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CPABHWTEJTbHOE NCCITEOBAHNE SOOEKTVNBHOCTW
LINTOCTATUYECKOW TEPAMMM MEPBOTO BbIEOPA VHTIBUTOPAMI
KANTbUWHEVPUHA N UHTUBUTOPAMIW CUHTE3A HYKJTEOTOB
FTOPMOHOYYBCTBUTEJIBHOTO, TOPMOHO3ABNCUMOTO

N CO CTEPOUOHON TOKCUYHOCTbIO HEDGPOTUYECKOTO
CVHOPOMA'Y OETEN
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PEDEPAT

LIEJIb NCCJIEAOBAHWS. OueHnTb B CpaBHUTENIBHOM MCCNEO0BaHNM 9PPEKTUBHOCTb LMTOCTATUYECKOM Tepanmmn NepBoro
BblOOpa MHIIMOUTOPOM KaNbUUHENPUHA LMKIOCNIOPUHOM U MHIMOUTOPaMU CUHTE3a HYKJIEOTUA0B — MPOU3BOAHLIMU MUKODE-
HOJI0BOW KMCNOThI [MUKodeHonata modeTtunom (MM®D)/murkodeHonaTtom HaTpUs] PeLMAMBUPYIOLLETO 1 HaCTO PELMONBUPY-
IOLLEr0 FOPMOHOYYBCTBUTENBHOIO, FOPMOHO3aBUCUMOI0 U CO CTEPOUAHON TOKCUYHOCTbIO HedpoTuyeckoro cuHapoma (HC) y
neten. MAUMEHTBI K METO/bI. NMpoBeagHo kaTaMHECTUYECKOE NCCefoBaHme C OLLEeHKOM ocobeHHoCcTen aebioTa, TeueHus,
neyeHus ropMmoHouyscTBuTenbHoro HC y 48 netein [29 manbumkoBs (60 %) 1 19 nesouek (40 %)] ¢ peunanBmpyolym 1N 4acTo
peumManBmpyloLMM TeHEeHNEM, Pa3BUTUEM CTEPOUAHON 3aBUCUMOCTU U/UIN TOKCUYHOCTU. B cpaBHUTENBHOM UCCNeaoBaHnm
oueHeHa 3D EKTMBHOCTb LIMTOCTATUYECKON Tepanum NepBoro BbiIGopa MHrMOUTOPOM KanbLMHENPUHA (LMKIOCMOPUHOM) Y
17 nauneHToB N MHrMBUTOpamMu CUHTE3a HykneoTuaos (MM®, mukodbeHonatom HaTpus) y 31 naumeHTa no 4JMTesbHOCTH
pemuccum HC B TeveHune 6 mec n 1 roga nocne nevenuns. PE3Y/IbTATbI. YCTaHOBAEHbI CTaTUCTUYECKN 3HAYUMbIE PA3NNYnS B
onuTtensHocTn pemuccun HC B TeyeHre 6 mec 1 1 roga nocne ymMtocTaTMyeckon Tepanuu nepeoro Beibopa MM®/mukode-
HOJIATOM HaTPUS 1 UMKIOCNOpUHOM Y aeTeit. Pemunccust HC B TeveHne 6 mec nocne tepanum MM®/MukodbeHonatom HaTpust
coxpaHsanack B 67,7 % (y 21 n3 31 naumeHTa) B OTAM4Me OT TakOBOWM Nocne Tepanmm LuKnocnopuHom — B 29,4% (y 5 us 17
nauneHToB) (p<0,05). Pemunccusa HC B TedeHne 1 ropa nocne tepanun MM®/MmnkodeHonatom HaTpus coxpaHanach B 58,1 %
(y 18 u3 31 naumeHTa) B oT/IM4Me OT TaKOBOM Nocne Tepanuu upkiocnopuHom — B 23,5% (y 4 n3 17 naumeHTtoB) (p<0,05).
LinknocnopurHoBas TOKCUYHOCTb AMarHocTMpoBaHa 13 17 naumeHtoB y 5 (29,4 %): noBbileHe KpeaTuHuHa (1), apTepuans-
Has runepTeH3us (3), runepnnasuvs gecex (3) npu Tepanun 6onee 12 mec ¢ o6paTHbLIM PasBUTUEM NpU OTMeHe. [MoboYHbIe
addeKTbl Tepanmn MHIIMOUTOPaMUM CUHTE3a HYKIeOTUAO0B Habntoganmcb 13 31 naumenta Tonbko y 1 (3,2%) B BUOe numado-
neHnyeckoro kpusa. SAK/TIOYEHUE. Pemuccuns peuyanBrpyloLwero n 4acto peuvanBmpyowero ropMOHOYYBCTBUTENBHOTO,
ropMOHO3aBMCUMOr0 1 CO CTEPOUAHON TOKCUYHOCTLIO HC y AeTei B TedeHme 6 Mec nocne LMTocTaTuyeckor Tepannmy nepBo-
ro Beibopa MM®/MrKodpEHOIaTOM HATPUS UU LIMKIOCMOPUHOM CoXpaHsinach B 67,7 n 29,4 % cCOOTBETCTBEHHO, B TEYEHUE
1ropa —B58,1123,5% COOTBETCTBEHHO. B peadynbrate CpaBHUTENBHOIO NCCEQ0BAHNS CTATUCTUYECKM OOCTOBEPHO yCTa-
HOBMEHO, 4TO pemuccus HC B TedeHre 6 mec 1 1 roga coxpaHsanach Yalle y AeTein, Nony4aBLumnx Tepanuio nepBoro Beibopa
MM®/MnkodbeHoNnaToM HaTpUs.

