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1. O6pazoBanue u o6e3ppe:xxkuBanne NH; B oprannzme

B cocrosiHMM a30THCTOrO PaBHOBECHS OPTaHU3M B3pPOCIOr0 YeIOBEKa
moTpeOIIsIeT U BBIACISICT OKOJIO 15 T a30Ta 3a cyTKH. M3 SKCKpeTUpyeMoro ¢
MOUYOI a30Ta Ha JOJK MOYCBHHBI mpuxomutcs 85%, kpearununa — 5%,
aMMOHUIHBIX colielt — 3%, ModeBoit kucinoTel — 10%, npyrue dpopmbr — 3—
6%. B 00pa3oBaHNU MOYEBHUHBI 1 AaMMOHUITHBIX COJICH TNIABHYIO POJIb HIpa-
eT aMMHaK.

OcHosuble nctounnukn NHj:

1. TpaHCIE3aMUHHUPOBAHNE aMUHOKHUCIIOT;

2. Ie3aMHHUPOBaHNE OMOTCHHBIX aMHHOB;

3. pacmaz MypUHOBHIX U MAPAUMUAIHHOBBIX a30THCTHIX OCHOBAHUIA;

4. OKUCITUTEIBHOC IC3aMUHUPOBAHNUEC AMUHOKHCIIOT (IPEUM YIIECTBECHHO
riryTamara);

5. ne3aMuupoBaHue IIyTaMUHA U acriaparuHa;

6. IOCTyIJIEHHEe aMMHUaKa M3 KUIIEYHUKA B TIOPTAJIBbHIOI BeHYy (00pa3y-
€TCsI IPY THUCHHUU OCJIKOB B KUIIICYHHKE).

AMMUaK SBIJISETCS BBICOKOTOKCUYHBIM coefnHeHreM. OH JIETKO BCaChl-
BaeTCs M3 KHUIIECYHUKA B MOPTAIHHYIO BCHO3HYIO KPOBb, IJIe €TO0 YPOBEHBb
HAMHOTO BEIIIE, YeM B OOIIIEM KpOBOTOKe. B HOpMe meueHb OBICTPO 3aXBa-
THIBa€T aMMHAaK H3 TOPTATBHON KPOBH, IMOITOMY KPOBB, TIOKHAAOIIAS TIC-
YeHb, TIPAKTHUECKU CBOOOIHA OT aMMHAKa.

VIMeHHO TIOATOMY B OpTaHU3ME €CTh CHCTEMbI 00C3BPEKUBAHIS aMMHUa-
Ka, B pe3ynbTare (HYHKIIMOHHPOBAHUS KOTOPBIX B KPOBH TOIJICPKHUBACTCS
ero Hu3kas KoHueHTparms (okojo 0,05 MMoJib/iT). YCIOBHO BBIICISIIOT
MECTHBIC (TKaHEBBIC), B PE3YJIbTATe KOTOPBIX MPOUCXOIUT BPEMEHHOE CBsI-
3bIBAHME aMMHaKa; U o0mue (KOHEYHOe 00e3BpEeKMBAaHME) MyTH 00€3Bpe-
xuBaHusa NH3, 6marogapst KOTOpsIM OH BBIBOAUTCS U3 OPraHMU3Ma.

2. TkaneBoe 0663Bpe)l(l/lBaHI/le aMMHaKa

OcymiecTBisieTcs: B TKaHAX (TOJIOBHOM MO3T, CETYAaTKA, MBIIIIIBI, IICYCHB,
TIOYKH U JIP.) IO TPEM OCHOBHBIM ITYTSIM:

1. OcHoBHO# 1yTh — 5T0 cBs3biBanue NH3 C riryTaMuHOBON KHCIIOTOH C
oOpazoBaHueM riryramuHa ((epMEeHT NIyTaMHUHCHUHTETa3a);

I'myramar + NH; + AT® — I'myramus + AJI® + Pr

2. TToxoxasi peakiysi BO3MOYKHA U C acTiaparmiHOBOM KHCIOTOH, HO OHA
ABJISICTCS YHEPTETUUECKH HEBBITOAHOM, Tak Kak AT® B Hell pacmamaeTcs 10
AM® u nupodocdara:



AcnaptattAT® + NHj; (I'myramun) — Acmaparua + AM® + PPu +
(I'myramar)

