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T.H. Jopouuna, H.C. YepkacoB

COCTOSIHHE l'IUOKASATEAEﬁ BHOOHEPIT'ETHYECKOI'O OBMEHA
Y AETEH C BPOXXAEHHBIMH IIOPOKAMH CEPAOIIA

I'BOY BIIO «ActpaxaHckas rocy1apcTBEHHas MeIUIMHCKas akaaeMus» Mun3sapasconpazsutus Poccun

Jlis u3ydeHus mokasatesieii OMo’HepreTHYecKoro ooOMeHa ObLTH 00ciieioBaHbl 82 peOeHKa paHHETO BO3PAaCTa C
BPOXJICHHBIMH TIOpPOKaMH cepaua. [IpoBeneH yriyOieHHbIH aHaTH3 OCHOBHBIX [TOKA3aTeleii KApPHUTUHOBOT'O CIIEKTpa Y
JIETeW ¢ BBIPAXKCHHBIMHU HAPYIICHUSIMU TeMOJMHAMUKA U 0€3 TAKOBBIX. Y CTaHOBIICH JAUCOANaHC KAPHUTHHOBOTO CIICK-
Tpa 3a CYET MOBBIMICHHS YPOBHEH alMIKAPHUTHHOB, CHIDKCHUS CBOOOIHOT0 KAPHUTHUHA ¥ MCTHOHHHA TIPU HAPYIICHUSIX
KpoBooOparienus. OnpeieseHne moKas3areineldl KApHUTUHOBOTO CIICKTPA MOXKHO HCIOIB30BATh IS OLICHKH OHOIHEpre-
THYECKOTO 0OMEHA y IETEH C BPOXKICHHBIMU IIOPOKaMH CEPIIa.

Knrouesvie cnosa. eposicoennvie nopoxku cepoya, 0emu, KApHUMUHOSbLL CHeKmp, noKazamenu duosnepzemuye-
CcK020 0bMena.

T.N. Doronina, N.S. Cherkasov

BIOENERGETIC EXCHANGE PECULIARITIES
IN CHILDREN WITH CONGENITAL HEART FAILURE

For determining bioenergetic exchange peculiaritissase with congenital heart failure 82 childodérearly age
were observed. The main peculiarities of carniacérum in children with blood circulation defeetsd without them
were thoroughly studied. It was ascertained thatcdrnitin spectrum was not balanced due to thieehigcilcarnitine
and lower free carnitin metionin levels in childrefth blood circulation defects. It was definedttfar the estimation
of the bioenergetic exchange in children with cdhédneart failure there may be possible to usediermination of
the carnitin spectrum peculiarities.

Key words. congenial heart failure, carnitin spectrum, bioegetic exchange peculiarities.

CocrosiHue MHOKapa MOXKET ONPeeAThCS N3MEHEHUSIMH OMOIHEPreTHIEeCKOro 0OMeHa MepBUYHOTO
W BTOPUYHOTO Xapakrtepa. Oco0oe BHUMaHHE yIeNnseTcs SHEPTeTHUECKIM HApYyIICHHUSM, MPOUCXOISIINM B
Kapauomuonurax. CymecTByeT CBA3b MEXKIY HEIOCTATOYHOCTHIO KapHHUTHHA B MHOKApJE M CEpACHYHBIMH
3a00JICBaHUSMH, [TPU STOM CBOOOIHBINA KapHUTHH cHIDKaeTcst moutd Ha 40 % [1, 5].

W3zBecTHO, YTO OOIIMIT KADHUTHH YCBAaMBAETCSI BMECTE C MUILECH MM CHHTE3UPYETCs B ICUCHH U3 aMH-
HOKHUCIIOT JIN3UHA U METHOHMHA. METHOHHH B Ipolnecce 0OMeHa BHICTYHAeT B KaUeCTBE JTOHOPA METHIBHBIX
rpynm. ITosToMy ero coiepskaHne MOXKET CIY)KUTh KOCBEHHBIMH ITPHU3HAKaMU M3MEHEHHUS YPOBHS CaMOTO
kapuuthHa [1, 2].

