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Ileab ucclie10BaHUS — ONPENeUTb HAPYILEHHS KIETOYHOT0o SHeproooMena (YpoBeHb AMUHOKMCJIOT M KAPHUTHHA) Y IeTei ¢ TaKoii ¢op-
MOii JUCILIA3UU COEMHUTEIBHOI TKAHH, KAK MPOJIANC MUTPAILHOTO KJIANaHa, U OUEHUTDb 3()()eKTUBHOCTb SHEPrOTPONHOI Tepanuu.
Marepuan u Meroabl. C noMopio BbICOK03((eKTHBHOI XKUIKOCTHOI XpomMaTorpadum ¢ Macc-cneKTpoMeTpueii u3yyeHbl noKa3a-
TeJIM KADHUTUHOB | AMMHOKHCJIOT B CYXMX IATHAX KPOBHU y 57 eTeii ¢ nposiancoM MUTpajbHOro kianana (1—2-ii Bapuanr 0e3 pe-
ryprutanuu) u 38 nereii ¢ 1—2-i rpynmnoii 310poBbsi. OueHeHa Kinnndeckas 3(pheKTHBHOCTD NMTeIbHOrO (12 Mec) coueTaHHOro
NPUMEHEHUs SHEPrOTPONHBIX NPENnapaTos (JIEBOKAPHUTHH, KOSH3UM Q).

Pesyabrarsl. ¥ eTeii ¢ NposiancoM MUTPAJIbLHOIO KJIANAHA M0 CPABHEHMIO € I€TbMH KOHTPOJIbHOM IPYNIbI OTMEYEHO 10CTOBEPHOE,
XOTS1 M He BBIXOJsIee 32 PAMKH HOPMAJIbHBIX 3HAYEHMII, U3MEHEeHHe MoKa3aTeieil CBOOOIHOrO M CBA3aHHOTO KAPDHUTHHA, 4 TAKKe
aMHHOKMCJIOT (TpeKze Bcero MeTuonuHa). I1pu npoBeienn KOMOMHMPOBAHHOI HEPTOTPONHO# Tepanuu B Teuenue 12 mec BbisiBiIe-
HO JIOCTOBEPHOE NMOBBILIEHHE ITHX NMOKA3aTeJeil B KDOBH.

BoiBoapl. [losyyeHHble AaHHbIe CBUAETEIbCTBYIOT 00 YMepPEHHbIX, HO OCTOBEPHBIX M3MEHEHUAX TKAHEBOrO0 MeTa00M3Ma y jie-
Teil ¢ MPOJIANICOM MUTPAJBHOIO KjanaHa. BpisBiieHHble M3MEHEHHsl CJIyKAT 000CHOBAHMEM NPUMEHEHUs] IHEPrOTPOMHOM Tepanuu
y 970ii Kareropum aeteii. IIppuMenenne TeXHOIOTHM aHAM3A CYXHMX NMATEH KPOBU € MOMOMLIbIO KHAKOCTHOTO TAHIEMHOIO XpoMa-
TO-MAaCC-CIEeKTPOMETPA PeKOMEHAYeTCs JJIsi PAHHEl IMATHOCTHKM HAPYLIEHUi KJIeTOYHOTO SHEProodMeHa y Jereil ¢ NpU3HAKaAMU
JMCIUIA3NH COEMHUTEIbHOI TKAHN, TAKAUMH KAK MPOJIATIC MUTPAJILHOIO KJIanaHa.

Karoueevie crosa: 0emu, ducnaasus coeOuHUmMenbHoll MKadu, npoaanc MumpanbHoeo Kaanana, KApHUMUH, AyuirKapHumuHsl, AMUHoO-
KUciaomasl, MEMUOHUH, SHEP2OMPONHAA mepanusl.

Ansa untupoBanus: baeannosa M.T., CymeHko B.B., Cyxopykos B.C., JlebeabkoBa C.E., Tpycosa O.k0. 3¢ GHeKkTnBHOCTb 9HEProTpornHoMi Tepa-
M PY HaPYLLEHUM KITETOYHOIrO 9HEProobMeHa y AeTeli C NposiaricoM MUTPaJsIbHOro KianaHa . Poc BecTH nepuHaton v neaguatp 2017; 62:(1):
74-80. DOI: 10.21508/1027-4065-2017-62—-1-74-80

Objective: to determine impairments in cell energy metabolism (the levels of amino acids and carnitine) in children with connective
tissue dysplasia, such as mitral valve prolapse, and to evaluate the efficiency of energy-rich therapy.

