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PE®EPAT

MoHATUEe ¢hoKanbHO-CETMEHTAPHOro IOMepysock/iepo3a B KIMHWYECKOW NpakTuKke UCMNONb3yeTcsA AN ONUCaHUA Kak OT-
fenbHoro 3a6oneBaHus, Tak u 4nsa Mopdonornyeckoin xapakTepucTUkn BTOPUYHOTO nopaxeHua noyek. Hanbonee yacto ¢o-
KasibHbIi CerMeHTapHbIii rOMepyiock/epo3 BO3HWKaeT B pe3y/ibTate TeYeHUA NePBUYHOTO rnomepynoHedputa n asnseTcs
NPUYNHON pa3BUTUA HedpoOTUYECKOro cuHapoma. OCo6eHHOCTbI0 TeYeHNA HeEPOTUYECKOTO CMHAPOMA Npy hoKaNbHOM cer-
MeHTapHOM [/loMepy/iockiepo3e sABfseTcA 60/ee ANUTENbHbIA OTBET HA CTEPOUAHYIO Tepanuio UM gopMupoBaHne 3aBucu-
MOCTU/PE3NCTEHTHOCTM K IIOKOKOPTUKOCTeponAamM. HecMoTpsa Ha pa3BuTWe HayuyHOro nporpecca, npo6sema okanbHOro
cermMeHTapHOro raomMepysiocksieposa nNpyv NepBUYHOM romMmepyioHedpuTe ocTaeTca No-NpexHeMy akTyanbHoi. MoHUMaHue
MexaHU3MOB NOBpPeX/eHNs NMOAOLMTOB, NporpeccMpoBaHnsa 3aboneBaHnst BaXHO He TONbKO ANA (hyHAAMeHTaNbHbIX nccne-
[OBaHWUNA, HO N ANA NOBCEAHEBHOW KNUHUYECKON NpaKTUKU.

KntoueBble cnoBa: getu, rnomepynoHedpuT, HepPOTUUYECKUA CUHAPOM, POKASIbHO-CETMEHTAPHbIN TOMepynocKknepos, no-
[OUNTLI, MMMYHOCYNpPECcCMBHas Tepanus
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ABSTRACT

The concept of focal segmental glomerulosclerosis in clinical practice is used to describe both a separate disease and mor-
phological characteristics of secondary kidney damage. Most often, focal segmental glomerulosclerosis occurs as a result of
the course of primary glomerulonephritis and is the cause of the development of nephrotic syndrome. A feature of the course
of nephrotic syndrome in focal segmental glomerulosclerosis is a longer response to steroid therapy, or the formation of de-
pendence/resistance to glucocorticosteroids. Despite the development of scientific progress, the problem of focal segmental
glomerulosclerosis in primary glomerulonephritis is still relevant. Understanding the mechanisms of podocyte damage and
disease progression is important not only for basic research, but also for everyday clinical practice.
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BBEAEHUE
MoHATME QoKaNbHO-CErMEeHTapHOro rnoMepyno-
cknepo3a (PCIC) BKNUHMYECKON NpaKTMKe NCNONb-
3yeTcs 418 ONMUCAHWMA Kak oTAaenbHoro 3abonesaHus,
Tak U gna MopdoONornyeckoin xapakTepucTuku BTO-
puyHOro nopaxeHusa nouvyek [1]. TepMuH rnomepy-
nocknepos NPUMEHAKT ANA ONWCaHUA nopaxeHus,
CBA3aHHOro c o6bnutepaumeil npoceeTa Kanunnapos
BHEKNETOYHbIM MaTpUKCOM, MNpPoOAYyLUUPYEMbBIM Me-
3aHrmManbHblMKN kneTkamun. Kak cnepgyet u3 onpege-
neHna, ®CrC Bknw4vyaet B ceba oyarosoe mnum ¢o-
KanbHOe nopaxXeHue OTAENbHbIX KNY6GOUYKOB NoyYek.
Mpn 3TOM W3MEHEHMUA

HOCAT nNpeuvmMylwecTBeHHO

cermMeHTapHbli xapakTep, korga nopaxaeTtca TONb-
KO 4YacTb COCYAMCTOro Ny4yka rnomepynbl, NnpuBoas
K TUNMWYHOW Mopdonornyeckon kapTuHe. CnekTp
npuynH passutna ®CIrC pocrtraTtoyHo pa3Hoobpa-
3eH. Tak, OTMe4YeHo, 4TO (PoKaNbHO-CEerMeHTapHblli-
rnomMmepynocknepos sBnseTca nocnejywuwein craguei
60M€3HN «MUHMMaNbHbIX U3MEHEHUI» - BO3pacTHasn
3BONKLNA, YTO [0KA3AHO MOBTOPHbLIMW BGMoNcuAMM
noyvek [2]. Takxe dopmupoBaHme ®CIC oTmMeudyeHO
npuM nporpeccupoBaHUM pasNuMyHblXx 3abonesaHunit,
npoTtekawWwmnx € NopaxeHnemMm rNOMepynAapHOro an-

napaTta nouek, Takux kKak IgA-Hedponatus, Mem-

6paHO3HbIn rnomepynoHedput (FH), mMembpaHHO-
nponudepatuBHbIN rnomepynoHedput, pexe 6biBaeT
B pe3ynbtaTe ped niokc-Hedpponatnun Ha hoHe AN33IM-
6punoreHesa noyeyHon TkaHu [1-3].

KnnHnyeckne npoABNEHNA.

CTO (hOKanbHbIi CermMmeHTapHblii

Hanb6onee 4a-
rnomepynocknepos
BO3HWKaeT B pe3ynbTaTe Te4yeHus nepBuyHoro IH
N ABNAeTCA NPUUYUHOW pas3BuTUA HedpPOTUYECKOTrO
cuigpoma (HC) [3]. OcobeHHOCTbl TeuyeHua HC
npn ®CIrC gaBnsetca 6onee ANUTENbHbIA OTBET Ha
cTepoujHytl Tepanuiw unm opMupoBaHue 3aBUCHU-
MOCTU/PE3NUCTEHTHOCTUN K FNOKOKOpTUKOCTEpoOugam.
Pag wnccneposaTteneil oTmevalT OTCyTCTBME OTBe-

Ta Ha Tepanuio NPeaHU30NIOHOM B TeueHue 8 Hea y
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Tabnuuya 1/ Table 1
Mopdonornyeckas knaccmgpumkauma @Crc
(Knemb6oBckun A.., 1989 r.)

