PA3JIOJIBKUHA T. U., IYJIEIIMHA A. B.
CTPYKTYPA BPOXKXJIEHHBIX HE®@POITATUM
Y IETEW B PECITIYBJIMKE MOPJIOBUS
AHHoTamus. B craTbe omucaHbl pe3yiabTaThl PETPOCHEKTHBHOrO aHaimm3a 30 ucTtopuid
OOJIe3HM JIETeH C BPOXKICHHBIMH HedpomaTHsMU B Bo3pacTe OT 2 CyTok a0 17 mer. BpoxaeHHbIC
Hedponaruu y neteii B Pecriybnnke Mopaosust 3a mepuos ¢ 2015 r. mo 2022 r. Gosiee ueM B IOJIOBHHE
ciryyaeB (60%) ObLIM AMAarHOCTHPOBAHBI NMPHU OOCIICAOBAHUH IO MOBOAY APYrOil MAaTOJOTUU U MO
oOpamaemoctd. B cTpykType BpokIeHHBIX Hedpomatuil y Jereil mnpeobiaganud aHOMAIUU
muddepennupoBku modyek (50%), mpencTaBiIeHHBIE, B OCHOBHOM, KHCTO3HOW [UCIUIa3Hedl u
tyoymnonatusmu (20%). BpoxaeHHbBIE TIOMEPYJIONAaTHH U TyOyJIOIMaTHH ObLUTH TUArHOCTHPOBAHBI B
MIEPBBIC TPH I'0JIa XKU3HHU, B TO BpeMs KaK aHOMaHs ()OPMUPOBAHUS MOYCIHON TKAHU C ACPUITUTOM
napeHxuMbl (HOpMOHEe(ppOHHUYECKas THUMOIIa3us) u Oojee ueM mojoBHUHaA ciy4yaeB (64,3%)
KHCTO3HOM NUCIUTa3uK ObLTN BBISIBICHBI MOCHE 4 JIeT.

KiroueBble ¢JI0Ba: JeTH, BPOKICHHBIC HEPPOMIATHH, AHOMATHH JU(PHEPSHIIUPOBKHU TOUYECK.

RAZDOLKINAT. I, SHULEPINA A. A.
STRUCTURE OF CONGENITAL NEPHROPATHIES
IN CHILDREN OF THE REPUBLIC OF MORDOVIA
Abstract. The article describes the results of a retrospective analysis of 30 patient histories of
children with congenital nephropathies aged from 2 days to 17 y/o. The majority of cases of
congenital nephropathies in children of the Republic of Mordovia for the period of 2015-2022 were
diagnosed during examination for other pathologies and upon referral (60%). The structure of
congenital nephropathies in children is dominated by anomalies of kidney differentiation (50%)
represented mainly by cystic dysplasia and tubulopathies (20%). Congenital glomerulopathies and
tubulopathies were diagnosed in the first three years of life, while an anomaly in the formation of
renal tissue with parenchyma deficiency (normonephronic hypoplasia) and more than half of the cases
(64.3%) of cystic dysplasia were identified after 4 years of age.

Keywords: children, congenital nephropathy, renal differentiation anomalies.

BBenenue. 3a601eBaHNs MOYEBOM CHUCTEMBI CPEI TTATOJIOTHH JIETCKOTO BO3pACcTa 3aHUMAIOT
0JTHO u3 Beaymux no3unuid. B Poccuiickoit deaepanmu 3a0071€Ba€MOCTh OPraHOB MOYEBOU CHCTEMBI
BapbupyeT oT 12 10 187 Ha 1000 neteit, cocraisis B cpeanem 73,0 Ha 1000 nerckoro HaceneHwust [1].
OpHOl M3 BaxHBIX MPOOTEM METUATPUU SIBISETCS MpoOIeMa BPOXKACHHBIX 3a00JIeBaHUN TOYEK,
HUMEIOIINX MaJOCUMIITOMHOE TCUEHHE C TOTepeH PyHKIUH yxKe B JeTcKoM Bo3pacte [2; 3]. AHaTomo-

¢dusnonoruueckre 0COOEHHOCTH OPraHOB MOYEBOM CUCTEMBI Y JI€TEH pa3IMUHbIX BO3PACTHBIX TPy



BO MHOIOM HPEAONPENEIAIOT XapakTep MaTOJIOTMU M CHEHM(UKY KIMHUYECKOTO TE4YEeHHUs
3aboneBanus. Ha om0 aHOManuidi pa3BUTHA MOYEK U MOYEBBIX MyTEH MPUXOAMUTCS A0 TMOJIOBUHBI
BCEX BPOXKJIEHHBIX NOpokoB y nereil. I[lo craructuyeckum nanueiM, 10-14 % nerel poxaarorces ¢
Pa3IMYHBIMU aHOMAIHMSIMHA MOYETIONOBBIX OpPraHoB [4].

