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HccnenoBanu KOHIEHTPALMIO KAPDHUTHHA M ero (pakmmii B mepudepuyecKoil KPOBH METOOM TAHIEMHOIM MACC-CHEKTPOMETPUH
y 22 HeJIOHOIIEHHBIX HOBOPOKIEHHbIX JeTeill C «BEHTHJISATOP-ACCOUMNUPOBAHHOI» MHeBMOHME U y 20 YCIIOBHO 3/10POBbIX HEJIO-
HOIIEHHBIX HOBOPOXKAeHHbIX. Macca Tea nereil mpu poxaennu cocraBwia 2086,32+117,13 u 2140,9174,4 r, recTranuuoHHbIi
o3pact — 33,710,41 u 34,16+0,51 Hen coorBercTBeHHO. B ocTpOM mepuose 3a00/ieBaHNs KOHIEHTPALMS OOINEro KapHUTHHA
ObLIa HA HUXKHEil rpaHuile HOPMbI uiau cHikeHa y 10 (45%) neteii. Y 4 HOBOPOXKIEHHBIX C «BEHTHIATOP-ACCONMUPOBAHHOIN»
NMHEBMOHHUEN BbISBJIEH CTONKHIA J1e(DMIMT KAPHUTHHA: COAEPKAHHE CBOOOIHOrO KAPHHTHHA ObLIO OYeHb HM3KMM: OT 7,47 10 8,
37 mmoab/a (7,9710,197 MKMOJIb/J1), KOHIEHTPAIMSA 00LIEr0 KAPHUTHHA TakKxKe Obuia cHizkena (ot 21,55 no 22,01 Mkmo.b/i;
21,710,366 mrmoun /). IToka3aresm dpaknuii aUUIKAPHUTHHOB INMPOKO BAPHPOBAJIM B TeYeHHE BCero 3a0oseBanus. Y 1 peGeHka
ObLM BbIsiBJIeHbI Bbicokue mokasarean C180OH (0,282 mkmouns/n; Hopma 0—0,110 mkmoan/n) u C18:10H (0,282 mMkmo.b/i;
HopMma 0—0,180 MKMO.Ib/.1) B TEUEHHE BCETO MEPHO/IA HOBOPOXKIEHHOCTH. DTO MOIJIO ObITh CBSI3aHO C HEJIOCTATOYHOCTbIO MUTOXOH-
JPUAJLHOTO TPU(DYHKIMOHAIBHOTO Oesika. McclienoBanue 00iero KApHUTHHA U ero (ppakimii y HeTOHOIIEHHBIX HOBOPOXKIEHHbBIX
C «BEHTWJISAITOP-aCCOLMMUPOBAHHOI» MHEBMOHME! MO3BOJIMJIO HA PAHHEM JTame BbISBUTH HAPYIIEHUs ero 00MeHa KaK BTOPUYHBIE,
TAK H HACJIEICTBEHHOTO XapPaKTepa.

Karouesvie caosa: nedonowennvie HOBOPOJICaeHHble 0emu, «BCHMUNAMOP-ACCOUUUPOBAHHA» NHEEMOHUA, KAPHUMUH, Mem{160/lM3M, Kpo8b.
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HapyueHusi KapHUTUHOBOIro 06MeHa y HEeJOHOLLIEHHbIX HOBOPOXAEHHbIX AETeV C BEHTUISTOP-aCCOLMUPOBAHHOV MHEBMOHUEN. POC BECTH re-
puHaton n neamnatp 2019; 64:(4): 45-51. DOI: 10.21508/1027-4065-2019-64-4-45-51

We studied the concentration of carnitine and its fractions in peripheral blood in 22 premature infants with fan-associated pneumonia
and in 20 conditionally healthy premature infants by tandem mass spectrometry. The birth body weight of children was 2,086.32 +
117.13 and 2,140.9 *+ 74.4 g, gestational age was 33.7 + 0.41 and 34.16 * 0.51 weeks, respectively. The concentration of total
carnitine was at the lower limit or decreased in 10 (45%) children in the acute period of the disease. 4 newborns with fan-associated
pneumonia demonstrated persistent carnitine deficiency: the content of free carnitine was very low: 7.47 — 8, 37 pmol/l (7.97 £
0.197 pmol/l), the concentration of total carnitine was also reduced (21.55 — 22.01 pmol/l, 21.7 = 0.366 pmol/l). The fractions
of acylcarnitines varied widely throughout the disease. One child had high rates of CISOH (0.282 pmol/l; norm 0—0.110 pmol/l)
and C18:10H (0.282 pmol/l; norm 0—0.180 pmol/l) during the entire neonatal period. It could be associated with mitochondrial
trifunctional protein deficiency. The study of total carnitine and its fractions in premature infants with fan-associated pneumonia
allowed us to identify violations of its metabolism, both secondary and hereditary at early stage.
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BCHTHHHTOp-aCCOLII/II/IpOBaHHaH ITHCBMOHMS Y HEMIO-
HOIIICHHBIX HOBOPOXKIEHHBIX IETe OCTaeTCs Ceph-
e3HOI mpobJIeMoii meauaTpun. ATo 3aboeBaHUEe — OIHA
W3 OCHOBHBIX IIPUYMH CMEPTHOCTH B TTOCTHEOHATATEHOM
Tepuojie, OHO HePenKo BeaeT K (POpMUPOBAHUIO XPOHHU-
YeCKOM TaTOJIOTUH JIETKHX.

