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AHHOTauyuA. Llenb - n3yyeHune ypoBHA aMUHOKUCIOT B MoYe Y fieTell ¢ HeauddepeHUnpoBaHHOW auncnnasmen
coefiMHuTeNbHOW TKaHW. MaTepuanbl u meTogbl. B nccnepgosaHme 6binv BktoueHbl 105 geTeit: 57 0OCHOBHOW rpynnbl
[eTel C cuHgpomoM HeauddepeHUMpPOBaHHON ANCMIA3MN COEANHUTENIbHOW TKaHW U 48 feTell KOHTPOJIbHOM FPyMbl.
OLeHKy YPOBHA aMUHOKMCIIOT B MOYe NPOBOAMAN C MOMOLLbIO Fra30BOI XpoMaTorpadum ¢ Macc-crnekTpoMeTpuYecKkum
netektopoMm Agilent GC 7820/MSD 5975. CTaTUCTUYECKUIA aHaNN3 BbIMOJSIHEH C MCMOJIb30BaHNEM Mporpammbl SPSS,
BepcuA 22. PesynbraTtbl. B pesynbtate npoBeeHHOro UccnefoBaHua y geTen C pa3HoW BblpaXeHHOCTbIO CMHAPOMA
OVCNNasnmn coelHNTENbHON TKaHW ObINIO BbIABIEHO NMOBbILIEHHOE COofleprKaHne OKCUMPOSINHA B COCTaBe CBOOOAHbIX
aMUHOKMCIOT 1 B COCTaBe CBA3aHHbIX aMUHOKMCIIOT B 6eNKax MOUM, UTO MOXET CBUAETENIbCTBOBATH O NULLEBbIX U Me-

TaboINUYECKUX HapyLleHNAX.
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OpoMa ANCNAa3numn COefUHUTENbHON TKaHW, NMTaHne, HexBaTKa BUTaMVHOB
Wndp cneuymanbHocTK: 3.3.3 MNaTtonornyeckas drsunonorus.
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BBEAEHUE

B nocnenHue rogbl ocobyto akTyanbHOCTb NprobpeTa-
0T NCCNIEA0BAHMS, CBA3aHHbIE C METAbONMUECKMUN HAPY-
LWeHMAMN coeguHnTenbHom TKaHu (CT), B YyacTHOCTU y fie-
Tel. Hambonbuwee konnuectso CT B opraHn3mMe YenoBeka
copepKaT KOCTU, CyXOXWUNA, CBA3KN U XPALLK, KOTopble
BbIMOJIHAIOT [MTAaBHbIM 06PA30M OMOPHO-ABUrATENIbHYIO
byHKUM0. Me3eHxrManbHoe NPoUCXOXAeHNE B YesloBe-
YeCkOM OpraHn3mMe UMEIDT KPOBb, KPOBEHOCHbIE COCYAb,
rnagKme MbilLbl U Pa3fnNyYHble KOMMOHEHTbI CTPYKTYP Op-
raHoB, a KJNETKUN N MEXKJIeTOYHble BeLeCcTBa COCTaBAT
CT, uto NpMAaeT NPOYHOCTb U S1ACTUYHOCTb [1].

Hncnnasma coeguHuTenbHom TkaHm (OCT) — 370 reHe-
TUYecKn oOyCcnoBsieHHas aHOManMA Pa3BUTUA ME3EHXN-
MaJSIbHOrO MaTPUKCA OPraHM3Ma, MPUBOAALLAA K CHUMXEHWIO
NPOYHOCTN COEAUNHUTENbHOW TKaHM OPraHOB 1 cucTeMm [2].
OCT — 3T0 nonureHHo Hacnefyemas aHoManvs obmeHa Be-
LLLeCTB, CYyTb KOTOPOW 3aK/oYaeTca B HapyLLeHUn Gopmmnpo-
BaHWA 1 co3peBaHua cTpykTyp CT opraHu3mMa BCneacTame
reHeTnyecKkn obycnoBneHHoro gedekta GepmeHTHbIX Cu-
cTeM [3], UTO NPUBOANT K Pa3BUTUIO AUCNIACTUYECKUX U3Me-
HeHWI TKaHel, BO3HVKHOBEHUIO 3a0051€BaHIA ONMOPHO-ABY-
raTeflbHOro annaparta 1 BHyTPeHHMX opraHos [1].

®opmbl ACT nprHATO pa3genaTtb Ha anddepeHLmpo-
BaHHble 1 HegnddepeHunpoBaHHble. K anddepeHumpo-

BaHHoM ¢popme ACT oTHOCAT cuHApombl MapdaHa, Inep-
ca - [laHno, CTuknepa, HecoBepLUEHHbI OCTeOreHes U Ap.
Mpu guddepeHyrporarHHoin ACT nmeeTtcs onpeaenex-
HbI reHHbIN fedeKT cMHTe3a KonnareHa. imeHHo konna-
reHoBble BOJIOKHa npupaatoT CT NpOYHOCTb 1 NO3BONAIOT
pacTarmBaTbCA, a dMacTUYeckne BOSIOKHa BO3BpaLlaloT
TKaHb B UCXOAHOE MOJIOXeHre nocsie ee pacTsaxeHus [1].
YCcTaHOBNEHO, YTO valle BCEro y feTen BCTpeyaloTca
HegnddepeHumpoBaHHble dopmbl ICT, 6onee Toro, ru-
nepmMo6unIbHOCTb CYCTaBOB Yallle BCEro BCTpevaeTca
B IETCKOM BO3pacTe, NPMYeM Ha LKOJIbHbI BO3pacT npu-
xoautca ot 8 o 39 %, a B uenom B nonynauum —y 20 %
n 6onee peten [4]. PacnpocTpaHeHHOCTb HegnddepeH-
umpoBaHHon ¢opmbl ACT TakKe 3aBUCUT OT BO3PacCTa,
nosia u STHAYECKOM NPUHAANEXHOCTM U CHUXKAETCA C BO3-
pacTom. [leBouKu, Kak npasuno, bonee runepmobunbHbI
yem MasibuyMKK, a AETU a31aTCKOIo NPOVCXOXAeHUA 6o-
nee runepmoOusibHbI YeM AeTr eBPOMNeouaHoN pachl [5].
OCT nmeeT nonureHHyto mynstudakTopHyto nprpogy [2].

