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HUIUONATHYECKAS MEMBPAHO3HASI HE®@POIIATHA YV JETEN: KITMHUYECKOE

TEYEHHME U ITPOT'HO3

OI'BY Hayunslii uentp 3n0posbs aereit PAMH, 119991, MockBsa, JloMoHOCOBCKHUI TPOCTIEKT, 2, ¢Tp. 1

IIpedcmasnensi darHvle pempocnekmusHo2o ucciedosanus 20 demeti ¢ UOUONAMUYLECKOU MEMOPAHO3HOL Hedhponamu-
eul. Meouana sospacma oebroma cocmasuna 9,1 2ooa (unmepksapmunvhulii pazmax 4,5—12,5). 3abonesanue nposeis-
JI0Cb NONHBIM Hedhpomuueckum cunopomom y 13 oemetl, Henonnvim — y 7. Buvisigneno, umo nenonnulil Heghpomuueckutl
CUHOpOM uawe ecmpeuaemcs y demelil cmaputeeo go3pacma. 3a epems nHabmodenus (meouana 28 mec) HUKmMoO He 00-
cmue 1=V cmaouii xponuueckoii bonesnu nouek. Tepanus dviia 6onee s¢pghexmusnoil y demeii 6 sozpacme maaouie 8
nem. Membpanosnas negpponamust — pedkoe 3abonesanue novex y demet, cocmasiusiowee 4,5% om 6uoncuposanvix no
10800y NEPEUUHBIX 2IOMEPYIONAMULl, HAUbOIee YACNO NPOAGIAIOUCeCsl HePPOMULECKUM CUHOPOMOM U XAPAKMepU3yIo-
wjeecs MeONeHHbIM NPO2PecCUPOBaAHUEM.

KnwdyeBbie cnoBa: membpanosuas wepponamus, demu, KIUHUKO-MOPPOLocuUecKue OaHHble, XPOHUYECKAs 00-
JIe3Hb NoYeK

T.S. Voznesenskaya, T.V. Sergeeva
IDIOPATHIC MEMBRANOUS NEPHROPATHY IN CHILDREN: CLINICAL COURSE AND PROGNOSIS

Federal State Budgetary Institution “Scientific Center of Child Healthcare” of the Russian Academy of Medical Sciences, 2, build 1.,
Lomonosov avenue, 119991, Moscow

Data of a retrospective study of 20 children with idiopathic membranous nephropathy are presented. Median age at
onset was 9.1 years (interquartile range 4,5-12,5 years). The disease was manifested with full nephrotic syndrome in 13
children, with incomplete syndrome - in 7 cases. Incomplete nephrotic syndrome was found to be more frequent in older
children. During follow-up (median 28 months), no one has reached 3rd-5th stage of the chronic kidney disease (CKD).
Therapy was more effective in children younger than 8 years old. Membranous nephropathy - a rare kidney disease in
children, accounting for 4.5% patients undergone biopsy due to primary glomerulopathy/ This disease is most often
manifested by nephrotic syndrome and characterized by slow progression.

Keywords: membranous nephropathy, children, clinical and morphological data, chronic kidney disease

eMOpaHOo3Has HedpomaTHs SBISETCS PEAKON
NPUYMHON HE(YPOTHYECKOTO CHHIPOMA Y Jie-
teit [1, 2], xota cocrasmser okoio 20-40%

py He()POTHIECKOM CHHIPOME Y B3pOCIBIX [3, 4].
MemOpaHo3Hast HepomaTHsi MOKET HAOIIONAThCS Y
OOJIBHBIX C CUCTEMHOI KPacHOH BOJTYAHKOM, FeaTUTaMu

Jlnsi koppecnonaenuuu: Bosuecenckas Tamvsana Cepeeesna, KaHn.
MeJl. HayK, CT. Hayd. coTp. Hedposoruyeckoro ota-uust HUU neanarpun
HII3/] PAMH, e-mail: voznesenskaya@nczd.ru

B u C, mansipueit, ceprnoBUIHO-KIETOYHON aHEMHUEH, TIOC-
Jie BO3/IEHCTBHS Ha OPTaHU3M TSDKENBIX METaJIoB (30-
JIOTO, PTYTh) WU JIEKAPCTBEHHBIX CPEJICTB (TIEHUIUILI-
amuH) [5, 6].

