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HAPYIIEHUE COEJMHUTEJBbHON TKAHU
U METABOJIMYECKHWE U3MEHEHMS Y JIETEH,
MNPOXUBAIOIIUX B PECITYBJINKE CAXA (AKYTHS)

AnHortamnus. [IpeacraBiaeHs! pe3yIbTaTbl aMHHOKHCIOTHOTO COCTaBa MOYH Y JIETeH C HapyIICHUSIMU COCIH-
HUTEIBHON (cHHApOMOM HeaudhepeHMpoBaHHAs TUCIUIA3HUS COeANHNTENbHOH TKaHn- H{CT), mposkuBaronmx
B Pecrybnuke Caxa (SIxytumst). Hapymienust coeqMHUTETPHON TKaHU CBSI3BIBAIOT CO CIOKHBIMU MeTadoIHde-
CKIMU W3MEHEHUSIMH, BKJIIOYask METaOOIM3M aMHHOKHUCIIOT Yy JieTeil. OfHAKO MMEIONINEeCs] B HACTOSIIIIEe BPeMst
JTaHHBIE TPOTUBOPEUYMBEL. 1[ebI0 JTaHHOTO MCCIIeIOBaHMUS SIBUIOCH KOMITIEKCHAs OIIEHKa HapYIICHNI COeIUHH-
TEJILHOM TKAaHH, a TAK)KE CPABHUTEIILHBIN aHAIN3 YPOBHS COJCPKaHUSI aMIHOKHUCIIOT B MOYE Y 3I0POBBIX AeTel
n y nereif ¢ 1/ICT. Marepuainsl 1 MeToasl. B HacTosmmee rccnenoBanue ObUTM BKITIOUCHEI 524 neTeil, KOTopbie
BXOZIVTH B KOHTPOJIBHYIO Tpymity u 1266 neteii ¢ cuanpomom Henuddepeniupoannas J{CT, BKIIOYEHHBIE B KC-
MepUMEHTaNbHYIO IpymiTy. OLeHKy ypOBHS aMHHOKHUCIIOT B Moue y 105 nmeTei mpoBOAMIN C TOMOIIBIO Ta30BOit
xpomarorpaduu. CTaTHCTUYECKHH aHAN3 BRITIOJIHEH C HCIONIb30BaHueM nporpaMmMsl SPSS, Bepcnst 22. Pe3synn-
TaThl ¥ 00CYXK/ICHUS. YCTaHOBIICHO, YTO MOKA3aTeM YPOBHS aMHHOKHCIIOT B MOUE y AeTel ITO3BOJISET MOTyIUTh
nHpopManuio 06 nMeromeMces ucbasance, 9TO CBUACTENECTBYET, B TOM YHCIIE O MHUIIEBEIX X MeTa0OINIeCKIX
HapYIICHUSX, JISKAIIUX B OCHOBE OOJIBIIOTO YMCIIa 3a00IeBaHuiA, B TOM YHCIIC HAPYIICHHUH, CBI3aHHBIX C COCIH-
HHUTEIPHOW TKaHBIO. JlemaeTcs BBIBOJ O TOM, YTO MOBBIIICHHOE BBIJIETICHHE PA3TMIHBIX AMHHOKHCIIOT C MOUOIt
y nereit ¢ cuaapomom Hemuddeperuporannas JJCT MoxeT OBITh CIIEACTBHEM HAPYIICHHS CHHTE3a OCIKOB B
pe3ysbTaTe OTCYTCTBUS (MJIM HEOCTAaTKa) KAKUX-JTMO0 AaMHHOKHCIIOT B PallMOHE TINTAHUs.

KonroueBnble ciioBa: coeMHNTENbHAS TKaHb, AaMUHOKHICIIOTHI, MOYa, 1eTH, HeaudepeHnnpoBaHHas Gpopma
CHHAPOMA JIUCIUIa3HN COCANHUTEIBHON TKaHU, MTUTaHNe, HexBaTka BuUTaMuHOB, GC-MS.

Nokhsorova M.A., Borisova N.V., Ammosova A.M.

CONNECTIVE TISSUE DISORDERS
AND METABOLIC CHANGES IN CHILDREN LIVING
IN THE REPUBLIC OF SAKHA (YAKUTIA)

Abstract. The article presents the results of the amino acid composition of urine in children with connective
tissue disorders (undifferentiated connective tissue dysplasia syndrome — uCTD) living in the Republic of
Sakha (Yakutia). Connective tissue disorders are associated with complex metabolic changes, including amino
acid metabolism in children. However, currently available data are contradictory. The aim of this study was
a comprehensive assessment of connective tissue disorders, as well as a comparative analysis of the amino
acid levels in the urine of healthy children and children with uCTD. Materials and methods. The present study
included 524 children who were part of the control group and 1266 children with undifferentiated connective
tissue dysplasia syndrome included in the experimental group. The level of amino acids in the urine of 105
children was assessed using gas chromatography. Statistical analysis was performed using the SPSS program,
version 22. Results and discussion. It has been established that the levels of amino acids in the urine of children
provide information on the existing imbalance, which indicates, among other things, nutritional and metabolic
disorders underlying a large number of diseases, including disorders associated with connective tissue. It is
concluded that increased excretion of various amino acids in the urine of children with undifferentiated CTD
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syndrome may be a consequence of impaired protein synthesis due to the absence (or deficiency) of any amino
acids in the diet.

Keywords: connective tissue, amino acids, urine, children, undifferentiated form of connective tissue
dysplasia syndrome, nutrition, vitamin deficiency, GC-MS.