BoccranoBuTenbHOE aMUHHPOBAHME O-KeToryiyrapara. B MblnieyHon
TKaHH ATOT TPOIECC NMPUBOJUT K 00Pa30BaHMIO €Ie OJHOI TPaHCIIOPTHOU
¢dbopmbl ammuaka. [Ipy WHTEHCUBHOW MBIIICYHON paboTe BBIACISIOIIUANCS
aMMHaK CBSI3BIBACTCS C O-KETOTIIyTapaToOM IO/ JCHCTBUEM TIyTaMaTIerHI-
porenassl. OOpa3yeTcs riryTamar, KOTOPbI BCTYIAeT B lIepeaMHUHUPOBAHUE
¢ mupyBaTtoM (oOpasyroummMes mpu rukonnie). CHHTEe3UpyeTcsl alaHuH,
KOTOPBII sBIsIeTCS TpaHCIopTHOH dopmoii NHs;, mocTaBmsiemoit KpoBEIO B
MICYCHB, I7I€ OH BCTYMAET B MIEPEAMHUHUPOBAHHUE C (.-KETOTIYTapaToM, B pe-
3yJIBTaTe YETO IMOJYYAIOTCS MUPYBAT M TIyTamar. [ TyTaMHHOBas KHCIIOTa
yepe3 acmaprat (mepeamuaupoBanue co IL[YK) Bxmouaer cBoro NH,-
rpymniy B MoueBHHY. [IpyBaT ucnonp3yercs B TIIOKOHEOTeHe3€e sl CUHTe-
3a TJIOKO3bI, KOTOpas 3aTeM TPAHCIOPTUPYETCS B MBIMIIBI. DTOT MEXaHU3M
HMMEEeT BaKHOE 3HAYCHHUE JJISl BHIBEJCHUS aMMHAaKa M3 MBIIICYHOW TKaHU U
MOJTYYHJT Ha3BaHHE TII0K030-aJJAHMHOBOTO ITHKIIA.

O6esBpexuBaHue NpoayKToB O6e3BpexuBaHNe NPOAYKTOB FTHUEHUs!
FTHUeHUA aMUHOKMUCNOT B neYeHu
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3.00m11ee (koHeYHOE) 00e3BpPeKNBAHUE aMMHAKA

B noukax moj aeiicTBUeM ryTaMUHAa3bl MPOUCXOIUT THIPOIU3 [IIyTa-
MHHA ¢ 00pa3oBaHHEM aMMHaKa. DTOT MPOLECC SBISCTCS OJHUM U3 MeXa-
HU3MOB PEryJisiIUi KUCIOTHO-IEJIOYHOTO PaBHOBECHSl B OpraHU3ME U CO-
XpaHEHUs] BAKHEHIINX KATHOHOB AJISl MOJJEpPKaHUSI OCMOTHUYECKOIO JaB-
neHus. [IyraMuHa3a moyek 3HAYUTEIbHO WHAYIMPYETCS MPH anuo3e, 00-
pasyrommiics aMMHaK HEHTpaln3yeT KHUCIbIe MPOAYKTH OOMEHa U B BHIE
AMMOHHUUHBIX COJIEH 3KCKPETHPYETCS C MOYOW. DTa peakius 3alluiiacT
opraHu3M OT m3nuuIHe# motepu mono Na“ m K', koTophle Taxike MOTyT
HCTIONB30BaThCS /IS BHIBEJCHUS aHHMOHOB WM yTpaumBaThes. [Ipu amkamose
AKTUBHOCTP TITyTAMUHA3HI B IIOYKaX HHTHOUPYETCSI.

4, Oﬁempe»mmalme MNPOAYKTOB rHUCHUSA 0€JIKOB B KHILIEYHHKE

AMMHOKHCIIOTBI, KOTOpbIE HE BCOCAJIUCH B KPOBb Yepe3 CIHM3HCTYIO
000JI04KY TOHKOW KHIIKH, OJBEPTatoTCsi BO3/ICHCTBUIO MUKPOOPTaHH3MOB
B TOJICTOM KHIIeYHHKE. [Ipy 3TOM (epMEeHTHl MUKPOOPraHW3MOB pacilen-
JSIIOT aMHHOKHCIIOTBI M TPEBPALIalOT MX B aMHHBI, JKUPHBIC KHCIOTHI,
CIUPTHI, PEHOIBI U APYTUe BELIECTBA, HEPEAKO STOBUTHIC IS OpraHu3Ma.

