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1. O6pazoBanne u o6e3ppe:xxkuBanne NH; B oprannzme

B cocrosiHMM a30THCTOrO paBHOBECHSI OPraHU3M B3POCIIOrO YelOBeKa MOTPeOsieT u
BBIZIENAET OKOJIO 15 T a3oTa 3a cyTku. 13 skckpeTupyemMoro ¢ Mo4oil a3oTa Ha JOJIK0 MO-
4YeBUHBI puxoautcs 85%, kpeaTuHuHa — 5%, aMMOHHUHHBIX cosielt — 3%, MoueBoOil kuc-
notel — 10%, npyrue Gpopmer — 3—6%. B 00pazoBaHMM MOYEBHHBI 1 aMMOHHMUHBIX COJICH
[JIABHYIO POJIb UTPAET aMMHAK.

OcHoBHbIe UCTOYHUKH NHa:

. TPAaHCAE3aMHHUPOBAHNE aMUHOKHUCIIOT;

. I€3aMHHUPOBAHNE ONOTCHHBIX aMHUHOB;

. pacmaj myprHOBBIX U IMPUMHIMHOBBIX a30THCTBIX OCHOBAHUI;

. OKHCJIUTENIBHOE /1e3aMUHUPOBAHIE aMUHOKHUCIIOT (IPEHMMYIIIECTBEHHO TIyTaMara);

. I€3aMUIMPOBAHNE TIyTaMHHA U acllaparuHa;

. IOCTYIUICHNE aMMHAaKa N3 KUIICUYHNKA B MOPTAIBHIOI BeHY (00pa3yeTcs Ipy rHue-
HUH OCIIKOB B KHIIICUHHUKE).

AMMHUaKx SIBJISIETCS BBICOKOTOKCHYHBIM coefrHeHneM. OH JIETKO BCachlBAaeTCsl U3 KH-
LIEYHUKA B MOPTAJIbHYIO BEHO3HYIO KPOBb, IJIE €r0 YPOBEHb HAMHOI'O BHIIIE, YeM B 00-
1IeM KpOBOTOKe. B HOpMe medeHb ObICTPO 3aXBaThIBACT aMMHUAK M3 MMOPTAIbHOU KPOBH,
M03TOMY KpPOBb, TOKH/IAIONIAs TICYCHB, TPAKTHYECKH CBOOOIHA OT aMMHaKa.

VIMEHHO TI03TOMY B OpraHH3Me €CTh CUCTEMbl 00E3BPEIKMBAHUS AMMHAaKa, B pe3yJiIbTa-
Te (PYHKIMOHUPOBAHHS KOTOPBIX B KPOBH IIOJAEPKUBAETCS €ro HHU3Kas KOHLEHTpPAIHS
(oxoiro 0,05 MMOIIB/1T). YCIOBHO BBIICISIFOT MECTHBIC (TKaHEBEIC), B PE3yIbTaTe KOTOPHIX
MIPOMCXOJIUT BPEMEHHOE CBS3BIBAHME aMMHAKa; M oOmmue (KOHeYHOe 00e3BpEKMBaHHE)
mytH ooe3BpexxnBanusi NHs, 61aromapst KOTOPBIM OH BBIBOJUTCS U3 OpraHnu3Ma.

AN AW N =

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

Ocy1iecTBisIeTcsl B TKaHAX (TOJIOBHOM MO3T, CETYaTKa, MBIIIIIbI, TeYeHb, TOYKH H JIp.)
10 TPEM OCHOBHBIM IYTSIM:

1. OcHOBHOI1 TyTh — 3T0 cBsi3biBaHue NH3 C riryraMMHOBOI KHCIIOTO# ¢ 00pa3oBaHu-
eM TiIyTaMuHa ((hepMEeHT MIyTAMUHCHHTETAa3a);

['myramar + NH; + AT® — ['myramus + AJI® + PH

2. INoxoxast peakiys BO3MOXKHA U C aCHaparMHOBOM KUCIIOTOM, HO OHA SIBJISETCS DHEP-
reTHYeCKH HEBBITOAHOM, Tak kKak AT®d B Heil pacnagaercs 1o AM® u nupodocdara:

