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KpeaTtuHdocdaTt - 3T0 3anac B3pbLIBHOW 3HEPrum

KpeaTuH — BeLLLECTBO CKENETHLIX MbILUL, M1MOKapaa, HEPBHOW TKaHu. B
Bnae kpeatuHdocdarta kpeaTnH ABngeTcs "Aeno" MakpoIprnyeckmx CBA3en, Ncnonb3yeTcsa ons
ObicTporo pecuHTesa AT® BO Bpems paboTbl KNETKU.
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Ucnonb3oBaHue KpeatnuHdocaTta ana pecuHtesa ATO

OcobeHHo nokasaTenbHa porib KpeaTtuHa B MbiwwedHon TkaHu. KpeaTtuHdocdar obecneunsaet
CpoYHbI pecuHTe3 AT® B nepsble cekyHabl pabdoThl (5-10 cek), Korga HUKakne apyrme UCTOMHUKM
3HeprMn (aHaspoOHbIN rMNKONIM3, a3POBHOEe OKMUCIEHWE TMHOKO3bI, 3-OKUCEHNE KNUPHbIX

KUCIOT) eLle He aKTUBMPOBAHbI, N KPOBOCHAOXeHNEe MbilLbl HE yBENN4YeHo. B

KneTkax HePBHOM TKaHW kpeaTuHdochaT nogaepKnBaeT XXM3HECMOCOOHOCTb KNETOK Npu
OTCYTCTBMM KMcnopogaa.

Mpn MbiweyHon paboTe MoHbl Ca?, BbICBOOOAMBLUMECH W3 CapKOMIa3mMaTU4ecKoro peTuKynyMma,
SBNSOTCSA aKTUBaTOpPaMM KpeaTuHKMHA3bl. Peakums elle MHTepecHa TEM, YTO Ha ee NPUMEpPE MOXXHO
Habnogate O6paTHYO  MOJIOXKUTENbHYK CBA3b —  akTMBaumio  (bepMeHTa  NPOgYKTOM
peakuMn KpeaTMHOM. JTO MO3BONSET M3bexaTb CHUXEHMS CKOPOCTU peakuun no xogy paboThl,
KOTOPOE OOIMKHO ObIfio 6bl NPOM30NTY NO 3aKOHY AENCTBYIOLLIMX MacC U3-3a CHMKEHNS KOHLEHTpaLuun
KpeaTuHdocdaTa B paboTalolmx MblllLAX.

Oxkono 3% kpeaTuHdocdaTta NOCTOSAHHO B peakunn HedpepMeHTaTUBHOro AedocopunuposaHms
npespaLlaeTcs B KpeaTUHUH. KonuyecTBo KpeaTnHWHA, BbiAensieMoe 340POBbIM YENOBEKOM B
CYTKM, BCErga noyTu oAMHAKOBO U 3aBMCUT TOINbKO OT 06beMa MbILLEYHON MacChl.

YpoBeHb aKTMBHOCTY KpeaTUHKMHA3bl B KPOBW M KOHLLEHTPALMSA KpeaTUHUHA B KPOBU Y MOYE
ABMNSIOTCHA LEHHBIMU ANArHOCTUYECKUMIW MOKa3aTeNsiMU.
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CuHTEes KpeaTuHa

CuHTes KpeaTuHa nget nocsiegoBaTtesibHO B NMOYKax 1 nevYeHn B AByX TpchdJepasHHx peakumax. Mo
OKOHYaHUnN CUHTE3a KpeaTlH C TOKOM KpOBU OOCTaBAETCA B MbiLULbI NI MO3T.
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Peakuun cnHrtesa KpeaTuHa B NOYKax U nevyeHu

3aecb npu Hanu4umm aHeprun AT® (Bo Bpems NOKod nnun otabixa) oH hochopunmpyeTtca ¢
o6pasoBaHnem kpeaTuHdocdaTa.
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CuHTe3 KpeaTtuHdpocdaTa

Ecnu cuHTe3 kpeaTuHa onepexxaeT BO3MOXHOCTb €ro omKcauun B MbILLEYHOW TKaHU, TO
pa3BuBaeTCs KpeaTUHYpUs — NosiBrieHne KpeatnHa B Moye. duanonoruyeckas kpeaTuHypus
HabnogaeTcs B NepBble rofbl XU3HU pebeHka. MHoraa K omanonormyeckor OTHOCAT M KpeaTUHYPUHO
CTapUWKOB, KOTOPasi BO3HWKAET Kak CNeAcTBUe aTpodrm MbILLL, M HEMOIHOIO UCMNONb30BaHMSA
obpasytoLlerocs B neyeHn kpeatuHa. [Mpu 3aGoneBaHnaX MbILLEYHON CUCTEMBI (NMPU MUONATUKN UK
NpOrpeccupyoLLein Mbille4yHon AucTpodun) B Move HabnoaaTcs HanbonbLune KOHLEHTpaUum
KpeaTuHa — naTonornyeckas KpeaTuHypus.