Subjects and methods. High-performance liquid chromatography-mass spectrometry was used to determine the levels of carnitines
and amino acids in dried blood spots from 57 children with mitral valve prolapse (1—2 variants without regurgitation) and in 38
children having Health Groups 1 and 2. The clinical efficiency of prolonged (12-month) combined use of energy-rich medications
(L-carnitine, coenzyme Q10) was evaluated.

Results. As compared with the controls, the children with mitral valve prolapse showed a significant change, although not beyond
the normal range, in the values of free and bound carnitine and amino acids (primarily methionine). There was a significant increase
of these indicators in the blood during 12-month combined energy-rich therapy.

Conclusion. The findings suggest that that there are moderate, but significant tissue metabolic changes in children with mitral valve
prolapse. The found changes are a rationale for the use of energy-rich therapy in this category of children. Analysis of dried blood
spots by liquid chromatography tandem mass spectrometry is recommended for the early diagnosis of cellular energy metabolic dis-
turbances in children with signs of connective tissue dysplasia, such as mitral valve prolapse.

Key words: children, connective tissue dysplasia, mitral valve prolapse, carnitine, acylcarnitines, amino acids, methionine, energy-
rich therapy.

For citation: Baedilova M.T., Sumenko V.V., Sukhorukov V.S., Lebedkova S.E., Trusova O.V. Efficiency of energy-rich therapy for cellular energy
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baedunosa M.T. u coasm. DHbeKTUBHOCTH IHEPTOTPOITHOIT TepATINY TIPU HAPYIIIEHNH KJIETOYHOTO SHEProoOMeHa y IeTel ¢ TPoIaricoM MUTPATBHOTO KJanaHa

BTequne HECKOJIBKUX TIOCJIEIHNX JCCATUIICTUIA B Me-
JMULIMHE WHTEHCUBHO (hOPMUPYIOTCS TIPEACTaBICHUS
0 POJIM HapyLIeHUI KIIETOYHOTO 3HEproodMeHa (3Hepre-
TUKHW) B TEUEHUN CaMBIX Pa3HOOOPA3HBIX MATOJOTMIECKUX
npoieccoB. B cBsi3M ¢ 3TMM Bce OoJIbllle paciIMpsieTcst
MpeNCTaBIeHe O PacIpOCTPAHEHHOCTU COCTOSTHUIMA, CBSI-
3aHHBIX ¢ MUTOXOHIPHATBHOW AUC(HYHKIIMEH. 3HAYNTEITb-
HbBII Kpyr 3a00JieBaHU, B TOM 4MC/ie 0ONe3HU COeMUHU-
TEJTbHOM TKaHW, BKJTIOUAET B Ce0s1 Te WJIM MHBIE HAPYIIIEHUSI
KJIETOYHON 3HEPreTMKM KaK BTOPUYHBIE 3BEHBS IMaTore-
He3a [1-3]. CoemuHHMTETLHOTKAHHAS IVCIUIA3MS MOXKET
CBUJIETEILCTBOBATh O HE3PEJIOCTH, (DYHKIIMOHALHOM He-
JTIOCTATOYHOCTH (hepPMEHTATUBHBIX CUCTEM, CUHTE3a KOJlla-
TeHa 1 0 HapyIIeHUsIX KJIETOYHOTO 3HeprooomeHa |2, 4, 5].

ITo nannweim U.B. JleonTteeBoii u C.E. JlebenbkoBoit,
HEJIOCTATOYHOE TTOCTYIJICHUE CyOCTpaToOB SHepreThye-
CKOTO TMpoliecca MOXET BCTpevyaThcsl Ha (hoHe pa3HOO-
6pasHoii marosioruu [6]. [Ipu 3TOM TUITOKCUS SIBISIETCS
OHOI M3 HamboJIee YaCThIX MPUUUH HAPYIICHUs SHEP-
reTudeckoro Oamanca. OHa XapaKTepHu3yeTcsl pa3o0lie-
HUEM KJIETOUHOTO JbIXaHWs, HEAOCTATOUYHOCTHIO OMO-
JIOTMYECKOTO OKWMCIIEHUST W JIe(PULIMTOM DHEPTeTUKU
B OpraHu3Me, YTO MOXET CJTY>KUTh OMHUM U3 BaXKHEWIITUX
MMaTOreHeTUYECKUX aCTIEKTOB (POPMUPOBAHUS TUCTUTA3UN
COETMHUTENIBHOM TKaHW BOOOIIE W TIpoJiarica MUTPaIb-
HOTO KJIalTaHa B YaCTHOCTH.