Morphological classification of FSGS
(Klembovsky A.l., 1989)

Tun Mopdonornyeckas 0Co6eHHOCTb

KneTouHblii BTKaHM MHOITo MOHOHYK/1€apOB, eCTb K/eT-

KN CO BCMEHEHHON LuMTonnasmon

KoHueBoii CKNepo3 MecTa BbiXo4a M3 rOMepybi

NPOKCMMAaNbHOro KaHanbla, anuTenni
KOTOPOTO reHeTM4Yeckn 6Nn30K nogoynTtam

Konnabupytowunii  Tsxenbit BapnaHT ®PCIC c cermeHTapHbIM

M hoKanbHbIM KONNAancoM Kanunnspos, ¢
fanbHell M CKNepo3npoBaHnem

50% naunweHTOB C MNEPBUYHLIM TrAOMepynoHedgpu-
TOM, rge mopdgonormyeckn onpefenanca okanbHO-
cermeHTapHblii rnomepynocknepos [4-6]. Mpu 3aTom
NPOrHO3 y TakMX NaLnMeHTOB MO Pa3BUTUIO XPOHUYE-
CKOM noyeyHol HepocTaTtoyHocTu (XTMH) Hebnaro-
NPUATHLIN, NPUMEPHO NONOBWHA TakMX NaLWeHTOB
B TeyeHue NATU NeT AOCTUralT pas3BuTue TepMu-
HaNbHON XPOHMYECKON MOYEeYHOW HeJOCTATOUYHOCTH
(TXMOH) [6, 7].

Mopdonornyeckas xapakTepMCTUKA. flo Ha-
CTOSAIW,ero BpeMeHn HeT eAWHON mMopdonormyeckoi
Knaccudnkaumm

(*JOKaﬂbHO-CeI'MeHTapHOI’O rnome-

pynockneposa. Knac-

oCrc

MonbliTka MoOpdoNormyeckolm

cucunkaymm OCHOBbIBanacb Ha cTeneHun wu

nokanusaumm nopaxeHums B OTAeNbHOM Knyb6ouke,
npuyem, Ha OCHOBAHWWN 3TUX NPU3HAKOB, onpeaensan-
cA NporHo3 3abonesaHus. OgHa M3 NepBbIX KNaccu-
ukayunii 6bina paspaboTaHa B oTAeNe KIUHNYECKON
natomopdgonorum MockoBckoro HUW neguatpumn un
netcko xmpyprum A.M. Knembosckum B 1989 ropgy
(tabn. 1) [2, 8, 9].

B panbHelwem npepcrtaBneHne o mopdonorunye-
CKOM KapTuHe hoKanbHO-CErMeHTapHOro rnomepyno-
cknepos3a paclwMpsanoch, BolAeNnsas He TONbKO Mopdo-
nornyeckme oCoO6EeHHOCTU, HO U onpeaenasa X 3Haue-

Hue [10]. B HacTosiwee BpemMsi 60ONbWMHCTBO MOpdO-

Tabnuuya 2/ Table 2

Mopdgonorunyeckasa knaccngpumkauma ®Crc, A.B. Fogo 2015 [1]
Morphological classification of FSGS, A.B. Fogo 2015 [1]

Tun Mopdonornyeckas 0Co6eHHOCTb

®Crc

(HeyTOYHEHHbI TuM)
MaTpPUKCOM

Konnancupytowuii Tun

noAoLMUTOB
«CoToBbli» ®CIC
nepnnasns NOAOLMUTOB
KoHueBoli Tun
COCYAMCTOrO nyyka
MpUKOpHEBOW BapuaHT
rnomepynsbl

O6nuTepaymns CerMeHTapHbIX y4acTKOB Ka-
NMUANAPHOTO Ny4Ka KNy60UYKOB BHEKNETOUYHbIM

Konnanc cocypmnctoro nyykac nponudepayunei
KNeTOK BUCLLepanbHOro anUTeNus, runepnnasns

JHAOKanuANapHas nponugepayns, 4acto ru-
CKNepo3npoBaHue MNPOKCUMaNbLHOIO yyacTka

CKNepo3 1M rmasnmHo3 Ha COCyfMCTOM MoOJtoCe

3HayeHue
He ycTtaHoB/ieHO

HebnaronpuaTHblii NporHo3. YacTtble peungnsbl 3a60-
neBaHUs. CHUXEHHbI OTBET Ha UMMYHOCYMPECCUBHYHO
Tepanuto. BbICTpOe CHUXEHUU (YHKLUM NoYek

PaHHAs cTagusa ®CIrc

BnaronpuAaTHbIN BapnaHT TeyeHna ®CIC. Xopowwnii 0TBET
Ha UMMYHOCYMPECCUBHYIO Tepanuio

BbipaXeHHbIVi HehpoTuyecknii cuHapom. Yaue Bcero
COOTBETCTBYET BTOPUYHbLIM BapuaHtam ®PCIrcC
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noroB npuaepxumBarwTcsa knaccupumukaymm, paspabo-
TaHHOU rpynnoii astopos V.D. D'Agati, A.B. Fogo
etal. (2004), koTopble BblgenatT 5 BapunaHtos ®CIrc
(tabn. 2) [1, 10].
CnepyeT OTMeTUTb, 4YTO oOLeHka Mopdonoruye-
CKOTo Tuna GoKaNbHO-CETMEHTapHOro Trfomepyno-
cKknepos3a MOXeT CAYXUTb YCNOBHbLIM OPWUEHTUPOM
3 peKkTMBHOCTU Ha3HayaeMOll MMMYHOCYynpeccus-
[11].

Fpynnoii aBTtopoB D. Agati, M. Alster et al. (2013) B

HOW Tepanuu y nauueHTOB C NepBUYHbBIM [H

peTpoCnNeKTUBHOM uccnepgosaHum y 138 nayumeHTax
¢ 'H oueHuBanacb cpaBHUTeNnbHasa 3 PEeKTUBHOCTb
MukodeHonata modetuna u yuknocnopmuHa A. AB-
TopaMun 6bI1I0 OTMEYEeHO, HTO AOCTOBEPHOW pa3HuL bl
3P eKTMBHOCTU MeXAy npenapataMu He NONYYEHO,
oAHakKo, 6bI10 3amMeyeHO, 4YTO Hanbonee HU3KUWA OT-
BeT Ha Tepanuio, BHe 3aBUCUMOCTMN OT MCNONMb3yeMblX
npenapatoB, 6bl1 NpW «KoNdancupywuem Tune»
®CIrC, Torga Kak Haunyywwuih oTBeT Ha MMMYHO-
CynpeccuBHY Tepanuni OTMeYeH MNPU «KOHLEBOM
Tune» hokanbHO-CErMeHTapHOro rMoMepynocknepo-
3a [11].

