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LLiTo e yrBpAayBame Ha
AMUWHOKMUCEJIMHCKMU COCTaB?

AMWHOKMCENMHUTE CE OCHOBHM CTPYKTYPHWU €AMHWULM 0f
KoM ce wu3rpageHn npoTemHute. Co KOpuUCTEHE HA
XpoMmaTorpaccku MeToauM ce oppeayBa NpodunoT  Ha
aMUHOKUCENMHUTE BO GMOMOLWKUTE TEYHOCTM, CO Uuen
yTBpAyBate Ha eaHa oA ce NobpojHUTE aMOHOALMAEMUM.

KnmHunukun ocHOBM

YTBpAYBaHeTO Ha aMWHOKUCESIMHCKMOT CTaTyCc BO
nnasmMa wWiM ypvHa € BaXeH KIMHWYKW napaMeTap BO
oApeayBaHbeTO Ha BPOAEHUTE FEHETCKU MopeMeTyBaa Ha
MeTaboNM3HOT Ha aMMHO KWCENMHUTE Kako Ha npumep
(beHUNKeToHypuja, TUPO3UHEMU]a, UMCTUHYpUja MTH. OBue
MeTabonHM nopeMeTyBara BOrMlaBHO pe3ynTvpaaTr Cco
EeKCTPEMHM MOKayyBakba Ha HUMBOTO HAa COOABETHUTE
aMUHOKUCENMHW  BO  nJasmaTa, MopagM WTO MU
abHopManHocTUTE  necHo ce  uaeHTuduKyBaaT  BO
aHaNM3MpaH1oT MPUMEPOK.

CvMnTOMWTE MpU OBWE MNOpeMeTyBaka BapupaaT oOf
penatvBHO 6narv o Tewkn oOpMM Ha MOpeMeTyBara Kou
BK/ydyBaaT MopeMeTyBake BO  pacToT, MeHTasHa
peTapaaumja, 3aoCTaHyBaktbe BO MCMXOMOTOPHUOT pasBoj,
MOTEWKOTMM BO  YYEHETO, JieTapruja, noBpaKakbe,
MeTabonHM aumMaosn nnm ankanosm UM ocTeonoposa.

ABHOPManHMOT aMOHOKMCENWMHCKM cTaTyc obe36eayBa
KnyyHa wuHdopMaumja 3a HU3MOMOWKMOT M NaTONOLIKK
mMeTaboneH craTyc Kaj nauneHToT.

YTBpAYBaHEeTO Ha aMWHOKUCESIMHCKMOT CTaTyC BO
nnasMa WiM ypuHa e WCTO Taka BaXeH KJIMHUYKK
napamMetap BO YTBpAyBakeTO Ha [MOpPeMeTyBawa BO
6y6pexxHNOT TpaHCMopT.

PaHaTa aujarHosa Ha oBme MeTabonHW nopemeTyBara M
aMVHOKUCENVHCKM  AncbanaHc 6u  0BO3MOXMIO M paH
TpeTMaH M BOBefyBarbe COOABETHA AMEeTa BO TepanujaTta.
3aBMCHO oA npupodata Ha MOPEMETYBaHETO CO paHa
AMjarHoCTuKa, CMMNTOMUTE MOXeE Aa 6uaaT MUHUMU3MPAHM
WK CnpeyeHn.

Kaj xoro ce cnposeayBa aHanu3aTa

AHanusaTa ce crnpoBefyBa Ha 6UOMOLLIKM MaTepujan of
Aeua co:
> BPOMEHM rPeLLKU BO METabOIN3MOT,
> HedbpOoLLKN NOPEMETYBaH-a,
> [lela co HeyposoliKM MopeMeTyBatha Kako: ayTu3aM,
Mpeykn BO pasBojoT MM MeHTaNHa peTapaaumja.

yTBpAyBakhbe Ha AaMUHOKMCEJIMHCKU COCTaB

MoyecT aMMHOKUCENIMHCKM MopeMeTyBatba M
COOABETHU MOKayyBakba BO COCTABOT Ha
aMUHOKUCEeJIuHUuTe

NMpumapHu amuHoaumaonatum ToKkayeHU aMUHOKUCETUHU

Arginase -aeduuuTt ApPruHuH, FnyTamunH

LuTpynmHemuja LUuTpynuH, rnytammH

Liwcrnypija LINCTUH, OPHUTWUH, NU3UH,
YPU) apryHunH (camo BO ypuHa),

XoMouucTuHypmja XoMoLUUCTUH

Maple syrup urine disease BanwvH, n3oneyumH neyumH,

(MSUD) anousoneyumH

ceHnnkeroHypuja (PKU) deHnnanaHuH

Tuposunemnja Tnpoznx
CexkyHaapHuM aMunHoaunaonaTumn

XunepamoHemuja rnytamuH

MneuHa aumposa AnaHuH

OpraHcku aumaypum, ML

oabpaHu

MunnuBa TMpo3uHeMuja TuposmH

Kaj HOBOpOAEHUYMbA

Metoa

OppenyBakbeTo Ha  aMUMHOKUCENUHCKOT COCTaB  BO
6MONOLWKN TEYHOCTM € pYTUHCKa aHanm3a koja Bo UUIMB
~eoprm /]. EgppemoB* ce cnposeflyBa noseke of 20 roanHu.

BocnoctaBeHaTa TexHoOMOMMja Ha jOHCKO W3MeHyBauyka
XpomaTtorpaduja co HMHXMAPUHCKO 6oere (Biochrom 30
AMMHOKMCENTMHCKN aHann3aTop) OCTaHyBa 3NnaTeH CTaHAapA
BO AeTeKkuMjaTa Ha BPOAEHW Tpellkn BO MeTabonnsMoT Ha
AMOHOKNCENNHUTE UM HUBHUOT TPaHCNOPT.

MaTtepujan 3a Tectupame

> T[lonHa KpB 3eMeHa BO CTepunHa ernpyBeTka co EDTA
KaKO aHTUKOarysnaHc;

» YpuHa (Bo uctmot npumepok notpebHo e aa ce oapeau
BPEeHOCT 3a KpPeaTUHWH)

» LlepebpocnuHanHa TeyHocT

AHanu3un xom ce cnpeoseaysaat Bo UUIWUb ,,/eopru 4. Eppemos*

Lena (MK)

YTBpAyBare Ha aMUHOKUCENUHCKM CTaTyC
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