IMponanc MUTpalbHOTO KiamaHa B CBSI3M C BBICO-
KO pacIpoCTpaHEeHHOCTbIO KaK B JETCKOH, TaK U BO
B3POCJIOi TIOMYJISIIUK SIBJIIETCS TIPEAMETOM TPUCTATb-
HOTO BHMMaHMs Bpadyeil pasznmmaHoro npodmrst [7].
YcTaHOBIEHO, YTO TIEPBUYHBIN TPOJIATIC MHUTPATBHOTO
KJlaraHa 3aHUMaeT OJHO U3 BEIYIIUX MECT B CTPYKTYpe
CepIeYHO-COCYANCTHIX 3a00IeBaHMI TETCKOTO BO3pacTa,
BcTpevasich B 34,68 % ciydaeB [8]. OgHako 10 HaCTOSIIIE-
TO BpEMEHM OCTAIOTCSI He M3yYeHHBIMM OCHOBHBIE OMO-
XUMWYECKNE MEXaHU3MBbI, BIUSIIONINE Ha pa3BUTHE TTPO-
Jlarica MUTPaJIbHOTO KJjlallaHa, a COOTBETCTBEHHO M He
MPOBOIATCS aJieKBATHbIE MEPOTIPUSATHS C TIEJTBIO TTPETOT-
BpallleHUsT OCJIOXHEHUIA.

YuuTtbiBasi BBIIIECKa3aHHOE, AaKTyaTbHBIM SIBJISIETCS
paciIMpeHye CrieKTpa aHaATUTUIECKUX METOIOB M3ydeHUs
TKaHEeBOM 3HEPreTUKU 1 000CHOBaHWE Ha3HAUCHUST SHEP-
rOTporHOM Teparuu. CTpaTervst JiedeHUs IeTeil ¢ Tpo-
JIATICOM MUTPAJTbHOTO KJlaraHa JTOJDKHA OBITh HampaBieHa
Ha TIoBbIIIeHUE 3(POEKTUBHOCTU OMOJOTUYECKUX MPOLIEC-
COB TKaHEBOTO JbIXaHUSI ITyTeEM MCITOJIb30BaHUST aKTUBATO-
POB TIepeHOCca 2JIEKTPOHOB B JIbIXaTeTbHOM 1IeTH, Kodak-
TOPOB DH3WMHBIX peakIMii SHEPreTUYEecCKOro oOMeHa,
AHTUMOKCUIIAHTOB, L-KapHUTHHA, JIEKapCTBEHHBIX CPENICTB,
CITOCOOCTBYIOIINX YMEHBIIIEHUIO CTETIEHU JaKTaTaluao3a,
YTO YJIYYIIUT KA4eCTBO KM3HU AETe W TIPEIYIPEIUT OC-
noxxHeHus [9—12]. JlebokapautuH (ambkap 30%) 1 KOoH-
3uM Q,, (KyziecaH) SIBISIOTCS METAOOIMYECKH AKTHBHBIMU
rpernapataMu, KOTOpble CBOEH MMILIEHBIO MMEIOT MPOLIec-
ChbI 3HEepreTuYecKoro oomMeHa. L-kapHUTHH (PyHKIIMOHUPY-
€T B KauecTBe MepeHOCUrKa ITMHHOLIETTOUSUHBIX XUPHBIX
KUCJIOT U3 IIUTOTUIa3Mbl B MUTOXOHIPHUH ¢ 0Opa3oBaHUEM

AT® n anetnn-KoA. KosH3uMm Q,, CTUMYIMPYET TKaHEBOE
JIbIxaHue (a9pOOHbBIE MPOLIECChI), MPUHUMAET YYacTHe B Me-
peHOCe DJIEKTPOHOB B 2JIEKTPOHHO-TPAHCIIOPTHOM Lienu
mutoxoHapuii [11, 12].

Hcxonst U3 cka3aHHOTO, aKTyaJbHbIM MpPECTaBIsIeT-
csl M3y4eHHe MATOJOTMYECKOTO Mpolecca, CBS3aHHOTO
C MUTOXOHAPUAJIbHOM AUCHYHKIIMEN MpU MpoJiance Mu-
TPaJIbHOTO KJIanaHa y AeTeii, 1 pa3paboTka COBPEMEHHBIX
MOAXOJ0B K JIECYEHUIO SHEPTOTPOIHBIMU MpenapataMu

enb uccienoBanusi: BbISIBUTH MPU3HAKK HAPYILIEHUS
TKaHEBOTrO MeTaboIM3Ma Ha OCHOBAHUU U3YYEHUST yPOB-
HSI aMUHOKMCJIOT, CBOOOIHOTO KapHUTHMHA U allujiKap-
HUTUHOB y JIETe ¢ MPOJIATICOM MUTPAJIbHOIO KJanaHa,
a Takxe olleHUTh 3(PHEKTUBHOCTb SHEPTOTPOITHOM Tepa-
MWW y 3TON TPYIIBI OOJIbHBIX.

