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CTepOI/I,I[-pCSI/ICTCHTHbIﬁ He(POTHUYECKHIT CHHJ-
pom (CPHC), wacTora KOTOpOro, 1o JaHHBIM Pa3HbIX
aBTOpOB, cocTaisger okoao 10% cpeau apyrux dopm
He(POTHUYECKOrO CHUHAPOMA, — OJAHA U3 AKTyaJbHBIX
npobGieM mnexuarpudeckoir Hedposorun [1]. Orcyr-
CTBUE JIOCTIKEHUS PEMUCCUM, HECMOTPS HA IIPOBOJH-
MYIO TEPAIIMIO, HECET CYLIECTBEHHBIN PHUCK IPOTrpeccH-
poBaHUs 3a00J€BaHUA U PA3BUTHS ITI0YEYHOIN HEJOCTa-
TouyHocTH [2]. HecMoTps Ha ncrosb30BaHNE ITIPOKOTO
CIeKTpa MMMYHOCYIIPECCUBHBIX IIPENAPATOB B JIEYCHUN
CPHC, nocTiskeHus peMHICCUH YIAeTCs JOCTHYD B CPEJI-
HeM y 60% nereit.

B nercxoM Bo3pacTe HanboJee yacTasg IPUYNHA Pas-
Butuss CPHC - ¢oxanbHO-cErMEHTApHBIN ITIOMEPYJIO-
cxiepo3 (PCI'C). Kowrmabupyromas gpopma OCI'C He-
PEAKO yXKe Ha CTapTe€ MMMYHOCYIPECCHBHOW Tepalun

HPOSABJISAETCH PAa3BUTHUEM IIOYEUHOM HENOCTATOYHOCTH,
OTPaHMYMBAsA CIEKTP BBIOMPAEMBIX HMMYyHOCYIIPECCUB-
HbIx npemnaparoB [3-5]. Ilpu atom y 20-30% gereit ¢
xiaccmyeckuM CPHC, nmeromux ©CI'C, npu reneruyec-
KOM O0C/IEIOBAHNH BBISABJISIOT MYTAIlUU IOXOIUT-CIICIU-
¢ruecKnX reHoB: FeHa He(ppUHA, IOJOIMHA, O-aKTHHIHA
4, CD2P [7-9]. JlokazaHa HECOCTOSATEIBHOCTH UMMYHO-
CYyITPpeCCUBHOM Tepanuy NpH AaHHBIX MyTanuax [10].
Cpezan 9acTo UCIOIb3yEeMbIX HIMMYHOCYIIPECCHBHBIX
IIpEraparoB CJIEeJyeT BBIACIUTh MHIMOUTOPBI KaJIbIU-
HespuHa — Luxitocnopun A [11], muxkodenonrat mode-
i [12] 1 MUKO(EHOIOBYIO KUCAOTY. AJKIINPYIOITE
MMMYHOCYIIPECCAHTBI, K KOTOPBIM OTHOCATCSH LIUKJIO-
dochamun u x10paMOyLIUI, IPUMEHSIOT KpAliHE PEAKO:
IEePBBIA — M3-3a OTCYTCTBUS BBIPAKEHHOTO 3(pQeKTa
[13, 14], a BTOpPOI1 — M3-3a BO3MOKHOCTU PA3BUTUS
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Treatment of steroid-resistant nephrotic syndrome in children

Treatment of steroid-resistant nephrotic syndrome (SRNS) remains one of the challenges in modern nephrology. Despite the
wide range of immunosuppressive drugs used in treatment of this pathology, in some patients the disease runs a progressive
course with the development of renal failure. Using a new treatment regimen for patients with SRNS (prednisolone +
cyclosporine A + mycophenolic acid /mycophenolate mofetil) has shown encouraging results and may be offered as an alter-

native therapy.
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TKEI0TO To609YHOTO 3dPekTa — onurocrnepmun [15].

B nanHOI cTaThe MBI HIPUBOJUM OIBIT UCIOIb30Ba-
HUs codeTaHHOro npumeHeHus [uknocnopuna A (Can-
aummyHa Heopaia) gn6o ¢ MukodeHonmar MogpeTUIoM
(Cenccenrom), 1160 ¢ MUKO(EHOTIOBOM KUCIOTON (Maii-
¢opTHKOM) IPU COXPAHEHUH IIIOKOKOPTUKOUIHON Te-
panuu B NOAJEPKUBAIONIEN 03€.

