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[yt mocTyruieHus: aMUHOKHUCIIOT

OCHOBHBIE pEAKIINHN

Peakiuu TpaHCAaMUHUPOBAHUS
Peakuuu ne3aMuHUPOBaHUSA
Peakuun nekapOOKCHUINPOBAHUS
OOMeH aMMHaKa

OOMEH OTIEIBLHBIX AMUHOKUCIIOT



beakn — He3aMEeHHUMbIE
BbICOKOMOJICKYJISAPHbIE COEeIMHEHHUS B
OpraHM3Me 4YeJIOBE€Ka, OHH COHdepkKAT
a30T U He MOI'YT ObITh CHHTE3MPOBAHBI
U3 JUNKUA0B U YIJIEBOAOB , MOCTYNAIT C
nuiier B koandecrse 100 r B cyTku.



OcHoBHBIE (PYHKIIUHU 0€JIKOB

Jr

s CTpykTypHas

s Karanurnueckas (pepmeHTaTHBHASN)
s PerienropHas

s lHpOpManmonHas

s [ ymMopaiibHas

s MIMMmyHOIIOrnueckas



OK B oOpraHu3smMe He JgemnoHupyerca. Ilpm ero pedummre
OOMIM3YIOTCS O€JIKM MBI, KOXH, KOCTEeH, a mpu Oojiee TDKEIBIX
COCTOSIHHSIX — IIApCHXMMATO3HBIX OpPraHoB (MoO3ra — B IIOCICHHIOIO
o4epeib).

OOMeH Oejika OTIIMYAETCS BBICOKOW MHTEHCUBHOCTBIO. BpeMms oy Xu3Hu
MHOTHX OEJKOBBIX MOJEKYJI KOJIEOJeTCS OT HECKOJIbKHX YacoB 10
HECKOJIBKMX CYTOK. 3a 24 4 0OHOBIISIETCSl OKOJIO 1 T/KT Oenka opraHusma.
[{MKJI MOJIHOM 3aMEeHbl MOJIEKYJ O€JIKa B OpraHu3Me B3pOCJIOro 4eIOoBEKa
cocrapisaeT 130—160 cyr.



A30THCTBIM 0aJIaHC

s MHTErpanbHbIll MOKa3aTellb o00uieco YposHs
+ benkooco obmerna — Aa30THCTBIA OaJIaHC:
CyTOYHAs pa3HUIlAa MEXIY IOCTYNAKIIUM B
OpPraHu3M a30TOM, M KOJMYECTBOM a30Ta,
BBIJACIISIEMOr0 M3 OpraHu3ma (B TOM YHCIE C
MOYOHU M KaJIOM B COCTaBE€ MOYEBHHBI, MOYECBOU
KHUCJIOTHI, KpeaTuHa, coJieu aMMOHUS,
AMUHOKHCJIOT U T.1I.).



A30THCTBIN 02JIAHC

s | HysneBoi azoTucthii 0ajaHc (KOJIMYECTBO MOCTYIAOIETO U
.@LIBoz[ﬂmemC;I a30Ta COBIIAJACT).

a [loso:kuTebHBIN A30THCTBIM 0ajlaHC (KOJMYECTBO a30Ta,
MOCTYIIAIOIIETO0 B OpPraHW3M, BBIIIE, YE€M BBIBOJISIIETOCH).
HaOmrogaeTcss kak B HOpME (Hampumep, MpPU pereHepanyu
TKaHEHW U1 OEPEMEHHOCTH), TaK ¥ IPH HATOJOruu (HaIpuMep,
npu runepanpoaykiu CTI wim nomunureMun).

. OTpunareJbHbBIA a30THCTHIM OaJjlaHC (KOJIMYECTBO a30Ta,
MOCTYIIAIOIIETO0 B OPraHM3M, MEHBIIE, YEM BBIBOJISIIETOCH).
HabOmrogaeTcss npu TOJOJAHUH, CTPECC-PEAKIUIX, TIKEIOM
tedueHuM CJI, runepKopTULIM3ME.



Buosiornyeckass LEeHHOCTb 6enkoB onpepensieTca MX
. aMMWHOKMCJIOTHbIM COCTaBOM

IIo OuosOrMYecKOM HMEHHOCTH O€JKH KIACCH(PUIMPYIOT KaK
MOJIHOLICHHbIE U HEMOJIHOIEHHbIE, YTO CBA3aHO C KOJUYECTBCHHBIM H
KA4eCTBEHHbIM COCTABOM aMHMHOKMCJIOT B Oesike. bejsiku , conep:kamme
53% He3aMeHMMBbIX AMUHOKHUCJIOT, ABJISIIOTCS MOJTHOICHHBIMH

He3ameHuMBble aMMHOKHCJIOTDI

JIM3UH BXOOUT B COCTaB MPAKTUYECKHU JHOOBIX OenkoB. JIM3MH Takke MOHMXKAET
YPOBEHb TPUNIMIEPUIAOB B CBIBOPOTKE KpPOBH. IJTAa AaMHUHOKHCIOTA OKa3bIBAET
POTUBOBUPYCHOE JEHUCTBHUE, 0COOEHHO B OTHOILIEHUH BUPYCOB, BHI3BIBAIOLIUX TE€PIIEC

U OCTpbIe pecnupaTopHble HMH(eKmuu. Xopomo coueraercs ¢ ButaMuHOM C u
OonodIaBOHOUIAMH.



MeTnoHuH 00ecneunBaeT JI€3UHTOKCUKAIIMOHHBIE MPOILECCHI, MPEKIIE
BCErO IO CBS3BIBAHUIO TSIKEJIBIX METAJUIOB, 3HJOIEHHBIX W 3K30TC€HHBIX
TOKCUHOB, a TAK¥KE pu TOKCHUKO3€ OEpEMEHHOCTH.
MeTnoHnH OKa3bIBa€T BBIPAKECHHOE AHTUOKCUIAHTHOE JICMCTBUE, TaK KakK
SBJISIETCS XOPOIIMM HMCTOYHUKOM CEpbl, WHAKTUBUPYIOIIEH CBOOOJHBIC
panukanbl. [ToMoraer nepepaboOTKe KUPOB, MPEAOTBpAIas UX OTIOKEHUE B
IIEYCHU W CTeHKax aprepuil. CHUHTE3 TayprHa W LHUCTEWHA 3aBUCHUT OT
KOJIMYECTBA METUOHHWHA B OpraHn3Me. METHOHUH B OpraHU3ME MEPEXOIUT B
IACTEUH,  KOTOPBIM  SIBIIIETCS  MPEAIMIECTBEHHUKOM  IIIyTaTHOHA.

Tpeonun noaepXUBaeT JUNOTPOMHYIO (PYHKIIHMIO TEYEHW COBMECTHO C
METHOHUHOM M acriapTamMoM. TpeoHUH UrpaeT BaXKHYIO POJib B 00pa30BaHUU
KojutlareHa W 3nmactuHa. OH TIOBBIIAET HWMMYHHUTET, YYacTBYET B
MIPOU3BOJICTBE AHTHUTEIL.

@eHWIAJIAHUH TPUHUMACT AaKTUBHOE YYacTHE B CHHTE3€ OCJIKOB,
MOBBIIIAET YMCTBEHHYK) AaKTUBHOCTh, MamATb. OH CHOCOOCTBYET
YIAYYIIEHUIO CEKPETOPHOU (PYHKITUU MOKETYTOUHOM Kele3bl U neueHu. 13
(eHMIanaHuHa MOXKET OOpa30BBIBATHCA THUPO3UH, KOTOPBIM HCHOJIB3YETCS
JUIs CUHTE3a HEHPOTPAHCMUTTEPOB (IIEPEIATYMKOB HEPBHBIX HMITYJIHCOB),
CIIOCOOCTBYIOIIUX ~ YAYYIIEHUIO YMCTBEHHOIO BOCHPHUSATHS, YCUIMBAs
BBIPA0OTKY TOPMOHOB IIMTOBUJHOM KEJE€3bl, TakkKe OO0Iagaronux
AHTUECTIPECCAHTHBIMU CBOVCTBaMH.



Tpunrtodan HeoOXoaUM 7151 MPOU3BOJCTBA BUTaMuHa B3 (HuanuHa) u
CEPOTOHMHA-BAXKHEUIIIETO HEMPOMEANATOPA, IEPEAAIOIIETO HEPBHBIE
UMITYJIbChl. CEpOTOHUH HOPMAJIM3YET COH, CTAOMIM3UPYET HACTPOECHHUE,
CHIDKAET anmneTuT. TpuntodaH CHUXKAET COiepKaHrE KUPOB, 00pa3yIOIMIMX
XOJIECTEPUH B KPOBHU, TaK)Ke 00J1aJ1a€T TMIIOTEH3UBHBIM CBOMCTBOM,
pacimpsisi KPOBEHOCHBIE COCY/Ibl. YUaCTBYET B CUHTE3€ aIbOYMUHOB U
100yJIMHOB, YCUJIMBAET BBIJEJIEHUE TOPMOHA POCTA.

BajnH HeoOX0UM JJIsi BOCCTAHOBJICHUS ITOBPEKICHHBIX TKaHEW U
METa0O0INYECKHUX IIPOILIECCOB B MBIIIIAX P TOKEIbIX HArpy3Kax U JJIs
oAAepKaHUs HOPMaJIbHOTO OOMEHa a30Ta B OpraHu3Me, OKa3bIBaeT
CTUMYyHUpyromiee aercTBre. OTHOCUTCS K Pa3BETBICHHBIM aMUHOKHUCIIOTAM,
MOXET OBITh MCHOJIb30BaH MBIIIIIAMHU B Ka4€CTBE HCTOUYHUKA SHEPIUU
BMECTE C JIEUIITMHOM U U30JICUIINHOM.

JleMIMH, NEWCTBYS BMECTE C BAJIMHOM U U30JCUIIMHOM, 3aIUIIAIOT
MBIIIICYHbIC TKAHU U SBJISICTCS HCTOUHUKOM SHEPIUH, TAaK)KE CIIOCOOCTBYET
BOCCTAHOBJICHUIO KOCTEHM, KOKH, MBIIIIL. JICUIIUH TakXe HECKOJIbKO
IIOHMKAET YPOBEHB Caxapa B KPOBU U CTUMYJIMPYET BBIJICJICHUE TOPMOHA
pocra.