XapaktepucTtuka geten u MeToAbl UCCNeaoBaHNA

Ha mepBom atame mpoBeneHo obGcienoBanue 2600
nereir 8—14 net, npoxuBatomnx B OpeHOyprckoii oba-
ctu. OOcienoBaHWe BKJIOYAIO BBIKOTIMPOBKY JTaHHBIX
n3 amOymatopHbIX KapT (D Nell2), aHkeTnupoBaHUe me-
Teil, UX pomuTesieil U KiInmHudeckuit ocmotp. Ilocnen-
HUW TIpeaycMaTpUBaJl BBISIBIIEHWE TPU3HAKOB IWCILIA-
3UM COEOVHUTENbHOW TKaHW 1O KPUTEPHUSIM COTJIACHO
Poccuiickum kimHuueckum pekomeHmanusm [2], DKI
(«Bioset — 800», IepmaHus), sxokapauorpaduyeckoe
uccinenoanue (Vivid 7). B pesynsrate BbimeaeHo 100
nereii (48 MaJbUMKOB U 52 JI€BOYKM) C TPOJIATICOM MU-
TpajbHOro KianaHa (1—2-it BapuaHT 0e3 perypruraiumn)
u 40 nereii 1-i1 u 2-ii rpynn 310poOBbs O€3 TpoJiarica M-
TpaJibHOTO KiaraHa. [Ipy 3ToM ObUTM MCKITIOUYEeHBI JETH
C XPOHUYECKOM CepAEYHO-COCYANCTOUN MAaTOJOTUEN.

Ha BropoM osTane cdopMupoBaHbl —Clenyloline
TPYNIbI: OCHOBHAsA — 57 JeTeil ¢ MpoJIalicOM MUTPATb-
Horo kuanaHa (l1—2-ii BapuaHT 0e3 peryprurtaiumn)
U KOHTpoJibHast — 38 neteit ¢ 1—2-i rpymnmnoit 3M0poBbs
0e3 mpoJarnca MUTPaJIbHOIO KJlanaHa.

B nanbHeitiieM rpyrnmy jaeteil ¢ IMpoJjarcoM MU-
TPaJIbHOTO KJamaHa pasfe/uid Ha JBe MOATPYMIIbL:
netu 1-it moarpynmnsl (n=29) mosyyaau KOMILIEKCHOE
JleueHue, BKIIIoYalollee HEMEIMKAMEHTO3HYIO (OXpaHu-
TEBHBIA pEXUM, CeAaTHBHYIO (DUTOTEpaIuio, Maccax
MO3BOHOYHMKA, 3JIEKTpOodope3 BOPOTHUKOBOW 30HbI
C MarHueM W OpoMOM) M MeIMKaMEHTO3HYIO Teparuio
(TOMTMBUTAMUHBI U 3HEPTOTPOITHBbIE TIperaparthl); IeTH
2-it moarpynmbl (n=28) nojayyaau KOMIUIEKCHOE Jieue-
HUe 0e3 SHePTOTPOIHBIX TTPEIapaToB.

DHeproTporiHas Teparnus MPOBOAMIACH C MPUMEHe-
HUEM COYeTaHUs TIpernapaToB B TeuyeHHe 12 Mec ¢ Tepe-
peiBoM 30 qHeit yepes Kaxbie 3 Mec:

— anbkap 300 Mr/mMJ (aKTUBHOE BEIECTBO: JIEeBOKap-
HuTtuH, per. Homep JICP — 006143/10, ¢bupma mipou3sBo-
auteib 000 «[TUK-DAPMA») B BO3pacTHOI TO3MPOB-
ke: metsim ¢ 7 1o 12 et o 0,3 1 (16 kamens), ¢ 12 no 14
ser o 0,51 (27 kanenb) 2 pasza B JieHb, 3a 30 MUH 10 e/Ibl;

— KynecaH (aKTMBHOE BEILECTBO: YOMXMHOH (KO-
sH3uM Q, ), per. Homep JICP — 003092/10, 2010-04-
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12, ¢upma npousBonutesb AKBWOH/BHELLITOPI
DAPMA OOO (Poccwust) B mo3upoBKe: ¢ 7 1o 12 yieT 110 8
Karmesb, ¢ 12 1o 14 et mo 12 xamenb BO BpeMsl mpuemMa
MUY B TIEPBOI MOJOBUHE AHS.