Y MHOTMX 60JIbHbIX C CUHAPOMOM HeauddepeHUUpo-
BaHHow [ICT, B TOM uncne y feten C JaHHOW NnaToniorunen
OYeHb YaCTo OBHaPYKMBAETCA HAPYLUEHHbIV CUHTE3 BaX-
HelLero rmmMKonpoTenHa-KoslareHa, KOTopblii ABNAETCA
cocTaBnAoLen ocHoow CT opraH/3ma yenoeka. Hapyie-
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HMe CMHTe3a KonnareHa NpuBoanT K M3MEHEHUIO COAepKa-
HMA TaKNX aMUHOKUCIIOT, Kak OKCUMPOSIVH 1 TMAPOKCUNPO-
JIVH B Pa3fINYHbIX O1ONOrMYECKMX XKUAKOCTAX (CbIBOPOTKE
KPOBW, MOYe, eflyJOYHOM COKe, CUHOBMAsIbHOM »KNAKOCTN).

B npouecce ruapokcunmMpoBaHua NposnHa 1 M3nHa
B K/leTKe 06pa3yloTcs MPOmU3BOAHbIE aMUHOKUCIIOT — TU-
OPOKCUMPONINH 1 TMAPOKCUN3NH, KOTOPble NIPatoT Cy-
LLECTBEHHYIO POJb B PYHKLMOHANbHOM COCTOSAHMM OCHOB-
HbIX BHeKJeTouHbIx 6enkos CT. Mpn ACT gnHamnueckoe
paBHOBeCHEe aMUHOKUCIOT HapyLLAeTCsA, U 3MEHEeHNe Co-
JeprkaHunA oTAeNbHbIX aMUHOKUCIOT ABNAETCA cneunduny-
HbIM AJ19 JaHHOTO MNATONOMMYeCKOro COCTOAHMA.

Llenb — nccnenoBaHve cogepxaHua cBO6OAHbIX aMu-
HOKMC/IOT B MOY€ U CBA3AHHbIX aMUHOKUCNIOT B 6enKax
MOUM C MOMOLLbI0O XPOMATO-MaCC-CNEKTPOMETPUN Y fAe-
Tell AKYTCKOWN 3THUYECKON rpynrbl C CUHAPOMOM Heand-
depeHUnpPOoBaHHONM ANCNIA3UN COAMHUTENBHOW TKaHW,
NPOXMBAKLLNX B SIKCTPEMASIbHBIX KNMMaTUYECKUX YCO-
BMAX MHOMOJIETHEN MepP3/10Tbl.