N3oseidinH HEOOX0AUM JjIsl 00pa30BaHus TeMOTIO0ONHA, CTAOMIIN3UPYET
YPOBEHB caxapa B KPOBH, BOCCTAHABIMBACT MBIIICUHBIC TKAHU, YCKOPSIET
IIPOILIECC BHIPAOOTKH SHEPTHH.



3aMeHuMble AMUHOKHUCJIOThI

AJIaHUH HOpMAaJIM3yeT METa00IM3M yIJIEBOJIOB. SIBISETCS COCTABHOM YaCThIO TaKUX
HE3aMEHUMBIX HYTPUEHTOB KaK MAHTOTEHOBas KUCJIOTa U  KOdH3UM A.

APruHMH 3aMeJISIET POCT OMYXOJICH, B TOM YHUCIIE PAKOBBIX, 32 CUYET CTUMYIISIIUU
UMMYHHOU cucTeMbl opraHu3Ma. OH MOBBIIMIAET AKTUBHOCTh BHJIOYKOBOM >KEJIE3bI,
KoTopas BeIpabarbiBaeT T-nmumdonuTel. Ero Takke mpuUMEHSIOT MpU 3a00JIEBAHUSIX
neyeHu (LUPpo3 U KUPOBass AUCTPOPHS), OH CIOCOOCTBYET JAE€3UHTOKCUKAIIMOHHBIM
npoleccaM B MeueHu (MPekJie BCEro 00e3BpeknBannio ammuaka). OH criocoOCTByeT
MOJJIEP>)KAHUIO0 ONTUMAJILHOTO a30THOTO OajiaHca B OpPraHU3ME, TaK KaK y4acTBYET B
TPAHCHOPTUPOBKE U  OOE3BPEKMBAHMU M30BITOUHOTO a30Ta B  OpPraHU3Me.
CrumynupyeTr BbIpaOOTKY TOPMOHA POCTA, UYTO BBI3BIBAET HEKOTOPOE YMEHBIIICHUE
3arMmacoB JKHpa B OpraHu3Me. ApruHUH MOBBIIIAET MOJOBYH) AKTUBHOCTh Y MYKUMH 32
CUET BOCCTAHOBJICHUSI JPEKTWJIbHOM (YHKIUM U CTUMYJISIIUM CIIEpPMAaTOreHe3a.

AcnaparvHoBasi KHCJIOTA B OPraHU3ME MPUCYTCTBYET B COCTaBe OCJIKOB U B
cBOOO/IHOM BHjie. IrpaeT BaXKHYIO pOJib B 0OMEHE a30TUCTHIX BEILIECTB. Y YacCTBYET B
00pa30BaHWKM THPUMHUIUHOBBIX OCHOBAaHMI MOYEBHHBI. bHonormdyeckoe aercTBUE
acraparvHOBOM KHUCJIOThl: HMMMYHOMOJYJUPYIOIIEE, TMOBbIIIAloNEe (HU3NUECKYIO
BBIHOCJIMBOCTb, HOpMasiu3yloliee OanaHc Bo30yxjaeHus u Ttopmoxkenuss B I[HC.

I'HCTHAMH yCUIIMBAaET CEKPEIUI0 COJSHOM KHUCIOThI W TICTICMHA B JKEIYJIKe.
Crumynupyer oOpa3oBaHu€ TeMOIIOOMHAa W KPOBETBOPEHHE B  IICJIOM.
['McTuaMH CMOCOOCTBYET YIYUIIEHHIO TOJOBOM (YHKIHMH, TaK KaK THCTaMUH
(MpoW3BOIHOE THUCTUAMHA) TOJOKUTEIBHO BIMSET HA JPEKTIWIbHYI (YHKIHUIO |
yCUJIMBAET MOJIOBOE BO30YXICHHE.



IimuuH (aMMHOYKCYCHasi KUCJIOTA) SIBIISIETCA LIEHTPAIbHBIM HEUPOMEIUATOPOM
TOPMO3HOTO THIIA JIEUCTBUSA, OKA3bIBAET CENATUBHOE JCWCTBHUE, YIy4IlIacT
METa00JIMYEeCKUE MPOIECChl B TKAHSIX MO3Ta, OCIA0NSIEeT BJICYEHHE K aJIKOTOJIO,
OKa3bIBACT TMOJIOKUTEIHHOE BIMSHUE TMPU MBIIICUYHBIX JTUCTPODUSIX, YMEHBIIAET
MTOBBILIEHHY IO Pa3apaKUTEIBHOCTb, HOPMAJIN3YET COH.

ImyraMmuHoBasi kucJjoTa (DIyTaMuH) OONaJaeT YHUKAJIbHBIM CBOMCTBOM
MPUCOEUHITH JOTOJHUTEIBHBIA aTOM a30Ta, TEM CaMbIM, SIBJISIICH OPraHU3aTOPOM
CHHTE3a Pa3JIMYHBIX OCJIKOB (IepeHOC a30Ta), JM00 CBA3bIBas M30BITOK a30Ta (B TOM
YHUCJIe aMMUAK), KOTOPBIM MOXKET BbI3bIBaTh HAPYIIEHUE PA0OThI pa3IUYHbBIX OPTraHoOB,
HO, pexIe BCETO MO3ra u MICYECHHU.
B nienTpanbHOl HEPBHOM CUCTEME NIyTaMHHOBAsI KHMCIIOTA SBISETCS BO30YKIAIOIHUM
HeupoMenuaropom. [iryraMuUHOBas KHUCJIOTA SBISETCA BaXKHOW COCTaBJISIOLIEH
MBIIICYHON TKaHU, BO3JICHICTBYET Ha TOPMOH pocra.

IIposmH yd4acTByeT B CHHTE3€ KOJUIAT€HA, BOCCTAHABIMBAECT CTPYKTYpPY
COCAMHUTEIIBHON TKaHM (B TOM 4YHUCJE OIOPHO-ABUTAaTEIBbHOIO  ammapara,
MapEHXUMAaTO3HbIX OpraHoB, cepaua).
Tupo3un sBIAETCA NPEANIECTBEHHUKOM HEWPOMEINATOPOB HOpAJIpPEHAINHA H
nopamuHa. TupeouaHble TOPMOHBI OOpPa3yIOTCA MPU NPUCOCAMHEHUU K THUPO3UHY
aTOMOB MoIa. JTa aMHMHOKHCIIOTA YYaCTBYET B PETYJALIMU HACTPOEHUS; HEOCTATOK
TUPO3MHA MPUBOAMT K IePUUUTY HOpAJApEHAINHA, YTO, B CBOIO OYEepEe/lb MPUBOAUT K
nenpeccud. TUPO3UH TMOAABISIET AMIETUT, CIOCOOCTBYET YMEHBIICHUIO OTIIOKEHUS
XKUPOB, CIOCOOCTBYET BBIpAOOTKE MeEJNATOHMHA W ylIydliaeT  (PyHKUIUHU
HAJIIOYEYHUKOB, IIUTOBUIHON >kene3bl M rumnoduza. Cumnromamu aepuuuTa
TAPO3UHA TAaKXE SABJISIOTCA IMOHM)KECHHOE apTEepUAIbHOE JABJICHHE, HU3Kasd
TEeMIIepaTypa Tejaa U CUHAPOM OECHOKOMHBIX HOT. TUPO3UH MOKET CUHTE3UPOBATHCS
u3 (dbeHnnanaHuHa B OpraHu3Me YeJIOBEKA.



IucrenH - cepocojieprxainas aMMHOKHCIIOTA UTPAET BAXKHYIO POJIb B
nporeccax (popMupoBaHHs TKaHEH Koxku. MMeeT 3HaueHue s
N€3WHTOKCUKAIMOHHBIX MpoleccoB. [lucTtenH BXogutr B cocTaB
anb(a-KepoTHHA, OCHOBHOIO O€JIka HOITeW, KOoku uU Boioc. OH
CIIOCOOCTBYET  (JOPMHUPOBAHMIO  KOJJIareHa W YJIy4llaeT
ANACTUYHOCTh KOXKH. [[UCTEWMH BXOAUT B COCTaB U JPYyruX OEJIKOB
OpraHu3Ma, B TOM YMCJI€ HEKOTOPBIX MUIIEBAPUTEIIBLHBIX (PEPMEHTOB.
[uctenHn mnomoraer o0O€3BPEKUBATH HEKOTOPHIE TOKCUUYECKHUE
BEIIECTBA M 3alIUIIACT OPraHU3M OT MOBPEXKIAIOIIETO JICHCTBUSA
pagnanuu. OH TMpeAcTaBiIss€T COO00M OJWH W3 CaMBIX MOIIHBIX
AHTUOKCHJIAHTOB.

[{uctenH ABISIETCS TPEAIIECTBEHHUKOM IIIIOTaTUOHA - BEIIECTBA,
OKa3bIBAIOIIIETO 3aIIUTHOE JCUCTBHAE HA KJIETKHA NIEYEHU U TOJIOBHOTO
MO3ra OT MOBPEXICHUS AaJKOTOJIEM, HEKOTOPBIX JIEKAPCTBEHHBIX
MPENAapaToOB U TOKCUYECKUX BEIIECTB, B TOM YHCJIE COICPKAILIUXCS B
CUTAPETHOM JIBIME.

DTa aMMHOKHCJIOTa 00pa3yeTcs B OpraHu3Me W3 METHOHMHA, IPH
00s13aTETbHOM MIPUCYTCTBUHA BUTAMHUHA B6.




Iyt oOMeHa 0eJIKOB B OpraHu3zmMe

IlepeBapuBaHue U BcacbiBaHMe - OCJIKH JIMIIAIOTCS CBOSH BUIOBOM U
TKaHEBOM CHeM()UIHOCTU U PACTIaIal0TCS 10 AMUHOKHUCIIOT

IIpoMesKyTOUYHBIN (MEXKYTOUHBIN) 00MEH — B KJICTKaxX MEYECHHU U BCEX
TKaHEW, BKJIIOYAIOIIMN MTPOLIECCHI IEPEAMUHUPOBAHUS, IE3aMUHUPOBAHUS,
BOCCTAHOBHUTEJIBHOTO aMUHHUPOBAHUS, JIeKapOOKCHUIINPOBAHUS, OMOCHHTE3A
3aMEHUMBIX AMHUHOKHUCJIOT U JIP.

