aMUHHBIM, KapOOHWJIBHBIM U XapaKTEPUCTHUUECKUM, 10 3TOH NMPUYUHE BCE NMPOTEUHOT€HHbIE aMHU-
HOKHCJIOTBI — KpOME IJIMIIMHA — MOTYT UMETh OT OJHOTO J0 YeThIpex crepeon3zomepon. Pacuierne-
HUE palleMaTOB aMUHOKHUCIIOT Ha ONTHYECKHUE aHTHUIIOJbl MPOU3BOAAT 3aTPaBOYHOM KpHCTaIU3a-
uei ux comneil ¢ apuicynb(OKUCIOTaMU MM KPUCTAIUIM3ALUEH TUacTepeoOMEpHBIX COJIeH arib-
HBIX NMPOU3BOIHBIX AMHUHOKHCIIOT C ONITUYECKU aKTUBHBIMU OCHOBAHHSIMH WJIM cojiel 3(pupoB amMu-
HOKHCJIOT C ONTUYECKH aKTHUBHBIMU KHUCJIOTaMHU.

AMMHOKHCJIOTHBIN (OHI KJIeTKH. B KieTke, 1ma3Me KpoBU U IPYTUX KUIKUX Cpefax opra-
HU3Ma HaxoJATCs CBOOO/IHbIE aMMHOKHUCIIOTHI, COCTABIISIIOIINE aMUHOKHUCIIOTHBIN (DOHII, 32 CYET KO-
TOPOTO MPOMCXOANUT CUHTE3 HOBBIX OEIKOB. DTOT (hOHJ MOMOIHAETCS aMUHOKHUCIOTaMH, TIOCTOSIHHO
MOCTYTAIOLIMMHU B KJIETKY BCIIEACTBUE paclleIIEHUs] OETKOB MUY MUIIEBAPUTEIbHBIMU (hepMEHTa-
MH WM COOCTBEHHBIX 3amacHbIX OenkoB. POHJ cBOOOJHBIX aMHUHOKHCIOT OpraHM3Ma COCTaBISIET
okouo 35 . Cozepkanre CBOOOJHBIX aMHHOKHCIIOT B KPOBH B CpelHEM paBHO 35-65 mr/mi. OnHako
AMHUHOKMCIIOTHBIA (DOHJ KJIETKH M OpraHM3Ma B I11€JI0M HEOOXOJUM HE TOJBKO s MOJIepXKaHus
cuHTe3a Oenka. CBOOOHBIE AMUHOKHCIIOTHI SIBJISIIOTCSI OMOJIOrMYECKH aKTUBHBIMU BEIIECTBAMH, UT-
PAOLIMMU CaMOCTOSTENIbHYIO pOJib, HE CBS3aHHYIO C y4acTHEM B cuHTe3e Oenka. buonormueckue
(byHKIIMM CBOOOIHBIX aMUHOKHCIIOT U UX MPOU3BOJHBIX MOKa3aHbl Ha cxeme 1. Kak cnenyer u3 aHa-
JM3a cXeMbl 1, aMUHOKHUCIIOTHI — He3aMeHUMbIe (haKTOphl META00IM3Ma U PEryJsiuu GU3noIoruye-
CKUM QYHKIMH, 1ePUIUT KOTOPHIX HEMUHYEMO MPUBEAET K 3HAUUTEILHBIM HAPYIICHHUSIM >KU3HE Ies-
TENbHOCTU. B CBS3M ¢ 4yeM, MOXKHO clienaTh BBIBOJ, YTO CIIEKTP aMHUHOKHUCIOT KPOBH — OCHOBHOM
KpUTEpUH, OINpenessiiomuil MeTabonnuyeckoe Oiaronoiaydne opraHuzMa. OCHOBHBIM HCTOUYHHUKOM
noroyiHeHs (POHIa aMUHOKUCIIOT U 00ecrieueHs] paBHOBECHSI IIPOIIECCOB CHHTE3a U pacrajia Oenka
B OpraHU3Me CITyXKaT MHUIIEeBbIe OCNKU, JONOTHUTEIbHBIM — allONTOTUPYIOLINE KIETKH CaMOro opra-
Hu3Ma. Pacriag 6enkoB, IpOTE0IIN3, OCYIIECTBISIETCS B Mpoliecce MUILEBAPEHUs U B TIeueHH. BricBo-
OonuBIIMECS B PE3yJIbTaTe MPOTEOIN3a AMUHOKHCIOTHI, B OCHOBHOM, METa00IM3UPYIOTCS B IIEUCHH,
HO «@JIKWIbHBIe» (pa3BETBJIEHHbIE) AMUHOKHUCIIOTHI (BaJIUH, JISHIIMH U W30JIEHIINH) MPEUMYIIECTBEH-
HO YCBaMBAIOTCS CKEJIETHBIMU MBIIILAMHU, TOTJIa KaK «alUbHbIe» (acrmapraT, aclaparuHat, TiyTamar
U TIIyTaMUH) — CIM3UCTON 000J10uKOM KHIleuHrnka. Hanpumep, MeTaboa13mM aMMHOKHUCIIOT MOCHE O
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OBLIAA XAPAKTEPUCTHUKA ITPOTEMHOI'EHHBIX AMUHOKHUCJIOT

HOTO JTHS TOJIOJAHUSs, NPU YCI0BUH, 4TO ObuTO moTpebiaeHo 1000 MM aMHUHOKHUCIIOT (9KBUBAJICHTHO
cozeprkanuio B 530 r H&KUPHOTO CHIPOTo Msica) OyIeT BBITTISAAETh, Kak MoKa3aHo Ha Cxeme 2.

Perysuus KpoBooOpalieHus, [lepenaua HacnencTBEHHOM HH(pOPMAITIH

MeTaboNIn3Ma, yPOBHS
00pCTBOBAHNS, MBIIIJICHUS JHK, PHK
TupeouHbIE, OKKCH AmuHOCaxapa I[TypuHOBEIE
a30Ta, KaTeXOJIaMHUHBI, ~_ ¥ IUPUMUIMHOBbIC
CEpOTOHHH, MEJTATOHUH U JIp. T'opmonsr HYKJICOTHIBI
1 MEIMATOPET ITonnaMuHbI

AMMHOKMCJIOTBI
a, B,y

dochomunuabt

KomnonenTsl

mukiaa Kpe6ea ALCTHI Benku, crpykTypHbIE

U PeryJIsATOpHBIE

AMUIBI

MoueBnHa
TI'em

KoA

I'moxo3a

\ / Kpearun

/ Buosornyecku akTUBHbBIE

Crumynsnms MENTH/IBI - PETYJIATOPBI
MMOBEJICHYECKUX PeaKIuit

SHEPreTHIECKOTO
oOMeHa
- ApruanH ——3 Oxkcuy azota (NO)

- ['ucTuaus ——» ['ucTaMuH

- Tpuntodpan —m= CepoTOHUH
AMWHOKHCIIOTHI - IPEKYPCOPHI Meta TOHIH
MEIUATOPOB U TOPMOHOB |
-» DeHUJIaIaHuH

TpuitonTUpOHUH

Tuposus TerpaiiogTupOHUH
@aKTOop peaKcalyy IaJAKUX MBbIIIL]
PETYJIATOPHBIE KarexonamMuHBbI:
AMHMHOKHUCJIOTHBI Hodpamun
Hopaapenanun
AnpeHanux

JIn3una l

\

HeﬁpOMeHHaTOpHHe AMHWHOKHCJIOTBI

/ Topmo3zsiue Bo3z0yxnaromue
Taypun / AcnaparuHoBas
I'myramuHOBas

I'munnn

B-Ananun
Y-AMHHOMACIISTHas
KHCIIOTa

Cxema 1. buonornueckue GyHKINY aMUHOKUCIIOT
(o A.I1. XoxmoBy u A.H. Jloierko, 2003, ¢ 1OMTOTHEHUSMH aBTOPA)
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OBLIAS XAPAKTEPUCTUKA TPOTEMHOI'EHHBIX AMUHOKHUCJIOT

Les___________________________________________________________________________________[]

B nanpHeiieM 3TH aMUHOKHCIOTHI MOTYT OBITh MCIIOIb30BaHbl KaK I MOCTPOCHHS OETIKOB,
TaK U MOJIHOCTBIO pa3pylIeHbl B pe3yabTaTe Je3aMHUHUPOBAHUS, JTH00 1eKapOOKCHIUPOBAHUS C T10-
nydeHueM sHeprud B Bujae AT® wim ee sxkBuBaiieHTOB (Ha CxeMe 2 B CKOOKax MOKa3aHO KOJIU4Ye-
CTBO 00pa3yromieiics aMMHOKUCIOTH B MM, CyMMapHBI SHEPreTHUECKUI BBIXOJI TPOMEKYTOUHBIX
3TanoB KaTaboiM3Ma aMUHOKHCIOT M MOJHOTO OKHCIEHHUS MX KOHe4HbIX mMeTrabonutoB A0 CO; u
H,O moka3zan B ckoOkax psgom ¢ AT®), mubo 3axBaThIBAIOTCS HEHPOHAMH MJIM TOPMOHAIILHO-
AKTUBHBIMM KJIETKAMU M YYacTBYIOT B MEIMATOPHOW WM TOPMOHAIBHOM PEryJIALMHN KIETOYHBIX
¢ynkuuii (Cxema 1).

Iy (21)

Jleit (79,5) U3 MEeYEHU

Hne (50) Ana (53)

Ba (60,5) CKEJIETHBIE [ntNH, (79,5)

MBIIIIIbI C02 (634)
AT® (4855)
0, (919,5)
I'ntNH, (79,5)
(13 MpI1IID)
Acx! (89) Amna (299,5)
I'nx (131) CIU3UCTas NH, (189,5)
KHIIICYHHUKA CO, (510)
AT® (1838)
benok: 530r __,, @MHUHOKHUCIOTHI 0,(315,75)
HE)KUPHOTO Msca 1000 MM 2
Amna (435)*
Apr (47
e ((13)) NH, (189,5)  Movesuna (695, 5)
I'my (105) (w3 kumeunnka) 171y (21)
T'uc (28,5) I'iroko3a (396)
\_ Ju3 (76) SO,% (34)
[eYeHb

Mer (21) CO, (367,5)
®en (32) Keronossie Tema (56)
Ipo (54,5) 0, (1166,5) AT® (150)
Cep (51)
Tpe (47)
Tpu (7,5)
Tup (24)

* 82,5% u3 Oenka, MMEIOIIEeTO MPOUCX0XKICHUE U3 KUIIICUHUKA M MBIIIIT

1
ACX, I'nx — imbo Kuciora, mmbo aMU/l acniapTaTraTta Wi riryraMara

Cxema 2. MeTa00113M aMHHOKHUCIIOT Yepe3 OJIUH JCHb TOJIOJJAaHHS
(pacueT OCHOBaH Ha WACATM3UPOBAHHBIX BBIYMCICHUSIX paclpeeIeHUs] aMUHOKHCIIOT)
(ITo R.W. McGilvery, buoxumusi: @yHKIMOHANBHBIN TOAX0, 1979)

AMI/IHOKI/ICJ'IOTI)I, KaKk nu 6eJ'IKI/I, HC HaKaIlNIMBAIOTCA B TKaHAX, U Yy B3POCJIOIo 4Y€JIOBCKa IIpU
HOpPMAaJIbHOW 00€CIeYeHHOCTH MUIIEBBIM OEIKOM KOHIIEHTPALUs aMHHOKHUCIOT B KPOBU MOAJEP-
’KHBaeTCsl Ha CTaOMIILHOM YpPOBHE. ITocTostHCTBO KOHICHTpAIIMKM aMUHOKHCIIOT B KPOBHU JOCTHUTACT-
Csl MHOTMMH TIpOIlecCCaMU: NpPEeBpallleHueM B Jpyrue OMOJIOTHYEeCKH aKTHBHBIE BEUIECTBA, MOJHON
nerpanainueii ¢ oopazosanuem CO, u HyO, cunTe3om de NOVO, jKenyT0YHO-KHIICUHON PEIUpPKYJIs-
rueil. O6pa3zoBaBIIKECs] aMUHOKHUCIIOTHI CIYKaT CyOCTpaTOM JJIsi CHHTE3a MHOTHX JPYIHX BEIIECTB
(Cxema 3). O6pa3oBaHKe BEIIECTB, MOKa3aHHBIX Ha Cxeme 3, OCYIIECTBISETCS B pe3ybTaTe Aerpa-
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OBIIAA XAPAKTEPUCTUKA IPOTEUMHOI'EHHBIX AMUHOKHUCJIOT
e[|
Jauuy aMUHOKHUCIIOT. CylecTBYeT BCEro JBa OCHOBHBIX MYTH JETpajalli aMUHOKHUCIIOT: JI€3aMHU-
HUPOBaHUE U JIeKapOOKcHIMpoBaHue. B 6uoTe B 1menom (To €CTh y JIOACH U JPYTUX OpPraHu3MOB,
B TOM 4YHUCJIIE O,Z[HOKHGTO‘IHBIX) JOKa3aHO IIECThb croco0oB AC3aMUHHUPOBAHUA aMHUHOKHCIIOT: BOC-
CTaAaHOBUTCIBHOC — C O6pa3OBaHI/IeM Kap60HOBbIX KHCJIOT, TUAPOJIUTUICCKOC C 06pa3013aHHeM Kap-
OOHOBBIX OKCHUKHCIIOT, BHYTPHUMOJICKYJIAPHOC — C O6paSOBaHI/IeM HCHACBIILICHHbIX Kap6OHOBBIX KHu-
CJIOT U OKHCIIMTCIBHOC — C 06p3.30BaHI/I€M KETOKHUCJIOT, 4 TAKKC TPpaHCAMUHHUPOBAHUC, ITPOTCKAI0-
11ee B JBE CTaJHMU M TpaHcae3amuHupoBanue (Puc. 1). [lanpHeiimas gerpaganus aMUuHOKHCIOT Ye-
pe3 JIe3aMUHUPOBAHUE C MOCIEAYIOIMIUM paclagoM YIJIEpOJAHOro ckenera mokazana Ha Cxeme 4.
Kaxk CICOYET U3 CxeMbl 4, KOHCYHBIM ITYTEM MeTaboInu3Ma KOAUPYEMBIX aMHHOKHUCIIOT SABJIACTCA
IIHUKIJI JIMMOHHOH KHCJIOTHI, B KOTOprfI AMHWHOKHUCIIOTBI BXOAAT 4YCPE3 NPCBpALICHUC B METa0OJIUTEI
IHKJIA. HpI/I 3TOM Ha6moz[aeTc;1 TpynmnupoBaHNE€ aMUHOKHCIIOT B «ceMerictBa». Ha »Toli ocHOBe
BBIACIIAOT ceMencTBa TJIMIUHA, TAPOBUHOT pa,Z[HOf/’I KHCJIOTHI, aI_IeTI/IJI-COA, riryramara, CyKuHHWJI-
CoA, dbymapara u okcananerara. BoceMHannarb U3 aBaalaTd CTaHAAPTHBIX aMHUHOKHCIIOT (KpoMe
JellvHA U JTM3UHA) METa00IM3UPYIOTCS B OJJUH U3 MSITH META0OJIUTOB. 2-OKCOTIIyTapaT, CYKIIMHHII-
KOA, (byMapaT, OKCaJIoaneTaT u IMUpyBar, CIyXallluX MPCANICCTBEHHUKAMHU B ITPOLECCE I'NIFOKOHCO-
T'€HE3a. HOBTOMy 9TH aMUHOKHCJIOTHI HA3bIBAOT I'NTFOKOT'CHHBIMU.

CuHTe3 Ipyrux NPOTEUHOTEHHBIX AMHUHOKHUCIIOT
MenuaTopHbIX aMUHOB M1 aMUHOKHUCIIOT
BuoreHHBIX aMUHOB
Huxorunamuna
MenanuHOB
a—KeTtokuciaor
0—OKCHUKHCIIOT
IIypunos
AMUHOKHUCIIOTBI TTHPHMUIMHOB
IlenTunos
benkos
[MopdupuHOB (TIpeANIECTBEHHUKN TEMOTJIOONHA W IIATOXPOMOB)
AmMmmaka
MoueBuHBI
Kpearuna
JInmmnoB
VraeBomoB

XoJuHa

Cxema 3. HyTI/I HCIIOJIb30BaHUA aMHUHOKHUCIIOT.

AneroanieraT u aneTmi-KoA He MOryT BKJIIOYAThCS B TJIFOKOHEOT€HE3 B OpraHU3Me KHBOT-
HBIX U UCHOJB3YIOTCS Il CHHTE3a KETOHOBBIX Tell, MO3TOMY JICHIIMH U JU3UH Ha3bIBAIOTCS KETO-
TeHHBIMU aMHHOKHUCIIOTaMu. DeHunananuH, THPO3UH, TPUNTO(PAH U U30JEULIMH MTOCTABISAIOT MPO-
JOYKTBI JIeTpajaliy, SBISIONUMECS U TIIIOKOIeHAaMH U KeToreHaMu. B pesynbrare aexkapOoKCHInpo-
BaHUs 00pa3yroTCsl MeuaTopHble aMUHOKHUCIOTHL [lpu nexapbokcninnpoBanuu riayramara oopasyer-
Csl TOPMO3HOM MenuaTop — y-aMHMHOMAcHsTHasi KUCJIOTa, TUCTUIMHA — TKAHEBOM MenaTop THCTaMUH,
TUPO3MHA — CEPOTOHHMH. B pe3ynbTare mocinenoBaTelbHOrO THIPOKCHIMPOBAaHUS (DeHHIaTaHWHA B
3M U 4-M NOJNOXEHHUSIX C MOCIEAYIOIUM JeKapOOKCIMpoBaHUEM 00pasyeTcss MeauaTop 1ohamuH,
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OBLIAA XAPAKTEPUCTHUKA ITPOTEMHOI'EHHBIX AMUHOKHUCJIOT

KOTOPBIN B CBOIO OYepe/b CIYKUT UCTOYHHUKOM 00-
pa3oBaHUs MEAMAaTOPOB HOpaJpeHalMHA M aJpeHa-
JIMHA.

1. BoccTtaHoBuUTENBHOE 1€3aMUHUPOBAHUE

H

+ 2
2H . r’—coon

+
- 3

H
R—C——COOH

NH,
2. FI/I,I[pOJ'II/ITI/I'-IGCKoe AC3aMUHUPOBAHUC
+H,0
- NH;"
NH, OH

H H
R—C—COOH R—C—COOH

3. BHyTpUMOJIEKYyISIpHOE Ie3aMHUHHUPOBAHIE

R—IéI—COOH R—C:%—COOH

-NH;" H
NH,

4. OKHCIUTEIBHOE Ie3aMUHUPOBAHUE

+,0,

-NH;*

H
R—C—COOH R—C——COOH

NH,

5. TpancaMHHHpOBaHHE

R,CH——COOH R;CH——COOH

NH, o

R,CH——COOH

Ll NH,

R,CH——COOH

6. TpancnezamuHUpOBaHUE

KPEBC Xanc Anojb¢
25 VII1 1900 — 22 X1 1981

HoGeneBckas npemust o GU3HOIOTHH M MEIHUIINHE,
1953 r., coBMecTHO ¢ @purieM JlunmaHoM.

B 1932 r. 0OHapyXwuJ1, YTO OPHUTHH, JOOABICHHBIN
K cpe3aM TeYeHH, YCKOPSIET CHHTE3 MOYEBHHBI, CaM
P 3TOM HE PacXOXdyeTcs, HO IPEBpaIlaeTcsi B
OUTPYJUIMH, KOTOPBI MpeoOpa3yercsi B aprHHUH.
APTHHHUH pacIICIUIIETCs 10 MOUYEBHHBI M OPHUTHHA,
W BeCh IMKJ IIOBTOPSIETCSl CHadana. TakuMm oOpa-
30M, OH BIEPBbIe pPa3padoTaj KOHUENMIUIO IHK-
JIMYEeCKHUX MPOueccoB B OMOXUMMH, YTO TIOCITYKH-
JI0O OCHOBOW ITOHMMAHHUS BCEX OHOXMMHYECKUX
MPOIIECCOB.

B 1937 r., u3yuas oOMeH yriaeBojoB, Kpebc omucan
IIUKJ JIAMOHHOW KHCIIOTBI, HJIH IUKJI TPUKApOOHO-
BBIX KHCJIOT, HA3BaHHBIH BIOCIEICTBUH €r0 HMe-
HeM. Ilukn Kpebca OOBSACHSET CONPSDKEHUE ABYX
OIHOBPEMEHHO IPOUCXOISIINX IPOLECCOB: pPeaK-
Ui pacraga, BEICBOOOXKAAIOIINX HEPTHIO, C CHH-
TETUYIECKHUMH TPOIECCAMH, PACXOMYIOIINMH JHEp-
THIO».

B HobGeneBckoii jeknun 3Ha4YeHUE JIMMOHHOKHCIIO-
ro mukina KpeOc MOSCHHI ClieayrommM o0pa3oM:
«Hamnure 0THOTO U TOTO K& MeXaHHu3Ma 00pa3oBa-
HHUS SHEPIruv y BCEX JKHUBBIX CYHICCTB ITO3BOJISACT
clenaTh ... Ba BBIBOAA. BO-TEPBBIX, 3TOT Mexa-
HHU3M BO3HHUK Ha OYCHb PAaHHHUX 3Tallax 3BOJIKOLINU,
W, BO-BTOPBIX, )KU3Hb B €€ HACTOSIIEM BHUIE 3apO-
JUJIaCh JUIIb OJHAX B,

R COOH R COOH  \ap*+ 11,0 COOH
TpaHcamMuHaza [myTamMaTAeruaporeHasa
HN—CH  + (CHz) o—cC (CHz) = - (CHZ)
2 2 -NH3 2
COOH  C=——o0 COOH HC——NH, ¢=—o0
COOH COOH COOH

Puc. 1. CriocoOb1 Ae3aMUHUPOBAHMSI AMUHOKHUCIIOT

brocuHTe3 3aMEHMMBIX aMUHOKHUCIIOT TOKa3aH Ha Cxeme 5, U3 CXeMbl CileayeT, YTo B opra-
HU3ME YEeJIOBEKa MOT'YT ObITh CHHTE3MPOBAHBI TOJBKO T€ aMHUHOKHUCIIOTHI, 1151 KOTOPBIX 00pa3yroTcs
COOTBETCTBYIOIIME KETOKUCIOTHL. Takum 0Opa3zom, hakTopoM, JIMMUTHUPYIOIIUM BO3MOXKHOCTH 00-
pa3oBaHUsl aMUHOKHUCIIOT, SIBJISIETCSI BO3MOXXHOCTh CHHTE3a COOTBETCTBYIOLIMX KeTOKUCHIOT. ITo-
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e[|
CKOJIBKY HAJICKO HE BCEC KCTOKHCJIOTBI MOT'YT OLITH CHUHTCE3UPOBaHbI, CYHICCTBYCT 3aBUCUMOCTE Op-
raHmsMa OT IMHUIICBOI'0 IMOCTYIUICHHUA HE CHUHTC3UPYCMbIX aMHUHOKHUCIIOT. ,Z[J'IH OMoCcHHTE3a aMHHO-
KHUCIIOT H€O6XOZ[I/IMO HaJINYHUEC COOTBCTCTBYIOHIUX KCTOKHCIIOT, UCTOYHHUKOM KOTOPBIX SBJIAIOTCA
TJIMKOJIN3, TeHT030(oc(aTHBIN MyTh U TUMOHHOKUCIBINA UK. OYeBHIHO, YTO BO3MOXXHOCTH CHH-
TE€3a aMUHOKHUCIIOT 3aBUCHUT OT IIOCTYILICHHUA B OpraHu3M Yriji€BOA0B U, B MEHBIIIEH CTCIICHU, JIMIIH-
A0B, ITIOCKOJIbKY 00a kiacca BCIICCTB CJIy>KatT OCHOBOH 06p330BaHI/IH Yri€pOAHbIX OCTOBOB CHHTC-
3UPYEMBIX KETOKHUCIIOT.

Tpeonun
Cepun

!

'y —— 5, 10-MeTtwmnenrerparuapodoiar

Tpunrodpan —> AnanuH > II L a
Iucrenn > HpyBaT Tnpo31:1H<— deHunanaHuH
M3onennun
Jletiuun
Acnaparuds — Acmaprar Anean-CoA Jlvzun
Tpunrodan
Tpeonun
/> Okcaanerat \
DennnanaHuH— THUPO3UH Luxn . L
Acnaprar — @ymapar HMOHHOU
KUC10mol
L ApruHuH
o-Kerornyrapar .«—— I'nyramar <«—— I'nyramun
TM'uctuonn
‘\ A/ IIponun
Cyxuunun CoA
N3oneiiunn
Metnonun
Banun
Tpeonun

Cxema 4. [Iytu nerpagarnuu aMUHOKHCIIOT

Benocunen Kpeoca. [Tokazannsie Ha Cxeme 4 myTu kaTaboM3Ma aMUHOKHUCIIOT HE SBISIOT-
csl €IMHCTBEHHO BO3MOXHBIMU. Harpumep, B nporecce pacrnaja apruHUHO-SIHTapHON KUCIIOTHI 00-
pasyercs ¢hymapoBasi KUCIOTa, CHHTE3 KOTOPOIl B CBOIO ouepeb TpeOyeT HAIMYUs aMHUHOKHUCIOTHI
acmaptara (Cxema 6). OOpa3oBaBmiasicst U3 MPEIIISCTBCHHUKA acrmapTara ¢pyMapoBas KUCIOTa Ja-
Jiee BCTYMAET B IUKI TUMOHHOMN KHUCIIOTHI U MOJ] JeHCTBHEM ABYX (DEpPMEHTOB 3TOTO IuKIa: pyma-
parrugparasbl 1 MAJIATACTUAPOIrCHA3bl — MPCBpalla€TCsad B OKCaJioale€Tar, KOTOpBIﬁ Inpru y4aCcTuu
cnenuguIeckod TpaHCaMHUHA3bl BHOBB MPEBpAIAeTCS B acmapTaT, T.€. OTy4aeTcsi CBOeOOpa3HbIH
acrmapTaT-aprMHUHOSHTAPHBIN IIYHT IUKJIA JUMOHHON KUCJIOTHI, COEUHEHHBIN ¢ IIUKIOM 00pa3o-
BaHUsI MOYEBUHBI.

Takum 06pa30M, IIpr IMOMOIIHU 3TOTO HEOOBIYHOTO CHECINJICHHOI0 MEXaHnU3Ma MpOUCXOAaUT IIC-
peruieTeHue peakiuii 000ux MUKIOB (00pa30BaHUS MOUYEBHUHBI U JIU- U TPUKAPOOHOBBIX KUCIOT).
Ota CcBsA3b ObLIA BIEpBBIC TTOKa3aHa XaHcoM Kpebcom, MOCKoIbKy cxeMa, MoKa3bIBaoIas B3auMo-
CBSI3b ITHX IMyTeW MeTa0ONM3Ma OKa3allach MOXOXKEH Ha BEIOCHUIIEN, €€ U HA3Balld — «BEJIOCHIIE]
Kpebca». Benocumnen Kpebca 310 eme o1MH MeXaHU3M TOIEPKAHUS TOCTOSIHCTBA KOHIICHTPAIIUU
AMHWHOKHUCIIOT B KPOBHU.
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OBLIAA XAPAKTEPUCTHUKA ITPOTEMHOI'EHHBIX AMUHOKHUCJIOT

I'ekco3bl P_O-CH
2 ‘—» T'MCTUANH
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S HC OH
= ol HC Ol —— TJINLVH CeMeiicTBO
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HZC O-p CEPUH—> [{ICTEUH p
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Elfo JIEMLIMH nupyBara
0= ‘
CooH BAJIMH
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coon NS !
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g
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l L—» ITPOJINMH CemelicTBO

rIyTaMmara

2-OxkcorryTapar

OPHUTHH
v

Hutpymmua ——» API'MTHUH

Cxema 5. brocuHTe3 aMMHOKHUCIIOT BO B3aUMOCBSI3H C TNIMKOJIM30M,
neHTo30(ocdarabiM nukioM (I1PIL) u mukirom mumonHoi kucnotsl (L[TK)
(TTo Chorton, Moran, Oche, Scrimgeour, 1996)

Bmecte ¢ apyrumu BelecTBaMHM aMHUHOKHCIOTHI Y4YacTBYIOT B MEXaHU3ME KeNyJ0YHO-
KUIIEYHOM LUPKYISAIMH, 00€CIeUNBAIONIEM IOIepKaHNe TOCTOSIHCTBA BHYTpPEHHEW Cpeibl opra-
HU3Ma Hapsdy ¢ JPYTUMHU MeXaHU3MaMH. JTO SBJICHHE 3aKII0YAeTCsl B TOM, YTO JJIsi 0OeCIeUeHUs
IIOCTOSIHCTBA COCTaBa COJAEP/KUMOTO JIBEHAALIATUIIEPCTHON KHILIKH, BEIIECTBA, NOCTYNUBLIME C IH-
el B HEJOCTAaTKe, BBIJEINSAIOTCS U3 KPOBEHOCHBIX COCY/IOB JKETy/JKa B €ro MPOCBET, BO3MOXHO, Y-
TEM aKTHBHOTO TpaHcropTa. I[locTynuB B IpOCBET KHMILIEUHUKA, 3TH AMUHOKHCIIOTBI BCACBIBAIOTCS U
BHOBbB ITOCTYNAIOT B OOIIMI KPOBOTOK. DTOT MEXaHHU3M IOAJEPKHUBAET TOCTOSHCTBO aMUHOKUCIIOT-
HOTO IyJIa OpraHu3Ma JIa)ke B YCIIOBUAX JUIMTENIBLHOTO rojoaHus. MexaHn3M mMeTaboInuecKkoi pe-
TYJISIIAY TTOCTOSTHCTBA aMUHOKHCIIOTHOTO (pOHAa opranu3ma Obul packpbIT MiBanom IlerpoBuuem Pa-
3eHKOBBIM (1888-1954) u chopmynmupoBaH Kak 3aKOH MOCTOSHCTBA XUMUYECKOTO COCTaBa XUMYCa.

13




OBLIAA XAPAKTEPUCTHUKA ITPOTEMHOI'EHHBIX AMUHOKHUCJIOT

NH;
CO, Kap6omonn
dochar
o-Kerormyrapar y
I'mytamar
Hutpynnun
Okcananerar Acnaprar /
\ OpHUTUH
Manar APTrUHUHOCYKIIHAT

\ / \ MouesuHa
dymapar ApruHuH

Cxema 6. CBsi3b M€Ky OPHUTHHOBBIM [IHKJIOM, IIUKJIOM TPUKAPOOHOBBIX KHCIOT
U TpaHcaMHHa3HBIM ITHKIIOM — Bentocurien Kpebcea (TTo R. Paselk, 2009)

PazenxoB W.II. u coTp. 0OHapy uiu, 4TO NpU TOJIOAAHUM Y MOJOIBITHBIX )KUBOTHBIX IEPUO-

JMUYECKH B JKEITyJIKE MOSBIIAETCS COK HEOOBIUHOTO COCTaBa:

1) noHM>KEHO coepKaHUE KUCIIOT, BIUIOTh J0 MOJHOTO UCUE3HOBEHUS;

2) 6onblI0€ COAEPIKaHUE a30TUCTHIX BEIIECTB:

a) 6esku (aTpbOYMUHBI U TTIO0YJIMHBI KPOBH ), BBIAICIIIEMBIC B PE3YIIBTATE MPAHCCYOayUuu,

0) MIMKONPOTENHBI M IPOUNe HePEepMEHTHbIE OEIIKH,

B) GepMEHTHI U (pparMeHThI NPOPEPMEHTOB, 0Opa3yIOLIUeCs NPU UX AKTUBUPOBAHUH,

) OCJIKU CIIU3H,

B) OEJIKM SIUTENHUAIBHBIX KJIETOK, OTTOPTHYTBIE CIIU3UCTON 000JI0UKH KETyA0YHO-KUIIIEYHOT0 TPaKTa.
benku, moctynas B moJIOCTh MUIIEBAPUTEIBHOIO TPAKTa B KOJIMYECTBE OKOJIO 50 T B CYTKH (UTO CO-
OTBETCTBYET HUXKHEH IrpaHUIle HOPMBI MOTPeOIeHUs OeKa B MUILEBbIX pallOHaX), OJBEPraoTcs
MPOTEONIN3Y U Jlajiee BCACHIBAIOTCS, KaK OObIYHBbIE KOMIIOHEHTH! BHEIIHEr0 MUTAHUS, UINTEIbHOE
BpeMs MOJJEpKMBas aMMHOKHUCIOTHBIM (OHJ Ha ypoBHE, oOecneuuBaronieM (U3HOIOTHYECKYIO
CTaOMIIBHOCTh METa00IM3Ma.

Kpome merabonuueckoil, CyliecTByeT TOpMOHaIbHAs PEryislys MeTadoaIM3Ma aMUHOKHCIIOT.
WHCyuH U cOMaTOMEIUH BBI3BIBAIOT AaKTUBHBINA TPAHCIIOPT aMMHOKHCIIOT 4epe3 KJIETOYHbIE MeM-
Opansl. [Ipy 3TOM UHCYIMH UHTUOUPYET INIFOKOHEOTE€HE3 U CTUMYJIUPYET cUHTe3 Oenka. [ mokokop-
TUKOM/Ibl YBEJIMUMBAIOT INIFOKOHEOT€HE3, YTO BBI3bIBAET OTPULIATENbHBIN a30TUCTHIN Oananc. Unay-
[IUPOBAHHOE MTPUEMOM TTHIIH, BRICBOOOXKIEHHE WHCYJIMHA CTUMYJIHPYET TOTJIONICHNE TKAaHSIMHU aMU-
HOKHCJIOT U TOchenyromuil cunres 6enka. He cMOTps Ha BCIO BaKHOCTh METa0OIMYECKHUX MPOLIEC-
COB TOJJIep’KaHusl TIOCTOSIHCTBA BHYTPEHHEH cpesbl opraHu3ma, TeM HE MEHee, OCHOBHBIMU MeXa-
HU3MaMH MOJIIEp>KaHUsl TOME0CTa3a aMUHOKHCIIOT SIBJISIIOTCS PETYIIATOPHBIE, @ HE METa0OJIMUECKHe,
HaXOJISIIUECS MOJT KOHTPOJIEM PeryasTopHbix Mexann3MoB (Cu. Cxema 11 Ha ctp.). JIabopaTopHbIit
KOHTPOJIb COZEp)KaHUsI B KPOBU ISATH aMMHOKHCIIOT — M30JICHIMHA, JeWluHa, BaJMHA, TUPO3UHA
1 ¢eHnIanaHiHa — MOKeT UMEeTh MPOTrHOCTHYecKoe 3HadeHue. Tak mpu Habmoaenuu 2422 nobpo-
BOJIbIIEB B TeueHue 12 net, y 201-ro BnocneactBuu passuics caxapubiit quader tun 2 (CJ1 2). [Ipu
3TOM Yy HAOJI0JaeMbIX C MAaKCUMAJIbHOM KOHIEHTpAIE B KPOBH XOTs Obl TPEX U3 MEPEUNCIECHHBIX
AT aMUHOKUCIIOT puck C/I 2 OblT B MATH pa3 BHIIIE, YEM Y IPYTUX UCHBITYEeMbIX. BbIcOKHe KOH-
LEHTPAH 3TUX aMUHOKHCIIOT HAOJI0JaIMCh 3310JIT0 JI0 Pa3BUTHS caxapHoro auadera.
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OBIIASA XAPAKTEPUCTUKA TPOTEMHOI'EHHBIX AMUHOKHUCJIOT
.

KITACCUOUKAIIMN AMUHOKHUCIIOT

OnaHuM M3 TapaJoKCOB MPOTEUHOTCHHBIX aMUHOKHCIIOT SIBIIIETCS TO OOCTOSITENIBCTBO, UYTO
3TU XMMHUYECKHE BEIIECTBA, UMES €AMHYIO OCHOBY — YaCTh MOJIEKYJIbI, IPEACTABIISIIOIIYI0 MOHO-
MEPHYIO OCHOBY O€Jlka, 3a CYET BTOPOH YaCTH MOJICKYJIbI — XapaKTEePUCTHUECKOTO pajiuKaia — IMpHu-
00pEeTarT CTOJIh pa3HbIE XUMHUYECKHE CBOMCTBA, YTO eAMHAS KIacCH(DHUKAIISA dTHX BEIIECTB HEBO3-
MOKHa. B cBs131 ¢ yem, ObLIO CO3/1aHO0 HECKOJIBKO KIacCHU(pUKAIIUN TPOTEUHOTCHHBIX aMUHOKHCIIOT,
KaXKJ1asg U3 KOTOPBIX OTPa)XKaeT KaKoe-TO OJIHO XMMHUYECKOEe CBOMCTBO. TeM He MeHee, BCe 3TH KJIacCu-
(hUKaIMy UMEIOT BKHOE TIPAKTUYECKOE 3HAUYCHHE, B CBS3HM C YeM, IS MPAKTHYECKUX HYXKJI HE0O-
XOJIUMO 3HATh U UCTIOJB30BaTh BCE pa3paboTaHHbIE KIacCH(PUKAITUN AMHUHOKUCIIOT.

Knaccupukauuu, 0CHOBAaHHbIE HA XUMHYECKHX CBOMCTBAX AMMHOKHCJIOT. B cooTBeTCT-
BUU CO CBOMMH XUMHUYECKHUMH M OMOJIOTMYECKUMHU CBOHCTBAMHU aMHUHOKHCIIOTHI MOTYT OBITH MPO-
KJIaCCU(PUITUPOBAHBI 1O MOJISAPHOCTH PAIUKAIOB, PYHKIIMOHAIBHOU POJIH, CTIOCOOHOCTH OpraHu3Ma
YeJIOBEKa CUHTE3UPOBATh UX U3 MPEIIIECTBEHHUKOB U JaXKe MO MPOUCXOXKAeHUI0. COrIacHO XUMU-
YEeCKOMY CTPOCHHIO, CTaHJAPTHbIE aMUHOKHUCIIOTHI MOTYT OBITh pa3zielieHbl Ha CIEIYIOIINUE TPYIIbL:

Aﬂuqbamuqeczcue4:

v/ MOHOaMHHOMOHOKApOOHOBBIE: AllaHKH, BaJIMH, MIIMIMH, H30JICHLINH, JTEHIWH;

v OKCMMOHOaMHMHOKapOOHOBEIE: CEPUH, TPEOHHUH;

v/ MOHOaMHHOMKapOOHOBBIE: aClaparkHOBasi KUCIIOTA, TIyTaMHHOBAs KHCIOTa (3a CYET BTOPOM
KapOOKCUIILHOM TPYIIBI B PACTBOPE UMEIOT OTPULIATEIBHBIN 3apsin);

Amuowi
v/ MOHOAMHUHOIMKapOOHOBBIE: aClaparuH, IIlyTaMuH;

v IMaMHHOMOHOKApOOHOBBIE: AprUHUH, TUCTUIANH, JTU3HH,;

Cepocoaep:)fcawues: LIUCTENH, METUOHHH,

Ceﬂenocoaepofcaw;ueez CCIICHOIIUCTEHH, (CceenomemuoHun);

Apomamuueckue: peHUIaTaHUH, THPO3UH,

I'emepoyukiuueckue: TpunrodaH, TUCTUANH, TIPOJIUH U HI/IppOJ‘II/ISI/IH7 (Takke BXOJAT B TPYIITY
MMUHOKHUCIIOT);

Hmunoxucniomol: TIPOIUH U MUPPOTU3UH (TAK)KE BXOAAT B TPYIITY TE€TEPOIHUKIMUECKUX ).

B 3aBucumocTy 0T CBOMCTB MX PaIMKaJIOB CTaHAAPTHBIE AMUHOKHUCIIOTHI Pa3JelisaioT Ha:

¢ HenonspHble: ATAHUH, BaJIMH, H30JICHITHH, JTICHIINH, METHOHHH, TIPOJIKH, TpuntodaH, GeHuTalaHmH;
% nonspuvle:
» He3apshKeHHbIE (3apsibl CKOMIIEHCHPOBaHbl) ipu pH=7: acmaparuH, riyTaMuH, CEpHH, TH-
PO3HH, TPEOHHUH, IUCTECHH;
» 3apspkeHHble ipu pH=7 ompuyamenvro: acnaparuHoBasi KUCJIOTa, TIIyTaAMHHOBAsI KUCIIOTA,;
> 3apsokeHHble ipu pH=7 nonosicumenvro: apruiuH, TUCTHIWH, TU3HUH.

* Anndarmueckie aMHHOKHCIIOTHbIe ocTaTk (CM. CIOBaph TEPMHHOB) B Gelke, KAaK MPABHIIO, OTPYKEHBI BHYTPb,
BCTYIIAIOT MEXIy co00il B TUAPOoPOOHOE B3aMMOJEHCTBHE U 00pa3yroT THAPOPOOHOE sIpo OENKOBOro JOMEHA, TH-
poduIIbHbIE aMUHOKUCIIOTHBIE PAJAMKAIBI IPH 3TOM OKAa3bIBAIOTCSI CHAPY)KU M YYaCTBYIOT B 00pa30BaHMH KaKHX-JTHOO
AKTHBHBIX (DYHKIIMOHAJIBHBIX I'PYII — YYaCTKOB CBSI3bIBAHUS JIMTAH/IOB (CyOCTpaTHBIE YU4acTKU U PELETITOPhI), IPOCTe-
THUYECKHX IPYII, KATATUTHYECKUX U aJUIOCTEPUUYECKHUX [IEHTPOB (DEPMEHTOB U T.II.

® Cepocoepialiie aMHHOKHCIOTHI 06pasyioT aucyIb(uambie cBisu Ri—S—S—R, Kak MEXIy pasHbIMH GelIKaMH,
TaK U MEXJY OTACIbHBIMHU y4acTKaMU OJTHOTO U TOTO ke Oellka, 4To HeoOXOIUMO Kak Juisi 00pa30BaHUsl TPETUYHON U
YEeTBEPTHYHOM CTPYKTYpPbI OEIIKOB, TaK M NOAJEPIKaHHS HOCTOSHCTBA pH cpelbl 1 UMMYHHOTO OTBETA.

® He cMOTps Ha MOJHOCTHIO JI0KA3aHHOE BKIIOUEHHE CEICHOIMCTENHA B OEIOK HA dTarle TPAHCISIMM KaK CaMOCTOs-
TEJIbHON aMUHOKHUCIIOTBI, B H3BECTHBIE MHE KJIacCH(UKAIIMU 3T aMUHOKKCJIOTA He BKItoueHa. CeJeHOLMCTENH — HeKa-
HOHMYECKas, He Kojxupyemas 21-1 aMHHOKHCIIOTA, BKJIIOYAIOLIAscs B O€JIOK C INOMOIIbI0 crom-kojoHa. Cerne-
HOMETHOHUH, MIPEIIOI0KUTEIEHO, 00pa3yeTcs B pe3ynbTaTe MOCTTPAaHCIAMOHHON Moaudukannu Oenka (Cu. crnoBapb
TEPMHUHOB).

" TIuppoIu3iH — AMHHOKHCIIOTA, BCTPEUAIONIASCS TOTHKO Y METAHOTCHHBIX apXeil (CYMTAIOTCS CaAMBIM JIPEBHHMHU Gak-
TEpUsIMU, CHHTE3UPYIOT MeTaH). Y apXell MMPPONN3UH SIBISIETCS] KOJUPYEMOH aMHHOKHCIIOTOM, BXOJJUT B COCTaB HEKO-
TOPBIX (PepPMEHTOB MeTabOIM3Ma METaHa.
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B otnenpHylo rpymnmy 1enecooOpa3HO BBIACNATH passemeneHHble aMUHOKHUCIOTHI: BaJIMH,
W30JICUIINH, JICHIIUH, — MPOSBIIIONINE PsiJi OMOIIOTUYECKUX CBOMCTB, MPUCYIIUX TONBbKO uM. Lleme-
CO0OpPa3HOCTh TAKOT'O JIEJICHUS COCTOUT, HAIPUMEDP, B TOM, UYTO TOJBKO Pa3BETBICHHbIC AMUHOKH C-
JIOTHI MPOPMIAKTHPYIOT MEUYSHOYHYIO dHIe(danonaTuio. A Takxke euopogodnvie — anaHWH, BaJIUH,
JIEHIIMH, U30JICUIIMH, METHOHUH, (DeHMIIaJTaHUH, TUPO3HH, TpUnTo(daH, odpa3yronme ruapodoOHbIe
30HBI B O€NKaX, ¥ eUOpopuibHbvle AMAHOKUCIIOTHI — JIN3WH, apTUHUH, TUCTUIMH, aclapTar, acrapa-
T'HH, [JIyTaMmar, TIyTaMUH, CEpUH U TPEOHUH, CO3/1a0lue TUAPO(UIbHBIEC 30HBI.

[TonpITKa PacnoNoKUTh MPOTEUHOTEHHBIE AMUHOKHCIIOTHI 110 HAPACTAHUIO UX MOJICKYISIPHOM
MaccHI IToKa3aHa B Tabu. 25, 3xeck xe MIPUBEICHBI MOJIEKYISIPHBIE MacChl aMUHOKHUCIIOT U YUCIIO yT-
JepoHbIX aroMoB. [Ipu TakoM pa3MmenieHn KOAUPYEMbIX aMHUHOKHUCIIOT Ha MEPBBINA B3I HUKAKUX
3aKOHOMEpHOCTEH He mpociexkuBaercs. Ho, eciau HapacTaHue Macchl BBIPAa3UTh rpaduyecku, OT4eT-
JTUBO HAONIOAAETCS, YTO MOCTPOCHHAS KPHUBAs — CIUIONIHAS JIMHUS — CUMMETPUYHA OTHOCHUTEIBHO
JUHUM TPeHJa — MMyHKTUpHAas JuHus — (puc. 2). [loaroMmy Mearana MoOJIEKyIspHOIl Macchl KOAUpye-
MBIX aMHHOKHCIOT — 136,82 — mpuxoauTcst Ha MPOMEKYTOK MEKAY acapariHOM U IITyTaMaTOM.
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Puc. 2. Pacnipenienienuie mpoTeMHOTeHHBIX KOJUPYEMbIX aMUHOKHCIIOT [0 MOJIEKYJISIpDHON Macce

Kak MOXHO 3aMEeTHTh, 3HAYUMBIX 3aKOHOMEPHOCTEH MPH TAaKOM PACIIONIOKCHUH HE BBISBIIS-
etcs. Ho craHOBHUTCS 3aMeTHBIM, YTO MIIIEpOBCKHE aMUHOKHUCIIOTHI SBISIOTCS TUAPO(GUIBHBIMU,
3a WCKJIIOYEHUEM IHCTeHHA. BO3MOXHO, UTO CIeroe ClieI0BaHUE MPUHATOW MEXIYHApOIHON HO-
MeHknaType xumudeckux BemectB (IUPAC 1957) He mo3BonuiIo 3aMeTHTh, C MOEH TOYKU 3PEHUS,
BRXHYIO, HO HE SIBHYIO 3aKOHOMEPHOCTh. ECITM OTOWTH OT CTPOruX KilacCH()UKAIMOHHBIX MTPUHITH-
OB, TO JIOMYCTUMO BBLICTUTh TPU «POJOHAYAIBHBIX» AMUHOKHUCIOTHI: TJIMIIMH, aJaHWH U MPOJIUH
(Tabn. 3 — mudpoit B ICBOM BEpXHEM YTy 0003HAYCHO KOJUYECTBO JOMOHATEIBHBIX YIIIEPOTHBIX
aTOMOB IO CPaBHEHHUIO C «POJOHAYAIIbHOI» aMUHOKHUCIOTON). [Ipy TakoM MO3UIIMOHUPOBAHUU
TJIAIIAH OKA3bIBACTCS €IMHCTBEHHOW aMUHOKHCIIOTOW B CBOEM KJIacce, aJlaHUH — POJIOHAYATbHIKOM
BCEX OCTAIIbHBIX AMUHOKHUCIIOT, a MPOJIMH 00pa3yeT CBOM KIJIaccC, COCTOSIINKA U3 MPOJIMHA U TTHPPO-
TM3UHA.

® Byksoii M B TaG11. 2 0603HAYEHBI TAK Ha3bIBaeMbIe MHILTEPOBCKHE aMHHOKHCIIOThI, IKCIIEPUMEHTAIBHO TIOTyYeHHEIC
Crennn MujuiepoM U3 HEOPraHMYECKUX BEIIECTB U B TOCIETYIONIEM O0HAPY>KEHHBIE B METEOPUTHOM BEIECTBE U IPO-
ctpanctBe BeenenHoit (Cu. nanee). B BepxHeil cTpoke TaOIMIBI: MEPBEIH CTOI0EI] — TPEXOYKBEHHBIH KO/l aMUHOKHC-
JIOTBI, BTOPO#H CTOJIOEI — MOJICKYJIIpHAsl Macca, TPETHH CTONIOEL] — YHCIIO YIIEPOAHBIX OCTaTKOB.

AMMHOKHCIIOTHI B Ta0JI. 00HAPYKHUBAIOTCS HA TIEPEKPECTHE COOTBETCTBYIOIIEH CTPOKH M CTOJIONA.
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Tadoauna 2
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OBLIAA XAPAKTEPUCTHUKA ITPOTEMHOI'EHHBIX AMUHOKHUCJIOT

ley [ ]

Takoe B3auMOpPaCIOJOXKEHUE MO3BOJSET
MPOCHEAUTD PsIi UHTEPECHBIX 3aKOHOMEPHOCTEM.
Kpome raunmnHa, BCe aMUHOKHUCIOTHI JOMYCTHUMO
paccMaTpuBaTh Kak KOHBIOTaTaMU AJIAHUHA U «Ma-
JIBIX MOJIEKYJ» (TUAPOKCHIIbHAS, KapOOKCUIIbHAS H
aMUJIHAs TPYIIBI, METWIBHBIN, CyIb(UIHBIN, 3Ta-
HOBBI U TMPONAHOBBIA PaJAUKAJIbI, TUMETUIICYJIb-
bua, TYaHHIMH U T.J.) UTPAIOIIUX CAMOCTOSTEIb-
HYIO pOJIb B OOMEHE BEIICCTB, a MHUPPOJIU3UH —
Kak KOHBIOTaT NpOJIMHA W JM3uHA. Tak JelnuH
JONYCTUMO paccMaTpUBaTh KaK KOHBIOraT aJlaHU-
Ha U IpPONaHa, METHOHHH — I[I/IMCTI/IJIcyHL(bI/II[ag,
acrapardHoBasi Kucjaota — (opmaiauHa, acmapa-
rvuH — (opMHUIaMHUIA, TIYTAMHHOBAash KHCIOTa —
YKCYCHOM KHUCJOTBI, IIyTamar — aleTramujaa, Ju-
3WH — TpI/IMeTI/IJIaMI/IHalo. AHaJIIOTUYHO YCTPOEHBI
apoMaTUYeCKUe aMHHOKUCIOTHI. DJTO YIPOILAET
Kak HOMEHKJIATYPy aMUHOKHCIJIOT, TaK M 3allOMU-
HaHHUE UX XMMHUYECKOTO CTPOEHUS, IOCKOJBKY JIHO-
0asi aMHHOKHCJIOTa QJIAHWHOBOTO psa MOXET
OBITh Ha3BaHA KaK «paJiuKai»-anaHuH. TaTEpecHo,
YTO €CJIM, MUCIOJIb3YSl TOT K€ MPUHIUII HAUMEHO-

OTCcyTCTBHE Cpeay MPOTENHOTEHHBIX aMHHO-
KHACJIOT COSAWHEHWA C JBYMS 3aMEHICHHBIMHU
MIPOTOHAMH TPU 0-YTIEPOIHOM aToOMe, BHAWUMO,
HE SBISETCA CIlydailHBIM. B Oenke menTHmHbIC
CBS3M PACIIOJIOKEHBI B TPaHC-KOH(MUTYpAIH,
T.. O-YIJIEPOJIHBIE aTOMBI paclojararTcs IO
pa3Hble CTOPOHBI OT MenTuaHOM cBsizu. [lo »ToM
MpUYHHE OOKOBBIC PAJHMKAIbl AMHUHOKHCIOT B
MPOCTPAHCTBE HAXOIATCS Ha Hawboliee yHanCH-
HOM PAacCTOSIHUM APYT OT Jpyra, 3TO MPaBUIO
HapyIainoch ObI IPH HATHMYUH TOTIOIHUTEIHLHOTO
panukana.

Kpowme Toro, 3amemnieHre TOIbKO OJHOTO IPO-
TOHA TI03BOJIIET OCYIIECTBIATH II0 MECTY JBOM-
HOW CBSI3M TayTOMEPHBIE IIEPETPYIIIHPOBKH H
OCYILECTBIITh JAKTHM-JIAKTAMHBIN MEpexoa Me-
JKIy TPOTOHOM MPH O-YIJIEPOHOM aTOME U Ke-
TOTPYIIOH, YTO VYBEIMYUBAET PEAKIMOHHYIO
CIOCOOHOCTh MOJICKYJIBI O€JiKa U yBEIHMYHBACT
YHCJIO CTEMeHeHl CBOOOABI BO3MOXHOCTEW Bpa-
IIeHHUS. DTO OBbLJIO ObI HEBO3MOXKHO TIPH HATUYUH
IByX YIIEPOACOACPKAIIAX pAAUKAIOB MPH
0-YTIICPOTHOM aToOMe.

[Toxoxe, 9T0O MIMEHHO 110 3TOH MPHYUHE IH-
METHITINOAH He OBUI HWCIOJB30BaH MPHUPOHOH

KaK IIPOTCHMHOICHHAasA aMWHOKHCJIOTA.
BaHUs, aJlaHUH pacCMaTpuBaTb KaK MCTHUJITJIMIUH,

TO €My TYT K€ HaXOJUTCs Mapa — AUMETUIITIUIIHH.

IMocnegunii ABIAETCS OHOJOTMYECKH AaKTHUBHOU

HENMPOTEUHOTEHHOW aMHHOKHCIOTOM, SBISAIOIIEHCS (U3MOIOTMYECKUM PEryIsSTOPHBIM MeTabou-
ToM. JlomycTumo nipeanosioxkeHue, uyto L,o-ananuHa Ha MpeOMOTUYECKONW CTaauu ObLIO M3HAYAIb-
HO MHOT'O M OH aKTHBHO BCTYMNAaJl B PEAKIIMU KOHBIOTALUU C MAJIBIMU MOJIEKYJIaMH, YTO IPUBOIMUIIO
K 00pa3oBaHuI0 JIpyrux L,0-aMUHOKHCIOT — MEXaHW3M, CHUMAIOIIUKA BCE BOIMPOCHI O MPUYUHAX
aCUMMETPUU aMUHOKHUCIOT (cM. HuXke). [Ipu TakoM cocobe rpynmupoBKH aMUHOKHUCIIOT B aJlaHU-
HOBOM CEMENCTBE SIBHBIM 00pa3oM MOSBIISIIOTCA pedpPEeHHBIE PSIIbl OKCU- U KapOOKCHII MPOU3BO/I-
HBIX, aMHUIHBIX TPOU3BOIHBIX, aTU(PATHIECKIX aMUHOKHCIIOT.

[IpaBOMOYHOCTH TaKOW HOMEHKJIATYPHI M KiIacCU(PUKAUU OYJET MOATBEPKIICHA WIJIH OMPO-
BEpPrHyTa €€ MPAKTUYECKUM NMPUMEHEHUEM U JajdbHeWIIuM pa3ButueM. 1o kpaiiHeil Mepe, Ha nep-
BBIN B3TJIS IPEUMYIIIECTBAMHU TMpeiaraeMon Kiaccu(uKanum sBisieTCsl YCTaHOBJICHUE CTPYKTYP-
HO-(DYHKIIMOHAJIBHBIX CBS3€H C HEIPOTENHOTEHHBIMU aMUHOKHUCIIOTAMHU, MOSBISIOTCS IEPCIIEKTUBBI
MMOCTPOEHUS HOBBIX, JIMOO YTOUHEHHS YK€ UMEIOIIUXCSl TeOpui abuoreHesa, KiacCu(uKamoOHHbIC
TPYNIbl YKPYIHSIOTCS B pedpeHHbIE PSAbI, UTO MO3BOJSIET MPEInoiaraTh HaTuuue o0Imux Onuoo-
TUYECKUX CBOMCTB y XUMUYECKH PA3HOPOIHBIX BEIIECTB.

% MpexypcopoM auMeTHICYTb(UIA ABISETCS TUMETHICYIIb(DOHUOMPOIHOHAT, METAGOIUT MOPCKOr0 (DUTOILIAHKTOHA.
OKazajaock, 9TO IMEHHO 3allaxX IUMETHICYIb(hHAa BOCOPUHIMAETCS Kak 3amax Mops. MopcKue u OKeaHCKUe OaKTepruu
CHHTE3HUPYIOT AUMETHICYIH(QOHUONIPONHOHAT U IIPEBPAIIAIOT €To JINOO B APyrHe MPOU3BOIHBIC CEPHI, OTIIONIaeMbIe B
paMKax OKEaHWYECKHMX MHUIIEBBIX IIenel, 100 B ra3000pa3Hblil AuMeTWICYIbGuI. JAnumMeTnincynbdu oka3sIBacT BN -
HHUE Ha KIMMAaT, CTUMYIUPYs 00pa3oBaHHe 00JaKOB, OTPAXKAIOIINX COJHEUHBIH cBeT. VeHTe(UIIMpoBaH reH MOPCKOM
Gakrepur Marinomonas, orBedaroiuii 3a B3auMojeiicTBiE KohepMeHTa A ¢ AUMETHICYIb(OHUOIPOITHOHATOM, YTO
NPUBOIUT K 0oOpasoBaHuio auMmeTiicyabduma. Hosblit ren momyunn obo3nauenne dddD [Todd J.D. Structural and
regulatory genes required to make the gas dimethyl sulfide in bacteria / J.D. Todd [et al.] // Science. — 2007. —
Vol. 315. — P. 666-669].

Oy HEKOTOPBIX Jitozieil Bctpedaercs: nedekt rena FMO3, KoTopblil BEI3BIBAE€T COCTOSIHUE TpuMeTHIaMuHypuu. [Ipn
9TOM Y JIIOJIEH, TasKe OUCHb TIIATEILHO COOIIOAIONINX TUIHEHY, TEJIO U3/1aeT CHIIbHBIA HEIIPUSTHBIN 3amax phiObl.
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«MunnepoBckue» aMMHOKHCIA0THI. O00011IeHHOEe Ha3BaHUE AMUHOKUCIIOT, MOIY4alOIIUXCs
B yCJIOBUsX, Onmu3kux K skcrepuMedty Crenmu JI. Mumnepa (1953), k HUM OTHOCSATCS JEHULIUH,
M30JICHLMH, BaJIUH, aJlaHUH, [JIUIUH, IPOJIMH, TPEOHUH, CEpUH, [JIyTaMUHOBAs KUCJIOTA, aciaparu-
HOBasi KHUcloTa. MIHTepecHO, YTO cnucoK «MMIIEpOBCKUX» aMUHOKHUCIOT IPAKTUUECKU ayTEHTH-
YeH CHHUCKY aMHUHOKHCIIOT, OOHAPYKEHHBIX B METEOpUTAX — IIMIIMH, aJJaHUH, BAJIUH, JIEHIIUH, U30-
JeWLIMH, TPOJIMH, acllaparnHOBasi KUCIIOTa, TIIyTaMUHOBas kuciora. [IpucyrcTBue abnoreHHbIX ce-
pUHA U TPEOHHHA B METHUOPHUTAX IOJBEPraeTcsi COMHEHHIO, ITOCKOJIbKY OBLIO PAacliEHEHO Kak pe-
3ynbTaT OakTepuanbHOro 3arps3HeHus. [locienHee 0OCTOSATENBCTBO CHUMAET BO3PAXKEHUSI KPUTH-
KOB 9KcIlepuMeHTa Musuiepa, CUMTaIOUINX, YTO, HOCKOJIbKY aTMocdepa 3eMiIi He COOTBETCTBOBAJIA
MOJIeNIbHOM aTtMochepe Muiiepa, XUMHUUYECKOW IBOJIONHMH, MPUBEANICH K 00pa3oBaHUIO aMUHO-
KHUCIIOT U JPYTUX CIOXKHBIX OPraHUYECKUX MOJIEKYI, SIBUBIIMXCS OCHOBOM (POPMUPOBAHUS KUZHU U
«IOKJICTOYHOI» HBOIIOIUN T€HETHMYECKOr0 Kofa, He ObuIo. MUIIIEPOBCKUM aMHHOKHCIOTaM HeE
HY)XKHO ObLIO 00pa30BBIBATHCS Ha 3emile, BEPOSTHO, UX ObLIO AOCTATOYHO €IIe B MEPBUYHOM KOC-
MUYECKOM MaTepHale.

[Tpu m3yuenuu Tabn. 2 u puc. 1 cTaHOBUTCS MOHATHO, YTO MUJUIEPOBCKUE U METECOPUTHBIC
AMUHOKHCIIOTBl PacIoJIOKEHbI ClIeBa OT MEIUaHbl MacChl KOJAUPYEMbIX aMHUHOKHUCIOT. MmeeT nu
3Ta 3aKOHOMEPHOCTh KaKoW-1u00 cmbicia? BO3MOXHO, 3TO O3Ha4aeT, YTO B KOCMHUYECKOM IpO-
CTPaHCTBE B pe3yJIbTaTe HEOMOJIOTMUYECKHUX IIPOLIECCOB MOCTOSIHHO 00pa3yIOTCs IEPBUYHbBIE aMUHO-
KHUCJIOTBI, SIBJISIFOLIUECS <JIETKUMH». Torga Kak «TspKeble) aMUHOKHUCIIOTBI, PacloJiararoliuecs
clieBa OT MEAMaHBbl Macc, 00pa30BAIMCh Ha 3eMile 3HAYMTEIHHO MO3KE B pe3ysbTaTre OMOJIIOTHYE-
CKOH DBOJIFOLIUH.

AHTponHas kjiaccuGuKanusi aMMHOKUCJIOT. AMUHOKHUCIIOTBI paCIIPOCTPAaHEHbl JAJIEKO HE
onHopoano. Conepkanue AUKapOOHOBBIX aMUHOKHUCIOT M UX aMHJIOB B OOJBIIMHCTBE OEIKOB CO-
cTaBisieT A0 25-27% Bcex aMMHOKUCIOT. Ha 3Tu ke aMMHOKHUCIOTHI BMECTE C JICUIITMHOM U JIU3U-
HOM nipuxoautcst 50% Bcex aMHHOKHUCIIOT. B TO e Bpems 10151 [cTenHa, METHOHUHA, TPHUIITO (a-
Ha U ructuauHa He 6onee 1,5-3,5%. Kpome Toro, ams kaxxaoro Buaa OpraHu3MOB XapaKTepHa CIIo-
COOHOCTH CHHTE3UPOBATh CBOW, YHUKAIBHBIHN IS TAHHOTO BU1a HA0Op KOAUPYEMBIX aMUHOKHCIIOT.
ITockompky HOMO sapiens sapiens Takke CHHTE3UPYET TOJBKO XapaKTepHbIE Ui HAIero BHIa
AMUHOKHCIIOTBl M CUHTE3UPYET APYTue, TO KIacCU(PUKALMI0, OCHOBAHHYIO Ha TaKOM CIOCOOHOCTH
MO’KHO Ha3BaTh aHTpONHOW. Takum 00pa3oM, MO CIOCOOHOCTH OpraHu3Ma 4elloBeKa CHHTE3HMpO-
BaTh UX U3 MPEAIIECTBEHHUKOB BbIIEISIOT:

% He3aMeHUMble AMUHOKUCIIOTHI — HEOOXOAMMBI JUTS TTOIICPKAHUS KHU3HH OpPraHu3Ma, HO He

CHUHTE3UPYIOTCS B HEM M JIOJKHBI MOCTYINATh C MUIeH — TpunTtodaH, (GeHunaaraHuH, JIU3KH,

TPEOHHUH, METHOHUH, JIEHIINH, U30JICUILINH, BAJIUH;

% 3aMeHuUMble — CHHTE3UPYIOTCS B OpPraHU3Me B JJOCTATOYHOM KOJMYECTBE — TUPO3MH, IIUC-

TEUH, TUCTUANH, apTUHUH, [VIMLWH, aJlaHuH, CEpHH, INIyTaMar, TJyTaMuH, aclapTar, acnapa-

TUH, IPOJIVH.

HekoTopeie 3aMeHNMbIE aMUHOKHUCIIOTHI CUHTE3UPYIOTCS B OPraHHW3Me YeJOoBEeKa B HEJOCTa-
TOYHBIX KOJIMYECTBAX U JOJKHBI IOCTYNATh C MUIIEH. B cBsA3M, ¢ 4eM U3 rpynibl 3aMEHUMbBIX aMHU-
HOKUCJIOT BBIACNSIOT YaACMUYHO 3aMeHUMble ApPTUHUH U TUCTUIMH. Ele 1Be aMUHOKHCIOTHI — TH-
PO3UH U LIUCTENH — CUHTE3UPYIOTCS U3 HE3AMEHUMbIX AMUHOKHUCIIOT, IO3TOMY MX TaK)K€ BBIACISAIOT
B OTJACJIBHYIO TPYIILY — YCIO8HO 3AMEHUMbLE AMUHOKUCTIOMDbL.

Bosee Toro, cornacHo MocieHUM JaHHBIM, OMOCHHTE3 J1aXKe 3aMEHUMBIX KHCIIOT (B TOM YHC-
JIe acraparvHOBOM) B KOJIMYECTBAX, MOJHOCTHIO 0OECIeYMBAIOUINX MOTPEOHOCTH OpraHu3Ma, He-
Bo3MOXeH [1, 2]. /leneHue Ha 3aMEHUMBIC U HE3aMEHHUMBIE aMUHOKHUCIIOTHI JOCTaTOYHO YCIIOBHO,
MIOCKOJIbKY B YCJIOBHSIX MHUIIEBOro JNe(UIUTa BCE aMUHOKUCIOTHI CTAHOBSITCS He3aMeHUMbIMu!!!
OHO UMeeT CMBICI MPHU pa3padOTKe PAIIMOHOB MUTAHUS, KOTOPHIE JOJKHBI OBITH COaIaHCHPOBAHBI
10 aMUHOKHCIIOTHOMY COCTaBy TaKMM 00pa3oM, 4TOOBI MPOPUIAKTHUPOBATH pa3BUTHE JNe(UIINTA B
MIEPBYIO OYEpENb HE3AMEHUMBIX U YCIOBHO 3aMEHUMBIX aMUHOKHUCIIOT.

[IpuurHa, Mo xKoTopoi Oosbllas YacTh AMMHOKUCIIOT SIBJSIETCSI HE3aMEHUMBIMH, BEPOSITHO,
00yCJIOBJI€HAa TEPMOJMHAMHUKONW 3aMEHHMBbIE aMHUHOKHCIOT JIETKO CHHTE3UPYIOTCS, B TOM 4YHCIE
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a0MOTEeHHBIM TyTeM, TTO3TOMY Ha HHUX OB OCHOBaH BECh NMEPBUYHBIN «aOMOTEHHBINH METa0O0IN3M
U chopMUPOBABIIMIACSA HA €r0 OCHOBE MEPBUUHBIA Ononornueckuit merabonusm. M3 takoro npen-
MIOJIOXKEHHUS CIIEYeT, YTO MepBble 0K OBbLIM MHMAPOPUILHBIMA U HE UMETH TUAPOPOOHOTrOo Aapa.
JlanmbHeli1iee COBEPIICHCTBOBAHUE OCIIKOB, BEPOSITHO, MOTPEOOBAIO HAIMYUS B OCITKOBBIX TIO0Y-
nax ruApoPoOHOrO SApa, UTO BRI3BAIO HEOOXOIUMOCTh «M300PETEHUS» MyTEeH CUHTE3a «TSHKEIIBIX)
aMHHOKHUCIIOT. Jlanee, SBHO MPOU30ILIO JeJIeHHe OMOTHI Ha MPOU3BOAMTENEH TKEIBIX aMUHOKHC-
70T (e1le OJUH BapuaHT aBTOTPOGOB M0 aHAJIOTUHU C MPOU3BOIUTENIIMU YIJIEBOJOB) U TEX, KTO UX
noTpeOIIsieT B TOTOBOM BUJE — MEPBBIX «XUIIHUKOBY.

[TockonbKy MOCTaBIIMKOM (PAKTHUECKH JIFOOBIX HE3aMEHUMBbIX aMUHOKHUCIIOT, AJIsl TIOOBIX BH-
JI0B OPTaHU3MOB SIBJISIFOTCSI MUKPOOHBIE COOOIIECTBA, TO Bc OMOTA OKa3bIBaeTCsl aOCOIMIOTHO 3aBH-
CUMOM OT HaJM4HUs U TOJHOLIEHHOCTU BUJIOBOTO COCTaBa MUKPOOPIaHU3MOB.

PDYyHKIMOHAIbHAA KjIaccH(puKaLUsi AMUHOKHCJIOT

[To cBoeMy (hYHKIIMOHAEHOMY 3HAYEHUIO CTAaHAAPTHBIE AMUHOKHUCIIOTHI MOTYT OBIThH MO/Ipa3-
JIeTICHBI Ha CJIEAYIONINE TPYIIIIBL:

aHmukemozeHHvle — MPEMITCTBYIONINE 00pa30BaHUI0 B OPraHM3Me KETOHOBBIX Tel (alleToHa,
aIleTOYKCYCHOM U B-OKCUMACIISTHOM KUCIIOT) — aJlaHWH, apTHHNH, aCllapariHOBas KMCIIOTa;

2NIUKO2eHHble — B TIpoIlecce UX 0OMeHa oOpasyeTcs TIioKo3a M He 00pa3yloTcsi XMMHUYECKUe
COEIMHEHUS, COJIEpIKAIIUE KETOTPYIIIBI — ATaHWH, apTUHIH, acllaparuH, CepuH;

KemozeHHble — B TIpoliecce OOMEHa KOTOPBIX B OpraHu3Me o0pa3yloTcs KETOHOBBIE Tela —
MPOJIVH, JICUIUH;

quMumupyrowue — He3aMeHUMbIe aMUHOKHUCIIOTHI, BXOJISIINE B COCTAB OMPEIEICHHBIX OEIKOB
MPOAYKTOB MUTAHUS B HAMMEHBIINX KOJIMYECTBAX B CPABHEHUH C MX (PU3HOIOTHYECKON TOTpEeOHO-
CTBIO M B CHJIy 3TOTO OTPaHUYMBAIOIINE TOJHOTY MCIOJIB30BAHUS JAHHOTO OeJKa B MJIACTHYECKUX
LeNsIX, HapUMED, JIM3UH SBISETCS TUMUTHPYIOIIEH aMUHOKUCIOTON Al OEJIKOB 3J1aKOBBIX, a Me-
THOHMH — J1JIs1 0€JIKOB 0O00OBEIX;

MeOUuamopHvle AMUHOKUCTIOMbL — SIBISIFOTCSI MEAMATOPaMU LIEHTPAIbHOM HEPBHOM CHCTEMBI.
[To ux yHKUMOHAIBHOM PONM BBIAEISAIOT BO30OYyXJIarouue (riayraMar M acnapraT) U TOPMO3HbIE
(rMMUMH) aMHUHOKUCIOTHL. Kpome TOro, TOPMO3HBIM MEAHATOPOM SBIISETCS HEMPOTEHMHOTE€HHas
Y-aMUHOMACIISTHAsl aMHUHOKHUCIIOTA.

Kaaccndukanusa no nyrsm OuocuHTe3a

He cmotpst Ha TO, 94TO OJTHA W Ta K€ AMUHOKHCIIOTa MOKET 00pa30BBIBATHCS Pa3HBIMHU ITYTSI-
MU, pazpaboTaHa Kiaccu(uKalus aMUHOKUCIIOT 10 MyTsAM ux OuocuHTe3a. [lo ocobeHHOCTSIM OHO-
CHHTE3a NPOTEHHOTCHHbIE aMHUHOKHCIIOTHI TOAPA3ICISIIOTCS Ha TATh ceMercTB. UseHBl Ka)XIoro
ceMeicTBa UMEIOT OOLINX MPEIIIECTBEHHUKOB, KOTOpble 00pa3yroTcs B IUTPATHOM LIUKJIE WU TIPU
katabonu3me yriaeBosoB. TakuM 006pa3oM, BBIACISIIOT CEMENHCTBA:

cepuHa — dYepe3 Tekco3oMoHo(dochaTHBI MyTh 00pa3yercss TOK030-6-hocdar, 3arem
3-hochornumepar u 1anee CEpUH, a U3 HEroO MUCTEHH, JTNOO TIIUIUH;

nUpyBaTa — MUPOBUHOTPAIHAS KHCIOTA CIYXKUT UCTOUHUKOM OOpa30BaHUs aJlaHMHA, BaJlMHA
¥ JeUInHA,

acriaprara — OKcaJjlalleTar SBJsIeTCs IPEeKypCcopoM acnapTara, KOTOpPbIM MpeBpaliaercs B ac-
MaparvH, JIM3WH, METHOHUH U TPEOHUH, ITOCIIETHUH MPEBPAIIaeTCs B U30JICHITNH,

rilyramaTa — IIyTaMUH MPeBpalaeTcst B IIIyTaMaT, KOTOPbIM CIyKUT METa0OIUTOM JJIsl CUH-
Te3a MPOJIMHA U OPHUTHHA, TTOCIIETHUI MTpeBpaIlaeTcs B apTHHAH;

apOMaTUYECKUX aMUHOKUCIOT — MCTOYHHMKOM sIBIIsieTCsl pub030-5-pocdar, momyyaemslii u3
reKco30MOHO(OC(haTHOTO MyTH, KOTOPBIM MpeBpaliaeTcs B TUCTUIANH, JU00 3puTpo30-4-pocdar,
nocjenHuil BMecTe ¢ GochoeHoNnmupyBaToM obpa3yeT GpeHUIaTaHUH U TUPO3HH, a KOHBIOTAIHs C
CEpUHOM TI03BOJISIET TIOJTYYUTh TPUITO(AH.

Crenyer cpasy K€ OTOBOPUTBHCS, UTO 3TU MyTH OMOCHHTE3a PEKOHCTPYHUPOBAHBI HA OCHOBE
TAaHHBIX, TIOJYYEHHBIX TPH H3yYCHUH METa0O0M3Ma MHOTHX BHJ/IOB, B TOM YHCIIE OJTHOKJICTOYHBIX U
naxke mpokapuoT. To ecTh, CKopee BCero, HET HU OJHOI0 OpraHu3Ma, y KOTOporo Obl Bce MSTh ce-
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MeHCTB 00pa30BBIBAIUCH HE TOJIBKO PABHOMEPHO, HO U XOTs OBl BMecTe. [103TOMy MOKHO TOBOPHTH
00 o0I1eM aMUHOKUCIOTHOM (DOHE OMOTHI B IIETIOM, 3TO CTAHOBUTCS OCOOCHHO

OYEBHIIHBIM, €CJIM BCIIOMHHTH, YTO KpPOME [BAJNATH IBYX HPOTEHHOTCHHBIX O=—OH
aMUHOKHCIIOT cymiecTByeT emre 0onee 300 HEMPOTEMHOTEHHBIX, HO SIBIISIOIINXCS

OMOJIOTUYECKH aKTUBHBIMHU M 9aCTO ICCEHIIUATLHBIMHU.

deHnNaNaHuH, TUPO3UH, TPUNTO(DAH WHOTAA BBUICTSIOT B OTACNBbHOE ce-  HO OH
MEHCTBO IIMKHMOBOM KHUCJIOTHI. OH

Knaccndukanusi nporeMHOreHHBIX aMUHOKHCJIOT, YYUTHIBAIOIIAsA MX
(GyHKUMOHAIBHYIO POJIb B 0ejiKe [[IuknmoBas

TakoBas knmaccupuKanus Ha HACTOSIIMA MOMEHT HUKEM HE pa3paboTaHa. KHCIIOTa

Mexny TeMm, GU3HKO-XUMUYECKHE CBOMCTBA aMUHOKHCIOTHBIX OCTATKOB CHUJIBHO
pa3nuyaTCs U MO3TOMY o0ecrieunBaoT MOp(hodyHKIIMOHATHHYIO HEOJHOPOIHOCTh OEIIKOB, 00ec-
MEYUBAIOIIYIO0 UX YHUKAIBHYIO (YHKIIMOHAIBHOCTh. Ha TakOM OCHOBAaHMM MOKHO BBIICIUTH, KaK
MUHHUMYM, CJIEAYIOIINUE IPYIIbl aMUHOKUCIIOT:

v aMHHOKHCJIOTHI, obecrieunBaroniie (hopMUpoBaHue [-1ucTa, P-MOBOPOTa U TPEXMEPHOM

CTPYKTYpHI O€IIKa, JIOBYIIEK ()OTOHOB — IPOJIUH;

v/ JIOBYIIIEK aKTHBHBIX PAJMKAIOB — CEJICHOIMCTENH, CEIIEHOMETHOHUH, TPUIITO(AH;

v’ CynbQruapuiIbHOE B3aUMOIEHCTBHUE — IUCTEMH, METUOHMH;

v ruapodoOHOE B3aUMOIEHCTBUE:

» THTIA P-CBSI3U — (PCHUIIATIAHWH,
» KJIACTEPHOTO THUIIA — aJlaHWH, BAJIUH, TJIUIMH, U30JICHIINH, JICHIINH,;

v’ TuApOQUILHOE B3aUMOJIEHCTBHE — aclapardHoBas KMCJIOTa, aclapTaT, rlyTaMUHOBas Ku-

CJIOTa, TJIyTAMUH, TPEOHUH;

v (OpPMHUpOBAHKE «KHMCIIBIX» OEJIKOB — acrapariHOBast KUCIIOTa, TIIyTaMUHOBAst KUCIIOTa,

v (OPMHUPOBAHHKE IIETOUHBIX)» OEJIKOB — JIM3UH, APTUHKUH, TUCTUIUH.

