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IonsiTue opMupoBaHNs CTEPOHIHOI PE3UCTEHTHOCTH Y AeTeil ¢ He)POTHYECKHM CHHIPOMOM, KOTOPbIe H3HAYAIBHO OBLIM K HUM
YyBCTBHTEIbHbI, U3BECTHO 1aBHO. HecMOTps HAa HECKOJIBKO 3apy0eXKHbIX MCCJIeI0BAHMUIA, JaHHAS MP00JIeMa OCTAETCS HEU3yJeHHOM
B JI0OCTATOYHO# Mepe. Pe3ynbraTbl mpeacTaBIeHHOTO 0030PHOIO MCCIIENOBAHMS JAEMOHCTPUPYIOT HEZOCTATOYHOCTb WHGOPMALMH
M0 MHOTUM BAXKHBIM ACHEKTAM BTOPUYHO Pe3MCTEHTHOro HepoTHYeckoro cHMHApPoMa. B 4acTHOCTH, OCTAIOTCS HEHU3BECTHBLIMH
HCTUHHbIE PUYMHBI M MATOreHe3 Pe3UCTEHTHOCTH K IIIOKOKOPTHKOCTEPOMAAaM, HECMOTPS HA JaBHee CyLIECTBOBAHHE JTOH Mpo-
01eMbl B menaTpuyeckoii Heppoaornu. C oJHOI CTOPOHBI, TAKHE MANMEHTH! KIMHUYECKH CXO0XKH € MAIMEHTAMH CO CTEPONI-pe3n-
CTEHTHBbIM He()POTHYECKUM CHHIPOMOM, HO MPH 3TOM MMEIOT B LIEJIOM OTHOCHTEILHO OJ1aronpuaTHbI ucxoa. C 1pyroil CTOpoHslI,
HEOIHO3HAYHBI 0TBET HA CTEPOMIHYI0O U MMMYHOCYIIPECCHBHYIO TEPANHIO NPENSATCTBYIOT Pa3pad0TKe eUHOI KOHIENINH 3a60.1e-
BaHUA M naToreneTuyeckoii Tepanuu. Takum o0pa3om, BaxHas 3aaya A1 OyAyIMX HCCJIEAOBAHUIA COCTOUT B OUCKE MPUYMH pa3-
BUTHSI NO3/IHE (BTOPMYHOIT) CTEPOMIHON PE3MCTEHTHOCTH U HA OCHOBAHUM 3TOT0 Pa3padoTKe U INMPOKOM BHEJAPEHHUH B KIMHMYE-
CKYIO NPAKTHUKY NepcOHN(UINPOBAHHOTO TEPANEBTHYECKOTO MOAX0/1A K BEIEHHIO JIeTeil.

Karouesvie caosa: demu, cmepoud-pesucmenmuulii Heppomueckuii CUHOPOM, 8MOPUUHAS CIEPOUOHAs Pe3UCMEHMHOCIb, 00Ae3HY
MUHUMANbHBIX USMEHEHUTl, POKANbHbLI CeeMeHmMAapHbLil 210MEPYA0CKAePO3, 2AHKOKOPMUKOCEPOUObL.
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The concept of the steroid resistance in children with nephrotic syndrome, who were initially sensitive to steroids, has been known for
a long time. Despite several foreign studies, this problem remains largely unexplored. The results of the presented review demonstrate
a lack of information on many important aspects of resistant nephrotic syndrome. In particular, the true causes and pathogenesis
of glucocorticosteroid resistance remain unknown, despite the long history of this problem in pediatric nephrology. On the one hand,
such patients are clinically similar to the patients with steroid-resistant nephrotic syndrome, but at the same time they have a rela-
tively favorable outcome in general. On the other hand, the ambiguous response to the steroid and immunosuppressive therapy hinders
the development of a unified concept of the disease and pathogenetic therapy. Thus, an important task for future research is to find the
reasons for the development of late (secondary) steroid resistance and, to develop and implement a personalized therapeutic approach
to the management of children into clinical practice.

Key words: children, steroid-resistant nephrotic syndrome, secondary steroid resistance, minimal change disease, focal segmental glo-
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3a0oJsieBaHMSI B 1IeJoM [1]. BoimensiioT ciemytoliye Bapu-

BHaCTOSIH_[ee BpeMsl HeDpoTUUeCKUil CUHAPOM 3aHU-
aHTBI HE(PPOTUUECKOTO CUHIpOMa:

MaeT BEAYIIYIO TO3ULIMIO CPeIU TJIOMEpYJIoINaTuit

B JIETCKOM Bo3pacte. B memmarpuyeckoii Hedposoruu
Ype3BbIYATHO BaXKHO BbIICJIEHNWE pPa3JIMYHBIX TUIIOB
HedpPOTUUECKOro CMHAPOMa, TaK KaK OT 3TOTO 3aBUCST
HE TOJIbKO TaKTUKa BENEHWS MallMeHTa, HO W MPOTHO3

— BPOXXIEHHBIN HE(POTUUECKUIT CUHAPOM C MaHUDe-
cTallMeil B TepBble 3 Mec XXKM3HU pebeHKa,

— MHGAHTWIBHBIA He(POTUUECKUN CUHIPOM C MaHU-
decrammeit Mmexmay 3-m 1 12-M MecsiliaMu XXU3HU peOeHKa;
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— TeHeTUYEeCKUT He(POTUIECKUIT CUHIPOM, OOYCIOB-
JICHHBIA MyTallsIMU B T€HAX, OTBETCTBEHHBIX 3a CUHTE3
0eJIKOB, yJacTBYIOIIMX B (hDOPMUPOBAHUY 11IEJIEBON 1A~
¢parmsel (MOJOLMH U 1Ip.);