[MaToreHes3. HakonneHHbIit KNUHUYECKUIT U Hayu-
Hbl onblT onpepensetr ®CIC kak reTeporeHHoe 3a-
6oneBaHne, MMew LW e MHOXECTBO MPUYUH, BKIYasn
uenblil Knactep MOHOTeHHbIX 3aboneBaHuii. B 60nb-
WNHCTBE cnyyaeB TepMUH (OKaNbHO-CErMeHTapHblli
rNMoOMepynocknepos MCNONb3yeTcs NpPU MNEePBUYHOM
noBpexaeHWy NOAOLUTOB BCNeACTBME NOBPEXAEHMA
LUPKYANPYHO W UMHN
Xe M3MeHeHWsA, BO3HMKawuwmne Ha (POHEe CUCTEMHbIX

MUMMYHHBIMW Komnnekcamu. Te
3ab6oneBaHunli coefMHUTENbHOIW TKaHu, TpomMb6oTU4e-
CKMX aHrmonaTtuih, TybynomHtTepcTmumanbHblx 3ab6o-
neBaHWn NPpUBOAAT K BTOPUYHBLIM NOBPEXAEHUAM N0-
Mepyn unun BTopmyHomy @ Crc [12].

Haunbonbwunit nTHTepec uccnepoBarteneii npeacras-
nAaeT M3yyeHMe MexaHM3IMOB pa3BUTMA (OKaNbHO-
CerMeHTapHOro rnoMmepynockneposa Npu NepBMYHOM
rnomepynoHedpute. HecmoTpsa Ha ybeaunTenbHblie
KNWHMWYecCKne pokasaTenbcTBa TOro, YTO MMMYyHHas
cuctemMa urpaeT pewarwuyt ponb B pasBuTumn nep-
BUMYHOoro ®CIrC, TouyHasda xapaktepucTmka UMMYHHO-
ro peHoTnna B 3HAYNTENbHON CTeNeHN Hen3BecCTHa,
BNpo4YeM TakXe OCTaeTCHs HEACHbIM, OoCcylw ecTBNAET-
CA NN 3Ta pPOoNb 3a CHET NPAMOTO KNeTOYHOro B3auMo-
NEeACTBMA MeXAY UMMYHHBIMW U 3NUTeNnanbHbI MK
KneTkamMu Unun 3a cyeT AeWCTBUA pa3IUYHbIX LUTO-
KkmHoB [13].

Pap uccneposaTteneli npepgnonaralwT KAlO4YeEBYH
ponb cybnonynauuwii T-kneTOK B KayecTBe mMeamnaTto-
poB nepBu4YHOro ®Crc. Tak, aHanu3 PHK o6pasuos
noyek y AgeTeil ¢ NepBUYHbLIM rN1OMepynoHedppuTom
O0NA OLeHKUW ponun T-kneTok B natoreHese NH BbigaBun
npodunb akcnpeccuu

TpaHCKPpMNTOB ULWTOKWMHOB,
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Bbl3blBal W NIA BOB/eYeHUe "2-KNeTOK, B TO BpeMs
KakK UWTOKWHDBI

15]. Mo pgaHHbIM X. Shao et al. (2009), B 6muonTa-

Tbl-kneTok 6blNU nogaBneHb [14,

Tax noyek ¢ ®CIrC BbissB/eHa BblCOKas akcnpeccus
IL-17, IL-23p19 n agepHoro peuenTtopa (RORc), ko-
TOopble HenocpeacTBEHHO CBA3HbI ¢ Thl7-knetkamu
[16].

ponun cyénonynauunii T-kNeToK B KayecTBe mMegmnaTto-

HecmoTpa Ha TO, 4TO noka3aHa 3HaA4YMMOCTb
poB nepBuYHOro ®CrC, ToyHble MexaHM3Mbl naTore-
He3a OCTalTCsA HEU3BECTHbIMU.

BaxHoiW npepcrtaensetca pofb Makpodarasnb-
HOro 3BeHa MMMYHWTeTa B natoreHese ®CIrC. Mpwu
MOPdONOrMy4ecKNnXx uUcCcCnepoBaHUAX 3aMeyYeHOo, 4TOo
BHYTPMKANUNNSAPHOE HaKOMMeHNne NeHUCTblX KAeToK
npefwecTtesyet pa3sutnio ®Crc. MexaHusm obpa-
30BaHMA NEHUCTbIX KTETOK HeNocpeaACTBEHHO CBA3aH
C Makpodgaramu, KoTopble HakanaumBalwTCA B 3HAO-
KanunnsapHbIX yvyacTkax Kny6o4ykoB, rge nornouwe-
HWe NUNONPOTEMHOB HW3KOW NAOTHOCTWM NPUBOAMNT
[10].

Le Berre L. etal. (2005) Ha 6uMonornyecknx mogensax

K AU epeHumnpoBKke X B NEHUCTbIe KaeTKu

NPOAEMOHCTPUPOBAAN BbICOKY TPAHCKPUMNLMNIO LW-
TOKWHOB, accoLuMmMpoBaHHbIX ¢ Makpodaramum, TNFa,
IL-12, IL-6 n IL-17, a B o6bpa3uax noyek y getenn c
nepBuYHblM ®CIC 6bI10 O6HapyXeHO 6oNnblee KO-
NMYyecTBO WHTepcTMuManbHbIX Makpodaros CD68+
[14, 17].

Ewe oAHMM M3 KNOYEBbIX 3BEHbEB B KauyecTBe
MMMYHHOTO NOpaxeHWs rNoOMepyn paccmaTpuBarTcs
B-kneTkn. AHanu3 MMMYHHOTO WHpunbTpata 6M0-
nTaToB Nouyek feTell C magmonaTuyeckumMm HedpoTu-
YEeCKUM CUHAPOMOM BbISIBUN 3HAUYNTEeNbHO 6onee Bbl -
COKOe KO/IM4YyecTBO rnomepynapHbelx CD20+ B -kneTok
y nauyuneHTtoB ¢ ®CIC, 4TO NMOCANYXWUNO MNOBOAOM
novcka TapretHoin Tepanum HC [17]. Tunotesza 06
yyacTumn B-kneToK B natoreHese nepsuyHoro #Crc
6blna npepgnoXxeHa nNocne ycnewHoOro fAevyeHus na-
LMEeHTOB C (QoKanbHO-CETMEHTapHbIM TrAOMepyno-
CKNepo30M MOHOK/AOHaNbHbIMW aHTuTenamm kK CD20
B-kneTtok - putykcumabom. MHTepecHbIM fABNseTcs
aKT MONOXMTENbHOTO BAWAHWA puTykcumaba Ha
NPOTEUHYPUIO NPU OTCYTCTBUU MHTEPCTULMUANbHBIX
WA TNOMEPYNApHbIX B-kneTok B 6uonrtatax no-
yek, UTO 06bACHAETCHA NPAMbIM BAWSAHUE npenapa-
Ta Ha nNnogouWMTbl NyTemM nofgaBleHWA akTUBHOCTMK
chuHrommenunn-gpocoanactepasbl-kucnoTbl-3b
cTabunusaumm akTUH-umMTOCKeNneTa NOAOLUTOB, NO-
TeHUuManbHO NPUBOASA K 3aMefNeHUn0 NoBpexXaeHuns
HOXEeK MoAOLMTOB, YTO CTaBWUT NOA COMHEHUE UC-
KNI UYNTEeNbHY poNnb B-kneTtok B reHe3e opMupo-
BaHMA @(oKanbHO-CErMeHTapHOro rnomMepynockne-
posa [18].