[Je3amMnHnpoBaHne aMMHOKUCNOT B MblLILE OTNIMYAETCs OT
OObIYHOro

Tak KaK B CKeNeTHbIX MbllLax HeT rnyramargermgporeHasbl 1 HET BO3MOXHOCTK Npon3BoANTb
npamoe gesaMmmHnpoBaHne aMMHOKUCIIOT, TO AJiA 3TOro cywliecTtByeT ocobbii nyThb.

B MbiweYHbIX KreTkax npu pacnage MbllleYHbIX OENKOB akKTUBUPYETCS anbTepHATUBHbIN Cnocod
0Ee3aMUHNPOBaHUS aMUHOKUCIOT, CBA3aHHbIN C NypuHOBbLIM Lukriom AM®-UMO.
O6paszoBaBLUMIACA NpY TPAHCAMUHUPOBAHUWN Pa3NNYHbIX aMUHOKMCIOT riyTamar npu
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yyacTum acnapTaTaMMHoTpaHcdepasbl pearmpyeT C okcanoaueTaTtoMm 1 obpasyercs
acnaparnHoBas kucnota. AcnapraTt ganee nepefaeTt CBOK aMUHOIPynny Ha MHO3MHMOHogochaT
(MM®) c obpasoBaHnem AM®, KOTOpLI B CBOKO OYepeab NoaBepraeTcs Ae3aMUHUPOBAHUIO C
obpasoBaHnem cBOH6OQHOrO ammMuaka.
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Tpanc- fﬁZZﬁmm' dymapar
aMuHnupoeaHue mpancepasa p—

AMuHOKMCNOTa «-KetornyTapa AcnaparmHeas

Kucnora

Mo
“ NH3

Peakuun Henpsamoro AesaMMHMpoBaHUA aMUHOKUCTIOT B MbILLEYHOMN TKaHU

FmaBHon uenbto unkna AMO-IM® aenseTca npeBpalleHne acnaparmHOBOW KMCNOTbl B hymapar
W amMMMaK BCSAKUA pas, Korga Mbllla HadvHaeT paboTatb. OTOT UCTOYHMK dymapata MOXKHO
UCMnonb3oBaTb MHOTOKPATHO, MOTOMY YTO KONMYECTBO acnaptata BO MHOrO pa3 Gonblue, Yyem nyn
NPOMEXYTOYHbIX NpoAykToB LITK, 1 NOCTOAHHO NONOMHSETCA U3 KPOBY UIK Npu pacnage MblevyHoro
Benka. Takum ob6pa3oM, Npu MOBLILIEHHOM pacxode 3HEePrMn B Mblllile ymapar, BbIXOAALWMA 13
unkna AMO-UM®, ucnonb3yeTcsa AN aHans1epoTUYecKOro mMonosiHeHusi metabonuto LITK un
No3BOMSAET eMy pa3BMBaTb HOMbLLYIO CKOPOCTb.

Mpouecc urpaeT 3awWwmuTHYI POJib, T.K. MPY MbILLEYHOW paboTe yBENMYMBAETCS BblaeneHne
MOIOYHON KMCNOThl. AMMMAK, CBA3bIBas MOHLI HY, npeaoTBpallaeT 3akucneHme LmMTo3ons
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NMosiBNneHne amMmumaka B KrneTkKax HenpepbIBHO

AMMMaK NOCTOAHHO o6pa3yeTc;| BO BCEX opraHax n TKaHAX opraHnu3ma. Hanbornee akTMBHLIMU €ro
npoayueHTamMmumn B KPOBb ABIAKOTCA OpraHbl C BbICOKMM 06MEHOM aMMHOKMCIOT N BMOreHHbIX aMUHOB
— HepBHasA TKaHb, NeYeHb, KNLWEeYHUK, MblLLLbI.

