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Pe3iome. OxapakTepr30BaHbl KIMHUYECKUE B Mopdooruueckue npossieHus IgM-uedponatin y
,Z[eTefI. B pa60Te MpeaACTaBJICHbI PE3yIbTAaThI HMMYHHOTHCTOXUMHUYCCKOTI'O u QJICKTPOHHO-
MHUKpOCKomH4yeckoro uccienoanuii npu IgM-H, a taxxe 3pekTuBHOCTD Tepanuu B 3aBUCHMOCTH OT
KIIMHUYCCKUX HpOHBJ’ICHHfI.

KiioueBsble ciaoBa: IgM-uedponatusi, netu, 1e4eHUE, UCXObI.

Resume. Clinical and morphological manifestations of IgM-nephropathy in children are
characterized. The paper presents the results of immunohistochemical and electron microscopic studies in
IgM-N, as well as the effectiveness of therapy depending on clinical manifestations.

Keywords: IgM-nephropathy, children, treatment, outcomes.

AxkTyanabHocTh. IgM-Hedponatus, npencrapiuser co60i OUYeHb CIIOPHOE KIUHUKO-
NaTOJIOTUYECKOE COCTOSIHUE, XapakTepusyouieecss nud@y3HbiMu oTiaoxeHussMu IgM B
ME3aHTMyM€ NPU HWMMYHOTMCTOXMMHUYECKOM OKpallMBaHWM, TOTJA KaK IMpPH CBETOBOM
MUKpPOCKOTIMM  BBIIBJISIIOT ~ MUHUMAaJbHbIE  HM3MEHEHHUS  KIyOOYKOB, (DOKaJIbHYIO
CETMEHTapHYI0 ME3aHTHAJbHYI0 THIEPKIETOYHOCTh, pexe (OKaIbHO-CErMEHTapHBIN
riomepynockiepos (OCI'C) [1,2].

Heanb: onpeaenuts KIMHUYECKUE U MOpdosiorniyeckue ocooennoctu 1gM-
He(poIaTuu y AeTeH, a TakKke OIIEHUTh A((HEKTUBHOCTH MPOBOIUMON TEPATH U UCXOBI.

3agaum:

1. laTh KJIMHUYECKYI0O U MOP(OJIOTHYECKYIO0 XapaKTepuCTUKy TeueHus IgM-
HedponaTuy;

2. Onucatb pe3ynbTaThl UMMYHOTUCTOXUMHYECKOTO u AJIEKTPOHHO-

MHKPOCKOMUYECKOro ucciaegoBanuii npu I[gM-N;

3. OueHuTh 3(HEKTUBHOCTH TEPANTUU B 3aBUCHMOCTH OT KIMHHUYECKUX TPOSBICHUN
IgM-N.

Matepunanbl u Metoabl. [IpoBeieH pETPOCTIEKTUBHBIN aHAIN3 UCTOPHUIl OOIe3HEH
18 nmereii ¢ MopdoIOrHYEeCKU MOATBEPKICHHBIM auarHo3oM IgM-H, nabmromaBmmxcs B
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PecmyOnmkancKkoM IIEHTpE ASTCKON HEDPOJIOTUH U 3aMECTUTEIHHOU MMOYSYHON TepaIuu T.
Muncka ¢ 2019 no 2022 rr.

Menuana Bo3pacra ne6rora IgMH 3,7 (2,5; 5,7) net, karamHe3a 3a00JieBaHUs

3,6 (1,0; 6,9) ner, nonst manpuukoB (72%). Juarno3 IgM-H BeicTaBmsuicss mpu
BBISIBIICHUU JJOMUHAHTHOM 3Kcnipeccun IgM B Me3aHrnaibHOM MaTpUKCE.

Pe3yabTarbl U ux o0cy:knenue. Hanbosiee 4yacThIM KIMHUYECKUM MPOSIBICHUEM
IgM-H 6511 HeppoTuueckuit cungpom (HC) (17/18): «uauctsiit» — 13 (72%), ¢ remarypueit
u aprepuanbsHoil runieptensueit (Al') — 3 (17%), Tonbko ¢ AT — 1 (6%) (puc.1).

HC c Al 6%

HC ¢ rematypuei
18% s

C "Yucroin"
76%

Puc. 1 — Kiiunnueckue npossienus IgM-H

["'opmonopesuctentHocTs ¢ HC otmeuanacek y 5 gereit (29%): y 3-x ¢ «uucteim» HC
ny 2-x ¢ HC c remarypuei u Al

Bo Bcex cinyuasx HC xapakrepuzoBaincs pelUMAMBUAPYIOIIAM TEYEHUEM. Y OIHOTO
pebenka [gM-H npotekana ¢ remaTtypuei u He TpeOoBasia JCUCHUS.

[Io gaHHBIM rHcTONOrMYEcKOro uccienoanus npu HC MuHUManbHbIE U3MEHEHHUS
KIIyOOUKOB OOHapyXE€Hbl TOJIBKO Y 2-X TMAalMeHTOB, B COYETAaHWU C HayaJIbHBIMU
nposisiieHusiMu OCI'C — y 4-X, ¢ JIOMEpyIOCKIEpo30M — y 1; TOJIBKO Me3aHTHallbHas
npoiudepanus — y 4-X, B COYETAaHUM C SKCTPaKanWUIIpHON nponudepanueit — y 2-X, ¢
OCI'C -y 2.

