http://med-expert.com.ua

YK 616.61-008.64-002-053.2
C.B. KywHipeHko', H.B. OnbxoBuy?

KapHiTHOBUI cTaTyC y Aiten,
XBOPUX HA XPOHIYHY XBOPOOY HUPOK

'HauioHanbHa MeanyHa akageMis nicnaguninomHoi ocsit imeHi MN.J1. Lynuka, M. Kuig, YkpaiHa
2[1Y «IHCTUTYT reHeTn4Hoi Ta pereHepaTneHoi Meanumin HAMH Ykpainm», M. Knis
Ukrainian Journal of Perinatology and Pediatrics. 2019. 3(79): 20-25; doi 10.15574/PP.2019.79.20

For citation: Kushnirenko SV, Olkhovych NV. (2019). Carnitine status in children with chronic kidney disease. Ukrainian Journal of Perinatology
and Pediatrics. 3(79): 20-25. doi 10.15574/PP.2019.79.20

MeTa — BUBYEHHS METab0NOMI4HUX OCHOB NPOrPeCcyBaHHs XPOHI4HOI XBOPO6U HUPOK (XXH) y AiTeil Ha NiACTaBI JOCNILKEHHS KAPHITUHOBOrO CTATyCy, BU3HA-
YeHHS NOTeHUiaNnbHUX KaH4MAATIB-MapKepiB NporpecyBaHHs XXH.

MauienTn Ta meTopam. Y 38 piteit 3 XXH 2-5 cT. BiKOM Bifi 2 40 17 POKIB BU3HAYaNN KOHLEHTPALi0 aunIKAPHITUHIB Y CyXUX nasiMax KPoBi METOAOM PiANHHOI
Xpomarorpadii TaHLEMHOI Mac-CnekTpoMmeTpii.

PesynbTatu. [eBHi MeTabonoMi4Hi 3MiHUM fiarHoCTyBannca B fiteid, xsopux Ha XXH 25 cT. HiTka TeHAEHLiS [0 3HMKEHHS PiBHS BiNbHOr0 KapHiTuHy (C0) npo-
cTexysanacs Ha 4 c¢1. XXH nopisHaHO 3i 3Ha4eHHAMY B nauieHTis i3 XXH 2 cT. (p<0,05), focaratoun midimymy B nauientis i3 XXH 5 ct. (p<0,05). uHamika
piBHA aueTunkapHiTuHy C2 mana xsunenogioHnin xapaktep, 36insLumBLUnNCh B 1,7 pasa B nauienTis i3 XXH 3 cT. nopiBHAHO 3 XXH 2 cT. (p<0,05), HabyBLUK TeH-
NeHUiT 1O 3HWXEeHHS B nauieHTiB i3 XXH 4-5 cT. Mg Yac ouiHKK CNiBBIAHOLEHHS aLeTUIKAPHITUHY [0 BiIbHOMO KapHITUHY NPOCTEXYBANOCA Ha04YHe 36iNbLUeH-
HA nokasHuka Big 0,47 npun XXH 2 c1. 5o 0,79 npu XXH 3 cT. i go 1,05 npn XXH 5 cT1. Haii6inblu noka3osoto Bussunacs guHamika C5DC (rmyTapunkapHiTuHy)
i C6DC (3-MeTunrnyTakoHinKapHiTuHy), ki NPOAEMOHCTPYBanu AOCTOBIPHY Pi3HNLIO Y 3HAYEHHSAX MiX yciMa rpynami NauieHTis, NOCTynoBo 36ibLUyHYUCh Bif
XXH 2 cT. i gocsaraiyn Makcumymy 3Ha4yeHb y NaLieHTIB i3 TepMiHaNbHO CTagielo HUPKOBOI HeJOCTATHOCTI.

BucHoBku. MeTabonomiyHe npocintoBaHHA KapHITUHOBOrO CTATyCy KPOBi A€ 3MOrY BUSIBUTU 3HAYHUIA 3B'A30K MiXK TSXKKICTHO YLUKOIKEHHSI HUPOK i PIBHEM
aUMNKapHITUHIB y fiteid 3 XXH. |BeHTU(DIKOBAHO CUTYyaLi, LLO NPUNYCKatOTh SK NepeBUPOOHNLTBO, TaK i AediuunT, AKi BifOyBaOTbCA HA CUCTEMHOMY PiBHi.
Bu3HayeHo noTeHuianbHi kKaHanaatn-mapkepn nporpecyBaHHs XXH: aumnkapHitunn — C5DC (rnyTapunkapHitun), C6DC (3-MeTunrnyTakoHinKapHiTuH).
[TauieHTn, 3any4eHi y JOCNiIKeHHS, Ta/abo ixHi 6aTbKI fanu iHGOPMOBaHY NCbMOBY 3r0AY Ha y4acTb Y AOCAIIKeHHI. [JoCNipKeHHS CXBaneHo KOMITETOM 3 6i0eTuKi Kuig-
CbKOi MICbKOT AUTA40i KiHiYHOT nikapHi Ne 1 i Bignosigano eTn4HnM i MopanbHO-NpaBoBiM BUMOraM 3rigHo 3 Hakasom MO3 YkpaiHu Ne 281 Big 01.11.2000 p.

ABTOpU 3a7BNIAKTb NPO BiACYTHICTb KOH(NIKTY iHTEPECiB.

Knto4oBi cnoBa: KapHiTWHOBWIA CTaTyC, AiTW, XPOHi4YHA XBOPOOA HUPOK.
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Purpose — to study the metabolic basis of the progression of chronic kidney disease (CKD) in children based on a study of carnitine status, to identify poten-
tial candidate markers of CKD progression.

Patients and methods. The concentration of acylcarnitines in dry blood spots was determined in 38 children with CKD 2-5 st. aged from 2 to 17 by liquid chro-
matography tandem mass spectrometry.