Oo0Opa3oBaHue U BbIBeJACHHE U3 OPraHM3MAa KOHEYHbIX MPOAYKTOB
pacnajaa 0eJIkoB



+

IIpoMeKyTOUYHBIA 00OMEH AMUHOKHUCJIOT

AMUHOKHCIIOTBI, 00Opa30BaBIIKMECS IPU TEPEBAPUBAHUN OECJIKOB,
OBICTPO  BCACBIBAIOTCA B KHUIIEYHMKE.  TpaHCHIOpPT  HX
OCYIIECTBJISICTCA JBYMS IYTAMU: Y€PE3 BOPOTHYIO CUCTEMY ICUCHHU,
BEIYIIYIDO MOPsSIMO B II€UECHb, M II0 JHUM@PATHUYECKHM COCYIaM,
COOONIAIOIIMMCS C KPOBBIO Yepe3 IPyIHON JUM(PATUIECKUM MPOTOK.
MaxkcuMaiibHasi KOHLEHTPAIUsI aMUHOKHUCIIOT B KPOBU JOCTUTACTCS
yepe3 30- 50 muH mocne npuéma OEIKOBOM MUIU (YIJIIEBOIBI M
KUPBI 3aMEJISIIOT BCachblBAHUE AaMHMHOKHUCIIOT). BcacwkiBanue L-
aMHUHOKHUCIOT (HO He D-u3oMepoB) - akKkTUBHBIM IIpolecC,
TpeOyIOIINM 3aTpaTbl SHEPTUH. AMUHOKHUCIOTHI MEPEHOCATCS YEPE3
KHIICYHYI CTEHKY OT CIM3HCTOH €€ MOBEPXHOCTH B KpPOBb
[IepeHoc yepe3 MIETOYHYIO KalMy OCYIIECTBIISCTCS LEJIBIM PSIAOM
MIEPEHOCYNKOB, MHOTHE W3 KOTOPBIX JCUCTBYIOT MPH ydyacTUu Na+-
3aBUCHMBIX MEXAaHHW3MOB CUMIIOPTA, IMTOJOOHO MEPEHOCY TIIOKO3BI.



MexaHu3M BcachblBaHU aAMUHOKHUCJIOT B

KHIICYHUKC
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L-aMMHOKHCIOTA MOCTYIIAET B SHTEPOIIUT
nyTéM cumnopra ¢ roHoMm Na+. Jlamee
CIIEIU(PUYECKAsT TpPaHCIOKa3a MEPEHOCHUT
AMUHOKHCJIOTY 4€pe3 MEMOpaHy B KPOBb.
OOMEH HOHOB HATPUS MEXKAY KIETKaMU
OCYIIECTBIIACTCA  IIYTEM  MIEPBUYHOIO

AKTUBHOTO TPAHCIOpPTA C IOMOIIbI0 Na+t,
K+-AT®-a3sbl.



PaznuuHass CKOpPOCTb IIPOHUKHOBEHUS AMHUHOKHCIOT 4Yepe3
MeMOpaHbl KJIETOK YKa3bIBA€T HA HAIMYWE TPAHCHOPTHBIX CHUCTEM,
0o0eCcrneYnBaroMX IMEPEHOC AMHUHOKHUCIOT KaK 4Yepe3 BHEIIHIOO
MJIa3MaTUYECKyl0 MeMOpaHy, TaKk M 4Yepe3 BHYTPHUKICTOYHBIC
MeMOpaHbl. B Hacrosinee BpeMsi M3BECTHO MO KpallHEW Mepe MSTh
CIIeM(PUUECKUX TPAHCIOPTHBIX CHUCTEM, KaXaas U3 KOTOPBIX
(YHKIMOHUPYET JJIsl IEPEHOCA ONPEACTEHHON IPYIIbI OJMU3KUX 10
CTPOCHUIO aMUHOKUCJIOT:

* HEUTPAJIBHBIX, C KOPOTKOM OOKOBOM IIEIbIO (QJIAHWH, CEPUH, TPECOHUH);
* HEUTPAIBHBIX, C JJMHHOW WM PA3BETBIEHHOW OOKOBOHM IIEMBIO

(BaJIMH, JICHIIMH, U30JICH-1TUH);

* C KATUOHHBIMU pajuKajaaMu (JM3UH, aprUHUH);

C QHUOHHBIMHM pajauKajiamMyd (INIyTaMHUHOBasE W acmaparnHOBas
KHUCJIOTHI);

* MMMHOKHUCIOT (mposuH, okcumpoyuH). I[Ipmuém k uyumcmy Na+t-

3aBUCHMBIX OTHOCSTCSl IEPEHOCUMKM aMMHOKHCIIOT, BXOJSIIUX B
MEepBYI0O M MATYH TPYHIbI, a TaKKe MNEPEHOCYMK METHOHMHA.
HezaBucumbie oT Na+ MepeHOCUMKH CHEIU(PUYHBI IS HEKOTOPBIX
HEUTpaJIbHBIX  aMUHOKMCIOT  ((peHunajsaHuH,  JICMIMH) U
AMHHOKHCIIOT C KATHOHHBIMU pajuKaiaMu (JIU31H).



OnHa u3 cenu(pu4ecKUuX TPAHCHOPTHBLIX CUCTEM /IJIsi HEKOTOPbIX

HEUTPAJBbHBIX AMHUHOKHCJIOT (PYHKIHUOHHUPYET B KHIICYHHKE,
MO4YKaX M, NO-BUAMMOMY, MO3re. ITO Y-IJIyTAMWJIbHBIN UKL,

AMUHCKMCNoOTel (AK)
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y=FnyramunbHbin uukn: Cucrtema COCTOUT M3
OAHOro MeMbpaHHOro M NATU LMTOMNIA3MaATUHECKNX
depmeHTOB. [lepeHOC aMWMHOKWUCAOTbI  BHYTPb
KNeTKW  OCyLlecTBndeTcd B KOMMekce C
rNyTaMUIbHbIM OCTATKOM rMyTaTUOHA noa
NEVNCTBUEM Y-rnyTaMmmnTpaHcdepassbi. 3aTeM
aMUHOKMCNOTa 0CcBOBOXAAeTCH, a Y-MyTaMUbHbIN
OCTaTOK B HECKONbKO CTaguMMh NpeBpallaeTcs B
rNYyTaTUOH, KOTOPbIM CMOCOBEH NPUCOEAUNHSATD
cnefnyroLLyo Monekyny aMMHOKUCIOTHI.

El - vy-rnytamumnTtpaHcdepasa; E2 - y-
rnyTammnumnknoTpaHcdepasa; E3- nentnaasa; E4 -
OKCOMpOJIMHa3a;

E5 - y-rnyTaMnnumncTeMHCUHTETA3a;
E6 - rnyTaTMoHCMHTETA3a.



AMHMHOKHCJIOTHI KaK U 0eJIKH He HAKAILJINBAIOTCS U He

3al1ACAI0TCH B TRAHHAX

IIpomMeKyTOYHBI 00MEH AMUHOKHMCJIOT —

9TO COBOKYITHOCTb HpeBpaHlCHI/Iﬁ AMHUHOKHUCJIOT B OPTraHU3MC 4YCJIOBCKA OT
MOMCHTA IMOCTYINICHUA UX B KPOBb 1O BBIBCACHUA U3 OPpraHN3Ma B BUJIC
MOYCBUHBI, YITICKUCJIOIO I'ada 1 BOAbI

YCJI0BHO IPOMEKYTOYHBbIN 00MEH JIeJIAT :
OO6mure myT oOMeHa aMUHOKHUCIIOT
Cnenuduueckue (MHIMBUYaTbHbIC ) TyTH NPEBPAILICHUS aMUHOKUCIIOT

Kara6omm3m 00JBLIINHCTBA AMHUHOKHCJIOT HAYNHACTCHA C
OTIIEINJIEHUS O-AMUHOTPYIIIbI.

AMHHOKHCIIOTA TEPSAET AMHUHOTPYNIY B PE3yJIbTaTe€ JBYX THIIOB
peaKIni: TPAHCAMUHUPOBAHUS U JIE3aMUHUPOBAHUS.



Oo01ue nytu oomMena AK

TpancamunrpoBaHue(IIepeaMUHUPOBAHUEC)
IIpsiMO€ OKMCIUTENBLHOE J€3aMUHUPOBAHNE
Henpsmoe oKHuCIuTeIbHOE 1€3aMUHUPOBAHUE
HeoxkucaurenbHOE A€3aMUHUPOBAHNE
BHYTpUMOJIEKYISIpHOE I€3aMUHUPOBAHUE

JlekapOOKCHIIMpPOBaHKE



TpancamuHupoBaHue - peakius MePeHOCca a-aMUHOTPYIIIbI ¢ AMUHOKHCJIOTHI HA O-
KETOKHUCJIOTY, B pe3yJibTare 4ero 00pa3ylrcs HOBasi KeTOKUCJI0TA U HOBast
aMHUHOKHUCJI0TAa. KOHCTaHTa paBHOBecHS /I 00JIBIIMHCTBA TAKUX PeaKklui 0JIiM3Ka K
enunuue (Kp~1,0), mo3tomy npouecc TpaHCAMUHUPOBAHUS JIETKO 00pPAaTHM (CM. CXeMy

A).

Peakuuu kataJausupyror pepMeHTbl aAMUHOTPaHC(pepasbl, KOPEePMEHTOM KOTOPbIX
¢ayxuT nupuaokcanabpochar (IIPD) - npousBogHoe BuTamuna B6 (mupugokcuna) (cm.

cxemy b).
?OOH
HaN— (I:H +
Ri

AMUHOKMCNOTE,
Cxema A

a~-Keronscnora

GO0
HaN~CH
R:

a-Kerokmcnora AMUHOXMCNOTS,

Cxema b

¢ N ,?0

C

S ~0H

N/ CH:

Mupuackcansocdar
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AMuHOTpaHC(Pepa3bl OOHAPYKEHBbI KaK B IIUTOILIA3ME,
TaK U B MHUTOXOHJPHUSAX KIETOK 3yKapuoToB. I[Ipuuém
MHUTOXOHApHUAIbHBIE U IUTOINIA3MaTHYECKUE (POPMBI
(EpMEHTOB  pa3IuyaroTcs N[O  (PU3HMKO-XMMHUYECKHUM
cBoiicTBaM. B kieTkax uyenoBeka HaigeHo Oosee 10
aMUHOTpaHc(epas, OTIMYAIOIUXCS II0 CyOCTpaTHOM
CIICIU(UUHOCTH. Bcerynath B peaKknu
TpaHCAMUHUPOBAHUS MOTYT MOYTH BCE aMHUHOKHUCIIOTHI,
3a UCKJIYEHHEeM JM3MHA, TPEOHHHA U NMPOJIMHA.



