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Pe3some:

MHOeCTBO Hay4HbIX UCCNeA0BaHUI, U3yYaeT U OMUCHIBAET XPOHUYECKYt0 60/1e3Hb nouek (XBM) y aeTeli ¢ BpoOKAEHHbIMM NOPOKaMMU
pPa3BUTMA MOYEBBLIBOAALMX MyTel B Pas3/IMUHbIX permoHax P®. [ns ycoBepLIEHCTBOBAHUA pPaHHEelW AMarHoCTUKM M ONTUMM3aLMK
meponpuatuiA no npodunaktuke XBM B paHHEM AETCKOM Bo3pacTe Heobxoanmo pa3paboTaTb Pernctp B KaxK4OM PernoHe, ANA OLEHKM
4acToTbl, CTPYKTYPbl U AUHAMUKM TeYeHUs 60Ne3HN U aNiropUTM MoHUTOpUHra XBI.
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Summary:

Many scientific studies study and describe chronic kidney disease (CKD) in children with congenital malformations of the urinary tract in
various regions of the Russian Federation. To improve early diagnosis and develop measures for the prevention of CKD in early childhood, it
is necessary to develop a register in each region to assess the frequency, structure and dynamics of the disease and an algorithm for
monitoring CKD.
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BBepeHue

XpoHuyeckana 6onesHb noyek (XBM) OTHOCMTCA K COCTOAHWMIO CO CTOMKMM HapylweHnem OyHKLMUK MOYeK, XapaKTepusylolleeca Mux
NOBPEKAEHUEM U/UUN CHUKEHUEM B PA3/IMYHON CTENEHU KIMPEHCHOM GYHKLMK B TeYeHue Tpex 1 6onee mecaues. XBIM ansetca cepbesHoi
npo6aemoit MMPOBOro 34paBooxpaHeHus. Tak, BcemnpHas opraHusauma 3apaBooxpaHerun (BO3) BKAoUMAa MHOOPMALMIO O MOYEUHbIX U
yponoruyeckunx 3a60s1eBaHUAX B CNIMCOK OTCNEKMBAEMbIX N0 CMEPTHOCTM BO BCEM MUPE, HO 6e3 yTOYHEeHUA BO3PACTHOM CTPYKTypbI [1].

YactoTa HeoHaTasbHOM XBIM coctanseT npumepHo 1 Ha 10 TbiCAY }KMBOPOMKAEHHDIX, B TO }Ke BpeMsA TEpMUHaIbHaA CTaamsa BCTpevaerca
y 7,1 Ha MWUNIMOH JAHHOW BO3PACTHOW KoropThbl [2].

CornacHo uccnefoBaHUAM, PacnpoCTpaHeHHOCTL NeanaTtpuyeckon XBMN Bapbupyetca ot 15 go 100 cnyyaeB Ha MUAIMOH BO3PACTHOIO
Hacenenus (4-18 nert) [3, 4]. CpeaHuii Bo3pacT agetert ¢ XBIN cootBeTcTBoBan 6 rogam. Yactota amarHoctuposaHHow XBIM y rogosanbix
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coctasuna 20,2%, y peteir 1-3 net — 17,8%, 4-6 net — 12,0%, 7-10 net — 14,8%, 11-14 net — 15,2%, 15-17 net — 19,9%. PacnpocTpaHeHHOCTb
no ctagusam npeacrasneHa: 1-2-a ctagma X6MN —20,2%; 3a n 36 —9,1% n 4,0%, cooTBeTCTBEHHO; 4-a cTaana — 1,5%; 5-a ctaama (6e3 ananmsa)
—0,7%. MNpwnyem, B 64,7% ctagumio XBIN AnarHOCTMPOBaNK, Kak HEYTOYHEHHY!IO [5].

B Poccuiickoi ®eaepaLumm pacnpocTpaHeHHOCTb M 3aboneBaemoctb XBM  1-4-1i cTaguu y geten He yctaHoBneHa, XBIM 5-i ctaguu: 20,2
Ha MWANMOH BO3PACTHOro HaceneHua. Ha koHeuy 2015 roga B CTpaHe 3aperMcTpupoBaHo 626 feTei, NOJyYaloWMX 3amMecTUTENbHYHO
noyeyHyto Tepanuio: remoananus (6,06 Ha MUAIMOH), NEPUTOHEaNbHbIM AManu3 (50 Ha MUANMOH), TpaHCMAaHTaUMA Moyku (9,13 Ha
MUAANOH) [6].