Beenenne. Pecniyonnka Caxa (SIKyTHs1) OTHOCHTCSI K perHOHaM, TJi€ 3/10pPOBbE HACCIICHHS, B TOM
YHCcIe IeTeH, IMeeT KpaifHe HeOmaronpusaTHeIe moka3arenn. Cpena oOnTaHus 4eoBeKa 37ech Hepas-
PBIBHO CBSI3aHa C BEYHOW MEP3JIOTOH M OTIMYAETCSI CBOMMU reorpapMuecKiuMH, KINMAaTHYECKUMHU U
MeTeoposiornaeckuMu aktopamu [1]. BozneicTBre cpensl 0OMTaHUS M CONMATBHBIX (PaKTOPOB HE
MOYKET HE BBI3BIBATH 3HAUUTEIHHOTO HANpPsDKEHHS aJalTHBHBIX MEXaHM3MOB OpraHHM3Ma 4ellOBEKa,
CHIKas ero (P)yHKIIMOHAIBHYIO I HMMYHOJIOTHYECKYIO PEaKTHBHOCTH [2]. Bee 310 oTpaskaercst u Ha
TeMmnax (GOpMHUPOBaHMS MOAPACTAIOIETO OPraHu3Ma JICTEeH, M Ha €r0 TapMOHUYHOCTB. Tak, yke ObII0
ycTaHoBIleHO, 4To Oostee 50 % HaceseHus, mpoXxuBaromero B Poccuu, UCIIBITHIBAIOT HEJJOCTATOK BHU-
tamuHa D [3]. DTO e coCTOsSHHME MHPOKO PACIpPOCTPaHEHO U y JAeTel, MpoKuBaromuX B SKyTum,
BCJIEJICTBHE MAJIOM MPOIOKUTEIIEHOCTH CBETOBOTO JIHS M MPOAOIIKUTEIBHOCTH XOJIOAHOTO BPEMEHU
roa, 4TO JIeNaeT MPAKTHICCKU HEBO3MOKHBIM ITUTEIHHBIC TPeObIBAaHUE JIETECH Ha CBEKEM BO3IYXE.

[Ipob6aemsr qucmiasuu coeauuutensHol TKaHu (JICT) mIMpoKo U3ydaroTcsi B HACTOSIIEE BpEMs,
yKe JI0Ka3aHo, UTO €€ OCHOBY COCTaBIIsI€T HACIEACTBEHHasl kojutarenonatus [4]. K nHapymenuto coe-
JUHATEIEHOW TKAHH Y AeTEH B OONBIIMHCTBE CITy9aeB MPUBOAUT IIPOTPECCUPOBAHNE TTaTOIIOTHIECKO-
IO COCTOSIHUSI Pa3HBIX OpraHoB u cucteM. OJHAKo, B OCIIEAHUE O/l IPo0dIeMa TUCIIIa3uu COe/IU-
HUTEITBFHON TKaHU 00peTaeT Bce OOIBIIYIO aKTyaThbHOCTh B CBSI3H C ITUPOKOI pacIpoCTPaHEHHOCTHIO
B MPaKTHKE Bpauei-MenaTpoB U APYTUX CHEHUANNUCTOB, IPOTPAJIUCHTHBIM T€UEHHEM, BIMSIHUEM Ha
(hopMupoOBaHIE COMAaTHIECKOH MAaTOJIOTUH, IPUBOIUT K CHIDKEHHIO KadecTBa KHU3HU JeTeH.

B meamarpudeckoil mpakTHKE MPUHATO CYUTATh, YTO B Pa3BUTHH JETEH JF000E OTKIOHEHHWE OT
HOPMBI MOXKET CONPOBOXKAATHCSI IPOTPECCUPOBAHNEM NATOJIOIMUYECKOTO COCTOSIHUSI CO CTOPOHBI pa3-
JIUYHBIX OPTAHOB W cUCTEeM. HapyIeHne COeAMHNTENFHON TKAaHH Y ICTEH SIBISCTCS OMHUM HX TaKUX
oTksoHeHu. Tak, Manbie anomanuu cepana (MAPC) aBnsioTcst OMHUMHU U3 IIaBHBIX BUCIIEPATBbHBIX
¢enorunmyeckux npossienuit JACT [5, 6, 7, 8]. Ocoboro BHUMaHUs 3aCITy>KUBAET COUETAHNUE pa3-
JIUYHBIX cUMITOMOB. CKOJIMO3 MO3BOHOYHMKA, Ae(opMarys TPyAHONW KIIETKH, T.€. HPOSBICHHS CO
CTOPOHBI CKEJIETa, MOPaXKaloT IMJIOTHYIO COeAMHUTENbHYIO TKaHb [9]. V neteil ¢ JICT ormedaercs 3Ha-
YUTEJIbHASL BBIPA)KEHHOCTh CHU)KEHUSI MUHEPAJIbHOM IJIOTHOCTH KOCTHOM TKaHU. B maronoruueckuit
nipouecc npu J{CT o0si3arenbHO BOBJIEKAETCs TaKkKe xerynouHo-kuiednbii TpakT (JKKT). BeisiBnena
BBICOKAs 9acTOTa 330()aruToB, racTPOAYOACHUTOB, 3a00JICBaHII KUIIICYHHUKA TIPH AUCIUIA3UN COCIIH-
nHurenbHOM TKanu [10]. Hedponro3sl 1 qucronariy Mmovek Yaiie BCero HpOSBISIOT M3MEHEHHsS CO
CTOPOHBI MOYEBBIIENUTENbHON cucTembl y neteit ¢ ICT [11].

Mertabonnueckue HapyIIeHUs COSIMHHUTEIBHON TKaHW, OCOOCHHO HAPYIICHHBIH CHHTE3 KOJlIa-
reHa MPUOOPETAIOT BCe OOINBIINYI0 aKTyaJIbHOCTh B mociennue aecstwietus [12,13]. O cocrosiHun
oOMeHa KoJJTareHa Ha IPakTHKe CYIST 110 YPOBHIO COIEPKaHIS aMHHOKHUCIIOT, TAKAX KaK OKCHITPOIHH
Y TUJIPOKCUTIPOIIMH B OMOJIOTMYECKUX KUIKOCTSX (CHIBOPOTKA KPOBH, MOUA, HKEITYAOYHbIH COK, CHHO-
BHAJbHAS YKUJKOCTB).

B mporiecce ruapOKCUITMPOBAHMS TIPOJIMHA U JIN3UHA B KIIETKE 00pa3yloTCsi IIPOU3BOJHBIC aMH-
HOKHCIIOT — TH/IPOKCHUIIPOIIMH U THAPOKCHIIM3HH, UTPAIOIINE BaKHYIO POJIb B COCTOSIHUM M (DyHKIIU-
OHHMPOBAaHUH OCHOBHBIX BHEKIIETOUHBIX OeiKoB coemmHuTenbHOW TkaHU. lpn JICT muHammueckoe
paBHOBeCHE aMUHOKHUCIIOT HAPYIIAETCs, U N3MEHEHUE COJIePKAHUS OTJICIbHBIX aMUHOKHUCIIOT SIBJISICT-
¢ CIeNU(UIHBIM JJIs1 TaHHOTO MTAaTOJIOTHIECKOTO COCTOSHISL.