AMMHOKHCIOTBI, COAEPKALIUE aMUIHBIN a30T

Knaccupukauuss NpPOTEeMHOreHHbIX AMHUHOKHCJIOT MO KJjaccam amMuHoauuja-TPHK-
CHHTETA3

B psny npounx knaccudukanuii MpOTEMHOTEHHBIX aMHUMHOKHCIIOT Oblia MpEeanpuHsTa To-
mbeITKa Kinaccudukanmu no kiaaccam amuHoanun-TPHK-cunTeras. B pesynbrare ObLIO BBIIETIECHO
JIBa KJacca MPOTENHOTEHHBIX aMHUHOKHUCIIOT:
Kunace I: Banun, n3oneduuH, 1elIMH, HIUCTEUH, METUOHUH, TIyTaMar, TJIyTaMUuH, apTUHUH, THPO-
3UH, TpUNTOpaH
Knacc Il: rmunun, anaHuH, TpOiHMH, CEPUH, TPEOHHH, aclapTarT, aclaparuH, TMCTUANH, (eHumIana-
HUH.

J1J11 aMUHOKUCIIOTHI JIM3UH CylIecTBYIOT amMmuHoanun-TPHK-cuaTeTassr 000ux Kiaccos.

[Ipu noacuere amunoanmin-TPHK cuHTeTas B Kilaccax OKa3bIBa€TCs, YTO YUCIO MX OJUHAKO-
BO — 1o necsath. [lompa3nenenue amuuoanun-TPHK-cuHTeTa3 Ha Kilacchl OCHOBaHO Ha criocobe
aMHHOANMIMpoBaHus 76-ro ageno3uHa TPHK:

v aMuHOanMIMpyroImuii qomed amuHoama-TPHK cunTeras 1-ro kiacca obpasoBaH ykKiaj-

Kol PoccmaHa, B OCHOBE KOTOPOI JISKHUT MapajuiedbHbli B-muct — 76-i aneHo3nH TPHK oxu

amuHoauuaupytot no 2'-OH rpymne;

v amunoanun-TPHK cunTeTassl 2-ro Kiacca MMEIOT B OCHOBE CTPYKTYPhl aMUHOALUIUPYIO-

IIeT0 JOMEHA aHTUMNapaIeNbHbIN B-1HCT, 32 uckimoueHneM Germnananua-TPHK cunTerass

BCE OHM aMUHOAUMIUpyroT 76-i aneno3ud TPHK o 3'-OH rpymnme.

HckntoueHnne cocTapisitoT 1Be oTianvaroniecs crpoenueM au3uia-TPHK cunrerassl, ogna u3
HHUX OTHOCHUTCS K 1-My KJaccy, a Apyras — Ko 2-my.

JlaHHBIN croco0 KiIacCHU(PUKAIUU HE WMEET HUKAKUX TOMOJIHHUTEIHHBIX MPEUMYIIECTB, IO
CPaBHEHUIO C BBIIIECHU3I0KEHHBIMU, HO BBISBISECT 3aKOHOMEPHOCTH, MO3BOJISIOIINE COCTAaBHTh
MpeJICTaBJICHHE O MEXaHU3Max abuoreHesa.
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Paznuumst knaccoB amuHoamm-TPHK cuHTeTas 00ycnoBiaeHbI €IUHBIM TPOUCXOKICHHEM OT
JBYX MPEAKOBBIX (POPM KaK HE3aBUCHMBIX OCJIKOBBIX MOCIEI0BATEIBHOCTEH, YTO U MOCTYKUIIO OC-
HOBOM /1711 00bEIUHEHUS 110 CTPYKTYpPHOMY M (DYHKIIMOHAJIILHOMY CXOJICTBY B JiBa Kjacca. B nasb-
Heifmem ObII0 ycTaHOBJIeHO, yTo amuHoanuia-TPHK cuHTeTasbl pa3HbIX KJIacCOB BOSHUKIIH.

Amvunoanmn-TPHK cunTeTas 1-ro kacca B3auMOJEHCTBYIOT C akienTopHbM ctebiaem TPHK
yepe3 Majblil xKelno00K, CHHTETa3bl 2-T0 Kiiacca — yepe3 00JbIoii xenobok. Ha ocHoBe cratucTu-
YEeCKOro aHalin3a HECKOJBKUX COT IMOCIIEOBATEIbHOCTEN, BBIIEICHHBIX M3 dyOakTepuii, apxeil u
JyKapuoT Kaxaslid kiacc amuHoauwi-TPHK cunTeras pasznenen Ha tpu noakiacca. Kaxaeni non-
KJIaCC KOT/a-TO UMEJI CBOETO eIMHCTBEHHOTO 001Iero npeaka [6, 7] u CBsA3bIBaeT aMUHOKHCIIOTHI C
POJICTBEHHBIMU XMMUYECKUMHU CBONCTBaMH.

Amunoanuin-tTPHK cuHTEeTa3BI IOAKIIACCA:

1) la y3HaroT ruapooOHbIE aMUHOKHCIIOTHI ¢ AIM(PAaTUYECKUMH Pa3BETBICHHBIM pajidKaia-

MU (JICHIIMH, U30JICHIIMH, BAJTUH), OJU3KUI K HUM [0 XUMUYECKOMY CTPOCHHIO pajHKaja ap-

TMHUH U aMUHOKHUCIIOTBI C CEPOCOJICPKAIIMMU pajuKaiaMu (METHOHHH, [IMCTECHH);

2) 1b y3HaroT 3apsyKeHHbIC AMHHOKHCIIOTHI — JIM3UH U [TyTaMHUH;

3) Ic y3HarOT apoMaTHYECKHE AMUHOKUCIIOTHI THPO3HMH M TPUIITO(AH;

4) lla y3HaoT ABE TPYIIbl AMHHOKHCIIOT:

» anupaTHYECKUE U HETIOJISIPHBIC (JIaHKMH, IIPOJIMH U TJIMIIUH),
» W TOJIApHBIE (CepUH, TPEOHUH U THCTUINH);

5) IIb y3HaOT aMHHOKHUCIOTHI C 3apsDKCHHBIMH OOKOBBIMU LICTISIMU (JIM3HH, acraparuHOBas

KHCJIOTa, aClaparkH);

6) Ilc y3HatoT eHUIATaHUH.

Kak BuauMm, aMMHOKHCIIOTBI, Ha MEPBbIN B3I, C OAMHAKOBBIMU XMMHUUYECKUMHU CBOWCTBaAMHU
OKa3aJIUCh B Pa3HbIX KjaccaxX, HO B OJIMHAKOBBIX IMOJKJIAccaX BHYTPU CBOMX KiaccoB. OUeBUIHO,
3TO 03HAYAET, YTO MPH MOCTPOSCHUH MCKYCCTBEHHBIX KIacCH(UKAIMII HE YUUTHIBAIOTCS KaKHE-TO
MPUHIMIHATIBHBIE peaIbHbIE CBOMCTBA XMMHUYECKUX COCIUHEHHI, B JaHHOM ciy4yae creruduy-
HocTh cpojicTBa K TPHK, KxoTopoe MokeT ObITh 00eCTie4eHO TOJIBKO X XapaKTEPHBIM YCTPOHCTBOM,
o0ecreyrBaroIUM MUHUMYM OLIHOOK CBSI3bIBAHUS C POJCTBEHHBIMU aMUHOKHUCIIOTaMHU.

He paspaborannbie cnocoObl kKjaaccMpukanum aMHHOKHMCJIOT. buonormyeckas 3Hauu-
MOCTh AMHUHOKHCIIOT HE OTPaHUYMBAETCS TOJBKO oOpa3oBaHueM Oeska. MIx Ouonoruveckue QpyHk-
MM MHOrooOpa3Hbl. bonee Toro, kpome L,0-aMUHOKUCIOT KU3HEAEATEIbHOCTD AKUBOTO OPraHu3Ma
obecnieunBaroT D,0-aMUHOKHCIIOTHI, a TaKXkKe - U Y-aMUHOKHUCIIOTHI — MOJI0)KEHUE aMUHHON TPYIIIBI
B YIJIEBOJIOPOJHOM IIENH TaK)K€ MOXKET ObITh KiIacCH(PUKAIIMOHHBIM NpU3HaKoM. B 1nienom Bes co-
BOKYITHOCTh AMHUHOKHCIIOT >KMBOTO OpraHHW3Ma COCTaBIISI€T €0 aMUHOKHCIOTHBIA ¢oHa. OmHako
oOmielt kimaccuukanuu aMMHOKHUCIIOT, OOBEAUHSIONIE aMUHOKHUCIIOTHRIN (OH/T B 1I€TIOM, HE pas-
pabotano. KpoMe TOro, aMuHOKHCIOTEI MOTJIM OBl OBITH MPOKIACCU(UIIMPOBAHBI 110 UX OHOJIOTH-
yeckol (pyHKIMOHAJIBHOM pOJH, OJJHAKO Takasl Kiaccu(uKalus Takke elle He pa3paboTaHa.

Bo03M0kHO, 4TO OOIIMM HETOCTaTKOM BCEX MOMBITOK KiacCH(UKALUU MPOTEHNHOTCeHHbBIX aMU-
HOKHCJIOT, IPUBOJSIIUM K OTCYTCTBHIO OOIIMX 3aKOHOMEPHOCTEN U NMPAKTUYECKOW HEBO3MOYKHO-
CTH MOCTPOCHHS pPePPEHHBIX PSJIOB, SABJISAETCSA MOMBITKA MOCTPOCHUS KiIacCU(UKAIUM U3 Y3KOTO
Kpyra IpOTEeMHOT€HHBIX aMUHOKHUCIIOT.

[MPOUCXOXAEHUE AMHUHOKHUCIIOT

B 1924 r. Anexcannp MBanoBuy OmapuH 03BYYHJI IIPEANOIOKEHHUE, YTO XUMHUYECKAsl IBO-
JIOIMS C TTOCJICAYIOIIMM 3apOKACHUEM JKU3HU MOTJIa MTPOTEKaTh B IEPBOOBITHOM OKEaHe — «OYJlb-
OHE», KOTOPBIN cojepkall BOJy, aMMHUaK, MeTaH U Bojiopoa. Pabotel A.M. Onapuna 6b6u1M IpoAoII-
xeHbl CToHm MusuiepoM, onmyOIMKOBAaBIIUM PE3yNIbTaThl CBOMX HccienoBanuil B 1953 r., cornac-
HO KOTOPBIM B MOJEIHM TaKOro «IE€PBHUYHOrO OYyJIbOHA» AECHCTBUTEIBHO OOpPAa30BAIUCH CIIOKHBIE
OpPraHUYECKNE MOJIEKYJIbI — AMUHOKHCIIOTHI U @30THCThIE OCHOBaHUsA. EAMHCTBEHHBIM PE3yIbTaTOM
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pabotr A.M. Omapuna u Ctennu Mwmiepa ctajia KpUTHKA KaK CTOPOHHUKOB B0O)KECTBEHHOTO TBO-
peHus BeeneHHOM U kKM3HH HA 3emile, TaK U UX MPOTUBHUKOB. KaKOBBI OCHOBHBIE TIOJIOKEHUS ATON
kputuku? Ha mepBblit B3risia, Haubosee yOUICTBEHHBI apryMeHThl, OCHOBaHHbIE HAa MaTeMaTuye-
CKOM II0JICYETE BEPOATHOCTEN CUHTE3a OpraHU4eCKuX BelecTs. Harpumep, BOT TakoM pacder Nnpu-
Boaar W.L. Bradley u C.B. Thaxton (1994): «BeposTHOCTh TOTO, YTO MBI CIydaiiHO OTOCpEM u3
JBaJIATH aMUHOKHCJIOT CTporo ompeaenéunyro pasHa 1/20 (wnmm 0,05). [Ins mosnyuenust Oernka,
aHAJIOTUYHOTO TMPUPOJHOMY, BCE AMHHOKHCIOTHI, BXOJSIIME B €ro COCTaB, JOJKHBI OBITh
L-u3omepamu. BeposTHOCTH TOTO, 4TO OTOOpaHHAs aMMHOKHMCIIOTa OyJaeT uMeHHO L-uzomepom —
pasna 1/2 (0,5). IIpucoeanHeHne aMUHOKHCIIOT K PACTYIIEi HENTHAHOMN EM0YKe BO3MOXHO C IBYX
e KOHIIOB, CJIEZIOBAaTEIbHO, BEPOSATHOCTh MPUCOCTUHEHNS aMUHOKHUCIIOTHI ¢ «HYXKHOT0» KOHIA —
1/2 (0,5). s pacueTa BEpOATHOCTH MOSIBICHHS OJHON onpenenéHHoi L-u3oMepHo#t (opMbl aMu-
HOKHCIIOTHI B HY)KHOM MecTe 0elika, He00OXOAMMO MPOCTO NEPEMHOKHUTH BCE HaliIGHHBIE HAMH TPU
BeposTHOCTH. Mckomoe umcio Oyaer — 1/80 (0,0125). BepostHocTs TOrO0, 4to a8e L-hopMbl KOH-
KPETHBIX aMHHOKHUCIIOT PACIIOJIOKATCS B HYXKHOW MocienoBaTeabHocTH B Oenke — 1/6400 (wm
0,000156); 4ToOBI MOJXYYUTH 3Ty BEIMYHHY HeoOxoaumo ymMHOXUTH 0,0125 Ha 0,0125). s cra
AMHHOKHCIIOT BEPOSATHOCTh MX CIYyYailHOTO TOIAJaHusl B CTPOTO OINpPENeIEHHOEe MECTO Oenka co-
craBisier oauH manc u3 4,9x10™%%. B napy k 5ToMy pacuery IpHBOAUTCS HOACYET BEPOSTHOCTEH
B3aMMO/ICHCTBUS IBYX aTOMOB BO BceneHHOH, nMerolIeil COBPEMEHHYIO TIIOTHOCTh BEIIECTBa, KO-
Topas a priori oueHb Huskas [8]. BeposTHOCTH TOr0, 4TO CAMOIPOU3BOJILHO 00pa3yeTcs TOIBKO OJI-
Ha Tapa HYKJICOTHUJIOB B HYKJIECMHOBOW KHCJIOTE, C y4ETOM BCEX BO3MOXHBIX COYETaHUU aTOMOB
BXOJIAIIMX B MX cocras, cocrasiusier 10, H.J. Morowitz (1968) BBIMHCIIHI BEPOSTHOCTH CaMOOP-
raHu3aiuy OMOTOJIMMEPOB, MPUBOIAILYI0 K oOpa3zoBanuio Escherichia coli, kotopas okaszamach
PaBHOM OJHOMY IIIAHCY U3 10™'°. Ha ocroBe momoGHbIX pacyeToB JeJ1aeTCsl BHIBOJ, UTO aOMOIreHE3
HeBO3MOXKeH. Ho xu3Hb, 10 KpaiiHell Mepe Ha miaHeTe 3emiisd, CYLIECTBYET, a OTOMY OYEBUIHO,
YTO [IEHHOCTh TaKUX PACUYETOB CONOCTAaBMMA C IOICYETOM JIEMOHOB WJIM aHTEJIOB HA KOHIIE UTJIBI U
SIBJIIETCSL BCETO JIUIIb CXOJIACTUKOM, a HEe apryMeHTOM. B uem ommbka nojo0HbIX pacyeToB?

Takue pacueTsl OCHOBaHBI HA MaTEMATHYECKH PABHOW BEPOSTHOCTH aTOMOB U MOJIEKYJT BCTY-
MUTh B XUMUYECKOE B3aUMOJIeiicTBIE. MeXay TeM, OCHOBHBIM M3BECTHBIM CBOMCTBOM Xaoca sIBIs-
eTCs CKIIOHHOCTh K CaMOYIOPSI0YMBAHNIO, B YACTHOCTH, BBI3BaHHAsi HEOOPATHMOCTBIO TEPMOIH-
HAMUYECKHX MPOIECCOB. Brienstomascs B pe3ynbTare XUMAYECKUX PEaKIUil SHEPTUs He TepsieT-
csl, MOTOMY 4TO: «B XuMudeckux cucremax J0CTymHa Oojiee ctabmibHas (hopma XpaHeHus cBOOOI-
HOM SHEPTHH ... 00pa30BaHUE METACTAOMIIBHBIX XUMHUYECKUX COCTOSTHUI [9].

[IpencraBum cebe, 9TO y HAC €CTh CIIOKHAS, ITyCTh TOMOT€HHAs, CMECh XUMHYECKUX BEIIECTB.
C TouKu 3peHHUsl TEOPUU BEPOSATHOCTEN B TaKOi cpelie ¢ paBHOW BEPOSTHOCTHIO MOXKET 00pa30BaTh-
Csl KaKoe-TO TEePEUNCIIMMOE MHOXECTBO BEIIECTB, KOHIIEHTPAIIMH KOTOPBIX OYAYT ONpEeAeTsThCS
pacueToM BeposTHOCTEH B3auMojeicTBUs. OJHAKO OMBITHBIN XUMUK-CUHTETHK, 3Has COCTAaB dTOM
CMECH, Cpa3y e pe3K0 OTPAHUYHT YUCIIO SJIEMEHTOB 3TOTO MHOXKECTBA M B LIEJIOM OKAXKETCS MPaB.
[Iporekinue B Takol cpeie peakiuu, Ipu COONIOJACHUH TOCTOSHCTBA BHENIHHX YCJIOBUM, BCErJa
OyIyT PUBOIUTH K 00Pa30BaHHIO TOPA3I0 MEHBINETO YHCIIa BCET/Ia OJTHUX U TEX JKE BEIIECTB, YEM
3TO BO3MOXXHO MCXOJISl U3 pacyeToB BeposiTHOCTEH. OOYCIOBICHO 3TO TEM, YTO NEPBBIMU B TaKOU
cpezie MpoIyT TePMOJIUHAMUYIECKH 00JIee BBITOAHBIC PEAKIMH, KOTOPhIE U3BJICKYT U3 CPEIbl aTo-
MBI U MOJIEKYJIBI B pe3yabTaTe 00pa30BaHUSI HOBBIX MOJIEKYII, IIOATOMY JUIsl IPOTEKAHUS TEPMOIU-
HaMHUYECKH MEHEE BEpOSITHBIX peakiuii cyOcTpaTta B cpeie yxke He Oyaer. OOpa3oBaBminecs peak-
[IMOHOCMIOCOOHBIE MPOAYKTHI TOYHO TaKke OyayT ydacTBOBaTh B TEPMOJMHAMUYECKH Ooliee BbI-
TOJTHBIX W BEPOSTHBIX PEAKITUAX, YTO OIATH YK€ OTPAHUYHT YHCIIO CTEIeHEH CBOOOJIBI U TaK Jaliee,
MoKa He 00pa3yroTcs BElIecTBa, 0ojiee He peaKIMOHOCIIOCOOHbIE B TAHHOM CUCTEME.

Taxum 06pa3zoM, B 1H000H XUMUYECKH CIOXKHOU cpesie OyaeT HabIoJaThCsl HalpaBiIeHHOCTh
XUMHUYECKHUX PeaKIIfii, 00yCIIOBICHHAS OrpaHUYCHHEM YHCIIa CTETeHe CBOOOJbI CUCTEMBI BCIE-
CTBHE TEPMOJIMHAMHUYECKUX 3allPETOB, YTO MPUBOJUT K PE3KOMY YBEIWYCHHUIO BEPOSTHOCTH Ha-
MIPABJICHHOTO TEYEHHUS PEAKIMil B OMpeAeIEHHOM MyTH M YCKOPEHHUIO0 MPOTEKaHUsl PEeaKIHii B BbI-
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OpanHoM HampaBieHuH. Kak ObITh ¢ oOpatumbiMu peakiusmu? [IpeacraBum cebe, 4To B Halen
TUIMOTETUYECKON Cpe/ie €CTh BEUIECTBA, CBA3BIBAIOININE (COPOUPYIOIINE) MPOAYKTHI OOPATUMBIX pe-
aKUUH, HO TOT/Ia OJIO’KEHHUE XMMHYECKOro paBHOBeCcHs Oy/IeT CABUHYTO B CTOPOHY 00pa3oBaHUs U
HAKOIUICHUS UMEHHO ITHX MPOAyKTOB. CleI0BaTENIbHO, €CIIM B CPEy BBECTH HEKHE COPOCHTHI —
OHHU B 0OJIBIIIEH Mepe HAMpaBAT CHOHTAHHBIM CHHTE3 B KAKOE-TO OIpeiejeHHOe pyciio. DakTuyecKu
3TO 03HAYAET, YTO YAAJIEHHWE MPOAYKTa OOpPAaTUMOHN peakluyd U3 MECTa B3aUMOJCHCTBHUS JIFOOBIM
crocoboM OyzeT cMelaTh paBHOBECHE B CTOPOHY 00pa3oBaHUs 3TOTO MPoAyKTa. B 11emnom, 3To Kak-
TO HAYMHAET HAMIOMUHATH (DEPMEHTATUBHBINA CHHTE3 B OMOJIOTUYECKUX cucTemax. U yx Ttem Ooiee
OYEBMJIHO, YTO TEPMOJUHAMUYECKAs HANPABICHHOCTh XHUMHUYECKHX MPOLECCOB JOJIKHA PE3KO CO-
KpaTUTh KaK YHCIIO BAPUAHTOB, TaK U BPeMs 00pa30BaHMs HEOOXOIUMBIX JJIsI OMOIIOTHYECKOM IBO-
Jmouuu oprannyeckux Bemiects. [1o ananoruu ¢ yrBepxkaenuem Unwsu [Ipuroxuna: «Y Ouonoruye-
CKHX CHCTEM ecThb mpomuioe. OO0pa3yromme uX MOJEKYJIbl — UTOT MPEAINISCTBYIOMICH IBOIIOINU,
OHU OBUIM OTOOpAHBI /Ul y4acTHsl B aBTOKATAIIUTUYECKUX MEXaHU3Max», — MOXKHO CUUTATh, YTO Y
CJIOKHBIX MHOTOKOMITIOHEHTHBIX BOJHBIX XMMHUYECKUX PACTBOPOB TAKXKE €CTh IMPOILJIOE U 3TO, YTO
POIHUT XUMHIO ¢ 6uosoruei. Torma kak mpocToil MOACUET BEPOATHOCTEH B3aUMOJICHCTBHUSI aTOMOB
WJTU MOJIEKYJI 3TOT'O MPOILIOTO HE YUHUTHIBAET.

Bce 11 oueBuaHbIE OMIMOKH KPUTUKOB YUTEHBI?

N apentsl Teopun abuoreHe3a W UX KPUTHKH PACCMATPHUBAIOT abHOreHe3 W JaIbHEHIIYIO
OMOJIOTMYECKYIO IBOJIOLHUIO KaK JIOKAJIbHBIN, MPOTEKIINK TOJIBKO Ha MlaHeTe 3emuid mpoiecc. Ta-
Kasi TOYKa 3pEHUs JICUCTBUTEIHHO BBI3BIBAET MHOKECTBO BOIIPOCOB, Ha KOTOPBIE HET yJIOBIETBOPH-
TeIbHBIX 0TBeTOB. HO uTO eciu abuorenes nepenectu Bo Beenennyo?

B coBpeMeHHOM KOCMHMYECKOM IMPOCTPAHCTBE HAMJACHBI MPOCTHIC OPraHWYECKHUE BEIIECTBA:
MeTaH, aMMHaK, (GopMainH, GopMaMui, HEKOTOPbIEe TPOTEMHOTCHHbIE AMUHOKHUCIOTHI (Musiepos-
CKHe), IPUYEM C YK€ 3HAUUTEIbHBIM CMEIlIEHHEM B CTOPOHY mpucytctBus L-dopMm, To ecTh, B Ba-
KyyMe€ U B METEOPUTHOM BEILIECTBE, IO KpaHEH Mepe NIl aMUHOKUCIIOT, MIOYEMY-TO HET parieMu-
gyeckoro paBHoBecHs [3-5]. B CBsi3u ¢ 3TUM BO3HHMKAET BIIOJIHE 3aKOHOMEPHBIH BOMPOC — KakK MPH
TakOM HM3KOH IJIOTHOCTU BellecTBa BO BceneHHOM, koTopas HaOrolaeTcss B HACTOSILEE BpeMs,
MOTJIM 00pa30BaThCs HE TOJIBKO CIOKHBIE OPTaHUYECKHE, a XOTh KaKHe-HUOYIb MOJICKYIbI?

PykoBoacTBYsICH Teopuel pacimupsromencs BeelleHHON, CTOUT 3aMeTUTh, YTO Ha KaKOM-TO
sTane uHGISIIMKU BeenenHoil ee pa3mMepsl, INIOTHOCTh U TeMIIepaTypa BellecTBa ObUIH TaKOBBI, YTO
JOTTYCKaJIM BO3MOKHOCTh OBICTPOTO HAMPABJIEHHOTO CHHTE3a OCHOBHBIX OPTaHUYECKUX COETUHE-
HUH Bo BceM oObeme BeenenHoi. EctecTBEHHO, UTO 3TO MOTJIO MPOU30MTH TOJIBKO MOCie o0pa3o-
BaHMS U 3aBEPIICHUS KU3HU MTPOTO3BE3/], TEPMOSIEPHBIE PEAKITUU B KOTOPBIX U MPUBEIH K 00pa3o-
BaHHUIO BCEX M3BECTHBIX XMMHUUYECKUX 31eMEHTOB. OOpa30BaBIlIMecss OpraHnueCcKre BEIIeCcTBa, OYe-
BHUJIHO, OBLIM CTAOMJIM3UPOBAHBI MPOJOJDKAIOIICHCS WHOIAMEH W BBI3BAHHOM €10 CHIDKCHUEM
Temreparypbl BcenenHoit. CriocoOHOCTh Xaoca K caMoopranusaiiui B OapuoHHOW BceneHHol B
BHJIC OPTaHUYECKUX MOJIEKYJ, B 4aCTHOCTH, moATBepkaaercs padoramu JILA Coxora (2009). To
€CTh, ellle A0 00pa3oBaHus IMiaHeT BceneHHas yke MOria coaep)kaTh OpraHudecKhe BEIIecTBa B
KOJIMYECTBAX, JIOCTATOYHBIX JJIsl 3allyCKa OCHOBAHHOM Ha yryiepojie OMOJIOTHYECKON IBOJIIOIMHU HA
IJIaHeTaX ¢ MOAXOMSIIUMHU JUIsl 3TOTO YCIOBUSIMU — T'PABUTALIMS, HHCOJISIIMS, TEMIIEpATypa, XUMHU-
yeckui coctaB maHeTsl B nesioM. CornacHo JI.A. CokoBy, Jaxe B HAIlIE COMTHEYHOM KU3Hb MOT-
Jla MHOTOKPATHO 3apOXIaThCsl Ha pa3HbIX wiaHeTax [13]. EcTh n 1oKa3aTenbcTBa TOTO, YTO JKU3HB
Ha HaIIeH TJIaHeTe MOTJIa 3apOJIUTHCS B YCIOBUSIX IEPBUYHOTO M300MIIUSI OPTAaHUIECKUX COSTUHE-
HUN?

Bo3moxxkHO — 1a. D10 Tak Ha3bIBaeMble «depHOBUKHU ['ocmiona boray (xaliHaHbCKast, dauaKap-
cKasi u aHepo30iicKasi OMOTHI), MPEACTABIAIONINE COO0N OKAMEHEIOCTH MEePBBIX MHOTOKIIETOUHBIX
YKUBOTHBIX, KOTOPBIC €IlI¢ HE UMEIN MUIIEBAPUTEIbHONW cucTeMbl. OUeBHIHO, YTO TaKHUE JKUBOT-
HbIE MOTJIO CYHIECTBOBATH TOJILKO B OJIHOM ClIy4ae — BCEW MOBEPXHOCTHIO T€la OHU BCACHIBAIM U3
BHEIIIHEW CpeJlbl CyOCTpaThl, HEOOXOAUMBIE IJIsT MeTa0on3Ma. A Takoe MOTJIIO OBITh TOJBKO MPHU
OJTHOM YCJIOBUHU — B T€ BpEMeHa Ha 3eMJie B BoJIe OBIJIO PAaCTBOPEHO JOCTATOYHO OPTaHUKH, AJIS TO-
ro, 4To0bI 00eCeunTh METa00JIN3M «KMBOTHBIX aJIbTPYHUCTOBY» — HE MoeAaroImux aApyr apyra. Ho
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BOT KOTJa KOHIEHTpAILMs PACTBOPEHHOW OPraHUKH YMEHBIIMIACh HHMXKE KPUTHYECKOrO YpPOBHS,
OyIy4H TMOTJIOIIEHHON OWOTOH, MOSBHUIACH HEOOXOAMMOCTh BO3HHUKHOBEHHS MEPBBIX XUITHHKOB-
reTepoTpodos.

Eme omHrM (GakTopoM CeIeKTUBHOTO O0TOOpa AJIEMEHTOB M BELIECTB Ul a0MOTHYECKOH (ha3bl
3apOKIEHUS KU3HU SIBIIsICTCS rpaBuTanus. Ee posib 3akimtodaercst B TOM, TSKEIbIE 3JIEMEHThI HEU3-
OCKHO OKA3bIBAIOTCS B SAPE TUIAHETHI, TOT/IA KaK JICTKUE — BHITAJKUBAIOTCS HA MOBEPXHOCTH. Oye-
BHJIHO, YTO TPaBUTAIIMS SABJISETCS €IMHCTBEHHON NMPUYMHON, MpUBeaIei K (OpMUPOBAHUIO KUBBIX
OpraHu3MOB U3 JIETKUX 3JE€MEHTOB. [I0CKOJIIbKY K TOMY MOMEHTY, KOI/la HAa MOBEPXHOCTH ILJIAHETHI
MOTJIM Ha4yaThCsl PEAKIUH, MPUBEAIINE K 00pa30BaHUIO OPraHUYECKUX BEIIECTB M PEAKIIMH MEXITY
OpraHMYEeCKUMU BEIIECTBAMH, U3HAYAJIHHO MOMABIIMMHU Ha IJIAHETY C MEXKIUIAHETHBIM BEIIECCTBOM,
TSDKEJIBIC OKa3aJIMCh HEAOCTYIMHBIMU JJIs y4acTwsi B abuoreHnese. Eiie oauH rpaBUTAliMOHHBIN 3 (-
(eKT — 3TO yBEIIMUYCHHUE KOHIIEHTPAIMI BCTYMAIOIINX B PEAKIIMU BEIICCTB B PE3yIbTaTe YINIOTHCHUS
BEIIIECTBA B IJIAHETY, U, KaK CJICJICTBUE, YBEIIMUCHUE YaCTOThI B3aMMOICHUCTBUM.

[TokazaHo, 4TO HEKOTOPBIE AMUHOKHUCIIOTH 00pa3yroTcs B pe3yibTare (POTOXMMHUECKUX peaK-
wuii. Hanpumep, A H. Tepenun (1954), W. E Groth. u H.V. Weysenhoff (1960) 3apeructpupoBanu
doTtoxummueckoe obpazoBanue riwnuHa, ananuHa; H.S. JlononoBa u AWM. CumopoBa — BaiwHa,
JIeWIIMHA, HOpJIehIIMHA. DOTOXMMHUYECKUI CUHTE3 aMUHOKHUCIIOT MOXKET IPOUCXOJIUTh HE TOJBKO B
ra3000pa3Hoi, HO M B *KHIKOH (BogHON) cpeme. CHHTE3 cepoCoaep KalMX aMUHOKHCIOT IIPOUCXO-
JUT B TE€X CIIy4asix, KOT/1a B CMECh METaHa, 3TaHa, AaMMHUAKa U BOJIbl BBOJAUTCS CEPOBOJAOPOA. YJIbT-
paduoneToBoe OONIyUeHHE TaKOW CMECH MPUBOAUT K OOpa30BaHHIO HE TOJILKO allaHWHA, CepPHHA,
MIMIMHA, aCapariHOBOM U TIIFOTAMUHOBOM KHCIJIOT, HO M IUCTEHHA.

B ombitax T.A. Tenerunoit u3 aneranpieruia 1 aMMOHHUSI TIPH OOTYYEHUH yIabTpaduonreTom
CHHTE3UPOBAIUCH HEUTpaAJIbHBIE U OCHOBHBIE MENTH/IbI, COACPKAIIME TJUIINH, BaJuH, aJaHUH, JTH-
3WH, CCpUH, aCIIaparuHOBYIO U TITFOTAMUHOBYIO KHCJIOTHI, IpudeM 57% CBsS3aHHOTO a30Ta oOHapy-
YKUBAJIOCh B MenTHAax, a 42% — B cBOOOJHBIX aMHHOKHUCIIOTax. B cpeqHeM menTuabpl COCTOSIIA U3
YeThIPeX MOHOMEPHBIX euHuIl [16].

Takum 00pazoM, €ciii OTKa3aTbCsl OT MPEACTABICHHM, YTO aOMOreHe3 IPOIecC JOKAIbHBIN,
CBOMCTBEHHBIN TOJILKO HAIllEW MUIAHETE W MPUHATH TUIIOTE3Y, YTO OCHOBHAsI Macca MEepBUYHON Opra-
HUKU OblJIa CHHTE3UPOBAaHA B XOJIE€ IBOJIOIUHU M MOCIEAYIONeH THOeNU MPOTO3BE3 ], AaBIINX Mep-
BUYHBIM Marepral XUMHUYECKHX BEIIECTB ISl XUMUYECKUX MPOIIECCOB, OIPAaHUYEHHBIX W HaIpaB-
JICHHBIX 3aKOHAMU TE€PMOJUHAMHKH, MHOTHE MIPOTUBOPEUHS TEOpUHU abHoreHe3a MpoCcTo UCcUe3aoT.

Ontuyeckass acuMMeTpusi OMOJTOTHYECKH AKTUBHBIX MOJIEKYJT

BrnepBbie HCTUHHO aCUMMETPUYECKUN CUHTE3, MIPUBOIAIINN KIIPEUMYIIECTBEHHOMY MOJIy4e-
HUIO OJJTHOTO U3 ONTHYECKUX U30MEPOB, ObLI OcyllecTBlIeH B 1934 1. mpu UCHOIb30BaHUM MOJIIPU-
30BaHHOrO cBeTa [17]. OcTaercs HEMOHATHBIM, HA KAKOM CTAIMKM XMMHUYECKON 3BOJIOIMH BEIIECTBA
M KaK BO3HUKJIA ONTHYECKAsi aCHMMETPHUsSI OpraHudecKux Mosiekyna. OnaHa u3 HeTaBHO MPEIOKEH-
HBIX TUIIOTE3 BBIMJISIIUT CIEAYIOIIUM 00pa3oM: B pe3ylbTaTe MCCIEA0BaHUS WHUIIMUPOBAHHON U3-
JYYEHUSIMU BBICOKMX SHEPTHM MoJMMepu3anuu (popmanbaeruia npyu CBEPXHU3KUX TeMIlepaTypax
akaneMuk PAH B.U. ['onpaaHckuii MpeANoOaoXuil, YTO B YCIOBHIX CBEPXXOJIOJIHOTO MEX3BE3IHO-
rorasa, MPOHU3BIBAEMOT'0 KOCMHUYECKUMHU U3JIYYCHUSIMU, BO3MOXKEH M30MpaTeIbHbIN CHHTE3 OITH-
YeCKU aKTHUBHBIX MOJIEKYII, MOCKOJIbKY MPU CBEPXHHU3KUX TeMIlepaTypax H30HpaTeIbHOCTh XHUMHU-
YECKUX PEAKIIMNA OYCHHh BBICOKA; /AK€ HE3HAUMTEIbHAs Pa3HUIIA B SHEPTUSIX BO3MOXKHBIX MPOTYK-
TOB MPUBOJUT K MPEUMYIIIECTBEHHOMY 00pa30BaHHIO 0oJiee BHITOJHOTO MPOIyKTa peakiuu. OnTu-
YECKHUE M30MEPhI HEPA3IMUYUMBI B OOBIYHBIX peakmusax. OQHAKO B TBEPHABIX CBEPXXOJIOIHBIX KPH-
CTaJJlax MEX3BE3/IHOTO JIbJia MOJ BO3JACHCTBMEM M3JIyYEHHUH M MATHUTHBIX TOJIEH MPOSBIAETCA
«aesuaumas» npu 300 K pasHuma — u mperMyIecTBEHHO 00pa3yroTCsl M30MEphl TOJBKO OJHOM
OpUeHTalUU. BO3HUKHOBEHHE HEPABHOMEPHOTO pAaCHpE/eNeHUsI ONTHYECKUX H30MEPOB MOKET
MIPUBECTU B KOHIIE KOHIIOB K «OnonornueckoMy bombsimomy B3peiBy», Koraa moJuMepsl U3 ONTHYE-
CKHUX M30MEPOB OJHOW OPHEHTAlUU OKaXKYTCs 00Jiee CIOCOOHBIMH K «CaMOCOOpKEe» — MpOIEeCCy,
UAyIIeMy B JTI000# xuBOH KieTke [18].
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KakoBa npu4uHa TOro, 4ro 0ejJKu nocTpoeHbl U3 L-amunokucaor? Eciau paccmatpuBaTh
OJTHOMEpHBIE CTPYKTYpHbIE (POPMYIJIBI aMUHOKHCIIOT, CTAHOBUTCSI COBEPILICHHO HE SICHO, IMOYEMY
uMeHHO L-amMuHOKHCHOTHI, @ He D-aMUHOKUCIOTBHIABIAIOTCS OCHOBHOM CTPYKTYPHOW €IMHMIIEH
Oenka, u nmouemy nub6o L-mb6o D-, a He ux cMecs? OTBET Ha MOCIEIHUN BOMPOC ITOCTATOYHO
MIPOCT — HE XBaTUT KOJOHOB IPHU TPUILIETHOM KOJE, a 0oJjiee CIOKHBIM KOJA — YEeThIPEXIUICTHBIMH,
BUMMO HE peajn3yeM. /{0 HacTOsAIIEero BpeMEeH! NMPEIoiIaraaoch, 4To BEIOOp ObUT CIIy4ailHbIM, HO
cefyac MosBWINCH CBEACHUS, YTO 3TO MHEHHE BPSJl SIBJIAETCS BEPHBIM.

Bo-nepBbix, D-aMHHOKHCIOTBI XMMHUYECKHU SIBJISIOTCS HECKOJIBKO MEHEE YCTOMYMBBIMU K
B-pacnany, yem L-aMHUHOKHCIOTBI, HO Pa3IMYUE CTOJIb HE3HAYUTEIHHO, YTO OHO HE MOXET 00BsC-
HUTH IPOUCIIENNICTro npeanourenus [19].

Bo-BTOopsIX, 6enkoBas 1emnb, nocTpoeHHast 3 D-aMuHOKHUCIIOT, MOXeT coaepkaTth kak Ca-Ca
cBs3u, Tak U Ca-CP. B aTom cirydae OenkoBas 1Iellb CTAHOBUTCSI MEHEE JKECTKOM, B HEW MOSBISIOT-
Csl IOTIOJIHUTEJIbHBIE CTEIIEHU CBOOO/IbI, MTO3BOJISIONINE OCYIIECTBIIATH IOMOJHUTEILHOE BpallleHHe
B nenu. Kak okaszaioch, 3TO MPENSTCTBYET CaMOIIPOM3BOJILHOMY CBepThiBaHuIO OcnkoB [20], a,
ClIeIOBaTeNIbHO, OEIOK Ha KX OCHOBE IOCTPOEH OBITh HE MOXKET.

B-TpeTpux, 1OMOJHUTENHHON U TTIABHOM MPUYMUHOM, OCYIIIECTBUBIIECH BEKTOPU3AIUIO OTOOpa
L-aMHUHOKHCIIOT MOT SIBUThCS L-CepHH, KOTOPBIiA, Kak ObLIO HETaBHO YCTAaHOBJIEHO, B BOJHOM cpejie
crioco0eH 00pa3oBBIBATh OKTANENTHABI, KaTalU3UpyIOIIWe mporecc cuHTe3a L-, HO He
D-aMUHOKHUCIOT, TO €CTh, OJHAX/IbI OSBUBIINICA B CMECH aMUHOKHUCIOT L-cepuH 4yepes3 HEKOTO-
poe BpeMsi MOJIHOCThIO CMECTHUT PAllEeMUYECKOe paBHOBECHE B CTOPOHY L-amuHOKucior (moapo0-
Hee, cM. aBy «Cepun).

B-uerBepthix, PoOept Xnif3eH M COaBT. OOHAPYKHIU, YTO KPUCTAJUIBI MUHEPAIBLHOTO Kallb-
uta (CaCOs) MOryT mpeanoyTUTeNnbHO aacopOupoBath D- wnu L-Gpopmbl KUCIOTHL acmaparuHo-
BOI KHUCIIOTHI U, B MPEABAPUTENBHBIX dKCIIepUMeHTax, D- wim L-popmax ananuHa B 3aBUCUMOCTHU
OT XMPaJIbHOCTU KPUCTAJUIMUECKON MOBEPXHOCTH. DTO BBI3BIBAIO CMEILEHHUE PAllEeMHUYECKOI0 PaB-
HOBECHs Ha HECKOJBKO IMPOLEHTOB. B aHaJIOrMuHbIX mpoleccax MPUHUMAIOT y4acThEe MOHMOPOJI-
JMHUATHI — MUHEPAJI, KOTOPBIH, KaK MMPeInoJaraloT, IOCIYK/WI OCHOBOH ¢opmupoBanus kak PHK u
JIHK, Tak u GenkoB Omaromapsi 0co00i TpeXMEpHOU CTPYKTYype MOBEPXHOCTH, MO3BOJISIONIEH KO-
MMPOBAThH CJIOXKHBIE OPIraHUYECKUE MOJIEKYJbl U3 UCXOJIHBIX BEIIECTB MO OJHAXKbl OCTABIEHHOMY
CJIETIKY aHAJIOTUYHON MOJIEKYJIbl Ha MOBEPXHOCTH MuHepana [21, 22]. MOHTMOpOJIJIOHUTHL U IIp.
aHAJIOTUYHBIE MIOPUCTHIE MAaTEPUAJIBI C YIIOPSAOYEHHBIM PACIOI0KEHUEM MaKCUMYMOB U MUHUMY-
MOB 3JIEKTPUYECKHX 3apsA70B HE TOJBKO HA IIOBEPXHOCTH, HO M BHYTPH MUKPOKANMIUIPHBIX MOJIOC-
Tell OTPUIBTPOBBIBAIOT PALIEMUUECKYIO CMECh, 3a/iepKuBasi D-3HaHTHOMEPbI aMUHOKHCIIOT BHYTPH
iacTa M M3BJIEKas UX TEM caMblM M3 MPeOMOTHYECKOrO0 XMMH3Ma M BbI3bIBas HaKOIJIEHUE
L-opmsr [23].

B-nAThIX, enie ofHOM NPUYMHOW CMEILEHUS PalleMHYeCKOro PaBHOBECHSI MOTJIM SIBISTHCS
s dexTsl Kpuctam3auuu. /i OoNbIIMHCTBA aMUHOKUCIIOT MOKa3aHO, YTO KPUCTAJUIM3ALUs U3
MIEPECHIIIEHHOTO PacTBOPAa BBI3BIBAET 00pa30BaHHE KPUCTAIJIOB NMPAKTUYECKH YUCTBHIX SHAHTHOMeE-
poB — 6o L-, mu6o D-dopm. bonee Toro, mporecc ynpapnsics L-apruHMHOM, KOTOPBIH croco0-
CTBOBaJ 00OpPa30BaHUIO CMENIAHHBIX KpUCTAUIOB L-aMuHOKHCITIOT [24].

B-mectoix, cerogHs yke MOHATHO, YTO 3HaMeHUToe MHeHue @. DHrenbca: «Ku3Hb ecTh cIo-
co0 CyIecTBOBaHUS OEJIKOBBIX T ...», — HE BepHO. JKU3Hb €CTh CIOCO0 CYIIECTBOBAHMS HYKJIEH-
HOBBIX KHCIJIOT, 0 KOTOpbIX ®D. DHrensc, B CUIIy UCTOPUYECKONW OTPaHMUEHHOCTH, HUUETO HE 3HAJL
PuGonyknenHOBbIE KUCIOTHI ObUIH MEPBUYHON OCHOBOW MPEIKU3HU, U IMEHHO OHHM B CHJIY CBOETO
XUMHAYECKOTO  CTPOEHHUS, ONPEAEISAIONIEr0 KOMIUIEMEHTApHOCTh aMHHOKHUCIOT, OTOOpaiu
L-aMUHOKHCIIOTBI JJIsl IOCTPOEHUsI OETTKOB MyTEM CO3/IaHUsl MEXaHHU3Ma KOJUPOBAHUS, MOCKOIbKY
B CHJIy BBILICTIEPEUUCICHHBIX NPUYMH L-aMUHOKHMCIOTHI OKa3aJUCh CTOXacTUYECKH Oosee ymo0-
HbIM MaTepuanoM (MeHee Hepro3aTpaTHbIM), yeM D-amuHokucnotel. B mocnegyromem chopmu-
poBaKch (pepMEHTATHUBHBIE CHCTEMBI KOOIEPATUBHO MOIEP)KUBAIOIINE HAOII0AaeMoe B HACTOS-
mee BpeMs CMEIIEHHE paleMUYEecKOro paBHOBECHS B CTOPOHY PE3KOro mnpeolnanaHus
L-aMHHOKHUCIIOT B OMOTE B IeJIOM U a0COIOTHOTO Mpeobiiaganus B OemKe.
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W3 npuBeieHHOro0 KpaTKOro aHalln3a MPUYMH CMEIIEHUS XUPAIbHOCTH B CTOPOHY CYIIIECTBO-
BaHUS OMOTHI, TIOCTPOCHHOM Ha oCHOBEe L-amumHOkmcnoT n D-caxapoB, cTaHOBUTCS SICHO, YTO Ha-
Omotaemasi KapTuHa cOpMHUPOBAJIaCh B pe3yNbTaTe KOONEPATUBHOTO B3aUMOICHCTBUSI MHOTHUX HE
CBSI3aHHBIX (PU3MYECKHUX M XUMUYECKUX (DaKTOPOB.

MeteopuTsl caejiail AMHHOKHUCIOTHI )KMBbIX OPraHU3MOB «IeBIIAMM». DTO OTKPBITHE
OBUIO CHIEaHO B PE3YNIbTATe MOMBITOK YCTAHOBUTh NPUYHMHY HOMHHUpOBaHUS L-amunokucnor. Co-
[JIACHO MPEJINOJIOKEHHI0, aMUHOKHUCIIOTHI MOTJIM 00pa30BbIBaThCS B KOCMOce U3 (popMaliiHa U aM-
MHaKa, SBISIOIUXCS MEX3BE3THBIMU ra3aMH, B Pe3yJbTaTe UX 00pabOTKH KECTKUM KOCMHUYECKUM
u3nyyeHueM. M3BecTHO, YTO MPOCTPAHCTBEHHAs CTPYKTYypa MOJIEKYJ aMHUHOKHCIIOT MPH OJHMHAKO-
BOM COCTaBE MOKET oTiHyaTrbcs. OTHUM U3 BOZMOXKHBIX BapUAHTOB OTJIMYHUS SBISETCS 3epKaTbHas
n3oMepust (3epKalibHbIe U30MEpPbl HEBO3MOKHO COBMECTUTH JIPYr C JPYrOM JBHXKEHUEM B IPO-
cTpaHcTBe). B pe3ynbTare aMHHOKHCIOTHI MOTYT UMeTh L-(hopMbl («I1eBOCTOpOHHHE» (HOPMBI) U
D-dbopmsl («tipaBocTopoHHUE» QopMbl). 3BECTHO, UTO B JKMBBIX OPraHU3Max JOMUHHUPYIOT UMEH-
HO <JICBOCTOPOHHHUE» aMHUHOKHCIOTHL. Ecnm Obl B KOCMOCE yAaioCh OOHAPYXKHTH PAlEMHUYECKOE
COOTHOIIIEHNE aMUHOKHUCIIOT, TO IPUYUHA TOMUHUPOBAHUS L-aMUHOKUCIIOT A0KHA HAXOAUTHCS Ha
3emJie ¥ 3TO SIBIIEHUE, CKOpEee BCET0, ObLIO CIEACTBUEM CIYyYaliHOCTH.

buonoru u3 llentpa kocmuyeckux mnojieroB ['omnapaa (CILIA) ycraHOBHIM, YTO TMPUYHMHON
JOMUHHPOBAHUSI B OENIKaXx >XMBBIX OPraHU3MOB TaK Ha3bIBaeMbIX L-popMm («IEBOCTOPOHHHXY
(GbopM) aMHHOKHCIIOT SIBISIIOTCS METEOPHUTHI (CTaThs OMyONIMKOBaHa B kypHane Proceedings of
National Academy of Sciences, a ee KpaTkoe H3JIOXKEHHE TOCTYMHO Ha caiite Science NOW).
B pamkax cBoero ucciieoBaHus YU€HbIE MbITAINCH HAUTH NMPUYUHBI MOAO0HON acummeTpuu. J{is
ATOrO OHU M3y4alld COOTHOIIEHHE OMHCAHHBIX (POPM aMUHOKHCIOTHI M30BAJMHA B YIABIIUX Ha
3emito MeTeopuTax. B kauecTBe 00BEKTOB UCCIeOBaHMs ObUIM BHIOpAaHBI METEOPUTH MypUHCOH
(Murchison) u Opreiin (Orgueil), a Taksxke LEW 90500, LON 94102, QUE 99177 u EET 92042.
Bo3zpacT u3yuaembix MereopuToB coctaBuia 4,5 muuuapna jaer. [lo cioBaMm camux uccienoBare-
Jeil, OHU OXUAATU OOHAPYKUTh MPUMEPHO paBHOE cooTHolieHue L- u D-dopm. OnHako um yna-
JIOCh YCTaHOBHTB, YTO B METEOPHUTAX NMPUCYTCTBYET B cpeaHeM Ha 15-18 % Gosblie «71€BOCTOPOH-
HUX» aMHHOKHCIIOT, YeM HMX «IIpaBOCTOPOHHUX» BapuaHTOB. [lonmararoT, 4T0 UMEHHO METEOPHUTHI
3aHECIM Ha JPEBHIOI0 3€MJII0 aMHUHOKHUCIIOTHI ¢ M30BITKOM <«JIEBOCTOPOHHHX)» BapHaHTOB. B pe-
3yJbTaTe, KOrAa Ha IJIaHeTe MOSBUIIACh )KU3Hb, TO OHA CTaJla UCIOJIb30BaTh UMEHHO L-(popMbl.

Tounass mpuYMHA JOMHHHAPOBAHUS OCTAaJlaCh HEU3BECTHA, OJHAKO, OHM OTMEYAroT, YTO JI0-
MOJTHUTEJbHBIE «JIEBOCTOPOHHHME» MOJIEKYJIBI MOTJIM 00pa30BaThCs B pe3ysbTaTe B3auMOJCHCTBUSA
aMUHOKHCIIOT ¢ BOJIOM. B moarBepkaeHue 3Toro roBoput ToT ¢akrt, yto L-popm Ob10 Gosbie B
TeX METeOpHUTax, rje 0bu10 Gosbie Baaru. Kpome 3Toro, CBOK poiib MOIJIA ChHITpaTh KOCMUYECKas
paauanus, BO3JICHCTBUIO KOTOPOil mojBepraiuch mereoputsl [4, 20, 25]. BripodeM, mo MHEHUIO
HEKOTOPBIX CIEHHUATUCTOB, OOHAPY)KEHHOE JOMHUHHMPOBAHUE MOTJO OBITh PE3yJbTaTOM 3arps3He-
HUSI METEOPUTOB OMOJIOTHYECKUMU oOpa3iamu yxe Ha 3emie. Ele ofHOM «KOCMUYECKON» TUIoTe-
300, 00bsACHsIONIEeH peobatanue L-aMUHOKHUCIOT B )KMBOM MHUpE, SBISETCS MHEHHUE XUMUKA YBe
MaiiepeHprxa, KOTOpPbIM CUUTAET, YTO Ha 3eMIII0 U3 KOCMOCA IONaiaidll B OCHOBHOM UMEHHO JIEBO-
CTOPOHHHME aMHMHOKHUCIIOTHI, MOCKOJBbKY IHUPKYJISIPHO MOJSIPU30BAHHOE KOCMHUYECKOE H3ITy4YECHHE
pa3pyuImio NpaBOCTOPOHHUE aMUHOKHUCIIOTHI, HO TIOLAAMIIO JIEBOCTOPOHHHUE.

HecrangapTHble aMHHOKHCJIOTHI M «00X01» IeHeTHYeCKOro kojaa. B Hacrosiiee Bpems
YCTaHOBJIEHO, YTO B 00pa3oBaHUM Oejika y4acTBYIOT JIBaJUaTh JIBE aMHUHOKHUCIOTHL [[Baanarh u3
HUX — KOOupyembvle W HA3BIBAIOTCA KAHOHUYECKUMU U CMAHOAPMHbLIMU AMUHOKUCIOTaMU
(Tabn. 2). Kpome aMUHOKUCIIOT, MPEACTABICHHBIX B Ta0J. 2, K CTAaHJIaPTHBIM aMUHOKHUCIIOTaM UHO-
I71a IPUUHCISIIOT HeKoOupyemble CEICHOIMCTENH U MUppoan3uH. CeleHOMCTenH — HeCTaHAapTHAs
«IBaJIaTh MepBas» aMUHOKHUCIIOTA, OTINYAIOMIAsACA OT OOBIYHOTO UCTEHHA TEM, YTO BMECTO aTo-
Ma Cephbl B €€ COCTaB BXOJUT aToM cejieHa. CeleHOUUCTENH SBIseTCS 003aTebHBIM KOMIIOHEHTOM
HECKOJIbKUX Ba)XKHBIX ()EPMEHTOB B OpraHM3Me >KMBOTHBIX (BKJIIOYAs YeJ0BEKa), MpOoCTeHnX, Oax-
Tepuil U apxed. benku, conepxaliye CelCHOIMCTEHH, HA3bIBAIOT CEJIEHONpOoTenHaMH. B renome
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qenoBeKa coaepkuTcs 6osnee 20 reHOB CENIEHONPOTEHHOB, a CENieH SBISETCS HEOOXOIUMBIM KOM-
MMOHCHTOM MHUTAHUS, ¥ €T0 HEJJOCTATOK B MHUIIIE TPUBOIUT K PA3IMIHBIM 3a00JICBAHUSIM.

Kpome cenenonucrenHa, KOTOPbIM cUMTAlOT 21-i aMMHOKHMCIIOTOM, CYIIECTBYET U 22-1 —
nuppoian3uH. OH BXOAUT B COCTaB HEKOTOPBIX BAKHBIX (PEPMEHTOB y OPTaHU3MOB, CUHUTAIOIIUXCS
OJIHUMM W3 JPEBHEHIIMX Ha IUIAHETE, apXeh-MeTaHOreHOB. [Iupponus3uH, Kak M CeleHOLMCTENH,
KoJupyeTcs kKaHOHHYecKuM cton-kogoHoM (UAG), u Toke B COYETAaHUU CO CHEIUAIbHOU peryssi-
TOPHOH «IIMUWIBLKOM» B HEKoaupymomiei obaactu reHa [8]. Kpome Toro, B HEKOTOpPBIX OejKax mpu-
CYTCTBYIOT CIIeHU(HUECKUE HeCmaHOapmHble aMUHOKUCIIOTHI, SBIISIONIMECS IPOU3BOJHBIMH CTaH-
napTHeIX. OHU 00pa3yroTCs MyTeM MOCTTPAHCISIIMOHHON Moaudukanuu 0enka, TO ecTh, OCTaTOK
aAMHMHOKHCIIOTHI YK€ B COCTaBe Oellka MOJBEpraeTcsi JONOJHUTEIBHOMY XHUMUYECKOMY IpeBparie-
HUIO.

CrangapTHBIM T€HETHUYECKUMH KOJ NPEILyCMATPUBAET BO3MOXHOCTb KOIAMPOBAHHUS TOJBKO
NBAALIATH «KAHOHUYECKUX» aMHUHOKHCIIOT, U AJI TOTO, YTOOBI 3aKOJUPOBATh JABAALATH HEPBYIO,
9BOJIIOLIMU TIPUILIOCH MONTH HA XUTPOCTh. (151 KOAMPOBaHUSI CEIEHOLUCTENHA UCIIOIb3YETCs KO-
noH UGA, KOTOpBIH MO YMOTYAHUIO SIBJISIETCS CTON-KOJIOHOM, TO €CTh CHUTHAJIM3UPYET 00 OKOHYa-
HUM CHHTE3a 0eJIKOBOM MOseKynbl. OHAKO €CIU 32 KOJUPYIOIIUM YJaCTKOM I'eHa CIelyeT ocodast
MOCIIEI0BATEIbHOCTh HYKJIEOTHAOB, Koropas HasbiBaeTcsi SECIS (selenocysteine insertion
sequence), anmapat cuHTe3a 0enka narepnperupyeT kojgoH UGA (CTOM-KOJI0OH) Kak KOIUPYIOIINMA
cenenonucrend. OTHAKO €CNIM 33 KOJUPYIOIIMM YYacTKOM T€Ha cliefyeT ocolasi MmociieoBaTeb-
HOCTHh HYKJICOTHI0B, KoTtopas HaszwiBaeTcsi SECIS (selenocysteine insertion sequence), ammapar
cuHTe3a Oernka uHTepnperupyeT kogoH UGA Kak KOIUPYIOUINIl CEeeHOLUCTEHH.

VY opranusmoB, B T€HOME KOTOPBIX €CTh I'€HbI CEJIEHONPOTEUHOB, UMEETCSI CIelMalbHas ce-
neHonporenHoBasa TpaHcnoptHas PHK, koropas pacnosznaer xogon UGA npu momomu Kowiuie-
MeHTapHoro emy antukogona UCA. [locnenoBarensHocts SECIS B X0/1e TpaHCKpUIILIMM BKJIFOYA-
ercst B coctaB MatpuuHoit PHK, cuHTe3supyemoii Ha OCHOBE celeHONpoTenHOBOro rexHa. Oxazas-
mmck B coctaBe MaTpuuHoil PHK, SECIS cBopaunBaercss B 0co0yt0 TpPEXMEpHYIO CTPYKTYPY —
«UINWIBKY» € IBYMsI II€TEIbKaMU, KOTOpasi U CIYXUT CUTHAJIOM, 3aCTaBJISIOLIMM allapar CUHTe3a
6enka npucoeanHuTh K kKoJjoHy UGA tpancnoptHyto PHK, Hecymyto ceneHonucTerH.

VY npoxxxkelt, BOZOPOCIIeH U BBICIIUX PACTEHHUI CEJICHOIUCTEUH, BO3MOXKHO, Y4acTBYeT B OMO-
CHHTE3€¢ CelICHOMETHOHHUHA [26], sBistornerocss KaHAUAaTOM B 23-10 IPOTEHHOICHHYI0 aMHUHOKHC-
JIOTY, BKJIIOUEHUE KOTOPOIl B OEJIOK TaK)Ke MPOMCXOAUT C MOMOUIbIO CTOM-KOJIOHOB. Y CTaHOBJIEHO,
YTO 3HAYUTEbHAS YacCTh CEJICHOLMUCTENHA JPOXKIKEHU, BOLOPOCIEH U BBICIIUX PACTEHUH y4acTBYET
B 00pa30BaHUM CEIEHOMETHOHWHA, OCHOBHOM NyTh CHHTE3a KOTOPOr0 HAYMHAETCs C acmaprara,
HEMOCPEACTBEHHO MpeBpamiatonerocss B f-acmaptuidocdar wind momyaabAeTHi acrnaparuHOBOU
kucnotel. [locnenHuii  mpeBpamaeTcss B TOMOCEPHUH, KOTOpBIM, depe3 oOpasyromuics
0-CYKLIMHUJITOMOCEPHH, MEPEXOIUT B CEICHOMCTaTUOHNH, METa0OIU3UPYIOIIUICS B CEIEHOTOMO-
LUCTENH, a IOCIEAHUNA — B CEICHOMETHOHHH.

’KuBoTHBIE, TTO-BUTUMOMY, HCIOJIB3YIOT CEIEHOMETHOHUH PACTEHUH, JIMOO OCYIIECTBISIIOT
€ro MOCTTPAHCISIMOHHBIN CHHTE3, 3aMEHAs CyAb(UIHYI0 IPYIIy METHOHMHOBOIO OCTaTKa Ha ce-
JEHUHYIO.

Chucox JUTEPATypPhI K IJ1aBe ((Oﬁl[laﬂ XapaKTEePUCTUKA MPOTCHOT¢eHHbIX AMUHOKHUCJI0T

1. OGmas nyrpunuonorus: Yuebnoe nocooue / A.H. Maptunuuk, 1.B. Maes, O.0. Snymesuu. —
M. : MEInpecc-undopm, 2005. 392 c.

2. Mapmrann B.JI. Knunanueckas 6uoxumusi / B.J1. Mapmamn. — Ilep. ¢ anrn. M.—CII6. : U3n-Bo
BMHOM; Hesckuit {lnanekt, 2000. — 367 c.

3. Miller S.L. Production of amino acids under possible primitive earth conditions / S.L. Miller //
Science. — 1953. — Vol. 117. — P.528-529.

4. Miller S.L. Organic compound synthesis on the primitive earth / S.L. Miller, H.C. Urey. // Sci-
ence. — 1959. —Vol. 130. — P. 245-251.

29




OBIIAA XAPAKTEPUCTUKA IPOTEUMHOI'EHHBIX AMUHOKHUCJIOT
e[|
5. Miller S. L. The origins of life on the earth / S.L. Miller, E.O. Leslie. — Englewood Cliffs, NJ,
Prentice-Hall, 1974.

6. de Pouplana R. Aminoacyl-tRNA synthetases: potential markers of genetic code development /
Ribas de Pouplana, L. P. Schimmel // TRENDS in Biochem. Sci. — 2001. — VVol.26. — P.591-596.

7. de Pouplana R. Two classes of tRNA synthetases suggested by sterically compatible dockings on
tRNA acceptor stem / Ribas de Pouplana, L. P. Schimmel // Cell. — 2001. — Vol. 104. — P.191-193.
8. Turanov A.A. Genetic Code Supports Targeted Insertion of Two Amino Acids by One Codon
/ A.A. Turanov [et al.] // Science.— 2008. — Vol. 323. — P. 259-261.

9. bmromendensn JILA. Pemraemple H Hepemaembie MpoOJeMbl  OHoOJIOTHYECKOW (u3uku /
JLLA. bmomendensa. — M. : Emutopuan YPCC, 2002. — 160 c.

10.  Bradley W.L. Information and the origin of life / W.L. Bradley, C.B. Thaxton. — In: Mo-
reland J.P., editor. The creation hypothesis: science evidence for an intelligent designer. — Downers
Grove, IlI. : InterVarsity Press, 1994, — P. 173-210.

11.  Crick F. Life itself: its origin and nature. New York: Simon and Schuster, 1981. — P. 51.

12. Morowitz H.J. Energy flow in biology: biological organization as a problem in thermal physics
/ H.J. Morowitz. — New York & London: Academic Press, 1968. — P. 67.

13. Coxos JI.A. Camoopranuzanus U mocleayroas BOIIOLKS KUBOTO BellecTBa BO BcenenHoit
OJTHO M3 CBOWCTB OapuonHoi Marepuu (ctatbs) / JI.A. CokoB. — CuHEpreTuka NpupOIHBIX, TEXHH-
YEeCKUX M COIUANBbHO-2KOHOMUYEcKkHX cucteM : CO. crareit VI MexayHapoiHO#l Hayd.-TeXH. KOH(.
— Tonwsiti : U3n-Bo IIBI'YC, 2009. — C. 6-20.

14. Tepenun A.H. IIpoucxoxaenue xu3nu Ha 3emie / A.H. Tepenun. — Tes. Mexaynap. Cumir.:
nox pexn. AWM. Onapuna u ap. — M. : I3a-Bo AH CCCP, 1959. —c. 144.

15. Groth W.E. Photochemical formation of organic compounds from mixtures of simple gases /
W.E. Groth, H.V. Weysenhoff // Planet. Space Sci. — 1960. — Ne 2. — P. 79.

16. Lutuposano no: I'ontapesa H.b. CuHTe3 opraHn4eckux BEUIECTB — MPEANICCTBEHHUKOB TEp-
BbIX KHUBBIX CUCTEM I10J BIIMAHHUEM (I)I/ISI/I‘{CCKI/IX Q)aKTOpOB KOCMHUYECKOM CpEabl: aBTope(b. ... KaHA.
¢.-mar. Hayk 2003, C-I16. — 24 c.

17. Coxos JI.A. T'unoresa MNEPUOANICCKOTO BOBHUKHOBCHHSA KM3HU HA IIJIAHCTAX 3eMHOH rpyaribl 1
He TONbKO. .. / JI.A. CokoB. — CuHepreTuka NpupoIHbIX, TEXHUYECKUX U COLUAIbHO-IKOHOMHYECKUX
cucteM : CO. crareit IX MexayHapoHoit Hayu.-TexH. kKoH$. — Tonbartu : M3n-so IIBI'YC, 2011.

18. Cepebporckas K.b. CymHocTs xu3nu. Ucropus moncka. — Ku. nepBas. — M.: U3n-Bo akaze-
mun MBJI, 1994. — 400 c.

19. Xummnueckas ¢usuka Ha mopore XXI Beka: K 100-neruto akamemuka H.H. CemenoBa. — M.:
Hayxka, 1996. — 224 c.

20. Bonner W.A. Asymmetric degradation of DL-leucin with longitudinally polarized electrons /
W.A. Bonner, van M.A. Dort, M.R. Yearian // Nature. — 1975. — V. 258. P. 419.

21. Miller S.L. Production of some organic compounds under possible primitive Earth condition /
S.L. Miller // J. Amer. Chem. Soc. —1954. — V. 77. — P. 2351.

22. Miller S.L. The origins of life on the earth / S.L. Miller, E.O. Leslie. — Englewood Cliffs, NJ,
Prentice-Hall, 1974.

23. Hazen R.M. Selective adsorption of L- and D-amino acids on calcite: Implications for bio-
chemical homochirality / R.M. Hazen, T.R. Filley, G.A. Goodfriend // Proc. Natl. Acad. Sci. —
2001. — Vol. 98. — P. 5487-5490.

24. Viedma C. Enantiomeric crystallization from DL-aspartic and DL-glutamic acids: implications
for biomolecular chirality in the origin of life / C. Viedma // Orig. Life Evol. Biosph. — 2001. —
Vol. 31. — P. 501-509.

25. Kojo S. Racemic D,L-asparagine causes enantiomeric excess of other coexisting racemic
D,L-amino acids during recrystallization: a hypothesis accounting for the origin of L-amino acids in
the biosphere / S Kojo [et al.] // Chem. Commun. — 2004. — P. 2146-2147.

26. Schrauzer G.N Selenomethionine: A Review of Its Nutritional Significance, Metabolism and
Toxicity / G.N. Schrauzer // J. of Nutrition. — 2000. — Vol. 130. — P. 1653-1656.

30




TJITALAH

(W 07000705 e

3amenumasi, koaupyemasi aMmuHokuciaora, CoHsNO;, kogoHbI —

GGU, GGC, GGA, GGG.

CHHOHMMBI: aMHHOYKCYCHasi KHCJIOTa, IVIMKOKOJ, Aciport, Aminoacetic acid, Amitone,

Glicocol, Glicosil, Glycosthene, Glycolixir.

0
H,N— CH—C——OH

H

H,N
OH

DU3NKO-XUMHYECKAsl XapaKTEePUCTHKA.

Tounas macca 75,03. Monekynspuslii Bec 75,07.
C-32,0; H-6,71; N -18,66; O — 42,63.
becuBeTHble KpHCTaUIbl; TemrepaTypa IUIaBICHUS
232-236°C (c pa3inox)eHueM); XOpoIIo PacTBOPHM B
Bozie — 25,0 /100 r H,0O mpu 25°C, He pacTBOpUM B
OOJIBIIMHCTBE OPraHMYECKUX PacTBOPUTENEH, UMEET
cnanakuii Bkyc. pl 5,97. IIpu 25°C pK, COOH u NH;
2,34 1 9,6 COOTBETCTBEHHO.

OcoGennoctu. ['MunuH SBIASETCS EAMHCTBEHHOMN
IIPOTEMHOT€HHOW aMHHOKMCIIOTOM, B MOJIEKYJIE KO-
TOPOIl OTCYTCTBYET aCUMMETPHUHBIM aTOM YTIiepo-
Jla, TOATOMY IJIMLIMH He sABhsercds HU L-, Hu
D-amunokucnoroii. Kpome Toro, rnmuuuH He sBiS-
€TCsl HU TOJSIPHOM, HU HENOJIIPHOW aMHHOKMCIIO-
Toil. OTHOCUTCS K TpyIIe aludaTuyecKux aMuHO-
KHUCIIOT. B CBA3M € OTCYTCTBHEM acUMMETpPUU IpU
Coa, rmunuH U3rudaeT OCHOBHYIO LIE€TIb U CIIOCOOCT-
ByeT OoJiee IUIOTHOM yIakoBKe OeJKa B TpeXMEpPHOH
crpykrype. [Io 37Ol ke mpu4uHe BKIKOYEHHUE IIU-

1820 r. ¢panmysckuif xumuxk AHpU BpakoHHO
HOABEPr KHUCJIOTHOMY THIPOJM3Y IMOJIy4eHHBIH
n3 menka xeratuH. OH MpeArnoarai, 4To eCIH
LEJUII0JI03a TIPU KUCJIOTHOM THUIPOJIU3E pacia-
JlaeTcs Ha Ooee MPOCThle MOJIEKYIIBI ¢ 00pa3o-
BaHHEM caxapa, TO TOXKE CaMoe IPOU30HIET C
XKelaTHHOM. B pesynpTare ObLT MOIYy4eH P
OPOAYKTOB, OAMH M3 KOTOPBIX MM CIaJKui
BKYyC, M03TOMY BpakoHHO pemmi, 4To OH OT-
KPBLUI «caxap JKelaTHHa».

1838 r. BBIACHHMIIOCH, YTO 3TOT «caxap» Coaep-
JKAT a30T, KOTOPBIH B caxapax OTCYTCTBYeT.
ITosToMy BeliecTBO, OTKpEITOe bpakoHHO, OBLIO
neperMeHoBanu B enuyun (0T Tped. YAYKWYG —
cnaakuii). B maMsaTe 0 TOM, YTO TJIMIAH OBLT
MOJTy4YeH U3 KelaTuHa (KUBOTHBIM Kiel) ero
TaKOKe Ha3BaIM 2IUKOKOAOM, YTO JIOCIOBHO IIe-
PEBOUTCST KaK «CIAAKUH KIIEi». A IOCKOJIBKY
3TO BEIIECTBO OKa3al0Ch aMUHOM YKCYCHOH
KHUCJIOTBI, TO €0 TaKKe Ha3BaIU AMUHOYKCYCHOU
KUCIOMOU.

CocraB riHIyHa ycTaHOBIeH JKepapoM.

OUHa B NCUTUAHYIO LECIIb OTPAHUYCHO, ITOCKOJIBKY IIPUBOAUT K IIPGSMCPHOI\/'I JTa0UILHOCTH OC-

HOBHOI1 IIENH.

buocuHTe3 MIMIMHA OCYLIECTBIIACTCA HECKOIBKUMU IIyTSMH, HAIIPUMED, IE€peaMUHUPOBa-
HHEM TJTHOKCHIIOBOM KUCIOTHI (1), HCTOYHMKOM aMHHHO# TPYIIIBI CIY)KAT IIIyTaMat WK aJlaHWH:

OH

-NH,
TpaHCaMHWHa3a

(0]
I'nnokcunoBas k-ta

H,N

)

1)

OH

I'mumun

" 31ech u ganee Bee GOPMyIIBI IOCTPOCHBI B PHKIaAHOI nporpamme ChemBioOffice 2008 ¢ mpumMenennem pacue-

Ta MUHUMH3AIMX Heprun npu 36,6°C.
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B pesymbraTe AeWcTBUS TIMUMHCHHTA3bl MPU YYaCTUH TETPAruapOoQOIMEBONl KHCIOTHI H

NADH + H* (2):

TI®K N3, N'-CH,-TI ®K

O
CO, +NH \ / -
2 3 TrumuncnnTasa / \\ HzN\)J\ )
OH

NADH+H"™ NAD"

Bo3MoxxHO B3ammomnpeBpallleHue TIIMIMHA U CEPUHA C MOMOIIbI0 MUPHUIOKCATIb3aBUCUMON Ce-
pHH-OKCUMETHITpaHchepasbl B IPUCYTCTBUH TETPAruapopoIneBoi KUCaoThl (3):

N>, N!%-CH,-TT'®K TT®K
\/ OH
@]
Bg, cepuHoKcumermiTpancdepasa N
- 2
H,N K o ©)
OH
H,O
HO
I'munune Cepun

[TockonbKy CepHH JIErKO MpeBpallaeTcsl B MUPOBUHOIPAJHYIO KUCIOTY IO JAEHCTBUEM CEpHH-
JeTupaTasbl, TO B TKaHAX UMEIOTCS YCIOBHUS /IS MIPEBpAILEHUs [VIMIUHA Yepe3 CEpUH B MUPY-
BaT. DTUM IIyTEM OCYLIECTBIISETCS ydyacTHe TIIMIMHA B OOMEHE yrieBoAoB. B3aumonpespalenue
TPEOHHHA U TIUIKWHA OCYIIECTBIISETCS C TIOMOIIBI0 TPEOHHHAIB101a3bI (4):

-CH,-CHOH OH
O TPEOHUHAJIB0JIa3a
D H,N
H,N o @
OH
:l/////OH
['mnye Tpeonnn

Posb B o0mMene BemecTB. M3 rmunuHa B KUBBIX KJIETKAaX CHHTE3UPYIOTCS MOPGOUPUHBI U PNl

npyrux Bemiects (Cxema 7):

Cxema 7 L

32
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I'myratuoHn ] [ I'mroko3a (rMKoreH)

Kpearun ] [ benku

MypaBbrHasg KUCI0Ta Jlunu s

['unmypoBas kucnoTa I'em (remorno6uH)

H,0 + CO, + NH3 [Typunsr (JIHK, PHK)

JKemuHble KUCIIOTHI




TJITALAH

®a30BOKOHTPACTHASE MUKPO(pOTOrpadgus KPpUCTALIOB
O-TJIMIIUHA ¢
http://micro.magnet.fsu.edu/aminoacids/pages/glycine.html

OCHOBHBIM ITyTeM KaTaboJIM3Ma TIIMIMHA B XMBOTHBIX TKaHsX, sBisiercs pacnan Ha COo,
5 \(10 .
NH3z 1 N°, N -meTunenrerparuapodonueByto kucioty (5):

O

+TI'oK
OH

H,N CO, + NH; + N> N'%-CH,-TI ®K (5)

M3BECTHO HACIICICTBEHHOE HApYyIIEHHWE JEATEIbHOCTH 3TON TJIMIMHPACIIEIUIAIONEH GpepMeHT-
HOM CHCTEMBI, COCTOSINEH M3 YEThIpEX OEIKOB, COMPOBOKIAIONIEECS HEKETOTCHHOM TIIHIIHHEMH-
€if, OCHOBHBIM MECTOM JIOKAJIU3ALUH KOTOPO# ABJIAIOTCSA I€YEHb U TOJIOBHOM MO3T.