OcHOBHas YacTb. [locnegHWe pekomeHaaLMM No onpeaeneHuto knaccudukaumm neauatpuydeckoit X6M 6b1n1 NPUHATLE MEXAYHAPOAHOM
rpynnon pekoMeHZaumin No yayyweHnto rnobanbHbIX UCX0[0B nodeyHbix 3abonesaHnit (KDIGO) B 2012 roay. Mporpeccuposanue XBM
onpeaenaeTca No ABym nokasatensm: BennymHa CKO (ctagma C — gna naumeHToB cTaplle 2 NeT) U ypoBeHb anbbymuHypum (ctagma A) —
npeacrasneHbl B Tabanuax 1 u 2 [7]. Ana anarHoctuposaHus XBIMy geteit MCNoNb3yOT cieaytowme napameTpbl: onpegeneHme MapKkepos
NOBPEXAEHUA MOYEK ABaXKAbl C WHTEPBANOM He MeHee 3 mecsLeB; HeobpaTUMble CTPYKTYPHbIX M3MEHEHUI NOoYeK (C MOoMOLLbH
BM3YaN3MPYIOLLMX METOA0B, HedhpobMONCcUM) U CHUMKEHME CKOPOCTU KNy6oUuKoBoin duabTpaummn (CKD) <60 ma/muH/1,73 m2 B TedeHune 3-x
1 6onee mecaues [8], cm. HUKe, B Tabn.1.

Tabnauua 1. CootBetctene CK® ctagum XbMN

CK®
Kareropus CK® Onpenenenue
mi/mun/1,73m2
Cl >90 HopmanbHasi WM NOBbILICHHAS
C2 60-89 He3nauuTenbHO CHHKEHHAS
C3a 45-59 YMEpEeHHO CHHKEHHAs
C3s 30-44 CylecTBeHHO CHHIKEHHAsA
C4 15-29 Pe3Kko CHHKEHHaA
TepmunanpHas noyeyHas
C5 <15
HEI0OCTATOYHOCTD

B Tabnunue 2 npeactasieHo oTHoweHune An/Kp — anbbymun/kpeaTtuHuH >2220 mr/r; >220 mr/mmonsb.

Tabnnua 2. CootseTtcTBue anbbymuHypum ctagmm X6

Kareropus | Oxckpeuus | OtHOmIEHHE An/Kp

ansOymuHa (mpumepHblif skBUBaNIeHT) | Onpenenenue

(mr/cyr) MI/MMOJIb | MI/T

HopMmanbhas WM HE3HAYMTEIbHO
Al <30 <3 <30

MOBBIIIEHHAS
A2 30-300 3-30 30-300 VMEpEHHO NOBBINICHHAS
A3 >300 >30 >300 3HAYMTETBHO NIOBBINICHHAS"

[na oueHKK geTelt B Bo3pacTe Ao 2 neT npumenstoT KaupeHc Cr-EDTA, ana 3g0posbix geteid [7, 9] (cm. Taba. 3).
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Ta6mua 3. Knupenc Cr-EDTA y 310pOBbIX A€Teii 8 BO3pacTe A0 2 neT

Bospacr (mMecsusr) Cpennee 3uauenne CKO=SD (ma/mun/1,73m°)

<1,2 52,0£9,0

1,2-3,6 61,7£14,3

3,6-7.9 71,7£13,9

7,9-12 82,6+17,3

12-18 | 91,5+17,8

18-24 94,5+18,1

>24 104,4+19.9

[na mHormx 3aboneBaHuii pacnpocTpaHeHa TeHAEHUMA U3yyeHna bomapKkepos 3ab0neBaHNA CHAaYaNa y B3POCIOr0 Hace eHus, 3aTem
y neten. OgHako, B oTHoweHun XBIM gaHHas cTpaTerns He COBCEM crpaBeaIMBa. MI3BECTHO, UTO NOC/IE POXKAEHMA, Y AeTEN B TEYEHME NEPBBIX
2 Hedenb XM3HW HabnogaeTca 3HauYUTENIbHOE yBE/NUYEHME KPOBOTOKA B MOYKax M ysenuueHune CKP, KoTopble AOCTUratoT «B3pPOC/bIX
ypoBHeW» B BO3pacte 2 neT. ITvonorua neamatpuuyeckoit XBM TakKe oTAM4YaeTca OT B3pOC/ION. BpoAaeHHble aHOManMM NoYek U
MOYEBbIBOSALLMX NYTEN, KOTOPbIE NEPEXOSAT B IIOMepyoHePPUT — OCHOBHbIE NPUYMHbBI AeTCKoM XBI. B To Bpema Kak 3TMo0orva B3pocaomn
XBMM, B OCHOBHOM, CBfi3aHa C CaxapHbiM AMabeTomM M MOBbIWEHHbIM apTepuanbHbiM gasneHvem [9, 10]. Uccnegyembimmn obbekTamm
ABNAOTCA BioMapKepbl TpaBMbl Tpybouek noyek (KIM-1) n Bocnanerus (YKL-40, MCP-1, suPAR, TNF receptor-1 [TNFR-1] u TNFR-2). KIM-1 —
3TO TPAHCMeMbBpPaHHbIM IMUKONPOTENH, CUHTE3NPYEMbIV KNETKaMU NPOKCUMA/IbHbIX KaHa/IbLEB NOYEK U MMMYHHbIMW KETKaMM, KOTOPbIN
BbICBODOOXKAAETCA NPU MOBPEXAEHUM UAN nMwemun TKaHeln [11]; YKL-40 — 3TO BbICOKOKOHLEHTPUPOBAHHbLIN TNMMKONPOTEUH CeMeincTsa
XUTWHA3, ABAAOWMIACA YyoeanTenbHbIM BMOMapKepoM ANA paHHEW ANArHOCTUMKM, NPOrHO3MPOBAHMA U HAabNOAEHMA 33 BOCNAAUTENbHBIMM
3aboneBaHunaMun [12]; MCP-1 — XxeMOTaKTUYECKUI LUUTOKMH, CNOCOBEH MHAYLMPOBATb MUTPALLMIO U MHOUIBbTPALMIO BOCNANUTENIbHbIX KNETOK,
TAKUX KaK MOHOLMTbI, makpodaru; apyrne untokuHbl [13]. SUPAR — pacTtBopvmas ¢dopma peuLenTtopa akTMBATOpa MasmMMHOreHa Tuna
ypakunHasbl (UPAR), cnocobeH B3aMmoaencTBOBaTL C MHTErpuHamu (Hanpumep, avB3 MHTerpuH) Ha nogounTax, obecneymsan MONEKYAAPHYIO
OCHOBY A/1 HEKOTOPbIX KNY60UKOBbIX 3abonesaHni noyek [14]. TNFR-1, TNFR-2 — peuenTtopbl dakTopa Hekpo3a onyxonun 1 1 2, yqacteyroume
B arnonTo3e, BbIXKMBAEMOCTM M K/KOUYEBbIX aceKTax BOCNajleHUs U UMMYHHOTO OTBeTa. B AOMO/HEHWE K UX NPUCYTCTBUIO Ha NMOBEPXHOCTU
KNETKM, OHW BbICBOOOXKAAIOTCA BO BHEK/IETOYHOE NPOCTpaHcTeo [15, 16].

