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MeTa — B1BYEHHS MeTab00OMiYHIX OCHOB NPOrPECcYBaHHA XPOHiYHOI XBOPO6U HUPOK (XXH) y AiTe Ha nifcTasi AOCNIAKEHHS KapHITUHOBOIO CTaTyCy, BU3HA-
YEHHSA NOTEeHLiaIbHUX KaHANAATIB-MapKepiB nporpecysBanHs XXH.

Mauientu Ta metogu. Y 38 aitern 3 XXH 2-5 cT. Bikom Big 2 40 17 pokiB BU3HA4ann KOHLEHTPALit0 aunKapHITUHIB y Cyxux nasMax KpoBi METOLOM PiAUHHOT
Xpomarorpadii TaHaeMHOoi Mac-CnekTpoMeTpii.

PesynbTatu. [TeBHi MeTaboNOMI4HI 3MiHW AiarHoCTyBanucs B fAitel, xBopux Ha XXH 2-5 cT. HiTka TeHAeHUIS [0 3HWKEHHS PiBHA BiflbHOro KapHiTuHy (CO) npo-
cTexysanacs Ha 4 ct. XXH nopiBHAHO 3i 3Ha4eHHAMY B nauienTis i3 XXH 2 cT. (p<0,05), gocarato4m miHimymy B nauienTis i3 XXH 5 cT1. (p<0,05). AuHamika
piBHA aueTUnKapHiTuHy G2 mana xsunenoAibHui xapakrep, 36inbwuslwuce B 1,7 pasa B nauieHTiB i3 XXH 3 ¢T. nopiBHaHO 3 XXH 2 cT. (p<0,05), HabyBLUN TeH-
AeHLUii A0 3HMKeHHS B nauieHTis i3 XXH 4-5 cT. Mg 4ac ouiHKM CNiBBIAHOLIEHHS aLETUNKAPHITUHY [0 BiNbHOMO KApHITUHY MPOCTEXYBANOCA HA04HE 36iMblUeH-
Hsl nokasHuka Big 0,47 npn XXH 2 cT. go 0,79 npu XXH 3 cT. i go 1,05 npu XXH 5 cT1. Haii6inbL noka3oBoto Bussunaca guHamika C5DC (rnyTapunkapHiTuxy)
i C6DC (3-MeTunrnyTakoHinKapHiTuHY), iKi NPOAEMOHCTPYBANM JOCTOBIPHY PISHULO Y 3HAYEHHSX MiXX YCiMa rpynami navieHTiB, NOCTYNOBO 36iNbLUYIHYNCH Bif
XXH 2 cT. i gocsrar4n makcumyMmy 3Ha4eHb Y NauieHTiB i3 TEpMiHANbHOKO CTajier0 HUPKOBOI HELOCTATHOCTI.

BucHoBku. MeTa6onomiqHe npointoBaHHs KapHITUHOBOTO CTATyCy KPOBi A€ 3MOrY BUSBUTI 3HA4YHWUIA 3B'A30K MK TSXKKICTIO YLIKO[KEHHS HUPOK i piBHEM
auMNKapHiTUHIB y Aiten 3 XXH. |aeHTUdikoBaHO cuTyauii, WO NpunycKaTb K NepeBMpoBHNLTBO, TaK i AediuunT, sKi Bia6yBaOTbCH HA CUCTEMHOMY PiBHI.
BnaHa4eHo noTeHuianbHi kaHAnAATU-Mapkepn nporpecysaHHa XXH: aunnkapHituin — C5DC (rnytapunkapHitie), C6DC (3-MeTUnriyTakoHinKapHITUH).
[TauiexTn, 3any4eHi y JOCTIIKEHHS, Ta/abo ixHi 6aTbKu Aanin iHpOPMOBaHY MNCEMOBY 3rOLY HA Y4aCTb Y [OCMIMKEHHI. [JOCTiKEHH: CXBaNEHO KOMITETOM 3 6i0eTuku Kuis-
CbKOI MiCbKOi INTA4OT KNiHI4HOI NikapHi Ne 1 i BiANOBIAAN0 €TMYHUM | MOPaNbHO-NPABOBUM BUMOram 3rigHo 3 Hakazom MO3 Ykpainm Ne 281 Big 01.11.2000 p.

ABTOpPM 329BNIAKOTH NPO BiAACYTHICTb KOH(AIKTY iIHTEPECIB.

KnioYoBi cnosa: KapHiTWHOBUIA CTATYC, LiTW, XPOHIYHA XBOPO6A 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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KapHUTHHOBbINA CTaTyC Y AETEA C XPOHUYECKOi 6O0Ne3HbH0 NoYeK

C.B. KywHupeHko', H.B. Onbxosuy’

'HaumoHanbHas MeauLMHCKas akafemus nocneaunnomHoro oopasosanus umenn M.J1. Lynuka, r. Knes, Ykpanna
TY «/IHCTUTYT reHeTUYECKON 1 pereHepatusHon meauunHsl HAMH YkpauHbi», 1. Knes

Llenb — n3yyeHne MeTabonoMn4ecK1x 0CHOB NPOrpPeccUpPoBaHNA XPOHNYECKO 60ne3HM novek (XBIT) y feTeit Ha 0CHOBaHUW UCCNEA0BaHNS KAPHUTUHOBOMO
cTaryca, onpefeneHue noTeHynanbHbIX KaHANAATOB-MapKepoBs nporpeccupoanns Xbrl.

Nauwnentbl 1 meToabl. Y 38 feteii ¢ XbIT 2-5 cT. B Bo3pacTe 0T 2 40 17 neT onpefieneHa KOHLEHTpaums aunnkapHUTUHOB B CyXWUX NATHAX KPOBM METOAOM XMJ-
KOCTHOI Xpomatorpacum TaHLEMHOI Macc-CneKTpoMeTpui.