OcHoBHOE Ha3HaueHHE L-KapHUTHHA — TPAHCIIOPT JMITNIOB B MHUTOXOHAPHHU AJs P-okucienus. bes
HETO 3TOT MPOLECC MCKII0YAeTCs], MOATOMY aHOMAJIHMU ero oOMeHa BEAYT K HapyIICHHIO YHEPreTHYECKOro
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MeTabonM3Ma B KapANOMHUOINTAX. B CBA3M ¢ TeM, YTO SHEepreTnyecKre N3MEHEHUI B MUOKap/e MOTYT OIpe-
JETATHCS CIICKTPOM KapHUTHHOB M OCTAIOTCSI MAJOM3YUYCHHBIMH, aKTyaJIbHBIM SIBIISICTCSI HCCIICIOBAaHHE UX Y
JeTel ¢ BpOXKACHHBIMU Mopokamu cepaua [3, 4, 5].

Hean: m3yunTh OKa3aTenu OHOIHEPreTHIECKOro OOMEHaA y IeTei ¢ BPOXKICHHBIMU ITOPOKAMH CEp/ILa.

Marepuansl 1 MeToabl. [Ton HabmoneHNEM HaxoaWiIoch 82 pebeHKa, B BO3pAcTe OT 2 MECSIEB /10
3 net. Y3 HUX OBLIO BBHIJEICHO 3 IPYIIIBL: B IIEPBYIO BOLLIM YCIOBHO 310poBbie ieTH (12). Bropyro rpymimy
cocraBuiu nauueHTsl (38), umerome pasnuunbie BIIC ¢ XpoHHMYECKOH cepedHON HETOCTaTOYHOCTHIO
(XCH) ot Il A mo Il B cr. Tperbs Oblna npeacrasiena aeteMu (32), y kotopeix BIIC mpoTekain ¢ MUHH-
MaJIbHBIMU HapYIICHUSIMU reMoAnHaMHKH (| cT.) min 6e3 TaKOBBIX.

JInst Bepuukanuy BpoKJICHHOTO MOPOKa Cep/IIia UCTIOIb30BAIMCH OOMCKIMHUYECKIE METO Il HCCIIe-
noBaHus. JIabopaTOpHbIE METO/IBI BKIFOYAIN B Ce0sI: KOMIUIEKCHBIH aHaM3 aMUHOKHCIIOT U KAPHUTHHOBOTO
CTIEKTpa KPOBH MO METOAMKE KOJMYECTBEHHOTO ONPEAEICHHs allMKapHUTHHOB HA JKUIKOCTHOM TaHAEMHOM
xpomaro-macc-criektpometpe Agilent Technologies 6410 Triple Quad LC/MSIIA). B o6mee konnuect-
BO BOLLIO 42 HAUMEHOBaHHSI AMUHOKHUCIIOT U KAPHUTHHOB.

VrnybneHHOMY aHaan3y OBLTH MOABEPTHYTH YpOoBHU ¢BoOoaHOTO KapuutHHA (CO), aleTHIKapHUTHHA
(C2), oxranownkapautuna (C8), mernonuna, rexcagekanonnkapuuruaa (C 16), creapomnkapantrna (C18).
[Mony4eHHsle TaHHBIE 00pabaTHIBAIMCH C MOMOINBIO MakeTa nporpamm Statgraphics (Manugistic Inc., USA).
B pabore ucroap30BaHbl METO/IBI BAPHAIIMOHHOM CTATHCTUKH ¢ onpeneieHneM kputepus Croronenta (t).

Pe3yabTathl M HX 00cy:kaeHue. [IepByio (KOHTPOIBHYIO) TPYIILY cOCTaBuian 12 nereii, 6e3 KIHHM-
KO-MHCTpyMeHTanbHbIX npu3HakoB BIIC. Bo BTopoit — npossnenus XCH HapacTanu NOCTENEHHO B Tede-
HHUe 4—6 MecsIeB, B 3aBUCHMOCTU OT TSDKECTH MOPOKA M BBIPAXKEHHOCTH COIYTCTBYIOUIMX 3a00JICBaHUI.
Kiuanueckn y 9THX JeTel 0TMEYaanCh, CHHYCOBBIe TaxuaputMuu y 11 (28,94 %)enoBek, He BBIpaKeH-
Has oxpimka y 10 (26,31 %)hanueHTOB, yMEpeHHOE yBenndeHne pa3mepoB neueHun y 9 (23,7 %)nereii.