I'MuoMH TpHHAMAaeT ydacTHE Ha IIEPBOM JTalle CHHTE3a rema, Ipd  00pa3oBaHUM
3-aMHHOJIEBYJICHOBOM KHCJIOTBI, M3 JBYX MOJIEKYJ KOTOPOW Ha BTOPOM i3Tare (HOopMUpPYeTCs
nopbupruHOBOE K0JIb110 (6):

O HS-K@
+ - + COZ
H,N 0) d-aMHHOJIEBYJICHCUHTA3a o
OH

0 (6)

| wnS-KoA

O
NH,

B o0pazoBanuu myprHOBOTO KOHJEHCHPOBAHHOTO T€TEPOLIMKIIA TIHIMH Y4acTBYEeT Bcel
MOJIEKYJION U CITy>KUT UCTOUYHUKOM Cy4, Cs 11 N7:

/\S/N7
N c
)
X TN
N H

buosornyeckue 3¢ dexrol. [MINUH ABISETCI MEAUATOPOM LEHTPAIBHOW HEPBHOM CHC-
TEMBI, KAK TaKOBOW, OH y4acTBYET B PEAIM3aLMN IIPOLECCOB TOPMOKEHHMSI, KAK B KOPE TOJIOBHO-
ro MO3ra, TaK ¥ B HIDKEIEXKAIIUX CTPYKTypax. B3zaumozelcTsue rMIyHa ¢ TIIMIUHOBBIMU pe-
LEeNTOopaMu MPHUBOJUT K OTKPBHITUIO XJIOPHBIX KaHanoB [l], rumepnonspu3anud MeMOpaHbl U
pacnpocTpaHEHUI0 TOpMOXkeHHsI Kak TOpMO3Has aMHMHOKHCIIOTA, TJIMIUH YMEHBIIAET BbIJEIE-
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HHUE U3 HEHPOHOB «BO30YKIAIOIINX)» aMUHOKHCIIOT, TAKUX, KaK IIyramMaT U acmapraT, U CTHMY-
JUpPYeT BBICBOOOXKIEHUE 7Y-aMHUHOMACIsAHOM kucinotrel. Kpome TOoro, ou obnagaer
01-aApEHOOIOKUPYIOIINM, aHTHOKCUIAHTHBIM M aHTUTOKCUYECKUM JIeHCTBUEM. B cTMHHOM MO3-
re MIMIMH OCYHIECTBIIIET TOPMOKEHUE MEpeaul B ABUTATEIbHBIX HEHpPOHAX CHMHHOTO MO3ra,
MPOJIOJTOBATOr0 MO3Ta U MOCTa, BHICBOOOXKIasiICh B OCHOBHOM M3 CErMEHTApHBIX MHTEPHEHpPO-
HOB M IPONPUOCIMHAIBHBIX CUCTEM M MHTUOMPYs MOCPEICTBOM aKCOAECHAPUTUYECKUX U AKCO-
AKCOHAJIbHBIX KOHTAaKTOB MOTOHEHpPOHBI. biiokaga cMHANTUYECKOr0 TOPMOKEHHSI TIIUIIMHOM Ha
YPOBHE CIIMHHOI'O MO3Ta, BbI3BaHHAs T.H. CyJOPOKHBIMH sJ1aMU (CTOJIOHSYHBINA TOKCHH, CTPUX-
HUH), COITPOBOXK/IA€TCS] TeHEPAIU30BAHHBIMU CYJJOPOTaMU, IPUBOISIIMMH K CMEPTH BCIICACTBHE
napanuya JbIXaTelIbHOW MycKynatypbl. OnHako mo3jaHee ObUIa JI0Ka3zaHa pOJib TIIMIUHA Kak
TOPMO3HOT0 HEHPOTPAaHCMUTTEPA MPaKTUUECKH BO Beex otaenax [{HC.

Toukoll IpuI0KeHUs INIMIMHA, KAaK MEIUATOPA, SIBJISIOTCSI KAK COOCTBEHHBIE TJIMIIUHOBBIE,
tak 1 'AMK- u NMDA-penentopsl. s HOpManbHOro (yHKIIMOHUPOBAHUS TIIyTaMaTHBIX
NMDA-peuenTopoB TIHIMH HEOOXOUM B CYOMUKPOMOJICKYIISIPHBIX KOHIIEHTpAIHsX. Bo30yx-
neane NMDA-perienTopoB BO3MOXHO TOJIBKO MPU B3aUMOJCHCTBUY TIHUIIMHA C HEUYBCTBUTE b-
HbIMM K CTPUXHHMHY IJIMIIMHOBBIMHM calTamH, pacroyiokeHHbIMH Ha NMDA-penentope. Otu
YUaCTKH CBSI3bIBAHUS B HOPMAJIBHBIX YCIOBHUSX 1N VIVO MOJHOCTBIO 3aHATHI SHJOTEHHBIM TIIHIIH-
HOM y4acTKu. B ronoBHOM Mo3re 0oJblias INIOTHOCTh MIMIIMHOBBIX PELENTOPOB OOHApYKEeHA B
CTBOJIE, KOpe OONBILINX MONYIIApUH, CTpUaTyMe, AIpax rUroraiaMmyca, IpOBOJIHUKAX OT JIOOHOM
KOPbI K THIIOTAJIaMyCy, MO3KEUKE.

BBeneHue )KUBOTHBIM BBICOKHX 103 ruiHa nian D-nimknocepuna, odmanatomero 40-60%
3 PEKTUBHOCTH TIHMIHMHA, BBI3BIBAET MPOTHBOCYIOPOKHBIA 3¢ ekt u ycunuBaeT 3pQPeKTHB-
HOCTb MPOTHBOSIUIENITUYECKUX CpeAcTB. KpoMe TOro, ruiuH criocoOeH CBSA3bIBATHCS C HU3KO-
MOJIEKYJISIPHBIMM TOKCHUYHBIMU BEILIECTBAMHU — alIbJIETU]Ibl, KETOHbI — OOpa3yroIMMUCS MpU
UIIEMHUH, YeM OOBSCHSIOT €r0 aHTUUIIEMHYECKOE U aHTUTOKCUYECKOE ICUCTBUE MIPH TOBPEXKIe-
HUSX TOJIOBHOTO MO3Ta.

JepuumT riauuuHa. YMepeHHbIH AeUIUT INIUIMHA B TOJJOBHOM MO3T€ COIMPOBOXKIAETCS
yMeHbllleHneM 3 (HEKTUBHOCTH TOPMO3HBIX 3((HEKTOB, YTO CONPOBOXKIAETCS MOBBILIEHHON BO3-
OyAMMOCTBIO, BCIIBUIBYMBOCTBIO, HAPYIIEHUEM CHA, 00y4aeMOCTH.

N30bITOK rIMIMHA M3BECTEH KAK HEKETOTHYECKash TMIEPIIIMKEMUS, Pa3BUBAETCS BCIE-
CTBUE CHIKEHHOW aKTUBHOCTH IIEUYEHOYHOM CHUCTEMBI pacllelieHus rmnnHa. Haunnaercs yxe
B HEOHATaJIbHOM IEPUO/IE, POSABISETCS JIeTaprueil, TMnoTOHNEH, NKOTON (0OHAapy>KUBaeTCs 10
poXxieHus ), opTaTIbMOIIIETHEN 1 BEreTaTUBHBIMU HapylieHussMu. [lpu ycyrybneHun KkoMsl pas-
BHBAIOTCSI allHO? U YacThle (POKaIbHBIE MUOKIOHUYECKHE CYyJ0pOXKHbBIE ToJiepruBanus. B Teue-
HUE MOCJIEAYIOMHUX 5 MecsieB (00bHO Oojiee yeM uepe3 3) pa3BUBAeTCs TsDKenas, TPYAHO MOJ-
Jarouiasicst JIEYCHUIO SMUIIETICHUS ¢ MUOKJIIOHUYECKUMHU CY0POXKHBIMU MPUNIaJAKaMH, B OOJIbIIMH-
CTBE ClIy4aeB BKJIIOUarolias B ce0si MH(AHTUIbHBIE CTIa3Mbl WM MapLUabHble MOTOPHBIE MPH-
naaku. Pa3BuBaercs Tsokenas 3a7iepKKa yMCTBEHHOI'O Pa3BUTHS U T€TpAIIerusl.

['MUIMH MOXXKET B KaueCcTBE CHHEpPrUCTa/aHTaroHUCTa IiyTaMaTa MOXET B3auMOJeHCTBO-
BaTh C 7Kk30TOKcuuyeckuM rimotamatHeiM NMDA-penentopom. B ¢usnonornvyecknx ycioBusix
e pazMernaercss Ha NMDA-perientope He MOJTHOCTBIO, U €70 CBSA3bIBAHHE ABISETCS 00s13a-
TEJIbHBIM YCJIOBHEM JIJISl MPOXOXKJIEHUSI MOHA yepe3 peuentop. llpeamnonaraercs, 4To U30BITOK
[JIMIMHA HACHIIAET KOAHTaroHUCT-cBA3bIBatonmid yaactok NMDA-penentopa, BbI3bIBast H30bI-
TOYHOE BO30YXKJEHHE Heiponepenaud M MOCTCHHANTHYECKYI0 TOKCHYHOCTh. Bo30yxmaroriee
TOKcHueckoe JelicTBue n30b1TouHo aktuBHOr0o NMDA-penenTopa, BO3MOKHO, SBISETCS PHUYH-
HOM SMUJIETICUY U YaCTUYHO — TETPaIlJIeTuu U 3aJ€PKKU YMCTBEHHOTO Pa3BUTHSL.

MeanuuHckoe npuMeHeHne. MeTUIIMHCKOE HCIIOIb30BaHUE TIUIIMHA 00YCIIOBIIEHO:

v/ YHUBEPCAJIbHBIM aHTHCTPECCOPHBIM JIEHCTBHEM, HE CONMPOBOKIAIOIIMMCS CETaTUBHBIM

s dexToMm;
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v/ CIOCOOHOCTHIO HOPMATH3AI[UN COCTOSIHHSI HEPBHOUM CHCTEMBI B TIEPHUOJ TUIIEPBO30YXK-
JI€HUs1, IEPEYyTOMIIEHUS! U UHTOKCUKALINH;

HOpMaJM3alren MCUX03MOLIMOHAIBHOTO U HEBPOJIOTMYECKOTO COCTOSIHU;
yIIy4IllIEHUEM YMCTBEHHOM paboTOCTIOCOOHOCTH, TAMSITH;

HaJTMYUEM HOOTPOTHOTO P heKTa;

JNETOKCULIMPYIOIIUM JEUCTBUEM IpernapaTra MpH XUMHUYECKHX (B T.4. JIEKApPCTBEHHBIX)
WHTOKCUKALUAX.

['munuH Kcnosb3yercs B METUIIMHE KaK ceJaTUBHOE (YCIOKaUBAIOLIEe), MSITKOE TPaHKBU-
Tu3upyoliee (MPOTUBOTPEBOKHOE) U CIIa00€ aHTUACTIPECCUBHOE CPEICTBO, YMEHBIIAET YyBCTBO
TPEBOT'H, CTpaxa, ICUXOIMOLUMOHAIBHOrO HarpspkeHus. 110CKoNIbKY TNIMIIMH YCUIMBAET JEUCT-
BHE IIPOTUBOCYAOPOKHBIX MpenapaToB, aHTUICIPECCAHTOB, aHTUIICUXOTUYECKUX CPENICTB, — OH
UCIIONIB3YETCSI BMECTE C IperapaTaMy 3TUX TPy il ycuinenus ux s¢dekra. Kpome Toro, riu-
[MH YMEHBIIIAET MPOSBICHUS AJIKOTOJIbHOW U onraTHOW abctunenuuu. [Ipenmnonaraercs, 4to oH
00JaiaeT HOOTPOIHBIMU CBOMCTBAMM: YIIYYILIAeT MaMsTh U aCCOLIMATUBHBIE MPOIIECCHI.

[IpuHuMaTh TJIMIKH CIeAyeT Ha HOYb, 3a 20 MuH 10 cHa. [IpueM B yTpeHHUE YacChl, B OT-
JIEIBHBIX CIy4asiX, MOKET COIPOBOXKAATHCS MOBBIILIEHHON Pa3pakUTEIbHOCTBIO.

dapMakoJIoOrHuecKue CBOCTBA. [ JIMIIMH SBISIETCA PEryIsaTOPOM OOMEHA BEIIECTB, Kak
TaKOBOM OH:

v/ HOpMaTH3yeT M aKTHBHPYET HPOLECCHI 3AIIMTHOrO TOPMOXKEHHS B LCHTPAIBbHON HEPBHOI
CHCTEME,
v YMEHBIIAeT ICUX03MOILIMOHATILHOE HAIIPSKEHHUE, TIOBHIIIAET YMCTBEHHYIO pab0TOCIOCOOHOCTS,
v/ yMeHbIIIAeT [ICHX03MOLHOHATBHOE HAPSIKEHNUE, arPECCHBHOCTD, KOHMINKTHOCTS,
v HOBBIIIAET COMANBHYIO aANTALHIO,
v yIIy4llIaeT HACTPOEHUE,
v obieryaer 3achlnaHue u HOPMAaJIU3YET COH,
v/ [OBBIIIAET YMCTBEHHYIO PaGOTOCIOCOOHOCT,
v/ yMeHbIIAeT BEreT0-COCYNUCThIC PACCTPOMCTBA (B TOM YHCIE M B KITHMAKTEPHYECKOM MEPHOIE),
v YMEHBIIIAET BHIPAKEHHOCTH OOIIEMO3TOBBIX PACCTPONUCTB MPU HIIEMUYECKOM HHCYIIBTE U Ye-
PEMHO-MO3T0OBOM TpaBME,
v/ yMeHbIIIaeT TOKCHIECKOE ACHCTBHE AIKOrOMs W APYTUX JIEKAPCTBEHHBIX CPEACTB, YIHETAIo-
nwmx ¢pynakuio [THC;

OKa3bIBACT MOJIOKUTEITHLHOE BIUSHUE TTPU MBIIIEYHBIX JUCTPOPUSIX.

JAMMeTWITJMUMH — TIPOU3BOJHOE TIUIMHA, BUTaMHH Big (HO B OH
KJIacCHU(UKAILIMI0O BUTAMUHHBIX MPEMapaToB HE BKIIOYEH). JlumeTmiriu-

MH MOXET PacCMaTPUBATHCS KaK COCTABHOM AJIEMEHT METHUOHHUHA U XO- CH
JMHA, HEKOTOPBIX TOPMOHOB, Helipomeaunaropos u JJHK. B HeGombinx 3
KOJINYECTBAX JUMETWITJIUIHNH BCTPEUYACTCS B MSCHBIX NMPOJYKTaxX, Ce-
MEHaX M 3epHax. BXOJHT B COCTaB mpemnapara Kajbliis MaHraMaT [Koj B
peectpe nekapcTBeHHBIX cpeactB A12AALL] ¢ maccoBoii mposei 70%*.
Hcnons3yeTcss kKak OWONOTMYECKH aKTHUBHasg no0aBka. JuMeTwirim-
IIMH — TOHU3HUPYIOIIEE CPEICTBO OT ycTaocTu. CunTaeTcsi 6€30macHbIM JAMMeTUITTHIMH
HSHEPTreTUYECKUM CTUMYIATOPOM, pa3oBas 1o03a 125 mr.

AN

NH,
CH,

12 Humerunrmunud nosisuiica kak bAJl B 1960-x rr. nmoj Ha3BaHUSAMH BUTaMUH Bis, maHraMoBasi KUCJIOTa U MaHra-
MaT KaJIBIIHS, YTO, BO3MOXHO, SIBISLIOCH JOOPOKAYECTBEHHBIM 30Ty IeHnEM (apMalieBTOB, CUUTABIIHNX, YTO OHH
BOCIIPOM3BEJIH CHHTE3 YUCTON MAaHraMoBOM KHCIOTHL. [103TOMy maHramar KadblUs IIEPBOHAYAIBHO OBUI CMECHIO
TIFOKOHATA KAIBIUSA U TUMETIINTHIUHA. [1ociie yCTaHOBIIEHUS 3TOTO 00CTOSATEIIECTBA, TEXHOIOTHICCKHIA TTPOLIECC
0BT J0paboTaH M HOBBIH MpemapaT coaep)kall yKe JaBa OMOJOTHYIECKH aKTHBHBIX BEIIECTBA: COOCTBEHHO MaHTaMo-
BYIO KUCJIOTY ¥ IUMETHIITJIHIINH, KaK Oe30MacHoe 0alacTHOE BEIIECTBO, OIy9aeMOe B XOJI¢ CHHTE3a ITaHTaMOBOM
KuCIOThL. [lo3ke ObUTa ycTaHOBICHAa OHMOJIOTMYECKas aKTUBHOCTh JUMETHIINNIMIIMHA KaK JTOHATOpPA METHIBHON
TpyIIBI IPY CUHTE3€ METUOHKHA U MeTunupoBanuu JJHK.
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ITokazan:
v’ JUIS YBEITMUYCHUS CIIOPTHBHOM BBIHOCIHBOCTH
v 11pu 0OBIYHOI YCTAIOCTH;
v\ UMMyHOIE(DHUIIHTAX;
v SIUIENICHH, [UIS CHHYKEHHSI YaCTOThI IIPHUIIAIKOB;
v’ aytusme [2];
v CHHJIPOME HABSA3YMBBIX COCTOSIHUN Y AETEN.
JIUMETUITIIMIUH SABIISETCS JOHOPOM METWJIBHOW TPYIIbI, HCIOJIb3yeMON MpH 00pa3oBaHHUU
dbochonunUIOB KIETOUYHBIX MEMOpaH, CHHTE3€ aleTHIXOJIWHA, B PEAKIUSIX METHIUPOBAHUS
JIHK, kceHOOHOTUKOB, B TOM 4YHcClie TOKCUYHBIX. [Ipeamnomnaratot, yTo mpoiecc crapeHus o0y-
ciosiieH TeM, uto JIHK Tepsier MmeTunbHbIe TpyNIbl, a CMEPTh OT OOJIE3HEH CTapOCTH HACTYIAET
koraa JJHK Tepsier npumepno 40 % meTtminbHbIX pagukaioB. [lokazaHo, 4To y J1r0J€ei ¢ BBICOKUM
COJIEp’)KaHWEM METWIBHBIX TPYII B OpPraHW3ME NPOIOKHTEIBHOCTh JKU3HH OOJbIle Ha
7-17 ner, yem B cpelHEM B MOMYJISAIMH, a 3a00JIeBaHUS MUOKap/aa BcTpedatores Ha 75% pexe.
[To »To¥ MpUuYMHE NUMETUIMETHUOHHWH PACCMATPUBAETCA KaK T'€POHTOJIOTMYECKOE CPEICTBO U
PEKOMEHIyeTCsl K PUMEHEHHIO KaK CPEeICTBO, 3aMEIIAIONIEe CTApEHUE HApsly C MEJITaTOHHUHOM.
OpnHaKo KIMHUYECKHX HAOJIOICHUH, TOKA3bIBAOIINX €0 TePOHTOIIOTUYECKYIO 3((HEKTHBHOCTS,
Ha HACTOSAILUMN MOMEHT HE cyliecTByeT. [IpeanonoxuTenbHo AMMETWITINIUH «IOBBIILIAET HUC-
M0JIb30BAHKE KMCIOPO/a TKAHSIMHU M pa3pyllaeT KOMIUIEKChI CBOOOAHBIX paankaios [4]. Dkcme-
pPUMEHTAIBHO [5] ¥ KIMHUYECKH J0Ka3aHa UMMYHOCTUMYJIUPYIONIAass aKTUBHOCTh JHMETHIITIIH-
urHa. MHIUBUAYYMBI C PEIKO BCTPEUAIOIICHUCS HEAOCTaTOYHOCTBIO JUMETHIICTHUIPOTeHA3bI
IpHU YyHoTpeOICHUN AUMETUITIUIMHA MOTYT MPEABABIATH *KAIOObl HA MOCTOSHHOE OINIYIICHHE
3amaxa pelObl. J[pyrux oTpuiaTeabHbIX pEeakifii He 3aMEYEHO.
KosnuecTBeHHOe ompeesieHHe OCHOBAHO Ha OOpa30BaHUU OKPAILIEHHBIX MPOAYKTOB C
o-(raneBbIM anbaeruaoM (peaxmus Liummepmana).
Conep:xkaHue B CBOOOIHOM BH/IE B Iu1a3zMe KpoBu, Mr/100 mu (Mxmouan/mn): 1,5 (199,9).
Conep:xkaHue B CyTOYHOM KOJIMYECTBe MOYH, MT (MKMOJIb): 68,0-199,0 (904,4-2646,7).
Kinnuko-i1adopaTopHoe 3HaYCHHE:
v’ CHWXEHUE KOHIEHTPAIU NIMIUHA: T10arpa, CaxapHblil 11aderT;
v NOBBINIEHHE KOHILEHTPAIUI TIIMIKHA: KPOBb — CENTULIEMHS, TUIIOIIIMKEMHUS, THIIEPAMMOHHE-
Musi 1 TUma, TSKENbIe 0KOTH, TOJI0JaHue, TTPOITMOHOBAS AllUIEMHUS], METUIIMAJIOHOBAS AIlUICMUS,
XpOHHYECKas MOYeYHass HEeJOCTaTOYHOCTh. MoYa — TUIOTIMKeMUs, IUCTUHYPHsI, 00e3Hh XapT-
HyIa, 6epeMEHHOCTb, TUTIEPIPOIMHEMUS, TITUIIUHYPHS, PEBMAaTOUIHBIN apTPHUT.

Cnucok aureparypsl k riase «anuun»

1. Smith CUM. Elements of molecular Neurobiology. (2nd ed.) 1996. Wiley. 522 p.

2. Bolman W.M. A double-blind, placebo-controlled crossover pilot trial of low dose
dimethylglycine in patients with autistic disorder / W.M. Bolman, J.A. Richmond // J. Autism
Dev. Disord. — 1999. — Vol. 29. — P. 191-194.

3. Graber C.D. Immunomodulating properties of dimethylglycine in humans / C.D. Graber [et
al.] /1 J. Infect. Dis. — 1981. — Vol. 143. — P. 101-105.

4. Rose R.J. Effects of N,N-dimethylglycine on cardiorespiratory function and lactate perfor-
mance in thoroughbred horses performing incremental treadmill exercise / R.J. Rose [et al.] //
Vet. Rec. — 1989. — Vol. 125. — P. 268-271.

5. Reap E.A. Stimulation of the immune response by dimethylglycine, a nontoxic metabolite /
E.A. Reap, J.W. Lawson // J. Lab. Clin. Med. — 1990. — Vol. 115. — P. 481-486.

13
CriocoGHOCTH AUMETHITIIMIMHA YIIYUIIATh CIIOPTUBHBIE PE3YIBTATHI He OBIIA TTOTBEPKIEHA MIPU UCCIIET0BAHUIX
Ha KMBOTHBIX U 4ejioBeke [3].
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3amenumas koaupyemasi amuHokuciaora, CsH;NO,, kononsl — GCU, GCC, GCA, GCG.
CuHoHuMBI: 2-amuHOmnpornanoBas kucinora, NSC 7602; 2-Aminopropionic acid; Alanine,
DL-alpha-Alanine; (+-)-2-Aminopropionic acid; (+-)-Alanine; DL-Alanine; DL-2-Aminopropa-
noic acid; 2-Aminopropanoic acid; D,L-Alanine; (R,S)-Alanine; A13-08908; (RS)-2-Aminopro-

pionsaeure; DL-alpha-Aminopropionic acid; Alanine; DL-2-Aminopropionic acid.

o)
H,N—CH—C—OH

CH,

S
N
N
S
N

H, OH

DuU3NKO-XUMHYECKAs] XapPAKTEPUCTHKA.

Tounag macca 89,05.

Monekynspusiii Bec 89,09.

C-40,44;, H-7,92; N-15,72; O —35,92.
Mossipaoe Bpamienue pactBopa B 5u HCI — 13,0.
Xopomo pactBopuM B Boge — 16,0 1/100 r H,O nipu
25°C, mioxo B 3TaHOIle, HE PacTBOpPUM B 3dupe.
Temnepatypa miuaBiaeHuss (C  Pas3jIoKEHHUEM)
D,L-anannna — 295-296°C, L|L-amanmna — 315-
316°C, D-amanmna — 291-293°C. pl 6,0. pK; mns
COOH u NH; coots. 2,34 1 9,6.

Ocobennoctu. Anudarnueckass  TIIIOKOTEHHAS
amMuHOKHUCI0Ta. OHA UX KIIOYEBBIX aMHUHOKUCIIOT,
Ha KOTOpBIE 3aMKHYTHI MHOTHE BH/IBI OOMEHA.
Buocunres. CunTe3upyercss U3 MUPOBUHOTPATHON
KUCIIOTBI, TIepaMUHHpOBaHWeM riyramara (7) u
pa3BETBICHHBIX AMUHOKHUCIOT: JEHIIMHA, H30JeH-
I[MHA, BajJMHa, a TaKxke [-IeKapOOKCUIMPOBaHUS
acmaparuiHOBOM KUCIIOTHI.

BriepBrle anaHuH OBUT NOTYYEH CHHTETHYECKH U
JUIIb TO3IHEE MPHU3HAH IMPHPOJHBIM TPOIYK-
toMm. B 1850 r. A. IllTpekkep, mpITasich MOIy-
YUTh MOJIOYHYIO KHCIOTY, 00paboTay MmpoayKT
KOHIEeHcanuu aueranpaernaa u amvmuaka HCN n
HCI, mpu sToM 00pa3yeTcsi aMHHOHUTPUII, KO-
TOPBIM IOCJE THAPONW3a JAeT COOTBETCTBYIO-
IIyI0 aMMHOKHUCIOTY. OKa3ajloch, 9TO 3Ta peak-
ST MOKET OBITh UCIIOJIB30BAHA IS TTONYICHHS
psAia APYruX aMHUHOKHCIOT M3 COOTBETCTBYIO-
IMX aJbJIeTUIOB.

B 1838 r. Beitnb BbIA€AMI 3TY aMUHOKUCIIOTY U3
KHCIIOTHOTO THIPOJHM3aTa Ienka — Oenka, Hau-
6osiee 6OraToOro aJaHUHOM.

[Mozguee ®umep n Ckura momyumnu L-amanuH
U3 IIEeNKA ¥ YCTAaHOBHJIA €T0 CTPYKTYPY H KOH-
(urypanuo myreM npeBpalieHUs €ro B MOJIOY-
HYIO KHCIIOTY B pe3yibTraTe 0Opa0OTKH a30TH-
CTOM KHCIIOTOM.

OH OH
H,N e}
0 o}
0 H,N
Z
+ -, 7
—_ . (7)
HO HO
HO o o HO e} 0

I'mytamat [Tupysart
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3SAMEHUMBIE AMUHOKHUCJIOTbI
I ——

Poan B o0MeHe BemecTB. AJIaHUH — OCHOBHOH Iie-
PEHOCYMK a30Ta OT MBILII K MeYeHH. DTa (QyHKUUs
IAHWHA PEATU3yeTCsl ¢ TOMOIIHI0 METa0OIMYECKOTO
IIyTH, NIOJIy4MBLIETO Ha3BaHue MK Kopu, o umenn
I'eptu Tepessl Kopu, Bepsbie onucaBLIeil 3TOT Psij
B3auMoInpeBpalieHuil. ['moko3a, oOpa3oBaBiuascs u3
IUPOBUHOIPAIHOM KUCIIOTHI B IIEYEHU B PE3YJIbTATE
[JIIOKOHEOT€HEe3a, MTOCTYIAET B KPOBb, KOTOpas Iepe-
HOCHUT €€ B CKEJIETHbIE MBIIIIBEL. B Mblmiax riarokos3a
HOJIBEPraercsl MIUKOJIN3Y ¢ 00pa30BaHUEM IHUPOBU-
HOrpasHoOM Kuciotel. [locnenHss B pe3ynbTare TpaH-
CaMMHHMPOBaHUS C y4acTHEM INIyTaMHHa IIpeBpalia-
€TCs B JlaHUH, KOTOPBIN BHOBb IIOCTYIIAET B KPOBO-
TOK U 3aHOCUTCS B II€Y€Hb, T IPOTEKaeT oOpaTHas
peakiysi — aMUHHas TpyIIa ajaHuHa NEePEeHOCUTCS
Ha O-KETOIJIYyTapoOBYIO KHUCIOTYy ¢ 0Opa3oBaHHEM
[JIyTaMUHa W THUPOBUHOTPAJHONW KHUCIOTHL. ITOT
IIPOLIECC CONPSDKEH € INepefadeil aMMHHOM T'PYIIIIbI
rJlyTaMyMHa Ha OKcajaleraT ¢ oOpa3oBaHHEM acrap-

I'm10K030-alaHUHOBBIM LUKJI OINUCAH aBCTPO-
aMEepUKAaHCKAM OHOXMMHKOM YEHICKOTO IPOHC-
X0oxJeHus, laypearoM HoGeneBckoil mnpemuu
I'eptu Tepe3zoit Kopu, mo numenn KoTopoil MeTa-
Oonmyeckui MyTh Ha3BaH 1uKIOM Kopu. HoGe-
JIEBCKYIO NIPEMHUIO Moilyyuia B 1947 r. BMecTe ¢
mykeM Kapnom Kopu 3a oTkpeiTHE KatamuTude-

CKOro npeBpauiCHus INIMKOrc¢Ha.

Tarta, KOTOpLIfI Aajiee y4aCTBYCT B CUHTE3C MOYCBUHBI. O6p330BaBMHﬁCH MMUPYBAT BHOBb CIIYKHUT

HUCTOYHHMKOM CHHTE3a TTFoK03bI (Cxema 8).

AnetunnCoA
+2ATD i1
CkeneTHble MBI I'moxo3a ~ [Iupysar aKTar
J I'muxonus
Iy OL-KETOKHUCIIOTHI
+8ATD
aKT aMUHOKHUCIIOTBI
Ananua

/\\/N

Kposb I'mroko3za
o
Ileuyeun
-6ATD
I'mroxo3a—~=
I'nmrokoHeorenes

Ananuxa
/ MoueBuHa
AnaHuH
NH;
oKT
( H,0
Ty Act
/ Okcananerar
IIupysar

Cxema 8. [{uxn Kopu (I1r0k030aJIaHMHOBBIH ITUKIT) — TOSICHEHHE B TEKCTE

Kak cnenyer u3 cxemsl 8, nmpeBpalleHre TII0KO3bl B aTlaHWH o0ecredrBaeT 00pa3oBaHHe
8 monexyn AT®, Torma kak Mpu ee MPeBpaleHUH B TUPYBAT 00pa3yIOTCs BCETO JBE MOJIEKYIBI
AT®. ITockonbKy 00pa3oBaHHe aJlaHMHA 00JIEryaeT OKUCICHUE aMUHOKHCIIOT C pa3BETBICHHON
1EeMnbo, TO 3TOT hdexT odecreunBaeT cuHTe3 nonoaHuTeabHbIX 30-40 moneit AT® nHa 1 monb
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les @]
OKHCJICHHOT0 aanuHa. I1o 3Toit MNPpUYUHC aJITaHHUH ABJISICTCA CPCACTBOM ACTOKCUKAIITMU aMMHUAKaA
IIpu NEepE€HOCEC B IICUYCHb aMUHOI'PYIIII, 06pa3y}oumxc>1 B MbIIIIAx B ITPOLCCCE KaTaboamn3Ma
AMHWHOKHCIIOT C paSBeTBHeHHOﬁ LOCIIBIO.

®a30BOKOHTPACTHASE MUKPO(pOTOrpadgus KPUCTALIOB
g-aJJaHuUHAa
http://www.moondragon.org/health/nutritionbasics/aminoacids/al
anine.html

buosaornyeckue 3¢ dexrbl. AnaHuH:

v/ y4acTBYyeT B NEPEaMHUHUPOBAHUHU, TOITOMY SIBJISETCS MCTOYHHUKOM TIIFOKO3BI U PETYIHPYET
YpOBEHb caxapa B KpOBH (CM. cxemy 6);

v/ B pe3yJbTaTe peakuuil epaMUHUPOBAHMS B MBIIIIAX U KUIIICYHUKE U30BITOK aMMHUaka, oopa-
3YIOIIMICS B 3TUX OpPraHaX, BHIBOJAMUTCS B BHJIC aJlAHMHA;

v/ CITOCOOCTBYET 3alacaHuI0 TIIMKOTEHA MTEYEHBIO M MBIIIIAMU;

UCTIONIB3YETCS KAK HCTOYHHMK SHEPTHH KIETKAMH MO3Ta,;

y4acTBYET B 3Heproodpasoanuu B nukie Kpedca;

CIOCOOCTBYET BOCCTAHOBJICHUIO TOCIIC TPABM;

Yy4acTBYET B MPOIECCE CO3IaHUS UMMYHOTIOOYIMHOB M aHTHTEN.

AJaHWH y4acTBYET B BOCIIPOM3BOJICTBE JTUMQPOIUTOB, HEOOXOAUM ISl TOJTHOLIEHHOTO UM-
MYHHOTO OTBeTa. Perynmupyer ypoBeHb caxapa B KpoBH. [lomoraer npu 3a0oseBaHMsIX MpencTa-
TEJILHOM JKeJIe3bl Y MY)KUYHH, €CIIH MCIIOJIB3YETCS BMECTE C TIUIIMHOM. Perynmupyer paboTy Hal-
MMOYCYHHUKOB. SIBIISICTCS OCHOBHBIM KOMIIOHEHTOM COCIUHHUTEIILHON TKAaHU W TJIABHBIM MOCPE/-
HUKOM B TJIFOKO30-2JIAaHUHOBOM IuKJIe. [Ipu Gonbimx Gu3nyeckux Harpy3kax NMpPHHAMAET yda-
CTHE B ICTOKCUKAIIUU aMMHAKa.

Meaununckoe npuMeHeHue o-ajaHuHa. Vcrmonb3yercs AN SHTEPAIBHOTO U MApeHTe-
PATBHOTO TUTAHUS. AJIAHWH NPUCYTCTBYET B XKHUIAKOCTH MPOCTAThl. B €IMHCTBEHHOM HAO0JIIO]1e-
Huu npueM 780 Mr allaHWHA B IeHb B TEUCHUE ABYX HENlENb U 3aT€M B TEUCHHE CIEIYIOIINX ABYX
C TIOJIOBUHOM MECSIEB KOMOMHAIIMU TJIMIMHA W TIYTAMUHOBOW KHCIIOTHI MOpoBHY 1o 390 mr
yYMEHbIIIa] MPU3HAKHU T0OPOKaueCTBEHHOM TUMNepIIa3uu IPOCTATHI.

Cumnrombl aepunura. Henocratok anaHnHa yBelIHYMBAeT MOTPEOHOCTh OpraHHW3Ma B
pa3BETBICHHBIX aMUHOKHUCIOTaX. JlehuuuTt anaHnHa UMeeT 3HaUYE€HUE B ATOTCHE3€ YCKOPEHHO-
r0 TOJIOJaHHs, HAOII0JaeMOTO TIpH OEpPEeMEHHOCTH, TUTIOTJIMKEMUH C KETO30M Y HOBOPOXKIICH-
HBIX U TUIMIOTJIMKEMUU MIPH CUHAPOME MOYH KJIEHOBOTO cupomna. ['unepanannHeMus HaOI0AaeT-
Csl IPH Pa3IMYHBIX HAPYIICHUSX (PEPMEHTOB MOUYCBHHHOTO IIHKJIA, KOTJAa OHA MOXET CMSTYaTh
BBIP2XEHHOCTh THIIEPAMMOHHUEMUHU.

CumMnToMbl M30bITKA. YCTAaHOBJICHA B3aMMOCBSI3b MEXYy U30BITKOM ajJjaHWHA U PUCKOM
WH(OUIIUPOBAaHUS BUPYCcOM DmiTelHa-bappa, a Takske CHHAPOMOM XPOHHUYECKOM YCTAIOCTH.

XuMnuyeckuii cuHTe3. L,0-aaHH MOTy4ar0T aMMOHOJIM30M 0-XJI0p(OpOM )ITPOITMOHOBOM
KHUCITIOTHI, THOO0 OMOTEXHOIOTHYECKU — U3 L,0 -acTiapariHOBOM KUCIIOTHI ¢ TOMOIIBIO acriapariH-
B-mexapOokcunaspl. L,B-amannn momydator neiictBueM n30biTka NH3 Ha akpriioHUTpuII, akpo-
JICVH UJTU aKPUIIOBYIO KHCIIOTY,

Conep:xkaHue B CBOOOIHOM BH/I€ B Iu1azmMe kposu, Mr/100 mu (Mxmoun/mn): 3,4 (381,5).

Conep:kaHue B CyTOYHOM KOJIHYECTBE MOYH, MT (MKMoOJIb): 21,0-71,0 (235,2-795,2).

CyTo4yHasi NOTPeOHOCTH B aTaHWHE [T B3pOCIIOro YeioBeka coctaBisieT 3,0 T.

Kinnuko-i1adapaTopHoe 3HaYeHHeE:

v/ IIOHM)KEHHUE KOHIEHTPALMI alaHuHA — XPOHMYECKUE OOJIE3HU MOYEK, KETOTHYECKAs TUIIOr-
JTUKEMUS,

v
v
v
v
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b ... 3]
v MOBBIIICHHE KOHICHTPAIM allaHWHA — TUTIEPATAHUHEMUS, TUTPYJUIHHEMHEST (YMEPEHHOE MO~
BbIllIeHUE), 0ose3np KymuHra, momarpa, runepopOTUHUHEMUS, TUCTUIMEMUS, TeDULUT MUPY-
BaT-KapOOKCUIIa3bl, TU3UHYpHUUYECKas OeTKOBasi HEIIEPEHOCUMOCTb.

HN30OMEP. L-B-AJIAHUH BXOAUT B CTPYKTYPY KO3H3UMA A U psiga OMOJOTHYECKH aKTHBHBIX
JUIETITHIOB, B TOM YHMCIIe KapHO3MHA U aHcepuHa. 3-AnaHuH B Oenkax He BCTpEYaeTcs, B CBO-
00THOM COCTOSIHUU OOHapYKUBAETCS B TKaHAX MO3ra. BXoAuT B cocTaB MaHTOTEHOBOM KUCIIOTHI
(ButamuH B3).

DU3MKO-XUMHYECKAsl XapPAKTEePUCTHUKA.

PactBopumM B Boje, miioxo B cnupre. Temneparypa maBieHus (¢ paznoxenuem) — 207°C.
pl 6,95. pK, COOH u NH; 3,6 1 10,19 coots.

®Da30BOKOHTPACTHASI MUKPO(oTOrpadus KPUCTAILIOB
B-ananuna
http://www.moondragon.org/health/nutritionbasics/aminoacids/
alanine.html

buocunre3. P-AnanuH oOpa3yercss w3 L-acmaparmHOBOW KHUCIIOTBI B pPE3yJbTaTe
B-1exapOOKCHIMPOBAHUS C yUacTHEM acrapTar-4-nexapookcuiassl (8). Bropoit nctounuk oopa-
3o0BaHus B-ananuHa — pacrnaz ypauuia (9). [pu yuactun NADPH-3aBucuMOi AUTHIPOTUPUMHE-
JVHJIETUIPOTeHa3bl ypamuil MPUCOSANHSET J1Ba POTOHA ¢ 00pazoBaHueM AurHapoypammia. [lox
JEHCTBUEM JUTUIAPOITMPUMHIUHIIMKIOTHAPOIIa3bl TUTHIPOYPALMI MpeBpalaeTcs B B-ypeuao-
IPONHMOHAT, KOTOPBIA B PE3YJbTaTe IMOCIECAYIOIIEro B3aMMOACUCTBHUS C YPEUAONPOIMHOHA30U
pacriagaercst Ha [3-aJaHuH, YIJIEKUCIOTY U aMMoHui. Kpome nurmapoyparmia MoxeT oopa3o-
BBIBATHCS, BTOPO METAOOIUT — TUTUAPOTUMUH, CIYKAIIHi UCTOYHUKOM OOpa30BaHHS MpOMe-
KYTOYHOTO MeTabonuTa — P-ypeaoMacissHOM KUCIIOTHI, MpeBpaljaromeiics B -U30MacisHyo
KHCIIOTY.

OH
H,N Co, o OH
O )
o) Acmaprat-4-1exkapOokcunasa (8)
OH NH,
Acmaprar b-AnanuH

Buonornueckune 3¢gpexrTnl. B-AaHuH SABISETCS arOHUCTOM TJIMIIMHOBBIX PELIETITOPOB
TOJIOBHOTO MO3Ta [1], HO CBSI3BIBAETCS TOJILKO C PELENTOPAMHU TIMIMHOBBIX PEIIENTOPOB CBS3aH-
HBIX C MOHHBIMH KaHamamH. [IpsMO CTaOMIM3UpyeT MeMOpaHbl Ty4HBIX KJIeToK [2]. B-AnanuH
o0pa3yeT ¢ THCTUIMHOM JUIENTH] KapHO3UH, BIIEPBBIC BBIABICHHBI PYCCKUM YUYEHBIM
B.C. I'yneBuuem B 1900 r. KapHo3un oOHapyXuBaeTcsi B MbILIIaX, B MaKCUMaJIbHOW KOHIIEH-
TPaLMU B MBIIIEYHBIX BOJOKHAX BTOporo tuma. OCHOBHOW (yHKIMEH KapHO3WHA SIBISETCS CBS-
spiBanne H', BeIIeNsIomuxcs B Mpolecce MHTEHCHBHON MBIIIEUHOH PaBoOTHI, UTO 00ecIednBaeT
BO3MO>KHOCTb MBILIEUHOT'O COKPAIIEHU JaKe ITPU OYEHb BHICOKMX KOHLEHTPALUAX JIAKTATA.
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MenaunuHCcKoOe ¥ CIOPTUBHOE IPUMeHeHue B-ananuna. Vicnons3yercs s SHTepaTbHO-
ro U MapeHTepalbHOr0 MUTaHUS. B-AJaHUH MPUCYTCTBYET B KUAKOCTU MpPOCTaThl. B equHCT-
BEHHOM HabmtofieHnu rmpueM 780 Mmr -alaHMHA B ICHb B TEUCHHE JIBYX HEIEb U 3aTE€M B TeUe-
HUE CIEAYIOUINX ABYX C MOJOBHUHOW MecCsIeB KOMOMHAIUMY TIMIIMHA U [NIyTAMUHOBON KHCIIOTHI
nopoBHY 110 390 Mr yMeHbIIIa MpU3HAKKH TOOPOKAYECTBEHHOW TUIEPIIa3uy TPOCTATHI.

I-p C.A. Hill u coast. (2007) moka3zanu, uro morpebienue (-amanuHa B 103€ 4-6,5 T B
JICHb YBEIMYMBAECT YPOBEHb KapHO3MHA B MbIIILAxX Ha 58 % Kk ueTrBepToil Heaelne u enie Ha 15% k
JIecATOi Heziene sKcrepuMeHTa. beuio 3adukcupoBano 16 %-e yBenmuenue oOmieil paboThl B
TECTaX Ha BEJIOIProMETpe Ha YETBEPTOM U JAECITON He/lese Y HeTPEHUPOBAHHBIX MY>KUHH.

B anamorununom uccrnemoBanuu, a-p J. Stout (2006) usydan BiausiHue B-ajaHMHA B J103¢€
1,6-3,2 r B AcHb Ha paboOuYyr0 MOIIHOCTH B PailOHE MOpOra YTOMJICHHS y HETPEHHUPOBAHHBIX
Myx4uH. 3aurcupoBano 9 %-e yBeauueHne nopora yromyieHus. B pesynbrare 3THX Hccieno-
BaHUU BBIJBUHYTO MPEANOJIOKEHUE, YTO MpUEM [-aJlaHuHA OTOJBUTA€T MOMEHT HACTYILICHUS
HEHPOMBIIIEYHOTO yToMJieHUs. M3 3TOor0 ciemyer, yTo [3-alaHuH MOKET OBITh MCIOIb30BaH AJIs
NpOMIAKTUKA U KOPPEKIUU MBIIIEYHOTO (PU3NIECKOTO YTOMIICHHS, KaK Y CIOPTCMEHOB, TaK U
moneit gusudeckoro Tpyaa. [Ipuem 1 r B-ananuHa BbI3bIBaeT 00pa30BaHUE TAKOTO K€ KOJIWYe-
ctBa L-kapHo3uHa, kak 80 r unaeku. [lo3TOMy MOMBITKH yBENIUYUTH coJiepkaHue L-kapHo3nuHa
B MBIIIIAX Y JIFOJICH C MOBBIIICHHOW (PU3UYECKON aKTHBHOCTBIO TOJBKO 32 CUET MOTPEOJICHUs
Msica — He peaibHbl. Kpome Toro, B-amaHuH MCHONB3YIOT JUIsl IPUTOTOBJICHUS Oy(hepHBIX pac-
TBOPOB, CUHTE3a [IAHTOTEHOBOM KUCIIOTHI U aHAJIOTOB OMOJIOTMYECKH aKTUBHBIX MENTUIOB.

(0] o

+ +
NH NADPH + H* NADPH NH,

T L

H
VYpauun I[Hrnz[poypaunn b-YPeHHOHPOHI/IOHaT
9)
CO,+NH,*
NH,
O OH
b-Anaaua

B-AnaHuH SIBISIETCS OCHOBHBIM JACHCTBYIONIMM HaudaioM mpemapaTa KinumamanuH, uc-
MOJIb3YyeMOT0 B KOMILJIEKCHOM JICUEHUU KIUMAKTEPUUECKOTO CHHApOMA IJisi MPO(UIAKTHKA
npuauBOB. [IpUHATHII HEMOCPEICTBEHHO B MOMEHT NPHUIUBOB [-allaHUH MPOTHBOJEHCTBYET
PE3KOMY BBICBOOOXKICHUIO THUCTaMHHA M OpaJMKWHMHA W3 TYYHBIX KJIETOK, CIIOCOOCTBYIOIIHMX
OBICTPOMY PaCIIUPEHUIO COCYJIOB KOXKH U TIOKpacHEeHUIo [2].

CyTouyHasi HoTpeOHOCTH B -aJlaHWHE JIJIsl B3POCIIOTO YeJIoBeKa cocTaBisieT 3,2 T.
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HN30MEP. D-a-AJTIAHUH

D-a-ananuH oOHapyXeH TOJNbKO Y OaKTepuil U B OMHOUIHBIX MENTUIAX, BbIICICHHBIX U3
KOKH 10kHOaMepukaHckux jiaryiek Phyllomedusa sauvagei u Phyllomedusa rhodei. I[Tockouib-
Ky OTH HENTHU]IbI BBIIEICHBI U3 KOXKU U 00Ja/al0T CUJILHOM OMUOMIHON aKTUBHOCTHIO, TO OHH
NOJYYHJIM Ha3BaHue JaepMopduHbl (0T jgaT. derma — koxxa, u morphine — mopdun). AHanbreTu-
Yyeckass aKTUBHOCTH ofHOro u3 aepmopdunoB Tyr—D-Ala—Phe—Gly—Tyr—Pro—Ser—NH,
B 11 pa3 Beiie, ueM y Mmoppuna. Merabonmsm D-ananuna nokasan na Cxeme 9.

D-o-AnanuH HeoOXOOUM JJIsi CHHTE3a NENTHIWITINKAHOB, HCIONb3YEMbIX HAa pPaHHHUX
dTamax s 00pa30BaHUs KICTOYHOW CTEHKH OaKTepwii. DTa peakius OCYIICCTBISETCS IBYMS
bepmenramu: L-amanunpariemaszoii (mpespamnaer L-amanun B D-amanmn) u  D-amanwmin-D-
QTaHWHCUHTETa3bl (0OecreunBaeT BKIOUeHUE D-alaHWHA B MEHTANENTH, HEOOXOIUMBINA st
dbopMupOBaHUS MENTUIOTIUKAHOB). KOHKYpEHTHBIM aHTaroHUCTOM D-ajlaHnHa SBISIOTCS HEKO-
TOphie aHTHOMOTHKH: 1uKiIocepuH — (R)-4-AMuUHO-3-M30KCA30MINHOH, TMPOU3BOIHBIC
6-aMUHOTICHUIIWJIJIAHOBOM,  7-aMHUHOIIe(paIOCTIOpaHOBOH,  3-aMHUHO-4-METHIMOHOOAKTaMOBOM,
3-THAPOKCUITHIIKAPOATICHEMOBOM M KJIABYJIAHOBOUW KHCJIOT. DTH Tperaparbl HHTHOUPYIOT aK-
TUBHOCTH D-ananui-D-anaHUHCUHTETa3bl, YTO B KOHEUHOM MTOT€ BBI3BIBACT ayTOJU3 OakTepu-
aJIbHOW CTEHKH.

MeTtaboauzm MeTtaboauszm
CeJIEHCOIePIKAIIUX IIUAHCOICPIKAIIINX

AMHUHOKHUCIIOT AMHWHOKHUCIIOT

Merabomsm Ananuna, > |- AJIAHHH <€ ) » | Metabomnusm D-Aprunnna
Acnaprara u ['mytamara u D-OpnurtnHa

[InpyBaT—= > D-AnaHnH <— D-Ananun-D-anannH <—>

N

Cxema 9. Merabonu3m D-anannna, ©Kanehisa Laboratories, 28.08.2009
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B meuenue comen munnuonog iem ¢ Havana nepavix uiaeog abuozenesa knrouesas moaexyra — CEPHH — noo oeii-
cmeuem 2po306bix paspsi006 coxpansnace 6 L-goopme, naxanmusanace 6 uienv@osoti 30ne u 8 nazynax. Bzaumooeii-
CMBYsl ¢ COOMBEMCMEYOWUMU COCOUHCHUSMU, CEPUH CIAJL HENPEeMEHHbIM KOMNOHEHMOM CUHME3d OPYeUX aMUHO-
KUCTIOM U UHUYUAMOPOM 3HanmuoceiekmusHou LL-cononumepuszayuu. B smom, no cymu, u ecmo paseadka maui-
Hol  L-oicusnu, m.e. maiinvl cmpoenusi 0eiKo8 U3 «Jie6blx» aMUuHOKUCION.

Azan Benuesnu KepumOexos

CEPUH
3amenumas koqupyemasi amuHokuciaora, CsH;NOs, kogonsl — UCU, UCC, UCA, UCG.
CHHOHMMBI: 2-aMUHO-3-THAPOKCUTIPONTHOHOBAsI KUCJIOTA.

o

H,N—CH—C—OH

I
OH
H,N OH
HO 0

DOU3UKO-XUMHUYECKAS XapaKTepUCTHKA.
Tounas macca 105,04. Monekynsapusiii sec 105,09. éggﬁa I;IEIJ(IEEMIe{p e‘;::ep‘;‘;l;e:;fegfg H?E;‘:ef
C-34,29; H-6,71; N - 13,33, O — 45,67. Temre- CTPOEHHIO ce.pmi) 6J'Hf301< anaHH’Hy u uncrem{}z
parypa miaBienus (¢ pasnoxenuem) 228°C. Mo- W TIDHIIEN K BBIBOJY, 4TO CEPHH TPEACTABISET
JsipHOE BparieHue pacrsopa B Su HCI — 15,9. Pac- co0oit okcHaMuHOKHCITOTY. Ha3BaHue IIENKOBO-
TBOpI/IMOCTI) B BOI[G _ 5’0 r/lOO T HZO HpI/I 250C IO KJI€s, U3 KOTOPOTO ObLIa IoJjriydu€Ha sTa aMu-
pI5,68. pKq utn COOH 1 NH, coors. 2,13 1 9,05, 1SHISlors. - ep. w10 1 o s
Oco0ennoctu. Anudarudyeckass aMHUHOKHCIIOTA, IPed. GEPOG (Seros), Ha3BaHWE IIETKOBHIHOTO
BO3MOJKHO, TTOCITYXHBIIasi OCHOBOM (hOpMUpOBAaHUS | 4epss.
MHpa JIEBOBDAIIAIONINX AMHHOKUCIOT. B pesympra- | 1902 1. ®umepom u Jlaiikcom ocymectuim
CHUHTE3 CCPUHA U YCTAHOBUJIN €I'0 CTPOCHHUE.
TE€ MCCIJIEZIOBAHUS B BOJHBIX Cpe/ax MOBEJCHUs pa-
nemuueckoir cmecu D,L-cepuna B mpucyrcrBumn
rmnepanbaeruaa, hochopHoit kucaorel u Cu',
w/uma Fe'*, w/mmm Fe™ 6puto ycraHOBIEHO, 4TO MONeKyisl L-cepiHa CrOCOGHBI JIETKO COeIH-
HATHCS B OKTaMEpHbIE KJacTepbl. JIEBOCTOPOHHNE CEPUHOBBIE KIIAcTEphl, B CBOKO OY€pe/b, CaMU
cO0OM COETUHSIIOTCS C JPYTMMU JIEBOCTOPOHHUMHU aMUHOKUCIOTaMU. D-CepuH B 3TUX YCIIOBHSIX
He 00J1a/1a1 COCOOHOCTBIO (POPMUPOBATH MPOYHBIE CBSI3U U IO3TOMY He OBLIT CIIOCOOEH K BbIpa-
KEHHbIM «KOHCTPYKTOPCKUM CIIOCOOHOCTAM». BrocneactBuu cdopmupoBaBiiviecs KpyIHbIE
OMOIOTHYECKHE MOJIEKYJIBI — OEJIKH — MOCIEOBAIN KypcoM, 3a/1aHHbIM L-cepunoM. Pesynbrarhl
HKCIEPUMEHTOB TaKXe MO3BOJISIOT MPEANOI0KHUTh, YTO CEPUHOM ObLIa OIpesesieHa XUPaIbHOCTh
U Jpyrux Omomosekyn, Hampumep, D-caxapoB. JlomonHUTENbHBIM (aKTOPOM, OOECTEUMBIINM
BEKTOPHU3AIMIO CHHTE3a B CTOPOHY 00pazoBaHMs L-n30MepoB, IO MHEHUIO aBTOPOB, SBIISETCS BO-
na. Jns cpaBHEHMs pAZIOM IOKa3aHbl CTPYKTYpHbIe Gpopmyisl L- u D-cepuna, a Takke okramepa
L-cepuna. Llenb coObITHIi, BO3MOKHO MMEBIIasi MECTO B MPeOMOTHYECKON (pa3e CHHTE3a OpraHu-
YeCKUX COeMHEHUH, MpoTeKaIa KaK MMoKa3aHo Ha puc. 3, 3aMETHO, YTO, HE CMOTPsI Ha CTPYKTYp-
Hoe cx0/cTBO L- u D-cepuna B Busie D2 00beKTOB, TpeXMepHasi CTPYKTYpa ONTUYECKUX U30MEPOB
paznuyaercs.
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Terpanentuna (oktamep) L-cepuna

HeunsBecTHbIN
nporiecc,

CMeIAIO M
paBHOBecHe

D-cepun L-cepun

®opmupoBaHue
KJIACTEpPOB

Ilepenaua
JlesoBpamaromme XHPAJIBHOCTH

AMHUHOKHCJI0TbI h
U IIpaBoBpamarmme caxapa

Puc. 3. Hapymenue cummeTpun oopasoBanust D- 1 L-n30MepoB aMHHOKHCIIOT
Ha npebunotryeckoi pase popmuposanus xu3uu ([To Z. Takats u coast., 2003)

HepBOHaqam,HasI panemudeckas cmech D- u L-u3oMepoB cepuHa, 00pa3oBaBIasics B YCIOBHIX 3€MJTH B pe3yJIbTaTe
B3aUMO/ICHCTBUS TIHIMHA 1 (bopMaJmHa KOCMHYECKOTO MPOMCXOK/ICHHUS, B MPHCYTCTBHH TJIHIEPAITbICIHA, ¢oc-
dopnoit kucroter, Cu™", w/unu Fe*", w/umn Fe™™ u non Bo3zeiicTBueM HeM3BeCTHOrO (GaKTOpa, BO3MOXKHO MOJNSPH-
30BaHHOTO CBETa, oberqaer 06pa3OBaHHe okTamepoB L-cepuna (Ho He D-cepmna). OOpa3oBaBIHecs KiIacTephl
CIOCOOHBI CMEIIaTh XMMHYECKOE paBHOBECHE B CTOPOHY oOpasoBaHusi L- -M30Mepa TPCOHHHA W D- -Caxapos, a
D- -caxapa BMECTE C OKTAaMEpaMH CEPHHA, IIMIEPAIbICIHIOM, docdoproit kuciotoit u Cu™’, wunu Fe™, n/um
Fe™ cmemaroT XMMHYECKOE PaBHOBECHE npy 00pa3soBaHUK JPYIHX AMHHOKHCIIOT B CTOPOHY L-m3omepos. Tpex-
MepHbIE 00BEKTHI MOCTPOCHBI B NpHKIagHol nporpamme ChemBio3D Ulta 11.0 ¢ pacyetoM MHHHUMHU3aLUK BHYT-
peHHei sHeprun MosteKkyJsl npu 1=36,6°C, 10000 nraros.
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Ecnu y L-cepuna o6a mpoToHa mpHu aToMe a30Ta PeakIMOHHO IOCTYIMHBL, TO Y D-cepuna
OJIMH U3 aHAJOTHMYHBIX MPOTOHOBCMEUICH «BHYTPb» MOJEKYJBI M HAXOAUTCS KaK Obl B COCTOSI-
HUU CTEepUYecKoM 3amuThl (Ha Puc. mokaszan uepHoii crpenkoii). Kpome toro, eciu y L-cepuna
a30T JIETKO JOCTYIEH AJi1 00pa3oBaHusl BOAOPOTHON CBsI3U (IMIOKA3aHO PO30BHIM IIAPUKOM), TO
SHEPrusi BOJAOPOJHOMN CBsI3U a30Ta y D-cepuHa HU3Kas, 4TO TaKKe BBI3BAHO CMELEHUEM IIPOTO-
Ha «BHYTPb» MOJEKYJIbl. B 11€l0M 3TO, BUAMMO, YMEHBIIAET PEAKIMOHHYID CIHOCOOHOCTHh
D-cepuna k 00pa30BaHUIO MENTHIHOW CBs3HU, 1O cpaBHeHUIO ¢ L-cepunom [1]. U3 manHoii pa-
0OTHI ClleyeT ellle OJAMH, He MEHee Ba)KHbIH BBIBOJ, MPU MU3YYECHUU BO3MOXKHBIX XMMHUYECKUX
peaKIuii HeJOCTaTOYHO 3HAHUS TOJBKO 0 D2 cTpoeHMn XMMHYECKOW MOJIEKYINbI, HEOOXOAMMO
THaTeNnbHOE u3ydeHne D3 cTpyKTyphl.

Eme ogHo# rumoTe3oi, MoATBEPKAAIONMIEH NCKIIOUUTENBHYIO POJIb CepuHa B OMOJIOrHYe-
CKOH 3BOJIIOLIMH SIBJISIETCS MPEANOI0KEHHE, UTO L-ceprH B rpo30BbIX 00akax 1moj BO3AeHCTBH-
€M DJIEKTPOMAarHUTHOTO TOJISI TPO3OBBIX Pa3psAA0B MOXKET 00pa30BBIBATH MCEBIOIMKIBI MEKIY
TUAPOKCUIIBHOM IPpYNION pajauKaina U KapOOKCUIBLHOW TPYIION 3a CUeT BHYTPUMOJIEKYISIPHOTO
o0Opa3oBaHus BOJOPOAHOM CBsi3M ¢ dHepruei 24 Kkai/monb. Torna kak st D-cepuna 310 COOBI-
THE MeHee BeposATHO [2, 3]. ABTOpBI MpearnonaraiT, 4to L-cepuH, HaXOMAIIUIACS B COCTOSTHUN
IICEBJIOIMKIIA B MPUCYTCTBUU COOTBETCTBYIOIIUX Maiibix MoJieky (CO2, HCN, NH3, CH4, H,0)
CrocoOeH ¢ HUMHU 00pa30BBIBATh B IPO30BOI Ty4e MPH HU3KHUX TEMIIEpaTypax Takue aMUHOKHC-
JIOTBI, KaK JIaHWH, TIyTaMHH, BaJIKH, JIeHuuH [2, 3].

BropbiM CBOWCTBOM ICEBAOIMKINYECKOTO L-cepuHa sBiseTCs COCOOHOCTh K CIOHTAH-
HOMY 00pa30BaHMIO TENITHIHBIX IIETI0YeK, uTo onucaHo Z. Takats u coast. (2003) — cM. BbIlLe.
Tewm ne menee, B.A. I'yces (2002) mpenmonaraer, 4To MOJUINENTHAHBIE IIETIOYKH, 00pa30BaHHbBIE
L-cepuHOM, CITOCOOHBI K BKIIFOUEHUIO B IIETIh TOJIBKO L-, HO He D-amuHokucnor. M3Bnedenue us
pareMHuecKoil CMecH OJHOTO U3 YHAHTUOMEPOB MPUBOIUT K CMEIICHUIO PAlEMUYECKOTO PaBHO-
BECUSl U €ro CIIOHTAaHHOMY BbIpaBHHMBaHMIO. He Cl0XKHO mpencTaBuTh, YTO Jajiee MOXKET Ipo-
W30UTH JanibHElIIee BKIIOYeHHEe BHOBb 00pa3oBaBIIuXcsi L-aHaHTHOMEPOB B cocTaB nentua et
cetera, noka Bce D-sHaHTHOMEpHI HE OyAyT npeoOpazoBaHbl L-hopMbl, BKIIOUEHHBIE B COCTAB
OEIIKOB.

Buocunres. buocuHTes cepruHa ocymiecTBiseTcs U3 rioko3sl (10):
I'moko3a

CH,OPi CH,OPi CH,OPi CH,OH
" NAD® NADH | 2 2 i 2

1“-‘6-CD OH (|:H N A N A H(li—NH{M HC——NH,"
, loo- loo- loo- (|:oo- (10)

3-OI' = 3-docdormuueprHoBas  3-ochorunporcunupysar 3-docdocepun Cepun
KHCJIOTa
Kpome TOro, BO3MOXXHO B3aWMOIpPEBpAIIEHHE C TJIUIMHOM B TNPUCYTCTBUU
teTTparuapodonueBoit kuciaotel — Cu. (3) u Cxema 10.
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Poab B o0MeHe BemecTB. CepuH y4acTByeT B OMOCHHTE3€ TIHIMHA (B MPEBpAICHUH B
JIMIMH ¢ ydacTueM terparuapodonueBoit Kucinotel — TI'@K CyKUT UCTOYHUKOM OJTHOYTJIE-
poaHOro parMeHTa), CepoCoaePKAIMX aMHUHOKUCIOT (METHOHMHA, ITUCTEMHA), TpUNTOhaHa, a
TakXke dTaHonaMuHa, chuaromunuaoB u mp. (Cxema 10). Cepun yyacTByeT B 00pa3oBaHUH aK-
TUBHBIX IIEHTPOB psina (hepMeHTOB (dCTepas, MENTHIOTUAPOIa3), obdecreunBas Ux (yHKIHIO.
[Iporeonutuueckue GepMeHTHI, aKTUBHBIE IEHTPbl KOTOPHIX OOraTbl CEpUHOM, OTHOCAT K OT-
JIEIIBHOMY KJIACCY CEPHHOBBIX SHJIOMENTHAA3. YUaCTBYET B 00€3BPEKUBAHNY TOMOIMCTEUHA TIPU
cuHTe3e nucTenHa (moapodunee Cu. riiaBy MeTHOHUH).

CduHromunuasl
—
Memmarop L{HC beraun MeTnonus
NH; + CO, 4 Counrozun
Benkn NH ol XomuH —» dochaTuamt
2
Tem H,N, T XOJITHH
I'mukorneBast kucioTa & / DTaHOJAMHH
H
I'mytatuon HO 0 0 benknu
Kpearunun unns Cepun ucrenn
Tpunrodan
Jlunoesas kuciora
Y
[Typumbr [Tupysar —» [nunepat —» 3-Docdormmmepar
I'mroko3a Dochomunuasl

Cxema 10. OcHoBHBIE MeTa0OIUYECKUE MTYTH MIPEBPAILICHUS CepUHa

CepuH JIerko nmpeBpaiiaeTcs B MUPYBAT MPH y9acTHH cepuHaeruaparass (11):

TZC_OH H,0 H,0 TH3

HC——NH, \\/'/ — (C—O0

COOH NH2+ | ()
COOH

L-Cepun [Mupysar

OO6pa3oBaHue 3TaHOJAMHUHA TTPOUCXOAUT U3 (hochaTuaIUIITAaHOIAMUHA B pEeaKIIuu OOMEeHa C ce-
PUHOM TIPH YYaCTHH CepUH PochaTHIUICHHTA3BI COTTIAaCHO ypaBHeHUO (12).

Buonaoruveckne 3¢pdexrri. CepruH HEOOXOIUM 71T TOJHOIEHHOTO OOMEHa >KHpPOB U
JKUPHBIX KHUCIIOT, MBIIIIEYHOT'O POCTA, MOAJIEPKAHUS 30POBOM UMMYHHOM CUCTEMBI. Y YacTBYET
B MIPOU3BOJICTBE UMMYHOTJIOOYJIMHOB, OMOCHHTE3€ MyPHHOB, MTUPUMHUINHOB, KpeaTHHA U TIOP-
¢buprHOB. YyacTByeT B 00pa30oBaHUM IIUCTEHHA U3 METHOHHMHA, a TAK)XKE TIUIMHA, METHOHUHA U
TpunTodana. SBisercs 4acThbl0 aKTUBHOTO IEHTPa OOJBIIOTO KJIAcCa CEPUHOBBIX MPOTEa3: IH-
[IEBApUTENBHBIX, CUCTEMBI CBEPTHIBaHUS KPOBH, KOMILIeMeHTa. B coctaBe docdarunuicepruna
SBJISIETCSI KOMITIOHEHTOM BHYTPEHHErO CJIOsl Tuta3MaThdeckor meMOpanbl. DocdatumuiacepuH
UTpaeT KIOUYEBYIO (DU3MOJOTHYECKYIO posib B nuddepeHIIMpoBKe HEMPOHOB, Mpolleccax aKTH-
BallMM, PEreHepallii, CUHTE3a W BBICBOOOXKICHUS HEHPOMEIUaToOpoB (AlETHUIXOIUMHA U Jp.),
JBUKEHHE WOHOB U MPOBEICHUN OMOAIIEKTPUYECKOTO TOKA. YUacTBYeT B MpOIleccax JIEICHUsS U
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pOCTa HEPBHBIX KJIETOK. AKTHBHPYET METa00IM3M TIIIOKO3bI B TOJIOBHOM MO3Te U TOBBIIIACT YC-
TOMYMBOCTh HEPBHBIX KJIETOK K HIIEMUYECKOMY ITOBPEKICHUIO.

dochaTuauIcepuH MPEMATCTBYET pa3pyIICHUIO KIETOK MOJOBHOTO MO3ra MUKpodaramu,
noJaBiAd uX (aruuTapHyr0 akTUBHOCTh. CTUMYJIUpPYET CUHTE3 alETUIXOJUHA U aKTUBU3UPYET
XOJIMHEPrU4ECKHUE IIPOLIECCH] B TOJIOBHOM MO3TE.

0]

\

o
0 NH,
oH 2+ 0
\/ ~ o
H,N
0 HO
o
+ 2 OTaHOJaMHH
~Z o
"
O - P
HO o] 2
O—P——=0 OH
‘ H,N
OH
12)
H,N
HO [6)
®dochaTuarIITAHOIAMUH L-Cepun docharuauncepux

B cocTaBe 6enk0B ceprH 4acTO BBIMOJIHAET (QPYHKIMIO OpraHU3aToOpa aKTUBHBIX LIEHTPOB, B
YaCTHOCTH, alleTHIIXOJIMHAICTEpas3bl. B perynsTopHbix Oeiakax OCTaTKHU CEepHUHa, JIMOO TPEOHHHA
ABIIAIOTCS 00BEKTaMU aTaKu CEPUH-TPEOHMHOBBIX MPOTEMHKHUHA3, POCHOPUTUPYIOIINX UX TUA-
pokcunbHyI0 Tpynmmy. K kmaccy 3TUX MPOTEeMHKUHA3 OTHOCSATCS MPOTEMHKUHA3BI A — OOMEH yr-
JIEBOJIOB M JUMNMIOB; B — perynsauus anonTto3a ¥ NpOTOOHKOTeHOB; C — 4acTO 3TO peuenTophbl
TOPMOHOB (CTEPOUIHBIX — TTIOKOKPTUKOUAOB M XOJEKATbIH(EPOIOB, KAIBIIUTPHOIA, dIHIEP-
MmasibHOro (hakropa pocrta); Ca-KaabMOIYIHH-3aBUCUMbBIC MPOTEUHKUHA3BI — (HOCHOPHIHPYIOT
MHOTO(YHKIIMOHATBHBIN, TPUCYTCTBYIOIIUNA MPAKTUYECKU B JIIOOBIX TKaHIX, OEIOK KaabMOIY-
JIMH; MUTOTeH-akTuBUpyeMble kuHa3bl (MAPK) — perynupytor akTHBHOCTh I'€HOB, KOHTPOJIU-
PYIOIIUX KJIETOYHBIHN IHUKII, @ TAKXKE TUCCOLUAIIUIO0 PHOOCOM.

Cumnromsbl Aepuuurta. [TockonbKy cepuH sBIsSIETCS 3aMEHUMOM aMHUHOKHUCIIOTOM, Aedu-
IIUT 3TOW aMMHOKHUCIIOTHI HE JOJDKEH Ha0I0oJaThes, 0 KpaiiHel Mepe, B yCIOBUSAX MOJHOLIEHHO-
ro nutanus. K HapyiieHuio BKIIOYEHUS [NIMLKHA, CEpUHA, METHOHUHA U 0-aMHUHOW30MaCIIsTHON
KHCJIOTHI B CEpJeUHYI0 MbImiy npuBoaut aepurnur xpoma (http://www.microelements.ru/Cr).
[Tpodeccop IMurep Kneitron (bpuranms), nedammii Bpau 10-mernero O6puranna Tumotu bunr-
xeM (Timothy Bingham), y xotoporo Obl1 o0Hapy>keH MpuOOpeTEeHHbIN Ae)UIUT CeprHa, BbI-
3BaBIIUH, KaK TOJIAral0T TETPATUIETHIO, COOOIINII, UTO ASPUIIUT CEPUHA, KaK TPABUIIO, TPUBOJIUT
K SMWIENICHU U 3aJepxKaM pazButus. [Ipodeccop Kneitton coolmmumi, yTo 3HaeT TOIBKO 00 erle
OJIHOM clTy4yae rnapajinya, BBI3BAHHOTO HEJJOCTaTKOM CEpHHa.

W3BecTeH BPOXKACHHBIA AePUIMT ABYX (epMeHTOB: 3-hocharriniepaTaeruiporeHasbl 1
3-bocdocepunpocdaTassl pU KOTOPHIX HAOIIOJAETCS HApYIICHHE OWOCHHTE3 CEepHHA. ITO
penko BcTpevaromieecs 3aboseBanue. JleTu ¢ TaHHON MaToJoruel poXKAaTcs ¢ MUKpoledanu-
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eil, mpu ayrorncuu oOHapy>kuBaeTcs aTpodus 6eoro BemecTsa Mo3ra u nemuenuauzanus. Cy-
JIOPO’KHBIE MPUCTYIIBI Yy AeTel ¢ 1eULIUTOM CepruHa pa3BUBAIOTCS Ha MIEPBOM I0Jly >KU3HH, Yallle
9TO CUHJIpOM BecTa — cOCTOUT U3 Kiaccu4yeckoi Tpuazbl: 1) nHaHTHIbHBIC CIIa3Mbl, 2) CIICIH-
¢buyeckuiit IO maTTepH B MEXKIPUCTYITHOM IEPHOJIE, HA3bIBAEMbIN TMIICAPUTMHUS (BBICOKOAM-
IUIATYHBIA PUTM, BKJIFOYAIOIIAN HApsAy C BBICOKUMH NMHUKAMH MEJJICHHBIC BOJIHBI) U 3) 3a-
Jep>KKa YMCTBEHHOTO pa3ButTus. [Ipuctymsl perpeccupyror pu Ha3HaAu€HUHU J00aBOK C CEPUHOM
per 0s. /lmarHo3 ycTaHaBIMBAIOT MU OOHAPYKEHWU HU3KOTO YPOBHA CepuHa B JUKBOpe. Omu-
CaH TOJIBKO OJIUH CIIy4ail BO3BHUKHOBEHUS 3TOM MAaTOJIOTUHU B CTapIled BO3PACTHOM IpyIIIE.

Mennunnckoe npuMeHenue. L-CepuH NpUMEHSIOT Ui NApeHTEPATbHOTO NMUTAHUs, a
TaK)Ke MPH MHTEHCUBHBIX (PU3NYECKUX TPEHHPOBKAX, XPOHUYECKOM ycTanocTH, pudpoMuanru-
ax, 6one3nu IlapkuHCcOHa, aTepockiepo3e, caxapHoOM AuadeTe, OCTe0apTPUTE, IUPPO3E MEUCHH,
YXYALIEHUU COCTOSHUS BOJIOC, AJONEIUH, JIOMKOCTH M PACCIOCHUU HOTTEH, UMMYHOICPUIUT-
HBIX COCTOSIHUSIX.

Conep:xaHue B CBOOOIHOM BH/I€ B IuIa3Me KpoBu, Mr/100 mu (Mxmoun/mn): 1,1 (104,7).

Conep:kaHue B CyTOYHOM KOJIMYeCTBe MOYH, MT (MKMOJIb): 27,0-76,0 (256,5-693,5).

CyTouHasi IOTPeOHOCTH B CEpUHE JIJIsl B3POCIIOro yesnoBeka cocrasiser 3,0 r.

HN30MEP D-CEPUH

Panemuueckuii usomep D-cepun obpa3syercs u3 L-cepuna npu nomomu pepmMeHTa cepuH-
panemasbl U SIBJISIETCS SHJOTEHHBIM JIMTaH0M MHIMHOBOro caiita NMDA -penenitopa. [Ipenro-
jaraercs, 4yTO HapylleHue OuocuHTe3a M Ouozerpagauuu D-ceprHa, BbI3BaHHOE BPOXKIECHHOM
NaTOJIOTHEH CepuHpaIeMasbl, SBISIETCS OJHUM M3 NAaTOT€HETHYECKIUX MEXaHU3MOB (POPMHPOBa-
Hus mu3odpennn [4-7].

Cnmcok sureparypsl Kk riase «Cepun»

1. Takats Z. Serine octamer reactions: indicators of prebiotic relevance / Z. Takats, S.C. Nanita,
R.G. Cooks // Angew. Chem. Int. Ed. — 2003. — Vol. 42, Ne 30. — P. 3443-3559.

2. I'yceB B.A. O0 UCTOYHMKE SHEPTHH IS COXPAHEHUS KU3HECTIOCOOHOCTH M aMIUTH(pHUKANU
reTepoTpOoPHBIX MUKPOOPTAaHU3MOB B YCIOBUSX cyOcTpaTHoro ronoaa. II. O6ocHoBanue rumo-
te3bl / I'yce B.A., Neigel N.J. // Buodusuka. — 2001. — T. 46, Beim. 5. — C. 869-874.

3. B.A. T'yceB Xumuueckas sBororust B rpozoBoM ooOsiake / ['yceB B.A. // Jloxnager PAH. —
2002. — T. 385, Ne3. — C. 352-354.

4. Fujii K. Serine racemase binds PICK1: potential relevance to schizophrenia. Mol. Psychiatry /
K. Fujii [et al.] // 2006. — Vol. 2, Ne 11. - P. 150-157.

5. Kamiya A. A schizophrenia-associated mutation of DISC1 perturbs cerebral cortex develop-
ment / A. Kamiya [et al.] // Nature Cell Biol. — 2005. — Ne 7. — 1167-1178.