M3BecTHO, YTO MPU TSTKEIOMN IbIXaTeIbHOW HeIocTa-
TOYHOCTH BO3pacTalOT SHEPreTMYeCKHe 3aTpaThl opra-
HU3Ma, 0cOOeHHO Ha (hoHe OaKTepuaabHON MHGMEKIINU
[1—3]. 3acny:xuBaeT BHUMaHUS BOIPOC O AeULINTE Kap-
HUTHHA, YIACTBYIOIIIETO B OOMEHE KUPOB — MCTOUHMKOB
sHepruu [4—6]. Y HeIOHOUIEHHBIX OETel CHUTYyalus
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VCIIOXKHSIETCSI ~ HEIOCTaTOYHOM  TpaHCIUIAIlleHTapHOMI
repenadeil KapHUTUHA, KOTOpasi OCYIIECTBIISIETCS TIpe-
umyiectBeHHO B 111 TpumecTpe GepeMeHHOCTH, He3pe-
JIOCTBIO (hepMEHTOB CHHTe3a KapHHUTWHA, CHYDKCHHOMU
ero peabcop6buueii B moukax [1, 7-9].

BaxxHast mpo0GiieMa 3aKiTIOJacTcsT B paHHEH JIMarHo-
CTHMKE BPOXKICHHBIX Ie(heKTOB 0OMEHA BEIIIECTB Y HOBOPO-
KAeHHbIX [4, 5, 7, 9]. B ToM uuciie cepbe3Hylo OMacHOCTh
TIPEACTABISTIOT  3a00JIeBaHUSI, CBS3aHHBIE C Hapyle-
HHEM MeTaboM3Ma KapHUTHUHA W B-OKUCICHUS KUPHBIX
kuciyot [10, 11]. K HUM, B 4aCTHOCTH, OTHOCSITCSI TIep-
BUYHBI CUCTEMHBIA HeGUIUT KapHUTHHA (00YyCIOB-
JIEHHBIN Je(OUIIMTOM TpaHCTIOpTepa KapHUTHHA) [4—6, 11]
U HEIOCTATOYHOCTh MHUTOXOHIPHATHHOTO TPUGYHKITNO-
HasibHOTO Oenika [12, 13]. B orcyTcTBHE CBOEBpeMEHHOI
MUATHOCTUKM M JICUCHUS 3TUX 3a00JIeBaHUI pa3BUBACTCS
TSDKeJTasi CHCTeMHasl TIaTOJIOTHsI, KOTOpash MOXET IIpH-
BECTH K WHBAIMAM3ALNH ¥ JICTATEHOMY MCXOIY B paHHEM
Bo3pacre [1, 4, 5, 10, 11, 14].

BMecTe ¢ TeM KIMHWYECKHE TIPOSBICHUS KakK Iep-
BUYHOI, TaK W BTOPWUYHOW HEZOCTATOYHOCTH KapHU-
TUHOBOTO OOMEHa He SIBISIIOTCS —CIeIU(PUICCKUMU
1 HaOJOArOTCS TPU Pa3IMIHON HEOHAaTaJbHOW ITaTo-
gorum [1, 7, 9, 15—19]. B cBsI3u ¢ 9TUM aKTyadbHbIM
ocTaeTcs onpeaeicHue OMOXUMIYECKIX MapKepoB Helo-
CTaTOYHOCTH KapHUTHHA.

C yJ4eToM WMB3JIOKEHHOTO IIeJIbI0 HACTOSIIETO HCCIIe-
TIOBaHMsI OBUTO CpaBHUTEIbHOE M3YYCHHE OCOOCHHOCTEM
TToKa3aTejieii KaApHUTHHOBOTO OOMeHa Y HETOHOIIIEHHBIX
HOBOPOXKICHHBIX C  «BCHTHJISTOP-aCCOIMMPOBAHHON»
ITHEBMOHUEH 1 YCIIOBHO 3MOPOBBIX HEMOHOIIICHHBIX IETEH.