Results. Certain metabolic changes were diagnosed in children with CKD 2-5 st. A clear tendency to a decrease in the free carnitine (C0) level begins to be tra-
ced at 4 st. CKD in comparison with the values obtained in patients with CKD 2 st. (p<0.05), reaching a minimum in patients with CKD 5 st. (p<0.05). The dyna-
mics of the acetylcarnitine C2 level was wave-like, increasing 1.7 times in patients with CKD 3 st. in comparison with CKD 2 st. (p<0.05), acquiring a tenden-
cy to decrease in patients with CKD 4-5 st. When assessing the ratio of acetylcarnitine to free carnitine, a clear increase was observed from 0.47 for CKD 2 st.
up to 0.79 with CKD 3 st. and up to 1.05 with CKD 2-5 st. The most indicative was the dynamics of C5DC (glutarylcarnitine) and C6DC (3-methylglutaconyl-
carnitine), which showed a significant difference in values between all groups of patients, gradually increasing from CKD 2 st. and reaching maximum values
in patients with end-stage renal disease.

Conclusions. The metabolic profiling of the carnitine status of the blood allows us to determine a significant relationship between the severity of kidney dama-
ge and the level of acylcarnitines in children with CKD. Situations allowing both overproduction and shortages and occurring at the system level have been iden-
tified. Potential candidates for CKD progression were identified: acylcarnitines — C5DC (glutarylcarnitine), C6DC (3-methylglutaconylcarnitine).

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee of Kyiv City
Children's Clinical Hospital No. 1. The informed consent of the patient was obtained for conducting the studies. No conflict of interest were declared by the authors.
No conflict of interest were declared by the authors.
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KapHUTWHOBbLIA CTATyC Y AETEIH C XPOHUYECKON 6ONE3HBIO NOYEK

C.B. KywHupeHko', H.B. OnbxoBuy’

"HaunoHanbHas MeauuUMHCKas akagemus nocnegunioMHoro o6pasosanus umenm MN.J1. Wynuka, r. Knes, Ykpanta
Y «/IHCTUTYT reHeTn4eckon n pereHepatueHo meanuntsl HAMH YkpauHbl», r. Kues

Llenb — u3y4eHne MeTabonoMm4eCcKIX OCHOB NPOrPeCcCUPOBAHIAS XPOHUYECKO 60ne3HN noyek (XBI) y AeTeil Ha 0CHOBAHWNN UCCNEA0BAHNSA KAPHUTIHOBOO
cTatyca, onpejeneHne noTeHUManbHbIX KaHAMAATOB-MapKepoB nporpeccuposanns XbIl.

NauvenTbl u meToAbl. Y 38 fetei ¢ XbIM 2-5 cT. B BO3pacTe 0T 2 40 17 NeT onpeeneHa KoHUEHTpauns aunnKkapHUTUHOB B CYXIX NATHAX KPOBU METOAOM XKUA-
KOCTHOIA Xpomatorpadui TaHAeMHOI Macc-CreKTpOMETPUN.

Pe3synbTatbl. OnpeaeneHHble MeTab0NOMUYECKIe UBMEHEHMS ANArHOCTUPOBANUCh Y AeTeii ¢ XBI1 2-5 ¢T. YeTkas TeHAGHLMS K CHIKEHUIO YPOBHS CBOGOAHOMO
kapHuTiHa (CO) npocnexusanack Ha 4 cT. XbI B cpaBHeHUM €O 3Ha4eHMaMN y nauneHTos ¢ XbI 2 cT. (p<0,05), gocturas muHumyma y nauymentos ¢ XbI1 5 cT.
(p<0,05). duHamnka ypoBHs aueTunkapHutuHa G2 nMena BonHO06PasHbIN xapakTep, yBenuyusLumch B 1,7 pasa y naumertos ¢ XbI1 3 cT. B cpaBHeHuu ¢ XBI 2 cT.
(p<0,05), Npno6peTs TEHAEHLMIO K CHYXEHNO Y nauneHTos ¢ XBIT 4-5 cT. MNpu OLeHKe COOTHOLLIEHUS ALETUNKAPHUTIHA K CBOBOJHOMY KapHUTWHY NPOCTEXN-
BaNoCh HarnsaHoe ysenuyenne nokasarens ot 0,47 npu XbM 2 ct1. go 0,79 npu XBIM 3 c1. 1 go 1,05 npu XBI 5 ¢T. Hanbonee nokasarenbHoii 0Kazanach AnHa-
muka C5DC (rnytapunkapHutuHa) n C6DC (3-MeTUNrnyTakoHWIKapHUTHA), KOTOPble MPOAEMOHCTPUPOBANN AOCTOBEPHYIO PA3HULLY B 3HAYEHUAX MEXLY BCEMU
rpynnamu nayneHToB, NOCTeNeHHO yBenuuneasch ot XbI1 2 ¢T. n focTuras Makcumyma y NauueHToB C TePMUHANbHON CTafnel NOYeYHO HeA0CTAaTOYHOCT.
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BbiBofbl. MeTabonomuyeckoe npoduianpoBaHine KapHUTUHOBOIO CTaTyca KPOBW NO3BONAET ONPEeAenUTb 3HAYUTENbHYI0 CBA3b MEXAY TAXKECTbIO NOBPEXAe-
HIS MOYEK 11 YPOBHEM auMIKapHUTUHOB Y feTeil ¢ XBI1. aeHTudunumpoBanbl cutyaumum, ONyCKatoLe Kak nepenpou3BOACTBO, TaK U AeduunT, KOTOpbIe Npo-
MCXOAAT HA CUCTEMHOM YpOBHE. OnpefeneHbl NoTeHUManbHble KaHAMAATbl — Mapkepbl nporpeccuposannsg XbI: aunnkapHutuHbl — C5DC (rnyTapunkapHu-

TiH), C6DC (3-MeTUNrnyTakOHUIKAPHUTUH).

[TauueHTbl, NPUBMEYEHHbIE B UCCNEA0BaHME, /UK X POAUTENN Jani MHGOPMUPOBAHHOE NCbMEHHOE COrnacKe Ha y4acTue B UccnefoBaHui. ViccneaoBanns
0406peHbI KOMUTETOM N0 6103TIKE KNEBCKOI rOpOACKONA AETCKOM KNMHMYeCKON 60nbHMLbI Ne 1 1 0TBEYanN aTUHECKUM U MOPAbHO-NPaBOBbIM TPe6OBaHNAM

B COOTBETCTBMM C npuka3om M3 VYkpanHbl Ne 281 o1 01.11.2000 r.
ABTOpbI 3aABASAKOT 06 OTCYTCTBMM KOH(DIMKTA NHTEPECOB.

