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Pesrome

Bsedenue: nepBuUHBI (POKAABHBIA CEIMEHTAPHBIN TAOMEPYAOCKACPO3 ABAAETCA MOP(OAOTHIYECKAM
BApPHAHTOM HE(PPOIIATHH, B OCHOBE KOTOPOIl ACJKHUT IOBPeKAeHHE noAoruToB. IlaTorenes mepsuunoro
®CI'C usyqaercsa ¢ 90-x roA0B, OAHAKO IIOAHOCTBIO HE PacCIIM(POBAH A0 HACTOAIIEro BpemeHu. Bmecre
C TeM, HAKOIIA€HO 0OABIIIOE KOAUYECTBO AAHHBIX, II03BOAAFOIINX C(POPMYAHPOBATH OIIPEACACHHYIO KOH-
LICMIUEO Pa3BUTHA 3a00AeBaHUA.

Iless HacTosAmEro 0630pa MPEACTABUTH COBPEMEHHBIN B3rAfIA HA IIATOT€HE3 U IIOAXOABI K TEPAIIUU
nepuaHOoro ®CI'C y B3pocAbIX.

Ocnosnvie ceedenns: B 0630pe PEACTABACH COBPEMEHHBIH B3IASA HA IIATOIC€HE3 IIEPBIHYHOIO (POKAABHOIO
CErMEHTAPHOIO0 rAoMepyAocKAepo3a. OGCy>KAQ€TCA POAB IIOAOIIUTOB U MMAPUETAABHBIX AIIUTEANAABHBIX
KAeTOK B (DOPMHPOBAHHH 0UAr0B CKAEPO3a U Mporpeccupopannu 3a0oseanua. Ocoboe BHUMaHIE yAe-
A€HO IIPEAITOAATA€MBIM MOAEKYAAM-KaHAMAATAM HA POAb HUPKYAHPYIOIIUX (PAKTOPOB IPOHUIIAEMOCTH:
PaCTBOPHMOro penenTopa akrusaropa masmuHoresa (suPAR), kapanorpogun-nosod6soro gakxropa-1
(CLCF-1), CD80 (B7-1) u mexanu3maM ux AecTBusA. I1oBBIITIEHHBINA YPOBEHDb 3TUX (PAKTOPOB BBIABAAIOT
B CBIBOPOTKE KPOBH U Ha I0BepXHOCTU 1T0AOLUTOB y 60ABHBIX @CI'C. CoraacHo cOBpeMEHHOM KOHIIEII-
nmw, narorenes nepsuunoro ®CI'C casan ¢ HapylIeHHEM aAAITHBHOIO MMMyHHOTO oTBeTa. [Ipeacras-
A€HBI AAHHBIE O TOM, YTO AMCOAAAHC OIPEACAEHHBIX T-KACTOUHBIX IIOAKAACCOB YYACTBYET B IIATOr€HE3E
3a0oaeBanus. [Tossimenne Th17 anmdoruros u cHIDKeHIE KOAYECTBA T-peryAaITOPHBIX KAETOK MOJKET
oKa3arbcA pemraronum AAA pazpurua nepsuanoro @CI'C. Mmeer Taioke 3HaYeHne akTupanua B-kaerok,
0 YeM CBHAETEABCTBYIOT HEIIOCPEACTBEHHOE BAHAHUE B-AuMmdoruTos HA pa3BuTHE NMPOTEHHYPHH, BbI-
ABACHHE IIUPKYAHPYIOIINX aHTUTEA U 3(P(PEKTUBHOCTb IPUMEHEHUA pUTyKcuMaba y 6oapHbIXx ¢ @CI'C.
OGcysxaaerca BozmoskHasa poab aHTH-CD40-aHTNTEA 1 AaHTHTEA K YOMKBUTHH KapOOKCHABHOM I'HAPOAA3e
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L1 B passurun nepsuunoro ®CI'C. Ilpamo man yepes npoAyKiuio (paKToOpOB MPOHUIIAEMOCTH 3TH Me-
XaHHU3MBI BEAYT K IOBPE)KACHHIO IIOAOLIUTOB. B 0TA€ABHOM pa3aeAe MPEACTABACH AATOPUTM MMMYyHOCY-
IPECCUBHOM TEPAIMH: TAFOKOKOPTHKOCTEPOHMAOB H ITUTOCTATHKOB. PacCMOTPEHBI IEPCIIEKTHBBI TEPATTAN
®CI'C ¢ yueToM MPEAIIOAATAEMBIX ITATOI€HETUYECKUX MEXAaHIU3MOB 3a00AeBaHUA.

Abstract

Introduction: primary focal segmental glomerulosclerosis is a morphological variant of chronic
nephropathy based on podocyte damage. The pathogenesis of primary FSGS has been studied since
the 90s but has not been fully understood until now. At the same time, a large amount of data has been
accumulated allowing one to build a certain concept of the disease.

The review aimed to ptesent a modern view on the pathogenesis and approaches to the treatment of
primary FSGS in adults.

Main information: the review presents current view on the pathogenesis of primary focal segmental
glomerulosclerosis. The role of podocytes and parietal epithelial cells in the formation of sclerosis foci and
disease progression is discussed. The possible candidate molecules of circulating permeability factors and
mechanisms of their action are reviewed: soluble plasminogen activator receptor (suPAR), cardiotrophin-
like factor-1 (CLCF-1), CD80 (B7-1). An increased level of these factors was detected in the serum and on
the surface of podocytes in FSGS patients. According to the modern concept, the pathogenesis of primary
FSGS is associated with the adaptive immune response. The imbalance of certain T-cell subclasses plays a
role in the pathogenesis of the disease. In particular, an increase in Th17 lymphocytes and a decrease in the
number of T regulatory cells are believed to be crucial for the development of primary FSGS. The activation
of B cells is also important, as evidenced by the direct effect of B lymphocytes on proteinuria, the detection
of circulating antibodies, and the success of rituximab in FSGS patients. The possible role of anti-CD40
antibodies and ubiquitin carboxyl hydrolase L1 antibodies in primary FSGS is discussed. These mechanisms
lead to damage to podocytes directly or through the production of permeability factors. A separate section
describes the algorithm of immunosuppressive therapy: glucocorticosteroids and cytostatics, as well as

future treatment approaches in FSGS patients.

Key words: focal segmental glomernlosclerosis, permeability factors, nephrotic syndrome, treatment

Bseaenue

[lepBuramblii POKAABHEIE CEIMEHTAPHBLE ITAOMEPYAO-
ckaepos (PCI'C) y B3poCABIX — KAMHHKO-MOP(OAOTH-
YECKUI CHHAPOM/ TIATTEPH, KAUHIYECKIM IPOSBACHIEM
kotoporo asaderca Hedporudeckuit cuaapom (HC),
IIPU CBETOBOI MUKPOCKOIINH XapaKTEPH3YeTCA (DOKAAD-
HEIM (OTAEABHBIC KAYOOYKH) U CEIMEHTAPHBIM (4aCTb
KAIIMAAAPHBIX IT€TEAD) MOBPEKACHUEM KAYOOYKOB I10-
YEYHON TKAHU, H IPU 9ACKTPOHHON MUKPOCKOIIHH —
AU DY3HBIM PACIAACTEIBAHIEM MAABIX OTPOCTKOB IIO-
poruros. Ha MO3AHIX cTaAnSAX IIPH ITPOrpeccnpoBaHIm
1porrecc 3aeprraetcs Audy3HbIM 1 TAOOAABHBIM TAO-
MEPYAOCKAEPO30OM.

Xapakrep HOBPEKACHUA U CKOPOCTD IIPOIPECCUPO-
Barnsa PCI'C 3aBucHT OT OCHOBHOIO 3THOAOIMTYECKOTO
daxTopa, KOTOPEIIT OOYCAOBAMBAET PA3AHYHA B KAU-
HUKO-MOP(OAOTHYECKIX IIPH3HAKAX 3a00AeBaHuA [1].
O6praa0 PCI'C kraccuduIIpyercsa Kak IepBUYHBIH,
KOTAA OH BO3HHKACT CPa3y € TUKEAOTO HeDPOTHIECKOrO
CHHAPOMA, IIPH 3TOM 9ACKTPOHHO-MHKPOCKOIIHYECKH
B OHOIITATE IIOYKH B OOABIINHCTBE CAYYACB BBIABASIOT
anddysuoe (boaee 80%) pacrraacTEIBAHIE HOXKEK ITO-
pormtos. Passurue 9101 hOPMBL B HACTOAIIEE BpEMA
CBA3BIBAFOT C IIMPKYAAIMEH B CHIBOPOTKE KPOBH OOAD-
HBIX (HDAKTOPOB IIPOHUIIAEMOCTH, TIOBPEKAAFOIINX TAO-
MepYAAPHBIH Oapbep.

