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CTEPOUA3ABUCUMOI'O HE®OPOTUYECKOI'O CUHAPOMA Y PEBEHKA

AHHOTanms. B cTaTee npencTaBieH 0030p KIMHUYECKOTO CiIydasi AMArHOCTHUKH U JICYCHUS
CTE€POH[3aBUCHMOT0 HE(PPOTUIECKOTO CHHIpOMA y pedeHka 5 neT. OTpaskeHbl TPYJHOCTH JICYCHUS
JaHHOTO 3200JeBaHUs B aMOYJIAaTOPHBIX M CTALIMOHAPHBIX YCIOBHUX, TUHAMHUKA OTBETA OpraHU3Ma
Ha MMpoBOAMMYIO Tepanuio. [Tokazana HeoOX0aUMOCTh He(YPOOHOIICHH /TSl YTOUHEHUS TUarHo3a u
Ha3HAa4YeHUs ajekBaTHOW Tepanuu. CBOEBpeMEHHasl AMAarHOCTHUKA W ITaTOTCHETHYECKas Tepamus
CIIOCOOCTBYIOT OJIarONPHATHOMY TIPOrHO3y. PeOeHOK OBUT BBIMMCAaH B CTaJdM PEMHCCHH B
YIIOBJIETBOPUTEIEHOM COCTOSIHUY.
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CLINICAL CASE OF DIAGNOSIS AND TREATMENT
OF STEROIDEPENDENT NEPHROTIC SYNDROME IN A CHILD

Abstract. The article presents an overview of a clinical case of diagnosis and treatment of
steroid-dependent nephrotic syndrome in a 5-year-old child. The difficulties of treating this disease
in outpatient and inpatient settings, the dynamics of the body's response to ongoing therapy are
reflected. The need for nephrobiopsy to clarify the diagnosis and prescribe adequate therapy is shown.
Timely diagnosis and pathogenetic therapy contribute to a favorable prognosis. The child was
discharged in remission in a satisfactory condition.
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Beenenne. Kaxaplii ros1 co31at0TCs HOBBIE TPOTOKOJIBI JIEUEHUS U BEJCHMS MALMEHTOB, HO
cpenu BCEX TJIOMEPYJISpPHBIX  OoJie3HEH  HEPPOTHYECKU CHHAPOM  SBISIETCS  CaMOu
pacmpoCTPaHEHHOM MAaTOJOTHEN AETCKOr0 BO3pacTa W TMPHUBJIEKAET BHUMAaHUE HCCIENOBAaTENIEd B
CBSI3U C OOJBIION pacnpoCTpaHEHHOCTHIO JAHHOTO 3a00JIeBaHUS, YacTO IMPOTPECCHPYIONIUM
TEUEeHUEeM, PaHHEH WHBaNIMIU3alMed M HEOJAronpusATHBIM IMPOTHO30M OTHOCHUTENBHO Pa3BUTHUS
TEPMUHAJIBHON CTaAUM XPOHUYECKOM ITOYEYHOM HEJOCTATOYHOCTH. YBEIWYMBAETCS YHCIIO
MAalUMEHTOB C MPOTPECCUPYIOMIUM TedeHHeM 3aboseBaHus. JluarHoctuka HeQpOTHUECKOTO
CUHJPOMA, CBOEBPEMEHHO HayaTas aJCcKBAaTHAas Tepalus YIydllaeT IIPOTHO3 U IO3BOJISAET
NpEeAYNPEAUTh OCIIOKHEHUS U IMPOrPECCHPOBAaHUE IOPAKEHMS IIOYEK, HO Ppa3BUBIIUNCA
He(POTUYECKUI CHHIIPOM CKJIOHEH K YacThIM peluIuBaM, YCTOWYMBOCTU K MPOBOJUMON TEPANIUU U

HEYKJIOHHOMY MPOTPECCUPOBAHUIO C MHBAJIMAU3anueil 6onbHOro. Ha coBpeMeHHOM 3Tare pa3BUTHSA



MEIUIMHBI OCTAIOTCS aKTyaJIbHBIMHM TaKUE€ BOIPOCHI: KaK MOKHO MPEIYNPEAUTh YaCThle PELUINBBI
00JIe3HU, ¥ KAKMM ITyTEM MOBBICUTH 3()(PEKTUBHOCTH JICUCHUSI.