MATEPWUANIbI U METOIbl UCCNEOBAHUA

ITox mamuMm HaGIIOAEHUEM HAXOMWINCH b JeTel co
CPHC (2 manpumka u 3 1eBodku) B Bo3pacre ot 4 10 16
set (B cpegHeM — 9,2+5,06 roxa). JummTerpHOCTD HAGIIO-
penust — oT 3 mec g0 2 net. Y Bcex gerei aedioT 3a601e-
BAaHMS XapaKTEPU30BAJICSA PA3BUTHUEM ITOTHOTO Hedpo-
THUYECKOI'0 CHUHAPOMA (THUIIONPOTEMHEMUS, TUIIOAILOY-
MUHEMUsI, TUIIEPXOJIECTEPUHEMUS B COYETAHUU C Mac-
CHUBHOH IIPOTEUHYPHUEIl), B CBA3HU C YeM ObLI Ha3HAYEH
IPEeJHU30J0H B TEPaleBTUUECKON mo3e 2 Mr/Kr/cyrT.
H3-3a orcyrcrBug 3¢p@peKTa OT NPOBOANMONI Teparuu
cnycts 68 Hex HA (POHE TEPAIEBTUYECKOMN O3Bl CTEPO-
nnos 66u1 koHcTatTuposad CPHC. /lna yrounenns mop-
¢ooruueckoit popMbl mIOMEpYIOHE(dpPUTA U OoIpee-
JIEHUS! JaIbHEHUINEeH TAKTUKY BEIEHUS BCEM JIETAM ObUIN
IPOBeAEHBI He(PPOOHOIICUU € MO POJIOTrUIECKUM U UM-
MYHOTHCTOXUMUYECKUM HCCIETOBAHIEM.

ITo peaynbraTam ob6cireoBaHUS Y TPOUX AETEH Juar-
HOCTHPOBAH (POKAILHO-CETMEHTAPHBIN INIOMEPYJIOCKIe-
po3; y msoux — IgM-medpponarus. B panbueimem Bcem
GOTBHBIM MTPOBOJVUIN MyIbC-TEPAITNIO METUIIIPETHI30-
soHOM B 103€¢ 20-30 Mr /KT, He 60s1€e 1 1 3a oxHY MHPY3MIO
COIIACHO IPOTOKOJY (BHYTPUBEHHbIE HH(Y3UU METILI-
IpegHn300Ha B TeyeHue 30 MUH TpH AHS B HEAEJIIO B Te-
4YeHUe ABYX HeJeJIb U €XKeHeJeJIbHO B TedeHue 6 Hesleb).
AP dexTUBHOCTD €€ 6blIa HECTOHKOM, YTO MOTPE6OBATO
Ha3HAYEHUs JOMOJHUTEIBLHOTO MMMYyHOCYIIPECCUBHOTO
npemnapara — [uxiocnopuna A (103y MOAGUpPAIH IO KOH-
nenTparuu LHukrocmopuna B kposu — 800-900 Br/ ™M B
Touke Co). TosbKO OMH MaJLIHK B BO3PACTE b JIeT HOJIy-
yasI DUKI0¢ochaMus IT0 MECTY JKUTEIbCTBA, OFHAKO 032
mpernapara He COOTBETCTBOBAJA TEPANIEBTUUECKOH, AU
TEJIBHOCTD JIEY€HHS TUKIO(POochaMUIoM Takxke ObUIa He-
agexBaTHOH. Ha hoHE IPOBOANMOI TEpaIny IPAKTHYEC-
KM BCE JIETU JJOCTUIVIA YaCTUIHON pemMuccun (yMEeHbITH-
JIaCh MPOTEUHYPHUS, YBEIUUNIACH KOHIIEHTPAITHS OOIIEro
6esIKa CBIBOPOTKU KPOBH, ObUIa MEHEE BBIpAXKEHA JYIC-
IpoTenHeMus, runepxoyecrepuemus). Ho B panpHel-
IMIEeM y BCEX JIeTel OTMEUYalId PEeNUANBBI 3200JICBaHUS,
Tpeb6yromue AOMOJHUTETbHBIX BHYTPUBEHHBIX MH(Y3U
METIJIITPEAHN30JI0HA B OMMCAHHOM BBINIE PEKUME, MX
a¢ppexTuBHOCTD GbLIA BCE MEHEE 3HAUNMOM. boJee Toro,
y JBOMX JIeBOUY€eK Ha (pOHE JTUTEIbHOU Tepanuu Lluxioc-
nopuHoM A (1 rox u 1,5 roza) mossuanch 1a60paTOpHbIE
MPU3HAKY IUKIOCTIOPUHOBONH TOKCUYHOCTH (TUIIEPKATH-

