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Pecpepar. OcTpas noveyHass HegoctatodHocTh (OlNMH) siBnsieTcs cepbe3Hol NpobnemMoin B OTAENEHUN peaHnManum
HOBOPOXAEHHbIX. [laHHasa natonorns 4acto 06ycroBneHa KpUTUYECKMM COCTOSHUEM pebeHka 1 B 6OnbLUMHCTBE Crny-
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YaeB BO3HMKaET B BUAYy npedpacnonaratowmnx daktopos. MNoctaHoBka anarHosa ONMH y HOBOPOXAEHHbLIX SBNSEeTCs
CMOXHOW 3apayen n3-3a crneumduyeckon Nnatodusnonormm novek HOBOPOXKAEHHbIX, HAXOAALMXCH B KPUTUHECKOM
cocTosiHMK. B cTaTbe paccmaTpuBaoTcs HOBble NOAX0A4b! K Knaccudukaumm ocTporo nodevHoro nospexaenus (Orr)
Y HOBOPOXEHHbIX M COBPEMEHHbIE METOAbLI paHHel guarHoctukm OIN.

Knroueenbie crioga: HOBOPOXAEHHbIN, oCTpas novedHas HegoctatodHocTb, RIFLE, AKIN, anarHocTtuka, knaccudgu-

Kauus.

NEW IN THE CLASSIFICATION AND DIAGNOSIS
OF ACUTE KIDNEY INJURY (AKI) NEWBORN

MARIA A. DAMINOVA, ASIA I. SAFINA, GULIA A. KHAMZINA

Abstract. Acute renal failure (ARF) is a serious problem in neonatal intensive care units. This pathology is often due
to the critical condition of the child and in most cases there is a predisposing factor in mind. The diagnosis of acute
renal failure in infants is challenging because of the specific pathophysiology of renal infants, in critical condition. The
paper discusses new approaches to classification of acute kidney injury (AKI) in neonates and modern methods of

early diagnosis of AKI.

Key words: newborn, acute renal failure, RIFLE, AKIN, diagnostics, classification.

TepMVIH «ocmpasi no4yeyHass Hedocmamoy-
Hocmb» BrnepBble npegnoxun J. Merill B 1951 r.
BMECTO NPeXHMX 0603HaYEHU «aHypus» 1 «ocTpas ype-
Musi». Takum obpa3oM, ocTpas noveyHast HeJOCTaTO4HOCTb
(OMNH) npeancraBnsieT cobor pe3koe CHKEHWE YHKLMN
no4yek, KoTopasi NPMBOAUT K 3a4epXKKe NPOAYKTOB a30Tu-
cToro obMeHa ¥ HapyLlEeHUSM BOLHO-3INEKTPONTUTHOMO 1
KMCMNOTHO-LLeno4YHoro 6anaHca.

B 2002 r. rpynnou akcneptoB Acute Dialysis Quality
Initiative (ADQI) pa3paboTaHo onpefeneHve ocTpon no-
YeYHOW HeJoCTaTOYHOCTM M co3aaHa cucTema cTpaTudum-
kaummn ee Tsxkectn — RIFLE-kputepun. A66pesnatypa
RIFLE o6Go3Ha4aeT Tpu rpagaumMm OCTPOro NovYeyHoro
NOBPEXAEHUS MO YBENMUYEHUIO TSXKECTU OCTPON Moveu-
HoW aucdyHKuun: Risk — puck, Injury — nospexaeHue,
Failure — HepgocTaTO4HOCTb cOOTBETCTBEHHO R, | n F, Ha
OCHOBaHWW OLEHKN AMHAMNYECKUX U3MEHEHWI YPOBHEN
KpeaTuHUHa CbIBOPOTKM, @ TakKe [iBYX Kputepmes: Loss —
noteps u End-stage renal disease — TepMuHarnbHas
cTtagusa novevHon HepoctatodHocTu (TCIMH) cooTBeT-
CcTBeHHO L 1 E, Ha ocHOBaHWM OLIEHKM NPOJOMKUTENBHO-
CTW NoTepU noyeyHon pyHKumn. TepmuH Loss (noteps)
XapakTepusyeT Hanuyme nepcucTUpyloLlein novYevHom
HepocTaTovHoCTM Gonee 4 Hep, a TepMuH End-stage renal
disease — nepcucTupyoLLyto 6onee 3 Mec NoYeyHyro
HEe0CTaTOYHOCTb.

MepBoe KOHCEHCYCHOE onpeaeneHne, BbipaboTaHHOe
B 2004 r., B KOTOPOM y4acTBOBanu npeacTaBuTenu Hed-
porornyeckux obLLEeCTB BCEro Mupa, a Takke KIodeBble
akcnepTbl no npobrnemam OMNH y B3pocnbIx 1 AeTel npea-
NOXUNN TEPMUH «ocmpoe nospexoeHue novek» (ONMT,
acute kidney injury — AKI) BMecTo TepMrHa «ocTpas no-
yeyHast HegocTaTtoqHocTby (OlMH) n coxpaHeHne TepmuHa

«OlMH» Tonbko Ana Hanbonee TsPKEeNbIX Cry4aeB OCTPOro
nospexaeHns novex [1].

Ocmpoe nospexoeHue nodyek (OF1l1) onpenensetca
KaK CIOXHbIA MONNITUONOINMYECKUA CUHAPOM, KOTOPbIN
KIMHWYECKN XapaKTepuayeTcs ObICTPbIM HapacTaHuem
KOHLEHTpaLuun KpeaTMHUHA: OT HECKOSBbKO MOBbILLEHHbIX
3HaveHun go cobecteeHHo ONMH [2]. bonee TouyHo OIMM
onpenensieTcst Kak peskoe, Ha NPOTSKEHUN MeHee 48 Y
HapacTaHve KpeaTuHuHa KpoBu Gonee yem B 1,5 pasa
MO CPaBHEHMWIO C MCXOLHbIM YPOBHEM WUNN MOBbILIEHNE
YPOBHSs KpeaTuHuHa kpoBu Ha 0,3 mr/on n Gonee B Te-
yeHne 48 4, n/unM OOBbEKTMBHO OTMEYEHHasi ONUrypus
(cHWxeHune anypesa o 3HadeHun meHee 0,5 mn/kr/y 3a
642, 3, 13].