Opravocnenuduunsie amuHorpancpepasst AJIT wu ACT
Yame Bcero B  peakuusX  TPAHCAMHUHUPOBAHUA  YYaCTBYIOT
AMUHOKHCIIOTBI, COJIEPKAHUE KOTOPBIX B TKAHSIX 3HAYUTEIBHO BBIIIE
OCTaJIbHBIX - TJIyTaMar, ajaHWuH, aclmaprar U COOTBETCTBYIOIIUE KM
+K6TOKHCHOTH - O-KeTomnyTapar, mupyBar U okcajioanerar. OCHOBHbIM
JIOHOPOM AMUHOTPYTIIIBI CIIYXKHUT IJIyTamar.
CyMMapHO 3TH peaKkud MOKHO NPEACTABUTH B BU/IE CXEMbI:

AMuHORMcroTa, . O-KETOMMYTapaT - Anunokucnota,

N\ N\ \//

KeTokuenoTay « \\‘ rﬂYTBMaT A KeTokucnoTa,




Cxema

1 cragua

Ri~CH~ Ny o=(|:—@
-’-
COOH H
a-AMUHOKUCIOTA

(cyberpar 1)

l.
R CH-N= ﬁ:—*@ Ungoso
OCHOBAMKE

COOH H (ANLAUMUK)

Komnnexc
depmeHT-Nd

l.

Ri-C=N—CH,—(E) kdxboeo
| ocHosanme |l
COOH I (veTHMuK)

e

NH;—-CHy—<E>

R 9 =0

COOH
Komnnekc dpepmenT-  q-Kerokuenora

nupMackcaMuHochaT  (npaayr 1)

+

2 cragma

Ri-C=0  NHy—Ct;—~(E)

COOH
o-KeTokmenoTa

(cyberpar 2)

Komnnenxc epmenT-
nuprgoKcammrgocdar

M H0
!
Rr?aN—CW—Qa Widhhono

OCHORaHMeE ||
COOH |, (KETHMMH)

'
Ri-CH-N=C—E ) Wuddoso
a —‘() o

~ OCHOBaHMe |
COOH \ H (8nLaumMuH)
!

(e
Ry~CH-N 0=C—E
Z"I H; i | \=/

COQH H

t-AMUHOZMCNOTE
(npagyk 2)

Komnnexc
depment-[1®
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AMuHOTpaHC(epa3pl 00IagarT CyOCTpaTHOM
CIIEIU(UYHOCTBIO K pa3HbIM aMHUHOKHCIOTaM. B TkaHsx
4yeJI0OBEKa 0OHApPYKEHO OoJice 10 Pa3HBIX
aMUHOTpaHcdepas.

Haubonee pacnpocTpaHéHHbBIMM (EepMEHTaMu B
OOJILIIMHCTBE TKAHEM  MJICKOMUTAIONIUX  SIBJISFOTCS
ananmHamMuHoTpaHcpepaza (AJIT), mno  oOparHOH
peakiuu - tryramarnupyBaraMuHoTpancdepasa (I'TIT) u
acrmapraraMmuHotrpancdepaza (ACT), mno oOparHou
peaknuM - [IyTaMmaToKcalloaleraTa-MUHOTpaHc(epas3a
(I'OT).



AJIT xaranmu3upyer peakiuio TPAaHCAMU-HUPOBAHUS MEKTY
aJJaHUHOM M 0-KeTormyTaparoM.JIokain3oBaH 3TOT (hEpMEHT B
IIUTO30J1€ KJIETOK MHOTMX OPraHOB, HO HAaMOOJIBIIIEE €r0 KOJTUYECTBO
O0OHApYEHO B KJIETKaX MEUYCHU U CEPJICUHON MBIIIIIIHI.

ACT karanu3upyeT pEaKkuul0 TPAHCAMUHUPOBAHUS MEXKIY
acrapTaToM M O-KeTomiyTaparoM. B pesynbsrate o0pasyroTcs
okcasoanerar u myramar. ACT uMeer Kak IHUTOIIa3MaTHYECKYHO,
TaK U MUTOXOHJpHANIbHYIO (opMbl. Hanbosbiiee €ro KoJu4ecTBO
O0OHapY’KEHO B KJIETKaX CEPJCYHON MBIIIIILI U MTCUYCHHU.

Tak kak HauOombmee konuuectBo AJIT u ACT cocpenoTodueHo B
NIEYECHU U MHUOKapJE, a COJCpKaHWE B KPOBU OYEHb HU3KOE, MOXKHO
TOBOPUTH 00 opraHocnenupUIHOCTHA 3TUX (DEPMEHTOB.



s buojgornyeckoe 3HaueHue TPAHCAMHUHHUPOBAHUSA
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Peakuuu TpaHCaMUHHUPOBAHUS WUTPAOT OOJIBIIYIO POJIb B OOMEHE
aMHUHOKHUCIIOT. IIOCKOIBKY STOT Tporecc oOparuM, (EPMEHTHI
aMHUHOTpaHcepa3bl  (QYHKIIMOHMPYIOT KAk B  Ipoleccax
Kara0oiIM3Ma, TaK 17| OmocuHTE3a AMUHOKHCJIOT.
TpancaMHUHUPOBAHUE - 3aKJIHOYUTEIBHBIN ATAall CHHTE3a 3aMEHUMBbIX
AMHHOKHUCJIOT M3 COOTBETCTBYIOIIMX O-KETOKHCIIOT, €CJIM OHHU B
JAHHBIH MOMEHT HEOOXOJIMMBI KJIETKaM. B pe3ynbrare mpoucxXoauT
nepepaclnpeicICeHie aMHHHOTO a30Ta B TKaHIX OpraHu3Mma.
TpancamuHupoBaHWE - IIepBas  CTaaus  JIC3aMUHUPOBAHMS
OOJIBIIIMHCTBAa AMUHOKHCJIOT, T.€. HAYQJIbHBIM ATaIl UX Kara0oiau3Ma.
OOpazyronecs Mpu 3TOM KEeTOKHUCIOThI okucistores B LTK wnm
WCHOJIB3YIOTCSL JUISI CHUHTE3a IJIFOKO3bl U KETOHOBBIX Tei. [lpum
TPaHCAMUHUPOBAHUM OOIIEE KOJIUYECTBO AMUHOKHUCIIOT B KJIIETKE HE
MEHSETCS.



Buonoruyeckoe sHauyeHue peakumn TpaHCaMUHUPOBAHUSA

1. Cunte3 10 3amenumbix AK
2. llepBas ctaaus B peaKIUM HEMPSIMOTO OKUCIUTEIHLHOTO J€3aMUHUPOBAHUS

3. JHocraBka amuHorpynm AK u3 MBIIII B IEYEHD B LIAKJIIEC «AJIAHUH —
TJTFOKO3a

4. JHocraBka amunorpytmbl AK neyeHu yepes acnaprar B OMOCHHTE3€
MOYEBUHBI



I[I/IaI‘HOCTI/I‘leCKOe SHAYCHUC OIIPCACICHUSA

aMHUHOTpaHCcPepa3 B KIIMHAYCCKON MPAKTUKE

B KNMHMYECKOM NPaKTUKE LUMPOKO MCMOSb3YHOT Of eneneHve aktueHoctn ACT u AJIT B
CbIBOPOTKE KPOBW A1 AMArHOCTUKU HEKOTOPbIX 3aboneBaHunn.

B HOpMe B KpOBWM aKTMBHOCTb 3TUX (PepMEHTOB O4YeHb Mana u coctasnset 5-40 E/n. Mpu
NOBpEeXAEHNN KNETOK COOTBETCTBYIOLEro opraHa (epMeHTbl BbIXOASAT B KpOBb, rae
AKTUBHOCTb MX pe3ko nosblwaeTcs. Mockonbky ACT n AJIT Hambonee akTUBHBI B KeTKax
MneyeHn, cepaua W, B MEHbLUEA CTEMEHM, CKENETHbIX MbIWLl, WX WCMONAb3YKT Ans
ANArHOCTUKN 6one3Hen 3TUX OpraHoB . B kneTtkax cepaeyHon Mblwlbl konndectBo ACT
3HAYMTENbHO NpeBbiaeT KonmyecTso AJTT, a B neyeHn - HaobopoT. Mo3ToMy 0co6eHHO
MHMOPMATUBHO OAHOBPEMEHHOE U3MEpPEHME aKTUBHOCTM 060MX (PEPMEHTOB B CbIBOPOTKE
KpOBMW.

CooTHolueHue akTnBHocTen ACT/ANT HasbiBaloT «Ko3ddUUMEHT ae Putnca».

B HopMe 3TOoT KoadhduumeHT paseH 1,3. Mpn nHbapkTe MnMokapaa aktuBHOCTb ACT B
KpoBu yBenuumnsaetcs B 8- 10 pas, a AJIT - B 1,5-2,0 pa3a. Hanbonee pe3ko akTMBHOCTb
ACT vyBenuuMBaeTcd nNpW HeEKpo3e TKaHM, TaK KaK BbIXOAUT B KpOBb U
uuTonsasMaTnyeckass M MUTOXOHApuanbHas @GopMbl  ¢depMeHTa. [lpn  uHdapkTe
MUoKapAa 3HayeHue ko3 duumeHTa ae PuTmca pe3ko Bo3pacTaer.

MNpu renatutax akTMBHOCTbL AJIT B CbIBOpOTKE KpOBU yBenuumBaeTca B ~8-10 pas3 no
CpaBHeHWUO ¢ HopMown, a ACT - B 2-4 pa3a. KoadduumeHT ae Putnca cHmxkaercs go 0,6.
OaHako Npu uMppo3e nevyeHn 3ToT KO3(PULMEHT YBETMUMBAETCS, UTO CBUAETENLCTBYET
O HEKpO3e KNETOK, NPy KOTOPOM B KPOBb BbIXOASAT 06e dopmbl ACT.
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JESAMNWHUPOBAHUE AMUHOKHUCJIOT

JlezaMUHUpOBaHWE AMMHOKHUCIOT - peaKius OTIICIJICHUS O-
AMHUHOTPYIIIbI OT AaMHUHOKHMCJIOTBHI, B PE3yJIbTaT€ 4YE€ro o0pazyeTcs
COOTBETCTBYIOIIAsA O-KE€TOKHCJIOTa (0€3a30THCTBIA OCTaTOK) M
BBIJICJISIETCSI MOJIEKYJIa aMMHaKa

Ammuak TokcndeH mist [ITHC, mosTtomy B opranusme 4elloBEKa M
MJICKOIIUTAIOIMX OH IIPEBPANIAETCS B HETOKCUYHOE XOPOIIO
PAaCTBOPUMOE COEAVHEHUE - MOYEBUHY. B BUI€ MOUYEBUHBI, a4 TAKKE
B BHJEC COJIEM AaMMOHHS AaMMHAK BBIBOAUTCS W3 OpPTraHU3MA.
be3a3oTUCThIi  OCTATOK  MCHOJB3yeTCsl  JyIsi  0Opa3oBaHUsA
AMUHOKHCJIOT B PEaKUUsAX TPAHCAMUHUPOBAaHUA, B MPOIECCax
IJIFOKOHEOTCHE3a, KETOTEHE3a, B AHAIUIEPOTHYECKUX PEAKIUAX IS
BocHoJIHEHUS YObUTH MeTabouToB OIIK, B peakiusx OKUCIEHUS 10
CO2 u H20.