DTOT mpoliecc MHOTJA HA3bIBAIOT THHCHHEM OCNKOB B KHIICYHHKE. B
€ro OCHOBE JISKHUT JCKapOOKCHIMPOBAHHE AMHUHOKHUCIIOT, IPH 9TOM U3 aMU-
HOKHCJIOT 00pa3yroTcsi OMOJOTMYecKUe aMMHBL. Tak, M3 aMHHOKHCIIOTHI
OpHHUTHHA NH,(CH,);CH(NH,)COOH obpasyercst My TPECIUH
H,N(CH,)sNH; (Toxcuueckoe BeliecTBO W3 TPYMIbl MOTHAMHUHOB), U3 JIH-
suHa HoN(CH,),CH(NH,) COOH o6pasyercs kamaBepun NH,(CH,)sNH,
(TOKCHYECKOe BELIECTBO U3 IPYIIIBI ITOMANHOB).

[TyTpecunH 1 KaJaBepyuH BBIBOJSITCS U3 OpraHu3Ma ¢ (eKaJbHbIMH Mac-
camu. B Tex ciy4asx, Korja 3TH COeJMHEHHs M0 Jal0T B KPOBb, OHU BbI-
BOJISITCSI C MOYOil B HEM3MEHEHHOM BHJIE.

W3  tuposuna OHCgH,CH,CH(NH,)COOH o6pasyercst  kpe3on
CH3C¢H4OH (mpomsBomHoe ¢eHoma, odnamaronee TOKCHISCKUMH CBOW-
CTBAaMHM M CIELU(PHICCKHM HENPHATHBIM 3allaxOM), a €CIH IPOoLecc HIET
nanbiie, To 1 ¢penon CgHsOH (xapOoioBast kuciora — TrHAPOKCHOCH30I,
IIPOM3BOIHOE OEH30J1a, TOKCHYECKOE BEIIECTBO).

N3  amuHokucinoTel Tpuntodana CizHigO,N, oOpasyrorcst  ckaTos
NCgHgCH3 (OecuBeTHOE KPHCTAIMUECKOE BEIIECTBO C OYCHb HEIPHUST-
HbIM 3anaxom) u uHmoia CgH;N (Tokcnueckoe BemiecTtBO co crenuduue-
CKHM HETIPHATHBIM 3aI1aX0M).



[pu rry6oKOM pa3pyIIeHHH KUIIEYHBIMH MHKPOOPTAaHU3MAaMHU CEPOCO-
Jepxkammx aMuHOKUCIOT — muctuHa CgHioN,S,04, mucrenna HSCH,CH
(NH,) COOH u mernonuna CH3SCH,CH,CH (NH,) COOH — o6pa3syercs
cepoBomopon (H,S, ras ¢ pe3skuM HENPUSATHBIM 3amaxoM), MEpKalTaH
(CH3SH, nerydee BemiecTBO € CHJIBHBIM YAYIUIHBBIM 3aIaXOM) U JPYyTHe
CepOCOICPIKAIINE COCTMHCHUSL.

[IpoayKkTel THUCHUS OCIIKOB BCACBIBAIOTCS B BCHO3HYIO KPOBB, 3aTEM
MOMAAAl0T B TICUEHb, TAC U 00E3BPEKUBAIOTCS C MOMOINBIO SHAOTEHHON
CEepHON KHUCIJIOTHl WJIM TJIIOKYPOHOBOW KHUCJIOTBL. VMHIOI M CKAaTOJI Takxe
00e3BpEKMUBAIOTCS B MEUYCHU MPH YIACTHU CEPHOU W TIFOKYPOHOBOH KHC-
sot. OTHAKO OHM TMPEIBAPUTEIFHO OKHUCISIOTCS: CKAaTON B CKaTOKCHJ, WH-
JI0J7 B MHIOKCHJI U B BHZC MAPHBIX KHUCJIOT BBIBOASTCS M3 OPraHU3Ma C MO-
4Oil.

HekoTtophie simoBHTBIC BEIICCTBA, HAmpUMeEp, OCH30MHAs KHUCIOTa
C¢HsCOOH,  oOpasyrommasics U3 ~ aMHHOKHCIOTHI  (DCHUIJIAJIAaHMHA
C3HsCH,CH (NH,) COOH, 06e3BpeKUBarOTCS B MEYEHH ¢ TIOMOIIBIO aMH-
HOKHCIOTHl muiuHa. [Ipu 3ToM o00Opa3yercss THIIypoBas KHCIOTa
C¢H5CONH,CH,COOH — 6e3BpenHoe coeiMHEHHE, KOTOPOE BBIBOJUTCS C
MOYOi.