— NIEpBUYHBIN HedpoTUUecKuit CUHAPOM, OOYCIOB-
JICHHBI TIEpBUYHBIM Je(eKTOM B TJoMepyiax, Tpe-
CTaBJISIIOIIMI  cOOOIl  camocTosiTeNibHOE —3abosieBaHUe
C pa3IMYHBIMU MOPGHOJTOTUUECKMMU BapUaHTaMU TJIOME-

pyJ1I0HEe(PUTOB;
— BTOPUYHBIA  HEe(POTHUECKUI CUHIPOM, TIpea-
IIECTBYIOIINM, COMYTCTBYIOIINI WU TIOCIEAYIOIINIA

JIPYrOMY YCTaHOBJIEHHOMY 3a00JIeBaHUIO (CUCTEMHBbIE
3a00JIeBaHUSI COENMHUTEbHON TKaHW WM COCY/IOB,
reMopparuyeckuit BaCKyJuT U JIp.);

— MAMOTIATUIECKUI He(PPOTUIECKHIT CUHAPOM HEyTOY-
HEHHOTO TTPOUCXOXKICHUS;

— CeMeWHbINE He(PPOTUYECKUI CHUHAPOM HEpEeaKo
C OIMHAKOBBIM THCTOJIOTMYECKUM TUIIOM y 2 YJIEHOB
ceMbU U OoJtee;

— CUHAPOMHBIN He(POTUUECKUIT CUHIPOM B COCTaBe
psina  BpoxneHHbIX — cuHapomoB  (Heiin—IlaTenna,
uwmke, lenuca—dpaiua u np.).

Kpoe Toro, B 3aBUCHMOCTH OT UyBCTBUTEJILHOCTH K CTe-
POMIHOM Tepanmuu HePPOTUIECKUN CUHAPOM TMPUHSITO
pasnensiTh Ha CTepOMII-YYBCTBUTEJbHBIN, CTEPOUI-PE3U-
CTEHTHBIN U cTepoua-3aBucuMbiii [1]. HaubGonee BaxkHyto
npooJsieMy B IMeauaTpuueckoil Hedpoaoruu mpeacTaBisieT
c000¥1 CTEepOnI-Pe3UCTEHTHBIN HE(POTUIECKUIT CUHAPOM,
TaK KaK WMeEeT 3auacTyi0 HeOJaronpusiTHbIM TPOTHO3
U TpeOyeT UTUTETbHOU Teparmyi WMMYHOCYTIPECCUBHBIMU
npenaparamu. [1o onpenenenuto IPNA (International Pedi-
atric Nephrology Association) 1Mo AMarHOCTUKe U JICYEHUIO
JIETeil CO CTepOMI-PE3UCTEHTHBIM HEe(POTUIECKUM CUH-
npomoM 3a 2020 I., OCHOBHBIE KPUTEPUU HEDPOTUUECKOTO
CHHIIpOMa OITIPENEeNSIIOTCS KaK HaJu4ue TPOTEUHYpUHr
>40 mr/a/m? wmu >1000 Mr/m2/CyT WK OTHOIIEHKE Oeka
K KpeaTuHUHY Mouu >200 Mr/mMmosb (2 Mr/Mr) uiam 3 «+»
Ha TECT-TI0JIOCKAX B MOYe B KOMOMHAIIMY C TUTIOATbOyMU-
Hemueit (<30 r/n) win otekamu [2].

OcHOBHO#1 crnoco0 JiedeHUsT TIpU He(POTUIECKOTO
CUHIIPOME — UCIOJIb30BAHUE INTIOKOKOPTUKOCTEPOUNIOB,
KOTOpbIe Ha TIPOTSKEHUUW JIECATUICTUM JEeMOHCTPU-
PYIOT XOpOIIWe pe3yabTaThl B Tepanmuv WAMONaTHYe-
ckoro HedpoTUUeckoro cuHapomMa. OaHaAKO OTMeYaeTcsl,
YTO 3a TMOCJelHee BpeMs YBEJIWYUIOCh YUCIO H3Ha-
YaJlbHO YYBCTBUTENBHBIX K TIIOKOKOPTUKOCTEPOWI -
HOIl Tepanuu TMalueHTOB, Y KOTOPBIX CO BpeMeHeM
pa3BUBaeTCS K HUM YCTOMYMBOCTb. B Takoil cutyauum
KOHCTaTUPYIOT TIO3[HIOK (BTOPUYHYIO) CTEPOUIHYIO
pe3UCTeHTHOCTb. OnpesiesieHre Toro, Kak pedbeHOK pea-
TUpYeT Ha Teparuilo KOPTUKOCTepOMIaMHu, HEOOXOAMMO
HEe TOJBKO JIJIST TOHUMaHUs JaJIbHEeMIIIe TaKTUKK Jieue-
HUs, HO Y JUISI IPOTHO3UPOBAHUS McXoaa 3a00JeBaHus,
OTpesie/IeHUU pUCKa Pa3BUTHUSI WIM TPOTPECCUPOBAHMUS
IMOYEYHOI HETOCTaTOYHOCTH.

Crnenyss u3 omnpeneneHusi, TMO3AHUI CTEPOUI-pe-
3UCTEHTHBI  HEeMPOTUYECKUI CUHAPOM TIPEeACTaB-

OBb30Pbl JINTEPATYPbI

JIsieT co0oit HePOTUYECKU CUHIPOM, TIPU KOTOPOM
B IeOI0Te 3a00JIeBaHUST TOCTUTHYTA MOJTHASI KIIMHUKO-J1a-
GopaTopHasi peMUCCHSI U OTCYTCTBOBAJT OTBET Ha TITIOKO-
KOPTUKOCTEPOUIHYIO Teparuio Mpu ero peruaupax [3].
K coxaneHutio, B HacTosIIee BpeMsT He CYIIECTBYET UeT-
KX KPUTEpPUEB ONpeleeHUsT BTOPUYHON CTEPOMIHOM
PE3MCTEHTHOCTH, YTO TIPUBOIUT 3a9aCTyIO K pa3TMIHBIM
B3mIsimaM Ha mipobjieMy B 1enoM. Tak, C. Straatmann
u coaBt. (2013) [4], Hapsiny ¢ pa3BUTHEM TTOCTEIYIOIIEH
PE3MCTEHTHOCTH, JOIMYCKAIOT YaCTUYHBINA OTBET Ha CTe-
POMIbI, TIPY 3TOM JUTMTEJILHOCTh TePAITUU, IPU KOTOPOI
OXUIAETCST OTBET Ha CTEPOMIHYIO Teparuio, COCTaB-
JisieT 4 Hea ISl TOHOM 103kl (2 MI/Kr/24 4, MaKCUMyM
60 mr/24 4). Mexny tem P. Schwaderer n coaBT. [5]
MPUACPKUBAIOTCS IPYTOM CXeMbl Teparuu, MpPHU KOTO-
poii mociie 4 Hen JeUdeHUsT MPETHU30JJOHOM B TTOJTHOM
nmo3e (2 wmr/kr/24 4, makcumyMm 60 mr/24 ) criemyeT
aJTBTEPHUPYIONINI  TIPUEM  TIIOKOKOPTUKOCTEPOUIOB
(40 mr/m?/48 1) eme B reuenue 4 Hen [4, 5].