Ewe oAHMM HanpaBfeHMWeM cCTano M3yyeHue LUp-

Kynupywouwmux ¢akrtopos npoHuyaemoctu. B natu-
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fecsATble rofAbl NpPOWNOro cToneTusd cywecTsoBana
Teopusa O naTtoreHese NepBUYHOTO HedpPOTMYECKOTO
CUHAPOMA, BbI3BAHHOIO HEKUMMU LUPKYINPYOLWNUMHU
B KpOoBU hakTopamMun. KOCBEHHbIMUW NOATBEPXAEHUAM
ABunockb pa3sutne CPHC y nayneHTOB C TpaHCcNAaH-
TaTOM MNOYKM, YTO CamMoe WHTepecHOe, NPW peTpaH-
cnnaHTauum gpyromMmy naumeHTty 6e3 npossnernunin HC
npouecc B NoO4Yke nonyyan o6paTHoe pa3BuTue, Tak-
Xe oTMeuyeHa peakuusa 60abHbIX ¢ HC Ha ncnonb3o-
BaHue nnasmadgepesa [6, 19].

OAHVM M3 WNPOKOU3YYEHHbIX (DAaKTOPOB LMUPKY-
nAunKN ABNAETCA peuenTop akTuBaLuWW YPOKUHA3bI
(uUPAR) n ero pactBopumasa cdopma suPAR. Peuyen-
Top UPAR 3kcnpeccupyeTcsa Ha MHOXeCTBe KNeToK,
BKNtOYaa T-kneTkn, HeliTpodnunbl, makpodarun, KneT-
KW rnafgkux MbllWL U 3HAOTeNManbHble KNeTKW, yya-
CTBYSl B psAfe KNeTOUYHbIX (MYHKUWI, BkAoYasa apre-
3nt, nponundgepaynto, socnaneHne [6, 20]. B nccne-
noBaHuAx Y. Xu (2001) 6blna npogemMoHCcTpuMpoBaHa
BblCOKas akcnpeccus uPAR Bo Bpems HedhpuTa, ganee
C. Wei (2008) pokaszan Ha 6M0N0rM4ecKnx Mmopgensax
3HauumMocTb M36bLITOYHON 3KCNpeccuu peuentopa B
pasBuTuM nojouuTonaTuUM M NOABAEHUN NPOTEUHY-
puny mblwei [6, 21, 22]. Mpu nccnepoBaHnn ypoBHSA
skcnpeccun sSuPAR y naumeHTOB C Hed poTUUYECKUM

CNHOAPOMOM OTMedanca ero Bbl COKWI YpOBE€Hb TO/Nb-
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KO y nauneHToB c hopmuposaHuem ®CrcC, rorga kak
npu 60N€e3HN MUHUMaNbHbIX WU3MEHEHUW YpPOBEHb
COOTBETCTBOBA/l KOHTPONbLHOW rpynne. Kpome ToOTO,
6bIN10 OTMEYeHOo, YTO Yy AeTell ¢ NepBUYHbLIM CPHC
(BPOXAEHHbIW U MHPAHTMNBbHBIA HC) nmeeT mecTo
BblCOKNIi ypoBeHb 3kcnpeccum B nna3me suPAR B
OTCYyTCTBME APYIUX MapKepoB BOCNANE€HUsA, HTO CBU-
fAeTenNbCTBOBA/O O €r0 3HaYeHUM NPU FTeHeTuyecku
obycnosneHHom HC [23].

B nocnepgHue roabl BCe vale paccmaTpuatTcs
MONIeKynsipHble mMmexaHu3ambl natoredHesa ®Crc y na-
LWEHTOB CNEPBUYHLBIM HEPPOTUUYECKUM CUHAPOMOM.
Jochen Reiser u ero konnern npogeMoHCTpupoBanmu
aKTMBaLMI0O KaTUOHHbLIX KaHa/noB NOTEHLMANbHOTO
peuentopa TRPC6 Ha BblA€/N1€HHbIX U30NUPOBAHHbIX
Knyboukax 6uontatoB No4vyek naunmeHToB C «b6ones-
Hb0 MUHUMANbHbIX U3MEHEHUI», MEMOPAHO3HOW He-
pponaTtueiin ®CrC [24]. Bbicokasi 3KCNpeccusa UOH-
Hbl X KaHanoB TRPC6 npu rnomepynsapHbix 3abonesa-
HNAX Bbl3blBaeT aHANOIMMYHbIA MEXAaHN3M NnaToreHesa,
Kak n npu mytaumax reHa TRPC6, T.e. noBbliWeHne
BHYTPUKNETOUYHOTO KanbLunsa, 4TO cnoco6CcTBYeT pas-
BUTUIO NMPOTENHYPUN N DOPMUPOBAHMNIO TNOMEPYNO-
ckneposa [25, 26]. MoMumMoO aKTuBauum MexXaHW3IMOB
CTUMYNALUN KanbUWHEBPUHA W UYYBCTBUTENbHOMN K

Kanbyutio (*JOC(*)OTa3bI 3a CYeT BbICOKOW aKcnpeccuu

Ta6nuuya 3/ Table 3

Nokanusaums

19q13.2

11922.1

6p12.3

22q12.3

14432.33

15q22.2

10q24.31

7pl4.2

9933.3

9933.3

deHoTMNUYecKasn cepuda - dpeHoTMN/reH HacnenCcTBeHHbIX hbopm ®CIC
(https://lomim.org/phenotypicSeries/PS603278)

Phenotypic Series - phenotype/gene of hereditary forms of FSGS

(https://lomim.org/phenotypicSeries/PS603278)

