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Pesiome

BBegeHue. Vanonatnyecknii HedppoTtmueckmin cnHapom (HC) onpepensetca npu Ha-
NNYNN TAXKENON NPOTEVNHYPUU, TMNOaNbbyMUHEMUMN U/ OTEKOB 1 BCTPeYaeTcs C Ya-
ctoton 1,15-16,9 cnyyas Ha 100 000 petein B roa. NpubnusntensHo B 85% cnyyaes Ha-
6ntojaeTca NoNHasA PEMUCCUA NPOTENHYPUN NOCIIE eXXeJHEBHOIO NepopasibHOro npmemMa
rnokokopTrukonaos (MK) B cTaHAapTHbIX JO3ax.

Lenb. Onpepenntb 06Lyto 1 pervoHanbHyto 3abonesaemocts HC y netenn B benapycu,
oLeHNTb Mopdonormyeckme N3MeHeHus, KNMHNYEeCKNe BapuaHTbl TeueHus), 3pdeKTus-
HOCTb NpoBOANMON Tepanuu n ncxogbl HC.

Matepuanbi u meTogbl. [lepBas yacTb UCCefoOBaHUA BKOYana Bcex 65 petel ¢ Bnep-
Bble yCTaHOBNeHHbIM AanarHoszom HC B 2022-2023 rr. B benapycu: megmnaHa Bo3pacTta
4,5 (3,1; 7,5) ropa, 72% manbumkoB. Bo BTopoi yact paboTbl NpoBedeH PeTpoCneKTnB-
HbllA aHanNW3 nctopuin 6onesHen 123 pgeten ¢ gnarHozom HC, rocnmTann3npoBaHHbIX B
Pecny6nvKkaHCcK1I LeHTp feTcKol Hedbponorum 1 3amecTUTeNIbHON NMOYeYHON Tepanuu
r. MmnHcka 3a nepuog ¢ 2018 r. no 2022 r. MegumaHa Bo3pacta gebrota HC 3,3 (2,2; 5,8) roaa,
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KaTamHe3a 3aboneBaHuda - 9,9 (6,4; 14,9) roga, fona Mmanbunkos — 61%. Cnyyan BTOpUY-
Horo (Ha ¢oHe CKB, IgA-BackynuTa u ap.) n BpoxkaeHHoro HC 6biin NCKNoYeHbl U3 1UC-
cnefoBaHUA.

Pesynbratbl. ExxerogHas 3abonesaemoctb HC y fietein B benapycu 3a nepuog 2022-2023 rr.
cocTaBuna B cpefiHem 32,5 ciyuasn, uto cootBeTcTByeT 1,75 cnyyan (HanmeHblan B [pog-
HeHcKow obnactn — 1,42 n Hanbonblasa B fomenbckom obnactvi — 2,02) Ha 100 000 yenosek
B Bo3pacTe Ao 18 net. Crepong-pesuncteHTHbIt HC (CPHC) BcTpeuanca B 9,2% cnyyaes, ay
42% naumeHTOB co cTepoung-yyBcTBmTenbHbiM HC (CYHC) nmenn mecTo peumamnsbl nocne
LOCTMXKEHMA peMuccmm nepauyHoro anunsoga HC. Mo pesynstatam Mophoormyeckoro nc-
cnepoBaHua Hedpobroncuin npu CPHC vawe obHapyxmBanca GokanbHO-cermeHTapHbIN
rnomepynocknepos (OCrC) - 60%, a npyu CYHC (peungmsupytowmin HC (PHC) / ctepouna-
3aBucumblt HC (C3HC)) — 60one3Hb MuHMManbHbIX nameHeHun (BMW) - 75%. Hanbonee va-
CTbIM KNMHUKO-NabopaTopHbiM BapraHTom HC B rpynne peTpocneKkTUBHOIo aHanm3a 6bi
«yucTbin» HC — 85 (69%), pexxe HC c remaTypueit n aptepmnanbHon runepreHsunen (Al) -
24 (20%), ¢ rematypuenn — 9 (7%) wnn c Al - 5 (4%). CPHC guarHoctmpoBaH y 37 getei
(30%), PHC/C3HC -y 86 (70%). o pe3ynbratam Hedpobroncum (nposeaeHa y 96% nauu-
enToB) OCICBbIABNEH Y 39% nauneHToB, BMU -y 32%, IgM-Hedpponatua -y 11% n gpyrue.
Jona OCICy nayneHToB ¢ «yncTbiM» HC 6bl1a HaMMeHbLLER B CPaBHEHWM C APYTUMU KITK-
HUKo-nabopaTopHbiMK BapuaHTammn HC (28% npoTtus 62%, p=0,002). Yalye Bcero B neye-
Hun PHC/C3HC/CPHC ncnonb3oBanacb KoMOMHaUMA NpeaHn30ioHa C LMKIOCMIOPUHOM
A.MonHow pemunccnm yganocb goctnub y 94 (77%) peten, yactmuHon —y 15 (12%), adpdex-
Ta He nonyyeHo y 14 (11%). OCIC vawye (B 66% ciiyyaeB) acCoOLMMPOBANCA C HeJOCTUXKe-
Huem pemuccum HC.

3aknioueHue. 3abonesaemoctb HC y petenn B Pecnybnuke benapycb He otnnyaeTca ot
obuieeBponeickix AaHHbIX. B cTpykType 3abonesaemoctn HC npeobnagatot ctepouva-
YyBCTBUTENbHbIE BapuaHTbl. OTCYTCTBME UM HEJOCTATOUHbIV 3G dEKT OT MMMyHOCyNpec-
cuBHoM Tepanuu accouunpoBaH ¢ OCIC. TpebyeTca nepexof Ha 8- 1 12-HefenbHbIN Kypc
Tepanuu npegHu3onoHom aebtota HC 1 nepecMoTp nokasaHui K Heppobroncum cornac-
HO pekomeHgauuam IPNA.

KnioueBble cnoBa: HeppoTMUECKINI CUHAPOM, AeTH, SNngemmnonorua, Mopdonorus, Knu-
HUYeCcKmne BapuaHTbl TEYEHUA, IIOKOKOPTUKOUAbI, UCXOAbI
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Abstract

Introduction. Idiopathic nephrotic syndrome (NS) is defined in the presence of severe
proteinuria, hypoalbuminemia and/or edema, and occurs in 1.15 to 16.9 per 100,000.00
children per year. A complete remission of proteinuria occurs in approximately 85% of
cases following daily oral glucocorticoid (GC) administration in standard doses.

Purpose. To determine both general and regional incidence of NS in children in Belarus,
to evaluate biopsy patterns, clinical variants of the course, therapy effectiveness and NS
outcomes.