Bropuuaneii @CI'C 0OBYHO BO3HUKAET KAK aAAll-
THBHASl PEAKIIUA C PA3BUTHEM BHYTPHKAYOOUKOBOI
TUIEPTEH3UN U I'HNIEPMUABTPAIIIH B OTBET Ha abCO-
ATOTHOE HAH OTHOCHTEABHOE YMEHBITICHIE MACCHI ACH-
CTBYIOIIUX HEPPOHOB, 4 TAKKE BCAEACTBHE IIPAMOTO
TOKCHYECKOTO BAMAHMSA HA TIOAOIUTHI ACKAPCTBEHHBIX
IIPEIrapaToB, TOKCHHOB UAN BUpPycos [2]. B ycaosmax
CHIKEHUS MACCHI ACHCTBYIOIUX HE(PPOHOB BHYTPH-
KAYDOUKOBAsA I'MIIEPTEH3UA M COIYTCTBYIOIIAS I'H-
nepTpodus OCTABIIUXCA KAYOOUKOB CITOCOOCTBYIOT
Ha TIEPBBIX 9TAITAX KOMIICHCATOPHOMY ITOAAEPKAHIIO
HEOOXOAMMOI CKOPOCTH KAYOOUKOBOI (PUABTPAIIIHL
OAHAKO B AAABHEHIIIEM «ITUIIEPTOHUYECKOE) TTIOBPEK-
ACHHE ITPHBOAUT K IIOCTEIEHHOMY CKAEPO3HPOBAHHIO
OCTABINUXCSA KAYOOYKOB. ADCOAIOTHOE CHIDKCHHE KO-
AMYECTBA HE(PPOHOB OTMEYAETCA B CAYIAE HAAMIHA
CAMHCTBEHHOMN ITOYKH IIPU POKACHNN (areHes3ws, ITH-
IIOITAA3USA ITOYKH U AP. AHOMAAHMH) HAM B PE3YABTATE
XHPYPIUYECKOTO YAAACHUA OAHOM IOYKH (HeppaKTO-
MU, PE3EKIIHA IIOUKN), HEAOHOIIIEHHOCTH, HI3KOM BEce
IIPU POKACHIH, PeOAFOKC-HEPPOTIATHH, THIIEPTOHIYIE-
ckoM He(DPOAHTHOCKAEPO3E, 4 TAK/KE B ICXOAE XPOHH-
YECKUX IAOMEPYAOIIATHI (HAIIPUMEpP, CErMEHTAPHBII
TAOMEPYAOCKAEPO3 B PE3YABTATE UMMYHHOTO ITOBPEIK-
Aerns 1pu raomepyAronedpure) [3]. OrHocHTEAbHAA
oauronedporus (GOPMHUPYETC § AULL C MOPOUAHBIM
OKHUPEHUEM, AAl KOTOPOTO XapaKTePHO YBEAUYECHUE
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KAYDOYKOB B 00OBbeME (TAOMEPYAOMETAAHA) U TOABKO
B HEOOABIIION YaCTH H3MCHCHHEIX KAYOOYKOB I O9aro-
BOE CTAQKHBAHUE OTPOCTKOB ITOAOIIUTOB ITO AAHHBIM
OM [4]. Apyrumu mpuMepaMu BHYTPHKAYOOYKOBOM
THIIEPTEH3HN C HOPMAABHBIM YHCAOM HE(DPOHOB ABAS-
rores Amaberndeckas HedppomaTua 1 DOAee PEAKHE 3a-
OOAEBAHIA — CEPIIOBUAHO-KACTOYHASA AHEMUS, «CUHIIE»
BPOKACHHBIE ITIOPOKH CEPAIIA, OOAE3HN HAKOIIACHUA,
CBSI3aHHBIE C AeUIITOM IAIOK030-0 hocdarassr (Oo-
aesub ['mpxe, rankorenos I tuma). K passnruro BTO-
pugroro OCI'C MoxKeT HPHBOAUTH LIPHEM ACKAPCTB
1 TOKCHHOB: repouHa, budocdonaTos, narepdepoHa
1 aHAOOAMYECKHX CTEPOMAOB IIPOAOAKUTEABHOCTHIO
ot 8 a0 20 aer [5, 6, 7, 8]. Onucansr cayuaun GCI'C
IIPU AAMTEABHOM IIPHEME AHTPAIIIKAHHOB (AOKCOPY-
OHLINH U Ap.), AUTHSA, HHTHOUTOPOB KAABLIMHECHPIHA,
cupoanmyca [9, 10, 11, 12]. Cpean BupycHbIX HHQEKIIEIT
IIATOTEHETUIECKOE 3HAUEHHE AASl IIOBPEKACHHUA TIOAO-
muros umeroT BMY, mapsosupyc B19, mrromerasosu-
pyc, Bupyc Dmreiaa-bapp, supyc sv40 n Bupyc rema-
tura C. @CI'C Tarwke MOzkeT OBITD BBI3BAH MYyTALIHAMI
B I€HAX, KOAUPYIOIIUX CTPYKTYPHBIE OCAKH IIOAOLIUTOB
1 IIeAeBOi Amadpparmer. ¥ AeTEH CTapIIIero BO3pacrta,
ITOAPOCTKOB H B3pOocAbIX ¢ rererndeckum PCI'C garme
HAOAFOAAETCS Ay TOCOMHO-AOMUHAHTHBIN THIT HACACAO-
Banus. Myraruu rema o3-, 4- u 5- koaaarena 1V Tuma
IIPU3HAIOTCA OAHOM 13 HAMOOAEE YACTBIX ICHETUIECKIX
npuann PCI'C y B3pocarix [13]. Kpome Toro, Aocra-
TOYHO YACTBIMH ABAAIOTCHA MYTAallUH I€HOB (DOPMHUHA
(INF2) (12-17% Bcex cAy4aeB ayTOCOMHO-AOMHHAHT-
woro ®CI'C), axrunnna a4 (ACTN4), TRPC6, WT1
n LMX1B [14, 15].

B oramane ot nepsrranoro, sropuansni @CI'C wame
IIPOABAAETCA OECCHMITTOMHOM IIPOTENHYPUEH Pa3AII-
HOI CTEIIEHU BBIPAKEHHOCTH Oe3 POpMUPOBAHUA He-
dpormaeckoro cuaapoma. [Ipu mopdoaormaeckom mc-
CAEAOBAHHI OTMEYAIOT YBEAUUCHHE Pa3Mepa KAYOOUKOB
n ouarosoe (a He AuPY3HOE) PACIIAACTBIBAHUE HOKEK
moponnToB. C APyroii CTOPOHEL, AFOOBIE XPOHUYECKHE
3a00AEBAHUSA TIOYEK, IPOTEKAIOIINE C YMEHDBIIIEHUEM
KOAMYECTBA (PYHKIIMOHHUPYIOIIUX HEPPOHOB, TAKKE
MoryT rnpusectu kKo propraaomy OCI'C.

OCI'C sBAseTcs uacToi HedpoIaTHEil CpeAr B3poc-
ABIX ITAITHEHTOB C HE(DPOTHUECKUM CHHAPOMOM, €€
PACITPOCTPAHEHHOCTH cOCTaBAAET OT 12 A0 35% Bcex
cay4aes [10, 17]. 3aboaesaemocts PCI'C menpeprBHO
yBeamanBaercs: ecau ¢ 1994 mo 2003 r. oma cocras-
asina 1,4 ma 100000 gerosexo-aet, TO B iepuoA ¢ 2004
110 2013 r. yBeamanaace A0 3,2 ma 100000 geaoBeko-aeT
(ma 41%), Ipu 9TOM COOTHOIIEHNE MEPBUYHBIX U BTO-
PHYHEIX POPM OCTAETCSH IPEKHUM — IIPHOAUSHTEABHO
1:3 [18]. Takum o6pazom, PCI'C mpudamxaercs o a-
crorte k IgA-medponarun u Amabernyeckoii Hedpo-
marun. Pacrer u sHavenne OCI'C xak mpuduHb Tep-
MUHAABHOH 5-# CTAAMH XPOHHIYECKON DOAE3HH ITOYEK
(rXTI1Db). B 1980 r. ®CI'C otmeaaacs y 0,2% manmenTtos
¢ tXI1b; roraa xax k 2000 roAy Ha HEro IPUXOAHAOCH
yxe 2,3% cayuaes TXIIB, T0 ecth mpomsomniro yBeAn-
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genue B 11 pas [19]. [Ipomopiius manueHToB ¢ TepMu-
HAABHOI CTaAHEH OOAC3HH, PA3BUBIIEHCA BCACACTBIE
®CI'C, B HacTosIee Bpema coctaBAseT 2,3% 1o cpaHe-
umio ¢ 0,4% aas memOpanosnoit nedpomarin u 0,3%
aaf IgA medponarun [19]. Ipu atom AoAs remerTmde-
ckoro ®CI'C cpeAr B3pOCABIX HAIMEHTOB MOKET CO-
craBaaTs Ao 11% [20].

[eAb HacTOAIIIErO 0030pa IPEACTABHTH COBPEMEH-
HBII B3TAAA HA ITATOTECHE3 U IIOAXOABI K TEPAITIH TIEp-
sraHoro PCI'C y B3pocAbIX.