Acnaptat+AT®d + NH; (I'myramun) — Acnaparun + AM® + PPu + (I'myramar)

BoccranoBuTENIBHOE aMUHHPOBAHUE (-KETOTTyTapaTa. B MbIlIe4HON TKaHU TOT HPoO-
1iecc NPUBOAUT K 0OPa30BAHMIO €Ilie OJHOW TPAaHCIOPTHON GopMbl ammuaka. [Ipn uHTeH-
CHBHOHM MBIIIEUYHOW paboTe BBIJACIAIOMINNACS aMMHUAK CBSI3BIBAETCSI C (-KETOTJyTapaTOM
IOJT ACUCTBHEM TIUTyTaMaTaeruaporeHassl. OOpasyercs riayTaMmar, KOTOPBIA BCTYyMaeT B
MepeaMIHUPOBAHNUE C MHPYBATOM (00pasyromumMcst mpH riukoianse). CuHTe3npyeTcs ana-
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HUH, KOTOPBI sBIseTca TpaHcHnopTHOH dopmoit NH3, mocTaBmsieMoii KpOBBIO B TICUCHB,
IJie OH BCTYIAeT B NIEPEaMUHHPOBAHHE C (-KETOTIIyTapaToM, B Pe3yJbTaTe 4ero IoJyda-
I0TCSl IMPYBAT U IIyTamart. [ lyraMHHOBasi KMCIIOTa Yepe3 acnapTar (nmepeaMrHUpPOBaHHE
co L[YK) Bkirouaer cBoto NH,-rpynmy B ModyeBuHy. [IupyBar ucrosnb3yercs B IIIFOKOHe-
OreHe3e /Il CUHTE3a IIIIOKO3bI, KOTOPask 3aTeM TPAHCHOPTUPYETCS B MBIIIIBI. DTOT MeXa-
HU3M MMEET BaKHOE 3HAYCHHUE JUIsl BBIBEJICHUS aMMHaKa U3 MBIIICYHON TKaHHU U HOIYyYHIT
Ha3BaHHUE TIIIOK030-aJJaHHHOBOT'O LIUKJIA.

OGe3BpexuBaHve NPoayKTOB O6e3BpexuBaHne NPoayKTOB FTHUEHUS
THUEHUS] aMUHOKUCTIOT BiNOHOHW
H 1’ OH ! ]
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3.001ee (KOHEYHOE) 00€3BPEKMBAHNE AMMHAKA

B moukax moj 1elicTBHEM TITyTaMHHA3bl IPOMCXOANT THAPOJIN3 TIIyTaMUHA ¢ 00pa3o-
BaHHEM aMMHaKa. DTOT MPOIECC SABISCTCSA OJHUM M3 MEXAHU3MOB PETYISALINN KHCIOTHO-
LIEJIOYHOTO PABHOBECHS B OPraHU3ME M COXPAHEHMsI BaKHEUIIMX KaTHOHOB JUIS MOAJED-
JKaHUSI OCMOTHUYECKOTO AaBiieHUs. ['lyraMuHa3a 1o4ek 3HauuTeIbHO MHAYLUPYETCS IPU
anuo3e, 00pa3yoMUHCsS aMMUAaK HEUTpaIn3yeT KHCIbIe MPOJAYKTHI OOMEHa W B BHJIE
AMMOHHUIHBIX COJIEH IKCKPETHPYETCS C MOYOH. DTa PeaKmus 3allUIIacT OPTaHu3M OT H3-
numneit notepu noros Na* u K*, koTopble Takke MOTYT MCHOJIb30BAThCS [T BHIBEICHHUS
AQHMOHOB W yTpaunBarbes. [Ipy ankano3e akTUBHOCTB INTyTaMHMHAa3bl B IOYKaX WHTHOUPY-
eTcsl.
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4. O6e3BpekBaHNe MPOAYKTOB THHEHHUS 0€IKOB B KUIIEYHHKeE

AMUHOKHCIIOTBI, KOTOPbIC HE BCOCAJUCH B KPOBb YepPe3 CIM3UCTYHO 00O0JOYKY TOHKOU
KHIIKH, TOJBEPratOTCsS BO3ICHCTBHI0O MHKPOOPTaHM3MOB B TOJCTOM KwHieuHuke. [Ipu
9TOM (ePMEHTBI MUKPOOPTAaHU3MOB PACIICIUISIOT aMHHOKHUCIIOTHI M MPEBPANIAIOT UX B
aMUHBI, )KUPHBIC KHCIIOTHI, CIIUPTHI, (PCHOJIBI M IPYTUE BEIIECTBA, HEPEIKO STOBUTHIC IS
opraHusma.

