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 CUHTE3 3aMEHNUMbIX aMUHOKUCIIOT

* [lepepacnpeneneHne B ooHOe
aMWUHOKMCNOT, co30aHne onTuMarbHbIX
COOTHOLLUEHUWN UX KOHLIEHTpaLUK

* [logrotoBka aMWUHOKUCIIOT K AafibHENLLINUM
MeTabonnyeckum npespaLleHnUam
(BkntoveHune B LUITK, rmokoHeoreHes,
KEToreHe3 U T. 4.)



[lesamunHmnpoBaHue
aMWHOKNCNOT



COOH
CH,

éH — NH;
COOH

Mmyramar

HAL- HAL(D)
. '

nyramatpernaporesasa

(IDOOH

o

CH, — —

(.L.= NH

| H20

COOH
a-IMuHornyrapar

(I'JOOH

(|3H2

CH; +
¢=0
COOH
a-Kerornyrapar

NH;



ALlD
il
‘HAL]

AT®
oI TO
*HALJH2



-TpaHCaMMHUPOBaHMS Nt0Oon
aMMHOKMCIOTbI C anbda-KeTornyrapyrtapaTom,
-OKUCIUTENBHOIO Ae3aMUHUPOBaHUA rnytTamara
c obpasoBaHMeM CBOOOAHOIo aMMuaka v
pereHepaunen anb@a-ketornyrapara
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R-CH-COOH > R-CHZ-NH2 + CO2
NH,
aMMUHOKUCIIOTA ONOreHHbIN

dMUH



MeTabonu4yeckue npeBpaLleHUs
aMWUHOKUCIIOT NO paguKany.
OcobeHHOCTU Npeodpa3oBaHUNN
LUKITMYECKUX aMUHOKUCTIOT
(dbeHunanaHuHa n TUPoO3unHa)
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AnkantoHypus (aedeKT roMmoreHTu3aTokcmaasbil)
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Myxedema & Cretinism

Myxedema Cretinism



Memaobonuueckue npespanieHuA
SAUUUHA, APCUHUHA U MEMUOHUHA



CuHme3 kpeamuHgocgama



N3odepMeHTbI KpeaTUHKUHAa3b

TpaBMbI, Onyxonu,

[TaTonornsa ckeneTtHou VHdbapKT cocyancTbIe
MYyCKynaTypsbl MUokapaa nopaxeHus

MO3ra




Okcuod azoma. Obpa3oeaHue u
gusuosiocu4yeckKasi polsib.
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du3suosio2uyeckasl posib oKcuoda azoma

. PecynsimopHbie ¢pyHkyuu (102 — 10:12 M\n):
*HeUpompaHcMummenp,

*MeCcCceHO)Xep 20pPMOHO8 (aKmueamop 2yaHusiamuyukna3sbl),
*pe2ys1ITmMop MoHyca cocydose, moHyca Mamku u 6poHxoe
(paccnabneHue anadkoli MycKyJsiamypsbl),

spe2ysITMop asmomMmamu3ma cepaoua),

*uH2ubumop ceepmbigaHUs1 KPo8U,

*aHMuUOKcudaHm,

*akmueamop cuHmesa npocmaasiaHoOuHos,
*UMMYHOMOOYISIMOP.

ll. Humomokcu4eckoe u MukpobuuudHoe deucmeue
(~10° M/I):

*UHOYKMOP KJIeMOYHOR20 arnornmoa3sa,

*[IPOOKCUOaHM,

uH2ubumop uukna Kpebca (akoHumasa),

*uHaubumop ObixamersnbHoU uenu (kommnnekc 1V),

*UH2U6UMOP OKUCJIeHUSI XUPHbIX Kucriom (ayusn-KoA dez2udpozeHasa).




C.IT.KAJIAIIHHKOB, A.H MASIHCKHH,
I1.IT.3ATOCKHH, H A MAAHCKHH

Meduyunckaa axademusn, Huxnuii Hoezopod

OKCUJA A30TA —
HOBbIW BUOJNIOTMYECKUW MOAYNATOP

Hwuxeropoackuimn meanumnHcknm xxypHan, 1999, Ne1



lymu obpa3zoeaHus u
obe3spexusaHuUsi aMMuaKa e
op2aHu3mMme



OCHOBHbIE MCTOMHUKKN aMMUaKa

AMWHOKUCMOTbI  BbuoreHHble Hykneotnagbl, KodepMeHTbI

aMUHbI Hykneosnabl (HAL, PAL,
\A\ /‘/ o
AMUNHOKMCIIOT bl==m====m === == m o mm m m mm  e m mmmmmmm TpaHcae3aMUHUPOBaHWE
BUOreHHbIE aMUHbI-================mmmmm e okncnut. gesamuHnposaHne (MAO n JAO)

HyK.l'IeOTl/ID,bI, HYKINneo3nabl, KOCbepMeHTbI ------------ rmgporimTn4eckoe ge3amMmmHnMpoBaHme



Ob6e3epexusaHuUe aMmuaka

BpemeHHoe

-BoccTtaHoBUTENLHOE aMUHUpPOBaHME
*TpaHcpeaMmuHupoBaHue

*CUHTE3 rmytammnHa

*CuHTE3 acnaparmHa

[ NOKO30-aNnaHUHOBbLIN LMKII

OkKoHuYa-

TEJIbHOE

*CMHTE3 MOYEBUHbI B NEYEHU

« ObpasoBaHNe aMMMadHbIX Coren
B No4Kax




[ TIFOKO30-anaHNHOBbIN LINKIT




OcTtaTtoyHbIn a30T KpoBu (14-28 mM/n)
*MOYEBUHA--======= === === == 50%
*CBOBOOAHbBIE AMMNHOKUCTIOTbl=============mmmmmmmm oo e 25%
*KpeaTnHoBbIN Myn (KpeaTuH, KpeaTuHUH, KpeatuHdgocdar)---8%
*3ProTUOHENH (TUONPOU3BOAHOE MCTUANHA )-------======-====---~- 8%
*MoueBas KUCIOTA---======mmm = oo e e e 4%
*MunHopHbIE BellecTBa

aMmMmmak, onnnupybuH, nHamkaH, nentTuabl U ap.)------------------ 5%
( , PyOVH, nHa , Opl v ap