B npocnekTMBHOM KOropTHOM uccnegosaHuu punbepra [O.X. ¢ coasTopamu 3a 6,5 net 6bl1a NpoaHanM3MpoBaHa CBA3b MexAay
nospexxaeHnem, BocnaneHnem noyek u nporpeccuposaHmem XbMy aetei [17]. CKD in Children Study Bkntouano 665 neteii B Bo3pacrte oT 6
mecAues 40 16 net ¢ CK® 30-90 ma/muH Ha 1,73 m2. AHanu3 6MOMapKepoB B MOYe MPOUCXOAMA CMYCTA 5 MECALEB NOC/e BKAOYEHUSA
pebeHKka B uccnegoBaHue. 252 u3 665 peTeit (35%) [OCTUIIM CXOXEro ucxoda. ABTOPbI YTBEPMKAAMOT, UYTO MOBbILWEHHbIA YPOBEHb
6uomapkepos KIM-1, MCP-1, YKL-40, a-1 ceMMKpaTHO yBeMUYMBAET PUCK pa3BuTUA XBIN No cpaBHEHWUIO C MAUMEHTAMM C KOHUEHTpaL e
MWKpPOrnobynnmHoBs B HM3KOM KBapTuae ¢ aHR, 7,1 (95% Cl: 3,9-20,0). MonapHO NPOTUBOMNONOXKHAA KapTUHA € aHann3om CKO: yem meHbLe
3HayeHue, Tem Bbiwe puck XbI1. NMnasmeHHble TNFR-1 1 TNFR-2 nokasanun yaBoeHue KOHUEeHTpaLumn B cBA3M ¢ nporpeccuposaHmem XBI1 ¢
aHR 1,94 (95% Cl: 1,56—-2,40) n 1,85 (95% Cl: 1,37-2,51). MpoBeaeHHOE UcCNea0BaHWe NOAYEPKMBAET 3HAYMMOCTb aHaIM3a BUomapKepos
ONA BbIABNEHUA L, C NOTEHLMANbHO BbICOKMM PUCKOM 3aboneBaHua, nporpeccnpoBaHua XbIN 1 Hayana COOTBETCTBYIOLLENO IeYEHUA.

AHann3 metabonunToB nnasmbl nposoannaca LOeHbypr M.P. ¢ coasTopamu B TedeHuwe 4,5 net [18]. UccnepoBaHue coctasnann 645
Y4acTHUKOB (61% — My¥KCKOro nosia) co cpeaHMM Bo3pactom 12 fieT; cpeaHee 3HayeHue CKD 54 ma/muH Ha 1,73 m2; y 448 (69%) 6bin
NocTaB/ieH HEernoMepynsapHblil AunarHo3. M3HavanbHO uccneposanu 825 mMeTabosnMTOB, HO KAMHUYECKM BaXKHbIMW OKasanucb: C-
rAMKo3unTpunTodaH, ncesaoypuamnH n N6-kapbamounTpeoHUnaseHo3nH, KOTOpble TaKkKe CBA3aHbI ¢ NnporpeccupoBaHvem XBI1y B3pocbix.
Y yuactHMKoB ¢ CK® <60 msi/MuH Ha 1,73 m2, 6on1ee BbICOKMI ypOBEHb TETPArAPOKOPTM301-Cy/ibdaTa Bbin cBA3aH ¢ 60/1ee HU3KUM PUCKOM
nporpeccupoBaHna. B To ke Bpems 6binn HalgeHbl MHble MeTabonnyeckMe accoumaumu: TakKe HOBble MeTaboNUTHble accoumalumu:
NAHTUOHUH U 2-MeTUALUTPAT, KOTOopble TPEBYIOT AasbHENLLEro U3yyeHus.