DTOT MPOIIECC MHOT/A HA3bIBAIOT THUCHHEM OCJIKOB B KHUIIIEYHHUKE. B ero ocHoBe Jie-
KHUT JIeKapOOKCIITUPOBAHNE aMHHOKHCIIOT, TIPH ATOM W3 aMHHOKHCIIOT 00pa3yroTcs Omo-
noruveckue amunbl. Tak, n3 amuaokuciaoTsl opautnHa NH,(CH,)3CH(NH,)COOH o6pa-
syercst mytpecuud HoN(CH,)4NH, (Tokcnueckoe BelecTBo M3 rpymiibl MOJIHAMUHOB), U3
mm3una H,N(CHy)'yCH(NH,)COOH o6pasyercs kamaBepun NH,(CH,)sNH, (Toxcunue-
CKO€ BEI[ECTBO M3 IPYIIIBI ITOMAHHOB).

[MyTpecunH ¥ KaJaBepHH BBIBOASATCS M3 OpraHu3ma ¢ (exalbHbIMH MaccaMu. B Tex
Cllydasix, KOrjia 3TH COCIUHCHUS MOMATat0T B KPOBb, OHM BBIBOMASATCS C MOYOIl B HEHU3MeE-
HCHHOM BH/IC.

W3 tuposuna OHCgH,CH,CH(NH,)COOH o6pasyercst kpezon CH3CgH4OH (mpowus-
BonHOe (heHoa, obnagaronee TOKCHYECKUMU CBOMCTBAMH U CIIEIIM()UUECKIM HETIPHSIT-
HBIM 3aI1aX0M), a €CIIH mpolecc uAET aainsbiie, To U peron CgHsOH (kapOosioBast kuciaoTa
— THUIPOKCHOEH30J1, MPOU3BOIHOE OEH30JI1a, TOKCHUECKOE BEIIECTBO).

us aMUHOKHCIIOTHI Tpunrodana Ci13H100,N; obpazyroTes CKaTOJI
NCgHsCH3 (GecuBeTHOE KpHCTAITHYECKOE BEMIECTBO C OYCHb HEMPUSATHBIM 3allaXOM) U
a0 CgH;N (Tokcmueckoe BEmecTBO Co CrenupuIecKuM HETTPUIATHBIM 3aI1aX0M).

IMpu rayO0OKOM pa3pylIeHUH KHIIEYHBIMH MHKPOOPraHU3MaMHU CEepPOCOIePIKAIINX
amuaokucior — mucertua CgHioN»S,0,4, nucrenna HSCH,CH (NH,) COOH u metnonuna
CH3SCH,CH,CH (NH,) COOH — o6pasyetcs cepoBomopon (HS, ras ¢ pe3kum HenpusiT-
HBIM 3anaxom), Mepkantad (CH3;SH, neryuee BemiecTBO ¢ CHIIBHBIM YIYIIJIMBBIM 3alla-
XOM) U JpYrHe CepOCoIepKaIINe COSIUHEHHUSI.

IIpoayKThl THHECHHUST OCJIKOB BCACHIBAIOTCSI B BEHO3HYIO KPOBB, 3aTEM IIOMAJAOT B IIe-
YeHb, TJe U 00€3BPEKHUBAIOTCS C MIOMOIIBIO YHJOT€HHOM CEPHON KHCIIOThI HJIH TITIOKYpO-
HOBOW KUCIOTBI. MIHIOM ¥ CKATOIN Takke 00€3BPEeKHUBAIOTCS B MEUEHH TIPH yYaCTHH Cep-
HOW W MIIFOKYPOHOBOH KUCIOT. OTHAKO OHU TPEABAPUTEIHHO OKUCISIOTCS: CKaTON B CKa-
TOKCHJI, MHIOJI B MHIOKCIJI M B BUJIC TAPHBIX KUCIIOT BBIBOJISATCS M3 OpraHU3Ma C MOYOM.

