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AKTYyaZIbHOCTb Npobaembl

6enKoBO-3HEpreTnyecKasn HeaoCTaTOYHOCTb y
HOBOPOMKAEHHbLIX C CENCUCOM- BarKHbIM (PAKTOP PUCKa
HebnaronpmuATHOro ncxoda 3aboneBaHmA

NX H€O6XO,£I,VIMO PaHO BblIAB/IATL N OUEHNBATL C MOMOLLbIO
UHTEerpaJZibHbiX CUCTEM- YHUBEPCAJIbHbIX N1 CMELUNA/IbHDBIX
LHKaA TAXKeCTn COCTOAHUA

CTpaTerna n TakTUKa HYTPULMOHHOW NOAAEPKKM A0NKHA
6bITb MaKCUMaJIbHO nepcoHan3npoBaHa y

HOBOPOXAEHHDbIX C CEMNCUCOM

JlekmaHos A. Y. JocTuxeHna u I'IpO6J'IeN\bI Fle,EI,l/Ianl/I‘-IECKOﬁ aHeCTe3nos1Iormn U

NHTEHCcMBHOM Tepanuu / A.Y. lekmaHoB //BecTHUK aHecTe3nonornm u
peaHnmaTtonorun. —2019. —-T. 16.—Ne. 2. - C. 344

Zhu X. et al. Frontline Science: Monocytes sequentially rewire metabolism and
bioenergetics during an acute inflammatory response / X. Zhu, A. Meyers, D. Long,
B. Ingram et al. //Journal of leukocyte biology. — 2019. — T. 105. — Ne. 2. — C. 215-

228.
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Llenb pabotbi

* YIy4ywnTb pe3ynbTaTtbl MUHTEHCMBHOW Tepanuu
Y HOBOPOXAEHHbIX C CEencuMcom nyTem
Pa3paboTKM natoreHeTn4eckm ob6OCHOBAHHOWM
CTpaTermMn U TaKTUKU HYTPULLMOHHOWN Tepanunm



1. MaTepuanbl h meToabl UCcCneao0BaAHUA

 Kputepuem cencmuca CUUTaANMU - HAIMYME YTPOXKAIOLLEN }KU3HN OPTraHHOM
AnchyHKUUM BcheacTeme nHoekumml

* Cencuc, TaxkecTtb coctoaHua pSOFA 11,34+4,13 6anna
* [lHeBMOHMSA, TAKeCTb cocToaHmA pSOFA 5,51+2,35 6anna

* Kputepum BKAKOYEHUA: CENCUC HOBOPOKAEHHOTO, BPOXAEHHAA MHEBMOHMA,
AncoyHKUmMA 2-x unu bonee cuctem, UBJ1 6onee 48 yacos

* Kputepum UCKAOUEeHUA: BPOXKAEHHbIE MOPOKU Pa3BuTUA, Tpebytowme
XNUPYPru4ecKkom KoppeKkumu, reHeTndeckue 3abonesanma, 6onesHm obmeHa
BELLECTB, XMpyprnyeckaa MHbeKUma, CMepTb pebeHKa meHee Yyem vyepes 24
Yyaca nocsae rocnuTanmnsaymu

Aun3aiiH uccnepgoBaHua: NpocnekTUBHOE N PETPOCNEKTUBHOE KOFOPTHOE
nccnefoBaHMe U UccneaoBaHMe «CAYY4al-KOHTPObY

1./lekmaHoB A.Y. ¢ coaBT. CoBpemeHHasa aednHNLNA 1 NPUHLUNBI NHTEHCUBHOM Tepanmu Cencuca y aeten.
BecTHUK aHecTe3nonornmm u peaHnmartonorum, Tom 15. Ne 4, 2018
2.Matics T.J., Sanchez-Pinto L.N. Adaptation and validation of a pediatric sequential organ failure

assessment score and evaluation of the Sepsis-3 definitions in critically ill children. //JAMA Pediatr — 2017
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2. MaTepuanbl u metToabl nccneaoBaHuUA

LLkanbl MKC (MHaekc KnnHnyeckoro CoctoaHuna), NTISS (Neonatal Therapeutic
Intervention Scoring System ), PRISM (Pediatric Risc of Mortality score) , MOSF
(Multiple Organ System Failure), CRIB Il (Clinical Risk Index for Babies), pSOFA
(Pediatric Sequential Organ Failure Assessment)

JlabopaTtopHaa guarHocTuKka lMoKkalaTtenn obLLero aHann3a KPoBUu y AeTew
onpeaenAnncb Ha aBTOMaTUYECKOM reMaTo/IorMYecKkom aHanmsatope Sysmex KX-
21, BUOXMMUYECKUIN aHANM3 - Ha Buoxmmmyeckux aHanmsatopax @M 901M, Xutaum
902, Knuma MC. CogeprkaHne B KPOBM aMUHOKUCIOT U XKUPHbIX KUCNOT
aHa/IM3MPOBANOCh C MOMOLLbIO MEeTOAa TAaHAEMHON MacC- CNEKTPOMETPUM HaA
aHanuTnyeckom npumbope Quattro micro MSMS (Perkin Elmer, Punnangus),
MUKpobuonormyecknit MoHnTopuHr, KOC Ha annapaTe AVL-900 (AscTpus)

UHCcTpyMmeHTanbHblIe meToabl DHAOCKONUYECKoe nccaegoBaHue U yCTaHOBKa
TpaHcnmnopuyeckoro 3oHAa annapatom Pentax FG-15W , ®yHKUMOHaNbHOE
coctosiHne LUHC no wkKane Masro, HenHBa3nBHbIM MOHUTOPUHT ("Datex", "TputoH”)