MATEPUAJIbI U METO bl

WccnepoBaHme npoBefeHO B COOTBETCTBUM CO BCEMMU
3TNYECKUMIM CTaHZapTamMy 1 HopMaMm (XenbCUHKCKan ae-
Knapauus, 1969r., 2013 r.). JTokanbHbIM 6IOMeAULNHCKUM
3Tnyeckum Kommutetom OrAQY BO «CeBepo-BocTouHbIN
denepanbHbIi yHUBepcuTeT» (. AKyTCK, Poccus) ogobpeH
npotokon nccnegosanua ot 18.10.2017 N2 11 [6]. Mepen
BKJIlOUEHMEM JleTell B nccriefoBaHue Obli1o NoslyyeHo
NHGOPMMPOBaHHOE corflacue poguTtenen (MM 3aKoH-
HbIX NpeacTaBuTenei). Bcero gns nccnenoaHns G6binu
oTobpaHbl 105 feTen AKYTCKOW STHUYECKON rpynnbl, U3
KOTOpbIX 48 geTell COCTaBUIM KOHTPOJbHYIO rpynny, 57
peten ¢ cuHgpomom HeguddepeHuympoaHHon OCT - oc-
HOBHYI0 rpynny. Bo3pact geten Ha MOMeEHT nccnegosa-
HuA coctaBnan ot 10 go 17 net (cpepgHun Bo3pact - 13,75
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roga (12,05; 15,45) c pa3HOM cTeneHblo BbIPaXXeHHOCTN
OCT. Bepuoukauna cuHgpoma OCT nposogunachk npu
MOMOLLM OLIeHOYHbIX TabnuL, BKIOYaWNX GpeHoTUnu-
yeckune npusHaku [7]. CoctosaHme 300pOBbA NOAPOCTKOB
OoueHMBanNM MO AaHHbIM MeAULNHCKON KapTbl (opma
026). InA aMUHOKMCIIOTHOIO aHann3a oTompanacb yTpeH-
HAR, CPeaHAA NopLmMA MoUM naumeHToB. ina cbopa moum
NCMONb30BaN CTEPUSIbHbIE BaKyyMHble NPobupku 6e3
HanonHuTena o6vemom 9 mn (MnHnMeg, Poccus). lMo-
nyyeHHble 06pasLibl MOUN Mepes aHanM30oM NPonycKanu
yepes 6yMaXkHbIN GUnbTp. AHaNN3 aMUHOKUCSIOT MOYM:
anaHuH (Ala), acnaparuH (Asn), acnaprat (Asp), rnyTamat
(Glu), rnnuun (Gly), nzonenuw (lle), nefuuH (Leu), n3mH
(Lys), meTnoHuH (Meth), opHutuH (Orn), beHnnanaHmH
(Phe), nponun (Pro), cepuH (Ser), TpeoHuH (Thr), TpunTo-
¢daHna (Trp), BanuHa (Val), 2-ammHOManoHoBas KMUCOTa,
5-0KCUNPONUH, TMAPOKCMNPONVH, L-5-rugpokcutpunto-
daH, rmgpokcmTpuntTodaH, TUPO3NH, HOPENLWH, LNCTe-
nH (Cys), opHnTturH (Orn) onpegenAany € NOMOLLbIO ra3o-
XUAKOCTHOM XpomaTtorpadum ¢ Macc-cnekTpomeTpuei
(MTX-MC) Agilent 7820/5975 (Agilent technologies, CLLA).
OnpedesneHue co0ep)KaHusi C8A3AHHbIX AMUHOKUC-
s1om e 6enkax moyu. 1,5 mn npobbl nomeLany B Npo-
6upky Eppendorf BmecTmocTbio 2 mn, fobasnsnu 0,5 mn
40 %-ro pacTBOpa TPUXNOPYKCYCHOM KNCnoTbl (TXY) n no-
MeLLanu Ha werkep Ha 10 MuH. Ana otaeneHna 6enKos,
BbIMAZaoLWMX NPy 3TOM B 0Caf0K, NPOOVPKM nomeLLanm
B MukpoueHTpuoyry Eppendorf MiniSpin n nogsepra-
N yeHTpudyrnposaHuto npu 13 600 06/MUH B TeueHne
5 muH. CynepHaTaHT akKypaTHO cnvBanu. benkosbil oca-
OOK MPOMbIBANCA OT TPUXIIOPYKCYCHOM KncnoTbl (TXY),
OnA yero K Hemy gobasnanu 1 Mn cMecy MeTaHona U gma-
TunoBoro a¢upa (o6vemHble nponopunn 1:1), npobupka
nogsepranacb BCTPAXMBAHUIO B TeyeHne 1 MUH, nocne
yero ee LeHTpMYrMpoBanu ¢ NocieayoLWnM akkypart-
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Abstract. The study aims to analyze the urine amino acids level in children with undifferentiated connective
tissue dysplasia. Materials and methods. The study included 105 children divided into two groups: the main
group (57 children with undifferentiated connective tissue dysplasia) and the control group (48 children). The level
of urine amino acids was assessed using a gas chromatography-mass spectrometric detector (Agilent GC 7820/
MSD 5975). Statistical analysis was performed using SPSS Statistics 22. Results. As a result of the study, increased
hydroxyproline in free amino acids and bound acids in urine proteins was found in children with undifferentiated
connective tissue dysplasia, which may indicate nutritional and metabolic disorders.
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HbIM CiMBaHMeM cynepHaTaHTa. Onepauuna noBTopAnach
Tpwxabl. ns rugponusa 6enkoB K ocagKky Aobasnanu
1 mn 6 M pactBopa ConAHON KNCcnoTbl. CMeCb Bblaepu-
Banu 4 4 npu 100 °C, nocne yero noasepranu nmodusnb-
HOMyY ocyueHunto. Cyxol OCTaTOK NepeHoCUn C NOMo-
Wwbto fob6aBneHns 1 Mn MeTaHoMa B CTEKIIAHHbIE BUAsbI
OnA nocnegyowero CUIMPoBaHUA, MPOBOANBLIEroCA ny-
Tem gob6aBneHusa 50 MKN npuanHa (C TPMKo3aHOM B Ka-
yecTBe BHYTPEHHEro ctaHgapTa) n 50 mkn 6uc-(tprume-
Tuncunun)-tTpudTtopauetamuaa (BSTFA) n HarpeBaHua no-
NyYeHHOM cMmecu B 3aKkpbiTon Brane npu 100 °C B TeueHne
15 MuH. 3aTem Branbl NOMeLLanu B XpOMaTo-MacC-CneK-
TpomeTp MX-MC Agilent 7820/5975 (Agilent technologies,
CWA) pna aHanu3a.

OnpedesieHue co0ep>KaHusi CB060OHbIX AMUHOKUC-
Jiom 8 Moye. [1ns onpefeneHuns cogepkaHnsa cBO60AHbIX
AMUHOKUMCIOT B TaKOW CNOXKHOWM MaTpuLe, KOTOPYo npea-
CTaBJ/IAET MOYa, OblS1 CMONb30BaH C HEKOTOPbIMU MOAW-
durKaumamm metop TBepaodasHon sKcTpakuymm [8].

Modzomoska meep0oohasHbIX KOHYeHMpupyrUUux
nampoHoas. [1ns T1BepfodasHoN SKCTPaKLMM UCMONb30-
BaNMCb KOHLUEHTpUpytoLwme obpalyeHHo-ba3Hble naTpo-
Hbl [inanak C16. DTan NOArOTOBKMU TBEPAON dasbl 3aK/to-
yanca B cyiefytolem: Yyepes NnaTpoH nponyckanu 1 mn
MeTaHoNa, 3aTeM 2 M1 CMelaHHoro pacteopa Na2HPO4
KoHueHTpauwuen 50 mmonb/n n 0,1 mmonb/n DATA, panee
yepes nNaTpoH nponyckanu 2 ma 0,1 %-ro pacTBopa Tpud-
TOPYKCYCHOW Kncnotbl (TQY).