Hexotopeie simoBuThIe BemecTBa, Hanpumep, oer3oiiHas kuciaorta CgHsCOOH, obpa-
3yromasics 3 aMuHokucnoThl pennnananusa C3HsCH,CH (NHy) COOH, o6e3BperkuBa-
FOTCS B [ICYCHU C TIOMOIIBI0 aMUHOKHCIIOTHI TIHUIMHA. [Ipu 3TOM 00pa3yercst THITITypoBast
kuciora CgHsCONH,CH,COOH — 6e3BpeaHoe coerMHEHHE, KOTOPOE BBIBOAUTCS C MO-
4Oil.

B03MOXHOCTH TIeUeHH B 00E3BPEKMBAHUHU MPOAYKTOB THHUCHHS OEIKOB, 00pa3oBaH-
HBIX B TOJICTOM KHIIICYHHKE U BCOCABIINXCS B KPOBb, He Oe3rpaHuuHbl. [Ipy CHIKCHHH ¢¢e
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(yHKINOHATBHOM CIOCOOHOCTH (HAaIpHMep, B CBSI3H C IIEPCHECCHHBIMH paHee 3a0ojeBa-
HUSMH) MOCTYIICHHE 3HAUYUTEIBEHOTO KOJMYECTBA SIOBHTHIX BELIECTB MOXKET OKa3aThCs
Ype3MepHOil Harpy3Koi.

Tornma yacTh HEOOE3BPEKEHHBIX SIIOBUTHIX BEIECTB PAa3HOCUTCS (OOJBIINM KPYrom
KpOBOOOpAIlIeHHs1) TI0 BCEMY OpraHu3My, BBI3bIBasi €ro oTpamieHue. [IporcxoanT mpex-
JICBPEMEHHOE CTapeHHe KJICTOK M MX TuOenb. [ mpeaynpekJeHus: HeraTuBHOTO BO3-
JIEMCTBHS SIIOBUTHIX BEIIECTB HA OPraHU3M HEOOXOJIMMO PalOHAJIbHO IJIAHUPOBATH MHU-
IeBOW palMoH. B Hero J0/KHBI OBITH BKIIIOUEHBI MPOJIYKTHI, COJEpPIKAIINE HE TOJIBKO
0eJKH, HO | JKUPBI M YIJIEBOJbI, TOJIC3HBIC KUCIOMOJIOYHBIC MPOIYKTHI, TaK KaK MOJIOY-
HOKHCJIBIe GaKTepHH CIIOCOOCTBYIOT YCKOPEHHIO MMOEIH THHIOCTHBIX MHKPOOPTaHH3MOB
TOJICTOH KUIIKH. B panuoHe HeoOXoauMa MHIIA, KOTOpas SBISETCS NCTOYHHKOM ITCKTH-
HOBBIX BEHIECTB M KJICTYATKH, YTO, MOBBIMIAS JBUIATCIBbHYI0 aKTUBHOCTH KUIICYHHUKA,
CIOCOOCTBYIOT BHIBEJCHHIO IIUIAKOB (B TOM YHCIIE U SIOBHTHIX BEIIECTB) U3 OPraHU3Ma.

5.CuHTE3 MOYEBHHBI

[leueHb — eMHCTBEHHBIH OpraH, KIETKH KOTOPOTO Co/epkaT Bce (PepMEHThI CHHTE3a
MOYEBHHBI U, CJEJOBATEIbHO, SIBJISIETCS CAMHCTBEHHBIM OPraHOM, TJE MPOMCXOAUT €e
o0Opa3oBaHue.

B 40-x romax XX Beka Hemerkue yuensie ornoxumuku I'. Kpeoc u K. I'enseneiit ycra-
HOBHWJIM, YTO CHHTE3 MOUYEBUHBI MPEJICTABISACT COOOH MUKIMYSCKUHA TPOIIECC, COCTOSIIIHN
13 HECKOIBKUX CTa/INi, KITFOUEBBIM COCTMHEHUEM KOTOPOTO SBISICTCS OpHUTHH. [loaTOMY
IIPOIIeCcC CHHTE3a MOYEBUHBI ITOTYYWIT Ha3BaHHE OPHUTHUHOBBINA ITHKII, Win KT Kpedca-
I'enzeneiira.