PesynbTatbl. OnpefieneHHble MeTab0N10MUYECKNE M3MEHEHNS AnarHocTupoBanuce y aeteit ¢ XbIM 2-5 ¢T. YeTkasn TeHAEHUNS K CHIKEHUIO YPOBHSA CBOOOAHOMO
KapHuTUHa (CO) npocnexusanack Ha 4 cT. XbI1 B cpaBHeHUM cO 3Ha4eHnamu y naumneHToB ¢ XbI 2 ¢T. (p<0,05), gocturas MuHnmyma y naumeHtos ¢ XbIM 5 cT.
(p<0,05). OuHamuka ypoBHs auetunkapHutHa C2 umena BONHO06Pa3HbIil XxapakTep, yBenuyusLumch B 1,7 pasa y naumeHTos ¢ XBI1 3 ct. B cpaHennm ¢ XbI 2 cT.
(p<0,05), Npno6peTS TEHAEHLUMIO K CHIDKEHNIO Y nauneHToB ¢ XbIM 4-5 cT. Mpu oueHKe COOTHOLLEHNS aLeTUNKAPHUTUHA K CBOGOAHOMY KapHUTUHY NPOCHeXu-
BaNIOCb HarnagHoe ysenuyenue nokasarens ot 0,47 npu XbIM 2 ct. go 0,79 npu XBM 3 ¢1. 1 go 1,05 npu XBI 5 c1. Hanbonee nokasatenbHON 0kasanach AuHa-
muka C5DC (rmyTapunkapHutuHa) u C6DC (3-MeTunriyTakoHUNKapHUTMHA), KOTOPble NPOLEMOHCTPUPOBAM JOCTOBEPHYIO PA3HULLY B 3HAYEHNSX MEXY BCEMU
rpynnamu nauneHToB, NocTeneHHo ysennyusasce o1 XBI 2 ¢T. n gocTuras Makcumyma y nauneHToB ¢ TepMUHANBHON CTaauen NoYevHO HeloCTaTO4HOCTH.
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BbiBogbl. MeTa60n1oM14eckoe NpOMNNPOBaHNE KapHUTMHOBOIO CTATyCa KPOBI MO3BOMAET ONPEAENUTL 3HAYUTENbHYIO CBA3L MEXAY THKECTbIO MOBPEX.e-
HUS NOYEK 1 YDOBHEM aLMNKapHUTUHOB y AeTeit ¢ XBI. ViAeHTUMUMPOBaHbI CUTYaLAW, JOMyCKaloLLMe KaK Nepenpou3BoACTBO, Tak U euLuT, KOTOpbIe Npo-
UCXOASAT HA CUCTEMHOM YpoBHE. OnpezeneHbl NOTeHUNaNbHbIE KaHAMAATbl — MapKepbl NporpeccupoBatns XBI: aununkapHuTutsl — C5DC (rnyTapunkapHu-

TuH), C6DC (3-MeTUArNYTaKOHUIKAPHUTIH).

MaumneHTbl, NPUBNEYEHHbIE B UCCEAOBAHME, W/UAN X POLUTENN Aanu MHDOPMUPOBAHHOE NMCbMEHHOE COrnacue Ha y4acTue B uccnegosatuu. iccnegosanns
0[106peHbl KOMUTETOM N0 6103TUKE KEBCKOI rOPOACKON JETCKOM KNNHNYECKON 60/bHMLbI Ne 1 1 0TBEYANN 3TUHECKUM 1 MOPANIbHO-NPABOBbLIM TPE6OBAHNAM

B COOTBETCTBUN ¢ Npukaszom M3 YkpauHbl Ne 281 o1 01.11.2000 r.
ABTOpbI 3asBNIAOT 06 OTCYTCTBUM KOH(NKTA MHTEPECOB.

KnioyeBble cnoBa: KapHUTUHOBbIN CTATYC, [iETI, XPOHWYECKas 60M1e3Hb MOYeK.

BcTtyn

TerepilHiii yac cepejl MeXaHi3MiB IIpo-
yrpecyBaHHH XPOHIYHOI XBOPOOU HUPOK
(XXH) Besmke 3HaUYeHHS MAOTh TOPYIIEHHS
(YHKIIT CYZAMHHOTO EHJOTEJI0 K JOKAJIbHO
B HUPII, TaK 1 B CUCTEMHOMY PYyCJi. Y YMCENTbHUX
eKCIIEPUMEHTAIbHUX 1 KJIIHIYHUX MpaIsgx 10Bee-
HO, 1[0 caMe aKTUBOBAHUN CYAUHHUI eHAO0TeJiil
€ TI€I0 CTPYKTYPHO-(PYHKITIOHATHHOIO OTUHUTIETO,
sika 00'€IHy€E MPOIECH 3allajieHHsT 3 BHYTPIIIIHO-
CYIMHHOIO KOATyJIsAIi€r0, (hiOPUHOMIZ0M 1 peoio-
TIYHUMU TOPYTIIEHHSME B HUPII [2].

I[Ipu upbomy engoresiajibHa JAUCHYHKILIS
€ OJIHUM 13 IIPOBIJIHUX JIAHI[IOTIB Y ITaTOreHe31 XBO-
pob HUPOK iIMYHHOTO i HEIMYHHOTO TeHEe3Yy.