Bpoxnennsle Heppomatuum BO3HMKAIOT B pe3yjbTaTe BO3ACHCTBUS  HKOJOIMUYECKH
HEOJAronpusATHBIX  YCIOBHI, HACJIEACTBEHHOCTH, BHYTPUYTPOOHBIX WH(MEKUUH U APYrux
HETaTUBHBIX (PaKTOPOB B NEpHOA 3MOpHOHANBHOrO pasButHs pedenka [5]. Kpome toro, k
HapylIEHUIO BHYTPUYTPOOHOTO pa3BUTUS IJIOAA MOXET CIOCOOCTBOBAaTh HEOJIAromnoIydHbli
comatnyeckuii (o y Marepu [6; 7]. BO3HHKHOBEHHIO MATOJOrMYECKHX M3MEHEHHIl B OpraHax-
MUIIEHSX, B TOM YHCJIE€ U B TMOYKaX, CHOCOOCTBYIOT MH()EKIIMOHHBIE U TUIOKCUYECKHE (PAKTOPEI,
BBI3BbIBAsl HApYLIeHNE MOpdoreHe3a u GopMUPOBAHNE PA3THYHBIX BAPHAHTOB BPOXKIECHHBIX TOPOKOB
passutus [7].

[TocnencTBust mopakeHHUsI MOYEK B PAHHEM JETCKOM BO3pacTe HACTOJIIBKO 3HAYMMBI, 4TO
CBOEBPEMEHHAs WX JAUArHOCTUKA SIBIISIETCS IPOOIEMOI HE TOIBKO METUIIMHCKOTO, HO M COLTUAIIEHOTO
xapaktepa [7]. B aToii cBsi3u nmpoduIaKTHUECKOE HAMPaBJICHUE B AETCKOM HE(PPOIOTUH MOXKET ObITh
ONTUMHU3UPOBAHO M3YUYEHHEM YacTOThI, CTPYKTYPbl HE(pOMaTUil B pa3IMYHBIX PErHMOHAX CTPaHbI,
YTO MO3BOJIsIET OOOCHOBAHHO pELIaTh OpraHU3allMOHHbIE BOMPOCHI MEPBUYHOM NPOPUIAKTUKU
XPOHU3ALMU TeUEHUS 3a00JI€BaHUM MOYEK C yUETOM TEPPUTOPUATIBHBIX OCOOEHHOCTEH.

Heab padoThl: OLEHUTH CTPYKTYPY BpPOXKIEHHBIX Hedpomatuil y gereil B PecmyOnuke
Mopnosus.

Marepunansl u MmeToabl o0ciaenoBanus. [Iposenen perpocnekTuBHbIN aHann3 30 ucropuii
0oje3HU JeTel, HaXOJMBIIMXCS Ha CTAllMOHAPHOM JIEYEHMH B HEPPOJIOTMYECKOM OTAEIECHUU
roCyIapCTBEHHOTO OIOKETHOTO yUpeKIeHUs 3apaBooxpaneHus: Pecriyonuku Mopnosus «Jletckas
pecnyonukanckas knuHudeckas 6onbHuLa» (I'BY3 PM «JIPKby) r. Capancka ¢ 2015 r. mo 2022 r.
10 TIOBO/LY BPOX/IEHHOM 1matoyioruu noyek. Jleouek 6su10 13, ManpunkoB — 17. Bo3pact nanueHToB
Ha MOMEHT BBISIBJICHUS MMATOJIOTMU COCTABHII OT 2 CYTOK 10 17 Jer.

N3ydanucek cnexkTp *ajnob, JaHHble aHaMHe3a 3a00JIeBaHUS U JKU3HHU peOEHKa, pe3ysbTaThl
na0opaTOpHbIX (KIMHUYECKUH aHalu3 MOYM, KIMHUYECKUMH aHalu3 KpOBH, YPOBEHb B KPOBH
MOYEBHUHBI, KpEaTUHUHA, OLIEHKA CKOPOCTH KIIyOOouKoBOH ¢ruibTparuu 1o popmyie [lBapia, mpoda
3UMHHIIKOTO) U MHCTPYMEHTAIBHBIX (yabTpa3BykoBoe uccienoBanue (Y3M) modyek U MOYEBOTO
My3BIPS; IKCKPETOpHas yporpadusi) nucciae1oBaHuil.