B 2007 r. uccneposarensckon rpynnon Acute Kidney
Injury Network (AKIN) npeactaBneHa cucrema Kputepmes
[OMarHOCTUKM N OLEHKM BbIP@XEHHOCTW AaHHOrO COCTOSI-
Hud, AKIN-kputepumn — mogudmkaumns knaccumkaumoH-
Hown cxembl RIFLE. Kputepun RIFLE n AKIN, oTpaxatowme
CTaH4apTU3aLMio CTauii OCTPO MOYEYHON HeJoCTaTou-
HOCTW, NpeacTaBneHbl B mabn. 1 [4].

Kputepun RIFLE n3HayanbHO Obinu co3gaHbl ons
nomMoLumM KnuHnumctam B onpegenenum ONMM Ha ocHoBe
CbIBOPOTOYHOIO KpeaTuHWHA U ypoBHA auypesa [5]. Ta-
KM ob6pa3oM, aHHas Krnaccugbukayus bbina co3daHa He
ons onpedeneHus npuduHbl OfTH, a ckopee eceeo, Onsi
0bHapy»xeHuUss crmaHOapmu3upo8aHHbIM Criocobom rnpu-
cymcmeusi cuHopoma [6].

Korga Havyanu nonb3oBaTbCH 3TOM Knaccudukaumen,
CTarno SICHO, YTO YPOBEHb ONUIYPUM 1 YBENUYEHNE KpeaTu-
HMHa 4YacTo He COOTBETCTBOBaNM ApYr APYrY v yKa3biBanu
Ha pasHble CTEMNEHN TSHKECTU COCTOSIHUS NaumeHTa. ABTo-
pbl XOPOLLIO 3HanM 06 3TOM U NPEeANoXUNN ANst MAEHTUDN-

Tabnwuua 1
Kputepuu RIFLE u AKIN, oTpaxatoLime ctaHgapTM3aLmio ctagun oCTPon NoYe4YHOM HeAOCTaTOYHOCTH
Crapua | Crapus YpoBEHb CbIBOPOTOYHOTO KpeaTUHUHa [Onypes
RIFLE AKIN
Risk 1 YBenuyenve B 1,5—2 pasa ot ucxogHoro (RIFLE n AKIN) nnu peskoe HapactaHue Ha | < 0,5 mn/kr/4 x 6 4
2 0,3 Mr% (20 mkmonb/n), unn = 150% B TeveHue 6 4 (AKIN)
Injury 2 YBenu4yeHne B 2 pasa 0T MCXOOHOrO < 0,5 Mn/kriu x 124
Failure 3 YBenu4yeHne B 3 pasa OT MCXOOHOrO Unn yBenudeHne Ha = 4 Mr% (250 mkmone/n), < 0,5 mn/kr/y x 24 y,
nnn peskoe HapacTtaHue Ha = 0,5 mr% (30 Mkmonb/n) B Te4eHne 6 4 nnm
aHypusa x 124
Loss Mepcuctupytowas OlNH = nonHon notepun yHKUUK NoYek > 4 Hep
End stage TepMuHanbHas noveyHasi HeJOCTaTOYHOCTb > 3 Mec
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Kauuy anarHosa n onpegeneHns cragum OpueHTMpoBaThCs
Ha XyALWN U3 aTux AByXx napameTpoB. OgHaKko HeKoTopble
nccriegoBaTeny NonbiTanvMcb UCCrneaoBaTh ABa KpUTepUs
OTAENbHO, YTOObI BUAETb, AENCTBUTENBHO NN Y ONUIYprK
OTHOCUTENBHO YPOBHS KpeaTMHUHA Unu e HaobopoT fo-
CTUTHYT NyYLLUNIA YPOBEHb KOPPENsLmm ¢ MICXOA0M BonesHu
y NauUMEHTOB B KPUTMYECKOM COCTOSAHMM [7]. daxe ecnu
TOYHBIV OTBET Ha 3TOT BOMNPOC He ObiN BbISBMEH, TO ObINO
OTMEYEHO, YTO y 060MX KpUTEPUEB ECTH CBOW NPENMYLLE-
CTBa W HegocTaTku. B yacTHocTu, onurypust — 6e3ycrnoBHo,
OOMH U3 CaMbIX PAHHUX KITMHUYECKNX MPU3HAKOB OCTPOro
NOYEYHOro NOBPEXAEHUS U ABMSAETCH CaMbIM NPOCTbIM 1
OOCTYMHBIM BO BCEX KaTeropmsix 60MnbHbIX METoaoM Ava-
rHOCTUKN. HO C Opyro CTOPOHbI, MO YPOBHIO KpeaTMHMHA
[OCTOBEpPHEE MOXHO oueHuTb TskecTb O€NM, xoTa Ha
CErofHAWHUA AeHb U3BECTHO, YTO Mpu BbICTPOM passu-
Tun ONIN aToT napameTp Gyaer Bo3pacTaTb HECKOMbKO
oTcpo4eHo [8].

OpHom 13 caMblX OCHOBHbIX Lienen knaccudukaumm
RIFLE sBnsietca BbisBNeHne HadanbHbIX ctagui ONM,
YTO OTKPbIBAET BO3MOXHOCTb ON9 CBOEBPEMEHHOIO
NPUHATUSA NeYebHbIX MEpPONpPUATUI 1 NPEeAyNpPeXaeHNs
NporpeccMpoBaHns nNaTonormyeckoro npouecca. [aHHas
Kknaccudvkaums Obina oueHeHa B COTHAX UCCNEAOBaHM-
AX Cpeam B3pOCOro HaceneHus ¢ yaoBNeTBOPUTENbHON
oueHkon pesynsraTtos [9].

B cooTtBetcTBUM C yHMBepcanbHocTbio RIFLE n ¢
y4yeToM OCOBGEHHOCTEWN CTaHOBMNEHUS (PyHKUMIA MoYek y
neten Akcan-Arikan v coast. B 2007 r. npegnoxun mogu-
mumMpoBaHHyto ansa geten knaccugukaumo — pRIFLE,
B KOTOPOW Kputepumn otnmnyanucek ot kputepues RIFLE B
onpeaeneHny KnupeHca kpeatrHnHa no Schwartz n coasr.
(mabn. 2) [10].