B cBsi3u ¢ 3TUM, LEeNbIO HACTOSIIEH PabOThI IBUIIOCH OIPEeNICHUE COllepKaHHsl YPOBHS CBOOOI-
HBIX U CBSI3aHHBIX AMHHOKHCIIOT B MOUY€ y AeTel C Pa3INYHBIMU MPOSIBICHUSAMY HAPYIIEHUN COeau-
HUTENbHON TKaHH, IPOXKUBAIOIINX B SIKyTHH.
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MaTepﬂaJ’lbl U METOAbI

Tabmuua 1 — Jlu3aitn uccieaoBaHus

JTanbl HccaeI0BaHU MarepuaJibl 1 METOIbI O0mmuii 00beM Hccie0BaHUS
I sTan. OcMOTp 1 BEHISIBICHHE Ha- Omnpenenenne GEHOTUITNIECKIX 524 nereii 6e3 a/ICT;
pymenuit CT y neteit Hapymenuil. OrieHka THIepMo- 1266 nmereit ¢ BICT

OUIIBHOCTH CYCTaBOB M aHTPOIIOMeE-
TPUYECKHE MCCIICIOBAHMSI.

II aTan. ®opmupoBaHue rpymn OKT, 9XO-KI, ¥3U cepaua, Y31 | 895 nereit u moapocTkoB B Bo3pac-
uccienoBanusl. KNMHUKO-UHCTPY- | OPIOLIHOM MOJOCTH U MOYEK, PEHT- Te oT 8 10 17 jet.
MEHTaJIbHbIC, (PYHKIIHOHAIIbHBIE, TeH.

uccnenoBanus aereit ¢ HJJCT

Criextpodoromepust u razo- 105 nereii.
Basi Xxpomarorpadusi ¢ Macc-
cnexkrpomerpueil. buoxumuueckuit
aHaJM3 KPOBHU, CPAaBHUTEIHHBIH
aHaJM3 CBOOOIHOTO M CBSI3aHHOTO
OKCHIIPOJIHA B MOY€ y JIeTeH, a
TAKOKe aHAJIN3 AMHHOKHCIIOTHOTO
npodUIIS MOYH ISl OLIEHKH MeTa-

OOITIYEeCKNX HapyIIeHUH

HccnenoBanue MpOBOAMIOCH B COOTBETCTBUM C 3THUECKMMHU CTAHAAPTaMHM, YCTAHOBJICHHBIMU
XenbpcuHkckol nexinapanueit (1969 r.) u ee 6omee mo3maumu mompaskamu (2013 ). [IpoTtokor uc-
cieoBaHus ObUT 0T0OPEH STHYECKUM KOMUTETOM MeaunuHckoro nHetutyta @TAOY BO «Ceepo-
Bocrounsii penepanbhbiii yansepcuter umenn M.K. Ammocosay (1. SIkyTck, Pocensi, nporokos Ne 7
ot 12.05.2022). [lepen BKIFOUYCHHEM B MCCIEIOBaHUE OBLIO MOTYYCHO HHPOPMUPOBAHHOE COTTIacHe
ponuTesnel (MM 3aKOHHBIX TpejcTaBuTeneil). Beero Ha nepBom sTamne mccienoBanust ObLIo obcie-
JoBaHo 1790 netelt u moapocTKOB B Bo3pacTe oT § 1o 17 net. MccnenoBanne npoBOAUIOCE B MyHH-
LUIIAIBHBIX 00Ie00pa30BaTeIbHBIX OIOPKETHBIX YUpeKAeHHUAX ropona Skyrcka. beiio nmposeneHo
omnpezenenue GeHoTunuuecknx Hapymenunii y gereid ¢ HICT npu pa3inndHBIX CTENEHSX TSXKECTH T10
obmenpuHATEIM MeTomaM T. MukoBcka-luMuTpoBoit 1 B Monudukammu Adbakymosoii T.H. (2006)
n kpurepusim . beliTona juis oueHku runepMoOmibHOCTH cycraBoB. Onpenenenne crenenn HACT
MIPOBOIMIIOCH Y Ka)K/JJOTO AllMEeHTa M0 cyMMe 0aJlIoB, MOJTyYeHHBIX MpH oneHKe Gpenorumna. [Tpu nep-
BO# (JIETKO#) CTENeHH MUCIIa3uu cymMma OaisioB cocrasisier 0-12, mpu BTOpoit (cpenneit) — 13-23
Oasuta, MpU TPEThEH CTENEeHN ANCIUIA3HH COSIMHUTENILHOM TKaH! (BBIpaKeHHON) cyMMa 0ajlioB paB-
Ha 24 u 6onee. [To pe3yabraraMm MacuITaOHOTO HCCIIeNOBaHMs ObUTH C(HOPMUPOBAHBI TPYIIIBI IETeH
noapoctkoB ¢ HIACT u 6e3 JICT mis mocneayromnero yniyoieHHOro 00Cie[oBaHus B COOTBETCTBUU
¢ KpuTepusMHu orbopa. Beem neTsM MpoBOAMINCH AHTPOIOMETPUUECKNE UCCIEIOBAHUS C OLIEHKOU
(hu3MUECKOro pa3BUTHSI.

CocTosiHHE 3I0POBBSI TIOJIPOCTKOB OIIEHUBAJIH 10 TAHHBIM MEIUIIMHCKON KapThl (popma 026). Om-
6op npob6 y nayuenmos ¢ n/{[CT

JIyist aMHHOKHMCIIOTHOTO aHallu3a OTOMpaach YTPEHHSIs, CPEAHsIS TOPIHS MOYH HCCIIETOBAHHBIX
nanueHToB. st cOopa MOYM MCIIOIB30BaM CTEPHIIBHBIE BaKyyMHBIE TIPOOMPKH O3 HAMOIHUTENS
MunuMen oobemom 9 mit (MuruMen, Poccust). [lonyueHHbie 00pa3iisl MOYH TIEPE aHAIU30M IIPO-
MyCKaJIM uepe3 OyMakHbIH (UIBTP. AHANIN3 aMHHOKHCIIOT Moun: anaHuH (Ala), acmaparun (Asn),
acraprar (Asp), miyramar (Glu), mmmuun (Gly), uzoneiiuun (Ile), neitunn (Leu), nmuzun (Lys), me-
tuoHnH (Meth), opautnn (Orn), genunananun (Phe), nponun (Pro), cepun (Ser), Tpeonun (Thr),
tpuntodana (Trp), Banuna (Val), 2-aMHHOMANIOHOBAsI KUCIOTA, 5-OKCHITPOJIHMH, THIPOKCUIIPOJIHH,
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L-5-runpokcurpunrtodan, ruppoxcutpuntodad, THpo3uH, HopiaeWnuH, nucreuH (Cys), OpHUTHH
(Orn) ompenensiy ¢ ITOMOIIBIO Ta30KUAKOCTHOM XpoMaTorpaduu ¢ macc-criekrpomerpueit (I'X-MC)
Agilent 7820/5975 (Agilent technologies, CIIIA) [15].

