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NEAVATPUAOA K2NNAHUNAONTAH AOPN-0APMOHNAP

30KMPOB H.K., WWAPUIMOB A.M., MAMATKY/IOB B.6., AXMATAIMEBA M.A., TONNYBNMA W.B.

OUEHKA 3P PEKTUBHOCTN MUKODPEHOJTATA MO®DPETUJITA TIPU

YACTO-PEUMNANBUPYIOUWEM HE®PPOTUUYECKOM CUHAPOME Y AETEWN

TalWKeHTCKUA negnaTpPUYecKUii MeANLUNHCKUA UHCTUTYT

Llens nccnepgosaHusa. OnpegeneHne 6e3o0nacHOCTU U 3pPeKTUBHOCTU NPUMEHEeHNA MUKodeHonaTa
mochbetnna (MM®) npu neueHne ctepoungsasmcumoro (C3) u yacto peunaneupyroLlero HedppoTUYeCcKoro
cnHgpoma (UPHC) y peteli.

MaTepuanbl n metoabl. Bbii o6cnegoBaHbl 22 nauneHTa B Bo3pacTe 40 14 neT, KoTopble nosayvanu
MM® BO Bpems neyeHus. Bce 22 naymeHTa oTBevanu kputepusm gna C3 (18 nauymeHTtoB) unu UPHC (4
nauyveHTta). MepBuyHbiM npenapatoMm O6bl1 NpefHW30/0H 60 Mr/m2peHb, 3ateM MM®. MepBUYHBLIM
pesynbtaTtoM ObIIO YMEpPEHHOE KO/IMYEeCTBO C/lyyaeB peuuauBOB Yy MauueHToB A0 (40 2 NeT) u nocne
(nocnepgytowero) neyenma MM®, ckoppekTMpoBaHHOe 3a rof HabnoaeHus.

PesynbTaTbl. CpegHuii BO3pacT Npu NOCTaHOBKe AunarHosa HedpoTuueckuii cuHgpom (HC) coctasun
4,2 roga (gnana3oH 1,8-9 net). CpepgHuii BO3pacT geTell HaxoAAwmxca Ha HavyanbHol Tepanuun MM®
coctaBun 5.6 roga (gnanasoH — 3-10 net). CpefHuii nepnuos Mcnonb3oBaHUA cTepougoB coctaBun 7,6
MecsaueB (guana3oH — 3-12 mecsaueB). 2 nauueHTta (9%) He npumeHsnn MM® B Tepanuu 1 Npogosxanu
6bITb 3aBUCMMbIMK OT CcTepouAoB. CpefHee KOMYECTBO pPeuuanBOB 6bl10 3HAYMTE/IbHO YMEHbLUEHO C
4,9 (pnanasoH 2-7) go 1,08 (gnanasoH 0-3,82) peumanBoB/nayneHToB B rog ¢ MM®-o6paboTkoin (P =
0,0001). OTHOCWUTENbHLIA pUCK peunanBa nepeg ucnosb3oaHnem MM® 6bi1 3HAUYNTENBHO Bbilwe B 4,7
pasa (P = 0,0002). Ao Tepanun MM® y 20 nauneHToB (91%) B cpegHem 6b10 3 unu 6onee peuugmea
B rof, Torga Kak nocne nevyeHvs To/bko Yy 2 naumeHToB (9%) B cpegHem 6bi10 3 unu 6onee peungvsos
B rod, y 13 (59%) He 6bln0 peunausos, y 3 naymeHToB (13,6%) Habnwganca Tonbko 1 peunams B rog, a

y 2 nayneHToB (9%) B cpegHem 6b110 OT 2 A0 3 peumanBoB B rof,.