W3 comyTcTBYIOIIEH MaTONOrHU BeTpedanuch: y 17 (44,7 %)ianueHToB THIOTPOQHS Ha IEPBOM TOILY
xm3HH, y 8 (21,05% )enoBex — paxut. Hapsay ¢ atum, y 18 (47,4 %)neteii B Teuenue nmepBoix 12 Mecsies
’KM3HU JUArHOCTHPOBAIACh aHEMHMS JIETKOH CTENEHH TSHKECTH, Ha BTOPOM TOXY KM3HHU NPH3HAKU TaHHOM
narojoruu ocraBanuck y 12 (31,6%)nanueHToB. AHEMHs CpeIHEH CTENICHU TSHKECTH B PaHHEM BO3pacTe
BeIsIBISLIACH B 7 (18,42%)cnyyasx. Kpome Toro, cpeam CrekTpa COMyTCTBYIOIICH MATOJOTHU BBIACIISIIACH
TMITIOKCHYECKHU-UIIeMudecKas sHiedanonatus (I'MD) ¢ curapomamu: rumepozdoyaumoctd — 18 (47,4 %)
nereii, yruerenust — 8 (21,0 %penosek. Ha 2—3roay sxu3Hu y OOJBIIMHCTBA JETEH COXPAHSIIUCH OCTATOY-
Hble U3MEHEeHHUs nepeHeceHHoi ['MD. Bee manmeHThl mosydaiu OOLISTIPHHATYIO CTaHIApTHYIO KOHCEpBa-
THUBHYIO TEPAITHIO.

VY 20 meteii TpeThel rpyNIbl OTMEYATNCH JOKINHUIECKIE N3MEHEHNS TeMOIMHAMIKH, KOTOPbIE COOT-
BercTBoBaNM | ctanuu XCH, npu NprCOCTMHCHU PECTUPATOPHBIX HH(EKIHIA, a Y OCTAJIbHBIX — IPU3HAKOB
HapyIIeHHus: KpoBooOpamieHus He Obu10. B 3T0i rpymme Toxke oTMedanach COIMyTCTBYIOIIAs MaTOJIOTHS. pa-
xut 12 (31,6 %)) runorpodus pasmwuroit stnoioruu 11 (34,4 %) 'O ¢ pasnuyHbiMu cHHApoMamu 18
(56,2 %).0OqHako BBISABICHO, YTO MOBTOPHBIC PECIIUPATOPHBIC HHMEKIIMU BCTPEYAINCH Y HUX B 2,2 pa3a pe-
e, 4eM y TalUeHTOB BTOPO# Tpymmbl. CTpyKTypa CONMYTCTBYIOIIUX IOPOKY 3a00JICBaHUI B BO3PACTHOM
aCIIeKTe MEHSIaCh aHAJIOTUYHO TaKOBOM BO BTopoii rpymme. BIIC npeacTaBieHbl pa3iudHbIME Ae(heKTaMH,
KOTOpBIC OBUTH F€MOJJMHAMUYECKH HE BBHIPAXXCHBI M HE TPEOOBAIN TEpaIyy.

[Tpu oreHKe MoKa3aTeneil KAPHUTHHOBOTO CIIEKTPa U HEKOTOPBIX aMHHOKHCIIOT, BBISIBJICHO, YTO YPOB-
HU METHOHMHA ObLTH CHIDKEHBI (Tabi1.) Bo BTopoit rpymie (P < 0,01)60mbire, uem B TpeTheii (P < 0,05).

Tab6muma
YPpoBHH 0CHOBHBIX IOKa3aTe/ell KADHUTHHOBOIO CIIEKTPa
B 3aBHCHMOCTH OT COCTOSIHUSI TeMOTMHAMMKH y JeTeir, M £ m

IMoka3zarean I'pynnsl gerei

(MKMoJIB/) 1-s rpynma (n = 12) 2s rpynna (n = 38) 3s rpymmna (n = 32)
Mertuonun 12,1 +£0,5 9,8 £ 0,5*** 10,2 £ 0,7**
CO (cBOOOAHBIN KAPHHUTHH) 28,3+3,1 20,1 + 3,2* 23,1+4,7
C2 (aueTHIKapHUTHH) 6,7+0,7 9,2 +0,5** 8,7+0,7*
C8 (OKTaHOMJIKAPHUTHH) 0,25 +0,04 0,39 + 0,05** 0,29 + 0,07
C16 (rekcaeHOMIKAPHUTHH) 3,2+0,3 35+0,3 3,1+05
C18 (cTeapoMIKapHHUTHH) 2,1+0,2 2,3+0,2 2,2+0,3