XapaktepucTtuka petei u MeToAbl UCCNeAoBaHNSA

WccnepoBanust mpoBomwin y 42 HeZOHOIIEHHBIX
HOBOPOXIEHHBIX JeTeil, HaXOOWBINMXCS Ha JIeYeHUU
U BBIX&XWBAHUM B TOPOICKON KIMHUYECKON OOJb-
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OPUINMHAJIbHBIE CTATbU

Huue Nel3 JlemapramMeHTa 31paBooXpaHeHusT MOCKBBI.
ety OblIM pasaesieHsl Ha 2 Tpyniibl. B ocHOBHYIO rpynmy
BOLIIM 22 HENOHOLIEHHBIX HOBOPOXIEHHBIX pebeHKa
¢ Maccoii Tena geteid mpu poxaenun 2086,32+117,13 ¢
(1350—2700 1), nnuHoit Tena 44,2+0,61 cM (40—48 cm),
recTallMOHHBIM Bo3dpactoM 33,740,41 Henm (30—36 Henm).
VY nmeteit aTo# TPyl Ha hOHE TTPOBEACHUS allliapaTHON
UcKyccTBeHHOM BeHTwsinuu Jierkux (MBJI) o nmosomy
PECIIMPaTOPHOTO MUCTPEcC-CUHIpOMa B Bo3pacTe 3—8
CYT pa3BWIACh «BCHTWIATOP-acCOIIMMPOBAHHAS» ITHEB-
monust. dmurensHocth MBJI cocraBuna 5,5+0,28 cyt
(4—8 cyr).

B xoHTpOabHYIO rpynny Bouiy 20 YCIIOBHO 3M0POBBIX
HEIOHOIIICHHBIX NeTeil ¢ Maccoi Teia TpHU POXICHUU
2140,9£74,4 1 (1600—2500 1), nmuHoii Tena 45,0+0,42 cm
(41—48 cm), rectartmoHHBIM Bo3pacToM 34,16+0,51 Hen
(33—37 Hen). leTr cpaBHUBAEMBbIX TPYIIIT IO TeCTAallMOH-
HOMY BO3pacTy W IToKa3aTesisiM (QU3MISCKOTO Pa3BUTHS
MPU POXICHUU OBUTA perpe3eHTaTMBHBIMM. KimHude-
CKOe HaOJIfoIeHUE BCEX AeTel OCYIIECTBISTN C MOMEHTa
HX ITOCTYIUIEHUS B CTALlMOHAP U 10 BBITACKH.

OmpenenieHe ComepXaHWs B TeprbeprUIecKOn
KpPOBH OOIIEro, CBOOOTHOTO W AIlMIKAPHUTHUHOB ITPO-
BOIWJIM METOIOM TaHAEMHOW MaccC-CIeKTPOMETPHM.
KoHIeHTpalno KapHUTHHOB BBIPasKaJId B MUKPOMOJISIX
Ha muTp. [lokasaTeam KapHUTUHOBOTO OOMEHa oIpeie-
JISTA Yy YCITIOBHO 3MOPOBBIX JeTeil Ha 1-if Hemele XXU3HU
(5—7-ii ;meHb), a y HeTell C <«BEHTWISITOP-aCCOLIMUPO-
BaHHOI1» ITHCBMOHMEH B OCTPOM IIepHroze 3ab0JIeBaHM
(6—12-11 meHb XXMU3HN) 1 TIOBTOPHO Ha 4-ii HeJesle XU3HI
(BOCCTAaHOBUTEJIbHBII TIEPUOT).

Cratuctiyeckass 00pabOTKa pe3yJIbTaToOB ITPOBO-
IWJIach C MCIIOJIb30BaHMEM IporpamMMmbl Statistica for
Winows 6.0 ¢ pacueToM cpemHeil BETWIMHBI, CTaH-
JApTHOTO OTKJIOHECHUS, OIIMOKM CTaHIAPTHOTO OTKIIO-
HeHusT m, t-Kputepusi CteiomeHTa. [Tokaszarenn, xapak-
TepU3yIOLIME KayeCTBEHHbIE TPU3HAKU, BbIpaXaau
B aOCOJTIOTHBIX YMCJIaX M B OTHOCUTEIBHBIX BEIMIMHAX
B TIpolieHTaX. [IpOIeHT OT MaJbIX YKMCeT PacCUUTHIBATIN
IUTS CpaBHEHMSI TToKaszaTesieid MexXmy Trpyrmamu. Jocro-
BEPHBIMM CUMTAIM pa3Imdus ImokKaszareneid mpu p<0,05.

Pe3ynbratbl

Pesybratel MccienoBaHUST KapHUTHHOBOTO OOMEHa
y YCIOBHO 3IOPOBBIX HETOHOIICHHBIX HOBOPOXKIECHHBIX
W y HEIOHOIICHHBIX HOBOPOXICHHBIX IETC C «BEHTH-
JIITOP-acCOIMMPOBAHHO» ITHEBMOHMEW TTPEACTaBICHBI
B Tabs. 1 u 2 coorBeTcTBeHHO. [lo HaAIMM JaHHBIM,
ITOKa3aTeIM HOPMBI KapHUTUHOBOIO OOMEHa B KpPOBU
Y YCIIOBHO 3IOPOBBIX HEMOHOIICHHBIX HAXOMMINCH B Clie-
IYFOIIMX TTPeIeTax: O0IIniA KapHUTHH — 25—60 MKMOJIB/J,
CBOOOIHBIN KapHUTUH — 12—30 MKMOJIb/JI, CyMMa alluji-
KapHUTUHOB — 12—30 MKMOJIb/J1.