B xome mouncka u aHanM3a JaHHBIX O BOIPOCY BTO-
PUYHOM PE3UCTEHTHOCTH HEe(PPOTUIECKOTO CHUHIPOMA
HaM CTajlo OYEBUAHO, YTO, HECMOTpPS Ha MHOTOJIETHEe
CyIlIeCTBOBaHUE JaHHOW MPOOJEeMbl B TMeaMaTpuiecKomn
MpakTUKe, IO 3TOMY BOMPOCY MajoO HAKOIIEHO OIHO-
3HauHBIX cBeAeHMil. [lo 2Toil mpuyMHE MBI O00OOIIVIIN
BCIO MH(MOPMALIUIO B TIEJIIX OLEHKHU CYIIECTBYIOIIEH Tpo-
GJIeMBI 1 TIEPCITEKTUBHBIX Pa3pabOTOK JUTS UX PEIIeHUST.

CoryacHO U3y4eHHBIM MaTepHraliaM 4acToTa Pa3BUTHS
BTOPUYHOM CTEPOUIHON PE3UCTEHTHOCTH IIUPOKO Bapby-
pYeT W 3aBUCUT OT BEJIMYMHBI MCCIEIYEMON KOTOPTHI,
a TaKKe MCTOTb3YeMbIX KPUTEPHUEB BKITFOUEHUS M UCKITIO-
yenus. Tak, J.S. Kim u coaBr. [6] o6Hapyskvim, 9to U3 115
JIeTeli, YyBCTBUTEIbHBIX K cTepouaaM, y 17% B mocnemy-
JOIEM pa3BUJIACh PE3UCTEHTHOCTh K cTeporaaM. Mexmy
TEeM B OTYETE MEXKIYHAPOIHOTO HAIIMOHATBLHOTO UCCIIEN0-
BaHUS 3a00JIeBaHUI TTOYEK Y JeTeil MOTydeHbl MEeHbIIINe
pe3ynbrathl, Bcero 43 (13,8%) u3 311 mauueHTOB ObLTH
OTHECEHBI B TPYIITy TO3MHENH CTEPOUIHON pPE3UCTEHT-
Hoctu [7]. H.R. Yeh u coaBr. [3] coobuimim, 9To TOJIBKO
y 2,5% n3 480 HabmogaeMbIX ¢ HePOTUUECKUM CUHIPO-
MOM JIeTeli pa3BUIaCh TO3MHSST PE3UCTEHTHOCTh K TJIIO-
KOKOPTHUKOCTEpOUAaM. B ToM ke muara3oHe pe3ysIbTaThl
noayuwn R.N. Srivastava u coast. [10] u P. Schwaderer
u coaBT. [5] — 3 u 3,8% coorBercTBeHHO. 10 MaHHBIM
H. Otukesh u coaBr. [8], cpenu geTei co cTeponI-pe3n-
CTEHTHBIM He(PPOTUYECKIUM CUHAPOMOM TIepBUYHAS CTe-
pougHasl Pe3UCTeHTHOCTh Oblta y 59 (80,8%), a mo3mHsIst
cTepouaHas pe3aucTeHTHOCTh — Y 14 (19,2%).

Hamu mpoBeneH aHaau3 4YacTOTHI pa3BUTHUST Hed-
POTUYECKOTO CUHAPOMA C TIO3MHEW PEe3UCTEHTHOCTBIO
K TJTIOKOKOPTUKOCTEPOMIAM IO JaHHBIM JIUTEPATYPhI
3a riepuon 1975—2015 rr., koTopasi B cpeIHeM COCTaBUIIa
7,5+£6,2% (tabm. 1).

XoTs aBTOpaMU W MPUBEICHBI JaHHBIE MO pa3BU-
THIO BTOPUYHOW CTEPOUTHONW PE3UCTEHTHOCTU WIWO-
MaTUIeCKOro He(pOTUIECKOTO CHHAPOMA, CYIIECTBYET
psn (akToOpoB, KOTOpBIE 3aTPYIHSIIOT TPaBUIbLHOCTD
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MO])OS’OS C.JL u coasm. BTOpI/I'-[Haﬂ CTE€pouaHAsA PESUCTEHTHOCTD UANOIIATUYECKOIO He(j)pomqecmro CUHIpOMa y NIETEN: COCTOSTHUE HpOﬁJ’[CMH

OLIEHKU UCTUHHON BTOPUYHON PE3UCTEHTHOCTH K TITIO-
KoKopTukoctepuoaam [11]:

— HeaJleKBaTHasl Tepanusl CTepOMAaMHU M3-3a OTCYT-
CTBUSI TIPUBEPKEHHOCTH K JICYEHUIO KaK y MallieHTOB,
TaK U 'y Bpayeid;

— OTCYTCTBUE TMPEEMCTBEHHOCTH MEXAY B3POCTBIMU
U IETCKUMU CIIeUATMCTaMU, YTO JeJIaeT MpaKTUIeCKU
HEBO3MOXHBIM OLIEHUTh 3(P(OEKTUBHOCTh TEPAITUU TITIO-
KOKOPTUKOCTEPUOJAMHU B OTHATIEHHOM MEePUOJIE;

— 10 CHX TIOp OKOHYATeJTbHO HEM3BECTEH IMaToTreHe3
Pa3BUTHS TTO3IHEN CTEPOUTHON PE3NCTEHTHOCTU UINO-
MaTUYECKOTo He(POTUIECKOTO CUHIPOMA.