Hedpotuueckuii cunapom (HC) — cocTosiHue, xapakTepu3yrolieecs: TeHepaTn30BaHHbIMU
OTE€KaMH, MAaCCHBHOH mporeuHypuedi (Bbime 50 wr/kr/cyr wiam  Beime 2,5  1/CyT),
runoansoymMmuHeMueit (MeHee 25 r/71), runepaunuaeMueii (XoJaecTeprH Boiie 6,5 mmons/n) [1, 3].

3a0051eBaeMOCTh TIEPBHYHBIM HEPPOTHUECKUM CHHIPOMOM COCTaBisieT 1—7 ciiydaeB Ha
100 000 merckoro nacenenus B rof [7]. Ilo nanusim A.H. Llpiruna [6], HeppoTudeckuii CHHIPOM
Habmonaercs y 1 Ha 6000 nereit.

Pazsutnio HC cnocoOcTByoT Takue QaxkTopbl Kak BUPYCHbIE HH(PEKUUU, TOKCUKO-
MH(EKIMOHHBIE TIPOLIECCHI, aJUIEprUUecKre 3a00JIeBaHMs, HACIEACTBEHHASI BPOXKICHHAS MTaTOJIOTHS,
00JIe3HN UMMYHHOH, METa00JIMYECKOM U Mapa3uTapHOM MIPUPO/IBL.

Ho HC moxer ObITh U TeHETUYECKH OOYCIIOBJIECH. BbineneHbl TeHbl, AePEeKT KOTOPBIX
MIPUBOJIUT K HAPYIICHUIO CHHTE3a TaKUX OENKOB Kak He(puUH, MOJAOIUH U 1ap. B urore, oTcyTcTBHE
6emnka uiu ero Aedext npuBoauT K pazsutuio HC.

B 3aBucuMOCTH OT OTBeTa Ha CTAaHJAPTHBIN KypC TepaHy MPETHU30JIOHOM He(HPOTHIECKUI
CHHPOM TPHHSATO JACTUTh HA CTEPOUTUYBCTBUTEIIBHBIA M CTEPOUIPE3UCTCHTHBIH [4].

Benymuit knmuandeckuit npuzHak HC — oTeku — 0T yMepeHHBIX 10 JOCTUTalOIUX CTETEHU
aHacapKy ¢ BOJASIHKOM IMOJIOCTEH (aCUT, THAPOTOPAKC, TUAPONIEPUKAPA), YTO OOBIYHO U ONPEIEIsSeT
OCHOBHBI€ kas100bI 007bHBIX. OTEKH HHOTAa Pa3BUBAIOTCS OCTENEHHO, HHOT1a OBICTPO — B TEUEHHUE
onHoro nHsA. Ilpum ATUTENTbHOM CyIIECTBOBAaHMHM OTEKOB KOXKa CTaHOBUTCS OJEIHOM, CyXOH,
aTpo(UuHOM, Ha Hel MOABIIAIOTCS OJeTHbIE MOJIOCH pacTskeHUs. [1onock! pacTsbkeHust 00pa3yroTcs
TaKXKe B CBS3U C [UIMTEIBHON Tepanueil KopTukocTeponaaMu. HegpoTuueckre OTeKH phIXIIbIe, JIETKO
MEPEMEIAIOTCS U OCTABJISIOT SIMKY TPH HAJAaBIMBAaHWU TalblieM. B mepuoj pa3BuUTHsS aciuTa
COCTOSIHUE OOJBHOTO PE3KO YXY/IIACTCA: MOSABISIOTCS MOHOCHI, B3IyTHE KHBOTA, TOLIHOTA, PBOTA.
[Tpu HapacTaHUU rHIPOTOPAKCA U THAPONIEPUKAP/Ia MOSBISIETCS OABIIIKA pU (PU3MUECKON Harpy3Ke
U B mokoe [2].