715t u3ydyeHus nokasaresieil TKaHeBOro MeTadou3Ma
y JIeTeil OCHOBHOM 1 KOHTPOJIBHOM TPYIIN ObLI MPOBENEH
KOMIUIEKCHBI KOJMYECTBEHHbIN aHaU3 COJAEPXKaHUSI
AMMHOKMCJIOT, CBSI3AHHOTO W CBOOOMHOTO KapHUTUHA
B CYXMX ISITHAX KPOBU C MOMOIIIBIO XXUJIKOCTHOTO TaH-
JIEMHOTO XpomaTo-Macc-criektpomeTpa Agilent Tech-
nologies 6410 Triple Quad LC/MC (CIIIA). MaTtepunaiom
WCCeNOBaHUsl CAyXWia KanwuisipHash KpOBb, B3sITast
U3 Tajgblia. Y BceX 3aKOHHBIX TpeNCcTaBUTENICH JeTei,
YUYACTBYIOLUX B UCCAENOBAHUU, ObLIO B3SITO MHGOPMU-
pOBaHHOE corjlacue Ha 3a00p nepudepruiyeckoii KpoBu,
a TaKXe IMOJYYEeHO pa3pelieHre JOKaTbHOIO 3TUYECKOTO
KOMUTETA Ha MPOBEJIEHUE JAHHOTO UCCIIEA0BAHNSI.

Craructuueckasi oOpaboTKa Marepuayia MpoBele-
Ha TMyTeM ToJcyeTa MoKaszaTessl CpenHuX BeJuduH (M)
u omnbku (m). MaTemaTuueckasi OlleHKa pPe3yJbTaToB
HccaeoBaHusl BKJIOYala MPUMEHEHUE OOLIENMPUHSITHIX
METOJIOB BAPUAIIMOHHOW CTATUCTUKU C BBIYMCICHU-
eMm kpurtepusi CrplogeHTa—Puiiepa ¢ MCIMOJb30BaHU-
eM mporpammbl Excel, aHayiii3a paHTroBOW Koppessiiuu
CnpmeHa (rporpamma Statistika 10.0).

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

PesynbTatbl u 06CcyXaeHue

Pesynbratel mcclieioBaHUs TTOKa3ajMd, 4TO YPOBEHb
AMUHOKMCJIOT, CBOOOTHOTO KapHUTWHA W allWJIKapHU-
TUHOB B OCHOBHOM M KOHTPOJBHOM TPyTIax He BBIXOIMIT
3a Mpeaesbl BO3pacTHOM HOpMBI. OTHAKO MPU CpaBHEHUH
CpeIHUX MoKa3aTelieii 0OHapyKeHBI JOCTOBEPHBIE pas3iv-
YUST MEXIY OCHOBHOU M KOHTPOJIBHOI Tpynroi. Y nereit
¢ TIPOJIATICOM MUTPAJIBHOTO KJIAallaHa 3apeTMCTPUPOBAHO
JOCTOBEPHO TTOHMKEHHOE 10 CPABHEHUIO ¢ KOHTPOJIBHOM
TPYIIIION cofiepXKaHWe psiia aMUHOKKMCIIOT: METUOHWHA —
OoJiee yeM B 5 pa3, OpHUTHMHA — B 3 pa3a u jp. (Tabu. 1).

Kpome Toro, y meteit ¢ mpoyaricoM MUTPaJIbHOTO KJla-
MMaHa OTMEYEHO TOCTOBEPHOE CHIDKEHME IO CPaBHEHUIO
C KOHTPOJBHOM TPYIIION YpPOBHS CBOOOTHOTO KapHU-
TWHAa B cpelHeM B 1,2 pasa, CBS3aHHOTO KapHUTWHA —
B 1,7 pasa, mokasaTens OTHOIIEHUSI CBOOOIHOTO M CBSI-
3aHHOTO KapHUTHHA — B 1,6 pa3a (tabu. 2). Cienyer elie
pa3 OTMETUThb, YTO TP OTOM abCOJIOTHBIE MOKa3aTesn
CBOOOIHOTO, CBSI3AHHOTO KAapHWUTWHA, OTHOIIEHUE CBO-
GOIHOTO M CBSI3aHHOTO KapHUTHHA y JIETEl C TTPOJIaricoM
MWTPaJILHOTO KJIallaHa, KaK W B TPYITITe KOHTPOJISI, HaX0-
IVWIMCh B TIpeAesiaXx BO3pacTHO HOpMEI. [loixydeHHBIe
JMaHHBIE, IO HallleMy MHEHUIO, MOTYT CBUIETETLCTBOBATh
0 CKPBITOIl MUTOXOHAPUATHLHON HETOCTATOYHOCTH (3HEP-
rofgeUIIUTHOM AuaTe3e) y IeTeil OCHOBHOM TPYIITIHI.