6. Sawa A. Schizophrenia: diverse approaches to a complex disease / Sawa A., Snyder S.H. //
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IMPOJIMH
3amenumasi, koaupyemasi amuHokuciaora, CsHgNO,, kononsl — CCU, CCC, CCA, CCG.
CHHOHMMBI: MTHPPOJTHANH-2-KAPOOHOBasI KHCJI0TA

DU3MKO-XUMHYECKAS] XaPAKTePUCTHKA.

Tounas macca — 115.06 1900 r. BunbpmrerTep CHHTE3UPOBAJ MPOJIUH U3
H . -

s¢upa TUOPOMIPONTHIMAIOHOBON KUCIIOTHI.

MornekynspHblii Bec — 115,13, 1901 r. ®umep nomyunn L-nposnua u DL-mpo-

C-52,16;H-7,88;N-12,17; O - 27,79. JIMH U3 THPOJTU3ATOB Ka3enHa.
Mounsipraoe Bpaienue pactsopa B Su HCl — -69,5, 1902 r. ®uiuep BBIAEIMI OKCHIPOIHH U3 KHC-
FI/II[pOKCI/IHpOJ'II/IHa— _66 2. JIBIX TUAPOJIM3AaTOB JKEJIATUHBI, H, IIYTEM BOC-

CTaHOBJICHUSI TUAPOKCHIIBHOM TpYIIbI, MpeBpa-
Xopomo pactsopum B Boae — 162,3 r/100 r H,O |~ e

npu 25°C, orpanmuyeHHo B staHone (1,55 r B Ha3zBanue nmpousBeieHO OT paroHaIbLHOTO 000-
100 MJI), aleToHe, xjJopodopme, HE PACTBOPUM B 3HAUEHMsI 3TOM aMMHOKHUCIIOTBI — MUPPOJIMIUH-
JUSTHIIOBOM SdHpe. 2-kapOOHOBAsI KUCIIOTA.

pl 6,3. Ilpu 25°C pK, COOH u NH, 1,99 u 10,6

COOTB.

Oco0ennoctu. [IponuH — eMHCTBEHHAs: KOAMpYeMas aMMHOKHUCIIOTa, (.-aMUHOTPYIINa KO-
TOpOU sBJIsIETCS parMeHTOM reTeporkia. [1o 9Toi mpuyrHe y MpojiMHa He OCTaeTCsl BOJOPO/I-
HOT'O aTOMa, CIIOCOOHOI0 y4acTBOBATh B 00pa30BaHUU BOJOPOIHBIX MOCTUKOB. Beneacreue aToro
MIPOJIMH MOKET OYEeHb Pe3KOo M3rudaTh MENTUIHYIO Ienb. Yepenyronmecss OCTaTKU MPOJIMHA CIO-
COOCTBYIOT CO3JIaHUIO CTAaOWIIBHOM TPEXCHUPATHLHOM CTPYKTYphI KOJUIareHa, MpHIaroIeld MoJe-
KyJI€ IIPOYHOCTh. B CBS3M € TaKUM CTPOECHHUEM IIPOJIMH, CTPOTrO T'OBOPS, SBJIAETCS HE aMHUHO-, a
MMHUHOKHUCJIOTOM.

B HMHTUIPUHOBOM peakuuu, B OTIMYUE OT IPYTUX aMUHOKHUCIIOT, IIPOJIMH JAET XKENTOE, a HE
($uoneToBOE OKpaIINBaAHUE.

BuocunTe3. B opranu3me npojiiH CHHTE3UPYETCS U3 TIIYTAMHHOBON KUCIOTHI (13).

OH OH
H,N H,N
HO
HO" N

@)

\

(13)

NADH+H" NAD* HN ]
HO O H O
I'myramar ITonyansaerun rimyramar IIponun

49



3AMEHUMBIE AMUHOKHUCJIOTHBI
_
[IponuH, HaXOAIIMIICA B COCTABE KOJUIareHa, THM-

Dpanyysckuii napaooxc. Tak Ha3pIBAIOT 3P HEKT
POKCUIIUPYCTCA, 066 AMUWHOKHCJIIOTBI U IIPOJIMH H panty. P q)(b

JIOCTOBEPHOH 0OpaTHOW KOPPEISAIMOHHOW 3aBH-

TUAPOKCUIPOINH, PAaCCMATPUBAIOT KaK MpUHAIJIE- CHMOCTH MEXJy CMEPTHOCTBIO OT MH(apKTa
~ MUOKapaa " HOTpe6J’IeHI/IeM CyXO0ro KpacHOro

JKalllie K IIIyTaMaTHOMY CEMEMCTBY aMHUHOKHUCIIOT. e, e (s 18I
FI/II[pOKCI/IHpOJII/IH COACPIKUTCA B TKaAHAX IIPAKTH- T€ HUCCIEIOBaHUU ATOTO SBJIEHHUs ObUIO YycTa-
YECKH TOJIBKO B COCTABE KOJUIAreHa, Ha JOJII0 KOTO- | HOBICHO, HTO IPOAHTOLHMAHMIMHBI KPACHOTO
BHUHOTPa/Ia U KPACHO20 BUHA (PUKCUPYIOTCS NpO-

pOro NpUXOIUTCs OOblIas YacTh O€NKa B OPTaHU3- | jumom KojUlareHa W HacTHHA B CTEHKAaX apTe-

Me mitekonuTaronux. [Ipeobaanaromiee KOJIUIECTBO pHii, YBEIMYHBAs MX CONPOTHBICHHE JIABJICHHIO
KpOBI/I, KpOMe TOro, OHHU BJIMAIOT Ha conep)}(aHI/Ie

NPUXOAUTCS Ha mpanc-4-ruipokcunponut. B kos- XOJIECTEPMHA B KPOBHM M MHTHOHMPYIOT (pepMEHT
JaréHe¢ oaHa TpEeTb AaMHHOKHUCIOTHBIX OCTaTKOB THCTHAMHCKApOOKcniasy, —Onarojaps — demy
CHIDKAETCSl COJIEp)KaHWEe B KPOBH THCTAMHHA,
HPpUXOIUTCA Ha IJIMINH U €IIe OZlHa TPETh Ha Ipo- OTBETCTBEHHOTO 32 M3JIHIIHIOK MPOHUIAEMOCTh
JJUH WU TUAPOKCHUIIPOJINH. qepez[ylomHeCH OCTaTKHU CTEHOK coCyn0B. O4YHIIEHHbIE GHIOIHAHOBPIC
) [MTMEHTHl BHHOTPAJa B CYTOYHOH JI03€ JI0
NPONMHA M THAPOKCHIPOTHHA CO3JAIOT cTabmIIb e
HYIO TPEXCIIUPAJIIBHYIO CTPYKTYPY KOJIJIarc¢Ha, mnpu- npoUIAKTHKE y OOJIBHBIX, CTPAAIOIINX aTepPO-
JAIOLLYIO MOJIEKYJIE IPOYHOCTS. CKJIEPO30M, CaxapHbIM IHa0eToM, KOPOHAPHBIMH
= 3a00JIEBAHUSIMH, KPOBOMBIIHSHUAMH, PETHHOIIA-
YHUKaJIBHOW OCOOCHHOCTBIO MeTaboIM3Ma THAPO- THell 1 cTapeHneM cocynos [1-4].
KCHUIIPpOJIMHA ABJIACTCA TO O6CTO$IT€JH)CTBO, qTO 3Ta
AMHMHOKHUCJIOTA, BXOAsiAIasd B COCTAaB O€eJIKOB MUY,
He BKirovaetcs B kojutareH. He cymecrByer TPHK, kotopast Mmorna Ob1 akientupoBaTh THIIPO-
KCHUIIPOJIMH U AaJIe€ BKIIIOYATh €T0 B pACTYIIYIO IMOJIMIICHTUAHYIO ICIIb. FI/I,Z[pOKCI/IHpOJII/IH o6pa—
3yeTcs B pe3ysbTaTe MOCTTPAHCIAIMOHHON MOIUGUKAIMKA OelKa W CYIIECTBYET B BHJIE JIBYX
HU30MEPOB Mpanc-3- 1 mparc-4-ruipokcuriposivaa. [IpeamecTBeHHMKOM THIPOKCHITPOJINHA SIB-

JACTCA IMMPOJIMH IMUIIH.

Z
Z

OH
mp anc-3-TUAPOKCUTIPOJIUH  mp aHC-4-TUIPOKCUTIPOTNH

['mapoxkcuiupoBaHue MpPOJUHA KAaTAIU3UPYETCs MPOJMITHAPOKCUIA30H — (epMEeHTOM,
HaXOJSAIIMMHUCA B MUKPOCOMAaX MHOTHX OpPraHOB (II€YEHH, JIETKHUX, CEP/La, CKEIETHBIX MBIIIIL) U
HIOKPOBHBIX TKaHEH (KOXKHU rPaHyIHPYIOIINX PAHEBBIX MIOBEPXHOCTEIH).

Kara6oau3m npoJsmna, kak cienayet u3 (13), sBisercst mpoiieccoM, 00paTHBIM €ro CHHTe-
3y. IIpu aTOM Bee 5 yrneponos L-niponnHa nepexoasart cHavasa B OIyalbAeruj NIyTamar, 3aTeM
B IIyTaMar U Jiajiee B 0-KeTOrayTapar.

Buonoruueckue 3¢pdextol. [IponnH — yHUBEpCaTbHBIN KIETOYHBIH OCMOIPOTEKTOp [5,
6]. ITo nanueM Y. Morita et al. (2002) — nponun siBisieTcss He MeHee d(GEKTHUBHBIM KPUOIPO-
TEKTOPOM, YeM IJIMLIEPUH M Tperajgosa B KJIeTKax Apoxoked Saccharomyces cerevisiae. BuyTpu-
KJIETOYHOE HAKOIUIEHHE MPOJIMHA MPUBOAUT K 3HAYUTEILHOMY IOBBIIICHUIO MPOILIEHTA BBIKH-
BAaEMOCTH KJIETOK JIpOxoKel mocie 3amopaxkuBanus 10 -20°C, uro umeeT OoJbIlIoe 3HAUYEHUE,
HaIpuMep, ISl MPOU3BOICTBA MOy(PabpUKaTOB U3 TECTA.

Cumnrombl aepuuura. epuuut rugpoxcunpoiauHa HaOmonaercs mnpu aeduuute ac-
KOpPOWMHOBOM KUCIJIOTHI, YTO IPUBOJUT K HAPYIICHUIO MPOIIecca MOCTPAHCISIIIMOHHOTO THIPOKCH-
JMpOBaHUs MposmHa. Ha HayanmpHBIX 3Tamax Ae(UIHUT THIPOKCUIMPOBAHUS MPOJIUHA CONPOBO-
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- _____________________________________________________________________________________________________J]
KOACTCA YTOMIIICMOCTBIO U CHUIKCHUCM COIIPOTUBIISICMOCTU K I/IH(i)eKI_[I/IOHHLIM 33.6OJICB3.HI/ISIM.
B TsokenpIx cioydasx pa3BHBAaeTCsS KIMHMUYECKH BBIpaKCHHAS IMHTA (CKOPOYT), OCHOBHBIM I1aTO-
T€HCTUYCCKUM MEXaHU3MOM KOTOpOfI ABJICTCA HAPYHICHUC CUHTC3a U CTPYKTYPhI KOJIJIarcHa 1u
BBI3BAHHBIX 3THUM YBCIHMYCHUEM IIPOHUIACMOCTU COCYAOB M AP. TAXKECIBIX HapymeHHﬁ, IIpUBO-
JAINX GOHBHOI‘O, HUCIBITHIBAOIICTO I[e(bI/ILII/IT aCKOp6I/IHOBOI7I KHCJIIOTBI U THAPOKCHUIIPOJIMHA,
K CMEPTH.

®a30BOKOHTPAacTHAsE MUKpPOpoTOorpadus
KPHCTAJJIOB NMPOJIUHA

ITo Michael W. Davidson from The Florida
State University
http://www.microscopy.fsu.edu/
aminoacids/pages/proline.html

) “ ‘.“\..

I'unepnpoJimHeMusi BCTpeyaeTcsi B BUJIE JIByX CHHAPOMOB — TrUIeprnpoauHemMus tumna I u
runeprnponuHemuss tuna Il [lpuumHoi TuneprnponuHemun tuma | sBiuseTcs aedexT reHa
PRODH, npuBoasmuii k Hegoctatounoctu nponunaeruaporenassl (EC 1.5.99.8) u npossnser-
Csl aHOMAJIUSIMU IIOYEK B COYETAHUU C aMUHOALUTypuell (IpoJuHypuel, T IpOKCUTIPOIUHYPHUEH
U TJIMIUHYpUEH) U B TIOJIOBUHE CIy4aeB YMCTBEHHOM oTcTajocThio. [IpuunHoil runeprposianHe-
mun Trna || sBisieTcss HeoCTaTOYHOCTh MUPPOIHH-5-kapOokcuiar neruaporenassl (EC 1.5.1.1).
B nonoBuHe ciydaeB 3TOT neUIUT MPOSABISETCS YMCTBEHHONW OTCTAIOCThIO, CyJJOPOTaMU B CO-
YETaHUU C aMUHOALMIAYPUEH.

O06a Tuma runepnpoJMHEMUN HACIEAYIOTCS, BEPOATHO, [0 ayTOCOMHO-PEIIECCUBHOMY TH-
Iy ¥ HE CUUTAIOTCS OMACHBIMHU IS 37J0POBbSI.

dapmakosioruyeckue cBoicTea. [IponuH, Kak OJUH U3 OCHOBHBIX KOMIIOHEHTOB COEIH-
HUTEJIBHON TKaHU, CIOCOOCTBYET MPOU3BOACTBY KOJIAr€Ha, YJIydllIaeT CTPYKTYPY KOXKH, YKper-
JISIET CYCTaBHBIE COEAVHEHHUS, CBA3KU U CEPIACYHYIO MBIIIILY, NOJAEPKUBAET B HOPMAJIbHOM CO-
CTOSIHUM COE/IMHUTENbHbIE TKaH! (II€YeHb, TOUKH, CKIIEPA IJ1a3a, COCY/bI).

MeanuuHcKkoe NnpuMeHeHue. B KIMHUYECKOH MPAaKTUKE MPOJIMH MPUMEHSIeTCs JUIs Jiede-
HUS:

MEXaHUYECKUX MOBPEXKIECHUH KOXKU U CIM3UCTHIX;

BOCHAJIUTENbHBIX 3a00I€BAaHUN KOXKHU U CIU3UCTHIX;

TPYAHO32)KUBAIOLINX PaH, 513B, 0’KOI'OB,;

COCYJIUCTBIX JIe(DEKTOB,;

PEBMATOMTHOTO apTPUTa,

ONyXOJIEH Pa3IMYHON JIOKAIU3ALNH;

6one3nu [emxera.
Jo3oBb1ii pexum. PasoBas no3a — 500 mr. B3pocnsiM 1o 1 karicyne B A€Hb BO BpeMs €JIbl.
[IponomxurensHOCTh pueMa — 1 Mecsl. Bo3MokHO yBennueHue 10351 10 3 Karcyll B ACHb.

Conep:xaHnue B CBOOOIHOM BH/I€ B I1a3mMe KpoBu, Mr/100 mu (Mxmoan/n): 2,4 (208,8).

ConepixaHue B CyTOYHOM KOJIMYecTBe MO4YM, MI (MKkMoJ1b): meree 10,0 (87,0).

CyTouHasi HOTPeGHOCTb B3pPOCIIOTO YelIOBEeKa B MPOJIMHE cocTaBisieT 5,0 T.

AN NN
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SAMEHMMBIE AMUHOKHUCJIOTbI

IHUPPOJIN3UH

Hexoaupyemasi amuHokucaora, Ci4H;7N303,.

Cunonnmbli: (R)-2-amuno-6-((2S,3R)-3-metmi-3,4-muruapo-2H-nuppoii-2-kapOooKkcaMuio) rex-
CaHOBas KUCIIOTA KOHBIOTUpOBaHHas ¢ 3tanoM (1:1)

o NH,
N \\\\\\“\ OH .—'
N N
4 N
o

“,
CH,
9

DU3UKO-XUMUYECKAs XapaKTepUCTUKA.

Tounas macca — 285,21.

MonekynspHslii Bec — 285,38.

C—-58,92; H-9,54; N-14,72; O - 16,82.

DU3UKO-XMMUYECKHE CBOWCTBA HAa HACTOSIIIUI MOMEHT HE U3YYEHBI.

Oco0ennocTu. Hexonupyemas aMMHOKHUCIIOTa, BCTPEUYAIOUIascsa TOJIbKO Y ISATH BUIOB Me-
TAHOTCHHBIX apXed W OJHO# sybakTepuH, BriepBbie oOHapyxeHa B 2002 r. John F. Atkins u Ray
Gesteland [8]. Bxirouaercst B coctaB Oejika IMpH €ro TPAHCIISAUH ¢ ToMoIIbio cron-komona UAG,
KOTI/1a OH HaXO/UTCS B LIUCTPOHE B OKPY>KEHHUHU, OTIIMYAIOIIUMCS OT OKPYKEHUS, ONPEAEIISIIOLIETO
CTOM-KOJIOH, ¥ TIO3BOJISIIOIIEM OCYIIECTBUTH IMPSIMOE MPUCOCAMHEHUE MHPPOIM3HHA K 0CO00M
TPHK ¢ antukogonom CUA. UAG B kayecTBe CTON-KOJOHA UCHOJB3YETCs PEJIKO, & €CIIU U UC-
MOJIB3YETCS, TO YacTO 32 HUM CIIEAYET APYroi CTOM-KOJIOH.

[TupponusuH He BcTpedaeTcs 0ojiee HU y KaKuX JPYTruX OpraHu3MOB, IO3TOMY JIOIYCTHMO
IpeIoiaraTh, YT0 apXeu, UCIOJb3YIOIINe MUPPOIU3UH B CTPYKTYpe (pepMeHTOB, HEOOXOAMMBIX
JUIS CHHTE3a MeTaHa, SIBJIAIOTCS JJOXKHUBIIUM J0 HAIIUX BPEMEH PEIMKTOM NEPBOXKHU3HH, KOTOpast
ObuTa co3/1aHa Ha HECKOJIbKO JPYrod XMMHUYECKOH OcHOBE. BO3MOXHO, 4TO 3Ta MEPBOKU3HB
co3Jlana Te OpraHUYeCKUe BEIECTBA, KOTOPbIE MOCTYKIIN XMMHUYECKOH 0a30i (popMHupoBaHUS
COBPEMEHHBIX OpraHn3MoB. CUUTaeTCsl JOKa3aHHBIM, YTO T€HBI, OTBETCTBEHHBIEC 32 CHHTE3 IHP-
POJIM3MHA U €T0 BKJIIOUYEHHUE B OEJIOK YK€ MPUCYTCTBOBAN B MOCJEHEM YHUBEPCAIBHOM OO0IIEeM
npeKe MPUOIM3UTENFHO 3 MIIPA. JIET Ha3al, HO COXPAaHMJIOCHh TOJILKO B OPraHW3MaXx, MCIOJb-
3YIOLIMX METHUJIAMUH KaK HCTOYHHK dHeprud [9].

Buocunres nupponusuna pacumdposan Joseph A. Krzycki (yausepcurer Oraifo). [Ipen-
noyiaraercst cieayrommii MmexauusM — pepment PyIB kxouBeptupyer L-mu3us B (3R)-3-metuin-D-
opuutun. Jlpyroit depment, PyIC, cmocoOcTByeT B3aMMOJEHCTBHIO BTOPOH MOJIEKYJIbI
L-nu3uHa ¢ OpHUTHHOBBIM MHTepMeauaToM. Tperuii ¢pepment, PylD ympasiser oTinenieHrneMm
MOJIEKYJIbl aMMuaka u oOpazoBaHuio (3R)-3-mermn-D-rmyramun-nonyansnerna-Ne-L-nmu3nna,
KOTOPBIH B pe3yJIbTaTe MUKIM3alUH U IeTuapaTaly npespamaercs B L-nupponmsun [10-11].

Kak cnemyer u3 myOmuKaiuii aBTOpOB, OCHOBOW CHHTE3a MUPPOJIM3UHA SIBISETCS JTU3WH,
TOT/Ia KaK LMKIMYECKas 4acTh MOJIEKYNbl — MPOJMH — IOJIy4aeTcs B pe3ysbTare LUKIU3AIHH
HCXOHOM JIMHEHHON CTPYKTYPBI.

Takum 00pa3om, TUPPOIU3UH MPEACTaBIIeT cO00M THOPU UMHUHO- U AMUHOKHCIIOTHL. 13
aHaJIM3a ero CTPYKTYPHl OYEBHUIHO CIEIYET, YTO aMHUHHAS TPYIIa, YIaCTBYIOIIAs B 00pa30BaHUA
HENTUIHON CBSI3H, PACIIONOXKEHA MIPU Oi-YTIEPOJHBIM aToMe JH3uHa. Torna Kkak MMMHHBIA a30T
MIPOJIMHA BPSIJ] T MOXKET OBITh HCITOJIb30BaH, TOCKOJIBKY 3TO MPUBOIWIO ObI K TEPMHHAIH CHH-
Te3a OenKa B CBS3M C TeM, UTO KapOOKCHII IIPOJIMHA CBSA3aH C aMUHOM TpYNIION JIN3KHA.

Konb110 mupponu3uHa BKITFOYAETCS B aKTHBHYIO 30HY HECKOJBKHX MeTwiTpaHcdepas, Tie,
KakK IO0JIararoT, BpalaeTcst OTHOCUTENBHO cBOOOHO. [Ipeanoxkena Mo ek, COrIacHO KOTOPOii co-
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NH,
P lB ~7 !
Y L-nu3un =4
NH, B
THH Py]C ‘

(3R)—3-MeTHJ1-D-OpHH

PyIlD

NH; + 2H* (2R,3R)-2-amun0-5-((R)-2-amuHO-6-
OKCOTEKCaMUJIO0)-3-METHUIITIEHTaHOBAS,
KHCJIOTa

o _ HoN e 0 _ HoN e
: 0 : 0
NH,
(3R)-3-metun-D-rinyramun-nonyansaerun-Ne-L-nmu3una PylC
X
MACM netrnersegess - [Pl .
mtmP mimBC ~ mimBC ~ mibA TAMA | pyis pyIB pyIC pylD \ /
H,C —0
TAG  TAG : /T
HN
SN 9 e /J?\ Pyrrolysine
R,
4 L-nupponusun
(R)
N o) (S))
“NH,
OH
NH,
MtmB
= o)

Cxema 11. CuHTE3 MUPPOIN3NHA Y METAHOTEHHBIX apXei

Ha cxeme B mpaBOM BepxXHEM yIily MMOKa3aHa TpeXMepHas peKOHCTpyKuus ¢pepmenrta PylB ¢ metunopau-
tuHoM (3MO) u kodakropom S-ameHoszmnmeTronnHoM (SAM), mo Michael Groll et al. (2011) [11].
B neBOoM HMKHEM YTy NpEACTaBieHa CTPYKTypa ydacTKa reHoMa ¢ pacIojIoKEeHUEM caiToB Apyrux dep-
MEHTOB, YYaCTBYIOIIMX B CHHTE3€ MUPPOJIM3MUHA, HIKE — TpeXMepHast CTpykTypa pepmenta PyIC, rukim-
3ytoniero (2R,3R)-2-amuno-5-((R)-2-amMmuH0-6-0KCcOTeKCaMuI0)-3-METHIIICHTAHOBYIO KHUCIIOTY B TUPPOJIU3HH.
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cenHss KapOOKCHITbHASI TPYIINa OCTaTKa IIIyTaMaTa MPUCOEANHSET MPOTOH, KOTOPHIH NepeaaeTcs
Ha a30T UMHHOBOI'O KOJIbIIa ITHUPPOJIM3UHA. ITomoxuTeIbHO Bap}I}KeHHHﬁ a30T, 06p330BaBHIHfIOH
B pe3ysibTaTe 3TOW peaKlUH, B3AUMOJCHCTBYET C JCIPOTOHUPOBAHHBIM IIyTaMaTOM, U3MEHSET
OpHUCHTAIXIO KOJIbLIa U YBJICKACT METHJIBHYIO I'PYIIITY, IMOJIY4YaEMYIO OT MCTHIIaMHHA, B Y4aCTOK
3aKpEIUICHUs, I/1e€ OHA MOYKET B3aUMOJEHCTBOBATH C KOppI/IHOI/II[OM14. B pesynbrare, cBoOOAHBII
CH3+ nepeaaeTcs Ha aToM KoOajbTa Ko(akTopa ¢ U3BMEHEHUEM cTeneHu okucieHus ot [ go I11.

Cnucok JuTeparypsl K ri1ase «[IpoJnH U nuppoau3uH»

1. Orait FO.A. buosoru4yeckn axkTUBHBIE CBOWCTBA TMOJHM(EHOJIOB BHHOTpaga W BUHA /
FO.A. Oraii [u coaBr.] // «Marapau». Bunorpagapctso u Bunozaenue. — 2000. — Ned4 . — C. 25-26;
2. llIBen H. ®paniy3ckuii mapagoke Wik poiib KPAaCHOTO BUHA B PO MIIAKTUKE U JICUSHUHU aTe-
pockiiepo3a u umemmudeckoi 6one3nu cepamna / H. [leemn, O. Suenko // [IpoGieMbl nutanus u
3mopoBbst. — Ne 2. — 1996. — C. 4-9.

3. Di Castelnuovo A. et al. Wine consumption and vascular risk: a meta-analysis. In: XXVeme
congres mondial de la vigne et du vin. Paris, 2000. — P. 9-16.

4. Stokley C.S. Advances in Australian research into the potential cardio and cancer protective
properties of wine. In: XXVeme congres mondial de la vigne et du vin, Paris, 2000. — P. 33-41.
5. Csonka L.N. Prokaryotic osmoregulation: genetics and physiology / L.N. Csonka,
A.D. Hanson // Annu Rev. Microbiol. — 1991. — Vol. 45. — P. 569-606.

6. Delauney A.J. Proline biosynthesis and osmoregulation in plants / A.J. Delauney,
D.P.S. Verma// Plant J. — 1993. — Ne 4. — P. 215-223.

7. Morita Y. Effect of proline and arginine metabolism on freezing stress of Saccharomyces
cerevisiae / Y. Morita, S. Nakamori, H. Takagi // J. Biosci. Bioeng. — 2002. — Vol. 94. — P. 390-
394.

8. Atkins J.F. The 22nd Amino Acid / J.F. Atkins, R. Gesteland // Science. —2002. — Vol.
296 (5572). — P. 1409-1410.

9. Gaston M.A. Functional context, biosynthesis, and genetic encoding of pyrrolysine /
M.A. Gaston, R. Jiang, J.A. Krzycki // Curr. Opin. Microbiol. — 2011. — Vol. 14, Ne 3. — P. 342-
349.

10. Kayo Nozawa Pyrrolysyl-tRNA synthetase:tRNAPYI structure reveals the molecular basis of
orthogonality / Nozawa Kayo [et al.] // Nature. — 2009. — Vol. 457 (7233). — P. 1163-1167.

11. Gaston M.A. The complete biosynthesis of the genetically encoded amino acid pyrrolysine
from lysine / M.A. Gaston, L. Zhang, K.B Green-Church., J.A. Krzycki // Nature. — 2011. — Vol.
31, Ne 471 (7340). — P. 647-650.

12. Quitterer F. Crystal Structure of Methylornithine Synthase (PylIB): Insights into the
Pyrrolysine Biosynthesis / F. Quitterer, A. List, W. Eisenreich, A. Bacher, M. Groll //
Angewandte Chemie International Edition. — 2011. (electronic)

1 KoppuH, KOpPHHOMI — TETPANMPPOIHHOE MAKPOreTEPOLMKINIECKOE COSTUHEHNIE, (HOPMATBHO — POU3BOIHOE
nopdupuHa, nuimeHHoe yriaepona B Cyy meso-nonoxeHnu. KoppuH SBISETCS POIUTENBCKON CTPYKTYpOH Koppu-
HOWJIOB U HEKOTOPHIX KoepMmeHnToB. KoppuHoBoe sS1p0o 00pa30BaHO YETHIPHMS AUTHIPOIHPPOIEHBIMHI IIUKIAMH A,
B, C u D, coenuneHHBIMU TpeMs MeTmIeHOBBIME MocTHKaMH (A-B, B-C u C-D) u 3aMbIKaromuxcs HalpsIMyro yT-
NepoA-yriaepoaHoi cBs3pio (A-D). OT nmopdhupuHa KOppUH OTINIAETCS OTCYTCTBHEM METHIIEHOBOTO MOCTHKA MEX-
Jly Iapoy MUPPOJIbHBIX SAEP.
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BAJIMH

He3zamenumasi, koaupyemasi amuHokucjora, CsHiiNO,, komonbr — GUC, GUG, GUU,
GUA.

CHHOHMMBI: 2-aMHHO-3-MeTHJI0YTAaHOBAsA KHCJIOTA, 0-aMIHOHW30BAJIEPHAHOBAsI KHCJIOTA.

(0]
H,N——CH—C——OH
0]

CH, OH

DU3NKO-XUMHYECKAST XapPaKTePHCTHKA.
Tounag macca — 117,08.
Monekynsapusrii Bec — 117,15.

1856 r. I'opymn-be3aHen BoepBbie OOHAPYKHI
BaJIMH B SKCTPAKTaX IOKEITyJOYHOH JKeles.
[TroTuenOeprep MepBBIM JOKa3al, YTO BaJHH

C-51,26; H-9,46; N —-11,96; O — 27,32. BXOJIUT B COCTaB OEJIKOB — HOJYYeH B Pe3y/IbTa-

Mousipaoe Bpamienue pactsopa B Su HCl — 33,1, | 7e ruapomisa anebymusa.

PacTBOPUMOCTb B BOZXE — 8,8 r/100 r H,O pu 1906 r. @umiep OKOHUYATENbHO BBIICHUIT cTpoe-
. DL HUE BAIWHA, WICHTHQUIMPOBAB MPUPO/IHEIIL

25°C. Temmneparypa muasnenus D,L-ammna — BAJIMH KaK OJ(MH U3 CTEPEOM30MEPOB, CHHTETH-

295-298°C, D-Baimmua - 293°C, L-BammHa - 9eCKOH AMHHOKHCIIOTEL

315°C. Ha3BaHWe TPOMCXOMMT OT BAJIEPHAHOBOW KH-

pl - 5,96. pK, 2,32 (COOH), 9,69 (NH,). CJIOTBI, IPOU3BOIHBIM KOTOPOU BAJIMH SBIISETCSL.

OcobenHocTu. 3aMeHa B T'eMOTJIOOMHE THIPO-

(GUIbHON TIIyTaMHUHOBOW KHCIOTHI, Ha TUAPOQOO-

HBI BaJIMH, HapyIIaeT BO3MOKHOCTh OOPa30BaHUS

MPaBUIILHON TPEXMEPHON CTPYKTYpPHI T€MOTJIOOMHA. JTa MaTOJOTUs U3BECTHA KaK CEPIIOBUIHO-
kJieTouHast aneMus. C OJTHOM CTOPOHBI, TaKasi TOUeYHasi MyTallys 3alUIIAET SPUTPOLUT OT MPO-
HUKHOBEHUS B HETO MAJIIPUIHOTO IJIa3MOAMS U JIETA€T HOCUTENIEH 3TOM MyTallud YCTOMYUBBIMU
K 3apaKECHHUIO MaJsIpUel, ¢ JpYrol CTOPOHBI — TAKON 3PUTPOLIMT CTAHOBUTCS HEYCTOMYMBBIM K
CHIDKEHHUIO aTMOC(EpPHOTO NaBJICHUs] U OOJBIIEH BBIPAXKEHHOCTH CIIOHTAHHOTO T€MOJIU3a, 4YTO
COTIPOBOXKAAETCA XPOHUUYECKOM, MO0 OCTpoil (TpH MOJeTe Ha caMoJieTe) FTeMOJIUTHUECKON aHe-
MHEMN.

Da30BOKOHTPACTHAsE MUKPO(doTOrpadus KpucTaiion
O-BaJIHHA
http://www.moondragon.org/health/nutritionbasics/aminoacids/al
anine.html

BuocunTes. Y nroneit BanuH He cuHTe3upyeTcs. CUHTE3 BAJIMHA U IPYTUX PAa3BETBICHHBIX
AMUHOKHCIIOT Y BBICIIUX pacTeHWi moka3aH Ha cxeme 12. CormacHo cxeme 12, mctoyHukamu
o0pa3oBaHUs Pa3BETBICHHBIX AMUHOKHUCIIOT CIIYKaT MHUPOBHHOTPAJHAs KHUCIOTa, U3 KOTOPOI
CI/IHTeSI/Ip}IIOTCH BaJIMH N J'IeI\/’II_[I/IH, 158 TpeOHI/IH.

Xumuyeckuii cuHrte3. Panemuueckas cmech D,L-BannnHa mMoxeT ObITH CHHTE3UpOBaHA
B3aumoeiicteueM NHj ¢ a-OpomMu3oBanepraHoBOM KUCIOTOM.
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Cxema 12. CuHTe3 pa3BeTBICHHBIX AMHHOKHCIIOT Y BBICIINX PACTEHUH

(ITo B. J. Miflian, 1977)

OH
Kara6oau3m Banuna. Banun, kak u Apyrue pa3BeTBICHHbIE aMHUHOKHCIOTHI, METa0OHU-

3UpyeTcs B epudepruuecKux TKAHIX — B OCHOBHOM MBIIIIaX — MPSMO, €T0 YCBOCHHE HE 3aBHCHT
oT (Qynkmuu nedenn. KaraGomm3m BajgwHa, JEHIIMHA W HM30JICUIIMHA OCYIIECTBISETCA MyTEM

[-OKHCIIeHHsI, aHAJIOTHYHO XHUPHBIM KuciioraM (Cxema 13).
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Cxema 13. KaraGonusm BajimHa

Pacnan yrineBogopoIHOTO CKelleTa BaJuHA HAUMHAETCS C J€3aMUHUPOBAHUS C MOCIEAYIO-
MM JIeKapOOKCUITUpOBaHUEM U 00pa3oBaHueM MeTmiIMaaoHUI-CoA (Ha cxeme 13 He moka3aHo)
yepes CTaJnio 00pa3oBaHus MpornuoHUI-CoA.

Buosoruveckne 3¢ dextnl. SBISISICH €CTECTBEHHBIM aHAOOIUKOM, BATHH 00JaaeT CTH-
MYJTUPYIOLIUM ASHCTBHEM, HEOOXOAUM JJISl TOJIIePKAHUS HOPMAIBHOTO OOMEHAa B MBIIIIAX, TO-
JIOBHOM U CHUHHOM MO3T€, HOPMaJIbHOM TE€UYEHUHU TMPOIECCOB pPEreHepaui U MOIEPKaHuT
a30THOro OanaHca B opraHusme. MBIIIIIaMH UCTIONB3YETCs B KAUYECTBE MCTOUHUKA dHEpruu. Ba-
JIUH YIIYYIIaeT MBIIICYHYIO KOOPAUHAIMIO U TMOHMKAET YyBCTBUTEIHLHOCTh OpraHU3Ma K 00JIH,
XOJIOJOBOMY U TEIJIOBOMY BO3JEHCTBHIO, MOJAECPKUBAECT YPOBEHb CEPOTOHHMHA B OpraHU3ME.
Heobxomum st moamepxanust GU3HOIOTHYECKOTO YPOBHSI MUEIIMHA B MUEIIMHOBBIX 000J0YKax
HEpBOB. BanuH O10KHpyeT TpaHCIOPT TpunTodaHa depes reMarodHIearndeckuit 6aprep, 4ro
MOXXET UMETh 3HAUYCHHE B JICUCHHE MEUYCHOUHBIX dHIIe(aonaTuii, OJHUM U3 MAaTOTEHETUYECKUX
MEXaHU3MOB KOTOPBIX SIBIISIETCS MOBPEKICHHE HEHPOHOB M30BITKOM TpUNTO(aHA, BHI3BAHHBIM
YMEHBIIIEHUEM ero KaTaboau3Ma B MIeYeHH Ha (POHE renaTuTa.

Cumnromsbl nepunura. HemocraTtok BanmmHa BeleT K 3aJ€p’KKEe POCTa, MOTEPE MaccChl,
pa3BUTHIO KepaTo30B. KOMOMHUpOBaHHBIN AShUITUT JIeHIIMHA, U30JICHIIMHA B BaJTMHA BO3HUKACT
BCJIEJICTBUE OTCYTCTBUS WJIM CHJIBHOTO CHM)KCHHS aKTHBHOCTHU JEKapOOKCHIIA3bI (i-KETOKHCIIOT,
KaTaJIM3UPYIONIE TpeBpalleHue BCEX TPEX pa3BETBICHHBIX O-KETOKUCIOT B ammi-COoA-
tnoddupsl ¢ BoigenenueM CO,. [Ipu 3ToM B KpOBH HAKAIIMBAIOTCA U B OOJIBIIOM KOJIHYECTBE
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BBIBOJSTCS. B MOYY JICWIIMH, W30JICULIMH, BaJIMH, AJUIOM30JEHIMH, COOTBETCTBYIOUIUE UM
0-KEeTOKHUCIIOTHI M Pa3BETBIIEHHBIE O-THIPOKCUKHUCIOTHI, 00pa3yomuecs Mpu BOCCTAHOBJICHUU
0-KETOKHUCTIOT. 3a0oJieBaHUE TOIYYHIIO Ha3BaHUE OO0JIE3Hb «KICHOBOTO CHPOINA», MOCKOIBKY
MoOYa OT 3TUX OOJBHBIX MAaXHET U BBIMISIUT KaK KJIEHOBBINA cupon. CHHOHMMaMH 3TOTO CTpaja-
HUS SIBJIIIOTCS «JICHIIMHO3» U «KETOHYPHS Pa3BETBICHHBIX KETOKHUCIIOTY», MOCKOIBKY MMaTONOTHUS
coueTaHa C JISHIMHYpUEH U BBIBEACHHEM KETOKHCIOT. BhI3BaHHBIN 3TUM MpoLeccoM Jeuuut
BKJIIOYEHHUS! BaJIMHA B OEJIOK COMPOBOXKAAETCS HAPYLICHUEM MHUEIMHOBBIX O0O0JIOYEK HEPBOB.
[TaTonorusi BISABISIETCA C MEPBBIX THEH POXKIEHUS, MPH OTCYTCTBUU HEOOXOJUMOTO JICUEHUs
(ctporas muera, 0e3 pa3BETBICHHBIX AMHHOKHCIIOT) Y PEOCHKA MOXKET Pa3BUTHCS 3aACPKKA YM-
CTBEHHOT'O Pa3BUTUS U HACTYIUTh CMEPTh.

Y B3pocCIHbIX MoJel AeHuIuT BaivHA, BBI3BAHHBIM HEIOCTATKOM BUTAMHUHOB TPYIIEI B,
WJIM TIOJTHOLIEHHBIX OEJIKOB, COMPOBOXK/IAETCSl HapyLIIEHUEM KOOPAMHAIIMY JBMKEHUHN Tena U 1o-
BBIIIICHUEM YYBCTBUTEIBHOCTH KOXKHU K pa3IpakuTeNsiM. B ToMm dmcrne, HaOmromaeTcs oTpuia-
TEJbHBIN a30TUCTHIN OaaHC.

CumnrTombl u30bITKa. HacnencreeHHasi rurepBaguHeMusi, 00YyCIOBIIEHa HEI0CTATOYHO-
CTBIO BaJIMHTpaHC(epas3bl, BHI3BIBACT MOBLIIICHNE KOHIIEHTPALMU BaJllHA B KPOBU U Moue (HO He
JICHITMHA WM U30JICUIIMHA), YTO 00YCIIOBIICHO HAPYIICHUEM IIepeaMUHUPOBAHUS BaJIMHA C 00pa-
30BaHUEM O-KeTon3oBasieparta. [Ipu 3ToM nepeaMuHUpOBaHUE JICHIIMHA U H30JICHIIMHA HE HAPY-
mraercs. HaubosbIree TOKCH4eCcKoe JCCTBIE OKAa3bIBACTCS HA IIEHTPATHHYIO HEPBHYIO CUCTEMY,
YTO MPOSBISETCS B BHJIE PBOTHI, BSUIOCTH, MBIIICUHBIX MMOJAEPTUBaHMIA, HUCTarMa. PebeHok oT-
CTaeT B POCTE M Bece, MO3/THO HAYMHAET JIePXKaTh TOJIOBY, cUIeTh. be3 neyenus HacTymaer HeyK-
JIOHHOE CHI)KEHUE MHTEIICKTA.

VY B3poCIBIX JIOAEH ¢ HOPMAJIbHOM aKTUBHOCTHIO JIEKAPOOKCHUIIA3bl 0-KETOKHUCIOT 4pes3-
MEPHO BBICOKUN YPOBEHb BAJIMHA BBI3bIBACT MAPECTE3UH U TAJLTIOIUHAIIH.

MennunHckoe npuMeHeHue. BanuH CiiyXuT 0OTHUM U3 UCXOIHBIX BEIIECTB B OMOCUHTE3E
MAaHTOTEHOBOW KUCIOTHI (BUTaMUH B3) U MeHUIIMILTHHA.

Banun ncnons3yroT Ajis KOPPEKIUHA BRIPAXKEHHOTO JIe(HUIIMTa aMHUHOKHUCIIOT, BO3HUKIIIETO
BCJIE/ICTBHE IPUBBIKAHUS K HAPKOTHKAM N JIEKAPCTBEHHBIM Mpenaparam.

[Toka3aH B cleAyrONIUX CIy4asx:

v’ MHTEHCHBHBIE (DU3MUECKUE TPEHUPOBKH;

v’ crpecc;

v’ nenpeccus;

v/ KOMILIEKCHOE JIEYEHHE PACCESHHOIO CKIIEPO3a;

v’ peabuiaMTanys mocie orneparmi;

v CIINT;

v/ OHKOJIOTHYECKHE 3a00JICBaHUS

v’ neduuut OENKOBOM MHIIH.

Conep:kaHue B CBOOOIHOM BH/I€e B miiazme KpoBu, Mr/100 mur (Mxmoun/m): 2,9 (247,9).
Conep:xkaHue B CyTOYHOM KOJIHYeCTBe MOUH, MI' (MKMoJIb): 4,0-6,0 (34,0-51,0).
CyTtouHas noTpedHOCTh B BannHe — 4 T. [Ipuem Banuna B Bue nuieBbx 106aBok 00s3a-
TENBHO CIIeAyeT cOalaHCUpOBAaTh C MPUEMOM JIeHIIMHA U M30NeiInHa. VeanbHbIM cUuTaeTcs
COOTHOILIEHHE JEUIMH | BAJIUH . u3oiieiduun — 2 : 2 : 1.
Kinnuko-1adopaTopHoe 3HaYeHHE:
v’ CHWXEHUE KOHIEHTPALUI BaIMHA: TUIIEPUHCYIMHU3M, IeYeHOUHas dHIe(alonaTus;
v IIOBBINIEHNE KOHIIEHTPAIMH BaJMHA: KETOAIMIYPHUS, TUIIEPBATHHEMHS, HEIOCTATOUHOE Oel-
KOBOE MTUTaHNe, KAPIUHOUIHBIM CHHIPOM, OCTPOE TOJIOTaHHE.

Cnucok auTeparypsl K riase « Baaun»

Miflin B. J. Modification controls in time and space / B. J. Miflin. — Ed. H. Smit «Regulation of
enzyme synthesis and activity in higher plants». — New York : Academic Press, 1977. — P. 23-40.

58




HE3AMEHMMBIE AMUHOKHUCJIOTbBI

TPEOHUH
CHHOHMMBI. 2-aMUHO-3-THAPOKCUMACJISTHASI KHCJIO0TA.
He3amenunmas, koqupyemasi amuHokuciaora, C,HoNO3, komonst — ACU, ACC, ACA, ACG.

H
o (@)
O
HyN——CH—C——O0OH
H,N

CH—OH

| aullllOH

CH;4

Pu3uKo-xuMHuUecKas XapakTEepucCTuKa.

Tounas macca — 119,6. B 1925 r. C. IlIpaiiBepom u X. BycroHom Bep-
BbI€ BBLJICNICH U3 Oelka OBca.

B 1935 r. Poy3 m ap. momy4dmiun TpEeoHHWH U3

Moutekymsipubrii Bec — 119,12.

C—-40,33; H-7,62; N—-11,76; O —40,29. KMCIIOTHBIX THIPONH3aTOB (GuOpHHA. DTO 6blna
Mosiproe Bparenue pactBopa B 5u HCl — -17,9, | HOCICHHsA OOHAPYKEHHAA KOIMpyeMas Ipo-
! TEHHOTE€HHAss aMHHOKHCIoTa. OOHapyXeHHe
Pacteopumocts B Boge — 20,5 1/100 r H,O mpu TPEOHWMHA MO3BOJMJIO BIIEPBBIE IIOKA3aTh, YTO
25°C. Temneparypa miaBienus 1 L-TpeoHnHa — KPBICEI MOTYT pacTd Ha AHMEeTe, COACpIKale
253 °C c pasnoxenueM, amst D, L-Tpeonnna — 234- | D IHICHIBIC AMHHOKHCIOTHL
’ ’ Ha3Banue 3T0li aMHHOKHCIIOTEI IpOUCXOAUT OT
235°C. pl —5,64. pK; 2,71 (COOH), 9,62 (NH>). CII0BA TPEO3a, HA KOTOPYIO TPEOHHH CTPYKTYPHO
Ocob0ennoctu. Kondurypanus L-tpeoHuna coor- | MOXOK.

BEeTCTBYeT KoH@urypauuu D-tpeosbl. Tpeonun —

TOMOJIOT CEpUHA U N0 MHOTMM XHMHUYECKUM CBOM-

CTBaM aHaJornyeH eMy. Kak ciaenyer U3 aHanmsa CTpyKTypbl MOJIEKYJIbl TPDEOHHUHA, OH COJIEPIKUT
JIBa XUPAJIbHBIX IIEHTPA, YTO OOYCIOBIMBAET CYIIECTBOBAHUE YETHIPEX ONTHUECKUX U30MEPOB:
L- u D-tpeonuHna, a taxxe L- u D-amnorpeonnna. OnHako B NPUPOJE BCTPEUACTCS TOJIBKO
L-TpeonuH, nuMmeromuii xumuueckuit sec 119,12.

YacToTa BCTpEYaeMOCTH TPEOHHMHA HAXOIUTCS B CHJIBHOW OOpaTHOM 3aBHCHUMOCTU OT
CJIO)KHOCTH OpraHu3Ma M 4Hciia 3aKOJWPOBAHHBIX B T'€HOME CEpUH/TPEOHUH KHHA3, TOTJa Kak
4acTOTa BCTPEUAEMOCTH CEpUHA HE 3aBUCUT OT ITHX MoKaszarenei. [IpuunHel 3TOro noka He sic-
HBI; aBTOPbI MPEATNOIAraT, YTO 3TO SBJIEHUE €CTh CIEACTBUE (PYHKIIMOHAIBHBIX pa3IMuuil Me-
x1y pochopuarpoBaHHEM TPEOHUHA U CEPHUHA Y )KUBOTHBIX [1].

Da30BOKOHTPACTHAsA MUKpO(doTOorpadus Kpucraijios
O-TPEOHUHA
http://www.moondragon.org/health/nutritionbasics/aminoacids/tr
eonine.html

IIpoayKThI ¢ BLICOKHM COJ€p:KAHMEM TPEOHHMHA: MOJOKO, TBOPOT, siflla, MTHIIA, phIOa,
MSICO, IPOXIKH, YSUEBUIA U CEMEHA KYHXKYTa.
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buocunTes. Y pacTeHuii ¥ MUKPOOPTaHU3MOB L-TpEOHUH CHUHTE3UPYETCs U3 acraparuHo-
BOIl KMCTIOTHI. Perynsuus 3Toro MHOrocTaiuiHOro (hepMEHTATUBHOI'O MPOLIeCcca OCYIIECTBIISACT-
Csl IO IPUHLIUITY 0OpaTHOH CBS3U: M30BITOK TPEOHHMHA UHTMOUPYET MEpBHIN (epMEHT IMyTH OHo-
CUHTE3a.

Kpowm Toro, onncan 6uocunte3 u3 romocepuia HOCH,CH,CH(NH,)COOH uepes craauu
dbocdopmnuposanus o rpymnne OH u nzomepuzanuu.

Kara6oau3m. TpeonuH npu yyactuu nupuaokcanbdocdara nesamMmuHHpyeTcs ¢ 00pa3o-
BaHHUEM 2-O0KCOMACIISIHON KUCIIOTBHI.

XuMnuyeckuii cuHTe3. TPeoHUH MOJIy4alt0T BOCCTAHOBJICHHEM 2-HUTPO30aLIETOYKCYCHOTO
a¢upa umm GeHnnazoaneToykcycHoro agupa, myTemM anbIA0JIbHOM KOHACHCAIIMU alleTaabAeruia
C MEJIHOH COJbIO TIIUIMHA, & TAKXKE U3 KPOTOHOBOM KUCIIOTHI.

Posib B o0MeHe BeulecTB. Y4yacTByeT B 00pa3oBaHUU (POPMIIITETPAruApOoPOIUEBOM KU-
CJIOTBI, YYaCTBYIOUIEH B CHHTE3€ aMUHOKHUCIOT. TPEOHUH COAEPKUTCA B CEpALE, LIEHTPAIbHON
HEPBHOM CUCTEME U CKEJIETHBIX MBIIIIIAX.

[Tpu ¢pu3nueckux TpeHUpPOBKaxX B aHaboIMdyecKol ¢aze nmoTpedieHne TPEOHUHA BO3pacTa-
et. g toro, yToObl OH 3((HEKTUBHO HCIIOJIB30BAJCS, HYKHBI COOTBETCTBYIOIIME KOJIMYECTBA
BUTaMUHOB B3, nupunokcuna (Be) u Mmaruus. TpeoHUH y4acTByeT B CUHTE3€ IIypUHOB, [I03TOMY
00JIbIIIOE OCTYIIIEHHE TPEOHUHA C MUIIEH UM B BUJE IIperapaTa MPUBOAUT K YBETUYECHUIO 00-
pa30BaHUsl MOYEBOM KUCIIOTHI.

buosornyeckue 3¢ppexrnl. TpeoHUH perynupyer HeWporepeaayy B FOJOBHOM MO3re U
nomoraet 0opoTbes ¢ aenpeccueil. JononHUTenbHbIH IPUEM TPEOHUHA YBEIMUMBAET YMCTBEH-
HYI0 pab0TOCIIOCOOHOCTH, MOJABISIET MATOJIOIMUYECKOE BICUEHUE K AIKOTOJII0, KYIUPYET ajKo-
TOJIbHBIA A0CTHHEHTHBIA CHHIPOM.

TpeoHnH HEOOXOAUM AJIsi YBETUUYECHHSI MACChl CKETIETHBIX MBIIII, BXOJUT B COCTaB HM-
MYHHBIX O€JIKOB U psAJa NUIIEBAPUTEIbHBIX (PEPMEHTOB, UTPAET OCHOBHYIO POJb B CUHTE3€E
IIYPUHOB U INIMIMHA, CITY>KUT UICTOYHUKOM SHEPTUU, PETYIUPYET MUIIEBOE MOBEICHHE.

Tpeonun:

v’ IIPEenATCTBYET KUPOBOU MHPHIBTPAIIMH TIEUCHH;

v/ OCHOBHOI 3JIEMEHT KOJIIAreHa, HJIaCTHHA U OelTka SMaiIu 3y00B;

v' ucnone3yercs B mukie Kpebea;

v’ crocoGCTBYeT paboTe KUMMYHHOMN CUCTEMBI;

v/ IJIMKOTeHHas aMUHOKKCIIOTa, yYaCTBYIOIIAs B 3allaCaHMU caxapa B IEYEHH U MBIIIIAX;

v/ He3aMEHUMAask aMUHOKHCIIOTA, HEOOX0UuMast JUls pOCTa JeTel, a30THOr0 MeTabon3ma

U MOJJIEp’KaHMs a30THOTO OajlaHCa y B3POCIIBIX.

Cumnromsbl aepunura. HenocraTok TpeoHMHA CIOCOOCTBYET OBICTPOMY Pa3BUTHIO yCTa-
joctd. Y OTHIl AeUIUT TPEOHUHA BBI3BIBACT MOTEPIO  AMMETUTa, TOBBIIIEHHYIO  BO30YyIH-
MOCTb € TIOCJTIEAYIOLINM OLIEIEHEHUEM, UCTOILIEHUE, TPEKpallleHne STHIEKIaaKH.

Cumnrombl U30bITKA. 30BITOK TPEOHHHA MPUBOJUT K YCHIEHHOMY HAKOIICHUIO MOYe-
BOW KUCJIOTHI.

Meaununckoe npuMeHeHne. TpeoOHUH UCIOIB3yeTCs s NapeHTEPAIbHOTO MUTaHUS, a
TaK)Ke MPU CHUKCHUH WHTEIIEKTYalbHBIX (DYHKIIUH ¥ KOHIIEHTPALUA BHUMAHUS, alIKOTOJIH3ME.

Conep:kaHue B CBOOOIHOM BH/Ie B IIa3Me KpoBu, Mr/100 mur (Mxmouab/m): 1,9 (144,9).

Conep:kaHue B CyTOYHOM KOJIMYeCTBe MOUH, MT (MKMoJIb): 9,0-26,0 (68,7-198,4).

CyTo4Hasi MOTPeOHOCTH B TPEOHUHE JJIs B3pOCIOro 4yenoBeka cocrasiseT 0,5 r, mis ne-

TEU — OKOJIO 3 T.

Crnmcok Jimreparypsl k riase « TpeoHun»

1. Chris Soon Heng Tan Positive Selection of Tyrosine Loss in Metazoan Evolution / Chris
Soon Heng Tan [et al.] // Science. — 2009. — V. 325. — P. 1686-1688.
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HUCTEHUH

Cunonnmpl: L-1-aMUHO-2-MepKaNTONPONUOHOBAs KHUCIIOTa, (-aMHHO-[-THOMPOITMOHOBAS KH-
CJI0Ta; 2-aMUHO-3-CyNib(haHMITTPONIaHOBASI KUCIIOTA, J-MEepKaNTOAIaHUH.

He3zamenumasi, kogupyemasi amuHokucjora, CsH;NO,S, kogonst — UGU, UGC.

0
H,N—CH—C—OH
THz H,N
SH

HS

DU3UKO-XUMHYECKAs] XaPAKTEePUCTHKA.

Tounas macca — 121,02.

Monekynsapuslii Bec — 121,16.

C—-29,74; H-5,82; N - 11,56; O — 26,47.

Mossiproe Bpamienne pactsopa B Su HCI — 7,9°. Xoporo pacTBopuM B BoJE.
pl—5,02. pKa: —COOH - 1,71, —NH, - 8,33, —SH — 10,78.

X

®a30BoKOHTpPacTHbIE MUKPO(doTOorpadun KpucraaioB A) a-uucrenna, B) nucruna
http://www.moondragon.org/health/nutritionbasics/aminoacids/cisteine.html

Ocobennoctu. XapakTepHass OCOOCHHOCTb IIHC-

TEMHa — CIIOCOOHOCTD MOJBEPraThest B cocrape mo- | 1810 T BOJ{HaCI_fOH BBUICTHI LIUCTEHH U3 MOYe-
BbIX KaMHEHU. OCKOJIBK CUYCCKOC Ha3BaHUC
JeKyJbl OeKa CaMOIPOU3BOIBHOMY OKHCICHHIO C v
MOYC€BOI'0 IIY3bIpsA, H3 KOTOPBIX H IOJyYaid
00pa30BaHUEM OCTATKOB LIUCTHHA. MOYEBBIE KaMHH, — YWGTIG (Cystis), BemecTBoO
Buocunres. O6pa3yeTC51 U3 IBYX aMHUHOKHCIIOT — OBLIIO HA3BaHO IUCTCHHOM.
cepuHa (3aMEHUMOI1) U MeTHOHHHA (He3ameHuMoi). | 1899 r. Mepuep nosyunn uucTent us ruapoiu-

[105TOMY OTHOCHTCA K YCIOBHO3AMEHHUMBIM aMM- | o ob POTd B BIAC LHCTHHA.

HoKucioTaM. CHHTE3 HauWHAeTCs ¢ 00pa3oBaHus S-
aJICHO3UJIMETUOHUHA, KOTOPBIA JEMETUIUPYETCA
npu yyactuu Metunrpancdepassl (Cxema 14). OO6pa3oBaBIIUCS aIEHO3UITOMOIIMCTENH pacia-
JAeTCsl Ha aJ€HO3MH W TOMOIIMCTEHH aJCHO3MWITOMOIIMCTEMHA3bl. [ OMOIIMCTENH TIPH y4aCTHH
[IUCTAaTHOH-B-CUHTETA3bl BCTYMAEeT B PEAKIIUI0 KOHBIOTAIMU C CEPUHOM, PE3yJIbTaTOM KOTOPOU
sBisieTcsi oopazoBanue L-tucratnonmna. [locnennuii pa3pyrmaeTcss MUCTaTHOH-Y-THA30H ¢ 00-
pPa30BaHMEM LIUCTEMHA U 0.-KETOMACIISIHONW KUCIIOTHI.
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Poab B o0MeHe BemecTB. L{uctenn pacuierisiercs necyinbporuapasoi ¢ oopa3oBaHueM
MAPOBUHOTPATHOM KUCIIOTHI U cepoBogopoa. LlucrenH jierko otaaeT BOAOPO, U TOr/AA ABE MO-
JIEKYJIbI IUCTEUHA 00pa3yIoT uepe3 AUCYIb(PHUIHYIO CBSI3b (—S—S—) HOBYIO aMUHOKHUCIIOTY —
UUCTUH. [{uCTenH U IMCTUH MOTYT JIETKO IPEeBPAIAThCs APYT B Ipyra, cO3/4aBasi OKUCIUTEIbHO-
BOCCTAaHOBUTEJIbHYIO CUCTEMY.

[{ucrenH sABIISIETCSI UCTOYHUKOM CHUHTE3a psAlla CEPOCOAECPKAIMX BELIECTB: TaypuUHA U
TaypOXOJIEBOM KUCIOTHI, XOHAPOUTHHCEPHOUH KUCIOTHI, (hocdoaneHo3nHPOoCHOCepHOI KHUCTOTHI,
KodH3MMa A, rimyratioHa (Cxema 14).

SO;
Taypun = Taypoxonesas KuCIIOTa
H
O O S g 9
S Ng, H 0
I'myratnon

NH
2 / IIupysar NH,

— w bBeaxu _ N
Kosn3um A k |
0 OH Q0 NN

Hucrenn ®dochoanenoznn-5"-cynbhodocdar HO%\O—IF—OCH2
O OH

o

XoHApOUTHHCEPHAS] KUCII0Ta
(H0),0P—O  OH
Cxema 14. lcnonp3oBaHue IIUCTENHA B OMOCHHTE3E

Buonornueckue 3¢pdexrnl. boapmmHcTBo Onosnornyeckux 3¢(HeKToB mucTenHa o0I0B-
JIEHO CIOCOOHOCTBIO 00pPa30BBIBATh TUCYIb()UIHYIO CBsI3b, JTMOO BBICOKOW PEAKIMOHHOW CIIO-
COOHOCTBIO cynbruapuia HucTuHa. [103TOMy LUCTEHH CBS3BIBAET TSKENble METANIbI, B TOM
YHClie PaJUOHYKIIUIbI, CIIOCOOCTBYSI 00pa30BaHUIO PACTBOPUMBIX KOMILIEKCOB, BBIBOAMMBIX C
Moyoi. [IpakTnyeckoe 3HaueHUE 3Ta CIIOCOOHOCTh IIUCTENHA UMEET NP KOJIJIareHo3ax, 0COOeH-
HO cuHApoMe CherpeHa, mpu KOTOPOM HEOOXOIMMO BBIBEJICHUE W3 OpraHu3Ma H30BITOYHO HaKa-
IUIMBAEMbIX MOHOB M€Y, K KOTOP bIM LIMUCTEUH UMEET OUYEHb BBICOKOE CpOACTBO. L{ucTenn — an-
TUOKCUJAHTHAs aMUHOKHUCIIOTA, BMECTE C MUKPODJIEMEHTOM CEJICHOM SIBJISIETCS MCXOJHBIM Ma-
TEpUaoM Ul CHHTE3a IIIyTaTHOH MepoKcHuaa3bl — hepMeHTa, Heo0XoauMoro s aronurosa,
KaK TaKOBOM SIBJIIETCS UMMYHOMOAYISATOPOM. Kak aHTHOKCHAAHT, UCTEUH pealnu3yeT JeTOKCH-
LUPYIOLIEE U renaToTpoIHoe AelcTBue. KpoMe Toro, nmpuemM mUCTENHA CONPOBOXKAAETCS pena-
PaTUBHBIM M PaHO3XHUBJISIONIUM JACHCTBHEM, 0COOCHHO 3¢ (EeKTUBHBIM Mpu oxkorax. [locmen-
HUH 3P PeKT, oueBHIHO, 0OYCIOBIEH BXOKICHUEM LIMCTEHHA B COCTaB alb(a-KepaTuHa, OCHOB-
HOro OejKa HOTTeW, KOKU U BOJIOC U MPUMEHSIeTCs Ul YIy4IleHUs! UX CTPYKTyphl. L-mucrenn
o0agaeT cnocoOHOCTBIO Pa3pylIaTh CIMU3b B JbIXATEIbHBIX MYTAX — UCHOJIb3YeTCs KaK oTXap-
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KHMBAIOIIee W MYKOJUTHUYECKOE cpelncTBo. B komOuHanmu ¢ L-acmaparuHOBOW KHCIOTOH U
L-uuTpyIMHOM y4acTBYET B 00€3BPEKMBAHUN BPEAHBIX XUMUUECKHUX BELIECTB.

YMeHbIaeT Bpe OT ynotpebiaenus Tadaka u ankoroisi. CTUMYIHUPYET aKTHBHOCTh O€JIBIX
KPOBSIHBIX TeJlell.

Cumnromsbl gepuuura. Jlepuuut BO3HUKAET B YCIOBUAX MHUIIEBOTO AePHUIIMTA METHOHU-
Ha, OCOOCHHO B COYETAaHUU C MUILEBHIM JEPUIIUTOM CaAMOro LHUCTEenHa, J1ubo nuctuHa. Ob6paso-
BaHUH IIMCTEMHA U3 METHOHMHA MHPUIOKCUH3ABUCHMBIN IPOIIECC, TOITOMY AeUIUT TUPUIOK-
CHHA, KaK MpaBWJIO, HAOIIOJAIOUIUIICS MIPU AJKOrOJM3Me, HEMUHYEMO COIPOBOXKAaeTcs nedu-
IIUTOM LUCTEHHA. B yCIOBUSAX 370ynoTpeOIeHHs alKorosieM Ha (oHE MUIIEBOro Aeduuura B
UCTEHHE U METUOHHHE aKTUBHUPYETCS Y-TIyTaMHITpaHcdepasa, 3aTeM, MEHee BBIPaXKEHO, ac-
napraraMuHOTpaHcdepas3a U B €llle MEeHbILIEH CTeNeH! — alaHnHaMUHOTpaHcdepasza. ITo cBs3a-
HO C TE€M, 4TO CyAb0a 3TaHONA B OpraHU3Me B HaUOOJIBLIEH CTENEHU CBsI3aHa C CUHTE30M XKHUP-
HBIX KHCJIOT, JIMIUI0B U cTtepouioB [1, 2], onmocpenoBanHbiM depe3 arnetui-KoA-cuHTeTa3HbIe
npoueccsl. [1o3Tomy ankorosns, HoTpedIseMblil Upe3MEPHO, YPE3MEPHO K€ HArpysKaeT U JIUIUA-
HBI OOMEH opraHu3Ma. ITO CONMPOBOKAAECTCS YBETUUCHUEM MEPEKUCHOTO OKUCIICHUS JIUMUIOB,
YTO TpeOyeT yBETUYEHUS! aKTHBHOCTH Y-TIIyTaMWITpaHc(epassl I NOICPKaHUsS B OpraHU3Me
(GyHKIIMOHATBHOW aKTUBHOCTH AaHTHUOKCHAA3HOW (TTyTaTHOH3aBUCHUMOM) CHCTEMBI 3aIUTHI OT
CBOOOJHOPA/IMKAILHOTO OKUCJIEHMS JIMIHI0B, BCIEACTBUE PaJUKAJIMHULUUPYIOLIEH arpeccuB-
HOCTU anetanbiaeruna. OKucCIeHHe B OpraHu3Me 3TaHoja, KaK M ero JCMOHHWPOBAHHE B BHJE
KUPHBIX KUCIIOT, HEBO3MOXKHO 0€3 MojJepKaHusi B OpraHU3Me BBICOKOTO YPOBHS 000poTa KO-
dbepmeHTa KOSH3UMA-A, ypOBEHb KOTOPOTO M aKTUBHOCTh TaK)Ke OOECIEUMBAIOTCA CHUCTEMOM
HUCTEMH—TJIyTaTHOH—Y-TIIyTaMuiITpanc-epasa [3].

Jedunut nucrenna cnocoOcTByeT pasButuio nepcucrenimu Chlamydia trachomatis, sto
CBSI3aHO C TE€M, YTO IIUCTEUH KOHTPOJIUpYeT AU PepeHunanuio peTUKYISPHbIX TeJel] B 3JIeMEH-
tapubie (dopmbl cymectBoBanus Chlamydia trachomatis), a ero neguuut npuBOAUT K yMEHb-
HICHUIO YHCIa TUCYIb(GUIHBIX MOCTUKOB — ()aKTOPOB MPOYHOCTH KJIETOYHOH CTEHKU. JTO 3a-
nepxkuaet Chlamydia trachomatis B coctosiHuu peTUKYISPHBIX TEJEl, YCTOWYHUBBIX K aHTHOMO-
THKaM M pa3pyuLieHuto paroruramu [4].

HenocraTok mucrenHa B Te4eHHE JUIUTEIHLHOTO BPEMEHHM MPUBOAMT K BBIBEICHUIO U3 Op-
raHW3Ma MUKPOAJIEMEHTOB.

CumnTombl M30bITKA. Y 370pOBBIX JIOJEM M30BITOK LMCTeMHa He omnucaH. OgHako
BCTPEYAETCs] BPOXKJIEHHOE T'eHEeTHYecKoe 3a00JieBaHUe, COMPOBOXK/IAIOIIEECs HapylIeHUeM Bca-
ChIBAaHMSI LIUCTEUMHA M JIPYIMX JBYXOCHOBHBIX aMUHOKHUCIIOT: JIN3UHA, apTMHUHA, OPHUTHHA, —
B MIOYEYHBIX KaHAJIbLAX BCJIEACTBUE JeQHUIMTA CHHTE3a (PepMEHTa, OCYIIECTBISIOIEro oopat-
Hy10 peadcopOumro. [lockonbky HaOMIOAACTCS HAPYIIICHUE BCAChIBAaHUSI HECKOIBKUX aMHUHOKHC-
JIOT, @ OCHOBA MAaTOTeHe3a 3aKJII0YaeTcsl B 00pa30BaHUM KaMHEH M3 IUI0XO PacTBOPHMBIX B BOJIE
LUCTUHA U JIM3UHA, B HACTOSIEE BpeMs MPEANOYUTAIOT TEPMUH «LIUCTHH-TU3UHYpUS». DTO 3a-
OosieBaHue M3 TPYNIBl NEPBUYHBIX TyOylomaTuid, Hacjexyercsi MO ayTOCOMHO-PELECCUBHOMY
tuny. Bece Tunsl nuctuHypun passuBatoTcs npu myranusax rena SLC3A1. Yacrora BcTpewaemo-
ctu — 1:20000. Onucano 3 Tumna MUCTUHYPUU:

l TunD — OTCYTCTBHE TpPaHCHOPTA LUCTHHA U JUaMHHOMOHOKapOOHOBBIX aMHUHOKHUCIIOT B
KUIICYHUKE,;

2 tun — camwxkenue 10 50 % TpaHcnopTa LHKUCTHHA B MOYKaX M MOJHOE OTCYTCTBUE TpaHC-
HopTa JMAMUHOMOHOKapOOHOBBIX AMUHOKHCIIOT B KUILIEYHUKE U MTOYKAX;

3 TUI — CHIKEHHE TPAHCIIOPTA 3TUX aMUHOKHUCIIOT B TIOYKaxX MPH HOPMAJIbHOM HUX BCACHI-
BaHUM B KUIIEYHHKE.

V takux mroaed HaOIIOJASTCs MOBBIIIICHHOE BhIIENIEHHE IMUcTenHa ¢ Mouoil B 20-30 pa3
IpeBbIIIaloIIee HOPMY — LUCTHHYpus, LlucTuHypus mnpencrasiser co0oil Hambosee vactoe
BPOKJCHHOE HapyIIEHUE TPaHCHOpPTa aMUHOKUCIOT. CXOAHOE HapylleHHue TPaHCHOopTa HMeeT
MECTO B CIM3UCTOH 000s0uKe KuIeyHUKa. [IOCKOIbKY JIM3MH — HauMEHee pacTBOpHUMasi U3
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IPUPOIHBIX aMUHOKUCIIOT, €r0 M30BITOYHAsT SKCKPEIUs CIIOCOOCTBYET 00pa30oBaHUIO KaMHEH B
MOYKaX, MOYETOYHUKAX U MOYCBOM ITy3bIpe.

Menununckoe npuMeneHue. [[MCcTHH mpuMeHsETCS MPU HAYalIbHBIX (opMaxX KaTapakThl.
Kpome Toro, MokeT OBbITh UCIIOIB30BaH IPH:

v actMe;

v’ Gosie3nu AsbLreimepa;

v aHemuu;

v’ OpOHXWTax M ITHEBMOHUH;

v’ nucrure;

v’ AJIKOTOIIU3ME.

[Ipenmnonaraercs, 4TO HUCTEUH MOXKET OBITH AP PEKTHUBEH MPU:

v/ MHTOKCHKAIMSX TSHKEIBIMH MeTa/IaMHu;

v/ arepoCKIIepo3e;

v’ smbuseme;

v’ TybepKyIiese;

v’ PEBMaTOMHOM apTPHTE;

v/ COCTOSIHMSX I0CJIE ONEPAIMI U 0)KOTOB;

v/ peaGHIMTAIMH [TOCIIE XMMHOTEPAIIMH U PAJIHOTEPAITHH;

v/ paHHEM CTapeHUH KOXKHU;

v’ YXYIILIEHHU COCTOSTHUS BOJIOC,

v’ anonenuu;

v/ JIOMKOCTH U PacCIOCHHHU HOI'TEH.

Conep:kaHue B CBOOOTHOM BH/Ie B IIa3Me KpoBu, Mr/100 mu (Mxmouab/m): 1,5 (124,9).

Conep:kaHue B CyTOYHOM KoJIHYeCcTBe MOYH, MT (MKkMoJib): 10,0-21,0 (83,0-174,3).

CyTo4Hasi IOTPEeOHOCTH B3POCIIOrO YEIIOBEKA B IIUCTCHHE COCTABIISACT 2-3 T.

CEJIEHOIIMCTEUH

CuHOHUMBI: L-2-aMHHO-3-TIpOCEICHONPOITMOHOBAS KUCIIOTA.
He3amenumasi, He koqupyemasi amuHokucaora, C3H;NO,Se.

0] HO

HS

DU3NKO-XUMHYECKAs XapaKTepPUCTHKA.

Tounag macca — 168,96.

MonexynsipHuslii Bec — 168,05.

C-21,44;,H-4,2; N-8,33; O - 19,04, Se, 46,99.

Momnsproe Bpanienue pactsopa B SH HCI — 7,9°. Xoporo pactBopuM B Boe.

pl-5,02. pKa: —COOH - 1,71, —NH,— 8,33, —SH — 10,78.

OcobGennocTu. B oTiiMuue oT Bcex ApYTUX NMPOTEMHOTEHHBIX aMUHOKHUCIIOT CEJIEHOLUCTE-
WH CHUHTE3UPYETCs HEMOCPeACTBEHHO Ha TpaHcnopTHoM PHK. BxoauT B cocTaB akTMBHOTO LIEH-
Tpa (hepMeHTa IIIYyTaTHOHIEPOKCUIA3hl, @ TAK)KE B COCTAB CEJIEHONPOTEHHOB, JEU0J1a3 U HEKO-
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TOPBIX IPYTUX OENKOB. AHAJOTUYHO MUPPOIU3HUHY, CEIEHOIMCTENH KOTUPYETCS CTOM-KOJIOHOM
UGA npu ycioBHUH, YTO 32 3TUM KOJIOHOM CIieAyeT 0cobasi CTUMYJIUPYIOLIas Mocie0BaTeb-
HOCTb HYKJIEOTHOB.

BbuocunTe3. brocuHTe3 ceneHoOLUMCTENHA OCYIIECTBISETCS cleayromuM obpasom (Cxe-
ma 15). [lpu yuacTuu mepokcHaa3bl OKCHJ CEJICHA MPEBPAIACTCs B CEJICHUA-UOH, KOTOPBIMA
docdopmupyercs ¢ nomoliisio ceaeHodochar-cuTerassl. CeneHOUNCTENH-CUHTETa3a 3aMellia-
€T OKCU-TPYyIIly LIUCTEMHA B COCTaBe KOMILIeKca nucrenHwiI-cepwi-TPHK, umeromero xonox
UGA, Ha dochopuupoBaHHBIN CEICHUA-UOH. DTO MPOUCXOANT MPHU YUIACTHH 0COOOH MOocie10Ba-
TEJTBHOCTH HYKIJICOTHIOB, KoTopas HasbiBaeTcs SECIS (selenocysteine insertion sequence — BCTaB-
JISIOIINNA CEJICHOIMCTEeNH ydacTok). Ecnu mocne cron-kogona UGA mpuCYTCTBYET 3Ta MOCIEI0Ba-
TEJILHOCTB, ammapaT cHHTe3a Oenka uHTeprperupyeT kogoH UGA Kak KOAUPYIOMINN CeleHOICTe-
uH. [locnegoBarensHocts SECIS B X016 Tpanckpumnuuu Bkirodaetcsi B coctaB MPHK, cunTtesupye-
MOM Ha OCHOBE CE€JIEHOIIPOTEHMHOBOI'O IeHa.

AT® AM® + P, o)

HSe” = HSe—P—O
Cenenodocdar-cunarerasa

SCO3
NH;*
HO
Cep—Sec
C TPHK\
IMucrennun-cepun-TPHK P —SECIS UGA
TPHK 10
AN
(0)
HO
AM®O + P; Cep CeneHoUCTENnH-
O+ Sec—TPHK +  coxmepkarmuii
Cepun-TPHK-cunTeTa3a “UGA BeITOK
AT HN
HO

Cxema 15. buocunres cenenonuctenna (o Roger A. Sunde, 2011)

Y opraHus3mMoB, B F€HOME KOTOPBIX €CTb I'€HbI CEJICHOIIPOTEUHOB, UMEETCS CEJICHOIIPOTEU-
HoBas T-PHK (cepun-t-PHK), xoTtopas pacrnosznaer kogon UGA npu moMmouiy KOMIUIEMEHTap-
Horo eMy antukojoHa UCA. IlpucyrcrByromas B cocraBe MPHK mnocnenosarensHocts SECIS
CBOPAYMBAETCSI B 0OCOOYIO TPEXMEPHYIO CTPYKTYPY — ILIIUJIBKY» C IBYMS MeTelbKaMu, KOTopas
no3BoJsier pubocome npucoequHUTh K KogoHy UGA cepuin-TPHK, Hecyiiyio ceneHOIMCTEHH.
ITocne storo cenenonucrenn-cepwii-TPHK npucoenunsierca k antukogonoBor nerine nPHK u
CEJICHOLMCTENH BKIIIOYAETCSl B COCTaB CeJieHCoAeprkaliero Oenka. BpicBoOoaMBIIAsCS cepHil-
TPHK npucoenunsier cneayromyro MoJeKylly nucTenHa npu ydactuu cepui-TPHK-cuHTeTassl ¢
oOpa3zoBanuem nucrenHmi-cepun-TPHK.
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buosornyeckue 3¢ ¢eKThl CEICHOUMUCTENHA U CEJIEHA HEPa3pbIBHBI, UTO YKAa3bIBAC€T HA
U3BECTHBIN (PaKT — UCKIIFOUYUTENIPHOE BKIIIOUEHUE CEJIeHA B OPraHU3Me B LIUCTEUH, HO HE METHO-
aun™. CereH3aBHCHMAst MepoKcua3a — rIyTaTHOHIIEpOKCcH 1a3a Tull |, yuacTByroiias B opratu-
¢dukanuu iloga Ha IpeaBapUTEIbHBIX dTanax OMOCHHTE3a TUPEOUTHBIX TOPMOHOB (TETpaloOATH-
ponuH — T4 m TpuiiogTuponuH — T3), a Takke 00pa3oBaHUM aKTHBHBIX LIEHTPOB (pepMEHTOB
nontuponunaerioauuas I-ro, Il-ro u IlI-ro Tunos, katanu3upyronme A€o IMHAIMIO TUPEOUTHO-
ro rOpMOHA ¢ YeTBIPbMs aTOMaMu Hoaa, npespamas T4 B T3, conepxkar cenenouucrent. 1o stoit
npuurHe, KoaudecTBo T3 u T4 B 3HaUMTENBHON MEpe 3aBUCUT OT COCTOSIHUA JEMO CEeJleHa B Op-
raau3me. Jledunut cenena ycyryOmnser mneduuut ioja, a TakKe BBI3BIBAET OYATrOBBIM HEKPO3
HIMTOBUTHOMN KeJie3bl MEePEKUCHI0 BOJIOPOAa, 00pa3yroleiics B mpolecce opranupukanuy ioaa
U yaJIsieMOH CEeJIeH3aBUCUMOMW IIIyTaTHOHIIEPOKCUIA30M1.