KnioueBble cnoBa: HedpoTUYECKUIA CUHAPOM, LUUTOCTaTUYeCKasl Tepanuvs, UHIMOUTOp KaibUUHENPUHA, UHIMOUTOPSI
CUHTE3a HYKNeoTUAOB, UMKIOCNopuH, MM®, mrukodeHonaT HaTpus, OeTu
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relapsing steroid-dependent and steroid-sensitive nephrotic syndrome (NS) with steroid toxicity. PATIENTS AND METHODS.
Follow-up study with analysis of onset, clinical course and treatment includes 48 children ((29 boys (60 %) 1 19 girls (40 %)) with
relapsing and frequently relapsing NS, developedsteroid dependence and/or steroid toxicity. The efficiency of first choice cy-
tostatic therapy with calcineurin inhibitor cyclosporine Ain 17 patients and nucleotide synthesis inhibitormycophenolatemofetil
(MMF)/mycophenolate sodium in 31 patients is estimated in comparative study by analysis of 6 month remission rate and one
year remission rate after treatment.RESULTS. Statistically significant differences in 6 month and one year remission rate after
first choice cytostatic therapy with MMF/ mycophenolate sodium and cyclosporine in children are established. Remission of
NS during 6 months after MMF/ mycophenolate sodium treatment was in 67,7 % (in 21 from 31 patients) unlike of that after
cyclosporine —in 29,4 % (in 5 from 17 patients) (p<0,05). Remission of NS during one year after MMF/ mycophenolate sodium
treatment was in 58,1 % (in 18 from 31 patients) unlike of that after cyclosporine — 23,5% (in 4 from 17 patients) (p<0,05). Cy-
closporine toxicity was diagnosed in 5 from 17patients: increased creatinine (1),arterial hypertension (3), gingival hyperplasia
(8) in treatment more than 12 months with reverse development after cancel. Side-effects after nucleotide synthesis inhibitor
therapy was dignosed only in 1 from 31 patients (3,2 %) — lymphopenic crisis. CONCLUSION. Remission of relapsing and fre-
quently relapsing steroid-dependent and steroid-sensitive with steroid toxicity NS during 6 months after first choice cytostatic
therapy with MMF/ mycophenolate sodium and cyclosporine in children was in 67,7 % and 29,4 % respectively, during one year
in 58,1 % and 23,5 % respectively. As the result of comparative study remission during 6 months and one year was statistically
significant more often in children after first choice cytostatic therapy with MMF/ mycophenolate sodium.

Key words: nephrotic syndrome, cytostatic therapy, calcineurin inhibitor, nucleotide synthesis inhibitor, cyclosporin, MMF,
mycophenolate sodium, children
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AKTyaJIbHOCTh TIPOOIEMBbI TOPMOHOYYBCTBHUTEINb-
Horo HC y nereit 00ycioBieHa peluAMBUPYIOIIAM U
YacTO PelUIUBUPYIOLIIM TEUEHHUEM C Pa3BUTHEM CTe-
POUIHOM 3aBUCUMOCTH U TOKcHuHOCTH [1-8]. ISKDC
(1978) momomarnyeckuii HePOTUUECKUA CHHIPOM
(MHC) no mopdonoruu knaccupuuupyroT Kak ¢ MHHH-
MaJIbHBIMU M3MEHEHHSAMH, (POKAIBHBIN U cerMeHTap-
HBIH TIOMepyaocKiepo3, auddy3Has Me3aHrHaIbHas
nponudepanus [ 1]. B meanarpuueckoit Hedponorunye-
CKO ITPAKTUKE BBIIEIISIIOT TOPMOHOYYBCTBUTENBHBIN U
TOpMOHOpPE3UCTeHTHBIN BapuanTel MHC, cuutas, 9to
OTBET Ha ITFOKOKOPTUKOMIIHYIO TEPAITHIO UMeeT Ooliee
Ba)KHOE TIPOTHOCTHUYECKOE 3HAUYeHHE, YeM OIIeHKa T'H-
CTOJIOTHUECKOTO BapuaHTa T0 pe3ynbTaraM OHOIICHH,
BBITIOJIHCHHOH B Havaje 3a0oseBanus [2—10]. U3Bect-
HO, uTo B cTpykrype MHC y nereit 1-18 et npeobia-
naetr HC ¢ MUHUMAIbHBIMA MU3MEHEHUSIMU, KOTOPBII
XapaKkTepu3yeTcsi CUMIITOMOKoMILIeKcoM yuctoro HC
(oTcyTCTBHE TreMaTypHH, apTepUaibHON THIIEPTEeH3HN)
TOPMOHOYYBCTBUTEJILHOCTBIO (HOpMaTU3alysl aHaJIH-
30B MOYH B Te€UEHHUE 4—8 HEJ| TIIIOKOKOPTUKOUIHOM Te-
pamnuy ¥ HACTYIUICHUE MTOTHONU PEMHUCCHH ), COXpPAaHHOU
¢dyHkuumeit nouek [2—10].

VY nerelt ¢ ropmoHouyBcTBUTENbHEIM HC mocie
ne0I0Ta OTMEYCHO PEIUINBUPYIOIIEE H YacTO PELH-
nuBupytomee teuenue B 70-80% cmyuaes [2—10].
[Mon peumauBupyromum TedenneM HC moHumaror
BO3HUKHOBEHHE MEHee 2 peIUINBOB B TedueHHe 6
Mec win 1-3 penunuaa B Teuenue 12 mec. Ilox yacto
PEeLUIMBUPYIOLINM — 2 peluauBa U Gojee TeUeHHE

6 mec nim 3 peruanBa u Ooiee B TeueHne 12 mec
[2-8].

TopMOHO3aBHCHMOCTD TIPOSIBIISICTCS PELIMIUBOM
HC npu cHMWXEeHHH DIIOKOKOPTUKOUIHOM Tepanuu
WM B T€YEHHUE 2 HeJ| TI0CIe €€ OTMEHbI [2—8].