YucebHi JOCHIIZKEHHS 3 BUBYEHHS POJIi €HII0-
TeJiaabHOl MUCGYHKINI B PO3BUTKY MATOJIOTITHO-
TO TIPOIIECY TIPOBE/IEH] B TAIIIEHTIB i3 1iabeTUIHOTO
Hedponari€o, apTepiajJbHOI  TillepPTEeH3iEl,
pisaumu opmamu TaomepyJsonedputis [1, 4].
VY ny6uikanisx ocTaHHIX POKIB BUCBIT/IEH] ITIUTaH-
HSI BIUIMBY 3MiH MeTabOJIOMIYHOTO aMiHOKHMCJIOT-
HOTO TTPOdiITo 1 KAPHITMHOBOTO CTATYyCy HA €HI0-
TemianbHy auchyHkiio i nporpecyBanHs XXH
niabermynoro i HemiabeTUYHOTO IMOXOYKEHH,
BUCYBalOUYM Ha POJIb KaHIWIATiB-MapKepiB IIPO-
rpecyBanns XXH aprinin i iforo noxizani, uTpy-
JIiH, 5-0KCOTIPOJIiH, TJyTapuaKapHiTHH [8].

Amnani3 gannx HayKOBUX TIPAIlb JA€ 3MOTY TIPU-
IIYCTUTU HASBHICTh CIHIJIBHOCTI MaTOJOTIYHUX
TIPOTIECB, AKI IHAYKYIOTH YITKO/KEHHS €HI0TEII0
(immemisi, OKCHMIATUBHUIN cCTpec, reMOAMHAMIUHI
MOpYIIEeHHS, HelpoMeAiaTOPHUIN BILIUB, BILJIUB
MeTaboJoMIYHOrO Mpodiio), MO IIPUBOLUTH
JI0 TIOPYIIEeHHS IIiJIICHOCTI €HI0TENi0, Ba30KOH-
CTPUKIIii, BUpOOIEeHHST MeaiaTopiB mpostidepariii,
ajaresii i 3amasieHHs], TiIBUIIEHHS TPOMOOYTBO-
PEHHS Ta aKTUBHO CTUMYJIIOE CKJIEPOTUYHI TIPOIie-
cU B HUPKOBIill TKaHuHi [3, 12].

Mema nocrnijkennss — BWBYeHHS MeTabo-
JIOMIYHMX OCHOB TporpecyBanuga XXH y miteit
Ha Mi/ICTaB1 AOCJIIIPKEHHSI KAPHITUHOBOI'O CTaTyCy,
BU3HAYEHHS MOTEHIIAIbHUX KaHAWIaTiB-MapKe-
piB porpecyBantst X XH st 6isibin eheKTUBHOTO
i TaroreHeTHYHO OOTPYHTOBAHOTO BUKOPUCTAHHS
CYYaCHUX MOKJINBOCTEH MeTabOJiuHOI Ta [i€To-
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HYTPUIIINHOI Teparii 718 KOPEeKINi BiAOBiIHUX
MeTaboIUHUX TIOPYIIeHb, MONEPEeKEHHS BUHM-
KHEHHs1 Heba)kaHWX HACJIJAKIB i yIOBIJIbHEHHS
nporpecyBanug XXH.

Marepianu Ta meToau JOCNIO)KEHHS

Y nocaimxenni B3sgau yuacth 38 miteit 3 XXH
2-5 cr. Bikom Big 2 1o 17 pokis (7,3%£0,3 poky),
sKi mepeOyBaqy Ha crailioHapHOMY i amOyJia-
TOpHOMY JiiKyBaHHi B KHIBCbKOMY MiCbKOMY
nutguomy Hedposorivnomy 1eHTpi. Homoiuoi
crati Oyno 24 (63,2%) ocobu, xiHOUOi —
14 (36,8%).

Crazmii XXH Busnavasm BiAIIOBIIHO 10 KJIIHIY-
nux pexomenaarit amg XXH NKF-KDOQI
(2002) i ocranuporo meperssgy y 2012 p.
(KDIGO, 2012. Clinical Practice Guideline for
the Evaluation and Management of Chronic Kid-
ney Disease) [6, 11]. IIBuakicth KIy6OYKOBOI
dinprparnii (IIIKD) pospaxoByBamum 3a ¢op-
mysofo IllBapma (Creatinine-based <«Bedside
Schwartz» equation 2009), 1o craso migcTaBo
IUTST PO3MOMIAY 1X 3a cTamissMu 0Oe3BiIHOCHO
JI0 JliarHo3Y, BiZNoBiaHO 10 Kiaacudikaiiii X XH.

Dopmysannio XXH y xgiteil nepeayBaiu taki
HO30JI0Ti1: BPOKEeHI Bal PO3BUTKY HUPOK i cevo-
Boi cucremn (73,7% XBOpUX), ayTOCOMHO-
pertecrBHa nostikicrosHa xsopota Hupok (10,5% xBo-
pux), nedponodruz Dankoni (5,3% XBOpHUX),
XPOHIUHUI TJIoMepyJIoHePUT, 3Miniana Ghopma,
XPOHIYHUI TyOyI0-iHTepCTHIiaNbHUN HehpuT,
cuaapom Jloypenca—Myna—bapae—Dbimna. [le-

TajJlbHa XapaKTepUCTUKAa XBOPUX HaBeJcHa
B TaOsuI 1.
Tabnuys 1
KniHiyHa xapakTepucTuka nauieHTis
MNapameTtpu KinbkicTb
Bik 7,3£0,3
Crartb (4onosiya/xiHo4a) 24/14
Etionoria XXH (a6c./%):
— BPOKEHI BaAn PO3BUTKY HUPOK i ce4oBoi cuctemn | 28/73,7
— ayTOCOMHO-PeLiecyBHa MonikicTo3Ha XBopo6a H1POK 4/10,5
— HedppoHO(TN3 DaHKOHI 2/5,3
— XPOHIYHMIA rIOMepyoHedpuT, 3MilaHa dopma 2/5,3
— XPOHIYHMIA TYBYNo-iHTEPCTULianbHUIA HehpuT 1/2,6
— cuHgpom JloypeHca—MyHa—Bapae—bigns 1/2,6
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ITamtienTn, 3amydeHi B AOCJHIMKEHHS, Ta iXHI
G6aTbku fanu iHGOPMOBAHY MHUCHBMOBY 3TOMY
Ha y4acTh Yy focaikenHi. Jlocaikenas cxBageHo
koMmiTeToM i3 6ioetrkn KniBCbKOI MiChKOI JUTSIUYO1
kaiHiyHOl ikapui Ne 1 Ta BiAmOBizas0 eTUIHUM
i MopasbHO-TIpaBOBUM BUMoram Hakazy MOJ3
Ykpainu Big 01.11.2000 Ne 281.