Cratuctuyeckme metoabl CUY B3aUMOCBA3M MeXAy NpeanKTopamm n ncxoaamum
bone3Hn onpeaensanm Ha OCHoBe MCNo/b30BaHMA mepbl Kynbbaka, ROC — aHanus
(Receiver Operator Characteristic) , MHOrodakTOpHbIM aHaNU3, OLLEHKU
AO0CTOBEPHOCTU Pa3/INYMIA KayeCTBEHHbIX MPU3HAKOB B Ma/ibiX BbIDOpPKax Hamm
MCNONb30BasNCA TOYHbIN meToa Puwepa
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1. OcobeHHOCTU MmeTaboansmay
HOBOPOXAEHHbIX C CENnCUCOM

* Cerncuc HoBOPOXKAEHHbIX MPUBOAMUT K
YCKOpeHHOMY pacnaay 6enka B opraHusme,
MbILLEYHOM TKaHW, K HAaPYLLEHUNIO }KUPOBOTO,
YI/1eBOAHOIO0 U aMMHOKUCNOTHOro H6anaHcal

* v 3/10POBbIX AETEN B TEYEHMNE CYTOK OOHOBAAETCA
6 r 6enka (y B3pocnoro — 3 r) pe3epBbl AETCKOTO
opraHm3ma mncrouarotca boicTpee?

1. JlekmaHoB A. Y. PaHHee 3HTepasibHOe NUTaHne npu

KPUTUYECKUX COCTOAHUAX. BECTH. MHTEHCUBHOM
Tepanuu. — 2012

2. European Society for Parenteral and Enteral Nutrition —
ESPEN



2. OcobeHHOCTU meTaboaiM3ma y
HOBOPOXAEHHbIX C CENnCUCOM

e TpaAWLUMOHHbIE OLLEHKN TPOPMYECKOro cTaTyca He Bceraa
BbINOJHUMbI U UHHOPMATUBHbI B YCO0BUAX PEAHUMALMOHHOTO
oTaeneHunda. OCHOBHble BUoXxMmmnyeckmne Kputepum (anbbymuH,
TpaHcPeppuH, PETUHON - CBA3bIBAIOLWMUIA 6eNoK) umetoT
OrpaHUYEHHYIO0 LLEHHOCTb U3-3a BbICTPOro Pa3BUTUA HYTPULMOHHOM
He0CTaTOYHOCTH, CBA3AHHOM C BbICOKOM CKOPOCTbIO 0bMeHa
BellecTs?

e [Mbenb KNeTkun, No AaHHbIM HEKOTOPbIX aBTOPOB, HAYMHAETCA C
NoBpeKAEeHNA MUTOXOHAPUN, 3aTEM HACTyMaeT NepeoKncaeHme
CBOBOAHbIX }UPHbIX KUCNOT C MOC/AeAYIOWMM pa3pyLueHnem
MeMbBpaHbl K1eTKM 2

1. BaxmaH A. /1. UckyccTBeHHOe nuTaHue / A. J1. BaxmaH; nog, pea. A.
J1. KocTroueHKo, nep. ¢ aHra., 2001

2. KneHoBa H. A. buoxmmunyeckme mexaHm3mbl Ae3nHTerpaumnm

3PUTPOLMTOB YeN0BEKa B PA3/IMYHbIX YCNOBUAX GYHKLMOHUPOBAHUA.
Camapa, 2003.- 271c.



UHPOpPMaTUBHOCTb KIMHUKO-N1abopaToOpHbIX
noKasateneu y nccnegyembix AetTeun

* — npu KoapoduumneHTte
nHpopmatmnsHoctn 0,5 n bonee

NoKa3aTesb ABNAETCA
MHOOPMATMBHbLIM, T. €.

NO3BOJIAET Pa3/In4yaTb NALNEHTOB
B AnddepeHumMpyemblIX
COCTOSIHUAX.

[nsatynauu P. X., MupoHos I1. 1.,
JleKmaHoB A. VY.

NMUAOTHAA BAAIWOU3SALUA
PAHHUX NPEOUKTOPOB
HEOHATA/IbHOIO CEMNMCUCA

POCCUNCKNIN BECTHUK AETCKOMU
XUPYPrun, aHecTeanonormm u
peaHumatonorunn; 2018

Nokasartenb Koadppuumenr
MHPOPMATUBHOCTHU
[emaTOKpUT 0,45
[ntoKko3a 0,5
Konnyectso apuUtpoumntoB 0,6
Konunyectso ninmeoumntos 0,6
KonnyectBo nemKkoumToB 0,7
CopeprkaHmne remornobmHa 0,8
KonnyectBo HenTpoduaos 1,1 v
Obwmnm benok 1,7 v
Konnyectso Tpombountos 1,8 v
Macca Tena 1,49 v
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1. UHAEKC KAMHNKO-1abopaTOpPHOro COCTOAHUA
HOBOPOXAEHHbIX AeTeu C OpraHHOU AnchyHKUUEN
(MK"CH) — naTeHT N2 2695753 «cnoco6 nportosuposanua netanshoro

MCXoaa Y HOBOpPOXKAEHHbIX ¢ O »

Konunyectso
TpombouuTos
Bec(rp) | 6an (x10%/n) 6ann
n

<800 -10 <150 -5
800 - 1400 | -9 150-199 -3
1401 - 2000 | -4 200-249 0
2001 -2600 | 1,5 250-299 -4
2601 -3200 | 7 300-350 -6
>3200 14 >350 -8

Hamu pa3spaboTtaHa
wKana UKJTHC

[1Byma metogammu
(meTogom
MHOPMATUBHOCTHU U
ROC — aHann3om) bbiau
onpeaeneHbl Hanbonee
AOCTYMHblE U
MHOPMATUBHbIE
KIMHUKO-NabopaTopHble
noKasartenu,
no3sosALme
anbdepeHUmMpoBaTb
HOBOPOXKAEHHbIX. MK
ABUJINCb BEC
HOBOPOXAEHHOTO,
KO/INYeCTBO
TpomboUUTOB.
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2. UHAEKC KNIMHUKO-NabopaTopHOro coctoaHuUA
HOBOPOXAEHHbIX AeTeu C OpraHHON AUcPyHKUMEN
(MKNCH) npopgonxeHue