Pa3BuTHe ropMOHO3aBHCUMOCTH, PUCK U pPa3BU-
THE CTEPOMIHON TOKCHMYHOCTH, TSDKEJIbIE MIIOBOJIC-
MHUYECKHUE KPU3bl U/WIK TPOMOO3bl y JeTel ¢ peuu-
JUBHPYIOIIMM M 9aCTO PELUIUBUPYIOLINM TCUCHUEM
HC sBnstrorcs moka3aHUsIMM K HA3HAUCHHUIO TEPATUH
LUTOCTATUYECKUMH,  CTEPOHI-0CBOOOXKIAIOIIUMHU
npenaparamu [6—12].

B mpomutom Beke y nereld mpu ropMOHOYYBCTBH-
tensHOM HC ¢ 9acTto peruanBUPYIOIUM TEUCHUEM C
Pa3BUTHEM CTEPOMIHOM 3aBUCHMOCTH U TOKCHYHOCTH
KaK LUTOCTaTHYECKUH Ipenapar IepBoro BeIOopa npu-
MEHSUINCh AJIKUIIUPYIOLIHE areHThI (XJ10pOy THH, LIUKJIO-
thocdan) [7-10]. B HacTosmmee Bpems y AeTei UCTIONb-
3yIOT HHTHOUTOPB! KAJIBIIMHEHPUHA — HUKJIOCIIOPUH U
HHTHOUTOPBl CHHTE3a HYKJICOTHUIOB — MHKO(EHOJIAT
modermnt (MM®), mukodernonar Harpus [11-16]. Ber-
00p LIMTOCTATUYECKOTO MIPenapara AjIsl JICUCHUS IeTeH
C TOPMOHOYYBCTBUTEIBHBIM, TOPMOHO3aBUCUMBIM U CO
cTepouHON TokcmdHOCThI0 HC nmomkeH OBITH OCHO-
BaH Ha MaKCHMaJIbHOW Oe30macHOCTH u 3(heKTHBHO-
ctu. KDIGO (2012) npencraieHsl penMymiecTsa u
HEOCTaTKH OCBOOOMKIAIOIINX OT KOPTHKOCTEPOUIOB
IpernaparoB epBoro Beioopa (tadm. 1) [7].

HuxtocriopuH y neteil IpuMeHseTcs IpU peLuan-
BUPYIOIIEM U 9aCTO PELMIUBUPYIOLIEM CO CTEPOH[I-
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Tabnuua 1/ Table 1

MpeumywiecTBa U HeJOCTaTKN OCBOOOXAAIOLWMNX OT KOPTUKOCTEPOUAOB NpenapaToB
nepBoro Bbioopa, NCMNoJib3yeMbIX MPU 4aCTO PEeLUAUBUPYIOLLEM UM TOPMOHO3AaBUCUMOM
ropMoOHOYYBCTBUTEJSIbHOM HePPOTUYECKOM CUHApPOME
(KDIGO Clinical Practice Guideline for Glomerulonephritis, 2012) [7]

Advantages and disadvantages of corticosteroid-sparing agents
as first agent for use in FR or SD SSNS [7]

lMpenapat MpenmywiecTsa HepocTtartkn
Lnknodoc- |OnutenbHasa pemuccua nocne | MeHee adbdekTnBeH Npu ropmoHo3asmcumom HC
damnpg, neyeHusa Heob6x0aMM MOHUTOPVHI aHann3a KpoBKM B TEHEHWE NIeYeHNs!
JewesunsHa MoTeHuManbHble Cepbe3Hble HEMEeOJIEHHbIE 1 OTAANEHHbIE NOO0YHbIE 3P dEKTbI
B03MOXHO NpoBefeHne ToNbKo OJHOro Kypca
Xnopamby- |OAnutenbHas pemuccus nocne | MeHee acddekTnBEH Npy rOpMoHo3aBncumom HC
umn neyeHus Heo6x0aM MOHUTOPVIHI aHanu3a KPoBM B TEHEHUE NIeYeHUS!
JeweBn3Ha MoTeHuManbHbIe CEPbE3HbIE MOOOYHBbIE 3P PEKTHI
B03MOXHO NnpoBeaeHne TONMbLKO OAHOro Kypca
He anpobvpoBaH npu ropMoHO4YYBCTBUTENBHOM HC B HEKOTOPBIX CTPaHax
Neamnzon | Mano no6o4HbIX adpdekToB [Ons noppepxaHns pemmuccum TpebyeTcst NPOAOIKUTENBHOE Sle4eHre
JewesunsHa OrpaHn4YeHHOe NpUMeEHeHNEe
Lmknocno- |MpoponxutenbHbele pemuccun y | Ans nogaepxanus pemmccumn TpebyeTcs NpoaoSiKUTENIbHOE JIeYeHNE
PUH HEKOTOPbIX AeTer C ropMoHO3aBu- | loporon
CMMbIM FOPMOHOYYBCTBUTENbHBLIM | HEDPOTOKCUYHBIN
HC KocmeTtnyeckre noboyHble 3pPeKTb
Takponumyc | MpoponxutenbHole pemuccun y | NpoaonxmTenbHoe NeYyeHne Yacto TpebyeTcs 4S8 noaaepx)xaHns peMmmccum
HEKOTOpPbIX AeTer C rOPpMOHO3aBu- | [loporoin
CUMbIM FOPMOHOYYBCTBUTESNbHLIM | HEPPOTOKCUYHBIN
HC Puck pa3BuTtusi caxapHoro anabeta
He anpobupoBaH npu ropMoHo4yBCTBUTENBHOM HC B HEKOTOPbIX CTpaHax
Mwukode- MpoponxutenbHble pemuccun y | MpogonknTenbHOE NeYeHne YacTo TPedyeTcs A1k NoaaepPXKaHNs PEMUCCU
Honara HEKOTOPBLIX AETEN C HaCTO peunan- | BodaMoxHO MeHee 3P eKTUBEH, YHEM UHIMOUTOPLI KaNbLUUHEPUHA
ModeTun BUPYIOLLUM, TOPMOHO3aBUCUMbIM | [loporom
rOPMOHO4YYBCTBUTENbHBIM HC He anpobvpoBaH npu ropMoOHOYYBCTBUTENBHOM HC B HEKOTOPbIX CTPaHax
Marno no6o4HbIX 3P PeKToB