Wpnonarnyeckas MeMOpaHo3Has HedponaTus y Jie-
TeHl IJI0XO M3yYeHa B OTHOILCHMHU IPOTHO3a U 3¢dek-
TUBHOCTH TEPAIHU U3-3a MaJOYHCICHHOCTH TPYIII.

BerpegaeMocTh, KITMHUYECKHE TIPOSBICHUS M UCXOX
MeMOpaHO3HOW He(ppPOIaTHH MOTYT 3aBUCETh OT HCCIIe-
JlyeMOH TOIyJISIUY.
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Martepuans U METOJbL

MBI IpoaHaIM3NPOBAIN KIIMHUYECKHE JJAHHBIE U pe-
3yJbTaThl TUCTOJIOTMYECKOTrO uccieaoBanus y 20 nereii ¢
MeMOpPaHO3HO# HepomnaTrueil, TMarHoCTUPOBAHHON TTPU
O6uorcuy MOYKM W TMPOU3BEAEHHOW y 443 manueHros,
00CJIeZIOBABIINXCS MO MOBOLY NMEPBUUYHBIX IJIOMEPYIIO-
naruii B Heposornueckom otaenennn HUW neauarpun
PAMH c 1975 no 2009 1. ITariueHThI ¢ BTOPUYHON MeM-
OpaHo3HOW HedpomaTHed OBUTH MCKIIOUEHBI U3 HCCIe-
JIOBaHUSI.

Y4YUTBIBaJIMCh CIENYIOIKME JaHHBIE: TT0JT; BO3PAcT Jie-
610Ta; He(ppOTHUECKUN CHHAPOM; IPOTEHHYPUS; TeMaTy-
PpHSL; apTepHatbHas THIIEPTEH3HUS; CKOPOCTb KITyOOUYKOBOM
¢unbrpamuu (CK®D) B nedrore; crtaaus MeMOpaHO3HOM
HepomaTuy Mo JaHHBIM 3JIEKTPOHHOM MHKPOCKONHNH;
HaJIMYME ME3aHTHaIbHOU Mpoiudepanuy, CKIepoTHIe-
CKUX U3MEHEHUH IJIOMEPYIl, MHTEPCTULIMA U AUCTPODUH
KaHaJbIIEB.

Xponnueckas 6one3ns mouek (XbII) Opima kmaccu-
¢unuposana cormacio NKF-K/DOQI [7]. Hebobiiioit
cuuTasnack nporeuHypus ot 100 mr 1o 1 r B cyTkH, yme-
peHHo# — ot 1 110 2,5 T B CyTKH, He(pOTUIECKOI — OoIee
2,5 T B CyTKH.

Hedpornueckuil cuHIpoM ycTaHAaBIMBAJICS IPHU TH-
noansOymMuHeMun < 25 1/1 U He(ppOTHIECKOM YpOBHE
MPOTeHHYpUHN. ApTepranbHas TUNEPTEH3Us TUarHo-
CTHpOBajach, €CIM yPOBEHb apTEPHUATBHOTO JaBIICHHS
ObUT BhIIIE 95-T0 NMEPUEHTHIIS A JaHHOTO BO3pacTa U
ojIa WM eCIM PeOeHOK MOoJydaj FMIOTeH3UBHbIE Mpe-
naparsl, 3a UCKJIFOUCHHEM MHIMOUTOPOB aHUI'MOTECH3UH-
[peBpallaoero GpepMeHTa, Korna OHM Ha3HA4daluch C
AQHTUIPOTEUHYPUUIECKOH M HE(QPOIPOTEKTUBHON LIEIIbIO
MIpU OTCYTCTBUU TUIIEPTOHUH. Pe3ynbTaThl maToreHeTH-
YEeCKOH Tepanyy OIEHUBAIHN KaK MOJIHYI0 PEMUCCHIO, Ya-
CTHYHYIO peMHccHIo 1 oTcyTcTBHE 3 dekra. [Tomnas pe-
MHCCHsI XapaKTepH30Bajlach HOpMaJlu3alliell aHaJlIn30B
MOYHM M KPOBH HApsITy C BOCCTAHOBICHUEM (QYHKIIHH M1O-
yek. YacTuuHasi peMUCCHs BbIpakanach B YMEHBIIEHUN
MPOTEHHYPUH 10 HEOOJIBIION M HOPMAJIM3aLlul YPOBHS
CBIBOPOTOYHOTO albOyMHUHa, B CHIDKeHHUH B 5—10 pas
reMaTyprH, HOpMaJTU3aIiy apTepHUaTbHOTO JAAaBICHUS U
¢ynkumii nouek. [Ipu orcyrcTBum 3¢ hexra nepedncieH-
HBIE CUMIITOMBI COXPaHSITUCh W/HIIH MPOTPECCHPOBAIIH.