MukodeHonata mModeTusia MMMYyHOLENPEeCcCaHT,
KOTOPbIA MHIMBGUPYyeT Kak B-, Tak n T-kneTkn, UCnosb-
3yeTcA B OCHOBHOM [/ MPOMUNAKTUKN OTTOPXKEHUA
y peuMnmeHToB NoYeyHol TpaHcnaaHTaumm. W3-3a ero
MOLLHOTO MMMYyHOMNoAaBnswwero aeicteus MMo
NOSBW/ICA KaK HOBbIA areHT ANns NIeYeHNss MHOXecTBa
KNy60UYKOBbIX 3a60n€eBaHnii, TakMX Kak: BO/THAHOYHbIN
HedhpuT, hokasibHbIA CerMeHTapHbIli TNOMepynocke-
po3 n YPHC y geTteil. OCHOBHbIMY NpeUMyLLLECTBaAMMU
MM® no cpaBHeHUO C oPYTMMU areHTamu SABNAKTCA
OTCYTCTBME HEDPOTOKCMYHOCTW MO CPaBHEHUIO C LICA,
OTCYTCTBME NOBOYHBLIX 3(PHEKTOB CTEPOUL0B N OTHOCHK-
Te/IbHO MATKME U obpaTumble Xenypo4yHO-KULLIEeYHble
M rematosiornyeckne noboyHble ahdiekTbl, CBOMCTBA,
KoTopble, ecnu 3 PEKTUBHOCTL AOKa3aHa, AenawT
MM® npusnekatesibHbIM BbIGOPOM Y MNauMeHToOB KOTO-
pbIM TpebyeTcsa anuTtenbHasa Tepanua. MM® ssnseTtcs
LEHHOW Tepanueil BToporo nopsgka B YPHC 6e3 Har-
PYy3KM He(pPOTOKCUYHOCTU MNpU YCNOBUU [oOCTaToy-
HOro BosgelicTBusa MukodeHosioBas kucnota (MK).

OdhekTuBHoctb MM®-Tepanun npu HC y peTteit
n3yyanacb B page KANHUYECKMX uccnepoBaHuii, KOTo-
pble BK/IOYaNM pasfinyHble KNWHU4Yeckue n mopgo-
norvyeckne BapuaHTbl 3abonesBaHusi, B OCHOBHOM
3aBucAWMe OT cTaHAApPTHOW Tepanuu cTepoupamu
N unTocTaTMkamu. Hawe wnccneposaHue 6b110 pas-
paboTaHO ANA oueHkn 6e3onacHOCTVM U 3hPekTuB-
HocTM MM® panAa geteil, kotopbie umenn YPHC un He
noAseprannucb BO3LEWCTBUIO APYTMX MMMyHoOAenpec-
caHTOB. Bce nmauuMeHTbl Haxo4u/INCb B COCTOAHUU pe-
MUCCUW, KOrga OHW BOLWW B UCCNefoBaHue.

MaTtepuanbl n metoabl

Mbl peTpPOCNeKTUBHO MU3y4Ynnu nepmaTpuyecknx
nauvMeHToB B Bo3pacTe o0 14 net ¢ guarHosom HC,
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KOoTopbiM 6bln npoBefeHbl nedeHne ¢ MM®. Bbinio
BbIABNEHO 22 nauuneHTa, nosyymBlInx tepannio MMo.
Bce 22 naumeHTa BbiNOMHWUAW KpuTepun ana C3 (18
nayueHToB) nnn UPHC (4 nauueHTa), npuyem 5 nauym-
€HTOB YA 0B/IETBOPAIN KpUTEPUAM ANA 06enx kartero-
puiA. Ana HavanbHOro anmsoga 3aboneBaHns neveHune
COCTOANI0 U3 NpefHu3osioHa B f03e 60 mr/m2cyT B
BMAE pPa30BOi CYTOYHON [03bl B TeyeHne 4-6 Hegenb,
Cc nocnegywowum npenHn3osnoHom 40 mr/m2 pgeHb B
anbTepHaTuBHbIE AHW B TeyeHue 4-6 Hepenb. Jleye-
HWe peuunansBa COCTOAMO0 M3 npefHu3onoHa 60 mr /
M2 CyTOYHOI A03bl A0 TEX MOP, NOKa B aHaAM3ax Moun
ypoBeHb 6enka He 6bin oTpuuartesibHbIM. Mpu OTCyT-
CTBUM 6ernika B Mo4ye B nocrepyolwmnx 3x aHanmsax,
[03a npefHu3osioHa cHuU3unu go 40 mr/m2peHb no
anbTepHaTuMBHOI cxemeB TeuyeHue 3-6 mecsaues. Oc-
HOBHbIM KPUTEPUEM OLEHKM pesynbrata Oblna 4yacTto-
Ta peunmanBOB Ha OAHOro nauuMeHta A0 (fo 2 neT) u
nocne (nocnepywouiero) neyeHns MM®, ckoppekTmpo-
BaHHble BTeyeHue roga HabnwgeHuns. ipyrne cobpaH-
Hble 1 NMpoaHasn3npoBaHHble faHHble BKAoYanu: yH-
KUMIO MOoYeK, N3MepeHne CbIBOPOTOYHOIO KpeaTuHUHa
N remaTtofiorMyeckme faHHble, NMosyyeHHble BO BpeMs
3an/iaHUPOBaHHbIX BU3UTOB B K/TMHUKY.