ITarorenes mepsuuroro ®CI'C

Ocuopuoit murrensio mospexaenus mpu PCI'C
ABAAFOTCA BUCLIEPAABHBIE SITUTEAMAABHBIE KACTKH KAY-
6ouka — oAorHTHL [ loBpexAeHIE TOAOIINTOB IIPHBO-
AUT K OTCAOCHHIO HX OT TAOMEPYAAPHOIN 0a3aAbHOI
MeMOpPAHBI, AITOIITO3Y U aKTUBAIINU IIPOIIECCOB ITHTE-
AMaABHO-ME3EHXHUMAABHON TpaHCAU(D(epeHITHAITHH,
9TO CIIOCOOCTBYET ITOTEPE 3HAYMTEABHOMN YaCTH KAE-
ToK [21, 22]. C 0AHOH CTOPOHSBI, HAPYIIICHIE CTPYKTYPbI
1 (DYHKIINH ITOAOIIUTOB BAEYET 32 COOOM IIOBBIIIICHIE
IIPOHMIIAEMOCTH TAOMEPYASPHOTO (PUABTPA U IPOTE-
nnypuio. C APyroi CTOPOHEL, YaCTh IIOAOITHTOB B IIPO-
Iecce IMOBPEKACHNA OE3BO3BPATHO yTPAYMBAETCH,
IIPUBOAA K ITOAOITUTOIEHIH ¥ MHUITHAIINN ITPOIIECCOB
raomepyaockaeposa [23, 24] (Puc. 1).

XoTs mapaAurMa IOBPEKACHHA ITOAOIUTOB CO-
XpaHACT CBOE AMAHPYIOIICE 3HAYECHUE B ITOHIMMAHUHI
natorereza PCI'C, B mocaearee Bpema oOCyKAaETCA
HE MEHEE BAKHOE 3HAUCHUE ITAPUETAABHBIX SITHTEAN-
aapHBIX KAeTOK (ITOK) B mporeccax dpopmuposanms
CErMEHTAPHOTO CkAepo3a [25, 26]. B wacTHOCTH, B 3KC-
IIEPIMEHTAABHBIX HCCACAOBAHHAX OBIAO ITOKA3aHO, YTO
Ha paHuX cTaArAX PCI'C MeKAY KATHAAAPHBIME ITET-
AIMH, AHIIEHHBIMH ITOAOIINTOB, M KallcyAoil boymena
00pa3yrOTCA «MOCTHKI®. B 3THX «MOCTHKAX», KOTOpEIE
BITOCAEACTBHH CTAHOBATCA YUACTKAMHU CKAEPO3a, OBIAK
BBIABACHBI ITAPUETAABHEIE JITUTEAHAABHBIC KACTKH, KO-
Topeie de novo sxcupeccupyror CD44 u cunresupyror
KOMITOHEHTBI MATPHUKCA CO CTOPOHBI KallcyAbl boymena
[27]. B cBasu ¢ mpodubporennoit akrusaOCTEI0 CD44-
HOAOKUTEABHBIE KACTKH, OOO3HAYEHHBIEC KAK «aKTHBH-
posannsie [IDK», myveror HecOMHEHHO TTaTOAOTIYECKOE
sunavenue. [Ipu @CI'C y geaosexa [TOK Opran 0OHa-
PYKEHBI M B OOAACTH KAITMAAAPHBIX IIETEAD, ITPEAIIO-
AOKHTEABHO OHH MHUTPHPYIOT CIOAA IO MATPUKCHBIM
MOCTHKaM, IIPOAOAKAS HAPAOATHIBATH BHEKACTOIHBII
MATPHUKC U IPHBOAHUTH K IIPOIPECCUPOBAHIIO TAOME-
pyaockaeposa [28].

Porv yupryrupyrowux paxmopos nponuyaemocmu

Cy1ecTByeT IPEAITOAOKEHHE, YTO IIEPBIYHOE ITO-
spemxacHme moporutos mpu PCI'C moxer ObITH CBA-
3aHO C HUPKYAHPYIOIMUMI (PAKTOPAMU IIPOHHIIAEMOCTH
B KpOBH OOABHBIX. [IpeAIoAOKEHIE O HAAMYHHI TAKIX
axTopos Op1A0 BEIABHHYTO errie B 1974 r. Shalhoub,
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Puc. 1. MexaHn3mbl noTepm nofoLMToB 1 GopM1pPoBaHnA NoagoLMTONeHMN (@aanTrposaHo 13 108)

Fig. 1. Mechanisms of podocytes loss and podocytopenia (adopted from 108)

KOTOPHI B cBoel crarbe «llaTorenes AnImomaHOTO
HedPpO3a» IMHCAA O IMUPKYAHPYIOIINX ANMMOKIHAX,
KOTOPBIE MOTYT ITOBPEKAATH TAOMEPYAAPHBIH Oapbep
[29]. [Tosamee rpymma Savin u Sharma paspaborasu
OPHUIHHAABHYIO METOAHUKY, HCIIOAB3Y H30 AHPOBAHHEIE
KAYOOYKH KPBIC, I AOKA3AAH, 9TO CBIBOPOTKA DOABHBIX
®CI'C MOKET ITOBBIIIATD IIPOHUIIAEMOCTD TAOMEPYAAP-
HOTO Oapbepa AAfl AABOYMHHA, B PE3YABTATE YErO OH-
KOTHYECKOE AABACHHUE B KAYOOUKAX IIOYEK KPBIC 77 Vil0
BBIPABHUBACTCA, 1 OHH B IIPOIIECCE IKCIIEPHIMEHTA CO-
xpauAroT cBor 0obeM [30]. [1Ipu atom ceBOpoTKA HOAB-
meix ¢ BosepatoM PCI'C B TpancnaanTaTe 006AaAaAL
HAnOOAEE BEICOKOM CIIOCOOHOCTBIO MEHSATH ITPOHHIIA-
eMocTb KAyOoukoBoro dpuaprpa [30]. B aaapmetimenm
9TOT METOA ITOAYYMA IIPU3HAHHIE KAK METOA OIICHKH
TAOMEPYASPHOH IIPOHHIIAEMOCTH, HAU IPOHUIIACMOCTI
AAfL AABOYMEHA, 1 HCIIOAB3YETCA HEKOTOPBIMU aBTOPAMI
AAf ODOCHOBAHUA SKCTPAKOPIIOPAABHBIX METOAOB ACUE-
HuA. APYTHM AOKA3aTEABCTBOM CYILIECTBOBAHISA (DAKTO-
OB IIPOHUIIAEMOCTH ABASETCS YMEHBIIICHUE IIOKA3ATEASA
IIPOHHIIAEMOCTH IIOA ACHCTBHEM CBIBOPOTKH OOABHBIX
®CI'C mocae BBIIIOAHEHUSA UM IIPOLIEAYPH IIAa3Made-
pe3a ¥ IIOCTEIEHHOE BO3BPAIIICHIE 3TOIO ITOKA3ATEAA
K ICXOAHOMY 9€pe3 HECKOABKO AHEI IIOCAE IIPEKparLie-
nus poreAypsr [30]. Kpome Toro, B HOAB3Y CyIIECTBO-
BAHUSA IIIPKYAHPYIOIINX (PAKTOPOB IIPOHUIIAEMOCTH
CBHACTEABCTBYIOT dacTeie cAydan — y 40% OoAbHBIX
®CI'C, BosBpaTta HEDPOTUIECKOTO CHHAPOMA TIOCAE

TPAHCITAAHTAIINE [OYKNA W CHIUKEHHE IIPOTEHHYPUH
IIPU IPUMEHEHHN 3KCTPAKOPIOPAABHBIX METOAOB Ae-
YeHHA — IIAa3MOOOMeHa nAN nMMyHOCcOpOmm [31-33].

I'pymma Savin u Sharma ¢ IIOMOIIBIO METOAQ XPO-
Marorpacdun BeIAeAnAA 13 CBIBOPOTKH 00ABHBIX PCI'C
LIEPKYAUPYIOINHIA (PaKTOP M IIOKA3aAd, YTO €TI0 MOAE-
KyAIpHASL Macca cocTaBAfeT mpudbansnTeAbHO 50 KAa,
OAHAKO METOAOM XPOMATOIPA(DHH TOYHO €r0 HACHTH-
punmposars He yaasocs [30].

PactBopuMmBIii perienTop aKTuBaTOpa
MIAA3MUHOT€HA

B 2008 r. Wei u coaBT. B KauecTBE BOSMOKHOIO KaH-
AnAata akTopa MPOHHUIIAEMOCTH HA3BAAU PEIIEIITOP
aktuBaropa rmaasmusorena (UPAR). Asropsr Aokazaan,
410 uPAR skcmpeccupyerca Ha MOBEPXHOCTH IIOAO-
ITUTOB y MBIIIIEN C paSAI/ILIHI)IMI/I HpOTeHHypI/I"ICCKI/IMI/I
dopmamu raomepysomarun. [ToAOIHTEL SKCIIpeccHpy-
rormme uPAR, 06A2A2A TTOBBIITIEHHO ITOABAKHOCTBIO
B KYABTYPE IIPU AOOABACHIN AUIIOIIOANCAXAPUAOB; 3TOT
MEXAHU3M MOKET A€KATb B OCHOBE OTCAOEHUS ITOAO-
IIUTOB U UX HOTEPH 777 vivo [34].