CyliecTByeT HECKOJbKO CIIOCO00B J1€3aMUHUPOBAHHUSI

AMHUHOKMUCJIOT.

® OKHUCJIUTEILHOE;

* HempsAMoe (TpaHCAC3aMUHUPOBAHHE);
* HEOKUCIIUTEILHOE;

* BHYTPHUMOJICKYIISIPHOE.



OxuciureabHOeE A€C3AMHUHHUPOBAHUC

Hanbonee akTUMBHO B TKaHSAX NPOUCXOANUT A€3aMUHMPOBAHME
FNYyTaMMHOBOW KMCNOTbI. Peakuuto katanuaunpyet dhepMeHT
rnyTamataerngporeHasa, KopepMeHToM )
rnytamataernaporeHasbl asndetcad NAD+. Peakuma ngét B 2
3Tana:

depMeHTaTUBHOE AernapupoBaHue rinytamMata n obpasoBaHue
d-UMUHOrNyTapaTa,

HeepMeHTaTUBHOE MMAPOSINTUYECKOE OTLLEMNEHNE

MMWUHOIPYNMbl B BUAE aMMKaKa, B pe3ynbTaTe Yero
obpasyeTcs a-Ketornyrapart

OKMcnnTENbHOE Ae3aMUHUPOBAHME rlyTaMaTa -
obpaTMMas peakums U Npu NOBbLILLEHNN KOHLIEHTPaALUM
aMMMWaKa B KJ1IETKE MOXET NpoTeKkaTb B 06paTHOM
HanpaB/IEHNN, KaK BOCCTAHOBUTEIbHOE aMUHUPOBaHWE a-
KeTornyTtapara.



C'DOOH
NAD" NADH+H $H2
. (]: S CHz + NH3

|
myTamar aerwaporeHasa (l% = NH 0 C=0
2 l
COOH COOH
a-MMuHornyrapar a-Ketornyrapar

H,0

R R , R
éH—NHQ ’ é:NH _L" &:O + NH3
| Oxcupaza (FMN) | |
COOH COOH COOH

AMUHOKMCNOTA a-MuHOKMCnoTa  a-Ketokmenora
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Henpsimoe ne3aMuHUpoBaHue (TPaHCAe3aMUHUPOBAHNE)

boabIIMHCTBO AMUHOKHCIIOT HE CITIOCOOHO

JI€3aMUHUPOBATBCS B OJHY CTaauto, Moao0HO Iy.
AMMWHOTPYIIIBI TAKUX AMHHOKHMCIIOT B PE3YJbTare
TPAHCAMUHUPOBAHUS TIEPEHOCATCA HA (-KETOIyTapar ¢
o0pa30BaHMEM IIIYTAMUHOBOW KHCJIOTBI, KOTOpas 3aTeMm
MOJIBEPraeTcs IPSAMOMY OKUCJIUTEIILHOMY
N€3aMUHUPOBAHUIO. TakoM MEXAHU3M J€3aMUHUPOBAHUSA
AMUHOKHCJIIOT B 2 CTaauyd TOJYYWI HA3BAHUE
TPAHCJIE3aMUHUPOBAHUS, 158101 HETIPSIMOTO
NI€3aMUHUPOBAHUS:



AMWHOKMCIOTA c-Kerornyrapar NH;

nyTamar-
AMUHOTpaHchepasa AervaporeHasa

ra NAD*
ca-KeTokucnora [ nyTamar

A. KaTabonnam aMuHOKMCIQT b. CHHTE3 BMUHOKUCNOT

NH,

+ (t-AMUHO- Ketornyranar
NADH KMCNOTbI areriyiona

a~AMMHO= *
KMCNOTS \/ \// \\ / \
rnyTamar TnyTamar

w-KeTormyrapar

A
Ammorpauo:bepaml et diall MHHOTPaHCepadbl bl

a-Keto- ,‘7 \ / \ I/ fn\
NAD'

KKCNOTHI rnyramar a~-KeTokucnoTee (myramar  \ap?
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buoaornyeckas POJIb HENPAMOI'O 1€3aAaMUHHUPOBAHUS.

A - npu karabonu3Me MOYTH BCE MPUPOIHBIC aMHUHOKHUCIIOTHI CHadasia

IEPENAOT AMMHOTPYIIIY Ha  a-KeToniyrapar B  pEakluu
TPAaHCAMUHUPOBAHUSA C oOpa3oBaHUEM rJIyTamara 151
COOTBETCTBYIOILIEH KETOKHUCIIOTHL.

3arem rmmyramMar noABCpracrcia IpAaAMOMY OKHCIHUTCIIBHOMY
AC3AMHUHHUPOBAHUIO I1O0/ I[eﬁCTBHGM IMmyTaMatTaACruAporcHas3bl, B
pE3YJIbTATC 4YCro IOJYHYarOTCs a-KCTOIIIyTapar U aMMHAK,

- Opu HEOOXOJWMOCTH CHHTE3a aAMHUHOKHUCIOT W HaJWYUH
HEOOXOIUMBIX a-KETOKHUCJIOT o0e CTaJIuuU HEIPSIMOTO
A€3aMUHUPOBAHUS TPOTEKalOT B OOpaTHOM HampamjieHuU. B
pe3ynbTare BOCCTAHOBUTEIBLHOIO AMWUHUPOBAHUS a-KETOoIlyTapara
oOpa3yeTcsl miyTamMar, KOTOpbId BCTyHaeT B TPaHCAMUHUPOBAHHUE C
COOTBETCTBYIOIIEH a-KETOKUCIIOTOMW, YTO IPUBOJUT K CUHTE3Y HOBOM
AMUHOKHCIIOTHI.



COOH

|
H—(i‘. — NHa

R

D-AMuHOKUCNOTAa

H20 FAD

Okcunaaa DC
NH4" FADH,

-w

a-KeTokucnora,

L-AMHHOKMCJ’IOTGQ\
aMmuHoTpaHcdepaaa
a-KeTokmcnoras

-

(|300H
H2N —(IJ —§
R

L-AMWHOKUCNOTA ¢



HeoxuciaureabHoe A€C3AMHUHHUPOBAHUC

B nmeueHu yesloBeKa IMPUCYTCTBYIOT  crenuduyeckue  (HEpMEHTHI,
KATaJM3UPYIOIIME PEAKIUU JIC3aMUHUPOBAHUSI AMUHOKHCIOT CEpPUHA,
TPEOHWHA ¥ TUCTUINHA HEOKUCIUTEIbHBIM ITYTEM.

HeokucnurenbHoe J€3aMUHHUPOBAHUE CepUHa KaTIU3UPYET
CEepUHJETUAparasa.

Peaknuss HayMHAETCS C OTIICIUICHUS MOJICKYJIbl BOABI M OOpa30BaHMS
METHJICHOBOM TPYIIIBI, 3aT€M IIPOUCXOIUT HeEepMEHTATUBHAS IIepeCTPOiKa
MOJICKYJIBI, B pe3yJbTaTe KOTOpoM oOpasyeTrcss HUMHHOTpyIIa, ci1abo
CBA3aHHas C  a-yriepogHbiM  atoMoM. Jlagee B pesynbTare
He(epMEHTATUBHOTO THIPOIM3a OTIICIUIICTCS MOJICKylla aMMHaka u
o0pa3yeTcs MUpyBar.

HeokucnurenbHoe Ae3aMUHUPOBAHUE TPEOHWHA KaTadu3upyeTr (pepmMeHT
TPEOHUHIETUAPaTa3a. MexaHu3M PeaKIud aHAIOTHUYEH JE3aMUHUPOBAHUIO
CEpHHa.

O1H hepMeHTHI TUpUIoKcaab(pochaT3aBUCUMBIE.

HeokuncnurenbHoE AC3aMHUHUPOBAHNUC THCTHUANHA I10 I[CfICTBPIGM (bepMeHTa
I'nCTu1a3bl (I‘I/ICTI/II[I/IHaMMI/IaKHI/IaBBI) ABIICTCA BHYTPHUMOJICKYJISAPHBIM,
TaK KakK O6pa3OBaHI/IC MOJICKYJIbI aMMHaAKa MNPOUCXOIUT U3 aTOMOB caMou
aMUHOKHCIIOTEI 0€3 ydqacTHusA MOJICKYJIbI BOJBI. Orta peaKnusa IIPOUCXOAUT
TOJIBKO B II€CYEHU U KOKC.