Ipumeuanue: oocmogepHocms noxasamenel COOMBEMCMBYIOWUX 2PYNN Oemell U YCI08HO 300PO8bIX NAYUEeH-
mos. * —p > 0,05; * — p < 0,05; ** - p <0,01.
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Coneprkanne cBOOOIHOTO KApHUTHHA MMEJIO TEHJICHIHIO K CHIDKEHHIO Y TAIlIEHTOB BTOPOIl I'PYIIIBI
(p > 0,05),a B TpeTheii TPyIIIE CYNIECTBEHHBIX U3MEHEHNI €r0 YpOBHEH He oTMedanoch (Tabir.). YpoBHH
KOPOTKOLETIOUeYHbIX aimikapHUTUHOB (C2 1 C8) Obutn yBenmueHHBIMU BO BTOpoii rpynme (P < 0,05)u ne-
3HAYUTENBHO MOBBIMICHHBIME B TpeTbeil (P > 0,05) .ConmepkaHue UIMHHOLENOYCYHBIX AlMIKAPHUTHHOB
(C16,C18) B aTux rpyIax He IPEBBIIIAI0 3HAUYEHHsI TAKOBLIX Y YCIOBHO 310poBEIX (P > 0,1).

Pe3ynbraTel mccienoBaHns KapHUTHHOBOTO CIHEKTpa Yy JAETeH BTOPOW TPYIMIBI CBHICTEIBCTBYIOT O
3HAYUTENIFHOM HapyIIeHHH OMOIHEPTeTHUECKOro OOMEeHa, MPOSBISIIOIEMCS CHUKEHHEM CBOOOAHOTO Kap-
HUTHUHA W TIOBBIIICHHEM KOPOTKOLETIOUCUHBIX aIMIKapHUTHHOB. OOHapyXXECHHBIE M3MEHEHUs, BEPOSTHO,
CBSI3aHBI C TPOSBICHUSAMH THUIIOKCHH, BBI3BAHHOW CaMHMM ITOPOKOM, HapyIIEHHSAMH TeMOANHAMUKH, YCyTyO-
JSIOMUMUCS HaJTMYUEM CONPOBOKIAIONIEH comyTcTBYIoLel natoaoru. CHIKEHUE YPOBHEH METHOHHMHA Y
3THX TALMEHTOB MOXKET PAaCUEHMBATHCS, Kak Kputepuil m3meHeHns CO B TKaHAX, JaXke MPU HOPMaJIbHOM
YPOBHE €ro B ITa3Me, KaK YKa3bIBaJIOCh B IIOJ00HBIX HCCIEOBaHUAX [2].

B tpetbeii rpymme, B ommune ot BTopoid, TeueHre BIIC Obu10 0e3 BhIpakeHHBIX TeMOANHAMHYECKHX
HapyIIEeHUH W 3HAYUTEIBHO PEXKE COMPOBOXKAAIOCH COMYTCTBYIOIIMMH COMAaTHYECKUMH 3a00JIEBaHUSIMU.
ITosTOMY KapHUTHUHOBBIM CHEKTP y AE€TEH 3TOU rpyNIbl HE UMEN CYLIECTBEHHBIX NU3MEHEHUH.

VriryOneHHbIH aHATM3 3TUX MTOKa3aTeNel MO3BOJIMII Pa3/IeNIUTh TPEThIO TPYMITy Ha 2 HOATPYNIHBL: 6e3
JOCTOBEPHBIX M3MEHEHHI MOKa3aTelell KapHUTHHOBOro crekTpa (20 4elnoBeK) U ¢ ITOKIMHUYECKUMH yMe-
peHHBIMH H3MeHeHusMu (12 nereii). B nepBoii noArpyrie HEM3MEHEHHOE COCTOSIHUE KAPHUTHHOBOTO CIIEK-
Tpa COOTBETCTBOBAJIO BBISBICHHBIM MHUHUMAIBHBIM KIMHHYECKAM IPOSIBICHUSIM TIOPOKA M OTCYTCTBHIO Te-
MOJUHAMUYECKUX HapylleHUH. BBISBICHHBIN 3HepreTHueckuii aAncOagaHc BO BTOPOM MOATrpyMIlEe HEe Ha-
CTOJIBKO BBIP@XKCH, KaK y manueHToB BTopoil rpymnmsl (P < 0,05),Ho Bce ke, BETMYMHBI 1TOKa3aTeNnei He co-
OTBETCTBYIOT HOPMATUBHBIM 3HAYECHUSIM, YTO, BO3MOKHO, TOBOPUT O HAJIMYMH HAPYLIICHUH WM HaNpsOKEH-
HOCTH (pyHKIMHA KapJHOMHOLIMTOB.