Craryc xapHiTuHy Bu3Hadagu Ha Oaszi Y
«IHCTUTYT TeHeTUIHOI Ta pereHepaTUBHOI METUTIN-
wn HAMH Yxpainny». BusnaueHsst anuikapHiTu-
HIB 1 CYKI[UHIJIALETOHY IIPOBOJIUJIN B CYyXUX IJISIMAX
KPOBI METOZOM TaHAEMHOI Mac-CIIeKTPOMETPii.
KoHneHTpatito anuikapHiTUHIB BU3HAYAIU B
CYXWX TIAMax KPOBI METO/IOM PIJIMTHHOI XPOMATO-
rpadii TaHEMHOT Mac-CIIEKTPOMETPIi 3 lepuBaTH3a-
1i€ro Ha pizimaHOoMy xpoMmatorpadi Dionex (CIHIA)
Mac-crrektpomerpi API SCIEX 2000 (CIIA) 3
BUKOpHCTaHHSAM Habopy pearentiB Chromsystems
MassChrom® Amino Acids and Acylcarnitines from
Dried Blood — LC-MS/MS (Himeuunna). ITigro-
TOBKY 3Pa3KiB i BUMIpPIOBaHHS KOHIIEHTpallii MeTa-
GOJIITIB MPOBOAWIIM BiAMOBIAHO [0 TIPOTOKOJY
BUPOOHMKA. 3PasKy CyXHX IIJISIM KPOBi 30Mpasn Ha
narneposi 6iankr Whatman Ne 903 1msistxom piBHO-
MipHOTO TpocodeHHs. Ilicas oTpuMaHHS TLIIM
KPOBi OJIAHKY BUCYTITYBAJIH TIPOTSITOM 4 TOJI. y TOPH-
30HTAJIBHOMY TIOJIOJKEHHI HA YHCTIill ToBepXHi, 6e3
CTOPOHHBOTO BILIMBY COHSYHUX IPOMEHIB abo
Teria. Bucyrieni 3pa3ku 10 aHasi3y 36epiraau 3a
temnepatypu +4°C He jioBIIe Hixk 6 MicstiB. Jloci-
JUKYBAJIM CyXi TIJISIMUA KPOBI, sIKi Habpastu i 36epira-
JI 3a BCIX HANEKHUX YMOB. MeTozoM TaHAEeMHOI
Mac-CHeKTPpOMeTpii  BU3HAYaId KOHIIEHTPAIliio
TakuxX anuiakapHiTuHIB: KapHitTuHy (CO0), aie-
tuikapHiTuHy (C2), npomioninkapHiTuny (C3),
mastonikapaiTiHy (C3DC), 300y THPUIKAPHITHHY
(C4), merunmanoninkapuituny (C4DC), izoBase-
pu-2-metunbyrupuakapaituay (C5), riayTapui-
kapuituny (C5DC), 3-riapokcu-izoBasepui-2-me-
TiiI-3-Tigpokcu-6ytupmikapaituay (C50H), i30-
BasepusikapuitTuny (C5:1), rekcanoijkapHiTUHy
(C6), 3-mernarayrakoniskapuitTuay (C6DC),
okraHoinkapHiTuHy (C8), OKTeHOiNMKapHITUHY
(C8:1), nexanoinkapuitTuny (C10), nexeHoinkapHi-
tuny (C10:1), mexamienoinkapuituny (C10:2),
noxekanoinkapuituny (C12), nomekeHoiKapHiTH-
ny (C12:1), Tterpamexanoinkapuituny (C14),
3-rinpokcu-terpagexanoinkapuituny (C140H),
terpasiekenoinkapuituny (C14:1), reTpagexamieHo-
inkapuitTuny (C14:2), TexcazekaHoOiMKapHITHHY
(C16), 3-TiIpoKCcu-reKcaleKeHOLTKAPHITUHY
(C160OH), rekcagexenoinkapHituny (C16:1),
3-rimpoxcu-rexcagexenoinkapaiTnay (C16:10H),
creapoinkapuituny  (C18),  oxeinkapuiTuny
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(C18:1), 3-rimpokcu-oneinkapuituny (C18:10H),
giHoneinkapuitury (C18:2).

Cratuctuuny 00OpoOKY MaHUX TIPOBOIUIN
i3 3aCTOCYBaHHAM MaKeTy Cy4YaCHUX MPUKIAJIHUX
porpaM JiJisi CTaTHCTUYHOIO aHasi3y i 06poOKu
manmx Statistica 6.0 3 BUKopHUCTaHHIM Tapame-
TPUYHOTO METOJY OIIIHKHU Bi]IMIHHOCTEH cepeiHix
nBOX BHOIpoK 3a kputepiem CrblogeHTa i HaBO-
mi y popmi Tabsmik. J{J1st OIiHKY JOCTOBIPHO-
CTi OTPUMaHUX Pe3yJbTaTiB NPUUHATUI pPiBEeHDb
srauyiocti p<0,05.