KntoueBble cNoBa: KAPHUTUHOBbIN CTATYC, 16TH, XDOHNYECKAsA BONE3Hb MOYeK.

Bctyn

TeNepiniHiii 4yac cepej MeXaHi3MiB IPO-
yrpecyBaHHH XPOHIYHOI XBOPOOU HUPOK
(XXH) Benuke 3HaueHHST MaiOTh MOPYIIEHHS
(byHKITIT CyIMHHOTO €HIOTEeNiI0 SAK JIOKAJIbHO
B HUPII, TaK i B CHCTEMHOMY PyCJi. Y 4MCeTbHUX
€KCITepUMEHTATbHUX 1 KJIIHIYHUX TTpaIsgx J0Bee-
HO, 110 caMe aKTUBOBAHWM CYJMHHUUN €HI0Tesin
€ TI€I0 CTPYKTYPHO-(PYHKIIIOHAIBHOIO OJIMHUIICIO,
sKka 00'€HYy€ TPoLecH 3allaleHHsl 3 BHYTPIlIHbO-
CYAMHHOIO KoaryJsiieo, (hbibpuHoi3oM i peoio-
TIYHUMU TTOPYIIEHHSMA B HUPII [2].

I[Ipn ubpomy engoTesianbHa JUCPYHKITIL
€ OJTHUM 13 TIPOBIJTHMX JIAHITIOTIB y MTaTOT€He31 XBO-
po6 HUPOK IMYHHOTO i HEIMYHHOTO TeHEe3Yy.

YucenbHi 1OCTI/KEHHSA 3 BUBYEHHS POJIi €HI0-
TeTiambHOI AUCGYHKITT B PO3BUTKY MATOJOTIYHO-
TO TIPOITECY TIPOBE/IEH] B TAIIIEHTIB i3 Miabe THIHOTO
Hedponartieo, aprepiajibHOI  TillEPTEH3IE,
pisaumu dopmamu rioMepyaonedputis [1, 4].
VY ny6rikaiisix oCTaHHIX POKIB BUCBIT/IE€H] THUTaH-
HS1 BIUIMBY 3MiH MeTa0OJIOMIYHOIO aMiHOKUCJIOT-
HOTO TTPOMITI0 1 KAPHITUHOBOTO CTaTyCy Ha €H/I0-
TemiampHy aucyHKI0 i mporpecyBannsgs XXH
niabeTUYHOTO 1 HeaiadeTUYHOTO TOXOKCHH,
BHUCYBAlOYM Ha POJIb KaHUJaTiB-MapKepiB IIpo-
rpecyBandsg XXH apriuid i iioro noxigHi, uTpy-
JIiH, 3-OKCOIPOJIiH, Ty TapUJIKApHITUH [§].

Anai3 1aHnX HAQYKOBUX MPaIlb JIA€ 3MOTY TIPHU-
MIYCTUTH HASIBHICTH CHITBHOCTI MATOJOTITIHUX
IIPOIIECIB, SKI IHAYKYIOTh YHIKO/PKEHHS €H/I0TeJiI0
(immemisi, OKCUJATUBHUN CTPeC, TeMOJUHAMIUHI
MopylleHHsd, HelpoMeniaTOPHUN BIJIUB, BILJIUB
MeTaboJIoMiYHOrO Mpodiai), IO IPUBOAUTH
JI0 TIOPYIIEHHS IJIICHOCTI €H/IOTEeJiT0, Ba30KOH-
CTPUKIIii, BUPOOJIEHHST MeIiaTopiB Tposridepaitii,
ajresii i 3amajieHHs, TIBUINEHHS TPOMOOYTBO-
PEeHHS Ta aKTUBHO CTUMYJIIOE CKJIEPOTUYHI IIpole-
CU B HUPKOBIiH TKanuHi [3, 12].

Mema nocnifkeHHs — BUBYEHHS MeTabo-
JIOMIYHUX OCHOB nporpecyBansi XXH y ngiteit
Ha Mi/ICTaBi JOCTIKEHHS KAPHITHHOBOTO CTAaTYCY,
BU3HAYEHHST TIOTEHIIAJIbHNX KaHIW/AaTiB-MapKe-
piB iporpecyBarts X XH s1st 6isb1i1 e(peKTUBHOTO
i TaToreHeTMYHO OOTPYHTOBAHOTO BUKOPHMCTAHHS
Cy4acHMX MOJKJIMBOCTEH MeTaboJiyHOl Ta Ii€To-
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HYTPUILIIHOI Teparii /sl KOPEeKIlii BiJIMOBIIHUX
MeTabOIYHUX TOPYIIEHb, MOMePEsKEHHsT BUHH-
KHEeHHsI HeOaKaHUX HACJIJIKIB 1 YHOBIJIbHEHHS
nporpecyBanus X XH.

Martepiann Ta MmeToam AOCAIAKEHHA

Y nocaimpkenni B3sun yyactb 38 miteit 3 XXH
2-5 cr. BikoMm Bix 2 mo 17 pokis (7,3+0,3 poky),
sKi mepebyBaji Ha crailioHapHOMY U amOyJia-
TOpHOMY JiKyBanHi B KwuiBCchbKOMY MichbKOMY
nutgaoMy Hedposiorivnomy 1eHTpi. HoJs10Biu01
crati Oymo 24 (63,2%) ocobu, xiHouoi —
14 (36,8%).

Crapnii XXH BusHauamu BiAMOBIHO 710 KJiHIY-
Hux peromengatin g XXH NKF-KDOQI
(2002) i ocrannboro mneperssiny y 2012 p.
(KDIGO, 2012. Clinical Practice Guideline for
the Evaluation and Management of Chronic Kid-
ney Disease) [6, 11]. IlIBuakicts KIyOOUYKOBOI
dinprparnii (IIIK®dD) pospaxoByBanu 3a ¢op-
mynoio IIBapua (Creatinine-based <«Bedside
Schwartz» equation 2009), 1o craso migcTaBoo
IUIsT pO3Mojiiy ix 3a cramisiMu  0e3BiTHOCHO
JI0 JIiarHo3y, BiAmoBiiHo 10 Kinacudikarii X XH.