B HacTosllee Bpema pPaAcnNpoOCTpaHEHHOM CTaHOBUTCA nNpobnema B3aMMOCBA3KM W3OLITOYHOrO Beca M XPOHUYECKOM MOYeyHoM
HefoCTaToyHOCTM y geTeit [19, 20]. CneunanncTbl BbIACHUAK, YTO U3OLITOUHBIM BEC U OXUPEHME HEraTUBHO BAMAIOT Ha NedeHune XBI,
NpUBOAA K YXyALWEHUIO Pe3ybTaToB NOYEYHOM TPAHCNIAHTaLMK, B TOM YMCe HEAOCTaTOYHOCTM TpaHcnnaHTaTa [21, 22]. MposeaeHa oLeHKa
B3aMMOCBA3M MEXAY KaTeropuamm nHaekca maccol Tena (MMT) (HopmanbHbIf BeC, M36bITOYHbBIN BEC, OXMUPeHne) u nsmeHeHnem UMT no z-
wKane (BMlz) npu nporpeccpoBaHMM XpoHUYECKoN 6one3HM nodek y aeteit [23]. Uccneayeman rpynna BkAtovana 827 y4acTHUKOB (63%
MY3KCKOro nona): 3% umenn HegoCcTaToOuYHbIN Bec, 65% — HOopManbHbIN Bec, 15% — M36bITOYHbIN BeCc U 16% CTpafjanu OXMPEHMEM Ha
NCXOAHOM 3Tane; cpeaHnii Bospact — 10,6 net; cpeaHas CK® coctasnana 50 mn/1,73 m2. [leteit pa3aenvav Ha rpynnbl: C HErIOMepyApHON
XBN (600 yenosek) n knyboukosow XBM (247 yenosek). Y aeteit ¢ HernomepynsapHoi XBM, cTpagatowmx oxupeHuem, Habaroganocb
3HauuTenbHoe ynydweHne CKO npu cHuxkeHmn UMT. Y yyacTHUKOB ¢ Knyboukoson XBI1, cTpagaowmx oxnpeHnem, nusmeHeHme BMIz He
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6b110 LOCTOBEPHO CBA3AHO € U3meHeHnem CK® B rogoBom ncuncneHmm. ABTOPbI CBA3bIBAKOT yayylleHMe noKasateneli CKP ¢ ymeHblieHnem
BOCMaseHMa B NoYKkax b6narogapa ¢U3MYECKO aKTUBHOCTU WM KOPPEKTMPOBKE MeTabo/IMyYeckux napameTpoB, HaMpaB/AeHHbIX Ha
Hopmanusaumio UMT [24]. Mo cnosam nuccneaosatenennr, UMT npu rnomepynapHoin XBIM ycyrybaseTcs oTekamu, M 4TO UCTMHHAA NoTeps Beca
NPV OXKMPEHUN NPUBEAET K pe3ynbTaTam, aHANOMMYHbIM B rpynne 6e3 nopaxkeHna Knyboykos, 06 3TOM CBUAETENbCTBYIOT HU3KME LUAHCbI
npoTenHypun HeppOTUYECKOro AManasoHa U HU3KUIM YPOBEHb anbbyMUHA Y ANl ¢ HopmanbHbiM UMT, 4To 66110 PACCMOTPEHO M APYTMMMU
ydeHbiMKn [25, 26]. Ona obnerdyeHus AMArHOCTMKM BBENM MNOHATME «BENKOBO-3HepreTMyeckana HedocTaTodHocTb» (BIH), KoTopas
KnaccuduuUMpyeTca Nno CTeneHn TAXKECTU (Nerkas, ymepeHHas, TaxKenan) U NpoAo/KUTENbHOCTU (0CTpas, <3 mecALeB; XpoHuYecKkas, > 3
mecAues) — cm. Tabauuy 4 [27].

Tabnvua 4. MokasaTenn 6IH npu gocTynHbIX pesynbTaTtax HabaogeHun

ITokasarens Jlerkas BOH Ymepennas BOH | Tsokenas BOH

Bec/pocr, z-ouenka Or-1g0-19z [ Or-210-29z -3Z WJIH HHXE

UMT s COOTBETCTBYIOIIEIO
Or-1g0-19z Or-210-29z -3Z WIH HUXKE
BO3pacTa, Z-OlleHKa

JUmHa/pocT N8 COOTBETCTBYIOIIEIO
Het mannpIx Her nanHbIx -3Z WIH HHXE
BO3pacTa, Z-OleHKa

