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C nenbro 000CHOBaHUS BHEJPCHUS MacCOBOr0 00CIEJOBaHUS HOBOPOXKAEHHBIX HAa HACJIEICTBEHHbIE Oome3-
uHu oomena (HBO) meronom rangemuoi Macc-criekrpomerpun (MC/MC) poBeieHO peTpoCHeKTHBHOE HCCIe[0-
BaHHE apXHMBHBIX 00Pa30B KPOBH AeTel (n=806), yMepIIUX Ha MEPBOM roay *ku3Hu. M3Mmenenus npoduneit amu-
HOKHCJIOT U allMJIKaPHUTHHOB BBISIBICHBI B 4 citydasx (4,7 %). B ogHoM 3 HEX oOHapyxeHO crenn(pudHoe s
00JIe3HH 3amaxa MOYH KJICHOBOTO CHPOIIa MHOTOKPATHOE MOBHIIICHIE KOHIICHTPAIINH JICHIINHA, H30JICHITHA U Ba-
nuna. KnnHudeckas kapTuHa u oOHapykeHue myTtanuu B nepBoM dk3oue rena BCKDHB (¢.98delG) B rerepo-
3UTOTHOM COCTOSTHMM KOCBEHHO IOJITBEPAMIIN JIMarHO3 JICHIIMHO3a. B 0cTalbHBIX TpeX ciydasX BbISIBICHHBIC H3-
MEHEHHS NPOQUIS aMUHOKHCIOT U allMIKapHUTHHOB HE HOCSAT TAKOTO K€ CIEIU(HUISCKOro Xapakrepa. B satux
citydasix HeoOXOAUMBI ObLTH ObI MOBTOPHBIE HccieAoBaHus KpoBu MeTogoM MC/MC, n0noTHHUTENbHbIC KIHHU-
yecKkue 1 OMOXMMHUUECKHE UCCIel0BaHus. B pe3yibrare NpoBeJeHHOIO UCCIIeIOBAaHUS TOATBEPKAEHA HE0OX0aHU-
MocTh BHepeHns: metoga MC/MC B mporpaMmsl HeoHaTanbHOTO cKpuHuHTa Ha HBO 1715 X cBOGBpeMeHHOM aH-
arHOCTHMKH U JICUECHUSI.
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Blood spots from the archive original newborn screening cards of babies who died on the first year of life (n=86)
were retrospectively studied by tandem mass spectrometry (MS/MS). It were revealed aminoacids and acylcarnitine
profiles alterations in 4 cases (4,7 %). In one of them aminoacides profiles with significant elevation of leucine,
isoleucine and valine was consistent with maple syrup urine disease. Clinical picture and the detection of heterozygous
deletion ¢.98delG in exone 1 of BCKDHB gene indirectly confirmed the diagnosis of leucinose. In other 3 cases
the profiles of aminoacids and acylcarnitinewere not carried specific character. The additional clinical and laboratory
findingswere necessary for diagnosis of inborn metabolic diseasesin this cases. The importance of MS/MS introduction
in neonatal screening programs was confirmed.
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B xommiekcHyto Tepanuio AeTel ¢ 000CTPEeHHEM XPOHUYIECKOTO MUeToHe(puTa, IpoTeKaroero Ha Goxne ans3-
MeTabOoINYeCKUX HapyLICHHUH, JOMOIHUTENFHO BKIIIOYCHAa MUHEpasibHas Boja «Kirouny. OCHOBHOIT BO30YIUTE ITHe-
nouepputa — E.Coli (50%). B moueBoM ocanxe Habmonanacs y 80% nereit okcamypus, y 6,7% - yparypus, y 13,3%
— CMeIlIaHHasl KPUCTaTypHs. B chIBOpOTKe KPOBH BBISIBIEHO MOBBIIIEHNE MOUeBOil kucnotsl y 30% neTelt, He3HauH-
TeJbHOE MOBBILICHHUE KanbLus — Y 6,7%. B cyTounoii moue y 20% BblsiBiIeHa runepypukosypus, y 93,3% — runepokca-
aypust, y 20% — runepkansiuypus u'y 86,7% nerel CHIKeHa SKCKpeIHsl MarHus. Uepes MecsIIl Iocie JICUSHHUsT Mode-
BOM CHHJPOM XapaKTePU30BaJICs TOIBKO OKCallaTHOM Kpuctamaypueit y 35% nerei, ypatHoit —y 5%, cMeIaHHOH — y
5%. B cbIBOPOTKE KPOBH JTOCTOBEPHO CHU3WIICS YPOBEHb MOUEBOH KHCIIOTHL. B cyTOUHOIT MOue He3HaYHMTeIbHAS THIIe-
pokcaiypust coxpansiachk y 70% nereii.