@®opmysannio XXH y miteil nepexyBanu Taki
HO30JI0Tii: BPOJIKEHI BaJIM PO3BUTKY HUPOK 1 C€YO-
Boi cucremu (73,7% XBOpPUX), ayTOCOMHO-
pellecuBHa MoJiikicrosHa xBopoba Hupok (10,5% xBo-
pux), nepponodtns Dankoni (5,3% XBOpuUX),
XpOHIUHWI TIOMepyoHedpuUT, 3Mimana Gopma,
XPOHIYHUHN TyOyI0-iHTEpCTUIATBHII HehpuT,
cunzpom Jloypenca—Myna—bapae—binna. [le-

TajlbHa XapaKTepUCTUKa XBOPUX HaBeJeHa
B Tabami 1.
Tabauys 1
KniHiyHa xapakTepucTuKa nauieHTis
MapameTpm KinbkicTb
Bik 7,3+0,3
Cratb (4onogiva/xiHoua) 24/14
Etionoria XXH (a6c./%):
— BPOZKEHi Baay PO3BUTKY HUPOK i Ce40BOi cuctemmn | 28/73,7
— ayTOCOMHO-peLiecBHa MONIKICTO3Ha XBOPOOa HAPOK 4/10,5
— HedpoHOPTH3 DaHKOHi 2/5,3
— XPOHI4HUI rnomepynoHedpuT, 3miLLiaHa hopma 2/5,3
— XPOHIYHUI TY6YNo-iHTEepCTULIaNbHUI HedpuT 1/2,6
— cuHgpom JloypeHca—MyHa—bappne—bians 1/2,6
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ITamienTn, 3amydeni B AOCHIKEHHS, Ta IXHI
6atbky gasu iHGOOPMOBAHY THCHMOBY 3TOMY
Ha y4acTb y AocaijzKenHi. /locaipkeHHs cXBajleHO
KoMiTeToM i3 6ioetnkn KuiBchKoi MicbKOT nTsI40i
KJIiHIYHOT JiikapHi Ne 1 Ta BiZIMOBIZANIO eTUIHUM
i MopaJbHO-TIpaBOBUM BuMoraM Hakazy MOJ3
Yxpainu Big 01.11.2000 Ne 281.

Craryc KapHiTuHy Bu3Hadaau Ha Oazi Y
«IHCTUTYT TEHETUYHOI Ta PEreHepPaTUBHOI MEUIIN-
nn HAMH VYxkpainns. Busnauenust anuikapHiTH-
HIB 1 CYKIIMHLJIAIIeTOHY ITPOBOJIAJIN B CYXUX TLJIIMaxX
KPOBI METO/IOM TaH/EMHOI Mac-CIIEeKTPOMETPil.
Konmnentpariito anuikapHiTUHIB BHU3HAYaId B
CyXUX TJISIMaX KPOBI METO/IOM PiJIMHHOI XPOMaTO-
rpadii TaH1IeMHOI Mac-CIIeKTPOMETPIl 3 IepruBaTH3a-
1i€eto Ha pigmHHOMY XpoMatorpadi Dionex (CIIIA)
mac-ciektpomerpi API SCIEX 2000 (CIIIA) 3
BUKOpUCTaHHSIM Habopy peareHtiB Chromsystems
MassChrom® Amino Acids and Acylcarnitines from
Dried Blood — LC-MS/MS (Himeuunna). ITigro-
TOBKY 3pa3KiB 1 BUMIPIOBaHHST KOHIIEHTPAIlii MeTa-
6OJIITIB TPOBOJAWJIM BIiIMIOBIZHO 10 TIPOTOKOJIY
BUPOOHMKA. 3Pa3Ku CyXHX IUISIM KPOBi 30Mpasii Ha
narneposi Osankn Whatman Ne 903 nuisixom piBHO-
MipHOro 1pocodyeHHs. [liciasg oTpuMaHHS MM
KPOBIi OJTAHKU BUCYIITYBAJIH TIPOTSITOM 4 TOJI. Y TOPH-
30HTAJBHOMY TMOJIOKEHHI HA YHCTIll MoBepxHi, Oe3
CTOPOHHBOTO BIUIMBY COHSYHUX MPOMEHIB abo
Teruia. Bucymieni 3pasku 710 aHasisy 36epiraiy 3a
temrieparypu +4°C He foBie Hixk 6 micsris. locri-
JUKYBaJIU CyXi IJISIMU KPOBI, siKi Habpasu i 30epira-
JIM 32 BCIX HaJeKHUX yMOB. MeTojioM TaH/ieMHOI
Mac-CIIeKTPOMETPii  BHU3HAYAJU KOHIEHTPAILii0
Takux amuakapHituHiB: kapHituHy (C0), are-
tuskapHituay (C2), npomioninkapuiTuny (C3),
masionisikapaituny (C3DC), i300y THpUIKAPHITHHY
(C4), mernmmanoninkapuituny (C4DC), i3oBase-
puit-2-metunOytupuakapaitiuay (C5), riytapui-
kapuituny (C5DC), 3-riapokcu-izoBaepui-2-me-
TiiI-3-Tigipoken-oytuprikapaituay (C50H), i3o-
Basepusikapuituny (C5:1), rekcaHoiIKapHITHHY
(C6), 3-merunrayrakoninkapuiTuny (C6DC),
oktanoinkapuiTuHy (C8), OKTEeHOITKapHITUHY
(C8:1), nexanoinkaprituny (C10), nekeHoiTKapHi-
tury (C10:1), nexamienoinmkapuituny (C10:2),
nonekanoiikapuituny (C12), nopekeHOLKapHiTH-
Hy (C12:1), rerpanekanoiskapuituny (C14),
3-rizpokcu-terpasekanoiskapuituny (C140H),
tetpagekeroikapuituny (C14:1), TerpajekajieHo-
inkapaiTuHy (C14:2), rexcamekaHOLIKapHITUHY
(C16), 3-TiIpOKCU-TeKCAZeKEHOITKAPHITUHY
(C160H), rekcanekenoinkapuituny (C16:1),
3-rigpokcu-rexcagekenoinkapaiTuny (C16:10H),
creapoiskapaiTuny  (C18),  oseinkapHiTUHY
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(C18:1), 3-rinpokcu-oseinkapuitTuny (C18:10H),
ginoneinkapuiTuny (C18:2).