BosMoskHOCTH TIeueHH B 00€3BpEKUBAHUH TPOTYKTOB THHEHUS OCIIKOB,
00pa30BaHHBIX B TOJCTOM KHIIICYHHKE M BCOCABIIMXCS B KPOBB, HE Oe3rpa-
HUYHBL [Ipu cHIDKeHNH ee (YHKIMOHAIHHON CIIOCOOHOCTH (Hampumep, B
CBSI3H C IIEPCHECCHHBIMH paHee 3a00JIEBaHMSMHU) ITOCTYIICHHE 3HAYHTEIb-
HOTO KOJHMYECTBA SIOBUTHIX BEMICCTB MOXKET OKa3aThCs YPE3MEPHOU
Harpy3Kkou.

Torma dYacth HEOOE3BPEKECHHBIX STOBUTBIX BCIICCTB PA3HOCHUTCS
(OosBIIMM KPYTOM KPOBOOOPAIICHHUS) 10 BCEMY OPraHHU3MY, BBI3BIBASI €rO
oTparyicHHe. [IpOMCXOTUT MPEKICBPEMCHHOE CTApEHUE KIIETOK M HMX TH-
6enb. [ mpeaynpekaeHUs] HeraTUBHOTO BO3ICHCTBHS STOBUTHIX BEIICCTB
Ha OpPTaHU3M HEOOXOIMMO PAlMOHAIBHO MIAHWPOBAThH MHUIIEBON pannoH. B
HETO JTOJDKHBI OBITh BKITFOUYEHBI MIPOAYKTHI, COJIEPIKAIINE HE TOIBKO OCNKH,
HO W JKHPBI M YTJIEBOJBI, TOJE3HBIC KHCIOMOJIOYHBIC MPOIYKTHI, TaK Kak
MOJIOYHOKHCIIBIC OaKTEPUH CITOCOOCTBYIOT YCKOPEHUIO THOCITH THUIOCTHBIX
MHUKPOOPTIaHU3MOB TOJICTON KUIIKH. B parmoHe HeoOXoauMma THIIa, KOTo-
pasi SIBISICTCS MICTOYHHKOM ITEKTHHOBBIX BEIECTB U KJICTYATKH, YTO, MOBHI-
miasi IBUTATEIbHYI0 aKTHBHOCTH KHIIEYHHMKA, CIIOCOOCTBYIOT BBIBEIACHHUIO
[UIAKOB (B TOM YHCJIC ¥ SIIOBUTHIX BEIIECTB) U3 OPraHu3Ma.



5.CuHTe3 MOYEeBHHDI

[leueHb — eAMHCTBEHHBIN OpraH, KJIETKH KOTOPOTO cojaepiKar Bce (ep-
MEHTBl CHHTE3a MOYEBHHBI M, CIEOBATEIbHO, SIBISICTCS €INHCTBEHHBIM
OpTraHoM, I'JIe IPOUCXOUT ee 00pa3oBaHHUE.

B 40-x romax XX Beka Hemelkue ydeHbie Onmoxumuku ['. Kpedc u
K. I'eH3enedT ycTaHOBHIIM, YTO CHHTE3 MOYEBHHBI IPEICTABISET COOOM
LUKINYECKUH MPOLECC, COCTOSIUMNA M3 HECKOJIBKMX CTaguil, KIHOYEBBIM
COEAMHEHUEM KOTOPOTO SIBIsSETCS OpPHMUTHH. Ilo3ToMy mpomecc cuHTE3a
MOYEBHHBI TIOJNyYMJ Ha3BaHME OPHUTHHOBBIM IWKJ, wian mukia Kpebca-
I'enseneiira.