PesynbraTtin gocnimkeHHs TaiX 00roBopeHHs

Ynepme B Ykpaini BUBYEHO KapHITHHOBUU
cratyc giteit, xgopux Ha XXH 2-5 cr. /lani Hase-
neHo B Tabautl 2. UiTKa TeHIeHIlisd 10 3HKeHHS
piBHs BinbHOTO KapuitTuHy (C0) mpocTeskyBamacs
Ha 4 cr. XXH nopiBHAHO 31 3HAUEHHAMHU B TAI[i€H-
tiB i3 XXH 1 cr. (p<0,05), nocsraroun MiHiMyMmy
B nartienTiB i3 XXH 5 cT., iki oTpuMytoTh reMo/iia-
iz (T/1) (p<0,05), 110 mATBEP/IKYE PE3YaAbTATH
6araThoX AOC/IKEHD MAIIEHTIB i3 TepMiHAIbHOIO
cragieio HuUpkKoBoi HemoctaTtHOocTi (TCHH).
Pigenn CO y mamientiB i3 XXH 5 cr. gopiBHIiOBaB
12,97+1,68 uM npm HwkHIN pedepentrii, 3ampo-
MMOHOBAHI METOAOM TaHAEMHOI XpOMaTo-
Mmac-crekrpomeTpii — 10 pM. A sxmo kepyBarucs
nacranosamMu KDIGO Clinical Practice Guideline
for Nutrition in Children with CKD: 2008 Upda-
te, To Mail’ke Bci MmalieHTH, moymHaroun 3 XXH
2 cr., manu pedinuT KapHiTHHy. [lani HaBemeHo
B Tabsuii 3. IHAMBiAyasbHUN aHai3 MaIli€eHTIB
i3 XXH 5 cr. nokasas, mo 2 i3 9 manienris i3 XXH
S CT. MaJi HA[HU3bKi PiBHI BIJIBHOTO KapHiTHHY
4,422-6,684 uM, 3 yacoMm Ha HUPKOBO3aMiCHill
teparnii (H3T) 1-2 poku. ¥ nepeBakHO1 HibII0-
cti marienTis (4 ocobu) yac Ha H3T Ha MomenT
obcTexentst craHoBUB 1 pik, y 3 maiieHTtis —
2 poku, B 1 mamienra — 5 pokis, 1mie B 1 marienta —
11 poxis. /lunamika PpiBHS alleTUIKAPHITUHY
C2 wmana xBusenopiOHUN Xapaxtep, 30iIbIINB-
much B 1,7 pasa B martienTis i3 XXH 3 cT. mopiBms-
Ho 3 XXH 2 cr. (p<0,05), HaGyBIIN TeHAEHII
110 3HMKeHHs B natienTis i3 XXH 4-5 cr. Aze i
Yac OIlIHKW CIiBBIIHOMIEHHS aleTUIKAPHITUHY
JI0 BIJTBHOTO KapHITHUHY MPOCTERKYBAIOCSI HAOUHE
36imbmenns nokasuuka 3 0,47 npu XXH 2 cr. 10
0,79 mpu XXH 3 ct. i mo 1,05 mpu XXH 5 cr.
Bwmict niporionisikapHiTuay C3 1MOCTYIIOBO 3MEH-
IIyBaBCsl B JiiTeld, nounHaioun 3 piBast 1,25+0,10 uM
mpu XXH 2 cT. i focgaraioun MiHIMAJIBHOTO PiBHS
mpu XXH 5 cr. na I'/l — 0,4620,06 uM (p<0,05).
PiBni Mastoniskapaituay (C3DC) ta i306yTupui-
kapuituny (C4) samumanucs crabiIbHUMHU B
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manientis i3 XXH 2-5 cr. Bognouac, naiBumnumii
piBenb  Metuamasoninkapuituny — (C4DC)
peectpyBaBcs B naiienTis i3 XXH 2 cr., no gocto-
BIPHO Bi/IPi3HSJIOCA Bijl pe3yJibTaTiB y MAII€EHTIB i3
XXH 5 cr. (p<0,05). A piBenb izoBamepuia-2-me-
tunbyrupuikapuituny (C5) moctoBipHo OyB
BummM y namienTis i3 XXH 2 cr. mopiBasAHO
3 XXH 3 ct. C5DC — rayTapuikapHIiTHH Tpoje-
MOHCTPYBaB JIOCTOBIPHY PI3HUIIO y 3HAYCHHSIX
MiK yciMa rpynmamMu Taii€HTiB, 36iJbIIyI0YICH
Bim 0,14+0,02 uM y mamientiB i3 XXH 2 cT.
no 0,25+0,05 pM y mnamientiB i3 XXH 3 cr.
(p<0,05), no 0,27+0,04 uM y marientiB i3 XXH
4 cr. (p<0,05) i TOCATHYBININ MAKCUMYMY 3HAY€Hb Y
narienTiB i3 XXH V er. — 0,69+0,14 uM (p<0,05).