Tabauya 1. AMHHOKHMCJIOTHDII COCTAB KPOBH Y JIeTeil OCHOBHOII (C MPOJIancoM MUTPAJIbHOTO KJANaHA) U KOHTPOJIBHOM TPy

OcHOBHas rpyrma

KoHTpoJibHast rpyrina

AMMHOKHUCIIOTa (n=57) (n=38) KpaTHOCTuL

MKMOJIb/1 (M=*m) PASTIEIE
AcniaparuHoBast Kuciaora (Asp) 110,67%+4,79 201,35+4,91** 1,9
[nyramuHoBas kuciota (Glu) 203,41+9,5 498,29+11,51** 2,5
Tupozun (Tyr) 57,97£2,96 108,0+5,74** 1,9
AprunuH (Arg) 56,48+1,11 96,84+2,61** 1,7
Hurpyminn (Cit) 23,80%0,69 48,36+1,89** 2,0
®enunamanuH (Phe) 38,82+1,45 76,82+4 11** 2,0
Meruonun (Met) 6,2710,35 37,11+0,72** 5,9
OpnuutuH (Orn) 166,48+2,14 491,78+5,57** 3,0
Jlevinma/m3oneiinuH (Xle) 152,10%+9,88 183,90+11,76* 1,2
Bayun (Val) 176,88+6,10 291,53+14,10%* 1,7
AnanuH (Ala) 172,73%£5,01 181,53%+10,74 1,1
Dmma 178,3+£5.4 299,28+13,36** 1,7

Tpumeuanue. *-p<0,05, **-p<0,001 — 1OCTOBEPHOCTb pa3INUUST MEXKIY IPYIITIAMU.

Tabauya 2. Tloka3aTe i KADHUTHHOBOTO 0OMEHA Y JieTeii 0CHOBHO# (C MPOJIANCOM MUTPAJIBLHOTO KJIaNaHa) U KOHTPOJIbHOI rpymi

OcHoBHasi rpyrma (n=57) KoHtposbHas rpymra (n=38) KpaTHOCTb
[Tokazarenb -
MKMOJIb/J1 (M=*m) pasInInin
C0 (cBOOOTHBIIT KADHUTHH) 39,174+0,71 48,305+1,10* 1,2
CBsI3aHHBIN KapHUTUH 6,71£0,44 11,24+0,52* 1,7
CBsI3aHHBIN KapHUTUH /CBOOOIHBII 0,14+0.01 0,23+0,01* 1.6

KapHUTUH

Ilpumeuanue. *-p<0,001 — 10CTOBEPHOCTb PAIUUUS MEXKITY FPYIITIAMU.
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Ha ocHOBaHUM TIOJyYeHHBIX pE3yJbTaTOB ObLIO
MPUHSTO pElIEHWE O 1EeJIecO00pa3HOCTU MPUMEHEHUS
KOMOWHMPOBAHHOW 3HEPrOTPOITHON Tepanuu y neTei
C MPOJIAIICOM MUTPAJIBHOTO KJalaHa C OLIEHKOi ee -
dexTuBHOCTH uyepe3 12 mec. B 1-it moarpymnme pereit,
MOJTy4YaBIIIUX SHEPTOTPOITHYIO TEPAIMIO, TI0 CPAaBHEHUIO
C MCXOIHBIM YPOBHEM M C TIOKazaTessIMM Y jeTeil 2-i
MOATPYNIIbI (SHEPTOTPOITHAS Teparus He TTPOBOIMIIAC),
3apeTUCTPUPOBAHO 3HAUUTEJIBHOE YBEJIUYEHUE COIep-
J)KaHUsI B KPOBUM METMOHWHA, OPHUTHUHA, TJIyTaMUHOBOM
KUCJIOTHI M IPYTUX aMUHOKUCTIOT (Taout. 3).