Mupysar
Cxema A

: o9 CHs
l |
CHz H:0 CH;

|
Ch~OH CH
CH NH;—“/‘—' c NHQ—*C NH—\-—»C 0 + NH:

COOH TpeoxuH geruopa- COOH COOH COOH
L-Tpeonuy 1298 N a-Kerobymmpar

Cxema b

-
(} -CHy ?H COOH umaa (} CH=CH-COOH

NH; N
FucTMauH YpoKaHuHOBaA KMCNoTa

Cxema B




IIyTn o0MeHa 0€3230THCTOr0 0CTATKA AMUHOKUCJIOT

B xope katabonuamMa aMWHOKUCIOT TMPOUCXOAUT  OTLUEMNSIEHNE
aMUHOrpynnbl W BblA€NieHME aMMuaka. [pyrumM  NpoayKTOM
0E€3aMUHNPOBAHUSA @aMUHOKUCIOT CITYXKUT MX 6€3a30TUCTbIN OCTaTOK B
Buae a-ketokmcnot. KaTtabonu3aM  aMMHOKWUCIOT  MNPOUCXOAUT
NPaKTUYEeCKN MOCTOSIHHO. 3a CYTKWM B HOPMEe B OpraHmM3Me 4esioBeka
pacriagaetcs npuMepHo 100 r aMMHOKUCIIOT, N TaKoe Xe KOJIMYeCTBO
[I0J/IXXHO MOCTYyNaTh B COCTaBe 6eKoB MULLN.

bonbLuas 4acCTb 6e3a30TUCTbIX OCTaTKOB AMWUHOKUCNOT
npeBpallaeTcs B nupyBaT JMbO HenocpeaCTBEHHO, Mbo B
pe3ynbTaTte 6osee C/I0XKHOro nyTy, NpeBpallasicCb BHavane B oauH 13
MeTabonutoB LTK. 3ateM B peakuusix LUWTPATHOMO LKA
nponcxoamT 0bpasoBaHKe OKCasoaLeTaTa, KOTOpbIM NpeBpaLlaeTcs B
docpoeHonnmpysat. W3 cboccboeHonnMpyBaTa noa JeUCTBUEM
nupyBaTKuU-Ha3bl o0bpa3syetcd nupyeBaT. [lpyBaT noaBepraeTtcs
OKUCNIUTENIBHOMY 1€KapOOKCMIMPOBAHMIO U NPEBPALLAETCA B aLETUI-
KoA, kotopbin okucnsetrca B LITK go CO2 n H20 c BblaeneHnem
SHeprun. Takou NyTb MPOXOAAT MPEUMYLLECTBEHHO AMWHOKUCNOTHI
MU,



IIpy HemocTaTke INIOKO3bI B oOpraHu3Me ¢oc-
(hoCHOJMUPYBAT BKJIKOYACTCS B IJIIOKOHEOreHEe3 (CM.
paszzen 7). 3To IpOUCXOAUT P FOJO0AAHNUM, JIUTCIbHOM
(¢u3ndeckor paboTe, IpU CaxapHOM AHA0ETE WU APYTHUX
TSOKEIBIX XPOHUYECKHUX 3a00JICBaHUSIX,
COIIPOBOXKIAIOIIMXCS PaclagoM COOCTBEHHBIX OEJIKOB
opranu3ma. CKOpOCTh INTIOKOHEOT€HE3a U3 aMHUHOKHUCIOT
perynupyercs TropMoHamu. Tak, moa JACHCTBUEM
[JIIOKaroHa YBEJIWYMBACTCS aKTHUBHOCTH PETYISTOPHBIX
(bepMEHTOB IIpoliecca, a KOPTU30J HHAYLHUPYET CHUHTE3
(bepMEHTOB TJIIOKOHEOT€He3a B ICUYCHH. AKTHBAIUS
IJIIOKOHEOI'€HE3a M3 aMHUHOKHMCIIOT IIPOUCXOAUT WU IIPH
IPEUMYIIECTBEHHO OCIKOBOM ITMTAHHUH.
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INIMKOI'EHHBIE U KETOI'EHHbBIE
AMHUHOKUCJ/IOTbI

Karabonu3amM  BC€X  aMMHOKHUCIOT  CBOAMTCS K
OOpa30BaHMIO IIECTH BEIIECTB, BCTYNAIOIINX B OOIIUIA
nyTh  Karabojmu3ma: nupyBar, anetuin-KoA, a-
KeTorntyTapar, CcykumHwi-KoA, gpymapar, okcanoanerar

AMMHOKHUCIIOTBI, KOTOPBIE MPEBPAIIAIOTCS B MUPYBaT U
npoMexytounbie npoayKThl LITK (a-KI, cykuuann-KoA,
(yMapar) 1 00pa3yroT B KOHEUHOM HMTOr€ OKCaJIOAleTaT,
MOTYT MCIOJb30BaTbCA B MPOLIECCE IIIFOKOHEOTCHE3A.
Takre aMHHOKHCIIOTBI OTHOCST K TPYIIIE IJIMKOTeHHBIX
AMUHOKMCJIOT.
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s Hekoropele  aMHUHOKHMCIOTBI B MPOIECCE

KaTa0oIr3Ma IPEeBPAIIAlOTCs B alleToaleTaT Uiu
arieTui-KoA ¥ MOTYT MCIIOJIb30BAaThCA B CUHTE3E
KETOHOBBIX Tel. Takue AMHUHOKHCJIIOTBI
Ha3BIBAIOT KETOTEHHBIMMU.

Psi1 aMUHOKHMCIIOT UCIIOJB3YyeTCA U JJIs1 CHHTE3a
IJIIOKO3bI, W JIJISI CHHTE€3a KETOHOBBIX TeJl, TakK
KaK B OpoOLECCEe MX Karadojau3Ma oO0pa3yrTCs 2

OpOAyKTa -  ONPEACIEHHBIM  META0OJIUT
IUTPATHOTO LMKJIA Y aleToaneTar Wid ancTUlI-
KoA . Takue aMHMHOKHUCIOTBHI HAa3bIBAIOT

CMCIIAHHBIMH, NJIN TTIMKO-KCTOI'CHHBIMU.



Knaccndmkauyms aMMHOKUCAOT NO cyabbe 6e3asoTucroro
ocTaTka

I TMKOreHHble [MKo- KeToreHHsle
AMMHOKHCIOTHI KeTOoreHHbIe AMHHOKHCIOTHI
AMHHOKHC.10THI
ATaHHUH THpO3HUH JIeHirH
Acnaparmuil Hs3oaein1mil J3mMI1L
Acmaprar DcHWTa TaHWH
oty Tournrodan

T ayTotar
Inyrasmuin
ITpoaun
CcpyH
LlyicTeH
ApPriHHH
I'vcruamin
Batvna
MCcTHOHHWH
TpCcoOHVH




BritoueHune 6e3a30TMCTOro ocraTtka aMMHOKUCAOT B 061MIM NyTb
KaTtabonusma

NeAuwH
Tpuntogas
Nuaux
deHunanaHuH
Tupoanu

DEN () l AN Y

\ Avetun-KoA AueroaueTun-KoA
),

Acnaprar o ocanoauerar

AcnapanH A

KeToHOBbIE

MdeHunanaHuH @
Tupoawu » Dymapar

TpeoHuH
MeTtuoHuH — CyxuuHun-KoA

o e @]

Mpornworun-KoA




HyTI/I OMOCHHTE3a 3aMEeHNMMbIX AMUHOKHCJIOT

/ MmyTaMmms

a-Kerornyrapar » [ Fnyramar } —p APFYHUH

o

\ lMponuH




Cxema A

* AnaHwH;
My a-KIr

CHs CHj

| l
fmiokcaa —» —» C=0 \ J » HC~—NH;

l AMuUHOTpaHctepasza |
COOH no COOH

Mupyear AnaHuH

* Acnaprar:
COOH COOH

| 4 [
CH, My a-KIr CH,

C|3=O \/ > Hé"'NHz

(l:OOH Amnnorpre]:;cq)epaaa CI.ZOOH

Oxcanoauyerar Acnaprar

Mmiokoza —» —»

* [nyramar:

COOH
' AMuHo- a-Keto-
CH2

KMCNOTA  KMCNOTa

2
Mmokoza —» —» C':=O \*/ > Hé_NHQ

| AmuHoTpaHcdepasa
COOH ne COOH

a-Ketornyrapar Mmyramar




JlekapOoKCHJIMPOBaAHHE
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s HekoTopele aMUHOKHCIOTBI U MX MPOWU3BOAHBIE MOTYT
OABEPraThbCs AeKapOOKCUIMPOBAHUIO - OTHICTIIICHUIO -
KapOOKCUIBbHOM TIpylnbl. B TKaHSIX MIIEKOIMTAOIIUX
AEKapOOKCUIIMPOBAHUIO MOKET MOABEPraThCs LEIbIN P
AMUHOKHUCJIOT WJIM WX NPOU3BOAHBIX: Tpu, Tup, Bamn,
ITuc, I'my, Iuc, Apr, OpnutuH, SAM, JIODA, 5-
okcuTpuntodan u aAp. IIpogykramu peakiuu SBISIOTCS
CO2 wu amMuHBI, KOTOPBIE OKAa3bIBAIOT BBIPAKECHHOE
OMOJIOTMYECKOE JEMCTBUE Ha OpraHu3M (OMOrEHHBIC
aAMWHBI )



Peakiun nexkapOOKCHIMPOBAHUS HEOOpAaTUMBblI M KaTaJIU3UPYIOTCS
(dbepmeHtamMu  JaekapOokcwinazamMu.  [IpocrteTnueckas  rpymima
IeKapOOKCcUIa3 B KIETKaX KHWBOTHBIX - MUPUIOKCAIb(ochar.
HexoTopsie aekapOOKCHIa3bl MUKPOOPTaHU3MOB MOTYT COAEPKATh
BMecto IID ocrarok nwmpyBata - THUCTHAMH-IEKapOOKCHIIa3a
Micrococcus u Lactobacilus, SAM-aekapOokcuinaza E. coli u ap.
MexaHu3M peakluy HAOMHUHAET PEAKIIMI0O TPAHCAMUHHUPOBAHHUS C
y4acTUEeM NOUpUaOKcanbochara U TaKKE OCYIICCTBISACTCS MyTEM
dbopmupoBanusa mudhoBa ocHoBaHus 11D M aMMHOKHCIOTHI Ha
IIEPBOM CTAIUU.

AMUHBI, 00pa3oBaBIIAECS npu JIeKapOOKCUIIUPOBAHUM
AMUHOKMCJIOT, 4YacTO SIBJISIIOTCA  OHMOJOTMYECKH  aKTUBHBIMU
BemiectBaMi. OHHU  BBIOIHAKOT (YHKIHUI HEWPOMEIUATOPOB
(cepotonuH, aodbamun, TAMK u 1p.), ropMOHOB (HOpaJpEHAIMH,
apeHaIMH), PEryISATOPHBIX (AKTOPOB MECTHOrO JICHCTBHSA
(rMCTaMuH, KApHO3WH, CIIEPMHUH U JP.).