ABTOPEHI TaKKe OOHAPYKHUAM, YTO AAS TIOBBIIIICHISA
[TOABU/KHOCTH TIOAOLIUTOB HEOOXOAUMO CBA3BHIBAHUE
uPAR c BurponekTuHOM 1 O€Ta 3-MHTEIPUHOM C 00-
pasoBaHHEM MEMOpaHHOTO KomirAekca. [TockoAbky
U3BECTHO, YTO OETA-MHTEIPUHBI OTBEYAIOT 32 IIPHU-
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KPEIIACHHUE ITOAOIIUTOB K TAOMEPYAAPHON OA3aABHOIM
MeMOpaHe, HIMEHHO Yepe3 BAUAHIE HA MHTEIPUHEI 110~
BoimeHHadA skcrpeccus uPAR mozxker orocpeaoBars OT-
CAOCHUE ITOAOLIUTOB U 72 Vivo [34].

B cBoeii caeayromieii pabote aBTOPBI yOEAHTEABHO
IIPOAEMOHCTPHPOBAAH, YTO CHIBOPOTOYIHAA KOHIICH-
tparua UPAR (suPAR) AoctoBepHO BblIItie y B3POCABIX
6oapubx PCI'C IpH peHAUBHPYIOIIEM TCICHIN 32~
GOAEBAHIA, B TOM YHCAE U B CAYIAAX BO3BPATA OOAEC3HH
B TPAHCIIAAHTATE IO CPABHEHHUIO C APYTUME (POPMAMH
TAOMEPYAOHE(DPHTA, IIPOTEKAFOIIIIMU C IIPOTEHHYPHCH
[35]. B HeckoAbKHX MeHee KPYIIHBIX HCCACAOBAHHAX
TAK/KE YAAAOCH BEIIBUTH AOCTOBEPHOE ITOBHIIIICHUE
suPAR B ceBopotke aereit ¢ PCI'C [36-38]. Oanako
nccaepoBarne NEPTUN ma Goaee kpymHOM Koropre
B3POCABIX H ACTEH HE IIOKA3aA0 AOCTOBEPHBIX PA3AIINE
B koHIeHTparnu suPAR y 60AbHBIX pasamraabvg pop-
mamu XI'H [39]. Kpome Toro, B mccaeaosarmu Huang G
u coaBT. ypoeHb SUPAR, x0T 1 OBIA ITOBBIITIEH ¥ OOAB-
uex OCI'C, 3HAUNMO HE PA3ANYAACH IIPH ITEPBIYHON
n BropuaHOI dopmax 3adoaesarns [40)].

Armn-CD40-anTTeAa

M3yuas maneAb CHIBOPOTOYHBIX AHTUTEA ¥ OOABHBIX
¢ sossparom OCI'C B Tpancmaanrate, 0OBbCAUHCHHAS
nayunad rpymma u3 CIIA n ®@panrnun npumaa K Bbl-
BOAY, 4TO mosbimenne yposua antures k CD40 ¢
HANOOABIIIEH TOYHOCTHIO IIPEACKA3BIBACT BO3BPAT 3a-
6oaeBanns B TpancuianTate [41]. Dxerpeccus CD40
B KAyOOuKax 1mouexk 00oApHEIX PCLI'C OrrAa IOATBEpIK-
A€HA IMMYHOTUCTOXHMUYECKIM METOAOM HCCAEAOBA-
nud. C Apyro#t croponsr, antu-CD40 arrureaa, Boiae-
ACHHBIE U3 CBIBOPOTKH KPOBH OOABHBIX C BO3BPATOM
®OCI'C B TpaHCIIAAHTATE, BBI3BIBAAM AABOYMUHYPHEO
IIpU BBEACHHUH KpbIcaM. Baxuo ormeruTs, aT0 IIpH AO-
6aBacann K anTH-CD40 anTHTEeAAM PEKOMOMHAHTHOTO
uPAR aAbOyMuHYpHA Y KPBIC BO3PACTaAd B ACCATKH Pas.
DTO ITO3BOAHAO IIPEAIIOAOKITE, UTO B3AUMOACHCTBIIE
suPAR m antr-CD40 ayToanTHTeA MOKET OBITD KATOUC-
BBIM 3BEHOM B ITIOBPEKACHIU TTOAOLIITOB [41].

Kapanorpodun-moro6nsni dpaxrop-1 (CLCF-1)

CACAVIOIINM KAaHAHAQTOM Ha POAb (hakTopa IIpo-
HHITAEMOCTH CTaA YAEH CEMEHCTBA MHTEPAECHKNHA-0
kapanoTpodua-mopodbumi gaxrop-1 (CLCF-1).
I'pyrima Savin Takie BBIAEAHAN 5TOT (DaKTOP U3 TIAA3MBI
6oapuex ¢ Bosspatom PCI'C B TpaHcIAaHTATE U H3-
VYHAH €0 BAHAHIE Ha IIPOHUIIAEMOCTD AASl AABOYMIHA
B CBOEI MOAEAH TAOMEPYAAPHON IIPOHUITaeMOCTH [42].
Ogxasaaocs, aro npu Ao0asaeHun CLCEH-1 oraeapHO,
KaK U 1pu Ao0aBAeHuu ceiBopotkn 6oapHBX PCI'C,
IIOKA32TEAb TAOMEPYAAPHON IIPOHHUIIACMOCTH AASL AAD-
OyMHHA YBEAHYHBACTCA IIPOIIOPIIUOHAABHO, B TO Ke
Bpemd Kak AobaBaenne anTuteA K CLCF-1, marporus,
TOPMO3HT PasBUTUE IIPOTCHHYPUHU B 9KCIICPUMEHTAAD-
HOH MOAEAH MBIIITEH.
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I13BecTHBIN HA CETOAHAIIHUN ACHb MEXAHU3M ACH-
crBust CLCFE-1 3akarogaercs BO B3aMMOAEHCTBHH C pe-
LeITOpoM | akTuBareit myru Janus Kinases 2 (JAK 2)
u Signal Transducer and Activator of Transcription
proteins (STAT) ma mOBEpXHOCTH MMMYHHBEIX KAC-
ToK [43]. C Apyroil CTOpPOHBI, YCTAHOBACHO, YTO
CLCF-1 moxkeT AeHCTBOBATH IPAMO Ha IOAOITHTEL,
MEHAA HOPMAABHOE ITAPAAAEABHOE PACIIOAOKEHHE BO-
AOKOH aKTHHA, BBI3BIBACT UX IIEPEPACIIPEACACHIE K IIe-
pudepun KAeTKH ¢ POPMUPOBAHUEM IICEBAOIIOAUH.

B macrosiee Bpemsa usydeHo GoAce AeCATKA MOAE-
KYA-KAHAHAQTOB, KOTOPBIE OBIAN BBIACACHBI Y DOABHBIX
pennanBupyromuy PCI'C, 0AHAKO HE OAHA H3 3THX
MOAEKYA ITOKA HE ODAAAAET AOCTATOYHON AOKA3ATEAD-
HOIT 6230 AAfA TOTO, ITOOBI HA3BATH €€ (DAKTOPOM IIPO-
Huaemoctu (44, 45].

VYuacrue T- u B-kaeTok B maroreHese
nepsuysoro ®CI'C

Erre 8 1974 r. Shalhoub mepBeiM BbICKa3aA MBICAB
O TOM, YTO «B OCHOBE AHIIOHMAHOTO HEPPO3a ACKHUT
CHCTEMHOE HapyIeHne OYHKIUH T-KACTOK, IIPUBOAA-
ITIEE K ITPOAYKIIMHI IUPKYAHPYIOIIUX AUM(OKIHOB, TOK-
CHYHBIX AAl TAOMEPYAAPHOTO Oapbepa...» [29]. C arux
IIOp MHOTHE UCCACAOBATCAU IIOATBEPAUAN KAIOYEBYIO
poab aucbaranca T-kaetox — Th1/Th2 B marorenese
HC, me ToApko mipu 60AE3HI MUHIMAABHBIX H3MEHEHII
(BMI), zo Taxke u mpu PCI'C [46-49]. Ipearroaararor,
9o 1pu crepouA-ayscrsnTesbroM HC Bazmoe martono-
CHYECKOE 3HAUCHIE HMeeT akTuBarusi Th2, Ho AanHeie
B ITOAB3Y 91010 He OGeccriopusr [49, 50]. B 2013 1. y aereit
¢ nepuaubM PCI'C GBIAO0 OOHAPYKEHO AOCTOBEPHOE
noseieHne koandectsa Thl7 KAeTOK B IMOYEIHON
TKAHU U B IUPKYAAIINH H OAHOBPEMEHHO YCTAHOBACHO,
uaro unTepacikuu-17 (MA-17) akrusupyer mpouecc
aIloIITo3a B KyABType 1moAonuTos [51].