Knaccndumkaumna pRIFLE 6bina ytBepxaeHa B He-
CKOMbKMX NeAMaTpnYeckux NCCrefoBaHnsX, HO HeJaBHUN
cucTemaTnyeckuin 063op 12 nocnegHux neamaTpuyeckmx
ncenegosaHun ¢ ucnonbe3osaHneM RIFLE v pRIFLE ykasan
Ha HECOBEPLLUEHCTBO AaHHOWN Knaccudukaumm B OTHOLLe-
HUW KOPPEensunM ee CO CMEPTHOCTbIO, ONIUTENBHOCTbLIO
rocnuTanusaunm, TSKeCTb0 MaToiorMyeckoro npolecca
N (PYHKLMOHANbBHBIMW HapYLLUEHUSMN CO CTOPOHbI NMOYeEK
npy OMNMy geten [11].

OpHako CTOUT OTMETUTb, YTO B HECKOSBbKMX MCCreao-
BaHMsX B obrnacTun AeTCKOW Kapamoxupypruu, rae nocne
onepauui Ha cepgue Yactota passutusa Ol Bbicoka,
ObINV MonyYeHbl YOOBMNETBOPUTENbHbIE pe3yrnbTraThl UC-
nonb3oBaHna kputepues pRIFLE ang oueHkn coctoaHus
1 NporHosmpoBaHus ncxoga ONMM [11, 12].

OcTtpasa novyevyHasa HegoctaTtoyHocTb (OIH) aAB-
NAeTCA cepbe3HON NpobsieMon U B HEOHATONOIUM.
[daHHas natonorns 4acto obycrnoBneHa KpUTU4eCKUM
cocTosiHuem pebeHka, Mpy KOTOPOM OHAa WU HECKOIbKO
XM3HEHHO BaXXHbIX (PYHKLMI OpraHn3Ma CyLleCTBEHHO
OorpaHu4eHbl MO0 MNONTHOCTLIO BbIKITHOYEHbI [14]. Mopdo-
(PYHKLMOHaNbHasi HE3pernocTb, Yalle Yy HEAOHOLLEHHbIX
aeTen, obneryaet pasBuTne NopakeHui noyek, ocobeH-
HO Mpu Hannuun y pebeHka OBCTPYKTUBHbBIX yponaTui,
MHMEKLUMM, TMMOKCUYECKNX COCTOSIHWIA U B Criyyae npo-
BEAlEHNSI eMy peaHVMaLMOHHbIX MeponpusaTun. Mimeet
3HaYeHVe NPYMEHEHNE HEKOTOPbIX NIEKapCTBEHHbIX Npe-
napaToB, TakMx Kak aMWUHOMMMKO3WAbl U HECTEPOUAHbIE
NpOTMBOBOCNANUTENbHbIE NMpenapaTbl, KOTOPble MOTryT
yckopuTb passutme OlMH. YpoBeHb 3aboneBaemMocTu
HOBOPOXAEHHbBIX OCTPON MOYEYHOW HEeJOCTaTOYHOCThIO
B pas3BMBaLLMxcs cTpaHax coctaenset 3,9/1000 xwnBo-
poxaeHHbIx [15]. YacTota BcTpeyaemocTtu Ol y HoBO-
POXOEHHbIX, HAXOASALWMXCA B OTAENEHUN peaHuMalmm
N WHTEHCUMBHOW Tepanuu HoBopoxaeHHbix (OPUTH),
konebnetcs ot 8 oo 22%, a netanbHocTb — OT 33 A0
78%. [16].

OcTpas noyeyHasa HegocTaTtoyHocTb (OlNMH) — no-
TeHUuManbHO o6paTUMbI NaTONOrM4Yeckuin npolecc B
noykax BCreAcTBMe MHOXeCTBa hakTopoB. N3BeCTHO, 4TO
Yy HOBOPOXJEHHbIX AeTel, @ 0COBEHHO Y HEAOHOLLEHHBIX,
yHKUMOHanNbHas ocTpasi noyYeyHasi He4oCTaTOYHOCTb
BCTPEYaEeTCH YacTo, YTO CBA3AHO C HapyLUEHNEM NOYEYHO-
ro KpOBOTOKA B pesyrnbraTte apTepuanbHON rMnoTeH3nm, ¢
TMMOKCKEN N CEMCUCOM, YTO, B CBOIO O4MEpEb, MPUBOANT K
Pa3BUTUIO HEKPOTUYECKNX U BOCTIANUTENbHBIX MPOLECCOB B
noykax [19]. Yxoq 3a HeLOHOLLEHHbIMW OETbMU 3HAYNTESb-
HO yNy4LIMICA 3a NocregHue HECKONbKO AEeCATUNETUN,
M 3TO MPUBENO K YMYyYLLEHWIO BbPKMBAEMOCTH, OCOBEHHO
OeTel C 0O4eHb HMU3KOM MaccoWn Tera npu poXAeHuu.
OpHako NpoUEHT BbPKMBAEMOCTU AETEN C O4EHb HU3KON
MaccoW Tena yBenu4uIcs, B CBs3n ¢ 3TuM Habnogaercs
yBENMYEHNE Yncra geten aTon rpynnbl ¢ Bo3Hukwern ONNH,
a JocTwkeHus B obnactu gnarHocTukmn u nedenns OMNH y
HEe[OHOLLEHHbIX MIageHLEB TaK M HE OCTanucb Hepeanu-
30BaHHbIMW. [10 JaHHbIM UccneaoBaHWm, KaxKabln TPETUI
(34%) HoBOpOXAeHHbIN ¢ OMNIM aBnseTca HeAOHOLEHHbIM,
a cmepTHocTb npu ONMM y HeJOHOLEHHBIX HOBOPOXAEH-
HbIX — 31%. Y HOBOPOXAEHHbIX B rpynmne ¢ 04eHb HU3KON
(1000—1499 r) n akcTpemanbHo Hu3kon (500—999 r)
Maccow Tena npu poxaeHun 3abonesaemoctb ONMM —
18%, T.€., KaXabll NATbIN HOBOPOXAEHHbIV U3 3TOW rpynnbl
Oypet ctpagate OMM [20].