MoueBuHa (kapOamMu[I) — TTOTHBIA aMHJT YTOJIBHON KHCIOTHI — COAEPKHUT
2 atoMa a3oTa. MICTOUHHMKOM OJHOTO M3 HHUX SIBJISETCS aMMHAK, KOTOPBI B
MIEYCHN CBS3BIBACTCS C AMOKCHIOM yIiiepoja ¢ oO0pa3oBaHneM KapOaMoui-
¢docdara mox neiictBuem kapbamomnpocharcunreTassl | ¢ 3arparoit 2 mo-
nekyn AT®. Kapbamonndocdar B3anMoaeCTByeT ¢ OPHUTHHOM IPHU yda-
CTHH OpHUTHHKapOamounTpancepassl ¢ oOpazoBaHueM HUTpyJunHa. OH
BCTyINaeT B KOHJIGHCAIIMIO C acmapardHOBail KUCIOTOW ¢ 3arpaToi AT,
KoTopas pacmamaercs 1o AM® u mupodocdaTta. AcmapraT — HUCTOYHHUK
BTOPOTO a30Ta Mo4yeBHHBI. OOpa3yercst apruHUHOSHTApHAsT KUCIIOTa, KOTO-
past aprHHUHOCYKIIMHATINA30H paIleIuIsieTcsl Ha apruHUH U Qymapar. Ap-
TMHUH aprUHa301 pa3pymaeTcst HA OpHUTHH U MOUYEBHHY, KOTOpast TPOCTON
i dy3neit BEIXOIUT U3 KIETOK B KPOBb M BBIJICIISIETCS] ¢ MOYOH.

Oymapat sBrsieTcs nmpoMexxyTouHeiM mpoaykrtom L[TK, u dymapasoii
MpeBpam@aeTcd B MajaT, KOTOPBIH OKHCISETCS MalaTACTHAPOreHa30i B
IIYK. Ona BcTymaer B peakmuio TPAaHCAMUHUPOBAHHSA C TIyTaMHHOBON
KHUCJIOTOH M TIPEBpAIAeTCsl B acmapTaT, KOTOPBIH BHOBb HCIOJIB3YeTCS B
cuHTe3e Mo4yeBHHBI. OOpa30BaBUIMICS U3 TilyTamaTa ?-KeTorlyrapar BCTy-
MaeT B PEakKl{I0 TPAHCAMUHHMPOBAHUS C JIIOOBIMU aMuHOKHcIoTamu. Ciie-
JIOBAaTENbHO, a30T AMUHOTPYMIIBI caToMa a30Ta B MOYEBMHE dYepe3 IeMb
npespawenuit: AK—o-ketornyrapar—riayramat— Y K—acnaprar.

Pecynayus cunmesza mouesunul

BeicTpas perynsims MpoucXoAnT Ha ypoBHE KapOamomindocdarcunTe-
tazel  |. Dror  ¢epment  amnocrepmuecku — peryiampyercs  N-
AleTHITTYTAMHUHOBOM KHCJIOTOH, KOTOpasi CHHTE3UPYETCs BHYTPH MHUTO-
XOH/IPUH 13 TIyTamara u aneTmi-KoA.

JlonaroBpeMeHHas PEryisiius 3aBHCUT OT CHHTE3a HOBBIX (PEPMEHTOB.
Wuaykius cuHTE3a ONpeessieTcsl ypoBHEM MHUIIeBoro Oenka. [loBwimenne



MIOCTYIUICHNS! OEJKOB C THIIEH TOBBIIACT CHHTE3 BCEX (PEPMEHTOB OpPHH-
THHOBOTO LIUKJIA.
Hapywenus cunmesa u gvi6e0enius MouesuHbsl

['mnepaMMOHMEMUSI — TOBBIILICHHE KOHIEHTPAIMM aMMHaka B KpPOBH.
VHTOKCHKAIMS aMMHAKOM JIS)KUT B OCHOBE Pa3BUTHUSI NEYCHOYHOH KOMBI.
OpnHOIt M3 TaBHBIX NMPUYMH TOKCMYHOCTH NHj3 Ha MOJEKyJIsIpHOM ypOBHE
SIBISIETCSL  €r0  CIIOCOOHOCTH ~ BOCCTAHOBUTEJIBHO  aMUHHPOBAaTh  ?-
KeTOrIyTapaT B TIiyTamaT. B pe3ymbrate NpOHUCXOOUT W3BSATHE -
kerormyTapoBoil kucioTel 3 L[TK. DTo MOXeT mpuBecTH K 3aMeIJICHUIO
pereHepanuy OKcajoalerara M, Kak CIEJCTBHE, K HAKOIUICHHIO aleTHII-
KoA, a gepe3 Hero Kk KeTOHEMHUH 1 alliI03y, a TAKXKE K OCTA0JICHHUIO TIOTOKA
pOTOHOB U 351eKTpoHOB B LT/l u cHkenuto npoaykuuu ATO.