MoueBnHa (kapOamuT) — MOJHBIA aMUJI YTOJIBHOW KHCIOTHI — COJIEPIKUT 2 aTOMa a30-
Ta. MICTOYHHKOM OJIHOTO M3 HHX SIBJISE€TCS aMMHaK, KOTOPbIH B MEYSHU CBS3BIBACTCS C
JIUOKCHJIOM yIJiepoja ¢ obOpa3oBaHueM kapOamousdocdara moj aeicTBreM KapOaMOuJI-
docdarcunrerassl | ¢ 3aTparoii 2 monexkyn AT®. Kapbamousdocdar B3anmosenicTyer ¢
OPHUTHHOM TIPH YYaCTHH OPHUTHHKapOaMomiITpaHcdepasbl ¢ 00pa3oBaHUEM IUTPYIUIH-
Ha. OH BCTymaeT B KOHJAGHCAIMIO C acTaparnHoBail KucnoToi ¢ 3arparoit AT®, koTopas
pacmagaercst 10 AM® u mupodocdara. Acnaprat — HCTOUHHUK BTOPOTO a30Ta MOYEBUHBI.
OO0pa3yercsi aprHHUHOSIHTApHAST KUCJIOTa, KOTOpasi aprHHUHOCYKIIMHATINA30U PaleTiisi-
eTCs Ha apTUHUH U pyMapaT. ApruHIH aprUHa30Hi pa3pylIacTcst HA OPHUTHH U MOYCBHHY,
KoTOpast mpocToit Tuddy3uelt BBIXOJUT U3 KIETOK B KPOBb U BBLICISACTCS C MOYOA.

dymapar sBisiercst mpoMexxyTouHsM npoykroM LITK, n dpymapasoii npeparaercs B
Majar, KoTopblii okucisercs manaraeruaporenasoi B H[YK. Ona BcTymaer B peakuuio
TPaHCAMUHHUPOBAHUSI C TIIYTAMUHOBOI KHCIIOTOW M IpEBpalllaeTcs B acmapTaT, KOTOPBIi
BHOBb WCIOJB3yeTCS B CHHTe3e MoueBHMHBL. (OOpaszoBaBmMiicss W3 Tiyramara ?-
KETOTJIyTapaT BCTYHAaeT B PEaKIMIO TPAHCAMHHHPOBAHMSA C JTIOOBIMH aMHHOKHCIOTAMH.
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CrenoBaTeIbHO, a30T aMHUHOTPYIIIBI caTOMa a30Ta B MOYEBHMHE 4Yepe3 LETb IpeBparie-
Huii: AK—oa-kerornyrapar—riayramat—I[YK—acnaprar.
Pezynayus cunmesa mouesurul

beicTpas perynsius MpoOMCXOIUT Ha ypoBHe KapOamowmndocdarcunrerassl |. Dror
(depMeHT amocTepuyeckn peryinupyercs N-aleTwiriyTaMMHOBOW KHCIIOTOH, KOTOpas
CHUHTE3MPYETCsl BHYTPU MUTOXOHAPUIL U3 riryTamara u anetui-KoA.

JlonroBpemMeHHast peryJsisiius 3aBUCUT OT CHHTE3a HOBBIX (pepMeHTOB. MHIyKIMs CHH-
Te3a ONpeJelsieTcsl YpOBHEM IuileBoro Oenka. [loBpimeHne nocryruieHus: OSNKOB C M-
IIeH MOBBIMIAET CHHTE3 BCEX (DEPMEHTOB OPHUTHHOBOTO LIUKIIA.