1 mn npo6bl nomewanu B npobupky Eppendorf
BMECTUMOCTbI0 2 M. [na ocakaeHua 6enkoB fobas-
nanu 0,25 mn 40 %-ro pacteopa TXY. Cmecb nomeLanu
Ha Wwenkep Ha 10 myH. [inA otaeneHna 6enkos, Bbinaaa-
IOLUX NPV 3TOM B OCAZIOK, MPOOMpPKM NoMeLLan B Mu-
kpoueHTpuoyry Eppendorf MiniSpin n nogsepranu ues-
TpudyrmposaHuto npu 13 600 06/MVH B TeUEHUE 5 MUH.
OTbupanu 0,8 Mn cynepHaTaHTa, NepeHOCUIN B Apy-
ryto npobupky, B KoTopyto Takxke gobasnanu 0,2 mn
40 %-ro pactBopa TXY u TwaTenbHO nepemewBanu.
B noaroToBneHHbIN KOHLEHTPUPYIOLWMiA NaTPOH BBOAU-
nn 50 mkn nonyyeHHon cmecu. [fpombiBaHMe NaTpoHa
npou3BoAuIN NYTEM NPONyCKaHWA Yyepes Hero 2 min
0,1 % pacTtBopa TQY. N3BneueHne aMMHOKMKCIOT Bbl-
NONHANOCb NYTEM NPOMYCKaHMA Yyepes3 NaTpoH 2 Mi
10 %-ro pacTBopa meTaHo”na. PacTtBop, cogep»kawmmn
M3BJIeYEHHbIE AMUHOKUC/IOTbI, MOABEPranv Nnodusb-
HOMY OCYLIEHWIO, a MOJIYYEHHbIN CyXOl OCTaTOK ne-
peHoCunM C nomoulblo AobasneHnss 1 M MeTaHona
B CTEK/AHHbIE BMasbl A NOCNeAYLero CUIMpoBaHus,
nposogusLleroca nytem gobasneHusa 50 mkn nupuan-
Ha (C TPMKO3aHOM B KayecTBe BHYTPEHHEro cTaHaapTa)
1 50 MKn 6uc-(Tpumetuncunun)-TpudTopavetammaa
(BSTFA) n HarpeBaHuA NONYYEHHOWN CMeCK B 3aKPbITOM
Buane npu 100 °C B TeueHune 15 MuH. 3aTem, Bnanbl no-
MeLlanu B XxpomaTto-macc-cnektpomeTtp NX-MC Agilent
7820/5975 (Agilent technologies, CLLIA) gnsa aHanu3a.

Cmamucmuyeckas obpabomka. B Tabnuuax npea-
CTaBJfieHbl CpefHMe faHHble (Me) ¢ nnaHKamMu norpelLu-
HocTen [Q1; Q3] 13 Tpex aHanuTNnYecknx nosTopos. CTa-
TUCTUYECKYI0 06PaboTKy SKCNEPUMEHTANbHbIX AaHHbIX
NpPoOBOAUNN C MOMOLLbIO MaKeTa CTaTUCTUYECKOrO aHa-
nn3a B cpeae Microsoft Office Excel 2017 n ¢ nomolybto
nporpammbl SPSS, Bepcna 22. inA cpaBHeHMA rpynn uc-
nonb3oBanu Kputepun MaHHa — YnTtHu. PaHrosasa Kop-
penauna nposogunacb no merogy Cnnpmera. Cratu-
CTUYECKM 3HAYUMbBIMU CYNTANTUCH PA3NINUMA MPU YPOBHE
(p < 0,05).

PE3YJIbTATbl U UX OBCYXKOAEHUE

MonyyeHHble JaHHble CBUAETENbCTBYIOT O TOM, YTO
et ¢ HeguodpepeHumporaHHon [ICT xapakTepur3yoTca
CYLWEeCTBEHHO OT/INYAIOLWMMCA aMUHOKNCIOTHBIM CMeK-
TPOM B MOYE MO CPaBHEHNIO CO 340POBbIMY AETbMM U3 KOH-
TponbHON rpynnbl (Tabn. 1). B yacTHOCTW, cpeay aMnMHOKMC-
NoT, cofepxalymxca B cBo6ogHoN Gopme B Moye y eTel
OCHOBHOVW Fpynnbl CTaTUCTUYECKU 3HAYMMO BblLle Obinn
conepaHus Ser, Thr n 5-okcunponuHa (p < 0,05). Tnapok-
CUNPONVH B MOYe Y 3[0POBbIX AeTel OTCYyTCTBOBas. B cbI-
BOPOTKE KPOBU Y AieTel C XPOHUUYECKMU 3ab051eBaHNAMY
MeNygoyYHO-KULLEYHOrO TPaKTa, a Tak»Ke MOYEnoioBon Cu-
CTeMbl 6blJ10 BbIAB/IEHO MOBbILLIEHHOE COfepMXaHNe OKCU-
nponuHa. MoBblleHre coaepXaHNA OKCUMPOSIMHA B KPO-
BU BbIABANIOCh B NepUOS BblpaXKeHHbIX MPOABEHNI ANC-
NAacTKO3aBNCMOW NaTONOMMN BHYTPEHHMX opraHos [9].
Hy>HO OTMeTUTb, UTO KOrfa CyTOYHasA SKCKpeLuma oKCu-
NpoJSinHa MOBbILANacb B MOYe, YPOBEHb CcofepKaHue
KepaTaHcynbdaToB pe3Ko nagan, He3aBUCUMO OT TOro,
B KaKoW c1ucTeMe opraHr3ma npeobnaganv nuameHeHusa [9].
Mo paHHbIM T. V. KagypuHot [4], yBennueHre KOHLEeHTpa-
LK1 rMapOKCUNPONMHA, MN3MHa U NPOANHA B KPOBU CO-
NPOBOXAAETCA MNOBbILLEHVIEM COAEPKAHUA OKCUNPONMHA
B CYTOYHOW MOYe, N AaHHble U3MEHEHUA KOPPENUpyoT
C TAXKeCTbto HapyweHua CT. B Hawem nccnegoBaHnm no-
BbILLEHHAA SKCKPeLMA C MOYO CBOBOAHOIO OKCUMPOSINHA
NPAMO KOPPENUpYeT C NOBbILLEHHbIM COepKaHnem cepu-
Ha 1 TpeoHuHa B moue (r=0,72; p < 0,05).