Materials and methods. In the first part of the study all 65 children with newly diagnosed
NS in 2022-2023 in Belarus were involved: median age 4.5 (3.1; 7.5) years, 72% boys. The
second part of the work presented a retrospective analysis of medical records of 123
children with NS, hospitalized at the Republican Center for Pediatric Nephrology and
Renal Replacement Therapy in Minsk from 2018 to 2022. The median age of NS onset was
3.3 (2.2; 5.8) years, median follow-up was 9.9 (6.4; 14.9) years, 61% were boys. Cases of
secondary (SLE, IgA-vasculitis, etc.) and congenital NS were excluded from the study.
Results. Annual incidence of idiopathic nephrotic syndrome in children in Belarus for
2022-2023 averaged 32.5 cases, corresponding to 1.75 cases (min in Grodno region with
1.42 and max in Gomel region with 2.02) per 100,000.00 people under the age of 18 years.
Steroid-resistant NS (SRNS) occurred in 9.2% of cases, and 42% of patients with steroid-
sensitive NS (SSNS) had relapses after achieving remission of the primary episode of NS.
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Morphological results of nephrobiopsies in SRNS more often revealed focal segmental
glomerulosclerosis (FSGS) (60%), when in SSNS recurrent NS (RNS) / steroid-dependent
NS (SDNS)) more frequent was minimal change disease (MCD) (75%). The most common
clinical and laboratory variant of NS in the retrospective analysis group was "pure" NS
(85; 69%), less frequent was NS with hematuria and arterial hypertension (AH) (24; 20%),
with hematuria (9; 7%) or with AH (5; 4%). SRNS was diagnosed in 37 (30%) children,
RNS/SDNS in 86 (70%). According to the results of kidney biopsy (performed in 96% of
patients), FSGS was detected in 39% of patients, MCD in 32%, IgM nephropathy in 11%,
and others. The proportion of FSGS in patients with "pure” NS was the smallest compared
to other clinical and laboratory variants of NS (28% vs 62%, p=0.002). The combination of
prednisolone with cyclosporine A was most often used in the treatment of RNS/SDNS/
SRNS. A complete remission was achieved in 94 (77%) children and partial in 15 (12%);
there was no treatment effect in 14 (11%) cases. FSGS was more frequently (in 66% of
cases) associated with NS remission failure.

Conclusion. The incidence of NS in children in Belarus does not differ from the overall
European data. Steroid-sensitive variants predominate in the structure of NS morbidity.
Lack or insufficient effect of immunosuppressive therapy is associated with FSGS.
Switching to 8- and 12-week courses of prednisolone therapy for NS onset and revising
the indications for nephrobiopsy according to IPNA guidelines is required.

Keywords: nephrotic syndrome, children, epidemiology, morphology, clinical variants of
the course, glucocorticoids, outcomes

B BBEJAEHWE

Movonatnyeckun Heppotuuecknii cuHagpom (HC) oTHocuTcAa K Hambornee vacTbiM
rNIOMepPyYNsAPHbIM 3a00NEBAHNAM Y AETEN 1 ONpeaenseTca Npy Hanuunuy NPOTENHYPUN
HeppPOTNUECKOro YPOBHSA (COOTHOLWEHME benok/KpeaTHuH (CBK) B mepBoi yTpeHHen
nopuum moum =200 mMr/Mmonb (2 Mr/mr) unu noteps 6enka ¢ moyon =1000 mr/m*/cyT,
COOTBETCTBYIOLWAA pe3ynbTaTaM TecT-nofiockn — 3+ (0,3-1,0 r/n) unm 4+ (21,0 r/n)), ru-
noanbbymmHemun (<30 r/n) Nam OTeKoB, ec/in onpefeneHrie ypoBHA anbbyMuHa B Kpo-
BM HepocTynHo [1]. 3aboneBaemocTb HC B cpefHem cocTaBnseT 4,7 (1,15-16,9) cnyyasn
Ha 100 000 peTel C CyweCcTBEHHbIMY KOflebaHUAMY B 3aBUCUMOCTU OT CTPaHbI MPOMCXOX-
LOEHVA N STHUYECKON NPUHAZIEXHOCTU [2, 3]: HanbonbLan y UL KXKHOA3MATCKOTo MPo-
ncxoxgeHna — 15,8/100 000 getei/rog [4] v HaMMeHbLIaA y eBponenues, Hanpumep, B
Hupepnangax — 1,52/100 000 geteii/rog [4, 51.

o nosasneHnsa aHTM6UoTUKOB (AB) 1 rnokokopTukongos (MK) okono 40% peteir ¢ HC
YMUPANU OT MHPEKLMNOHHBIX U TPOMOOIMOONNYECKX OCOMKHEHNI, OCTPOrO MOYeYHO-
ro nospexgeHusa (OIMM), xpoHnuyeckon 6onesHn novek (XBM) [1, 6]. Y BbIXMBWKX AeTen
CTOWKanA CMOHTaHHAsA pemMmnccus Habnoganacb TOAbKO MNOC/Ie MHOTUX SIET aKTUBHOCTU 3a-
6oneBaHuA. B 7o Bpemsa Kak Ab CHVMXanu cMepTHOCTb, UMEHHO BBeAeHue MK nameHmno
ecTecTBeHHOe TeueHue 3T1oro 3abonesaHus [6]. C 70-x rr. 20-ro ctonetus nevexvie HC y
JeTen NpoBOANTCA C Ha3HayeHneM CTaHZapTHbIX pexnmos u go3 K. HC y geten knac-
CMbULMPYIOT B 3aBMCMMOCTY OT YyBCTBUTENBHOCTU K K 1 OTBETa Ha Tepanuio, Hannymsa
W YacToTbl peuunanBoB (Tabn. 1) [1, 7]. 3Ta knaccudurkauma umeeT 6OMbLIYIO MPOrHOCTU-
UECKYI0 LLEHHOCTb, YeM B1ONCKA NOYKK, KOTOPas He NPOBOAMUTCA PYTUHHO B AebioTe HC.
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Y petei co ctepoup-uyBcTBuTenbHbIM HC (CHYHC) npm 6rioncun yalle obHapyxnBaeTca
6onesHb MUHVMabHbIX N3MeHeHU (BMU), pexe ymepeHHasa mMesaHrvanbHasa nponvde-
pauusa ¢ genosuntamu nmmyHornobynunHa M (IgM) n ewte pexe dokanbHO-CErMeHTapHbIN

rnomepynocknepos (®Crc) [1, 8].

Ta6bnuua 1

OnpepeneHune, TepmuHbl n Knaccndukauyma HC y peten [1]

Table 1

Definitions, terms and classification of nephrotic syndrome in children [1]
TepmuH OnpepeneHvie
MpoTtenHypua CBK B nepBoi1 yTpeHHeln nopuuv mouun =200 mr/mMmonb (2 Mr/mr) unv noteps 6enka
HedpoTuyeckoro € Mouoit 21000 Mr/m?/cyT, COOTBETCTBYIOLLAA pe3ynbTaTaM TeCT-NoAoCK — 3+
YPOBHA (0,3-1,0 r/n) unn 4+ (=1,0 r/n)
HC MpoTenHypus HeppOTUUECKOro YPOBHA U rnnoanbbymrHemus (anbOyMmrH KpoBm

<30 r/n) unun otekm, ecnu onpepeneHne yposHA aﬂb6yMI/IHa B KPOBW HEAOCTYMNMHO

MonHaa pemuccuna

CBK <20 mr/mmonb (<0,2 mr/mr) nnm <100 MF/MZ/CyT COOTBETCTBEHHO, NN
oTpuLAaTENbHbIN, UNK cnefbl 6enka no TecT-nonocke B TedeHne 3 n 6onee
nocnepyoLmnx aHewn

YactnuHaa pemmccma

CBK >20, Ho <200 mr/mmonb (>0,2, Ho <2 mr/mr), unm >100, Ho <1000 MI'/MZ/CyT
1 anbbymMuH Kposu =30 /N, ecnm JOCTYMHO

MonHas pemuccna B TeueHne 4 Hefenb NepopanbHOro nprema npegHmsonoHa (Mp)

cmHgpom (CPHQ)

CHHC B CTaHZAPTHOW fo3e (60 mr/m?/cyT unm 2 mr/Kr/cyT, Makcumym 60 Mr/cyT)
Crepoug-

PEe3NCTEHTHbIN OTCyTCTBME MONHON PEMUCCUN B TeueHne 4 Hefienb Tepanuu p BHYTPb B
HedpoTUUECKM CTaHOapTHOW fo3e

Mepuvop BpemeHn C Havana 5- 1 0 OKOHYaHWA 6-I1 Hefeny oT Havana Tepanuu
Mp y nauneHToB, AOCTULLIMX TONbKO YacTnyHom pemmccmmn HC K KoHuy 4-i1
HeJenw, B TeYEHMe KOTOPOro OLIEHMBAETCA Hannure Uiv OTCyTCTBIE OTBETa