Tabnuya 2
CBopaHas Tabnuua knaccudmkaumm octporo noepexaeHus no4ek (RIFLE, pRIFLE, nRIFLE)
Kputepumn kpeatnHuHa (CKD) Kputepumn gnypesa
RIFLE pRIFLE nRIFLE RIFLE pRIFLE nRIFLE
Risk 1Scr B 1,5 pasa, | CK® = 25% ? <0,5mMn/krax64 | <0,5mn/kruyx8y | <1,5mn/kr/yx 24y
unm
|CK® = 25%
Injury 1 Scr B 2 pa3a, | CK®d =2 50% ? <0,5mn/kr/4x 124 | <0,5Mnkryx 164 | <1,0 ma/kr/v x 24 4
unm
|CK® =2 50%
Failure | 1 Scr B 3 pasa, 1CK® = 75%, ? <0,3mn/kr/d x 24 4| <0,5mMn/kr/da x 244 | <0,7 mn/kr/y x 24 4
unm unm nnm unm unm
|CK® 275% | |CK® = 35 mn/muH/1,73 m? aHypusa x 124 aHypusa X 124 aHypus x 124
Loss Mepcuctupytowas OMNH = nonHon notepun yHKUUK NoYeK > 4 Hep
End TepmuHanbHasi novYevHas HegoCTaToOMHOCTb > 3 Mec.
stage
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MocTtaHoBka anarHosa Ol y HOBOPOXAEHHbIX SABNSA-
€TCSA CNOXHOW 3ajaden us-3a cneumnduyeckon natogm-
3M0JI0MMM MOYEK HOBOPOXKAEHHbIX, HAXOASALWMNXCA B KpU-
TUYECKOM COCTOSIHMM. VX Tak Ha3biBaeMble «HE3perble»
MOYKM HY>KOAKTCHA B TLLATENbHOM Moaxode K FeYeHuto,
1 HeoHaTtanbHas OlNMH nmeeT yacTto HeGnaronpUATHLIN
ncxon. Mo AaHHBIM MHOIMX MccneaoBaHuii, CMEPTHOCTb
HOBOPOXAeHHbIX Nno npuynHe OINMH B OPUTH konebnetcs
ot 10 go 61% [17]. AaHHbIe 0 3aboneBaemMocTh U cMepT-
HOCTW HOBOPOXAeHHbIX ¢ OMMIM o4yeHb pasnuyalrTes, Tak
KaK HET eQWHbIX NOAXOA0B K ANAarHOCTUKE.

Ha cerogHsiluHee BpeMsi CyLLecTBYHOT npobnembl B
anarHocTtuke ONMM B OPUTH. OAnsa gnarHoctukmn OMNH B
KITMHMKaX OObIMHO MCMONb3YHT OnpeaerneHne KpeaTtuHu-
Ha CbIBOPOTKN ANsi onpeaeneHns Knyobo4koBon dyHKLMK
BCKOpE MocCrie poXaeHus.

Y [OHOLLEHHBLIX HOBOPOXOEHHbIX YPOBEHb KpeamuUHUHa
CbIBOPOTKM MakCMMaribHbI B NepBbIe CyTKM U OOCTUraeT
3HaveHusa 1,1 mr/gn; 3ateM NOCTENEHHO CHUXAaeTcs,
ctabunmanpysice Ha ypoBHe 0,25—0,36 mr/gn K KOHUy
2-14 He KM3HW. Y HeLOHOLLEHHbLIX HOBOPOXAEHHbIX Ha000-
pOT: YPOBEHb KpeaTuHMHa B nnasme B nepeble 48—96 4
»K13HM nosblwaeTca go 1,3—1,5 mr/gn; 3atem B Te4eHue
2—4 Hen NPOVICXOAUT MEANEHHOE CHMDKEHME [0 YPOBHS
<1 mr/gn, n ctabunmaupyetcsa Ha yposHe 0,5—0,6 mr/an
TONbKO K KOHUY 8- Hep »xwu3nu [17, 19]. Takum obpasom,
Npw OLeHKE COCTOSIHUS HEAOHOLLEHHbIX HOBOPOXOEHHbIX
crnegyeT yuYnTbiBaTb, YTO BbICOKMI YPOBEHb KpeaTUHWHA
B KPOBM OTPa)KaeT CKopee He3PenocTb PyHKUUN MoYek, B
YACTHOCTM MOYEYHbIX KaHamnbLEB, B KOTOPbIX KpeaTUHWH
peabcopbupyeTcsi, @ He CEKPeTMPYEeTCsl Kak y B3POCTbIX,
yeM mx nospexaeHue [21].

K ToMy ke o4YeHb CMOXHO UMEeTb NpeacTaBrieHne o
TOYHOM KONUYECTBE BbIAENEHHOW MOYK, TaK KaK He Bceraa
Y HOBOPOXAEHHbIX B YCMIOBUSAX peaHnMaLmmy UCMoNb3yeT-
cs1 MoveBoK katetep. o NPUHATLIM HOpMaM, CKOpPOCMb
duypesa y 300p08bix OOHOWEHHbIX HOBOPOXAEHHbIX B
nepeble 24 4 nocrie poxaeHus coctaenset 0,5 mn/kr/v, B
nocneaytowem 2—3 mn/kr/y. CnegyeTt OTMETUTb, YTO B CIy-
Yae HefOHOLUEHHbIX HOBOPOXAEHHbIX CYTOYHbIA ANype3
NMOCTOSIHHO BO3pacTaeT: NepBoe ero yaBoeHWe NPONCXOaNT
Ha BTOpble, @ BTOPOE yABOEHNE — Ha YEeTBEpPTble CYyTKM; B
ceMugHeBHOM Bo3pacTe y geten ¢ maccown Tena ot 1000
0o 1500 r cyTouHbI anypes B cpegHem 90 mn, ¢ maccomn
Tena ot 1500 go 2000 r — 125 mn [18].

HecneunduyHoCTb KIMHUYECKOW CUMMTOMATUKK, a
Takke HM3Kasi MUHPOPMATMBHOCTb CYLLECTBYHOLLINX METO-
OoB obcrefoBaHNsi HOBOPOXKAEHHbIX AETEN 3aTPYAHSAIOT
CBOEBPEMEHHY AMAarHOCTUKY NMOYEYHOW martonornm B
HeoHaTanbHOM nepuoae. ATo CNOCOBCTBYET K XPOHM3ALMU
npouecca 13-3a OTCYTCTBUS aAE€KBATHOM Tepanvu, MPUBOAS
K UHBanNuamn3aumm geTen, YTo MMeET YKe He TONbKO Meaun-
LIMHCKOE, HO 1 coumanbHoe 3HaveHue [22]. ObbekTmBHas
OLeHKa, paHHee BbISIBNEHNE HapyLleHWn PYHKLMIA NoYek
1 pacyeT afekBaTHOW BOAHO-3EKTPOSIMTHOWN Harpy3ku siB-
NSOTCS HEOTbEMIIEMOW YaCTbO BEAEHNS HOBOPOXOEHHbIX
B KPUTUYECKMNX COCTOSTHUSIX.