€MUs, a30TEMUsI), YTO IIOTPE6OBAIO OTMEHBI IIPEAPATA
B OJTHOM CJIy9a€ ¥ CHUKEHHMS JIO3BI — B JIPYTOM. YUUThIBAs
COXpaHEHHe aKTUBHOCTU HE(PPOTUYECKOTO CHHAPOMA U
oTcyrcTBue 3(p¢eKTa OT IPOBOAUMOrO JEUYECHHS, ObLIO
HPHUHATO PelIeHHEe YCWINTb MIMMyHOCYIIPECCUBHYIO Tepa-
IIUIO, IPUCOEMHUB B KAY€CTBE BTOPOI'O UMMYHOCYIIPEC-
caHta 1160 MUKOQEHOIOBYIO KHuCIOTy (B po3e 720
mr/m?/cyt), mmb6o wmuxodenomar moderna (1000
mr/m?/cyt). OnHol 13 feBouek (16 net), y koTopoit Lnk-
JIocTIopuH A 6BIT OTMEHEH U3-32 €T0 TOKCUYHOCTH, BHOBD
Ha3HAYWIA €T0, HO B [I03€, MEHBIIEH TepaneBTUYeCKON
(mo xoHnenTpanuu LuxrocnopruHa A B KpoBH).

Taxum obGpasoM, Bce A€TH MHOJyYald HPEIHU30JIOH
per os B foze 1 mr/xr/48 u u Huxinocnopus A: Tpoe — B Te-
PaIeBTHYECKOIl 03€, ABOE — B JO3€ HIDKE TePalleBTUYeC-
Kol (konnenTparus Luxnocnopuna A B kposu — 500-600
Hr/mi B Touke Cy). Tpoe 60IbHBIX MOJIyJaa MUKO(pEHO-
JIOBYIO KHCJIOTY, iBo€ — MUKO(peHOMaT ModeTmt. OgHoMy
pebeHKy (MaIbuuK b J1eT) JaHHasA Tepanus ObLia HasHaue-
Ha Ha (DOHE BBICOKOI AKTUBHOCTU HE(PPOTUUECKOTO CHHJI-
POMa C pa3BUTHEM [IOYEYHON HEAOCTATOYHOCTH.

C moMombI0 JAHHOM CXEMBI TEPAITUM Ha CETOHSAII-
HUI I€Hb JOCTUTHYTHI: IIOJTHAS PEMUCCHUS HepoTudec-
KOro CUHJApOMA Y A€BOYKH 13 jeT (AIUTENIbHOCTD Jede-
Hus — 1 rog 3 Mec); crabuibHOE COCTOsIHME Y pebeHKa 16
JIeT (JUINTEIbHOCTD TedeHus — 1 rox 11 mec) npu coxpa-
HEHMHU aKTUBHOCTH HE(PPOTHUIECKOTO CHUHApPOMA. Y Je-
BOYKH 7 JIET ¥ MAIBYMKA 4 JIET, TOIyIaIOUX JAHHYIO Te-
PAIHIO JUINTEIbHOCTBIO COOTBETCTBEHHO 6 1 3 Mec, CHu-
MKEHUS IPOTEUHYPHUH IO HOPMaJIbHBIX ITOKa3aTeseil yaa-
JIOCH JIOCTHYb TOJIBKO IIyTEM IPUCOEJUHEHU MUKO(e-
HOJIOBOH KUCJIOTBI (OCTaJIbHBbIE OMOXUMHUYECKHE MapKe-
pBbI HE(PPOTHIECKOTO CUH/IPOMA COXPAHSIOTCA). Y Masb-
ynka b set appexTa He 6bIIO, TaK KaK OGBICTPO MPOrpec-
CHpOBaJIa IOYEYHAHA HEAOCTATOYHOCTD, OTPeGOBaBIIAs
HAYaTh 3AMECTUTEJIBHYIO T€PAIIHIO.