Ha NpofoMXKaloLWNnCcA nepopanbHbin npuem MNp n/vnv BHYTPUBEHHbIE

peumnansupytowmii HC
(PPHQ)

Mepuo
noETBen KaeHus NynbCbl METUAINPELHN30M0HA U MPUEM UHTMOUTOPOB PEHNH-aHTVOTEH3UH-
P anbJOCTePOHOBOM cUcTeMbl. MauneHT, gocTuratowmim nonHom pemmccnn HC K
KOHLY 6-1 Hefieny cTepoungHo Tepanun, onpegensaeTca Kak naymneHt ¢ CHHC
C MO3AHUM OTBETOM, @ He JOCTUTLWNIA nosiHon pemuccnn HC, xoTa gocTurwmii
YaCTUYHOW PEMUCCUN K KOHLY 4-11 Hepenu, Kak umetowymnin CPHC
CYHC c no3gHum MaymeHT, pocTurwnmn nonHon pemuccum HC B TeueHne nepuofa noaTeepaeHmna
OTBETOM B febiote HC
MosABneHne npotenHypumn ypoBHA >3+ (0,3-1,0 r/n) no TecT-nonocke nnm
Peunnns CBK =200 mr/mmonb (=2 mr/mr) B 3 nocnefoBaTeNbHbIX YTPEHHMX aHanm3ax Moun
C unun 6e3 NoABNeHVA OTEKOB Y AAeTel, KTO paHee AOCTUT NOMHOWM peMuccum
Penko <2 peuunanBoB B TeyeHne 6 MecsaLeB Nocse AOCTUXEHNA PeMUCCUN

nepBoHayanbHoro anusoaa HC nnu <3 peunanBoB B TeueHre Noboro
nocnepytolero 12-mecA4Horo nepuoga

Yacto
peumnansupytowmin HC
(YPHQ)

>2 peynanBOB B TeueHne 6 MecaLeB nocse AOCTUXEHUA peMnccnm
nepBoHayanbHoro snusoaa HC unu >3 peunaneoB B TeueHre Noboro
nocnepytoulero 12-mecayHoro nepuopga

Crepova-3aBucMbI
HC (C3HQ)

Pa3BuTre 2 nocnenoBaTenbHbIX PeLnaMBOB Ha pOHE peKOMEHA0BaHHOM
[K-Tepanuu ge6rota HC unu peunane B TeueHue 14 gHen nocsie otmeHbl MK

CrepouvaHas
TOKCMYHOCTb

BO3HMKHOBEHME UNK yXyALLIEHUE OXMPEHNA / N36bITOYHO Macchbl TeNa,
apTepuanbHol rMnepTeH3nu, r’MneprimkemMmmnm; BO3HUKHOBEHVE MoBeAeHYeCKNxX/
NCUXMYECKNX PACcCTPOICTB, HapYLIEHUA CHA; 3amMeaJieHne pocTa (CKopocTb pocTa
<25 NepLeHTUNA UK AnviHa Tena <3 NepLeHTUNs) y AeTeil C HopMalibHbIM POCTOM
[l0 CTEPOVAHO Tepanuu; NoABReHne cHAPOMa KyLnHra, KpacHbIX CTPUIA,
rlayKoMbl, KaTapakTbl, 60neli B KOCTSX, aBaCKysIPHOIO HEKPO3a KOCTH
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OKoHuaHue Tabnuubl 1

Cronkasa pemmnccuna

OTCcyTCTBME PELMANBOB B TeYeHMe 12 mecAueB Ha GpoHe nnu 6e3 Tepanum

He KOHTPONVpyemblIi

CYHC .
ME[MKAMEHTO3HO Pepkue peunanebl HC unu nonHasa pemmnccra Ha GoHe MMMYHOCYNPeCcCMBHOM
. Tepanuu nNpu oTCYTCTBUM 3HaUNTENbHON JleKapCTBEHHOW TOKCUMYHOCTA
KOHTPOJSIMpYeMbiii
CYHC
JIn6o vactble peunanebl HC, HECMOTPSA Ha UMMYHOCYNpeccuto, TMbo pa3suTme
Me[JMKaMeHTO3HO

TAMXKENOW NIeKapCTBEHHOW TOKCUYHOCTM 3TON Tepanumn

BropuyHas crepong-
PE3NCTEHTHOCTb

MNauneHTbl ¢ ncxogHo CHHC, y KOTOpbIX NPy NOCNefyoWwmxX peuransax He
[OCTUraeTca nosHaa peMnccus B TedeHne 4-x Hegenb npuema Mp B cTaHgapTHON
nose

OCNOXHEHHbIN
peunans

Peunpavs, Tpebytowmin rocnTannsawmm no OfHON UK HECKObKUM NPUYNHaAM:
Bblpa)KeHHble OTeKU, CUMMToMaTyeckas runosonemus unv OMM, Tpebytowme
BHYTPWBEHHOIO BBeAieHMA anbOymuHa, TPOMO03 Unu Taxesnble NHeKLmn
(Hanpumep, cencuc, NEPUTOHNT, MTHEBMOHWA, LLENIONNT)

CPHC, pe3ncteHTHbIN
K MIHIMorTOopam

OTtcyTcTBME NO KpariHel Mepe YaCTUYHOW PEMMCCUM NOC/e 6 MeCALIEB eYeHunn
VHIMbuTopamm KanbLMHEBPUHa B aieKBaTHbIX 103aX U/UK C TepaneBTUYeCKUMm

KanbLMHEBPMHA YPOBHAMM MNpenapaTta B KPOBYU
CPHC ¢
MHOXECTBEHHOW OTCyTCTBME NONHOW peMmccum Yepes 12 mecaues Tepanun AByMA pasnnynmbiMmn
NeKapCTBEHHOM MMMYHOCYMNPECCMBHbIMY Npenapatamuy B CTaHAAPTHBIX f03axX
YCTOMYNBOCTbIO
BosBpat npoTenHypumn HedppoTuyeckoro yposHs y pebeHka ¢ CPHC nocne
TpaHcnnaHTaumm noukm (TI) npu OTCyTCTBAM APYTNX OYEBUAHBIX MPUYMH
Bozpat HC W/VNn CrnakuBaHUm ManblX HOXeK NoAoUMTOB Npu Hedpobroncum. ToT AnarHos
B MOYEYHbIN HeobX0oAMMO PacCMaTPMBaTb B CJTyYae HaNMuma CTOMKOWN NPOTENHYPUN
TpaHcnnaHTaT (CBK =100 mr/mmonb (=1 mr/mr)) y nauneHnTa ¢ aHypuen go T, unu npu

ysennyeHumn CBK moun Ha 2100 mr/mmonb (=1 Mr/mr) y nayneHTOB € NpOTenHypuen
no Tl npn oTCyTCTBMM APYTUX OUYEBUAHBIX MPUYNH

B nonynaumoHHom koropTtHom uccnepgosaHum NEPHROVIR, BkniouaBwem 188 peten
(121 (64%) manbumk, megmnaHa Bo3pacta — 4,1 ropa) ¢ gebrotom HC B 2007-2010 rr., no-
NyYyaBLWMX CTAHAAPTHbIN GpaHUY3CKMIA NPOTOKON neveHusa (MpefHn3onoH 3990 mr/m?,
18 Hepenb), OLEHNBaNNCb BapyaHTbl TeueHus (purc. 1) U NATUNETHUIA NCXO 3ab0neBaHNA
[9].Y 174 (93%) naumneHToB gmnarHoctnposaH CYHC c oTcyTcTBMEM peumamnBoB B 21% cnyya-
€B Ha MOMEHT nocnegHero ocMoTpa (B cpegHem 72 mecaua), a'y 79% nmen Mecto Kak MUHN-
MyM OfiViH peunams (MearaHa 8,3 mecsla ot febioTa), U3 KOTopbIx y 25% otmeuarnca PPHC, a
y 55% — YPHC unu C3HC. BbifsBNeH eAUHCTBEHHbIN NPeAnKTOp peLmavBypOBaHNA — feboT
HC B Bo3pacTe mnaawwe 4 net. Yepes 96 mecsueB HabnoaeHns 83% NauUMeHTOB C YacTbiMin
peuvanBamu BCe eLle NpYHUMAny ctepouabl U/vnv nMMyHogenpeccaHTb [9].