CratuctuyHy 0OpOOKY [MaHUX MPOBOIMIIH
i3 3aCTOCYBAaHHSIM TIAKETY CyYaCHUX MPUKJIATHUX
porpaM JIJIsi CTAaTUCTUYHOTO aHali3y i 00poOKu
nanux Statistica 6.0 3 BUKOpPUCTaHHSIM T1apame-
TPUYHOTO METOJIY OIIHKU BiZIMIHHOCTEN cepemHix
nBOX BHOiIpok 3a kpurepieM CTbiofieHTa i HaBO-
mn y opmi Tabsmitk. JIJ1s1 OMiHKY TOCTOBIPHO-
CTi OTPUMAHMX pe3yJIbTATIB NMPUHHATUI PiBEHb
srauymocti p<0,05.

Pe3ynbraTtn aocnipkeHHs Taix 06roBopeHHs

Yuepme B YKpaiHi BUBUEHO KapHITUHOBUN
craryc miteit, xopux Ha XXH 2-5 ct. /lani Hase-
neHo B Tabsmiti 2. YiTKa TEHAEHIs 10 3HUKEHHST
piBH: BisbHOTO KapHiTUHY (C0) TTpocTexkyBamacs
Ha 4 ct. XXH nopiBHAHO 31 3HAYEeHHSMU B TIAIli€H-
tiB i3 XXH 1 ct. (p<0,05), nocsraioun mirimymy
B marienTiB i3 XXH 5 cT., IKi OTpUMYIOTH TeMo/Tia-
aiz (T1) (p<0,05), 110 miaTBEPKYE Pe3yJIbTaTH
6araTboX JOCJIKEHb MAI[i€HTIB i3 TePMiHAIBHOIO
cragiero HuUpkoBoi HepoctatHocTi (TCHH).
Pisenn CO y namientis i3 XXH 5 cT. mopiBHIOBaB
12,97+1,68 pM npu HuxHill pedepentrii, 3ampo-
MMOHOBAHIN METOJOM TaHJAEMHOI XpoMmaTo-
Mmac-criekrpometpii — 10 pM. A gkito kepyBaTucs
HactanoBamu KDIGO Clinical Practice Guideline
for Nutrition in Children with CKD: 2008 Upda-
te, To Malike Bcl maiieHTu, nouynHaoun 3 XXH
2 cr., mammm gedinmuT KapHiTHHY. /lani HaBemeHO
B tabmuii 3. IuausigyanbHuii aHaxis naiieHTis
i3 XXH 5 cr1. nokasas, mo 2 i3 9 nauienris i3 XXH
5 CT. MaJii HAaJHW3bKi PiBHI BIJILHOTO KapHITHHY
4,422-6,684 pM, 3 yacoM Ha HUPKOBO3AMICHIN
teparii (H3T) 1-2 poku. ¥ mepeBaskHOI GisIbIII0-
cri martientiB (4 ocobu) yac Ha H3T Ha MomeHT
obcrexkenHst cranoBuB 1 pik, y 3 maiieHTiB —
2 poku, B 1 marienra — 5 pokis, mie B 1 marienta —
11 poxkis. /lunamika piBHS alleTUJIKAPHITUHY
C2 mana xBUJIEnoAiOHUI XapakTep, 36iTbIITNB-
ek B 1,7 pasa B nartienTis i3 XXH 3 ct. mopiBus-
HO 3 XXH 2 cr. (p<0,05), HaOyBIIM TEHIEHII
210 3HIKeHHd B ratienTis i3 XXH 4-5 cr. Aue mig
4ac OIIHKW CITiBBIJIHOIIEHHS alleTUJIKAPHITUHY
JI0 BIJIBHOTO KapHITUHY TTPOCTEXYBAJIOCS HAOUHE
30isbienHst nmokastuka 3 0,47 npu XXH 2 cr. 10
0,79 npu XXH 3 cr. i go 1,05 mpu XXH 5 cr.
Bwmict npomionisikapHiTuny C3 TOCTYTIOBO 3M€eH-
IIyBaBcsl B JliTeld, mounHaoun 3 piBas 1,25+0,10 uM
npu XXH 2 cr. i ocdraooun MiHIMaJIbHOTO PiBHS
npu XXH 5 cr. va I'/l — 0,46+0,06 uM (p<0,05).
Pisni manonisikapaiTiay (C3DC) Ta i300yTupu-
kapuituny (C4) sanumanucs cTabiIbHUMYU B
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nauientis i3 XXH 2-5 cr. Bognouac, HailBuimmii
piBeb  MerusamasioHiskapHiTuny  (C4DC)
peectpyBascs B naiieHTis i3 XXH 2 cr., 1o 1octo-
BipHO BiIPi3HANIOCS Bi/l Pe3yJibTaTiB y MAIli€EHTIB i3
XXH 5 cr. (p<0,05). A piBenb i30Basepuii-2-me-
tunbyrupuiakapuituay (C5) mocroBipHo OyB
BummM y mariientiB i3 XXH 2 cr. mopiBHSHO
3 XXH 3 cr. C5DC — rurytapusikapHiTUH TIpo/ie-
MOHCTPYBaB /IOCTOBIpDHY PI3HUIIO Yy 3HAUYEHHSIX
MiXK yciMa rpynamy IamieHTiB, 30iIbIIyI04KCh
Bin 0,14£0,02 yM y mnamientiB i3 XXH 2 cr.
no 0,25+£0,05 uM y mnamientis i3 XXH 3 cr.
(p<0,05), mo 0,27+0,04 uM y mamienTis i3 XXH
4 ct. (p<0,05) i oCATHYBIIN MAKCUMYMY 3HAY€Hb Y
nartienTis i3 XXH V ct. — 0,69+0,14 uM (p<0,05).