O6wwui1 6enok (r/n)| 6ann |Heltpodunbi x10°/n 6ann
<46 -1 <5 1
46-49 2 5-8,5 0
50-52 5 8,6-11,9 1
53-56 5 12-15 2
57-59 5 15,1-18,5 -1
60-62 1 18,6-21 -1
63-66 -3 21,1-25 -7
67-69 -3 >25 -10

<69

TaK)Xe noKasaTtenu
obwero 6enka u
KOJIN4YecTBa
HeUTpoPpunIoBs.
IlaHHbIE
nokasaTtenu bbin
pPa3bunTbl Ha
MHTEPBAbI,
KaXKaomy
NHTEpPBANY
npucsoeH 6ann ¢
y4eTom
MHOOPMATUBHOCTHU
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3. BepoATHOCTb eTaNbHOIo ucxopa ¢
ncnonbsosaHmem wkKanbl MKJNICH okonuanue

OLEHKA TAKECTH BepoATHOCTH
COCTOAHHA B 0amax TETATbHOTO HCX0a

<-13 >95%

-13 -9 90%

-3.9 -5 42%

-4.9 -1 37%

-0.9 8 0%

3 7 5%

>7 <3%

3atem bannbi
CYMMMPYIOTCA M MO
X 3HAYEHUIO
onpeaeneHa
BEPOATHOCTb
JIeTaNIbHOTO
ncxoaa. Toyka
nepernda nnm
NOPOroBoOeE

6ann. BbigeneHa
KPACHbIM LUBETOM.
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Sensitivity

ROC-aHanu3 wkanbl UKJ1ICH

* Xopowas gnarHoctnyeckas ueHHoctb (AUCROC
pesynbTar -0,723), uyBCTBUTENBHOCTbL 78,3%, HO HU3KaA

100 cneumndpumyHocTb 62,5%
80 | 1. Y HOBOPOXAEHHbIX C CENCUCOM KNNHUKO-
3 itivity: 78,
: e NabopaTopHble M aHTPOMOMETPUYECKUE
s Dl rnoKasaTte/sin BbICOKOMHPOPMATUBHBI.
40 F / 2. PaspaboTaHHasA oLeHo4YHaA cMctema
. BK/IIOYAIOLLLAA MOXKET OTpasKaTb PUCK
-/ NeTanbHOro ncxoaa.
1L S M e, R 3. TnybuHy metabonmyeckmx HapyLeHun
0

20 40 60 80 100
100-Specificity

'MsatynnuH P.X. u coasT. Metabonmnsm XupHbIX
KUCNOT Y HOBOPOXKAEHHbIX C CENCUCOM,;
CoobuweHue 1 — HoBasa WKana nporHo3MpoBaHuA
KJIMHUYECKUX ucxoaos//IKcnepumeHTasnbHasa U

KAMHNYEeCKaAa raCTpoaHTepoaormAa
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CoaeprKaHue XUPHbIX KUCNOT B KPOBU Y

HOBOPOXAEHHDbIX C Cencnucom

JKupnsblie kucnortsi, uM

['pynma 1, n=40
(Cencuc) < -1 mo mix. UKJIHC

['pymnna

2, n=132

(mHEBMOHMST) > -1

C4 (byTupuJIKapHUTHH) 6,1+5,9* 1‘ 0,204+0,09
C5:1 (TurmuKapHUTUH) 0,3+0,04* 1‘ 0,2+0,01
C6 (I'excaHOMIKAPHUTHH) 0,04+0,006* ¢ 0,060,007
C8 (OKxTaHOUIIKApHUTHH) 0,04+0,007* & 0,07+0,006
C8:1 (OKTEHOUJIKAPHUTHH) 0,11£0,02* YN 0,05+0,004
Cl14 (MupuCTOMIKapHUTHH) 0,15+0,009* ,1. 0,6+ 0,001
Cl14:1 (MupucToIeMIKapHUTHH) 0,08+0,024* 1‘ 0,04+0,001
C14:2 (TerpagekagueHOMIKAPHUTHH ) 0,8+0,22* 1~ 0,4+0,01
C140H (3-ruapOoKCUMUPUCTOUIKAPHUTHH ) 0,011£0,0015* ‘L‘ 0,031£0,01
C16 (ITanpbMUTOMIIKAPHUTHH ) 1,06 £0,16%* ,1, 1,6x0,07
C16:1 (I'excanenieHOMIKaApPHUTHH ) 0,07£0,011%* 1‘ 0,010,004
C18 (Creapomn) 0,4 £0,08* J 0,5+0,01
C18:1 (Okraneuenounkapuutud wim Onewn) | 1,06t0,13* T 0,610,02
C18:2 (JIuHOMIKApHUTHH) 0,31£0,05* 1‘ 0,310,008 15




UHPOpMaTUBHOCTb NOKa3aTeseil cogeprKaHUA XXUPHbIX KUCNOT
B CbIBOPOTKE KPOBU Y HOBOPOXAEHHbIX AeTel npu
NOCTYN/JIeHUU B OTAE/IeHNe peaHMMaLun U UHTEHCUBHOM
Tepanuum