[myTapuakapHiTUH y TIISIMaX CyX0i KPOBi BUKO-
PHCTOBYETHCS SIK GiOMapKep [ist CKPUHIHTY TJIyTa-
poBoi auunypii tuiy I. BiH € equHuM Mapkepom
CKPUHIHTY /IS 1IbOTO CTaHy, i Pi3HI MaTOJOTIvHi
cTaHW MOKYTh BIumBaTH Ha Mertabosuizm C5DC
[5, 7]. Ocrannivm yacom TiABHUIIIEHHS Ty TapUIKap-
HITHHY PEECTPYETHCS Y BUIIAIKAX HUPKOBOI HEJO-
crarHocTi. Matsumoto M. et al. y skyphaii «Pediat-
ric International» (2018 p.) omybuikyBasu crarTio,
B SIKill BUCBIT/INJIA Pe3yJIbTaTh OOCTEKEHHS CKPH-
HIHTY HOBOHapoKeHuX [9]. Bucokwii piBenb riyTa-
PUJIKApHITHHY aCOIIOBAaBCs 3 BUSIBJEHOIO TBOOIY-
HOIO HUPKOBOIO TITOIIA3i€I0 1 TOPYIIeHOI0 (DYHKITIEIO
Hupok. I'omyTtapoBa amuaypia tumny I BkiIouena
B IPYIly 3aXBOPIOBAHbD, IO BUABISAIOTHCS B JICTKIX
KpaiHax MJIIXOM PO3NIMPEHOTO CKPUHIHTY HOBOHA-
POLKEHUX IIPOTATOM ocTanHix 15 pokis. Lundin U.
i Weinberger K. y my6umikariii 2018 p. «Towards
metabolic biomarkers for diagnosis and prognosis
of CKD» BUCBIT/IM/IN IUTaHHS KaHUAaTiB-6ioMap-
KepiB jiarHocTuKu 1 mporpecyBanHs XXH,
ApPryMeHTYIOUM TPAHC/SAIINHIMY IOKa3aMU TIOTEH-
MialbHy POJb TAYTAPUJIKAPHITUHY, Ha TiACTaBi
normyJsitiiinoro pocuipkennss KORA F4 i nese-
JIUKOTO CIIeIiaJli30BAHOIO JOCiIZKeHHS, TpOBejie-
Horo y Opurancbkux OsmsHiokiB [8]. Takosx
y nocaimkenni UrosysteOmics jiesiki BUIu ariuii-
KapHiTHHIB, Taki sk rayrapuikaphitua (C5DC)
a6o nemaprouinkapaitua (C9), mokasaay 3HAYHO
BUIN PiBHI B MAIli€HTIB i3 Mi3HINIUMU CTAISIMU
3aXBOPIOBaHb HWPOK, He3aJeKHO Bijl eTiosorii —
g XXH  piabetnyHoro i HemiabeTUYHOTrO
MOXO/KeHHd. TakuM YUHOM, IJIyTapUJIKapHITHH
(C5DC) MokHA pOSIJISIaTH K HAMOLIBIN 3HAYY-
MM TTOTEHIATbHUN MapKep-KaHIuIaT Iporpecy-
BanHg XXH y kiaci merabouitis. Bogxouac,
TJIyTapUJIKAPHITHH sSIK AUKapOOHOBE 3'€IHaHHS
MOJKe OYTHU MIPOCTO TMPOLYKTOM D-OKUCIEHHS JKIP-
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HUX KHUCJIOT, TOOTO MOGIYHKM €e(heKTOM OKHCIIIO-
BJIBLHOTO CTPECY.

Pisui C50OH (3-rizmpokcu-izoBanepu-2-me-
TiJI-3-rigpokcubyTupuiakapHituny) i C5:1 (i3oBa-
JIEPUIKAPHITHHY) 3aJUIIAJNCS CTaOIIbHIMK
B namienTiB i3 XXH 2-5 ct. Halinmxui 3nadenns
rexcanoinkapuituay (C6) peectpyBasucs B Ta-
mienTiB i3 XXH 2 cT., Ha BiAMiHY Bifl MOKa3HUKIB
y nariientis i3 XXH 3 cr. (p<0,05), ase He Bipis-
HSLINCST Bijt 3HaveHb y narienTis i3 XXH 4-5 cr.
Bognouac, snauennss C6DC (3-MeTUAT Iy TaKOHLI-
KapHITHUH), SK 1 TJIyTapUJIKApHITUHY, TOCTOBIPHO
Bizipisasymcs B mamienTiB i3 XXH 2 ct. 0,10+£0,01 uM,
Bix 3Havenpb marienTiB i3 XXH 3-5 ct. (p<0,05),
mo gae miacrasu posrasiatu C6DC (i C5DC)
JK TIOTEHIIaTbHUN MapKep-KaHAuIaT TPOorpe-
cyBanusg XXH. PiBeHb oOKTaHOIIKapHITUHY
(C8) moctoBipHO GYyB HWKYMM y TAI[EHTIB i3
XXH 2 cT. mopiBHSAHO 3 TOKa3HUKAMU B TIAI[IEHTIB
i3 XXH 3 cr. i XXH 5 c1. (p<0,05). Oxrenoin-
kapritua (C8:1) MaB TiJIbKY TEHEHILO 10 36ib-
meHHs B Mipy nporpecyBanns XXH. [Iunamika
nexanoinkapuituay (C10) mana xBuenoaioHmii
xapakrep: 30impmmBmmcy 3 0,19+0,03 uM npu
XXH 2 cr. no 0,35£0,04 uM mpu XXH 3 cr.
(p<0,05) i 3adikcyBaBmIUCh Ha 3HAYEHHIX
0,21+0,05 uM y mnarienTis i3 XXH 4-5 cr. PiBenb
nekenoimkapHitury (C10:1) B martienTis i3 XXH 2 cr.
yaBiui 6yB HUKYMM, HixK y marienTis i3 XXH 3 cr.,
i B 1,4 pa3a MOpiBHAHO 31 3HAYEHHSIMU B MAITIEHTIB
i3 XXH 5 c1. (p<0,05). Bmict C10:2 (nexamieno-
inkapuitTuny), C12:1 (momekeHOIIKapHITUHY),
C14 (rerpanmexanoinkapuituny), C14:1 (tetpane-
keHoinkapuituny), C14:2 (TerpanekamieHoinkap-
mitnay) i C16 (TekcamekaHOIMKAPHITUHY) Majau
TEHJEHINI0 10 30iJbIIeHHS B Mipy 3HUKEHHS
HIK®, ane AOCTOBIPHOI Pi3HUIL MiX TpyrnamMu
marienTiB He oTpuMano. Pisers C12 (monexamnoin-
KapHiTHHY) B narienTiB i3 XXH 2 cT. foctoBipHO
OyB HUKYMM 3a Bi/IIIOBI/IHI 3HaYeHHsI B MAIIEHTIB
i3 XXH 3 cr. (p<0,05). A pisenr C140H
(3-TimpoKcu-TeTpaleKaHOITKAPHITUHY) Y Talli€H-
TiB i3 XXH 2 cT. mocTOBipHO BiZpi3HABCA Bif
nokasnukiB y narientis i3 XXH 5 ct. (p<0,05).
3nauennss C160H (3-rizpokcu-rekcajaekanoii-
KapHiTHHY) B namienTiB i3 XXH 3 cT. rocToBipHO
Oy BUIIMMMU, HiK y mamienTis i3 XXH 5 cr.
(p<0,05). PiBenp C16:10OH (3-rizpokcu-rekcae-
KeHOiMKapHiTUHY) B mailienTiB i3 XXH 2 cT.
nopisHioBas 0,09+£0,01 uM i gocToBipHO He BiIpi3-
HABCA BiJl IOKa3HUKIB y MAIi€EHTIB 3 iHIIMMU CTa-
migavu XXH. A nmamtientn 3 XXH 3 cr. masm 31a-
yennss C16:10H 0,11+0,02 uM, 1o mocToBipHO
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Tabnuys 2
BmicT KapHiTUHY 1 auMnKapHITUHIB y fiTen
3 XpOHiYHMMU XBOPO6GaMM HUPOK 2-5 CT.