Cmamucmuueckas obpadbomka. B Tabnuuax mpeacTaBieHbl CpeHUE JTaHHBIE U3 TPEX aHAJIUTH-
YEeCKUX TIOBTOPOB M UX CTaHAApTHBIE OTKIoHEHUS (£ SD). CratncTHdeckyio 06paboTKy SKCIIepUMEH-
TaJbHBIX JIAHHBIX MPOBOJIMIIH C TIOMOILBIO [TAKETa CTaTUCTHYECKOT0 aHann3a B cpejie Microsoft Office
Excel 2017. JIns cpaBHEHHs TPYII MCIIONB30BaIN KpuTepnii MaHHa—YHUTHH. [|0CTOBEPHBIME CUH-
Tanuch paznuuus npu ypoHe (p<0.05).DakTopHBINM U KOPPEISIIIMOHHBIA aHATU3 KOJIWYECTBEHHOTO
Marepuaa c onpeneiaeHueM kodpduuuenta [Inpcona (r) mpoBOAWIN C TIOMOILIBIO MTAKETA MPOTrPaMM
SPSS, Bepcus 22. CTaruCTUYECKYI0 00padOTKy Ipoduiicii aMUHOKHCIIOT (TEIIoBasi KapTa), a TAaKKe
METO/IOM IVIaBHBIX KOMITOHCHTOB M KJIACTEPHBIH MEPXUUYCCKUN aHaJIN3 KOPPEJSIMOHHON CBS3U Oblia
MIpoBesieHa ¢ ToMoIIbI0 pecypca MetaboAnalyst (www.metaboanalyst.ca) (o cocTostHHIO Ha 8 MO
2024 ).

Pe3yabTarsl U 00Cy:KIEHUS

B pesysibrare KOMIUIEKCHOTO HCClieoBaHus (PEHOTUITMYECKUX HAPYLICHUH COeANHUTENILHOM TKa-
HU y AeTell ObUT BBISBJIEH BBICOKHMIT ypoBeHb pactipocTpanénnoct HJCT. Hapymienust Boipaskainch
(heHOTUIIMYECKUMH MTPU3HAKAMH JIETKOM M CPEAHEH TSXKECTH 1 CONPOBOXKIAINCH HAPYIICHNEM (YHK-
LIMOHAJILHOM JIESITEIbHOCTH Pa3JIMuHbIX OPraHOB M CHCTeM opraHusma. [IpoBeneHHBINH (haKTOpPHBIH
aHaIn3 BRIABHII, 9TO cpenu 1266 obcnenoBannbix Aereit ¢ HICT Hanbornee BrIpaKeHHBIC (PEHOTHITH-
YCCKUC HAPYUICHUA 6BIJ'II/I B BUJIC KI/I(1)03a M CKOJIM03a. bruio YCTaHOBJICHA BbIpAXKCHHAA CTaTUCTHYC-
CKasl B3aUMOCBSI3b MEX/ly HEKOTOPBIMHU (DeHOTUIIMYECKUMH HAPYIICHUSMH 1 TIOBBIIIEHHBIM COJepIKa-
HHUEM OTACJIBHBIX aMHHOKHCJIOT B MOYC.

Hawubornee pacripocTpaHeHHBIMH ()EHOTHUIIMYECKUMH ITPU3HAKAMHU 00CIIEIOBAHHBIX TPYIII JETCH
¢ #/ICT sBIsI0TCSA KOCTHO-CYCTaBHBIE MPOSIBICHUS: 1u1ockocTomnue (54.3 %), rTunepMoOMILHOCTD Cy-
ctaBoB (44.6 %) u canpaneBuaHas menb (40.2 %). BeisiBneHa 3akOHOMEPHOCTB: YeM BBIpaKCHHEE
crenerb Hapymenust CT y nereit (2-3 crenens HACT), Tem varme BoisgBisitorcst ckonuo3 (Ha 10.9 %
yamie, 4yem y aeteii ¢ | crenensto HICT) u acteHndeckuil Tun tenocnoxenus (Ha 25.5 % yarie, yem
y nereii ¢ 1 crenensto HACT) n 3ybouentocTHble HapymieHus. [lomydeHHbIe pe3ynbTaTsl, XOPOIIO CO-
IVIACYIOTCS C PE3YNIBTaTaMHU, MOMYIEHHBIMU YIIIHUIKUM U JP., OTMETHBIINX, YTO YACTHIMU (PEHOTHITH-
yeckumu npusHakamu JICT, mposiBsiionuMucs B 3yOOUENIIOCTHON CUCTEME, SIBISIIOTCS TUC(YHKIUH
BHCOYHO-HI)KHEUEITIOCTHOTO CyCTaBa, AaHOMAJINHU TIOJIOKEHHS 3y0OB 1 MPUKPEIUICHNS y3JeUeK SI3bIKa
u ry0, 3ybouentocTHble anomanuu [16].