OCHOBHbLIMM UCTOYHMKaAMWN aMMMaKa SIBISIIOTCS cnefnyrouwine peakunn:

BHYTPUMOIEKyNsipHOe Ae3aMUHNPOBaHNe NMMCTUANHA, KaTabonnaM HEKOTOPbIX aMUHOKUCTIOT
(cepuHa, TpeoOHUHa, MULMHA) — B NeYeH!,

OKUCNUTENbHOE 1e3aMUHMPOBaHME FMYTaMUHOBOM KUCIOTbI BO BCEX TKAHSX (KPOME MbILLEYHOW),
0COBEHHO B MeYeHn 1 Nnoykax,

[1le3aMUHMPOBaHVE aMUAOB IMyTaMVHOBOW 1 acrnaparHOBOM KUCIOT — B MEeYEHU U NMoYKax,
kaTabonmam GMOreHHbIX aMUHOB — BO BCEX TKaHAX, B HAaUBOonbLUIEH CTENeHN B HEPBHOW TKaHW,
XN3HeOesATeNnbHOCTb GaKTepUui TONCTOro KMLLIEYHUKA,

pacnaf NypUHOBbLIX U NMUPUMUONHOBbLIX OCHOBaHWUIA — BO BCEX TKaHSIX.
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CHauvana ammuak Tpebyetcsa o6e3BpeauTb

[na yaaneHMa amMmMmnaka 13 opraHnama Ucnonb3yeTcsi BKNIOYEHNE ero B
COCTaB MOYEBMHbI B NEYEHN 1 BbIBEOEHNE €€ C MOYOW, U yaarneHme noykamu B
BMAE aMMOHUMNHbLIX COMnen.

OpHako, Tak kak aMMMak ABMseTCa Ype3BblMaNHO TOKCUYHBLIM COEAUHEHMEM, TO NPeaBapUTENbHO B
TKaHAX (!) NPOUCXOAAT peakumn ero 06e3BpexxMBaHnUA (BPEMEHHOIO CBA3bIBAHNS) ANsi NepeHoca B
neYeHb U NOYKU. — CUHTES IMYyTaMMHOBOWM KUCMNOThI U IyTaMMHa, CUHTE3 acnaparuHa:

o CUHTE3 IrMyTaMMHOBOM KUCNOTbI (BOCCTAHOBUTENIbHOE aMUHUPOBaHME) — B3aMOAENCTBME
a-KeTornyTaparta ¢ ammuMakoM. Peakums no cytn obparHa peakumm OKUCANTENBHOro
Je3aMUHUPOBaHUs, OAHAKO B KadecTBe kKogpepmeHTa ucnonedyetcs HAOQ®H. MNponcxoant
NPaKTUYECKN BO BCEX TKAHAX, KPOME MbILLEYHOMW, HO UMEET HeBOIbLLOE 3Ha4YeHne, T.K. Ang
rnyTamataermaporeHasbl npeanovTUTenbHbIM CyoCTpaTOM SABNSETCS rMyTaMMHOBas KMcnoTta u
paBHOBECKE peakuun CABMHYTO B CTOPOHY a-KeTornyrtapara,
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Peakuusi cuHTe3a FHYTaMVIHOBOI;i KNCNOTbI

e  CUHTEe3 rnyTamMuHa — B3anMOAENCTBME rMyTamata C aMMUakoMm. SABMNsieTCsi rmaBHbIM CNOcoboMm
ybopkn ammmnaka, Hanbonee akTMBHO NPOUCXOAUT B HEPBHOM M MbILLEYHOW TKaHSIX, B MOYKaXx,
ceTyaTke rnasa, neyeHu. Peakums npotekaeT B MUTOXOHOPUSAX.
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Peakuus cuHTe3a rnmyTaMmunHa

O6pa3soBaHne 6ONbLLOro KONMYecTBa rnyTammHa obecnevmBaeT BbICOKME KOHLEHTPALIMM €70 B KPOBU
(0,5-0,7 mmonsb/n).