XXH 2 cT. | XXH 3 cT. | XXH 4 cr. | XXH 5 cT.
MokasHuk| "7y (n=11) | (n=11) | (n=9)
co 28,62+1,46° | 27,17+1,30° | 20,5022,42" | 12,97+1,68
c2 13,671,107 | 22,6324,59 | 16,1622,23 | 13,56+1,93
c3 12520,10° | 1,1020,16" | 0,9920,19" | 0,4620,06
Canc 0,460,24 | 0,2420,04 | 0,2820,04 | 0,33£0,06
c4 0,380,04 | 0,4120,05 | 0,4720,08 | 0,5420,09
C4DC | 0,8720,16" | 0,70£0,12 | 0,610,09 | 0,550,03
C5 0,350,027 | 0,2820,03 | 0,4220,08 | 0,3020,06
C5DC | 0,14£0,027°| 0,250,065 | 0,2720,04" | 0,69=0,14
C50H 0,440,07 | 0,3620,08 | 0,32:0,03 | 0,3820,05
C5:1 0,10£0,01 | 0,0920,00 | 0,1420,02 | 0,1420,02
C6 0,110,017 | 0,1620,01 | 0,14£0,02 | 0,1320,02
C6DC  [0,10£0,01%°| 0,1820,03" | 0,2020,03" | 0,4420,07
c8 0,140,02°A | 030,02 | 0,2120,06 | 0,2220,03
cei 0,13£0,03 | 0,120,02 | 0,1620,02 | 0,1720,02
c10 0,1920,03" | 0,35£0,04" | 0,210,065 | 0,2120,02
C101 | 0,1520,02° | 0,31£0,02 | 0,210,06 | 0,270,03
Cl0:2 0,07£0,01 | 0,100,02 | 0,0720,01 | 0,090,01
Ci2 0,1120,017 | 0,1620,02 | 0,1320,02 | 0,1420,02
cizd 0,09£0,02 | 0,130,03 | 0,1220,03 | 0,1120,01
Cia 0,12£0,02 | 0,15£0,02 | 0,1320,02 | 0,1420,03
C140H | 0,04£0,00° | 0,06£0,01 | 0,06£0,01 | 0,070,01
Clad 0,00£0,01 | 0,1720,04 | 0,110,02 | 0,1420,02
Cla2 0,07£0,01 | 0,1£0,02 | 0,1020,02 | 0,0820,01
Ci6 0,8520,16 | 1,15£0,23 | 0,8320,08 | 0,75%0,16
C160H | 0,0520,01 | 0,070,01" | 0,05£0,01 | 0,04z0,00
G 0,120,02 | 0,06£0,01 | 0,0920,02 | 0,060,01
C16:10H | 0,0920,01 | 0,11£0,02 | 0,060,017 | 0,080,01
GE 0,480,07 | 0,920,26 | 0,5720,04 | 0,66202
GER 0,760,07° | 1,040,20 | 1,05:0,08 | 0,6920,17
C18:10H | 0,0320,00% | 0,070,01" | 0,050,01 | 0,03z0,00
Ci82 0,370,06 | 0,3220,05 | 0,34x0,05 | 0,2020,08

IIpumimku: * — pocrosipaicts posdixHOCTEl 3<0,05 nopisasaHo 3 XXH
5 cr.; N — fgocToBipHicTh posbixkHocreit 3<0,05 nopisusaHo 3 XXH 3 cr;
° — pocroBipuictb posbikHoCcTell 3<0,05 nopisusiHo 3 XXH 4 cr.

Tabauys 3
HopmanbHi piBHi cupoBaTKOBOro KapHiTuHy (pmol/L)
(KDOAQI Cliical Practice Guidline for Nutrition in
Children with CKD: 2008 Update)

. BinbHum 3aranbHuu

MauieHTn KapHiTUH KapHiTUH
HosoHapopxeHi 26-76 35-102
it 41,4+10,0 56,2+11,4
MigniTkn XiHo4oi cTari 39,3+8,1 53,2+8,9
MigniTkn Yonogivoi cTari 39,6+9,3 53,5+10,5
Hopocni XiHku 19,3-53,9 28,1-66,4
[opocni 4yonosiku 34,8-69,5 44.2-79,3