Kak BugHO 13 1a61. 1 1 2, cpegHUil ypOBEHb OOIIETO
KapHHUTHHA, CBOOOTHOTO KapHUTHHA W allMJIKAPHUTHHOB
He pasinyajicsl B WCCIIEMyeMbIX Tpymmax. [lpm wHmm-
BHUIyaTbHOM aHaIM3¢ OBUIO YCTAaHOBJIEHO, YTO y HeTeit
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Tapmaesa B.B. u coagm. HapyieHust KAPHUTHHOBOTO 00MeHa y HEOHOIIEHHBIX HOBOPOXKIEHHBIX IETel ¢ «BEHTHIISITOP-ACCOLMUPOBAHHON» THEBMOHUEH

C «BEHTWISITOP-AaCCOLIMMPOBAHHOI» TMHEBMOHMEH 3TU
ITOKa3aTeJIM BapbUPOBAIA B IMMPOKWX TMpeneiax W Y
15 u3 22 He BBIXOAWIM 3a TpaHUIIBI HOPMBI. OmHAKO
B OCTpPOM Tieprofe 3a00JieBaHMs KOHIICHTPAITUST OOIIEro
KapHUTHHa ObUTa cHIDKeHa y 4 (18%°) meTeii, ocTaBanach
Ha HIDKHEH TpaHuIle HOpMBI Y 6 (27%) n nMmena cpemHue
BeMIWHEL y 9 (41%). Y 3 (14%) HOBOPOKICHHBIX KOH-
LIEHTPAITUST OOIIEeT0 KapHUTHHA ObITa TTOBHITIIEHA W COCTa-
Buna 69,12, 74,5 u 88,1 MxMounb/n1. I3 HUX y 2 neTeii Oblna
MOBbIIIIEHa KOHIIEHTpalKs CBOOOAHOrO KapHuTuHa (53,1
u 43,6 MKMob/T) 1y 1 pebeHKa TOBBIIIEHA KOHIICH-
Tpauusi Kak cBoOomHOro kapHutuHa (33,82 MKMOIb/I),
TaK 1 allWIKapHUTUHOB (35,3 MKMOJIB/IT).

CHUXXEHME CcolepXKaHUsl CBOOOAHOTO KapHUTHMHA
BBIsIBIICHO ¥ 7 (32%) merteit, a allMIKapHUTUHOB — Y 3
(14%). HyxHo oTMeTUT, 4TO 14 (64%) HOBOPOXIEHHBIX
C  «BEHTWISITOP-aCCOUMMPOBAHHON»  TTHEBMOHUEN,
Yy KOTOPBHIX KOHIICHTpAIllsd KapHUTWHA B KPOBU ObLIA
CHITKeHa (MW HaXOAWJIach Ha HIKHEH TpaHHIIe HOPMBI)
mo 1—3 mokasaressiM, He UMEJIH ero 3araca B YCJIOBHSIX
TSDKEJTON ITHEBMOHWU C TIOBBIIEHHON TOTPEOHOCTHIO
OpraHu3Ma B 3Heproo0eCIICUeHUM.

Y 4 HOBOPOXIEHHBIX C <«BEHTHISATOP-aCCOLIMAPO-
BaHHOI» ITHEBMOHUEH ObUI OTMEYEH CTOMKMI1 HeULIUT
KapHUTHHA ¢ OY¢Hb HIU3KMM COIep>KaHIeM B KPOBU CBOOOII-
HOTO KapHUTWHA B TEYEHWE BCETO 3a00JICBaHMsI, BKITFOUAst
BOCCTaHOBUTE/IbHBIN TIepuon: ot 7,47 no 8,37 MKMOJb/I.
VY 3Tux meteil OBUTM HM3KWE YPOBHM OOIIETO KapHUTHHA
(ot 21,55 no 22,01 MKMOIb/JI). DTUM JETSM IOMOJTHU-
TEJTbHO METOIOM TAaHIEMHOI MacC-CIIEKTPOMETPUH OIpe-
JIEJISTM B KPOBM KOHIIEHTPALIMIO aMUHOKUCIIOT (alaHMH,
apruHuH, acraparuH, LUTPY/UIMH, TJIyTaMUH, [JIWLWH,
JICHIIMH, METWOHWH, OPHWUTHH, (beHWIATaHWH, ITPOJIVH,
TUPO3WH, BaJIMH), YPOBCHb KOTOPHIX OBUT B TIpemesiax
HOPMBI. B KOMITIeKC JTeUeHST THEBMOHUH 3TUM JETSIM OBLT
BkimoueH 30% pacTtBop Tiperiapata L-KapHUTHHA, KOTOPBIi
HazHavau B 1o3e 100 Mr/Kr/cyT B IBa preMa, SHTepaJIbHO
B TeueHue 25 THex.