Mo 3HayeHuam KoadduumeHTa
MHOOPMATUBHOCTU Mbl YCZIOBHO

Ham\eH0BaHHE M0Ka3aTeNd VrdopuarHeEOCTs MoKazatent | PA34Ee/IMNU NOKa3aTenu
06 (TeKcaRORTKADATHE) 1006+ coaeprKaHnA *KUPHbIX KUCNOT B
C18 (Creaponn) 0,067+ KPOBW Ha TPMW rpynmnbi: BbICOKO-,
C18:1 TelIEHORTK mm Ozega) | 2.001*** cpefHe- U HU3KO
ET%&?&%&%&% ) gﬁé** ~ MHbopMmaTUBHbIE. Yem Bblille
C5:1(Tarmxapsareg) 0,610 - KO3ODOUUUEHT, TEM
C14:1 (MEDRCTOTER K ADEATHE 0572 | MTHPpOpPMaATMBHEE NOKA3aTenb.
C4 (ByTHpHIKADEHTHE) 0,479* KoadppmnumeHt nHbopmaTMBHOCTH
g?l(a\dm}-\lllimﬂmﬂﬂmﬁ) gjfi: NEMOHCTPUPYET KONNYECTBEHHO
Cm(a:;i:f;z‘gigﬁ ) 0 41 ™ 3HAYMMOCTb OT/INYUA
C16:1 (TRKcATRUSHOBTADRATEE) 0.474* HOBOPOKAEHHDIX B

anddepeHUNpPYyEMbIX COCTOAHUAX
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ROC - aHanus XK C18:1 (OKTeHOUNKAPHUTUH)

c18:1 YTobbI NpoaEMOHCTPMPOBaATL
{[010] — BO3MOMKHOCTM MeTo/1a
sof [ | MHGOPMATUBHOCTM MO
- I C.Kynbbaky, mbl nposenn ROC —
= O [yl ananu3 XK.
8 f e [annaa XK nemoHcTpupyeT
okl 4 XOPOLUYHO AMArHOCTUYECKYHO
; ueHHocTb (AUCROC -0,746),
0 FraiPil RPN SRR REPRENE TP | o
0 20 40 60 80 100 YYBCTBUTENbHOCTb 62,5%,
100-Specificity xopouwyio cneundpuvHocTb 86,4%
BbicOKMM KoadduumeHT
Area under the ROC curve (AUC) 0.746 bOpPMaTUBHOCTY 2,0
Standard Error ® 0,0685
95% Confidence Intenval ° 0,668 to 0,814
Z statistic 3.600
Significance level P (Area=0.5) 0,0003
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1. Ocob6eHHOCTHN HapyweHna obmeHa
XXUPHbIX KUCNOT Y AeTeun C Cencmcom

HacblweHHble }KUPHble KUCNOTbl MCNOAb3YHOTCA ANA IHEPTreTUYECKnX
Lueneun

HeHacblWeHHbIe X.K. HECYT CTPYKTYPHYO GYHKLMIO

BbisiBNeHHble N3MEHEHUA CBUAETENLCTBYIOT O MeTabonnyecKom
nepecTpoiike NTMNNAOB

HapyleHune cooTHOLWEHNA MmexKay nornoweHnem knetkamm KK um
OKUC/IEHNEM SIBNASIETCA OCHOBHOM NPUYNHOMN AUCHYHKLUMN OPraHoB, B
4aCTHOCTM MMOKapaa

Ancamnngemus, KOTopaAa pa3BMBaAETCA Y AeTen C OpraHHOW ANCHYHKLUMEN
XapaKTepusyeTt NpemMmyLecTBEHHO ANNUAHbIA TUMN SHEPreTUYeCcKoro
obecneyeHma 3To NPUBOAUT K Pa3pyLUEHUI0 cypPaKTaHTa,
HeBpoOOrMYeckon ANCOYHKUUU, SHAOKPUHHBIM HAPYLLUEHUAM,
ANCPYHKLUNM cepaedHO-COCYyaAUCTON CUCTEMBI.

Galloway J.H. Abnormal myocardial lipid composition in an infant with type Il glutaric
aciduria / Galloway J.H., Cartwright 1.J., Ben-nett M.J. // The Journal of Lipid Researcl'lrE§ -

1987. - Vol.28(3). — P.279-284.



2. OcobeHHOCTU HapyLueHUA obmeHa
YXUPHDbIX KNCNOT Yy AeTen € CENCUCOM

PaccTpouncTtBa B-OKUCNEHUA KUPHDBIX KNCNOT UMeNn HanbonblLuyo
4aCTOTY Y HOBOPOXAEHHbIX, TAMKEble KIMHUYECKNe NposiBNEeHUA
BK/IOYAIN NONNOPraHHY HEAOCTAaTOYHOCTb: NEYEHOYHYIO
HeAO0CTAaTOYHOCTb, CEPAEYHYIO HEAOCTAaTOYHOCTb U AaXKe BHe3anHyo
cmepTbl

Y NaumMeHToB C HAPYLUEHUAMMN OKUCNEHUNA ANNHHOLEMNOYEYHbIX
YUPHbIX KNCNOT, A06aBEHUE KUPHbIX KNCIOT CO CpeiHEN Lenbto
Yy4LLAN0 OKUCNEeHUe cybcTpaTa 1 paboTy cepaua?

Janeiro P. et al. Follow-up of fatty acid B-oxidation disorders in expanded
newborn screening era. European journal of pediatrics — 2019

Houten, S. M., Violante, S., Ventura, F. V., Wanders, R. J. The biochemistry and
physiology of mitochondrial fatty acid B-oxidation and its genetic disorders.
Annual review of physiology — 2016.
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CMO®-nununa Kmnposasa aMyNbCUA
3-ro NOKoNeHuA

\\\ FRESENIUS
— KABI
 EBponeicKoro obLiecTBa napeHTepasbHOro

N 3HTepanbHoro nutaHmna s 2004 r.
(D.Waitzberg, ESPEN, Jlnccabon, 2004):

* nepsoe nokosieHne — LCT amynbcum
(MHTpannnua, JinnoseHos, JInnosaHx)

e BTOpOEe nokoneHne — MCT/LCT amynbcum

% FRESENIUS Manufactured by
KABI 1 S Kabi /
¢ S Kab

S (TunodyHanH MCT/LCT, Medialipid)