Tak kak rmyTaMnH NPOHMKAET Yepes KIeToYHble MemMBpaHbl nyTeM obner4yeHHon andcy3mm, 1O OH
nerko nornagaeT He TOMbKO B renatouuTbl, HO U B ApyrMe KrneTku, rge ectb NoTpebHOCTb B
aMuHorpynnax. A3oT, nepeHoCUMbIV ryTaMUHOM, ncnonb3yetcs KneTkamu
AN CUHTE3a NypUHOBOIO Kornbua u ryaHosmHmMoHodocdaTta (TVo),

CUHTe3a umtnanHrpudocdarta (LTP), acnaparuHa, rnokosaMmmHo-6-cpochata (npenluectBeHHUK
BCEX OCTalbHbIX aMMHOCaxapoB).
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CUHTEe3 acnaparuHa — B3aMO/ieiiCTBMe acnaprara C aMMuUakoM. SBMsSeTCA BTOPOCTENEHHbIM
cnoco6oM yBopKu ammuaka, SHepreTUYeckn HeBbIroAeH, T.K. NPy 9TOM TPaTATCS 2
MaKpo3pruyeckume ceasu,
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Peakuusa cuHTe3a acnaparmHa

Ok
CBA3aHHbIN aMMUaK nepeHoCcuTCsH B rnev4eHb N MOYKHU
TpaHcnopT ammMuaka

TpaHCI'IOpTHbIMVI (bOpMaMVI amMmMmaka 13 TKaHel B NeYeHb SABMNSAKTCA rnyTaMmuvH 1 anaHuH, B
MEHbLLEN CTEeNEeHN acnaparvH u rmyrtamart, HEKOTOpPO€E KOJMM4eCTBO aMMMaKa HaxoanTCA B KpOBU B
cBob6ogHOM Buae. rﬂyTaMI/IH W anaHuH SIBNSTCA Hanbonee npencrtaslieHHbIMW, X oonA cpean
BCEX aMNUHOKUCIIOT KPpOBW COCTaBnAaAeT Ao 50%. bonbluas Yyactb rmyTaMmumHa nocrtynaeT OT MbillL U
HepBHOVI TKaHW, arnaHnH nepeHocuT aMWHHbIW a30T OT MbILLL, U CTEHKM KULLIEYHMKA.

noKko30-asiaHUHOBbIU UUKIT

B MbiwLax OCHOBHLIM aKLLeNnTOPOM FIMLLHErO aMWHHOTO a3oTa sBnseTcs nupysar. [Mpu
kaTabonvame GENKOB B MbILLLAX NPOUCXOAAT peakuuy TpaHCaMUHUPOBAHUS aMUHOKMCITOT,
obpasyeTcs rnyTamaT, KOTopbli Aanee nepeaaeT amnHOa3oT Ha NupyBaT U obpasyeTcs anaHuH. M3
MbILLIL, C KPOBbIO anaHuH NepeHocuTCs B NeYeHb, rae B 06paTHON peakumm nepegaeT CBO
amuHorpynny Ha rnytamat. O6pasyoLmiics NnpyBaT UCMONb3yeTcs Kak cybcTpaT B peakumsix
CUHTE3a IMoKO3bl (I1HKOHEeOoreHes), a rmyTaMUMHOBas KcroTa Ae3aMUHUPYeTCs U aMMuak
NCMONb3YeTCs B CMHTE3€ MOYEBMHbI.
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Peakuuu rnoko30-anaHMHOBOro Uukna (BbigeneH paMmkomn).

Peakuun, cBazaHHble C TPaHCMNOPTHbIMUA q)OpMaMVI aMMMnaka

LeneBbiMu opraHammn ang TpaHcnopTa aMMmunaka AaBnAarTCA neYeHb, MOYKU N KULUeYHUK.

B neyeHum:


https://biokhimija.ru/uglevody/reakcii-gljukonegeneza.html
https://biokhimija.ru/obmen-aminokislot/okislitelnoe-dezaminirovanie.html#glutamatdegidrogenaza

acnaparvH v rmyTamMuH 4e3amMnHUPYTCS COOTBETCTBEHHO acrnaparmHason 1 rmyTaMuHason,
06pa3syoLLmMiica aMMmak UCNonb3yeTcsa AN CMHTe3a MOYEeBUHbI ,

anaHvH BCTynaeT B peakuuy TpaHCaMUHUPOBAHUA C O-KETOrNyTapaTom,

rmyTaMrMHoOBas KUCrnoTa NoABepraeTcsl OKUCIUTENBHOMY [1e3aMUHUPOBAHUIO.

B KuweyHuKe YyacTb rmyTaMmmHa ges3aMmnHnpyeTcs rinyTaMmmHason. [locne atoro obpasoBaHHbIN
aMMKaK BblgensieTcs B NPOCBET KuwweyHuka (He 6onee 5%) nnm yepes KpoBb BOPOTHOWN BEHDI
YXOOMWT B NeYeHb, a rmyTaMaT BCTynaeT B TpaHCAMMHUPOBAaHUE C NMpyBaTOM, B pe3ynbTarte Yero
aMWHOA30T NEPEXOAMT Ha anaHuH U C HUM Takke NOCTynaeT B ToMeYeHb,

B noukax nget o6gasoBaHme aMMOHMUMHbIX CONieN C UCMONb30BaHNEM rmyrtamarta, rmytaMmmHa u
acnaparvHa.