Mer B CBOUX HEAABHUX HMCCACAOBAHUAX OOHAPY-
kuAn mossintenne yposusa MIA-17 B Mmoge B3pocAbx
mannentos ¢ ®CI'C, cratmernueckn 60Aee 3HAIMMOE,
geM y 0oabHBIX ¢ Apyrumu hopmamu XI'H ¢ HC (mem-
OpanosHoii Hedppomarueii, [gA Hedpomarueit 1 Mmem-
OpanonpoAndepaTHBHBIM ITAOMEPYAOHEDPPUTOM), UTO
cBuAeTeAbcTByeT O xapakrepuoi aad PCL'C akruparun
Th17 moakaacca anmdormtos [52].

B xpynmHOM paHAOMH3HPOBAHHOM HCCACAOBAHUI
NEPHRUTIX 2018 r., BKAFOUMBIIIEM AETEH M ITOA-
POCTKOB CO CTEPOUA-3aBHCHMBIM U YACTO PEIIUAUBHU-
pyrormmv BMI (HekoTOpBIE HCCAGAOBATEAN paccMa-
tpuBator BMU B korTHHYYME 0AHOM OoAesHE ¢ PCI'C),
H3y9YaAUCh U3MCHECHHS ITOAKAACCOB T-amMdonnTos
u ux B3auMoAelictBre ¢ B-anmdonuramu [53]. beiao
IIOKA3aHO CHIKEHHE IIPOIEHTHOrO coAepxannd T
(CD4+CD25+ Foxp3 HO3UTHBHBIX) PEryASTOPHBIX
kaetok (Tper) B mepudpeprdaeckoii Kposu Bo Bpems 000-
crperns XI'H 1 BoccTaHOBAEGHHE HX KOANYECTBA ITOCAE
ycHerHoro AcdeHus [53]. Mbl BBIIBUAY CHIKCHIE KOAU-
gecrsa T-per B nrrepcrnimu rouxu mpu @PCI'C y B3poc-
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ABIX, 9TO B COYCTAHHH C IIOBBIIICHHON IIPOAYKIIHCEH
NA-17 y a1x OOABHBIX CBHAETEABCTBYET O (POPMHPO-
Banuu Aucbasamca T-kaerox [52]. ITo-Buanmomy, auc-
0aAaHC OIIPEACACHHBIX T-KAETOUHBIX IIOAKAACCOB IMEET
3HAYCHIC B IIATOTCHE3E 3a00ACBAHMS, B YACTHOCTH IIOBBI-
mienne Th17 u carmxenue koamdaecrsa Tper MoxkeT OKa-
3aThCA permaroImum AAd passutus rnepsuaanoro OCIC.

Bauanaue T- u B-kaerounoro auc6asanca
HA IIOBPE)KACHHE ITIOAOLIUTOB

Ocraercst OTKPBITBIM BOIIPOC, KAKIM 00Pa3oM Hapy-
mienns T-KACTOYHOIO 3BeHA HMMYHHUTETA ACHCTBYIOT
ma nopaonuthl, BeseiBas ®CI'C. VcranoBaeHno, 4ro
Tper kaeTkn MOIyT IMOAaBAATD 9Kcipeccuto CD80 —
TPAHCMEMOPAHHOIO OEAKA, 9KCIPECCHPYIOIIEIOCH
HA AHTUTECH-IIPE3CHTUPYIOIINX KACTKAX, B TOM YHCAE
acuAprTHEX, NK-Kkaetkax n B-anmdornurax, obecre-
YHBAS KO-CTUMYAHPYIOIIHI curaas AAf T-anvdporinros
[54]. B sxkceprmenTe Ha AKUBOTHBIX IIOBBIINIEHHAA IKC-
IIpecCH KOCTHMYAATOPHON MoAekyAr B7-1 (CD80)
IIOAOIIUTAMH COIIPOBOKAAAACH PA3BUTHEM IIPOTEHHY-
puu [55]. Yu 1 coaBT. BHABHAN AMHEHHOE CBEYEHUE
CD80 BAOAB rAOMEPYASPHON MEMOPAHBI HA IIOAOLIATAX
y 5 m3 21 B3pocaoro nanmenta ¢ mepsraasm PCI'C
1 IpeAoAoxkuan cymecrsoarre CD80-mosurusHOrO
sapuanTa PCI'C [56]. B mopme a1a skcirpeccus KOHTPO-
ampyercst Tper kaetkamn. CAEAOBATEABHO, CHIKEHUE
KoAndgecTBa U (pyHKuE Tper MOKET OKa3aThCs «(BTOPBIM
YAAPOM», KOTOPBII IMEET PEIIAFOINEe 3HAYCHIE B HH-
nuarnuu nospexaenns moaoruros mpu GCIC [55].

Kpowme Toro, ouens BaxeH BOIPOC O BO3MOKHOM
BoBAeueHnN B-anmdornntos B marorenes PCI'C, yun-
TBIBASl YCTAHOBACHHYIO 9(D(DEKTHBHOCTD ITOAABACHUA
akruBHOCTH 1 poAndeparnu B-kaerox (B-kaerounoit
ACIIACLINH) Y 9TUX OOABHBIX [57]. [IpearroroxuTeABHO,
9T0 B-KACTKH y9aCTBYIOT B IIATOrEHE3E ITOAOIIHTOIIA-
tuit — BMI 1 ®CI'C myrem mpoAyKIHHE HHTEPAEH-
kuHa-4 (VIA-4), mpu srom MA-4 BbI3BIBACT PACIIAACTBI-
BAHIE HOKEK IIOAOITHTOB B KYABTYPE, 2 OAOKHPOBAHIE
atoro apdexra ¢ momorpro anTuTeA K MA-4 mpersr-
CTBYET ITOBPEKACHIUIO IIOAOLIHTOB [58].

OaHako u moppexAaroInnii 3pdeKT Ha ITOAO-
LIUATH AHTUTEA, IPOAYLIHPYEMBIX AKTHBUPOBAHHBIMU
B-ammdornramu, Takike He HCKAodaercd. Tak,
13 ITAA3MBL OOABHEIX ACTCH C PELIMAUBHUPYIOIIUM CTE-
poua-aysctBuTeABHBIM HC OBIAH BBIACACHBI AaHTHTEAA
kAacca IgG k yonkBuTIH KapOOKCHABHOI ruApoAase L1.
B oramdue ot paaa Apyrux IgG, HapaBACHHEIX Ha HHBIC
KOMITOHEHTHI TIOAOIIUTOB, AHTUTEAA K YOUKBHTHH Kap-
OokcuapHON ruapoaase L1, OBIAK CIIOCOOHEL BEI3BATDH
IIOTEPIO CBA3U MEKAY IIOAOIIUTAMH B KYABTYPE KACTOK,
n ipu BBeAeHnu Mpimam Berseiaan HC [59]. Veranos-
ACHO, 9TO KOMIIOHCHT IIOAOLIUTOB YOUKBUTUH, PAaCIIO-
AOKEHHBIH B S9HAOITAA3MATHYICCKOM PETHKYAYME H 4a-
CTHYHO B AAPE KAETOK, CIIOCODCTBYET IIPOTEACOMHOM
ACTPAAALIIH OCAKOB, YIaCTBYET BO MHOIUX KACTOYHBIX
nporeccax (penaparmn AHK, peryasiiun kaetognoro

nukAa, sHAonmtose, akrusannn NFkB). KommorenT
youkBuTuH-1IpoTeacoMaAbHoi cuctemsl (UPS), Borsas-
ACH IIPU MACC-CIEKTPOMETPHIU TAKKE B MOYE B3POCABIX
mmarenToB ¢ PCI'C [59, 60)].

Taxnum obpasom, nepsuunsii PCI'C paccmarTpu-
BAIOT B HACTOSIIICE BPEMA KAK HIMMYHOOIIOCPEAOBAHHYIO
noaonmronaTaio [61]. ITo-BramMOMY, IIEHTPAABHBIM
B mmatorenese reppuanoro PCI'C moxHO cumrarth Ha-
PYILEHIE AAAITUBHOTO T-KA€TOYHOIO NMMYHHUTETA —
ANCOAAAHC (KOAMYECTBEHHBIN HAN (DYHKIIMOHAABHBII)
MEKAY OTACABHBIME cyOIIomyatnuamu T-AuMOIuTos,
B iepByto ouepeAb Th17 u Th2 u ymensrenne koAn-
gectBa Tper.

Mnmeer Takxe 3HAYCHUE U PasBUTHE AUCHYHKINN
B-KAeTOK, O YeM CBHAETEABCTBYIOT HEIIOCPEACTBEHHOE
BAnAHUe B-AnmdbonuTos Ha pasBUTHE IPOTCHHYPUH,
BBIIBACHHE ITHPKYAHPYIOIINX AHTUTEA Y OOABHBIX
®OCI'C r ycrexu IprMEHEHUS PUTYKCUMAOA, BHI3BIBAIO-
II[ErO YMEHBIIICHIE AKTHBHOCTH 1 KOANYECTBa B-KkaeTok,
B ACUCHHH 3THX IAIeHTOB. [ IpAMo nan gepes mpoayk-
1o (haKTOPOB IPOHUIIAEMOCTH TH MEXAHI3MBI BEAYT
K IIOBPEKACHHUIO IIOAOLTHTOB.