* TpeTbe nokoneHne — MCT/LCT/omera-3 KK
(nnonntoc, CMO®-nnnng, OmeraseH)
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CMO®PAnnna ;’ZESIENIUS

¢ AaeT BO3SMOXHOCTb nposognTtb nosHOUEHHOE U b6be3onacHoe
111 HOBOPOXAEHHDbIX bes orpaHndyeHnAa ananTeibHOCTU

* COCTaB MAaKCMMaNbHO NPUBANKEH K MAaTEPUHCKOMY MOJIOKY U

COAEPKNUT HATYPAbHbIN PbIOUIN KNP, YTO YBENNYMNBAET
LUAHCbl MPOUTU TPYAHbIN 3Tan rMyboKON HEeJOHOLLIEHHOCTH

* BKJ/IIOYEH B peKOMeHAaunn mexxayHapoaHbIX U
oTeyecTBeHHbIX cneunannctos no 1 HoOBOPOXKAEHHbIX, B
TOM Yncne HegoHoweHHbIX ¢ HMT n SHMT

N

=y, g . "

s



CopeprKaHne aMMUHOKUCAOT B KPOBU Y
HOBOPOXAEHHbIX C CencUMcom

AMMUHOKHCIOTHI, UM

I'pynna 1 (n=40) cencuc
<-1 6amra, mx. UKJIHC

I'pynna 2 (n=132)
MMHEBMOHUSA > -1

340 £41,9* T

ALA (Ananun) 258+2,7
ARG (Aprunun) 17,9 +4,7% l{ 23+0,8
CIT ( Llutpymun) 14,4 +1,2% \I{ 21+0,7
CIT/PHE (Lutpynus/(peHniananuH) 0,2 +0,04* ‘l: 0,3+0,008
MET/LEU(MeTtnoHuH/IEeHUITMH) 0,15+0,01* T 0,08+0,001
ORN (OpHurun) 104 + 19,5%* T 62+2.,4
PHE (®enunanaHuH) 77,4 £25,9*% T 36,8+0,7
PHE/TYR (®enunananuH/ TUPO3UH) 1,02+0,31* T 0,4+0,008
VAL (Baymin) 1332+76¢ 1 94,5+1,9
VAL/PHE(Banun/denunananun) 2,05 +0,22%* ,l, 3,240,13




UHPOopMaTUBHOCTb NOKa3aTenei cogepXaHMa aMMHOKUC/IOT B
CbIBOPOTKE KPOBU Y HOBOPOXAEHHDbIX AeTel Npu NocTynaeHum
B OTAe/ieHne peaHMMaLun U MUHTEHCUBHOM Tepanuu

HanMeHoBanHe

[I0Ka3aTCTIA

ITHpOpMaTHBHOCT
MI0Ka3aTeNA

ORN (OpHuTHH) 0,81
CIT (Mempynmer) | 0,64
| ARG (Aprumus) 1 0.68

[10 3HaYeHUAM
Ko3pPunumeHTa
MHPOPMATUBHOCTU Mbl
YC/IOBHO pas3aennnu
NOKa3aTenn coaepHaHusa
aMWUHOKUMC/IOT B KPOBU Ha ABe
rpynnbl: BbICOKO-, CpeaHe
MHPOPMaATMBHBbIE. Yem BblLle

- KO3PPULMEHT, TEM

MHPOPMaTUBHEE NOKa3aTenb.
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AMMHOBEH MHMAHT 10% N ke

_ * [lpegHa3HayeH AnAa

= napeHTepasibHOro NUTaHmA
HOBOPOXAEHHbIX, B TOM Yncne
HeJOHOLLEHHbIX

L
""oBen uHcpanT 10%
ST VR magyani

e feTel paHHero Bo3pacTa

* CocTaB 1 COOTHOLLEHUE
-3 aMUHOKUCAOT B pacTBope

— COOTBETCTBYIOT HennKoBomy

NPOodUNIO XKEHCKOTO MOJIOKA




OcobeHHOCTU HapyLueHnA obmeHa
AaMUHOKUCNOT Y AeTEU C CeNnCUCOM

YpoBHu ARG, VAL, LEU B nna3me y geten, NONOXKUTENbHO CBA3AHbI C
anunHon tena (Femke Molema, 2019)

CHuxeHue CIT koppenupyet ¢ PAC (Ware et al. Critical Care, 2013),
bnomapKep KnwevyHom HegoctatouHocTu (J. Marc Rhoads, The
Journal of Pediatrics, 2005)

ARG, ORN peaKkumm OpHUTUHOBOIO LMKAE, 06pa3oBaHME MOYEBUHDI

ARG yyacTtsyeT B ob6pa3zoBaHum NO, 6a3oBaa AK B CMHTE3e
remornobuHa

[AyTaMunH 1 APrnHuH - aHepreTnyeckaa ¢yHkuma B LUHC cayxaT gns
0bpa30BaHMA N YCTPAHEHUSA aMMMAKa, POJSIb HEMPOMEAMNATOPOB U
HenmpomoaynaTopos (OcHoBbl buoxmmmum JleHnHaxepa, 2017)
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Koppenauumn mexagy coaepaHmem aMMHOKUCIIOT U PYTUHHbIMMU
remato/IorMyecCKMMHM NOKasaTe/IiMU Y HOBOPOXAEHHDbIX C CENCUCOM

