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AKTyanbHOCTb. [1ponvoHoBas aungemus (auuaypus) —
pefKoe HacneAcTBEHHOe 3aboneBaHWe C BbICOKOM neTasb-
HOCTblO, 06ycnoBneHHoe AednuMTOM nponuoHun-KoA-Kkap-
60KCcKHNasbl, NpUBOASLLEE K HApYLLEeHUO meTabonnama paga
aMUHOKWMCNOT, }KUPHbIX KUCNOT C HEYETHbIM YUC/IOM aTOMOB
yrnepofa v xonectepuHa. CBoeBpeMeHHas [MarHocTuKa
W Ha3HayeHue AMeToTepanuu Mo3BONAIT NPefoTBpaTUTb
pa3BUTUE KUIHEYTPOXAIOLWMX COCTOAHUI (METabOINYECKUX
KPU30B).

Llenb uccneposanHus. [peactaBuTb cnydan nNpornmMoHo-
BOM aumaemun y pebeHka 3 Mec.

MauuneHTbl U metoabl. Manbyuk, 3 Mec, NOCTynuia
B MPUEMHOE OTAENEeHWe C anobamu Ha 3Ha4UTENbHYI0
BSIOCTb, COH/IMBOCTb, CHUXEHWE anneTuta, Mea/ieHHoe r10-
TaHWe. Pe6eHOK OT 3-# 6epeMeHHOCTHU, NMpOoTeKaBLlUEeN Ha
doHe aHTMdOChONMNUAHOrO cUHAPOMa, poabl 1-e, B cpo-
Ke 37 Hel NyTeM KecapeBa Ce4YeHus, OLleHKa Mo LWKane
APGAR — 7/7 6annoB. [py NOCTYNNEHUN COCTOSAHUE TAXKE-
noe 3a cyet AMbOY3HOr0 CHUMKEHUS MbILEYHOro TOHYyCa,
cnabon BuratenbHon aktMBHocTU. OTMeYyanacb oayTnoBa-
TOCTb JiMLL@, COHNMBOCTb. PEBEHOK He yaepXKuBan rosioBy,
KpaTKOBPEMEHHO OTKPbIBas rnasa, MEHWHreanbHbIX 3HAaKOB
He 6bu1o, t 36,4 °C, SpO, — 98%, HEernocCToAHHbLIA ropu-
30HTa/bHbIN HWUCTarm, TPYAHOCTM Mpu rnotaHuu. Macca
Tena — 8200 r, pocT — 68 cM. Koxa, BUuanMMble CNM3UCTble
0060/104KHM YUCTbIE, Nepudepuyeckre numdaTUyeckune yansol
He yBenuyeHbl. [bixaHne NpoBOAMIOCE CUMMETPUYHO, My3-
punbHoe, Y — 36/MUH. PUTM cepaeydHblX COKpalleHWH
npaBWAbHbIA, TOHbI fcHble, YCC — 130-145 ya./MuH,
AL — 98/45 MM pT. CcT. }KMBOT MArKUK, 6€360/1€3HEHHbIN.
dusnonornyeckne oTnpasfeHUd He HapylleHbl. Ha cnegy-
IOLLMI feHb Obl NepeBEAEH B peaHUMaLMOHHOE OTAeNeHne
B CBSI3W C HapacTaHue BSAIOCTU, OTKA30M OT e/ibl, Monepxu-
BaHWEM, TPEMOPOM B KOHEYHOCTAX. 3a BpeMs HabniogeHus
OTMeYanocCb YrHeTeHWE CO3HaHWUHA, CyAOpOoru, pBOTa, 4TO
noTpeboBano MUCKIYeHUA HelpouHbeKuuu. lMpoBeneHo

KOMMJIEKCHOE nabopaTopHO-UHCTPYMEHTanbHoe o6cneno-
BaHuWe. B KpoBM oTMeYanucb aHeMUs, NENKOMNEHUs, Hen-
TponeHus, TPOMOOLMTOMNEHUSA, B MOYe — aLleTOH, MoKa-
3aTenn CMMHHOMO3rOBOWM MWAKOCTU 6blnv B Hopme. [pu
uccnefoBaHUMK ra3oBOro coctaBa KpPoOBWU PerncTpuposancs
pecnupaTtopHbIn ankanos3. MPT ronoBHoro mosra — 060n0-
YyeyHas rurpoma Jo 3 MM B nepefHenatepasnbHbIx oTaenax
NIEBOr0 MNoJyllapusi, yMEPEHHOE paclMpeHne NUKBOPHbIX
npocTpaHcTB. [lpoBoaunacb aHTMGaKTepuanbHas, ropmo-
HanbHas, NPOTUBOCYAOPOXKHadA, MeTabonunyecKkas, UHbY3u-
OHHag Tepanus.

Pe3ynbratbl. 19 yTOYHEHUS AnMarHo3a npoBejeHa TaH-
[eMHas Macc-CNeKTPoOMeTpuUs, Mo peaynbrataM KOoTopow
OGHapYXEHO MOBbIWEHWE KOHLUEHTPaLUUWU ruLMHaA, Nponu-
OHW/IKApPHWUTUHA B KPOBW, a TaKke 3-TMAPOKCUNPOMNUOHO-
BOM, 3-TMpOKCMBanNepuaHoBOn U METUIIUMOHHOW KWUCOT
B Mo4e. Ha 0CHOBaHMKW NONyYeHHbIX JaHHbIX 6bl1 BbiCTaBfEH
AMarHo3 «MponMoHoBas aLmMaeMus», KOTOpblM BNOCNELCTBUM
Obl1 NOATBEPXKAEH reHeTMyeckn. Ha doHe neyeHusa otme-
Yanacb MNONOXWUTENbHAA KIUHUYeCcKas AMHaMWKa. PebeHoK
BbIMWUCaH C ynyylleHWeM Ha cnewuunain3dmpoBaHHOW MOSIOY-
HOM cMecu 6e3 naToreHeTUYECKU 3HaYUMbIX aMUHOKUCIOT,
MeTabo/IMYeCKON Tepanuu, HanpaBieHHOW Ha npodunak-
TUKY U KOPPEKLMIO runepammMoHuemMun. AMGynaTopHo obe-
CreYyeH NopTaTMBHbLIM annapartom Ans onpeseneHus ypoBHS
aMMOHUS B KPOBMU.

3aknioyeHune. [JaHHbI KIMHUYECKUN NpUMeEpP LEeMOH-
CTPUPYET, YTO NPONUOHOBas auniemus Tpedyet aubdepeH-
LManbHOM AMArHOCTUKW C APYrMMU HapylweHUsamMu obMeHa
BeLEeCTB, MMNOKCUYECKUM MOPaXKEHUEM HEPBHOW CUCTEMBI,
caxapHbIM AMabeTom (Mpu BbISBNEHUW TMNEPTTIUKEMUK), BHY-
TPUYTPOOHBIMW MHPEKUMAMU, sHUedpanuTtomM. PaHHaa aue-
ToTepanua U Ha3HayeHue MeTaboMYECKUX CPEACTB, a TakK-
e amOynaTtopHbIi MOHWUTOPUHI YPOBHS aMMOHWS B KPOBM
No3BONAT NPEeLOTBPaTUTL Pa3BUTUE METABONUYECKUX KPU-
30B M ynyylat NporHo3 nawumeHTa.
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