Hns muarnoctukn HC wucnonw3yror: KiuHudeckuil aHamu3 kpoBH (yckopenme COD),
OMOXMMUYECKHUE TTOKa3aTeNn KPOBU (TUIIONPOTEHHEMHSI, TUIIEPXOJIECTEPUHEMUS], TUTIOATEOYHEMHS,
runep-anbQaz-rno0yauHemMus),  Koaryaorpammy  (HOBbIIeHWE — (uOpUHOTEHa,  CHIIKCHUE
aatutpomoOuna 1), obmwmit anamu3 moum (mporewnypus 6osiee 2,0-3,0 /1), yabTpa3ByKOBOE
WCCIIeIOBaHME MoUYeK (yBeNUYeHHE 00beMa MOYeK, N3MEHEHHE CTPYKTYPHI ITAPSHXUMBI ).

JleueHre HAYMHAIOT C AUETHI OeccoeBoil, boraroii kanuem. J[muTeapHOe OrpaHndeHue oenka
HerenecooopasHo. ONTUMANIbHBIM CUYUTAETCS UCTIONb30BaHue 1—1,5 T/Kr/cyT )KMBOTHOTO O€jKa, 4To
00b19HO He TipeBbImaet 100 T B CyTKH.

Jns nedeHus CTEPOMAYYBCTBUTENIBHOTO HE(POTUYECKOTO CHHIPOMA PEKOMEHIOBAHO



Ha3HaYeHNe KOPTUKOCTEPOUIOB: IPETHU30IOHA U JIp.

CraHgapTHBIM Kypc NpPEIHU30JIOHOTEPANIMM — NEpOpajbHBbIA NpPUEM MPEAHU30J0HA: 2
Mr/Kr/nens (60 Mr/M?), MakcUManbHas 103a — 60 MI/CYTKM HENPEPHIBHO B TeueHue 4-6 Henens. Janee
MIPOBOAUTCS Teparus KOPTUKOCTEPOUIaMU B aIbTEPHUPYIOLIEM PEeKUME: uepe3 JeHb B 03¢ 2/3 ot
nedeOHoM. JlmuTenbHOCTh cocTaBiser 4—-6 Henenb. [locnme 3aBepieHUs ATOro Kypca HPOBOAST
IIOCTENeHHOE CHIDKeHHE 10361 10 10 Mr/m? B 7—10 1Hedt 10 monHo# orMeHbl. O6mas JINTETEHOCTD
tepanuu KC nomkHa cocTaBisaTh 4—5 MecsLEB.

HecMoTpst Ha xopominil nepBOHaYaIbHBIA OTBET HA CTEPOUJIHYIO Tepanuto, B 50% ciaydaes
He(POTUYECKUN CHHAPOM MPHOOPETAET YacTO PEeUUAUBUPYIONIHM, a B 25% — cTEepOuA3aBUCHUMBIi
Xapakrep.

[ nopznep:kaHus pPEMUCCHMM IPU 4YacTO peluauMBHpyomeM u crepouazasucumom HC
PEKOMEH/IOBAaH MPHEM MHUHUMAIBHON 03Bl MPEIHU30JI0HA, YIEPKUBAIOIIEH PEMHUCCHIO, B
anpTepHupyromeMm pexume. Ilpu HedhHEeKTUBHOCTH MaHHOM CXeMbl PEKOMEHIOBAH IpUEM
MUHUMAaJIbHOM J03bI IPEAHU30JI0HA €KEAHEBHO B TeueHue 6—12 u bonee mec.

[lpu pa3Butnu 1OOOUYHBIX 3(pdexkToB Ha (oHEe NPOBOAMMOI CTEPOUIHON TEparuu
PEKOMEH/IOBAaHO TMPOBOAUTH aJbTEPHATUBHYID HMMMYHOCYIpPECCHBHYIO Tepanuio. Haubonee
3G (GEKTUBHBIMU  CUMTAIOTCSI WHTUOMTOpPHI KanblMHeBpuHA: mukiocriopuH A (LHCA) wmm
TaKpOJIUMYC.

[MuknocniopuH A peKOMEHI0BaHO Ha3HayaTh B J103€ 4—6 Mr/kr/neHs. Hauano tepanuu nocie
JOCTUKEHMSI peMUcCHH B ycinoBusx npuemMa KC mpu mepexoje Ha aJbTEPHUPYIOIINN PEXUM HX
npuema. KOHTpOIb TOKCMYHOCTHM M JTOCTATOYHOCTH JO03bl OCYHIECTBIIETCS OLEHKOH YpOBHS
KOHUIeHTpauuu L{ukinocnoprHa B CBIBOPOTKE KPOBH. [[MUTEIBHOCTD TEpANiiy HE MEHEE 2 JIET.