Y petein ¢ CYHC, nonyuatowmx cBOEBPEMEHHOE 1 afileKBaTHOe fleueHune, GyHKUMA Mno-
yeK MpakTUYeCKn BCerga coxpaHAaeTca, a MPOrHO3 KoppenupyeT C AINTENbHOCTbIO NpU-
ema K n ctepoung-3ameLLaoix MIMMYHOCYNPECCOPOB BTOPOro pAAa, KOTopble Ha3Haya-
totca npy YPHC 1 C3HC[1, 9, 10]. CYHC nmeeT xpoHnUeckoe pemMnTTipytoLlee TeuyeHne C
TeHAeHUMeN K CMOHTaHHOMY pa3peLLeHIIo Nocsie NonoBoro cospeBanHus [1, 9, 10]. OgHako
B 10-31% cnyuaes CHHC npoposnxaeT peumanBrpoBaTb nocne JocTmxeHna 18-netHero
BO3pacTa, coXpaHaAs ocobeHHocTn geTckoro HC ¢ 6bicTpbiM oTBeTOM Ha K [11, 12]. Kpome
TOro, y HebonbLoro npoueHTa geten ¢ CYHC (<5%) npy nocnegyowmx peLngmBax MoxeT
Pa3BUTLCA BTOPUYHAA CTEPOUNA-PE3NUCTEHTHOCTb. Y STON KaTeropmm nauMeHTOB BbICOKa
BEPOATHOCTb KaK MPOrpeccnpoBaHmA NOYEUYHOW HeJOCTaTOYHOCTH, Tak U peungnsa no-
cne TN [13].
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Manonatnueckmin HC (n=188)

MpegHM30n0oH 60 Mr/m*/cyT X 4 Hep,.

' '

7% 93% 6%
cTepoua-pe3ncTeHTHbIn HC cTepona-vyBCTBUTENbHbIN HC 3nynbca x 1r/1,73 m? MMM
21% 79% (n=138) <— 59% =1 nmmyHocynpeccopa
HeT peunansoB peumnansupyowmin HC
25% 55% (n=76)
pepko YyacTto
peunanBupyoWwnin peumanBmnpyoWwnii /
HC ctepouva-3aBucumblin HC

Puc. 1. BapuaHTtbl TeyeHna ngnonaruyeckoro HC y peren [9]
Fig. 1. Variants of idiopathic nephrotic syndrome course in children [9]

Y petenn ¢ CPHC pekomeHpyeTcA NpoBefeHMe reHeTUYeCcKoro TeCTMpOoBaHWA, Mo-
CKosbKy ¥ 10-30% nayneHTOB C HEOTArOLWEHHbIM CeEMEHbIM aHaMHE30M MOryT ObITb 06-
Hapy»KeHbl MyTaLMK1 B NOAOLMT-aCCOLMNPOBAHHbBIX FeHaX, YTO OYeHb BaXHO AnA Bblbopa
ONTUMANIbHOW TaKTWKK neyeHus [7]. BepoAaTHOCTb pemuccrm 1 6naronpuaTHOro Mcxona
HaMHOrO BblLle y nauneHToB ¢ HereHeTnuecknum CPHC [14, 15]. Mo AaHHbIM MeXKAYHapOa-
Horo KoHcopumyma PODONET, nonHaa nnn yactnyHaa pemuccna CPHC gocturaetca B
TeyeHne 12 mecaues neveHna y 24,5% n 16,5% naLmeHTOB COOTBETCTBEHHO, Yalle npwu
NCMOob30BaHNM MHIMOMTOPOB KanbLyMHeBpuHa [15]. 10-neTHAA NoyeyHasn BbIKMBaeMOCTb
6e3 focTmkeHnA TepMmmnHanbHon XBIM coctaBnaeT 43%, 94% 1 72% y feTell C MHOXXeCTBEH-
HOW NNeKapCTBEHHOW Pe3UCTEHTHOCTbBIO, NOSIHOM 1 YacTuyHom pemnccren CPHC cooTseT-
CTBEHHO; 27% Yy nauuneHToB ¢ reHetuveckum HC; 79% un 52% npu BMU n OCIC cooTtseT-
CcTBeHHO [15].

B poctynHow nuTtepatype OTCYTCTBYIOT flaHHble no 3aboneBaemocTn u ncxogam HC,
pone CYHC/CPHC, mopdonornueckux BapraHtax CYHC y geteir B ctpaHax BoctouHow Es-
ponbl.

B LIEJIb NCCNEQOBAHUA

Onpep,enMTb 06LIJ,y}O N pernoHanbHyto 3ab6051eBaemMoCTb nanonaTnvyecknm Heq)pOTI/I-
YeCKMM CMHOPOMOM Yy neten B Eenapycm, OUEHUTb MOpd)OJ'IOFVILIECKI/Ie N3MeHEeHNA, KNn-
HUYeCKME BapaHTbl TeYEHUA, Bd)d)EKTI/IBHOCTb I'IpOBO,D,VIMOVI Tepanunm n ncxopbl.
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B MATEPWAJIbl U METO/bI

B npoponbHoe obcepBaLMOHHOE MCCIefoBaHMEe BKIIOUEHbl BCe 65 AeTei C BnepBble
yCTaHoBNeHHbIM AnarHo3om HC B Pecnybnuke benapych 3a nepuog 2022-2023 rr., a Takke
NpPoBeAEH PETPOCMNEKTVBHbBIM aHanu3 nctopuii bonesHen 123 petein ¢ gnarHosom HC, Ha-
6ntofaBLUNXcA B PecnybnnkaHCKOM LieHTpe aeTckol Hedponorum 1 3amecTuTenbHol no-
yeyHo Tepanuu (PUAHM3MNT) r. MuHcka ¢ 2018 r. no 2022 r. Cnyyan BTopuyHoro (Ha ¢poHe
CKB, IgA-BackynuTta 1 ap.) n BpoxkaeHHoro HC, a Takxe aebrota HC npu peTpocneKTMBHOM
aHanuse ObinNy UCKNYEHbI U3 UCCNefoBaHMA. [JaHHble Mo nepBuYHbIM cydaam HC nony-
YeHbl OT MMaBHbIX BHELITATHbIX AETCKMX HedPOooros obnactel cTpaHbl U . MUHCKa.

Bcem naumeHTam B pebiote HC HasHauanca CTaHZApPTHbIA 18-HefenbHbI NpoTo-
kon I'K: npeaHn3onoH 2 mr/kr/24 4 (max. 80 mMr/kr/24 4) — 4 Hep,, 2 mr/kr/48 u — 8 Hep,,
1,5 Mr/kr/48 u — 2 Hep., 1 Mr/kr/48 u — 2 Hep., 0,5 mr/kr/48 u — 2 Hep.