[mytapuikapHiTUH y TIJISIMaX CyXOl KPOBi BUKO-
PUCTOBYEThCS SIK OiOMapKep Ik CKPUHIHTY TJIyTa-
poBoi anuaypii tTuity 1. BiH € enuHuM Mapkepom
CKPUHIHTY JIJII 1IbOTO CTaHy, 1 pi3HiI MATOJIOTIuHi
CTaHu MOKYTh BIumBath Ha Mmetabosizm C5DC
[5, 7]. OcTanHiM yacoM TABUIIEHHS Iy TapUIKap-
HITUHY PEECTPYETLCS Yy BUIIA/IKaX HUPKOBOI HeJ0-
crarrocti. Matsumoto M. et al. y sxypraii «Pediat-
ric International» (2018 p.) omy6JikyBaau crarTio,
B sAKiil BUCBITJIWIN Pe3yJbTaTH OOCTEKEHHS CKPH-
HIHTY HOBOHapo/pKkenux [9]. Bucokwuii piBens ruryra-
PUJIKAPHITHHY aCOIIOBABCS 3 BUSIBJIEHOIO BOOIY-
HOIO HUPKOBOIO TIOIIA31€10 1 TOPYIIEHOIO (DYHKITIEI0
Hupok. luyrapoBa ammaypiga tuiy 1 BriovyeHa
B TPYILY 3aXBOPIOBAHb, 1[0 BUSBJSIOTHCS B IETKUX
KpaiHax IIJITXOM PO3MIMPEHOTO CKPUHIHTY HOBOHA-
POIKEHUX TIPOTATOM ocTanHix 15 pokis. Lundin U.
i Weinberger K. y ny6umikarii 2018 p. «Towards
metabolic biomarkers for diagnosis and prognosis
of CKD» BUCBIT/IMJIN IUTaHHS KaHIUIaTiB-GiomMap-
KepiB giarHoctuku i 1nporpecyBaHHsi XXH,
apryMEeHTYIOUN TPAHCAMIMHUMA JOKA3aMH TTOTEH-
IiaJbHy POJIb IVIyTapUJIKApHITUHY, Ha IIi/ICTaBi
nomyJsaitaoro  pocipkenads KORA F4 1 Hee-
JIMKOTO CIIeliayli30BaHoro JIOCJi)KeHHs, IIpoBe/ie-
HOro y Opurancbkux OsusHIOKIB [8]. Takox
y pocaimpkenni UrosysteOmics fieski BUU arui-
KapHiTuHiB, Taki sk rayrapuikapaitun (C5DC)
abo memaproniakapaitua (C9), MoKazaaM 3HAYHO
BUIII PiBHI B TAIliEHTIB i3 I3HIMMMU CTaisIMI
3aXBOPIOBaHL HUPOK, HE3aJe:KHO BiJl €TioNorii —
mis XXH  giabermunoro i HeaiabeTHYHOTO
MOXO/IZKeHHsI. TakuM YWHOM, IJIyTapuJIKapHITUH
(C5DC) MosKHA pOBIJISAATH K HAWOLIbII 3HAYY-
U TOTEHIIJIbHUM MapKep-KaHAU/JIAT MTPOrpecy-
BanHss XXH y kuaci wmerabositiB. Bomrouac,
TIyTApUJIKAPHITUH SIK TUKapOOHOBE 3'€HaHHS
MOsKe OYTH TIPOCTO MTPOAYKTOM (D-OKHUCIEHHS JKIP-
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HUX KHCJIOT, TOOTO MOGIYHUM e(EKTOM OKUCIIO-
BaJIbHOTO CTPECY.

Pisui C50H (3-rigpokcu-izoBasepui-2-me-
Trii-3-rigpokcubytupuiakapuituny) i C5:1 (isosa-
JIEPWJIKAPHITUHY) 3ajuIiajucs cTablIbHUMM
B nauienTis i3 XXH 2-5 cr. Hallnu:kui snayennsa
rexkcanoisikapHiTuay (C6) peecTpyBanucs B ma-
mienTiB i3 XXH 2 cT., Ha Bi/IMiHY BiJl TOKa3HUKIB
y nartienTi i3 XXH 3 cr. (p<0,05), ase He Biapis-
HSLIACS BiJl 3HaYeHb y narienTiB i3 XXH 4-5 cr.
Bonnouac, snayennss C6DC (3-meTuriayTakoHi-
KapHITUH), SIK 1 TJIyTapUIKapHITUHY, TOCTOBIPHO
Bifipizassmcs B marienTiB i3 XXH 2 cr. 0,10+0,01 uM,
Bix 3HauyeHb namienTiB i3 XXH 3-5 cr. (p<0,05),
mo gae migcrasu posrisigatu C6DC (i C5DC)
K TOTeHI[iaJIbHUI MapKep-KaHAuJaT Iporpe-
cyBausgs XXH. PiBeHb OKTaHOIJKapHITUHY
(C8) mocroBipHo OyB HUKUMM Y MAI€HTIB i3
XXH 2 cr. mOpiBHAHO 3 MOKa3HUKaMU B MAIIEHTIB
i3 XXH 3 cr. i XXH 5 ct. (p<0,05). OkTenoin-
kapHituH (C8:1) MaB TiJIbKU TEHAEHIIIO 10 36i/Th-
meHHss B Mipy mnporpecyBanusg XXH. /[unamika
nekanoinkapuituay (C10) mana xBusenomiGHuii
xapakrep: 30ubmuBIch 3 0,19+0,03 uM 1pu
XXH 2 cr. mo 0,35+£0,04 uM npu XXH 3 cr.
(p<0,05) i 3adikcyBaBHIUCh HA 3HAYEHHSIX
0,21£0,05 pM y namienTis i3 XXH 4-5 ct. PiBenb
nexenoinkapaituay (C10:1) B mamienTis i3 XXH 2 cr.
yaBidi OyB HIZKYMM, HixK y manienTis i3 XXH 3 cr.,
i B 1,4 pasa MOPiBHAHO 31 3HAYEHHSIMU B MAIIEHTIB
i3 XXH 5 cr. (p<0,05). Bumict C10:2 (nexamieno-
inkapuituny), C12:1 (107€KeHOINKAPHITUHY),
C14 (rerpamexanoinkaphituny), C14:1 (terpase-
keHolmkapuiTuny), C14:2 (TeTpamexagieHoimKap-
Hitnay) i C16 (rexcajekaHOITKApHITUHY) MaJn
TEHIEHINI0 10 30iJbIIEHHS B Mipy 3HMKEHHS
IK®, ame m0CTOBIpHOI Pi3HUIN MiXK TpylnamMu
marfienTiB He orpuMano. Pisers C12 (nonexanoin-
KapHiTHHY) B naiienTiB i3 XXH 2 c1. foctoBipHO
OyB HIKYMM 32 BiIMOBI/IHI 3HAUYEHHS B MAI[iCHTIB
i3 XXH 3 cr. (p<0,05). A piBear C140H
(3-Timpokcu-TeTpasieKaHOIIKAPHITUHY) Yy TIalli€H-
TiB i3 XXH 2 cT. 10cTOBIpHO BiJIpi3HSBCS Bijl
nokasnukiB y namientis i3 XXH 5 cr. (p<0,05).
3uauenns C160H (3-rizpokcu-rexkcamekanoin-
KapHiTHHY) B naiienTiB i3 XXH 3 cT. foctoBipHO
Oysiu BUIUMK, HiXK y maiienrtis i3 XXH 5 cr.
(p<0,05). Pienb C16:10OH (3-riazpokcu-rexcase-
KeHolmKapHiTUHY) B mamienTiB i3 XXH 2 cr.
nopisHioBas 0,09+0,01 uM i focToBipHO He Bijpi3-
HSBCS BiJIl TOKA3HUKIB y MAIIEHTIB 3 IHIIUMU CTa-
migmu XXH. A nartientn 3 XXH 3 ct. manu 3Ha-
yennga C16:10H 0,11£0,02 pM, mo nocrosipHO
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Tabnuys 2