Ta6ua. 1. Mopdonorunueckue n3menenus npu I[gM-nedponarun

Mopdromoradeckae HzMeHeHHES

MuanManeHEIe
e Mgmmzﬁa&npmmbepanm Toneko
(41,2%) (52,9%0) DCT'C
(5.9%)
® TonbKO MHHIIMAILHBIE ® TonbKo Mg3aHIHATBHAA
H3MeHEeHHA KIyOOIKOB nponugepamnns 44,4%
28,6% e B codeTaHHI ¢ 3KCTPAKAIILLIIPHOIL
® B codetannumn c mponngeparmei 22,2%
HaJaIbHBEIMH [IPOSABRISHIAMII ® B codgetaHun ¢ ©CI'C 22,2%
OCIC 57,1% ® B codeTaHH ¢ [IOMEPYIOCKISPO3IOM,
® C IIoMepPYIOCKISROZ0M, 11,1%

14,3%

Pesynprarel MMMYHOTMCTOXMMHYECKOTO M 3JIEKTPOHHO-MHUKPOCKOIMUYECKOTO
uccnenosanuii npu [gM-N:
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p -

hwélE

A — yMmepeHHas CerMeHTapHas Me3aHTHallbHas mnpoiudepanus ¢ TI00ATHHBIM
paciMpeHreM MEe3aHTHaIbHOTO MaTpuKca caaboi 1 yMepeHHO! cTeneHu (TeMaTOKCUIIHH-
703uH, yB. X 400);

b — cermMeHTapHBIN TIOMEPYIOCKIEPO3 OJHOTO U3 KIIyOOUYKOB, BTOPOH KITyOOUeK
HOPMAaJIBHOTO CTpOeHHUs (OKpacka o Maccony, yB. x 100);

B — kyeTouHoe nomysiayHue Ha Y4 OKpYy>KHOCTH KiTyOOuUKa (reMaTOKCHIMH-3031H, YB.
x 400);

[' — IMMYHOTHCTOXMMHUYECKOE OKpallMBaHUE KIIyOOYKa MOYKM aHTUTEeNnamu K IgM:
OTIPECIAIOTCA YETKHE JAEMO3UThl B ME3aHTMyMe (XpOMOreH — JUaMHUHOOEH3W]IUH,
KOHTPOKpAIIMBaHUE — FreMaTOKCWIIMH Maiiepa, yB. x400);

JI — IMMYHOTHCTOXMMHYECKOE OKpalluBaHUe KiyOouka Mmodku aHtutenamu K C3
(bpakuuy KOMILJIEMEHTA: ONPEAEIAIOTCA YETKHE T'paHyJspHbIC JEMO3UTHl B ME3aHTHyME,
BJIOJIb KaNWUISIPHBIX TeTedb KIyOoukoB, kamncyisl lllymmsHckoro-boymena, B cTeHkax
COCYJIOB (XpOMOTEH — TUaMMHOOEH3UINH, KOHTPOKpaIIuBaHHe — reMaToKcuiIuH Maiiepa,
yB. x400);

E — yacTtp ynbTpaTOHKOro cpe3a CO CTOPOHBI Me3aHTMyma KiIyOOuKa: y4acTOK
pPacIIMPEHHOT0 ME3aHTHAJbHOIO MATpUKCa C OTJIOKEHHEM  3JIEKTPOHHOIUIOTHBIX
JICTIO3UTOB, COOTBETCTBYIONIUX HMMYHOIIO0YIMHY A (yBenuuenue X18 000).
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Jleuenne HC Bximouano MoHoTepanuio rirokokoptukocteponnamu (I'K) y 3-x
nanueHToB (18%), B komOunanmu ¢ nukiocnopuaom A (LHA) —y 9 (53%), ¢ nelikepanom —
y 1, ¢ mnpoBeaeHueM nmyibc-Tepanuu nukiopochanom (LIP) — y 1, pasnuunbie
nociaegopatenpHoctd  [K/HA/M® - y 1, TI'K/imeeammzow/LIA/TK - y 1,
I'K/neBamuzon/LIA/netikepan —y 1.

Taba. 2. Jleuenne IgM-nedponarun

3 1 1 1 1 1
(18%) 9 (53%) (6%) (6%) (6%6) (6%) (6%)

[Tonnas pemuccus HC 6b11a nocturayra y 15 (88%) u3 17 nanueHToB.

N3 3-x perent ¢ HC c remarypuent u AI' y 1 oTmeuanacp 4acTU4Hass peEMHUCCHUS
(Mopdonoruyeckn Me3aHruaigbHas U SKCTpaKanmwUIsipHas nponudepanus) u'y 1 tepanus
okazasiach Hea(hPekTuBHOU (MOP(]OIOrNYEeCKH Me3aHTHaIbHAS POIH(EPALIHS).

BoiBoabI:

1. Knuaunuecku IgM-nedponarus y aeteit yame nporekaer ¢ «uucteim» HC, pexe B
COueTaHuu ¢ rematypuei u/uinn Al', B eIMHUYHBIX CIIy4asiX TOJBKO C FeMaTypUEH.

2. Mopdonorudyeckas ocuHoBa IgM-H wdame mpeacraBiena MUHUMaIbHBIMU
IJIOMEPYJISIPHBIMA M3MEHEHHUSIMU C HadaJbHbIMU Ipu3Hakamu PCI'C u Me3aHrumaibHON
nposudepanen.

3. B nmogagssitomieM OOJBITUHCTBE CIy4YaeB yAaeTcsl JOCTUTHYTh peMUCCUU Ha poHe
npuema ['K ¢ unm 6e3 nukiocropuHa A, HECMOTPA Ha PEUUIUBUPYIONIUN XapakTep
3aboneBanus. Hegocrarounsiit 3¢(eKT OT MpOBOAMMOM Tepanuu OTMEUACTCS y MAIIMEHTOB
¢ HC c remarypueii u Al
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