HOM TOKCHMYHOCTBIO ropmoHo3aBucumoM HC ¢ 1988 .
[11]. A. Tejani (1988) y 6 mereif ¢ 4acToO peIyIUBH-
pytominM HCMU npu Tepanuu HUKIOCIOPUHOM A B
703e 7 MI/KT B Te4eHHe 8 Hesl HaOITroIam UCXO B pe-
muccuto [11]. Otmeueno, uro y nanuento ¢ HC Bo3-
HUKaJIM PELUANBBI IIPY MONBITKE CHIDKEHUS 03Bl I
orMeHe mmkiocnopuHa [8]. Ilpodnema mmkmocmopu-
HOBOM 3aBUCHMOCTH U TIOTEHITHAIEHON HEPPOTOKCHY-
HOCTH IOCTaBHJIa BOIPOC O PALMOHAIBHOCTH IIPUME-
HeHwns1 0oJiee HM3KUX 103 UKiIocnopuHa [7, 8, 11, 14].

MM® y nereit c HC mpumensiercs 6oee 20 net [6].
MexayHapoaHbIi ormbIT npuMeHeHust MM ®/Mukode-
HOJIaTa HAaTpusl MOKas3ajl, YTo JaHHbIC Iperaparbl He
TpeOyIOT MOHUTOPUHIA B KPOBH, TIPY IPUMEHEHHUH OT-
CYTCTBYET remnaro- u HepoToKCHYHOCTS [ 12—19]. Cre-

Tabnuua 2 / Table 2
Pexunmbl Tepanuu MM® peteii c HC [15-19]
Doses of MMF therapy in children with NS [15-19]

ABTOp, rog

R. Hogg (2003) [15]

S. Mendizabal (2005) [16]

S. Al-Akash, A. Makdama (2005) [18]
G.G. Vallejo (2010) [18]

J. Gellermann (2013) [19]

[o3sa

600 mr/m? 2 pasa B AeHb
415-970 mr/m?/12 4
500-1087 mr/m2/24 4
450-700 mMr/m?/24 4
1000 mr/m?/24 4
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JyeT oOpaTuTh BHUMaHKE Ha TO, 4TO j103a (450-1200
MI/M?) ¥ TIPOJOKUTENBHOCTD Teparuun MM®/muko-
(heHoIaTOM HATPHS P YACTO PELUAUBUPYIOLIEM, FOp-
MOHO3aBUCHMOM U CO CTEPOUIHON TOKCUUHOCThI0O HC
y ZeTell pa3nuyaoTcs N0 MyOIUKALMAM C pe3ysbTaTa-
MH HcciieoBaHus A (HEKTUBHOCTH U HHCTPYKLHSAM 110
MEIMILMHCKOMY NPUMEHEeHuIo mpenapara «Maiidop-
Ky, «Cemicent [13—19]. KDIGO 2012 pexomenay-
€T JUIUTEJILHOCTh Tepanuu He MeHee 12 mec [3].

Lenp uccnenoBaHus: OLEHUTh B CPABHUTEILHOM
uccien0BaHuM 3PPEKTUBHOCTD IUTOCTATUYECKOM Te-
paruy MHrHOUTOPOM KaJIbLIMHEHpPUHA (LIUKIOCIOPU-
HOM) ¥ HHTUOUTOPOM CHHTE3a HyKJIeoTH10B (MMD/
MHUKO(EHOJIATOM HATpHsl) PELUIUBUPYIOLIETO U Ya-
CTO PELHUIMBUPYIOLIETO T'OPMOHOUYBCTBUTEIIBHOTO,
TOPMOHO3aBHCUMOIO M CO CTEPOMIHONH TOKCHYHO-
cteto HC y nereil.

NMAUMEHTbBI U METOAbI

Kpurepun BKJIIOYEHHUS B UCCIIEIOBAHUE: JETU JI0
18 met, cumnromokomiiekc HC 6e3 remarypuu ¢
COXpaHHOW (pyHKUMEH MOYKH, PELUANBUPYIOLIUM U
4acTo PELUIAMBUPYIOLIMM TEUCHUEM CO CTEPOUIHOM
3aBUCHUMOCTBIO M/MJIM TOKCHYHOCTBIO. JlnarHoctuka
HC npoBoaunack no MeXayHapOAHBIM CTaHIapTam
[1-3, 5]. Auarno3 ropmonouyBctBUTENbHOTO HC Yy