KnuHunyeckunin heHoTnn

®CIC 1. Bbicokass NpOTeMHYpUs cy6HE(ppPOTMUECKOrO YyPOBHA 6e3 pasBuTus
HedpoTuyeckoro cuHapoma, XMH nocne 40-50 net, mopdonorunyeckn ®Crc

PCIrC2. Ae60T3a601eBAHNA HA 2-M AECATUNETUN XXU3HU. BbICOKASA NPOTENHY-
pua HehpoTuyeckoro yposHsa, XMH nocne 50-60 net, mopdonornyeckn ®Crc

®CIC 3. CTepoua-pe3ncTeHTHbIA HePPOTUYECKNUI I CUHAPOM Ha MepBOM roay
XWU3HKU, paHHee pa3BuTue XMH, mopthonornyeckuiht dCrc

DCIC 4. CTepounp-pe3nCTeHTHbIA HE(hPOTUUYECKNUI I CUHAPOM Ha NepBOM rogy
XW3HW, paHHee pa3BuTue XMNH, mopdonornyecknin Crc

®CIC 5. fle6ioT 3a60neBaHNA Ha 2-M AeCATUNETUN XU3HU. Bbicokas npo-
TEMHYPUA HE(POTMYECKOTO YPOBHSA, HEPPOTUYECKUI CUHAPOM, apTepuanbHas
runepTeH3nsa, rematypusa, 6oicTpoe pa3sutue TXMNH B TeyeHne 5-7 neT nocne
ne6tota, mopdonorunyeckn ®Crc

®CIC 6. CTepompa pe3nCTEHTHbIA HE(POTUUECKUA CUHAPOM Ha NepBOM rogy
XW3HW, paHHee pa3BuTue XMNH, mopdonornyeckuin ¢Crc

®CIC 7. Ne60T 3a60n1eBaHnA Ha 2-M W 3-M AeCATUNETUU XU3HWU. Bbicokas
npoTeMHypua HepoTuyeckoro yposHsa, XMH peako nocne 50-60 net, mopgo-
nornyeckn ®Crc

®CIC 8. Bbicokas NpoTeNHYypUs HEPPOTUUECKOTO UM CYy6HEePOTMUECKOTO
ypoBHA 6e3 pa3BuTUA HedpoTuyeckoro cuHapoma, XMNH nocne 40-50 ner,
mopdonornyeckn ®Crc

DCIrC 9. Ctepouns-pe3nCTeHTHbIA HE(POTUYECKNUI I CUHAPOM Ha NepBOM rogy
XUW3HWU, BEHTPUKYyNOMeranus, NoANKNCTO3 NoyveKk, paHHee passutue XMH, mop-
thonornyeckunii dCrc

®CIC 10. Ae6ioT 3a60NeBaHNs HA 2-M AeCATUNETUU XNU3HW. Bbicokas npo-
TEMHYpUa HepPOTMUECKOro ypoBHA, rematypus, XMH pegko nocne 50-60 ner,
mopdonornyeckn ®Crc
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PucyHok. Mpumepsbl mopdonornn ®CrC, accouMnpoBaHHoOro ¢ myTtaumeil reHa CRB2 (co6¢cTBeHHOe HabntoaeHne). A- rnobanbHblii
cknepos; B- ouarosoe pacnnacTbiBaHMA HOXEK MOAOLMTOB C YepeA0BaHNEM COXPaHHbIX y4acTKOB FOMepynapHoii 6asanbHON Mem-
6paHbl; C - BbiCTynatloLme Ny4Ykn akTHa B 061aCTU HOXEK NOJOLNTOB.

Figure. Examples of the morphology of FSGS associated with the mutation of the CRB2 gene (own observation) A - global sclerosis;
C - Focal spreading of the pedicles of podocytes with alternating intact sections of the glomerular basement membrane; C - Protruding

actin bundles inthe region of podocyte pedicles.

TRPCG6, BknwoyatTca aktopbl TpaHcKkpunuyuun, pe-
LenTopbl, NOHHblE KaHanbl, 6enkn yutockeneta, 6en-
KM, yyacTBylume B MexaHnsamax anontosa, Kotopble
npuBOAAT K MporpeccupoBaHnio G oOKanbHOro cer-

MeHTapHOro rnomepynockneposa [25]. B wuccnepo-
BaHUAX, NPOBEJEeHHbIX B OTAeNe HacnefCTBEHHbIX U
npnobpeTeHHbIXx 60ne3Helt noyek um. M.C. UrHaTo-
Boii HU KW nepgunatpunm um. akag. O .E. BenbTuuiena,
C.1. Mopo3oBblM K coaBT. (2020), BnepBble nNpoae-
MOHCTpUpPOBAaHa POJib 3KCNPECCUN KAaTUOHHBLIX KaHa-
NnoB noTeHuunanbHoro peuyentopa TRPC B pas3Butumn
hoKanbHO-CETMEHTAPHOrO rNomMepynockneposay fge-
Telh c NepBMYHbBIM He(hpOTMUYECKUM CUHAPOMOM. Mo-
NyYeHHble JaHHble NMPOAEMOHCTPUPOBASIN BblCOKYIO
3KCNpeccuto KaTUMOHHBLIX KaHanoB MNOTeHUWaNbHOTO
peuyentopa TRPC6 n TRPC3 y peTeili ¢ pokanbHO-
CerMeHTapHbIM T/IOMEepy/siocKNepo3omM, nNpumyem no-
Ka3aHO [OCTOBEepHOEe OT/M4YMEe YPOBHSA 3KCnpeccuwn
peuenTtopoB TRPC 3-ro n 6-ro Tuna no cpaBHEHU C
OpYyrMMKu Mopd onornyeckuMmm BapmaHtamu y geTei ¢
NepBUYHbLIM r1omMepynoHegputom [25].

Ocob6oe MecTO 3aHMMAaT MOHOTEHHble (OopMbl
thoKanbHO-CETMEHTAPHOTO rnomepynockneposa,
onpepenswune ero passutue BCAefCTBUE MyTaLuui,
3aTparmMBarw WX CTPYKTYypHble UAN (yHKUMOHANDb-
Hble FreHbl, onpegensWme CTpoeHe rMOMEPYNAPHO-
ro annaparta nMo4yku.