Bce nannbie 00pabOTaHbI CTATUCTUYECKU C TTOMOLIBIO
nakera mporpamm Statistica, Bepcust 6. JlaHHble mnpen-
CTaBJICHbl KaK MeIWaHa ¥ HMHTEPKBApTWIBHBIN pa3mMax,
YUHTBIBAS, YTO UX paclpenesieHue OblI0 OLIMYHO OT HOp-
MaJIBHOTO. 3HAYUMOCTb PA3IMUYUM MEX1y IpylrnaMu Uit
KOJIMYECTBEHHBIX TIEPEMEHHBIX OIEHWBAIIN TI0 KPUTEPUIO
Manna—Yutau (U-xputepuii), 11 KaTeTopHaIbHBIX — TI0
TOYHOMY JIByCTOpOHHeMy Kpureputo @umepa. Craructu-
YeCKH 3HAYUMBIMH CUUTAIUCH pasiuyust npH p < 0,05.

PesynbTaTsel u oO0CcyxXaeHHUE

Wnonomarndeckas MeMOpaHo3Hass Heponarus Obura
BeIsiBIeHA y 20 gereii (12 manpuukoB U 8 peBouek). [e-
TH 3abo7enu B Bo3pacte oT 1 roma go 14 net. Menuana
Bo3pacra nedrora 9,1 roga (MHTEPKBAPTUIBHBIN pa3mMax
4,5-12,5 roma). MemuaHa JUIMTEIBHOCTH HaOIOMCHUS
coctaBmwia 28 mMec (MHTEPKBAPTHIBHBIA pa3max 17-54

Kiannuyeckasi XapaKkTepHCTHKA JAeTeil ¢ nauonarnye-
cKoii MeMOpaHo3HoIi HedponaTHeit

N3ydennslii mapamer; AcGior B redenie

Y P P 3a00JIeBaHuUs 0Oone3Hn
Menunana Bo3pacra jie0rora, 9,1
TOJTBI
TTon 12M:8/1
Otekn 13 (65) 13 (65)
Hedporudeckuit ypoBeHb mpo- 2 (10) 7 (35)
TEUHYPHU
Hebonbias u ymepeHHas 1npo- 5(25) 0
TEUHYPHS
Mukporemarypust 12 (60) 13 (65)
Maxkporemarypust 1(5) 1(5)
AprepuainbHas THIIEPTEH3HS N 4 (20) 6 (30)
XBbIT 11—V cragun 0 0

IIpumeuanue. B ckoOKkax — MPOLEHT.

Mec). 3a BpeMs HaOMIOEHUsI HUKTO U3 JIETEH HE JOCTUT
Hu TepmuHanbHoM, HU 11 ctagun XBII.

