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MpuumnHbl HapyweHna 6enkosooro obmeHa
OaHon n3 Hanbonee 4acTbiX MPUYMNH HapyLleHU benKkoBoro obmeHa

ABNAETCA KO/IUYECMBEHHAA UNN KaYecmeeHHas benkoBas
HeAo0CTaTOYHOCTb NEPBUYHOIO (3K30reHHOro) MPOUCXOXKAEHUA.
Bo3HuKarowme aedekTtbl 0bycnosneHbl 1) orpaHnyeHmnem
NOCTYN/1IEHNA 3K30reHHbIX 6€/1KOB NPU NOJTHOM UM YaCTUYHOM
ron04aHnun,2) HU3Kom BMoNOrMYecKom LLEHHOCTbIO NMULLLEBbLIX HENKOB,
nePuuUUTOM He3aMeHUMbIX aMUHOKUCAOT (BaIMH, N30NENLUH,
NenunH, NTM3UH, METUOHUH, TPEOHUH, TpMnNTodaH, GeHUNaANaHUH,
TMCTUAMH, aPTUHUH).



MexaHn3mbl HapyweHnn obmeHa 6enKkos

* Mpu pape 3abonesaHnn HapyweHne 6enkoBoro obmeHa moryr
HacTynaTb BcaeacTeue:

* 1) paccTpoiicTBa nepeBapuBaHusa U BcacbiBaHUA 6e1KOBbIX
NPOAYKTOB (racTPO3HTEpPUTbI, A3BEHHbIA KONUT),

e 2) nosbieHHOro pacnaga 6enKka B TKaHAX (cTpecc,
UHPEKUNOHHbIe 6ones3Hu);



MexaHn3ambl HapyLeHnmn obmeHa 6enkos

* Bcnepctsue :3 ) ycuneHHoum notepu 6enKkos
(KkpoBonotepu, Hedppo3, TpaBmbl), 4) HapyLLEeHUA
cuHTe3a 6enka (renatutbl). CreacTrBMem yKasaHHbIX
HapyLleHUI 4YacTo ABNAETCA 8mMopu4yHasa (Mnu
3HAOreHHana) 6enkoBaa HeAOCTaTOUYHOCTb C
XapaKTepHbIM OTpUL,aTeNbHbIM a30TUCTbIM BanaHcom.



Mpoteonutuueckue pepmeHTbl B NULLLEEBAPEHUN

B nuwieBaputenbHOM TpaKTe 6enKu pacliennaroTca noa BANAHUEm
nporteonnTnyecknx ¢pepmeHToB. NMpu 3TOM, C 04HOU CTOPOHDI,
6enku n gpyrue a3otTucrbie coeguHeHus, BXoaAllmue B COCTaB
nULK, TePAIOT cBOoU cneunduueckmne ocobeHHocTu, c gpyrom — us
6enkos 06pa3yoTCA aMMHOKUCAOTbI, U3 HYK/IEMHOBbIX KUC/OT —
HYKN1eoTUAbl , KOTOpble NoABepraloTcs BCaCbiBaHUIO.



[lepBMYHbIE N BTOPUYHbIE PAaCCTPONCTBA

Pasnunuator nepsuyHsie (Npyu pasnnuHbix ¢opmax naTosiIorum
enyaka n KNWeYHMKa — XPOHUYECKUX racTpUTax, A3BEHHOMN
6onesHu, pake) n emopuyHbie UNN GYHKLUOHA/IbHbIE
PacCTPOUCTBA CEKPETOPHOMN M BCacbiBaTeNbHOU PYHKLUUU SINUTENUA
B pe3y/ibTaTe OTeKa C/IM3UCTOU 00010UKM KenyaKka n KULLEYHUKA,
HapyLweHnA nepeBapuBaHua 6en1KoB U BCacbiIBaHMA aMUHOKUCNIOT
B }XeNyA0UYHO-KULLEeYHOM TPaKTe.