[lpy HOTIOMHUTETPHOM WCCICIOBaHUU depe3 1 Mec
OT Havaja TpWeMa TMpernapara L-KapHWUTHHa ITOKa3a-
TeJIn OOMeHa KapHUTHHA Y 3TUX eTeil ObLTN B Ipemetax
HOPMBI: 001N KapHUTUH — 0T 41,56 10 51,31 MKMoOITB/11,
CBOOOAHBIN KapHUTUH — oT 19,4 no 28,37 MKMOJb/T,
alwiIKapHUTUHBL — oT 13,4 no 28,2 MxMousb/n. Takum
00pa3oM, TPaH3UTOPHOE CHIKCHUE KOHIICHTPAIINH CBO-
0GOTHOTO M OOIIEeT0 KapHUTWHA B KPOBHU Y ITHUX JIETCH
OBIIO CBSI3aHO C ITOBBIICHHOW OWO3HEPTeTUICCKOM
MTOTPEOHOCTHIO OpTraHNU3Ma TP TTHEBMOHUH.

DT AeTM poawMch C  Maccoir Tema ot 1350
mo 2160 r (1941£157,5 1), mowHoit Tena ot 40 mo 45 cm
(42,24+0,833 cM), MX TeCTallMOHHBI BO3PAcT COCTaBUJ
ot 30 mo 34,5 uen (31,510,902 Hem). C poxaeHUst y HUX
pa3BwiICs pecniupatopHblii nuctpecc-cuHapom II—III cre-
nenn, mmtebHOcTh MIBJI coctaBumia or 5 mo 8 mHeid,

3mech U gajiee MPOLEHT BBIYKUCIEH YCIOBHO, TaK KaK YKCIO AeTei
MeHbiue 100.

peaHMMalIMOHHbIE MEPONPUSITHUST OCYILIECTBIISUIA B TEUEHUE
6—9 nmHeit. TedyeHWe <«BEHTHISITOP-acCOIMAPOBAHHON»
MHEBMOHUH ObLTO OYEHb TSDKENIBIM U TIPOIOJDKUTETbHBIM,
COMPOBOXIANOCh TereToMeraiueil, aHeMueil, Kulley-
HBIMU  AUCHYHKIMSIMU  (CPbITMBaHKME, HEYCTOMYMBBINA
CTYJT), «IUIOCKOM» KPUBOM MacChl Tena. Y JIeTelt ¢ HU3KIM
CoJIep>KaHWEM CBOOOJHOIO KapHUTHHA OTMEYaIOCh TMIIO-
kenyecku-uiemudeckoe mopakenue IHHHC I-II  cre-
MeHU, 2 UMEHHO, MEePUBEHTPUKY/ISIPHBIA OTEK TOJIOBHOTO
Mo3ra y Bcex JeTeil, cy0aneHaMMaTbHOe KPOBOUBIMSHUE
(y 1 peGeHka) M BHYTPMXKEIYIOUYKOBOE KPOBOMBIUSIHUE
Il crenenu c mociemyolMM pa3BUTHEM TMEPUBEHTPUKY-
JpHoi neiikomansiuuu (y 1 pedeHka). Y 1 HOBOpOXKIEH-
HOTO NHMarHOCTMPOBaHA BHYTPUYTPOOHas TUMNOTpodusl,
a'y 3 — rocTHaTajabHasi TMIIOTPOGus.

[lpy aHammse crnekTpa aUWIKAPHUTUHOB y AeTeil
C «BEHTUJISITOP-aCCOLIMMPOBAHHO» MHEBMOHUEH ObLIN
BBISIBJIEHBI JIOCTOBEPHbIE WM3MEHEHMSI CPEeIHMX IOKa-
3aTesieit HEKOTOPbIX (pakinii Mo CPaBHEHUIO CO Cpel-
HUMU TOKa3aTeJsIMUA B TPYIINE YCIOBHO 3M0POBBIX JAETEH.
Tak, B ocTpoM Imepuone 3abosieBaHUs YBEIMUYUBAIUCH
cpelHUe ToKaszaTean (@pakiuii anuiakapHUTUHOB C4,
C4DC, C6, C6DC, C8:1, Cl10:1, C12, Cl4:1, Cl4:2,
Cl16:1 u caHmxaincs mokasarenb C18:1. B BoccTaHOBH-
TEIBHOM  TIEPHONE  «BEHTUJISITOP-ACCOIMUPOBAHHOI»
MHEBMOHMU YBeJIUYMIICS cpeaHuii mokazatenb C10:1
¥ cHu3MIMch nokasarean C3, C5, C50H, C6, C12, C18
10 CPaBHEHMUIO C OCTPBIM MEPUOJIOM U TT0 BEJTMYUHE TTPU-
OJIU3UJIUCH K CPETHUM ToKa3aresasiM HOpMbl. OCHOBHYIO
JIOJII0  alIWJIKADHUTUHOB B OOEUX TPYINaX COCTaBJISLIU
dbpakumun C2 u C3, He3aBUCUMO OT BO3pacTa JAeTeid.
HyXHO OTMETUTb, UYTO, HECMOTPS Ha TOCTOBEPHOE U3Me-
HeHUe CpeIHUX Mokazareseil ppakinit auujJIKapHUTUHOB
B pa3HbIC IEPUOIBI «BEHTUIISTOP-ACCOIMUPOBAHHON»
MHEBMOHMU IO CPaBHEHMIO C TPYIIIONH YCJIOBHO 3110-
POBBIX JIeTell WM B IMHAMUKE 3a00J1eBaHUsI, yBeJIUUEHUE
WIA CHUXEHME KOHUEHTpalWii OTHeNbHBIX (hpakuuii
allWJIKAapHUTHMHA HE BBIXOAWJIO 32 PAMKU HOPMBI U ObLIO
CBSI3aHO TJIaBHBIM O0pa3oM C TE€YEHWEM BOCTAIMUTENb-
HOTO Tpoliecca.