HmmyHOCYnIpeccuBHasA TEpanus

CaMBIM HAACKHBIM IIPOTHOCTHYECKIM ITOKA3aTCACM
noueunoit seukuBaeMoctn npu PCI'C ocraercs orser
Ha Aeuenne. Y 50% manuenToB, He OTBETUBILNX HA AC-
genue, XbI15 craauu passusaercs meree gem 3a 10 aer,
IO CPABHEHMIO C IAITUEHTAMH, AOCTUTIIINMH YaCTHY-
HOM nAn HOAHOH pemuccuu [62]. [Togeunerit nporuaos
martmentos ¢ HC xyke, geM y maruenTos ¢ mporen-
Hypuei He HedpoTndeckoro yposHa — 10-AeTHAA BbI-
JKUBAEMOCTD cocTaBaseT 57% u 92%, coorBeTcTBEHHO
[62-64].

Coraacno AeticrByrormm pexkomenAarav KDIGO
(2012) mvumyHOCYIpEcCHBHAS TePAIIHA IIOKA32HA B3POC-
ApiM 60AbHBIM PCI'C ¢ HC [65]. HarrpoTus, y 60AbHBIX
c orcyrersuem HC HasHaveHne MMMYHOCYIIPECCHBHOMI
TEpAINU HE PEKOMEHAYIOT AO TEX ITOP, ITOKA HE OYAET
nckaroder sropuaneii xapakrep PCI'C nan remeru-
geckue IpuauHeL [65]. CAeAyeT OTMETHTD, ITO AOKA3a-
TEeAbHAsA 0232 CYIIECTBYIOIIIX B HACTOSIIICE BPEMS ITOA-
x0A0B K Acuernio PCI'C HeBeAnka, OCHOBBIBACTCA, KAK
IIPAaBUAO, HA OTACABHBIX KAMHHYECKAX HAOAFOACHHAX,
MAABIX CEPUAX U HEOOABIINX KAUHITICCKIX HCCACAOBA-
nuix. B macrosiee Bpems He IIPOBEACHO PAHAOMU3U-
POBAHHBIX KAMHUYECKUX NCCACAOBAHHI, IIOATBEP/KAAFO-
X 3 OEKTUBHOCTD KMMYHOCYIIPECCUBHOM TEPAIIII
B kadecrse 1-11 anaun npu nepsraaom PCICy B3poc-
ABIX IIAITHCHTOB.

AeueHue 1epBOro 9MM30Aa
B repamuu nepsoro snmsoaa HC mpu OCI'C
¥ B3POCABIX PEKOMEHAYIOT BbICOKHE A03bI (1 Mr/kr/cyT)

TAFOKOKOPTHKOCTEPOUAOB TIEPOPAABHO. DTa PEKOMEH-
Aarus OA3UPYETCA HA PE3YABTATAX PAAA HEPAHAOMUSH-
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POBAHHEIX FICCACAOBAHMIA, CBHACTEABCTBYIOIIHX O TOM,
YTO YACTOTA AOCTIZKCHHUSA ITOAHOH HAHM YaCTHIHOM pe-
MUCCHU IIPH TIpreMe creponAos cocraaseT pu PCI'C
y B3pocABIX OT 44% A0 65%0 ¢ BoAee BHICOKOH IOYeIHOIT
BBDKIBACMOCTBIO OTBETHBIINX [62, 63, 60].

Mwmeer sHavueHIE AANTEABHOCTD ACYCHHSA IIEPBOTO
armzoaa PCI'C. Erme B 1999 1. rpymmma Ponticelli mo-
Ka32Aa, YTO IEPOPAABHASA TEPAIIUA IPEAHU3OAOHOM
AAHITEABHOCTBIO DOAee 16 HEACAD TIPH IIEPBOM SITH30AC
COITPOBOKAAETCA DOAEE BBICOKOH YaCTOTOMN PEMICCHIT —
61% nporus 15% B rpymrre, Aedennoi Meree 16 HeaeAp
[66]. Taxkum oOpasoM, HazHAYEHNE KOPTHKOCTEPOUAOB
B BEICOKOI AO3€ PEKOMEHAOBAHO IIPH ACIEHIH IIEPBOTO
armzoaa PCI'C y B3pocABIX (MEHUMAABHO 4 HEACAH —
MakCHMaAbHO 6 HeaeAb). [Ipu crepona-ayBcTBHTEABHOM
BApPHAHTE OOIINIT KypPC ACUEHHUSA COCTABASACT HE MEHEE
6 mecses [63].

V B3pocasix maruerTos ¢ nepsuaasM PCI'C B ka-
YeCTBE IEPBOM AMHHHU TEPAIHH PEKOMEHAYIOT HH-
FI/I6I/ITOpI)I Kal\bL[I/IHeBpI/IHa HpI/I HAATYINN HPOTI/IBO—
ITOKA3aHUH K KOPTUKOCTEPOMAAM HMAHM HX ITAOXOI
IIEPEHOCUMOCTH. B peTpoCIieKTHBHOM HCCACAOBAHUH,
BKAFOUHBIIEM 458 TAMEHTOB (B3POCABIX M AETEH),
cpaBHIAN 3(PPEKTHBHOCTD IIPUMEHEHHA BHICOKUIX AO3
upearnsosona (I13) u mukaocropuna A (LcA) mpu
nepsom snusoae PCIC. Cpean 163 manmenTos ¢ mpo-
TeuHyprei HedppoTndeckoro Amamaszona 66 (40,5%)
AOCTHTAM YACTHYHON pemuccud, a 36 (22,1%) — moa-
noii pemuccu. [Todednasn BEKHBAEMOCTS ObIAA COTIO-
CTaBUMA B TPYIIIAX, IIOAYYAFOIIIX MOHOTeparmro [13
n LIcA B couerannu ¢ rAFOKOKOPTHKOMAAME HAH Oe3
nux. Mopdonormueckuit sapuant PCI'C tip lesion,
orcyrcTBre TAAKEAON novyednon ancynknun (pCKP
>30 ma/muu/1,73 M%) 1 GoAee BBIPaKCHHAS ITHIIOAAD-
OyMuHEMUS OBIAH CBA3AHBI C BBICOKON BEPOATHOCTHIO
oTBera Ha 00¢ cxeMbl AedeHud [67].

AokaszareApHas 0232 A€UEHHA TAKPOAHMYCOM IIEp-
Boro armu3oAa PCI'C y B3pOCABIX TakkKe HEBEANKA.
B oAHOM M3 TmEpBBHIX MCCAEAOBAHHI MOHOTEPAITHA
TAKPOAHIMYCOM MAM KOMOMHAITHA TAKPOAUMYCA C HH3-
KHMHI AO3aMH CTEPOHAOB Ipu nepsom smmsose HC
mpuBeAa Kk pemuccnn (>75% CHHAECHHIO IPOTEHHY-
puH) B TedeHne 6 MeCAIeB y BCEX HMAITMEHTOB (7=0).
V ABYX M3 IIeCTH IAIMEHTOB OTMEYAAOCh CHHKCHHE
CK® ¢ 90 a0 50 ma/mun/1,73 M2, oanako dyHKums
ITOYCK B AAABHCHIIIEM CTAOHAU3HPOBAAACh [08]. Apyrux
HCCACAOBAHUI 110 U3y4eHHIO 9(PdeKTa TAKPOAUMYCA
y 6oapnbIx ¢ rreppeim srm3oAoM HC npu @CI'C B na-
cTofIIee BPeMsA HET, OAHAKO PEKOMEHAAIIMH 110 AO3€
1 KOHTPOAIO 3(pHEKTHBHOCTU IIPOBOAUMOI TEpAIInu
OCHOBAHBI Ha NCCAGAOBAHUAX, IIPOBEACHHBIX ¥ OOAD-
HBIX co crepoua-pesnctenTHEIM HC. Craprosas Ao3a
LIMKAOCIIOPHHA AOAKHA AOCTUIATh 3-5 Mr/Kr/cyr, Ta-
kpoanmyca 0,05-0,1 mMr/kr/cyr Ha ABa IpreMa KaKAbIE
12 gacos. lleaeBast KOHIIEHTPAIIHA B CBIBOPOTKE KPOBH
nukAoctiopuHa AAd Aedenns 6oapHbIX PCI'C cocras-
aster 100-175 mr/ma, Takpoanmyca 5-10 mr/ma [69, 70].

[Tpm AoCTIKEHIT IEACBOH KOHIIEHTPAITIH IIHKAOCITO-
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PHHA HAH TAPOAHMYCA B KPOBU HEOOXOAHMO IIPOAOA-
KATh IIPHUEM IIPErapaTa B 3TOM AO3€ €Ille B TeUeHHe
6 MeCAIIEB, IIOCAE YETO B CAyYae OTCyTcTBUA a(ppekTa
OIIPEACASIOT PE3UCTEHTHOCTD ITAIIUEHTA K TCPAIIHH.
V manmeHToB, AOCTUITIIUX ITOAHOH WAM YACTUYIHOMN
PEMUCCHH, CACAYET IIPOAOAKUTD ACICHHE IIPEIIAPATOM
B TOI 7K€ AO3€ AO AOCTIIKEHIS ODINErO CPOKA ACICHIA
12 mecsmes [65]. OAHAKO 9aCTOTA PEIIHAUBOB IIOCAEL
cHrKeHus HAM oTMeHEl creponaos pu PCL'C cocras-

ager 30-70% [62, 71].