PesynbTaTtbl n o6cyxaeHune

CpefHuini Bo3pacT npu nocTaHoBke guarHosa HC
coctaBun 4,2 roga (ananasoH 1,8-9 net). CpegHwuii
BO3pacT B Havane tepanun MM® coctaBun 5,6 roga
(pnanasoH — 3-10 neT). ¥ 9 n3 22 nayueHToB Oblnia
nposegeHa 6uoncua noyek Ao Hayana MM®. 17 n3 22
naumeHToB (77,2%) MMeNu XOpPOLINA OTBET Ha neve-
HMe C yMeHblleHWeM uucna peumausos, 14 (63,6%)
MOSIHOCTbIO MpekpaTunn npuem cTepouaoB No cxeme
CHWXeHua. CpefHAA ANUTe/IbHOCTbL Npuema cTepou-



noB coctasunia 7,6 mecsaua (ananasoH — 3-12 mecs-
ueB). Y asoux naumeHTtos (9%) poautenu oTkasanncb
oT nevyeHns MM® n um HasHayeHa Ha (hoHe cTepoupi-
Hoin Tepanun LcA. Y ogHoro u3 nayumeHTa 6bin
oyaroBble Me3aHruanbHble IgM-0TN0XEHUS 1 OH 6bin
nepekntoyeH Ha LICA ¢ xopownm OTBETOM, B TO BpeMs
KaK BTOPOW NauueHT NpoAosixasn 6biTb 3aBUCUMbIM OT
CTepouAaoB nocsie ganbHeliwero nedenns LicA. Yac-
ToTa peunansBoB Gblsia 3HAYMTESNIbHO YMeHbLUeHa ¢ 4.9
(gpnanasoH 2-7) po 1,08 (gnanasoH 0-3,82) peuunau-
BoB/nayneHToB B rog sedyeHns ¢ MM® (P = 0,0001).
OTHOCUTENbHBIA pUCK peuuanBa nepej Ucnonb3oBa-
Hnem MM® 6bin 3HaunTeNbHO Bbiwe B 4,7 pa3a (P =
0,0002). Ao Tepanun MM® y 20 nayneHTtoB (91%) B
cpegHem 6bi10 3 unn 6osee peungmBoB B rof, Torga
KaK rnocne neyeHuns TosbKo y 2 naymeHToB (9%) B cpen-
Hem 6bln10 3 unu 6onee peunaunsos B rog. Y 13 (59%)
He 6bl10 peunanBoB nocne nedyeHns MM®. 3 naymeHTa
(13,6%) umenu Tonbko 1 peuynaus B rof, a 2 naumeHTa
(9%) umenn B cpefiHeM OT 2 A0 3 peunanBOB B rOA.
He 6blN10 M3MEHEeHNn remMaTonorMyecknx napameTpos
WNN KpeaTWMHMHA CbIBOPOTKM [0 W MOC/e NedyeHus.
Tonbko y 3 nauveHTOoB 6bl/IN Xeny[oUYHO-KULLIEYHbIe
no6o4Hble adheKTbl B BUAE TOLWHOTbLI U NEPUOANYECKON
pBOTLI. Y OAHOr0 nauueHTa passusiacb repnetmyeckas
CbiNnb Ha MM® n npenapat 6bl/1 BPEMEHHO OTMEHEH.
HenepeHocumocTb MM® B Hawunx nccnenoBaHUAX He
BbIsIBNIEHA.