[Tpu MHAMBUIYATIBLHOM aHaIU3€e ObLIO YCTaHOBIIEHO,
gro y 17 (77%) meteit B OCTpOM IIEPHOIE «BEHTWISITOP-
ACCOIIMMPOBAaHHON» ITTHEBMOHUU HE OBLIO OTKIIOHCHMIMA
rnokazarejieil allJIKapHUTUHOB OT HOPMbI. B oTnenbHbIX
ciyyasx (y 5 pereit) oTMeUaioCh YBETMYEHUE HEKOTOPBIX
bpaxkumit anunkapHuTUHOB. Tak, y 1 pebeHKa OTMEHEHO
noseieHHoe conepxaHue C3DC go 0,288 MkMoJb/1
(HopMma ot 0 mo 0,270 mxkMomb/n), y 2 nereit — Cl14:2
no 0,32 mxkmonb/a (Hopma 0—0,30 mkMomb/m). OgHako
B BOCCTAaHOBUTEJIBLHOM TEPUOJIEC ITU MOKAa3aTeu CHU3M-
JIUCH 10 HOPMBI.

Eme y 2 neteit ¢ «BeHTUISITOP-aCCOIIMMPOBAHHO»
MHEBMOHUEN W TUMOKCUYECKU-MIIEMUYECKUM Topa-
xenueM LHHC Ha 1-it Henmene XKU3HU BBISIBICHO MOBBI-
meHHoe conepxanue C18OH (0,144 u 0,282 MKkMoIb/11
npu HopMme ot 0 mo 0,110 mxmonn/n). Ha ¢oHe TTHEB-
MOHHUM DPa3BUINCH TUMOTPoGUS U KapAUOMUOIATUSI.
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DTO BBI3BAJIO IMOIO3PCHHWE Ha BPOXICHHYIO HEIOCTa-
TOYHOCTh MUTOXOHIPUATBEHOTO TPUMDYHKIIMOHATHEHOTO
o6enka [12, 13]. B Bo3pacte 1 mec y 1 pebeHKa KOH-
ueHtpauuss C18OH cHusunach 10 BepXHeil IpaHUIlbl
HopMbI (0,11 MKMOJIB/T). ¥ BTOPOTrO HEIOHOILIEHHOIO
pebenka koHueHTpauust C18OH octaBanach cTabUIBHO
Beicokoit (0,282 MkMousb/n). Y B3TOro xe pebeHKa
OTMEYEHO BbIcOKOe coaepxkaHue (pakuuu CI18:10H
(0,282 mxmonw/n; Hopma 0—0,180 mxmoinb/n). Conep-
XaHWe OOINero W CBOOOMHOTO KAapHUTHHA OBLIO
B HopMme (43,16 m 26,2 MKMOJb/I COOTBETCTBEHHO).
OOuiee KOJIMYECTBO AllMJIKAPHUTUHOB TpUOIMXKa-
JIOCh K HWXHel rpaHuiie Hopmbl (18,1 MKmoib/i).
KoHIleHTpaisi aMUHOKUCIIOT B IIa3Me KpPOBH ObLTa
HopMmaibHOU. [locienyromiee wcciemoBaHue amuiIap-
HUTHHOB Y 3TOT0 pebeHKa B Bo3pacTe 1 Mec 2 Hell IoKa-
3aso cHuxeHue dppakuuu C18:10H no 0,080 mxM/1,
a ppakuust C18OH He oOHapyxuBanach. Taum o6paszom,
y HaOJoJaBIIUXCS HaMW 2 IeTeil He ObUTa IOITBEp-
XIeHa BpOXIEHHAsT HEZOCTATOYHOCTh MHUTOXOHIPH-
ajbHOTO  TpUdYHKIIMOHAIbHOTO Oenka. CorjacHo
TAaHHBIM JIUTEPATyphl TPAH3UTOPHBINM HEGUIIUT 3TOTO
depMeHTa y MiIaleHIIeB MOXET OBbITh CBSI3aH C MAaTOJO-
TUeil y MaTepu BO BpeMsT 66 peMEeHHOCTH (CUHAPOM OCT-
pOTO XKMPOBOTO TeIaro3a, apTepruaabHas TUIIEPTCH3US,
recto3, HELLP-cunnpowm) [11—13].