MpUUunHbI HeAOCTaTOYHOCTU pacliensieHnsa 6enkos

* OCHOBHbIE NPU4YUHbI HeA0CMAaMO4YHO20 pacwenneHus besaxkos —
1)KonnuyectseHHOE YyMmeHbLlUeHUe CeKpeuuun CONAHOU KUCNOTbI U
2)bepmeHTOB, CHUXKEHNE aKTUBHOCTU NMPOTEO/IMTUUYECKUX
depmeHTOB (NencuHa, TPUNCMHA, XMMOTPUNCUNA) U CBA3AHHOE C
3TUM HeAO0CTaToOyHOe 06pasoBaHUE aMUHOKUCAOT, YyMEHbLUEHUE
BpemeHu nx Bo3aeunucrema (yCKoOpeHue nepuctazibTUKm).



HepoctatoyHoe pacuiensieHne 6enKkos

* [pu ocnabneHun cekpeunmn cONAHOU KUCNOTbI CHUXKaeTtca pH
YXeNyao0uHOro CoKa, UTo BeAeT K YMeHbLUeHUI0 HabyxaHua nuLeBbIX
6enkos B Kenyake n ocnabneHuto npeBpalieHUs NencMHOreHa B ero
aKTUBHYIO GOopMy— nencuH. B aTux ycnosusax yactb 6en1KOBbIX
CTPYKTYpP NepexoauT U3 Xenyaka B ABeHaALaTUNEPCTHYIO KULLKY B
HEen3MeHHOM COCTOSAHUW, YTO 3aTPYAHAET AeUCTBUE TPUNCUHA,
XUMOTPUNCUHA U APYrMX NPOTEONUTUYECKUX PepMEHTOB
KULLIEYHMUKA.



Nednunt cBoOOAHLIX AMUHOKUCOT

HepocratouHoe o6pasoBaHue cBO6OAHbIX aIMUHOKUCIOT U3 NULL,EBbIX 6enKoB
BO3MOXXHO NMPU OrpaHUYEHNN NOCTYN/IEHUA B KULLEYHUK CEKpeTa
nogXenygouHou enesbl (NaHKpeaTuT, caas/ieHUe, 3aKynopKa NPoToKa).
HepoctatouHOCTb GYHKUUM NOAXKENYAOUHOMN Kene3bl Bbi3biBaeT aepuumt
TPUNCUHA, XEMOTPUNCUHA, KapboaHruapasnbl A, b u apyrux nporeas,
AEUCTBYIOWMX HA NoAnNenTuaAbl C A/IMHHOM LEenbio UK pacLlennaiowmx
KOPOTKME ONUronenTuabl, YUTO CHUXKAET MHTEHCUBHOCTb KaK NOJIOCTHOTO, TaK U
NPUCTEHOYHOrO NULL,EBAPEHUA.



HepocraTouHoe aencrane pepmeHTOB

HepocTaTouHoe geiicTeme nuiieBapuTtenbHbiX pepmeHToOB Ha 6enKu moxKeT
BO3HUKHYTb BC/1eACTBUE YCKOPEHHOTO NPOXOXKAEHUA NULLLEBbIX Macc No
KULLEYHWKY rpu ycusieHuu e20 nepucmanbmuku (3HTepoKonnTtbl) anéo
yMeHbWweHuU raouwadu ecacvieaHus (onepaTusHoe yaaneHue 3HaYnTe/IbHbIX
Y4aCTKOB TOHKOTO KULLEYHUKA). ITO BeAeT K pe3KOMY COKpaLL,eHUIO BpeMeHuU
KOHTAKTa COAEPXUMOro XMMyca C anMKa/ibHO NOBEPXHOCTbIO SHTEPOLUTOB,
He3aBepLUEeHHOCTU NPOLLEeCCOB 3H3MMATMUECKOro pacnaga v npoLu,eccos
aKTUBHOTO U NAaCCUBHOrO BCACbIBaHMUA.



[ncbanaHc aMMHOKMNCNOT

MpuunHamu HapyLweHnA BCacbiBAaHUA aMUHOKUCIOT ABAAIOTCA NOBpeXKaeHue
CTEHKU MOHKO020 KuuwievYHUKa (0TeK cnn3ucroit 060104Ku, BocnasneHme) nunm
HepasHOMepHOoe Mo 8peMeHU 8cacbieaHue omoesibHbIX AMUHOKUC/0mM. ITO BeaeT
K HapyweHuio (ancbanaHcy) COOTHOWEHUA AaMUHOKUCAOT B KPOBU U HAaPYLLUEHUIO
CUHTe3a 6enkKa, NOCKO/IbKY He3aMeHUMble aMUHOKUCIOTbI A0NXKHbI NOCTYNaTh B
OpraHusm B onpegenieHHbIX KonM4yecTtBax U COOTHOLLUEHUSAX.