Hapywenua cunmesa u gviéedenus mo4esumvl

I'mnepaMMoOHMEMUsT — TIOBBIIICHHE KOHIICHTPAIIMM aMMHAKa B KpOBH. MHTOKCHKaus
aMMMAKOM JISKHT B OCHOBE Pa3BUTHS MEUCHOYHOIN KOMbL. OIHOM W3 INIaBHBIX NMPUYNH
TokcnaHOCTH NHj Ha MOJIEKYJISIPHOM YpPOBHE SIBIISIETCSI €T0 CHOCOOHOCTH BOCCTAHOBH-
TEJILHO aMHHHUPOBATh ?-KETOTIIyTapar B TIIyTamar. B pe3ynbTare mponcxoaut n3bstue ?-
kerornyTapoBoil kucnotsl u3 LITK. DTo MoXeT mpHUBeCTH K 3aMeUICHHIO pereHeparuu
OKcaJloaleTara , Kak CleJCTBHE, K HaKOIUIeHHUIo aneTiia-KoA, a yepe3 Hero k KeTOHEMHUH
U anuao3y, a Takke K 0CIabJIeHUIO OTOKA MPOTOHOB U 31eKTpoHOoB B LT/ u cHMxeHUIO
npoaykiun ATO.

[loBbIeHHasT KOHIIEHTPAIMsI aMMHaKka B OpraHU3Me NPUBOJUT K aKTUBAIMM TIyTa-
MUHCHHTa3bl. [Ipy 3TOM KOJIMUYECTBO IiTyTamara, KOTOPbIM ABJIsEeTCS HEHpOMEaHaTopoM B
HHC u npenwectBennkoM ['AMK, uncromaercs. Ecnu runepamonueMust He nojiaercs
JICYCHUIO, TO PA3BUBAIOTCS TSDKEIbIE HAPYIICHUS TICHXUKH.

Brrensiror iepBUYHYO (BPOKICHHYIO) U BTOPUYHYIO (IPHOOPETESHHYIO) THIIEPaMMO-
HUEMHUIO.

K HacrosmieMy BpeMeHH OIHCaHbl BPOXK/ICHHBIE Ae(DEKThI KKIOTO (pepMeHTa, yJIacT-
BYIOIIIETO B CHHTE3€ MOUYEBUHBI:

1. Tunpeammonunemust I-ro tuna — nedekr kapdamounndocharcunrerassi |.

2. l'unpeammonuemust |1-ro tTuna — nedext opHuTHHKapOaMouITpanchepassl.

3. LuTpy/uilMHEMUsI — OTCYTCTBYET aprHHUHOCYKIIMHATCUHTA3a.

4. ApTUHMHOCYKITUHATAITUTYypHUs — 1e(heKT aprMHUHOCYKIIMHATINA3BL.

5. l'mnepapruanHemMus — 1eQeKT apruHassl.

6. [TostHast moTeps aKTUBHOCTH XOTSI OBl OJTHOTO M3 ()EPMEHTOB OPHUTHHOBOTO LHUKIIA
MOYEBHHOOOPA30BaHMs TIPUBOAUT B JIETAJILHOMY UCXOJTY.

6.OpHUTHHOBBIT UK

Huki cuHTE3a MOYEBHHBI TPOXOJUT B HECKOJILKO 3TanoB. [lepBrie Be cTaguu npoTe-
KalOT HEMOCPEICTBEHHO B MUTOXOHAPHAX KieTok nedeHn. NH;z pearupyer ¢ yriekuciasim
ra3oMm c¢ 3arparoi aByX Mosiekyn AT®. B pesynbrare 3TOH 3HEPro3aTpaTHON peakiuu
obpazyercs kapbamounpocdar, B KOTOPOM COJCPIKHUTCS Makpodprudeckas cBsi3b. Kara-
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JU3UpPYeT 3TOT Tmpomecc (epMmeHT Kapbamoumndocdar-cuaTeTasa. Kapbamoundpocdar
BCTYIIAeT B PEAKIMIO C OPHUTHHOM IIOJ ICHWCTBHEM (pepMEeHTa OpPHHUTHH-KapOaMomi-
TpaHcdepasbl. B urore Makpospruyeckas CBI3b pa3pyliaeTcs, a 3a CUeT ee SHepruu oopa-
3yeTcst UMTPYJUIMH. TpeThs n moclenyonme cTaJiun MpoTEeKaloT He B MUTOXOH/IPHSX, a B
LUTOIUIa3Me IeraToNUTOB. Vet peakys Mex 1y UIUTPYIIMHOM | acriapatoM. C 3aTparoi
1 monexynsl AT® u nox nevictBueM QepMeHTa apruHUHO-CYKIIMHAT-CUHTA3bl 00pa3yeTcs
apPrHHUHO-CYKILIMHAT.