VY GonbimHCcTBa feteii (y 13 u3 20) 3aboneBanue Ha-
4aJIoCh C pa3BEPHYTOT0 HE(YPOTHUECKOTO CHHpOMa, Y 10
OH CcOodYeTaJics C reMaTypuel, B ToM uncie y 1 ¢ Makpore-
MaTypuei, y 4 ¢ apTepHallbHOM TutniepTeH3ueii. [1e6roT B
BHUJIE HETIOJTHOTO HE(POTHUECKOTO CHHAPOMA OTMEJAJICS
y 2 manenToB. Hebosnbias n yMepeHHas poTenHypHst
3adukcupoBaHa B jie0r0Te y 5 OOJBHBIX, C HEOOJNBIION
remMatypuent y 3 u3 HUX.

VY nereii ¢ HEOOIBINION ¥ YMEPEHHOM MPOTEHHYPUEH OHA
B TeueHue 2—2,5 Mec Hapociia 710 He(pOTHIECKOTO YPOBHS
C pa3BUTHEM HETIOJIHOTO He(hPOTHUECKOTO CHHIIpoMa. Ap-
TepHaibHas THIEPTEeH3Hsl Ha (POHE Teparuy KOPTHUKOCTeE-
pOoMIaMH MPUCOSTMHIIIACE Y 2 OOJIBHBIX (CM. TaOIIHILy).

Jletu ¢ HeNMOIHBIM He(YPOTHUECKUM CHHAPOMOM (11 = 7;
Mmeanana Bo3pacta (Me) = 13, pasmax 11-14) 6bumm cTapiie
JeTedl ¢ pa3BepHYThIM HEPPOTHYECKHM CHHIAPOMOM (1 =
13; Me = 7,1, pasmax 4-11) (U-kpurepwit, p = 0,004).

Crnabast o4aroBo-cerMeHTapHasi Me3aHTHaJIbHAs IIPO-
mudepanyst WU paclIiipeHre Me3aHTHAIbHOTO Ma-
Tpukca umenuch y 9 u3 20 nerei. IlepurnomepyaspHsiii
CKJIEpO3, CHHEXMH KaNWULIPHBIX TETeNb C Karcyloi
KITyOOUKOB OBLITH BBISBIICHBI y 8, N3MEHEHUS TYOYyISIPHO-
ro snutenus —y 13 (y 5 U3 HUX BeIpak€HHast JUCTPO-
¢ust). Y 8 Ob11 0OHApYKEH HEPE3KHI 04aroBbIi CKIIEPO3
WHTEPCTULINS, HeOoublnas auMdomakpodaranibHas WH-
dbunsTparus oputa y 3. UD-MUKPOCKOTIHS, TPOBEICHHAS
y 15 GONBHBIX, BBISIBUIIA CYOINUTEIHATBHBIE OTI0KEHHUS
IgG y Bcex, momumo Hux, omiiokenus: C3 umenucep y 14,
IgA c IgM —y 4, pubpuHorena —y 3.

OJeKTpOHHAs MUKPOCKONHMs Oblla BBIIONIHEHA y 9
narueHToB: [-1I ctagus nuarnoctuposana y 3, Il ctagus
—y 3, [I-1II cragust —y 2 u 11l cragust —y 1.