MepBble nccnegoBaHus, ykasbiBawolme Ha adek-
TMBHOCTb MM® ansa cHMXeHus pucka peungusa B C3
n YPHC, conpoBoxganucb pacTyuwein nonyasipHOCTbIO
6narogapsi xopowein 3hdekTMBHOCTM M OTCYTCTBUSA
He()POTOKCUYHOCTN AAaHHOro npenapata. WM3-3a He-
XBaTKW paHAOMU3NPOBAHHBLIX KINHWYECKUX uccnepno-
BaHuii, KDIGO npegnaraet MM®, koTopblil ABnseTcs
NPO/IekapCcTBOM aKTUBHOW YaCcTUYHON MUKOEHOTbHOM
KMCNOTbI, TONIbKO Kak npenapaTt BTOPOro nopsijka B
UPHC y petein [1,2,5,7]. MM® cpaBHuBanu c LicA B
UYPHC B gByx uccneposaHusx. CpaBHuUTesibHoe nccne-
posaHue Dorresteijn n.gp., He nokasasno CyL,ecTBeH-
HOro pas/iMyunsa B YKUC/e peunansBoB yepes 12 mecsues,
XoTa y LICA 6blna yetkas TeHAEeHUMsA K nydwemy pe-
3ynbTaty [3,8,11]. B aTom Xe uccnenoBaHMn CKO-
pocTb knyboukoBOW (unbTpaLum 6blia 3HAYUTENBHO
nyduwe y nayneHtos ¢ MM® no cpaBHeEHUIO C TAKOBbI-
Mu Ha LIcA. NMpocnekTuBHoe paHAOMU3NPOBAHHOE UC-
cnepoBaHme Hemeukoro ob6uiecTBa neamaTpuyeckoi
Hedpposiorny nokazano 6naronpuAaTHbIi adydhekT LIcA
Ha YacToTy peunamBoB 1 NPOAO/IKNTENTbBHOCTL PEMUC-
CMM B NepBblil rog HabMAEHUSA, HO yXe He Ha BTO-
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poii rog [4,6,10,12]. ®yHKUUA noYek 6blna 3Ha4YUTENBHO
nydwe y nauneHtos ¢ MM®, yem y naumeHToB c LIcA.
Cnegyet OTMeTUTb, 4TO 3apdekTuBHOCTL MM® 3aBU-
cuT oT cTteneHn BosgeiicTeua MK. letn co ctepoug-
3aBUCUMBIMW U YacTo peuungusupyrowmumm HC He
TO/MILKO CTpajaloT OT 3TOro 3aboneBaHus, HO Takxke
OOJIXKHbI HECTU NO6OYHbIE 3PIEKTLI Pa3INYHBIX BUA0B
Tepanuu [9].Mo6ouHble achdekTbl YacTo 60/1ee HeBbI-
HOCUMbI, Yem cama 60/71e3Hb U MOryT B/MATL Ha du-
3M4ecKoe U ncmxonoruyeckoe 6iarononyyne aTux ge-
Teil. KopTukocteponabl UMET XOPOLIO W3BECTHbIN U
WMPOKNA NPOohnab TOKCUYHOCTM, OCOBEHHO Mpu Uc-
NoNb30BaHUM Ha MOBTOPHbLIX Kypcax A1s NievyeHnsa pe-
UMAMBOB WAW NPU A/IMTENBHOM WCMNONb30BaHUN
[2,7]. B aTOM HEKOHTpONMpPyeMOM pPeTpPOCNEeKTUBHOM
OHOLEHTPOBOM MCCNef0BaHUN y NauneHToB, Mony-
yaBwux MM®, 6bl10 3HAYUTENIBHOE CHMKEHNE KOMMU-
4YecTBO peuuansoB OT ymepeHHoro 4.9 o cpegHero 1
peungusa / nauyumeHta B rog (P=0,0001), ny
60MbLWKHCTBA NALMEHTOB CTEPOUAbl BbIIN NOMHOCTLIO
W yCrnewHo yaaneHbl, 4YTo yka3biBaeT Ha To, 4yTo MM®
MOXET Urpatb pPoJib B CHUXEHUN CTEePOWNAHOW 3aBUCHK-
mocTu. bonee Toro, Habnwganocb 5-KpaTHoe CHuXe-
H/Me OTHOCUTENILHOIO0 pucKa peuuausa y nauueHToB,
nonyyaswmnx MM® (P=0,0002), HecMOTps Ha HebONb-
LIOe KO/IMYEeCTBO MaLMeHTOB B Hallem WccrefoBaHuu.
Kak 1 oxuganocb, B Halem uccrnefoBaHun yHKLMA
nouek, n3mepsiemas CbIBOPOTKOWN KpeaTMHWUH He 6bla 3aT-
POHYT. XXenyfo4yHO-KULWEeYHble U UHMEKLNOHHbIE
no6oy4Hble adhdekTbl, 06bIYHO BCTPEYaeMble Npu UCNosib-
30BaHUM MM®, 3 umenu cnyyaiiHy v fierkyto 6o05b B
XWBOTE, KOTOpasA paspeluanacb CNOHTaHHO, Ny 1 6bina
repnetuyeckas cbinb. Femaronormyeckne noboyHbIe agh-
hekTbl He HabNAANNCL B HALWINX UCCNELOBaHUSAX.