Mostenerne y 7 (32%) HOBOPOKICHHBIX psina hpakIIiz
ammnkapuutuHoB  (C3DC, C6DC, Cl10:2), KoTtopkle
HMMEJIUCh B IPYIIE YCJIOBHO 3I0POBBIX JETel U Mcye3aan
B BOCCTAHOBUTEJIBHOM IEpPUOAE, MO HalleMy MHEHMIO,
CBSI3aHO ¢ MHTeHCUbUKAlLIMEH JUMUIHOTO U KapHUTUHO-
BOTO OOMEHa IPY BOCTIAJTUTEITBHOM ITPOIIECCe M TUTTOKCUHT
B YCJIOBMSIX TIOBBIIIIEHHOM TIOTPEeOHOCTA GOJBHOTO Opra-
HM3Ma B 3HEpreTUIecKux pecypeax [1, 2, 6, 9].

OO0cyxaeHue

B OGombmmHCTBE ciiydaeB ImedWIMT KapHUTHWHA
WM ero colepkaHWEe Ha HIDKHEW TpaHWIe HOPMBI
B KPOBH Y HOBOPOXICHHBIX C «BEHTHISITOP-aCCOIUUPO-
BaHHOI» ITHEBMOHWEW — CJIEACTBHC BTOPUYHOW KapHHU-
TUHOBOM HemoctaTouHOCTH. OHa MOXET OBITh CBs3aHa
C BHYTPUYTPOOHOI TMITOKCHEH TUTONA, pa3BUTHEM CHH-
IpoMa ITBIXaTeIbHBIX PAacCTPOMCTB, MOPMOIOTHUECKOM
W MeTaboauIecKoil (YHKIIMOHATBLHON HE3PEeIOCThIO
opraHoB [1—3], HEBpPOJIOrMYECKUMU HApPYIICHUSIMHU,
JUIMTEIbHBIM TIpeObIBAaHMEM MAllMEHTOB Ha MapeHTe-
paibHOM TuTaHuu [1, 7, 8, 17], TSCKeAbIM TedeHUEM
UHOEKIMY, aKTUBalMelt UMMYHHOM CUCTeMbI U perapa-
TUBHBIX TpolieccoB [1, 3], a Takke ¢ cepaeUHO-COCYIM-
CTOM HeIoCTaTOYHOCTHRIO [1, 15].

HccnemoBane KapHUTMHOBOTO COCTaBa KpPOBU
Y HOBOPOXICHHBIX IeTEi MOXET BBISIBUTH B OTIEITHHBIX
cITydasix BPOKIECHHYIO HEIOCTaTOYHOCTh OOMeHa KapHH-
TrHa. 15 Takux aeteit HeoOXo0AMMO MPOBEACHUE JOMOJ-
HUTETBHBIX TUATHOCTHMUYCCKUX MCCICIOBAaHUI C TIpUMe-
HEHHEM OWOXMMUYECKUX, MOJICKYJISIPHO-TeHETUICCKUX
METOMIOB ¥ Ha3HAUYEHUE CrelMalbHONI Tepanuu.

Tabauya 1. Tloka3zaTean KADHUTHHOBOrO 00MeHa B nepude-
PpHUYECKOi KpOBH Y 22 YCJIOBHO 3/10POBBIX HEIOHOUMIEHHBIX HOBO-
poxaeHHbIX aeteid (Mtm)
Table 1. Indicators of carnitine metabolism in peripheral blood
in 22 relatively healthy premature newborns (M=*m)
No KO]{l.leHTpa]ll/lﬂ KapHUTHHA
n/n IToka3arenan H aunm(aplu{mnﬂon B KPOBH
y deTeii, MKMOJIb/J
1 CB‘]’SI‘;ZI‘;:’?& N 20,240,02
KopotkoiienoyeuHble aiuaiKapHUTUHbI
2 C2 14,23+1,84
3 C3 1,08+0,13
4 C3DC 0
5 C4 0,1610,01
6 C4DC 0,04+0,01
7 CS 0,15%0,02
8 C50H 0,13£0,01
9 C5:1 0,027+0,010
10 C5DC 0
CpenHelenoyeyHble alluIKapHUTHHBL
11 C6 0,03+0,003
12 C6DC 0
13 C8 0,056+0,01
14 C8:1 0,03+0,01
15 C10 0,08%0,001
16 C10:1 0,03x0,004
17 C10:2 0
JITMHHOIIETIOYeYHbIe AallUTKAPHUTHUHBI
18 C12 0,08+0,01
19 Cl12:1 0,020,008
20 Cl4 0,15%0,04
21 C140H 0,01£0,001
22 Cl4:1 0,03%0,003
23 Cl4:2 0,02+0,001
24 Cl6 1,51£0,28
25 C16:0H 0,01£0,004
26 Clé6:1 0,078+0,025
27 C16:10H 0,03+0,001
28 Cl16 OH 0,01£0,004
29 C18 0,501£0,097
30 C180H 0,04+0,004
31 C18:1 1,17£0,09
32 C18:10H 0,01£0,001
33 C18:2 0,195%0,06
34  AumiKapHUTHHBI (CymMMa) 19,711,41
35 OO01IMI KapHUTUH 41,3+1,22
IIpumevanue. * — WHTEpBaJl KOHLEHTPALUil KAPHUTUHOB (MUHU-
MaJIbHOE — MaKCUMaJIbHOE 3HaYeHMe).
Note. * — carnitine concentration range (minimum — maximum value).
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Tabauya 2. Tloka3aTeam KAPHUTHHOBOTO 00MeHA B nepud)epuuecKoii KpoBH y 22 HeIOHOIIEHHbIX HOBOPOK/IEHHBIX /1T C «BEHTH-
JIITOP-aCCOLMMPOBAHHOI» MHeBMOHMel (M*m)
Table 2. Indicators of carnitine metabolism in peripheral blood in preterm infants with «ventilator-associated» pneumonia (M=+m)