CrasIapTHBIN Kypc MPEIHN30I0HA IPUBEI K PEMUCCHH
y 3 u3 19 nereit. X10pOyTHH OBLT OAKITIOUCH Y 7 U3 HE OT-
BETHBIINX Ha MPEIHN30JI0OH MAIMeHTOB, YpdeKkTrHBeH oH
ObUT Yy 4, ofHAKO Y 1 TarienTa peMrucCcus ObLTa HETTOITHOMH,
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a 'y 2 — HempoJAODKUTENIFHON. Y 1 manmeHra pemuccus
OblIa JOCTUTHYTA TOCIIE NPUCOSANHEHUS ceuicenTa. Y 1
0OJILHOTO IPOTEUHYPHSI KOHTPOIIUPOBATACH TOIBKO HHT Y-
OuTOpaMu aHTHOTEH3UHIIpeBpamaromero gepmenra. [1pu
neOroTe 3a00J1€BaHMs 10 8-JIETHETO0 BO3pacTa PEeMHUCCHS
Ha (oHE Teparuu MPEIHN30I0HOM OblIa TOCTUTHYTA Yy 3
u3 6 Jerelt, a mpu Havase 3a00IeBaHus B OOee Mo3IHEM
BO3pacTe HM y koro u3 13 (tounsiii kpurepuii durepa,
nBycropoHHu# Tect, p = 0,02). OO1iee uncio peMuccuit
(B TOM 4HCIIE TTOCIIE MPUCOSMHEHHS IIATOCTATUKOB) TaK-
JKE Pa3IMYalloch y JIeTel 10 U Toclie 8-JIeTHEro Bo3pacra
(y5m 6uy3wu3 13 coOTBEeTCTBEHHO) (TOUYHBIN KPUTSPHit
Owumrepa, nBycTopoHHUH TecT, p = 0,04). YXyamano oTBeT
Ha MPEHU30JIOH HAJIMYHNE apTepUaIbHON THIIEPTEH3NH B
ne0roTe: pemuccust Obuta TocTurHyta y 3 w3 15 nereit ¢
HOPMAaJILHBIM apTEPHATIHHBIM ABICHUEM U HU Y KOTO W3
4 nereil ¢ aprepuasbHOM runeprensueil. Pasnmuuns ve yo-
CTHUIVIA CTATUCTUYECKON 3HAUUMOCTH (TOYHBIA KPUTEPUI
Owurrepa, 1BycTopoHHMI TecT, p < 0,05).

He ObII0 BBIABICHO KOPPENSAIHA MOP(HOIOTHIECKUX
U3MEHEHUH C OTBETOM Ha Tepanuio. CTepouauyBCTBU-
TETHHBIM 0€3 TPU3HAKOB JABHEHIIETO MPOTPEeCcCUpo-
BaHMs 3a00J€BaHMSA B TEPHOJ HAONIONAEHUS OKa3aJcs
pebenoxk co [I-1II craaueit memOpano3HO HedponaTun
10 TaHHBIM 3JICKTPOHHON MUKPOCKOIHUH, B TO K€ BPEMsI
PE3UCTEHTHBIMU K TepPAIHU MPEIHU30JI0OHOM OBbLITH 2 pe-
Oenka c [-1I cragueii.

3a Bpems HaONIONEHWsI HUKTO W3 JeTel He TOCTUT
uu I, Hu repmunansaoit craguu XbBII, 1T ctagus XbII
Oplma ycraHoBinena y 1 pebenka, 3a0omnesinero B 4 rofa,
BTOPUYHO CTEPOUIPE3UCTEHTHOTO, uepe3 4 roja OT Ha-
yaJia 3a00JIeBaHMUsL.

Hame uccnenoBanue mokasano, 4To MeMOpaHO3HAS
Hedponarus — peikoe 3a00JIieBaHKUE MTOYEK y JIETEH, OHa
ObLTa BBIsIBIIEHA TONBKO Y 4,5% M3 OHOTICHPOBaHBIX IO
ITOBO/TY TIEPBUYHBIX IJIOMEPYIONAaTHi B HAIIEM OT/Eie-
HuU. Pemkas BCcTpedaeMoCcTh MeMOpaHO3HOW Hedpora-
THU Yy JA€Tel MONTBEPKAACTCS TaKKe B APYTHX HCCIIEI0-
Banusx [8—11].