IMokazarenb cBOOOTHOTO KapHUTUHA B 1-i1 TTOATPYTI-
e geteit ypenuuwics Ha 1,5 mkmonb/a unu B 1,2 pa3sa,
CBSI3aHHOTO KapHUTMHA — Ha 2,5 mkmonab/n (p<0,001),
OTHOIIIEHNE CBSI3aHHOTO U CBOOOIHOTO KapHUTHHA yBeE-
JIMYUIIOCH B 1,5 pa3a, 1o cpaBHEHUIO C TTOKa3aTeIIMU 2-11
noarpynroi (tadsu. 4). [lpoBeaeHHBIN KOppeasSLIMOHHbI
aHaJIM3 BBISIBWI JOCTOBEPHYIO MPSIMYIO KOPPEJSIIIMOH-
HYIO 3aBHUCUMOCTb MEXIy TMPUMEHEHUEM KOMOWHUPO-
BaHHOI 3HEPTOTPOITHOM Tepanru 1 MOBBIIIIEHUEM YPOB-
HS acmaparMHOBOW KMCJIOTBI, METMOHWHA, THUPO3WHA,
[JIMIAHA, BaJINHA, CBSI3aHHOTO KapHUTUHA (TabJI1.5).

Takum oGpa3omM, y aeTeit ¢ onHOI 13 (OpM MPOsIBIIE-
HU JAUCIUIa3UM COCAMHUTEIbHOW TKAaHU — TIPOJIATICOM

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

MUTPAJIbHOTO KJIallaHa MOoCJie SHEPrOTPOITHOM Tepanuu
OTMEUYeHa NUHAMMKa psifa ToKasarejieil aMUHOKUCIOT
u KapHUTHUHOB. OcoOeHHO oOpalaeT BHUMaHUE TOCTO-
BepHOE TOBBIIIIEHUE YPOBHSI METMOHWHA, CBOOOTHOTO
U CBSI3aHHOTO KapHUTHHA (cM. Tabj. 3,4). BeisiBieHHbIe
U3MEHEHUsI aMUHOKUCJIOTHOTO M KapHUTUHOBOTO CHEK-
Tpa OYEBUIHO B3aMMOCBsI3aHbl. KapHUTHUH ycBanBaeTcst
BMECTE C MUILEH U CUHTE3UPYETCsI B NMEUYeHU M3 aMUHO-
KUCJIOT JIM3MHA M METHUOHWHA. METMOHWH B Ipoliec-
ce oOMeHa BBICTYMAeT B KavyeCTBE JOHOPA METUJIbHBIX
rpymni. [ToaTomy n3MeHeHUsI YPOBHSI €r0 MPOU3BOTHBIX
SIBJISTIOTCSI KOCBEHHBIMU TIPU3HAKAMU AUHAMUKU CONEP-
JKaHMsI caMoro KapHuTrHa [13].

3aknioyeHue

IIpoBeneHHBIN aHAIN3 CIIEKTpa KAPHUTUHOB U aMM-
HOKMCJIOT y JIeTeil C TpojaricoM MUTPaJIbHOTO KJlaraHa
CBUIETENILCTBYeT 00 YMEpPEHHBIX, HO JOCTOBEPHBIX W3-
MEHEHMSIX TKAHEBOIO MeTabojM3Ma B BUIE CHIKCHUS
YPOBHSI KApPHUTWHA W OTAEIbHBIX AMUHOKKCIIOT, IIPEXKIe
Bcero MeTroHnHa. [1pu mpoBeneHUM KOMOMHUPOBAHHOM
DHEPTOTPOITHOM Tepalmu B TeYeHUU 12 Mec, BBISIBIEHO
JIOCTOBEPHOE YBEJWYEHUE YPOBHS aMUHOKUCIOT (TIpe-
JKJIEe BCETO METMOHMHA) 1 CBSI3aHHOTO Y CBOOOTHOTO Kap-

Tabauya 3. AMMHOKHCJIOTHBIA COCTAB B KPOBH Y JIeTeil ¢ MPOJANCOM MUTPAJILHOTO KJIANaHa B KaTaMHe3e yepe3 12 mec