TunmyHaa KAWHMYecKaa KapTuHa HedpoTuye-
CKOro cuHApomMa M OTCyTCTBME Kakux-nub6o akcTpa-
peHanbHbIX nNposABNeHuit 3aboneBaHWs 3ayacTylo
NPMBOAAT K M3HAyaNbHO HenNnpaBWU/bHON MHTepnpe-
Tauum cocToaHMa pebeHka, NnpuHumMasa ero 3a geb6rT
NepBUYHOTroO HedpPOTUYECKOTro CUHApPOMA, 4TO Npu-
BOAUT K HEOGOCHOBAHHOMY Ha3Ha4YeHNO UMMYHOCY-
NPeCcCUBHOI Tepanuun, Tak Kak Takme 60MbHble M3Ha-
YaNbHO UMEKT NePBUYHYIO CTEPOUAHYIO PE3UCTEHT-
HOCTb. B HactoAwee BpemsA BbigensawT 10 reHeTu-
yecknx sapuaHtos ®CIrC. B tabn. 3 npepcraBneHa

theHoTMNMYEeCKass cepus, rge nokasaHbl B3aMMOCBSI3M
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heHoTHUN/reH, 4TO NO3BONINNO BbIAENUTb OTAENIbHYIO
HOo30/M10rMYeckyt @GopmMy: POKaNbHO-CETMEHTaPHbIA
rMoOMepynocknepos.

Mpun mopdonornyeckom aHanuse HacnencTBeH-
Hble popMbl PCITC MmMeT 0CO6BEHHOCTU, YyYynTbiBasn
KOTOpble MOXHO NMPeAnosioXWUTb BapuaHT 3abonesa-
HUsA. K HUM OTHOCATCA Takue NPU3HaAKW, Kak ro-
6anbHbI CKNepo3 rmomepys, oyarosoe pacnaacTbiBa-
HWA HOXEeK NOAOLUTOB C YepefoOBaHWEM COXPaHHbIX
y4yacTKOB rnoMepynapHoin 6as3anbHoli membpaHbl u
BbiCTynatmuwme ny4yknm akTuHa B o6nacTn HOXEK No-

aounTtos [27] (PUCYHOK).

SAKNOYEHWE

HecmoTpss Ha pa3BuWTUEe HayuyHOro nporpecca,

npo6nema @oOKanbHO-CETMEHTAPHOro rAOMepyno-
ckneposa Npu NepBMYHOM rnomepynoHecdpuTte ocTa-
eTca no-npexHemy akTyanbHol. NoHuMaHne mexa-
HW3MOB NOBpPEeXAeHua noaouMTOB, Mporpeccuposa-
Hna ® CIrC BaXHO He TONbKO ANA PyHAAMEHTaNbHbIX
mccnepoBaHuii, HO M AN NMOBCEAHEBHOW KNWUHMYeE-
CkOoll npakTukm. Ecnm paccmatpuBaTb Tekylu,ue uc-
cnepfoBaHnA, nocBsAl,eHHble npobnematuke ®CrC,
Ha nmepBbIi NnaH BbIXOAAT paboTbl, NOCBAL,EHHbIE

Cnoco6HOCTM K BOCCTAHOBJ/IEHWUIO T[/1IOMEpPYNAPHOTO
6apbepa nocne noepexpeHna. NMofgounTel npeacTas-
nAT coboii TepmuHanbHble auddepeHynpoBaHHbIe
CNOCOBHOCTBLIO K

KNneTkn C O4YeHb OI'paHVI‘-IeHHOVI

pereHepauun unun nponudgepauun. NMoatomy mexa-
HM3M penonynAauumM NOAOLWUTOB NOCNEe WX MOBPEX-
D. Appel

et al. (2009) 6bIN0O BbiCKAa3aHO NpeanoOsiOXeHUe, 4YTO

AeHus npepgctasBnseT 60NblWOKW MHTepec.

napuveTtanbHble anuTennanbHble kneTkn (M3K), Bbl-
cTunawwme BoymMeHOBY Kancyny urpawT BaXHY
pofb B pereHepauun NOLOLMUTOB, MUTPUPys B ovar
nospexpgeHunsa. [28]. YueHbI MUK noka3zaHo, 4To M3 K un
MOAOLMNTL NMPOMNCXOAAT OT OOGWMUX ME3eHXUMalbHblX
npeflWecTBEeHHUKOB, a TakXe NpojgeMOHCTpMpoBaHa

MX CNOCOBGHOCTb 3KCMPECCUMPOBaTb MOJIEKY/bl NIOT-
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HblX KOHTakToB CD133 n CD24, asnAwwunxca map-
KepamMmn CTBOMIOBbIX KNE€TOK U BAUAKWNX HE TONbKO
Ha 6a3anbHyl mMmemb6paHy knyb6ouka, HoO n obecneumn-
Bal W NX KaHanbLeBy pereHepauuto [28, 29].
Takum 06pa3oM NOHMMAaHWE C/OXHbIX B3amMmMoO-
LelCTBUIA KNeTOK rnoMepysn, BKAYaa aHAOTeNnnanb-

Hble KNeTKW, Me3aHrmasbHble KNEeTKUn U noaoumnTsbl,

noTeHynanbHO NO3BONUT LesileHanpaB/1eHHO BOCCTa-
HaB/1nBaThb FI'IOMepyI'IFIprIVI romeocTtas, npenaTcTByA

nporpeccupylolyemMy Hedpockaeposy.

CMMNCOK NCTOYHNKOB
REFERENCES

1. Fogo AB. Causes and pathogenesis of focal segmental glo-
merulosclerosis. NatRevNephrol2015;11(2):76-87. d0i:10.1038/
nrneph.2014.216

2. Knem6osckuin BU, Ainnn BB, OcmaHos VIM, Mopo3os CJ/l.
KnuHuyeckas mopdonornsa sabonesaHns nouveky aetein. Inek-
TPOHHOEe n3faHue. 2011

Klembovsky VI, Dlin W, Osmanov IM, Morozov SL. Clinical
morphology of kidney disease inchildren. Electronic edition. 2011

3. Collins AJ, Foley RN, Herzog C, Chavers B, Gilbertson D,
Ishani A et al. US Renal Data System 2010 Annual Data Report.
Am J Kidney Dis OffJ Natl Kidney Found 2011;57(1 Suppl 1):A8,
e1-526. d0i:10.1053/j.ajkd.2010.10.007

4. Hogan J, Radhakrishnan J. Thetreatment of minimal change
disease inadults. JAm Soc Nephrol JASN 2013;24(5):702-711.
d0i:10.1681/ASN.2012070734

5. DAgati VD, Kaskel FJ, Falk RJ. Focal segmental glomeru-
losclerosis. NEnglJ Med 2011;365(25):2398-2411. d0i:10.1056/
NEJMrall06556

6. Moposos C/1, 4nuH BB. Mapkepbl CTEPONHOW PE3UCTEHT-
HOCTW MePBUYHOTO0 He(POTUYECKOrO CUHAPOMA Y AeTeli. MNpak-
Tuyeckaa meguuymnHa 2021;19(1):15-21. eLIBRARY ID: 45282134.
doi: 10.32000/2072-1757-2021-1-15-21 EDN GLNTLJ