['myratnonnepokcuaasza tan |l yuactByer B criepmarorenese, KpoMe Toro, B O0JIbIINX KO-
JUYeCTBaX OOHAPYKUBACTCS B MUOKAP/IE U MICUCHHU.

['myratnonnepoxcuaasza tum Il — pepmenT, nupkynupyromui B mia3me KpoBu.

['myratnonnepoxcuaasza tum IV mno cBoeil crenupuyHOCTH ayTEHTHUYHA TJTyTaTUOHIIEPOK-
cupaze tur ||, Ho UMeeT OTINYAIOIIYIOCS MOCIEeI0BATEIbHOCTh AMUHOKUCIIOT.

Cenenomnporenn P, BcTpeuaromuiics B TKaHEBbIX KMJIKOCTSAX 3alUIIAET OPraHUu3M OT BO3-
JIEHCTBUSI TIEPEKUCEN, HO €r0 MEXAaHU3M JCHCTBUA OTINYAETCS OT PEAIu3yeMoro rilyTaTHOHOIIe-
pokcuaazamu. Kpome Toro, cnocoOCTBYET HEMTpanu3aiuu Tokcuaeckoro aeiicteust Pb u Hg.

Cenenomiporens W 1o cBoeill (DyKHIIMOHAJIBHOCTH aHAJIOTUYEH CeJeHONpoTenHy P, HO
00OHApY>XMBAETCS B TKAHSX.

Kpome nepeuncieHHbIX, BCETO U3BECTHBI 25 CelIeHOCOoAepKalX OeNKoB, (PyHKIHOHAIb-
Has poJib KOTOPBIX M3y4Y€Ha HEJIOCTAaTOYHO, TEM HE MEHEE, BCE CEJICHONPOTEHUHBI COBEPILIECHHO
HEOOXOIUMBI JIJISl MOJHOIEHHOW JIETOKCUIMPYIOMIeH (YHKIIMH MEeYeHH, HOPMaJbHON paboTh
MOJIKEITYT0YHOM JKeJie3bl U pabOThl IPOTUBOOITYXOJIEBBIX CUCTEM KIIETKH.

Cumnrombl aepuumra. [Ipu rmy0okoMm HeqocTaTKe COeIMHEHUN Se B HeTe ueloBeKa
BO3MOXKHO Pa3BUTHE CEIEHOJAS(PUIIMTHBIX COCTOSIHMM, Takux Kak Oone3Hp Keman (kapauommuo-
natus) u cuaapoM Kammu-beka (octeoapTponatus).

Cumnrombl u30bITKA. [Ipy amuMEeHTapHOM MOCTYIUIEHUH CEJIEHA B KOJIMYECTBAX MPEBBI-
mraronux 400 MKT/CyT, pa3BUBAeTCsl CEJICHOBAS MHTOKCHKAIINS (3HICMUYHBIHN CEICHO3).

Choucox JUTEPaATyphl K IiiaBe «HI/ICTeI/IH M CCJICHOIUCTCHH)

1. Tremolieres J. Metabolic effects of ethanol / J. Tremolieres, R. Lowy, G. Griffaton // Proc.
Nutr. Soc. — 1972. — Vol. 31, Ne 2. — P. 107-115.

2. Moiiceenok A.I'. Cucrema alleTUIMPOBAHUS Y )KUBOTHBIX M YEIOBEKA TPU aJIKOTOJIHHON MH-
tokcukaiun / A.I'. MoiiceeHok [u coaBT.]. — B kH.: DTaHon u 0OMeH BemiecTB. — Munck: Hayka
u TexHuka, 1982. — C. 118-142.

3. T'opromkun WM. 'amma-rinyramuntpancdepasa u natorenes ankoronusma / U.M. Toprom-
kuH. — B ¢0.: Ankoromusm. [Tox pen. U. H. Ilsaraunkoii. — M. : 2 MOJIT'MMU, 1988. — C. 67-69.
4. T'nazkoBa JLK. IlpakTHyeckue acmeKThl NEPCHCTHPYIOMICH XJIaMUIUHHOW WHpeKuun /[
JIL.K. I'mazkoBa, O.E. Axunos // UIIIIII. — 1999. — Ne 4. — C. 29-32.

5. Sunde R.A. Molecular Selenium Nutrition: A Journey from Rats to Molecular Biology /
R.A. Sunde // For A.L. Moxon Honorary Lectures, Special Circular 167-199, The Ohio State
University.

15 >

CeneHOMETHOHMH — aMHUHOKHCIIOTa, 00pa3yrommascsl B pe3yiabTaTe MOCTTPAHCIAIHOHHON Moaudukanum Oenxa.
B oTnmume oT KMBOTHBIX, pACTEHHUS CIOCOOHBI CHHTE3UPOBATh CEICHOMETHOHHH, IIO3TOMY 3Ta aMHHOKHCIIOTa MO-
KET TOCTYIIaTh B OPTaHU3M H B TOTOBOM BHJIE, B OCHOBHOM C PACTHTEIHHOM MHUIIIEH.
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JEAIINH

CHHOHHUMBI: 2-aMHHO-4-MeTHIIIICHTaHOBAS KHCJIOTAQ, 2'aMI/IHO'4-MCTI/IJ'IBaJ'IepI/IaHOBa$I KHCJIOTAQ,

4-MeTUITHOPBAJINH.

He3zamenumasi, kogupyemasi amuHokuciaora, CgHisNO,, komonnt — CUU, CUC, CUA,

CUG.
O HO
H,N—CH—C—O0OH
CH, H,N
CH—CH,

CH,

DU3UKO-XUMHYECKasi XapaKTepUCTHKA.

Tounag macca — 131,09.

Monekynsapusrii Bec — 131,17.

C-54,94; H-9,99; N - 10,68; O — 24,39.
Mossipoe Bparienue pactBopa B Su HCl — +15°,
[Tnoxo pactBopum B Boge — 2,2 T B 100 r HyO mipu
25°C.

pl —5,98. pKa: COOH - 2,36, NH; — 9,6.
Oco0ennocTn. JleHuH SBIsAETCS €OUHCTBEHHOU

1819 r. TlpycT BbIAETHMI JCHIIMH B HEOUHINCH-
HOM BHJI€ U3 THUIOLIETO ChIpA.

Bnocnencreum BpakoHHO BBImEIHi 3Ty aMHHO-
KUCJIOTY M3 KHUCIJIOTHBIX THIPOJIM3aTOB MBIIII
IEPCTH B KPHUCTALIMYECKOH (opmMe M HazBal
JICUIIMHOM, IIOCKOJIBKY BBIIEJIEHHOE BEIECTBO
uMeIo Oelblil IBeT — OT rped. Aevkoo (leukos),
Oenblii.

Mynbaep mokazal TOXAECTBO MPOLYKTOB, IIO-
sy4eHHbIX [IpycTom u bpakoHHO.

CocraB neiinuaa ycranosieH JKepapom u Jlopa-

aMHMHOKHUCIIOTOM, YBEJIMYMBAIOLIEH conaepiKaHHe
HOM.

MHCYJIMHA B KPOBU HE3aBHCHMO OT KOHLIEHTpAIUU

rmoko3bl [1]. JIeWuH — eIMHCTBEHHAs WCTHHHO

KETOTeHHas aMHUHOKUCIOTa. bokoBoW pagukai

JeHIHA SBISETCS] OJTHUM M3 CaMbIX KPYIHBIX CPEIN aMUHOKHUCIIOT, (AaKTHYECKH OH HaXOIUTCS
Ha 7-oM MecTe. O0beM paBeH 124 KyOHMUECKUM aHICTPEMaM.

(I)a30BOKOHTpaCTHaﬂ MHKpO(l)OTOFpa(l)I/IH KPpHUCTAJLJIOB
o-JIeIuHA
http://www.moondragon.org/health/nutritionbasics/aminoacids/le
ucine.html

buocunres. JleiiuH HE CUHTE3UPYETCS B OpraHu3Me 4enoBeka. buocuHTe3 L-neiinHa B
pacTeHHsIX U OaKTepUsIX OCYIIECTBIISIETCS U3 2-0KCO-3-METHIOYTaHOBOM KUCIIOTHI Yepe3 2-0KCo-
4-MeTWIINEHTaHOBYIO KHCIIOTY, U3 KOTOPOM B pe3ysibTaTe TpaHCAMHUHHPOBAHUS 00paszyeTcs jeil-
il (Cu. Cxema 12 Ha c1p. 53).

KaraGonu3sm. B opranusme S>KUBOTHBIX JIEMIIMH MeTaboONIM3UpyeT 10 2-OKco-4-
METHIIIIEHTaHOBOW KHCJIOTHI (2-KETOM30KaIIPOHOBAsi KMCIIOTA), U3 KOTOPOH B pe3yabTaTe Jallb-
HEWIMX MpeBpalieHuii oopaszyercst 3-THIPOKCH-3-METHITITYTapIIIKOQEPMEHT A, a 3aTeM aIero-
yKcycHasl kuciora u aneruiakopepmert A (Cxema 17). To ectb, kaTaboau3M CBOOOIHOTO JiCk-
[[MHA OPTaHU3MOM HUCIOJIb3YeTCs KaK UCTOYHUK YHEPIHH.

68




HE3AMEHMMBIE AMUHOKHUCJIOTbBI

HO
KeTornyTapaT L-I'myramar o
2-KeTounzokanpoHoBas KHCIOTa
TpancamuHa3a pa3BeTBICHHBIX
amuHOKuCHoT, EC 2.6.1.42,
6o nmedH TpancamuHasa, EC 2 6.1.6

Teitiun CoASH

NAD*
\ 2-OkcouzoBajiepuar

nerunporenasa, EC 1.2.1.25

NADH+H*
+ CO, 1
2-MeTHIKpOTOHUIT-COA
S CoA S—CoA
0] FAD\H? /F HzoBanepun-CoA
/ NzoBanepun-CoA-
JIeTHIpOreHasa,
EC 1.3.99.3 wum EC 1.3.99.10
/_ AT® + CO,
3-Merunkpotonmn-CoA kapbokcunasa, EC 6.4.1.4 Anerun-CoA
\. S——CoA
AID + ®u /
y O_\
S CoA CoA CH;
HZO
(6]
__ | 3-runpoxcu-3-metnnriayrapui-
~ CoA mmaza, EC 2.3.3.10
3-meTmrmoTakoHnI-CoA
rugpartasa, EC 4.2.1.18 Q
(0]
COOH COOH
3-metunrinyTakoHw1-CoA 3-runpokcu-3-metunrayrapui-CoA

HO
AHGTOYKCYCHaH KHCJIIOTa

Cxema 17. Karabonusm neinuaa

Hapymenus kara6oaun3ma jeiinnna. [Tockonbky aerpamanus JeiiuHa IPOUCXOANUT TIPU
Y4aCTHUH MHOT'HX q)epMeHTOB, TO HACJIICACTBCHHBIC ,ZIereKTI)I HCKOTOPBIX U3 HUX BCAYT K pa3Bu-
THUIO CIEIYIOIIUX 3a00TeBaHUI:

v’ Gone3ns KiaenoBoro cupora (248600, KO 1.2.4.4, 3-mMeTua-2-oKkcoOyTaHOAT JErHApOreHasa
nunoaMmuHas). JleMnHo3 — pa3BeTBIEHHOIIETIOYEYHAs KETOHYpHsI, OOJE3Hh MOUYU C 3amaxoM
KJIGHOBOTO CHpoTMa, 00JIe3Hb KIIEHOBOTO CHPOIA) — BPOXKACHHBIN Je(eKT MeTaboan3Ma aMHHO-
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KHUCTIOT, TIPUBOJISAIINIA K TIOSBIICHHUIO B MOYe OOJIBIIOTO KOJIMYECTBA BAJIMHA, JICUIIMHA, U30JICH-
[[MHA U aJUIOM30JICUIIMHA, BCIEACTBHE YEro OHA MPUOOpETaeT 3anax KJICHOBOI'O CUPOIa;
v’ anunemus uzoBanepuanoast (243500, KO 1.3.99.10 uzosanepun-KoA meruaporenasa) Tuma
IVA (IVD). Knuandecku: OTCTaBaHHE B YMCTBEHHOM, IICUXHYECKOM M (DU3UYECKOM Pa3BUTHH,
CYJIOpO’KHBIE ITPUIMA/KH, PBOTA, FEMATOMETaIus, TUIOIUIa3Usl KPACHOTO KOCTHOIO MO3ra, Xapak-
TEePHBIN 3amax Mouu. Bo3MokeH ocTpedninii MeTaboIMYecKuil aiui03, 0COOCHHO Y HOBOPOX-
NEHHEBIX,
v’ B-Merunkporonmnrauuuaypus (KO 6.4.1.4, 3-mermnkporonunin-KoA-kapookcunasza). Kim-
HUYECKH: 0011as c1abocTh, 3a/IepiKKa pa3BUTHS,
v’ 3-MetmirmroTakoauaanuaypus (250950, KO 4.2.1.18, 3-merunrimorakonni-KoA rugparasa).
Knuanyeckn: XxopeoaTeTos, CiacCTHYECKUE Maparnapesbl, JeMEHIUs, aTpopus 3pUTEIbHOTO HEp-
Ba;
v' 3-ruppokcu-3-metwirayrapunanuaypus (246450, KO 4.1.3.4, 3-ruapokcu-3-MeTHITTyTa-
pmi-KoA nuaza). Knuanuecku: MeTaboanueckuii aiuio3, TUIOTIMKEMHUs], PaHHSISI CMEPTh.

Posib B 00MeHe BewecTB. B opranusme denoBeka BCTPEUACTCs B MOKEITYI0YHON Kee-
3e, MTUMQATUYECKUX Kele3aX, B CEIe3eHKE, B EYEHH, B MMoYKax. B opraHmu3Me »KHMBOTHBIX JIEH-
LIUH METa00IU3UPYET 0 2-0KCO-4-METUITNICHTAHOBOM KUCJIOTHI, U3 KOTOPOI B pe3ysbTare Jajlb-
HEHIIMX TpeBpalieHnii oopazyercst 3-TUIPOKCH-3-MEeTUITTyTaprikohepMeHT A (IPOMEKyTOU-
HOE€ COCJMHEHHUE B CHHTE3€ CTEPOUIOB), a 3aTeM AllETOYKCYCHAst KUCIIOTA U alleTHIKO(GEepMEHT A
(Y4acTBYeT B IIHKJIE TPUKAPOOHOBBIX KHCIOT U B OMOCHHTE3€ KUPHBIX KUCIIOT).

JleWinnH wWrpaeT KIOYEeBYyl0 poib B aktuBamuu Oenka mTOR (mammalian target of
rapamycin — MHIICHb panaMUIMHA™ MJICKOIMTAOLINX), PETYIHUPYIOLIEro KJIETOYHBIA POCT U
JIeJIEHNE, a TaKke cUHTe3 HoBoro Oenka. benok mTOR ¢yHKIMOHMpPYET Kak sHEpreTUYecKuit
JMaTYMK, aKTUBHUPYIOIIUICS, Korga ypoBeHb AT® nocTaTOYHO BBICOK U OJIOKHUPYIOLIUICS MpU
Hu3KkoM ypoBHe AT® [2, 3]. YBenuueHHe KOHIICHTpAIMK JICHIIMHA YJIaBIMBACTCS JICMEHTOM
WHCYJIMHO-CUTHATTU3UPYIOIIEr0 MPOBOISINErO MyTH, YTO akTUBUpPYeT (ochopunupoBanue dak-
topoB elF4 u p70S6K. MunynupoBanHas gpochopuiinpoBaHueM aKTUBALMs 3TUX (PAaKTOPOB ak-
tuBupyer Oenok MTOR, KOTOPBI MHMLMUPYET CHHTE3 COKPATUTEIbHBIX OEIKOB CKEJIETHBIX
MBIIII.

Buojornyeckue 3¢pdexrnl. ObecneunBaer rugpopodHOe B3auMoaencTBre B 6enke. bia-
rojaapsi JNIMHHOMY THAPO(HOOHOMY panukany (opMHUpPYET OCIKOBBI MOTHB, HAa3BaHHBIM <«JICH-
IIUHOBOM 3aCTEKKOM-MOJHHUEW», BCIEACTBHE BHEIIHETO U (PYHKIMOHAIBHOTO CXOJCTBA C 3a-
CTeKKOW MONHMEH. Ha moBEepXHOCTH KaXJ0ro M3 JABYX TakuX OEJIKOB MMEETCS O-CIHpalbHBIN
Y4YacTOK, KaXIblil BTOPOM BUTOK TakoW O-CIIUPATIH COAEPKUT IHMApo(OOHBIA pajuKan ocTaTka
neunHa. Panukanbl TEHITTHOBBIX OCTAaTKOB O-CITUPAIHM OJIHOTO OelKa B3auMOJCHCTBYIOT C pa-
JMKaJIaMH JIEHIIMHOBBIX OCTaTKOB O-CIIMpaJId APYroro 0eyika ¢ MOMOIIbIO IHIpo(dOoOHBIX CBs3EH,
coenuHss ATH Oenku BMecTe. C MOMOIIBIO «JIEUIIMHOBOM 3aCTEKKU-MOJIHUNY COEAUHSIIOTCS IPYT
C JIpYroM siJiepHble O€JIKU TMCTOHBI, BXOJAIINE B COCTaB HykJIeocoM. HecMoTps Ha To, 4TO Bce
MOJIEKYJIbl THCTOHOB MUMEIOT CUJIbHBIM OJHOMMEHHBIN 3apsij, OHU YAEpPKUBAIOTCS BMECTE C IO-
MOILBIO «IEHIIMHOBBIX 3aCTEKEK-MOJIHUI». Kpome Toro, /1Be IpaBUIBHO PacloIOKEHHBIE APYT
OTHOCHUTEIIHO JIpyra MOJMMNENTHIHBIE LIENHU, COCTABICHHBIE NPEUMYIIECTBEHHO U3 OCHOBHBIX
AMUHOKHUCJIOTHBIX OCTATKOB, U COJEpIKAIllie CTPYKTYPY «WICHIMHOBOW 3aCTEKKH-MOJHUMY» MO-
ryT obpazossiBath JIHK-cBsi3pIBatomuii entp ¢axropa tpanckpumniuu. [lonoOHas opraHu3anms
Oenka ObljIa Ha3BaHA CBEPXBTOPUYHON CTPYKTYPOI.

JleWnHOBBIE 3aCTEKKH-MOJHUH, B TOM 4HCIe, 00€CIEUUBAIOT TUMEPU3AINIO UM OJIUTO-
Mepuzanuio 0enkoB. Kak oka3anock, 3TU CTPYKTYpHI SBISIOTCA (DUIOT€HETHUECKU APEBHUMHU,
00pa3yloT crnennpuyeckue peenTopsl K psy TOPMOHOB M CPOPMUPOBAIHUCH KaK TPH OTAEIb-
HbIE TPYNIIHI ele y 0ecro3BoHouHbIX [4]. Tun A BkitodaeT B ce0si perenTopbl (GOLTHKYIOCTH-

16 o . -~ B
Sirolimus (Cuponumyc), Takxe u3BecTHbIH kak Rapamycin (PamamuimH), — IMMYHOJCTIPECCAHT, HCIOIb3Ye-
MBIH JUIS TPOGUIIAKTUKY PEAKIIUK OTTOPXKEHHUS TPAHCIUIAHTATA, Yallle HCIIOJIb3YeTCsl P Iepecasikax MoveK.
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Mmynupyrotero [5], morenansupyromero [6] u TupeoTpornHoro ropmonos [7]. Tun B — opdano-
BbI€ PEICNTOPHI (HIOTeHHas cucTeMa mooiipenus / Hakazanus) [5]. Tun C — penentop penak-
cuna’’ RXFP1 (RelaXin Family Peptide Receptor 1) [5] u poacTenusiii emy pererrrop RXFP2
(LGRS) [8], cBsa3bIBaroImuiicss ¢ HHCYIMHOMOAOOHBIM (DaKTOPOM pocTa 3.

Kerorennass aMuHOKHCIIOTa, HEOOXOMMAst I ACCUMMJIISIIIUH CHIBOPOTOYHBIX TIIO0YIMHOB
B OpraHM3Me. YBEIUYMBaeT YTWIM3ALMIO JIMIHMJIOB, HE YMEHbIIAs coAepxaHUs Oenka B MBbIII-
nax. Hapsiy ¢ BaJIMHOM M M30JIEWIIMHOM YBEIWYMBACT CHHTE3 Oelka, B OOJbIICH CTEnmeHu B
MbININAX. Bce Tpu aMUHOKHUCIOTH YCKOPSIIOT pereHeparuio KOcTel, KOXKU, U MBIIII, ¥ II03TOMY
pPEKOMEHIyeTCs ISl TeX, KOTOPBIE ONPABIISIOTCS OT XUPYpruu. I1o 3¢ddekr, mo kpaiineit mepe, y
JeHlinHa, peau3yeTcsl Yepe3 YBEIMUEHHE CUHTE3a U BBICBOOOXKIEHHS] COMATOTPONMHA, (PAKTO-
poB uHHIManuu Tpancisiuu — elF4G, u elFAE, nocnennwnii GpaxkTop MHUIMAIIMH JISHITUH 3aITyC-
KaeT OMOCPEIOBaHO uepe3 akTUBaLUi0 MeMmOpanHoro Oenka Rheb, ocymecristomero kackan-
HYIO CBSI3b (4Uepe3 psill MPOMEKYTOUHBIX OCNKOBBIX PETYISTOPOB) MEXKIY WHCYIMHOBBIM pEIeT-
TOPOM W HCIOJIHUTEIBHBIMI MeXaHW3MaMu TpaHcisinuu Oenka [9]. [ToBeiieHHass KOHIIEHTpa-
1Ksl JICUIIMHA TaK)Ke CTUMYJIHpYeT oOpa3oBanue pubdocomHoro Oenka S6 [10]. Bmecte ¢ uHcy-
JUHOM 0enok S6 NpeuMyIIeCTBEHHO YBEJIIMYMBAET B KJIETKE Coiep)kaHue (PaKTOPOB MHHUILIMALIUH
TPAHCIIALNHN, U APYTHX BCIIOMOTATEILHBIX PHOOCOMHBIX O€JIKOB, OTBETCTBEHHBIX 32 CHHTE3 Oell-
ka. Takum oOpa3om, AeULIUT BCEro ML OJHOW aMUHOKUCIIOTHI — JICHIIMHA — MOKET MPUBECTU
K HapylIEHUIO CUHTE3a BceX OeNKOB, M0 KpaiiHel mepe, B MbllIax. Kak HHIYKTOp BBICBOOOXK-
JICHUs MHCYJIMHA, JIEHIIMH TOHM)KaeT BHICOKHE YPOBHM caxapa B KpoBU. Bo3MorkHO, npenoTBpa-
Ia€T NEPENPOU3BOICTBO B TOJIOBHOM MO3I€ CEPOTOHMHA U3 TpUIITOpaHa U HACTYIJIEHHE yCTa-
JIOCTH, CBSI3aHHOE € 3THM IpoueccoM. Kpome mpsimMbIx cTUMyIUpyromux 3¢ ¢exkToB Ha oOMeH
0eJKa U TIFOKO3bI, JISUIIMH BBI3BIBACT ONIOCPEIOBAHHOE aHTHKATa0oIImuecKoe neiicreue. Ero me-
TaboNIUT — B-rupokcu PB-MeTwiI-OypaT nojaBiseT aKTUBHOCTh FOPMOHA HAJIOYEUYHUKA KOPTHU-
30J1a, CTUMYJIMPYIOIIETO paclierieHne 0eIKOB U 00pa3oBaHUE TIIFOKO3bI U3 aMHUHOKHUCIOT. Of-
HaKoO, N30BITOYHBIN MpPUEM JICHIIMHA aKTUBUPYET TPAaHCAMUHA3y Pa3BETBICHHBIX aMMHOKHUCIIOT,
YTO TPUBOJUT K YBEIMUEHHIO pacmaia BAIMHA M H30JIEUIIMHA, a TO YMEHBIIIAET aHA0OTHIECKHI
apdexT neinnna. [TosToMy JONOTHUTENBHBIN MpUEM JIeHIIMHA T0JIKEH CONPOBOXKIAThCS MpHUe-
MOM BaJIMHa U U30JICHIMHA.

Cumnromsbl Aepunura. lepuuut nedmHa MoKeT pa3BUTHCS Y CTPOTUX BEreTapuaHIeB U
BereTapuaHiieB 0e3 aJIeKBaTHBIX UCTOYHUKOB Oenka. [Ipu Takoii muere MokeT HabI0aaThCs TH-
HOTJIMKEMUSI, TOJIOBOKPY>KEHHE, YCTalOCTh, TOJOBHBIE 0OJIM, pa3ApakuTelbHOCTh U T.1. [lpu
HEeJO0CTaTKe JIeHIIMHA CO3/1al0TCsl yCIOBHs Ui (OPMUPOBAHUS aHEMHMM W/WIM YBEIUYEHUS OT-
JIOKEHHUs KaJIbIUS B KOCTHYIO TKaHb. Kpome Toro, neuuur neifiinaa pa3BuBaeTcs y ajlKkorou-
KOB M HAPKOMAHOB, KaK CJIEJICTBHE OOIIeH OEIKOBOW HEIOCTATOYHOCTH, IMMOCKOJIBKY M T€ U APY-
I'H€ PE3KO YMEHBIIAIOT IPUEM MUIIH.

I'unepaeiinunemus. Konnentpanus cBoOOAHOrO JIeHIMHA YBEIMYHUBAETCA IPU HEKOTO-
pBIX OOJIE3HSX: MpU OCTpoi aTpoduu neueHH (oOHApyKUBaeTcs B IeueHH); mpu Tude, ocrme,
OCTPOM MaJIOKPOBHMHM, CTPAJAHUSIX CIIMHHOTO MO3ra, oTpaBiieHuu (pochopom. M30bITOK seiinnHa
MOJKET YBEJIMYUTh KOHIIEHTPAIUI0 aMMHUaKka B KpoBHu. Kpome Toro, ype3amMepHoO BBICOKOE TOTPeO-
JICHUE JISHIIMHA MOKET BBI3BIBATh COCTOSIHME Teuiarpbl (3a0ojieBaHWE M3 TPYIMIBI aBUTAMUHO-
30B, 00YCJIOBJICHHOE HEJIOCTATKOM B OpraHU3Me BUTaMHHA PP — HUKOTHHOBAs KHCIIOTA).

MeanuuHckoe npuMeHenue. [IpuMensiercs npu jgeuyeHnH 3a00JIeBaHUM TIeUeHH, aHEMUH,
TOKCHKO3aX, HEBPHTAX, MBIIIICUHOI TUCTPO(HH, ITOTHOMHIENNTE, CHHApoMe Menkeca™®,

7 Penakcnn (ot nat. relaxo — ocmaGsio), TOPMOH, 0OPA3YIONIMIACS TIaBHBIM 00pa3oM B smunmKax. [Ipu Gepe-
MEHHOCTH BBI3BIBAET pacciiabieHue CBA30K JIOHHOTO COWJICHEHHs Ta30BBIX KOCTEH, Onmarojapst 4eMy NMpOHCXOAUT
pacIIMpeHue Ta3a, 4TO CHOCOOCTBYET HOPMaJIbHOMY IPOTEKAaHUIO POIOB, KPOME TOTO, TOPMO3HUT CIOHTaHHBIE CO-
KpalleHHs MaTKH.

'® Cunzpom Memkeca — Gone3Hb KypuaBBIX BOJOC. BeTpedaercs mpuMepHO B OHOM Cilydae Ha 35 THIC. HOBOPOXK-
JIEHHBIX MaJIbuuKOB. IlepenaeTcs no cuemieHHoMy ¢ X-XxpoMocoMoil tuny Hacinenosanus. [Ipu cunapome Menkeca
HapyILIEeHO BCACBIBAHHME M TPAHCIIOPT MEIH, YTO BJICYET 3a COOOH TSKEIYI0 HeIOCTATOYHOCTh MeIU. Y HOBOPOX-
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JJEMIIVH
. ___________________________________________________________________________________________________________Ji]
Hcrnonb3yercss B COCTaBe MapEeHTEPAIbHOIO NMUTAHUSA. [[OMOIHUTEIBHO JIEUIIUH BMECTE C
IPYTMMH Pa3BETBICHHBIMU aMUHOKHCIOTAMHU TOKa3aH MpU OOLIMPHBIX U MHOKECTBEHHBIX
TpaBMax. Kpome Toro, jeiiua noka3an 601pHBIM ¢ (heHUIKeTOHYpHel. Mcmonp3yercs Kak mpo-
THUBOILLOKOBOE CPEJICTBO. B KOMIUIEKCHOH Tepanuu aJIkOroJIn3Ma U HApKOTUYECKOM 3aBUCUMOCTH
JICHITMH MMOKa3aH JUIS 3aMEIeHUS] COOCTBEHHOTO JeUITUTA.
Conep:xkaHue B CBOOOIHOM BH/I€ B Iu1azMe KpoBu, Mr/100 mu (Mxmoun/mn): 1,9 (144,9).
Conep:kaHue B CyTOYHOM KOJIMYeCTBe MOUH, MI (MKMoJIb): 9,0-26,0 (68,7-198,4).
CyTouHasi noTpeOHOCTb B3pOCIIOro YeloBeKa B jeiiuHe cocrapisiet 4,0-6,0 r.
KoanuecTBenHoe onpenesienue. B nHacrosiniee BpeMss OCHOBHBIM METOJIOM KOJIMYECTBEH-
HOTO aHaiu3a JICHIMHA SBISETCS BBICOKOA(PEeKTUBHAS KUIKOCTHAsE Xxpomarorpadus. Jleinun
MOYKHO KOJMUYECTBEHHO OIPEACIUTh C IOMOIIBI0 2-OpOMTOIYON-5-Cynb(POKUCIOTH WM
2-HapTON-7-CyIbPOKUCIOTHI.
Kinnunko-iadopaTtopHoe 3HaYeHne:
v’ CHIWKEHHE KOHIEHTPAIMH JIEHIMHA, U30JICHIIMHA: OCTPOE TOJI0IAHUE, TUIIEPUHCYIMHU3M, T1e-
YeHOYHasl dHLe(daIonaTus,
v’ MOBBIIICHHE KOHIEHTPAIMHA JICHIIMHA, W30JICHIMHA: KETOAMIYPHS, OKHPEHHUE, TOJIOJaHHE,
BUPYCHBIN IrenaTur.

Cnncok Juteparypsl K riaBe «Jleduun»

1. Manninen A.H. Hyperinsulinemia, hyperaminoacidemia and post-exercise muscle anabolism:
the search for the optimal recovery drink / A.H. Manninen // Br. J. Sports Med. — 2006. — Ne 40.
—P. 900-905.

2. Anthony J.C. Signaling pathways involved in translational control of protein synthesis in
skeletal muscle by leucine / J.C. Anthony [et al.] // J. Nutr. — 2001. — Vol. 131, Ne 3. — P. 856S-
860S.

3. Lynch C.J. Leucine is a direct-acting nutrient signal that regulates protein synthesis in adipose
tissue / C.J. Lynch [et al.] // Am. J. Physiol. Endocrinol. Metab. — 2002. — Vol. 283, Ne 3. —
P. E503-513.

4. Hsu S.Y. The three subfamilies of leucine-rich repeat-containing G protein-coupled receptors
(LGR): identification of LGR6 and LGR7 and the signaling mechanism for LGR7 / S.Y. Hsu [et
al.] // Mol. Endocrinol. —2000. — Ne 14, — P. 1257-1271.

5. Dias J.A. Molecular, structural, and cellular biology of follitropin and follitropin receptor /
J.A. Dias // Vitam. Horm. — 2002. — Ne 64. — P. 249-322.

6. Ascoli M. The lutropin/choriogonadotropin receptor, a perspective / M. Ascoli, F Fanelli.,
D.L. Segaloff // Endocrinol. Rev. — 2002. — Ne 23. — P. 141-174.

7. Szkudlinski M.W. Thyroid-stimulating hormone and thyroid-stimulating hormone receptor
structure-function relationships / M.W. Szkudlinski [et al.] // Physiol. Rev. — 2002. — Ne 82. —
P. 473-502.

8. Kumagai J. INSL3/Leydig insulin-like peptide activates the LGR8 receptor important in testis
descent / J. Kumagai [et al.] // J. Biol. Chem. — 2002. — Ne 277. — P. 31 283-31 286.

9. Norton L.E. Leucine regulates translation initiation of protein synthesis in skeletal muscle af-
ter exercise / L.E. Norton, D.K. Layman // J. Nutr. — 2006. — VVol. 136, Ne 2. — P. 533S-537S.

10. Sans M.D. Leucine activates pancreatic translational machinery in rats and mice through
mMTOR independently of CCK and insulin / M.D. Sans [et al.] // J. Nutr. — 2006. — Vol. 136, Ne 7.
—P. 1792-1799.

JICHHBIX HaOJr01aeTcst MUKpoledanus, cy10poru, HaIn4rue KypyaBbIX BOJIOC, JIMIIEHHBIX IMTMEHTA, U X 04aroBoe
BbINajieHue. FIMeroTcs OTKIIOHEHUS! CO CTOPOHBI KOCTHOM U COCYAUCTON CHUCTEM. Y MCTBEHHAs OTCTAlIOCTh Mporpec-
cHpyeT ¢ Bo3pacToM. HYacTo cMepTh HacTymaeT K TpeM rojam. Jleuenns 6one3Hu He cymiecTByeT. Beenenue B opra-
HHU3M MeJIM He JIaJI0 TIOJIOKHUTEIILHOTO Pe3yJbTaTa; JeUeHNe INIaBHBIM 00pa3oM IO/IIepKHBAIOIIEe.
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N3O0JIEMIIUH

CHHOHMMBI: 2-aMHHO-3-METHIIIIEHTAHOBAsI KHUCJI0Ta, 2-aMHUHO-3-METHJIBAJICpUAHOBAs KHCIIOTA,
L-Tpeo-uzoneiux

He3zamenumasi, kogupyemasi amuHokucjiota, CeHisNO,, komonsl — AUU, AUC u AUA.

0 HO

H,N—CH—C——OH 0

CH—CH,4 HN

annl||
CH,

CH,

DU3UKO-XHMHYECKAST XapaKTepPUCTHKA.

Tounas macca — 131,09, 1904 1. Dpmux BBEAETINT U30JEHIIUH W3

CBeKJ’IOC&X&pHOﬁ Menaccel.  [lozmHee SpJ'II/IX

MOHeKyJIHpHBIﬁ Bec —131,17. BBIACIWI 3Ty AMHMHOKHCIOTY W3 HEIOJIHOTO
C —54,94; H-9,99; N — 10,68; O — 24,39. rmipomuzata  QuGPHHA,  TOIYdEHHOrO
MoJsipHOE BpAILEHHE PAacTBOpa B SH HCI — 51,8. 00pabOTKOW COKOM ITODKENYIOYHOM >Kele3bl,

KJICHKOBUHBI NIICHUIbI, AHYHOI'O a,]'II;6yMI/IHa u

PactBopum B Boge — 4,1 /100 r H,0 mpu 25°C.
pl —6,02. pK,: 2,32 (COOH) u 9,76 (NH5).

®a30BOKOHTPACTHAsE MUKPO(doTOrpadus KpuCTaLI0B
O-M30JIeHIIMHA
http://www.moondragon.org/health/nutritionbasics/aminoacids/is
oleucine.html

Oco0eHHOCTH. XapaKTepHOH OCOOEHHOCTHIO OOKOBOM IEMM H30JeHLMHA SBISETCS ee
XUpaJbHOCTh. MoJiekyna n3onelinHa CoepKUT ABa aCUMMETPUYHBIX aTroMa C B MOJIOKEHUAX 2
U 3, 4To 00YCIIOBIMBAET CYIIECTBOBAHMUE UYETHIPEX ONTUYECKH aKTUBHBIX M30MepoB: L-Tpeo-
u3oneiH  (ecTeCTBeHHAss TNMPOTEHHOTCHHAs aMHUHOKHCIO0Ta), D-Tpeo-u3oneinuu, L-amro-
usoneinuH, D-amno-uzoneiinuH. L-amno-uzonednuH uMmeeT ciaakuii BKyc. B mpupone
U30JICHIIMH TMPHCYTCTBYET TOJBKO B OJHOM 3HaHTHOMepHOW (opme — (2S,3S)-2-amuno-3-
MeTHJIIeHTaHoBass kuciota (L-Tpeo-u3oneiiinH), ocTalbHbIle H30MEphl O00pa3ylTCs IpU
XUMHUYECKOM CcHHTe3e. M3omeiun sBusercs camou ruapo(oOHO aMUHOKHCIOTON M0 IITKaje
Eiicenbepra, ero otHocutenbHas ruapododHocTs 1,38, mo ruapododHocTr pagukana (1Mo mkasie
KaiiT u lynmuTin) Takke 3aHuMaeT repsoe mecto: 4,50.

BuocunTe3. AHATOTHYHO JEHIIMHY, U30JICHIIMH CUHTE3UPYETCS] B OJJHOM METa00IMYECKOM
nytu ¢ BanuHoM (Cm. Cxema 12 Ha ctp. 53).

Kara6oau3m u3oneiinnna. Ananornder katabonusmy JielinnHa u BaiuHa (Cxema 18).

Hapymenns karaGoinm3sma u3oJieiinimHa. BeTpedaercs Kak KOMIIOHEHT JIEMIUHYPHHM —
0osie3HH KIeHOBOro cuporna (Ca.).

Posab B o0meHe BemecTB. KeTo- M INIMKOT€HHass aMUHOKHCIIOTA. B yCIIOBHAX BBICOKOM
¢buznyecKkoil Harpy3ku HM30JEHIMH CIYKUT UCTOYHMKOM OOpa30BaHUS TJIyTaMHHA B MBILIIAX.

B ator ke mporiecc MOryT ObITh BOBIICUEHBI JicinH u BanuH [1]. M3oneiinun yyacTByeTr B
CHHTE3€ aJlaHuHa U TeMOIIO0OHHA.
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U30JIEMIIUH

Kerornmyrapar L-I'mytamar >
K j R-3-Metni-2-oKkconeHTaHoBas
TpancamuHaza pa3BeTBJ'IeHHI)IX KHCIIOT2
annil amuHokucinort, EC 2.6.1.42 T

N3onetinmua CoASH

nerunporenasa, EC 1.2.1.25

NAD"
\ 2-OxcounzoBaniepuaT

NADH+H*
3-metunkpoToHWI-CoA +CO, v
ST CoA S——CoA
o FADH,
\ / R-3-Metun-2-okconenranonasi-CoA
atll]) - annn|
/ Nzosanepun-CoA-
JleTHporexHasa,
EC 1.3.99.3 wmm EC 1.3.99.10
/_ AT® + CO,
3-Metunkporonmi-CoA kap6oxkcmiasa, EC 6.4.1.4 Anerun-CoA
\ S——CoA
AJID + Ou
) (@ §
S CoA CoA CH,
HZO
(0]
_ | 3-ruapokcu-3-MeTIIrTy Tapui-
i CoA mua3za, EC 2.3.3.10
3-mermnrmoTakoHnI-CoA
rumpartasa, EC 4.2.1.18 0
(0]
COOH COOH
3-metunriryTakoHWI-CoA 3-runpokcu-3-mMetunriaytapuia-CoA

HO
AneToykcycHas KUCIIOTa

Cxema 18. Karabonusm neinuaa

buosornyeckne 3¢dgexrel. Hapsagy ¢ aByMsa  ApyrMMH  Pa3BETBIICHHBIMU
aMUHOKHCIIOTaMH, THAPOGOOHBIM aMUHOKHCIOTHBIA OCTATOK HM30JICUIIMHA, B3aUMOJEHCTBYS C
OCTaTKOM JIeWIIMHA W/WIM BaJMHA, YYacTBYEeT B OIpeJelIeHUM M3ruba ¥ CBOpAYMBAHUS B
TPETUYHYIO CTPYKTYypy OenkoBoil menu. Bmecre ¢ mpoiauMHOM Bce TpU pa3BETBICHHBIE
AMHHOKHUCIIOTHl Y4acTBYIOT B (hopMupoBaHMM [-1oBOpoToB U P-nuctoB. Ilo 3T0it mpuuune,
BUJINMO MOXXHO TpeAroJiaraTb, 4To JIIOO0OW B-TUCT siBIseTcsa TUAPO(GOOHBIM 0O0pa3oBaHUEM.
Junentun NeHIUH-U30NEHIIMH CTUMYIHUPYET oOpa3oBaHMe HelpoTpoduueckoro Qaxropa B

e ——————
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HE3AMEHHUMBIE AMUHOKHUCJIOTbI

les @]
TOJIOBHOM MO3T€ — OJIMH U3 3(pPeKTOB, BBI3BIBAEMBIX MpenapaTaMu psjaa aHTUaenpeccanToB. [1o
HEKOTOPBIM 3TO MOXET OKa3aThCS IOJC3HBIM IPH JIUeHUH Ooubiion aenpeccuu [2]. Bee tpu
pa3BeTBICHHBIC aMUHOKHCIOTHI TIEPEHOCITCS 4Yepe3 reMaTtodHIedannueckuii 0apbep OAHUM U
TEM JK€ TEPEHOCYMKOM, B CBS3UM C Y€M, M30BITOYHOE MOCTYIUICHUS B OPraHWU3M H30JIEHIIMHA
YMEHBIIAET IMOCTYIUICHUE JICHIIMHA W BaJMHAa B TOJOBHOM MO3r, YTO MOKET MPUBOJUTH K
Pa3BUTHIO LIEHTPAJIBHOTO JACPHUIIMTA JBYX IOCIACAHUX AMHHOKHCIOT IPH HUX JOCTATOYHOM
nuieBom mnoctyruieHud [3]. Bonee Toro, kpome pa3BETBICHHBIX aMHUHOKHCIIOT, 3TOT K€
MEPEHOCUMK TPAHCIOPTHUPYET B TOJOBHOM MO3r TpuntodaH, METHOHWH, (EHWIAJIAHWUH U
TUPO3UH. B3aumojelcTBUe BCeX MEPEUYUCICHHBIX AaMHUHOKHCIOT C HMX TpPAHCIOPTEPOM —
KOHKYPEHTHO. B 3THX KOHKYPEHTHBIX YCIOBUSX YBEIWYECHUE TPAHCIIOPTA TPUNITO(AaHA B MO3T, C
MOCIIEAYIONUM TIOBBIIIICHHEM KOHIIGHTPAIIMA CEPOTOHWHA B JIMKBOPE, HAONIOAAETCS IOCIe
MpueMa BBICOKOYTJICBOJAMCTON MUIK. Pe3koe yBennueHue coiep:kaHusi CEpOTOHMHA B JTUKBOPE
BBI3BIBACT BHE3AITHYIO COHJIMBOCTS [4-6].

Cumnrombl jaepuuurta. [ebunur wu3onenmHa NPUBOAUT K  BO3HUKHOBEHHIO
OTPULIATEIILHOTO a30TUCTOrO OajaHca B OpraHu3Me, a TaKKe CHUMIITOMOB, CXOJHBIX C
TUIIOTJIMKEMHUEH OOBIYHO BBIPAKAIOIIMXCS BSJIOCTBIO W COHJIMBOCTBIO M BEACT K IIOTEpE
MBIIIEYHOH Macchl. HemocTarodHocTh (DepMEHTOB, KAaTaTU3UPYIOMUX J1eKapOOKCHINPOBAHUE
M30JIeHIIMHA, BBI3BIBAET KeToanuaypur. Kpome toro, npu nedunure nioneinnna Ha0IoaaeTcs
MBILIEYHBII TPEMOD.

Cumnrombl u30bITKA. l30bITOUHOE TMOTpeOIeHUE W30JCHIIMHA, MO-BUIUMOMY, HE
BBI3BIBACT KAKUX-IMOO paccTpoiicTB. OTHAKO CHOPTCMEHBI, MOTPEOSBIINE BBICOKHE O3B
M30JIeHIIMHA OTMEYaId MOBLIIIIEHHOE MOYEOTIEICHHUE.

Mennunnckoe npuMeHenue. lcronp3yeTcss B cOoCTaBe CMeCE Il MapeHTEPATbHOTO
MMUTAHMUSL.

KonuuecTBeHHOE onpeiesieHue. XpomaTorpaduaeckoe.

Conaep:xkaHue B CBO0OOIHOM BH/Ie B I1azMe KpoBu, Mr/100 mu (Mxmoan/i): 1,3 (99,2).

ConepkaHue B CyTOYHOM KOJIHYECTBE MOUH, MT (MKMoOJIb): 14,0-25,0 (106,8-213,6).

CyTouyHasi NOTPeOHOCTH B M30JICHITMHE TSI B3POCIIOTO YesioBeka cocrasisieT 4,0-5,0 T.

Cnucok Juteparypsbl k riase «3oeidumn»

1. Holecek M. Relation between glutamine, branched-chain amino acids, and protein
metabolism / M. Holecek // Nutrition. — 2002. — Vol. 18, N2. — P. 130-133.

2. Furukawa-Hibi Y. The hydrophobic dipeptide Leu-lle inhibits immobility induced by
repeated forced swimming via the induction of BDNF / Y. Furukawa-Hibi // Behav. Brain Res.
2011. — Vol. 220, N2. - P. 271-280.

3. Daniel P.M. The exclusion of L-isoleucine or of L-leucine from the brain of the rat, caused by
raised levels of L-valine in the circulation, and the manner in which this exclusion can be
partially overcome / P.M. Daniel, O.E, Pratt P.A. Wilson // J. Neurol. Sci. — 1977. — Vol. 31,
N3. - P. 421-431.

4. Clark J. Design considerations for the evaluation of tryptophan supplementation in the
modification of equine behaviour / J. Clark, D.S. Mills. — In: Mills, D.S., Heath, S.E., Harrington,
L.J. (Eds.), Proceedings of the First International Conference on Veterinary Behavioural Medicine.
—1997. — Universities Federation for Animal Welfare, Potters Bar. — P. 164-173.

5. Fernstrom, J.D. Brain serotonin content: regulation by plasma neutral amino acids /
J.D. Fernstrom, R.J. Wurtman // Science. — 1972. — Vol. 178. — P. 414-416.

6. Fernstrom, J.D. Control of brain serotonin levels by the diet / J.D. Fernstrom, R.J. Wurtman //
Advances in Biochem. and Psychopharmacol. — 1997. — Vol. 411. — P. 133-141.
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SAMEHMMBIE AMUHOKHUCJIOTbI

ACITAPATUHI'OBAS KUCJIOTA
3amenumasi, koaupyemasi amuHokuciaora, C,H;NO,, komonsr — GAU, GAC.
CHHOHMMBI: 2-aMUHOSIHTAPHAs KHCJIOTA, acapTar

OH
O
H,N
H,N—CH—C——O0H
CH
2 0

C=—=0
OH OH

DU3NKO-XUMHYECKAS] XapPaKTePUCTUHKA.
Touunas macca — 133,04.

AcnapariHoBas KMCIIOTa Obllla CHAYA/IA OIHCAHA
KaK TPOIYKT TMAPONHM3a acmaparuna. ITosmHee
Mounekymsipubrii Bec — 133,1. PutrayseH BBIIEIHI ACHAPATHHOBYIO KHCIIOTY

C-36,09; H-5,3; N—10,52; O —48,08. 13 GETKOBOTO THIPOIH3ATa.

Monsipraoe Bpamienue pactBopa B Su HCI — 46,8.

PactBopumocts B Boge — 0,5 r/100 r H,O mpu

25°C. p| — 2,77_ HpI/I 25°C pKa COOH u NH2 2,02 ]%anoqune psiia MEYEHBIX aTOMOB, B YaCTHOCTHU

3.8 N- u "“C-rmummma, °N-acmaprara, “N-rmy-
u 3,86 COOTB. TAMHHA U JIp., B TTYPUHOBOE KOJIBIIO MOYEBOH KH-
Oco0eHHOCTH. AcmapTar SBJISCTCS BO30YXK- | CIOTEI BhepBble SKCIEPHMEHTANBHO JOKA3aHO

JAIOIIUM MEIUaTOPOM IICHTPAJIbHONW HEPBHOM CHC- paboramu Jik. Brtoxenena, [ix. 'punbepra.
TeMbl. AcrapTar W TiyTamaT, UMerole o-kapoo-

KCUJIbHBIE TPYIIIbI, SBISIONIUECS XOPOIIMMHU JOHOPaMH MPOTOHOB, CIIOCOOHBI K aKTUBHOMY 00-
pa30BaHUIO BOJOPOIHBIX CBSI3EH.

®Da30BOKOHTPAacTHAsE MUKPOdoTOrpagus KpUuCTAILIOB *3\\ DA? \/<19 b
acnaparuHOBOH KHCJIOTHI iy , ok R

ITo Michael W. Davidson and The Florida State University
http://micro.magnet.fsu.edu/aminoacids/pages/asparticacid.

html

BuocunTe3. AcnaparnHOBOW KMCIIOTBHI OCYIIECTBIISICTCS M3 OKCallalleTara MpH TPaHCAMU-
HUPOBaHHH C TJIyTaMaTOM, OOpPA30BAaBIIMICS acmapTaT aMHIUPYETCs MPH YYaCTUU acraparuH-
CHHTETa3bl TyTeM TPAaHCAMHUHHUPOBAHHUS C TIIyaMHHOM, TIpeBpalnasich B acnaparut (14).

Posib B 00MeHe BelecTB. AcrapariHOBasi KACIIOTa y4acTBYeT KaKk BO BPEMEHHOM 00e3-
BpEKHBaHHH aMMHaKa, IPUCOEINHIS K ce0e OJJHY MOJIEKYJTy aMMHaKa M MPeBpallasch B HETOK-
CHYHBIH acmiaparuH (14), Tak ¥ B IpeBpaleHUN aMMHAKa B HETOKCUYHYIO MOYEBUHY.

AcmapariHoBasi KUCJIOTa [IPEBpaIaeTcs B IEUYSHN B TIIFOKO3Y, YTO UMeeT OOoJbIIoe 3HaYe-
HHE TP 00BEMHBIX (DPU3UYECKUX Harpy3kax. YdacTByeT B OMOCHHTE3¢ KapHO3WHA U aHCEPHHA,
cuHTe3e MypuHOBBIX (15) u mupumMuIUHOBBIX HYKIeoTHI0B (16). Kak u rimyraMuHOBas KUCIoTa,
acraprar CIloCOO€H OKHUCIATHCS B MHUTOXOHPHSX TOJOBHOTO MO3Ta C BBIXOJIOM JHEpPIHH, 3aria-
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caemoii B Buie AT®. Ciy’)KUTh HCTOUHUKOM SHEPTUU AJIs LEHTPAIbHON HEPBHOM CUCTEMBI CIIO-
COOHBI BCE aMUHOKHCIIOTBI, HO INIyTaMUHOBAasl M aclaparMHOBasi KUCIOTHI SBIAIOTCA Oonee >3-
(EeKTUBHBIMH IMOCTABLIMKAMH YHEPTUHU JJIS TOIOBHOTO MO3Ta.

AcnaparvHoBasi KUCJIOTa YBEIMUYUBAET IPOHULAEMOCTb KJIETOUHBIX MEMOpaH JUIsl HOHOB
KaJIUs U MarHus.

HO
(6]
I'mytamar a-Kerormyrapat I'mytamun I'myramat
(14)
(0]
O, O

N

o - NH, - NH
TpaHcaMHHa3a acraparHCHHTETa3a
O 6] O o H,N o)
Okcananerat Acnaprat Acmaparua
CO,, rmnumu o CO, NH;

2 (TiyTamuH), 2 (Ci-FHy) o

O
5-pocdopubdbozun-1-nupodocdar Acmaprar o |
4ATP
o N Acnaprar
O N

10 bhepmenTOB

2ATP
4ADP+Pi
6 depmenToB
(15) (16)
2ADP+2Pi Y
i
H C H
\N/ \I(':/
|
C C
/ \N/ g

OH OH

CBoOOIHBIN acmapTaT HEOOXOAUM JUIsl TIEPEHOCa BOCCTAHOBHUTENBHBIX SKBHBAJIEHTOB B
dbopme HAJTH + H' uepes MmemOpany MuToxoHapuii, Henponunaemsix i1 HAJIH + H', uro mo-
JTyYUJI0 Ha3BaHWE MajaT-acmapTaTHed dyenHok (Cxema 19). Jlns uMmopTa UCmoib3yeTcs mepe-
HOC BOCCTAHOBUTEIIBHBIX 3KBUBAJIECHTOB (IIPOTOHOB) B COCTABE MajlaTa, KOTOPBIN MoMajas B MU-
TOXOHJPHAIBHBIA MAaTPUKC MPU MOCPEICTBE MEPEHOCUNKA, OKHCIISIETCS 1O OKCAJ0aleTara moj
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. ___________________________________________________________________________________________________________Ji]
JIeicTBUEeM MajaTaeruaporeHassl. OkcanoareraTr TpaHCAMUHUPYETCSl B acmapTaT MpU y4acTHH
TpanamuHa3bl. OOpa3oBaBIIMiica acmapTaT ¢ MOMOILIBIO MEPEHOCUYHKA BBHIBOAUTCSA B LIUTO30JIb,
rJe TakKe MPU y4acTHUU TPAaHCAMUHA3bl OH JIE3aMUHUPYETCS B OKCalaleTaT, peBpallaronuics
B MaJlaT [PU y4acTUU MajataeruaporeHasbl. [lockonbky okcanoaneraT MOXeT 00pa30BbIBATHCS
B M30BITOYHOM KOJIMYECTBE, B PEAKIIMH TPAHCAMUHUPOBAHUS U MMOCICAYIOIIEM TPAHCIIOPTE TPH-
HUMaeT ydacTHe riyTramaT M o-Keroriayrapar. Ha cxeme moka3aHo, 4TO MajaTHBIM YEITHOK
(GYHKIIMOHUPYET B 00OMX HAIPABJICHUSX, 00CCIIEUNBAsi TIEPEHOC BOCCTAHOBHUTEIHHBIX JKBHUBA-
JNeHToB oT ruromiazMatudeckoro HAJTH + H' B Mutoxonnpun 6e3 nepenoca HAJT'. JIpuxky-
el CHUJION TPAaHCHOPTHBIX MPOIECCOB BO BHYTPEHHEH MeMOpaHe MHTOXOHIPHUN CIYXKHUT KOH-
HEHTPALMOHHBIN TPaIUEHT METAa00IUTOB, JINOO ANEKTPOXUMUYECKUI MTOTEHITHAIL.

JlaHHBII MEXaHU3M TO3BOJISIET OCYHIECTBUTh B MAaTPUKCE MUTOXOHIPUHM BOCCTAHOBIICHUE
okuciennoit popmel HAJI" + H' 6e3 ee mepenoca U3 1UTO30I1s1 B MUTOXOH/IPUABHBINA MAaTPUKC,
YTO HEBO3MOKHO.

HO HO HO

IlnTo304H uTo30.1b

+ +
NH; NADH +H NAD

O (6] O
waﬂcaMHHma

OH OH Manatneruaporesasa OH
Acnaprat Okcananerar P Manar

|

il OH

o-KerornyrapaT I'myramar

— sy

SIS SRS
BHyTpeHHsiss MeMOpAHA MUTOXOHADHH
OO%BOOOOOO COO0000

& =
o - - 1)
a T
S g
2 a-Kerormyrapar ['myramar 3
g o

S
=~ NH; — ManaraeruaporeHasa /

Acmaprar - Okcanarerat ~ Majar
TpancamuHaza
NADH +H" NAD"
Martpuxkc Marpukc

Cxema 19. Manar-acnapTaTHbIN IIYHT

Bbuosnoruyeckue 3¢gdexrThl. [1yTamar u acnapraT — OCHOBHbIE BO30YXKIArOIIME aMHHO-
KHUCTIOTHI MMUPAMHUIHOTO TPaKTa U UHTEPHEHPOHOB. AcnapTarT sIBISIETCS BO30YXIAOIIUM Meara-
TOPOM IIEHTPAJIbHOW HEPBHOW CHCTEMBI, TOYKOW mpuiiokeHus: kortoporo sieisiercs NMDA-
perentop (peuenTopsl MOMYyYWIM Ha3BaHHWE Kak Mecta cBs3biBaHus N-mertwmn-D-acmaprara —
MEPBOro JHUraHa, ¢ MOMOIIbIO KOTOPOTO 3TH pelenTophl ObLIN BbIsABIEHBI). Dusnonornyeckas
aKTUBAIMS ITHX perentopoB conpoBoxaaercs cuaTe3oM NO u Bo30yxkaeHneM HeHpOHOB IEH-
TpabHOM HEpPBHOM cucTeMbl. [laTomornueckasi akTuBanus (HapuMep, B pe3yabTaTe yimoa ro-
JIOBHOT'O MO3ra) — BBI3bIBAET JiecATUKpaTHOe yBennueHue cunte3a NO, 1o cpaBHeHUIo ¢ pusno-
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. ___________________________________________________________________________________________________________Ji]
JIOTUYECKUM YPOBHEM, UTO 3allyCKaeT MPOLECCHl aToJornyeckoro anonro3a. He cMotps Ha To,
YTO acmapraT CBA3bIBACTCA C ITUMM PELENTOpPaMHU, OCHOBHBIM MEIHATOPOM A3THUX PELENTOPOB
ABJIIETCS TJIyTaMUHOBAs KUCJIOTA.
Taxum obpa3om, acraprar:
v/ cOCOGCTBYET MPEBPAIIEHHIO YIIIEBOIOB B MBIIICYHYIO SHEPIHIO;
v MOBBIIIAET AKTHBHOCTh IMMYHHO! CHCTEMBI (YCKOPSIET POIecC 00pa30BaHusi HMMYHOTIIO-
OYyJIMHOB U aHTUTEN);
v’ YBEJIMYUBACT COMPOTHBISIEMOCTD YTOMJICHHIO;
v' BoBiekaercs B hopmuposanue PHK u THK;
v/ cOXpaHseT ClIOCOOHOCTh K BEIHOCIMBOCTHOM pabore;
v/ HOpManu3yeT OanaHc BO30YKICHUS U TOPMOXKEHHUS B IIEHTPAIBLHON HEPBHON CHCTEME;
v’ IEUCTBYET KaK TernaTomnpoTeKTop;
v/ y4acTBYET B pEaKIHsX IIUKJIa MOYCBUHBI U [IEPEAMUHUPOBAHUSL;
v’ 0bpa3yeT METHOHHH, TPEOHHH U JIM3UH.

Kpome Toro, acmaprar 3amuiaer oT JeHCTBHs IPOHUKAOIIEH paIualiu.

MeanuuHcKkoe NpuMeHeHHe. B Buie OpHUTHH-acnapTaTa MCHOJIb3YeTCs KaK CpPelCTBO,
YMEHbILAOIIEe KOHIIEHTPAI[MI0 aMMHUaKa B KPOBU M CIIMHHOMO3I'OBOM JKMJIKOCTH NpU Hapyllie-
HUM JIe3MHTOKCUKALMOHHOW (yHKIMM medyeHHu. [ 'mnoaMMoHHEMHYECKOe JIeHiCTBUE OpHUTHH-
acrapraTa peajqu3yercs ¢ IOMOIIbIO CIEAYIOUIMX MEXaHU3MOB!

v/ B KHUIIIEYHHKE OPHUTHUH-ACIapTAT MHAPOIU3YETCS Ha acapTaT U OPOTaT;

v/ B IEPUIOPTAIBHBIX TEMATONUTAX OPHUTUH CTUMYJIMPYET aKTHBHOCTh KapOamomidocdar-
cuHTeTa3bl | — 0CHOBHOrO (hepMeHTa CHHTE3a MOUYEBUHBI;

v/ acmaprar CTUMYJIMPYET TJIyTAMaTCHHTETa3y B MEPUBEHO3HBIX TEMATOLMTAaX, MBIIIAX U TO-
JIOBHOM MO3I€;

v/ OPHHTHH U acrapTaT Kak CyOCTpaThl BKIIIOUAOTCS B UK CHHTE32 MOYEBHHBI.

KanueBo-maruueBas coib acrapariHOBOM KMCJIOTHI o Ha3BaHueM Kanus Maruus acniapa-
ruHaT (Acnapkam — tabneTku, cogepskamue no 0,175 kanus acnaparunara u 0,175 marHus ac-
naparuHaTa, TO €CTh, B KaXJI0¥ TabneTke comepxxkurcs 36,2 mMr nona xanus u 11,8 mr nona mar-
HUS1) UCIIOJIB3YETCS JUIsl KOPPEKIUU BOJHOIJIEKTPOIUTHOTO OanaHca, MPOPUIAKTUKY U JICYEHUS
HapyILIEHUH CEPIEYHOIO PUTMA.

MeTunoBslil 3¢pup AUNENTHAA, COCTOSALIET0 U3 CTaHAAPTHBIX aMUHOKHUCIIOT: acmaprara u
(eHnnanaHNHA UCTIONb3YyeTCs KaK MojaciaacTuTens, B 160-200 pa3 Gosee cnaakuii, uem caxap.

ConeprxkaHue acnmaparmHOBOIl KHCJOTHI B CBOOOAHOM BHAe B Iia3Me Kposu: 2,0-
30,0 MKkMOIB/11.

Conep:kaHue acnaparmHOBOW KHCJIOTHI B CYTOYHOM KouuvectBe wmoum: 10,0-
136,0 MKMOJIIB/II.

CyTouyHasi HOTPeOHOCTH B acmapTare /s B3pOCJIOro yenoBeka cocrasiser 6,0 r.

Kinnuko-1adopaTopHoe 3HaYeHHE:

v/ CHIKEHHE KOHICHTPAI[MH acrapardHOBOW KHCJIOTHL: TIEPBBIE CYTKH MOCJIE ONEPaTHBHOIO
BMEUIATENbCTBA;

v MOBBIIICHHE KOHIIEHTPAIUA aClapariHOBON KUCIOTBI: MOYa — JTUKapOOKCHIIBHAS aMHUHOAIH-
TTypUsL.

79



SAMEHMMBIE AMUHOKHUCJIOTbI

ACITAPAT'UH, B-amua acnaparuHOBO#N KHCJIOTHI
3ameHumasi, koaupyemasi amuHokuciaora, C,HgN,Os, komonsl — AAU, AAC.
CHHOHMMBI: 2-aMUHOSIHTAPHAS KHCJIOTA

0 OH
H,N—CH—C—OH  H,N
CH,

CcC=—0

Acnaparud ObUT BBIJIEJIEH M3 COKa cHap-
ki (aHri. Asparagus) B 1806 r. ¢pan-
my3ckumu xumukamu Jlyn-Hukona Bo-
kieHoM u [Ieepom Kakom Pobuke, cras
NEepBOM MOJy4YEHHON YEIIOBEKOM aMHHO-
KHCJIOTOM.

B 1932 r. Beienien M. Jlamoxapanom u3
Oenka decTHHA. DIECTHH — IpenMyIlle-
CTBEHHO MpPOAYKT CEMSH KOHOIUIA —
6esoK, MpUHAUIeKAUA K Kiaccy pac-
TUTENBHBIX TIIOOYNMHHOB. Mcmomb3yercst
KaK CpeICTBO 3aMeHbI TJIa3Mbl KPOBH.

L-acnaparus, Mmukpogororpaduu B NOIIPU30BAaHHOM
ceere (ITo Brian Johnston (Canada)

N W e Da30BOKOHTPACTHAsA MHUKpodoTorpadpus KpHCTAILIOB
A\ . N acmaparuna

ITo Michael W. Davidson and The Florida State University
http://molecular.magnet.fsu.edu/aminoacids/
pages/asparagine.html

POu3uKo-xUMHUYecKas xapakrepucTuka. Tounas macca — 132,03. MonekymsipHbIif Bec —
132,12. C — 36,36; H — 6,1; N — 21,2; O — 36,33. Mousiproe Bparienue pacrsopa B Su HCI —
37,8. PactBopum B Bosie — 2,5 1/100 r H,0 mpu 25°C. pl — 5,41. IIpu 25°C pK, COOH u NH;
2,02 u 3,8 cootB. Kpucrammusyercsi B Bujie poMOMYECKUX TpU3M (cM. MUKpodoTorpaduu B mo-
JSIPU30BAaHHOM CBETE).

OcobennocTu. CBOOO/IHBIN acniaparviH MpH HarpeBaHUU C CaxapoM MOXET 00pa30BbIBAThH
aKpUJIaMHJl — MTOTEHIMAJIbHBIN KaHIEpOreH. AcnaparuH M INIyTaMuH, coJepsKaliue B-aMuaHbIH
a30T, SBJSIFOIIUICS XOPOIINM JOHOPOM IPOTOHA, CIIOCOOHBI K aKTHBHOMY 00Pa30BaHHUIO BOJO-
POIHBIX CBS3EH.
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BuocuHTe3 acniaparmHa OCyIIeCTBISIETCS B Pe3yJbTaTe aMUIUPOBAHUS aCTIaparuHOBOU
KHCJIOTHI — CM. TJIaBY «AcMaparuHoBasi KUciaoTay, 14.

Kara6oau3m acniaparusa ocyiecTisiercst oopatHeiM myteMm (15). OOpa3oBaBimiics ac-
napTaT BKJIIOYAETCS] B OPHUTUHOBBIN LIUKJI C 00pa30BaHUEM MOUYEBUHBI U (hyMapOBOM KUCIIOTHI,
BKIItOUaromieiics B muki Kpeoca.

HO HO HO
0] o (0]
I{ﬂq Iiz() TQ}{3 I{ﬁq IIH]‘ A/fiPH \\\
N AL N AL (15)
AcnaparuHasa OpHUTHHOBBIN LUKII
o o (0]
NH, OH OH
Acnaparua Acnaprat ®ymapart

Posb B 00MeHe BemecTB. Acniaparvd — cyOCTpat AJisi CUHTE3a aclapariHOBOM KUCIIOTHI,
yuacTBylolIei B pabote uMmyHHOM cuctemsl u cuntese JJHK u PHK.

AcnaparuH B TKaHSX HBOTHBIX MOJBEPraroTCsi COYETAHHOMY C INIyTAMMHOM TpaHCaMMU-
HUPOBAHMIO U JI€3aMUAMPOBAHUIO 11O/ BIUSHUEM ClieHU(UUECKUX TpaHCaMHMHA3 aMHJIOB (acma-
parMHTpaHcaMUHA3bl M TJIyTaMUHTpaHCAMKUHA3bl) U Hecnenupuueckon m-amuaassr (16):

HO HO HO
R y o o R NH, Y o
NS N/ H,0  NH,
¢ CH
| + H,N N \ f
P
| w-Amunasa
/C\ e © o (16)
o OH 7 on
0 0 0 0
NH, NH, OH
o-Kerokucnora Acnaparun a-AmuHOKHCITOTa O-KeTtocykumnamosas OkcananeraT

KHCJIOTa

Kax cnenyer u3 ypaBHenus (16), B peakiuu HepeHOca ydacTBYeT O-aMHHOTPYIIA acria-
paruHa, a He aMuJHas IpylIa, Kak Mpeanoyiaraiy paHblie. B nanpHennmemM amMuaHas rpymnmia
0-KETOCYKIIMHAMOBOW KHCIJIOTHI OCBOOOKAAETCS B BUJIE aMMHUAKa B pe3yJIbTaTe FHIPOIN3a.

Buoaoruveckne 3¢dextni. Buanmo coBnagarot ¢ 6momornueckumu dpdexramMmu acnapa-
TUHOBOU KUCJIOTHI.

Cumnromsbl gepuumra. /ledunut acnaparvuia — COCTOSIHUE, HICKYCCTBEHHO BBI3BIBAEMOE C
MOMOIIBI0 (PepMEHTa acrmaparuHasbl, HCIOJb3YeTCs JIs JIEYEHUsT HEKOTOPBIX (opM JIeHKO30B
(octperii TuM(pOOITACTHBIN JIeHK03, TuMdocapkoMa, peTuHynocapkoma). Kinaudeckuii 3¢ ekt
CBSI3aH C HApyLIEHHEM CHHTE3a KJIETOYHOH MeMOpaHbl OMyXOJEBBIX KIETOK, BBI3BAHHBIM H30bI-
TOYHBIM pa3pylleHHeM acrnaparuHa. Kak ObLIO yCTaHOBIIEHO, acHaparvH sBISETCS 00s13aTelb-
HBIM (PAaKTOPOM POCTa HEKOTOPHIX HOPMAJBbHBIX M OIYyXOJIEBBIX KJIeTOK. OH HEe MOXXET OBITh 3a-
MEHEH HUKAKUMU JPYTHUMH aMHUHO- MJIM KETOKAapOOHOBBIMU KHCIIOTaMH, B TOM YHUCIIE acHaparu-
HOBOM KuciI0TOH. TO ecTh, KIETKH 3THX OMyXOJieH TEePSIOT CIOCOOHOCTh CHHTE3UPOBATh aMU/Ibl
CHUHTETA3HBIM WJIM TPAHCAMUHA3HBIM ITYTEM.
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_
Menununckoe npumMeHenne. CpeacTBO Il MapEeHTEPATHHOTO TUTAHUSL.
Coaep:xxanue B cBO0OOJTHOM BHjae B mja3me KpoBu, mr/100 ma (mxmoun/a): 0,4-0,91
(30-69).
Conep:kaHue B CYyTOYHOM KOJIHYeCTBe MOUH, MT (MKMoJIb): 31,0-83,0 (235,0-628,0).
CyTouHasi nOTpeOHOCTD B acnaparuHe JJisi B3pOCIOro yenoBeka coctapiser 6,0 T.

MU3OMEP D-a-acnaprar.

Cucrema BO30YKIAIOIIUX MEIUATOPHBIX aMHHOKHCIIOT HEHTPAIbHOW HEPBHOW CHUCTEMBI
ObuTa OOHaApyKeHa B OCHOBHOM Ojaromapsi mpousBogHomy D-a-acmaprata — N-metun-D-acna-
pParuHOBOM KUCIIOTE — JIMTaH I, OOHAPYKEHHE MECT CBS3bIBAHUSI KOTOPOTO B TOJIOBHOM MO3T€ I10-
3BOJIWJIO BBISICHUTBH POJIb IIIyTaMara M acraprara B HeWporepenade. BHOBb 0OHapy)KeHHBIC pa-
HEe HEW3BECTHBIC PELENTOPhl ObUIM Ha3BaHBI 110 JIMTAHY, C MMOMOIIBID KOTOPOTO MX BIIEPBBIE
obuapyxum — NMDA (N-methyl-D-aspartatic acids).

Haubonee BhicoKasi KOHIIEHTpanusi D-o-aciaprara HaOMOAaeTCs B Kele3aX BHYTPEHHEH
cekpernu [1]. D-acmaparuHoBasi KUCIIOTa PETYIUPYET TOPMOHATIBHYIO CEKPEIHI0O MEATOHMHA
[2, 3], nponaktuna [4], TecTocTepoHa [5], TFOTEHHU3UPYIOIIETO FTOPMOHA i TOPMOHa pocTta [4].

VYpoBHHU Bcex D-aMHHOKHCIIOT CHIIBHO 3aBUCST OT Bo3pacta. D-acnaparnHoBast KMCIIOTa B
3HAYHUTENIBHBIX KOJIMYECTBAX MPUCYTCTBYET B TKAHSAX TOJIOBHOT'O MO3Tra, C BO3PAaCTOM €€ KOHIICH-
Tpalus yBeJInIuBaeTcsi co ckopocthio 10 0,14% B roxa [5]. Konnenrpanus D-acnaprara B 106-
HOHM KOpe MO3ra 4ejioBeKa Ha 14 Hejesie rectallMy MPEBbIIaeT KOHICHTpaluio L-acaprara [6].
VY KpbIC ¢ BO3pacToM KOHIEHTpalus D-acriaprata CHIKAeTCsl B KPOBH, CETYATKE, HAIOYCYHH-
Kax, IIHIIKOBUIHOM jkese3e u ceMennukax [7, 8]. Konnenrparus D-aciapraTa y HOBOPOKICH-
HBIX KpPBIC B TOJIyHIAPHIX Mo3ra coctaBisieT 164 HMomb/T, 4To cocrasiseT 8,4% oT o0Iero co-
nepxkanus acraprata. Copepkanue D-acnaprata Takke yBEITUYHMBACTCS C BO3PACTOM B XpycTa-
JIMKE, ICHTHHE, KOJICHHOM XpsIlie ¥ OeJIOM BelecTBE roJIOBHOro Mo3ra [5, 9].

Choucokx JUTEPATYPHI K I'J1aB€ «Acnaparuﬂ»

1. D'Aniello A. Involvement of D-aspartic acid in the synthesis of testosterone in rat testes /
A. D'Aniello [et al.] // Life Sci. — 1996. — Vol. 59. — P. 97-104.

2. Takigawa Y. D-Aspartate uptake into cultured rat pinealocytes and the concomitant effect on
L-aspartate levels and melatonin secretion / Y. Takigawa [et al.] // Biochem. Biophys. Res.
Commun. —1998. — Vol. 248. — P. 641-647.

3. Huang A.S. D-Aspartate RegulatesMelanocortin Formation and Function: Behavioral Altera-
tions in D-Aspartate Oxidase-Deficien Mice / A.S. Huang [et al.] // The J. Neuroscience. — 2006.
—Vol. 26, Ne 10. — P. 2814-2819.

4. D'Aniello The role of D-aspartatic acids and N-methyl-D-aspartatic acids in the regulation
prolactine release / A. D'Aniello [et al.] // Endocrin. — 2000. — Vol. 141. — P. 3862-3870.

5. Man E.H. D-Aspartate in human brain / E.H. Man [etal.] // J. Neurochem. — 1987. — Vol. 48.
—P. 510-515.

6. Hashimoto A. Embryonic development and postnatal changes in free D-aspartate and
D-serine in the human prefrontal cortex / A. Hashimoto [et al.] // J. Neurochem. — 1993. — Ne 61.
—P. 348-351.

7. Dunlop D.S. The presence of free D-aspartic acid in rodents and man / D.S. Dunlop [et al.] //
Biochem. Biophys. Res. Commun. — 1986. — Vol. 141. — P. 27-32.

8. Neidle A. Developmental changes in free D-aspartic acid in the chicken embryo and in the
neonatal rat / A. Neidle, D.S. Dunlop // Life Sci. — 1990. — Ne 46. — P. 1517-1522.

9. Fisher G. Is there a correlation between age and D-aspartic acid in human knee cartilage? /
G. Fisher [et al.] // Amino Acids. — 2007. — Vol. 32. — P. 27-30.
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I''IYTAMHUHOBAS KUCJIOTA
3amenumasi, koaupyemasi amuHokuciaora, CsHoNO,4, GAA, GAG.
CHHOHMMBI: TJIyTaMAaT, ajib(a-aMUHOIJIYTAPOBas KUCJIOTA.