AeyeHne CTepOUA-3aBUCHMOTIO U YaCTO
pemuansupyromero HC npu @CI'C

Aedenne crepoua-saprcumoro (C3) uau gacto-pe-
nuausupyrorero (UP) nepsuanoro @CI'C y B3pocabx
TAK/KE HE UMEET OOABIION AOKA3aTEABHON Oa3Bl H OC-
HOBBIBACTCA TAABHBIM ODPA30M Ha PE3YABTATAX ACUCHIS
aereii ¢ BMI u @CI'C. Oanako, yauTeiBas CXOACTBO
3THX ABYX OOAE3HEH U IIPEAIIOAOKUTEABHO OOIITHE I1a-
TOICHETHUYCCKIE MEXAHH3MBI, IIPEATIOAATACTCI BO3MOIK-
HOCTb HCITOAB30OBAHUSA CAUHBIX CXEM TEPAIiU y AeTei
U B3POCABIX. VIHTHONTOPE! KAABIIMHEBPHHA — IIUKAO-
CIIOPHH B AO3€ 3-5 MI/KI/CyT M TAKPOAHMYC B AO3€
0,05-0,1 Mr/Kr/cyT IPUMEHSIOT B TEUCHUE KAK MIHIMYM
12 mecseB Kak CTEPOHA-COEPETAIOIINE ATCHTE § B3POC-
apix 0oapHEIX PCI'C ¢ YP u C3 medpormueckum
CHHAPOMOM AAfl CHIKEHHSA YaCTOTH PENUANBOB [72].
OcHOBBIBAsACH HA AAHHBIX O BBICOKOH a(peKTHBHOCTH
purykcumada y Aereir co CH u C3 medporndecknm
CHHAPOMOM [73] 1 pesyApTaTax MeTa-aHasusa 16 Ha-
OAIOAATEABHBIX HCCACAOBAHHI Y B3POCABIX ITAIIIEHTOB
¢ ®CI'C u BMM Bo3mokHO paccMaTpuBaTh PUTYKCHMAO
KaK IIPEIAPAT AAS HHAYKIUIE PEMUICCHU X AASl CHEDKCHIS
YaCTOTHl PEIUAUBOB B 9TOM IPyIITe OOABHBIX [74].

V B3POCABIX OOABHBIX C 9aCTO PELITAUBHUPYIOIIUM
HC pu ®CI'C mozker ObITh IpIMEHEH MUKO(MEHOAATA
moderna (MM®) o 1000 mr 2 pasa B CyTKH B TeUeHHE
roAa AASl HHAYKIHU PEMUCCHHU U CHIDKEHIS YACTOTEL
00OCTpeHNIl, XOTA 9Ta PEKOMEHAAIIUA OCHOBBIBACTCH
HA PE3YABTATAX HEPAHAOMU3HPOBAHHOIO NCCACAOBAHIH,
IIPOBEACHHOIO HA HeOOABINOH rpymire [75, 76]. B mc-
CAEAOBAHHH, BKAIOUABIIEM 29 B3POCABIX IAIIMEHTOB
¢ UP u C3 HC, B tom gucae npu PCI'C, npumensin
MM® B p03e 2000 mr/cyr man 1440 mr/cyt A MuKO-
deroAaTA HATPUA B COYCTAHUM C IIPUEMOM YMEPCHHBIX
(a0 30 mr) mam maabx (10 mam 5 Mr) AO3 IPEAHH30A0HA.
Pemuccust HC pocturayra 8 27/29 (93,1%) caywasx.
V aeBstu maruenToB otMedeH perpans HC mocae cuu-
sxernst MM (saBucrvocts ot MM®), BozoOHOBACHIE
tepanun npuseao k pemuccun HC. Takum obpasom,
npuverearne MM® B codetarnm ¢ HeOOABITIME AO-
3aMH KOPTUKOCTEPOHMAOB OKa3aA0Ch 3P EKTUBHBIM
U XOPOIIIO IIEPEHOCHMBIM ¥ B3POCABIX OD0ABHBIX cO CY
u YP HC. Hecmotps Ha 1O, 910 HAODAIOAAAUCH CAYIAT
3apucumoct o1 MM ®, Hu3Kas TOKCHIHOCTD IIO3BOAAET
IIPOBOAHUTD TEPAIIHIO AAMTEABHO AASl IIOAACPIKAHISA Pe-
muccus [76].
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Aeuenne crepoup-pesucrentaoro ®CI'C

Crepoua-pesucrentasii HC Bcaeactsue @CI'C
ormeuaerca y 40-60% Goapubix [77-79]. Paraomusn-
POBAHHOE KOHTPOAHUPYEMOE HCCAEAOBAHHE IPYIIIIBI
Cattran moxasano, 4to npumerenue LIcA B coueranun
C HU3KUMU AO3AMH IIPEAHU30AOHA BEI3BAAO PEMUCCHIO
y 69% OoapubIx (v 12% — moanyto u y 57% — gacrud-
uyro) co crepoup-pesucrentasiM HC Beaeactsue PCI'C
¥ B3POCABIX ITO CPaBHEHMIO C T1AaIie00 (y 4% vactianasn
pemuccus) K koHIY 26-0I Heaean aedenus. OaHaKO
B aTOM HccAeAoBaHnu y 60% OTBeTHBIIHX HAOAIOAA-
AUCB PEIUAMBBI 3200AEBAHIA, TAKKE CACAYET OTMETHTD,
910 TeproA Aedenus LIcA cocraBasia Bcero Imects Me-
caues [69].

K macrofmemy BpeMeHH OIyOAHKOBAHO He-
CKOABKO HCCAEAOBAHNM, KACAFOIIUXCHA IIPUMEHEHHA
HHTIOHTOPOB KAABIIHHECBPHHA Y B3POCABIX DOABHEIX
co crepoua-pesucreHTHEIM HC Beaeactsue OCI'C.
B pesyaprare nmpumenenus LicA rpymmoi Ponticelli
B Tedenue 6-12 mecsres y 57% Ooapabix PCI'C pas-
suAace pemuccus HC, mpu sToM HepOTOKCHIHOCTD
Oeraa BorABAeHA Y 4,5% marmenTos [80]. ITo mepe yse-
AMYEHUSA AAUTEABHOCTH Tepaluu A0 24-48 Mecsren
B APYIHX HCCACAOBAHHAX HAOAFOAAAOCH YBEAHUYECHHE
YICAQ PEMHCCHH, HO TAKKE M AOAU IIAIIHCHTOB, HMCB-
IIUX IpH3HAKH HedpoTokcuunocT. [1pn Aegenun
TAKPOAUMYCOM M IIUKAOCIIOPHHOM AOAH IIAIIMEHTOB,
Y KOTOPBIX OBIAQ AOCTUTHYTA PEMHUCCHSA, OBIAH COIIOCTA-
BHMBI, HO HE)POTOKCHIHOCTD PAa3BUBAAACH HECKOABKO
YAIIIE § AL[HCHTOB, IIOAYIAIOIIIX TAKPOAUMYC, ITO BO3-
MOZKHO CBA3aHO C DOABINEH AAUTEABHOCTBIO ACICHIA
(rada. 1).

Pexomenayercst IpOBEACHHE TEPAIIHH UHIUOHTO-
PAMH KAABITHHECBPHUHA C HU3KOM AO30H IIPEAHH3OAOHA
nAn Oe3 Hee KAK MIHIMYM B TedeHUE O MECSLIEB AO AO-
CTH/KEHHS PEMUCCHH § B3POCABIX CO CTEPOHA-PE3H-
crerTEeM HC 1 neppraasiv @CI'C [69, 70]. C meanro

obecriedeHus ONTUMAABHOI 3 (EKTHBHOCTH IIPOBO-
AUMOI TepParnu PeKOMEHAYETCA AOCTUTATD IIEAEBBIX
TEPAIEBTHYCCKAX KOHIICHTPAIIUI B CEIBOPOTKE KPOBU
100-175 ar/ma aas nukaocriopusa 1 5-10 Hr/MA Aas
Takpoaumyca [69, 70].