BmicT KapHIiTUHY 1 auMNKapHiTUHIB y AiTen
3 XPOHIYHMMMU XBOpO6aMu HMPOK 2-5 CT.

XXH 2 c1. | XXH 3 cT. | XXH 4 cT. [XXH 5 cT.
Mokashuk| = _7) (n=11) | (n=11) | (n=9)
Co 28,62+1,46"° |27,171,30° | 20,5022,42" | 12,97+1,68
Cc2 13,67+1,107 | 22,63£4,59 | 16,1622,23 | 13,561,903
c3 1.2520,10° | 1,10£0,16" | 0,09£0,19" | 0,4620,06
C3DC 0,460,24 | 0,2420,04 | 0,2820,04 | 0,330,06
c4 0,380,04 | 0,4120,05 | 0,47%0,08 | 0,540,09
C4DC 0,8720,16" | 0,7020,12 | 0,610,09 | 0,5520,03
C5 0,35£0,02" | 0,280,03 | 0,4220,08 | 0,300,06
C5DC  |0,1420,02"° | 0,250,05" | 0,2720,04" | 0,690,14
C50H 0,44£0,07 | 0,3620,08 | 0,3220,03 | 0,380,05
C5:1 0,10£0,01 | 0,0920,00 | 0,1420,02 | 0,140,02
C6 0,1120,01 | 0,16£0,01 | 0,1420,02 | 0,1320,02
C6DC |0,100,01""° | 0,1820,03" | 0,2020,03" | 0,4420,07
c8 0,140,027 | 0,320,02 | 0,2120,06 | 0,2220,03
cai 0,13£0,03 | 0,12:0,02 | 0,1620,02 | 0,170,02
C10 0,190,03" | 0,3520,04" | 0,2120,05 | 0,210,02
C104 | 0,15£0,02A | 0,3120,02 | 0,2120,06 | 0,2720,03
cl0:2 0,07£0,01 | 0,1020,02 | 0,070,01 | 0,0920,01
Ci2 0,120,017 | 0,16£0,02 | 0,130,02 | 0,1420,02
cizi 0,00£0,02 | 0,1320,03 | 0,120,03 | 0,1120,01
Cia 0,12£0,02 | 0,1520,02 | 0,1320,02 | 0,1420,03
C140H | 0,0420,00" | 0,06:0,01 | 0,06:0,01 | 0,070,01
Cl4: 0,00:0,01 | 0,1720,04 | 0,110,02 | 0,1420,02
Cla2 0,07£0,01 | 010,02 | 0,1020,02 | 0,0820,01
Ci6 0,850,16 | 1,1520,23 | 0,8320,08 | 0,7520,16
C160H | 0,05£0,01 | 0,070,01" | 0,05:0,01 | 0,040,00
G 0,120,02 | 0,060,01 | 0,000,02 | 0,0620,01
C16:10H | 0,09£0,01 | 0,1120,02 | 0,060,017 | 0,0820,01
GE 0,48£0,07 | 0,02:0,26 | 0,5720,04 | 0,6620,2
GER 0,76£0,07° | 1,0420,20 | 1,050,08 | 0,6920,17
C18:10H | 0,020,001 | 0,070,01" | 0,05:0,01 | 0,03z0,00
Ci8:2 0,37£0,06 | 0,32:0,05 | 0,3420,05 | 0,29:0,08

Ipumimku: * — pocroiphicTs posdizkuocTeil 3<0,05 mopisHsHo 3 XXH
5 ¢t.; N — mocToBipHicTs posbiskuocteil 3<0,05 mopisusto 3 XXH 3 cr;
° — goctoBipHicTs pos36ixHocTeit 3<0,05 nopisusiHo 3 XXH 4 cr.