uncbanaHc aMUHOKMNCNOT

Yauwie Bcero otTmeyaeTca HexBaTka MeTMOHUHA, TpunTodaHa,
NU3NHa U pAja APYrMx aMmMHoOKucnoT. Tak, HeaoCTaToK IM3UHA
(ocobeHHO B pa3BuBaloLWEeMcA OpraHu3me) 3aaep>KnsaeT PocT U
obwee pa3suTne, NOHMXKAET coaepKaHMe B KpOoBU remornobuHa
u aputpouutos. NMpu HepgocTaTKe TpunTodpaHa pa3BuBaeTcA
runoxpomHaa aHemusa. ledpmumnTt apruHMHa npmMBoaUT K
HapyLUeHUIoO cnepmaTtoreHesa, a rMCTUANHA — K pa3BUTUIO
3K3eMbl, OTCTaBaHMUIO B POCTe, YTHETEHUIO CUHTEe3a remornobuHa.



ﬂ,ﬂ,OBMTbIe dpoMaTtnyeCkne coeamHeHumA

HedocmamoyuHoe nepesapusaHue besKka e eepxHux omoenax
J}enyoo4YHOo-KUWe4yYHo20 MPAaKma CONpPoBOXKAaeTCA YBE/IMUEHUEM
nepexoaa NpPoAyKTOB ero HeNoOJIHOro pacLuen/ieHus B TONCTbIN
KULLEYHUK U YyCuneHuem npouecca 6akrtepmasnbHOro pacwiensieHus
aMUWUHOKUCAOT. ITO BeAeT K yBeanueHuto o6paszosaHnAa A40BUTDIX
apomaTuyecKkunx coeamHeHum (MHpon, ckaton, peHon, Kpeson) u
Pa3BUTUIO MHTOKCUKALLMM OpPraHU3mMa 3STUMM NPOoAYKTaMU rTHUEHUA.



HapylweHue nornoweHna aMMHOKUCIOT

BcocaBLumecs n3 KULLeYHMKA aMUHOKUCIOTbI NOCTYNAalOT HENOCPEACTBEHHO B
KpOBb M YaCTUUYHO B iIMMmdaTUUECKYIo CUcTemy, npeactasnas cobou Tor
«meTtabonnueckum poHa» pasHOObpPa3HbIX a30TUCTbIX BELLECTB, KOTOpPble 3aTem
Y4acTBYHOT BO BCeX BUAax obmeHa. B Hopme aMMHOKUCNOTbI, BCOCaBLUMECA B
KPOBb U3 KMLWEYHUNKA, LUPKYIUPYIOT B KPOBU, ObICTPO NOrNOLLLAIOTCA NeYEeHbIO U
YaCTUYHO APYrMmu opraHamu (Mouykamm, cepauem, MmbiliLamu). YeenuyeHue
npoodonxcumenbHOCMuU amol YUpKyAayuU yKasvieaem Ha HapyueHue
crnocobHocmu mKaHel u op2aHos (8 nepsyro oyepeob nevyeHu) No2a0W,amo
aMUHOKUC/OMbl.



MexaHu3mbl HapylLleHnAa cuHTe3a benka

 Cpeau NpUYUH, BbI3biBAIOLWMX HAPYLLEHNA CUHTE3a 6enKa, BaXKHOe mecTo
3aHMMaAIOT Pa3/IMYyHble BUAbl A/IMMEHTAPHON HEA0CTAaTOYHOCTU ,HapyLUEeHue
onpeaeneHHOro KoJINYeCTBEHHOro COOTHOLWEHUA MeXAY He3aMeHUMbIMU
amMmuHOKucnotamu. Ecamn, Hanpumep, B TKaHeBOMm benke TpuntodaH, N3UH,
BaJ/INH COAEPATCA B paBHbIX cOOTHOWweHuAx (1:1:1), a ¢ nuwesbim 6enkom 3Tu
AMMUHOKUCNOTbI NOCTYNaloT B COOTHoweHun 1:1:0,5, To cuHTe3 TKaHeBoOro 6enka
6yaer obecneumBaTbCca NPy 3TOM POBHO HaNnoN0BUHY. OTCYyTCTBUE B KEeTKaX
XoTAa 6bl ogHOI (M3 20) He3aMmeHUMOI aMUHOKUCAOTbI NPEKPALLAET CUHTES
6enka B8 uenom.