Opyrym, He meHee BaXKHbIM O61100TMYECKUM MapKe-
POM HapylleHnA COeANHUTENIbHOWN TKaHW ABMAETCA -
apokcunponuH (Hydroxyproline), koTopblli cocTaBnaeT
12-14 % aMUHOKNCNOTHbIX OCTAaTKOB KonareHa. lmgpok-
CUMNPOJINH MOXET BXOAUTb TakxKe B cocTtaB C1-cybkommo-
HeHTa KOMMMeMeHTa, nponenTtuaa npokonnareHa (5 % ot
o6Liero coctaBa aMMHOKMCIIOT). HaMeHbLee KonmyecTBo
JAaHHOV aMUHOKUCIIOTbI Obifin O6HapY»KeHbl B 31acThHe
M aueTUNIXONIMHICTEPase, YTO MOXKET UCKarKaTb Nnosyyae-
Mble pe3ynbTaTbl B MCCNIE0BaHNAX, CBA3AHHbIX C HapyLue-
Hviem obmeHa BellecTs. Hanbonbluee NoBblleHVE YPOBHA
rMOPOKCUMPONIVIHA B MOYe Obl1o 06HapYXeHO Npu A3BEH-
HOW 60J1e3HUN, MEHEE Bblpa)keHHOE MOBbIWEHNE — NMPY
060CTpeHNN racTpoayoaeHUTa 1 A3BEHHOWN Gone3Hn Age-
HaguaTMNepCcTHOM KNWKN y aeTen [9]. B Hawem nccnego-
BaHMM aHann3 Gpakumii JaHHOW aMUHOKMCIIOTbI NoKasan
Ha/mume B Moye CBOOOAHOIO MMAPOKCMMNPOSIMHA B OCHOB-
How rpynne geten (Tabn. 1), Takke AaHHaA aMUHOKMCIOTa
o6HapyumBanacb B 6enikax mount — 0,2 mKr/mn (Tabn. 2).
Hannune B CyTOYHON MOYe rMapPOKCUNPONNHA CBUAETENb-
CTBYeT O HapyLIeHUN AUHAMNYECKOrO PaBHOBECUA MEXAY
OECTPYKUMEN 1 BUOCUHTE30M KOJlareHa B CTOPOHY OTHO-
CUTENbHOrO NpeBanMpoOBaHMA NPOLLECCOB ero aerpaga-
U1K y NauneHToB C AMCNIas3nen COeUHUTENTbHOM TKaHW.
B Hawem rccnefoBaHnn NgMpytoLee Mecto B CTPYKType
HapyLIeHUN NULLEeBapUTENIbHOIO TpaKTa Y eTel OCHOBHOM
rpynnbl NPUHAANEXNUT N3MEHEHNAM CO CTOPOHbI KENYHO-
ro ny3blpA. B pamkax npoBefeHHOro nccieoBaHus ycra-
HoBJeHO: Y 84 % feTell OCHOBHOW rpynrbl O6HapY»KeHbl
LOVCKMHE3NA »enueBblBOAALLMX NyTel, fedpopmauma xenu-
Horo ny3blpA; Yy 9 (23,7 %) — ynnoTHEHME CTEHOK »KENYHOTO
ny3blps, Y TPOVIX — XENMYHbIN My3blpb S-06pa3Hoi GopMmbI.

MoBblleHne ypOBHA TMOAPOKCUNPONMHA Yy AeTen
¢ AACT B HacTOALIEM UCCEAOBAHUN COOTBETCTBYET U BMOJI-
He cornacyetca ¢ 6onee paHHVMK AaHHbIMK T. Vargason
1 coasT. [10], a TakXe nccnegoBaHNA NOBbILEHHOrO YPOB-
HA rmapokcunponuHa B moue y geten ¢ [ICT no cpaBHe-
HUIO C 0ObIYHO pa3BuBaloWMMUCA aeTbMu [11]. YumTbiBas
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Tabnuua 1

CopeprKaHue cBO604HbIX aMUHOKIUCIIOT B MoYe (MKr/mn) y fleTeil KOHTPOJIbHOW Fpynnbl U y AeTeil
OCHOBHOW Fpynbl C Pa3HOI BbipaXX€HHOCTbIO ANCNIA3NN COeAVNHUTENbHON TKaHN

KoHTponbHas rpynna (n =48) OcHoBHas rpynna (n =57)
AMMHOKNCNOTDI
Me [Q1; Q3] [MunH. - makc.] Me [Q1; Q3] [MuH. - maKc.]