B pesynbrare ocMoTpa eTH ObUTH pa3zieeHbl Ha TPYIIbL: | — BOILIN MPaKTHYECKH 30POBBIC AETH
(29.27 %) u I — netu ¢ napymenusimu CT pasznoii crenienu (70.72 %). Cpenu gereit II rpymnmsr BbI-
nenensl netu ¢ HACT c nerkoii creneHpro BepaxkeHHoCTH — 50 % nmeteii (1 cTeneHs), U IETH €O Cpe-
Hell u Tshkenoi crenenpio BeipakeHHOCTH HICT (2-3 cremens) — 20.72 % (0T CyMMBI OCMOTPEHHBIX
Beex aereit n=1790). HyxHo ormMeTHTh, uT0o BHYTpH Il rpymnmel nerkas crenens BoipaskenHoctH HACT
(1 crenenp) ObUTa TUarHOCTHpOBaHa y OompmHCTBA fMeTei (70.69 %), uem 2-3 cTeneHp BEIpakeHHO-
ctu HICT (29.30 %). Pe3ynbrarsl mokaseiBaroT, 4To 1 crenens BeipakeHHOoCcTH HJCT XapakTtepHa 1ist
MasBIKOB (59 %), 6onee Beipaxenusie HapymeHus CT (2-3 crenens v/{CT) ObuTH XapaKTepHBI IS
neBouek (52 %). Ha ocHOBaHMH TPOBEICHHBIX HCCIEAOBaHUN, ObUT onpeneneH cpeaanii 6amn ACT,
tak y | rpynmner nereit cpennuit 6ayut ICT He npesbimian 7.3 6amios, a 'y geret u3 Il rpymms ¢ 1-oi
crenienbio BeipaxkeHHOCTH HIACT cpemnnit 6amn JICT coctamn 20.6+2.1, co 2-3 cTeneHbI0 BBIPayKeH-
voctu HJICT 3TOT mokasaresib ObUI CaMbIM BBICOKHM CPEIH BCEX OOCIICAYEMBbIX IPYIIT U COCTaBHII
28.6+2.4. [Ipu omeHKe pocTa U Beca y JETeH, Mbl O0HApYXmiIH, 4To y aereil Il rpymmer ormevacs
Oonee BbicOkHi pocT, 4eM y I rpynmsl. Tak, y I rpynmsr aereit (2-3 crenens BoipaxenHoct HCT)
cpenuuii poct cocraBun 159.6+10.9, uto nmpaktudecku Ha 10 cM BbiIe, yeM y aeteit I rpynmer. [Tpu
OIICHKE Beca 00CIIeIOBaHHBIX ETeH, TeHACHINS TPOTHBONONIOKHAS, ¥ | Tpymnmsl AeTeit cpeaHuii Bec
OBUT IOCTOBEPHO BBIIIE, YeM y jieTeit u3 11 rpymnsl.
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B pesynsrare npoenennoro OKI' y 06cie0BaHHBIX TPy JETEi BBISBICHO, YTO CHHYCOBA apUT-
MWL, HETIOJTHAs! OJIOKa/1a MPaBoOi HOXKKY ITyuka ['Mca M CHHIPOM paHHEH PenoisIpu3aIiiy JKeITyT10IKOB
SIBJISIFOTCSI JIOMMHUPYIOIIUMH OTKJIIOHEHHSIMU B (DYHKIIMOHUPOBAHUHU CEepJIla y JAETel ¢ HapyIICHUSIMHU
CT.

B pesynbrare mpoBeneHHBIX (DyHKIIMOHAIBHBIX HCCIeI0BaHuUil neTeil ¢ HapymeHnsaMu CT BBIABICH
psiz XapakTepHbIX ocobeHHOCTel: y nereit ¢ sterkoii crenenbto HACT (1 creneHs) B maToaornyeckuit
nporiecc B OompmuHCTBE (78.8 %) cirydaeB ObUIa BOBICUCHA OJHA CHCTEMa (CEpIEYHO-COCYIHCTAs
cucrema). Y OonbrmmHcTBa Jeteit (67.8 %) ¢ BeipaxxenHbM HapyuieHueM CT (2-3 crenens HACT)
3apernCTPUPOBAHBI XPOHWYECKHE 3a00IeBaHNs C BOBICYEHUEM 3-X U 0ojee cucTeM (CepaedHO-Co-
CYIHUCTasl, ICHTPAIbHO-HEPBHAS, KEIYIOYHO-KHUIIICUYHAs ¥ KOCTHO-CYCTaBHast cUcTeMbl). HeoOxomu-
MO OTMETHTh, YTO HCIIOJIH30BAHHE OOJIBIIETO KOJMYECTBA MPU3HAKOB, CBA3AHHBIX C OCOOCHHOCTSIMH
CTpoeHUsI ¥ (PyHKIIMOHUPOBAHHS BHYTPEHHUX OPIaHOB M CHUCTEM, MO3BOJIMIIO OOJIee TOYHO U ITOJTHO
nposecty quarHoctuky HCT y oOcnenoBaHHBIX JeTeil, 4To MOTPpeOOBaIo OOIBIINX BPEMEHHBIX 3a-
Tpar M oxBara OOJIBIION BEIOOPKH JCTEH.

[TonyueHHbIE TaHHBIE CBUIETEIBCTBYIOT O TOM, 4TO AeTH ¢ Heauddepenunpoannoii ICT xapax-
TEPU3YIOTCSI CYIIECTBEHHO OTIIMYAIOIIUMCS aMUHOKHUCIOTHBIM CIIEKTPOM B MOYE IO CPaBHEHUIO CO
30POBBIMH JIETBMHU U3 KOHTPOJIBHON IPyNIbl. B yacTHOCTH, cpe aMHHOKHCIIOT, COAEPIKaINXCs B
CBOOO/IHOM (hopMe B MOU€E Y JeTeH IKCIIepUMEHTAILHOM TPYIIIbI JOCTOBEPHO BBIIIE OBUTH COJepKa-
uus Ser, Thr u 5-oxcunponuna (p<0.05). ['HApOKCHIIPOINH B MOYE y 3IOPOBEIX AETEi OTCYTCTBOBAIL.
B pa6ore Paxmatymuinnoit 3.A. [10] ycTaHOBIEHO 3HAYUTEIHHOE MTOBBIIICHUE B CBIBOPOTKE KPOBH CO-
Jiep>KaHHsl OKCHITPOJIMHA Y IeTel ¢ XpOHUYECKUMH 3200JICBAHUSMH JKEITYI0YHO-KUIIICYHOTO TPAKTa 1
OpraHOB MOUYEBOW CHCTEMBI Ha (oHe cuHapoMa HapymieHns CT B mepros BRIPaKCHHBIX MPOSBICHUN
JIICIUIACTHKO3aBUCHMOH I1aTOJIOTMU BHYTPEHHUX OpraHoB. [Ipu 3TOM cyTo4Hast SKCKpPELHsl OKCHITPO-
JIMHA C MOYOH TOBBIIIANACH, & YPOBEHb KEPAaTaHCYIb()ATOB B MOYE PE3KO CHIIKAJICS HE3aBUCHMO OT
TOTO, B KaKO# cucteme opranusma npeoonananu usmenenus [10]. [lo nannem T.U. Kanypunoit [17],
TIOBBIIIICHUE KOJINYECTBA OKCHIIPOJIMHA B CyTOYHOW MOUYE KOPPEIUPYET C TSHKECTHIO AUCIUIA3UH CO-
e}IHHHTeHBHOi/'I TKaHU Y MMOBBIMICHHBIM COACPKAHUEM APYTUX aMUHOKUCIIOT B KPOBU — T'MAPOKCUIIPO-
JIMHA, JIM3WHA, ITPOJIMHA. B Hamem ncciietoBaHuN MOBBIIIEHHAs! SKCKPELUS ¢ MOYOH CBOOOIHOTO OK-
CHUIIPOJIMHA MPSMO KOPPEIHPYET C HOBBIICHHBIM COAEPKAHUEM CEpUHA U TpeoHHHa B Moue (r=0.72;
p<0.05).