R

|
L [lexapbokcunasa

COOH o NH,

AMUHOKKCTIOTA BUOreHHbIA aMWH
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CuHTe3 n buonormyeckan posib CEpOTOHUHa

- HeWpoMenuaTop npoBoAsmux nyrter. Oopaszyercs B
HaanodyeyHukax u [IHC n3 aMUHOKMCIOTHI S-THAPOKCUTPUIITOPaHA
B  pe3yabTare JICMCTBUS  JIEKapOOKCHIa3bl  apOMaTHYECKUX
AMHHOKHCJIOT. DTOT (D€pMEHT 00JIAAAET IIIMPOKOM CIIEU(PHUUHOCTHIO
U CIIOCOOEH Takke JekapOokcuiupoBarh Tpuntopan u JJODA,
00pa3yroLIHICS u3 TUPO3UHA. S-I'mapokcurpunrodan
CUHTE3UPYETCS u3 TpuntodaHa noj JEUCTBUEM
(dbeHunamaHuHruapokcuaasbl ¢ kopepmentom H4BIT (3toT hepmenT
o0Osiagaer cnenuUYHOCTHI0 K apOMaTHUY€CKHM aMHHOKHCIIOTaM U
TUJIPOKCUINpYET Takxke (QeHmnanaHuH) CepOoTOHMH  MOXKET
MPEeBpaIIaTbCsl B TOPMOH MEJIATOHUH, PETYIUPYIONIMA CYTOYHBIE U
CE€30HHBIE M3MEHECHUSA META00JIM3Ma OpraHu3Ma W y4YacTBYIOIIAM B
PETYJISILIMU PENPOTYKTUBHON (DYHKITUN
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CepoToHMH - OHOJIOTUYECKH AaKTHUBHOE
BEILIECTBO IIMHUPOKOrO CIEKTpa JAcucTBUd. OH
CTUMYJIUPYET COKpAILICHUE [JIaJKOU

MYCKYJIaTypbl, OKa3bIBAET COCYIOCYKHABAKOIIAMN
apdekt, peryaupyer AJl, Temmeparypy Teia,
IbIXaHUE, oOnazmaer AHTUJICTIPECCAHTHBIM
nerctBueM. 110 HEKOTOPHIM JTAHHBIM OH MOXET
[IPUHUMATh y4acTHue B aJIJICPrA4YE€CKUX
peaKIMIX, IIOCKOJIbKY B HEOOJIBIITNX
KOJIMYECTBAX CUHTE3UPYETCS B TYYHBIX KIECTKaAX



CuHre3 u OnmoJiornueckKas POJIb ACTHJIXOJINHA

+

= ALleTMJIXOJIMH CUHTE3UpYeTCsd B
HEPBHOW TKaHW U CAYXXUT OAHUM U3
BaXKHENLLNX BO3OY>KAatoLLMX
HeEMpoMeanaTopoB BEreTaTUBHOM
HEPBHOU CcUCTEMBI. Ero
npeaLecTBEHHMK - aMUHOKMCNOTA
CEPUH:



l CepwuvH I

CepuH-
j Oekaptokcunaaa,
CO> Nn<o

ISTaHonamMviH
SAM STaHonamMmuH-
MeTunTpaHcdepaaa
SAI z
XonviH AveTun-KoA

XonvHaueTwrn-
TpaHcdepasa

AL eTunNxonviH

H20 ALeTUNXonvH
acTepas3a

XonviH -+ AuerTarT




B HEPBHBIX KJIETKaX
ICKaApOOKCUIIMPOBAHUE ryTamara
(OTHICIUICHUE O-KapOOKCUJIBHOM TIPYIIHI)
IPUBOOUT K 00pa30BaHUIO V-
aMuHOMacisiHOM  kucloTel  (ITAMK),
KOTOpasi CIYyKUT OCHOBHBIM TOPMO3HbIM
MEIHUAaTOPOM BBICIIHNX OTAEIIOB MO3ra.



HpeIIIHeCTBEHHI/IKI/I U OMoJiornveckKas PO0JIb HCKOTOPbIX OMOIreHHbIX
aAaMHUHOB

AVERO-KNEROTI Layrasin- Cpuarin

Cepan Tpmmroduae Tupaian NOWIAN Theneum Testn
K0T

Mpoayki Janeemin Tpornrason ravmne | Fuerasmn Mvrpecunn
NEKAPHORCH- MACTYAHHAN Kananepen

JMPOIIHn KHC O S

Brtoneee AUCTHANCINH Ceporornn Hodanmin TAMEK I'weramun Crepssans
KM AXTHRN NG 1l L'll‘.‘rP.'.l'l )
B T s

Dopnyik

CH, — CH,—NH,
CH,—CH — NN

Soemanont- | Boodby s Bavyaanmmi ven- | Meannrap cpesiern Topwan Meamurmap socnansims Hanesiznr cre

MUK POUIE | UL MELHITOP | ATOP CPCIHMX OLACAON | arae 1 Mo HOM Me= | WLACPTACCRMN Padhiitii,  HCHE AIper iy
ROSTUTINNGA | MO rap OMIGETRAPITESL HMA Top-  namcon, Pery
HOPDHON CHC- HICIIRY MOH NHPYIOT CHNTED
My pLALION PHK n Goaka

MR




HeTomsmk

OBMEH AMMHAKA B OPTAHU3ME

NCTOYHMKM aMMUaKa B OopraHu3Me

[pouece

PepmeHThl

Jleka/mzaums
npelecca

AMHHOKHCAOTH

Henpasoe 1e3aMHEHEPOBIHHE
(QCHOBUOMN [VIL 2830 M1 LM~
OORALA AMMITOKHCTOT)

AMuHoTpakcdepast, I
ChvraMavaernaporetasi, NAD!

Bee TxaHn

OKHCHATSILIOE 1% BMHIM-
DUBALIAE 1Y TUMI 1

Coyrasarvaernaporenns. NAD?

Bee 1xunm

HeokneanreasHoe
nesmMiHEpoBanue 'ne, Cep,
Th

['meTnmase
Copnn, TpenHHRICTHANTa3s), 1D

[IpeUMVILRCTBOHHD
NoICHE

Oxpemmnenioe 1e)aMHIK-
DORALNE AMHIORHCIOY
(MATC30AYUM LA Ny

N IMUIEPODAHS )

Orcuaas L-asmuiokueter, FMN

[Mevelrn 1 mouxu

Brorenwe
SMMLUIL

OXKNCTHTEILIOR TeIaMHILL-
OCBAINEE (TIVTL MITAKTIHDALAT
UHOCENTILIX AMILIOE)

AMAIGOKCH1IE, FAD

Bee Txatm

AMOD

AR ArICCKOe
NS HMMAHHPOBIHKUS

AM®- /1M Ha 38

HHICHCHBR
DEOOTAIOWAT MBILILR
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s BbIicokas MHTEHCUBHOCTD IIPOIIECCOB

N€3aMUHHAPOBAHUS AMHHOKHMCIOT B TKAHSAX H
OYECHb HM3KHMU YpPOBEHb aMMHaKa B KpOBH
CBUJETEILCTBYIOT O TOM, UTO B KJIETKAX AKTUBHO
IIPOUCXOIUT CBSI3bIBAHUE aMMHaKa C
OOpa30BaHUEM  HETOKCUYHBIX  COCJIUHCHMUH,
KOTOPBIE BBIBOAATCS U3 OPraHn3Ma ¢ MO4OH. DTHU
pEaKIUU MO>KHO CUATATh pEAKIIUAMU
00€e3BpEIKMBAHUS aMMHUaKa. B pa3HbIX TKaHSIX U
opraHax OOHAapYy>X€HO HECKOJIbKO THIIOB TaKHX
pPEAKIIUM.

OCHOBHOM pEAaKIMENM CBA3BIBAHUS aMMMAKA,
MPOTEKAOMIE BO BCEX TKAHAX OpraHu3ma,
ABJIIETCA CHUHTE3 IWIyTaMHUHA TOJ JECUCTBUEM
[JIYTAMUHCUHTETA3bI:



(|300H (|30-NH2
CHz CHZ

| |
?HQ >-\ pe ?HQ
HC- NH, HC- NH,

coon ATO AIOHRL
| [TIYTaMMH CHHTETa3
l'{}}] mmCMHTC d3d ﬂOK?UIM(SOB%lH'&ﬁ_’ MOH-




+

BbICOKMIT YPOBEHb INIYTAMMHA B KPOBH M JIETKOCTh €0 MOCTYIVICHUS B KJICTKH
00yCJIOBJIMBAIOT UCIIO0JIb30BAHUE IVIYTAMMHA BO MHOTHX AHA00IHYECKHUX
npoueccax. [lryraMuH - OCHOBHOHM IOHOP a30Ta B OPraHu3Me. AMHIHbIN a30T
VIyTAMHHA MCIO0Jb3YeTCs I CHHTE3a NYPUHOBBIX M MUPUMHUAUHOBBIX
HYKJICOTHI0B, ACIAPATrHHA, AMUHOCAXAPOB U APYIrUX COCAMHCHUM.

[TYTAMAH

> AcnaparvH

-~ AMMHOCAXapa
\

[ NI0KO3a



IIsaTh nyTer 00e3BpeKMBAHUA AMMHUAKA

bHOCHUHTE3 MOUEBHUHBI B IICYECHHU
BoccraHoBUTEIIEHOE AMUHHUPOBAHUE B TKAHSIX
OOpa3oBaHH€ aMUI0B KMCJIOT B TKAHSX

OOpa3oBaHu€ MMPUMUANHOBBIX OCHOBAHMI B IIUTO30JI€
KJIIETOK

OOpa3oBaHME AMMOHUMHBIX COJIEH B IIPUYKaX



OCHOBHOM NYTh 00€3BPEKMBAHUS AMMHUAKA B
OpraHusMe — OMOCHUHTE3 MOYECBHHbI B IIEUYECHH.