Muxkodenonara moderun ucnonszyercs npu LICA-3aBucumoctu nimn LHCA-TokcuyHOCTH.
IIpenapat HazHavaercs B go3e 20—-30 mr/kr, He 6oee 2000 mr/cyT B 2 npuema. JInTeNbHOCTh HE
MeHee 12 mecsues.

Marepuan u Metroasbl. [IpoBenen paz00op KIMHUYECKOTO CIydasl JUATHOCTUKHU U JICYCHUS
pebeHka 5 JeT ¢ CTpepOuA3aBUCUMBIM HE(PPOTHIECKUM CHHIPOMOM B JleTckoil pecmyOInKaHCKON
KIuHUYeckoi 6onpHUIlE . Capancka B 2021 rony.

Pe3yabTaTsl. 13 anamHesa BeIsSICHEHO, 4TO O0sbHOMY JI., 5 11eT, pebeHok oT 1 6epeMeHHOCTH.
Teuenue OepemeHHOCTH Ha ()OHE TOKCHKO3a | TpUMecTpa, OCTpPOM pecnHpaTOPHOM BHUPYCHOMH
nHpeKkuu, XJaMuano3a. Ponpl myTeM KecapeBa cedyeHHWs. 3akpuuana cpasy. Macca Tena mpu
poxaenuu 3550 r. [Ininna Tena npu poxaenun 54 cm. [llkana Anrap 7/8 6amios. HaciaencTBEeHHOCTD:
OTATOIICHA — Yy JSIJIU 110 JINHUM MaMbl MOYeKaMeHHasi 00JIe3Hb.

B Bo3pacte 2 ner ObUIM 3aMEUEHBI: OTEYHOCTH JIHMIAa M YBEIMUEHHUE >XUBOTa B O0bEME,

TOCTIMTAIM3UPOBaH B Py3aeBckyto palioHHYI0 00apHUIlY. bbutn BeisiBIeHBI: yBennuenue COD mo 25
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MM/4, TIPOTEHHYpHUS 10 2,6 T/, THmnepxoyiectepuHeMust 9,6 MMoOIb/i1, TUHIONpOTeHHEMUs 45 1/,
runoansoymuHemust 18 r/1. [To nanasiM Y3U: Hanmudre cBOOOHOM KUIKOCTH B OPIOIITHOM MOJIOCTH,
IIPaBOCTOPOHHUMN T'MAPOTOPAKC.

beiio HasnadeHo neuyenue: nedrpuakcon 370 mrx2 p/m B/M, dypocemua OTHOKPATHO
18.05.18 r. 15 mr, ciupoHOJAKTOH 7 MIX2 p/m, MPeIHU30JI0H (71032 U KPaTHOCTh HE YKa3aHa).

Ha 3-it nenp 6one3nu mocTynui B JIeTCKyr0 pecnyOMKaHCKYIO KIMHUYECKYIO OOJIBHHITY C
CHUMITTOMOKOMILJIEKCOM, XapaKTePHBIM IS TIOJTHOTO HEPPOTUYECKOTO CHHAPOMA: OTEYHBIN CHHAPOM
B BHJE OTEKOB JIMIIA, BEK, MepeHeil OpIOUIHOW CTEHKH, ToJieHEi; MEepKyTOPHO OIpeaesseTcs
cBOOOMHA KHUJAKOCTh B OpIONIHOW TMOJOCTH, MaccuBHOM mnporteunypued (3,19 r/m),
runoansoymuaemueit (18 r/m), runepaunuaemueii (9,67 MMOIIB/I).

C yuerom pnebroTa HEPPOTHMUECKOTO CHHIpPOMA HavaTa NATOTCHETUYEeCKas Teparus
TIIFOKOKOpTHKOCTepougamu (60 Mr/m?/cyT — 35 Mr/cyT), mpoBoauuch nudysun ansoymuna (Ned).