0 OH

H,N——CH—C——OH HN
CH,

CH,

C—

OH HO O

DU3NKO-XUMHYECKASl XaPAKTePUCTHKA.
Tounas macca — 147,05. MonekynsipHblii Bec —

B 1866 r. Putraysen BblAeIWI U3 THIPOIU3aTOB
KJICHKOBHHBI MIIEHHUII aMHHOKHCIOTY, IIO-

147,13. C- 40,82; H- 6,17; N — 9,52; O - 43,5. CKOJIGKY KJICMKOBHHA Ha AaHTJIMACKOM 3BYYHT
MonsipHOe BpallleHHEe pacTBOpa B SH HCI — 46,8. Kak: gluten — TJIOTEH, 5Ta AMHHOKHCIIOTa ObLIa
PactBopumocTts B Boze — 0,9 /100 T H,0 mpu 25°C. SRS G

pl—3,22. B 1890 r. Bounbg ocymiecTBI MEpBBIi XUMUYE-
OCoGeHHOCTH. B ILeHTPAIbHON HEpBHOH cucreme | C<1H CHHTES DIYTAMHHOBOIH KHCIOTEL
[JIyTaMUHOBAasi MKCJIOTA BBIIOJHIET POJIb BO30OYXK-

JIAFOIIEro MeuaTopa, a Ha nepudepun oHa crnocoo-

Ha [OBBILIATH IPOHUIIAEMOCTb MBIIIEYHBIX KJIETOK Ul HOHOB Kaius. [IockonpKy riryraMuHOBas
KHCJIOTa UMEET BTOPYIO KapOOKCHIIbHYIO TPYMIy Ha (-KOHIIE, B BOJIHBIX pacTBopax npu pH 7
OHa 3apspKEHa OTPHULATEIBHO, YTO JEJIAeT €€ OYEHb MOJIIpHOW MojeKynou. Ilo 3Toi mpuunze
OHa OOBIYHO HAaXOJUTCS HA BHELIHEH CTOpOHE OENKOB M (DEpMEHTOB, I7ie CBOOOAHO B3aUMOJEH-
CTBYET C BOJHON BHYTPUKJIETOUYHOHN CPEIOM.

L-rayramar

David Parker (Science photo library),
fsu.edu/aminoacids/pages/glutamicacid.html)  http://www.biol.canterbury.ac.nz/newsletter/
news91-09.shtml

Buocunres. CyiecTByeT HECKOJNBKO MyTeld OMOCHMHTE3a TITyTaMHUHOBOM KucioTsl. Hampuwmep,
nyTeM IpeBpalleHus acrnaprara B mukie Kpebca B o-keTormyrapar, CyMMapHasi peakiisi Bbl-
[JISUT CIEAYIOMHUM 00pa3oM:

HOOCCH,CH(NH,)COOH + CH;COSKoA + H,O—~HOOCCH,CH(NH,,COOH + CO, + 2H" + HSKoA

83



I''IYTAMHMHOBASA KUCJIOTA

JIn6o mMoxkeT ObITh MOTY4YeHA U3 KETOTIIYyTapOBOU KUCIOTHI:

(0]
O

o

OH
%) a-KeroriyrapoBas kuciora
HO
NH;"

HAJ®H+H"
(23)
HAJIOH

NH,

OH

I'mytamar

(0]

Poun B 00MeHe BelllecTB. SBisercs OCHTPAJIbHBIM 3BCHOM MHOI'UX BHU/I0B oOMeHa:

abr e

y4acTue B CHHTE3€!
» YTIIEBOJIOB,

MHTETpalus MeTabor3Ma a3ora;

BpeMeHHOe 00e3Bpe)KMBAHNE aMMHAKA,

OKHCJICHUE B KJIETKaX rOJIOBHOT'O MO3Ta C BBIXOJOM SHEPIuH, 3anacaeMoii B Buje ATO;
npeBpaIieHue B Y-aMUHOMACIISIHYIO KUCIIOTY (24);

> 3aMEHHUMBIX aMUHOKUCIIOT ¥ THCTHIAMHA,
» CepoTOHHMHA — OIOCPEIOBAHHO Yepe3 oOpa3oBaHue TpUNTO(DaH,
» HYKJIEHHOBBIX KHCJIOT U IUKIHYECKUX HYKICOTHIOB (II-AM® u i-I'M D),

» (POTMEBOI KHCIIOTHI,

» T-aMUHOOEH30IHON KHCIIOTHI,
» (hepMeHTOB, OCYIIECTBISIONINX OKUCIUTEIHHO-BOCCTAHOBUTEIHHBIC PEAKIIHH.
Buosornyeckue 3¢dexTnl. myramat Heobxoaum 11 1upHepeHIupPOBKU, MUTPALUU U

o0ecrnievyeHus )KM3HECTIOCOOHOCTH
HEPBHBIX KJIETOK B pa3BHUBAlO-
miemcst Mmo3re. Otu 3¢ deKTs pea-
JTU3YIOTCSL  4epe3  oOleryeHue
BXOJla KaJblUs B KIETKy. [ryra-
MaT SBJISETCS OCHOBHBIM HCTOY-
HUKOM CHHTE3a TJIFOKO3BI B TO-
JIOBHOM MO3re, 0COOEHHO B yCJIO-
BUSIX ~ WHTEHCHUBHOW  PaOOTHI.
B pesynbrare  o-mekapOokciu-
pOBaHHS TIIyTamara CHUHTE3UPY-
eTCsl y-aMUHOMACIsHAsl KHUCIIOTa
(24). Cunres »TOrO MeauaTopa u3
riyTamMara yBEIWYUBACTCs MPHU
UIIEMUYECKOM HHCYbTE [1].

HO
O
NH,
H2N H+ C02
I'myramatnexkapbokcniiaza X
(24
0]
HO @)
HO
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SAMEHMMBIE AMUHOKHUCJIOTbI

B peakuusax TpaHcIe3aMUHHUPOBAHUS TIIyTaMar CIIYXKUT OCHOBHBIM JIOHATOPOM aMHHHOU

TpyIIibl, IIPU 3TOM M3 COOTBETCTBYIOIHNX KCTOKHUCIIOT 06p33yIOTCH 3aAMCHUMBIC aMHUHOKHCIIOTHI
(25).

AMUHOKHUCIOTa 0 OH
O
OH
. 0 NADH + NH,*
2 -Kerorayrapar
HO a-Kerornyrapa
R
(@)
25
o-Kertokucnora \—/ﬁzo (25)
o H,N OH
NAD
OH
0 o
I'mytamar
R HO
TpancamuHa3za I'myramaraerugporesasa
o

[To-BuaMMOMY, 3TOT IpoOLECC SABISAETCS OCHOBOW TPAHCKPHUIILIMOHHOM peryisiuuu Meradbosn3Ma
amuHokucinoT (Cxema 11). B nepudeprueckux TKaHSX (JETKUE, MBIIIIbI) MPH JIe3aMHUHUPOBA-
HUM aMHUHOKHCJIOT 00pasyercsi Tiayramar, KOTOPbIi ¢ MOMOIIBIO INTyTaMUHCHHTA3bl, IpeBpalia-
eTcsl B INIyTaMHUH. DKCIpeccusl TIyTAMUHCHUHTA3bl PEryIUpyeTcs TIIIOKOKOpTUKOMAaMU. B ku-
HIEYHHKE, TTTyTaMUH MOXKET ObITh SHEPreTHYecKuM cyocTtparoMm. B moukax, riyraMuH HEoOXo-
UM J17151 KOMIIEHCAllUd MeTaboIMYeCcKOro aiu103a (BbIACIEHO MYHKTUPOM): oOpaTHasi peakius
o0pa3oBaHUs TiIyTaMmara M o-KeTorjyTrapara CoCcOOCTBYeT YAAJCHHIO KHCIOT U MOCTaBKe CyO-
CTpaToB JUIs IIIIOKOHeoreHes3a. B neuenn, tAM®-perynupyemas rimyraMuHasa nocrasisier NHj
Juis 00pa30BaHUsl MOYEBHHBI. [ JlyTaMaT MOXXeT OBITh BOBJICUEH B ATOT€HE3 OCTPBIX U XpOHUYE-
CKHX HeHpojereHepaTuBHbIX MpoleccoB. [Ipennonaraercs cyiiecTBOBaHHE TPEX MEXaHU3MOB
€ro TOKCHUYECKOTO IEUCTBHSA:

1) SK30reHHBI IIIyTaMaT U €ro aHajJory, JACHCTBYIOIIUE HA TIyTaMaTHBIC PELENTOPBI, TOCTYyIa-
IOT B OPraHU3M C MUIIEH U OKa3bIBAIOT MOBPEXKIAIOIIEe BO3ACUCTBUE — ATOT AP PEKT riryramara
0COOCHHO BhIpaKeH Ha (hOHE JehHIUTa MTUPUTOKCHHA («CHHIPOM KUTAWCKOTO PECTOpaHay);

2) SHIOTEHHBIN TIIyTaMaT B KOJMYECTBAaX, MPEBBIMIAIOIINX (PU3HOTOTHYCCKUI YPOBEHDb PETYIIsi-
LIUH, BbIJIESIETCS HEMpOHAMM MPU WIIEMHUH WM TPaBMaTHUYECKOM MOBPEKICHUHN MO3Ta U 3amyc-
KaeT MPOLECcChl MHAYIIUPOBAHHOTO (ITATOJIOIMYECKOI0) aromnTo3a;

3) akTuBaIMs PEIENTOPOB IIyTaMaTa MOXKET ObITh MPUYMHON KJICTOYHON TMOenr B XpOHHUYE-
CKUX HeWpoJereHepaTUBHbIX 3a00JieBaHUAX: OOKOBOH aMHOTpO(QHUECKHIl CKiIepo3, Ooie3Hu
I'eaTnurrona;

4) TlapkuHCcOHa U AJbIIreiimepa.

B nepBble yackl TeUeHHs] UIIEMUYECKOTO MHCYJIbTa B TOJIOBHOM MO3re HaOJI0/1aeTcs 3Ha-
YUTEJIbHOE YBEIMYEHUE TKAHEBBIX KOHIIEHTpalMi riayramaTta M acnaprata [1]. B orBer Ha 3TO
aKTUBHpYETCSl TiIyTaMaTAekapOOKCUiIa3a, 4To MPUBOJAUT K YBEJIMYEHHUIO CHHTE3a y-aMHHOMa-
CIISIHOM KHCJIOTBI, YTO PACLEHMBAETCS KaK 3alllUTHAs PEaKlys, 3allMIIAIOIIas TOBPEKICHHbBIE
KJIETKA OT TOKCHYHOTO JEMCTBMSI BBICOKMX KOHIEHTpalui riiyramara. [ayramaT mpUHUMaeT
y4JacTHe B CHHTE3€ INIyTaTHOHA, Oeika Makpodaros, ¢ MOMOIIbI0 KOTOPOTO KJIETKH UMMYHHOMR
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CUCTEMbI CUHTE3UPYIOT aKTHUBHBIE (DOPMBI KUCIOPOJIa, HEOOXOAUMBIE Ui pa3pyllIeHus OaKTepu-
QITBHBIX KJIIETOK B peakIusix (arornurosa.

OL.-KeTOoTITyTapaT

.=~ TJIFOKOHCOI'CHC3

. VY (moukm)
VYrneponHslil cKeneT RE
AMHUHOKHUCIIOTHI ['myTtamar

:

]

NH; i NH;,
)
[}
MeraGonuueckuii anua03 i TpaHCKPUIIMOHHAS PETYJIALHUS
(oK) :) 2y mamuHaza E aizyma/wuchHmecha(:] TTOKOKODTHKOMTAMHA

I

I'mytamun Ilepudeprueckne TkaHU

I'myramun I'enaTouut

Coxpanenne NH; / + \ Tpancmopt
JUTsL CHHTE3a aMHUHOKHCIIOT Hcrounuk sneprun n nHaKTuBanusa NH;

TpaHCKpUNIIMOHHAS PETYJIISIINS

nocpeacrsoM tAM® E> Jymamunasa

NH,

.

Lk TpaHckpunuuoHHas
perynsnus HoCpeaCTBOM
MOYEBHHEI HNF4a, C/EBPa, PPARa

I'myramar

7

NH;

OL-KEeTOIIyTapaT

IMuxn
Kpebea

Cxema 11. TpaHCKpI/IHHI/IOHHaH peryinsanus MeTaboIM3Ma aMUHOKHCIIOT C AKIOCHTOM Ha INTyTaMHUH
(ITo Desvergne B. et al., 2006)

HNF4 (Hepatocyte nuclear factor — saepHbiii hakTop remaTonuToOB) — SAEPHBIN PENENTOPHBIH GEI0K, TIaBHBIM 00-
pa3oM OOHApYy>KUBACMbI B MMEUYCHHU, KHIIKE, MOYKE U MAHKPEATHISCKUX OerakieTkax. DakTop TPaHCKPHUIIIUH, SB-
JSIFOLLIMNACS] KPUTHUYECKUM JIJISl Pa3BUTHS MeueHH OenkoM. Y Jrojieit oOHapyKeH B JByX n3odopmax — a- U Y-, 3aK0-
JIMPOBaHHBIX AByMs oTaenbHbiMU TeHaMu HNF40 u HNF4y cooTBeTcTBEHHO;

C/IEBP — CCAAT-enhancer-binding proteins (o6si3atenbhbie ycunupatomne 6enku areHThr). OOHAPYKEHO HIECTh
Takux 0enmkoB ot a 1o {, cesaspBaromuxcs ¢ CCAAT mocnenoBarenpHoCcTEI0 JJHK. OHU JT0KaTM30BaHbI B TEMATOIH-
Tax, auIOIHNTaX, [EMATOMOITHICCKUX KIIETKAX, CEIE3CHKH, [TOYCK, TOJIOBHOIO MO3Ta U Jp. OPraHoB. ITH (HaKTOPHI
TPAHCKPHITIUU KOHTPOJIUPYIOT KICTOYHBIN pocTa U audGepeHIHPOBKY, METa00IM3M, HMMYHHHBIH OTBET;

PPARA (Peroxisome proliferator-activated receptor alpha — akTuBupytomumii mposupepanuo t-peuenTop NepoKcH-
coM) — (haKTOp TPAHCKPHITIUH, PETYIUPYIOUIHIA B-OKUCIICHHE JIUITUAOB B MUTOXOHIPHUSAX U TIEPOKCHCOMAX, a TAKIKE
CUHTE3 OEIIKOB, TPAHCTIOPTUPYIOIIUX CBOOOHBIC KHUPHBIC KHUCIOTHL.

Cumnromsl aepuuura. Henoctatok Bo30yXJaromux MeAUaTOPOB — TIIyTamara U acrap-
TaTa — CIIOCOOCTBYET MPe00IIaaHuI0 MPOoLEecCOB TopMokeHus. [Ipeamnonaraercs, 4To BbIpaskeH-
HBIH JeUIUT TIyTaMaTa B pa3IMYHbIX OTENIaX TOJIOBHOTO MO3Tra SIBISETCS OJJHOW U3 OCHOBHBIX
OpUYMH pa3BUTUA mu3oppeHun. Tak, Hampumep, HAOIIOJAETCS YMEHbIICHHE YMCIIa TiyTama-
TEPru4ecKux HeUPOHOB MpHU aTpPo(UU KOPHI TOJIOBHOTO MO3Ta Y O0JIbHBIX MIN30(pEeHUEH.

Henocrarok riyramara HaOmoaeTcs U MpH CUHApPOME AJbIreiimepa U, BEPOSITHO, SBIS-
€TCsl OCHOBOM HapyllleHHs MHECTUYECKUX PYHKIMNA Y 3THUX O001bHBIX. Kpome Toro, ymeHbIIeHne
KOJINYECTBA TIIyTaMaTepruieckux HeMpOHOB M IIIyTaMaT B HEKOTOPBIX 00JNACTSIX cTpUaTyMma, Ha-
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. ___________________________________________________________________________________________________________Ji]
psny ¢ rubenpio JohaMUHEPruuecKuX HEHPOHOB YEPHOI CyOCTaHIIMH, TO-BUJUMOMY, SBIISETCS
IPUYMHOM JBUTaTENIbHBIX PACCTPOMCTB MU cuHApoMe [TapkuHCOHa U TapKUHCOHU3ME.

Jeduuut rmyramara MOKeT OBITh BbI3BaH MHTEHCUBHON (PU3MYECKON HArpy3KOW U HeJoC-
TAaTKOM NUPHUJIOKCHHA. [10CKONIBKY, KaK yK€ yIIOMHMHAJIOCh, IIyTaMar sIBISETCS OCHOBHBIM I10-
CTaBIIMKOM TJIIOKO3BI B TOJIOBHOM MO3Te€, a /IS €e CUHTe3a Ipu yyacTuu nukia Kpedca neooxo-
UM KHCJIOpOA, TO Jito0asi MpUUYMHA, Hapyllarollas TPaHCIOPT KUCIopoja K HelpoHaMm Oyaer
BbI3bIBaTh HaKOIUIEHHE IiyTamara. Ho 3ToT u30bITOK IiiyTamara, o BUJANMOMY, Ha CaMOM JIeJe
OyzAer NmpoTeKaTh Kak ero JeQUUHUT, IOCKOIbKY INTyTaMaT OKa3bIBAETCSl U3BJICUCHHBIM U3 MeTa-
00JIMYECKUX IIyTEH.

Ectb npeanonoxenus, 4To Ae(pUIUT IIIyTaMaTa COPOBOXKIAETCS OKHUPEHUEM.

CuMnTombl H30bITKA. Y KpPBIC C JePUIUTOM OEIKOB-TIEPEHOCYHNKOB — AMUHOKHCIOTHOTO
Hocutenst 1 (EAACI) u rimyramatHo/acnapratHoro nepenocunka (GLAST) — naGmromanock
0JIOKHPOBAaHME HOPMAJIbHOTO TPAHCIIOPTA IIIyTAMUHOBOW KHCJIO-Thl M3 KJIETOK CETYaTKH, YTO
IPUBOAMIIO K YBEJIIMYEHUIO KOHLIEHTPALMHU 3TOM aMUHOKMCIIOTHI B CETYAaTKE M Pa3BUTHUIO IJay-
KOMBI H CJICTIOTHI 0e3 MOBBIIICHUs BHYTPUTIIA3HOTO JABICHHUS M XapaKTEPHBIM JISi TIayKOMBI
[aTOJIOTMYECKUM M3MEHEHMSIM B 3pUTEIIbHOM HepBe riiasa. [Ipeanomnaraercs, 4To B 3aBUCUMOCTH
OT «pacoBOI» MPUHAIIEKHOCTU TAKOM MEXaHU3M (POPMHUPOBAHUS IJIAYKOMBI MOXKET HaOIto-
natbes u 'y mojeit B 20-90 % cinyuaeB, To ecTh — 0e3 U3MEHEHUs BHYTPUIJIA3HOTO JABJICHUS
[3, 4]. Ecnu neduuut rioyramara, BbI3BaHHBIN THOCNIBIO TIyTaMaTePrUYECKUX HEWPOHOB €CTh
IpUYMHA JABUraTeIbHBIX PACCTPOMCTB, TO MPEAIIECTBYIOIEH U30BITOK TIyTaMara sBISETCS Of-
HUM 13 (HakTOpoB, mpom3BosmuX Oone3ns [lapkuacona. [TockoIbKy B M30BITOUYHBIX KOJTHYECT-
Bax IJIyTamaTr M acnapTaT BbI3BIBAIOT JIET€HEPALMI0 HUTPOCTPUAPHBIX HEHPOHOB Ha (OHE OKHUC-
JUTEIBHOTO CTpecca, N30BITOYHOTO MOCTYIUICHUSI BHYTPh KJIETOK MOHOB KaJIbIIHsI, BO3PACTAHHUS
AKTUBHOCTH BHYTPUKJIETOUHBIX IPOTEa3, HApyIIEHUsI MUTOXOHAPHAIBHOIO JbIXaHUS U HEepre-
TUYECKOTO JIe(huIIuTa HEHPOHOB, a TAK)KE HApyIIEHUs MeTa0oan3Ma xene3a. O4eBHIHO, YTO BCE
9TH NPUYMHBI B LIEJIOM HapyLIAKT KUCIOPOJ TPAHCHOPTHbIE (DYHKIIMM KaK SPUTPOLIUTOB, TaK U
KJIETOK IIOTpeOuTeNel, YTO MPUBOAUT K HapylIeHUIo padboTel nukia Kpebca, ymeHblIeHHIO TTPO-
JOYKLIWU TJIIOKO3bI U3 TiIyTamara W, KaK CJEACTBHE, YBEIIMYEHUE TKAHEBBIX KOHIIEHTpAlMi IMo-
CJIETHETrO 10 TOKMCUECKUX KoiaudecTB. B memnom ato
IPUBOAUT K U30MPATEIbHOMY MOBPEXIACHUIO J0da-
MUHOBBIX M TJIyTaMaTHbIX HEWPOHOB CTpHATyMa,

OK30TeHHBIH arOHUCT IIIyTaMaTHBIX PELENTOPOB
JIOMOEBOST KHCJIOTa CHHTE3HPYETCSI MOPCKHUMU
nraTomMoBbiME Bogopocisimu Nitschia pungens,

neguuuty nodpamMuHa U riyramara B COYETaHUU C
HEJOCTAaTOYHOCTBIO CUHTE3a HOpAaJApPEHAINHA U Cep-
TOHUHA.

MennuunHckoe npumeHeHue. lcnonbs3yercs
KaK HOOTPOITHOE, MCUXOCTUMYJIMpYIOlee U BO30Y-
JKIAIOIIEe CPEICTBO B IICUXUATPUU U HEBPOJIOTHH.
B peanuMaronoruu — Kak AETOKCULUPYIOLLEE CPE-
CTBO mnpu runepamMmonuemuu. llokazanmsamu k
IIPUMEHEHHUIO SIBJISIOTCS:

v 3aJiepKKa pPa3BHUTHs, B TOM YHCIE yMCT-
BEHHOI'0;
CHIDKEHHE MHTEIUIEKTYaIbHBIX (DYHKIIHIA;
HCTOIICHUE HEPBHOW CHCTEMBI,
Jenpeccus,
TPEBOKHOCTB;
SIUJIETICHUS;

HEUPOTOKCUYECKUE COCTOSIHUS,
MTOJTHOMHMEIIUT;
1epedpaibHbIe Mapaiuyi,

NS NENE N N N N NN
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U HaKaIuuBaeTcs B MoJutiockax Mytilus edulis,
KOTOpbIe MHUTAIOTCSA 3TUMH BOmopocsiMH. Ecim
J03a J0MoOaTa B pe3ynbTaTe IpHeMa B MUILY
oTux MOJUTIOCKOB coctaBuT 200-300 mr, 370
BBI30BET aKTHBAIWIO TIIyTaMaTHBIX PELENTOPOB,
C pa3BUTHEM KJIACCHUECKOH KapTHUHBI OTpaBie-
HUS [JIyTaMaToOM: CIyTaHHOCTb CO3HAHHS, Pexe
(oKaIbHBIE CYIOPOTH, Yy BBDKHBIINX HHOTIA
HaOJII01aeTCs aHTerpaHasi aMHE3HUsl.

B kuraiickoll kyxHe IilyTamaT HCIOJB3YeTCs B
OONBIIMX KONMYECTBAX KaK YCHIIUTENh BKyca.
V nroned, WCHBITHIBAIOIMX —CYOKIMHUYECKHH
IeQUIUT NUPUAOKCHHA, Takas MHUIA MOXKET
BBI3bIBATh TSDKEIbIE TOJIOBHbIE OONM, MBIIIEU-
HYIO cJ1ab0CTB, JKap, yJalleHHOe CepALeOneHue.

COMATOI'€HHbIC, MTHTOKCUKAIIMIOHHBIC 1 NHBOJIIOIIHNOHHBIC IICUXO03bI,




TIIYTAMMHOBASI KUCJIOTA
les @]
v’ Gonesns JlayHa;
MBILIeYHAast TUCTPODus;
caxapHbIi AMa0eT U TUIOTIIMKEMHYECKUE COCTOSHUS,
OKUPEHUE;
MIPEOJIOJICHHUE TSTH K CIIAIKOMY;
CHUHJPOM XPOHUYECKON yCTAIOCTH,
AJIKOTOJIN3M,
UMMYHOJEUITUTHI;
v ayTOMMMYHHBIE 3200JICBAHUS;
v’ MHTEHCHBHBIE CIIOPTUBHBIE TPEHUPOBKHU, KHIIIEYHBIE PACCTPONCTBA, COMPOBOKIAIOIIKE-
cs hapee;
v/ NENTUYECKUE S3BBI;
v’ IOpaXkKeHUs II€YE€HH JIETKOU ¥ CPEIHEN TIKECTH;
v’ apTpUTHI;
v’ hubpossr;
v’ 3a00J1€BaHMs COEJUHUTENLHON TKaHK (MOJMMHOLIUTO3, CKIEPOAEPMHUS, MMOBPEKICHUE
TKaHEH NpH paguoTepariy IMpHu pake);
v/ I0Teps MBILIEYHOM TKaHH NPH TSKEIBIX 3a00JI€BAHUAX M ONEPALIUX;
v/ 00111as ¥ CEeHWIbHAs CI1a00CTh,
v' UMIIOTEHIHS.
Conaep:xkaHue B CBOOOIHOM BH/Ie B I1azmMe KpoBu, Mr/100 mu (Mxmouan/in): 0,7 (47,6).
Conep:kaHue B CyTOYHOM KOJIMYecTBe MOUH, MI' (MKMoJIb): 8,0-40,0 (54,4-272).
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I''1YTAMUH
3amenumasi, koaupyemasi aMuHokuciaora, CsHioN,Os, kogonst — CAA, CAG.
CHHOHHMMEI: 2,5-TUAMHHO-0KCOIIEHTAHOEBAA KHCJI0TA

HO
0]
o
H,N—CH—C——O0H
H,N
CH,
CH,
C—
0]
NH,
H,N
DOU3NKO-XUMHUYECKAS] XaPAKTEPUCTHKA. B 1883 r. Hlynsue u bocxapn mosmyumnny riryra-
Tounag macca — 146,07. MHH U3 COKa CBEKJIBI, JIMIIb Yepe3 17 neT moce
MOHeKyﬂﬂpHLIﬁ Bec — 146,14, 00HapyXEeHHUs TNIyTaMHUHOBON KHCJIOTHI B OEJIKO-
C—-41,09;H-6,9; N—19,17; O — 32,84. BbIX THIDOH3ATX.

MousipHoe BpameHue pactBopa L-uzomepa B 100mi
H,0 — + 16,1 (23° C; 3,6 r). MossipHoe Bpartienue pactBopa L-uzomepa B 100 mi H,O — - 8,9°
(25°C; 2 1. Temneparypa miasnenusi L-uzomepa ~ 184°C (c pazn.). [myTamMuH mioxo pacTBOpUM
B BOJIE M dTaHOJIe, He pacTBopuM B adupe. [1Ipu 25 °C pK, 2,17 (COOH), 9,13 u 5,65 (NH>).
pl —5,65.

Oco0ennocT. ['myramMuH sIBIsiETCS IEHTPAIBHBIM KOMIOHEHTOM MHOTHX MeTabojnye-
CKHX TIPOIIECCOB, HA HEM 3aMbIKaeTCsl OOJBIIOE YMCIO aHATUIEPOTUYECKUX MyTel MeTabonun3ma
MPaKTUYECKH BO BCEX TKAHIX OpPTaHU3MA.

BuocunTe3. OCHOBHBIM MECTOM 3HJAOIE€HHOTO CHUHTE3a TIyTaMHUHA SBIISIFOTCS MBIIIIBI.
C yuerom TOrO0, YTO MBIIIIBI cOCTaBIAOT 40 % OT Macchl Tena, obIee coAepKaHue rIIyTaMUuHa
B OpraHu3Me CpeJIHero uejaoBeka coctaniseT 240 T.

o | Muxpodororpadus rimyramuna

ITo Michael W. Davidson and The Florida
a State University
http://www.microscopy.fsu.edu/
aminoacids/pages/glutamine.html

Posb B o0MeHe BemiecTB. Bo BHEKJIETOYHON KHJIKOCTH COJEp)KAaHUE TIyTaMUH OKOIIO
25 %, B CKeJIeTHBIX MbIIIax 0ojee 60 % OT Bcero myina cBOOOIHBIX aMHHOKHCIIOT. TpaHcMeM-
OpaHHBIN TPagUEHT IITyTaMUHA — IUTO30Jb/TKaHEBasl KUJAKOCTh — B MBIIIIaX cocTaBisieT 34:1.
KOHHGHTpaHI/IfI 3TOI71 AMHUHOKHUCIIOTHI B IIJIa3ME€ HC 3aBUCUT OT BHYTpHKHeTOqHOFO conepmaﬁnﬂ,
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IIYTAMUH
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MO3TOMY KOHIEHTpaIus TNIyTaMUHa B IJIa3ME HE MOXKET CIYKUTh MAapKEpOM COJEpkKaHUs Y-
TaMHHA B opraHusMme B 1eioM. OOImee coaepkaHue riiyraMdHa B coctaBe Oenka: 4,3+0,6 T Ha
100 r Oenka mbledHol Tkanu [1].

[Ipy KpUTHUECKHUX COCTOSHUAX CBOOOJHBIA TIyTaMUH HCTOLIAETCS OY€Hb OBICTpPO, Opra-
HU3M KOMIICHCHPYET YPOBEHb CBOOOJIHOTO IIyTAMHHA 3a CUYET paciaja OeIKOB MBIIICYHON TKa-
HU ¥ MOBBIIIEHHOT0 OMOCHHTE3a ITyTaMHHA.

Buonornueckue 3¢ dexrsnl. [Ipumepro 1/3 Bcero azora TpaHCIOPTHPYETCS B KPOBH B BU-
ne rnyramuna [2]. Kak riaBHbI MEKOPraHHBIN TPAHCIOPTEDP a30Ta, CyOCTpPaT CUHTE3a MOYEBH-
HbI B [ICYCHH U AMMOHUOT'€HE3a B MMOYKAX, IITyTaMHH:

v/ SBIISIETCS HETOKCHYHBIM TTEPEHOCYMKOM aMMOHHMS M3 TepU(PEPHUECKUX TKAHEH K BHYT-
PEHHUM OpraHam;

v’ B pe3yibTare B3aMMOICHCTBHS C TJIyTAMHHA301 B MUTOXOHIPHSX MMPEBPAIIAETCS B IITY-
TamaT ¢ 00pa30BaHUEM AMMOHHUS;

v TUAPONIM3 TilyTamMaTra TJIyTamMar-IeTHIpOreHa3ol COMPOBOKIAAETCA 0Opa3oBaHHEM
0-KETOTJIyTapaTa U aMMOHUsI, KOTOPBIN UCIOJIb3YETCS B MIEUECHHU JIJIsl CHHTE3a MOYCBUHBI;

v/ KaK MEKOPraHHBIM MEPEHOCYMK a30Ta y4acTBYET B DKCKPEIMH A30THCTHIX MUIAKOB U
NOJJIEPKAaHUU KHCIOTHO-OCHOBHOI'O TOMEOCTa3a B pe3yJibTaTe aMMOHHOIEHe3a ¢ MOTpeOIeHU-
eM H+;

v/ SBIISETCS UCTUHHBIM PErYIATOPOM aMHUHOKHMCIIOTHOIO OajiaHca.

Kpowme Toro, rmyramuH:

v’ ycuiaMBaeT 0aKTEPULIUAHYIO QYHKIHMIO HEUTPODHUIOB B HOPMAILHBIX U CTPECCOBHIX CH-
Tyanusx;

v/ Wrpaer KIHUEBYIO POJb B PErYIAIUU CHHTE3a INIyTaATHOHA — TPUIENTHIA, COCTOSIIErO
U3 [IyTamaTa, UMUCTeUHA U riauuuHa. Kak perynsaTop cuHTe3a riyTaTuoHa, FIyTaMUH 3allUIaeT
KJIETKH OT OKUCITUTEIHHOTO MOBPEKICHUS.

['myraMuH HEOOXOUM ISl HOPMAJILHOTO pa3BUTUA IUIoAa. Psamom uccienoBateneir oOHa-
pPYXE€H IIyTaMHH-TJIyTaMaTHbI 0OMEH Meay matephio U mioaoM (Puc. 4). Ilpu atom cymmap-
HBIIl TIEPEHOC TJIyTaMHUHA HalpaBJIeH U3 KPOBU MATEPH B IUIOJ, C IPOMEKYTOUYHBIM YCUIEHUEM
CHHTE3a TiyTaMuHa B rianenTe. [lomyyeHHbIi 10/10M U3 TUIALEHTH TIIyTaMUH MPEBpaIiaeTcs B
rnyramar, 50 % ucnonb3yerca Ha HYX bl mioaa, a 50 % Bo3Bpalaercs B IUIAllEHTY, Ui Ipe-
BpanieHusi B riiyraMuH. [y riyramaTa mianeHThl TOTMOJHUTEIFHO TOMOIHAETCS TpaHCAaMUHH-
pOBaHMEM Pa3BETBICHHBIX aMUHOKUCIOT MaTepu. OOpazoBaHue TiyTaMUHa B TUIAIEHTE COMpS-
JKEHO ¢ 0OMEHOM KUPHBIX KUCIOT U CTEPOUIOB. AKTUBAIMS ITOT0O 0OMeHa HabJ01aeTcs B MO-
CIIETHIOI0 HENEN0 OEpPeMEHHOCTH, YTO, MO-BUIUMOMY, MPUBOIUT K HAPYIICHUIO CHHTE3a IMPO-
recTepoHa M 3alyCcKy poJIOBOM JesTeIbHOCTH [3-6].

Martb ITnanenra IImon
I'myramMmue 3 IIyn I'myramun w3
KpOBHU MaTepu CHHTe3 )KUPHBIX IJIalI€HTAPHOT' O IJTAICHTHI

/> KHUCJIOT U CTEPOUZIOB rIIyTaMHHa
HAJI®+H" IMupysar l
I'mytamar
"3 nnoz[a I'mytamar
50% obpaTtHO
B IUTALCHTY
HAJId+ Marar < HY“
rﬂyTaMaTa
PazBerBiennsie 50% ucnonp3yercs
AMHHOKHCJIOTHI TPaHCaMIHIPOBAHIC TIOZOM

Puc. 4. IInaneHTapHbIi ITyTaMHH-TJIyTaMaTHBIH OOMEH: ITOKa3aH MepeHOC IIyTaMKUHa U TIIyTamara MeXIy KpPOBBIO
MarepH, rianenToi u wionom (ITo Battaglia, 2000).
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Cumnromsbl nepuuura. He cMOTps Ha TO, UTO TIIyTaMUH CUMTAETCS 3aMEHUMOM aMMHO-
KHCJIOTON, BO3MOXHO BO3HUKHOBEHUE OCTPOT0 Ae(UIIUTA 3TOW aMUHOKHUCIIOTHI BCIEJICTBUE PE3-
KOTO YBEJIMYCHUS METa00JIMYeCKOi MOTPEOHOCTH B TIIyTaMUHE, KaK SHEPTETHYECKOM CyOCTparTe,
IIPY 3TOM €ro KOHLEHTpAIHsI B KPOBU pe3Ko MoHmxkaercs. OO MBIIICUHBIN 3arac riayTaMMHa
coctasisieT 240 r, a CTpeCCUHIYLIUPOBAHHBIN pacmaj | KT MBIIIEUHON TKaHU 00ECIICUMBACT BBI-
CcBOOOJKIEHUE TOJBKO 9 T IIyTaMHHA, TOTAA KaK CyTOYHas MOTPEOHOCTh B INIyTaMUHE HE MEHEe
18-22 r/cyt, moaTomy KaTraboJMYecKHil BHIOPOC TIIyTaMHUHA OTpAaHMYEH M HEIOCTATOYEH IPH
PE3KO BO3pacTarouMx NOTpeOHOCTIX. COCTOSIHUSA THIlepKaTadoan3Ma, pU KOTOPbIX BO3HUKAET
NeQUIUT TIIyTaMUHA, BO3HHMKAIOT TPH CEICHCE, MHOXKECTBEHHBIX TPAaBMaX, XUPYPrHUECKUX
BMELIATEIbCTBAX.

Jeduuut riryraMuHa COIMpPOBOXKAACTCS CHUYKEHHUEM 00pa30BaHUsI UIMMYHOITIOOYIHHA A H
PAIOM TSKEIbIX (PYHKIMOHAIBHBIX HAPYIIEHUH paObOThl KUIIEYHHKA:

v’ mporpeccupyromasi arpodusi KUIIEYHUKA, TPHUBOJISIIAS K CHIDKEHHIO TOJIIUHBI CIU3H-
CTOM 000JIOUKH U €€ MacChl,

v’ CHIKEHHE aKTHBHOCTH TIPUCTEHOYHBIX ()EPMEHTOB;

v/ HapyIlIeHUE CTPYKTYPbl BOPCHHOK;

v/ CHIDKEHHE YCTOWYMBOCTU K MHBA3HH MATOreHHBIMU GakTepusivu [8, 9].
[Tpenmosnaraercs, 4To 3TH U3MEHEHHUS SBJISIOTCS IPUYMHON Pa3BUTHS CEIICHCA U MOJUOPraHHON
HEJ0CTaTOYHOCTH, 00YCJIOBIEHHOW NEPEHOCOM MHKPOOPTraHM3MOB WUJIM TOKCHHOB 4Ye€pe3 Hapy-
IIEHHBINA Oapbep CIUZUCTON 0O0TOUKH.

Y HOBOPOXKJIEHHBIX MOCJE POXKACHUS MOCTYIJIEHUE [NIyTaMHHA Yepe3 IUIaLeHTy BHE3aIHO
IpeKpalaeTcs, a BO3MOXKHOCTH CHHTE3a HHJIOT€HHOI'0 ITyTaMHHA MOTYT OBITh HEJIOCTATOYHBHI,
0COOEHHO B cilydae HeloHoleHHocTH. [loaTomy B nepBbie 3-4 mMecsina *KU3HU peOEHOK 3aBUCUT
OT HK30I'€HHOI0 IIOCTYIUICHUS TITyTaMUHa JUis 00ecreueH s peakuii Ha JIeficTBUe OKpy»Karomien
Cpellbl U pOCTa OpraHu3Ma. ITO MOXKET CONPOBOXKAATHCS HAPYIICHUEM IHILEBAPEHUS U CHIDKE-
HUEM YCTOMYMBOCTH K MH(EKLUAM.

CHuKeHue cofiepaHus IIIyTaMUHa B MbILIIaX MPUBOJIUT K UX 00€3BOKHMBaHUIO. [lepuuut
INIyTaMHHA — OJJHA U3 IIPUYMH Pa3BUTHS COCTOSHUSA «IIEPETPEHUPOBAHHOCTH» Y CIIOPTCMEHOB.

Meapununckoe npumeHnenme. [lokazaHusIMU K IPUMEHEHUIO IIyTaMMHA B MEIUIMHE SIB-
JSFOTCS:

v/ CHM)KEHHE YMCTBEHHOH aKTUBHOCTHU U MCTOIIEHNE HEPBHON CUCTEMBI;

v/ ucTpoduuecKre N3MEHEHHs B MBIIIIAX U/UIM KaXeKCUs B pe3ysbTaTe TSKeNbIX 3a00-
JIEBAaHWW WJIM TIEPEHECEHHOU TPAaBMBI;

v 3a00JIeBaHMs COETMHUTEIBHON TKAHU M ayTOMMMYHHBbIE 3a00JI€BaHMs, B TOM YHUCIIE T10-
JMMHO3UTHI, PACCESTHHBIN CKIIEPO3 U CKIEPOJAEPMHUS;

v UMIOOTEHLMS,

v\ JI€YE€HHE AJIKOTOJIN3Ma;

v' npodunakTuka a1y4eBoil 0one3Hu;

v/ TIpoUITaKTHKA OHKOJIOTUYECKHUX 3a00JI€BaHUMN y TPYIIN PUCKA.

Ho, rmyramuH npoTHBOIIOKa3aH MIPU LUPPO3€ NEYEHU C IIEUEHOYHOM HEJOCTaTOUHOCTHIO U
XPOHUYECKOW MOYEUYHOU HETOCTATOYHOCTH.

JlunenTuna anaHUH-TIyTaMHH (TIpernapar AUNENTUBEH) UCTIONb3YyeTCsl A MMapeHTepaIbHO-
r0 W/WJIHM SHTEPATBHOIO MUTAHUS C LIETbI0 KOPPEKUUHU AeduinTa riayTaMyuHa Mpu MapeHTepalb-
HoM nutanuu. B 100 mn nunentuBena cogepxutcs 20 r N(2)-L-ananun-L-rnmyramuna, uto co-
otBeTcTBYET 13,46 T L-rmyramuna u 8,20 r L-ananuHa.

CkopocTh CMHTe3a IVIIOTAMMHA B OpraHu3Me B 11eJI0M olieHuBaercs B 20,8 r/cyTku.

Conep:xaHue B CBOOOJHOM BH/e B mja3Me KpoBu, Mr/100 mua (Mxmoan/a): 5,8-10,4
(396-711).

Conep:kaHue B CYTOYHOM KOJHYeCTBe MOYH, Mr (MKmoJb): 61,0-2115,0 (417,0-
1402,0).

CyTo4Hasi NOTPeOHOCTH B ITyTaMHHE — HET JaHHBIX.

KinHuko-1adopaTopHoe 3HaAYCHHE:
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v CHUHIKCHUC KOHI_IGHTpaL[I/Iﬁ FHyTaMHHOBOﬁ KHCJIOTBL: TUCTUAUHCMUS, XPOHHUYCCKAA IMOYCUHAs
HEOOCTAaTOYHOCTD,
v NOBBIIICHHE KOHICHTPAIMH [JIyTAMUHOBOM KHMCIIOTHI: KPOBb — PaK MOJKEITYJIOYHON JKEJEe3bl,
nojarpa, TIIyTaMUHOBAs allaypHsi, PEBMAaTOUIHBIA apTpUT. Moya — TUKapOOKCHIIbHAS aMHUHOA-
HUIYpHs.
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1. Furst P. Regulation of intracellular metabolism of amino acids / P. Furst. — In: Bozzetti F.,
Dionigi R., eds. Nutrition in Cancer and Trauma Sepsis. New York: Karger. — P. 21-53.

2. Souba W.W. Inlerorgan ammonia metabolism in health and disease: a surgeon's view /
W.W. Souba // J.P.E.N. —1987. — Ne 11. — P. 569.

3. Klimek J. Mitochondrial glutamine and glutamate metabolism in human placenta and its pos-
sible link with progesterone biosynthesis / J. Klimek [et al.] // Troph. Res. — 1993. — V. 7. —
P. 77-86.

4. DeMarco V. Characterization of glutamine synthetase transcript, protein, and enzyme activity
in the human placenta / V. DeMarco [et al.] // J. Neua. — 1997. — V. 18, Ne 7. — P. 541-545,

5. Barbera A. Metabolic alterations in the fetal hepatic and umbilical circulations during gluco-
corticoid-induced parturition in sheep / A. Barbera [et al.] // Pediatr. Res. — 1997. — V. 41. —
P. 242-248.

6. Timmerman M. Effect of dexamethasone on fetal hepatic glutamine-glutamate exchange /
M. Timmerman [et al.] // Am. J. Physiol. Endocrinol. Metab. — 2000. — V. 278. — E39-E845.

7. Battaglia F. C. Glutamine and glutamate exchange between the fetal liver and the placenta //
J. Nutr. — 2000, V. 130. — P. 974S-977S.

8. Darcy-Yrillon Glucose, galactose, and glutamine metabolism in pig isolated enterocytes dur-
ing development / Darcy-Yrillon [et al.] // Pediatr. Res. — 1994. — Ne 36. — P. 175.

9. Ding L. A. Effects of glutamine on intestinal permeability and bacterial translocation in
TPN-rats with endotoxemia / L. A. Ding, J. S. Li // World J. Gastroenterol. — 2003. — V. 9, N 6. —
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JHU3UH
CHHOHHUMBI: 2,6-THaMHUHOT€KCaHOBAas KUCJIOTA,
He3amenunmas, koqupyemasi aMmuHokuciaota, CgHi4N2O7, kogonsl — AAA u AAG.

O HO
HN——CH—C——O0OH

H,N

NH,

NH,

Pu3uKo-xuMH4ecKas XapaKTEepUuCTUKA.

Tounag macca — 146,11. 1889 r. JIpekcens BHEpBBIE BBINSIHI JUSUH W3
MOHeKyJI;[pHHf;I Bec — 146,19. THApou3ama Ka3euHa. Jpekcens mpenmnosarai,
C _ 49 3 H _ 9 65 N _ 19 16 O _ 21 89 YTO JIM3UH NPEACTABIIACT coboit JAWaMHH.

1902 r. ycraHOBIIEHa IpaBUIIbHAS CTPYKTYpa
MounsipHoe Bpamenue pactsopa B 5w HCl — 379. | .-

Xopomo pactBopuM B Boae — 50,0 /100 r H,O mipu
20°C.
pl —9,74. pK, 2,18, (COOH), 8,95 (a-NHy) u 10,5 (s-NHy).

Da30BOKOHTPACTHASA MUKpOGdoTOorpadus Kpucraiios
o-JIM3UHa
http://www.moondragon.org/health/nutritionbasics/amino
acids/lisine.html

OcobennocTH. JIn3uH — aMUHOKHUCIIOTA C BBIPAKEHHOW MPOTUBOBUPYCHOW aKTHBHOCTBIO,
0Cc0OEHHO B OTHOILLIEHUH BUpYycCa repreca.

BuocunTte3. B opranmsme yenmoBeka JM3WH HE CHHTE3MpYyeTcs. Bech HaIWYHBIN JTU3WH,
BUANMO, HWMEET MHKpPOOHOE TPOUCXOXKIeHHe. M3BecTHO JBa TYTH CHHTE3a JIM3WHA!
Q/IUTIMHOBBIM — Yepe3 KOHBIOTalMi0 aMHHOAIUIMHOBOTO Moiyaibjaeruna ¢ L-rimyramuHoBoin
KUCIIOTOM ¢ oOpa3zoBanueM caxapornuHa (Cxema 20) — ¥ JMaMHHONMMEIUHOBBINA MyTh (Yepes3
KOHBIOTAIMIO acnapTar-3-mojyaibJeruja ¢ MUPOBHHOIPAJHON KHCIOTOH, MPOMEXYTOUHBIM
oOpazoBanueM 2,3-IUTHIPOMUKOIMHOBON KHUCIOTHI, TUAMHHOIMMEIWNHOBOW KHCIOTHI C
yJacTHeM CYKIMHUIKOdH3uMa A, Cxema 21a u 210) [1].
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JIM3UH

2-KeroagumuHoBast KUCIIOTa
OH

HO

!

0O L-I'myTaMuHOBast KuciaoTa

2-KerormytapoBas KUCJIOTa

NH, 0

2-AMUHOAUIINHOBAS KACIOTA
OH

HO

|

O NADH + H*
% ATP
2-AMUHOAIUIIH Mo2*
penykrasza \— &
\' AMP + PPi
) NAD"
NH,
HO 2-AMUHOAIUITMHOBEIN
\ 0 TOJTy aJTbJICT U]
4
(o) L-I'myraMuHOBas kuciaora

i

_ o o —
NH, .
HO/ OH
HO X
N
N HO
o | NADF +H
- N 0
CaxaponuHpeayKra3a
p peny HN
NADF
0 (0] 2-KerormyrapoBas

H,0O KHCIIOTa
NH NAD NADH + H* JInzun
2 /
HO OH \ /‘
HO B
NH

Caxapomua: NAD-okcupenykrasa

CaxaponuH NH,

Cxema 20. buocuHTe3 JIM31HA, aAUITMHOBBIN MTyTh
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OH

H,C
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nl/////
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NADPH

H,0

Cyxkunuin-Co A:
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JIUKapOOKCUIIATCYKLIMHUIT
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OH
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KHCIIOTa
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MTUMEJTHAT -
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/
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Cxema 21a. buocunTe3 nu3uHa (Ha4aso)
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JIM3UH

O N-CykumHUI-0KCO-L-auaMuHOTUMETHHOBAS e]
KHCJIO0Ta

\\\\\\\

HO OH

HO O

H,0
CyKHI/IHI/IJ'I}:[I/IaMI/IHOHI/IMeJ'H/IHaT-Z[ecyKIlI/IHI/IHaEla

SHaTtapHas Kuciora

H,N OH

(¢}

LL-2,6-/IlnaMHHOTMMETHHOBAs KHCI0Ta

$
H,N
2,6-LL-/luaMMHONIMMENNHAT SIIUMEpPa3a
NH,
H,N OH
Z
OH F,
o) NH, o)
(0] (0]
LL-2,6-Me3o-anaMUHONMMEINHOBAS KUCTIOTa
JnamMmuHOIMMENTMHAT JTekapOOKCHIIa3
CO,
NH, NH,
OH
JInzun ol

Cxema 216. buocunTe3 nu3uHa (OKOHYAHUE)

Posib B 00MeHe BemecTB. JIM3MH HEOOXOIUM JUI pOCTa, BOCCTAHOBJICHUS TKaHEH, yyacT-
BYET B CHHTE3€ FTOPMOHOB, (hepMEHTOB, aTbOYMIUHOB, KoJulareHa. B oTHoueHuu Bupyca repreca
JU3UH W aprUHUH SIBJIIOTCS. aMUHOKHMCIIOTAMHM aHTaroHucramu. Ecim apruHuH sBisercs
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HE3aMEHUMOM aMMHOKHUCIIOTOM IJIsi BUPYC Teplieca, TO JM3HUH, CTPYKTYPHO IIOXOXKHH Ha
apruHUH, B CIy4yae €ro KOJWYECTBEHHOI'O IMpeo0iaJaHusl HaJ apruHUHOM, BBITECHSET
MOCJICTHUM U3 METa0OJIMYECKUX IMyTeH CHHTE3a BUPYCHBIX YACTHI[ T€PIETUYECKOM M OCTPBIX
peCIMpaTOpPHBIX BHUPYCHBIX HH(MEKIMH, Jenas BUPYC HEXHU3HecocoOHBIM. [Ipu BHpYCHBIX
uHpEeKIUIX JU3uH 3QQPeKTrBeH B codetaHun ¢ BUTaMuHoM C u OuoduaBonomnamu. Tem He
MEHee, B COYETAaHWU C APTMHUHOM JIM3UH MOBBIIIAET MMMYHHYIO PEAKIUI0 OpraHu3Ma, a B
COYETaHUM C TPOJIMHOM M BUTaMHHOM C TpensTCTBYeT OO0pa30BaHUIO aATEPOTEHHBIX
JUTOMPOTENHOB. DTO 00YCIOBICHO TEM, UYTO JIM3UH Y4acTBYET B CHHTE3€ aHTUTEJ, TOPMOHOB U
(GepMEHTOB, 1 BOCCTAHOBIICHUH TKaHEH.

OnHokpaTHbIi npreM 5,0 T TM3WHA YBEJIWYMBAET YPOBEHb KapHUTHHA B 6 pa3. /s sToro
JIOJDKHBI TIPUCYTCTBOBATh B JIOCTATOYHBIX KoJinuecTBax BuTamuubl C, Tuamun (B1) u xkeneso.
Buaumo 1o 3Toi npuyuHe JTM3UH YMEHbIIAET YPOBEHb TPUTIIULEPHUIOB B CHIBOPOTKE KpoBU. JIu-
3UH MEePEXBATHIBACT JUMONPOTEUH A U HE JaeT €My OTKJIAJbIBATHCS HAa CTEHKaX apTepHii, a nmpu
JIOCTaTOYHO BBICOKON KOHIEHTPALIMU OH COCOOEH M3BJIEKaTh JUIIONPOTEHHA A U Apyrue JUMo-
NPOTEHHBI HU3KOM IUIOTHOCTH M3 Yyxke chopmupoBaBiuxcs arepom [2, 3]. Jlu3un TpaHcmop-
TUPYET KaJIbLIUH B KOCTHYIO TKaHb U SIBIISIETCS BAKHOM COCTaBHOM 4acThiO O€lKa COeTUHUTENb-
HOM TKaHU — KOJUIareHa, 03TOMY HEOOXO0IUM JIJIs HOPMAJIbHOTO (POPMUPOBaAHUS KOCTEH U pocTa
JETe, CIOCOOCTBYET YCBOCHHUIO KABLIMS U MOAJIEPKaHUI0 HOPMAIILHOTO OOMEHa a30Ta y B3poc-
npiX. CIy’)KUT HICTOYHUKOM 00pa30BaHUsl KAPHUTUHA, AMUHOKHCIIOTHI, YIaCTBYIOIICH B IEpeHOCE
JKUPHBIX KHCIOT U3 LUTO30J51 B MUTOXOHPHAIBHBIA MAaTPUKC ISl TATbHEUIIETO [B-OKUCICHHUS.
JIu3uH BBI3BIBAET HE3aBUCUMYIO OT YPOBHS OKCHAA a30Ta pPEJIAKCAIlMI0 TJATKUX MBIIII]
HETPOM3BOJIBHBIX CHUHKTEPOB [4].

CumnrTombl aepunura. OTCYTCTBHE B IHIIE CONPOBOXKIACTCA Yy JIIOJEH MOSIBICHUEM
TOILITHOTHI, TOJIOBOKPYKEHHUS, TOJIOBHBIX OOJIEH M MOBBIIIEHHONW YyBCTBUTEILHOCTH K IIyMYy, Ye-
JIOBEK CTAHOBHTCS Pa3paXUTEIbHBIM. J[eDUIIUT NH3MHA MOXKET MPUBECTH K aHEMHH, KPOBOM3-
JUSIHUSM B Ta3Hoe s10510K0. TloBbImaeTcst yToMisieMOCTb, CHIDKAIOTCS alleTHT W Macca Tena,
BO3MOXXHO, YTO HEJOCTAaTOK JIM3WHA BBI3bIBAET Oecruiogue. A HapylieHue (HU3HOJIOTHIECKOTO
COOTHOIIIEHUS C APTUHHHOM — CIIOCOOCTBYET PAa3BUTUIO XPOHUYECKOM repreTHIecKoi HHPEKIINH.

MeauuuHckoe npuMeHeHue. lcronb3yercss B KOMIUIEKCHOM JICUEHHHM Te€pIETHYECKON
WH(DEKIINH.

Conepxanue B cCBO0OAHOM BHAe B Iuia3Me kpoBu, mr/100 ma (Mmoan/a): 2,1-5,3
(143,9-363,1) [36apckuii b. U. u gp., 1972].

CyTouHasi mOTpPeOHOCTH B JIM3WHE JUIS B3POCIIOrO YeioBeka cocraBisieT 23,0 Mr/kr
Maccsl, y aeteid — 170,0 Mr/kr macchl.
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Cunonnmsi: D,L-o-AMuHO-y-MeTUnTHOMACISIHAS KUCJIOTA, 2-aMUHO-4-(METUITHO)-OyTaHOBas
kuciora, Acimetion, Athinon, Banthionine, Meonine, Metione, Thiomedon

He3amenumasi, koaupyemas amuHokucjaoTa, CsHi1NO,S, kogon — AUG B reHomMe KJIeTKH,
AUA B reHoMe MUTOXOHIPHH.

0 HO

H,N——CH—C——OH
H,N

DU3HKO-XUMUYECKAsH XapaKTePHCTHKA

Tounast Macca — 149,05, 1922 t. Miommep OTKpBUI 3Ty aMHUHOKHCIIOTY,

MBITAsICh BBISICHUTH MPHPONY (pakTopoB pocta

Monexynsapusrii Bec — 149,21, TEMOJIITUYECKOTO CTPENTOKOKKA.
C—-40,25:H-7,43; N-9,39; O —21,45; S — 21,49. 1928 r. Bapmxep u KoiiH mpoBemu cuHTE3
MousipHoe Bpamenne pacteopa B 5u HCl — 34,6. METHOHHHA ¥ YCTAHOBHJIH €T0 CTPOCHHE.
[[710X0 pacTBOPMM B BOJE, PAaCTBOPUMOCTH —

3,4 /100 T H,0 mpu 20°C.

pl —5,74. pK — 2,13 (COOH), 9,28 (NHy).

Da30BOKOHTPACTHAsA MUKpOdoTorpadus
KPUCTAJJI0B 0-METUOHUHA
http://micro.magnet.fsu.edu/aminoacids/pages/
methionine.html

Oco0enHocTu. B KOZOBOM «Cl0Bape» MMEETCS TOJBKO OJWH KOJOH I METHOHWHA —
AUG, oH ke sBIsSeTCS CTapTOBBIM KOJOHOM — TO €CTh, CHHTE3 JIF000Tr0o Oelka HauYWHAEeTCs C
BKITIOYCHUsT MeTHoHWHA. OJHAKO NajeKko He BCe M3YyYCHHBIE OCTKM HAYMHAIOTCS METHOHHHOM.
3T0 00YCIIOBIIEHO TE€M, YTO HEKOTOphIe Oelku 00pas3yloTcsi B pe3ysbTaTe MpoTeosn3a OeaKoB-
NpEeIIeCTBeHHUKOB. Hampumep, MpoONMOMENTaHOKOPTHH CIIY)KUT HCTOYHHKOM OOpa3oBaHUs
psiia peryasTOPHBIX NMENTHI0B, 00pa3yIOUINXCs Kak B pe3yJabTaTe MEepBUYHOIO MPOTEOIN3a STON
OETTKOBOW MOJIEKYNIBI — O0pa3yroTCsl MeNaHO- W aJpEeHOKOPTHKOTPOITHBI TOPMOHBI, a TaKXe
B-sHI0phUHBI, TaK U MPOTEOIN3a MEPBUYHBIX MENTHAOB — U3 B-?HIOPPUHOB 00paA3yIOTCS SHKE-
damuasl ¥ AUHOPGUH-K. METHOHWUH COJEPXKHUT TMOJBMKHYIO METHabHYI0 rpymmy (—CH3),
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KOTOpass MOKCT NepcaaBaTbCd Ha APYIruc COCAMHCHUSA — HNPOHCCChI MECPECMCTUIIMPOBAHUA, B

KOTOPBIX METHOHHMH y4acTBYET B BUJE S-aJIeHO3MIMETHOHHHA.
VY Bcex HM3Y4YEHHBIX BHJIOB JKMBBIX CYILIECTB Ui METHOHMHa oOHapyxkeHbl aBe TPHK: omgna —

UCIIONIb-3yeMasi TpU  HWHUIMALIMA CHHTE3a Oelika
(y mpokapuoT B BuAe POPMHIMETHOHHHA), Ipyras —
MIPU BKJIIOUYEHUHU METHOHWHA BO BHYTPEHHIOK CTPYK-
TYpY CHHTE3MPYEMOTro IMOJUIENTUIA B MPOIECCce
3noHranuu, coorsercrseHHo 3t TPHK 0603HauaroT
kax TPHK™<" 1 tTPHK™". Tem He MeHee, 3yKapHOTH-
yeckas KJIeTKa He HyXJaercs B (popMUIUpOBaHUHU
METHOHHUHA, TO3TOMY IPUCYTCTBHE B DYKApHUOTHUEC-
KOH KJIETKE TPHK‘I’MCT, Ka)KeTcs1, He 00513aTEIBHO.

buocunTe3. He cMOTpst Ha TO, YTO C TOYKH 3pPEHUS
co3mareneil KiaacCU(pUKAIMU aMHUHOKHUCIOT IO HUX
OMOJIOTMYECKUM CBOMCTBAM, METHUOHWUH OpPraHu3Me
YyeloBeKa He CHHTE3UpPYeTCs, Y JIo/iel Halmoaaercs
€ro pecUHTE3 B pe3yjbTaTe PEeMETWINPOBAHUS TOMO-
mucrenna (Cyu. Cxema 22). HeoOX0QuMBIi 17151 3TOro

METHOHUH JIIOJU ToNy4yaroT u3 Oenka. Takum oOpa-
30M, OMOCHMHTE3 METHUOHUHA OCYIIECTBIISIETCS U3 2-
aMUHO-4-TUAPOKCUOYTAaHOBOW KHCIOTHI (TOMOCEpH-
Ha) 4yepe3 oOpa3oBaHue roMmorucrenna. Heooxomm-
MBIM YCJIIOBUEM MPOTEKAHUS 3TON peakluu SBISETCS
MPHUCYTCTBHE KOPEPMEHTOB, YUACTBYIOIIUX B IEpe-
HOCE OIHOYTJIEPOAHBIX (parMeHTOB — (onueBoi
KHCIIOTBI M IMaHkoOosamuHa (Bi2), a Takxke He
MOKa3aHHOTO Ha cxeMe mupuaokcuHa (Bip). Ho ato
TOJIBKO (pUHAJIBHAS PEAKIIMsl TTOJTHOTO0 MeTaboInuyec-
KOro TMyTH OHOCHMHTE3a METHOHHHA, KOTOPBIN
nokaszas Ha Cxeme 23.

Kak mokazano Ha Cxeme 23, CepUH HCIONb3yeTCS
JUIs CHHTE3a IMCTEHHA, CIYXKAIlero HCTOYHUKOM
cepbl B METUOHUHE. VICTOUHUKOM YTJI€BOJOPOAHOTO
CKeJleTa METHOHHMHA SIBIIAETCS aclaparuHoBas KH-
ciora, mnpeBpamaromasicas A0 O-CyKIUHUITOMO-
cepuHa. SIHTapHas kucnota (cykuumHat) B O-cykiu-
HUJITOMOCEPHHE 3aMelllaeTcsl Ha IHMCTEeMH C o0pa-
30BaHUEM IMCTATUOHUHA, KOTOPBIA THAPOIHU3YETCS
¢ o0pa3oBaHHEM TOMOILIUCTENHA, METHIUPYIOIIETOCS
110 METHOHWHA. V3 TpUBEIEHHON CXEMBI CTAaHOBUTCS
SCHO, YTO TpsMOW (unu Ooliee KOPOTKUI) CHUHTE3
METHOHWHA HEBO3MOXEH, MOCKOJIBKY COOTBETCTBY-

S-AEeHO3UIMETUOHUH

<N
O
0 (|3H3 N N/J
HS
HO)J\‘/\/ \CHz
NH,
o)
OH OH

1932r. Buts u De Vigneaud BmepBsie
OOHapYXWJIM TOMOIIMCTEUH KaK MPOIYKT
JEMETHIMNPOBaHUSl MeTHOHWMHA. Yepe3 He-
CKOJIBKO JIET ObUI OOHapyKeH BTOPOH ITyTh
METaboJIM3Ma TOMOLMCTEHMHA — TPAHCCYIIb-
¢byparmms.

1962 r. ommcaH CHHAPOM TOMOIUTECHHYPHH,
BBI3BAHHBII HU3KOW aKTHBHOCTHIO IINCTATHO-
HUH CHHTa3bl. YMCTBEHHas OTCTaJIOCTb,
nedopmanmu  KocTei, CMeIlleHne Xpycra-
JIMKa, IPOrPECCUPYIOLINE CePAEeYHO-COCYAH-
CTbIe 3a00JIEBaHUS M OYEHb BBICOKAsl 4acTOTa
TpOMO0IMOOIIHH.

1964 r. Mudd et al. omucanu reHeTHYECKHiA
JIe(eKT MUCTATHOH-3-CHHTA3bI, COMPOBOXK/1a-
€MBbIi TMIIEPrOMOLMCTENHEMUEH U FTOMOILUC-
TEUHYypHUEH.

1969 r. Kilmer McCully o0Hapyxui cBsi3b
THIIEPTOMOIIMCTENHEMHUH C PAa3BUTHEM TsDKe-
JBIX COCYAMCTHIX 3a00JICBaHUH, U B PE3yJib-
TaTeé CBOMX HAOIIOAEHWH INPEUIONKHI TOMO-
LICTEMHOBYIO TEOPHI0 ()OPMHUPOBAHUS are-
pockiepo3a, kotopas B 1976 r. Obuia mo-
nepxxana wuccienoBanusmu  D. Wilken wu
B. Wilken.

10)11 (S35 E€MY O-KCTOKHUCJIOTEI, KOTOpasd Morjia ObI OBITH AMUHHUPOBAaHAa, HC CYIIECTBYCT.

[IpuBenenHass cxema OMOCHMHTE3a METHOHMHA TUIOTETHYHA W PEKOHCTPYHpOBaHA Ha
OCHOBAaHWW W3yUYCHUS OTJICIBHBIX JTAallOB OWOCWHTE3a METHOHWHA Y pa3JIMYHBIX BHJIOB
OakTepuii, pacTeHUN M >KUBOTHBIX. OJHAKO COTJIACHO NaHHBIM 0a3bl KEGG®Y, mu y OJIHOTO
W3YYCHHOTO BHJIa MHUKPO- HJIM MaKpPOOPTaHW3MOB HE HAWJIEHO MOJHOTO META0OIMYECKOTr0 MyTH
CHHTE3a METHOHMHAa KaK B pe3ylbTaTe IOHUCKA COOTBETCTBYIOUIMX (EPMEHTOB, TaK U

¥ KEGG: Kyoto Encyclopedia of Genes and Genomes — KioTckasi SHIHK/IONEIHs TEHOB i TEHOMOB.
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COOTBETCTBYIOIIIMX MM YYacTKOB reHoma. OcraeTrcs mpeanoyiarath, 4ro 3Ta aMHUHOKHCIOTA
CHHTE3UpYyeTCS B pe3yjibTaTe KOONEPAaTHBHOTO B3aMMOJCHUCTBHS MeTaboiioMa OHOIEHO3a B
1IeJIOM. A U3 3TOrO CJIEAYET, YTO MCUYE3HOBEHHE, JIM00 pauKaIbHOE MU3MEHEHUE MeTaboau3Ma
OJTHOTO MJIM HECKOJIBKHX KJIFOUEBBIX BUIOB OPraHW3MOB, YYAaCTBYIOIINX B CHHTE3€ METHOHHHA,
MOXET NPUBECTH K NPEKPalCHHIO CHHTE3a HEOOXOIUMBIX Ui OO0pa3oBaHHMS METHOHHMHA
NPEAIIECTBEHHUKOB, YTO BBI30BET ITOCTEIICHHYIO HEOOPAaTHMYIO SIMMHHALMI0 METHOHUHA W3
OMOTHI. DTO B CBOIO OuYe€pe]b MPHUBENET K MOJHOMY HpeKpalleHuto Oenka u rubenu OMOTHI B
IeJIOM, ITOCKOJIBKY CHHTE3 JIF000TO Oellka HaUnHAETCsI ¢ METHOHHHA.

PPi —cn,
S-AneHo3un-
ATP MeTHOHUH —CH; Merunuposanue
benox oenka u JJHK
MeTroHuH
AneHo3uH
Terrparuapodoinar
By,
—CH,
Metunrerrparuapodomnat
I'omouucrenn
Cepun \
IlucTaTHOHUH CHHTa3a
y
MucraTnoHuH

HI/ICTaTI/IOHI/IH Jjasa

T

o—Kerormyrapapt
I{ucrenn

I'mroratnon

Y
S0,

Cxema 22. bruocuHTe3 METHOHHHA B PE3YIbTATC PEMCTUIIMPOBAHUA TOMOIUCTCUHA

HckmounTenbHoe MONT0KEeHHEe METHOHHHA TIPH CUHTE3€ Oelika B COYETAaHUU C OTCYTCTBHEM
MOJTHOTO MEeTa0OJMYEeCKOr0 TYTH €ro CHHTE3a BBIHYKIACT MPEANOIOKUTh, YTO KOTJa-TO
CYIIIECTBOBAJl MEXaHW3M CHHTe3a Oenka 0e3 ydacTuss METHOHMHA W, HaBepHOe, PHOOCOM.
B HACTOACE BPEMA TPYAHO MPEAIIOJIIOKHNTD, CyIIECTBOBAI 3TOT MCXAaHU3M TOJIBKO Ha CTaaAWKn
npeOrOoTHI, I BCe elle (PYHKIIMOHUPOBAT Yy MEPBBIX JKUBBIX OpraHU3MOB. Bo BCsikoMm ciyuae,
OYEBHIHO, YTO YHHMBEPCAJIbHBIA MEXaHU3M CHHTE3a Oenka ¢ ydactueM pudbocom mor cdop-
MHUPOBATHCS TOJBKO MOCIE TOTO, KaK B OMOTE MOSIBUJIOCH IOCTATOYHOE KOJTHMYECTBO METHOHUHA.
B03M0OXHO, 4TO 3TO MPOW30NLIO OJHOBPEMEHHO ¢ (hopMHUpOBaHHEM TPEXOYKBEHHOTO KOJa,
B3aMEH IPEAIIECTBOBABIIETO JBYXOYKBEHHOTO KOJIA.
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OH
Cepun
(6]
NH,
OH

ALIETUIKODH3UM A

NH;
HO A OY
0 O-aneruncepun Q
HS"
OH
CH;COO"
NH,
HO A SH
Iucrenn
O
(0]

OOMeH CyKIpHaTa Ha UCTCHH
HO NH,

NH, S

COOH
[ucratnonnx

o

I
CH;CCOOH + NH,
TT®K

CykuuHat

OH

HO

Acnaparux

ATP
(0]

NH, 0
NADPH
O .
NADP" + Pi
HO
AcrnapTuii-3—1oryanbIerusn
NH, 0
NADPH
(6]
NADP" + Pi
HO
I'omocepun
NH, OH

CyKUMHHWIIKOH3UM A

0
NH, 0

O-CyKUMHUITOMOCEPUH

COOH

R

SH
o —CH, TI®K T
O
\_ N/
HO NH,

HO
T"'omonucrenn

NH,
MeTnonun

Cxema 23. [TonHbIi myTh OMOCHHTE3a METHOHUHA U3 CEpPUHA U aclaparuHOBOM KUCIIOTHI

Poan B 00Mene BemecTB. Kak yxe ymoMHUHAJIOCh, KOJOH METHOHWHA, HAXOJSIIUNCA B
ONTUMAJTFHOM OKPY)KCHUH, SIBISIETCS MHUIIMUPYIOIIUM KOJOHOM B CHHTE3€ Oelka U Heo0X0IuM
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. ___________________________________________________________________________________________________________Ji]
JUIS IPaBUJIBHOM YCTAaHOBKH PAaMKH CUMTBHIBAHHS, @ CaM METHOHMH abCOJIOTHO HEOOXOIUM IS
Hayajga cHUHTe3a Oenka. METHOHMH B BHAE S-aJCHO3WJI-METHOHUHA SIBISIETCS JOHOPOM
METUJIBHBIX I'PYII IPU CHHTE3€ XOJIMHA U aigpeHaInHA. JIOHOP cephl IIPpU CUHTE3€ LIUCTEHHA.
MeTHOHUH SBISIETCS TPEIIIECTBEHHUKOM TaypuHa, MOJMAMHHOB, TIIyTaTHOHA U CYIb(aToB.
MeTHOHMHOBBIE OCTAaTKH B COCTaBE OEJIKOB MOJBEPKEHBI HHTEHCHUBHOMY OKHCJICHHUIO, HO
MOJIYYMBIIUECS B pe3y/IbTaTe METHOHUH-R-Cynb()oKCcHT 1 METHOHUH-S-CYIb(POKCHT MOTYT OBITH
BOCCTaHOBJICHbI THOPEIOKCHH-3aBUCUMBIMU (hepMeHTaMu MsrB u MsrA coOTBETCTBEHHO.

S-MetunupoBanHblii L-MeTHOHUH (METHOHMHMETUIICYIb(GOHUM-XIOPUI, UM aKTUBHBIH
METHUOHHH) Y MJIEKOIUTAIOIMIMX U YEJIOBEKA yJacTBYET B IIEPEHOCE METHJIBHBIX Ipymil. Peakuun
METWJIMPOBAHUSI HEOOXOAUMBI JJIsi MOCTTPAHCIALMOHHOW MoauduKauy OeIKOB, peryssiuu
nporeccoB cunthiBanus JIHK, nerokcukanum KCeHOOMOTHKOB.

VY Mbllleli HOKayT TIe€Ha, OTBETCTBEHHOIO 3a CHHTE3
METHOHUH-a/IeHO3WITpaHpepaspl, (hepMeHTa, KaTaTu3upPYyIOIIETO
OuocuHTe3 S-a/IeHO3WIMETHOHUHA, a TAaKXKe MMO/ICaJIKa 3J0POBbIM SH—
MBIIIAM B II€YEHb CTBOJIOBBIX KJIETOK C HOKayTHPOBAHHBIM I'€-

HOM, MHIYIIMPOBAIA Pa3BUTHE TEIATOICIUTFOISIPHON KapIIUHOMBI Q
y TpeX MbIlIei u3 BocbMu [1].
CumnTombl Aepuumurta. VckaoueHWe METHOHHWHA W3
IUILU COIPOBOKIAETCS CIA0OCTBIO, OTEKAMM, MOBPEXKICHHUEM O NH,
KOXH, a TaK)Ke KUPOBOHM qucTpodueil nedeHu, o0yciaoBICHHOM
HEJIOCTATKOM JIAOUIIbHBIX METAIBHBIX TPYII JJIsi CHHTE3a JIeIH1 - Mernnmernoncynbponnii

TUHA. Y Jeredl MokeT HaOIoIaTbCcs 3aMeJIeHHe pocTa.
BripaxkeHHbIH AeUINT y 1eTei — MOXKET MPUBOIUTH K CI1a00yMHUIO.

B skcnepumenTe Ha MblIIax OrpaHUYEHHE MUIIEBOTO MOTPeOIeHHsI METUOHUHA CHUXKAJIO B
I1a3Me KPOBH YPOBHU WHCYJIMHA, HHCYJIMHONOA00HOTO (hakTop pocra-1 (MPP-1, unu comaro-
menuH C), IIIOKO3bI U TUPEOUTHBIX TOPMOHOB U YBEIMUYUBAJIO MPOJOJIKUTEIBHOCTD KU3HH, HO
cHmKao miogoButocts [2]%.

Cumnrombl H30bITKAa M HapylleHusi o0MeHa MeTHOHUHA. [Ipeanonaraercs 4To BbICO-
KO€ MUIIEBOE NOTpedieHne METHOHUHA, Ha (OHEe coueTaHHOro Jeduuurta (GoaueBoil KUCIOTHI,
BUTaMMHOB Bg 1 B1y yBennuuBaeT puck pa3BUTHS aTe€pOCKIEpO3a, MHAYLUPOBAHHOIO yBeJINYe-
HUEM KOHIIEHTpAIlM¥ FOMOIIMCTENHA KPOBHU XOJIECTEpPUHA M COCTaBa, CUUTAETCS UTO JJIS JIoJen
Takoi 3¢ ekt U30bITKa METHOHMHA HE JI0Ka3aH.

l'omomucrenn — cepocojepxailias aMHUHOKHCIOTA, SIBISIIOIIAsCS METabO0JIMTOM METHO-
HuHa. Kodakropamu pepMEeHTOB, y4acTBYIOIIUX B MPEBPAILCHUAX METHUOHUHA, SBIAIOTCA (Hou-
eBas KHMCJIOTa, MUPUIOKCUH (BUTaMUH Bg), mnankobanamMuH (MeTUIKOOOIaMUH, BUTaMUH B1y) 1
pubodnapun (Butamun Bj). IIpy HOpMaIbHOM COCTOSIHUM OpPraHU3Ma, TOMOIIMCTEHH KaTtabou-
3UpyeTcs B METHOHUH WJIM LUCTEHMH IO OJHOMY U3 HECKOJbKHUX METa0OJUYEeCKHX MyTel
(Cm., Cxema 24). ITocne oOpa3oBaHUS TOMOLUCTEHH META0OIM3HPYETCSl B METHOHHH IyTeM
TpaHCCY/Ib(YpPUPOBAaHUS — B LMCTAaTUOHMH U Jajieeé B IUCTEMH, JUOO pEMETWIHpYyeTcs U
npeBpalaeTcs B METHOHUH. 5,10-MeTunenTerporuapodonar odbpasyercs u3 Terparuapodoinara
U CEepHHA, peAyLHUpYyeTcs 0 S-MeTuieHTeTparuapodonara B HeOOpaTUMOW peakluu, KaTajiu-
3upyeMoil MmetuiieHTeTparuapodonarpenykrasoi (metwieH-TI'®@K). Ha cnexyromem stame
METUJIbHAS TPYINa S-MeTUIeHTeTparuapodosara NepeHoCUTCs Ha TOMOIUCTENH B peaKIiy, Ka-
tanusupyemoit Bio-3aBucumotii metuarpancdepasoii [3].