OxpyxHOCTb Tuieya B cpeane tpeth | Or-110-19z2 | Or-2 10-292 -3Z WIH HIXKE

3aTparusas Temy UMT, LenecoobpasHo 06paTnTb BHUMaHMe Ha ocobeHHocTU aneToTepanuu geten ¢ XbIN. HaunHas ¢ 3-5-i ctagmin XBM,
peKoMeHAYeTCs KOHTPOMPOBATL BEC B COOTBETCTBMM C BO3PACTOM/ A/IMHOM Tesa y AeTel rpyAHOro BO3pacTa Kaxable 6-8 Heaenb, a 'y aetei
CTapwero Bo3pacta — 3-6 mecaues [27]. KAMHUUMCTBI MOryT BOCNO/Ib30BaTbCA GU3MKaNbHbIM 0b6CNef0BaHMEM, OPUEHTUPOBAHHBIM Ha
nutaHne (NFPE) ana BbisaBneHus 6enKoBO-3HepreTuyeckoi HegoctatoyHoctu (PEW) Ha Bcex aTtanax nedvenus XBI, B Tom uyucne npu
3amecTuTenIbHOM noyeyHol Tepanuu (3MT) [28, 29].

MexayHapogHas rpynna AUeTonoros u aetckux Hedpponoros (PRNT) npoaHanusuposana notpebHocTb B 6enke ana aetent ¢ XbM 2-5
cTaguit. PekomeHayeTtca cyTodHas Hopma 6esika ans mnageHues 1,0-2,5 r/Kr 8 geHb (NpeanoyTUTeIbHO rpyAHOE MOJIOKO), U ANA AeTei oT
2 po 17 net 0,8-1,05 r/kr B AeHb. MoTpebHOCTL 6e/Ka y AeTel, HaXo4AWMXCA Ha AMann3e A0AKHa 6biTb Bbilwe, YTOBbl KOMMNEHCUPOBATbL
notepu auvanusata [30]. KannopuitHocTb 6104 f0MKHA ObITb TAaKOM e, KaK U Ana 300poBbix AeTel. HepeaKo BCTpeyaeTca aHopeKcua y
p,eTe17| C XE”, CBA3aHHaA C UISMeHEHUAMMU BKYCOBOIro BOCNPUATUA, XKeNya04YHO-KULWLEYHbIMU OC/TIOXKHEHUAMMWN. B AaHHOM Cnydae HEOGXOAMMO
nepenTM Ha UCNoNb3oBaHMe NuLeBbIX Ao6aBok Reno pro HP, Fresubin Renal, Nepro LP u ap. [31].

MoTpebneHune HaTpua y aetein ¢ XBI, cTpagatowmx apTepuasnbHON runepTeHsneit nnm npearuneprteHsmeit: 2-3 net — 1500 mr/cyT, 4-8 net
— 1900 mr/cyt, 9-13 net — 2200 mr/cyT, 14-17 net — 2300 mr/cyt [32]. OrpaHuuyeHne notpebneHWe HATPUA M KUAKOCTU AO/KHO
COOTBETCTBOBATb 06bEMY BblAENAEMOM OCTAaTOYHOM MOYM M CNOCOBHOCTU KOHLUEHTPUPOBaTb Moy [33]. Tak, Ans MaageHLeB ¢ aHypuen, 5-i
ctagueit X6l Ha nepUTOHEealbHOM ANaNM3e, MOXKHO NPUMEHATb A06aBKM HAaTPUA B COOTBETCTBMM € pekoMmeHgauuamm KDOQI [32].

MoTpebneHmne Kanua HEOHXOAMMO CHU3UTD YXKe Ha HauYaIbHbIX 3Tanax AneToTepanuu: BbIGOP MOOYHbIX CMeCel C HU3KUM CoOAePXKaHMEM
Kanus, KoTopble NpeaBapuTesbHO MOryT H6biTb 06paboTaHbl KaNnii-cBA3bIBaOLWLMMM BelecTBamm [31].

ApekBaTHoe noTpebieHne pocdopa LoMKHO cocTanATb: 0-6 mecaues — 100 mr/cyT, 7-12 mecaues — 275 mr/cyT, 1-8 net — 460-500
mr/cyT, 9-17 net — 1250 mr/cyT. Mpu BbIABAEHUW NOBbILWEHUSA YPOBHA Gocdopa B CbIBOPOTKE, CHUMNKAIOT BblleyKa3aHHble 3HaveHus A0 80%
[34, 35].