Ana yaaneHua ammmaka ecTb ABa cnocoba

npaKTVI‘-IeCKI/I BECb aMMMaK yaanaeTca n3 opraHm3ma:

C MOYOW B BUAE MOYEBUHbI, KOTOPas CUHTE3NPYETCS B NEYEHN,
B BuZe 00pasyloLmxcsi B SNMUTENUN KaHanbLIEB NOYEK CONe MIOHa aMMOHUA.

B KneTkn neyeHn 1 noyek ammMuak nonagaeT B COCTaBe ryTaMuHa U acnaparuHa, rinyTaMMHOBOWM
KUCNOTbI, anaHnHa n B ceBo6oagHom Buae. Kpome atoro, npyn metabonuame oH obpasyeTcs B
OonbLLOM KONMYEeCcTBE N B CaMUX renatoumTax.

B kneTke rmyTaMuH 1 acnaparvH 4e3aMUHUPYHOTCH
COOTBETCTBEHHO FAyTaMMUHa30M 1 acnaparnHa3omn ¢ o6pasoBaHNeEM aMMUaKka (To4YHee, MoHa
aMMOHUS).
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Peakuyusna Ae3aMUHUpoBaHUA rmytamMmmHa

AnaHwH BCTynaeT B peakunio TpaHcaMmHupoBaHusa. Obpa3oBaHHbIN B pe3ynbTaTe peakuum
nupyBaT NAeT B [IIOKOHEOreHe3 U 3HepreTnyecknii oomeH. MapannensHo
obpasyeTcsi FyTaMMHOBasi KUCHoOTa.

B uenom rmytamMuHoBas KACNOTa B renatouuTe MOXET NOSIBMATLCA Tpemsi nyTamMu: 1) u3 Kposu, 2)
npv 4e3aMUHMPOBAHWUM rMyTaMuHa, 3) Npy TpaHCaMMHUPOBAHMM A-KETOrMyTapaTa C acnapTaTtoMm
Unn anaHnHoM. MNponcxoxaeHue n ganbHenwas ee cyabba 3aBUCUT OT KOHKPETHbIX KOHLLEHTpaLuui
BCEX 3a4eMCTBOBaHHbIX BewecTB. OGbIYHO Aanee rnytamat

Ae3aMVHMpyeTcs rmyTaMmataernaporeHason ¢ obpasoBaHnemM aMmmuaka.

CUHTE3 MOYEBUHBI

B neyeHun Becb yaansembli ammumak UCNONb3yeTcs Ans CUHTE3a MOYEBUHbLI. YBENMNYEHNE CUHTE3A
MOY€EBWHBLI HAbMN4aeTCst NpY pacnage TKaHeBbIX OEMKOB 1 a30TUCTbIX COeAMHEHWI (ronodaHure,
BOCMAnNMTENbHbIE MPOLIECCHI, CaxapHbI AnabeT) nnm npu n3bbITOYHOM GENKOBOM NUTaHUN. Y
MITafeHUEB M AETEN CUHTE3 MOYEBMHbI MOXET ObITb CHUXKEH MO ABYM NPUYMHAM: HE3PENOCTb
NMeYeHn 1 aKTUBHbIN CMHTE3 OENKOB M HYKIEMHOBBLIX KUCIOT MpU pocTe opraHuamMa. OnpenenexHve
KOHLIEHTPALMM MOYEBUHbI B KPOBM SIBMSIETCS LIEHHBbIM ANArHOCTUYECKUM MokasaTenem.
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Peakuumn cuHTE3a MOYEBMHbBI SABAAIOTCS LIMKINYECKUM npoueccomMm un nonyvynnn

Ha3BaHue OpHVITI/IHOBbIﬁ uukn. CMHTE3 MOYEBMHbI HAYMHAETCA B MUTOXOHOPUAX (nepBaﬂ N BTOpAad
peaKLl,I/IM), OCTaBLUneca Tpu peakumn nayTt B LLUTO30J1€e. Ons nepeHoca unTpyrnnmHa n OpHUTUHA
yepes3 MuToxoHgpuaribHyH MeM6paHy CyLeCTBYIOT CcneumnarnbHble NepeHOCHYUKN.