ISSN 1561-6274. Hedponorus. 2020. Tom 24. Ne3

ISSN 1561-6274. Nephrology. 2020. Vol. 24. Ne3

neteil 1-18 et craBuiics HA OCHOBAaHUU CUMIITOMO-
komiuiekca HC, coxpanHo#i (yHKIUM MTOYEK, TOPMO-
HOYYBCTBUTEJILHOCTH, OTCYTCTBHUSI TeMaTypuu U ap-
TepUaJIbHOW T'MIIEPTEH3MM, HE Ipuberas K Ouorncuu
nouku [2—8]. Hebror HC xapakrepn3oBacs MOIHBIM
KIIMHUKO-JIA00paTOpHBIM cuMITToMOKomIiekcoM HC:
OTeKH, nporeunypus 4,6+0,6 T/CyT, THIONPOTEHHE-
Mmust (0Ommii 6e10k 46,2+0,8 1/11), TUIOATEOYMIUHEMUS
(ampOymuabl 18,2443 1/11), THNIEpA2TIIO0YTHHEMUS
(22,1+1,4%), runepXxonucTepuHEMUs (XOJIECTEPHH
8,7+1,2 MmMonb/m), runeppudpuHOoreHeMus (hpudpu-
HoreH 7,6+1,1 r/m), yBenmuenue COD (35,146,2 mm/
gac). CkopocTh KiyOOoukoBOH (hunbTpanuu mo ¢hop-
myne IlBapma — 127,3+5,4 mu/muH. ['opmMoHOUYB-
CTBHUTEJILHOCTBIO CUUTAIIM HOPMAIM3ALUI0 aHAJIM30B
MOYH B TeUEHHE § HEJl MPETHU30I0HOTEPAIINH B CTaH-
JapTHOM MakCUMaIbHOU 703¢ 60 Mr/M? v 2 MI/Kr
1 HACTYIUICHHE KIMHHUKO-JIA0OPAaTOPHOH PEMHCCHUHU.
Buomncus nmouku i yTouHEeHUs MOP(OIOTrHIECKOro
nuaro3za HC ¢ MUHMManbHBIMU M3MEHEHUSIMH TIPO-
BeneHa y 19 (39,6 %) u3 48 nereii ¢ 4acTo peluaNBH-
PYIOILIMM TE€UEHHEM, Pa3BUTHEM CTEPOUIHON 3aBUCHU-
MocTu.PenmanBupyomee 1 4acTo peluAnBUpYIOIIee
teuenne HC y nerell KOHCTaTHUpOBalIUd B COOTBET-
CTBHUH C OOIICTIPUHATHIMU peKoMeHaanusaMu [ 1-8].

[IpoBeneHO KaTaMHECTHYECKOE HCCIIEIOBAHHUE C
OLICHKOM ocoOeHHOCTel nefroTa, TeUeHUs, JICUCHHs
ropmoHouyBcTBUTENbHOTO B f1ebtote HC y 48 nereit
[29 manpankoB (60 %) 1 19 neBouek (40 %)] B Bozpac-
Te OT 4 10 18 net. B cpaBHUTENBLHOM HCCIIEIOBAaHUU
olieHeHa 3(Q(PEKTUBHOCTh Tepanuu NEepBOro BeIOOpa
WHTHOUTOPOM KallbIIWHEWpUHa (IIUKIOCIIOPUHOM) Y
17 manyeHToB M MHIMOMTOpPaMU CHHTE3a HYKJICOTH-
noB (MM®, mukodenonarom Harpusi) y 31 maruen-
Ta 1o coxpanenuto pemuccuu HC B Teuenue 6 mec u
1 rona mocne nedenust. OLEHNBaANIACh YaCTOTA KINHU-
YECKHUX MPOSIBICHUH aJIJICPTUU U ONPEAEIICH CIIEKTP
CCHCHOMJIM3ALMH K aJUIepreHaM IO pe3yJbraTaMm Io-
BhIIIIeHUs crienuuieckux IgE B kpoBu y neTeii ¢ pe-
LUIMBUPYIOLMM 1 yacTo peunausupytomum HC co
CTEPOUIHON 3aBUCHUMOCTBIO U TOKCHYHOCTBIO.

Hnst cratucTuyeckoil 0OpabOTKM TMOMYYEHHBIX
PE3YyJIbTaTOB HCCIEIOBAHUS HCIIONB30BAJICS IAKET
MIPUKJIATHBIX CTAaTHCTUYECKUX Mporpamm Statistica
6.0. MeTtoapl onucareabHON CTATUCTUKU BKIIFOYAIH B
ce0s OLIEHKY CpelHero apu(pMeTHYeCKOro 1 cpeHe-
KBaJpaTn4yHoro otkiaoneHus. [Ipu pacuere nocrosep-
HOCTH Pa3JIMunil NOTy4YEHHBIX JaHHBIX HCIOJIb30BaI-
cst KpUTepHii 2 ¢ momnpaskoii Merca.

PE3YJIbTATbI
Knnanko-naboparopHblit CHUMITTOMOKOMILJICK-
crosiHoro, ropmoHouyBcTBuTesbHOr0 HC, 6e3 apre-

PHAJILHOM TMIIEPTeH3UM M HAapyLICHUs! QYHKIUH IO-
yek auarHoctuposaH y 48 nereit (100%) B nedrore
3aboneBanus. CpenHMi BO3pacT AETEH Ha MOMEHT
neorora HC coctaBun 4,242,3 rona. J[ebrot ropmo-
HouyBcTBUTENBHOTO HC B 95,8 % BO3HHK B paHHEM U
JIOITKOTBHOM Bo3pacte (oT 1 o 7 net) y 46 nereid, B
4,2% —y 2 nereti (ot 8 mo 10 ner 10 mec).

V 48 nereil BeIABIEHA CEHCUOMIM3ALNA K ITHALIE-
BbIM ajutepreHam B 100 %, ObrroBbIM — B 90 %, IBLITB-
IEBBIM — B 65 %, antnaepMaibHbIM — B 52 %, OakTepu-
abHBIM — B 13 %, TpHOKOBBIM — B 6 %; KIMHHYECKUE
NpPOSBIICHUSI aJUIepru  (aTONMUYECKUH JIepMaTuT,
OpoHXHaJbHas aCTMa, AJUICPIHUCCKUI PUHUT, aJljIep-
TUYECKH KOHBIOHKTUBUT) — B 67 %, TIOBEHIIIIEHUE B
kpoBu obuero IgE — B 50 %.