Oteunblil cuHAPOM KynupoBaH Ha 16-e cyrku. Ha 21 neHp npoTenHypus yMEHbIINIACH 10
3HAYeHUH, OMU3KKUX K peMuccuu Hedporudeckoro cuaapoma (9.06.18 r. — 0,041 r/m — 0,078 1/cyT).
Opnnako, Ha 25 cytku (13.06.18 r.) nosBuiack TeHISHIMS K yBeandeHuto nporeunypuu (0,372 r/m —
0,766 r/cyT) ¢ mocTIKeHUEM 3Ha4YeHu# 10 4,7 /1 (23.06.18 1.).

KoncynbrupoBan BpauoM Hedposoruueckoro otaeneaus ®I'AY M3 PO «Hayunsblii 1ieHTp
310poBbs aeTei» 3podok O.U., pekoMeHJ0BaHO MTPOBEACHHE MYJIbC-TEPATUA METUIIIPETHU30IOHOM
(30 mr/kr Ne3).

[Tocne wH(QY3UH METUINPETHU30IOHA MPOTEUHYPHUS KYMUPOBaHA [0 OTPHUIATEIBHBIX
3HauYeHUH B 00II[eM aHAJIM3€e U B CYyTOUHOM MoYe, C IadbHEHIIIUM MPOIOJIKEHUEM TepareBTUYECKOM
JI03BI TIPETHU30JI0OHA 10 8 HeJleNb C TIEPEX0I0M Ha aJIbTEPHUPYIOLIHH PEKUM.

Beimucan ¢ guarHo3zom: Octphlii  rioMepyloHeDpUT ¢ HEHPOTHUECKUM CHHIPOMOM,
aKTMBHasg cTaaus Ha (OHE TIIIOKOKOPTHUKOCTepOoHaHON Tepamuu. IlomozputeneH 1o
HeOIaronpusATHOMY MOP(OIOTHYECKOMY BapHaHTy HEPpUTa, BTOPUIHOMY TeHe3y He(PpOTHUECKOTO
CHHJIpOMA.

AmMOymatopHo OBUT MPOAOKEH TPHUEM MPETHU30J0HA B AJIBTEPHUPYIOIIEM PEKUME C
MTOCTETICHHBIM CHIDKEHHEM JI03bI Mpernapara.

B oxtsa6pe 2018 r. mpu mpueme mpeaHu3oyioHa 2,5 Mr/48 4acoB ObUT JUATHOCTHPOBAH
penuauB He(POTUIECKOTO CHHAPOMA, MPOSBIAIONIHMICS mpoTeuHnypuen 6,7 v/m, (3,89 r/cyTkn),
CHIIKEHHUEM COJIepKaHus 001iero 6eika B kpoBu 110 52,3 /1, ans0ymuHa 10 30,9 1/11.

KynupoBanue xnunHuko-nabopatopubix mnposiieHnid HC Obuto pocturnyro Ha QoHe
MPEeIHU30JI0HA B 103€ 35 Mr/cyTku (mpoTenHypus ucuesna Ha 10-e cyTku).

B suBape 2019 r. mis Bepudukamuu MOpGhOIOTHIECKOTO JMAarHO3a W ¢ MOJ03PEHHUEM Ha

CTEPOUI3aBUCUMOCTH OB ToctiuTanu3upoBad B PI'AY M3 PO «HayuHslil 11EHTp 310POBBS JETEH



C MMpU3HAKaMH aKTUBHOCTH HE(PPOTHUIECKOTO CHHApPOMa (TPOTEUHYPHS 2 T/J1, TUTIOATOYMUHEMHUS JI0
25 r/n, rumepxosectepuHeMuss 10 6,26 MMob/i1) Ha Ao03e mnpenHusonona 20 wmr/48 wyacoB
(IMTENBHOCTD Kypca CTEPOUI0B HA MOMEHT FOCIIUTANIN3AINH 7,5 MECAILEB).

14.01.2019 r. npoBeneHa amarHoctuyeckas HedpoOwomncus. Ilpu cBeToonmTHYECKOM
MHUKPOCKOIHMH OMONTATa MOYEUYHOM TKaHU BBISBJICHBI TPU3HAKU 00JI€3HM MUHUMAJIbHBIX H3MEHEHHIA.