Cratuctuyeckas oOpa0oTKa BKIJIIOYala aHAJIM3 YacTOTHl BCTPEYaeMOCTH Npu3Haka. Jlis
OIIpeeNIeHUs] 3HAYMMOCTH Pa3Indui NCII0JIb30BaIH t KpuTepuil CThIOJEHTA.

PesyabTarhl HcciieoBaHUA W HX O0O0CYy:KIeHHMe. YCTAaHOBJIEHO, YTO BPOXKICHHbBIC

He(dponaTuu HECKOJIBKO Yalle OTMEYaINCh Y MabuuKoB (56,7%), ueM y neBouek (43,3%).



AHomanusa ~ (GopMHUpOBaHMS ~ TMOYEYHOW  TKaHHU € JePUUUTOM  MAPEHXUMBI
HOpMOHE(POHUYECKasi THUIIOIJIa3us) JIuarHoctupoBana B 16,7 % cioydaeB (B TOM 4HCIe
MpaBOCTOPOHHsA runomiasuss — B 10%, neBocTtopoHHsAss — 6,7% ciay4daeB); aHOMAaJIHHU
muddepeHUpoBKU (CTPYKTYphl) mouek B 50% ciydaeB. Y 13,3% neteil BbIABICHBI BPOXKICHHBIE
HacJIeICTBEHHBIE TIIomMepynonartuu, B 20% ciaydaeB 1MarHOCTUPOBAHBI TYOYJIONATHH.

Hopmonedponndeckass runoriazus MO4YeK W aHOMaiuu AU¢(GEpPSHIMPOBKU IMMOYEK 4Yalle
OTMEUAJIUCh Y MAJIBYMKOB, UeM y AeBoYeK (cooTBeTcTBeHHO 60 u 40 %), a TyOynomnartuu — yamie y
JeBOYEK (COOTBETCTBEHHO 66,7 1 33,3 %).

HeoOxoaumMo OTMETHUTb, YTO aHOMaIMH JU(PGEPSHIIMPOBKU MOYeK (n = 15) 3HAYUTEIIBHO
vare (93,3%; p <0,001) ObLIM mpeacTaBiIeHbl KUCTO3HOM JAUCILIa3ue, HecKoabko vamie (53,3%)
JTUAarHOCTUPOBAHHOM Yy MaJIbYMKOB 10 CpaBHEHUIO ¢ AeBoukamu (40%).

VY 4 manueHToB ¢ BPOXKIEHHBIMH HACJIEICTBEHHBIMU TTIOMEPYJIONATUAMU Y 3 MaIbYUKOB ObLI
JMArHOCTUPOBAH CUHAPOM AJbIOPTA (HACTIEACTBEHHBIN HE(DPUT) U y OJTHOM AEBOYKU — T€HETHYECKH
00yCIIOBJICHHBIH HEPPOTHUECKUI CHHAPOM.

N3 mectm TtyOynmonatuii B monoBuHe ciydaeB  (50%) ObL1  IMArHOCTUPOBaH
runodochareMruueckuii paxuT U MO OJHOMY CIIy4ar0 — LHUCTUHO3, HEPPOTECHHBIN HecaxapHbIH
nuaber, movyeyHas rioko3ypust. [Ipu 3ToM modedHas rimroko3ypus U He(POreHHBIH HecaxapHbIN
IrabeT OTMEYATNCh Y MaJbuuKOB, TUIO(oc(haTEMIUECKUIT paXUT U IUCTUHO3 — y JICBOYEK.

Hacnencreennocts no 3a00sieBaHUSM OpPraHOB MOUYEBOI CHCTEMBI Oblia OTAroleHa Oosee
yeM y mnonoBuHbl (53,2%) nereil. Cpeam KOTOpBIX MOJMKHUCTO3Has Oosie3Hb mouek (30%),
MouekameHHas OonesHb (10%), runomnasus nouku (3,3%), xponndeckuit nuenonedpur (3,3%),
xpoHuueckuit rmomepynonedpur (3,3%), remarypust HeyrouHeHHOTO TeHe3a (3,3%).