HauanpHylo Tepanuio mpeaHu30J0HOM MPOBOAU-
i B cooTBeTcTBHU pekoMeHmanusM ISKDC (1978),
APN (1990), KDIGO (2012), oTeuecTBeHHOM! IIKOJIBI
nenuarpoB-Hedposnoros. Tepanust nediora HC mpo-
BOJMJIACH C HCIIOIb30BAHUEM IIPEAHN30JI0HA B CYyTOY-
HO# 03¢ 2 mr/kr win 60 mr/m*/cyT (He Gomee 60 mr/
cyT) B Teuenue 4—6 He, 3atem 1,5 mr/kr 4—6 Hex (per
0s). Y Bcex AeTeil oTMeueHa TOPMOHOYYBCTBUTEIIb-
HOCTh (HOpManu3alys aHAJIU30B MOYM B TEUYCHHE
1 Mec mpenHU30JI0HOTEpalui) U JIOCTUTHYTA pe-
muccusa HC. Ipu peunause HC y nereil HazHauanu
MPETHU30JI0H B CYyTOYHOW MaKCUMAIIbHOM J103e 2 Mr/
KT Wi 60 Mr/m? 10 OTCYTCTBHS IPOTEHHYPHH B 3 110-
CJICZIOBATENIbHBIX aHAJIM3aX MOYHM, 3aTE€M Ha3zHa4aju
NPEAHU30JI0H B aJILTEPHUPYIOLIEM PEKHUME B CyTOY-
HO# m03¢e 40 mr/m? (1,5 mr/kr/cyT) B TeueHnue 4 Hep.
Peunnueel HC y nereil accolMupoBaHbl ¢ KIMHUYE-
CKUMH TPOSIBICHUSIMUA aJUICPIHUHM WM BHUPYCHBIMH
WHPEKITUIMU.

[TokazaHusiMH U1 HA3HAYCHUS LIUTOCTAaTHYECKOM
tepanuu y 48 nereii ¢ HC aBnsunce yacto penuauBu-
pyloliee TeueHue, pa3BUTHE TOPMOHO3aBUCUMOCTH U
CTEPOUIHON TOKCHYHOCTH, a TAKXKE TSDKEIIbIC PELu-
JMBBI C THIIOBOJIEMHUUYECKUMH KPH3aMH.

V 48 pereit HC npuHsn penuanuBUpyOLUi 1 ya-
CTO PELUIMBUPYIOLINNA XapaKTep, U3 HUX C Pa3BUTH-
€M ropMoHo3aBucuMOCTU — y 36 (75 %). IlpusHaku
CTEPOUIHON TOKCHYHOCTHU BbIsIBICHBI Y 36 (75 %) u3
48 netelt ¢ peUuAMBUPYIOLIUM U YaCTO PELUTUBUPY-
oM HC: oxupenne — y 25 (52 %), 3agepxka po-
cra—y 5 (10%), 3aneprkka osoBoro passurus —y 4
(8 %), ocTeonopo3 nmo3BoHOYHHKA — Yy 2 (4 %), cTpun
Ha koxe —y 7 (15%), runeprpuxo3 — y 4 (8 %), ca-
xapHblil 1uader —y 1 (2%),cTeponaHas Karapakra —
y 21 (44 %), nCMX03MOLMOHATIbHBIE HAPYIICHUS — Y 5
(10%), spo3uBHbIi racTput —y 1 (2 %), XpoHndeckas
Ha/IMIOYEYHNKOBAs HEMOCTAaTOUHOCTE — Y 1 (2 %).

buoncus nouku nposexneHa y 19 (36,9 %) u3 48
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JeTell, TUCTONOrn4ecKas KapTHHA COOTBETCTBOBAJA
HC ¢ MuHMManbHBIMU U3MEHEHHUSMH.

Wurnburop KajabUMHEHpHHA — IHUKIOCIIOPUH
(Cangummyn Heopain, Llukinocnioput) Kak IUTOCTa-
TUYECKHUI Tperapar mepBoro BeiOopa moiydanu 17
nereid. [lukinocmoprH Ha3Havacs B 103¢e 2,5—5 mMr/kr/
cyT. Bo3pact kK MOMEHTY Ha3Ha4YeHUS LIMKIJIOCIIOPUHA
coctaBmi B cpepHeM 7,3+3,6 roma. [lnmurenpHOCTH
3a001eBaHsT K MOMCHTY Ha3HAu€HHs LHUKJIOCIIOpHU-
Ha coctaBuina 2,9+2.4 roga. AnutenbHOCTh Tepanuu
coctaBuia 3—6 mec y 4 nmauueHron, 6—12 mec —y 2
MaIUeHToB, oonee 12—24 mec —y 7 manueHToB, Ooee
24 mec —y 4 manmenToB. Y 8 u3 17 maruentos (47 %)
OTCYTCTBOBAJIM PELUIMBBI B TEUCHHE TEPalMu IH-
KJIOCIIOPMHOM. YCTaHOBJICHA peMuccHus 6 Mec mocie
Tepanuu HUKIocnopuHoM y 5 u3 17 (29,4 %) nereil.
VYcraHoBieHa peMuccus 1 roz nocie Tepanuy HUKIo-
cnopuHoMm y 4 u3 17 (23,5 %) nereil.

[uknocnoprHoBas TOKCHYHOCTh AMArHOCTHPO-
BaHa — V 5 (29,4%) u3 17 nanueHToB (MOBBIIICHHUE
KpeaTHHMHA — y 1, apTepuanbHasi TUIIEpTeH3Us — Yy 3,
TUIepILIa3ns IeCeH — y 3 mpu Tepanuu 6onee 12 mec)
¢ oOpaTHBIM pa3BUTHEM Ipu oTMeHe. Llukmocmnopu-
HOBasi 3aBHCUMOCThH (HapacTaHHE NPOTEHHYPHUH H
peunaus HC npu cHmwkeHMH 103b1 Ipenapara) KOH-
craruposaHa y 2 u3 17 mauuenros (11,8 %).