B HactoAwee Bpema TybynouHTepcTUUManbHbIM ¢nbPo3 aAsnaeTca mopdonormyeckum noaTsepkaeHvem nporpeccumn  XBIT.
MHTepcTUUManbHbI GUBPO3 BO3HUKAET B pe3y/ibTaTe MHOMKECTBA MEXaHU3MOB: NMPOTEUHYPUA, SNUTEIMANbHO-ME3EHXMMasIbHbIN Nepexos,
KNEeTOK KaHanbLeB, UHOUAbTPALMA MOHOUMTaMM U Makpodaramu [36]. M3BecTHO, YTO peuenTop aHrMOTeH3UHa nepsBoro Tvuna (AT1),
PacnoNoXKeHHbIN Ha NOBEPXHOCTM Makpodara, cnocobeH BbI3bIBaTb 3aXKMBAEHNE HA PaHHUX CTaAuAX, HO Ha 6bosiee NO3AHUX — UHAYLUMpPYeT
npouecc prbpPo3MpoBaHUsA. YCTAHOBNEHO, YTO MHTMBUTOPBI aHTMOTEH3UHNPeBpaLuatoLero depmeHTa (MAMP) cnocobCTBYIOT TOPMOKEHUIO
3KCNepumeHTanbHOro Heppockneposa baarogapa Hopmanmsauum remoamHamunkn [37]. Ha ocHoBe aTux gaHHbIX 30puH U.B 1 Bankosa A.A.
nposenu nccnegosaHme addGeKTMBHOCTU HePpPONPOTEKTUBHOM Tepanun y aetei ¢ XBIM, obycnosneHHomn pedatokc-Hedponatuert [38]. XBM
6blna BepuomumpoBaHa y 88 negmatpuyeckux naumeHtos: | ctagua — 30 peteld, Il ctagua — 58 geten. dddeKTMBHOCTL nedyeHma MAMD
roKasana CHWXXeHue ypoBHA anbbymuHypumn/ npotemHypuu Ha 26% (p <0,05), CHMMKeHME B CYTOYHOM O6bEME MOYM KOHUEHTpaumm
NpOBOCNaAUTENbHbIX LUTOKMHOB M/1-6 Ha 16% (p <0,05), N/1-8 Ha 24% (p <0,01), nposocnanuTtenbHoro ®HO-a Ha 14% (p <0,05), cHUKeHue
Ha 28% 4YacToTbl apTepuanbHOW MMNEepTEH3UU NO AAHHBIM CYTOYHOrO MOHWMTOPMPOBAHMA apTepuanbHoro aasnenuna (CMAL) (p <0,05).
MpumeHeHne MANS Ha | ctagum XBIM y geTeit (C1) cnocobeTByeT 0obpaTHOMY pa3BuTUto 3ab60neBaHMA, 0OAHAKO y naumeHToB co Il ctagueit XBN
(C2), no paHHbIM gonnneporpadmm cocyaoB MoYeK, HapacTaloT HeobpaTUMble UWEMUYECKME U3MEHEHUA, CHUXKaOWMe GYHKLMOHaIbHbIe
BO3MOXHOCTU MOYeK. ABTOpbl APYroro MCCiAefoBaHWA, OCHOBAaHHOTO Ha HedponpoTeKTMBHOM cBoWcTBe WAIMP yTBepKAAOT, 4TO
apTepuanbHan runepteHsua (Al) sBAAeTCA yHUMBEpPCaNbHbIM (GaKTOpoM pucka cHwkeHua CKD [39]. B csoio ouyepedb NOBbIWEHWE
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apTepuanbHOro [AaBNEHMA CBA3AaHO C AEeNCTBMEM aHrMoTeH3uHa |l, CTUMyAMpOBaHHOrO peHWHOM. WccneposaTenu ycTaHOBUAM
OTpULATENbHYIO KOppenaumo mexay nokasatesem CK® n yposHem peHWHa, a y naumeHToB c Al BbIABWU/IM BbICOKME 3HAYEHUA PEHUHA.
MpumeHeHne MAMNS® cnocobcTBOBANO HOPMAIM3ALMKN aPTEPUANIbHOTO AAB/EHUA WU OKa3blBalo NOMOKUTENbHOE BIMSHUE HAa XPOHMUYECKYIO
6onesHb novek. MNMomumo MAMD TakKe NpPUMEHAIOT 610KAaTOpPbl PeuenTopoB aHrnoteHsuHa |l (BPA) 6narofaps CXOXKemy MexaHusmy
[encTBMA — UHIMBMPOBaHUIO PEHMH-AHIMOTEH3UH-aNba0CTEPOHOBOM cucTembl (PAAC) [40, 41].