Hedporuueckuit cuHAPOM, KOTOPBIM CUYHTACTCS
OCHOBHBIM KIIMHHYECKUM TIPOSIBIICHHEM MeMOpaHOo3-
HOW HedpomaThu, HaOIoaCs B TeUeHHe 3a00IeBaHuUs
y BCeX HamMX nanueHToB. He Obut0 paznuuuii B oTBeTe
Ha TEpaIuio ¥ CKOPOCTH MPOTPECCUPOBAHUS Y JIETEH, Y
KOTOPBIX 3a00JIeBaHME HAdaloCh ¢ HEOOJNBIION M yme-
PEHHOH TPOTEHMHYPHH, HETOJHOTO WM Pa3BEpHYTOTO
HeQpPOTHUYECKOTO CHHApoMa. lemarypusi oOHapyKHBa-
nach y 65% Jnetei, 4Tto comacyercs ¢ JaHHBIMU Mpe-
BITYIIIUX MCCIICIOBAaHUHN. ApTepHaibHas THIICPTEH3US B
ne0roTe BhIBISLIAcCh y 20% MalueHToB 10 CPaBHEHUIO
¢ 6% B mpenbAyIUX uccienoBanusx. [loBelenue ap-
TEPUATLHOTO JABJICHUS B JIe0I0Te OBUIO €TUHCTBECHHBIM
KJIMHAYECKUM TPHU3HAKOM, KOTOPBIA OKa3bIBaJl HEKOTO-
poe BIMAHHE Ha YyBCTBUTEIBHOCTb K KOPTHKOCTEPOH-
JlaM: Ha Teparuio MpeaHu3010HoM oTBeTin 20% nereit
C HOPMAaJIbHBIM apTepUaIbHbIM JaBICHUEM U HUKTO U3 4
JIeTel ¢ apTepHUAJIbHON TMIIEPTEH3UEH.

B uccnenoannu E. Trainin u coasT. [9] ObUTO MTOKa-
3aHO, UTO y AeTeH Mianamie 6 JeT ¢ MeMOpaHO3HOW He-
(hpormarueii yarie HaOIIOAACTCS PEMHUCCHSL.

[lo HammM JaHHBIM, PEMHCCHH JOCTOBEPHO dalle
JIOCTUTAIOTCS y MAIMEHTOB MJaalie § JIeT Kak Ha (oHe

1% —

CTaHJIapPTHOTO Kypca MpeTHU30JI0Ha, TaK U C YUETOM pe-
MHUCCHH, TIOJIy4E€HHBIX 1OCJI€ MPUCOEAUHEHUS [IUTOCTa-
TuKoB. Hebomnbuioe uncio pemuccuii (y 42%) na done
MMMYHOCYIIPECCUBHON TEPANUK COINIACYETCs C JaHHBI-
MH HpeAblIymuX uccienoBanuili. OqHako HE0OX0IUMO
OTMETHTH, uTO y | peGenka ¢ 1e6roToM B Bo3pacte 4 Jer,
MEPBOHAYAIIFHO YyBCTBUTEIBHOTO K TPEIHU3O0JIOHY, de-
pe3 4 rona ot Havana 3adoneBanuss CK® Opina cHIDKEHA
1o 72 mu/muH. B nuteparype Takke eCTb COOOLICHUS O
BO3MOYKHOCTH TPOTPECCUPOBAHUsI MEMOpaHO3HON He-
(dbporaTuu B mepruoje KIMHUYECKOH pemuccud [12].

B otnenbHbIX paboTax ObLIM BBISIBICHBI KOPPEJISLHH
mioxoro mporro3a ¢ Il u IV cragmsimu MeMOpaHO3HOI
Hedpomarueit [13]. Omnako P. Latham u coaBt. [14] He
0OHAPYKIITA KOPPETIAINI MEX Ty THCTOIOTHIECKOH cTa-
Jueit u ucxoioM 3aboneBanus. Cpeliu HAIIMX MAlUEHTOB
IV cramust He Oblia BBISIBICHA HU Y KOTO, a peOEHOK ¢
III crammeit okasancst CTEPOUAYYBCTBUTEILHBIM, (YHK-
LM TTOYEK 32 BpeMsl HAOIIOICHHSI OCTaBaJIMCh Yy HETO CO-
XpaHHBIMH.

Taxum 00pa3om, TPOBEACHHBIE WCCIICTOBAHUS CBU-
JIETeTBCTBYIOT, YTO WAMONarhieckas MeMOpaHO3Has
Hedponatusi — peaKoe IIOMepylsipHOoe 3abosieBaHHe y
JeTel, MPOsBIISIOIIEeCs], KaK IPaBHII0, HEPPOTHUECKIM
CHUH/IDOMOM M XapaKTepU3YIOLIeecs] MEJIEHHBIM Ipo-
IpECCUPOBAHUEM.
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