BaxXHBIMU TIpeICTABISIOTCA JaHHBIE O BPeMEHU BO3-
HUKHOBEHUSI BTOPUYHOI PE3MCTEHTHOCTH K TITIOKOKOP-
TUKOCTeproaaM. VI3HayaabHO TYOJIMKOBAIUCH JTaHHBIE
0 BpeMEeHM BO3ZHUKHOBEHMSI BTOPUYHOI CTEPOMIHOMN pe3u-
CTEHTHOCTH CITYCTSI HECKOJIBKO JIET OT Havajia CTepOUIHOM
teparmu. Tak, mo gaHHeIM R.N. Srivastava u coast. [10],
BTOpPUYHAS PE3UCTEHTHOCTh K CTEPOMIAM Yy MAIIMEHTOB CO
CTepPOUI-UYYBCTBUTEIILHBIM HEe(PPOTUIECKUM CHHIPOMOM
B cpeaHeM copMupoBaiach yepes 4,5 roga crepoua-4yB-
CTBUTENIBHBIX PEUVAMBOB. B maibHeiIeM psii aBTOPOB
YCTAaHOBWJIM, YTO TMEPHUOJ TIOSIBIICHUST TIO3AHEN Pe3NCTEHT-
HOCTHU K CTepOMIHOM Teparuu cokpatuics no 1—1,5 roma
OoT Ae0roTa 3a0oJieBaHUSI W B CpPeOHEM COCTaBIIsUT 4,5—
4,6 Mec TIpU CpeIHEl YacTOTe PELMANBOB HE(PPOTUIECKOTO
cunHapoma 2,5 mec [3—6]. TTpumepHO Te Ke TaHHbIE JEMOH-
ctpupyet rpynmna aBTopoB A. Pefia m coaBr. [11], korma
BTOPUYHAS CTEPOMIHAST PE3MCTEHTHOCTh pa3BUBAach
B CpeIHEM TTocjie 6 Mec OT HavyaJla UCTIOb30BaHUS TJTIOKO-
KOPTUKOCTEPUOIOB. BeposTHO, 3TO 00YCIOBIEHO U3MeEHe-
HHMEM CXeM CTepPOMIHOM Teparu. Bo3pact Hauaia cTrepou-

YYBCTBUTEJILHOTO HE(POTUIECKOTO CUHIPOMA CPEAU OITy-
OJIMKOBAHHBIX UCCJICIOBAHNI COCTABISIET B CpeAHEM OT 5,1
1o 7,8 rona (tab:m. 2).

Kpome Toro, Gbiia mpoBeneHa aHAJIOTUSI MEXIY BO3-
pacToM Havajia CTepOUI-4yBCTBUTEILHOTO U BTOPUYHO-PE-
3UCTEHTHOTO HE(MPOTMYECKOTO CHUHApOMA. 3aMeyveHo,
YTO CTEPOM/I-UyBCTBUTENIbHBIN HE(POTUUECKUIT CUHIIPOM,
Kak MpaBUJIo, 1eO0THPYET B BO3pacTe 3—35 JIeT, Kak 1 y JeTei
CO BTOPUYHOI CTEPOUIHON PE3UCTEHTHOCTHIO, B TO BpEMSI
Kak JIJIs1 IeTel CO CTepOM/I-PEe3UCTEHTHBIM He(hPOTUIECKIM
CHHIIPOMOM XapakTepeH OoJiee cTapiiuii Bo3pacT nedrora,
32 MCKJIIOYEHNEM BPOXICHHBIX U MH(AHTWIBHBIX (hOpM
He(pOTUIYECKOTO CHUHIIPOMa, KOTOpPblE B CBOEH OCHOBE
NMEIOT TeHeTndeckue NpuuuHbl [2]. Heckombko mpyrue
IaHHbIe peacTaBieHsl Y. Dai u coaBr. [15]. CormacHo nx
pe3ysibTatamM OOJIBIIYIO TIPEaPACIIONOXEHHOCTh K pa3BU-
THIO TIO3MHEW CTEPOMTHON PE3MCTEHTHOCTU MMEIN JEeTU
cTapliliero Bo3pacTa C 4YacTbIMM pelUInBaMu He(ppoTHu-
YECKOro CHHIIpOMa M KOPOTKMMM T€pUoJaMu PEMUCCHUH,
YTO TIPMBOIWJIO K PA3BUTHUIO TIO3MHEN pPE3UCTEHTHOCTH
K TJIIOKOKOPTUKOCTEPUOIAM.

B Hacrosiiiee Bpemsi TIPOBOISITCSI  MCCIENOBaHUS
MO BBISIBJIGHUIO TIPEAMKTOPOB TMO3AHEH (BTOPUYHOIA)
PE3UCTEHTHOCTU K cTeporaaM. OIHAKO Moka OJTHO3Hau-
HBIX pe3yJbTaToB He TonydeHo. Cpeayu HereHeTUYeCKUX
MPUYUH 00CYyX/Iajlach pOJib THUYECKOW MPUHAIEXKHO-
CTH, MoJIa, COCTOsSTHUS (yHKUMU TTouek. [lepeuncieHHbie
¢akTOpBI TIO TAaHHBIM HCClIe0BaTesIe He TIpeapacIoia-
rajii K pa3BUTUIO BTOPUYHON PE3UCTEHTHOCTH K TITHOKO-
KOPTUKOCTEpHOIaM, TTIOKa3aHa JIMIIb 3HAUUTeJIbHasl POJib
BpPEMEHM OTBETa Ha CTEPOMIHOIO Tepanuio UauoNaTuye-
CKOTro He(pOTUYECKOTO CUHIpOMA. 3aMe4YeHO, YTO YeM