[Tpu aHanm3e CTPYKTYPHI BPOXKACHHBIX He(pONaTHii B 3aBHCUMOCTH OT MECTa JKUTEIILCTBA,
yCcTaHOBJIEHO, uTo B CapaHcke mpoxuBanu 26,7% nereid, B paitonax Mopaosuu — 73,3%.

[Toutn B monoBuHe ciyuyaeB (46,6%) BpoxkaeHHbIE HEPPONATUN OBUIM AUATHOCTUPOBAHBI B
rpyaaoM (16,6%) n paraeM Bo3pacte (30%). B Bo3pacte 4—6 net (16,7%) u 7—11 ner (16,7%) 6bu10
nuaraoctupoBano 33,4%. Ha Bo3pact 12—17 ner npuxoautes 20 % (12—14 ner — 13,3%; 15-17 ner
—6,7%).

Obparaer Ha ceOst BHUMaHUE, YTO €CJIM BPOKACHHBIE INIOMEPYJIONaTHH U TyOyIonaTHH ObLITH
JIMAarHOCTHPOBAHBI B TMEPBBIE TPH Tojla JKU3HHU, TO THIIOIUIA3Ws M OoJjiee YeM IOJIOBHHA CITydaeB
(64,3%) KUCTO3HOM AWCIUIa3UU OBLIN BBISIBJICHBI ITOCHE 4 JIET.

B 40% cnyuyaeB BpoxaeHHbIE HE(pporaTHH ObUIM AUArHOCTUPOBAHBI 1O AaHHBIM Y 3U (B TOM
qucye MPH IJIaHOBOM ucciieoBanuu — B 30% ciyuaeB u npu nposenenun Y 3U no nmoBoxy 6osneii B
xuBote — 10% ciydaeB), moutu y Tpetu nereit (26,7%) — B pe3ynbTaTe 00CIeIOBaHUS B CBSI3H C

M3MEHEHUSAMHU B aHaJIM3ax Mo4H (B ToM uucie B 16,7% ciydaeB BoigBieHHbIMH Ha ¢done OPBU u
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10% — npu mIaHoBOM HccienoBaHuu), B 16,7% ciaydaeB — npu 00cIe10BaHUU 1O TOBOY APYTUX
3aboneBanuid U B 13,3% — mo oOpamaeMocTH B CBSI3M C BapyCHOH Jedopmanueil HIKHHX
koHnewynoctelt (10% ciydae), nmonuypueit, monmuauncueit (3,3% ciyuaes), B ogaoM cirydae (3,3%)
maroyiorusi  (KUCTO3HAas  JWCIUIa3Wsl) Obula  BBISIBJICHA  BHYTpUYTpoOHO. HaGmromaembie
CTaTUCTUUYECKUE JaHHbIC CBUJCTEIbCTBYIOT O CIIO)KHOCTSAX JIMAarHOCTUKU BPOXKIEHHBIX HeponaTHii
B PaHHEM JIETCKOM BO3pacTe U YKa3bIBAIOT HA HEOOXOIUMOCTh MOJCPHHU3AIMH HHCTPYMEHTAIBHBIX
METOJ0B MCCIIEIOBAHUN B aKyLIEPCKOU IPAKTUKE IIyTEM ITOKIIOUYCHNUs THHOBALMOHHBIX PEIICHU,
B YacTHOCTH, ipu Y 3.

Ha momenT nuarnoctupoBanus 3aboneBanus y 3 (10%) nereit ¢ kucto3HOU auciiiasueit (B
BO3pacTe 2 CyTOK, 3 rojaa, 6 JIeT) OTMEYajoch HapylmieHHe (yHKIHUU TOYEK MO0 OCMOTHYECKOMY
KOHIICHTPUPOBAHUIO, COUETAIOIIEECS] B OJJHOM CIlydae C MOBBIIICHUEM COJCP)KaHUS MOUYEBUHBI B
KpoBH 710 12,9 mMMmonb/n. YBelnuyeHue ypoBHsS KpeaTWHHHA B KPOBM HAa MOMEHT BBISBICHUS
NaTOJIOTMU HE OTMEYaJIOCh.

YcraHosineHo, uto y 63,4 % nanueHToB ObUIM BBISBIEHBI COITYTCTBYIOLIME 3a00JI€BAHUS CO
CTOPOHBI OpraHOB MOYEBOM CHUCTEMBbI, MEHEe 4eM B MoJoBHHE ciydaeB (43,3%) ormeuanach
COITYTCTBYIOIAs MAaTOJIOTHSI CO CTOPOHBI KENyI0OUYHO-KUILIEUHOro TpakTa, y 23,3% 60ibHbIX ObLIa
JMarHOCTHPOBAHA MATOJIOTUS CO CTOPOHBI CEPIE€YHO-COCYAMCTON CUCTEMBI.