MpoBeneH aHanu3 gemorpaduryeckmx gaHHbIx naymeHTos ¢ HC (Bo3pacT, non), perno-
HanbHol 3abonesaemoct HC B 2022-2023 rT., KNNHNYECKOro BapuaHTa TeyeHus (CYHC,
CPHC, PPHC, YPHC, C3HCQ) n nposasneHna HC («umcTbin» HC, HC ¢ apTepuanbHoni runep-
TeH3uen (Al n rematypuen, HC c AT unu ¢ rematypuen), Mopponornyeckoro BapraHTa
HC (BMW, ®CI'C, me3aHrnonponudepatusHolin rnomepynoHedput (M3MPrH)) n gpyrue),
CXeM MMMyHoCynpeccnBHom Tepanum (npegHusonoH (Mp) £ umknocnpuH A (LUcA), neBa-
mu3son (J1B), uuknodocdhamug 8/8 (Ld), putykcumab (P16)) n ncxopga (nonHas, yactmyHas
pemuccusa, oTcyTcTBre 3ddekTa ot Tepanum). MNog «unctoim» HC nogpasymeBanochb Ha-
nuyue B oOLLEeM aHaNn3e MOUM TONbKO NPOTeVHYpUK (6e3 rematypum 1 roKosypun), npu
otcyTcTBUMN Al 1 KaKmx-nnbo aKCTpapeHanbHbIX NPoABNeHNIA, HexapakTepHbix ana HC.
IgM-Hedponatua (IgM-H) grnarHoctmpoBanach B cjiyyae BbIABIEHUA JOMUHAHTHOM 3KC-
npeccuu IgM npuv UMMYHOTMCTOXMMUYECKOM NCCieoBaHUN HeppoOMoNTaToB.

CratucTnyeckas o6paboTka AaHHbIX NMPOBOAMMIACb C UCMONb30BaHNEM MPOrpamMmbl
Statistica 13.3. PaccumTbiBanu megmany n kBaptunu (Me (P25; P75)). KauecTBeHHble noka-
3aTeNnv NpeAcTaBfieHbl YacToTamu 1 npoLeHTamu. MNpu nccnegoBaHv TabunL CONpsKeH-
HOCTM He3aBUCUMbIX FPYyMn MCNOMb30BanCA ABYXCTOPOHHMI TOUHbIN Kputepuin Quiiepa.
Paznnuma cuntann goctoBepHbiMn npu p<0,05.

B PE3YJIbTATbI N OBCYXKOEHWE

3aboneaemocTb HC y petein B Pecnybnuke benapycb B cpefHemM coctaBuna 32,5 cny-
yas (8 2022 r. - 41 cnyuan, B 2023 1. - 24 cnyyas), uto cooTtBeTcTBYyeT 1,75 cnyyan (2022 . -
2,20, 2023 1. — 1,29) Ha 100 000 peTen B Bo3pacTe fo 18 net. MegunaHa Bo3pacTta nauu-
eHToB 4,5 (3,1; 7,5) ropa, 72% manbumkoB. HaumeHbluas cpefHAn exerogHas 3aboneBae-
mocTb HC B [pogHeHcKol obnacTu — 1,42, a Hanbonbluasa B fomenbckom obnactv — 2,02 Ha
100 000 peTen B Bo3pacTe 0-17 net (puc. 2).

3aboneaemocTb HC y petelr B benapycu conoctaBuma C TakoBOW y npepctaBuTe-
nei esponeoungHoln pacsl B CLUA — 1,8 cnyuas [2, 4, 16] n B EBpone: BenukobputaHun —
2,6 [2,4,17]1 v Hupgepnangax — 1,52 [5] Ha 100 000 geTen B rog.

Y 9,2% (6) naumeHToB anarHoctuposaH CPHC ny 90,8% (59) - CYHC, npn KoTopom 3a
nepviog HabnoaeHua 1,6 (1,1; 1,9) roga nmenca xota 6ol 1 peuname (PPHC/YPHC/C3HC)
y 42% (25) naumeHToB. Y 11 geTein npoBefeHa OMONCKA NOYKM, MOKa3aHUAMMN ANsA KOTO-
pon Bbictynanu: CPHC -y 5 naymnerTtos; CYHC (PPHC/YPHC/C3HC) -y 4; HC ¢ remaTypu-
e n Al —y 2. Mo pesynstatam mopdonornyeckoro nccnegosaHua npu CPHC BbisiBneHbI
OCICy 3 (60%) peten, MU 1 M3lMPTH ¢ HauyanbHbiMK Npr3Hakamu GCIC - no 1 nauneHTy;
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npu CYHC - BMU y 2 (50%), BMU ¢ HauyanbHbiMu npr3sHakamu GCIC n M3MPTH no 1 cny-
yato; npu HC c rematypuen n Al - OCIC n M3lMPTH (C3-HedponaTtus) no 1 cnyvaio.

Jona CPHC cpepm Bcex cnyyaes nanonaTtnyeckoro HC B cpegHem cocTaBnset 15%, a
y feTen eBponeongHoi pacbl CLUA - 3,6-6,2%, KaHagb! — 6,8%, EBponbl: ®paHumm — 7,0%,
Monbwn — 24,7% wn, No faHHbIM HacToALero nccnenosaHus, benapycn — 9,2% [2, 4, 7, 91.

Pe3ynbTatbl Mopdonornyeckoro nccnegoBaHuna HedpobrontaTos y feTteld B benapycu
¢ npeobnagavnem OCIC (60%) npu CPHC n BMW (75%) npu CYHC (PPHC/YPHC/C3HCQ)
CXOXM C JaHHbIMK, MONYYEHHbIMU B Apyrux cTpaHax [1, 71.

C yuyeToM COBpPEMEHHbIX NMOAXOLO0B K onpefefieHNI0 MoKa3aHUn AN BbINMOMHEHNA He-
bpobuoncun y pgetenn ¢ nguonatmyeckum HC 8 PUAHM3MNT cnepyet yinTy oT nNpakTuKy
npoBeAeHUA AaHHON MHBA3UBHOW NpoLeaypbl Npu Hanuuum 3 n 6onee peungnsos CHHC,
MOCKOJIbKY [J0Ka3aHo, YTO NonyyYeHHble AaHHble He onpeaenaioT fanbHelllee TeueHme n
ncxop 3aboneBaHusA Npu Hanuuum vyyscTeuTenbHocT HC K ctepougam [1, 7]. Skcneptamu

JlaTeua

Poccuna

Butebckan
obnactb

1,74

JNluTea

1!,5 7 MMHCK L,
= Morunéeckas

FpoaHeHcKan MUHCKAR obnacTb 9
’

obnacTte . obnacTe

142 . 1,86

1,95

1 72 gg::gxan FomenscKkas
’ ° ] obnacTe

YKpauHa

Puc. 2. CpepgHan (2022-2023 rr.) permoHasnbHasA 3a6osieBaeMoCTb nANONaTUYECKUM HeppoTUYECKUM
cuHapomom Ha 100 000 peteir B Bo3pacTte 0-17 net

Fig. 2. Average (2022-2023) regional incidence of idiopathic nephrotic syndrome per 100,000 children
aged 0-17 years
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MeXJyHapoaHou accoumaummn getckux Hepponoros (International Pediatric Nephrology
Association — IPNA) pekomeHzyeTca npoBefeHve Heppoburoncum y fieTe c:

= CPHG

®  HC ¢ HeTUNMYHbIMY NPOABNEHNAMY, BKITIOYAA MaKPOCKOMMYECKY0 remaTypuio, HU3-

Kne yposHu C3-komnnemeHTa, O, He CBA3aHHYIO C rMNOBONEMMEN, CTOMKYIO apTe-

puanbHyto rmnepTeH3unio, apTPUT U/UNK Cbinb (PeKoMeHZaL MM C CUNbHON JoKa3aTeslb-

How 6a3on — A);
= HC npu maHndectauum B Bospacte 3-12 mMecC., €CNN reHeTUYECKNI CKPUHWUHT He [o-

CTyneH unu He NnpoBoaunca (cnabasa cnna gokasartenbcTs — B);

HC c maHudecTaymeli B Bo3pacte >12 neT — MHANBUAYANbHbIN NOAXOS;

HCy naumeHTOB C MMKpOrematypueli B perrmoHax C BbiICOKor YyactoToi IgA-Hedponatum

(cnabasa cuna gokasatenbcts - C) [1, 7].