Ala 0,37 [0,29; 0,45] 0,01-0,39 0,42[0,30; 0,54] 0,01-4,20
Gly 0,20[0,11;0,29] 0,01-1,01 0,25 [0,16; 0,34] 0,01-2,68
Val 0,19[0,15;0,23] 0,01-0,22 0,23[0,15;0,31] 0,01-2,20
Leu 0,13 [0,07;0,19] 0,00-0,47 0,10 [0,05; 0,15] 0,00-1,09
lle 0,29[0,17;0,41] 0,00-0,51 0,23[0,14;0,32] 0,01-2,02
Ser 0,98[0,81; 1,07] 0,01-1,90 1,36 [1,26; 1,46]* 0,02-15,45
Thr 0,19[0,12;0,26] 0,00-1,95 0,34 [0,30; 0,34]* 0,01-3,45
2-aMMHOMaJIOHOBAsA KMUCOTa 0,65 [0,57;0,731* 0,00-0,95 0,43 [0,40; 0,46] 0,01-4,28
5-oKkcunponuH 0,05 [0,04; 0,06] 0,03-2,01 1,13 [1,08; 1,18]* 0,02-10,04
Asn 0,20[0,13;0,27] 0,00-1,01 0,22[0,18; 0,26] 0,00-2,17
TnapokcunponuH OTCYT. OTCYT. 0,01 [0,01;0,01] 0,00-0,29
Cymma 3,25[2,29;4,11] 0,25 4,72 (3,52;5,72] 0,57

Mpumeyanune: 1 mg/ml TMS-npounssogHbix 3KBMBaneHTHO 1T mg/ml Tpuko3aHa (BHYyTpeHHUI ctaHZapT). CocTaB aMMHOKMCIOT cpel-
Hee abcontoTHoe cogepxaHue (Me) ¢ nnaHkamu norpewwHoctert [Q1; Q3], uncno npo6 3. CTaTUCTUUECKN 3HAUYMMbIMU CYUTANUCh

pa3nuuna npu yposHe *p < 0,05.

CBA3b MeXAy YPOBHEM MMAPOKCUMNPOSINHA 1 NOBpeXKae-
HUeM KosjlareHa, MOXKHO MPeANoSIoKNUTb HapyLLIeHUe Me-
Tabonmsma konnareHa y geten ¢ ICT B oCHOBHOW rpynne.
'’X-MC aHanm3 aMMHOKUCIOTHOIO cOCTaBa B H6enkax
MOY BbIABMA NPUCYTCTBUE 23 UHANBUAYANbHbBIX KOMMO-
HEHTOB Y fleTell U3 KOHTPOIbHOM rPynmbl U 24 KOMMNOHEH-
TOB — OCHOBHOW. ABCONIOTHOE cofilepKaHne CBA3AHHbIX
AMUHOKMCNOT 6b110 B 2,7 pa3a Bbllle y ieTell OCHOBHOW
rpynmbl MO CPAaBHEHUIO C KOHTPONbHOM (p < 0,05). Hanbo-
nee BbICOKMMMU MoKa3zaTenamm 6bin Ser, Asp, Gly u Leu,
coflepXaHne KOTOpbIX B MOYe MpPeBbIWano 3 MKF/Mi
(p < 0,05). CpaBHUTENbHbIN aHaNM3 NoKasar, YTo y AeTen
OCHOBHOW rpynmnbl cCogep»kaHne B Moye CBA3aHHOro Asp
6b110 Bbiwe B 3,3 pasa (p < 0,05), Ser — B 3 pasa (p < 0,05).
Y peten ¢ HeguddepeHumporaHHon CT B yTpeH-
Hel Nopuun MOYN NoKasaTenm SKCKpeLnn aHanmsmpye-
MbIX aMVHOKMCOT ObIN CTaTUCTUYECKU 3HAUMMO BbllLe
(p < 0,05), uem B rpynne cpaBHEeHWA, UTO eLle pa3 nogyep-
KMBaeT O nepeHachlleHre MOUM Pa3nYHbIMK CyOCTaH-
LMAMM W, Kak CNeacTBue, Hanmumm 4aHHOM NaToNornu.
MNpoBeneH aHanNM3 NULLEBOrO paLoHa uccsiegyembix
rpynn. bonbwmHcTBo (80 %) AeTen OCHOBHOW rpynmbl Ya-
CTO ynoTpebnaAnyv B NMLLy NPOCTble YrneBoabl, TOrAa Kak
[eTN KOHTPOJIbHOW Fpymnmnbl YaCcTO NPUHUMANN MOJIOYHbIE
npoayKTbl. AMMHOKNCAIOTHBIN aHann3 MOYu nokasar, 4to
OeTn, y KOTOpbIX B pauMOHe NUTaHuA OblI MOJSTIOYHbIe
NPOAYKTbI, SKCKPEeLMA C MOYOW psAfa aMUHOKUCIIOT (acna-
parMHoBas KMCNoTa, FyTaMuMHoBas KucnoTa, Ala, Gly, Val,
Leu, Ser, Thr) 6b11a OTHOCUTENBHO HUXKE TaKOBOW Y AeTel,
He ynoTpebnaBLWNX 3TV NPOAYKTbl. BO3MOXHO 3TO cBsi3a-
HO C TeM, YTO BXoZsALiMe B COCTAaB MOJIOYHbIX NPOAYKTOB
pa3fiyHble MUKPO3/IEMEHTbI Y BUTAaMUHbI YTyuULLIaloT Mpo-
LiecC yCBOEHMSA YKa3aHHbIX aMUHOKMCIOT OPraH3MOM.