PE3YJIbTATbI NICCNEJOBAHNSA U NX OBCYXXAEHNE

Jleuenne CPHC Bcerga 6bu10 OZHOM U3 CI0KHDBIX 3a-
Ja4d B Heposoruu. HeyremureabHble pe3yabTaThl, MO-
JIydeHHble ele B XX CTOJETHH NPHU HCHOJIb30BAaHUU
nukiaopochamuga (pemMuccuss HaOJIIOAAIACh TOJBKO B
25% ciy4aes), CTUMYJIUPOBAJIN HE(PPOJIOrOB K IOHUCKY
JAPYruX NMMYHOCYIIPECCUPYIOIUX IpenapaTos [13, 14].
Tak, B 1980-1990 rogax akTUBHO HCIIOJIb30BAIH JPYrOU
ANKUIMPYIOMMEI Mpenapar — XJI0paMOyIiI, OTINJaro-
muiics 6oJbiIeil 3 PEKTUBHOCTBIO, OJHAKO BO3MOXKHOE
Pa3BUTHE OJUTOCIIEPMUM OTPAHUYIIIO €TI0 IMUPOKOE UC-
nonb3osanue [15]. Baeapenne Iluknocnopuna A B 7e-
yenne CPHC o6Hazexmio meamaTpoB-HE(POTIOTOB.
JelcTBUTENIBHO, HEMATO PAbOT, MOCBAMICHHBIX JI€Ue-
Huo CPHC panHBIM TpenapaToM, IPOJIeMOHCTPUPOBA-
JIO BECbMa yTENIMTENIbHBIE PE3YJALTAThl — BO3MOXHOCTD
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noctikenns pemuccuu B 80-85% ciyqaes [11]. Ioss-
JIEHHE TpPenapaToB MUKO(MEHOJOBOH KHCJIOTHI B KOH-
CEpBATUBHON HE(PPOJOTUN PACITUPIIIO CIIEKTP UCIIOb-
3yeMbIX IMMYHOCYIIPECCUBHBIX IIPETAPATOB, TEM CAMBIM
YBEJINYNBAs MPOIEHT JOCTUTIINX PEMUCCUM MAIUEHTOB
[12]. Tem He MeHee, Kak IOKa3aIa MPAKTUKA, HU OJUH
13 MEePEYNCIECHHBIX IIPENapaToB HE MOKET IFapaHTUPO-
Bathb ycuex B jedyennu CPHC, monck HOBBIX TOAXOM0B K
JIEYEHUIO OCTAETCS aKTYILHBIM.

B Hamem mccieoBaHIM ITOTHAS PEMUCCHUSA GbLIA JOC-
TUrHYTA y 04HOr0 (20%), YacTHYHASA PEMUCCHUS — Y JBOUX
(40%) mereit ¢ KOPOTKOM JUINTEIBHOCTHIO TEPAIUL; Y Of-
HOH I€BOYKU MbI JOOWINCH KIMHUYECKON CTA0OMIN3ALI
IIpU COXPAHEHHUU JIAGOPATOPHOU aKTUBHOCTU HeppoTH-
uyeckoro cugapoma. ITorHoe oTcyrcTBUe adexra oTMe-
YEHO TOJIBKO Y OJJHOTO pebGeHKa, JIedeHe KOTOPOTo Mpo-
BOJMIN HA (POHE TIOYETHONU HEAOCTATOYHOCTH.

ITonyyennble AaHHBIE, YIUTBIBAS CTONb HEOODIIYIO
Ipyniy 60JbHBIX C Pa3TMYHON JUINTEIbHOCTRIO 3a601€Ba-
HUs, 6€3yCJIOBHO, HE TIO3BOJISIOT HaM IIPE/IaraTh JaHHYIO
cxemy Kak ctaggapT B gedennu CPHC. Ozxnako Becbma
YTEIIUTEIbHBIE PE3YJABTAThI MPEXAE BCETO IO3BOJSAIOT
HaM IIPOJOJKUTD UCIIOJIb30BaHUE JAHHOU CXEMBbI y leTei
¢ CPHC c nes1b1o JOCTHKEHNS y HUX peMuccuu. bosee to-
To, JAHHYIO CXEMY TE€PAITUN MOKHO HCIIOIb30BATh ITPHU IT0-
SIBJICHUU J1aOOpPaTOPHON M KIMHUYECKOU TOKCHYHOCTH
Huxrocnopruna A, KOTOPYIO PaHEEe PacCMATPUBATH Kak
MOKa3aHue K OTMEHE MpernapaTa.

CyMMUpys IOJydeHHbIE PE3YJAbTAThI, MBI IPUILIN K
BBIBOJLY, UTO HCIIOJIb3YEMYIO HAMU CXEMY JICUCHUS MOX-
HO NIPUMEHSATD JUISl MPEJOTBPAIIEHNS] MPOTPECCUpOoBa-
Hus 3a6oeBanus y geteil co croiikum CPHC B ciyuae,
€CIM peMHCcCUs He JJOCTUTHYTa B pe3yJbTaTe IMpUMEHe-
HUS CTaHJAPTHONW MMMYHOCYIIPECCUBHOM TE€paIuu.
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