Tabauya 1. YacToTa pa3BUTHS NO3/IHEl CTEPONIHON PE3UCTEHTHOCTH Y JAeTeil CO CTePONI-1yBCTBUTEIHLHBIM He(DPOTHIECKUM CHH-

JIPOMOM

Table 1. The incidence of late steroid resistance among children with steroid-sensitive nephrotic syndrome

ABTOp ¥ roj1 MCCJIEIOBAHUS Yucio naueHToB B;‘L‘;ﬁ:x::::::n;aﬂ
E.B. Trainin u coaBr., 1975 1. [9] 195 5,1
Kidney International, 1981 . [7] 311 13,8
R.N. Srivastava u coaBr., 1986 . [10] 50 3
J.S. Kim u coaBT., 2005 T. [6] 115 17
P. Schwaderer u coaBrt., 2008 I. [5] 360 3,8
H.R. Yeh u coasr., 2015 1. [3] 480 2,5

Tabauya 2. Cpeannii BO3pacT Ae0I0Ta CTEPONI-4yBCTBUTEILHOIO He(pPOTHIECKOrO CHHAPOMA
Table 2. Average age of onset of steroid-sensitive nephrotic syndrome

ABTOp U Iroa UCCICIOBAHUSA

Yucio naneHToB Bo3spacrt, roabt

A. Bajpai u coasr., 2003 . [12]

S. Gulati u coaBrt., 2000 . [13]
W.P. Rennert u coaBr., 1999 1. [14]
J.S. Kim u coasr., 2005 1. [6]

P. Schwaderer u coasr., 2008 1. [5]

24 7,8+4,0
20 5,543.5
10 6,2%3,8

210 7,245,2
360 5,143,1
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ObICTpee pa3BMBAJICSI OTBET Ha CTEPOUIHYIO Teparuio
B BUJIe KYITUPOBAHUSI TTPU3HAKOB HE(DPOTUUECKOTO CUH-
JIpoMa, TeM BEpPOSITHOCTb BTOPUYHOI PE3UCTEHTHOCTH
K TIIOKOKOPTUKOCTEpUOJAaM Oblla HUXe, oKoilo 3%.
HamnpoTtuB, yeM nojblile MallMEHT He OTBeYasl Ha Tepa-
MU0  TJTIOKOKOPTUKOCTEPOMIAMU, TEeM BEPOSITHOCTh
pa3BUTHUS TIO3MHEN CTEPOUMIHON PE3UCTEHTHOCTU ObLIa
BbILLIE U cocTaBisuia 16% [4, 6, 16].

besycioBHO, 6e3 BHUMaHUSI HE OCTaJOCh 3HAYeHUE
reHeTnYecknx (pakTopoB B pa3BUTUM BTOPUYHOMN CTEPO-
naHoi pesucteHTHOCTH. B 2014 1. Y. Dai u coasrt. [15]
MpoBeJIN aHanu3 nojumopdusmMoB reHa NPHS2 y nereii
C TIO3MHUM CTEPOUJI-PE3UCTEHTHBIM HE(PPOTUUYECKUM
CUHIPOMOM Ha IMpUMEpe HUCCIeA0BaHUS Clydyali—KOH-
Tposb. MccnenoBaTenu BBISIBUIM TpU TOJMMOpdU3Ma
(288C>T rerepo3urotHbiii B 3k30He 2, 954T>C retepo-
3UTOTHBIN ¥ TOMO3UTOTHBIN, 1038A>G reTepo3uroTHbIN
B 3K30HE §), MPU HAIMUYMU KOTOPBIX C OOJIBIION 10Jei
BEPOSITHOCTH pa3BUBAJIaCh TIO3/IHSASI PE3UCTEHTHOCTh
K TJIIOKOKOPTUKOCTEPUOIaM.

Jns moboro crnienyanucra, 3aHUMAIOIIEro JIeYeHUueM
He(POTUYECKOTO CUHIPOMA, CBOEOOPA3HBIM «KpPaeyrojb-
HBbIM KaMHEM» SIBJISIETCSI BOINIPOC PAHHETro MPOrHO3MPO-
BaHUs OTBETa Ha TJIIOKOKOPTUKOCTEPOUIHYIO Tepariuio,
a TakXe OTBeTa Ha HWMMYHOCYIIPECCHMBHYIO Teparnuio.
Jns perieHust 3Toil 3aaud BEAETCSl TTOMCK HEMHBa3WB-
HBIX KJIMHUYECKUX M JJaOOpaTOPHBIX MapKepoB, HEKOTO-
pble M3 HUX WCMOJB3YIOTCS ISl Bepru(UKalMu CTEPOUI-
HOI 4YYBCTBUTEJILHOCTU U pe3ucTteHTHOCTH [17]. OnHum
U3 TIPUMEPOB CJIYKUT OIpee/ieHUe SKCIPeCcCUu TEeHOB
MDRI (Multiple Drug Resistance 1) u ABCBI1 (ATP — bin-
ding cassette B1). C.JI. Mopo3oBbIM u coaBr. [18, 19] ripo-
JIEeMOHCTPUPOBAHO, YTO YPOBEHb dKcrpeccuu reHa ABCB1
y TIALIMEHTOB CO CTEPOUI-PE3UCTEHTHBIM BapruaHTOM Hed-
pPOTMYECKOTO CHMHIpOMa BbIIlIEe, YeM Yy OOJbHBIX C OTBe-
TOM Ha CTEPOMIIHYIO Tepanuio. B KIMHMUeCcKol MpakTuKe
0OJIbHBIE CO CTEPOM/I-3aBUCUMbBIM HE(POTUUYECKUM CHH-
JIPOMOM JIal0T pelMINBBI 3a00JieBaHusT Ha (POHE CHMXKe-
HUSI 03bI TIPEIHU30JI0HA WM cpa3y MOocCJie ero OTMEHBI,
YTO, BEPOSITHEE BCETo, OOBSICHSIETCS OBICTPOI TMMMHA-
LMel TpeIHN30JI0Ha U3 KJIeTOK-MUIlieHel. ToT ke npuH-
LIUTI, BEPOSITHO, UMEETCSI MECTO M Y MAIIMEHTOB C TTO3AHEN
CTEPOMIHON PE3UCTEHTHOCTBIO, UTO TPEOYET NATBbHENUIITNX
crielMaabHbIX UCCIIEIOBAHUIA.