BanuH AaBnAaeTcA aMMHOKNCIOTON, KOTOpasA oTBeYa-
€T 3a SHepruto B KeTkax MblillL, OH BANAET Ha YPOBEHb
CepOTOHMHa B opraHu3mMe. HegocTtaTtok BannHa B opra-
HU3Me BefeT K pacCTPONCTBY KOOPANHALMW ABUXKEHWUI,
runepectesnn [12].

HekoTopble nccnegoBaHUA NOATBEPXKAAOT, YTO NpU
HepocTaTKe u3osnenunHa B opraHn3me pebeHka TepaeTca
MblLLIEYHasA Macca, HapyLwalTcA GYHKL MM NOYEK U LWNTO-
BUAHOM »kenesbl. C MOMOLLbIO MHCTPYMEHTaNbHOIoO UC-
CrnefoBaHNA OpPraHOB MOYEBbIAENNTENIbHON CUCTEMDI
y 26 % peTeli OCHOBHOW rpynrbl 6bi/10 BbIABAEHO YNIOT-
HeHVe CTEeHOK YaLleYHO-/IOXaHOUYHOW CUCTEMbI, 1Y TPOUX
[eTel NoCTaBneH AnarHo3 gucmeTtabonmyeckan Hedpo-
naTtuA, B TO e BpeMsa cofepaHue nsonenyrHa B moye
B 4,3 pa3a NpeBbIWaio aHaNIorMyYHble NoKasaTenn B KOH-
TponbHou rpynne (p < 0,05).

MMUUWH HapsAy C ydacTemM BO MHOMMX MeTabonmnye-
CKMX MpoLeccax NrpaeT 3aMeTHYH0 posib npu obpasosa-
Hum CT, n ero fedpuunT MOXKeT ObITb MPUUNHON HapyLle-
HuA cTpyKTypbl CT. 3BECTHO, YTO OH MONOXKWUTENbHO BAN-
AeT Ha AeATeNbHOCTb HEPBHOW cuctembl. [Tpn HegocTaTke
rM1UMHA NOABNAETCA Pa3fpaXXUTeNbHOCTb, HEOOOCHOBAH-
HaA TpeBora, NoBblleHHasA BO36yaMMocTb. CogepxaHue
JaHHOW aMVHOKNCIIOTbI B COCTaBe CBA3aHHbIX aMUHOKNC-
noT B 6efikax moun npesbiana B 3,6 pa3a y feTell OCHOB-
HOW rPynrbl MO CPAaBHEHWIO C AeTbMU KOHTPOJIbHOW rpyn-
nbl (p < 0.05). B coctaBe cBOGOAHbIX aMUHOKUCIIOT B MOYe
JaHHoe coefnHeHune (Gly) cTaTucTnyeckn 3HauMMo He
pa3nuyanocb Mexxay AByMA UccaegyembimMuy rpynnamm.

B pabote O. H. Mockantok 1 coasr. [13] npu nccnego-
BaHuUM y 81 pebeHka c [ICT meTabonmnama aMMHOKMNCIIOT
B KpoBu 1 moue y 73 peten (90,1 [86,8; 93,4] %) 6bin0 Bbl-
ABNEHO N3MEHEHMe CofiepKaHNA NPOSINHA, KOTOPbIV Tak



Tabnuua 2

CopeprKaHue CBA3aHHbIX aMUHOKUCNOT B 6esikax mouu (MKr/mn) y geteli KOHTPOJIbHOM rpynnbl
1y AeTell OCHOBHOI rpymnMnbl C pa3sHON BbipaXeHHocTbio ACT

KoHTponbHas rpynna (n = 48) OcHoBHas rpynna (n =57)
AMMHOKNCNOTDI
Me [Q1; Q3] MWH. - MaKC. Me [Q1; Q3] MWH. - MaKc.

Val 0,88[0,79;0,97] 0,01-3,06 1,79 [1,60; 1,98]* 0,05-6,90
Ala 2,11 [1,13; 3,09] 0,01-6,36 4,81[2,59; 7,03] 0,01-18,58
Gly 1,03 [0,19; 1,87] 0,09-3,26 3,75 [2,75; 4,751* 0,46-15,19
Leu 1,01 [0,32; 1,70] 0,04-6,53 3,45 [1,85; 5,051* 0,43-12,56
Pro 0,09[0,08;0,10] 0,00-2,04 1,10 [0,20; 2,00]* 0,00-5,08
Ser 2,89[1,93; 3,85] 0,13-22,19 8,75 [5,15; 12,35]* 0,52-43,51
Iso 0,46 [0,41;0,51] 0,00-5,74 1,98 [1,03; 2,93]* 0,00-8,79
Thr 1,04 [0,30; 1,78] 0,00-6,37 3,58 [1,69; 5,47] 0,00-11,88
Asp 2,02 [1,40; 2,64] 0,09-22,02 6,82 [4,48;9,16]* 0,22-25,18
Glu 0,76 [0,67; 0,85] 0,03-3,09 1,94 [0,98; 2,90]* 0,09-10,84
2-aMWHOMaNOHOBasA KNCoTa 0,22 [0,21;0,23] 0,02-0,65 0,38 [0,32; 0,441* 0,07-1,23
Meth 0,35 [0,26; 0,44] 0,00-0,33 0,30[0,18;0,42] 0,00-1,89
5-okcnponuH 1,05 [0,30; 1,80] 0,02-4,39 2,20[2,11; 2,29]* 0,38-12,15
lmppokcnnponuH 0,06 [0,05; 0,07] 0,00-0,47 0,19[0,12;0,25]* 0,00-0,50
Phe 0,49 [0,40; 0,58] 0,00-3,75 1,59 [1,44; 1,74]* 0,00-4,99
L-5-ruppokcutpmntodaH 0,09[0,07;1,01] 0,00-0,06 0,08 [0,07; 0,09] 0,00-0,46
Cys 0,06 [0,05; 0,07] 0,00-0,09 0,11 [0,02; 0,20] 0,00-1,81
Lys 0,95[0,87; 1,03] 0,00-2,14 1,03 [0,98; 1,08] 0,00-6,62
Trp 0,14 [0,05; 0,23] 0,00-0,09 0,10 [0,05; 0,15] 0,00-1,29
mapokcutputodaH 0,03 [0,00; 0,07] 0,00-0,85 0,07 [0,01;0,13] 0,00-1,07
Orn 0,42[0,31;0,53] 0,00-5,02 0,67 [0,55; 0,79]* 0,00-16,87
TuposuH 0,93 [0,48; 1,38] 0,00-2,21 1,71 [1,33; 2,09] 0,00-11,74
HopnenuuH OTCYT. OTCYT. 0,01 [0,01;0,01] 0,00-0,24
Cymma 17,08 [12,05;22,11] 19,31 46,43 [37,48; 55,38]* 41,86