C nenpio 0CBOOOXKIEHHS OT CTEPOMTHON 3aBUCUMOCTH M MHAYKIIUM CTOHKOW pEeMHCCUU
6one3nu ¢ 17.01.2019 r. nauata tepanus nukinocnopuom A B noze 80 mr/cyt (4,6 Mr/kr/cyT), ¢
JTOCTHDKCHHEM TepaneBTUUECKONW KOHIIEHTpAIu rpemnapaTa B cbiBopoTke kpoBu (Co 134 mr/mi, Cz
995,7 ur/mn). C HehponpOTEKTUBHOM 1IEJIbIO K Tepanuu 100aBieH sHasanpui 2,5 Mr/cyT. B cBsizu ¢
COXPAHSIIOIIMMUCS TPU3HAKaMU aKTUBHOCTH Oone3nu c¢ 21.01.19 r. no3a mpeanusosona Obuia
yBeJIMUYEeHa /10 TepaneBTudeckoi (¢ 20 mr 10 35 mr).

bt BeicTaBieH Auarno3: Mnnonaruueckuit HeppoTUUECKUN CUHIPOM, CTEPOHI3aBUCUMBIN
BapHaHT, CTAJUs MEAMKAMEHTO3HON PEMHUCCHUHU (B YCIOBUAX UMMYHOCYNPECCUBHOM Tepanuu LICA),
orpaHudeHue QyHKIUHA OCMOTHYECKOTO KOHIIEHTPUPOBaHH. XPOHUYECKast 00JIe3Hb ovek | craausi.
Mopdonoruueckuii quaraos (Heppooduorcus ot 14.01.21 r.): 601e3HF MUHUMAILHBIX U3MEHEHHIA.

Ha done Tepanuu B yCIOBHUSIX UMMYHOCYNIPECCUBHOM Tepanuy HUKJIOCIIOPHHOM A B amperne
2019 r. BO3HHKIA KIMHUKO-TabopaTopHas pemuccuss. IlomHOCTBIO OBUIM  OTMEHEHBI
KOPTHUKOCTEPOUIBI.

B suBape 2021 r. Ha ¢poHe umMmyHocynpeccuBHOM Tepanuu L[cA ormeuancs peunnus HC,
KyHMpOBaHHBINA 0e3 Ha3Ha4eHHUs cTepou1oB (3Hananpui 1,25 mr/cytku, ppakcunapus). Junamuka
rokaszaresei MpoTenHypuu U OMOXHMHUYECKOT0 aHalIu3a KPOBH OTpaskeHa Ha puUcyHKe 1.

B ¢espane 2021 r. Opia nnanoBast rocnutanuzanus B @AY M3 PO «Hayunblil neHTp
3IIOPOBBSI IETEH» TSl KOHTPOJISI TUHAMUKH U KOPPEKIHH 10361 mpenaparos ¢ 28.02.21 r. - 05.03.21
r. (mmrensHOCTh MpueMa L[cA 2 rona). PekomenaoBano mpoaomkuth tepanuto LIcA 70 mr/cyTtku,

sHananpui 1,25 Mr/cyTku.
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Puc. 1. Jlunamuika nokasaresieil mpOTeMHYPHH U OMOXMMUYECKOTO aHAITN3a KPOBH.

BoiBoa. Y GonbpIIMHCTBA MAIMEHTOB JIETCKOTO BO3pacTa oTMeuaercs uauonarundeckuit HC,

HaTOMOp(l)OHOFquCKOﬁ OCHOBOMH KOTOPOIr'o ABJIACTCA 00JIe3Hh MHHUMAJIbHBIX I/ISMCHGHI/II‘/'I,

,[[I/I(1)(I)CpCHI_II/IaJ'IBHO'I[I/IaFHOCTI/I‘-ICCKI/IM KpUTCpUCM KOTOpOfI ABIIACTCA 6BICTpa$I peaKius Ha JICHCHUC

npenHu3onoHoMm. Ilpu pasButum crepouazaBUCHMOl U crepouapesucteHTHOW Qopmbel HC

HeoOXouMO MpoBeaeHrue Hedpobuoncuu s BepupUKaUU MOPQOJIOTrHYECKOro JauarHosa H

KOPPEKIIMH TEPAIHH.
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