KAMHWULMCTBI He orpaHuUYMBaloTca mcrnosnb3osaHvem MAMN®/EPA npu AT y 6onbHbix ¢ XBIM. Ucnonb3ya uHpopmaumio ns 6asbl AaHHbIX
HaumoHanbHOro nccnefoBaHUA MeAUUMHCKOTO cTpaxoBaHua, /Iu-YuH CoH ¢ coaBTOpamu NpoBesn aHanan3 KOMBUHMPOBAHHOW Tepanuu
anypetukamu ¢ MAMN®/BPA y TaBaHbCKMX NaupeHToB ¢ XBIM 3-5-i cTagmu v apTepuanbHoi runepteHsmeit [42]. NayneHToB pa3gennam Ha 4
rpynnel: 1-a — He NPUHUMalOWNE ANYPETUKM; 2-A — MTPUHMMAIOLLIME neTneBble (pypocemmns) AMypeTuKn; 3-a — NpUHUMatoOLWMe TMasmuaHble
OUYPETUKU U 4- — NPUHUMaIOLLME KOMBUHUPOBAHHbIE ANYPETUKKN. NccneaoBaHWe BKAKOYaANo 59719 naumeHTOB, M3 KOTOpPbIX 42134
NPUHUMaNU AMYpeTUKN, M 17585 He nNpuHMManU AWYPeTUKU. [puMeHeHue neTneBbiX AUYPETUKOB COMNPOBOXAANOCH MNOBOYHbIMM
addekTamMn B BUAE AEKOMMNEHCMPOBAHHOM 3aCTOMHOM CepAeYHON Hef0CTaTOYHOCTM, OCTPOM NOYEYHOM HeAO0CTaTOMHOCTU, TEPMUHAIbHOM
CTafMKN NOYEYHON HeJoCTaTOYHOCTH, Tpebylowei Avanusa. Y NaumMeHToB, UCMOb3YIOWNX TUAsUAHbIE ANYPETUKM, NOBOYHbIX IddeKToB
BbIABNEHO He 6bino. Mpynna 60/1bHbIX C KOMBUHMPOBAHHOW Tepanuel Kak NeTAeBbIMU, TaK U TUA3UAHBIMU ANYPETUKAMM, acCOLMMPOBanach
CO CMEPTHOCTbIO OT BCEX MPUYUH. TOKCUYHOCTb AUYPETUKOB MOXKET MPOABAATLCA B BUAE 3/1EKTPOAUTHOrO AncbanaHca (rMnoHaTpuemus,
TMMNOKaZIMEMUS, TUMOKAbLIMEMWUS), HAPYLIEHWI KNCIOTHO-LLLEI0YHOTO BanaHca (rMnox1opemMuyYeckuii ankanos) v geruapartaumnm, BTOPUYHOM
Mo OTHOLUEHMUIO K YpeamepHOMY auypesy [43]. BBMAY BbICOKOTO PUCKA KapAMOPEHANbHbIX OCNOXKHEHWUI OT dypocemmnaa y 60/bHbIX Ha
nosgHux craguax XBM c Al, aBTOpbl NPU3bIBAlOT K OCTOPOXHOCTM ero HasHayeHua. Heobxogumo 6osblue paHAOMU3IMPOBAHHbBIX
KOHTPO/IMPYEeMbIX UCCNeA0BaHNIA ANA OLEeHKM 6@30MacHOCTU NeTNEBbIX ANYPETUKOB Y NPUBELEHHON rpynnbl 60AbHBbIX.

B pononHeHue K MAM®/EPA MmoryT MCno/ib30BaTbhCA aHTaroHWUCTbl a/bA0CTEPOHA MPKU NedyeHnmn naumeHTos ¢ XBM [44]. AnbaoctepoH
ABnseTcs GaKTOPOM Pas3BUTUS TMNEPTOHUYECKON HONE3HU NOYEK, U MOMKET MPUBECTU K TJIOMEPYJ/IOCKNEPO3Y C TAXKENON NPOTEUHYPUEN,
dnbposy mmokapaga [45]. Hayano Tepanum uHrnbmposaHus PAAC 4acTo CBA3AHO C pe3kUM CHuxkeHnem CK®, ogHaKo B nepcnektuse 3To
«OC/IOKHEHMEY MOXKET NPUBECTU K SONTOCPOYHOMY COXPAHEHUIO GYHKLMM NOYEK 33 CYET CHUNKEHUA KNyHOUYKOBOro BHYTPUKANUANAPHOIO
hasneHusa, obecneuynBaemoro 3TMMu npenapatamu [46]. dgmyHg HO.M. YaHr ¢ coaBTOpamu OLEHMIM KOMOMHUPOBAHHOE JieYeHue
aHTaroHMWcTamm anbgoctepoHa, MAMN® un (namn) BPA y naumenTos ¢ XBM [47]. NpoaHanu3nposas KOKpaHOBCKUI perncTp nccaegoBaHMi noyYex
W TPAHCNIAHTATOB, OHW BK/ILOYMAN B CBOE UCCnefoBaHMe 5745 yyacTHUKOB. BbifiBNeHbl HECKOIbKO MCX0A40B AAaHHOMN Tepanuun. AHTaroHUCTbI
aNbOCTEPOHA MOTYT CHUXKATb NpoTenHyputo, CKO 1 cuctonmnyeckoe aptepuanbHoe aasneHue y B3pocabix ¢ XBIM 1-i4 n 2-i ctagmm, oaHaKo
NOBbILLAIOT PUCK TMMNEPKANEMMM, OCTPOTO NOBPEKAEHMA NOYEK U TMHEKOMACTUK Npu aobasneHnn K MAMN® u (nnun) BPA. B To e Bpems He
onpeaeneH pUck CMepTU, OCHOBAHHbIN Ha CEPAEYHO-COCYAMUCTOM NATONOMMMN N NOYEYHOW HELOCTaTOUYHOCTU Y I0AEN C NPOTEUHYPUYECKON
XBIM npu ykasaHHOM co4eTaHUK NpenapaTos.