PeTpocnekTnBHasA yacTb nccnefoBaHmaA BKtoyana 123 pebeHka 13 r. MUHCKa 1 gpyrux
pervioHoB benapycu, kKoTopble 6binn rocnutanusmposaHbl B PLAHM3MNT B 2018-2022 rr. u,
KaK NpaBuio, HY>XJanncb B yTOUHeHU mopdonornyeckoro anarHosa HC. MegraHa Bo3-
pacTa nayveHToB B gebiote HC coctaBuna 3,3 (2,2; 5,8) roga, katamHesa - 9,9 (6,4; 14,9)
roga, fona ManbunkoB — 61%. Y 96% naumeHToB (118 13 123) BbiNoNHEHa OUOMNCUS MOYKMN.

Cpeau nauneHToB rpynnbl peTpocnekTnsHoro aHannsa CPHC nmen mecto y 30% (37),
PPHC/YPHC/C3HC -y 70% (86). Hanbonee yactbim BapuaHtoMm HC 6bin «ymcTbiiy HC —
69%, pexe HC c rematypuein n Al — 20%, c rematypuein — 7% unu ¢ Al — 4%. CPHC BbI-
ABnAnca pexke npu «ynctom» HC, yuem B octanbHbIX cnyyasnx (15% (13) npotue 63% (24),
p<0,001) (Tabn. 2).

Ta6bnuua 2

KnuHuko-nabopaTopHble BapuaHTbl U YyBCTBUTENIbHOCTb K ctepougam HC

Table 2

Clinical and laboratory variants, and sensitivity to steroids NS
«Yucrbin» HC HC crematypuein n AT HC crematypuein HCcAT
69% (85) 20% (24) 7% (9) 4% (5)

CYHC - 85% (72)

CYHC - 33% (8)

CYHC - 44% (4)

CYHC - 40% (2)

CPHC -15% (13)

CPHC -67% (16)

CPHC -56% (5)

CPHC -60% (3)

Ta6bnuua 3
Mopdonornyeckne xapakTepucTUKmM pasianyHbIX KNMHNKO-NabopaTopHbix BapnaHTos HC
Table 3
Morphological characteristics of various clinical and laboratory variants of NS
«YucTbin» HC HC c rematypuein n AT HC c rematypmeii HCc Al
69% (81) 19% (23) 8% (9) 4% (5)

BMU - 42% (34)
DCrC-28% (23)
IgM-H ~15% (12)
M3rH - 14% (11)
MIITH - 1% (1)

OCIrC-61% (14)
M3MMH - 13% (3)
BMW+TUH - 4% (1)
IgM-H — 4% (1)
Hacn.-H - 4% (1)
IgA-H — 4% (1)
Clg-H-4% (1)
C3-IM-4% (1)

OCrC-56% (5)
BMW - 22% (2)
MHM - 11% (1)
MMMH - 11% (1)

OCrc -80% (4)
BMW - 20% (1)

Mpumeyanma: M3lMH - me3aHruonponudepatneHbIi rnomepynoHedput, MMMH - membpaHonpondepaTUBHbIA rIoMepyno-
HedpuTt, TUH - TybynonHTepcTULmanbHblii HeppuT, Hacn.-H — HacneacTBeHHbIN HedpuT, IgA-H - IgA-HedponaTma, C1g-H - Clg-
Hedpponatua, C3-IM - C3-rnomepynonatusa, MHIM - membpaHo3Has HedponaThA.
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BMW (32%)

Clg-Hedponatusa
IgA-Hepponatun
HacnepcTBeHHbI HeppuT
MHIM

MITH (2%)

M3IrH (12%)

IgM-HedponaTuna (11%) OCIrC (39%)

Puc. 3. Pesynbratbl Mopdonormyeckoro nccieaoBaHusa He¢ppobuonTaToB y AeTeli co crepouna-
pe3nCTEHTHbIM, peLyuanBupylownM n cteponp-sasmcumbim HC 3a neprop 2018-2022 rr.

Fig. 3. Morphological findings of nephrobiopsy specimens in children with steroid-resistant, recurrent
and steroid-dependent NS for 2018-2022

Mpumeyanua: BMU - 6one3Hb MUHUManbHbIX n3meHeHuin, OCIC — poKanbHO-cermeHTapHbIV romepynocknepos, MslMrH — me-
3aHrnonponudepaTnBHbI rnomepynoHedput, MIMMH — membpaHonponvdepaTnBHbIA rnomepynoHedpput, MHIM - membpaHo3-
Has HedponaTua.

Mo pe3ynbraTam aHanu3a pesynbratoB Hedpobuoncuin 6bIM onpeaeneHsbl MOPdo-
nornyeckume BapmaHTbl CPHC/PPHC/YPHC/C3HC: ®CICy 39% nauuneHToB, BMU -y 32%,
IgM-H y 11% wn apyrue (puc. 2). flona ®CI'C y nauneHToB ¢ «4nctbim» HC 6bina HaumeHb-
wen (Tabn. 3) B CpaBHEHMM C APYTUMU KIIMHUKO-NabopaTopHbiMU BapraHTamu HC (28%
(23) npotus 62% (23), p=0,002).

B panbHeliwem npoBefeH aHanu3 3GpPpeKTUBHOCTI NaTOreHeTMUYEeCKo Tepanum B 3a-
BUCMMOCTU OT KJIMHMKO-NTabopaTtopHoro u mopdosnoruyeckoro Bapuanta HC. Ctolikom
pemnccmm CHHC ¢ «umcTtbim» HC 1 BMU yale yaaBanocb [OCTMYb MOCAe NeveHns nepBo-
ro peunariBa TONbKO NPeaHN300HOM Y 23% (7) nauneHTOoB, pexe npu NCnonb3oBaHUN
npefHn30/I0Ha C UMKNOCMOPMHOM Npu nocneayowem peungree —y 19% (6) n Bo3Bpare
K MOHOTepanuu npegHrn3oioHoM nocie 3-ro peumamea — y 13% (4) (tabn. 4). Y 23% (7)
nauueHToB nmen Mecto 1 peuunans 3abonesaHnsa, y 28% (9) — 2,y 25% (8) - 3,y 23% (7) -
41y 3% (1) — 8 c MomeHTa febioTa 3aboneBaHus. Cronkasa pemuccusa CPHC ¢ «unctbim»
HC n BMW ycneluHo 6bina gocTurHyTa y 2 nauyeHToB npuv Jo6aBneHUN K NPeaHN305I0HY
umknocnopuHa A (tabn. 4). B 10 (91%) 13 11 cnyyaes nocne okoH4YaHus Tepanuu CHHC
nesamu3onom passmsancs peunaus HC. Tonbko 2 pebeHka nonydanu MrkodeHonaTta mo-
beTnn 1 HY ofiMH — PUTYKCMMab, HecMOTpA Ha 6osbLIOe KONMYEeCTBO PeLnamBoB Y paga
pgetein ¢ CYHC (tabn. 4).