HapyweHune CKOpoCTU CMHTE3a besiKa

HapyLweHune cKopocTu cuHTe3a 6enka moxKeT 6biTb 06yCc/10BN1€HO PACCTPOUCTBOM
PYHKLMNU COOTBETCTBYIOLLUX reHETUUECKUX CTPYKTYP. lToepexcdeHue
2eHemu4ecKo20 annapama moxcem bbimo KaK HacseocmeeHHbIM, MaK u
npuobpemeHHbIM, B03HUKWUM 100 8/USSHUEM PA3/AUYHbIX MyMa2eHHbIX
¢akmopos (MoHU3upyLee usnyuyeHue, ynbtpadmnonetosbie y4u u np.).
HapyweHue cuHTe3a 6enKa Bbi3biBalOT HEKOTOPble aHTUBUOTUKNU. TakK,
«OWN6KN» B CUNTbIBAHUN FTEHETUYECKOrO KOAa MOTYT BO3SHUKHYTb NozA,
B/IMAHUEM CTPENTOMULUUHA, HEOMULMUHA U APYTUX aHTUBUOTUKOB.



HapylieHune perynsaumm cuHte3a benka

OAaHOI U3 BaXKHbIX NPUYUH, BbI3bIBalOWMUX HapyLUeHUe CMHTEe3a benka, moXker
6bITb HaOpyweHue pe2ynayuu 3mozo npoyecca. Perynauna MHTEHCUBHOCTU U
Hanpas/eHHOCTU 6enKoBOro o6meHa KOHTpoOIMpyeTcA HEPBHOMW U SHAOKPUHHOM
cucremamm, 3ppeKTbl KOTOPbIX PEaANU3YIOTCA NYTEM B/IMAHUA HA Pa3/IMYHbIE
depmeHTHbIE cucTembl. Jeuepebpaunsa X XUMBOTHDbIX BeAeT K CHUXKEHUIO CUMHTE3a
6enka. ComatoTpoOnHbIN rOPMOH, NOSI0BbIE FOPMOHbI U UHCY/IUH NPU
onpepaeneHHbIX YC/I0BUAX CTUMYINPYIOT CUHTE3 6enKa. HakoHel, NpUYnHOM ero
NaToO/IOrMMN MOXKET CTaTb U3MEeHeHUe aKTUBHOCTU PEePMEHTHbIX CUCTEM KETOK,
YYacTBYHOLWMUX B CMHTE3e benkKa.



ncnpotenHemumA

KonnuecrBeHHble U3MEHEeHUA B CMHTEe3e 6e/1IKoB MOryT NpuUBOAUTb K USMEHEHUIO
COOTHOLUEHUA OTAEeNbHbIX PpaKunii 6enKoB B CbIBOPOTKE KPOBU —
ducnpomeuHemuu. Tak, HeKoTopble 3aboneBaHua neueHun (LnppPoO3, renaTmr),
nouek (Hedpput, Hedppo3) CONPOBOKAAITCA YMEHbLUEHUEM CUHTE3a a/IbbyMmunHa
N YMEHbLUEHUEM ero coaep:KaHuA B CbiBOpPOTKe. PAa MHPEKLUOHHbIX
3aboneBaHuii, CONPOBOXKAAOLWMXCA O6WMPHBbIMU BOCNAZIEHUEM, BeAeEeT K
YBe/INYEHUIO CUHTE3a U NOoC/IeAyloweMy NOBbILLEHUIO COAEPXKAHUA rAMMa-
rnobynnHoOB B CbIBOPOTKE. Pa3Butue gUCNpoTEMHEMMUMU COMNMPOBOXKAAETCA, KaK
npaBui0, CABUraMmu B romeocrtase (HapyLeHue OHKOTUUYECKOrO AaB/IeHUs,
BOoAHOro 6anaHca).