B uenom mo kJIMHMYECKOMY TeUyeHUIO HedpoTuue-
CKUIA CHHIPOM C TTO3HEN CTEPOUTHON PE3UCTEHTHOCTHIO
B OOJIbIIIeil CTEreHW HAarOMUHAET CTEPOMUI-Pe3UCTEeHT-
HBIII HePOTUUYECKUI CUHIPOM, HO XapaKTepu3yeTcs
OoJsiee OJ1aronmpUATHBIM MPOTHO30M. TeM He MeHee HY>KHO
YUUTBIBATh, YTO OCHOBOMOJIATAIOUIMMU MapKepaMmu
MPU CTEPOUITHON PE3UCTEHTHOCTU CIIY>KAaT COOTBETCTBY-
omme mnatoMopdojornyeckue HM3MeHeHus. buorncus
MOYeK IMO3BOJISIET YTOYHUTD IMArHO3 MallMeHTa U Ha3Ha-
YUTH ONITUMAJIbHOE JICUEHUE.

Yro kacaercss M3MEHEHWN MpU TUCTOJIOTMYECKOM
WCCJIelOBaHUY MOYEYHON TKaHU, TUIMTMYHONW KapTUHBI,
XapaKTepHOW UMEHHO /IS He(pOTUIECKOTO CUHApOMA

OBb30Pbl JINTEPATYPbI

C BTOPUYHOM PE3UCTEHTHOCTH K NTIOKOKOPTUKOCTEPH -
ofaM, OOHApyXWTh He yIaloch. Pe3yabTaThl OMOICUU
y MalUMEeHTOB C JAHHBIM JUArHO30M MHOTOOOpPa3HBbI,
YTO TOATBEPXKIAETCS OOJBIINM YUCIOM WCCIIenO0-
BaHuii. Yalie Bcero mpu TO3IHEH Pe3UCTEHTHOCTHU
BCTpeYasach THUCTOJIOTUYECKash KapTUHa «0OJIe3HU
MUHUMAaJIbHBIX W3MEHEHUit» (CcM. pUCYHOK) [16].
BmecTe ¢ TeM mpu OMOICUU MTOYEK OOHAPYKUBAIKUCH
U Jpyrue W3MEHEHUs: Me3aHTUOIMpoJudepaTUuBHBIN
rIoMepyiaoHepuT, (OKATbHBI CerMeHTapHBINA TJI0-
MepyJIocKiepo3 u ap. [16].

TucTonormyeckass KapTUHA TIPU 4aCTO PELUIANBUPY-
folleM He(pOTHUECKOM CUHAPOME, B TOM YMCIIE CTepO-
WI-PE3UCTEHTHOM, W TIpU TO3IHEN CTEPOUTHON pe3u-
CTEHTHOCTHM MMEET CBOM 3aKOHOMepHOCTH. OTMedeHo,
YTO JJTUTETBHOCTh U TSKECTh 3a00JIeBAHUST OTIPEICIISIIOT
XapaKTepHYI0 MOP(hOIOTMIeCKyI0 KapTUHY 3a00IeBaHMs.
Tak, B me6IOTe CTEPOUI-YYBCTBUTEIHLHOTO He(pOTHYE-
CKOTO CMHIpOMa Yallle Bcero HabmogaeTcss MophoIoru-
yeckas KapThHa «00JIe3HM MUHUMAIbHBIX U3MEHEHUIT»,
TOorAa Kak MPU CTEPOUI-PE3UCTEHTHOM He(POTHUECKOM
CUHIPOME WJIM YacThIX peluaAnBaXx HePPOTUIECKOTO
CHHIIpOMa yKe UMeeTcsT (POKATbHBIN cerMeHTapHBIH TJT0-
MepyJiockiepo3s [1]. OTMeueHHasi reTepOoreHHOCTh TMCTO-
JIOTMYECKOTO TUArHo3a CTaBUT TOJ COMHEHME Heo0X0-
MUMOCTh paHHEW OWOICHUM TMOYEeK, YTO OOOCHOBBIBAET
MpUMeHEHNEe LIMTOCTATUYECKUX TpernapaToB y MalneH-
TOB C TIO3HEN PE3MCTEHTHOCTHIO 6e3 ITOMOJHUTEIBHOMN
MOpGOIOTUYECKO TMAarHOCTUKH [2].

BazoBylo Tepamuio TAIMEHTOB C YCTOWYUBOCTBHIO
K CTEPOMIHBIM TIpernapaTaM, He3aBUCHMO OT BpEMEHU ee
pa3BUTHUS (TTEPBUYHON WJIW TIO3IHEI), MOXHO Pa3lenTh
Ha crneuuduyeckyro U Hecrieumduueckyro. IlocnemHsis

MIMrH

BMU- 42

»Crc

Mopdonornyeckui BapmaHT

0 10 20 30 40 50

Pucynox. Mopdonorngeckne BapuaHThl He()pOTHIECKOTO CHH-
JIPOMA C MO3IHeil CTePOMIHOI pe3uCTEeHTHOCTHIO [16].

®OCI'C — ¢dokaabHblii CerMeHTAPHBI IIOMepY/IOCKIepo3;
BMMU — 60e3ub MUHUMATBHBIX W3MeHenuit; MITTH — me3an-
ruonpoJndepaTUBHbIIi rIoMepyIoHedpuUT.

Figer. Morphological variants of nephrotic syndrome with late
steroid resistance.