JleBamun30n cumTaeTcA HammeHee TOKCMUYHbIM U HEJOPOrMM CTePOMA-3aMeLlatowm
npenapaTtom ana npegotepaleHna peunamnsos CYHC y pneten. B mHoroueHTposom nna-
LLe60-KOHTPONMPYEMOM ABOVHOM C/IENOM PaHAOMU3UPOBAHHOM KJIMIHUYECKOM UCCNeno-
BaHuM (2018) B rpynne geten ¢ YPHC 3HauMMO yAIMHANOCH Bpems 4O NepBOro peumansa
(oTHOwWweHwme puckos (OP) 0,22 (95% poseputenbHbii nHTepsan (4N) 0,11-0,43, p=0,001)
B CpPaBHEHUW C Fpynno nayMeHTOB, NofyyaBLUMX nnauebo, TakxKe K KoHUY 12-ro mecaua
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nccnepoBaHuA 26% B rpynne feBaMr3ona B cpaBHeHUN ¢ 6% B rpynne nnaue6o ocraBa-
NNCb B pemmnccnmn (oTHoweHme waHcos (OLW) 0,30 (95% W 0,11-0,82, p=0,02). [lo3a nesa-
MM30/1a 6blna GUKCMPOBaAHHOM 2,5 Mr/Kr/48 4 (max. 150 Mr/24 1) n ANUTeNbHOCTb NeYeHNA
coctaBuna 12 mecaues [18]. Mo pesynbTratam MeTaaHanm3a, BK/OUYaBLUEro 8 KOHTPONMpPY-
eMbIX NCccneaoBaHnii U 474 naumneHTa, TakxKe Obina nogTeepxaeHa 3¢pPeKTMBHOCTL NleBa-
MIK30M1a MO CHWKEHWUIO YNCNa PeunanBOB B CPAaBHEHUM C MPUEMOM NPeaHN30sI0Ha, nna-
uebo unm 6e3 neyenma (OP 0,52 1 0,33-0,82, p<0,001) [1, 19]. Mo aaHHbIM M.P. Gruppen ¢
coaBT. (2018) 1 A. Sinha c coaBT. (2019), HazHaueHWe neBaM130a NPEANOYTUTENbHEE NP
YPHC, uem npn C3HC [1, 18, 20]. Bo Bcex cnyyanax ncnonb3oBaHMA IeBaMM30s1a B HalLen
pPeTPOCNEeKTUBHON rpynne nccnefoBaHna 6bin JOCTUTHYT 3ddeKT Nno noaaep»kaHuio pe-
MUCCUN 1 CHUXKEHWIO A03bl CTEPOUAOB, OAHAKO OH Obl1 KPaTKOBPEMEHHbIM 1 B 6ONbLIMH-
CTBe CJyy4aeB He YAanocb NpefoTBpaTuUTb NocneayoLwme peLansbl.

Mpwu aHanm3e pe3ynbraTtoB nedeHus naymeHTos ¢ OCIC (Tabn. 5) obpalyaeT BHMMaHUe
[OCTaTOYHO BbICOKaA [ONA CTEPOUA-UYYBCTBUTENbHbIX BapnaHToB HC — 46% (21/46), oco-
6eHHO npu «ynctom» HC - 74% (17/23). Hanbonee yacto nocne 2-ro peumamnsa CHHC K ne-
YeHVo NpefHN3010HOM fobaBnanca uuknocnopuH A —y 38% (8/21) nauneHToB v npea-
nouyTeHne 3TOM KOMOMHaLMK OTAABaNoCb MOCie NOATBEPXKAEHUA MOPONOrnyeckoro
pamnarHo3a npu CPHC -y 56% (14/25) naymeHToB (Tabn. 5). Yawe CPHC guarHoctupoBancsa
Ha poHe OCIC npu HC c rematypuein n Al — B 86% (12/14) cnyyaes, HC c AT — B 100% (4/4)
(Tabn. 5). Takxxe HeO6XOAMMO OTMETUTb OUYeHb pefKoe ucrnonb3oBaHue npu GCIC muko-
deHonata modeTuna n putykcmmaba — Tonbko y 1 naymeHTa.

B nopaenstowem konunyectse cnyyaes IgM-Hedbponatua guarHoctmpoBanacb npu
«ymctom» HC — B 92% (12/13) ¢ uyBCTBUTENBbHOCTbIO K cTepongam B 85% (11/13) cnyyaes

Ta6bnuua 4

BapuaHTbl neueHns 60ne3HN MNHUMaNbHbIX N3MEHEHUI B 3aBUCUMOCTM OT KNMHNKOo-nabopatopHoro
BapmaHTa HC 1 YyBCTBUTENbHOCTHU K CTeponam

Table 4

Treatment options for minimal change disease depending on the clinical and laboratory variant of NS
and sensitivity to steroids

bonesHb MUMHMMaNbHbIX U3MEHEeHUN
CYHC (PPHC/YPHC/C3HC) CPHC
1 peunpus: TK (n=7)

2 peunausa: 'K, TK+LcA (6); TK, TK+/Im (1); TK, TK+Ud (1); TK,
TK+K (1);

3 peunausa: 'K, TK+LcA, TK (4); TK, TK+Im, TK (2); TK, TK+LIcA,
K+Ud (1); TK, TK+1m, TK+LICcA (1); «YucTbin» HC:
4 peungusa: MK, TK+1m, TK+LcA, TK (3); TK, TK+LcA, TK+/Tm, 89% (34)

TK (1); TK, TK+1Im, TK, TK+7TK (1); TK, TK+JTm, TK+LIcA, TK+Ld
(1); TK+LcA, TKEMMO (1);

8 peumnaneos: MK, TK+1m, K, TK+TK, TK+LcA, TK+MMO,
IK+LcA, TK+A3a, TK+Ld (1)

K, TK+LcA (2)

1 peumnams: TK (1) HC c rematypueir n

AT:3% (1)
. HC c rematypuein: K, TK+LcA, TK+A3a,
3 peuymnausa: TK, TK+1m, TK (1) 5% (2) MK-LIcA, TK+A3a (1)
2 peunaumsa: K, F’K+LicA (1) HC c Al 3% (1)

Mpumeyanma: LicA - umknocnopuH A, Jim — neBamuson, JIk — neiikepaH, Lip — umknodocdan /8, MM® — mukodpeHonata modetun,
A3a - a3aTMonpuH.
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Ta6bnuua 5

BapuaHTbl neueHna poKanbHO-CErMEHTapHOro CKNepo3a B 3aBNCUMOCTH OT KNMHUKo-NabopaTopHoro
BapuaHTa HC 1 YyBCTBUTENbHOCTHU K CTeponaam

Table 5

Treatment options for focal segmental sclerosis on the clinical and laboratory variant of NS and
sensitivity to steroids

oCrc
CYHC (PPHC/YPHC/C3HC) CPHC
1 peunpus: TK (n=1)

2 peumnaunsa: TK, TK+LcA (7); TK, TK+Im (2); TK,
rK+Uo (1); «Yunctbim» HC: K, TK+LcA (4);
3 peumnamsa: [K, TK+m, TK (2); TK, TK+m, TK+Ld (1); | 50% (23) MK, TK+Lo (2)
4 peunpmea: MK, TK+LIcA, TK+A3a, TK+Ld (1); TK,
TK+1m, TK+TK, TK+LcA (1); TK, TK+Ud, TK, TK+Ld (1)

I'K, TK+LIcA (8);

1 peumans: TK (1) Hmcecﬁrj“/’;?Tébq MK, TK+Lid (1); TK, TK+TTk (1);
2 peumnausa: K, N’K+LIcA (1) 84) : ° K, TK+Lo, MK+LcA (1);

K, TK+Ld, TK+A3a, TK+J1k, TK+LicA (1)
1 peumnans: TK, TK+J1K (1) HC c rematypu- | I'K, TK+LicA (2);
2 peumnausa: MK, TK+LcA, TK (1) ein: 11% (5) K, TK+/Im (1)

FK(1);

. K, TK+J1k (1);

- ;'02 ? 4;)\[ K, TK+LcA, TK+/Tk, TK+Ld (1);

'K, TK+LcA, TK+Ld, TK+PT6, TK+Tak,
[K+P16, TK+MM®O (1)

MpumeyaHma: LicA - umknocnopuH A, Jiv — neBamuson, JIk — neiikepaH, Lip — umknodocdan 8/s, MM® — mukodpeHonata modetun,
A3a - azaTmonpuH, PT6 - putykcmab, Tak — Takponumyc.