B obpasoBaHuu ogHOM Monekyrnbl Mo4eBUHbI ydacTByeT 1 monekyna NH4*, 1 monekyna CO.,
amuHorpynna 1 Monekynbl acnaparMHOBOWM KUCMOTLI, 3aTpaymBaeTcs 4 MakpoO3prMyecknx ceasmn
Tpex monekyn ATO®.
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Peakuusa cuHTe3a kap6amoundocdara ¥ OPHUTUHOBbLIN LUKI

Kak noGoyYHbIV NPOAYKT OPHUTUHOBOIO LMKNa obpasyeTcsa hymapoBas KucnoTa, nepeHocmmas
o6paTHO B MuToxoHapuun. 3geckb B peakumax LITK n3 Hee obpasyetca okcanoaueTar,
KOTOpbIA TPAHCAMUHUPYETCA C rIyTaMaToM A0 acnapTarta, BbIXOAUT B LLUTO30Sb M BHOBb pearvpyet

C UNTPYIJITMHOM.

B nNpoTMBOMONOXHOCTL aMMMaKy MOYEBUHA SABMSETCS HETOKCUYHbIM U HEWTparbHbIM
coegmnHeHneM. [pn XpOHMYECKON MOYEYHON HEQOCTATOYHOCTHU, KOrga NPOoAyKTbl a30TMCTOro obmeHa
He BbIBOAATCS U3 opraHM3mMa, TOKCMYHOEe OEeNCTBUE Ha OpraHM3M OKasblBaeT COBCEM HE MOYEBMHA, a
COBOKYyNHOCTb 6onee yem 200 gpyrux BELLECTB.


https://biokhimija.ru/obmen-aminokislot/transaminazy.html

CUHTE3 aMMOHUINHBLIX conen

HenocpeacTBeHHbIN CUHTE3 aMMOHUNHLIX CONIEN UM aMMOHMEereHes NponcxoamT B NpocBeTe
KaHanbLUeB MoYeK N3 CeKpeTMpyeMblX Cloga ammMmMaka U MOHOB BogopoAa U ounbTpyoLwmxcs
OpraHN4YecKMX N HeopraHMYecKNx aHMoHOB nepeuyYHon moun. Okono 10% Bcero ammuaka
BbIBOOUTCSA NOYKaMM B BUAE aMMOHUHBIX CONENn.

YacTb rmyTaMmmHa KpoBW, HE 3aepXaBLUasiCsa B NeYeHu, 4oCTUraeT novek. B anutenmanbHbix
KrneTKax MoYeYHbIX KaHarnbLEeB, B OCHOBHOM B AUCTasbHbIX KaHasbLax, MMeeTcs

hepMeHT rnyTaMmuHasa, rmgponuayoLLias amuaHyto rpynny ¢ obpasoBaHuem rnytamara. [nytamar,
B CBOI o4yepeab, Ae3aMUHUPYETCS riyTaMaTtaerngporeHason 1 NonyYvyeHHbIn a-keTornytapart
cropaet B LITK. Takke, 0COOEHHO Npu ronogaHuun, a-KkeTornytapaT BOBNEKAETCA B CUHTES ITTHOKO3bI.

MapannensHoO B aNUTENUN MPOUCXOAAT MPOLIECChI KIETOYHOrO AbIXaHus, CONpOBOXAAoLLMeCs
o6pa3oBaHMEM YrofibHOW KUCIOTbI, KoTopasa aguccounnpyeT Ha MoH H* n kapboHat-noH HCOs™. MoHbI
BOOOPOAA CEKPETUPYIOTCA B NEPBUYHYIO MOYY, KApOOHAT-NOHbI — B KPOBb.

Bbigenaembih ammmnak

nmbo anddyHONPYET B NPOCBET KaHanbUa, rae coequnHaeTcsa ¢ MoHomM H*, o6pasysi MOHbI
ammoHusa NH4*. OHK cBSI3bIBalOTCA C HeopraHudeckumu (pocdaTsl, xnopuabl, cynbdaTbl) Unm ¢
OpraHN4YecKMMmn aHMoHaMm (YKCyCHOW, LLi@aBeneBomn, MOSTOYHOM KUCNOT),

nunbo ceA3bIBaeTCcs C MOHOM MOHOM H* B camom KneTtke, ob6pa3ys oHbl ammoHus NH4*, KoTopbliii
cekpeTupyetcs B obMeH Ha MoHbl Na*.