Co cropoHbl OpraHoB Mo4eBOW cuctemMbl B 16,7% cioyyaeB oTMmeuanach HHQEKIUs
MOYEBBIBOAAIIMX IyTeH, B 13,3% — HeliporenHast aucyHKLMsg ModeBoro my3sips, B 10% — ynBoeHue
nouek (6,7% — ynBoeHue JeBoi MoukH, 3,3% — ynBoeHue odeunx rnoyek), B 10% — runepokcanarypus,
B 6,7% — noGaBouHas mouedHas aprepus U B 6,7% — IMy3bIpHO-MOYETOYHHUKOBBIA peduiiokC B
THITOTUIA3UPOBAHYIO TIOUKY.

Co CTOpOHBI KEITyTOYHO-KUIIEYHOTO TPAaKTa OTMEUYAINCh XPOHHYECKHH TacTPOIYOJCHUT
(26,7%), ractposzodareanvHas ~ pedrokcHas — Oonme3nb  (10%),  s3BeHHas  OOJIe3HbB
IBeHaANaTUnepcTHol kumku (3,3%), cuaapom XKunnbepa (3,3%).

[TaTonorust Co CTOPOHBI CEPACUHO-COCYAUCTON CUCTEMBI ObLIa npejcTaBieHa B 20% cirydaes
MaJIBIMA aHOMAJIMSMHU Pa3BUTHSI CepAla (JIOTONHUTENFHBIE XOPJbI JIeBOro kemymouka — 10%,
npoJiaric METPAJIBHOTO Kianana — 6,7%, OTKpeiToe oBanbHOe OkHO — 3,3%), B 3,3% ciyyaeB —
MHOKapAUOAUCTPOPHUSIMH.

Kpome Toro, mo ognomy ciyqaro (3,3%) oTMeHyanuch: KamwiisipHas aHTHOIUCTIIA3HS KOXKH,
KHCTO3HAs JWCIUIA3Ms TOJIOBKM TpHIATKa SMYKa, BPOKACHHAS nedopManus TPYAHOH KIIETKH,
SIUIIETICUS, COAPYKECTBEHHOE KOCOIJIa3HeE.

BeiBoabl. 1. [To ganneiM Hedponorudeckoro otaenenus [ bY3 PM «/IPKb» B cTpykrype

BpOXKJICHHBIX HedpomnaTuii y nereid B Pecnmybiauke MopaoBust 3a nepuon ¢ 2015 1. mo 2022 r.



npeobnaganu anomanuu auddepenuupoku mouek (50%), mpencTaBiIeHHbIE, B OCHOBHOM,
KHCTO3HOU nucruiasueit u tyoymonarusmu (20%).

2. BpoxeHHbIe TII0MepYJIoNaTui U TyOylonaTuu ObUTH TUATHOCTHPOBAHBI B TIEPBBIC TPU
roja >KM3HH, B TO BpeMsl Kak aHOMaiusi pOPMUPOBAHUS [TOUEYHON TKAHU C ACPUIUTOM MMaPEHXUMBI
u 6osee yem nosoBuHa cirydaes (64,3%) KUCTO3HOM AUCIIIa3uu ObUTH BBISIBICHBI TIOCTE 4 JIET.

3. Aromanwust GopMHPOBAHUS MOYCYHON TKAHU € Ie(HUIIMTOM MAPSHXUMBI TOYEK U aHOMAIIUU
TG GEepeHIIMPOBKYA TMOYEK HECKOJIBKO 4Yalle OTMEYAINCh y MAJBUYUKOB, Ye€M Yy JIEBOYCK
(cootBercTBeHHO 60 U 40 %), a TyOy/IOMaTHH — Yalle y AeBOYeK (COOTBETCTBEHHO 66,7 u 33,3 %).

4. Bpoxnennsie Hedponatuu y aereil PecnyOnuku MopnoBusi 3a aHaJIM3UPYEMBbIil IEpUOJT
Oosee yem B monoBuHe ciydaeB (60%) ObLIM BBISIBICHBI MPU OOCIEIOBAHUU IO MOBOAY IPYTOi

MaTOJIOTUHU U TI0 00PAIaeMOCTH.
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