Takum obpasom, Ans UCMONb30BaHUSA B AWArHOCTUKE
OrlMM y HoBopoXAeHHbIX knaccudukaumm pRIFLE He-
obxogmma koppekuus OCHoBHbIX kputepuer OIMIM gns
nonynaunn HOBOPOXAEHHbIX, Tak kak B pRIFLE oHu pesko
orpaHuyeHbl. B aTom HanpaeneHun BegyTcsa HayyHble UC-
cnenoBaHus.

Jetton n Askenazi ytBepxgatoT, YTO ANype3 y HOBO-
poxaeHHoro < 0,5 Mn/kr/4 sBNsieTcst HeYyBCTBUTENbHbLIM
kputepmem OIM, Tak kKak B 3TOW KaTeropum naumeHToB
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Ol B 60% cnyyaeB aBnsieTca Heonurypuyeckon. U any-
pe3 HOBOPOXAEHHOTO < 1 MN/KI/4 MOXXHO pacLeHMBaTh Kak
CKIMOHHOCTb K onurypum [24, 25].

Tak, B ogHOM 13 nocneaHux ob63opos. Torres de Melo co
CBOMMMU Kornneramu npegnoxunm knaccudpukaumnio RIFLE,
MOOMULIMPOBaHHYO Anst HOBOpOoXAeHHbIX — NRIFLE (cm.
Tabn. 2). Takaa moamdukaums bbina npegnoxeHa aTuMm
aBTOpaMu C y4eToM crneundguyeckor natousnonormm
HOBOPOXAEHHbIX NauMeHToB [23]. ABTOPbI, NPEANOXMBLUNE
MoandumumpoBatb knaccugpukauunio RIFLE ong HoBopox-
[OEHHbIX, MPeAnaralT cunTaTb ANype3 HopmarsbHbIM Toraa,
Korga oH Bbiwe, Yyem 1,5 mn/kr/y [14].

B HacTosLee BpeMsi LOCTOBEPHO HEM3BECTHO, MOXET
NV KpeaTuHWH sBnsTees KputepmeM nRIFLE, n ecnn moxer,
TO KaK ero M3aMeHeHus NpaBUiIbHO OLlEHNBaTb. YunTbiBasi
BCe 0COBEHHOCTM NOYEK B HEOHaTarbHbIN nepuog, B 2011 T.
rpynna aKCnepToB Npeanoxuna aganTupoBaTb LUKany
AKIN ans HoBopoxaeHHbIx (mabsn. 3) [20].

Ta6bnuua 3
HeoHatanbHaa AKIN

HeonatanbHas wkana AKIN (2011)

Cragusa* KpeaTtnHuH cbiBopoTky (Mr%)
0 — He nameHeH unu nosbiweH, Ho <0,3 Mr%
1 | INerkas 20,3 Mr% unnmn 150—200% oT npeabiay-

LLIero 3Ha4YeHus
> 200—300% OT npeablayLLero 3Ha4eHns
napametpa

> 300% oT npeapblgyLlero 3Ha4eHust napa-
mMetpa, unun = 2,5 Mmr%, unv guanua

2 | YMepeHHas

3 | Tsbkenas

* Hukakux cepbesHblX BPOXAEHHbIX aHOManum noyek u mMo-
YeBbIBOASALLMX NyTEN.

HeobxogmmMocTb pa3paboTkv eguHoN Krnaccudukalmm
OrlMM gnst HOBOPOXAEHHbLIX HE BbI3bIBAET COMHEHUN. B
OOnbLMHCTBE Cry4YaeB OMArHOCTMPOBAHWE pa3BUBaAtO-
wevica OMNH nponcxoguT OTCPOYEHO M3-3a OTCYTCTBUS
YyBCTBUTENbHbIX AUArHOCTUYECKUX TECTOB U ONpeaeneH-
HbIX MHAMKATOPOB MOBPEXAEHUS MOYEK, a N3MEHEHUST B
O6LLENPUHATBIX AUArHOCTUYECKMX NapameTpax (KpeaTuHNH
B CbIBOPOTKE, a30T MOYEBUHbI KPOBU U Op.) MOTYT ObITb
OLEHEHbI KaK TPaH3UTOpHbIe [B].

[MocnegHme HeckonbKo neT GbINO NPOBEAEHO MHO-
)KECTBO UCCMNEAOBaHWUNA, NOCBALLEHHbIX PAaHHEMY BbIsiB-
NEeHN0 cneundrnyecknx MapkepoB OCTPOro NMOYEYHOro
NoOBPEXAEHMUS, HEOOXOOUMbIX AN paHHEN ANarHoCTUKU
1 HanpaeneHHoro neyennsa OlMH. Kak yxxe roBopunocs,
kpuTepum OMNIM ocHOBaHbI Ha NoKasaTensax KOHUEeHTpaLmMmn
CbIBOPOTOYHOIO KpeaTHMHA U KONMYeCcTBe BblAensieMon
MO4M. DTO NO3HME NOKa3aTenu, u OHM He obecneynBatoT
paHHero obHapyxeHunsa Hactynatowero ONMM. Nx npaktu-
yeckasi LLEeHHOCTb, B Ny4LLIEM criyyae, BeCbMa OrpaHuyeH-
Ha. B 4acTHOCTM, NOBbILLEHHbBIE YPOBHU CbIBOPOTOYHOIO
KpeaTUHMHA He MHPOPMATUBHbI HX B OTHOLLEHUN TOYHOTO
BpemeHu, korga Hactynaet OlMl, HM B OTHOLIEHWUM €ro
nokanusauum, Hu, Tem bonee, B OTHOLLEHUM TSXKECTU Kiy-
604KOBOrO MM KaHanNbLEBOro nopaxeHus [27]. B uenowm,
KaK MOKa3blBaT MHOIMOYUCIEHHbIE UCCNEea0BaHus, Bbl-
COKMI CbIBOPOTOYHBIA KPEaTUHUH He crneunduyeH ons
NOBPEXAEHMWI NOYEK, €ro YpOBEHb MOXET BapbMpOBaTh
B LUMPOKOM AManas3oHe B 3aBUCMMOCTU OT MHOTMUX He-
peHanbHbIX akTopoB (BO3pacT, MOM, MblleYHasi Mmac-
ca, ctatyc 06e3BoxumBaHusa u gp.), 8o 50% peHanbHbIX
DYHKUNA MOXET ObITb yTpayeHo elle [0 NOBbILIEHMWS
KpeaTuHUHa. To eCTb YPOBEHb KpeaTUHNHA He OTpaxaeT
PYHKLUN NOYEK A0 TOrO MOMEHTA, MOKa HE YCTAHOBUTCS
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naTonornyeckoe cocTosiHve (T.e. Yepes 2—3 AHs nocre
HacTtynnexus ON).