lpocser kaHanbya Snurennoymr Mnasma Kposu
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IKCKpeyuns
Peakunun cuHTe3a aMMOHUMUHBLIX conen

I'Ipvl caBurax KUCIMOTHO-OCHOBHOIO paBHOBECUA npouncxoanT aganTtuneBHoe n3meHeHne
adKTUBHOCTU rimyTaMUHa3bl. an aumnose (3aKVICﬂeHVIVI KpOBVI) HeobxooMMOCTb BbIBEOEHMS MOHOB
H* BbI3bIBaeT yBeJrim4eHmne CuHTe3sa q)epmeHTa N BO3pacTaHune 3KCKpeuunun Cofnerl aMMOHMS. I'Ipvl



ankanose (3allenadnsBaHnm KpoBM) aKTMBHOCTb FyTamMmnHasbl CHKaeTcs U oHbl H* cbeperatoTtcs B
opraHvame.

AMMMaK TOKCUYEH Ons opraHunama

AMMMaK ABNSAETCA TOKCUYHBIM COEANHEHMNEM, HAXOOSALLMMCS B KPOBU B OTHOCUTENBbHO HEGOMbLLNX
KoHueHTpaumsx (11,0-32,0 mkmonb/n). CUMATOMbI aMMUAYHOIo OTPaBeHUS MPOSBNAOTCA Npu
NpeBbILLEHMM 3TUX Npeaenos Bcero B 2-3 pasa. [NpegensHo AoNyCTUMBIN YPOBEHb aMMMUaka B KPOBU
60 Mkmonb/n. Mpwy NOBbIWEHNN KOHLUEHTpauun amMmnaka (runepaMmmMmoHnemMms) 00 npegerbHbIX
BEMMYNH MOXET HACTYNUTbL KOMa U CMepTb. [1pyn XPOHMYECKOW rMnepaMMOHMEMUN pPa3BMBaETCSA
YMCTBEHHasi OTCTanocTb.

'MNoTe3bl TOKCUYHOCTM aMMUaka
TOKCMYHOCTb amMMnaka oGycnosneHa cnegyrowmmMmm obcToAaTenbCcTBAMMU:

1. CBA3blBaHNE aMMuMaKa Npyu cuHTe3e ryTamara Bbl3biBaeT OTTOK O-KeTornyTrapaTa 13 uvkia
TprKapBOOHOBLIX KUCIOT, NMPU 3TOM MOHMXKaeTcs o6pasoBaHne aHeprn ATO n yxyawaetcs
AesiITeNbHOCTb KMEeTOK.

2. AMMMaK BbI3blBaET 3awenadymMBaHme nnasmbl Kposu. [py 3TOM NOBbILLAETCS CPOACTBO
remornobuHa Kk kncnopoay (3ddekr Bopa), reMornobuH He OTAAET KNCNOPOA B Kanunnspax, B
pesynbTaTte HacTynaeT rMNOKCUs KNEeTOK.

3. HakonneHune ceobogHoro noHa NH.* B untosone BnMsieT Ha MeMbpaHHbIn noTeHUman n paboTty
BHYTPUKMETOYHbIX (PEPMEHTOB — OH KOHKYPUPYET C MOHHbIMK Hacocamu ansa Na* n K*.

4. NpoJyKT cBA3bIBAHUSA aMMMaka ¢ rnyTaMMHOBOW KACIIOTON — FAyTaMUH — SBISETCA OCMOTUYECKU
aKTMBHbLIM BELLECTBOM. DTO NMPMBOAUT K 3aepKKe BOAbI B KNeTkax U ux HabyxaHuto, YTO Bbi3biBaET
OTeK TkaHen. B cnyyae HepBHOWM TKaHM 3TO MOXET Bbl3BaTb OTEK MO3ra, KOMy U CMepTb.

5. Vicnonb3oBaHue a-keTornyTtapara u rnytamara Ans Hentpanusaumm ammmuaka
BbI3blBAET CHUXXEHUE CUHTEe3a y-aMuHomacnsHou kucnotbl (FTAMK), Topmo3Horo megumartopa
HEPBHOWN CUCTEMBI.

HacnepncteeHHble 1 NpuobpeTeHHble opMbl rMnepaMMoOHMEMUI

MpuobpeTeHHble hopmbl

MpnobpeTeHHas (BTopuYyHas) rmnepaMmMoHNEMINS pa3BMBaETCA BCNeACTBME 3aboneBaHumn
nevyeHU 1 BUPYCHbIX UH(EKLUNA. B KpariHe TsxKenbIX criydasix oHa NposiBNSAETCS Kak TOLIHOTA,
pBOTa, CyAOPOru, HeuneHopasaernbHas peyb, 3aTyMaHWBaHUE 3peHUs, TPEMOP, HapyLLeHe
KOOpAMHaLMMW OBUXEHNA.