Morozov SL, Dlin W. Markers of steroid resistance of the
primary nephrotic syndrome in children. Practical medicine
2021;19(1):15—=21. (In Russ.) doi: 10.32000/2072-1757-2021-
1-15-21 EDN GLNTLJ

7. NrHatosa MC, OnnH BB. HedpoTnyecknii cMHapom:
npownoe, Hactosuee n byayuee. Poccuiicknii BeCTHUK Nepu-
HaTonoruu n negnaTpun 2017;62(6):29-44. doi:10.21508/1027-
4065-2017-62-5-29-44

Ignatova MS, Dlin W. Nephrotic syndrome: past, pres-
ent and future. Russian Bulletin of Perinatology and Pediatrics
2017;62(6):29-44. (In Russ.) doi:10.21508/1027-4065-2017-
62-5-29-44

8. Knemb6osckuii AV. ilucnnactuyeckne OCHOBbI PasBUTUA
HethponaTuii geTckoro Bo3pacTa. 1989;8(1):53-60

Klembovsky Al. Dysplastic bases forthe development of child-
hood nephropathies. 1989;8(1):53-60 (In Russ.)

9. Knemb6osckuint AW. KnnHuyeckas moponorua Hegppona-
Tun. B: OeTtckas Hedponorua. Nruatosa MC, BenbTuues HOE,
pes. Meanuyuna, /1., 1989;27-59

Klembovsky Al. Clinical morphology of nephropathy. In: Pe-
diatric Nephrology. Ed. Ignatova MS, Veltishcheva YuE. Medicine,
Leningrad, 1989; 27-59

10. DAgati VD, Fogo AB, Bruijn JA, Jennette JC. Patho-
logic classification of focal segmental glomerulosclerosis: a
working proposal. Am J. Kidney Dis Off J Natl Kidney Found
2004;43(2):368-382. d0i:10.1053/j.ajkd.2003.10.024

11. DAgati VD, Alster JM, Jennette JC, Thomas DB, Pullman
J, Savino DAet al. Association of histologic variants in FSGS clinical
trial with presenting features and outcomes. ClinJAm Soc Nephrol
CJASN 2013;8(3):399-406. d0i:10.2215/CJN.06100612

12. Rossini M, Fogo AB. Interpreting segmental glomeru-
lar sclerosis. Curr Diagn Pathol [Internet] 2004;10(1):1-10.
d0i:10.1016/j.cdip.2003.09.001. Available from: https://linking-

Nephrology (Saint-Petersburg). 2023. 27(1). ISSN 2541-9439 (online)

hub.elsevier.com/retrieve/pii/S0968605303000735

13. Braun F, Homeyer |, Alachkar N, Huber TB. Immune-
mediated entities of (primary) focal segmental glomerulosclerosis.
Cell Tissue Res 2021;385(2):423-434. d0i:10.1007/s00441-021-
03454-3

14. Le Berre L, Herve C, Buzelin F, Usal C, Soulillou J-P, Dantal
J. Renal macrophage activation and Th2 polarization precedes the
developmentofnephrotic syndrome in Buffalo/Mna rats. Kidney Int
2005;68(5):2079-2090. d0i:10.1111/j.1523-1755.2005.00664.x

15. Steinmetz OM, Summers SA, Gan P-Y Semple T, Hold-
sworth SR, Kitching AR. The Th17-defining transcription factor
RORyt promotes glomerulonephritis. J Am Soc Nephrol JASN
2011;22(3):472-483. d0i:10.1681/ASN.2010040435

16. Shao XS, Yang XQ, Zhao XD, Li Q, Xie YY Wang XG et al.
The prevalence of Th17 cells and FOXP3 regulate T cells (Treg) in
children with primary nephrotic syndrome. Pediatr Nephrol Berl
Ger 2009;24(9):1683-1690. d0i:10.1007/s00467-009-1194-x

17. Benz K, Buttner M, Dittrich K, Campean V, Dotsch J,
Amann K. Characterisation of renal immune cell infiltrates in
children with nephrotic syndrome. Pediatr Nephrol Berl Ger
2010;25(7):1291-1298. d0i:10.1007/s00467-010-1507-0

18. Fornoni A, Sageshima J, Wei C, Merscher-Gomez S,
Aguillon-Prada R, Jauregui AN et al. Rituximab targets podocytes
in recurrent focal segmental glomerulosclerosis. Sci Transl Med
2011;3(85):85ra46. doi:10.1126/scitranslmed.3002231

19. Gallon L, Leventhal J, Skaro A, KanwarY Alvarado A. Reso-
lution of Recurrent Focal Segmental Glomerulosclerosis after Re-
transplantation. N EnglJ Med [Internet] 2012;366(17):1648-1649.
doi:10.1056/NEJMc1202500. Available from: http://www.nejm.
org/doi/abs/10.1056/NEJMc1202500

20. Desmedt S, Desmedt V, Delanghe JR, Speeckaert R,
Speeckaert MM. The intriguing role of soluble urokinase recep-
tor in inflammatory diseases. Crit Rev Clin Lab Sci [Internet]
2017;54(2):117-133. doi:10.1080/10408363.2016.1269310.
Available from: https://www.tandfonline.com/doi/full/10.1080/1
0408363.2016.1269310

21. XuX Berrou J, Chen X, Fouqueray B, Callard B, Sraer J-D
et al. Induction of Urokinase Receptor Expression in Nephrotoxic
Nephritis. Nephron Exp Nephrol [Internet] 2001;9(6):397-404.
doi:10.1159/000052638. Available from: https://www.karger.com/
Article/FullText/52638

22. Wei C, Moller CC, Altintas MM, Li J, Schwarz K, Zacchi-
gna Setal. Modification of kidney barrier function bythe urokinase
receptor. Nat Med [Internet] 2008;14(1):55-63. do0i:10.1038/
nm1696. Available from: http://www.nature.com/articles/nm1696

23. Wei C, Trachtman H, Li J, Dong C, Friedman AL,
Gassman JJ et al. Circulating suPAR in Two Cohorts of Primary
FSGS. J Am Soc Nephrol [Internet] 2012;23(12):2051-2059.
doi:10.1681/ASN.2012030302. Available from: https://jasn.asn-
journals.org/lookup/doi/10.1681/ASN.2012030302

24. Moller CC, Flesche J, Reiser J. Sensitizing the Slit Dia-
phragm with TRPC6 lon Channels. J Am Soc Nephrol [Internet]
2009;20(5):950-953. doi:10.1681/ASN.2008030329. Avail-
able from: https://jasn.asnjournals.org/lookup/doi/10.1681/
ASN.2008030329