Hpyroii, He MEHee BayKHBIH, OFOIIOTHIeCKI MapKep HapyIICHISI COSTMHUTEIHHOMN TKaHH SBIISCTCS
THJIPOKCHUIIPOJIMH, COCTABIISIOIINI HeOObIyI0 9acTh (12-14 %) aMUHOKHMCIOTHBIX OCTAaTKOB KOJLIa-
reHa. [Ipu ero onpezneneHun ciieyeT yuuThIBaTh, YTO OH TaKkKe BXOAUT B coctaB Cl-cyOkoMnoHeHTa
KOMITJIEMEHTA, TIpOoTNenTH 1a nmpokoareHa (5 % ot o01ero coctaBa aMMHOKHCIIOT), B MEHBIIIEM KOJTH-
YECTBE COJACPKUTCSA B JIACTUHE U alleTUIXOIUHICTEPA3e, UTO, B M3BECTHOM CTENIEHH, MOXKET UCKaXaTh
MOJTydaeMble Pe3ynbTaThl. TeM He MeHee, IPH 000CTPEHUH TacTPOAYOICHNUTA W SI3BEHHOW OONIe3HH
JIBCHAILIATUTIEPCTHOM KUIIKK y JIeTel HaOIoaaeTcs 3HaYNTEIbHBIA POCT YPOBHS (hpakLUi THAPOK-
CHUTIPOJITHA B MOYe, IIPUYEeM HaWOOIBIINIA — MpH s3BeHHOU Oone3nn [10]. B Hamem uccrienoBanun
aHaJIu3 (bpaKHI/Iﬁ )IaHHOﬁ AMHWHOKHCJIOTHI ITIOKa3aJl HAJIMYHUEC B MOYC CBO60}1HOI‘O TUAPOKCUIIPOJINHA B
9KCTIEPUMEHTAILHON TPYyIIe JeTeH, Takke JaHHas aMHHOKHCIIOTa OOHApyXHUBAIach B OEIKax MOYH
— 0.2 Mxr/mn. Hanndue B CyTOuHOH MOUY€ THAPOKCHUIIPOIMHA, CBUAETEILCTBYET O HAPYILICHUU ANHA-
MHUYECKOTO PaBHOBECHSI MEXK/1y JECTPYKIMEH 1 OMOCHHTE30M KOJUIareHa B CTOPOHY OTHOCHUTEIBEHOTO
MIPEBAIMPOBAHNS MPOLIECCOB €T0 JIETPATALNK y MAIMEHTOB ¢ ANUCIUIA3HeH COCTMHNUTEIBHON TKaHU.
B Hamiem uccienoBanuu, TMAMPYIOLIEE MECTO B CTPYKTYpE HapyUIEHUH MUILEBAPUTEIBHOIO TPAKTA
y JeTell HKCIIepUMEHTAIBHON TPYIbl NPUHAIICKUAT U3MEHEHHSIM CO CTOPOHBI JKEIYHOTO ITy3BIpS.
B pamkax mpoBEIECHHOIO MCCICIOBaHUs, ObLIO BBIIBICHO, 4TO y OonbiimHCTBA (84 %) mereil skc-
MIEpUMEHTAIBHON TPyIITBl 00HApY)KEHA TMCKHHE3MS KETUEBBIBOSIIUX ITyTeH, Y OONBIINHCTBA AeTeH
JTAaHHOH I'PYMIIBI IPUCYTCTBOBAA Ae(hOPMAIIHS KETIHOTO ITy3bIPs, YITIOTHEHHE CTEHOK JKEITIHOTO ITy-
3bIpst ObLIO y 9 neteit, uto coctapisiet 23.7 %, y TpOUX JIETeH KEITUHBIH My3bIph S-00pa3Hoil (HhOpMBL.
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[ToBslmenun ypoBHs ruapokcunponnta y aereit ¢ JICT B HacTosIeM HCCIeI0BaHUM, COOTBET-
CTBYIOT W BIIOJHE COTIIACYIOTCs ¢ Ooiee paHHMM AaHHBIM Vargason et al. (2018) [18]. Kpome Toro,
JIPYroe MCCIIeI0BaHNE TAK)Ke BBISIBUJIO MOBBIIICHHBIN YPOBEHb TMJIPOKCUIIPOIMHA B MOYE Y JETei C
JCT no cpaBHEHHIO C 00BIYHO Pa3BUBAIOLICHCS KOHTPOJILHOM Ipyninoi [19]. YuuTsiBast cBsI3b Mk Ty
YPOBHEM THUAPOKCHUIIPOIMHA U TOBPEXKICHNEM KOJIAareHa, MOJKHO MPEANONI0KHUTh HAPYIIEHHE METa-
OonM3Ma KoJulareHa y skcrepuMeHTaibHo rpyms gereid ¢ JICT.