ApPruHUHO-CYKIIMHAT B COBOKYIHOCTH C ()€PMEHTOM aprHMHHHO-CYKIIMHA-Jna3a pac-
HIeTUIIeTCS. 10 apTUHUHA U (hymapaTa. APrHHUH B IPHUCYTCTBUH BOJABI U TOJ JEHCTBHEM
apruHasbl paciiersiercst 10 opHutuHa (1 peakiys) U MOYEBHHbI (KOHEUHBIH MPOJYKT).
Hukin 3aMKHYyACS.

HzN—CH— COOH HaN—CHy

(eHas T’ (eHas
Moveswna [T Kap6amungpoccpar NHz & NHz
Nuann 2 Kapasepun

NH;+CO,+2ATd

1
| HaN— CH— COOH HaN—CH— COOH HaN—CH2

i (CH2)3 (CHa)3 (CH2)3
HIDYARHH
Aprimi A - TX» NH, T» NH,

Oymagosan 1] Acnaparunosas By
HKcAoTa KHCAOTA ApritHun OpHuTun MyTpecum

OpHUTHHOBBIHA UK — YHEPTO3aTPaTHBIM Mpolecc, MPU KOTOPOM PACXOIYIOTCS MaK-
posprudeckue cBs3H Moyekyn aneHosmHTpupochara (ATD). Ha mporsoxkeHnm Bcex 5
peaxIyu B COBOKYITHOCTU 00pa3ytoTcst 3 monekynbl AJI®. K Tomy ke 3Heprust yXoauT Ha
TPAHCIOPT BEIICCTB M3 MHUTOXOHIPHH B MUTOIUIA3My W HaoOopoT. OTkynma ke Oepercs
ATO? dymapart, KOTOPBIH 00pa30BalICs B UETBEPTOU PEaKIUH, MOKET OBITh MCIIONB30BaH
Kak cyOcTpaT B IUKJIE TPUKApOOHOBHIX KHUCIOT. B Xome cwHTe3a manara m3 Qymapara
Boigensiercs HAJIOH, koToperit naet B pesynbrare 3 mosiekysbl AT®. Peakius nezamu-
HUPOBAHMs TJIyTaMara Tak)Ke UrpaeT posib B CHAOXKEHHH KIIETOK redeHu dHepruei. [Ipu
9TOM BBIACTSAIOTCS Takxke 3 MosieKynsl AT®, koTopsle HIyT Ha CHHTE3 MOYEBUHEI.

Pezynayus akmuenocmu opHumunogozo yuxkia

B HOpME Kackan peakiuii cHHTe3a MOYeBUHBI (DyHKIMOHUPYET Ha 60% OT BO3MOKHO-
ro 3Ha4deHus. Ilpn MOBBIIEHHOM CoOJNEpXaHWU OelKa B IHUIIE MPOUCXOTUT YCKOpEHHE
PeaxImii, YTO MPUBOAMT K ToBbIeHUIO obmiero KI1/]. Merabonuyeckie HapyIIeHUs Op-
HUTHHOBOTO IMKJIa HAOJIONAIOTCS NPU BBICOKMX (PM3UUECKUX HArpys3Kax M JUIUTEIbHOM
TOJIOJIaHNH, KOT/Ia OPTaHu3M Ha4MHAET pacuieruiaTh coOcTBeHHbIe Oenku. PeryinupoBanne
paboTBl OPHUTHHOBOTO IMKJIAa MOXKET IPOUCXOJUTh U Ha OMOXMMHUYECKOM ypOBHE. 3/1€Ch
MUILIEHBIO SIBIISIETCS OCHOBHOW (epMeHT KapOamomndocdar-cunrerasa. Ero amnocrepu-
4YeckuM akTuBaTopoM sBisiercst N-anermn-rimyramar. [Ipu ero 6onbImioM cojepikaHud B
OpraHM3Me PeakI[ii CHHTEe3a MOYEBHHBI IPOTEKAIOT HOpMansHO. [Ipu HemocTaTKe caMoro
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BEIIeCTBA WM €r0 NMPEANIeCTBEHHUKOB, TIyTamMara u aneTwi-KoA, OpHUTHHOBBINA LUK
TepsieT CBOIO (DyHKIMOHAIBHYIO HaTPYy3KY.