[Tpu HanuumK U30BITKa METHOHMHA WM HEOOXOAUMOCTH 00pa30BaHMs LIUCTEUHA, TOMOLIU-
CTEHH IMyTeM TpaHCCYIb()ypUpPOBaHMS U MPU YUaCTUU CEpUHA MPEBPAIAETCS B IUCTATHUOHUH;
CKOpPOCTB €r0 MPEBpalleHHs PEryIUPYeTCsl LUCTaTHOH-P-cuHTeTa30i. Llucratnon 3atem ruapo-

2l

0 Hpeaynpenqla}o, YTO IIONBITKA MPOBECTH HA cebe OKCIICPUMEHT 10 YBCIIMYCHUIO MPOJOJIKHUTEIIBHOCTU XU3HU C
IOMOIIBIO OTPaHUYCHUA IMUIIEBOTO HOTpC6J’leHI/I${ METHOHHHA, CKOPEE BCEro, 3aKOHYUTCA KHUPOBBIM T'€IIATUTOM U
paHHEN CMEPTHIO.
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JU3yeTCsl IIMCTaTHOH-Y-JIa30i ¢ 0Opa3oBaHHEM 0-KeToOyTHpara W mucTenHa. Peakius mpouc-
XOJIUT B MPUCYTCTBUU MUPHUIOKCUHA. M30BITOK IMCTEMHA OKUCISETCS] B TAypUH M HEOpraHWde-
ckue Cyib(haThl WIH SKCKPETUPYETCS ¢ MOUOM. 3a CUeT ONMUCAHHBIX PEaKUUN MOJIePKUBAIOTCS
HU3KWE BHYTPUKJIETOYHBIE KOHUEHTPAIMU TOMOILIMCTEUHA, SBIISIIOIIETOCS MOTCHIIUAIBHO IUTO-
TOKCUYHOM, cepocolepkallel aMUHOKHUCIOTOW. HapyimeHuss 3THUX MpoleccoB MNPUBOAAT K
HAKOILJICHUIO TOMOILIMCTEHHA B KPOBU U MEXKTKAHEBBIX KHIKOCTSIX.

Oj’/OH Cepm{-oxcheTnﬂ-Tpchq)epasa HO O
-
H,N H,N
N3 N'0- MeTHneHTFCD OH
T TpaHchepasza Cepun
Metunen-TT' ®K-

peaykTasa TI'oK

SH N° metun-TT®K g—
(@) O
/ V
HO NH

MeTHOHMH-CHHTA3a

HO NH
2 MeTHIKOO60TaMIH
I'omonucrenn MeTHOHHH
AneHo3uH ATD
P-P-P
S-AI€HO3UI-TOMOIIUCTENH =g / S-AeHO3UI-METHOHUH
— CH3 Ha cuHTe3 afpeHanuna, kpeatuHa, GpochaTHIMIXOIHHA
Cepun

HucraTHOHNMH-CHHTA3a
[Mupunokcanbdpocdar

IucraTHOHMH-INA3A
ITupuaoxcansdocdar
;' ucratnon P ocd ucreun

I'omocepun

Cxema 24. B3auMocBs3b 0OMeHa CepHHa, IIIMIMHA, MeTHOHUHA U [IUCTEHHA
TI'®K — rerparuapodonueBas KUcaoTa

Hapymienne pecunTe3a METHOHMHA Yallle BCEro HaOI0aeTcs BCIEACTBHE oauMopdr3mMa
nByx ¢epmenToB: 5,10 metunenrerparuapodonaT-peIyKTa3bl W/WiIM HUCTaTHOHUH-P-CHHTA3bI.
OO0e npuYMHBI ABISIOTCS CIEICTBHEM MyTaluii reHoma. OOpazoBaHHe MATOJOTHYECKUX (HOpM
5,10 meTmitenTeTparuapodoIaT-peaAyKTa3bl HanboJee 9YacTO CBS3aHO C HAJIWMYMEM B TEHOME
tepmonabunsHoro amiens C677T u ammens A1298C (unorma obosnawaercs kak C1298A).
Amnens C677T sBnsercs pe3yabTaTOM TOUYEYHON MYTalluu, P KOTOPOU B Mo3uuu 677 anaHuH
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3aMEHEH Ha BaJWH. [ OMONIMCTEWH CHIIBHBIA ITUTOTOKCHH, OBICTPO OKHUCISIONIMIICS B TUTa3Me
KpPOBH C 00pa3oBaHHEM OOJIBIIOTO KOJWYECTBA PAJAUKAIOB, COJIEPKAIINX aKTHUBHBIA KHCIOPOI.
OCHOBHBIM MECTOM MOBPEKIAIOIICTO JCUCTBUS TOMOIMCTEUH SIBJISICTCS SHIOTEIHH COCY/IOB,
YTO MOKET OBbITh OOYCIIOBJICHO HWHIYLUHUPOBAHHON TOMOLIMCTEMHOM TUIEPKOATYISIUU. ITO
BEIIECTBO TPSIMO YrHETA€T AaKTUBHOCTh KOMIIOHCHTOB TIPOTHBOCBEPTHIBAIOIICH CHCTEMBI:
TpoMOomonynua,  antutpomObuna III, remapuna, mnpocrtanuknuHa. Kpome  Toro,
TUTIEPrOMOIIMCTCHHEMHUST YBEIMYMUBACT COJICPKAHKE JIUTIOMPOTEUIOB HU3KOH U OYEHb HU3KOU
IUIOTHOCTH B DJHJOTENHAIBHBIX KJIETKAaX M MEXKJIETOYHOM MPOCTPAHCTBE COCYJOB, 4YTO
CIIOCOOCTBYET Pa3BUTHUIO aTepocKieposa [4].

OCHOBHBIMU IIPUYUHAMH MATOJIOTMYECKOTO YBEIUYECHUS YPOBHS TOMOILIMCTEMHA B IUIa3Me

KPOBH SIBJISIFOTCSI:
v’ reHeTHYeCKHUEe Ae(EKThI —
¢ METWJICHTETParuapoQoaaTpeIyKTassl,
¢ IHMCTaTHOH-OETa-CHHTETAa3Hl,
** METHOHHMHCHUHTETA3HI,
v JIeKapCTBEHHBIE MIPETapaThl/TOKCUHBI —
% aHTaroHUCTHI (OJIMEBOM KUCIOTHI (METOTpEKcaT, PEeHUTHOHUH, KapOaMa3emuH),
¢ aHTaroHUCTHI BUTaMHuHA Bg (TeoduiuimH, azapadbun),
¢ TmepopalibHbIe KOHTPAIICIITHBHI,
¢ TCHUIWIIAMUH, [IUKIIOCIIOPUH, KapOama3enuH, GeHUTOMH, 6—a3aypHIuH, 3aKHCh a30Ta;
v’ HIIEeBON JeQUIMT BUTAMUHHBIX KOAKTOPOB —
¢ (onaros,
+* BuramuHa By,
«* BuTaMuHa Bg;
v/ HEKOTOpHIE 3a00JIeBaHMS —
¢ TCPHUIIMO3HAS aHEMHUS,
«* moyeyHas HEJOCTATOYHOCTD,
% THUIIOTHPEOHIU3M,
¢ Tcopuas,
¢ 3JI0Ka4eCTBEHHBIE OMyXO0JIU (OCTpPBIi JIUM(POOITACTHBIN JICHKO3, paK MOJKETYI0THOM Ke-
JIe3bl, paK SUYHUKOB, PAK MOJIOUHOM JKEJIe3bl);
v/ OXWUIION BO3PACT;
v’ MY»CKOH ITOJI;
v’ MeHoIay3a;
v’ BpeIHbIE IPUBLIYKH —
% KypeHwue,
¢ u30bITOYHOE TIOTpebIeHNe KodenHa.

[ToBpilIeHHEe ypOBHS TOMOIIMCTEMHA B IJa3Me Ha 2,5 MMOIB/J YBEIUYUBAET PUCK HH-
dapkra muokapaa Ha 10 %, a uncynbra — Ha 20 % [4].

[To HEKOTOPBIM OlLlIEHKaM, eclii Obl yAaIoch CHU3UTH YpoBeHb romonucrenHa Ha 40 %, To
3TO MpuUBeNo Obl kK coxpaHeHuto 8§ net xku3Hu Ha 1000 myxuuH u 4 net xu3au Ha 1000 KeHIuH.
DT0 00CTOATENBCTBO CTHMYJIMPYET BHEAPEHHE MOHUTOPWHTA KOHIIEHTPAIMHM TOMOIMCTEHHA B
HMIUPOKYIO KIIMHUYECKYIO MPAKTUKY [5].

MeauuuHckoe npuMeHeHue. MEeTHOHHUH MOKa3aH Mpu:

v’ CHHJIPOME XPOHHYECKOM YCTaIOCTH,

v’ Gose3nu Asblreiimepa,

v/ paccestHHOM CKJIEPO3€,

v' GoJie3Hn HapKI/IHCOH321,

2L B 10 e Bpems, M30BITOYHOE METHIMPOBAHHE C YYAaCTHEM S-aJCHO3HIMETHOHHHA MOXET OBITh (haKTOPOM,
MIPOBOLMPYIOINUM pa3BuTHE Oone3Hu IlapkuHCOHAa. DTO CBA3aHO C TEM, YTO THAPOIN3 CIOKHOI(DUPHON CBA3H
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v’ PEBMaTOHMIHOM apTPHTE,
KEITYHO-KaMEHHOM 00JIe3HH,
rermarurax,
UPpO3€ MeUeHH,
MPEAMEHCTPYaTbHOM CUHAPOME,
(hbuOPO3HO-KUCTO3HON MACTOIATHH,
¢bubpomuanTuy,
QJIKOTOJIU3ME,
O’KUPEHUU,
aTepoCKIIepose,
nuaoere,
0CTE0apTpUTE,
paHHEM CTapeHHH KOXH,
YXYALIEHUH COCTOSHUS BOJIOC,
aJIONEINH,
JIOMKOCTHU U PACCIOCHUU HOTTEH.

JlomoTHUTEIBHBIA TTPHEM METHOHHMHA, BO3MOXHO, HEOOXOIUM OOJIBHBIM MIU30(DPEHUCH,
MOCKOJIbKY 3Ta aMHHOKHCIIOTa YMEHbILAET YPOBEHb I'MCTAMHMHA, KOTOPBIA y OOJBHBIX IIN30-
(¢peHueit 0OBIYHO MOBHIIIIEH.

Conep:xanue B CBO0OJHOM BHje B mjia3me KpoBu, Mr/100 mua (Mmxmouan/i): 0,3-0,5
(33,6).

CopaepixaHue B CyTOYHOM KOJIMYecTBEe MO4YM, MI (MKMOJIb): MeHee 5,0 (menee 33,5).

CyTouyHasi NOTPeGHOCTH B METHOHUHE IS B3pOCIIOro uenoBeka cocrasisieT 2,0-4,0 T.

KosauuecrBenHnoe onpenesnenne. OCHOBHON MeTOJl OOHApYXEHUSI B HACTOsIEE BpEMS —
BBICOKOA()(DeKTHBHAST KUAKOCTHas Xpomatorpadus. Kojopumerpudeckoe ompeseiieHne
METHOHMHA, W3BecTHoe Kak peakuus MakKaptu-CannuBana, OCHOBaHO Ha 00pa30BaHUU
OKpAILIEHHOTO0 KPacHO-()HOJIETOBOrO MPOAYKTA MPU B3aUMOJIEHCTBUU C HUTpoInpyccuioM Na B
cunbHomenounoit cpeme: 1) x 5 ma 0,02 H. pacTBOpa METHOHMHAa NPHUOABISAIOT TMpU
nepemermBanud 1 M 14,3 H. pacTBOpa TrHApokcuia Hatpus; 2) 3atrem 0,3 M
cBexenpurorosieHHoro 10%-ro pactBopa HuTporpyccuaa Harpus; 3) cmech 10 wmuH.
HarpeBaroT Ha BojsHOW Oane mpu 35-40 °C; 4) 3aTtem B TedeHHE 2 MUH. OXJIQXKIAIOT B JICASHOM
BOJIC; 5) K cMecH J00aBISAIOT MpPU MOMEIIMBAHUN 5 MJI cCMecH COJISIHONW U GochopHOi KHUCTOT,
MOJIyUYEHHBIH pacTBOP B30AITHIBAIOT | MUH. U 6) OXJIaX/Aal0T BOJIOM KOMHAaTHON TEMIIEpaTyphl B
teyenue 10 muH. OOpa3zyercs sipkas KpacHO-(hHOJIeTOBasi OKpacka.

Kannuko-i1adopaTopHoe 3HaYeHue:

v’ CHWXKEHHE KOHIICHTPAIUI METHOHMHA: TOMOIIMCTUHYPHS, HapyLIeHHe OEIKOBOTO MUTAHUS;
v’ IOBBIIIEHUE KOHIEHTPAMi METHOHWHA: KAPUMHOUAHBIA CHHIPOM, TOMOLMCTHHYDUS,
TUIIEPMETHOHUHEMUS, TAPOIUHEMHUS, TSIKENbIE 3a00IeBaHU TIEUSHH.

AN N N N N N N N N NN

HN30OMEP. D-o.-meTHOHMH.
CunoHuMmbl: D-o-aMuHO-y-MeTHATHOMACITHAsT KUCIIOTA.

D-o.-MeTHOHUH SBISETCS MEIMAaTOPOM LIEHTPaJIbHOM HEPBHOM CHCTEMBI, 10 KpailHEH Mepe,
y TpbeI3yHOB. B npouecce Merabonn3ma oH mpH ydacTuu D-MeTHOHMH-IMpYBAT TpaHCAMHUHA3BI
(EC 2.6.1.41) npeparaercsi B 2-0Kc0-4-METHITHOOYTAaHOBYIO KUCIIOTY, KOTOpask aMUHUPYETCS
¢ obparienrem KoHburyparnuu B L-oi-metnonun [6]. Kak BUAMM, o-KETOKHCIOTA, M3 KOTOPOM

MEXIy MCETWIBHOW TPYyIIION W METWIMPOBAHHBEIM OCIKOM IPHBOAAT K 00pa30OBaHUIO METaHOJA, KOTOPBIH
aNbJCTHAICTUAPOTEHA30H OKHUCIAeTc 10 popManbaernaa. Hambomee aKTHBHO S3TOT TPOIECC MPOTEKaeT B
JTopaMUHEPTHUECKUX HEWPOHAX YEPHOU CyOCTaHIINHU, 00ECTIeYUBAIONINX MPOIECC 0OPAaTHOW OTPHUIATEILHOW CBS3H
B CTPHONAUIMIAPHOM KOMIUIEKCE, HapylIeHHe KOTOPOH W TPHUBOJUT K MApPKUHCOHM3MY, O O9TOW TpPUUIHHE
Ha0JII0JIAETCS CENIEKTUBHOCTh METAHOJIOBOTO TIOBPEXKICHUSI UMEHHO TOTO OT/IeNa EHTPaTbHOW HEPBHOW CUCTEMBI.
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HEMOCPEACTBEHHO MOXeT ObITh Tody4eH L-a-metnonuH sBnserca D-okcokucnoroii,
nony4yaemMoil u3 D-o-mernonnna. O4eBHAHO, YTO ITOT METAOOIMYECKUI MYTh 3BOJIOIMOHHO
chopMupoBalics Kak MexaHu3M npespainienust D-o-meTronnna B L-o-MeTHOHMH.

HO NH, (0} HO
S 2 HO o} NH,
+ _— —+
© O
S H,C 0 ' 0 OH
D-o—MeTHOHHUH IupoBuHOrpagHAS 4-MeTunTHOOYTaHOBAs KUCIIOTA L-o-ananun

KHCJI0Ta

Kpome Ttoro, 4-mMeTuntno-2-okcoOyTaHOBas KHUCIOTa Iin VIVO C IOMOIIBIO KOMILJIEKCA
JETHIPOTeHA3a-0KCOKHUCIIOTa C PA3BETBIICHHOW IIETBbIO, MPHCYTCTBYIOMIETO B MHUTOXOHJIPHSIX
KJIECTOK IEYCHH, Cep/la M CKEJICTHOM MBIIIIIIBI, MOXKET MPEBPALIAThCS B METHIITHONPOIHOHMII-
CoA[7-9].
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I'MCTUJIUH

CHHOHHUMBI: 2-aMHHO-3-(4-UMHUIa30/IM/I) MMPOITHOHOBAs KHCIIOTa, MMHuaa3oaaanun, Gerulcin,
Herulcin, Laristin, Larostidin, Stellidin.

He3zamenumasi, kogupyemasi amuHokucota, CsHgN3O,, komonbr — CAU, CAC.

o) HO O
H,N —TH—C—OH
CH, H,N
N\ 72

Pu3nKo-xuMuIecKas XapaKTEepUucCTuKa.

1896 r. Koccenb BBLACTHI THCTHIWH U3 CEPHO-

Tounast macca — 155,07. KHMCJIBIX THJIPOJIM3AaTOB CTYpHHA (IPOTAMHH

MonexynspHsblit Bec — 155,15. CIIEPMBI OCETPA).

C -46,45; H-5,85;: N —27,08: O — 20,62. 1896 r. Xemun He3aBucuMo oT Koccens BbIAe-

Moysiproe Bpamenue pactsopa 5 Su HCl — 18,3 T THCTHIMH U3 GETKOBBIX THIPOITH3ATOB.
pphe [laynu joKa3al HATHYME MMMIA30JbHOTO KOIb-

PactBopumocts B Bozie — 4,19r/100 r H,O npu 25°C. a2 B MOJIEKYIle TUCTUIMHA ¥ BBIACHUI CTPOEHUE

pl—7,47. pK, — 1,77 (COOH), 9,0 (NHy). THCTH/IMHA.

OCo0eHHOCTH — TUCTHIMH CIIOCOOCTBYET HAKOILIe- 1911r. IMafimen CHHTE3MPOBAI IHCTHIMH, HYTO

OKOHYATEIHHO JOKA3aB ET0 CTPOCHHE.
HHUIO OIWUHKA B OpraHI/I3Me n HpeHﬂTCTByeT HaAKOIIJIC-
HHUIO MCU.

®a30BOKOHTPACTHAst MUKpPO(doTorpapus Kkpucrai-
JIOB O-THCTHAUHA
http://molecular.magnet.fsu.edu/aminoacids/pages/histi
dine.html

BuocuHTe3 — coryacHO Kiaccu(UKalui TUCTUIAMH SBISIETCS HE3aMEHUMOW aMHUHOKHUCIIO-
Toi. OHAKO B MOJHOW MEpe TaKOe YTBEPKICHHE CIPABENINBO TOJIBKO I JE€TEH, y KOTOPBIX
THUCTUMH JCHCTBUTENHHO He cUuHTe3upyeTcs. OpraHu3M B3pOCIoro 4eJIoBeKa U 3pesioi KPBICH B
TEUYEHUE HEKOTOPOTO TEPHOa MOXKET IMOAIEPKUBATH a30TUCTHIN OallaHC M B OTCYTCTBUE THCTH-
JIMHA, HE CMOTpPS Ha TO OOCTOSITENBCTBO, YTO y UEJIOBEKA U3 BCEX HEOOXOIUMBIX Ui CHHTE3a
THCTUANHA (EPMEHTOB B TeHOMe 00HapyxeH Toibko reH EC 2.4.2.17 (Cxema 25).

I'metunun cuntesupyercs u3 AT® u pubo3bl. YacTh MUMHUIa30JIBHOTO LUKJIA TUCTUAMHA —
N=CH—NH— o0pa3yercs U3 myprHHOBOTO S/Ipa aJICHUHA, HCTOYHHKOM KOTOPOTO CIIy:KUT ATD,
OCTaJIbHAs 4aCTh MOJIEKYJIbI — U3 aTOMOB prO03bL. [Ipu 3TOM 06pazyercs S-pochopudosunamuH,
KOTOPBII KpOMe CHHTE3a TUCTHIMHA HEOOXOUM ISl CHHTE3a TyPHHOB. BHOCHHTE3 THCTHINHA
IyPUHOB Ha HAa4aJIbHBIX 3TarlaX OJMHAKOB U HAYMHAETCS ¢ 00pa3oBaHUs B MeHTO30(ochaTHOM

107



Ir'mCTuauH
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HO L~P HO J)Np

CH,

T N
>

L § I

N N + N N
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N NAD" NADH"+H"
2 +H,0
HN
™\ H OH

Cxema 25. buocunres ructuania
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_
nytu 5-pocdopudosmn-1-mudocdara (EC 2.4.2.17), C-1 xoroporo npu ydactuu podoprudosui-
AT®-nudochopunaser (EC 2.7.6.1) B npucyrcTBum Mg2+ koHgeHcupyercs ¢ N-1 mypuHOBOTO
kousibiia AT® ¢ oopazoBanuem pochopubco3mn-ATD[N'5-] — peakus 1.

3arem B pe3ynbrare nepBoro ruapokcunrpoBanus (EC 3.6.1.31) obpasyercs dhochopubdo-

3un-AM®[N'5-] — peakuus 2. Ha chenyromem 3Tane NPOUCXOAWT THAPOKCHIMPOBAHHE
(EC 3.5.4.19) dochopubo3mn-AM®P[N'5-] ¢ paspeiBom rekconukiaa mexay N-1 u C-6 —
peakuus 3,  oOpazyercs  (ochopudo3minhopMUMUHO-S-aMHHOAA30IKapOOKCAMUIPHOOTH].

B pesynapTaTe dYerBepTOl peakmuu TpH  ydactud  pocdoprnbo3uinhopMUMHUHO-D-aMUHOIA-
3oskapOokcamu-keronusomepassl (EC 5.3.1.16) mporcxoauT pa3pbiB puOO3UIBHOTO KOJIBIIA C
obpaszoBanuem kerorpyiimsl npu C-4°, mocie yero npu C-4 IpOMCXOIUT KETOCHOIBHBIA mepe-
xon — peakuus 5. Keroenonbnas dopma docdoprdosmidhopMumMiuHO-5-aMuHO1a30JIKapOOKCa-
MUApUOOTHIA B3aUMOJICHCTBYET C TIyTaMaTOM MpPH YYacTHH TIIIyTaMUJIaMHAOTTpaHc(hepasbl.
B pe3ynbraTe 3TOr0 B3aMMOJCHCTBUS OOpa3zyrOTCS TPU MPOJIYKTa — TIIYyTAMUHOBAs KHUCIIOTA,
umugazonrnuuepoiadocdar u amuHomasonkapookcamua. MmunazonrnuneposndocdaT B3auMo-
nerctByeT ¢ B-sputpozo-umuaazon-riuiepondocdar-rugponuazoit (4.2.1.19) B npucyrctBun
Mn®* ¢ oGpasoBanuem umunasonaneroocdara — peaxuust 7. locieaHuil B3aMMOCHCTBYET ¢
TJIyTAMUHOBOW KHCJIOTOM B mpucytcTBuu amuHorpancdepassl (EC 2.6.1.9) ¢ oOpazoBanuem ke-
TOTJIYyTapOBOM KUCIOTHI U ructuauHoiipocdara (8). ['mctuauHondochar npu yqacTuu TUCTHIHU-
Hoadocparassr (EC 3.1.3.15) npeBparmaercs B ructTuauHoI (9). [MCTUAMHON TPU yYaCTHH THC-
TUIUHOJIETHAporeHassl TpanCopmupyercs B ructuauaans (EC 1.1.1.23) — peakius 10, korto-
PBIi IpeBpaIaeTcs B TUCTUINH ¢ TIOMOIIbI0 Toro ke pepmenta EC 1.1.1.23.

[Tonuelii pepMeHTATHBHBIA TyTh OMOCHMHTE3a TUCTUIMHA MPEACTaBIEH, B YacCTHOCTH,
y E. coli.

Posb B 00MeHe BemecTB. Vcxo/iHOE BElIeCTBO MpU OMOCHMHTE3€ THCTaMUHA M OHMOJIOTH-
YEeCKH aKTHBHBIX MENTH/I0OB MBIIII] — KAPHO3MHA U aH3epuHa. B opranu3mMe noasepraercs aexap-
OOKCHIIMPOBAHUIO C O0pa30BaHMEM THUCTAMHHA — MEIUATOPHOTO BEIIECTBA, YYAaCTBYIOIIETO B
nporueccax nepenadn uH@opmanuu, Bo3Oyxaenus Heiiponos IITHC, ¢opmupoBanus temmnepa-
TypHOH U 60JIEBOI UyBCTBUTENBHOCTH, 3y/1a, AJUIEPTUYECKUX U BOCHIAIUTENBHBIX peakuusax. O0-
pa3oBaHME THCTaMUHA M3 THCTUAMHA OCYIIECTBIIICTCS MyTEM JeKapOOKCHUIMPOBAHUS MTOCTIEIHe-
ro mpu yyactuu pepmeHTa ructuaunaexapookcnnassl (EC 4.1.1.22) B onHy cTaauio

NH,

JlexapOoKkcunrpoBaHUE TUCTHANHA B OCHOBHOM HAOIOJIaeTCsl B TYUHBIX KIeTKaxX. [ ucTu-
JIUH BXOJUT B COCTaB MUETMHOBBIX 000JI0YEK.

Buonornueckue 3¢ dexrhl. B dxcriepuMenTe TUCTHAUH OBICTPO M OOpPAaTUMO MOBBIIIAI
[-ampeHOpeakTUBHOCTh M CIIOCOOHOCTH aJpeHaINHa YCHIIMBATh CUJTY CEPJIEYHOrO COKPAILLIEHUS 1
yuamiath cepauneOuenus. [1oaToMy rucTUAMH paccMaTpuBaeTcss Kak KOMIIOHEHT SHIOTEHHOIO
CeHCUOMIM3aTopa 3-aApeHOPEENTOPOB KPOBHU YEIOBEKA, BIUSIONICTO HA KApAMOMHOIUTHI [1].

HMua300bHbIN pagukan THCTUIMHA SBISETCS OOIIMM AJI METAUIONPOTEMHOB KOOPAUHA-
[IMOHHOM JTUTAHJIOM U SIBIISIETCS YaCThIO KaTATUTHYECKUX IIEHTPOB ATHX (epMeHTOB. B karamu-
TUYECKUX LIEHTPaX OCHOBHOM a30T FMCTHJMHA UCHOJIb3yeTCS KaK HYKI€O(UIbHBIM areHT, Mpu-
HUMAIOIIMI MPOTOH OT CEpUHA, TPEOHUHA, UM IIUCTEUHA.
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Cumnrombl nepuumurta. Hemoctarok COMpoBOXKIACTCS CHIDPKCHHEM KOHIIEHTpALUU TeMO-
rioOuHa. [To HeKOTOPBIM TAaHHBIM HEIOCTATOK TUCTHIMHA MOXKET MIPUBOAMUTH K CHIKEHHIO CITyXa.
HckmroueHne rUCTUAMHA U3 AUETHI Ha 48 qHEW yMmeHblIano oOumii oOMeH Oenka B OpraHu3me
Ha 24-28%, ypoBHU remorioOuHa u anbOymuHa kpoBu Ha 11 % u 12%, cooTBeTCTBEHHO U
tpancdeppuHoB Ha 17% [2].

CumnToMbl M30bITKA W HapylIeHHMsl OOMEHa THUCTHAMHA. ['MCTUIMHEMHs OINHCAaHA
A. Ghadimi u ap. B 1961 r. 3aboneBanue BcTpeuaercs ¢ yactotoi 1 : 17 000 HOBOPOKACHHBIX.
B ocHoBe 3a00ieBaHus JICKUT BPOKIACHHBIN nedekt ¢pepmenrta ructuaassl (EC 4.3.1.3), koro-
pBIii B HOPME MPEBPAIIAECT TUCTUINH B YPOKAHHHOBYIO KHUCJIOTY, B PE3YyJIbTaTE YETrO 3HAUUTEIb-
HbI€ KOJIMYECTBA TMCTHMHA MPEBPAIlAIOTCd B UMHIA30IMHPOBUHOTPAIHYIO0, UMUIA30JIMOJIOY-
HYIO, IMHIa30JTyKCYCHYIO KUCIIOTBI, KOTOPBIE IOPAXKAIOT MO3T peOeHKa.

3a0oieBaHre HaCleqyeTcs M0 ayTOCOMHO-perecCUBHOMY TUMy. Cpenyu ONMMCAaHHBIX B JIU-
Teparype HabmoaeHui 2/3 OONBHBIX COCTABISIOT JEBOYKH. JleTH ¢ BpOXKIEHHOW THCTUIUHEMU-
ell cBeTIIoBoJIOCkIe, ToryOoriassie. [Ipu moaHoM oTCyTCTBUM (epMeHTa B mepBble 3-4 Mec. Ku3-
HU HaOMIoaeTcs MOMUMOP(GHBIA CyJOPOXKHBIA CHHAPOM, 3a7epKKa TCUXHMYECKOTO pPa3BUTHS,
CTaHOBJICHUS JIBUTaTeNbHBIX (YHKIIMI; XapaKTepHa MbIIIeYHasi THIOTOHUS Pa3IM4HON CTEleH!
BeIpakeHHOCTH. [locTeneHHoO HapacTaeT KIMHUKA OTeKa MO3Ta, YTO MPUBOJIUT B HE TUArHOCTH-
POBAaHHBIX CIyYasX K JIETalbHOMY HCXOAY. B CBsI3W C OTCYTCTBHEM YpPOKAHUHOBOW KHCIIOTHI,
3alUIIAOMIEH KOXKY OT MOPaXEHUs yIbTpaduoieToM, MpH TUCTHAMHEMHN Ha0monaercs GoTo-
CEHCHOUTU3aIUH.

[TockoNbKY TUCTHIUH aKTUBHO BBIBOJUTCSI C MOYOH, JOMOJHUTEIBHBIA IPUEM THCTUANHA
B BHJIe OMOJ00aBKH MOXET YBEITUYUTh IMOTEPU LIMHKA C MOYOH, TOCKOJIBKY MOHBI 3TOT0 METaija
00pa3yIOT XeIaTHBIA KOMILJIEKC C THCTHANHOM.

Menununckoe npuMeHenue. Vcronb3yeTcs B BUAE THAPOXJIOPUIA TUCTUANHA, KOTOPBIN
NPUMEHSETCS TIPU JICYCHUU TEMAaTHTOB, B JICUCHUH S3BEHHOW OOJIE3HM KeNyJaKa M JIBEHaATH-
nepcTHOi kuiku. MIMeroTcst JaHHble 0 OJIaronpusaTHOM BIMSHHUU Mpernapara Ha JIUMONPOTEHHO-
BbIil 0OMeH y 0OJIbHBIX aTepockiiepo3oM. [ ncTuauH obnaiaeT XopourM aHaboINYeCKUM AeHcT-
BUEM, YBEIWYMBas BBIOPOC THIIO(H30M B KPOBb COMAaTOTPOMHOIO ropMoHa. ['MCTUAMH MOBBIIIa-
€T UIMMYHHUTET U 0ca0isieT BO3ACHCTBIE Ha OPTaHNU3M SKCTPEMATBHBIX (JaKTOPOB, HOPMaTH3yeT
CEpAEUYHBIN PUTM.

IIpenynpe:xaenne. Y OOJBHBIX CTPaJAOIIUX MaHHAKAJIbHO-AETIPECCUBHBIM IICUX030M,
1100 mu3odpeHneit npueM rucTUAMHA MOXKET BbI3bIBaTh 000CTpeHUE 3a00I€BaHMSL.

KosimuecTBeHHOE onpe/ieieHHe.

Conep:xaHue B CBOOOIHOM BH/I€e B miazme Kposu, Mr/100 mu (Mxmouan/m): 1,4 (90,3).

Conep:kaHue B CYTOYHOM KOJMYecTBe MO4YH, Mr (MkmoJb): 113,0-320,0 (728,9-
2064,0).

CyTouyHasi NOTPeOHOCTH B THCTUIMHE ISl B3POCIIOTO YenoBeka cocrasisier 1,5-2,0 T.

Cnucok aurepartypsl k riase «'uctuaun»

1. Tpyxun A.H. IloBbimieHne OeTa-apeHOPEAKTUBHOCTH MHOKapJa JIATYIIKH TOJ| BIMSHUEM
ructuannaa / A.H. Tpyxun, B.W. Hupkun, E.H. Cu3osa // bromt. sxcnepum. 6mon. u men. — 2004.
—T. 138, N 8. - C. 144-147.

2. Kriengsinyos W. et al., Long-term effects of histidine depletion on whole-body protein me-
tabolism in healthy adults // J. Nutr. — 2002. — Vol. 132, N 11. — P. 3340-3348.
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OEHUJIAJTAHUH
CunHoHuMBI: [B-peHWT -0-aMUHOIIPOITMOHOBAS KHUCIIOTA.
He3amenunmas, koqupyemasi aMmuHokucsi0ta, CoH;1NO,, komonsr — UUU, UUC.

0 HO

H,;N——CH—C——O0H

| Ha
CH,

Pu3nKo-xuMH4ecKas XapakTEepucCTuKa.

N

Tounas macca — 165,08. 1879 r. lllyneue u BapObepu BoIACTHIN (DEeHU-
Moutekymsipubrii Bec — 165,19. JNaNaH|H U3 TI06ET0B JIOMHIHA.
C-6544:H-6,71: N-8,48: O —19,37. 1961 . J.H. Matthaei and M.W. Nirenberg pac-

mubpoBany reHeTH4eCKUi KoJoH (eHuIanaHu-

Monsipaoe Bparienue pactsopa B 5Su HCl — -7,4. Ha.

PactBopumocTs B Boge — 3,0 r/100 r H,O mpu 25°C.
pl — 548, npu 25 °C pK, 2,58 (COOH) u 9,24
(NHy).

Oco0eHHOCTH — aMHUHOKHCIIOTA, MPEANIECTBEHHUK THPO3MHA M KaTexojJamMuHOB. Kpome
TOT0, U3 TUPO3WHA W/ U (PeHUIIAIaHWHA B TOJJOBHOM MO3Te, TaK)Ke, KaK U B HEKOTOPBIX pacTe-
HUSX MOXKET CHHTE3MPOBATHCS YHIOTEHHBI MOP(UH B pe3ybTaTe CIEeIYIONEH e OnoXuMu-
4eCcKUX peakuuit: L-Tupo3uH — L-auokcudeHunanaHid — PeTUKYJINH — calyTapuIuH — Te-
0auH — KoaenH — Mop@uH. DTOT 3¢ ¢deKkT oOHapyKMBaeM IpH JIEYEHUHM MAapKUHCOHH3MA
L-nuokcudeHnnasaHMHOM U €ro aHaJloraMu.

®a30BOKOHTPACTHAS MUKPOGOTOrpadusi KpUCTALIOB 2
o-(pennananuna
http://micro.magnet.fsu.edu/aminoacids/pages/phenylalanine.html

buocunres. buocunres L-penmnanannna u tpuntopaHa — U3y4yeH Ha MYTAHTHBIX IITaM-
max E. Coli, Aerobacter aerogenes u Neurospora. — ocymiecTBiseTcst u3 3puTpo3o-4-pocdara u
dochoenonmupyBara yepe3 MUKUMOBYIO, MpedeHOBYIO0 U (EHUIMTUPOBUHOIPAJHYIO KUCIIOTHI
(Cxema 26). B pesynprate koHbIOTanuu GhochoeHoMmupyBaTa u 3putpo30-4-pocdara oopasyer-
cs1 3-pochomernIpoXxuHHas KUCIIOTa, PEeBpallaromascs B 3-AeTHAPOXUHHAS KUCIOTa, H30MepH-
3YIOIIYIOCS] B S-ETUAPOXUHHYIO KUCIOTY. [TocienHsisi mpeBpamaercss B 5-IerHIpOIINKIMOBYIO
U Jlajee B IIUKUMOBYIO KUCIIOTY, KOTOpast, COeIUHSISICh ¢ GochoeHonmupyBaTom, o0OpasyeT xo-
PU3MOBYIO KHUCJIOTY. XOpHU3MOBas HKCIOTa CIY>KUT HUCTOYHMKOM OOpa30BaHUS LIEJIOro psaa
OMOJIOTHYECKH aKTHBHBIX BEIECTB — MapaaMHHOOEH30MHOM KHMCIOTHl M MapaoKCHOEH30WHOU
KHUCJIOThI, aHTPAHWJIOBOM KUCIIOTHI, U3 KOTOPOil 0Opa3zyercs Tpunrodan. Yepes npedeHoBy0 Ku-
CJIOTY OCYIIECTBIISIETCS CUHTE3 (DeHWIIaTaHUHA.
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KHucCjioTa
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HAJI®  HAJ®H

Juruapobuontepunpenykrasa

HO O HO O

Terparuapo- Hurumapo-
OouonTepuH ononrepuH

B \\02\ /Hy .

dennmanannH-4-MOHOOKCHUTCHA3a

deHunanaHvH Tuposun

OH
Puc. 5. IlpeBpamenue peHnnanannHa B THPO3UH

Kara0om3M. YCTaHOBJIEHO HECKOJIBKO MyTel Onozaerpaganuu ¢peHmiananuia. OCHOBHOM
MeTa0O0IMUECKUI MyTh NpeBpalleHus (peHnIaJaHuHa Y )KUBOTHBIX U yelloBeKa — (pepMeHTaTHB-
HOE THUIPOKCWIMPOBAHUE C OOpa3zoBaHuWeM TuUpo3uHa (puc. 5). IlaTomornueckue myTu xatado-
au3Ma GpeHuIaIaHHA 1oKazaHbel Ha CxeMme 27. YV KUBOTHBIX M YeloBeKa (peHUIaIaHuH U TUPO-
3UH pacnajgarTcs 10 GymMapoBOW KUCIOTHI (IpeBpallaeTcs B OKcallaleTaT, SBISIOLIUICS cyo-
CTpaTOM TJIFOKOHEOTeHe3a) U areroaleraTa (IOBBIIACT YPOBEHb KETOHOBBIX Tell B KPOBH), IO-
TOMYy 00€ aMHUHOKHUCIIOTBI OTHOCAT K TJIIOKOKETOT€HHBIM (cMemaHHbIM). [IpeBpaiienue denu-
JaJaHWHA B TUPO3MH HEOOXOJMMO ISl yaieHus n30bITKa (peHnIaJaHnHa, a He JJIs1 BOCCTaHOB-
JICHUS 3a11acOB THPO3WHA, MTOCKOIBKY THPO3HH B JOCTATOYHOM KOJIMYECTBE MOCTYIAET ¢ OenKa-
MU iy, JlanpHeHmM KaTaboIu4ecKuM MPEeBPALIeHUsIM MOBEPraeTcsi THPO3HH.

Posb B 00meHe BemecTB. OeHUIIAIAaHUH SBISIETCSI OCHOBHBIM MCTOYHHUKOM HETHIIEBOTO
tupo3uHa. C 3TOro srana Meradbonu3M (eHuIalaHuHa SBJIsIeTCs MeTaboJIM3MOM THUPO3HHA, CIIy-
JKAIET0 OCHOBOM Ul CHHTE3a psijia MEIUaTOpOB U TOPMOHOB aMHHHOM TPUPOJIBI: KaTeXOJIaMH-
HOB, CEpOTOHMHA, MenaToHuHa. OOpa3yromuiics B pe3yabTare AeKapOOKCUIMPOBaHUs (eHua-
naHuHa (GeHWITIWIaMIHA (puc. 5) oOHapykuBaeTcsi B Imokonaze. [Ipeanonaraercs 4To 3TO Be-
IIECTBO SIBJIIETCSI MSTKUM aHTHJIEPECCAHTOM, YMEHBIICHHUE €ro COJep:KaHus B Ija3Me KpPOBU
HaOJIIOaeTCs y IETIPECCUBHBIX O0JIBHBIX B pa3zy obocTpenus. Kpome Toro, npeamnoaraeTcs, 4to
(eHUIITUIIAMUH Y4acTBYeT B (JOPMHUPOBAHUN UYBCTBA BIIOOJICHHOCTH.

Buonornyeckne 3¢pdexrol. OeHUTaTaHUH YMEHBIIAET AIIIETUT B PE3yJbTaTe yBEIUYe-
HUS KOJIMUYECTBA a/IpeHAJINHA, HOPaIpeHAIMHA U XOJIEMCTOKOHMHA B TOJIOBHOM MO3TE€.

D-dennnanannn o6siagaeT BEIpaXKEHHBIM aHATBI€3UPYIONIUM JCHCTBHEM, MTPEBHITIAIONIIM
obe30omuBaromyo ddpdexTuBHOCTE MOphuHA. DPdekT 00ycnoBneH Tem, uto D-denunananun
KOHKYPEHTHO WHTHOMPYET pacnaj eCTeCTBEHHBIX aHAJbI€TUKOB — YHIOP(PHHOB.

Cumnromsbl aepunura. Jlepuur GpeHnnaraHuHa COMPOBOKIACTCS ACIPECCUEH U MOXKET
NPUBOJNTH K IeuuuTy THpo3uHa (Cm. THPO3HH), HAOIOAAeTCs OJICTHOCTh KOXKHBIX MOKPOBOB
U HEMEPEeHOCUMOCTH COJIHEYHOT'O CBETa, BBI3BAaHHbIE CHIKEHHEM 00pa30BaHUs MEJIaTOHWHA, Ha-
pylLIaeTcsl anmeTuT U namsaTh. BelpaxkeHHbINH aepuuut (eHmnamaHuHa HaOMIOAaeTcs y JeTew,
0O0JIbHBIX (PEHUIKETOHYPHEH U TIOATOMY HAXOJAIIMXCS Ha JHETe ¢ pe3KO CHIXKEHHBIM MJIH TOJI-
HBIM OTCYTCTBHEM (peHMIIaNIaHWHA. Y TaKWX JeTed HaOI0JAf0TCsS COHINBOCTD, PBOTA, MOBBIIIIE-
HHUE TeMIIepaTyphl, UTO MOXKET CIY>KUTh MPUUMHON JUArHOCTHYECKUX OLIMOOK, OCKOJIbKY TaK-
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les @]
e SIBJIETCS] CUMIITOMOM IPOCTYAHBIX 3a00JeBaHui. B Tex ciydasx, Koraa ypoBeHb (eHHIaa-
HUHA B CBIBOPOTKE KPOBH MaJaeT HIKE 2 MI'% WJIM NpeBbIIaeT 8 Mr%, He0OX0IMMO IPOBOIUTD,

COOTBETCTBYIOLIYIO KOPPEKIHIO OeiKa B PalliOHE OOIBHOTO.

CuMnToMbl U30bITKA M HAPYLIEHUsI o0MeHa (e-
HUJIAJHUHA. BpoxeHHbIi n30bITOK (heHmIananu-
Ha M3BECTEH Kak (PEHWIKETOHYPUS — ayTOCOMHO-
pelecCUBHOE TeHETHYEeCKoe 3a00JIeBaHNe, BBI3BAH-
HOE BPOXACHHBIM JeUuuTOM (HEpMEHTOB, KaTallu-
3UPYIOUINX TpeBpalieHne (eHuIalaHuHa B THPO-
3uH. Ilpu neduuure peHMIaTIaHUH THIPOKCHUIIAZHI,
(eHnnaNaHuH He pacUICTIseTCs, a HAKAIJIMBaeTCs
U TpeBpamaercs B (PEHWIMUPOBUHOTPAAHYIO KH-
CJIOTY, MUHJIQIBHYIO KHUCIOTY, (heHUIaleTHITIyTa-
MUH U (EHWIITUTIAMHUH, BBIBOJUMBIE C MOYOMH
(Cxema 27). DeHUINMUPOBUHOTPAIHAS KHUCIOTA —
HEHPOTOKCHUYHOE BEIIECTBO, MPSMO MOBPEKIAIONICE
HEUPOHBI TOJOBHOrO Mo3ra. OEeHWIITUPOBUHOTPAI-
Has onurodpeHus onucaHa B 1934 r. demmuHrom.
Berpedaercss HECKOJIBKO KIMHUYECKU pPas3Idyaro-
mmxcs (opm 3aboneBanus, koropoe B EBpome B
FOMO3UIOTHOM BHJI€ BCTpEYaeTcs C YacTOTOH
1: 15000, a yacToTa reTepo3UrOTHBIX HOCHUTEIEH —
1: 50. ITo Mc Kusick BbLIensercs HECKOIBKO TH-
noB (heHWIKeTOHypuu: Kiaccuueckas (1 tuma) —
BbI3BaHA CHIKCHHEM aKTUBHOCTH (heHmmamaHuH-4-
MOHOOKCHUTEHAa3bl, HACJIEIYeTCs ayTOCOMHO-pelec-
CUBHO, BapuaHTHas (2 Tumna) — BbI3BaHa ayTOCOMHO-
peLecCUBHBIM JIe(EeIIUTOM aKTUBHOCTH JUTHIPOOU-
ONTEepUHPENYKTa3bl, MaTepUHCKas (3 Tuma) — ayro-
COMHO-PELIECCUBHOE 3a00JeBaHue, 00YCIOBIEHHOE
HEIOCTaTOYHOCTHIO O-TIMPYBOWJI  TETparuaporTe-
puncuHTasbl (Cxema 27). C 1enbl0 paHHErO BbISB-
JaeHus: (EHWIKETOHYPUU BCEM HOBOPOXKICHHBIM
npoBogutcst Tect DemmuHra (WM «IIEICHOYHAS

BriepBrie  enmkeronypus Obbia OOHa-
py’XeHa HOpBEXCKAM BpadoM MBapom AcOb-
opH ®emmmarom (lvar Asbjern Felling) B
1934 r., oOHapy>KUBIINM, YTO TUHEP(EHUIa-
JaHHMHEMUS BBI3BIBACT 3a/IePXKKY NCHXUIECKO-
ro pasBurusa. B Hopeerun, ¢eHmikeronypus,
W3BECTHasl I0J| Ha3zBaHWeM Ooje3Hp Demmn-
ra. [I-p ®emiuHr nepBbIM Hayal NPUMEHSTH
JIETAJIbHbII XMMHWYECKUN aHajau3 MpU U3yde-
HUH 3200JIeBaHUs Y OOJIBHBIX OpaTa M CeCTpBI.
Ero Haxozka BbI3Basla HHTEpEC Y APYTUX Bpa-
4ei, paboraBmmx Hemogameky ot Ocio, Ko-
opple cramu oOpamarbes kK DemwmHry c
pocK00H MPOaHATN3UPOBATE COCTAB MOYH UX
nanueHToB. [Ipy NMpoBeneHUH 3THX HCCIEHO-
BaHWH B MOYE BOCHBMH NAlMEHTOB OBLIO 00-
HApY)XeHO OOHO W TO K& BEHIECTBO.
B pesympTaTe  9JEMEHTHOrO  XHMHYECKOTO
aHalM3a HaWJIEHHOTO BellecTBa OBLIM yCTa-
HOBJICHBI PEAKIWH, XapaKTEpHBIC UL OeH-
3anvoecuda u OEH30UHOU KUCIOMbL, DTO TI0-
3BOJIMIIO TIPEIIIONIOKUTE, HYTO HCCIIEAyeMOe
BCILECTBO COJCPXKUT OCH30JIFHOEC KOJIBIIO.
Temmeparypa IIaBIeHHS HCCIEIYyeMOrO Be-
LIECTBA 0Ka3ajach aHAJIOTUYHOMN TeMIIepaType
IUIaBHEHUS] ()CHWIMPOBUHOTPAJHOM KHCIIO-
TBI, YTO JOKa3bIBAI0 HMICHTUYHOCTH HCCIIC-
JyeMOro BelecTBa (peHUIITMPOBUHOTPATHON
KHUCIIOTE.

YcneniHoe JiedeHHe BIepBbIe ObUIO pa3pa-
60oTaHO U mpoBeaeHO B Havaie 50-x rr. XX B.
B BupMuHreMckoM neTckoMm rocmuraine (AHT-
JMs) TPYNIOH Bpadyedl MoJ PYKOBOACTBOM
Xopcra bukkens. MaccoBoe yCHeLHOE Jiede-
HHE Ha4YaJoCh TOJIBKO MOCJIE LIIMPOKOTO MpPHU-
MEHEHHUsI paHHEHl IHarHOCTHUKH (HEHOJIKETO-
Hypuu mo meroxy Pobepra ['atpu, paspabo-
TaHHOMY U BHeZIpeHHOMY B 1958-1961 rT.

npo0a») — HOBOPOKICHHOTO 3aBOPAYMBAIOT B MeENeHKY, nponutanHyro 10% pactBopom FeCls,
IIPY TOSIBJIEHUU 3€JIEHOT0 IISITHA MOCJIE MEPBOTo ke MOYEHCITyCKaHUs TMarHoCTUpyeTcs GpeHus-
KETOHypHs. B peaxux ciydasx y AeTel mepBOro roja KH3HU 3TOT TECT MOXKET ObITh OTpHIla-
TeNbHBIM. [l BBIABICHUS TaKUX CIy4aeB Ha MATHIM-IIECTON J€Hb HOBOPOKIAEHHOCTH MIPOBOIAT
BTOPOIl CKPUHUHTOBBIA TECT MO ['aTpu, OCHOBaHHBIM Ha CIIOCOOHOCTH (eHMIIaJaHMHA UHTUOU-
poBaTh pocT mrammoB Bacillus cereus. Jleuenue 3axitoyaercss B Ha3HAUEHUH C HOBOPOXKICHHO-
CTH JTUETHI, C HU3KUM cojepxaHueM (eHuasaHuHa. PazpaboTaHsl ruaponn3aTel Oenka, MoIHO-
CThIO NuIIeHHbIe (eHnananuna: «bepnopen» — OPI, «AnsOymonn XP» — Apctpus, «'unode-
HaT» — Poccuiickas @enepanus. Juerorepanus npojorkaeTcs 10 6-8 neTHero Bo3pacta. Juery
pacuIupsIoT MOCTeNeHHo. B ganpHeleM panuoH 3THX JeTel OJKEeH ObITh OTpaHUYEH IO CO-
nepxkanuto msca. Colp, siflia, puc — MPOAYKTHI C BBICOKUM COZIepKaHHeM (heHUIIaTaHnHa U TUPO-
3MHAa — HCKIIIOYAIOTCS MOJIHOCTBhIO. bepemeHHble, cTpajaroniye (EeHUIKETOHYpUEH, TOJIKHBI
NPUIEPKUBATHCS JUETHI 10 3a4aTHsl U BO BPEMsl BCKapMJIMBAHUS IUIOAA.

Menununnckoe npuMmeHenue. D-dbenmnananun, mu6o D,L-denmnanannH ucmonb3yercs
KaK CaMOCTOsITeIIbHOE 00€300IMBar0Iee CPEACTBO, JINOO /Ui yBeInYeHUs 3P (HEKTUBHOCTH APY-
TUX aHAJbI€TUKOB MPU XPOHUYECKOM 00JeBOM cHHapoMe. L-deHmnanaHuH ucnonap3yeTcst npu
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JICYeHUW TapKUHCOHU3MA. VIMEIoTCS CBEeleHHUS O JIOCTaTOYHO BBICOKOH 3(ddexTuBHOCTH
L-dbennnananuHa mpu BUTHUIIUTO.
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X -
(0] HO @]
deHunIaIaHUH Tuposun
Jexapbokcunasa
DeHunaNIaHuH-
aMHHOTpaHcdepasza
ITupunoxcanshocdar
o) OH NH,
DeHnI3TUIIAMUH
(0]
®eHnnnupyBar
HATH
HAJT HAZL
HAIH H,O (0]
CO,
0 OH
OH
OH deHnIIIakTaT
(MUHIATBHAS KUCJIOTA)
®denunanerar H,0 0 OH
OH

ayramun iy, ”

o (0]

(DGHI/IJ'IaIIGTI/IJ'IFHyTaMI/IH

Cxema 27. [IpeBpamenus penunazaniHa npu GeHUIKETOHYpUN

Conepxanue B cBOOOJAHOM BH/e B Ma3Me KpoBu, Mr/100 mua (Mmoas/a): 0,6-1,45
(37,0-88,0).

ConepxaHue B CyTOYHOM KOJHMYeCTBe MO4YM, MI (MKMOJb): cienbl — 17,0 (cinensr —
103,0).

CyTtoyHasi moTpeOHOCTDH I B3pocioro 4enoBeka cocrasiseT 2,0-4,0 T, ucnomb3yercs
KaK MOJICIIaCTUTENb (3aMEHUTENb caxapa) B COCTaBe acrapTara.

Kinnuko-1adopaTopHoe 3HaYeHHE:
MOBBIIIIEHUE KOHIIEHTpaLUUi (peHnIaIaHnHa: Mpexoasias TAPO3UHEMUS HOBOPOXKIECHHBIX, THIIEp-
(eHnnaTaHuHEMUs], CETICUC, TIEYeHOYHAs YHIIe(aIONaTHsl, BUPYCHBINH T'eNaTuT, (PeHUIKETOHYPHSL.
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APTMHUH

Cunonnmsl: 1-amuHO-4-ryaHnIMHOBAJIEPUAHOBAs KUCIIOTA.

He3zamennmas kogupyemas amuHokucaora. CgHuisN4Oz. Komonsr — CGU, CGC, CGA,
CGG.

O HO
H,N——CH—C——OH
CH, H,N
CH,
CH,

NH

C=—=NH

NH, H,N

DuU3NKO-XUMHYECKAS] XapPaKTePHUCTUKA.

Tounasg macca —174,11.

MonexkynsapHslii Bec — 174,2.

C-41,37;,H-8,1;, N-32,16; O — 18,37.

becuerHble KpucTamibl, 00pa3yole pa3inyHble, KpaCUBO OKpPAIICHHbIE B MOJIIPU30BAHHOM
cBeTe (OpPMBI, Ha TUIOCKOW MOBEPXHOCTH. MossipHoe BpaieHue pactBopa B 5Su HCl — +26,5°
Xopomo pactBopuM B Boge — 14,87 1r/100 r H,0O npu 25°C. [Ina D, L-aprununa, D-apruauna u
L-apruauHa TemnepaTypa miaBieHus cooTB. 220-222, 235-240 u 244°C (Bce M30MepHI IUIaBATCS
¢ paznoxkenuem). pKa: COOH — 2,18, NH; — 9,09, ryanuaunorpymma — 13,2.

pl —10,76.

ApruHuH
Muxkpodororpaduu B moIIprU30BaHHOM CBETE

(TTo Brian Johnston (Canada)

116



API'MHUH
. ___________________________________________________________________________________________________________Ji]
Oco0eHHOCTH. APTUHIH MOKET ObITh pAaCCMOTPEH )
KaK BaJiepraHOBasi aMUHOKHUCIIOTA, COJeprKalias B 1866 r. Mymone u Ultafirep ByeuIn apru-

HUH U3 IPOPOCTKOB JIFOMTUHA.

O-TIOJIOKCHUH TYaHUOWH — BCUICCTBO, Ile(bHHHT 1895 r. XenuH cOOOIIMI O TONYYCHHH a30THO-
AMHHHOI ()OPMBI KOTOPOTO CBSA3BIBAIOT C PAHHUM | CEPEOPSHOH CONM apruHMHa M3 THAPONM3ATOB
crapeey opraea, ocoSeao Y Somx ca- | T s wemesnene vy
xapHbIM jauaberom. Ilpomeccwl crapenus, B yacT- ApTUHIH — OT argentums (cepebpo).
HOCTH, OOYCIIOBJIEHBI MOCTPAHCIALMOHHOW MOIM-
¢dukanueil Oenka, HampuMmep, B pe3yibTaTe Mpo-
L(ECCOB TIIMKHPOBAHUSA>. Y GONBHBIX CAaXapHBIM
nabeToM TIIMKUPOBaHUE OENKOB 3HAYMTEIBHO IMPEBHIACT MHTEHCUBHOCTH ATOTO IpoLecca Y
3JIOPOBBIX JIIOCH U COCTOSIHUE MTpeodiajaHus anonTo3a Haj npoiaudepanueil KJIeToK HacTynaeT
3HAYUTEIBHO paHbIIe, YTO U OOYCIOBIMBACT PaHHEE CTAPEHHUE OOJBHBIX CaXxapHbIM TUA0ETOM.
bonee Toro, TsyKecTh TeUeHUsl caxapHOro nuabeTa HampsIMYIO 3aBUCUT OT BEIMUYUHBI TIIMKUPO-
BaHUs reMorinoonHa. KImmHUYecKu J0Ka3aHo, UIMTENbHBIM TPUeM aMUHOTYaHUIMHA YMEHbBIIAET
CTENeHb IIIMKUPOBAHUS OCJIKOB, YTO COMPOBOKIACTCS, KAaK BHEITHUM OMOJIO)KEHUEM OpraHU3Ma,
TaK U YBETMYEHUEM YMCTBEHHOH M (PM3UUECKOHN BBIHOCIMBOCTH M pabOTOCIIOCOOHOCTH. AMHUHO-
TyaHUJMH B HACTOSIIEEe BpeMs MPOXOIUT KIMHUUYECKYIO ampoOaluio Kak repOHTOJIOTHYECKOe
CPEICTBO.

[To-BumuMoOMy, apruHUH aOCOJIOTHO HEOOXOAUM [UIsl peaju3aluu PenpoAyKTUBHOMN
(GYHKIIMM MY>KUUH — COJEpXKaHUE B CEMEHHOW >KUIKOCTH cocTaBiisieT 80% aMHHOKHUCIOTHOTO
cocTaBa. YMEHBIIIEHUE COJIep)KaHHWE aprMHMHA B OpraHU3Me Y MY)KUHMH COMPOBOXKIAETCS CHHU-
KEHHEM CIIOCOOHOCTH K BOCTIPOHM3BO/ICTBY.

BbuocuHTe3. ApruHUH MOXXET OBITh CHHTE3UPOBAaH M3 LUTPY/UIMHA B Iukie Kpebca-
Xensensiita (OpHUTHHOBBIN UKIT) — Cxema 28. Ha mepBom 3tare nmpoucXoauT CHHTE3 KapOamo-
widocdara U3 aMMHaKa U YrJICKUCIOTH IPU y4aCTUU MarHuii-3aBUCUMON kapOamousdocdart-
cunaTeraspl. OOpazoBaBmMiicss kapoomMondochaT B3aMMOJICHCTBYET C OPHUTUHOM TIPH y4acTUH
OpHHUTHHKapOOMoOmITpaHcdepasbl ¢ oOpazoBaHueM HUTpyUTuHA. [locnennuit B3aumozeicTyer
C apTMHUHOM B IPUCYTCTBUH apTUHUCYKIIMHATCUHTETA3bl — B PE3YJIbTaTe PEAKIIMH KOHICHCAIINN
ATHUX JIByX BEIECTB 00pa3zyeTcs aprHHMHCYKIIMHAT, KOTOPBIA aprMHUCYKIIMHATINA30M pacuien-
JsieTcsl Ha apTUHMH U SHTApHYI0 KUCIOTy. TakuM 00pa3om, B CHHTE3€ aprHHHUHA HCIOIB3YETCs
0JIHa MOJIEKYJIa aMMHaKa U aMUHHasi TPyIINa acrapTrara.

KaraGonu3m apruamna. V3BecTHO HECKOJIBKO MyTeH Kartaboiau3ma apruHuHa. Bece oHu
3aBepILAIOTCS 00pa30BaHUEM JIPYTUX OMOJOTMUYECKH aKTHBHBIX BeLIeCTB. B pe3ynbrare 0fHOTO
U3 MyTell kaTtaboinM3Ma apruHuHa oOpasyeTcs NO? (oxcua a3oTa) — BEIIECTBO, B YaCTHOCTH,
peryaupymolee TOHYC COCYJ0B, KOTOPOE€ 0Ka3ajJoCh MHOTHE T0Jibl pa3bICKMBAEMbIM SHIOTEIHH
3aBUCHUMBIM cOCybl penakcupyomum pakropom (33CPD), oGpazoBaHne KOTOPOro, Kak 10 TO-
ro Mpearnoiaraioch, JOJDKHO MPOUCXOUTh U3 HUTPOITHUIEpUHA, KOTOPBI BOCIPOM3BOINI BCE
apdexts NO, HO MeTaboIMUEeCKOro MyTH, B KOTOPOM OOpa3oBBIBAICS OBl HHUTPOTIHUIICPHUH,
€/IMHCTBEHHBIH B T€ BpeMeHa KaHauaaT Ha poiib D3CP®d, Tak u He Ob10 HaliaeHo (Cxema 29).

Jpyrum mytem kataboiiM3Ma aprWHUHA SIBISIETCS CHHTE3 KpeaThHa W KpeaTuHuHa (Cxe-
ma 30). [Tpu 3TOM apruHMH NpU y4acTHH TIMIMHAMHUIOTpaHcdepassl mepeaaeT yacTb TyaHu -
HOBOH TPYNIBI HA TIUIMH, B Pe3yJbTaTe Yero OH IMpeBpallacTcs B TYaHHIUHOAIETAT, a aprH-
HUH — B OpHUTHH. [ yaHHIMHOAIETaT B3aUMOACHCTBYET ¢ S-a/IeHO3MIIMETHOHUHOM B IPUCYTCT-

2 I'mukupoBanne 6e1IKOB — mapadHoXUMUIecKnii (HeepMEeHTaTUBHBIHN) MIPOIIecC CBA3BIBAHUS rekco3 ¢ N-KoHIIoM
6emkoB. Kpome riamkupoBanus, y O0JIBHBIX caXxapHBIM ArabeToM Habmogaercs ppykrozmnupoBanue. CKOpOCTh
CIIOHTAHHOTO CBS3BIBaHMSA OETKOB ¢ (pykT0o30ii B 100 pa3 BHIIIE, UM C IIIIOKO30M, TIOATOMY Y OOJIBHBIX CaXxapHBIM
JMabeTOM C BEICOKUM YPOBHEM TJIFOKO3BI B KPOBH M BEIPAYKEHHOMN TI0 3TOH MPUYHHE N30MEPHU3ALUH TITFOKO3HI BO
(pyKTO3Y, IIMKUPOBAaHKE OEIKOB 3HAYNTEIBHO.

%3 3a pacmmppoBKY PO APTHHAHA B CHHTE3¢ OKCH/A a30Ta I MACHTH(MUKAIIO TOCIEIHEr0 Kak SHIOTEHil 3aBH-
CHMOT0 COCYABI penakcupyromniero ¢akropa, B 1998 r. Pobepr ®dépurorr, Jlync Uurappo, n ®epun Mropan Obuti
ynocroensl HobeneBckoii npeMuu 1o MeunrHe.
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BUU TyaHHJIUHOAIleTaTMETHITpaHcdepa3sl ¢ 00pa3oBaHHEM METHITYaHHIWHOAIETaTa U
S-a1eHO3UITOMOLIMCTENHA.

H,N_ _O HO_ 20 PO
2ATO 2 AZI® +20H Y 0
o /O . /‘
NH, + CO, + H,0 -~ S Ny =
Kapbamoundocdarcuareraza Mg / \OH OpHUTHH-
HO kapOomounTpancdepasa
H2N o Kap6amomngpochar  OpHuTHH

NH,
HO O
AM(D + H,4P,04
T —_—
ApFI/IHI/IHCyKHI/IHaT- N
CHHTETa32a 2 NH
Hutpyma
AcnapTaT HN o OH
APryHUHCYKLUHAT

HZNY NH, HO 0
0

- HN + HN
ApPruHUHCYKIIMHAT-
JIAasza OH
0) OH
Apruaua Cyxuunar
O
H,N
OH
Cxema 28. buocuHTe3 apruHvHa
HO HO
¢} O UWurubupoBaHue aare3nu
TPOMOOITUTOB
H,N H,N pombon -
CunTtaza okcujaa a3oTa
+0, = NO +

Ca®", ®AJ], HAJI®H + H', AxTHBanus ryaHWIATIIAKIa3bl
Buornrepun-H, [TO —> cIM® -

HN HN

>:NH >:O
H,N H,N
ApruHuH Hutpynina

Cxema 29. Cunres okcua a3ora
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Cxema 30. Katabonu3m apruaiuHa

MetunryanunuHoarnerat ¢pochopunupyercs npu y4acTUH KpeaTuH(ochokrnHazbl ¢ obpa-
30BaHueM KpeaTuHdocdatara. [locnennuii cnontanHo — 6e3 ydactus gpepMeHToB — nedocdopu-
JUpyeTCsl ¢ 3aMblKaHWEM B rerepouuki. Obpasyrolieecss reTepoluKINIecKoe COeIUHEHHE, 13-
BECTHOE KaK KPEaTWHHH, SBJISICTCS OJJHUM W3 KOHEYHBIX TPOIYKTOB OOMeHa a3oTa. KpearnHuH
yJaJIeTCsl U3 OpraHu3Ma €IMHCTBEHHBIM ITyTeM — (HIbTpalMel B MOYKaX, O3TOMY KOHIIEHTpa-
IUsl KpeaTWHWHA B KPOBM M MOYE SBISIETCS AOCONOTHBIM MAapKepOM COCTOSHHUS TTOYEYHOTO
¢unbTpa. Enie onuH nyts — AeaMuIMpoBaHyie aprMHUHA MTPH YYaCTUH apTMHUH/IE3aMUHAa3bI ¢ 00-
pazoBanneMm muTpyuHa (Cxema 30), mocnmeanwii Bkiodaercs B nukin KpeOca-Xensemsiita
(puc. 6).

Poan B o6mene BemecTB. NO, 00pasyronuiicss u3 apruHuHa, SIBISIETCS BO30YKIAOIIAM
MeIMaTOPOM HEPBHOM cHCTEMBI, (PaKTOPOM peslaKCallii COCYAOB, Ae(PUIUT KOTOPOrO MPUBOIUT
K (hopMUpOBaHHIO apTepUATEHON THIIEPTEH3UH, TIPOTUPEPAIIIH TITAJKUX MBIIII] COCYJ0B U MUO-
Kapna. Okcuj a30Ta CUHTE3UPYIOTCS M UCHOJB3YeTCsl HeUTpouiaamMu AJs pa3pyleHus KIeToy-
HOM cTeHKku Oaktepuil. 30bITOK OKCHAA a30Ta 3alycKaeT UHyLIUPOBAaHHbBIN (I1aTOJOTUYECKU)
aronTo3, B TOM 4HCIe B HEpPBHOI cucteme. Kpome Toro, mo kpaiiHeil Mmepe B JeTKUX, TPUCYTCT-
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I ——

BYIOT HUTPHUIPPTHYECKUE HEHPOHBI, BO3MOXKHO, 00ECIICUNBAIOIINE PEIIAKCAIIUIO MBIIII] 310pPO-
BbIX OponxoB. OKcHJ a30Ta — MEIUATOP, peaTu3yIuil MHOTHE Ononorndeckue dHQexTsl ap-
TMHMHA. APIMHUH YYacTBYET B IIUKJIC NIEPEaMUHHPOBAHUS M BBIBEACHUS U3 OpraHU3Ma KOHEY-
HOTO a30Ta, TO €CTh MPOAYKTa pacmaaa oTpaboTaHHBIX OenkoB. OT MOIIHOCTH PaOOTHI IHKIIA
(OPHUTHH — NUTPYJUIMH — apTUHUH) 3aBUCHT CIIOCOOHOCTh OpraHM3Ma CO3[aBaThb MOYEBHUHY M
OUHMIIATHCS OT OCJNKOBBIX MUIAKOB. Hapsimy ¢ TIIMIMHOM, apTUHUH SBISICTCS OJHUM U3 TJIABHBIX
UHTPEIIMEHTOB, M3 KOTOPHIX B TEUYEHHU BbIpalOaThiBaeTcs KpeaTwH. DU3MOIOrHUYEcKas MoTpeo-
HOCTh TKaHEW W OPraHOB OOJBIIMHCTBA MJICKOMHUTAIOIINX B apTHHUHE OOECIICUNBACTCS €r0 JH-
JIOTCHHBIM CHHTE30M W/WJIM TIOCTYIUIeHUeM ¢ numied. Ho y Momoneix ocobeid U B3poCibiX B yc-
JIOBUU CcTpecca Miu O0JIe3HU 3Ta aMUHOKHCIIOTA CTAHOBHUTCS 3CCEHIMATIBHOM.

HO O HO O
H,O NH;
H,N U H,N
- Ha CUHTE3 apriHUHA
ApruHuH AprunuHae3amMuHa3a Lurpysums -
HN NH HN O
NH, NH,

Puc. /leamuinpoBanue apruHuHa.

Buojornyeckue 3¢gdpexTbl. ApruHUH BbI3BIBAET CEKPEIMIO FOPMOHa pocTa. BHyTpuBeH-
HOE BIIMBaHWE apriuHMHA B 703€ 15-30 r HCrmonb3yroT Kak CTaHIapTHBINA SHAOKPHHOIOTHIECKUNA
TECT, IPOBOLMPYIOMIMK IHMopHU3 Ha BbIAECICHHE rOpMOHa pocta. KinHMYeckue nccieaoBaHus,
M3y4YaBIINE Pa3IMYHbIC JO3bI ApTUHIHA BBISBHIIM IIUPOKUH HAra3oH MeHCTBUS Ha BBICBOOOXK-
JICHUH TOPMOHA pOCTa: OT MOJIHOI0 OTCYTCTBHS 3(pekTa, 10 MHTEHCUBHOTO BBIJICJIIEHUS] COMATO-
TponnHa. Hanbonee sdpdextuBHas cyrounas no3a — 12 r. Takoe 3HaUMTENbHOE pa3IuiHUe peak-
Uil MOXeT OBbITh O0YCIOBJIEHO KaK BO3PACTOM, UCCIIEAYEMBIX, TaK U COCTOSIHUEM OOMeHa HcC-
CIIEyeMbIX, TaK U COCTOSIHMEM OOMEHa JUIHA0B: HAOII0AaOCh CHUKEHHE PEaKIMH TOPMOHA
pocta Ha aprunuH y 30-34-1eTHux mozel no cpaBHeHuo ¢ 18-21-n1eTHUMH, KpoOMe TOTO0, B 3TUX
BO3PAaCTHBIX I'pYyMIax HauBbICIIEEe BHICBOOOXKIEHHE COMATOTPOIIMHA HAOII0JANOCh y JIOAEH ¢
HU3KHUM COJIep KaHUEM JIUIHJIOB B T€JI€ M BHICOKOH a3poOHOI clTOCOOHOCTHIO.

APprHHUH, TI0-BUANMOMY, CTUMYJIHPYET BEICBOOOXK/IEHHE COMAaTOTPOITMHA, OJIIOKHPYs CeKpe-
IIUI0 COMATOCTaTHHA. BTOPHIM BO3MOXKHBIM MEXaHU3MOM CTUMYJISIIIMU BBICBOOOXKICHHSI COMATO-
TPOTIMHA MOKET OBITh MHYIIIPOBAHHOE apTHHUHOM BBICBOOOXKICHHE METaTOHUHA U3 ST (H3a.

BrI3BaHHOE aprUHMHOM yBEJTMYEHUE BBICBOOOXKICHHS COMATOTPONMHA aKTUBUPYET OOMEH
JIMIAZIOB C YMEHBIIIEHHUEM JKUPOBOM MACCHI TeJa ¥ YBEITMYCHUEM MBIIICYHONW. APTUHHUH CITYKHUT
UCTOYHHUKOM TOJYYEHHUSI OKCHJA a30Ta, UTPAIOIIEr0 KIIOYEBYIO POJIb B MHHUIMALIUK U TOAJEP-
KaHUU SPEKINH, ¥ TIO3TOMY BOCCTAHABIMBACT CEKCYAITbHYIO (QYHKIIUIO Y MY)KUYHH-UMIIOTCHTOB.

ApruHuH:

v/ SBIISIETCSI OJIHUM M3 CaMbIX 3((PEKTHBHBIX CTUMYJISITOPOB MPOIYKIIMHA COMATOTPOITHOTO

ropMoHa rumnodusa (ropMoHa poCTa); HEAOCTATOK aprMHUHA B MUTAHUU NPUBOAUT K 3a-

MEJIJIEHUIO POCTa JETEH;

v/ IOHOPOM ¥ €CTECTBEHHBIM TIEPEHOCUYMKOM a30Ta, CHA0kKAET a30TOM CUCTEMY (DEPMEHTOB,

CHUHTE3HUPYIOIINX OKCHJ a30Ta (HIOTENNH 3aBUCUMBIN COCYIIBI peTaKCUPYIOMuUi (HakTop);
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'

v' o nauueiM S.A. Gouvea et al. mepopansHoM HazHayeHun L-aprurnHa y 60JIbHBIX C pe-

HOBACKYJIIDHOM T'MIIEPTEH3MEH HaO0JaeTcss TMIOTEH3UBHBIM 3¢ (eKT, 00yCI0BICHHBIH

kak BoigeraeHueM NO, Tak U yrHeTeHUEeM BbIpaOOTKU anrnoreHsuna-1 [1];

v/ KaK MCTOYHHK OKCHJ/Ia a30Ta, CIOCOOCTBYET YITyYIIEHHIO OOIIETr0 COCTOSIHHS OObHBIX

UIIEMHUYECKO OO0JIE3HBIO Ceplilia, COKPAIIAET YAaCTOTY MPHUCTYIOB CTEHOKAPIUH, TIO3BOJIS-

€T YMEHBIIUTh /103bl HUTPOIPENapaToB, NOBHIIAET TOJIEPAHTHOCTD K (PU3NUECKON HArpy3-

Ke, U 3 (HeKTUBHOCTh TUIIOTEH3UBHBIX IIpenaparos [2];

v/ y4acTBYeT B IIMKJIE [IEPEAMHUHUPOBAHUS U BBIBEICHUS U3 OpPraHU3Ma KOHEYHOTO a30Ta B

BUJIe MOUEBUHBI B 11KJIe KpeOca-Xenzensiita;

v/ CIOCOOCTBYET YIYUIICHUIO HACTPOCHUSI, JENAeT YesoBeKa OoJjiee aKTUBHBIM, WHHUIIMA-

TUBHBIM U BBIHOCIIUBBIM;

v/ yBEJINYUBAET CKOPOCTh BOCCTAHOBJICHHUS [TOBPEK/ICHHBIX TKAHEH;

v/ YBEJIMYMBAET MBILICYHYIO U YMEHBIAET )KUPOBYIO MACCy Tela;

v/ aKTHBU3MPYET UMMYHHUTET W HCIOIB3YETCS] PH MMMYHOAC(DHIMTHBIX COCTOSHUSX, B

toMm uucine npu CITN/le;

v/ NPOSIBJISIET MPOTHBOOIMYXOJIEBYI aKTHBHOCTH (aKTHBHPYET Makpo(daru; yBelTHYHBACT

YHCI0 M (HYHKIMOHAIBHYIO aKTHBHOCTH T-TUMQOIUTOB XENIMEPOB, a TAKKE HATYyPATbHBIX

KUJUIEPOB U TUM(OKUH-aKTUBUPOBAHHBIX KHJUIEPOB;

v’ Kak ObuIO joKazaHo Ma Q. et al., CHHIKAET YacTOTYpPa3BUTUS paka TOJCTON KHIIKA W

MOJIOYHOHM 3KeNe3bl, UHAYLHUPYEMOro MPOKAPIMHOTEHAMH Y J1IaOOpaTOPHBIX >KUBOTHBIX.

B03MOXHBIM MEXaHH3MOM JEHCTBHUS, OOBSCHSIOIMNM JaHHBIA YPQEKT, CIeayeT CUUTaTh

Hecreuu(UUecKyl0 CTUMYJISILUI0O HMMMYHHOM CHCTEMBbl OpraHuM3Ma I0j JIeHCTBHEM

L-aprununa [3];

v/ MO3BOJSIET MPEJOTBPATUTH BO3PACTHOE YIHETEHHWE aKTHBHOCTH (harorurosa mMakpoda-

roB OpromuHsI [4];

v/ [pu mapeHTepaIbHOM Ha3HaueHWH, 1o aanHbiM Song J.X. etal., GonbHBIM ¢ IMMYHOIE-

npeccrel mocjae onepanyy Mo MOBOJY pakKa TOJCTOM KUIIKM CYIIECTBEHHO YBEITUYMBAI

ypoBerb CD4-mumdponntos, NK-kinerok, MJI-2R u cootnomenne CD4+/CD8+ [5];

v npu JmMrTenbHOM HasHadeHud 1o gaHHeiM Cylwik D. et al. yrueraer kosutaren-

WHIYIIUPOBAHHYIO arperaiuo TpoMOOUUTOB [6], 4TO MpensTcTBYeT 00pa30BaHHIO TPOM-

0OB M MX aJIre3uu K SHAOTENMIO apTepui, yMEHbIas PUCK BO3ZHUKHOBEHHS TpombOo3a u

(bopMHpOBaHHUS aTEPOCKICPOTUYECKHUX OJIAIIEK;

v’ 5 dexTHBeH U1 UHTEHCU(PUKAIIMK CIIEPMATOreHe3a, YTO HCIONB3YeTCsl TIPH HEKOTO-

PBIX BUJaxX OeCIuIoNus y MyXK4uH,

v/ aJIMMEHTapHbIA APTUHUH CHHUXKAET B OpraHu3Me ypoBeHb C-peakTHBHOTO MPOTEUHA —

OJIHOTO U3 OCHOBHBIX TOPMOHOB BOCITAJICHHUS.

v’ BXojsmmid B coctaB Volupta, CHIKAET YPOBEHB XOJECTEPUHA JMIIONPOTEUIOB HU3KOM

IUIOTHOCTH, HE YMEHbIIIAsl YPOBEHb XOJIECTEPUHA JIUIIONPOTENI0B BBICOKOU IIJIOTHOCTH;

v HOpMajM3yeT padoTy jKelle3 BHYTPEHHEN CEKpElUU: IUTOBUIHOM, MapalldTOBHIHOM,

MOJKEITYI0YHOM, a TAK)KE IIEUEHU,;

v/ CIIOCOBCTBYET YITyUIIEHHIO TPAHCIIOPTHPOBKH, HAKOTIICHUS U BBIBEICHUS H30BITOYHOTO

a30Ta, MO3TOMY HCIOJIB3YETCs JIJIsl YBEIMYEHUS OUMCTUTENILHOTO MOTEHIMala MOoYeK IO

BBIBEJICHUIO KOHEYHBIX MPOYKTOB a30TUCTOTO OOMEHa,

CooOuraercs, 4To U3pauIbCKUE KapAUOJIOTH JOOUBAIOTCS yiaydlleHus GyHKUUN cepana y
NAIMEHTOB C 3aCTOMHON CEpPAEYHON HENOCTATOYHOCTBIO C MIOMOUIBIO KalelbHON BHYTPUBEHHOM
MHBEKIMH 20 T apruHiHa B TEYEHUH OJJHOTO Yaca.