(p<0,05)
I'emaTomorudeckue moxkasaTenu ALA | ARG CIT GLY |LEU |MET |[ORN |PHE |TYR | VAL
OOmmuit 6emok -0,99 |-0,97 -0,93 -0,66
['mr0K03a KpOBH -0,73 | -0.89 0,56 0,54
Kom-Bo 1eHKOITHTOB 0,94 0,81 0,99
Kon-Bo 303uHO0QHTOB 0,70 0,86 0,52 0,83
Kom-Bo cerMeHT. HEHTPOHIOB 0,92 0,99 0,81
Kou-Bo mumdoruToB 0,93 0,80 0,99
DPHTPOIHUTOB 0,94 0,81 0,86 0,55
Cpen.coaepsxanne remorao6una B sputponute (MCH) 0.53 0,70 -0,63 0.57
Koun-Bo Hefirpodrios 0,94 0,65 0,99 0,64 0,95
Copaep:xanue remMornoonsa (HGB) 0,94 0,84 0,67 -0,98 |-0,69 |-0,78 | 0,97
cOoo5 0,77 10,57 0,89 0,79
gggﬁzo(;;gz ;(gf/f}};g;tm{e CMECH MOHOITHTOB, 6230(HI0B H 094 | 081 0.84 0.95
OTHOCHTENbHAA IIHPHHA PacTpeieIeHHa TPOMOOIHTOB 110
00BEMY, IIOKa3aTeNb IeTepOreHHOCTH TpoMOoITHTOB (PDW) 0.84 0,70
MOHOIHTHI 0,98 0,93
T'ematokput (HCT) 0.93
Cpennnit 00beM 3puTpoImToB (MCV) -0,60 0,64
ko3¢ durmeHT 601X TpoMboiHToB (P-LCR) 0,92
OTHOCHTENbHAA IIHPHHA PACTIPEIeIeHHA 3PHTPOLHTOB 10
00BEMY, cTaHgapTHOE oTKI0HeHHe (RDW-SD) 28’65




1. MeTtabonunsm KneTtok Kposu npu
cencuce

NMOKa3aHOo, YTO HENTPOPUbI ABAAKOTCA NPENUMYLLECTBEHHO
MNKONUTUYECKUMUN U UMEIOT MEHbLLIE MUTOXOHAPUN, YEM
Apyrme UMPKYAMPYOLLME NENKOLUTDI

U3IMeHeHHOE MNTOXOHAPUA/IbHOE AblIXaHNE MOHOUNTOB
KOPPENNPYET CO CMEPTHOCTbIO NMocJsie CeNTUYECKOIo LWOKa

N3mepeHne KNeTouyHon BUOSHEPreTUKU B IEMKOLMTAX U
TpoMbBOLUTAX MOKET BbICTYNaTb B KA4eCTBe CypporaTHoro
MHAEKCA MUTOXOHAPUANbHOW PYHKLNMK

CBA3aHHble C MUTOXOHApPUeNn bMomapKepbl U MeTaboNUTbI
MOrYT NpeacKkasaTb KAMHUYECKUM UCXoa, AN NALUMEHTOB C
cencmcom

TpombouUTbl ABNAKOTCA MHTErPAIbHbIM MOKa3aTeNem
meTabonmama ana aHannsa PyHKLUM MUTOXOHAPUN

Chacko B. K. et al., Mitochondria in precision medicine; linking
bioenergetics and metabolomics in platelets /Redox biology. — 2019
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2. MeTabonnsm KneToKk KpoBu npm
cencuce

* TpombounTbl MMEIOT BbICOKMIK YPOBEHb MeTabonn3ama u
NNACTUYHOCTUYHOCTMU C NMEPEKIIOYEHNEM UCNOb30BaAHUA
SHEePrmn Ha XUPHble KUCNOTbl ANA OKUC/TUTE/IbHOTO
dochopunnposaHuna n arperaumnm’

* TpombouuTOneHMA TeCHO cBsi3aHa C HeEbNaronpUATHbIM
MCXOO0M Cencmca, MUTOXOHApUabHAA ANCHYHKLMUA
TPOMOOLMTOB KOPPENUPYET C KAMHUYECKON aKTUBHOCTbBIO
3aboneBaHua npu cencuce?

1. Lepropre S. et al. AMPK-ACC signaling modulates platelet phospholipids and

potentiates thrombus formation . //blood. —2018. —T. 132.— Ne. 11. — C. 1180-

1192.

2. Grundler K. et al. Platelet mitochondrial membrane depolarization reflects
disease severity in patients with sepsis and correlates with clinical outcome..
//Critical care.—2014.—T. 18. —Neo. 1. — C. R31.
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OpraHHaa ancdyHKUUA cnencreme
meTabonnuyeckmnx HapyLieHUM

Pan uccnepgosatenei npoaeMoOHCTPUPOBaN,

4YTO Cencuc HapywaeT PyHKUNIO
MUTOXOHAPUN, 4TO NPUBOAUT K ANCHYHKL NN
KNETOK KPOBM, MMOKapAa N UCTOLLLEHUIO

MbILLL,

Garrabou G. et al. The effects of sepsis on mitochondria / G. Garrabou, C.
Morén, S. Lépez et al. //Journal of Infectious Diseases. — 2011. —T. 205. —

Neo. 3. —C. 392-400.

Harrois A., Huet O., Duranteau J. Alterations of mitochondrial function in
sepsis and critical illness / A. Harrois, O. Huet, J. Duranteau //Current
Opinion in Anesthesiology. —2009. —T. 22. — Ne. 2. — C. 143-149.