Hanpumep, Ha doHe M3OLITOYHOro coaepXaHusi 0enka B MvLle UM NpU KULWEYHOM KPOBOTEYEHMWM
(nosiBNeHne 6enka B HWXXHUX OTAEeNax KMWeYHMKa) MUKpodopa KMLevyHMKa akTMBHO npoayumpyet
amMMuak, KOTopbld crnocobeH nepexoauTb B KPOBb BOPOTHOWM cucTeMbl. Ecnn y 6onbHOro nmeetcs
COMYTCTBYIOLLNIA LMPPO3 NeYeHn (Npy KOTOPOM pa3BMBAOTCS KonnaTepann mMexay BOPOTHON BEHOM
1 BONbLUMM KPYrom KpoBoObGpaLlleHns), TO pa3BMBaEeTCs rmnepammMoHUEMUS.

BupycHble MHEKLMM MOTYT NPUBOAUTL K CHUXKEHUIO CUHTE3a (DEPMEHTOB OPHUTUHOBOTO LMKNa U, B
pesynbTaTe, K rMnepaMmmMoHUEMUN.

HacnencrteeHHble hopMbl

HacnencteeHHble (bOprI rmnepaMmMmoHNEMNN Bbi3BaHbl FTEHETUYECKUM D,e(beKTOM no6oro 13 NaTm
(bepMeHTOB cuHTE3a MoYeBUHbI. COOTBETCTBEHHO (bepMeHTy 3aboneBaHne 0ennTcs Ha NsATb TUMOB.
I'IepsqubuvM npu3Hakamun FMHepaMMOHMeMMVI ABNAKTCA COHNTMBOCTb, OTKa3 OT NULLK, pBOTAa,
©ecnokoncTeo, cyaoporun, HapylweHune KoopgmnHaunn OBVKEHUI, TAXMMHOJ, OblXaTENbHbIA ankanos.
MOI'yT pa3BuUTbCA nevyeHo4YHada HegoCTaTO4YHOCTb, NNeroyHble N BHyTpu4depenHblie KpOBOUINMUAHUA.

Hanbonee yacton ssnsetca runepammoHnemus tuna ll, cBazaHHasa ¢ HeJOCTaTKOM OPHUTUH-
kap6amounTtpaHcdepasbl. 3abonesaHue cuenneHo ¢ X-XpoOMOCOMOW, BCTpeYaeTCs C 4acToTon OT
1:14000 go 1:50000 (o pasHbliM gaHHbIM). Y MaTepu Takke MoXeT HabntogaTbes
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rmnepamMmmoHnemMmna n oTepalleHne K ©enkoBbIM npoayKram. |_|pl/l NOJTIHOM ,El,e(*)eKTe QJepmeHTa
HacnegcTtBeHHble rmnepaMmmMmoHneMmnm MMeT paHHee Ha4varo (B nepwuoa oo 48 yacos nocne

poXaeHus).

JNTaGopaTopHbIM KpuTEPUEM rMNEPAaMMOHMEMUI ABMSIETCA HaKonneHue rmytamunHa (B 20 n 6onee
pas) n aMmunaka B KpOBU, JIMKBOPE U MOYeE.

OcHoBa nevyeHus FI/II'IepaMMOHVIeMVIIZ CBOANTCA K orpaHU4eHunto Genka B aneTe, yXXe 31O Nno3sondeT
npegoTBpaTtnuTb MHOMME HapyLleHunsa MO3roBOV OEeATENbHOCTH.

Takke UCnonb3ytoT ryTamart (CBA3bIBalOLLMI aMMUaK) U dheHunaueTaT, obpasyoLmii ¢ rnyTaMMHOM
BOAOPACTBOPMMbIA KOMMMEKC, KOTOPbIA BbIBOAMTCS C MOYOW. Y4UMTbiBasi, YTO 4acTb aMmMuaka
crnocobHa BCTynaTb B CUHTE3 MMULMHA, TaKKe WUCNONb3yT GEH30MHY0 KUCMOTY, o6GpasyroLlyo ¢
FMMUMHOM FUMMNYPOBYHO KUCIOTY, KOTOpasi Takke BbIBOAUTCS C MOYOIA.
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