WNuruburopsl cunTe3a HykieotHa0B — MM® u
mukoenonar Harpusi (Cemicent, MaldopTuk) Kak
LUTOCTaTHYECKUI Tpenapar MepBoro BeIOOpa MOMy-
vai 31 mamuwent B go3e 450-600 mr/m?*/cyt. Bospacrt
K MOMeHTY Ha3HaueHnss MM®/mukodeHonara Harpus
coctaBui B cpenHeM 7,6+2,0 roga. JnurenbHOCTh 3a-
OoneBaHus y JeTeil K MOMEHTy Ha3HadeHns MM®D/
MuKo(eHomnara Harpus coctaBuna 3,6+2,1 roga. [mu-
TENMPHOCTh Tepanuun MM®D/MukodeHonaroM Harpus
coctaBmwia 3—6 mec y 11 nereit, 6-12 mec —y 13 nereli,
12-24 mec — y 5 nmereii, 6onee 24 mec —y 2 aereir. Y
22 w3 31 nanmenra (71 %) OTCYTCTBOBAIM PELIUINBBI
B TedeHne Teparmn MM®/mukodeHonatoM HaTpws.
VYeranosnena pemuccus 6 Mec nocie tepanun MM/
MmuxoeronatoM Hatpust y 21 u3 31 manuenra (67,7 %).
VYeranosnena pemuccus 1 rog nocne tepamun MMO/

muko(peHnonaroM Hatpus y 18 u3 31 mauumenta (58,1 %).
[lo6ounsie >ddextsr Teparmmu MMOD/MukodeHona-
TOM HaTpus HaOmromamich 3 31 mauenTa Toapko y 1
(3,2%) B BUIIE TUM(OTICHUYECKOTO KPH3a.

YCTaHOBJICHBl CTaTUCTUYECKH 3HAUYUMbIC pas-
nuuus coxpanenust pemuccun HC B TeueHue 6 mec
u 1 roja mocie IUTOCTATUYECKOW Teparuu IMepBoO-
ro Beibopa MM®D/mMukodeHOTaTOM HATPUS HITH IH-
kjocnopuHoM y nereil. Pemuccns HC B Teuenne 6
Mec mociie Tepanun MM®/mMukodeHoIaToM HaTpus
Kak IpernapaToB MEPBOTo BbIOOpa ycTaHOBIeHA y 21
(67,7%) n3 31 manueHTa B OTIIMYKE OT TAKOBOM MTOCIIS
Tepanuy MUKJIOCIOPUHOM KakK MpernapaTroM IepBOro
BbIOOpa —y 4 (29,4 %) n3 17 mammentos (p<0,05). Pe-
muccust HC B Teuenue 1 roma nocie tepanuu MM®/
MHUKO(EHOIATOM HAaTpHUsl KaK MperaparoM IEpPBOTO
BbIOOpa yctanoBieHa y 18 (51,8 %) u3 31 nauuenra
B OTJIMYHME OT TaKOBOH MOCJE TEPANUK LUKIOCIIOPH-
HOM Kak IpenaparoM Iepsoro Bbidbopa — 23,5% (y 5
u3 17 marmmenTos) (p<0,05).

OtcytcTBue 3QQeKTa OT HUTOCTATHIECKOH Tepa-
MUY IUKJI0ciopuHoM 1 MM®/mukodeHnonarom Ha-
Tpus u nocneayromue perauaussl HC mocie oTMeHsl
npenapara HaOmroganuch u3 48 nereit y 26 (54 %) u
obun acconmmpoBanbsl ¢ OPBU y 3 nereit (11,5 %),
peakTuBanuen repriec-BUpycHbIX nHpeknui 1/2, 4,
5, 6 TunoB — y 14 nereii (53,9 %); KIMHUYECKUMU
NPOSIBJICHUSIMH AJJIEPTUU U CEHCUOMIM3auen K aj-
nepreHam —y 9 nereit (34,6 %).

OBCYXAEHUE

Hamu ycraHOBIEGHBI CTaTUCTHYECKH 3HAUYUMBIC
pasnnuns B yactore coxpanenus pemuccun HC B te-
yeHue 6 Mec U | roga y AeTeid mocie HUTOCTaTUUeCKON
Tepanuu TepBoro BeIOOpa MM®/muKodeHoTaToM
HaTpHs U IUKJIOoCTIOpUHOM. 1o maHHBIM TUTEpATYPHI,
tepannss MM®/MukodeHonaTroM HaTpUst TPUBOIUT K
3HAUYUTEIILHOMY CHIKEHHUIO TIPEIHU30I0HOTEPAIIuH 1
COKpAILICHUIO YAaCTOThI PELIIUBOB Y MAL[HEHTOB C Ya-
CTO PEeUUAMBUPYIOIIUM U ropMoHozaBucuMeiM HC,
Py 3TOM OTMEYEHa XOpoluasi NepeHOCUMOCTh Tpe-
napara ¢ MUHUMYMOM TT0004HBIX ¢ dekToB [19-27].

Tabnuua 3 / Table 3
AnutenbHocTb pemuccua HC nocne Tepanmm LUKJIOCNOPUHOM
n MM®/mukodpeHonatom HaTpua y 48 peteii
Duration of remission of NS after therapy with cyclosporine
and MMF/mycophenolate Na in 48 children