®DCI'C — focal segmental glomerulosclerosis (FSGS); BMU —
disease of minimal changes (BMI); MIIT'H — mesangioprolif-
erative glomerulonephritis (MPGN).
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Mopozos C.JI. u coasem. BropiiHast crepouiHast pe3ucTeHTHOCTh UIMOMATIIeCKOTO He(hPOTIHIECKOTO CHHAPOMA Y JIETeil: COCTOSTHYE TIPOOIeMBI

BKJTIOUAET OOIIIME MEPOTIPUATHUST BHE 3aBUCUMOCTH OT 3T~
OJIOTUYECKUX (DAKTOPOB HE(PPOTUIECKOTO CUHApOMA.
Hamnpumep, cobntoneHne HU3KOCOJIEBOM AUETHI, TIPUME-
HEeHUe MHIMOUTOPOB aHTMOTEH3WHIIPEBpaIlaIero dep-
MeHTa, TUYPETUKOB, JIeYeHNE CUCTEMHOI TMTIEPTEH3UM.

B Hacrosiiee BpeMs pelreHre BOMpoca O Crenudu-
YeCKOU Tepanmuu HedpOTUYEeCKOro CHUHIpOMa y HeTeit
C PE3MCTEHTHOCTBI0O K KOPTUKOCTEPOMIAM pEeIIaeTcs,
KakK MpaBWIO, TOCe Bepu(pUKALINU MOP(OTOTUIECKOTO
nuarHosa. K HanboJsee 4acTo UCIoIb3yeMbIM UMMYHOCY-
MPECCUBHBIM TIpeTriapaTaM OTHOCSITCS LIMKIIOCTIOPUH A,
TaKpoJIMMYC, MUKO(eHoIaTa MO ETHII.

CrenyeT OTMETUTD, YTO TTOCIE JJTUTETLHOTO MCTIONb-
30BaHUSI MMMYHOCYIPECCUBHBIX TIperapaTtoB Yy psiia
MaLIMEHTOB CO BTOPUYHOM CTEPOUTHON Pe3NMCTEHTHOCTHIO
HabJII0JaeTCsT BOCCTAHOBJIEHUE YYBCTBUTEILHOCTH K TJTIO-
KOKOpTHUKOcTepouaaM. B ogHoMm m3 uccinemoBanuii 82%
(9 mu3 11) mauMeHTOB ¢ BTOPUYHON CTEPOUTHON pe3u-
CTEHTHOCTBIO TTOCJTE TePaITK IIUKJIOCTIOPUHOM A B coue-
TaHUM C  TyJdbCc-Tepanmueil  MEeTWINPETHU30JIOHOM
BBIIUITM B TOJHYIO KJIMHUKO-JTa0OpaTOPHYIO peMUC-
cuio [6]. ABTopsl otMeTHIH, UTO Y 33,3% (3 13 9 manueH-
TOB) B AaJIbHEHIIIEM M3MEHUJICS OTBET Ha TITIOKOKOPTUKO-
CTepOUIIBI B CTOPOHY BOCCTAHOBJICHUS YYBCTBUTEbHOCTH
K npenan3osiony. OctaBmmecst 18% (2 u3 11 manmeHTOB)
JIeTeil He OTBETWJIM Ha MMMYHOCYIPECCUBHYIO Teparmio,
Uy HUX pPa3BUIach TepMHWHAIbHAS CTAIUs XPOHUUECKOM
MOYeYHOI HemocTaTrouHoCTH [8]. B npyrom nccnenoBanum
Y. Dai u coaBr. [15] 5 mauneHTOB cTajiu BHOBb YYBCTBU-
TEJBHBIMU K CTEPOUIHON Teparmu Mocjie NCTIOIb30BaHUs
MMMYHOCYIIPECCUBHBIX TIPENapaToB M TPU 3TOM MOp-
¢dosornueckast KapTuHa 3a00eBaHUS Y BCEX MAllMEHTOB
COOTBETCTBOBANIA «0OJIE3HN MUHUMAJIbHBIX M3MEHEHU».
B uccnenoBanuum R.N. Srivastava u coanrt. [10] uHgyKIMst
PEMHCCHUM Y IeTel CO BTOPUYHO-PE3VCTEHTHBIM Hedpo-
TUYECKUM CUHIPOMOM JOCTUTAIACH TIPYU TTOMOIIM LIMKJIO-
dochamuna. B pesynsrare 8§ u3 11 mameHTOB OTBETUIIN
Ha Tepanuio. ¥ 6 COXpaHSUINCh PELIMINBEI, YyBCTBUTEIb-
Hble K CTEPOMIHON Teparuu, HO TO3Xe 3 M3 HUX CTaln
BHOBb YCTOMYMBBIMU KaK K TOPMOHAJILHOI Teparuu,
Tak u K uukiodochamumy. Ilo maHHEIM Mopdosornue-
CKOT'0 MCCJIeOBaHMS, Y 2 TIAIIMEHTOB UMeJICs (POKaTbHbIN
CerMeHTapHbIN TJIOMEPYJIOCKIIEpO3 M 'y OJHOTO — MeMOpa-
HompoaudepaTuBHbIi roMepyinoHedpur [10].

bonee nmeranbHO  3h(PEKTUBHOCT  MUMMYHOCY-
MPECCUBHBIX TperapaToB Oblla M3ydeHa Ha TIpUMepe
28 MauMeHTOB CO BTOPUYHOM CTEPOUITHOMN pe3UCTEHTHO-
cthio B ucciegoBanuu C. Straatmann 1 coasT. [4]. [Ipen-
CTaBJIeHHBIE MaHHBbIE CBUAETEIbCTBYIOT, YTO TALIMEHTHI,
MOJIyYaBIIMe TOMWYECKUE WHTUOUTOPHI KalbIIUAHEB-
pUHA, JOCTUTAJIM TIOJHOM KIMHUYECKON M JabopaTop-
HOI PEMUCCUU Yallle, YeM MOJTyJaBIIe aTKUIAPYIOIINe
MperapaThl U MUKo(heHoIaTa MODETHI.