25. Moposos C/l, AnvH BB. Posb KaTWOHHbLIX KaHanoB no-
TeHumanbHoro peuentopa TRPC B natoreHese ngmonaTnyeckoro
HedpoTUYECKOro cuHapomay aeTeid. Poccuiickuii BeCTHUKNepu-
HaTonoruu u neguaTpun 2021;66(5):67-74. doi:10.21508/1027-
4065-2021-66-5-67-74

Morozov SL, Dlin W. The role of cation channels of the po-
tential TRPC receptor in the pathogenesis of idiopathic nephrotic
syndrome in children. Russian Bulletin of Perinatology and Pedi-
atrics 2021;66(5):67-74. (In Russ.) doi:10.21508/1027-4065-
2021-66-5-67-74

26. Krall P, Canales CP, Kairath P, Carmona-Mora P, Molina J,
Carpio JD etal. Podocyte-Specific Overexpression of Wild Type or
Mutant Trpc6 in Mice Is Sufficientto Cause Glomerular Disease.
PL0oS ONE [Internet] 2010;5(9):e12859. doi:10.1371/journal.
pone.0012859. Available from: https://dx.plos.org/10.1371/
journal.pone.0012859

27. Meyrier A. Mechanisms of Disease: focal segmental glo-
merulosclerosis. Nat Clin Pract Nephrol [Internet] 2005;1(1):44-

113


https://linking-
http://www.nejm
https://www.tandfonline.com/doi/full/10.1080/1
https://www.karger.com/
http://www.nature.com/articles/nm1696
https://jasn.asn-journals.org/lookup/doi/10.1681/ASN.2012030302
https://jasn.asn-journals.org/lookup/doi/10.1681/ASN.2012030302
https://jasn.asnjournals.org/lookup/doi/10.1681/
https://dx.plos.org/10.1371/

Hedponorusa. 2023. Tom 27. Nel. ISSN 1561-6274 (print)

54.d0i:10.1038/ncpneph0025. Available from: http://www.nature.
com/articles/ncpneph0025

28. Appel D, Kershaw DB, Smeets B, Yuan G, Fuss A, Frye B
etal. Recruitment of podocytes from glomerular parietal epithelial
cells. JAm Soc NephrolJASN 2009;20(2):333-343. d0i:10.1681/
ASN.2008070795

29. Smeets B, Stucker F Wetzels J, Brocheriou |, Ronco P,
Grone H-J et al. Detection of activated parietal epithelial cells
on the glomerular tuft distinguishes early focal segmental glo-
merulosclerosis from minimal change disease. Am J Pathol
2014;184(12):3239-3248. d0i:10.1016/j.ajpath.2014.08.007

CBefeHuMs 06 aBTOpax:

[ou. Mopo3sos Cepreii JTeOHNL0BUY, KaHA. Med. HayK

125412 MockBa, yn. Tangomckas, 4. 2. HayuHo-
NCCNeA0BaTENbCKUA KANHUYECKUA WHCTUTYT NeauaTpuv WM.
akag. FO.E. BenbTuwesa, Kadegpa rocnutanbHOi neguaTpun
Ne 2 negmatpuyeckoro akynbteta rAOY BO PHUMY wum.
H.N. Muporosa M3 P®. Ten.: +7(916)6099314, E-mail: mser@
list.ru ORCID: 0000-0002-0942-0103

Mpod. AnuH Bnagumnp BukTopoBuY, A-p Meg. Hayk

125412 MockBa, yn. Tangomckas, 4. 2. HayuHo-
NCCNefoBaTeNIbCKO0  K/MHUYECKOr0  WHCTUTYTa  MeauvaTpumn
M. akagemuka HO.E. BenbTuwesa, PrAa0yY BO PHUMY wum.
H.W. Muporoea M3 P®. Ten.. +7(916)634-34-53; E-mail:
vdlin@pedklin.ru; ORCID: 0000-0002-0942-01030000-0002-
3050-7748

About the authors:

Associate Professor Morozov Sergey Leonidovich MD, PhD.
125412 Moscow, st. Taldomskaya, d. 2. Research Clinical
Institute of Pediatrics. acad. Yu. E. Veltishcheva, Department of
Hospital Pediatrics No. 2, Faculty of Pediatrics, Russian National

114

Nephrology (Saint-Petersburg). 2023. 27(1). ISSN 2541-9439 (online)

Research Medical University named after N. I. Pirogova Ministry
of Health of the Russian Federation. Phone: +7(916)6099314
E-mail: mser@list.ru ORCID: 0000-0002-0942-0103

Professor Dlin Vladimir Viktorovich, MD, PhD, DMedSci
125412 Moscow, st. Taldomskaya, d. 2. Research Clinical
Institute of Pediatrics. academician Yu. E. Veltishchev, FGAOU
VO RNIMU im. N. I. Pirogov Ministry of Health of the Russian
Federation. Phone: +7(916)634-34-53; E-mail: vdlin@pedklin.
ru; ORCID: 0000-0002-0942-01030000-0002-3050-7748

Bknaf aBTOpPOB: KOHLENUMA W An3aiiH ctatbk - Moposos C.J1.;
aHann3 faHHbIX W HanucaHue ctatbk - Moposos C.J1.; HayuHoe
pepakTuposaHue - Mopo3sos C.J1., AnvH B.B.

Authors’ contribution: The concept and design of the article -
Morozov S.L. Data analysis and text writing - Morozov S.L.
Scientific editing - Morozov S.L., Dlin V.V.

VICTOUYHNK (rHaHcMpoBaHUA: paboTa BbINOSHEHA B pamKax
thMHaHcMpoBaHua oc3agaHus «KnMHUYeckme M MonekynsipHo-
reHeTUYeCKuUii KpUTepym NPOrHO3MpPoBaHNsA 3PMEKTUBHOCTYU CTe-
POVAHOM N MMMYHOCYNPECCUBHOW Tepanuu NepBMYHOrO Hedpo-
TUYECKOro cuHApoMay aeteii», Ne 200080056.

ABTOpPbI 3asIBNAIOT 06 OTCYTCTBUN KOH(P/IMKTA UHTEPECOB.
The authors declare no conflict of interest.

Crartbsi noctynuna B pefakuuto 07.04.2022;
0f06peHa nocne peveHsvpoBaHus 30.06.2022;
npuHATa K ny6nmkaumm 27.01.2023

The article was submitted 07.04.2022;
approved after reviewing 30.06.2022;
accepted for publication 27.01.2023


http://www.nature
mailto:vdlin@pedklin.ru
mailto:mser@list.ru