Lintoctatnyeckas LinknocnopwH, MM®d/ mukodeHonar | x2 p

Tepanus n=17 HaTpus, n=31
AnntenbHoOCTb pemmuccmnn
HC nocne oTMeHbl Tepanum A6cC. % A6cC. %
Pemuccusa 6 mec 5 29,4% 21 67,7% 5,05 0,0247
Pemuccua 1 rog 4 23,5% 18 58,1% 3,98 0,0462
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Hawmu ycranosnena pemuccust HC 6 mec u 1 ron
rocJje Tepanuy HUKIocnopuHoM B 26,3 u 21,1 %, co-
oTBeTCTBEHHO. [lo maHHBIM JMTEpaTyphl, HEraTHB-
HBIEC CTOPOHBI MPUMEHEHHUS IUKJIOCTIOPUHA CBOISTCS
K Oosiee pelkuM ciaydasM JOCTHKEHHUS MPOIOIKHU-
TenbHON pemuccun HC mocne oTMeHBI npenapara,
YacThIX PELUANBAX MPU CHUKCHUU JI03bI WJIK OTMEHE
Tepanuu (LIUKJIOCIIOPUHOBOM 3aBUCHMOCTH), pa3Bu-
THH LUKJIOCHOPHH-aCCOLMUPOBAHHON HEPPOTOKCHY-
HOCTH, TMCTOJIOTHYECKH MPOSBIAIOLICHCS THATUHO-
30M apTepHONI U HHTEPCTUITHANTBHBIM (hrOpo3om [28—
32]. JlaHHBIE THCTOJOTUYECKON KapTUHBI OMOITATOB
mouku manueHToB ¢ HC, mmrensHo (Oomee 24-36
MeEC) MOITYyYaBLIMX LUKIOCHOPHH, CBUACTEIBCTBYIOT
0 Pa3BUTHM LMKJIOCIOPUH-UHIYLIUPOBAHHOTO TYyOy-
JIOMHTEPCTULMAIBHOTO MOBPEXICHUS, YTO OCOOEH-
HO XapakKTepHO ISl MalMeHTOB muafiie 5 jget [29].
ABTOpBI CAETIANN 3aKII0YEHHUE, YTO aJTbTePHATUBHBIHI
npenapar J10JDKeH ObITh Ha3HaueH nocie 36 mec Jie-
yeHHs LukinocnopuHoM [29]. C ydeToMm pHcKa BO3-
HUKHOBEHHS IMKJIOCTIOPUHOBOH HE()POTOKCHYHO-
CTH, YBEJIIMUMBAIOIIUMCS C JUTUTEIILHOCTBIO TEPAITUH,
Y. Hamasaki, F. Komaki, K. Ishikura (2017) [30]
PEKOMEHAYIOT NPOBEJCHNE OUONICHM TOYKU KasKAble
3-5 ner. B Hamem MccaeTOBaHUN MBI HE TIOTYYHIIN
LUKJIOCTIOPUHOBON HE(PPOTOKCUYHOCTH MO JAaHHBIM
OMOIICHU TTOYKH.

Cuwnratot, yto HazHauenne MM® y nereit ¢ HC,
JUTUTEJIFHO TIOMYYaIOIIMX LMKIOCIOPHH, IO3BOJISET
OTMEHHTH WM CHU3UTh JI03y CTEPOMJIOB U IIMKJIOCIIO-
pHUHA, a TaKKE YMEHBLIUTb YacTOTy peuuauBoB [20].
B cooTBeTcTBUM C JAaHHBIMH JIMTEPATYphl, TEparus
niepBoro Beioopa MM® nmaet et mocTmkeHus u
COXPaHEHUsI PEMUCCUH Y ACTEH C YacTO PELUIUBHUPY-
rorM, ropmoHosaBucuMbiM HC [20-27] 1 mostomy
pEeKOMEHIOBaHa JETsIM ¢ TopMoHo3aBucuMbiM HC 1o
HazHaueHus Lukiocnopuna [22]. Hamu ycranoBieHa
pemuccust HC B Teuenne 6 mec u 1 ropa nocine tepa-
. MM®/muxodenonarom narpus y 67,7 u 58,1 %
JIeTel COOTBETCTBEHHO. ABTOPBI CUUTAIOT, YTO TEPAITHS
MMO® y gerelt ¢ 4acTo PeLUIMBUPYIOLIUM, FOPMOHO-
3aBucuMbIM HC Goree npeanoyrurensHa, 4eM MoTeH-
UAITLHO He(PPOTOKCHYHBIM ITUKIOCTIOpUHOM [12, 14,
23]. OtcyrcrBue 3¢ dexra oT IUTOCTaTHIECKON Tepa-
Uy IUKIociopuHoM U1 MM®/mukodenonatom Ha-
TpHUs ¥ MOCIEAYIOLIHE PELUANBEI IOCIIE OTMEHBI Ipe-
napara Obutu cBsizanbl ¢ OPBU, peaktuBanueii reprec-
BUPYCHBIX HHPEKINH, KIMHIYECKUMH MPOSBICHUAMH
JUIEPIUU ¥ CEHCHOMIIN3alrel K aiepreHam, 4To co-
IJIACYETCs C pe3yabTaTaMy NCCICAOBAHUM JIUTEPaTyPhI
[10, 14, 33]. M.J. Kemper et al. (2018) cuurarot, 4To
JajbHEHIINE necaeoBaHus HEOOXOIMMBI TS BBIOOpa
JiedeHus Ipu ropMoHouyBcTBUTeNbHOM HC, mpuBozs-

et k aurenpHoi pemuccun HC Ge3 momepxuBaro-
el IMMYHOCYTIPECCUBHOU Tepanuu [34].

SAKJTIOMEHUE

Ilo pesymbraram wuccienoBaHHs MOKAa3aHO, YTO
peMuCCHS PENHUIUBUPYIONIETO M YacTO PEUUIHBH-
PYIOIIIETO TOPMOHOYYBCTBUTEIHLHOTO B JEOIOTE C
pa3BUTHEM TOPMOHO3aBUCHUMOCTH U CTEPOUTHOU
tokcuuHoctu HC y nerteil B Teuenue 6 Mec nocie uu-
TOCTaTUIECKOH Teparuu mepBoro Beioopa MM ®D/mu-
Ko(peHOIIaTOM HATPHs WM ITUKIOCIIOPUHOM COXpa-
Hsnack B 67,7 1 29,4 % COOTBETCTBEHHO, B TCUCHHE
1 roga — B 58,1 u 23,5 % cooTBeTcTBEHHO. B pe3yinb-
TaTe CPAaBHUTEIILHOTO MCCIICOBAHUS CTATUCTHYECKU
JIOCTOBEPHO YCTaHOBIICHO, 4To pemuccus HC B Teue-
Hue 6 Mec U 1 roga coxpaHsiach yaile y AeTei, mo-
JYYaBIIAX [TUTOCTATHYECKYIO TEPAIUIO MTEPBOTO BhI-
6opa MM®/MukoQeHoIaTOM HaTPHUS.
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