uncnpotenHemum

[1pn NnoparKeHnn nevyeHn U NoYekK, HEKOTOPbIX OCTPbLIX U
XPOHUYECKNX BOCMAIMTENbHbIX Npoueccax (peBmaTmsm,
MHPEKLUMOHHbIN MMOKAPAMUT, MTHEBMOHUA) BO3HMKAOT Ka4eCTBEHHbIE
N3MEeHEHUA B CMHTE3e BeNKoB, NPM 3STOM CUHTE3UPYIOTCA 0cobbie
6enKn ¢ U3SMEeHEHHbIMK CBOMCTBAMU, Hanpumep C-peakmusHbIl
6enok. K HeobblYHbIM Benkam KpoBM OTHOCATCA KpU02106y1uUHbI,
crnocobHble BbiNaaaTb B 0CaA0K Npu TemnepaType HuxKe 37° C
(cnctemHble 6onesHu, UMPPO3 NEYEHMN).



MeKyToUYHbI 0bMmeH benka

 OCHOBHbIE NYTU MEXYTOYHOTro obmeHa benka
COCTaBAAIOT peaKkummn nepeamuHUpo8aHUH,
0e3aMUuHUpoB8aHUsA, OeKapboKcUnuposaHus,
nepememusniupo8aHus, nepecynopuposaHus.



[lepeamuHupoBaHue

LleHTpanbHOEe MecTo B MeXXYTOYHOM 0bmeHe 6enKoB 3aHMMaeT peaKkuus
rnepeamuHUpPOBAHUSA KaK OCHOBHOW UCTOUMHUK 0O6pa3oBaHMA HOBbIX
aMUHOKMcnoT. HapyweHue nepeammMHUPOBAHUA MOXKET BOSHUKHYTb B
pe3ynbrate HeJO0CTaTOYHOCTU B OpraHu3me ButamuHa B6. 910 ob6vAcHAeTCcA Tem,
yto pochopunuposaHHaa popma BuTammHa B6—odocponmnpogokcanb—
ABNAETCA aKTUBHOM rPynnoi TpaHCaMunHas — cneundpuyeckmnx pepmeHToB
nepeammMHUPOBAHUA MEXAY aMUHO- U KETOKUCNI0TaMM.



[lepeaMnHUNPOBaHUE

MamosnozuyecKoe ycuneHue peakuum nepeaMmmMHUPOBaHMNA BO3MOXKHO B
YCOBUAX NOBPEXAEHUA NeYeHU U UHCYIMHOBOM HeA0CTaTOYHOCTH, Koraa
3HAYUTENbHO YBE/IMYUBAETCA coaeprKaHme cBob6oaHbIX aMUHOKKCAOT. OgHOU U3
NPUYUH CHUXKEHUA aKTUBHOCTU NepeaMMHUPOBAHUA MOXKET bbiTb HapyLueHue
CUHTE3a TpaHcamuHas (npu 6enkosom ronogaHmmn) niMbo HapyweHue
rOpMOHANIbHOW perynaumm X akTUBHOCTM!.



OKucanTenbHoe AesaMMHUPOBaHUe

[poueccbl NnepeaMmHUPOBAHNA AMUHOKUCAOT TECHO CBA3aHbI C
npoueccamu oKUcaumesnbHO20 0e3aMUHUPOBAHUS, 8 Xoae
KOTOPOro ocyuwiecrensnerca pepmeHTaTUBHOE OTLiEN/IeHue
aMMMnaKa OoT aMUHOKUCNOT. [lesaMMHNPOBaHMNE onpeaensaeT Kak
ob6pa3oBaHME KOHEYHbIX NPOAYKTOB benkoBoro obmeHa, Tak u
BCTYN/1I€EHNE aMUHOKMUC/IOT B SHEPTeTUYECKUM 0OMEH.