COBpEMEHHbIe acnekTtbl ANarHOCTUKU
OCTpPOM NOYEYHOMN HEeOJOoCTaTOYHOCTU

B HacTosiLLee Bpems B nuTepaType obcyxaaeTcsi Bo3-
MOXHOCTb MCMOMb30BaHNsi HEKOTOPbIX BOMapkepoB Ans
NpPOrHo3npoBaHus passutusa n ucxoga ONMH.

MpoBeaeHHble Ha CErogHs MHOIOYMCIIEHHbIE UCChe-
[OBaHUs Nokasanu ponb HeKoTopbIx 6enkos B Moye, OT-
HOCALLMXCS K rpynne GruoMapkepoB OCTPOro NoBpeXaeHNs
noyek, KOTopble MO3BONUIN Obl B Camble paHHWE CPOKM
AnarHocTnpoBaTb MaToNornio, YpOBEHb MOBPEXOEHNS
N CBOEBPEMEHHO NPUMEHUTL NnevebHble 1 peabunuta-
LIMOHHbIE MEPONPUATUS MO NPeaynpeXaeHN0 pa3BuTUs
XpOHM3auuy natonormyeckoro npouecca. Kaxagpin 6uo-
MapKep OTpaxkaeT onpeaeneHHbI ypoBEHb MOBPEXAEHNS
HedpoHa (puc. 1).

Ha cerogHsIlWHWA OeHb caMbiMy NEPCNEKTUBHbLIMU
B aguarHocTuke Ol y HOBOPOXAEHHbIX ABNAKTCSA:
nunokanuH-2, uHmepnelikud-18 (l1-18) e moye, monekyna
rnospexoeHus rno4ku-1 (KIM-1) u yposeHb yucmamura C
8 CbIBOPOIMIKE.

JlunokanuH-2 (nunokanuH-2, accoyuupoeaHHbIl
¢ HelimpodgunbHoU xenamuHa3ol, NGAL) sBnsetcs
MapKepoM OCTPOro MOBPEXAEHMS NoveK. YPOBHU B MoYe
1 nnasme KOppenupyrT, eCnv CUHTE3 nunokanuHa-2 no-
BbILLIEH.

JTo6as akckpeuuss NGAL B Mo4vy nponcxogouTt TOMbKO
Torga, Korga cBsidaHa:

1) c noBpexaeHMeM NPOKCUMarbHbIX peHarnbHbIX Ka-
HanbLeB, YTo NpegoTBpallaeT peagcopbumo NGAL

u/unu

2) ¢ noBbiweHnem cuHteza NGAL B nodkax de novo
[28].

OcobeHHO BbICOKas KOHLIEHTPaLMS B MOYe HabnogaeTcs
npu NPsSIMOV CEKPELMN 13 NOBPEXAEHHbIX KaHarnbues. PocT
KOHLIEHTpaLMKN nunokanvHa-2 B Moye Habntogaetcst npu
OCTPOW MOYEYHOWN HELOCTATOMHOCTM, OCTPOM TYOYnsipHOM
Hekpo3e unun TybynomHTepcTULmansHon Hecpponatum [29].

Proximal tubular injury:
Megalin-mediated proieins
+  NGAL

Urine cystatin C

L-FaBP
B2-microglobulin

o 1-microglobulin

RBP

B 8 ¥ @

Glomerular filtration:
1. Serum creatinine
2. Serum cystatin G

Proximal tubular injury:

Proximal tubular enzyme|
»  a-GST

o y-GT

«  NAG

*  AAP

AP

Other mechanisms:

KIM1

Exosomal fetuin A

NGAL — 6Genok ¢ monekynsipHon maccoun 25 k[da. B
noykax NGAL cBsidaH ¢ noTpebneHvem xenesa, CBA3aHHOM
C BOCCT@HOBMEHMEM U1 3aLLUTON OT MOBPEXAEHUNA, TaKUM
obpasom, NGAL siBnsieTca MapkepoM OCTPOro noBpexae-
HWMS nodek. MNpy noBpexaeHUn Moyek, UHAYLMPOBaHHOM
NCKYCCTBEHHbIM KpOBOODpaLLeHNeM, 1 Npu HedPOTOKCUYe-
CKOM MOBpeXAeHNM NoBbilLeHNe cuHTesa de novo NGAL B
KrneTkax NpoKCMMarbHbIX KaHanbLEB NPUBOAUT K PE3KOMY
BO3paCTaHMI0 KOHLEHTpaummn atoro 6enka n B Move, 1 B
cbiBopoTke. NGAL B Mo4e ObICTpO HapacTaeTt npu OCTpOM
NMOYE4HOM MOBpeEXAeHUN (Ha 1—2 OHSA paHbLUe, YeM KpeaTu-
HVH), NPV NOBPEXAEHNN PEHANBHBIX KaHarbLIEB MPOUCXOOUT
noBblweHne ypoBHs NGAL kak B ceiBopoTke (B 7—16 pas),
Tak 1 B Moye (B 25 — 1000 pa3). NGAL oTpaxaeT ocTpoTy
n TaxecTb npouecca [30]. Bbicokuin ypoBeHb BblAeneHus
NGAL ¢ Mo4ow sBnsieTcs NpeankTopoM HeONaronpuUsATHOro
ncxoga npu OMNMH. Haubonee abicokuli noepaHuyHbIl ypo-
eeHb NGAL 0nsi demeti — 100—135 Ha/mr.