[ToBbImeHHasT KOHIIGHTPALU aMMHaKa B OpraHU3Me MPUBOAUT K aKTH-
BaIlMM INTyTaMUHCHHTAa3bl. [Ipu 3TOM KOJMYECTBO IilyTamaTa, KOTOPBIH sB-
nserca HefipomenuatopoM B LIHC u npenmectsenakom I'”AMK, ucromaet-
cs. Ecnu runepamMoHueMus He MOAJAETCS JCUCHHIO, TO PAa3BUBAIOTCS TsDKE-
JIbIe HAPYUICHUS TICUXHUKH.

BhlnenstoT nepBUYHYIO (BPOXKICHHYIO) W BTOPHYHYIO (TIIPHOOpETEeH-
HYI0) THIIEPAaMMOHUEMHIO.

K HacTosmeMy BpEeMEHM ONHCAHBI BPOXKACHHBIE NE(PEKTHI KaKIOTO
(epMeHTa, yIaCTBYIOILETO B CHHTE3€ MOUEBHHBI:

1. F'unpeammonuemus |-ro tuma — gedexr xapdamomndpochaTciuaTeTa-
361 I

2. l'mnpeammonuemus |l-ro tuma — gedekt opHHUTHHKApOAMOMITPAHC-
(bepasbl.

3. LuTpynimHeMust — OTCYTCTBYET aprMHUHOCYKIIMHATCUHTA3.

4. ApTHHMHOCYKITUHATAIUYPHUs — Ne(eKT apTHHUHOCYKIIMHATIHA3HI.

5. 'mnepapruanHemMus — qeQeKT apruHassl.

6. [TostHast moTepst akTHBHOCTH XOTS ObI OJHOTO M3 (DEPMEHTOB OPHHUTH-
HOBOT'O IIMKJIa MOYEBHHOOOPA30BaHMsI MPUBOAUT B JICTATEHOMY HCXOY.

6.OpHUTHHOBBIT UK

Luki cuHTEe3a MOYEBUHBI IIPOXOJUT B HECKOJBKO 3TaroB. [lepBeie nBE
CTaliu TMPOTEKAIOT HEMOCPEJCTBCHHO B MHUTOXOHIPHUSAX KICTOK ICUCHH.
NH; pearupyeT ¢ yriaekuciabIM ra3oM ¢ 3aTparoil AByx mosekyn AT®D. B
pe3ynbTare 3TOM JHEpro3aTpaTHON peakiuu oOpaszyercs kapOamomahoc-
¢ar, B KOTOPOM COJCPIKUTCSI MaKpOdpruieckas cBsizb. Katanusupyer 3ToT
mporiecc  hepment  kapbamoumidocdar-cunrerasa. Kapbamowmndocdar
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BCTYIIAeT B PEAKIMIO C OPHUTHHOM IIOJ AEWCTBHEM (hepMeHTa OpPHHUTHH-
kapbamomii-TpaHcepasbl. B utore Makposprudeckasi CBS3b pa3pyluaercs, a
3a CueT ee SHepruu o0paszyercst UUTPYIUIMH. TPeThs U MOCIEaYIOINe CTa-
JIUU TIPOTEKAIOT HE B MUTOXOHJIPHSX, @ B IIUTOIIa3Me renatonuToB. Uaet
peakuus Mexay UuTpyJutuHoM u acniaparoM. C 3atparoit 1 Mmonekynst ATO
U TIOJ JeCTBUEM (pepMEeHTa aprHHHHO-CYKIIMHAT-CHHTAa3bl 00pasyeTcs ap-
THHUHO-CYKIIMHAT.

ApPTUHHHO-CYKIIMHAT B COBOKYITHOCTH C ()epMEHTOM apTHHHHO-
CYKIIMHA-JIHa3a pacueIuisieTcs 0 apruHuHa U (pymapaTa. ApruHUH B MIPH-
CYTCTBHUH BOZBI M TIOJ NeHCTBHEM aprHHA3bl pacuieruisieTcs 10 opHUTHHA (1
peaxmyst) 1 MOUYEBUHBI (KOHEUHBIH POoayKT). L{UkiI 3aMKHYICA.