CBsi3b IIUKJIA CHHTE3a MOUCBUHBI U nukia Kpedca Peakiun 00oux mporeccoB mpore-
KaroT B MaTPUKCE MUTOXOHJpPHA. DTO JAaeT BO3MOXKHOCTh y4aCTBOBATh HEKOTOPBIM Opra-
HUYCCKUM BEIIECTBAM B JBYX Omoxumuueckux mporeccax. CO, u ameHosunTpudocdar,
KOTOpPBIC 00pa3yrOTCs B IIMKJIC JUMOHHOM KUCIIOTHI, SIBISIOTCS MPEANICCTBCHHIUKAMH Kap-
b6amoungocdara. ATD Takxke ABISICTCS BAXHCHIIUM UCTOYHHUKOM SHepruu. OpHUTHUHO-
BBII IIMKJI, PEaKIIUU KOTOPOTO MPOTEKAIOT B TEMATOIUTAX TICUCHH, - 3TO UCTOYHHK (hyMa-
paTa, OJIHOTO M3 BaXHEHIUX cydcTpaTtoB B mukie Kpebca. boyee Toro, 3T0 BemmecTBo B
pe3ynbTaTe HECKOJNBKHUX MMOJTAIHBIX PEaKIUil JaeT HaJalo acmapTaTy, KOTOPEIi, B CBOIO
odepenp, UCIONb3yeTcsl B OMOCHHTE3¢ OPHUTHHOBOTO ITHKIIA. Peakius ¢ yqactuem dyma-
pata sBusercs uctrouHnkomM HAJID, ¢ moMompio KOTOPOro MOXKHO (ochopuinpoBaTh
AID no ATOD.

CO, + NH,* P
l @ -OkcoxucnoTa
nT nmnn Acnaprar
Kap6amonndocear ot . v
Aprmmno- TaT
OpHUTUH fati OKWOIMO

ADrUHKH

buonoruueckuii cMbICI OpHUTHHOBOT'O LMK Hoz[aBJm}oLuaﬂ 4acTh a30Ta MOCTyHaeT
B OpPTaHU3M B cocTaBe OenmkoB. B mpomecce meTabomm3mMa aMUHOKUCIIOTH pa3pyIIaloTCs,
o0pa3yeTcs aMMUaK KaKk KOHEYHBIH MPOIYKT OOMEHHBIX mporieccoB. OpHUTHHOBEIA ITHKIT
— 9TO HECKOJIbKO IMOCJIEAOBATENbHBIX PEaKUUil, rIaBHas 3a/ada KOTOPBIX COCTOUT B Je-
tokcukanuu NH; ¢ momoripio ero mepeBoja B MOYEBHHY. MoYeBHHA, B CBOIO OYEpE.b,
MTOCTYIAeT B HEPOH MOYKH W BHIBOAMTCS M3 Opranu3Ma ¢ Modoii. Kpome Toro, mo6o4Ho
OPHUTHHOBBIN ITUKJI SBJISETCS UCTOYHUKOM apTHHUHA — OJHON M3 HE3aMEHHMBIX aMUHO-
KHCJIOT. HapylieHus: B CHHTE3¢ MOYCBHHBI MOXKET MIPUBECTH K TAKOMY 3a00JIEBaHUIO, KaK
TUIIEpAMMOHHEMHS. JTa TATOJOTHS XapaKTEpHU3yeTCs TOBBIIICHHONW KOHIICHTpAIHen
nonoB ammonus NH, B KPOBHU YeNOBeKa. DTH HMOHBI OTPHUIATEIHFHO CKAa3bIBAIOTCS Ha
JKU3HEACITEILHOCTH OpPTaHUu3Ma, BBIKITIOYAsl WM 3aMelJIsisl HEKOTOPhIe Ba)KHBIE MPOIEC-
cbl. IrHOpHpOBaHue 3TOr0 3a00JIeBaHUS MOXKET MPUBECTH K JICTAIbHOMY HCXOY.
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