Mpumeyarre: T mg/ml TMS-npousBoaHbIx 3KBMUBaNeHTHO 1 mg/ml Tprko3aHa (BHYTpeHHWIA cTaHpapT. CocTaB aMMHOKMCIOT B 6en-
Kax Moum cpefHee abconioTHoe copepaHue (Me) ¢ nnaHkamm norpelHocTei [Q1; Q3], uncno npob 3. CTaTUCTNYECKM 3HAUVMMbIMY

CUNTanNnCb pasnnuma npm yposHe *p < 0,05.

e, KaK 1 TMAPOKCUNPOSINH BXOAUT B COCTaB KoJflareHa
M 3nacTuHa. B Hawem nccnegoBaHnm cogeprkaHme npo-
NIMHa CTaTUCTMYECKN 3HauMMo 6Obinio Bbiwe y aetei ¢ ACT
NO CPaBHEHUIO C KOHTPOJSIbHOM FPYNMOW, YTO OTpakaeT
HapyLleHne y HUX meTabonunsma B CTPYKTYPHbIX KOMMO-
HEHTaxX COeAVHUTENbHOW TKaHW, YTO MPUBOAMIIO K Hapy-
LIEHUIO ee CTPOeHNA 1 GYHKLNIA.

AHann3 aMMHOKUCNOT B MOYe MO3BOJISIET OLEHUTb
MX KauyeCTBEHHbI 1 KONIMYECTBEHHbIN COCTaB, NMOyYnNTb
nHdopmMaumio 06 nmetowemca gucbanaHce, YTo MOXeT
CBUETENbCTBOBATb O MULLEBbLIX U METAabONNYECKUX Ha-
PYLIEHUSX, NeXaLMX B OCHOBe 60MbLIOro Yncna 3abone-
BaHWI, B TOM uYmMcCie HapyleHnn, ceasaHHbix ¢ CT. Cnegy-

€T OTMETUTb, YTO B MOYE CHIIXKEHME KONMYeCTBa TOW 1nm
WNHOW aMWHOKUCIOTbI MPOUCXOAUT paHblue, YeM B Mas-
Me KpOBW. YUnTbIBas 3T 06CTOATENbCTBA U JOCTYMNHOCTb
NCXOAHOro buomaTepuana, onpegenieHne aMMHOKNCIOT
B MOYe MOXET ObITb PEKOMEHJO0BaAHO JJ1A OLEHKMN PaHHWX
N3MEHEeHWNN aMVHOKNCIIOTHOTO COCTaBa U yTOYHEHWA au-
arHo3a HeguddepeHumposaHHoi CT.

3AKJIIOYEHUE

M3yyeHme NoBbILEHHOrO BblAeNIeHNA Pas/NyHbIX aMu-
HOKMCJIOT C MOYOW Y feTel C CUHAPOMOM HeanddepeH-
LMPOBaHHan ANCNIA3USA COeANHUTENbHON TKAHN MOXET
BHECTU BKJ1af B MOHMMaHNE MEXaHN3MOB HAPYLWEHNSA CUH-
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Te3a 6enKkoB B pe3yfibTaTe OTCYTCTBMA (MM HeJocTaTKa)
KaKUX-M60 aMUHOKMCIOT B pauunoHe nutaHua. C nomo-
b0 GU3MKO-XMMMUECKOTO METOA NCCIIEA0BaHNA (XpoMa-
TO-Macc-CneKTPoOMeTpHA) 6bln BbIABMIEHbI 3HAUNUTESNIbHbIE
N3MeHeHMA B OOMeHe BelLecTB Y AeTell AKYTCKOW STHuYe-
CKoW rpynnbl. [loka3aHo, YTo N3MeHEeHNA NabopPaTOPHbIX
nokasaTesiell HepeaKo BblABMAAIOTCA Ha JOKIMHNYECKUX

CMUACOK NCTOYHUKOB

ctapuax passutva OCT v MoOryT CiayXnTb MapKepamu ans
paHHeln AnarHOCTUKN NaToNorMuyecknx COCTOAHNI AeTen.

KoHbnuKT nHtepecoB. ABTOpbI 3aABAAIOT 00 OTCYT-
CTBUW KOHONMKTA NHTEPECOB.
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