Ne KonueHTpamm KAPHUTHHA U AIWIKAPHUTUHOB B KPOBH Y neTeﬁ, MKMOJ]I)/ J
n/m Hoxasareis OCTPBIii Iepuo 3200/1€BAHUS NEPHOJI BOCCTAHOBJICHHUS
1 CBob6omnbIii KapHUTUH (CO) 19,71£2,607 20,81+4,74
KopotkotiernoyeuHble allnIKapHUTAHBI
2 C2 16,57£1,18 14,50£1,763
3 C3 0,825%0,075 0,574£0,0619*
4 C3DC 0,288 1 0,108" 0
5 C4 0,378%0,045* 0,25610,0852
6 C4DC 0,145£0,0155* 0,063+0,01224
7 €5 0,139£0,0211 0,0854%0,0123*
8 C50H 0,133%0,0217 0,0684+0,0143*
9 C5DC 0 0
10 Cs:1 0,051 1 0,122* 0
CpeHelenoyeyHble alJIKapHUTUHbBI
11 C6 0,11440,0246* 0,073+0,0084*
12 C6DC 0,135%0,0064 0~
13 C8 0,055u 0,104~ 0,051 0,068"
14 C8:1 0,247£0,094* 0,020£0,01084
15 Cl10 0,084~ 0,080
16 C10:1 0,235%0,081* 0,252+0,0744*
17 C10:2 0,144 1 0,152* 0
JIIMHHOLIETIOYEYHbIE aLlMJIKADHUTUHbL
18 Cl12 0,175%0,0213* (e
19 Cl12:1 0,084" 0,080
20 Cl4 0,128%0,010 0,101£0,004
21 Cl14 OH 0 0
22 Cl4:1 0,13£0,013* 04
23 Cl14:2 0,193%0,030 * 0,021+0,0014
24 Cl16 1,390,170 1,41910,4805
25 C16:0H 0,139 1 0,095* 0
26 Clé6:1 0,143+0,015* 0,112£0,0266
27 Cl16:10H 0,125u 0,144 0,076 1 0,084
28 C18 0,391%+0,049 0,29910,0495"
29 C180H 0,081£0,004* 0,144 1 0,282
30 Cl18:1 0,556x0,0663* 0,020£0,0108*
31 C18:10H 0,092 1 0,282* 0,282"
32 C18:2 0,136x0,029 0,14710,0482
33 ALIMJIKApHUTHUHBI (CyMMa) 21,151+1,337 20,632+2,952
34 OO0t KAPHUTUH 41,44+4,076 39,228+6,1128

[pumeuanue. ~ — auMIIKAaPHUTAH OOHAPYKeH Y | WM 2 TTALIMEHTOB; * — TOCTOBEPHOE OTIIIYME TIOKa3aTesl 1O CPABHEHMIO C TPYIIIOH YCIOBHO 310-
poBbIx zeteit (p<0,05—0,001); A — mocTOBEpHOE OT/INYME TIOKA3aTeNsI B BOCCTAHOBUTEILHOM TIEPHOJIE TIO CPABHEHUIO C OCTPBIM MEPUOIOM «BEHTHU-
JIITOP-acCOLMUPOBaHHOI» MHeBMOHUH (p<0,05—0,002); # — TeHASHIIMS K MUBMEHEHMIO TIOKa3aTeJIsl [0 CPAaBHEHMIO C YCJIOBHO 310POBBIMU IETHMHU.
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3akntovyeHune

Y 64% HEIOHOIICHHBIX HOBOPOXICHHBIX IeTei
C «BEHTWJISITOP-aCCOIMUPOBAaHHO» ITHEBMOHMEH Ha0JTO-
TaeTcsl BTOPUIHBIN Ae(UINT KapHUTHHA B TTepudepude-
CKOI KPOBM B YCJIOBHSIX ITOBBIIIICHHOIW €TO ITOTPEOHOCTH
TIPY TSDKEJTOM MHOEKITMOHHOM TTIPOIIecce W IBIXaTeIbHOMN
HEIOCTaTOYHOCTH, YTO CITy’KUT OOOCHOBAaHWEM IUISI €ro
IoTallM B BuUme TipemapaToB L-kKapHautmHa. Omperne-
JIeHUe KOHIICHTPAallMM CBOOOTHOTO WM OOIIeTo KapHU-
TUHA, CYMMBI M CIICKTpa allMJIKAPHUTUHOB ITO3BOJISICT
BBISIBUTH CPely HEIOHOIIICHHBIX IeTel ¢ OTSTOIICHHBIM
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