I'X-MC anann3 aMHHOKHCIIOTHOTO COCTaBa B O€IKaX MOYH BBISBHJI NPUCYTCTBHE 23 MHIUBUIY-
QJIBHBIX KOMIIOHEHTOB Yy JIeTel U3 KOHTPOJIBHOW IPyIbl U 24 KOMIIOHEHTOB — SKCIIEPUMEHTAIILHOM.
AOcomoTHOE cofiep kaHKe CBSI3aHHBIX aMUHOKHUCIIOT OBLJI0 B 2.7 pa3a BBIIIE Y IeTei SKCIIepUMEHTAb-
HOM TPYIIIBI 0 CPaBHEHHUIO ¢ KOHTposbHOH (p<0.05). Hanbomnee BEICOKMMHE MTOKa3aTeNIsIMU OBIITH Ser,
Asp, Gly u Leu, conepxanue KOTOpbIX B Moue mpeBbiano 3 MKr/mi (p<0.05). CpaBHUTENIBHBIH aHa-
JIM3 MOKa3aJl, 4TO y JeTeil SKCIIEPUMEHTAIBHON IPYMIIB COAEPKaHNE B MOYE CBA3aHHOTO Asp ObLIO
BhI-ie B 3.3 pasa (p<0.05), Ser — B 3 paza (p<0.05).

VY nereit ¢ HemudpepenmmpoBanHoit JJCT B yTpeHHEH MOPITUI MOYH TTOKA3aTeIH YKCKPEITUH aHa-
JIM3UPYEMBIX aMHUHOKHUCIIOT ObUIM JIocToBepHO Bhiie (p<0.05), uem B rpyIre cCpaBHEHUs, 4TO elle
pas3 MoJuepKUBAcET O TIEPEHACHINICHNE MOYH PA3IMYHBIMU CyOCTaHIIMSAMHU 1, KaK CIIC/ICTBHE, HAININE
JTAaHHOM ITaTOJIOTUH.

Hamu Taroke ObUT NMPOBEJECH aHAJIM3 IMUILEBOIO palMoHa HCCIEeTyeMbIX IPYyIIl. BolbHIMHCTBO
(80 %) nmeteit SKCTIEPUMEHTAIBHOI TPYMITBI YaCTO yMOTPEOSUTH B MHUILY MPOCTHIC YIICBO/BI, TOTAA
Kak JICTH KOHTPOJILHOM TPYIIIbI 4YacTO MPUHUMAIHM MOJIOYHBIE MTPOAYKTHl. AMUHOKHCIOTHBIH aHAJIN3
MOYH TI0Ka3aj, YTO J€TH, Y KOTOPBIX B PAI[IOHE IUTAHUS OBUIM MOJOYHBIE TIPOAYKTHI, SKCKPEIHS C
MOYOH psila aAMUHOKHUCIIOT (acrapariHoBasi KHCJIO0Ta, IIIyTaMUHOBast kuciota, Ala, Gly, Val, Leu, Ser,
Thr Gbuta OTHOCHTENBHO HIKE TAKOBOW Yy JIeTeH, HE MPUHUMABIIUX 3TH HPOAYKTHL. BO3MOXHO 3TO
CBSI3aHO C TE€M, YTO BXOAAIINE B COCTaB MOJIOYHBIX IPOAYKTOB Pa3INYHbIE MUKPOIIEMEHTHI M BUTA-
MUHBI YJTyUIal0T MPOLECC YCBOCHUS YKa3aHHBIX aMUHOKHCIIOT OPraHU3MOM.

Banun siBnsieTcs aMHHOKHCIIOTOM, KOTOpast OTBEUYAET 3a SHEPTHIO B KJIETKAX MBIIII, OH BIMSET Ha
YPOBEHb CEPOTOHHMHA B OpraHu3Me. HemocraTok BasimHa B OpraHu3Me BEJET K PacCTPOMCTBY KOOPIH-
HalWu JBW)KEHUH, runepecre3uu [20].

HexkoTtopsle uccaen0Banus MOATBEPKIAOT, YTO MPU HEOCTATKE N30JICHIIHA B OpraHu3Me peOeH-
Ka TepsieTcsl MbIIIeYHasi Macca, HapylalTcs (yHKIUH TTOYeK U IUTOBHIHOM skese3bl. C MoMoLIbio
MHCTPYMEHTAJIBHOTO HCCIIEOBAHMS OPraHOB MOUEBBIACIUTENILHON CHCTEMBI Y 26 % meTeil skcrepu-
MEHTaJILHON I'PYIIIBI OBLIO BBISIBICHO YIUIOTHEHUE CTEHOK YallleYHO-JIOXaHOYHOW CUCTEMBI U Y TPOUX
JieTe OCTaBJIeH JUarHo3 AucMeTadonyeckast Heporarus, B TOKE BpeMsl CoAepKaHne U30iIeHnHa
B Moue B 4.3 pasa MpeBbIIan0 aHAIOTUYHBIC TTOKAa3aTelld B KOHTPOIbHOHU Tpymie aerei (p<0.05).

['muumH, HapsIy ¢ yyacTHEM BO MHOTHX METa0OJIMYECKUX ITPOLIECCax, UIPAeT 3aMETHYIO POJIb IIPH
obpazosanmnu CT, u ero neuImT MoxeT ObITh MpUIHHON HapymeHus cTpykTypsl CT. M3BecTHO, 9TO
OH TOJIOKUTETIHHO BIMSIET Ha JACSITENbHOCTh HEPBHOM cucTeMsl. [Ipu HeocTaTke IMIHIMHA MOSABISIETCS
Ppa3IpakuTeIbHOCTh, HEOOOCHOBAHHAS TPEBOTI'a, MOBHIIIICHHAs BO30yanMocTh. ConepskaHne JaHHON
AMHHOKHUCIIOTHI B COCTAaBE CBSI3aHHBIX aMHHOKHCJIOT B OelkaX MO4YHM MpeBblIaia B 3.6 pa3a y aereit
9KCTIEPUMEHTAIIBHOM TPYIIIBI 110 CPABHEHHIO ¢ KOHTpONbHOM rpymnmoi (p<0.05). B cocrase cBobon-
HBIX aMHHOKHCIIOT B Mode naHHoe coenuHenue (Gly) mocToBepHO HE paszauyanoch MEXIY IBYMS
HCCIIelyeMbIMU TPYIIIaMu.