ITporHo3 y maimeHToB ¢ HePOTUYECKUM CUHAPOMOM,
V KOTOPBIX pa3BWJIACh TO3MHSISI (BTOPUYHAS) PE3UCTEHT-
HOCTb K ITIOKOKOPTUKOCTEPOUIAM, TTO CPAaBHEHMUIO C A~
eHTaMU C TIEPBUYHOM CTEPOUIHON PE3MCTEHTHOCTHIO,

WMEIOT JIyUYIINii OTBET Ha UMMYHOCYITPECCUBHYIO TEPATTHIO
B BHJIE TIOJTHOTO KYITUPOBAHUS KIIMHUYECKUX M OMOXUMU-
YECKMX TTPU3HAKOB He(PPOTUUECKOTO CUHAPOMA. DTO IO/~
TBepxkaaercs MHorumu asropamu: P. Niaudet (1994) [20],
A. Bajpai u coanr. (2003) [12], A. Pefia u coast. (2007) [11],
A. Gulati u coanrt. (2014) [21].

OTHajeHHBIM TIPOTHO3 IO BBIKMBAEMOCTH TMOYEK
y geTeil ¢ He(POTUYECKUM CUHIPOMOM TIpelaCTaBIeH
B pabote H. Otukesh u coaBr. [§]. BerkuBaemocTh mouek
ObL1a pacripenesieHa o Bodpactam (1, 5, 10 u 15 ner),
M 0Ka3ajJoCh, YTO y JIUIL C TO3IHEN CTEPOUITHON pe3u-
CTEHTHOCTBIO 3TOT nokasatesb (100, 100, 83 1 83% coort-
BETCTBEHHO) OBUT JOCTOBEPHO BHINIE, YeM Y MALIMEHTOB
C MCXOIHOM YCTOMYMBOCTBIO K TITIOKOKOPTUKOCTEPOUIAM
(94,6, 70, 56 1 34% cooTBeTCTBEHHO) [8].

IMpu pa3BUTUU TEPMUHAIBHOW CTAIMU XPOHUYECKOM
MOYEYHON HEIOCTATOYHOCTH Y JeTeil ¢ HepOTUIECKUM
CUHIPOMOM BCETJa peIlIaeTcsl BOMPOC O JajbHeHIIeM
COIPOBOXIECHUN pebeHKa OT Hayaja Tepalliu, 3aMella-
folei (PyHKIMIO MOYeK, A0 W Tocjae TpaHCTUTAHTALUM.
B HacTosIee BpeMsi ONTUMAIBHBIM CITOCOOOM JIeYeHUST
MaLMEeHTOB C XPOHUUECKOI TTOYEYHOI HETOCTATOYHOCTHIO
y JeTeil Mpu3HaHA TPAHCIUIAHTAIUS TOYKH, ITOITOMY
MpY U3y4eHUW TIPUYMH, MPUBEAIINX K Pa3BUTHIO Tep-
MUHQJIBLHOW XPOHWYECKON ITOYEYHOW HEIOCTaTOYHOCTH
KpaifHe BakeH BOIPOC O BEpOSTHOCTH BO3BpaTa 3aboJie-
BaHUWSI B TpaHCIUIAHTAT. B cilydyae BTOPUYHO-PE3UCTEHT-
HOTO He(hPOTUIECKOTO CUHAPOMA TTOCJIe TPAaHCTUTAHTALIN
peLMIrBEI OTMeUeHBI Y 93% TalyeHToB, Torma Kak J0JIs
PEeLIMINBOB TIPU TIEPBUYHO CTEPOMI-PE3UCTEHTHOM Hed-
potudeckoM cuHIpoMe coctaBisia 10—50% [2]. TTomy-
YeHHBIE Pe3yJbTaThl OOBICHSIOTCS HATMYMEM TIPU TTO3]I-
Hell  pEe3NCTEHTHOCTM B  KPOBU  IIUPKYJIUPYIOIINX
WMMYHHBIX (DPaKTOPOB, a peLUANB ITOCIIe TPAHCTUTAHTALIN
CUYMTAETCS UMMYHOOIIOCPEIOBaHHBIM [22].

3aknovyeHue

Pesysratel TIpeCcTaBICHHOTO O0O30PHOTO MCCIIEIO-
BaHUST NEMOHCTPUPYIOT HETOCTATOYHOCTh WH(MOpMALIUKA
MO0 MHOTMM BaXXHBIM acTieKTaM BTOPUYHO pPE3UCTEHT-
HOTO He(POTUYECKOTo CWHApoMa. B wactHocTH, octa-
JOTCSI HEM3BECTHBIM WCTUHHBIE TIPUUMHBI M TIaTOTeHE3
PE3UCTEHTHOCTH K TITIOKOKOPTUKOCTEPOUIAM, HECMOTPSI
Ha JaBHee CYIIeCTBOBAaHME ITOW MPOOIEMbI B MeAaTpH-
yeckoit Hedposornu. C OAHON CTOPOHBI, TaKue Malu-
€HTHI KIIMHUYECKU CXOXU C TIAllMEHTaMU CO CTEPOUI-pe-
3UCTEHTHBIM He(POTUIECKUM CUHAPOMOM, HO TIPH 3TOM
WMEIOT B II€JIOM OTHOCHUTEBHO OJIArONPUATHBIN MCXO..
C npyroif CTOpOHBI, HEOMHO3HAYHBINM OTBET Ha CTEPOMI-
HYI0O M1 MMMYHOCYIPECCUBHYIO TEPAITMIO TMPETSATCTBYIOT
pa3paboTKe eNMHON KOHIIETIIINY 3a00JIeBaHUS U TIaToTe-
HeTWJYeCcKoi Teparmu. Takum oOpa3om, BaxkHasl 3amadya
JUTST OyIYIIMX UCCIIeMOBAaHUI COCTOUT B TMOUCKE TTPUYMH
pa3BUTHUS TIO3IHEN (BTOPUYHOI) CTEPOMIHOM PEe3UCTEHT-
HOCTM M Ha OCHOBaHUW 3TOTO pa3paboTKe U IIMPOKOM
BHEIPEHUH B KIIMHUYECKYIO MPAKTUKY MePCOHUDUITNPO-
BaHHOTO TePareBTUUECKOTO MOIX0Ia K BEACHUIO IETE.
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