KIM-1 (Kidney injury molecule-1) — noBepXHOCTHbIV
©ernok u3 cynepcemencTsa MMMyHOrMoOynvMHOB (monmcaxa-
PWAHBIN KOMMMEKC C UMMYHOTIO0YNIMHOM), HE COAEPXKUTCS
B MOYKax 3[0POBbIX NIOAEN, HO ero 04eHb MHOMO eCTb B
Nopa)KeHHbIX pas3nuMyHbIMK NaToNorMYeckuMn npouecca-
MU nodkax. benok Takke nssecteH kak TIM-1, nockornbKy
9KCMpPEeCCMPYeTCA Ha HU3KOM YpOBHE cybnonynaumnsmm
aKkTMBMpPOBaHHbIX T-knetok. KIM-1 akTuBupyetcs cunbHee
npo4Ynx 6enKoB Npv MOBPEXAEHNM KIETOK NMOYEK U NoKa-
NN30BaH MPEeUMYLLECTBEHHO B anukanbHOW MembpaHe
NPOKCUMarbHbIX ANMTENuanbHbIX KNeTok. MNocne noBpex-
nenHunst kaHanbues novek KIM-1 HaunHaeT BbIBOAUTLCA C
Mo4on. YeennyerHue Bbigenenus KIM-1 ¢ mo4von Gonee
cneundUYHO AN NWEMUYECKOro MNOPaXKeHUs NoYeK U He
3aBUCUT OT APYrMX NOBPEXAALNX (DAKTOPOB.

UumepnelikuH-18 (Interleukin-18, 11-18) oTHocutcs
K NMpoBOCNanuTenbHbIM LUTOKUHAM, BbipabaTbiBaeMbin
B MOYY NMPOKCUMasbHbIM TpyGyaTbiM anutenuemM nocrne
aencTeusa akTopoB HedpoTokeuyHocTu. Onpeaenexne
1I-18 B Mo4ye Mo3BONSAET ONpedenvTb Ha CaMon paHHen
cTagun NOYeYHoe MOoBpexAeHue, Bbi3BaHHOE ULIEMUEN
UM HePOTOKCUHAMMU.

Multiple locations:

1.  IL18-proximal & distal tubules

2. NHEZ3—proximal tubule, thick &
thin ascending limb

Distal tubular injury:
1. Hepcidin-25
2. nGST

Puc. 1. Buomapkepsbl OlMI, ykasbiBatoLye Ha NOBpeXaeHe B onpedeneHHbIX CTPYKTypax HedppoHa
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LucmamuH C He 9BNsieTCA HENOCPEACTBEHHO MapKe-
pPOM MapeHX1MaTOo3HOro NOBPEXAEHUS, & OTpaXkaeT n3me-
HEeHUs CKOpOCTH Ky6oukoBon cpunsrpaumm. LuctatnH C
B HacTosilee Bpems Npu3HaH MUPOBbIM MeOULMHCKUM
COOO6LLIECTBOM KaK CaMblli TOYHbIA 3HOOTEHHbBIA MapKep
ckopocTu knyboukoBor dounstpauum (CKD). B nocneaHve
rogbl NosiBUNMUChL Ny6nvkaumm o HeobxoamMmocTn Gornee
TOYHBIX aMnupu4ecknx dopmyn ans oueHkm CK® y ge-
Ten, YeM npeanoxeHHas B 1970-x rr. opmyna LBapua,
KoTopas 3aBblwaeT nokasatens CK®. pynnon yyeHbIx
n3 CLUA nog pykosogctBoM George J. Schwartz 8 2009 r.
Obina npepnoxeHa Hosasi amrnupuyeckas ¢popmyna Ons
pacyema CK® y demedl (1—16 51em), B KOTOPOWN Y4UTbI-
BalOTCS YpOBeHb UMcTatuHa C, kpeaTHUHa U MOYEBUHBI
B CbIBOPOTKe KpoBwu [31]:

GFR= 39,1 x [height/Scr]®%'® x [1,8/cystatin C]%2%* x
[30/BUN1®%0 x 1,099™ x [height/1,4]%188,

rae GFR — ckopocTb kny6oukoBon counstpaumm (Mn/mMun/1,73 m);
height — pocT (m); Scr — kpeaTuHuH cbiBopoTkM (Mr/an); cystatin
C — uucratuH C cbiBopoTku (Mr/n); BUN — a30T MOYEBWHbI KPOBM
(mr/on); male — ucnonb3oBaHne MHoxuTens 1,099 ana geten
MY>KCKOTO rorna.

Ha puc. 2 nokasaHbl y4acTku pacnpegeneHms uucra-
TvHa C no BO3pacTHbIM rpynnam, kateropun 24—48 Hep,
n 29—36 Hef OTHOCATCHA K recTauuMoHHOMY BO3pacTy
HEe[IOHOLLEHHbIX HOBOPOXAEHHbIX (3abop mMaTepuana B
1-” aeHb xn3Hu) [30].

Pesynbratom nccrnenoBaHus CoBpeMEHHbIX Buo-
mapkepoB OrlN, Takmx kak NGAL, KIM-1, [I-18 B moue
n yuctatmHa C B CbIBOPOTKE KPOBW Yy HOBOPOXAEHHbIX,
npoBegeHHoro Askenazi ¢ konneramu, ctan BbIBOA, YTO
HOpMaTUBHbIE 3HA4YEHUsI TEM BbiLLe, YeM BorbLue CTeneHb
HEOHOLWEHHOCTU (mabrn. 4). Takum obpasom, nccneno-
BaTensAM n KNMHMUUCTaM Heobxoammo GyaeT McxoauTb
13 napameTpoB recTaLMoOHHOro Bo3pacTta M Macchl Tena
npv pOXOEHWUN ANs afeKkBaTHOW OLEHKM U uTeprnpeTaumm
NONyYeHHbIX AaHHbIX [32].