KuweyHaa muKkpobroTa cnocobHa BbipabaTbiBaTb MeTabonnTbl, NONaAatoLme B CbiIBOPOTKY KpOBM MaeKkonutatowmx [48]. HakonneHve
nHpokeuncynbdara (IS), MHgon-3-ykcycHasa kucnotol (IAA) u n-kpesuacynbdata (pCS) B CbiIBOPOTKE KPOBU, KOTOpble 06pasytoTcs B pesybTaTe
bakTepuanbHOM PpepmeHTaLMM aMUHOKUCIOT TpUnTodaHa M TMPO3UHA, CBA3aHbl C nporpeccuposBaHnem XBI, BocnaneHmem, cepaeyHo-
cocyamcTbiMm 3abonesaHuamu [49, 50]. Ha ocHoBaHMM NoyYeHHOM MHGOPMALMKU MOXKHO NPEANOIKUTL, YTO MPUMEHEHME CUHONOTUKOB,
npebuoTMKOB M NPOBUOTUMKOB MOXKET BAMATL Ha nporpeccuposBanHme XBM [51-55]. MposeaeHHbIt NOUCK B KoKpelHOBCKOM peecTpe
MUCCNefoBaHWi NoYeKk M TpaHcnnaHTatoB Tecc 3.Kynepom c coaBTopamy MO3BOJIMA BHECTM ACHOCTb B AaHHyt npobnemy [56]. B
nccnefoBaHUe BKAOYEHbI 45 paHAOMU3MPOBaAHHbIX KOHTPOMPYEMbIX UccnenoBaHuii (PKU), coobliaowmx o Bo3AencTBUM CMHOMOTUKOB,
npebuoTUKOB MAN NPOBUOTUKOB B N1060N KOMBUHALMK U B 1I06OM cocTaBe, HazHavYaembix Atoaam ¢ XbIM (ctagum XBMN ¢ 1-11 no 5-1o, BKAtoYas
AWManu3 1 TPAHCMNNAHTALLMIO MOYKM). AHANM3 NOKa3as, YTO UCCEL0BAHUM, afeKBAaTHO TECTUPYHIOLLMUX BAUSHUE NPeACcTaBeHHbIX MPenaparTos
Ha QYHKUMM Nouek, KenyAo4YHO-KMLIEYHOro TPAKTa, CepAedyHO-COCYAMCTOM CUCTEMbl, OMYXO/M, CHUMEHME YPEeMUYECKUX TOKCWMHOB,
no6oyHbIX 3PpPeKToB, HEAOCTaTOUYHO A/1A NOJSIHOLEHHON KapTUHbI Npobnembl. MOMUCKM Halel KOMaHAbl He NpPUBEAN K OLHO3HAYHOMY
PELEHNIO O MONOKUTENbHbIX/OTPULLIATENIbHLIX 3ddeKTax CMHOBMOTUKOB, NPebUOTMKOB, NPOBUOTUKOB MNpPU JiedeHUU 6BOJbHBIX C
nporpeccupoBaHvem XBI1, NOCKONbKY BONBbLUMHCTBO UcCeA0BaHU IMBO NpoAoKatoTCA, NMbBO NPeaoCTaBAAT HEMONHYIO MHPOPMALMIO O
noboyHbIx adpdekTax npenapaTtos. Heobxoanmo bonbwe PKU no gaHHoM Teme.

BbiBoAbl. Pa3paboTka eanHOro perncrpa Aeten ¢ NOpoKamm pasBUTUA MOYEBbLIBOAALLEN CUCTEMbI MO3BOIUT PALLMOHANBHO MCMNO/b30BaATh
OVNArHOCTUYECKUIA, NeYebHbI U NPOrHOCTUYECKUIA aifOPUTMbl BEeHUSA BpPayamMu XPOHUYECKOM HOo/se3HU MoYeKk € paHHero Bospacrta. K
HebnaronpuATHbIM GakTopam XPOHWYECKOW MOYEYHOM HeAOCTAaTOMHOCTM y AeTeil C MOpPOoKaMu PasBUTUA MOYEBbIBOAALLEN CUCTEMDI
OTHOCATCA HECBOEBPEMEHHOE BbINO/IHEHME OMNepPaTUBHOIO BMELIATENbCTBA M HE MNOMHOLEeHHan NPodUNAKTMKA peunanBos nuenoHedpuTa,
BaKTEPUYPUN, KOPPEKLMUM apTePUMaNbHOro AaBfeHUAa U aHemuu. JleyeHue aeTelt C NMOPOKAaMWM PasBUTUA MOYEBLIBOAALLEN CUCTEMbI
HeobXxoANMO NPOU3BOAMUTDL C peannsaumeit MyabTUAUCUUNANHAPHOIO NOAX0Aa MO BeAeHWU0 6one3HMN.

ABTOpr AEKNAPUPYIOT OTCYTCTBUE ABHbLIX N NOTEHUNANbHbIX KOHd)J'IMKTOB MHTEepecos, CBA3aHHbIX C ny6nm<au,me171 HaCTOﬂLLI‘eﬁ CTaTbu.
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