BbiBOAbI

MM® aBnseTcs UeHHON Tepanueil BTOPOro nopsigka
B UPHC y pgeTteii n aBnaetca mano TOKCUUYHbIM. OCHOB-
HbIMW npenmyuwectBamMu MM® gBnsawTCA cnocob6-
HOCTb BbI3BaTb A/IMTE/IbHYI0O PEMUCCUI0 U YMEHbLUe-
Hune uncna peungueos nNpu C3 n UPHC y getein. MM®
MMeeT OTHOCUTENIbHO HeboblVe NO60YHbIE 3dhheKTbI
Mo CpaBHEHMWIO C APYrMMW areHtamu, 4Yto Hambonee
CyLW,eCTBEHHO, OTCYTCTBME HEMPOTOKCUYHOCTU, Kak
nokasblBalT U Apyrue uccnegosaHne. OCHOBbIBAACH
Ha pesy/nbTaTax Hallero uccrefoBaHusa, KOTopble Takxe
nogfepXxuneawTca APYrUMMU uUCCefOoBaHUAMMN, Mbl
npegnaraem, 4tobsl MM® MOXHO 6bI10 paccMmaTpu-
BaTb KakK a/ibTepHaTMBY U BO3MOXHO, B KayecTBe nep-
BO anbTepHaTMBblI MOC/e CTEepPoOMAOB ANA JleyeHus
HedpoTnyeckux nauneHTos ¢ C3 unn YPHC y peTteli.

3okupos H.K., Wapunos A.M., MamaTKynOB B.6., AxmaTanvesa M.A., Fony6uHa W.B.
BEONANAPOATN TE3-TE3 KAUTANAHYBUN HE®POTUK CUMHAOAPOMAA MWKO®PEHOJNAT
MO®PETUNHUHI CAMAPAALOP/IUTMHN BAX.ONALL