BiZIPI3HAIOCS BiJl 3MEHITIEHOTO PiBHS BiTIOBITHO-
ro nokasuuka B narienTis i3 XXH 4 ct. (p<0,05).
Pisui C18:1 (oxeinkapuituny) i C18:10H
(3-TiApoKCcH-0eINKAPHITUHY) B MAaIliE€HTIB i3
XXH 2 cT. 10cTOBIpHO GyJIM HIKYUMU 32 BiJIIO-
BiHI mOKa3HMKHY B TrarienTiB i3 XXH 4 cr.1 XXH 3 cr.
(p<<0,05). Bwmict minomneinkapuitumy (C18:2) 3amu-
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maBcst ctabibHuM y marienTis i3 XXH 2-5 cr.
TakuM 4MHOM, IEBHI 3MiHM B JOCJIIIKEHHSIX
MeTaboJIOMIKHY, OB A3aHKX i3 HepPOJIOTi€lo, Cro-
cTepirajucd B KJaci CHOJYK allMJIKapHITHHIB,
SKUM B OCHOBHIil 6GioXiMil He MPUILISIN 3HAYHOT
yBaru, oJfHak BOHU CTAJIN YaCTUHOIO CTAH/IJAPTHOTO
JIIaTHOCTUYHOTO PenepTyapy 3 IOYaTKy ernoxu
Mac-CIIEKTPOMETPii B CKPUHIHTY HOBOHAPOJKe-
HUX. /J[OBTOJIaHITIOTOBI JKUPHI KUCJTOTH € OCHOBHU-
MU cyOcTpatamMu JiUist -OKUCTEeHHST B MiTOXOH-
JIPisiX 1, IK HACJIJIOK, OJTHUM 13 OCHOBHUX JIZKepeJt
eHeprii B kiiTuHi. OHAK BOHU He 37aTHI TIepeTH-
HATH MOJIBIHY MeMOpaHy MITOXOH/IPIH y BUTJIsI
BIJIBHUX KMPHUX KUCJOT Ge3 ydacTi KapHITHHY.
[TeBHi MerabosiOMiuHI 3MIHM AiarHOCTYBaJUCS
B ztiteii, xBopux Ha XXH 2-5 ct. HiTka TeHmeHIIis
10 3HWKEHHA PiBHA BimbHOTO KapuitTuHy (CO0)
npocrexkyBasacd Ha 4 ct. XXH mopiBHAHO 31 3Ha-
yennsimu B narientiB i3 XXH II cr. (p<0,05),
nocsiraiour MiniMymy B marientis i3 XXH 5 cr,,
ski orpumytotb [/ (p<0,03), mo miarBepmKye
pesyabTaT gocriijkens y mamientiB i3 TCHH
[8, 10]. PiBenn CO y martienti i3 XXH 5 cr. ctano-
BuB 12,97+£1,68 uM mupm HuxHIil pedepenili,
3aIPOITIOHOBAHIM METO/IOM TaHIEMHOI Mac-CIeK-
tpometpii — 10 uM, xoua yac mepeOyBaHHS Ha
H3T y 77,8% marientis 6yB y mianazoni 1-2 po-
ku. A gxmo kKepysatucs HactanoBamu KDIGO
Clinical Practice Guidline for Nutrition in Chil-
dren with CKD: 2008 Update, To wmaiiske Bci
narienTn, mounHaioun 3 XXH 2 ct., mamm gedinmt
KapHiTuHy. J{mHamika piBHs anernykapHitTuay C2
MaJla XBWJIENOMIOHUI XapakTep, 301AbIINBIIICH
y 1,7 paza B mamienTiB i3 XXH 3 cT. mopiBHSIHO
3 XXH 2 cr1. (p<0,05), HabyBiiu TeHAEHIIIT 10 3HU-
sKeHHsI B maitienTiB i3 XXH 4-5 cr. Azne mig gac
OIlIHKY CIHIiBBITHOMIEHHS alleTUJIKAPHITUHY [0
BiJILHOTO KapHITHMHY IPOCTEKYBaJOCS HaO4YHE
30ipments mokasuuka 3 0,47 mpu XXH 2 cr. 10
0,79 mpu XXH 3 cr.i 10 1,05 mpu XXH 5 cr. Haii-
OLIbIT MOKa30BOI0 BugBuiacd mauHamika C5DC
(raytapunkapuituny) i C6DC (3-metnariayrako-
HIJIKAPHITUHY ), SIKi TOKa3aJ1 JOCTOBIPHY Pi3HUITIO
B 3HAUEHHSIX MiXK yciMa rpylaMu Malli€HTiB, TIOCTY-
moBo 36iabInyourchk Big XXH 2 cr. i gocsaraoun
MakcuMyMy 3Hadenb y maiienTis i3 TCHH. Apry-
MEHTYIOUN TPAHCAAIINHUME J[OKa3aMH, OTPUMAa-
HUMU B momyJaiiitnomy pocriimkerHi KORA F4,
UrosysteOmics i HEBEJTUKOMY CIIeIiali30BaHOMY
JOCJIIKEHHI, TPOBEAEHOMY Y OPUTAHCHKIX OJI13-
HIOKiB, MoskHa posrisaatu C5DC (rayrapuiakap-
HiTuH) i C6DC (3-MeTuIrnyTakoHIJIKAPHITHH) SIK
HaOIIbIT 3HAUYINI TTOTEHIadbHI MapKeph-KaH-
miaaru nporpecyBants X XH y kimaci MmetaboJiTiB.
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[Tpu 1bOMY KaHAMAATH B MapKepH, Oe3yMOBHO,
MO’KYTb MaTH 3HAYHWI IOTeHIlaJ y KJIiHIYHIN XiMil,
0COOJTBO SIKIIO BOHM OY/yTh YCIIIIIHO Bi/ITBOPEHi B
He3aJIesKHUX KJITHIYHUX KOrOpTax i peTesibHO BUBYe-
Hi B JIOCJIJUKEHHSIX, CIEIalbHO MPU3HAUYCHUX JIJIT
TIepPEeBIPKH iX MMPOTHOCTUYHO] IIHHOCTI.

BucHoBKkM

Mertabosiomiute podiTroBaHHs KapHITHHOBO-
ro CTaTycy KpOBi /Ia€ 3MOTY BUSBUTU 3HAUHUI
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