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Complex therapy of children treated for the exacerbation of chronic pyelonephritis associated with the dismetabolic
disturbances was supplemented by the “Kluchy” mineral water. E.Coli was identified to be the main etiological agent of
pyelonephritis (50% of cases). 80% of children were found to have oxaluria in the urinary sediment, 6.7% had uraturia
and 13.3% had mixed cristalluria. Increased concentration of uric acid in blood sera was revealed in 30% of children
and 6.7% had an insignificant increase of blood sera calcium. Daily urine showed hyperuricosuria in 20% of children,
hyperoxaluria in 93.3%, hypercalciluria in 20% while 86.7% of children had a reduced magnesium excretion. One month
after the received complex therapy supplemented by the “Kluchy” mineral water the urinary syndrome was characterized
only by oxalate cristalluria in 35% of children, uraturia in 5%, mixed cristalluria in 5%. There was a statistically significant
reduction of the blood serum uric acid levels. Insignificant hypercalciluria in daily urine test persisted in 70% of cases.
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Iposenen ananu3 pHEKTUBHOCTH KOMOMHUPOBAHHON Teparuu (IenaronpoTeKTop U HU3KOMHTEHCHBHOE HH(pa-
KPacHOE JIa3epHOe N3IIydeHne) y OepeMEHHBIX ¢ OCTPBIM M XPOHUYECKHUM TnenoHeGpuToM. OLeHHBaIN HEKOTOpbIe O1o-
XUMHYECKHE TT0Ka3aTesd, OTPaXKAIOIIHe HHTEHCUBHOCTh IEPEKUCHBIX PEAKLMil OKHCICHUS JIMIUAOB (MaJOHOBOTO M-
QJIBJETH/IA TUIa3Mbl ¥ SPUTPOLIUTOB), YPOBEHb aHTHOKCHIAHTHOM 3aIlUTHI OpraHu3Ma (KaTaasa), OlpeielsId Koimde-
CTBO OOIIHMX M HEOCIKOBBIX CYITb(PIUAPUIBHBIX TPYIIIT U CTEIICHH YHIOTOKCHKO3a (0011ast 1 3 peKTrBHAsI KOHLICHTPALUS
ILOyMHIHOB, PE3ePB CBA3bIBAHMS aJIbOyMHHOB, HH/ICKC TOKCHIHOCTH). ba3oBas aHTHOAKTepHaIbHas TepaIys ¢ UCIIOb-
30BaHMEM JIA3EPHOTO H3JTyYCHHS U IeNaTonpOTeKTopa y OEpEeMEHHbIX ¢ TMENTOHe(PUTOM OKa3aia Hanbosee BbIpaXKeHHbII
JIETOKCHKAIIMOHHBIH 2((eKT, CiocoOCTBOBAIA YIIYUIIICHUIO KOHBIOTAIMOHHOM aKTUBHOCTH aibOymuHa. [IpemioxkenHas
METO/IMKA JISYCHHS CIOCOOCTBOBAJIA HOPMAJIN3ALMH [IOKA3aTeIIeH IPH OCTPOM MHEIOHS(YPUTE U 3HAYUTEIIBHOMY YITydllie-
HUIO HX TP XPOHUUECKOM ITHETOHE(PPUTE 110 CPABHEHHUIO C APYTHMH H3y9aeMbIMU METOJAMH TEPAITHU.
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Considering high prevalence of gestational pyelonephritis efficiency analysis of the combined therapy (a
gepatoprotektor and low-intensive infra-red laser radiation) at pregnant women with sharp and chronic pyelonephritis is
carried out. Estimated some biochemical indicators reflecting intensity of perekisny reactions of oxidation of lipids (low-
new auansaeruaa plasma and erythrocytes), level of antioxidant protection of an organism (catalase), determined number
of general and not albuminous sulfgidrilny groups and degree endotoxicosis (general and effective concentration albumin,
a linkage allowance albumin, a toxicity index). Base antibacterial therapy with use of laser radiation and a gepatoprotektor
at pregnant women with pyelonephritis rendered the most expressed detoksikatsionny effect, promoted improvement of
konjyugatsionny activity albumin. The offered technique of treatment promoted a measure normalization in case of sharp
pyelonephritis and to their considerable improvement in case of chronic pyelonephritis in comparison with other studied
methods of therapy of gestational pyelonephritis in shorter terms of stay in a hospital.
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Llenpro BccneJOBaHMS IBUIIOCH YCOBEPIICHCTBOBAHNE NMMYHOIHATHOCTHKH peBMaTonHoro aprpura (PA) ¢ mo-
MOIIBI0 UMMOOMIN3UPOBAHHBIX MArHUTOYIIPABIsIEMbIX COPOEHTOB Ha OCHOBE OCHOBHOTO Oeika muenuHa (OBM). Bri-
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