HaN— CH— COOH HaN—CHp

(cluz). T’ (cluzu
NHy NHy

NH;+CO,+2AT®

Mouesnna OpHuryn Kapamnngpocpar
Nuaun - Kapasepuu

1l
| HoN— CH— COOH HaN— CH— COOH HaN—CHy

(CHa)3 (CHa)3 (CH2)3

r[m S N NHy S * NHz
(l:=NH co

NH &

Apritnun Lnipyanuw

Oymaposan I Acnaparunosan Ny
HKucaoTa KHCAOTA APrUHUH OpHuTUH MyTpecums

OpHHUTHHOBBII LMK — SHEPT03aTPATHBIH MpoIecc, NP KOTOPOM Pacxo-
IYIOTCS. MaKpOJIPTHYECKHE CBSI3M MOJEKyl aneHosuHTpupochara (ATD).
Ha mpoTsbxkeHun Bcex 5 peakiy B COBOKYITHOCTH 00pa3yroTcsi 3 MOJICKYJIbI
AJ1®. K ToMy ke SHEeprust yXOIUT Ha TPAHCIIOPT BEIIECTB U3 MUTOXOHAPHA
B IIUTOILIa3My U Hao0opoT. OTkymna xe oepercs ATD? dymapar, KOTOPBIi
oOpazoBajicsi B 4ETBEPTOH pEaKLUUH, MOXKET OBbITh MCIOJIb30BaH Kak CyoO-
CTpar B LIMKJIE TPUKapOOHOBBIX KHUCIOT. B Xoze cuHTe3a mManarta u3 pyma-
pata Beiensiercss HAJI®OH, koTopslit naet B pesynsrare 3 Mojaexynsl ATO.
Peakiusi e3aMHHHPOBAHUS TIyTaMmara TakKe MIPaeT pojb B CHaOXeHHH
KJIETOK Te4YeHU sHeprueil. IIpm 3TOM BBIAENAIOTCS Takke 3 MOJEKYIBI
AT®, xoTOphIe UAYT HA CHHTE3 MOYEBHHEIL.

Pezynayus akmusnocmu oprumuno6020 yukia

B HOpMe Kkackaj peakluii CHHTE3a MOYEBHHBI (QYHKIMOHUpPYET Ha 60%
OT BO3MOJKHOTO 3HaueHMs. [Ipy MOBBIIIEHHOM cojep)kKaHUK Oesika B MuIne
MIPOUCXOJUT YCKOPEHHE PEeakiHi, YTO NMPHBOJIUT K MOBBILIEHHIO OOIIEro
KII. Metabonuueckie HapylleHHsS OPHUTHHOBOTO IMKJIA HAOJIONAOTCS
IIPU BBICOKMX (U3MUYECKHX Harpy3Kax W IUIUTEIFHOM TOJIO/IaHHMH, KOT/a
OpraHM3M HAYMHAET pacUIeIUIATh COOCTBEHHBIE Oenku. PerymmpoBanune
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pabOTHl OPHUTHHOBOTO IMKJIA MOXET IPOUCXOANTh M HA OMOXMMHYECKOM
ypOBHe. 371eCh MHIIEHBIO SBJISIETCSI OCHOBHOW (hpepMeHT kapOamonndocdar-
cuHteraza. Ero amrocrepuueckuM axtuBatopoM sBisiercss N-amermi-
rimytamat. [Ipu ero OoJbIIOM COAEpIKaHUM B OPraHM3ME PEaKIMU CHHTE3a
MOUEBHHBI IPOTEKAIOT HOPMabHO. IIpy HeocTaTke caMoro BelecTBa WU
€ro TpeIIeCTBEHHUKOB, IlTyTaMata M auneTwi-KoA, OpHUTHHOBBIH IMKI
TEpsIeT CBOIO (PYHKIIMOHANBHYIO Harpy3Ky.