(Tabn. 6). Mopdonornyeckyto ocHoBy 3aboneBaHus (Tabn. 6) coctansanmu M3MNrH, BMA -
no 31% (4/13), ®CIC - 23% (3/13), M3MNTH+®CIC - 15% (2/13). Hanbonee yacTo B neye-
HUWM UCMONb30BaNacb KOMOUHaLMA NPEeAHN30/I0Ha C LUMKIOCNOPHOM A npu 2-M peun-
LVBe UM YCTaHOBNEHUMN CTePOUA-PE3NCTEHTHOCTY — Y 46% (6/13) naumeHTOB (Tabn. 6).

Ta6bnuua 6

BapuaHTbl neyeHus IgM-HedponaTim B 3aBMCUMOCTH OT KNIMHUKO-nabopaTopHoro BapnaHTa HC

1 YyBCTBUTENbBHOCTU K CTeponaam

Table 6

Treatment options for IgM nephropathy on the clinical and laboratory variant of NS and sensitivity to
steroids

IgM-HedponaTus
CYHC (PPHC/YPHC/C3HC) CPHC
«Yuctbiin» HC: 92% (12)

2 peungumsa: K, FTK+LcA (n=1);
3 peumnaumsa: TK, FTK+LcA, TK+Ld (1); BMW
4 peumpmBa: MK, TK+/m, TK+LcA TK+k (1)

2 peuymnausa: TK, TK+LcA (2);

'K, TK+LIcA (1)

3 peunansa: K, MK-+LIcA, TK (1) ocre

1 peungms: TK (1);

2 peunamsa: TK, TK+LIcA (2) M3frH

2 peuymnansa: MK, TK+J1k (1)

6 peumnanoB: K, TK+/m, K, TK+LcA, TK, TK+LicA (1) MsMrH+®CrC

HC c rematypueii n Al: 8% (1)

- M3IMrH K, TK+J1K (1)

MNpumeyanua: LicA — uuknocnopuH A, Jiv — nesamuson, JIk — nenkepaH, Lid — uuknodocdar B/B.
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HedpoTtunueckunin cuHgpom y peten B Pecnybnuke benapyco:
anugemunonornsa, Mopdonorns, TeueHne n NCXoabl

B 3To yacTy nccnefoBaHuA Takxke obpallaeT Ha cebsa BHUMaHVE BbiCOKas [osiA na-
unenToB ¢ CYHC, koTopbIM BbINOAHAMACL Heppoburoncus, — 62% (74/118) cnyuyaes, UTo
TpebyeT NepecmMoTpa NoKasaHWUi K STOMY BMeLIaTeIbCTBa C YUETOM MEXAYHAPOAHbIX pe-
komeHpgaumn IPNA2023 [1].

M3 123 nauymeHTOB, BK/IOYEHHbIX B MCCNefoBaHue, Ha 31 aekabpsa 2022 r. nosHas
pemnccna HC otmeyanacb y 77% (94) uenosek: CYHC/CPHC - 76%/24%; yacTuyHas pe-
muccna -y 12% (15) naymeHToB: CHHC/CPHC - 40%/60%; 6e3 adpdekta — y 11% (14):
CYHC/CPHC - 14%/86%, npenmyectseHHo y nauneHToB ¢ OCIC (66%).

B 3AK/TKOYEHNE
Mo pe3ynbtatam NPOAONBHOrO  OGCEPBALMOHHOIO  WUCCAeaoBaHuA  (N=65,

2022-2023 rT.) 1 peTpocneKTUBHOro aHanmsa (2018-2022 rr. (n=123)) MoXHO caenaTtb

cnepytome BbIBOAbI:

1. ExxeropHas 3a60/1eBaeMOCTb MANOMNATUYECKM HEPPOTUYECKM CUHOPOMOM Y AeTEN
B benapycu 3a nepuopg 2022-2023 rr. coctaBuna B cpegHem 32,5 cnyyasn, 4to CooT-
BeTcTBYeT 1,75 cnyyas (HaumeHbluas B pogHeHcKon obnact — 1,42, Hanbonbluas B
lomenbckon obnactu — 2,02) Ha 100 000 yenoBek B Bo3pacTte o 18 net. CPHC BcTpe-
yanca B 9,2% cnyuvaes, a y 42% nauuneHtos ¢ CHYHC nmenn mecTo peunansbl nocne
LOCTVXKEeHMA pemuccmmn nepsryHoro anusoga HC. Mpu mopdonornueckom nccnego-
BaHMM HedppoburonTaTtoB npeobnagan OCIC (60%) npu CPHC u BMU (75%) npu CHHC
(PPHC/YPHC/C3HCQ).

2. C uenblo MUHUMK3aLUN CTEPOMAHON TOKCMYHOCTY Y NauneHToB B febtote HC peko-
MeHAyeTCA Ucnonb3oBatb 8- unn 12-HegenbHbin Kypc 'K [1], npyn KoTopom puck pe-
unansmposaHua HC n KnMHNYeCKne ncxofbl CONOCTaBMMbI C 18-HefenbHbIM KypCcoMm,
NPoAOMKaoLWMM MOKa NCNOoNb30BaTbCA y BCex AeTen B benapycun. YeTko He onpepe-
NeHbl MOKa3aHUs, Korga NpoAo/KMTENbHOCTb Nprema MK fomkHa 6biTb Kopoue nnm
ponbue. Hanprmep, npeanoyteHne HeobxoaMo oTaaBaTb 8-HepenbHol MK-Tepanun
npwu GbICTPOM HACTYMIEHNY PEMUCCUN (B TeUeHre 7 fHE Npuema npegHr3010Ha) Unm
NpW HaMYMKM COMYTCTBYIOLLMX 3ab0neBaHNI (OXKUPEHUE, apTepUuasibHas TMNepTeH3ns,
caxapHblin guabet 1-ro Tvna v ap.), a 12-HegenbHomy npuemy K — npu oTcpoyeHHOM
pa3BuTuUn pemuccun (4epes 10-15 gHel neyeHna), KPome TOro, B BO3PaCcTHOM rpynne
1-4 neT C BbICOKUM PUCKOM PeLanNBMPOBaHNA 1 CTEPOUA-3aBUCMMOCTH, a TaKxKe Npu
CYHC c no3aHM OTBETOM MOXET NOHaA06UTbCA yanunHeHve npuema MK go 18 Hepenb
1 fonblue.

3. OTmevaeTcs BbICOKas YacToTa BbIMONIHEHMA Heppobroncuin y aeten ¢ CHHC: 36% B
NpoAosibHOM 06CepPBaALMIOHHOM UCCIEA0BaHUN 1 62% NP PETPOCMNEKTVBHOM aHaNN-
3e, UTo TpebyeT NepecMoTpa NOKa3aHUIN K STOMY MHBA3UBHOMY BMELLATENbCTBY C yye-
TOM MeXAyHapogaHbix pekomeHgauun IPNA2023 [1].

4. Heobxogumo 6o0nee WMPOKOE MPUMEHEHME COBPEMEHHbIX CTEPOVA-3aMeLLaoLLNX
UMMYHOCYTNPECCUBHBIX MPenapaToB — MMKopeHonaTa MopeTnna, putykcrmaba n ap. B
nevyeHun HC ¢ 06HOBNEHVIEM HALIMOHAbHbBIX MPOTOKOJIOB C YYETOM MEXAYHAPOAHbIX
pekomeHgauun [1, 71.
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