Weiss S. L. et al. Persistent Mitochondrial Dysfunction Linked to Prolonged
Organ Dysfunction in Pediatric Sepsis / S.L. Weiss, D. Zhang, J. Bush et al.
//Critical care medicine. — 20109.
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JHTepasbHOEe NUTaHUE — NpeanoUYTUuTeNbHbIN BUA,
HYTPUTUBHOMN NoAAepPIKKU.

e AneKkBaTHoe noTtpebneHune sHepruun n 6enkKa c
MOMOLLLbIO SHTEPANIbHOIO NUTAaHMNA CBA3AHO C
VIYYLLEHHbIM UCXOA0M. B KAMHMYECKOM NpaKTUKeE
LleneBble MoKa3aTe M MUTAaHMA 4YacTo He
NOCTUrAOTCA NPU KPUTUYECKMUX COCTOAHMAX

e HecnocobHOCTb AOCTUYDb SHTEPAZIbHOTO LIE/IEBOTO
notpedbneHmna B OPUT moxKeT ObITb BbI3BAHO LENbIM
PAOOM NMPUYNH, N3 KOTOPbIX YacTo coobllaeTcs o
ANCOYHKUNUN KULLEYHMKA N HENEPEHOCUMOCTU MULLU

1.Eveleens R. D. et al. Definitions, predictors and
outcomes of feeding intolerance in critically ill children:
A systematic review //Clinical Nutrition. — 2019.
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CUHAPOM KMLLUEYHON HeAOCTaTOUYHOCTMH

* [lpoAaBnAeTcs COYETaHHbIMU HAPYLUEHMAMMU ABUTATE/IBHOM ,
CEKPETOPHOMN, NepeBapmBatoLLEN N BCacbiBatowen GyHKLNM
TOHKOW KULWKW, NPUBOAUT K BbIKNOYEHUNIO TOHKOW KULLKN U3
MEXKYTOYHOro obmeHa, 4YTo co3aaeT NpeanoCbIIKK A
HeobpPaTUMbIX PacCTPOICTB OCHOBHbIX MOKa3aTenei romeocrasals?

* CKH xapaKTepusyeTca HapylleHnem nuuiesapuTtesibHo-
TPAHCMNOPTHbLIX U BapbepPHbIX PYHKUNUN KNLWLIEYHUKA — KNLLIEYHUK
CTAaHOBUTCA OCHOBHbIM MCTOYHUKOM MHTOKCUKALMM U TNaBHOMU
npuymnHon NMOH?

e TpaHcnMaopuyeckoe sHTepabHOE NMUTaHUE NMeeT
nepBocTeNeHHOe 3Ha4YeHue ieyeHUA NaLnMeHTOB C KULeYyHoM
HeaoCTaTOYHOCTbHO?

1. MapeHTepanbHOe 1 3HTEepasbHOe NUuTaHue. HaumoHanbHoe pyKoBoAcCTBO / noa pea.
M.LU. Xybytusa, T.C. Monosoun, A.U. CantaHoBa, 2014

2. Vavolizza R. D. et al. Current Management of Intestinal Failure in Children

//Contemporary Small Bowel Transplantation. — 2018. .



KuweyHaa He4O0CTaTOYHOCTb U Ccencuc

* B npoBeaeHHbIX 0bcepBaLMOHHbIX UCCAEA0BaAHUAX,
CBA3bIBAIOLMX KIMHUYECKME UCXOAbI C
HenepeHoOCMMOCTbIO MUTAHUA (KULLIeYHOM
HeJO0CTaTOYHOCTbIO) Y AeTen B KPUTUYECKOM
COCTOAHWM acCOLIMMPOBAJICA C JIEFOYHbIMMU
nHpekumamm (p <0,05) n cencucom (p <0,001)%2

1. Eveleens R. D. et al. Definitions, predictors and outcomes
of feeding intolerance in critically ill children: A systematic
review //Clinical Nutrition. — 2019

2. Wolf SE, Jeschke MG, Rose JK, Desai MH, Herndon DN.
Enteral feeding intolerance: an indicator of sepsis-
associated mortality in burned children. Arch Surg 1997
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Mpn npoBeaeHUN HYTPUTUBHON NOAAEPIKKH

NPUOPUTET - SHTEPaAIbHOMY NUTAHUIO

OnpepenenHne MHGOPMATUBHOCTM ANA NPU3HAKA 0O BEMA 3aCTOMHOTO
COAEPHKUMOTO Kenyaka (mn)

S —_ o m o = N 5
2 O = < = PN < =n ==
3 5 €& 5 2|lg & = PR = = = |, B o
= 2 5 E E|lese E E 5 B 5 5 2 E g |= 8 5
ol S = S = = S = = |o
= S £ B Bl o =5 £ S 3 S X R == =R -~ R
jas) e o = ol < I = l=% S S = o = M >
= = © g g5 § F 2 2 S = S T E &
= ~ SIS = =/ = O =e S s =
1 2 3 4 5 6 7 8 9 10
A B A B A B
J ZO.D) | z0.2) | KO | K1 | K2 | K3() |[CK1Q) | CK20) DK U
1 0,0 2.0 74 9.0 0,914 0,429 0,368 0,176 3,197 0,306
2 2.0 4.0 1,0 0.0 0,012 0,000 0,190 0,100 2,790 0,126
3 4.0 6,0 0,0 1,0 0,000 0,048 0,099 0,029 5,387 0,189
_ p— e
4 ,\ 6,0 8.0 2,0 1.0 0,025 0,048 0,014 0,033 -3.,900 r 0,039
A ‘
5 R 10,0 0,0 0.0 0,000 0,000 0,010 0,029 -4,613 ;043
6 10,0 12,0 2.0 1.0 0,025 0,048 0,014 0,057 -6,241 0,136
7 12,0 14,0 0,0 2.0 0,000 0,095 0,007 0,095 -11,091 0,487
8 14,0 16,0 1.0 4.0 0,012 0,190 0,009 0,119 -11,391 0,629
9 16,0 18,0 0,0 2.0 0,000 0,095 0,005 0,086 -12,395 0,501
10 18,0 20,0 1.0 1.0 0,012 | 0,048 0,006 0,038 -7,904 0,126
S= 81 21 1,000 | 1,000 0,721 0,762 ( 2,582 >
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MopaXKeHue CAN3NCTOU XKenyaka u
ABeHaaUuaTUNepCcTHOM KULWKu B 1-e cyT
YCTaHOBKMU TPAHCMUNOPUUYECKOro 30HA4a