CBsI3b IWKJIA CHHTE32 MOYEBHHEI 1 ukiia Kpebca Peakiuu oboux mpo-
I[ECCOB IIPOTEKAIOT B MAaTPHKCE MHUTOXOHAPHH. DTO JaeT BO3MOKHOCTh
Y4acTBOBAaTh HEKOTOPHIM OPTaHMYECKHM BEIIECTBAM B JBYX OHMOXHMHUE-
ckux npoueccax. CO, n aneHo3uHTpUdOCHAT, KOTOPHIE 00PA3YIOTCS B IIUK-
Jie JIMMOHHOW KHCIIOTHI, SIBJISIOTCS TPEIICCTBEHHUKAaMH KapOamomidoc-
¢ara. ATD rtarke sBIsSETCS BaXHEHIIMM UCTOYHUKOM SHepruu. OpHUTH-
HOBBII IMKJI, peaKIMU KOTOPOTO MPOTEKAIOT B T€MaTOLUTAX MEYEeHH, - ITO
UCTOYHMK (hymMapara, OJJHOTO U3 BaKHeHIIHX cyOctpaToB B 1ukie Kpebca.
Bonee Toro, 3To BelecTBO B pe3ysbTaTe HECKONBKUX IOATAMHBIX PEAKIIUH
JlaeT Havajo acmapTaTry, KOTOpBIi, B CBOIO OYepelb, UCIIOIb3YyeTCsl B OMO-
CHUHTE3¢ OPHMTHMHOBOTO LMKia. Peakims ¢ yuactueMm ¢ymapara sBIsSETCS
ncrounnkoM HAJI®, ¢ momompi KOTOporo MOXHO (ochopuiInpoBaTh
AJl® no ATO.

CO, + NH,* 2
l a -OkcoxucnoTa
Cif nmm Acnaprar
Kap6amounndocear ey by v
OpHUTUH Apr"""m- Oxcanoauomr
CyRUMHAT

ADIUHUH

Buonornueckuii  CMbICTT OPHUTHHOBOTO IHKJIa HOI[aBJ'ISHOH_[aH 4acCThb
a30Ta MoCTynacT B OpraHmu3M B COCTaBC OenkoB. B npounecce MeTabonu3ma
AMHWHOKHCJIOTBI pa3spymaroTcs, o6pa3yeTc;1 aMMHaK KaK KOHEYHBIN IMPOAYKT
0OMEHHBIX IpoHeccoB. OpHHTHHOBBIﬁ OUKJI — 5TO HECKOJIBKO IIOCJIEOd0BaA-
TCJIbHBIX peaKHHﬁ, Tj1aBHas 3aJiada KOTOPBIX COCTOUT B A€TOKCHUKAIIUU NH3
C IOMOLIbIO €r0 NepeBoia B MOYCBUHY. MO‘{CBI/IHa, B CBOIO OYCpEb, IIO-
CTynacT B Heq)pOH MOYKH U BBIBOJAUTCA U3 OpraHu3Ma C MOYOH. KpOMC TO-
To, 11o004YHO OpHHTHHOBBIﬁ LUK ABJIACTCA UICTOYHUKOM apruHUHA — O,Z[HOﬁ
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13 HE3aMEHHUMbBIX aMHHOKHCIIOT. HapyilieHus: B CHHTE3¢ MOYEBUHBI MOXKET
MPUBECTH K TAKOMY 3a00JI€BaHHIO, KaK TUIIEPAMMOHHEMHSI. DTa MaTOJOTUs
XapaKTepU3yeTcs MOBBINICHHON KOHLEHTpamueii nono ammonus NH, B
KPOBH 4YeJOBeKa. DTH HMOHBI OTPHUIATEILHO CKa3bIBAIOTCS HA JKU3HEICS-
TEJILHOCTU OPraHU3Ma, BBIKIIIOYAs MK 3aMeJUIsAsl HEKOTOPBIE BaXKHBIE MPO-
neccel. ITHOpUpOBaHue 3TOro 3a00JeBaHMs MOXET MPUBECTU K JIETAIBHO-
MY HCXOJY.

- 3
Kapbamonidocdarennrerasa |
.
1

s
G=0
g ¢= e
CH, =
MuToXORApES (l;Hz o ® ’]:Hz
Marprke 2 Kapbasoundochar F}{,
H CH,
HC—NH, i HC—NH,
COOH OprumaakapdavoiTrpancgepasa &)OH
OpHUTHH Hurpyaane
TmTozonn - fDOH
o NH,—
y H
NH PP, +AM® %
=0 COOH
ﬂ' APruBHHO- Acnaprar
“N H Aprunaza CYKUMHAT-
Moqe.;m CHATETA3A
H,0
*
. NH;  coon
i CoNp-f
='NH T _FP:
| NH 2
?IH AprHEHEOCYKUHHATAHA IR ]?Hz COOH
Kpors ?"1 7 CH.
it COOH Enz
P ‘IW'" He ZNH
s e Goon 3
COCH OyCOOH APrEHHHOCY KUMHAT
Mapar
e !

Houkn
LTK

OpHUTHHOBBIN LUK M ero 01oJIoruyecKkas pojab
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