OKucnantenbHoe Ae3aMNHNPOBAHHUE

OcnabneHne ge3saMMHUPOBAHUA MOXKET BO3SHUKHYTb BC/1Ie4CTBUE HAPYLUEHUA
OKUC/IUTENIbHbIX NPOLLECCOB B TKaHAX (rMnoKcua, runosutammHosbi C, PP, B).
OaHaKo Hanbonee pe3koe ero HapyLeHne HacTynaeT NPy NOHUMXKEHUMU
aKTUBHOCTU aMMHOOKcMAa3 nnbo BcnepcrTeame ocnabneHua nx cmHresa
(anddy3Hoe noparkeHune neueHun, 6enkoBan HeJOCTAaTOUHOCTL), AMb6O B
pe3ynbraTte OTHOCUTE/IbHOM HEAOCTAaTOYHOCTU UX aKTUBHOCTU (yBennueHue
coAaep)KaHua B KpOBU CBO6OAHDbIX aMUHOKUCNOT). ChepcTBuem HapyLueHUn
OKUC/IUTENIbHOrO Ae3aMUHUPOBAHUA aMUHOKUCAOT byaeTt ocnabneHue
MoYeBUHOO06pa3oBaHusA, yBeanueHMe KOHLUEHTPaLUN aMUHOKUCIOT U
yBe/InueHue BbiBegeHUa nx c movou (amuHoayudypus).



[leKapboKkcunmnpoBaHme

MeKyTOUYHbI 0OOMEH pAga aMUHOKMUCAOT MOMKET NPOXOANTb TaKKe
nytem nx dekapbokcunuposaHusa (notepa CO us KapboKCUNbHOMU
rpynnbl) c o6pasoBaHMEM COOTBETCTBYIOLLMX aMUHOB,
NONYYMBLUUX Ha3BaHUe «ObnoreHHble amuHbI». [NTpUYNHamu
HapylweHuAa npouecca AeKapboKCnAnpoBaHMA MoryT bbiTb
yCUNeHNE aKTUBHOCTU AeKapboKcnnas, TOpMOKEHNE aKTUBHOCTHU
aMMHOOKCMAa3 U HapyLLUeHne CBA3bIBaHMS aMUHOB benkamu.



M3meHeHne ckopocTu pacnaaa 6enxkos

3HauuTeNnbHOE yBe/IMYUEeHMe CKOPOCTU pacnaaa 6enKkoB TKaHe U KpoBU
HabnoaaeTca Npu NOBbILLEHMU TeMNEepPaTypbl, O6LWMPHDbIX BOCNAIUTE/NIbHbIX
npoueccax, TAXe/blX TpaBMax, TMNOKCUMN, 3/I0KaYECTBEHHbIX ONYXONAX U T.A.
CBA3aHO yBe/IMueHUue CKOpocTu pacnaaa 6enkos nnbo c gencreuem
6aKTepuanbHbIX TOKCMHOB (B cnyyae nHPMUUpoBaHUA), AM60 CO 3HAUUTENbHbIM
yBe/IMYeHMemM aKTUBHOCTU NPOTeonUTUYECcKnX pepmeHTOB KpoBHU (npu
rMNOKCUM), NM60 C TOKCUMYECKUM AeACTBMEM NPOAYKTOB pacnaga TKaHeu (npu
TpaBmax). B 60onblIMHCTBE ClyyaeB YCKOpeHMe pacnaga 6enKkoB conpoBoXKaaeTca
pa3BUTUEM B OpraHM3me OTpPULLATENIbHOTO a30TUCTOro 6banaHca B cBA3MU C
npeobnagaHuem npoueccos pacnaga 6enkos Hag UX CUHTE3OM.



M3meHeHue cKopocTu pacnaga 6enKkos

* B 60nbLUMHCTBE C/Iy4aEeB YCKOpPEHMe pacnaga
6enkos conpoBoOXKaaeTca pa3BuTuem B
opraHMsame oTpuuaTe/IbHOro a3oTUCTOro
6anaHca B cBA3U C npeobnagaHnem
npoueccoB pacnaga 6enkos Hag nx
CUHTE30M.



AnapyweHne KOHe4YHbIX NPpOoAYKTOB
obmeHa

OCHOBHbIMM KOHEYHbIMKM NPOAYKTaMKn 6enkoBoro obmeHa
ABNAKOTCA AMMUGK U MoYyesuHa. CBA3bIBaHUE N 06e3BpeXnBaHue
aMMMaAKa OCYLLLECTBAAKOTCA NPM MOMOLLWN ABYX MEXAaHU3MOB: B
ne4yeHn — nytem ob6pas3oBaHUA MOYEBUHDI, @ B APYIUX TKAHAX—
nyTem npmMcoeanHeHna aMmmnaka K rnyTaMmMHOBOM KUC/IOTe
(nocpeacTtBom ammampoBaHmaA) c obpa3oBaHUEM NTyTaMUHA.