2

2-4 rpynna

N~
—

1-4 rpynna
3P03BHbIE NOPAKEHHA CAMUCTON HenyKa

18

2-4 1pynna
1-4 rpynna

AYO0AEHOraCTpanbHbIe pe(b}lIOKCbl

oo
[

o

5 10 15

Konuyecreo gereit

[lepBOHa4YanbHO NPOBeAEHA OLEHKA
AVNHAMMUKUN TEYEHUA CUHAPOMA
KNLWEYHOM HEeAOCTAaTOYHOCTU Y
BbI’KMBLLUUX NALNEHTOB B
CPaBHUBAEMbIX UCC/IEA0BATE/IbCKNX
rpynn. 1-a rp. n-69, 2-a rp. n-52.
NOKA3aHO, YTO B NepBble CYTKM Nocae
YCTaHOBKM 30HAA 4YaCTOTa 3PO3MBHOIO
NOPa*KeHUA CIM3NUCTON XKenyaKa U
ABEHaALATUNEPCTHOM KMLLKK (45,0 n
46,1%) n npyoaeHoracTpanbHOro
pedntokca (30,0 u 34,6%) B
CpaBHMBAEMbIX rpynnax aAeteu
conocTtasmma (p > 0,05)

[satynauH P.X., MupoHos [1.U.
NMocTnunopuyecKaa HYyTPUTUBHAA
noaAaep:KKa B KOMMNJIEKCHOM J1Ie4eHUu
cerncuca HOBOPOXAEHHbIX. BeCTHUK
aHecTe3monormm n peaHnmartonorunu; 2015.



dunbpossodaroractpoayoaeHOCKONUA Ha 7-e
CYT NOC/e YCTAaHOBKM HAa30e0HaIbHOTo 30HAA Y

obcnepayembix geten

* [lpu npoBeaeHUN KOHTPONLHOM

dunbpoaszodaroractpoayoseHOCKO
NUW. B Tpynne AeTen 4acToTa
YKa3aHHbIX Nopa*keHuu boina
HuKe (p < 0,05), yem y geten n3
BTOpPOM rpynnbl (n = 42):
3PO3UBHbIE NOpPaAKEHUA EﬂVBVICTOVI HENYAKa U COOTBeTCTBeHH O, 5’ 8 n pOTM B
12-nectHoM Kk 26,1% 1 17,3 npotus 33,3%.
MepucTanbTUKa KULLEYHMKA
TaK)Xe BOCCTaHAaBAMBANACh B
cpegHem Ha 1,9 £ 0,2 cyTku
bbicTpee B rpynne AeTew,
[yOZeHOracTpasbHble pedoKCl NONy4aBWKNX IHTEPAI bHy*OU CMECH
yepe3 TPaHCNUAOPUYECKUIN 30HA,
0 5 10 15 20 5 | O YEM CBUAETENbCTBOBA/IMN
NnepucTanbTUYECKUE WYMbl.

Lrpynna 3

2 rpynna 11

Lrpynna 9

21pynna N

Konuuecteo gereii
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BbiBOoAbI

1. MeTtabonnyeckaa gMchyHKUMA — PaHHUN NPEANKTOP HEOHATa/IbHOro
cencuca. PazpaboTaHHan OoLEHOYHaA CUCTEMA MOXKET OTParkaTb PUCK
NETaNIbHOro UCX0Aa U FMYBUHY MeTaboINYECKUX HAPYLLUEHUN Y
HOBOPOXAEHHbIX C CENCUCOM.

2. l[eHepannsauma BocnasieHna TECHO B3aMMOCBA3aHa C rpybbimu
MeTabo/IMYEeCKMMU HapyLLEHMAMMN. YNipaBaeHne meTabomM3amom *KUPHbIX
KMCNOT, aMUHOKUCIOT U INOKO3bl MOXKET CnocobCcTBOBATbL Y/1yULLEHUIO
pe3yNbTaToOB IeYeHUA Cencmca HOBOPOXAEHHbIX. CKPUHMHIOBbIE
NccneaoBaHMA cCoaepPHKaHMA KUPHbIX KUCOT M aMUHOKUCNOT B KPOBU
HOBOPOXAEHHbIX MOTyT NO3BO/INTb PAHO BbIABNATb NALMEHTOB C BbICOKMM
PUCKOM pPa3BUTUA reHepanmn3oBaHHON GopMbl MHGEKLMOHHOIO npoLecca-
CMHAPOMA NOJIMOPraHHOM HeJOCTAaTOYHOCTH.



BbiBOoAbI

3. O6bbem 3aCTONHOro COAEPHKUMOro — BbICOKOMHOOPMATUBHbLIN
NOKa3aTeNb KULLIEYHOM HeaoCTaTOYHOCTU. [ToKa3aHuem ana
YCTAaHOBKM TPAHCNUIOPUYECKOrO 30HAa ABNAKOTCA Nape3 Kenyaka
Cc 06bem 3aCTOMHOroO OTAENAEMOTO XKenyaKka > 6 MA B CYTKU.

4. NanbHenwmne nccnegosaHua B popme paHAOMU3UPOBAHHOIO
KOHTPOAMPYEMOTro uccnegoBaHna Heobxoanmeol ana
noATBEPXKAEHUA NPUYNHHO-CNEACTBEHHOW CBA3M MEKAY PAaHHUM
TPF 1 yayylieHHbIMU KNUHUYECKUMN ncxogammt-2

1.Wallenstein MB, Stevenson DK. Need for reassessment of early tranpsyloric
feeding in preterm infants. JAMA Pediatr.

2018

2. Wallenstein M. B. et al. Early transpyloric vs gastric feeding in preterm infants: a
retrospective cohort study //Journal of Perinatology. — 2019
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