HecMoTps Ha To 4TO gaHHble Buomapkepbl Mpo-
[OJKaT uccrenoBaTtb, ONPeaenss X HOpMaTtuBbl B
KaXgon koropte nauMeHTOB, CTano M3BECTHO O HOBbLIX
napameTtpax B guarHoctuke OTIl. Tak, HegaBHO B
«Critical Care» 6bIn1 onybnukoBaHbl pes3ynbTaTtbl UC-
cnegoBanHui knuHukn Maio (Mayo Clinic). OHu nokasanu
[Ba HOBbIX BMOMapkepa OCTPOro NOBPEXAEHUSA MOYEK,
KOTOpPbl€ MOXHO Nerko 06HapyxuTb B MOYe NauneHToB
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Puc. 2. Pacnpepenexune uuctatnHa C no BO3pacTHbIM rpynnam
Tabnuua 4
YpoBHu NGAL, KIM-1, 11-18 B moye n uncrtatuHa C B cbiIBOPOTKE KPOBM Y HOBOPOXAEHHbIX
B 3aBUCMMOCTM OT recTalMOHHOro Bo3pacTta
< 26 Hen 26,1—28 Hep 28,1—30 Hep 30,1—36 Hepg p-value
NGAL (ng/mL) 351 231 145 85 <0,001
(271, 456) (161, 333) (96, 218) (53, 134)
IL-18 (pg/mL) 42 41 30 67 <0,57
(2.0, 67) (21, 81) (14, 63) (29, 155)
KIM-1 (pg/mL) 226 158 155 143 <0,04
(184, 277) (117, 212) (112, 213) (99,207)
Cys C (ng/mL) 911 457 230 133 <0,01
(570, 1454) (195, 1069) (87, 608) (27, 657)
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[TIMP-2] - [IGFBP7] —

Urine TIMP-2 i
Urine IGFBP7 —i—
Urine NGAL —a—
Plasma Cystatin C IS
Urine KIM-1 —
Plasma NGAL — -
Urine IL-18 ———
Urine pi-GST —
Urine L-FABP SRS | ASE—
| I I
0,5 0,6 0,7 0,8 0,9

Puc. 3. Koppensauust mapkepos OlNIM ¢ passutuem O

npuMepHo Ha 12—36 4 paHblue, YeM cyllecTByloLmne JINTEPATYPA
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Pedpepar. BpoxaeHHbii HedbpoTudeckuii cuigpom (BHC) saBnsietca pegkmum 3aboneBaHneM novek, xapakrepuayoLwmics
TSDKENOW NpPOTenHypuen, rmnonpoTemHemMme 1 otekamu, Habniogatowmecsi cpasy nocne poxaeHusi. B 6onblumHcTBe
crnyyYaeB OH OBYCMNOBMIEH reHEeTUYeCKM OnocpeaoBaHHbIMU AedekTamy KOMMOHEHTOB roMepynspHoOro dunsrpaum-
OHHoro Gapbepa, ocobeHHO HedpuHa ¥ nogouunHa. BHC mMoxeT Takke ObiTb YacTbio Kakoro-nmbo cuHapoma mnm
BbI3BaH nepuHaTanbHoOM MHgekumen. MiImmyHocynpeccuBHas Tepanusi He apPekTUBHa Npu reHeTUYecKnx popmax
BHC. TpaHcnnaHTauusi novek sBnseTca eaAMHCTBEHHbIM 3hdEKTUBHBIM neveHreM. Nepen npoBegeHnem onepauum
crnegyert NpoBeCTU KOPPEKLMIO rnnoansbymmHeMmn. MnepkannopuinHHasa aneta siBnsieTcs O4HON M3 cocTaBnsoLlen
B BEAEHWNMN 3TWX BOMbHbIX, @ Takke KOPPEKUMs rMnoTmpeosa, MMHeparnbHbIX HapyLueHuii, npodunaktrka Tpombo3oB
N MHGEKLMOHHBIX ocnoxHeHui. Micxon naumeHToB ¢ BHC 6e3 cepbe3Hbix aKCTpapeHarbHbIX OCNIOXKHEHWUIA CPaBHUM C
NCXOA0M APYrvX rpynn naunMeHToB nocne TpaHcnnaHTaumum noYxu.

Knroyeenbie cnoga: NpoTeENHYpUS, HEPPOTUYECKNA CUHOPOM, HE(PPUH, NOAOLMH, TPaAHCNNaHTaLNS NOYKN

ONGENITAL NEPHROTIC SYNDROME:
ETIOLOGY, DIAGNOSIS, TREATMENT (literature review)

EDITA K. PETROSYAN

Abstract. Congenital nephrotic syndrome (CNS) is a rare kidney disorder characterized by heavy proteinuria,
hypoproteinemia, and edema starting soon after birth. The majority of cases are caused by genetic defects in the
components of the glomerular filtration barrier, especially nephrin and podocin. CNS may also be a part of a more
generalized syndrome or caused by a perinatal infection. Immunosuppressive medication is not helpful in the genetic
forms of CNS, and kidney transplantation is the only curative therapy. Before the operation, management of these
infants largely depends on the magnitude of proteinuria. In severe cases, daily albumin infusions are required to prevent
life-threatening edema. The therapy, also includes hypercaloric diet, thyroxin and mineral substitution, prevention of
thrombotic episodes, and prompt management of infectious complications. The outcome of CNS patients without major
extrarenal manifestations is comparable with other patient groups after kidney transplantation.

Key words: proteinuria, nephrotic syndrome, nephrin, podocin, kidney transplantation.

poxaeHHbIn HedppoTuyeckmut cuHgpom (BHC) —  Ha npoTskeHun OecAaTUneTuin B NoMoLlb NpakTUYecKum

COCTOSIHWE, XapaKkTepuayloLleecs BblpaXeHHoW  BpadaM. OgHako nocregHue nccnefoBaHus 4EMOHCTPU-
npoTenHypuen, runoansObymMMHeMmen n oTekamu, Ha-  PYIOT, YHTO MHOTUE reHeTu4eckme aedekTbl, ABnsoLLMecs
GniojatoLimecs B TedeHVe NepBbiX TPEX MecsUeB nocne  npuynHon pa3sutust BHC, MoryT nposiBnsATbCA B pasHOM
poxaeHus. Hedpotunyeckut cungpom (HC), BbisiBNeH-  BO3pacTe, TeM CaMbIM CTaBs MO COMHEHUSI UCTIONb3yeMYHO
HbIA CNyCTA TPW Mecsua, HO B TeYeHWe MepBoro roga B HacTosLee Bpems knaccudumkaumio BHC, nockonbky Bce
(4—12 mec), onpepeneH kak MHdaHTuNbHasa copma HC.  Tpu hopMbl xapaKkTepusytoTcs 06LLEel STUOMOMMEN, KITNHN-
Wpounonatuyecknit HC HabniogaeTtcs B AeTckom Bo3pacTe kol u ucxogom HC (mabnuuya). CoBepLUEHHO 04eBUAHO,
nocne roga [1]. 3T onpegeneHns GbiNM UCMONb30BaHbl  YTO Takoe AeneHne HC B GonbLuei cTeneHn onpeaeneHo
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