OCHOBHbIM MEXaHNU3MOM CBA3bIBaHMA aMMMUaKa ABAAETCA Npouecc
0bpa30BaHMUA MOYEBUHbLI B LUUTPYIIMH-aPTMHUH-OPHUTUHOBOM
LUMKNe.



HapylweHne obpa3oBaHNA MOYEBUHDI

 HapyweHunsa o6pazoBaHUA MOYEBUHbI MOTYyT HACTYMNUTb B
pe3y/bTaTe CHUXEHUA aKTUBHOCTU GPEePMEHTHDbIX CUCTEM,
y4acTBYHOLMX B 3TOM npouecce (renatuTbl, Luppos nedeHu). Mpu
HapyLweHUun obpa3oBaHMA MOUYEBUHbI B KPOBU U TKAHAX
HaKan/nBaeTca aMMMUaK, YTO CONPOBOXKAAETCA PAa3BUTUEM
BbICOKOUW azomemuu. lMpun TaxKenbix ¢opmax renaTMtoB U LUppose
neyeHu, Koraa pesKo HapylLleHa ee mouyeBMHOObpasoBaTenbHan
PYHKUUA, pa3BMBAETCA BblpaXeHHaA UHMOKCUKAYUA AMMUAKOM
(HapyweHune dpyHKumn LLHC ¢ passutuem Kombil).



HapyweHne obmeHa moYeBUHbI

B ocHOBe HapyweHnA 06pa3oBaHUA MOYEBUHDI MOTYT 1eXKaTb
HacneacTBeHHble aedeKTbl aKTUBHOCTU pepMeHTOB. TaK, yBennyeHue
KOHLEHTpPauum ammuaka {aMmMoHUemMuUs} B KPOBU MOXKeET 6biTb CBA3AHO C
6nokupoBaHuem KapbamundocdarcmHrerasbl u
OpPHUTUHKapb6omounTpaHcdepasbl, KaTaM3NPYIOLUX CBA3bIBAHME aMMMUaKa
n obpasoBaHue opHUTUHA. NMpu HacheacTBeHHOM gedeKTe
OP2UHUHCYKYUHaGMCcUHmMemasol B KPOBU pPe3KO yBe/InumBaeTcs
KOHLEHTPaLMA LUTPY/IJIMHA, B pe3y/ibTaTe Yero OH 3KCKPeTUpyeTcsa C MOYOMn
(mo 15 r cyT) — pa3BuBaeTca UUTPYA/IMHYPUA.



HapyweHne obmeHa ammunaka

B Apyrux opraHax u TKaHAX (MbliLlLbl, HEPpBHAA TKAHb) aMMMaK
CBA3bIBAETCA B peakKuuu aMmuaupoBaHmna C npucoegnHeHnem K
KapbokcuabHoM rpynne cBo6oaHbIX AUKAPOOHOBbIX aMUHOKUCAOT.
NaBHbIM Cyb6CTPATOM CAYXKUT IYyTAaMMHOBaA Kncnorta. Hapywenune
npouecca ammanpoBaHMUA BO3MOXKHO NPU CHUXKEHUU aKTUBHOCTHU
depmeHTHbIX cuctem, obecneunBatoWmx 3Ty peakuuto
(rnyTamunHasa), unm B pesynbrate UHTEHCUBHOTO 06pa3oBaHuUA
aMMMaKa B KOIMYECTBaX, NPeBOCXoaALLUX BO3MOXHOCTU €ro
CBA3bIBAHMA.



HapyLwieHne obmeHa KpeaTuHMHA

 [pyrum KOoHe4yHbIM NpoayKTom 6enkoBoro obmeHa,
obpasyrowmmca npm oOKUCAEeHNM KpeaTuHa (a30TUCTOE BELLEeCTBO
MbILUL), ABNAETCA KpeamuHUH. HopmanbHoe CyToYHOoe
copeprKkaHue KpeaTUHUHA B MOYe COCTaBaAeT OKoso 1—2r.
KpeaTuHnHypua—ysenmueHme KpeatTuHuHa B moue; Habaloaaercs
y 6epemeHHbIX }KeHLUMH U Yy AeTeil B nepnoa UHTEHCUBHOTO pocCTa.