BrIBOABI.

1. VYcraHoBieHBI BEIpaKeHHBIH 1ucOalaHC KAPHUTHHOBOTO CIEKTpPA, MPEUMYIIECTBEHHO 3a CUET I10-
BBILICHHS YPOBHEH aI[MJIKApHUTHHOB, CHIDKCHUS! YPOBHEH CBOOOIHOTrO KapHHUTHHA M METHOHHMHA y JETEeH C
BPOKICHHBIMH IOPOKAMH CEP/IIa, COMPOBOXKIAIOIINXCS 3HAYUTEIbHBIMI HAPYIICHUSIMHA T€MOTUHAMUKH.

2. Y OONBbHBIX paHHEro BO3pacTa C KOMIIGHCHPOBAHHBIM TEUEHHEM IIOPOKA CEpAla ONPENeIsIOTCs
yMEepeHHbIe HapyIIeHUs oKa3aTelell OMoIHEepreTHIecKoro oOMeHa 1, BepOATHO, CBS3aHBI C ITEPEHECECHHBI-
MU COMYTCTBYIOIUMH 3a00JI€BaHUSIMH.

3. OmpenencHue W3yYEHHBIX MOKa3aTeleld MOYKHO HCIIOJIB30BAaTh U OLEHKH OMOIHEPTeTHYECKOTO
oOMeHa y feTeil ¢ BpOKIEHHBIMH ITOPOKaMH CEpLa.

CIHCOK AHTEpPaTyphl

1. T'apmaesa, B. B. HenocTarouHOCTh KapHUTHHA Y HETOHOIIEHHBIX JETEH ¢ peCIMPaTOPHBIM JHCT-
pecc-cunapomom / B. B. I'apmaesa, I'. M. llementseBa, B. C. Cyxopykos, M. 1. ®pomnosa // Poccuiickuii
BECTHHUK nepuHaronoruu u neauatpuu. — 2008. Ne 3. —C. 2-5.

2. Jleontnesa, 1. B. Hapymenue kineToyHOH SHEpreTHKY MIpH NaTooruk Muokapaa. [Ipumenenue L-
kapHutuHa (mocobue s Bpaueit) / U. B. JleontseBa. —M.: UJ] «<MEJITIPAKTHUKA-M», 2009- 52c.

3. Uepkacos, H. C. Bone3Hu cepjiia HOBOPOXKICHHBIX M JETEH paHHEro Bo3pacTa . MoHorpadus
/ H. C. Yepkacos. — Actpaxansb : M3a-so ATMA, 2009. — 268.

4. Helton, E. Metabolic aspects of myocardial disems# a role for L-carnitine in the treatment of
childhood cardiomyopathy / E. Helton, R. DarraghFRancis et al. // Pediatrics. — 2000. — Vol. 16h —
P. 1260-1270.

5. Korkmaz, A. Plasma carnitine levels in preterm m$awith respiratory distress syndrome
/ A. Korkmaz, G. Tekinalp, T. Coskun et al. // Rdinernational. — 2005. — Vol. 47 (1). — P. 49-52

Joponuna TartesHa HukonaeBHa, KaHOWIAT MEAUIIMHCKUX HAYK, aCCHCTCHT Kadenphl MeAHaTpuu JeueOHOTO
¢dakynprera BOY BIIO «AcTpaxaHCcKkas rocyJapCcTBeHHAs MEAWIMHCKAs akaneMus» MuH3apaBcolpa3BuTis Poccun,
Poccust, 414000y. Actpaxanb, yi. Bakunckas, 1. 121,ten.: (8512) 36-86-75, e-mail: tatdrnina@rambler.ru.

YepkacoB Huxonaii CtenmaHoBUY, IOKTOP METUIIMHCKUX HAyK, Tpodeccop, 3aBenyrommid kadeapoi rocmu-
tanpHOU neanatpun [ bOY BITIO «AcTtpaxaHckas TOCyIapCTBEHHAs MEIUIIMHCKAs akaneMus» MUH3IpaBcoIpa3BUTHS
Poccun, Poccust, 414000r. Actpaxanb, yi. bakunckas, 1. 121,ren.: (8512) 35-75-69, e-mail: kafedral@mail.ru.

53