B pabore Mockairok ¢ COaBT. IPH HCCIEJOBAaHUN METadO0NIM3Ma aMHHOKHCIIOT B KPOBH M MOYE
y 81 nerett ¢ JICT Obuto BhLsiBIICHO, uTo y 73 meteid (90.1 + 3.3 %) u3MEHEHHS COJCPIKAHUS TIPO-
JIMHA, KOTOPBIN TaKXe, KaK U TUAPOKCUIIPOJIMH BXOJUT B COCTaB KoJlareHa v aactuHa [21]. B Ha-
IIeM MCCIE0BAaHHUH, COJCp KaHNe MPOJIMHA JIOCTOBEPHO OBIIO BBIIIE Y SKCICPUMEHTAIBHON TPYIIIBI
nereit ¢ JICT no cpaBHEHHUIO C KOHTPOJIBHOW TPYINITION, YTO OTpakaeT HapyIIeHHE UX MeTaboin3Ma B
CTPYKTYPHBIX KOMIIOHEHTaX COEIUHHUTEIBHON TKAaHH, YTO MPUBOAWIO K HAPYIIEHUIO €€ CTPOCHHS U
byHKIMHA.
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AHanu3 aMHHOKHCIIOT B MOY€ MO3BOJISET OLIEHUTh UX Ka4eCTBEHHBIN U KOJIMUECTBEHHBII COCTaB,
MOIYYUTh WHPOPMALUIO 00 MMEIoIeMcsl AncOanaHce, YTO MOXKET CBHUAETEILCTBOBATH O MHUIIEBBIX
U MeTa0O0JIMYECKUX HAapyLICHUSX, JISKAIUX B OCHOBE OOJIBIIOTO Yucia 3a00JIeBaHUi, B TOM YUCIe
HapyuieHuii cBsizanHblx ¢ CT. Crnenyer OTMETUTh, YTO B MOYE CHI)KEHUE KOJMYECTBA TOW MM MHOM
AMHMHOKHCIJIOTBI IPOMCXOJNT PAHBIIIE, UEM B IUIA3ME KPOBH. Y UNTHIBAS 3TH 0OCTOSTEIBCTBA U IOCTYII-
HOCTb HCXOJHOTO OMoMarepuaia, Onpe/ieieHue aMUHOKUCIIOT B MOUE MOXKET OBITh PEKOMEHI0BAHO
JUTS OTIGHKW paHHUX M3MECHEHUH B opranu3Me u s yrouneHus aquarHosza H{CT y gereit.

[TonyuenHsii HAOOP AaHHBIX ObLT 0OPaOOTaH METOAOM aHajIM3a INIaBHBIX KoMmIloHeHTOB (PCA).
BruiBneno, uTo noiyueHHble JaHHbIE 10 creniend Hapymenuid HICT kiacTepu3oBauch TaKUM 00-
pa3oM, 4TO KOHTPOJIbHASA TpyIna aeTel u aetu ¢ jgerkoit crenensio HACT (1-o0i cTenenpro) Crpymnmnm-
POBAJIMCh BMECTE M OT/ICIIEHO KJIACTEPU30BAJIKCh JICTH CO cpenHel u Tsukenol creneHbio HJCT (2-3
crerieds HJICT). Heo6x0amMMo OTMETHTB, UTO MIPH UCCIICIOBAHUN CBOOOIHBIX aMHHOKHCIIOT B MOYE U
CBSI3aHHBIX AMUHOKHCIIOT B O€JIKaX MOYH CIPYIIUPOBAIHNCH B pa3HbIe 00JacTH TpaduKa IUTOB, ITO
CBUJICTEIBCTBYET O CYIIECTBEHHBIX PAa3IM4Mi B MPO(QIIIC aMUHOKUCIIOT B 3aBUCUMOCTH OT CTETICHH
Hapymennii CT MeXITy UCCIIeZIOBAHHBIMY TPYIIIaMu JieTeil. B 11e10M, MeTo/ TI1aBHBIX KOMIIOHEHTOB
TIOKa3aJl, YTO 4eM BbIlIe crenens Hapymenus CT y nereif, Tem oHu OyayT Ha rpadUKe IIUTOB AajIbIIe
TPYNITUPOBATECS OT KOHTPOJIBHON IpymIiel B Onmke co cpeaneit crenensio HJCT, uTo ykaspiBaeT Ha
CYILIECTBEHHbIE OTJIMYHUS B 3TUX IpyIHax.

[IpoBeneHHbIN KOPPETILUUOHHBIN aHaIN3 110 [TupcoHy BBISIBUII HAJIMYUE B3aUMOCBSI3H MEKIY Cpell-
Heil u Tsoxenoit crenensto HCT (2-3 crenenp) ¢ HapylIeHUsIMU Ta-KMMH Kak kudo3 (r=0.73), cko-
mo3 (r=0.79), ¢ 3aboneBanusimu CCC (1=0.72), 5-oxcunpomun (r=0.63), rugpoxcunponun (1=0.81),
THIEePMOOMIBHOCTE CcycTaBoB (1=0.56), oTKpbIToe oBajbHOE OKHO (r=0.61), KuneBHUAHAs TpyaHas
kierka (r=0.59). Mbl nonaraem, 4To Bce 3TO CBUJICTEIBCTBYET O CHCTEMHOW XapakTepe MOpaKeHUH
Pa3IUYHBIX OPTaHOB U CUCTEM IIPH BPOXKICHHON KOJUTAT€HOIATHH.

3akJ04ueHne.

V3ydeHne TOBBIMIEHHOTO BBIACICHNS PA3IMYHBIX aMHHOKHCIOT C MOYOH y JIETEH ¢ CHHIPOMOM
Heaudpepenuuposannas JACT MoxeT BHECTH BKJIaJ B IOHUMAHUE MEXaHW3MOB HapyILIEHHS CHHTE3a
OeNKOB B pe3ynbTaTe OTCYTCTBHS (MJIM HEJOCTATKA) KAaKUX-TMOO aMHHOKHCIIOT B PallMOHE MUTAHMS.
C nomotpio (hU3NKO-XMMHUIECKOTO METO/Ia UCCIISOBAHMS (XPOMAaTO-MacC-CIIeKTPOMETPHsI) OBLTH BBI-
SIBJICHBI 3HAYMTEJILHbIE N3MEHEHNUS] B OOMEHE BEIIECTB y JAETeH SIKyTCKOM STHHYeCKol rpymsl. [Tokasa-
HO, YTO M3MEHEHN JTaA0OPATOPHBIX ITOKA3aTeIIel HEPEAKO BRISIBISIFOTCSI HA TIOKITMHIYECKNX CTAANSIX pas-
BuTHA JICT 1 MOTYT CITy’KUTh MapKepaMu AJIsl paHHEH THarHOCTUKY MaTOJIOTHYECKUX COCTOSTHUM AeTeH.
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