Tabnuys 3

HopmanbHi piBHi cupoBaTKOBOro KapHituHy (umol/L)
(KDOAQI Cliical Practice Guidline for Nutrition in
Children with CKD: 2008 Update)

. BinbHun 3aranbHum

NavieHTn KapHiTUH KapHIiTUH
HoBoHapomxeHi 26-76 35-102
Hitn 41,4+10,0 56,2+11,4
MigniTkm XiHovoi cTaTi 39,3+8,1 53,2+8,9
MigniTkn YonoBivoi cTari 39,6+9,3 53,5+10,5
opocni XiHku 19,3-53,9 28,1-66,4
[opocni 4onosiku 34,8-69,5 44,2-79,3

BiIPi3HATIOCS Bijl 3MEHIIIEHOTO PiBHS BiIMOBIHO-
ro nokasuuka B marienTis i3 XXH 4 ct. (p<0,05).
PiBui C18:1 (oneinkapuituny) i C18:10H
(3-TiipoKCcU-0JIeITKAPHITUHY) B MAIli€HTIB i3
XXH 2 ct. goctoBipHO GyJIM HUKYUMU 32 Bijmo-
BiztHi okazHuky B narfienTiB i3 XXH 4 cr.1 XXH 3 cT.
(p<0,05). Bmict ninoneinkapuituny (C18:2) 3amm-

24

http://med-expert.com.ua

mascst cTabiibHuM y narienTis i3 XXH 2-5 cr.
TakuM 4MHOM, II€BHI 3MIHU B JOCJIJPKEHHSIX
MeTab0JIOMIKH, TI0B'I3aHKX 13 He(POJIOTiEI0, CIIo-
crepirajucs B KJaci CHOJYK allUJIKapHITHUHIB,
SIKUM B OCHOBHIl 6ioXiMii He MPUALISAIN 3HAYHOI
yBaru, 0/lHak BOHU CTAJN YACTUHOIO CTAaH[aPTHOTO
NIarHOCTUYHOTO PeTepTyapy 3 IMOYaTKy ernoxu
Mac-CIIEKTPOMETPii B CKPUHIHTY HOBOHAPOJXKE-
HuX. /JlOBroJyIalIfiorosi JKUpHi KUCJIOTH € OCHOBHU-
Mu cybcTpataMu JiUisi 3-OKUCJIEHHST B MIiTOXOH-
JIPigx i, 9K HACTIJIOK, OJJHUM 13 OCHOBHUX JXKepeJs
eneprii B kiiTrHi. O/lHaK BOHW He 3/1aTHI ITepeTn-
HATH TIO/BiliHY MeMOpaHy MiTOXOHAPIil y BUTJIsA
BIIBHUX JKUPHUX KHCJIOT Oe3 y4acTi KapHITHHY.
[TeBHi MeTaboOJOMIYHI 3MIHM iarHOCTYBAJIMCS
B miteii, xBopux Ha XXH 2-5 cr. HiTka TeH/IeHIIis
JI0 3HWXKEHHS piBHA BibHOTO KapHiTUHY (CO0)
mpocTrexxyBasacs Ha 4 c¢t. XXH nopiBHSAHO 31 3Ha-
yexnsimu B martientis i3 XXH II cr. (p<0,05),
nocsiratoyn Minimymy B narientis i3 XXH 5 cr.,
ski orpumyioth [/l (p<0,05), 1o miarBepaKye
pesyabTaTu jociipkedb y marientis i3 TCHH
[8, 10]. Pienn CO y nariienTis i3 XXH 5 cT. ctano-
BuB 12,97+1,68 uM npu HuxHill pedepemntii,
3aIIPOIIOHOBAHIN METO/IOM TaHJEMHOI Mac-CIIeK-
tpomerpii — 10 pM, xoua yac mepeOGyBaHHST Ha
H3T y 77,8% mnarienriB 0yB y miamazoni 1-2 po-
ku. A gkmo kepyBatucs HactaHoBamu KDIGO
Clinical Practice Guidline for Nutrition in Chil-
dren with CKD: 2008 Update, To maiixke Bci
namienTu, nounHaioun 3 XXH 2 cr., mamm gedinur
kapuiTuHy. /[nHamMika piBHS areTuaKapHiTHHY C2
Majia XBUJIETIOMIOHUN XapakTep, 301MbIIUBIIICH
y 1,7 paza B mamienTis i3 XXH 3 cT. opiBHSHO
3 XXH 2 cr. (p<0,05), HaGyBII1¥ TEHAEHIIIi 10 3HK-
xennsa B narientiB i3 XXH 4-5 cr. Asne mig yac
OIIHKM CITIBBIJIHONIEHHS alleTUJIKAPHITUHY 10
BiJIBHOTO KapHITUHY MPOCTEXKYBAIOCS HAOYHE
30impmienns mokasuuka 3 0,47 mpu XXH 2 cr. 10
0,79 mpu XXH 3 cr.1i 10 1,05 mpu XXH 5 cr. Haii-
6iJIBII TIOKa30BOI0 BusiBUiacs auHamika C5DC
(rnyrapusikapuituny) i C6DC (3-metuiriyTako-
HIJIKAPHITUHY ), SKi 1IOKa3aJ1 JJOCTOBIPHY Pi3HUIIIO
B 3HAUEHHAIX MiXK ycimMa rpyliaMu MaIli€HTiB, TOCTY-
noBo 30imbiryrourcs Bix XXH 2 cr. i gocsraoun
MakcuMyMmy 3HadeHb y narienTis i3 TCHH. Apry-
MEHTYIOUM TPAHCJAMINHUMU JI0Ka3aMu, OTpUMa-
HuMH B nionyJaiiitaomy gociimpkerai KORA F4,
UrosysteOmics i HeEBEJTUKOMY CIeIia/li3oBaHOMY
JOCJIIZKEHHI, IIPOBEAEHOMY Y OpUTAHCHKUX OJI13-
HIOKiB, MOkHa posrisigat C5DC (royTapuikap-
HiTrH) 1 C6DC (3-MeTHIITIYTAKOHIJIKAPHITHH) SIK
HaiOLIbII 3HAYYII TTOTEHI[aJbHI MapKepu-KaH-
nugaty iporpecyBarns X XH y kiraci meTaboiTiB.
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IIpu 1bOMY KaHAMIATH B MapKepu, 0e3yMOBHO,
MOJKYTb MaTH 3HAYHUIA IIOTEHIia y KIIHIYHIN XiMil,
0COOJIMBO SIKITIO BOHU OY/IyTh YCITIITHO BiITBOPEHi B
He3aJIe;KHUX KJIIHIYHUX KOTOPTaX i peTeJIbHO BUBUE-
Hi B JIOCTI/IPKEHHAX, CHEI[iabHO MPU3HAYEHUX JIJIT
1epeBipKH iX MPOrHOCTUYHOI IIIHHOCTI.

BucHoBku

Mertaboomiute mpodimoBaHHS KapHITHHOBO-
TO CTarycy KpOBi /la€ 3MOTY BUSBUTU 3HAUHUIA
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