Kanut cy3snap: Bonanapga Te3 kaitanaHyBuMm HedpoOTMK CUHOPOM, CTepoup 60ravkaukK, MukodeHonat MocheTus.
Bonanapga HedhpoTUK CMHOPOMHM JaBonall xo3upraya negmarpnap Ba 6onanap Hedyponornapv yyyH fonsap6
MyammonapgaH 6upu 6ynnb kanmokga. YTkasuaraH gactnabksm mMmyHocynpeccus fjaBofjaH onvHraH Camapa
85%-90% HW Tawkun kancaga, wynapgaH kapuind 90%pa KacannukHWHT KanTanaHuwm, 50%pa aca ctepoumgra
60rNUKANK xonatun, Te3 kanTanaHyBus HePOTUK CUMHAPOM Xaig kKAnMHMOkaa. PeTpocnekTvuB TekwumpyBnap aco-
cmpga HepoTUK CUHAPOM yTKasraH Ba Te3-Te3 KaiTanaHyBuM HedpoTWK CUHAPOM Typu 6unaH kacannadrad, 14
8wrava 6ynraH 22 Ta 6onaga MM®HUHT camapagopnurn Ba xaBdcudnurn ypraHmngu. Kacannuk pge6rortuga
b6apua 6onanap ctaHgapT OyiiMuya npegHU30NoH kabyn kunraH. 20 (91%)ta 6onanapga MM® TaBcus aTuAryH4Ya
Annura yptadya 3 Ba yHAaH OPTWK, MapTa Kacaniuk Xypyxu Kang kunuHraH 6ynca, MM® TaBcus KunuHraHgaH
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KelinH chakar 2 Ta (9%) 6emopnapga KacasiIMKHUHT dnnura 3 maprtarada XypyXnaHuwuy Kaig K,unvHrad. 13(59%)
Ta 60maga MM® TaBcus KWUAMHraHga KacaslIMKHUHE XypPYXAaHuwn kysatunmaraH, 3 Ta 6onaga (13,6%) KeluHru
6up unga 6up MapTa XypyX Ky3aTuaraH 6ynca, fHa 2 Ta 6onaga (9%) hvnura 3 mMapTagaH owmaraH Xypyx
Ky3atunraH. ONuvHraH ctaTucTuka MabiaymoTnapu 6onanapga Tes kainTanaHyBuMm HedpoTWK CMHAPOM Ba CTepo-
nara 6ornvkK, HedpoTUK CUHAPOMHM paBonawpa MM®HUHT camapacu K,0py 3KaHAUTMHW KypcaTnb 6epaw.
Kenrycuga MM®Huu 6onanapga HC HuM gaBonawga pgactnabkm gopu Bocutacu cudpatmga kynnaw ydyH siHaga
Kynnab Tekwwupysnap yTtkasuw no3um. LyHaa onuHraH mabiymoTnap sHagja vwoHapau 6ynraH 6Gynap agw.

Zokirov N.K., Sharipov A.M., Mamatkulov B.B., Axmatalieva M.A., Golubina I.V.
TREETMENT OF QUALITY EVALUATION FORNEPHROTIC SYNDROME WITH MOFETIL MICOPHENOTAT AT
CHILDREN

Key words: often recurrent nephrotic syndrome, steroid depence, mycophenolatemofetil.

The management of NS in children remains as a clinical challenge for pediatricians and pediatric nephrologists.
Nowadays, the response rate after appropriate treatment initial episode of illness reaches 85% to 90%, but
more than 90% of nephrotic children developed relapse at some point and about 50% of those become
steroid-dependent or frequent relapsers. This retrospective study investigated efficacy and safety of MMF
therapy, 20 patients (91%) had average or more relapses per year, but after treatment only 2 patients (9%) had
average or more relapses per year, 13 patients (59%) had no relapses, 3 patients (13.6%) had only 1 relapse
per year, and 2 patients (9%) had an average from 2 to 3 relapses per year. There was proved that MMF was
valuable medicine in second-line therapy of NS, it reduces steroid-dependence, has small toxicity and small
relapses after treatment. Our purpose is to use MMP in pediatrics in the future, as a first-line drug, and to carry
out more detailed studies in the largest number of patients for reliability of results.