1-s1 moarpyrma nocie

2-51 moArpyIra 6e3 3HeproTPoOHot

AN T EREE SHEPrOTPOITHO Teparuu (n=29) Teparmn (n=28) I;g:;;g;g’
MKMOJIb/71 (M=*m)
AcmaparnHoBast KucyioTa (Asp) 152,16%6,10 112,1+4,3# 1,4
InyramuHoBas kucinora (Glu ) 325,10%5,96 214,248, 7# 1,5
Tupozun (Tyr) 79,52+4,71 55,4%3,14 1,4
Aprunvs (Arg) 87,23£0,59 61,2+£2,07# 1,4
Hwrpymmn (Cit) 36,18+0,83 25,9+1,5# 1,4
®enunamanuH (Phe) 57,51+2,30 40,1+1,72# 1,4
Metuonun (Met) 28,39+0,40 7,1510,42# 4,0
OpnuutuH (Orn) 379,38+3,91 168+3,78# 2,3
Jlevimmu/Uzoneiuma (Xle) 170,51+£7,93 150,9£9,08 1,1
Banmn (Val) 214,08+8,44 177,3£7,45%* 1,2
AmanuH (Ala) 200,61£6,66 174,616,13* 1,1
Dy 244,08%6,58 175,7£6,21# 1,4

Tlpumeuanue. *-p<0,05, **-p<0,01, #-p<0,001 —10CTOBEPHOCTD PA3TUYMSI MEXKIY MOATPYIITAMH.

Tabauya 4. Tloka3arem KADHUTHHOBOTO 0OMEHA y JIeTeil ¢ MPoJIancoM MUTPAJILHOTO KJanana B KaTamHe3se yepe3 12 mec

1-s1 moArpyIma nocie

2-51 moArpyIra 6e3 3HeProTPoHoit

T AT SHEProTpoIHoi Tepanuu (n=29) Tepanuu (n=28) KparHocts
paznuuuii
MKMOJTb/TT (M=£m)
C0 (cBOOOTHBIIT KADHUTHH) 42,25+0,95 38,9+0,6* 1,2
CBsI3aHHBIN KapHUTUH 9,2740,45 5,83%0,52** 1,6
CBsI3aHHBII KADHUTUH /CBOOOIHBIIA 0,22+0,01 0,149+0,01** 1.5

KapHUTUH

Ilpumeuanue. *-p<0,05, **-p<0,001 — 1OCTOBEPHOCTb pa3IUUUs MEXJLY TPyIIIaMU.
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baedunosa M.T. u coasm. DHbeKTUBHOCTH IHEPTOTPOITHOIT TepATINY TIPU HAPYIIIEHNH KJIETOYHOTO SHEProoOMeHa y IeTel ¢ TPoIaricoM MUTPATBHOTO KJanaHa

Tabauya 5. KoppenauuoHHas 3aBUCHMOCTb 9HEPTOTPONHOI TEPANNH ¢ OKA3aTeIIMUA AMUHOKHCJIOTHOIO COCTABA H KADHUTHHOBOTO

o0OMeHa Yy JieTei ¢ mMpoJiancoM MUTPAJILHOTO KJlanaHa

Merabonrueckuii mokKazaresib

CraTucTu4ecKuii mokas3aresib

R CniupmeHna P-YPOBEHb
AcnaparnHoBasi KucyioTa (Asp) 0,65 0,0000
[nyramunosas kucnora (Glu ) 0,29 0,0277
Tupozun (Tyr) 0,35 0,0079
ApruHuH (Arg) 0,27 0,0500
Hurpynmun (Cit) 0,14 0,2953
Dennnananus (Phe) 0,11 0,4196
Mertnonun (Met) 0,55 0,0000
OpnuutuH (Orn) 0,10 0,4572
Jeiupn/uzoneinus (Xle) 0,02 0,8995
Baymn (Val) 0,30 0,0370
AsnanvH (Ala) 0,18 0,1922
Tnanun 0,34 0,0100
C0 (cBOOOTHBI KAPHUTHH) 0,28 0,0041
CBsI3aHHBIN KapHUTUH 0,46 0,0003
CBs13aHHBIN KapHUTUH /CBOOOTHBIN KADHUTHH 0,70 0,0000

HUTWHOB, UYTO B Pe3yJIbTaTe MPUBOAUT K OTHOCUTEIHLHOM
HOpMaJIM3alluM TloKa3aTesieil TKaHeBOro meTtabosm3mMa
y AeTel C MpoJIaricoM MUTPAJILHOTO KiaraHa.
IIpumeHeHNe TEXHOJIOTMM aHajiu3a CyXUX IISITeH
KPOBM C MOMOIIBIO KMIKOCTHOTO TaHAEMHOIO XpOoMa-
TO-MAacC-CIIEKTPOMETpa PEKOMEHIYeTCS JUIST paHHEN
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