+

= B nedyenr amMuak noctynaet B BUJE INIFOTaMUHA (MO3T U JIp.), U3 MBIIIII] 1
KHIIEYHUKA — B BUJE aJlaHNHAa

s bHoCHHTE3 MOUYCBUHBI IIPOTCKACT B IAATH OTAIIOB.

s | ¥ 2 ¥ — B MUTOXOHAPUAX KIETOK IeUeHH, 3,4,5 —i1 3Tarbl — IUTO30JIb
KJIETOK IEUYCHU

®epMeHThI OMOCHHTE3a MOUEBUHDI:
1. Kapoomaumndocdarcunrerasa 1
2. OpautuHkapOomaunndocharcuHTeTaza
3.ApruHMHOCYKIIMHATCUHTA3a
4. ApruHMHCYKIIMHA3a
5. ApruHasa



OpHUTHHOBBIA UK

CyMMapHO€ ypaBHEHHE CUHTE3€ MOYEBHUHBI IICUYCHHU:
+CO2+NH3+aCHapTaT+3 ATDO+2 H20=

MoueBuna+dpymapar+2AJIDP+2H3P04+AMD +H4P207

| peakums:

2ATO 2AIO+PI 2

NH; + CO; + H’OKa—\J—'| 6=0
phamounpocdaT CHHTATa3a 0RO,

Kapbamoundoctpar

Mg™

Cxema A



2-s1 peakuus U 3 peakuu

NH:
NH2 NH; HaPO, C—0
|

' Ly P,
2 + 2 »
cI: 0 (CIZ 2)a OpHuTan- NH

5 , !
OPOsH; (?H NH2 gapBamounTpaHcdepasa (?th
COOH CH —NH;

|
Kapbamoundoctar OpHuTuH COOH
LUuTpynnme

Cxema b

COCH NH COOH
| AT® AM®P + H P20 I |

NH2 — (IZH \, X _ (IZ—NH—(I:H
CH; ApruHvHocyKUWMHaT NH CH;

| |
COCH llSS (CHp);  COOH
I
CI:H —NH;
COCH
Acnaprar ApruHrHOCYKUMHAT




4-y >Tan
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W cooH
C-NH- CH

N (;H’ ADIHHHHOCYKLIHHAT -
(Cty), COOH  Miasa

CH ~NH
COOH
ADTMHUHOCYKUMHET Apve  Qymaper




S-s1 peakuus

NH>
|
C=NH 10

NH |
|
(CHa)s
(|3H —NH;
COOH
APrUHUH

ApruHasa

OpHUTUH

MouyeBUHa




KapbGamownn-
[ MOYEBEVMHA ] hochar

@

AP HKH OpHMTHMHOBLIN LintpynnuvH
LA
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CYyKUMHAaT
r D yraapar A\:(DI Acnaprar
' oD




LiuTosons

MosiesnHa

H20

ApruHnH
-

/
/
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MuToxoHapua
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E, — aprvsuHocyximHaTMas; E, -
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aprHas; E,

dymapasa; E, —~ manaraermaporenasa; E, — acnapraraMuHoTpasohepasa,




DHEepreTHYECKUr 0aJaHce mpolecca

B PCaKrAX OPHUTHHOBOI'O ITUKJIA PACXOAYIOTCA YCTBIPEC MAKPOIPIUICCKHUX CBA3U TpéX MOJICKYII

AT® Ha kaxapiit 000poT 1ukiIa. OJHAKO IPOIECC MPEBPAIICHUs aMUHOKHUCIIOT B 0€3a30THCTHIE OCTATKU U
MOUYEBHHY MUMEET IyTH KOMIIEHCAIIMU YHEPro3arpar:

* ipu BKJtoueHuM (pymapara B LITK Ha craguu nerunpupoBanus manara oopaszyercs NADH, koTopsrii
obecnieunBaeT cunTe3 3 Mosekyn AT® (puc. 9-18);

* [IpY OKUCIIUTEIHLHOM JIe3aMUHUPOBAHNY TITyTaMaTa B pa3HbIX opraHax Takxe oopasyercs NADH,
COOTBETCTBEHHO - €€ 3 MOJIEKYJIbI

ATOD.

3arpaThl HEPTrUU NMPOUCXOAAT TaKXKe U MPH TPAHCMEMOPAHHOM MEPEHOCE BEIIECTB, CBI3aHHOM C CHHTE30M U
sKCKpenueit MoueBuHbI (puc. 9-18). IlepBrie ABE peakMy OPHUTUHOBOI'O LIUKJIA TPOUCXOAAT B MUTOXOHIPHSX, a
HOoCIeIyIoIue TpH - B IUTO-3011€. L{uTpysinH, 00pa3yrommics B MUTOXOHIPUH, TOJKEH ObITh EpEeHECEH B
IIUTO30JIb, & OPHUTHH, 00Pa3yIOLIUIACS B IIUTO30J1€, HEOOXOJMMO TPAHCIIOPTUPOBATH B MUTOXOHIpUI0. Kpome Toro,
B [IOYKaX NIEPEHOC MOYEBUHBI U3 KPOBU B MOUY ITPOUCXOIUT IyTEM aKTMBHOTO TPAHCIIOPTA 3a CUET TPaJUEHTa
MOHOB Harpus, co3naBaeMoro K+ ,Na+-AT®-a30ii, 4T0 TOKE CONPSHKEHO C SHEPro3arpaTaMH.

[TonubIit HabOP (hepMEHTOB OPHUTHHOBOT'O LIMKJIA €CTh TOJBKO B renaronuTax. OTaensHble ke PepMEeHTHI
OPHUTHHOBOI'O LIUKJIa OOHAPYKHUBAIOTCS HE TOJIBKO B IIEYEHH, HO U B IpyTUX KiIeTkaX. B sHTeponuTax, Hanpumep,
umeercs kapbamomidocarcunterasa | u opuuTHHKapOamounTpaHc-hepasa, Clie0BaTeIbHO, MOXKET
CHUHTE3UPOBAThCS

UTPYIIHH. B moukax oOHapy>keHbl aprHHUHO-CYKIIMHATCUHTETa3a U aprMHUHOCYKIMHATIHa3a. L{utpysius,
00pa30BaBIIMICS B SHTEPOLIUTAX, MOXKET MOCTYNAaTh B IOYKH U MPEBPALIATHCS TaM B apIMHUH, KOTOPBIN
NIEPEHOCUTCS B IIEUEHD U TUA-POIN3YETCs apruHa30il. AKTUBHOCTb 3THX PACCESIHHBIX IO pa3HbIM OpraHam
(epMEHTOB 3HAYUTEIBHO HUXKE, YEM B IIEUEHHU.



@epMEHTBI  OPHUTHMHOBOTO  IIMKJIA  PACHPEICICHBI  MEXKIY
MUTOXOHAPHUSIMH 17| LI TO30JIEM. [TosToMy HEOO0XO0IUM
TpaHCMEMOpPAHHBIN MEPEHOC MIyTaMmaTa, HUTPYJUIMHA U OPHUTHHA C
MIOMOIIBIO CIIeUM(pUUecKux TpaHciaoka3. Ha cxeMe mokazaHel myTu
BKJIIOUEHHUS a30Ta JBYX Pa3HbIX aMHUHOKHCIOT (aMUHOKHCIOTA 1 1M
AMHHOKHUCJIOTa 2) B MOJIEKYJYy MOYEBHHBI:0JJHA aMUHOIpyINa - B
BUJIC AMMHAKA B MaTPUKCE MUTOXOHJPHHU;, BTOPYIO aMHUHOTPYIITY
ITOCTABJISIET acMapTaTr [ATO30JIA.

Acmaprar, HEOOXOOMMBIA JJIs CHHTE3a apru-HUHOCYKI[MHATA,
oOpa3yeTcss B MEUYCHM IIyTEM TpaHC-aMUHHPOBAHMS allaHUHA C
OKcaJIoareTaroM. AJaHHH IMOCTyIAeT IJIaBHBIM 00pa30M M3 MBIIIIIT U
KJIICTOK KHIIeYHHKa. VICTOUHMKOM OKcaoarnerara, HeoOXOAUMOro
IS OTOM peakmud, MOXXKHO CUYHTaTh IIpeBpaleHue (Qymapara,
00pa3yromierocss B peakusIX OPHUTHHOBOro mukia. dymapar B
pesyabraTe ABYX PEAaKUWid LUTPaTHOTO WHKIA MPEBPALIACTCS B
OKCAJI0ALIeTaT, U3 KOTOPOTO IyTEM TPaHCAaMHHHPOBAHHs 00pasyeTcs
acriaptar Takum 00pa3oM, ¢ OpHUTHHOBBIM ITUKJIOM COMPSIKEH ITAKII
pereHepanuu acnaprara u3 (pymapara. [Iupysar, oOpa3yromuiics B
ATOM ITUKJIC U3 aJlaHMHA, UCTIOJIb3yeTCs JIJIs TIIFOKOHEOTeHe3a.

Emeé omHnmM HCTOYHHMKOM acliaprara A1 OPHUTHHOBOI'O ITHUKJIA
ABJEICTCA TPAHCAMHUHHUPOBAHUC INIyTaMadTa € OKCAJI0alcTaTOM.



buoJsiornyeckoe 3HaueHHue OPHUTHHOBOI'O IIHKJIA
= 1. O0e3BpekrMBaHUE aMMHaKa B OpraHU3MeE

I = 2.Perymsnms azorucroro 0ajiaHca B opraHu3Me- Mpyu NOCTYIUICHUA
OOJIBIIIOrO KOJIMYECTBA O€IKa B OPraHu3M CKOPOCTh ITUKJIa
BO3pPACTAET

= 3.IlocraBnser ¢pymapar B I[[TK
= 4. buocrHTe3 3aMEHUMBIX AMUHOKHCIIOT Y€pPE3 OKCAT0AETaT

s S. I[locTaBnger okcajioarierar Uil OMOCUHTE3A TITFOKO3bI



HUcTouHMKH a30Ta ,» YIVICPOAA U KHCJIOPOdA B ITUKJIC
MO4Y€BHHDbI

~|—1. -1 aMmMuHOrpyIna - U3 CBOOOJHOI0 aMMHAKa,
00pa30BaBILIECTOCS MPH OKUCIUTEILHOM
N€3aMUHUPOBAHUM [NIyTaMara .

2. 2-1 aMMMHOTPYIINA — ITOCTABJISIETCS ACIapTaTOM,
00pa30BaBIIMMCS B PEAKIIMA TPAHCAMUHHUPOBAHUS
oKcaJjioanerara ¢ aMUHOKUCIIOTaMHU

3. Yraepoa — u3 mosekyia CO2, o0pa3oBaBIIErocs B
MUTOXOHJIPUSX B IIPOIECCE IbIXaHUS

4. Kucnopoja - u3 MOJIEKYJI BOJIbI



FI/IHepaMMOHI/IeMI/IH — IIOBBIINICHUC
KOHIOCHTPAIIUA aMMHAKa B KPOBH.

+

1.BpoxxaeHHas HeI0CTaTOYHOCTh XOTS ObI OJHOIO U3
(bepMEHTOB OMOCHHTE3a MOYCBHHBI

[IpyuuHEL:

2.ITeueHOoYHass HEAOCTATOYHOCTD
3.130b1TOYHOE TOTPEOICHUE OETIKOB

4 Ku1mmeyHble KpOBOTEUCHUS



Cnacubo0 3a BHUMaHue!