ITo6ounbIe 3pdexThl apruHuHa. J[03bl, HEOOXOIUMBIE JUIS 3aMETHOW CTUMYJISILIUN TOp-
MOHA POCTa, MOT'YT BBI3BIBATh PACCTPOMCTBO KEIyJKa U TOIIHOTY Ha MYyCTOM KemynoK. DTH 3¢-
(eKThl MO’)KHO MUHUMHU3UPOBATh WM YCTPAHUTH MOJHOCTBIO ITyTEM TUTPOBAHHUS J03bI OT OJIHO-
ro rpamma u 70 3¢ dextuBHON. Henb3st 1aBaTh eTAM B MEpUOJ YCUIIEHHOTO POCTA, MOCKOJIbKY
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ATO MOXET BBI3BAaTh TMTAHTH3M, U NP MU30()peHnH. APprMHUHOBBIC J00ABKH W MHIIA, OoraTtas
ApPrUHUHOM, TPOTUBOIMOKA3aHAa MPHU TePIETHYECKON HHPEKITHH.

Cumnrombl Aedpunura. ledpunut apruHruHa COMMPOBOKIAETCS CTOMKHM, TIOXO KOPPETH-
PYEMBIM MEIMKAaMEHTaMH, MOBBIIICHUEM aPTEPUAIILHOTO JABJICHMS, YBEJIMUYECHUEM ILJIA3MEHHOM
KOHIICHTPAIIUK TJIFOKO3bI, dPEKTUILHON MuC(YHKIMEH, BIUIOTh IO TOJHOW WMIIOTEHIIUHU, JIe-
npeccueid U OBICTPON YTOMIISIEMOCTBIO, CKIIOHHOCTBIO K YacTBIM MPOCTYAHBIM 3a00JICBAHUSM,
BCJICJICTBUE apTHHUH-ACPHUIIUTAPHOTO CHIDKCHHS UMMYHHUTETa. BO3MOXHO, AePUIIUT apruHUHA
SIBIISIETCS. OJTHUM M3 (PaKTOPOB CTHMYJISIIIMK OIMyXOJIEBOTO pocTa. JlepuIuT apruHuHa yBeIUYH-
BaeT PHUCK Pa3BUTHs rabeTa 2-TO TUIA M CIIOCOOCTBYET MOABEMY JUACTOJIMYECKOTO JTaBICHUSI.
[Ipu anuMeHTapHOM HEOCTATKE apTUHUHA Y JIETeH 3aMeJIAETCs MI0JIOBOE CO3PEBAHMUE.

Bo03MO0OXHO, 4TO HEJOCTATOYHOCTh APTMHHHA CITIOCOOHA TOKa €Ille HEMOHATHBIM 00pa3oM
CI0COOCTBOBATh BOZHUKHOBEHHUIO CHUHIpPOMA Peiie®.

CumnToMbl U30bITKA. ['MTIEpapruHUHEMHUs — HAPYIIICHUE CHHTE3a MOYEBUHBI XapaKTepH-
3YIOIIIE€ECs MOBBIIICHHBIM CO/ICPKAHUEM aprMHUHA B KPOBU U CIIMHHOMO3TOBOM KHUIKOCTH, HU3-
KHM COJICpKaHUEM B IPUTPOIIUTAX apTrHHA3bl U TIOBBIMICHUEM COJCP)KAHMS Psija aMUHOKHCIIOT B
MOY€, aHAJIOTUYHBIM, HAOJII0aeMOMY TIPH JIM3UH-IIUCTUHYpUU. BO3MOXKHO, 3TO OTpakaeT KOH-
KYPEHLIUIO MKy apTHHHUHOM, C OJIHOM CTOPOHBI, M JIN3UHOM U LIUCTUHOM, C JPYTOH, B Mpoliec-
ce peabcopOIuu B MOYEYHBIX KaHabIaX. Tl HacieI0BaHUus — ayTOCOMHOPEIECCUBHBIN, B KPO-
BU OOHApY>KMBAETCs MOBBIIICHHOE COJIEpP)KaHWE aprMHUHA, aclapTaTa U TUIEpaMMOHUEMHUS, B
MOY€ — IOBBIIICHHOE COJEPKaHME acmaprara, Ju3uHa U opHUTHHA. Ecnu 60apHOTO nepeBectu
Ha MaJo0eIKOBYIO TUETY, HAONI0AaeTCsd MOHIKEHUE YPOBHS aMMHUaka B IUIa3Me KPOBU MU CO-
JIep>KaHUs psAZla aMUHOKUCTOT B Move. KpoMe Toro, BcTpeuaeTcst Hacie1yeMblil o0 ayTOCOMHO-
pelecCCUBHOMY THITY Je(heKT aprHHUHCYKIMHATINA3BI, YTO MPUBOJUT K apTrHHUHOCYKIIUHATY-
pUH, COIPOBOXKIAEMOM TMIIEPAMMOHHMEMMEHN, aTaKCHUEW, CYyJOpPOTraMH, BBINIAJICHHEM BOJIOC.
B kpoBu o0HapyKHBaeTCs MOBHIIIEHHOE COJIEpKaHNE apTUMHUHOCYKIIMHATA U aMMHUaKa, B MOYe —
APrUHUHOCYKIIMHATA, TJIyTaMUHA, aJJaHUHA U JIN3UHA.

Berpewatores u gpyrue BpOXKIAEHHBIE PaCCTPOMCTBA OPHUTUHOBOTO IMKJA. MI3BECTHBI T'H-
nepamMmonuemus | u |l tunoB m uurpyminaemus. ['mnepammonuemust | tuna, oOycinoBiieHHas
neduuToM KapoamounTpancdepasbl, HaCIEeyeTCs M0 ayTOCOMHOPEIIECCUBHOMY THITY. B kpoBU
HaOJIIOIaeTCsl YBEIMYCHHUE TUMEPrIyTaMaTeMuUsl, AJIJAHUHEMHS U TOBBIIIICHHOE COJIEP)KaHUE aM-
MHaKa, B MOUYE — YBEJIIMYEHO COfepKaHKue opoTara. 3aboieBaHue JIeTATbHO — B TeueHue 24-48 u
MOCJI€ POXKJICHUS Pa3BUBACTCSI KOMA, MTOCJIE Y€r0 HOBOPOXK/ICHHBIN ymupaet. [ unepammonuemust
Il Tuma ObIBaeT BBI3BaHA JEPUIIUTOM AKTUBHOCTH OpHUTHHKapOaMowmiTpaHcdepasbl, HACIeI0-
BaHMeE crerieHo ¢ X xpomocomoit. [Ipu a3ToM 3a00eBanun HaOMIOAAE€TCS TUTIOTOHUS U CHUXKE-
HUE TOJICPAHTHOCTH K Oenkam. V3MeHeHHs B KPOBH M MOYE aHAIOTMYHBI HAOIIOJaeMBbIM MpU
runiepammonuemun | tuma. LutpynnuaeMus sBisieTcsi CleCTBUEM JeDUIINTa apTUHUHOCYKITU-
HATCUHTETA3, HACIIEyeTCsl TI0 ayTOCOMHOPEIIECCUBHOMY THUITY. Y HOBOPOXAEHHBIX HaOIOIaeT-
csl TSOKENasi TUTIEPAaMMOHHUEMUS, Y B3POCIBIX — Tocie 0eTKkoBOM Harpy3ku. B kpoBu oOuBaercs
TUNIEPLUTPYIUIMHEMHS 1 aMMHUAKEMHUsI, B MOU€ — TIOBBILLIEHHOE COJIEp >KaHUE [IUTPYIUINHA.

MenuumnHcKkoe npuMeHeHne. APTUHUH TIPUMEHSETCSl Kak 0nojpo0aBka B BHJIE TIpemapara
Bazoron, a Takxe MMHKOBOW conu apruHuHa. [locneanee coueTanne B3auMOYCUIIMBAET (CHHEP-
TU3M) TIO3UTHBHOE BIUSHWE apTMHUHA W IIUHKA Ha TPOIECCHI MOACP)KaHUS YTIEBOAHOTO TO-

2 Cunnpom Pest (cunapom Peiie, octpas meu€HodHas sHIedanonaTs, O6emas ned€éHodHas 00Je3Hb) — PEAKoe, HO
OYEHb OINACHOE, YaCTO yrpoXarollee )KU3HU OCTPOE COCTOSIHHUE, BOSHUKAIOIIEE y A€TeH M MOJPOCTKOB (Yalle B BO3-
pacte 4-12 yiet) Ha oHE JCUCHHS JIMXOPAJAKH BUPYCHOTO MPOUCXOKACHUS (TPHII, KOPb, BETPsIHAS OCIA, aJCHOBH-
pycHast KumedHasi HHQEKIHs) MoOBIMH MPOTHBOBOCIATIHTEIFHEIMU MIpEnapaTaMy, KpoMe MapaneTaMosia, a TaKkKe
JICBOMUIIETHHOM M PSOM JIp. aHTHOMOTHKOB. XapakTepu3yeTcst ObICTpOH INporpeccupyomeii sHuedantonaTueii u
pa3BuTHEM XUPOBOH mMHOMIbTparyy nedeHn. Cuaapom Pes compoBokaaeTcsi THIEpaMMOHHEMHEH, MOBBINICHUEM
ypoBuas ACT, AJIT B ceiBopoTKe KpoBH (0ojee dyeM B 3 pa3a) mpu HOPMaIbHOM YpOBHE OmnnpyOnHa. B ocHOBe cuH-
JapoMa Pest e)uT coueTaHHbI KOMIUIEKC IPUYHMH: TeHepalIn30BaHHOE MTOBPEKICHHE MUTOXOHIPUIA BCIIEACTBHE UH-
THOMPOBAHUS OKHCIUTEIHFHOTO (hochOpMINpOBaHNS U HAPYIICHHUS [-OKHUCICHUS )KUPHBIX KHUCJIOT, BPOXKICHHOTO JIe-
(hurmTa aKTUBHOCTH KapOamMomITpaHcdepassl — KITIOYeBOTro (hepMeHTa OPHUTHHOBOTO IHKIIA, Ae()UITNT KapHUTHHA.
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APIT'MHUH

les @]
MeocTa3a, aJeKBaTHOr0O UMMYHHOTO OTBETA M PENPOAYKTUBHYIO (DYHKIIHIO, 0COOEHHO MYXYHH.
Codyeranne apruHuHa U OPHUTHUHA MOXKET CTUMYJIMPOBATh CHUKEHUE MACChI Tea.

L-apruHuH UMeeT ClIeyIoIIHe JOKa3aHHbIe MEAUIIMHCKIE (D PEKTHI:

v/ yMEHbIAeT PUCK Pa3BUTHs 3a00JCBaHHUN CEPACYHO-COCYIANCTOM CHCTEMBI, TTOIIEPKH-
Basi HOPMaJIbHBIH YPOBCHD XOJIECTEPHUHA B KPOBH,

v’ o0ecrieunBaeT MPUTOK KPOBU K KOHEUHOCTSIM;

v/ CHIDKAeT JMACTOJIMYECKOE JaBJieHHE Oarojapsi paciidpeHuio nepupepuieckux pesu-
CTHBHBIX apTEpUH 3a CUET YIyUIICHUS] CHAOKEHHS OKCHJIOM a30Ta,

v/ YBEIIMUYMBAET KOJUIATEPAILHBIM KPOBOTOK K OKKJIKO3MPOBAHHOMY KOPOHAPHOMY COCYIY
y OOJILHBIX C KOPOHAPHOU 0O0JIE3HBIO CepILIa.

Tem He MeHee, B TUTHEHHYeCKOM cepTudukare Ne77.72.07.916.11.054640298, BeiganHHOM

LTC Munszapasa PO, ykazansl cienyrone MeTuInuHCKUE 3G HEKThl apriHUHA:

v

AN

AN

AN

AN

ANANRN

ANANRN

AN

IICUXOTPOIIHOE JIEHCTBUE: YJIYYIIAETCs] HACTPOEHHUE, YEIOBEK CTAaHOBUTCA 00JIee aKTHB-
HBIM, UHUIMATUBHBIM U BBIHOCJIMBBIM, BHOCS IOJIOKUTEIBHOIO KayeCcTBa IICUXUYECKYIO
HHEPrHIO B IIOBEJICHUU YEIOBEKa,

npoUIaKTUKA U JICUCHHE CepAECUHO-COCYIUCTBIX 3a00JI€BaHU;

cTabuiau3anus U CHU)KEHHUE apTEepUAJIbHOIO JAaBJICHUS — YMEHbILAETCSl HAINPSKEHHOCTh
IJ1aJKOM MYCKYJIaTypbl apTEpUH;

npo(UIaKTUKa aTePOCKIIEpO3a,;

npopUIaKTUKA BOSHUKHOBEHUS MH(PAPKTOB U MHCYJIbTOB — YMEHBIIAET PUCK BO3SHUKHO-
BEHUS TPOMOOB U aTEPOCKICPOTHUSCKUX OJISIICK;

yiy4lieHue paboThl EYeHU U HOpMaIM3alluu BceX ero (pyHKIMM, y4acTByeT B J€UECHUH
U Tpo(pUIIaKTHKE UPPO3a U )KUPOBOTO IEPEPOIKACHUS TICUCHH;

YBEJIIMUUBAET OYMCTUTEIbHBIA IOTEHLIUAN I10YEK;

MHTEHCU(UIHPYET POCT MAJIOPOCIBIX MOAPOCTKOB 10 HOPMAIBLHOTO pocTa (HO HE 0OJIb-
11I¢ HOPMBI);

YBEJIMYMBAET CKOPOCTh 3a)KMBJICHUS PaH, IEPEIOMOB KOCTEH, PACTSKEHUHN CYyX0KHIINH;
YBEJIMYMBAET MACCy U CHJTy MBI (MCTIOJIb3YIOT CIIOPTCMEHBI, IPU 3aHATHIX 00anOuII-
JTUHTOM);

CHocOo0eH yMEHbINATh XUPOBYIO MacCy Tejla U YBEJIIMYMBAET MBILIICUHYIO (TIEPEBOAUT
JKUP B MBIIILBI — UCHIOJB3YETCS JUIsl CIOPTCMEHOB B MUTATEIbHBIX CMECAX);
CIOCOOCTBYET BBIBEICHUIO U30BITOYHOTO a30Ta,

npoUIaKTUKA U JICUEHUE apTPUTOB, PAIUKYJIUTOB, 3a00J1€BaHNN COEIMHUTENLHON TKaHH;
HOpMaJIu3yeT paboTy IMOJKETyJOYHON >Kesle3bl W yOHUpaeT NMEepBOINPUYMHY CaXapHOTo
nuabeTa BTOPOTo THUIIA;

HOpMaJIu3yeT paboTy IMIUTOBUIHON KeJe3bl;

yIy4IlIaeT YCBOCHHUE KaJIbLIUs;

aKTUBU3UPYET UMMYHHTET, UCIOJIB3YETCS] TP UMMYHOIUGDUIUTHBIX COCTOSHUSIX B CXe-
Max, B cxemax JiedeHusi 0oabHbIX CITN {om;

NPEMATCTBYET BO3HUKHOBEHUIO M 3aMeUIIET POCT OIMyxojel (10O0poKayecTBEHHBIX U
3JI0Ka4E€CTBEHHBIX ) — BO BCEM OpPTaHU3ME;

MPUHUMAET YYaCTHE B PETYJIALINU KUPOBOTO OOMEHa, eTOKCUKAIIUH;

npoHIakTUKA U «yJajeHney» GUOPOMUOM, MACTONATHH, SHIOMETPHO03a, SPO3HUH IIEeHKH
MaTKH, TpopUITaKTHKA 3710KaYeCTBEHHBIX HOBOOOPAa30BaHMUIA;

npopHIaKTUKA U «yJaJleHUue» MPOCTaTUTa, aleHOMBI, MPO(UIAKTHKA paKa MpeacTaTelNb-
HOMH KeJIe3Hl;

3P PEKTUBHO pabOTAET € )KEHCKUM U MY)KCKMM OECIIJIOJIEM, YCTPaHssl BbI3BIBAIOIIHNE €r0
MPUYUHBI;

BOCCTaHABIIMBAET CEKCYAJIIbHOCTh, HauOOJIbIIee OPra3MUYECKOe YIOBOJBCTBHE B Iape,
JUKBUIUPYET GPUTHIAHOCTD Y KEHIIUH U UMIIOTEHIIUIO Y MY>KUYHH, YTO COXpPaHSIET CEMbU
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OT Pa3BOJOB, T.K. 6ombiie 50% pa3BoAOB MPOUCXOIUT MO MPUUYMHE HEYTOBIETBOPEHHO-
CTH B MHTUMHBIX OTHOIIEHHUSX; — Y JI€TEN COXPaHUT oTLa!

[TokazaHus K Ha3HAYEHUIO APTUHUHA:

v/ BUPYCHBI TeMaTUT HEYTOYHEHHBIN;

v’ UIMMYHOIE(HHUIUT HEYTOYHEHHBIH;

v’ (pusHUecKre U YMCTBEHHBIE IEPETPY3KH;

v’ HEI0CTAaTOYHOCTh TCHUTAILHON ()YHKIIHH;

v’ MyXcKoe 0ecCIioue;

v' 00JIe3HH, CBSI3aHHBIC C MTOBBIIICHUEM apTEPHAIBLHOTO JaBJICHHS;

v/ XpOHHMYECKas HIleMUYeCKast 00JIe3Hb Cep/Illa HEYTOYHEHHAS;

v’ aTepoCKIIEpo3

v GpubpO3 U LUPPO3 NEYEHHU;

v’ JKeITYHO-KaMeHHas 00JIe3Hb;

v/ XOJIELIUCTHT;

v OTCYTCTBHE OKUIAEMOT0 (PH3HOJIOTHUECKOTO PA3BUTHSL.

IIporuBonoka3anus. Henb3s naBaTh A€TSM B MEPUOJ POCTa B CBA3H C PUCKOM Pa3BUTHS
TUTaHTU3Ma. AGCOTIOTHO MPOTUBOIIOKA3aH MPHU MIM30(PPEHUH, TTOCKOIBKY MOXKET UHAYIIUPOBAThH
U YTSDKEJSITh TaJUTIOIIMHO3BI. APTHHMHOBBIE T00AaBKM W THINA, OoraTas apriHUHOM (OpexH, ce-
MEUYKH TOJICOJTHYXa M KYHXYTa, MOMKOPH, KapyO, *KeIaTUHOBBIC JECEpThl, IIOKOJIAJ, OBCSHAs
KpyIia, KOPUYHEBBIH pHC, U3IOM) MPOTHBOINKA3aHbI MPU TEePIETHYCCKON MHQPEKIMUA B IMEPUO]
obocTpeHusl.

KosimyecTBeHHOE onpejiesieHne. XpoMarorpaguuecKkoe.

Conaep:xkaHue B CBOOOIHOM BH/I€ B Iu1azMe KpoBu, mr/100 mu (Mkmoun/i): 1,6 (91,8).

Coaep:xkaHue B CYTOYHOM KOJHYECTBE MOYH, MI (MKMOJIB): cienbl — 50,0 (cienbr —
287,0).

CyTo4yHasi NOTPeOHOCTDH B aprUHUHE IS B3POCIIOTO YeJioBeKa cocTapisieT 6,1 T.

Kinnuko-1adapaTopHoe 3HaYeHHeE:

v/ CHIWKEHHE KOHIIEHTpPAIWii apruHuHa: 2-3 JHS T0CJIe ONEPaTHBHOIO BMEINIATENbCTBA Ha
OpIOLITHOM MOJIOCTH, XPOHUUYECKAs TOUEYHAsI HEJOCTaTOUHOCTh, PEBMATOUIHBINA apTPUT,;

v NOBBIIIEHHE KOHIICHTPAIIMH ApTHHUHA: THIIEPAPTHHUHEMHES, B HEKOTOPBIX CIIydasX THUIIEPHH-
cynunemud Il tuma.

Cnucok JinTeparTypsl K I1aBe «K APpruUHUH»

1. Gouvea S.A. et al. Activity of angiotensin-converting enzyme after treatment with L-arginine
in renovascular hypertension / S.A. Gouvea [et al.] // Clin. Exp. Hypertens. — 2004. — Vol. 26. —
P. 569-579.

2. Kielar M. et al. New possibilities in treatment of atherosclerosis — increase of nitric oxide syn-
thesis by L-arginine supplementation] / M. Kielar [et al.] // Pol. Merkuriusz. Lek. — 2004. —
Vol. 17. — P. 656-660.

3. Ma Q. Effect of supplemental L-arginine in a chemical-induced model of colorectal cancer /
Q. Ma [etal.] // World J. Surg. — 1996. — Vol. 20. — P. 1087-1091.

4. Izgut-Uysal V.N. Effect of L-arginine on age-related changes in macrophage phagocytic ac-
tivity / V.N. lzgut-Uysal [et al.] / Immunol. Invest. — 2004. — Vol. 33. — P. 287-293.

5. Song J.X. Effect of parenteral nutrition with L-arginine supplementation on postoperative
immune function in patients with colorectal cancer / J.X. Song [et al.] // Di Yi Jun Yi Da Xue
Xue Bao. — 2002. — Vol. 22. — P. 545-547.

6. Antithrombotic effect of L-arginine in hypertensive rats / D. Cylwik [et al.] // J. Physiol.
Pharmacol. — 2004. — Vol. 55. — P. 563-574.
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THUPO3UH

THUPO3UH

CuHOHMMBI: 2-aMUHO-3-(4-TuAPOKCU(BEHIIT)IPOIIaHOBas KMCI0Ta, [3-(N-ruapokcudeHu)aaanuH.
He3zamenumasi kogqupyemasi amuHokucjora. CoHiiNOs. Kononsl — UAU, UAC.

ﬁ HO o

H,N——CH—C——OH

CH, H,N

OH OH

DHU3NKO-XUMHYECKAST XapPaKTePHCTHKA.

Tounag macca — 181,07.

Monekynsapusrii Bec — 181,19.

C-59,66;H-6,12; N -7,73; O — 26,49.

Mossiproe Bpamierue pactsopa B Su HCI — -21,5. PactBopumocts B Boge — 0,05 /100 r H,O
npu 25°C.

pl —5,66. ITpu 25 °C pK, 2,2 (COOH), 9,11 (NH>), 10,07 (penonbusiit OH); pl 5,63.

Da30BOKOHTPACTHASA MUKpOGdoTOrpadus Kpucraiios
O-THPO3MHA
http://micro.magnet.fsu.edu/aminoacids/pages/tyrosine.ht

OcobennocTu. TUpO3UH ABIISETCS MEPOH CII0)KHOCTH OPTaHNU3Ma, YEM CII0)KHEE OpTaHM3M,
TEM HIDKE COJIep)KaHHe THPO3WHA B Oenkax. Y TeKapCcKUX JPO}OKEH Ha KaXIyHo THICSYY 3aKO-
JTMPOBAHHBIX B TEHOME aMHHOKHCIIOT MPUXOAHUTCS 34 TUpO3WHA; y 00Jee MPOCTO YCTPOSHHBIX
JKUBOTHBIX, TakuX Kak uepBb Coenorhabditis elegans wiu actmmus Ciona intestinalis — 31-32,
y MJICKOITUTAIOIINX, BKJIFOYasi 4yejoBeka, — 26-27. Taxke oOHapyXuiach CUIbHAS OTPUIATEIh-
Hasi KOPPEeJSALUS MEXIy COACpKaHWEM THUPO3MHA B OEJKaX M KOJMYECTBOM 3aKOJAMPOBAHHBIX B
reHoMe THpOo3WH-KnHa3. CoJiepkaHne TUPO3WHA B OCITKAaX TaKXKe CBA3aHO OTPUIATEIFHON 3aBH-
CHUMOCTBIO C YHcIoM (ochoTHpO3UH-CBSA3bIBAIOIINX OenkoB (Oenku, pacrno3Haromue Gpochopu-
JIMPOBAHHBIC OCTATKYA THPO3WHA B PErYISATOPHBIX Oenkax) [1].

BuocunTe3. buocuHTe3 THPO3MHA OCYIIECTBISETCS MyTEM THIPOKCHIMPOBaHHS (peHuIIa-
nanuna (Cm. puc. 5, C. 112).

Karta6onmm3m THpo3nHa u ¢enniaananuna. CymecTByeT HECKOJIBKO IMyTel Karaboim3ma
dernnanannHa 1 TUpo3uHA. [lockonbKy (peHmIaTaHuH THAPOKCHIMPYETCS B THPO3UH, TO JTANTb-
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HeWIui KaTaboIu3M 3aKitodaeTcs Ju0o0 B Je3aMHUHUPOBAHMH THPO3MHA (PHUC.), THOO0 B JeKap-
OOKCHIIMPOBAaHNU (MTUPOKATEXUHOBBIN MyTh KaTa-
6om3ma, Cu. Cxema 31). Jle3aMUHUPYSICh, THPO- 1846 r. JIu6MX BIEpBBIC TOTYUHMI THPO3MH IIIe-
3UH TpeBpamaeTcs 10 A-OKCU(EHWITUPOBUHO- JIOYHBIM TMIPOJIM3OM Ka3CHHA.

o HOS,Z[HCG THUPO3UH BBIACITHIN ;(e—ﬂap}o — U3 KO-
TrpaIHON KUCJIOTHI. [ MApOKCHIMpOBaHNUE TUPO3HHA y .

HICHWIFHOW TJIM M borm — U3 0enKkoB: anp0yMu-

B OPTOIIOJIOKEHUE NPUBOJUT K 0OPA3OBAHUIO TaK Ha, KazenHa, GuopuHa. HanMeHOBaHME THPO3UH
Ha3bIBAEMOT'0 MTUPOKATEXMHOBOT'O KOJIbI]a — OCHO- | 3Ta aMHHOKCHJIOTA, BUMMO, MOJTY4HIIa OT Ipey.
BBl BCEX KATEXOJOBBIX aMMHOB. OOpa3oBaBiuuiics | TWPOO 1Yr0S — ChIp, STOT NPOAYKT HMHUTAHHUS OT-

3,4-UruapoKcudeHIATARIH CKADGOKCHIIADY- JINYAeTCsI BBICOKHM COZIEPKaHUEM THPO3HHA.
alL AP Ackap by 1883 r. Opmenmeifep u Jlumn ycraHOBHIM

ercs ¢ obpasosanrem Mmenuaropa IHHC — noda- CTpOEHHE THPO3UHA ITyTEM €To CHHTE3a.
muHa. [uapokcunupysch 1oGpaMUH OpeBpalaeTcs
B HOpaapeHamuH. Ilocnennuii mojpsepraercs Me-
THJIIMPOBAHUTIO C O6pa30BaHI/IeM aapc€HaInHa

(Cxema 31).
HO (@] OH HO (6] OH
Tupo3uHruapoKcunasa
/ \' >
NH, HO NH,
Tuposut Terparunpo- lurunpo- 3 4_nurupgpoxcudeHnIanaHuH

OronTeprH OHONTEpUH
+02 +02

JODA
CO, nekapOoKcHIasa
HO
Cxema 31. [IupokaTeXHOBHIH ITyTh KaTabonn3ma
(heHMITaIaHNHA U THPO3UHA.
HO NH,

Hodamun

Ackop0ar + O,
JodbaMuHTHIpOKCHIA3a
Jernnpokcuackop6bar + H,O
OH
HO
By NH,
S\@h‘b&gﬁb Hopanpenanun

HO

W)
OH ® ex\\l\
W S-aeHO3MIIMETHOHUH
HO
S-aIcHO3UIITOMOITUCTCHH

NH
Anpenanuu \

HO CH;,
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THUPO3UH

Posnr B oOmeHe BemecTB. KaraGomm3m TuposmHa
MPUBOJIUT K OOpPa30BAHUIO MEIUATOPHBIX AMUHOB.
Tuposun OxucnurenbHoe HOAMpOBaHKWE TUPO3MHA B (HOJUIH-
KyJIax IIUTOBUIHOM JKeJe3bl ¢ IOTepe OJHOU ala-
HUHOBOM II€TIN SIBJISIETCSI IIEPBBIM 3TArloM opraHudu-
Kaiuu Hoxa. B pesynbrate 3TOro mpomecca o0pasy-
IOTCSI MOHO-, TUOO TUHOATUPO3UH, KOTOPHIE BKIIO-
qaroTcs B 0eoK THpeornoOyinuH. B cocraBe Tupeor-
700yMHa MOHO- U JUHOATUPOHUH BCTYHAIOT B pe-
aKIUI0 OKUCJIUTENBHON KOHJEHCAllMu ¢ 00pa30BaHU-
eM 1u-, Tpu-, 1100 TerpaiioaTuponuHa (Cxema 32).
Haunbonee axtuBHOW (opMoli TOpMOHA SIBIISIETCS
TpuionTupoHuH (T3). BeICBOOOXKICHHE TUPEOUTHBIX
[myraMHHOBAs KHCIIOTA TOPMOHOB M3 THPEOITIO0YJIMHA OCYIIECTBIISETCS ITy-
TEM IPOTEO0JIU3a 3TOro OeJKa, 3aIyCKaeMoro THPEo-
TPONHBIM ropMoHoM runo¢usa. Kak ropmon, Tj
CTUMYJIMPYET OCHOBHOW OOMEH, MOAJEPKUBACT TEM-
neparypy Tena, apTepHajbHOE JIaBJIEHHE, YMCTBEH-
HOE pa3BUTHE.

HO

H,N

O

Kerornyraposas kucnora

Tupo3uHaMHHOTpaHCepaza

7N

HO

n-OKcu(peHNIUPOBUHOT paIHAS KHUCIIOTA

HO

HoN 1

TerpaiionTupoHuH

)
©) —< >—' @)
I

AckopOuHOBas KMCIIOTa

0, I I
n-OKCUPCHUITTUPYBATTHIPOKCHIIA3a
H,0O HO 0 I
JuruapoackopOGHUHOBAS KUCIOTA
Co,
HO (0] !
HO dymapoas AneroykcycHas
T'OMOTEHTH3HHOBASI KUCIIOTA KHCJIOTa KHCJIOTa
o
° \ Y
0]
OH *
OH (@] (0]
dymapuiareroarerasa
OH H,0
0,
I'oMOreHTeH3HHATOKCUIeHA3a O OH
7 OH Masennamero- % OH
aneraTMoMepasa _
(0] (0] (0] (0] O (0]
HO O 4-Maneunaneroanerar 4-OymapuiiareroaneTar

Cxema 32. Jle3amrHa3HBINA MyTh KaTaboJIu3Ma TUPO3UHA
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YCJOBHO 3AMEHUMBIE AMUHOKHCJIOTbBI

Eme oqun myTh kaTaboau3Ma THPO3MHA MTPUBOAMT K 0Opa3zoBanuto MeiaannHa (Cxema 33).
B sToM myTH KaTanM3WpyeMbl TOJBKO JIBE TMEPBBIX PEAKIIMH, BCE OCTATbHBIC OCYIIECTBIISIFOTCS
CIIOHTAaHHO C YYaCTHEM aKTUBHBIX paJuKaioB. KOHEYHBIH MPOAYKT — MEJaHHH, SIBIISIOLIHIACS
MUTMEHTOM KOXH U JIOBYITKOH (DOTOHOB IMPENCTaBISAET COOOM MOIMMEpP TOYHO HEYCTAHOBIICH-
HOTO CTPOCHHUSI.

HO O HO O HO (0] HO 0
N
H,N H,N H,N NH
_— —_— —_—
Tuposunasza Tupos3nHaza
OH (6]
OH OH 0 HO OH
Tuposux 3,4-muruapokcud eHIaTaHH JODAxXuHOH Wnponua
HO (0)
N
/NH N 2
7\ VR VA
O (0] HO OH o o
JODAxpom 5,6-JlnoKkCcUUHAOI Nunon-5,6-xuHoH n

Memanun

Cxema 33. Kata®onu3M THpO3UHA 710 MeTaHUHA

KartaGonu3m Tupo3nHa — HEe €JMHCTBEHHBIN MyTh 00pa30BaHUs MEIaHWHA, KOTOPBIH MO-
JKET CUHTE3UPOBAThCS B pE3ysIbTaTe OKUCIEHUs (DEHOJIOB, TJIaBHBIM 00pa30M, MUPOKATEXUHOB,
3,4-mokcudennnananuta 1 5,6-auokcuunona. Ilo 3Toif mpuynHe BBLAETSAIOT HECKOIBKO (hopm
MEJIaHWHA, BEPOSATHO HECKOJIBKO Pa3INYaIOIINXCsI MOHOMEPHOM OCHOBOM.
Buosornyeckue 3¢ pexrbl. CBOOOAHBIN THPO3UH:
MOJIaBJISIET AIIETUT;
CHOCOOCTBYET YMEHBIICHHUIO OTJIOKEHHSI KHUPOB,;
CIocoOCTBYET BhIPAOOTKE MEAaTOHUHA,
yay4iiaeT GyHKIUU
> HaIIIOYEYHNKOB
» LIMTOBHIHOM KeJe3bl
» rtunodusa.
B skcnepumente tposuH (B go3e 100 n 200 mr Ha Kr maccsl Tena 3a 15 MuH. 10 TecTupo-
BaHUs1) 3HAYUTENIBHO YJIydIllajl MPOLECChl 3alIOMUHAHUS. Y CTAaHOBJIEHO, YTO TUPO3UH MHHUMH-
3UpyeT WK o0palaeT BBI3BAHHOE CTPECCOM CHM)KEHHE PabOTOCIIOCOOHOCTH 3a CYET yBeIuye-
HUSl UCTOUICHHBIX 3aacoB HOpaJpeHaIMHA B roJJOBHOM Mo3re. @ochopminpoBaHie TUPO3HUHA,
HaXOJAILIETOCsS B COCTaBE MOJIEKYJ HEKOTOPBIX OENIKOB, THPO3WH-KWHA30M SBIISETCS KIIIOUEBBIM
(bakTOpoM pa3BUTHUSI HEKOTOPBIX JIEHKO30B. DTa MaTOJOTUs CBsi3aHa C 00pa30BaHUEM TaK Ha3bl-
BaeMo# (unanenbGuiicKoi XpoMOCOMBI, BOZHUKAIOIIEH B pe3yabTaTe TPAaHCIOKAUN MEeXAY 9 u

ANANENEN

e ——————
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TUPO3UH
I ——

22 XpoMOCOMOM, IPU KOTOPOH MPOUCXOIUT 00bEANHEHHE reHa TUPO3uH-KuHa3bl ABL1 ¢ renom
BCR. BHoBb 00pa3oBaHHBII I'eH TpaHCKpUOUpyeT XxuMepHbiid Ber-Abl 6enok, o6nanaromnuii 60-
Jee CWIbHOM THUPO3MH-KMHA3HOW AaKTMBHOCTBIO, YEM Yy HOpMalbHOW THpo3uH-kKuMHa3bl ABLL.
TuposuH-kuHa3Hast akTUBHOCTh Ber-Abl 6enka HaxoauTCs Ha MOCTOSHHO BBICOKOM YPOBHE U HE
MOJTACTCS KAaKOW-TH00 PEerysIsIy, YTO IPUBOAUT K aKTUBAIIMH KJIETOYHOTO IIMKJIA U HEKOHTPO-
aupyemMoi nponudepaiiy KIeToK, MOJaBICHUI0 HEKOTOPBIX Mexanu3moB penapanuu JJTHK, urto
YBEJIMYUBAET PUCK coMaThyeckoro myrareHesa. Ilo stoil mpuuune Bcer-Abl xumepHsrii Gemnok
SIBIISICTCS OJHUM M3 KIIIOYEBBIX 3BEHBEB MATOr€HE3a XPOHUYECKOTO MUEIIOMIHOTO JIEHK03a, OCT-
poro n1uM(o06IacTHOTO JIeiKo3a U OCTPOro MUEJIOUIHOTO Jeiiko3a. [Ipumenenue Oiaokaropa TH-
po3uHKHHA3bl iMaTrHNOa 1MO3BOJISET YCIICIIHO CIPABUTHCS C STUMH, paHEe CUUTABIIUMHUCS He-
U3JICYUMBIMU (OpMaMHU JIEHKO3a.

Cumnrombl gepuuura. [loHmkeHre apTepruaabHOro JaBJICHUS U TEMIIEpaTyphl Tea (Xo-
JIOJTHBIE PYKU, HOTH), OLIYIIEHUE TSHXKECTH B UKPOHOXKHBIX MBIIIIAX, IEPECCUBHOE COCTOSHUE,
BSJIOCTH, 3aME/IJICHHOCTD JBIDKEHH, PEaKii, yTOMISEMOCTb, YXY/IIEHHE CHA, CYXOCTh KOXH,
YBEJIMUYEHUE MACCHI TeIa.

Cumnrombl n30bITKA. 30BITOK THPO3KHA U3BECTEH KaK THpo3uHEMUs. Bcerpeuaercs Tpu
TUTIA TUPO3UHEMHH, KOKABIA U3 KOTOPBIX UMEET XapaKTEPHbIE CUMITOMBI U BBI3BAHBI JAePUIIHU-
TOM Pa3JINYHBIX (PEPMEHTOB.

Tuposunemus | Tna M3BecTHa Kak remaTopeHalibHAs THPO3WHEMUS, SBIsETCS Haubolee
TSDKEJION (opMoil. DTo 3a0oJieBaHUE BBI3BAHO JMeHUIUTOM (PyMapHIaleTOANeTaT THIPOJIa3bl
(K® 3.7.1.2). Tuposunemus | Tma HacjaeayeTcs ayTOCOMHO-PELECCUBHO. 3a00JIeBAEMOCTh CO-
craisier 1 : 100000. DtoT TN THpo3uHeMun Hauboiee Bcero pacnpoctpaneH B Keebeke (Ka-
Haja), rae 3aboneBaeMocTh coctaBisieT 1 : 16000. Panee 3a0oneBanue ObUIO JIETAIbHBIM, B Ha-
CTOsIIIIee BPEeMsi CYILIECTBYIOT CPEICTBO MeIrKaMeHTO3HOo! Tepanuu (HUTH3MHOH).

Tuposunemus |l Tuna u3BecTHA KaK «riIa30K0KHAs TUPOSUHEMHUSI», WIH «CUHAPOM Puune-
pa-XaHrapTa», HaclleAyeTcss ayTOCOMHO-PELECCHBHO. [IepBble CHMIITOMBI MOSBIAIOTCS B BO3-
pacte oT 2 110 4 5eT, Korja B 00JacTu aKyMyHKTYpPHBIX TO4YeK (JIaAOHEH M CTYIHH) MOSBISIOTCS
Oose3HeHHpie Mo3oH. OOycnoBieHa AeuIUTOM THUpo3uHamuHOTpaHchepassl (KD 2.6.1.5).
Oxo110 10710BUHBI JIFoJieH co I TuIoM THPO3MHEMUU SBISIOTCS YMCTBEHHO OTCTaJIbIMH. JTO 3a-
OosneBaHue BcTpedaercs pexke, meHee uem 1 : 250000.

Tuposunemuss Il Tuma oOycnosneHa nepunuToM 4-ruapoKCUEHUITHPYBATIHOKCHU-
rerassl (K® 1.13.11.27). Haubonee penkast — U3BECTHO JIMILIb HECKOJIBKO CITy4aeB 3TOro 3aboie-
BaHUsS — M HaUMeHee Tspkenas ¢popMma TUPO3UHEMHH, IIPU KOTOPOH HabroAaeTcsi He3HAUYUTEIb-
Hasl YMCTBEHHAsI OTCTAJIOCTh, CYJJOPOTH U TIEPUOAMUECKUE MTOTEPH PABHOBECHS U KOOPIUHAIINU
(arakcus).

Conep:xxanue B cBO0OJHOM Buje B mja3me KpoBu, Mr/100 mua (Mxmoan/n): 1,4-1,5
(77,3-82,8) [36apckwmii b. 1. u ap., 1972].

CyTouHasi MOTPEOHOCTH B TUPO3HWHE IS B3POCIIOTO YeloBeKa coctapiisieT 16 mr Ha 1 kr
MAaccChl Tena.

Kaunuko-s1adopaTopHoe 3HaUYeHHe:

v’ CHW)KEHHE KOHIEHTpALUi THPO3MHA: MOJMKUCTO3 MOYEK, TMIOTEPMUS, (PEHHIKETOHYPHS,
XpOHHYECKasl MOYeYHasi HeJOCTaTOYHOCTh, KapIWHOUIHBIN CHHAPOM, MHUKCEeMa, TUITOTHPEOH-
JTU3M, PEBMATOUIHBIN apTPHUT;

v NOBBIIIEHNE KOHIIEHTPALUI THPO3UHA: THIIEPTUPO3UHEMUS, THIIEPTUPEOUIU3M, CETICHUC.

Cnmcok simreparypsl K riase « Tuposun»

1. Chris Soon Positive Selection of Tyrosine Loss in Metazoan Evolution / Soon Chris [et al.] //
Science. — 2009. — V. 325. — P. 1686-1688.
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HE3AMEHMMBIE AMUHOKHUCJIOTbBI

TPUIITO®PAH

CHHOHUMBI: }-HHI0JIMIAMHHONIPOITMOHOBAS, 0-2-aMHHO-3-(1H-unmon-3-mn).

He3zamenumasi, kogupyemasi amuHokucaora, C11H1oN»O,, kogon — UGG B reHome KJIeTKH,
TGA B reHoMe MUTOXOH/IPHIA.

O HO (6]
HoN——CH—C——OH

CH, H,N

z z

HN HN

DHU3NKO-XUMHYECKAST XapaKTePHCTHKA.
Tounas macca — 204.09 1901 r. Tonkuuce n Kon Beienwnu tpuntodaH
,UY.

o U3 TPOAYKTOB II€pCBapHBaHUA Ka3€HHa COKOM
Monekynsapuslii Bec — 240,23. POy Jepesap "
TMMOKCITYJOYHOHN JKCIIC3BI. HOCKOHLKy OCHOBHOH

C—-64,69; H-5,92; N -13,72; O - 15,67. (hepMEHT MOJDKENTyJOYHON >KeJe3bl, KOTOPBIH
Mossipaoe Bpamienue pactsopa B 1u HCIl — 13,0. ObUI TOra M3BECTEH, HA3BIBAICA TPUIICHH, TO

PactBOpuMocTs B Bome — 1,1 /100 r H,0O pu Ha3BaHHE TPUNTO(aH ObUIO 0OPAa30BaHO OT 3TO-

250(C IO CJIOBA.
) 1907 r. DOmmarep n dnamaHa ycTaHOBUIU

pl — 589. TIpn 25 °C pK, 2,38 (COOH), 9,11 | crpoente rpumrodpara.
(NH;), 9,39.

Da30BOKOHTPACTHAsA MUKpOdoTOorpadus KpucraJ-
JIOB 0-TPUITO(AH
http://micro.magnet.fsu.edu/aminoacids/pages/tryptopha
n.html

Oco0ennoctu. OcoOEHHOCTHIO TpUNTO(haHA KaK aAMHHOKHCIOTHI SIBISETCS 3aBUCHMOCTD
CTETICH! €TO CBS3BIBAHUS OCITKOM OT KOHIIEHTPAIIMH YKUPHBIX KHCIOT B KPOBH, Y€M BHIIIE COEP-
YKaHHUE KUPHBIX KUCIIOT, TeM 0OJIbIlle CBOOOTHOTO (HECBSI3aHHOTO TpHUnTodana), 3hdekt o0ycnos-
JIeH T€M, YTO >KUPHBIC KUCIIOTHI BHITECHSIOT CEPOTOHUH M3 CBSI3U ¢ Oenmkamu. [Ipy ymMeHbIIeHUH
YPOBHSI JKUPHBIX KHUCIOT IUIa3Mbl CTEMEHb CBSI3bIBaHMUSA TpUNTO(aHA C OEIKOM yBETHUHMBACTCS.
DTOT MEXaHU3M PETYIHPYET NOCTYIUICHHE TpUNTOo(haHa B TOJOBHOW MO3T U MPOU3BOJICTBO CEPO-
ToHHHA. TakuMm 00pa3oM, yeM OO0JIbllle CBOOOIHBIX KUPHBIX KUCIOT B KPOBH, TEM BBIIIE MMOCTYII-
JieHre TpunTodaHa B TOJOBHOW MO3T M aKTHBHEE HEHPOHAJIBbHBIN CHHTE3 cepoToHHHA [1]. MHTe-
PECHO, 4TO OOJIbHBIE C OUIOJISIPHOM, JINOO YHUIIOJIIPHON Jlenpeccueil (CBA3aHHOM, KaK MOJIaraor,
CO CHI)KEHHEM UYBCTBUTEIBHOCTU [B-apeHOPEIENTOPOB K KaTeXOJaMHHAM W HapyIIEHHEM YyB-
CTBHUTEIIFHOCTH CEPOTOHWHOBBIX DPEIENTOPOB K CEPOTOHMHY), KaK TPABHIIO, XYACIOT B TEPHOI
OYepeHOTO 3IU30/a JITPECCUH U HaOMparoT MacCy B MEXIPUCTYNHBIA MEepHOj, BOoOIle, He-
CKOJIBKO CKJIOHHBI K TydHOCTU. Tpuntodan obnanaetr Haubosee cuiibHOM (iyopecrienuneit cpenu
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TPUIITODPAH

BceX 20-TH MPOTEMHOTCHHBIX aMHHOKHUCIOT. TpuntodaH Mmoriomnaer eKTPOMAarHUTHOE U3Tyde-
HUE C JUIMHOM BOJIHBI 280 HM M COJIbBATOXPOMHO M3ity4aeT B nuarna3one 300-350 um. Bnusnue Ha
duryopecueHIIo TpUNTodaHa OKa3bIBaeT €ro MOJIEKYIISIPHOE OKPYKEHHUE.

buocunTes. Y moneit Ouocunrtes tpunrodaHa He OOHAPYKEH. Y MUKPOOPTraHU3MOB OIHU-
caH MmyThb OMocuHTe3a Tpunrodana u3 xopu3moBoi kucioTel (Cxema 34). [Ipu aTOM X0OpU3MO-
Bas KucioTa npu ydactuu antpanunarcuaTasbl (EC 4.1.3.27) B3anMOaeiCTBYET ¢ IIIyTaMHHOM.
Pe3ynbrarom B3auMoJeHCTBUS SIBIISIETCS 00pa3oBaHUE aHTPAHUIIOBOM, IITyaMUHOBOW M MUPOBHU-
HOT'PAJHOM KUCIIOT.

OH
¢} OH
I'nmyramunosas lInpoBuHOTrpanHas
HO FnyTawcnﬁ /KI/IC/HOTa o
%) CH, AHTpaHUNIAT-CUHTA3a -
NH,
AHTpaHwIOBas
o OH KHCIIOTa
XopusmoBas Dochopudozunnupodocdar
KHCIIOTa )
(DH (DH
O
O
OH OH
H OH OH
C -
s
N N WOH N
O H |I|\“OH
o
O
\ _OH 0)
P . \
0% \ N-(5"-Dochopubdosnin)-aHTpaHUIAT b _OH
OH 0% \
enou-1-(o-Kpabokcudenunamuno)- 1-ne3oxkcupudynozodocdar OH
HO O
H,O ?H
CO, HO O—P—OH * R ®ochOormMIEPUHOBBIN 0]
l | H,N w aJIbJIET UL OH
o

H,O
Cepun QH
NH,

H \
WNunon-3-rmunepondocdar
N
H
Tpunrodan

Cxema 34. buocunres Tpunrodana

131


http://ru.wikipedia.org/wiki/%D0%AD%D0%BB%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BC%D0%B0%D0%B3%D0%BD%D0%B8%D1%82%D0%BD%D0%BE%D0%B5_%D0%B8%D0%B7%D0%BB%D1%83%D1%87%D0%B5%D0%BD%D0%B8%D0%B5
http://ru.wikipedia.org/wiki/%D0%AD%D0%BB%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BC%D0%B0%D0%B3%D0%BD%D0%B8%D1%82%D0%BD%D0%BE%D0%B5_%D0%B8%D0%B7%D0%BB%D1%83%D1%87%D0%B5%D0%BD%D0%B8%D0%B5

HE3AMEHUMBIE AMUHOKHUCJIOTBI
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Jlanee aHTpaHWIOBas KHCIIOTa B3aUMOACHCTBYET ¢ (dochopudosmmmupodochaTom ¢ odpa-
soBanneM N-(5 -pocdopnbosmn)-anTpaHuiara, OCICTHANA OCYIIECTBIAET TEPEXO B CHOIBHYIO
dopMy, KoOTOpas JAeruApaTHpyeTcs U JeKapOOKCWIMpYeTCs, IpeBpaliascb B HHJIOJ-3-
riurepodocdar. ITocne yero npoucxoauT peakiys 3aMeIIeHus IPH Y4aCTUX CEpUHA B PE3YJIbTa-
T€ KOTOPOH BBIZIEISAETCS CBOOOAHBIN (HOCHOTIUIIEPHUHOBBIN JIbJCTHI U 00pa3yeTcsl TPUNTO(aH.

Kara6oau3m tpunrodana. M3BECTHO HECKONBKO MyTed KaTtaboim3ma TpunrodaHa.
B ocHoBHOM, kuHypeHuHOBOM nyTH (Cxema 35), Ha mepBOM 3Tare MpH YY4aCTHU HWHIOJAMHH-
2,3-muokcurenassl (EC 1.13.11.11) tpuntodan npespamaercs B N-popmunkunypenus. [anee
npu ydactuu dopmamuaassel (EC 3.5.1.9) N-bopmunkunypeHUH TupaTUpyeTcsi ¢ oOpa3oBaHU-
eM KuHypeHuHa. [locne 4ero mpoucxXoauT JAe3aMUHUPBAHUE KUHYPEHUHA MPH YYaCTHU KUHYpe-
HUH-OKcorayTapar TpancamuHasel (EC 2.6.1.7) u KeTorayTrapoBOW KHUCIOTHI ¢ 0Opa3oBaHHEM
riiyramaTa U CIIOHTaHHO IUKJIM3YIOMIET0Cs TPOMEKYTOUHOTO COSIMHEHHSI C IIEPEXO0JIOM B KHHY-
peHar.

[lpu yuactuu kuHypeHuH 3-monookcurenasbl (EC 1.14.13.9) mpoucxomur oOpa3oBaHue
3-THAPOKCUKUHYPEHUHA, KOTOPBII J1€3aMUHUPYETCS B MPUCYTCTBUU KUHYPEHUH-OKCOTIIyTapaT
tpancamunassl (EC 2.6.1.7) ¢ oOpazoBaHneM KCaHTypHUHATA.

I[Mpu B3aumoseiicTBuu ¢ kunypenunaszoit (EC 3.7.1.3) kuHypeHHH pacnagacTcs Ha alaHUH
u antpanwiar. Ecnu gelictButo kunypenunassl (EC 3.7.1.3) monsepraercst 3-rujpOKCUKUHYpE-
HUH, TO 00pa3yeTcs ajaHuH U 3-TuApokcuanTpanuiar. JlanpHelmmii MeTaboiau3M 3-THAPOKCH-
aHTpaHWJIATA Yepe3 PsiJl MPOMEKYTOUHBIX PEeaKIUi MPUBOIUT K 00pa30BaHUIO AMUHOCYKIIHATA.
Kpome Toro, KHHYpEHHH MOYET METa0OIM3UPOBATHCSA 10 HUKOTHHOBOM KHCIOTH (Cxema 36).
B ¢usnonornyeckux yciaoBusx 6oiee 95% TpuntodaHa OKHCISETCSA MO0 KHHYPEHHHOBOMY ITyTH
u He Oonee 1% — MO CEpOTOHMHOBOMY. YBEJIMYEHUE JOJIH CEPOTOHMHOBOIrO myTH a0 60% Ha-
Or01aeTcs IpH PAZE 3T0KAYECTBEHHBIX OMYXOJIEH.

Bropoii nmyTs kaTaboam3Ma — CEpOTOHMHOBBIN, 3aKII0YAETCs B OKUCICHUH TPUNTO(haHA 10
5-okcutpunrodana npu ydactuu tpunrtopanruapokcunassl (EC 1.14.16.4). [lexkapOokcHiImpo-
BaHHE S-okcuTpunTodaHa nexapOokcuiaazoi apomarndeckux amuHokucior (EC 4.1.1.28) npu-
BOJIUT K 0Opa3oBaHHIO cepoToHWHA. [lociemnmii MOXeT OBITh METWJIMPOBAH IPH y4acTUU
5-runpoxcu-O-merunrpancdepassl — o0Opazyercst menaronus (Cxema 37).

Tpetuii myTs — 00pa3oBaHuEe WHIAOJBHBIX MPOWU3BOJHBIX (MHION, WHIAWKAH, 3-HHIOJHII-
YKCYCHasi KHCJIOTa M 5-METHITPUITO(AH), KOTOPHIC 3aTeM KOHBIOTHPYIOTCSI U BBIBOJSATCS C MO-
40ii. MeTaboIuThI ATOr0 MyTH Katabou3Ma TpUNTodaHa SBISIOTCS JICHKO30reHHbIMU [2].

OpHo U3 HapylieHnit oOMeHa TpunTo(aHa U3BECTHO MO/ HA3BaHWEM CHHAPOM XapTHYIMa
(rpuntodanypust). Ilpu sTom 3abosneBaHuu, 0OyCIOBIEHHOM AEPEKTOM TPAHCIOPTHBIX CHC-
TeM KJIETOK, CHI)KAaeTCsl BcachlBaHWE TpUNTO(aHa KIETKAMHU CIU3UCTOM KUIIEYHHKA U YMEHb-
miaeTcsi ero peadbcopOius B KaHAJIbIaX MOYeK. Y OOJIbHBIX HAPYIIEHO SHJOTEHHOE 00pa3oBaHue
HUKOTHHOBOM KHCIIOTHI C Pa3BUTHEM TUITUYHON KIMHUYECKOW KapTUHBI MeJIarpbl, HaOM01al0T-
csi poToceHCHOMIM3AIU KOXKH, YMEpEHHAss MO3KEUKOBasi aTaKkCHsi, CUXOIMOIMOHAIbHAS J1a-
OMIIbHOCTD, PHIIe(anonaTtus. [[aTOrHOMOHUYHBIM MPU3HAKOM SIBIISIETCS CUMIITOM TONYOBIX Tie-
JICHOK, BO3HUKAIONIMIA BCIIEACTBUE TOTO, YTO M30BITOK TpUINITO(aHA B KUIIEYHUKE TIOJ JICHCTBU-
eM MHUKpPO(hIOPHI IPEeBpaIaeTCs B HHAWKAH, KOTOPBIA BBIBOJUTCS C MOYOM U OKHCISIETCS B MH-
JIATO — KPacCUTENh CHHETO IIBETA.

Wuaukanypusi, BrnepBble omrcana B 1965 r. Bickel moxer BcTpeuaThcsi Kak camoCTOSI-
TEJBHBIA CHHJIPOM HApYIICHUs1 OOMeHa TpunTodaHa, Jamie Mpu KHIIeYHOW HETTPOXOAMMOCTH.

Kpome Toro BcTpeuaercs ceMeiiHasi THIIEpTPUNTOPaHEMUS — PEKOE ayTOCOMHO-PEIecCH-
BHOE HACIIEJICTBEHHOE 3a00JIeBaHME, COMPOBOXKIAEMOE HAKOIUICHHEM TpunTodaHa B KPOBU H,
KaK CIIe/ICTBHE, yBEIMUYCHUEM BBIBEJICHUS €T0 C MOYOM.

Cunapom Tana — Bnepssie onucanabiid K. Tamga B 1963 r. — HacnencTBeHHOE 3a00JIeBaHHE,
CBSI3aHHOE C HAapYIIIEHUEM MpEeBpaIleHus TpunropaHa B KHHYPEHUH.

25

25 v
XapTHYI — UMsI OOJIBHOTO, POJUTEIH KOTOPOTO OBIIM JBOIOPOJHBIME OpaTOM M CECTPOH.
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TPUIITODPAH
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Cxema 35. Karabommsm tpunrtodana
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Cxema 38. KataGonusMm Tpuntopana — OMOCHHTE3 CEpPOTOHMHA U MeTaTOHUHA

Cungapowm Ilpaiica — reneTnueckoe 3a0ojeBaHNe, MPUUUHON KOTOPOTO SBJISIETCS Hapylle-
HUE TMpeBpalleHus] KUHYpeHWHa B 3-THApPOKCH-L-KMHypeHHWH (32 peaklHi0 OTBETCTBEHHA
HAJl®-3aBucumas L-kunypenun-3-ruapokcunasza (EC 1.14.13.9). 3aboneBanue conpoBoxkaaeT-
Cs1 TOBBIIIEHHON SKCKpPEMEN KUHYPEHMHA C MOYOM, a TAK)XKE CKIEPOAEPMUEH.

Poab B 00MeHe BemecTB. Kak cieqyer u3 mpenniecTBYIOMIET0 M3JI0XKEHUs, TPUNTO(aH
ABJIICTCA HCTOYHHUKOM CEPOTOHHMHA W MEJIAaTOHUHA. O06a BCIICCTBA YYACTBYIOT B PEryIsinun
IIUKJIa COH-00aApcTBOBaHMe. CepoTOHUH, Kak TopMo3Hoi MenuaTtop LIHC, perynupyer npoueccs
OCHTPAJIBbHOI'0 HUCXOJAIICTO TOPMOXKCHHA, KPOME TOIr0, 3TO BaYKHBII PETYIATOP MHTCIUICKTY-
QIBHOM JIesITebHOCTH, MOBBILIEHUE YPOBHS KOTOPOTO MPHUBOJUT K BHIPAKEHHOMY YBEITUYEHUIO
TBOpPYECKOTO ToTeHIHama. CEpOTOHWH y4acTBYeT B MEXaHHM3ME MEPBUYHOTO (hopMupoBaHus 00-
JIeBOM YYBCTBUTEIBHOCTH, HEMOCPEICTBEHHO pa3Jpaxkasi OOJIeBble PELEeNnToOpbl M pPErynupys
IIPOBEJICHNE HEPBHOI'O BO30YK/IEHUSI B BOCXOSAIINX MyTAX 00JieBOM uyBcTBUTENbHOCTU. Kpome
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TOTO, CEPOTOHUH SIBIISICTCS PETYIIATOPOM TOHYCA COCYIOB, YTO COOCTBEHHO U MOCTYXKHJIIO TIOBO-
JIOM K HAMMEHOBAHHUIO 9TOT0 BemecTBa (0T JiaT., SerUm — ChIBOPOTKa, tONe — TOHYC, COKpalleHHUE,
TO €CTh — BELLIECTBO CHIBOPOTKU KPOBH, YBEINYUBAIOIIEE TOHYC COCY/I0OB).

MenaToHUH SBJISIETCS OCHOBHBIM CHHXPOHU3AaTOPOM BCeX OMOJIOTMYECKUX PUTMOB Yello-
BEKa KaK Ha ypPOBHE DPETYJSIMHU BBHICBOOOXKAECHUS TOPMOHOB HJIOKPUHHBIX JKe€Je3, TaKk M Ha
YPOBHE KJIETOUHBIX OCLILISITOPOB.

Tpuntogan noanepKuBaeT ypoBeHb puOOHYKJIEOTH1a HUKOTUHOBOM KUCIIOTHI B PE3yJIbTa-
T€ SHJOrE€HHOro cuHTe3a. [loaToMy nemarpa MOXeT SIBISATHCS CIEICTBUEM COUETAHHOIO IUIIle-
BOr0 Je(HIUTAa U HUKOTHHAMK/IA ¥ €r0 IPEeIIeCTBeHHUKA TpUnTodaHa.

TpunTodan ydacTByeT B MOJAEPKaHHH MAcChl Teja, a €ro MOBBIIICHHbBIE YPOBHU IPUBO-
JST K 0)KUPEHUIO.

Buosornyeckue 3¢gpdexrrl. Tpuntodan u/mimm cHHTE3UPYEMBId U3 HETO CEPOTOHHUH SIB-
JSIFOTCSL PETYJIATOPaMU MPOLIECCOB MBIIUIEHHUS U 3allOMHUHAHMSI, YyBCTBA YAOBJIETBOPEHHOCTH.
CepoTOHUH SBISETCS TOPMO3HBIM MEIMATOPOM M KaK TAKOBOW BBI3BIBAET YCIIOKOEHUE, YUacTBY-
€T B peryJisiluu LuKia cHa U 6oapcTBoBaHUsA. OTHOCUTENBHO BBICOKOE CO/IepKaHue TpUnTodana
U CEpOTOHMHA B FOJIOBHOM MO3T€, BO3MOYHO, CBSI3aHO C (POPMHUPOBAHUEM MUKHUYECKOTO TEM-
[epaMeHTa U TEJIOCIOKEHUs. B sKCrepuMeHTe MOATBEPXkAEHO, YTO MOBBIIIEHHOE CO/EpKaHHEe
TpuntodaHa B IMeTe COMPOBOKAACTCS YMEHBIICHUEM CTpecca, OOS3IMBOCTH U arpecCHH B MPO-
U3BOJICTBEHHBIX OTHOIIEHHSX [3-5].

Cumnromsbl aAepunura. [Ipy 1UTeIbHOM UCKIIOYEHWH U3 IUILEBOIO PallMOHA y KPBIC
pa3BUBAETCs BACKYJIApHU3alsl pOroBHLIbI M KaTapakTa. Hegocratok Tpuntodana y 4eaoBeKa Bbl-
3bIBACT YMEHBIICHHWE MacChl Tela, a Y HOBOPOXKICHHBIX Bcero numb 10-mHeBHBIN nedu-
LIUT TPUNITO(haHa — AHOPEKCHIO U TUIIONIPOTEUHEMHUIO.

Y B3pOCIHBIX YMEHBIICHUE COJIEPKAHUSA TPUNTO(haHa C MOCTIEIYIOIUM CHIDKEHUE KOHIICH-
TpalXU CEPOTOHHHA B TOJIOBHOM MO3T€ IIPHBOJIIIO K YBEIHYCHHIO arpeccui [6].

N36b1TOK TpUNTO(paHa. YBennyeHHE KOHICHTPAIMH TPUNTO(PAaHA B OPraHU3ME MOXKET
COIPOBOXKAATHCS CTUMYJIALIMEN OHKOreHe3a. Llenb conpshKeHHBIX HApyIIEHUH, B KOTOPOM Mep-
BOE 3BEHO — YBEJIIMYCHHE KOHIICHTPAIWU TPUNTO(aHA TMOBBIIIAET CHHTE3 3-OKCHAHTPAHUIOBOM
KHCJIOTHI C OJJHOBPEMEHHON YaCTUYHOM, MO0 MOIHOM 6J10Ka 101 MpeBpalleHHs €€ B HUKOTHHO-
BYIO KHCJIOTY (PHC.), UTO BBI3bIBAET HEJAOCTATOK OOpa30BaHUsI HUKOTUHAMMJIA U OJOKUPYET aK-
TUBHOCTh OKCHAHTPAaHUIJIOKCH/IA3bl. B 11€10M 3TO BBI3BIBAET HAKOIUIEHHE 3-OKCHAHTPAHUIIOBOM
KHUCJIOTBI — OJTHOTO U3 CAMbIX aKTHBHBIX 0J1aCTOMOTE€HHBIX METa0O0JINTOB TPUNTO(DaHa.

[To nanusiMm Wolf (1971), obpa3zoBaHne HUKOTHMHAMHIA OJIOKUPYIOT 3CTPOTEHBI, YTO MO-
JKET BbI3BaTh CYIIECTBEHHOE TOPMOKEHUE IMpPEBpaLIeHUI TpuntopaHa U HAKOIJIEHUE €ro Mpo-
MEXYTOUHBIX aPOMAaTHYECKUX OJIACTOMOT€HHBIX METaOOIHTOB [7].

N30biTOK TpunTodana HabmonaeTcs npu AeuirTe MUPHUIOKCHHA, YIaCTBYIOLETO B €ro
6uonerpaganuu. M3BecTHO, YTO TUIO- / aBUTAMUHO3 MUPUIOKCHHA HEPEIKO COMPOBOXKIAETCS
OITYXOJIEBBIM POCTOM.

MeanuuHckoe npumenenue. Tpuntodan sBisercs 3pGEeKTUBHBIM CeTaTUBHBIM CPEICT-
BoM B j03¢ 500 mr (7 MI/Kr mMaccel) B COYETaHHH C YIJIEBOAHO# Harpyskoit. Jloza 1 r u Gosee
IpH MEpPEeXo/ie KO CHY YMEHBIAET ePHO/ 3aChIlIaHus y Jro/iei ¢ Oecconnuei [8].

KosnnuecrBenHnoe onpenenenue. OCHOBHOM MeTOJ OOHapyXeHHsI B HACTOSIEE BpeMs —
BbICOKO3(h(heKTUBHAS KUIKOCTHAS XpoMaTorpadus.

Komopumerpudeckoe ompeaeiaeHne ocHoBaHO Ha peaknuu ['omkuraca-Kome: 1) 1 wmi
0,005%-ro pactBOpa TpunToaHa CMEIIMBAIOT C PaBHBIM OOBEMOM TIJIMOKCHIIOBOW KHCIIOTHI
HC(O)COOH; 2) x cmecu npubasisiior 10 kamens 0,04 M pactBopa cynbdara meau (11); 3) He-
O0JBIIMMH TOPIUAMH (IO HECKOJIBKO Kamelb) J00aBIsAIOT 2-3 MJI KOHIEHTPUPOBAHHOM cepHON
KHUCJIOTBI, OXJIaX/ J1asi MPOOUPKY IMOCIe MPUJIMBAHUS OYEPEIHOM MOPUHUHU KUCIOTHI TOKOM XOJIOA-
HOHM BOJIBI (I B BAHHOYKE CO JIBJIOM); 4) MOy4SHHYI0 CMECh OCTaBJISAIOT Ha 10 MUH. TIpU KOM-
HAaTHOM TeMIiepaType, Mocje Yero CTaBAT Ha 5 MUH. B KHUIISIIYI0 BOJsHYIO Oanro. HaGmomaercs
o0pa3oBaHue CHHE-(PHOJIETOBOTO OKPALTMBAHMUS.
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Taxxke Bo3MOXkHa mpsiMast poromeTpusi: Bo30y)aaromuid cBeTouiabTp A=280 HM, 3amu-
paromuii cBeTounbTpoM ¢ quarnazonoM npomyckanus A=300-350 am.

Conep:xxanue B cBOOOJHOM BHje B Ia3mMe KpoBu, mr/100 mu (Mxmouaw/n): 1,4-1,5
(77,3-82,8) [36apckuii b. 1. u op., 1972].

Conep:xaHue B CyTOYHOM KOJHYeCTBE MOYH, MI (MKMOJIb): cienbl — 30,0 (cienbr —
16,5).

CyTouyHasi noTpedHOCTH B TpUNTO(aHe A B3POCIOro uyesnoBeka cocrasiser 0,25 r, ne-
Teu o 7 net — okoso 1 T.
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IIpuioxenune
Cojepkanne HE3aMEHUMbIX aMHHOKHCITIOT B TpojykTax, (rpaMm Ha 100 rpamMM mpoaykTa)

IIponyxr Jen | Hine I'uc Tup ' JIns Ban | Mer | ®en
MoII0KO KEHCKOE 0,108 | 0,062 | 0,028 | 0,06 | 0,042 | 0,082 | 0,072 | 0,022 | 0,056
Mo0J10KO KOPOBbE 0,278 | 0,182 | 0,081 | 0,119 | 0,03 | 0,218 | 0,189 | 0,068 | 0,136
Kedup 0,263 | 0,173 | 0,075 | 0,112 | 0,056 | 0,209 | 0,183 | 0,063 | 0,138
TBopor 0,924 | 0,548 | 0,306 | 0,456 | 0,184 | 0,725 | 0,695 | 0,263 | 0,491
SIio KypuHOE 1,13 0,83 | 0,294 | 0515 | 0,37 | 0,883 | 0,895 | 0,378 | 0,732
Ms1cO TOBSIKbE 1,73 1,06 | 0,805 | 0,596 | 1,447 | 2,009 | 1,156 | 0,528 | 0,789
Msico KypruHOE 1,62 | 1,117 | 0,697 | 0,66 | 1,519 | 1,975 | 1,024 | 0,494 | 0,932
IleueHb rOBSIKBA 1,543 0,8 0,439 | 0,47 | 0,903 | 1,295 | 0,987 | 0,345 | 0,845
Tpecka 1,222 1 0,879 | 0,54 | 0,439 | 0,525 | 1,551 | 0,929 | 0,488 | 0,651
Kpyma pucoBas 1,008 | 0,369 | 0,135 | 0,176 | 0,63 | 0,142 | 0,425 | 0,223 | 0,313
Kpyma mannas 0,364 | 0,258 | 0,186 | 0,158 | 0,263 | 0,32 | 0,386 | 0,103 | 0,399
Kpyma rpeunesas 0,702 | 0,301 | 0,203 | 0,16 | 0,796 | 0,431 | 0,343 | 0,183 | 0,395
Kpymna oBcsiHas 0,672 | 0,302 | 0,137 | 0,234 | 0,453 | 0,384 | 0,384 | 0,198 | 0,363
Kpymna niennas 1,04 | 0,244 | 0,137 | 0,226 | 0,22 | 0,226 | 0,333 | 0,207 | 0,48
Kpymna nepiosas 0,584 | 0,258 | 0,152 | 0,148 | 0,308 | 0,286 | 0,313 | 0,173 | 0,331
I"'opox 1,204 | 0,78 | 0,395 | 0,227 | 0,48 | 0,984 | 0,804 | 0,16 | 0,763
Myka nieHu4YHast 0,567 | 0,29 | 0,096 | 0,149 | 0,149 | 0,12 | 0,387 | 0,108 | 0,322
Makaponnsie uzgenus | 0,69 0,38 | 0,133 | 0,253 | 0,215 | 0,139 | 0,412 | 0,12 | 0,488
Xi1e0 prxaHoi 0,275 | 0,146 | 0,118 | 0,293 | 0,217 | 0,132 | 0,062 | 0,062 | 0,278
X71€e0 HIeHUYHbIH 0,55 0,25 | 0,106 | 0,162 | 0,264 | 0,103 | 0,286 | 0,088 | 0,33
Ileuenne 0,357 | 0,171 | 0,247 | 0,088 | 0,172 | 0,08 | 0,054 | 0,054 | 0,334
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Bagum
ABEHUPOBUY

Ko3zj0B

JokT. 0Mos. Hayk, KaHA. Mel. HayK, 4I.-KOpp.
PAE, npodeccop xadeapbl xXumun U OMOCHHTe3a
YI'ILY um. WU. 5. SAxoBiieBa

B 1986 r. 3akoH4nJ MeaMUMHCKUI (pakyabTeT UyBamicko-
0 rocyaiapcTBeHHoro ynusepcurera umenu U. H. YabsHo-
Ba N0 CHEHMHAJBHOCTH JiedyeOHoe Jeno, B 1987 3akoHumia
HHTEPHATYPY MO CHeNHAJLHOCTH BpadY aHeCcTe3noJor-
peaHumaroJior, B 1988 r. npoues Kypcsl noBbIleHUus1 KBa-
Juukanuu npu YyBaumicKoM rocyiapcTBeHHOM YHHBep-
curere umMenu U. H. YibsiHOBa 10 IPOrpaMMMHUPOBAHUIO U
NMPUMEHEHUI0 BBLIYHCJIUTEIBHOH TeXHMKH, B 1989 r. mpo-
meJ Kypchl NOBBIIIEHWS KBaJupukanuu Ha Kadeape
tapmaxosorun Cankr-IleTepOdyprckoro MeaMuMHCKOIO
NneJuaTpu4ecKoro MHCTUTYTa, B 1999 r. kKypc nmoBbilIeHUst
kBajJupukanuu B «O0mecTBe CNennaJnucToB Mo Je4YeHHIo
cepae4yHoii HepocrtatouHocT» npu BKHIL, r. MockBa, B
2005 r. mpomres Kypchl NMOBBIIIEHHS] KBAJM(UKAIUH 110
CHNEeNATBHOCTH «AHECTEe3HOJIOTHSI M PeaHHMMATOJIOTHS» B
roy «AHCcTHTYT YCOBEPIICHCTBOBAHUSA Bpaueii»
r. Yebokcapspl. B 2010 r. npoues Kypchbl NOBbILIEHUSI KBa-
Jupukanun mo nporpamme «CoBpeMeHHbIe HAHOTEXHOJIO0-
rUM» MPU MHCTUTYTe MO NepernoaroToBKe U NMOBBILIECHUIO
KBATU(QUKAIME TpenofaBaTejeli TyYMAaHUTAPHBIX U COLM-
aapHbIX Hayk ['OY BIIO «Ypanbckuii rocyaapcTBeHHbI
yHuBepcuter uM. A.M. I'opbkoro». B 1990 r. 3amurua
KAHIMJATCKYI0 AucCCepTaluIi0 Ha TeMy «PeHanabHble 3(¢-
(exThl HopaMuHA U 1O(PAMHUHOTPONHBIX NPENapaToB)» IO
cnenuajgbHocTu 14.00.25 — ¢dapmakosnorusi, KIMHHYECKas
(apmaxosorus, B 2005 r. 3amMTHI JOKTOPCKYIO IMCCePTa-
oM Ha TeMmy «Jlokanm3auMsi W COCTOSIHME TKAaHEBBIX
TPAaHCMHUTTEPHBIX cHcTeM» Mo cnennadabHocTn 03.00.13 —
¢usnonorus.

ABTOp 186 HayuHbIX padoT B o0JacTu papmakosaorum, pu-
3MYeCcKOoll XMMHUM, NeJaroruku, B TOM 4Yucje ABAALATH 3a
pyoexom.

BnepBble goka3aj, 4ro mno4yedyHblie 3PexkThl HopPaMuHa
J10323aBMCUMBI, 00JIbIINE A03bI 10()aMUHA BHI3LIBAIOT aH-
THANYpPeTHYecKoe AeiicTBHe, OJI0KHpYyeMoe aHTArOHMCTAMH
D,-peuentopos. Pa3pagoras u BHeIpHJI B MPAKTUKY METO
(ryopecueHTHOr0 O0HApYeHHS] ALETHJIXOJIHHA B TKaHAX
(maTenT Ne 2159433, 1999), noka3zaj, 4To cojep:kamuecs B
TKaHAX MOYKH, MHOKAPIa M THMYca TPAHCMHTTEphbI: alle-
THJXOJIMH, KaTeX0JaMHUHbI, CEPOTOHMH M THCTAMHH —
YYaACTBYIOT B JKCTPAHEHPOHAJBLHONH MEKKJIECTOYHON pery-
JISIUH. YCTAHOBWJI, YTO JOMOJHUTEJbHOE NMOCTYIICHHE B
OpPraHN3M MOHM3MPOBAHHBIX MeAW M IUHKA U3MEHsIeT TKa-
HeBble KOHUEHTPAlUM AUETHJIXO0JHMHA, KATeX0JaMHHOB,
CEPOTOHUHA Y TUCTAMMHA.

B 2008 r. lIpesunuymom PAE Harpa:kaeH 30J10T0il mMena-
Jabio nmenn H. U. Bapuiosa.
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