B to Bpems kaxk HHIHOUTOPBI KAABIIIHEBPUHA OAO-
KHPYIOT aKTHBAIINIO T-KAE€TOK U CTAOMAH3UPYIOT AKTHH
HEIocpeACTBeHHO B oponnTax, MM® oxasbBaer anTy-
npoandeparuproe Aeiictsue Ha T- u B-kaerxu. B pan-
AOMH3HPOBAHHOM KAMHHYECKOM HCCAEAOBAHIN (7=192)
addexruBHOCTD 12-MECAIHOTO Kypca IIUKAOCIOPHHA
(B A03€ OT 5 A0 6 MI/KI/CYT € LIEAEBBIM YPOBHEM KOH-
nerrparmu ot 100 Ao 250 Hr/MA) cpaBHIAM ¢ IpUMEHE-
mrem MM® (8 a03e ot 25 A0 36 Mr/Kr/cyT) B codeTannn
C BEICOKHIMI AO3AMHI ACKCAMCTA30HA Y ACTCH T MOAOABIX
B3POCABIX IAIIHEHTOB CO CcrepouA-pesucteHTHHM HC
u OCI'C [82]. [ToAnas uAu gacTu9HaA PEMUCCHA OBIAK
AOCTHTHYTHI § 46% IalMEeHTOB, ITOAYYABIITHX IHKAO-
criopuH, 1 y 33% manueHToB, MOAYYABIIINX KOMOUHI-
poBarHyro Teparuio Ackcamerasorn/ MM® k 52 neaeae
HabAroAeHuA. He OBIAO TaKike YCTAHOBACHO pa3Amdnmit
B KOAHYECTBE OOOCTPEHHI B TedeHNE 20 HEACAD TIOCAE
npekparienus Aederns [82]. OAHAKO 3TO HCCAEAOBA-
HHUE MMEAO BAKHbBIC OIPAHHYCHISA, IPEIIATCTBYIOIIIE
€ro MHTEPIIPETAIINN, B YACTHOCTH, B HCCACAOBAHUE
Ob1A0 BKATOUCHO 44% manmenToB 0e3 He(DPOTUIECKOro
CUHAPOMA, KOTOPBIE MOTAH OTHOCHTBCA KO BTOPHIHOMH
dopme OCI'C ¢ ayummum mporuosom. B apyrom pamn-
AOMU3UPOBAHHOM IIMAOTHOM HCCACAOBAHHU, BKAIO-
gaprem 33 marenta ¢ CI'C u 21 — ¢ memOpaHo3HOIT
nedpomaTrei, cpaBHUBAA 9P EKTHBHOCTD TECPAIINN
MM® B p03€ 2 1/cyT B KOMOHHAIINH € IIPEAHH30AOHOM
0,5mr/kr/cyr B Tedenne 2-3 MECALEB € HOCTEIICHHBIM
CHITKCHUEM U TEPAIIHIO IIPEAHU30AOHOM B BBICOKOMH
Aoze 1 mr/kr/cyr. Yepes 6 MeCsLIEB PEKUM Ha OCHOBE
MM® B rpymme 60apubx PCI'C 0Kkazasca cTOAD #xe
appexruBrbM (v 70%), KAK 1 MOHOTEPAIIHA BBICOKIMIH
AO3aMH TIpeAHI30A0H (69%), HO B rpyrme MM® pe-

Ta6nuua 1 | Table 1

JleueHune OCIC co cTepona-pesncTeHTHbIM HepPOTUYECKMM CUHAPOMOM UHIMGMTOpPaMi KalbLiMHEBPUHa

Treatment of steroid-resistant FSGS with calcineurin inhibitors

Mpenapar n ”":Zi::::f“ nP, Yyp, He otBeTuBlIMe, O6GoCTpeHus, HedppoToKcMUHOCTH,
vec. n (%) n (%) n (%) n (%) n (%)

Ponticelli et al. 80 LicA 22 6-12 6(27) 7 (32) 9(41) 9(41) 1(4,5)
Cattran et al. 69 LicA 26 6 3(12) 15(57) 8(31) 13 (50) 4(15,4)
Meyrier et al.* 81 LicA 14 6onee 6 5(35) 5(35) 4 (29)

Gipson et al.** 82 LicA 72 48 14 (19) 33 (46) 25(35) 24 (33) 5(6,9)
Segarra et al. 83 Tac 25 24 10 (40) 7 (28) 8(32) 19 (76) 10 (40)
Lietal. 8 Tac 07 48 3(42)9) 1(14,3) 3(42)9) 2(29) 2(28)
Duncan et al. %8 Tac 06 0 6 (100) 0 1(16,7)
Ramachandran Ret al. 70 Tac 44 48 17 (38,8) 6(13,6) 23(52) 13(30,4) 11 (25)

A66peBuatypsbi: NP - nonHas pemmuccns, YP — yactnuHasa pemuccus, LicA — umknocnopuH A, Tac — Takponmmyc
O6ocTpeHns HacTynanu yepes 3-12 Mec. Nocsie NpeKpalLeHns Tepanum

* cTepovA-pe3ncTeHTHbIN (n=10) 1 cTepona-3aBUCUMbI (N=4) HepPOTUYECKNI CUHAPOM
* steroid-resistant (n=10) and steroid-dependent (n=4) nephrotic syndrome

** B ccnefoBaHMe BOLWW B3POC/ble N feTH

**adults and children were included
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MUCCHS HACTYIIAAA OBICTPEE, K KYMyASATHBHASL AO32 ITPEA-
HH30AOHA ObIAA MeHBIIE [85].

B pamaommsumposammom mccaepoBaHuum Ren
1 CO4BT., B KOTOPOM CpaBHUAN 9(D(EKT TAKPOAHMYCA
(0,1 mr/kr/cyr) n nukaodocdaMuaa BHYTPUBEHHO
(LIPA 0,5-0,75 r/m? esxemecsaHO B Tedenue 6 MECAIIEB),
00OHX IIPEapaToB B KOMOMHAIIUNH C IIPEAHU30AOHOM,
¥ B3POCABIX ITAITHEHTOB CO CTEPOUA-PESUCTECHTHBIM UAH
crepona-zasucumbiM HC ¢ ®CI'C, Gpraa mpoaeMoH-
CTPUPOBAHA OAMHAKOBAA 3P (PEKTHBHOCTD ODEHX CXEM:
YACTOTA PEMHICCHHI Y€PE3 IIIECTh M ABCHAAIIATD MECAIICB
coctaBuAa 67% n 73% B TpyIIIIE TAKPOAIMYCA ITO CPAB-
Henuro ¢ 56% u 67% B rpymme nukaodocdamuaa [80].

Takum 00pa3oM, B IIEAOM HE PEKOMEHAOBAHHBIN
KaK IIPeIapaT BTOpoil AmHUN IUKAOGOCchaMUA BHY-
TPUBEHHO MOKET paccMarpuBatbesl y 0oabpHbX PCI'C
co crepoua-pesucrenTasiM HC pu HeadbdexrrsrOCTH
IIPEABIAYIIINX CXEM HAH § OOABHBIX C DOAEE BBICOKHM
prckoM He(POTOKCUIHOCTH HHIIOUTOPOB KAABIIHEB-
puHa.

Vuacrue B-xkaerok B matorenese PCI'C obocHo-
BBIBACT IIPUMEHEHUE PHTYKCHMA0a (MOHOKAOHAABHBIX
anta-CD20 amruren) y otux OoabHbX. [loMumo nHrn-
OHpOBaHMA AKTHBALNU B-KACTOK, PHTYKCHMAO MOXKET
CBSAI3BIBATBCA C CCOIMHIOANIIHAAMHE IIOAOITITOB U HAIIPS-
MYIO MOAYAHPOBATH AKTHHOBBII ITHTOCKEAET THX KAE-
TOK, CITOCOOCTBYA aHTUIIPOTEHHYpUIecKoMy apdexTy
[87].

ITo poamHBIM MeTa-aHAAN32 16 HAOAFOAQTEABHBIX UC-
cAeAOBaHUH 9(D(DEKTUBHOCTH PUTYKCHMA0OA Y B3POCABIX
maruenTo ¢ @CI'C u BMI gactora moano pemuccun
upu OCI'C cocrasuaa 42,9% (95% AU, 10,8-82,3%),
a wactuanoit pemuccun — 10,7% (95% A, 7,0-59,2%)
LIpU CPEAHEH IPOAOAKUTEABHOCTH HAOAIOACHUA
18,7£9,0 mec [74]. Yacrora permauBoB HepOTHUE-
cxoro cuaApoma y 6oapuerx OCI'C mocae 3aBeprre-
HUA AeueHHs puTykcnmabom coctasmaa 47,3% (95%
A 25,4-70,2%). He Ob1A0 OTMEUEHO CTATHCTHYCCKH
3HAYHMBIX PA3AMYHI B YaCTOTE PEMHCCHIA B 000OCTpe-
HUI ITPU UCIIOAB3OBAHUH PA3AHYHBIX AO3 PUTYKCHMA02
cymmapso 1500 mr/m? vs cymmapuo =1500 mr/m? [74].
Ha ocHoBaHMM 5THX AQHHBIX ¥ B3POCABIX OOABHBIX
OCI'C MOKHO OOCYHKAATH PASAUIHEIE PEKIIMBI BBEAC-
uus purtykenmaba: 375 mr/m2 oAHOKpaTHO, 375 Mr/m?
110 1 A03€ 2 pasa ¢ HHTEPBAAOM B HEACATO HAH 375 Mr/m?
1o 1 pose 1 pas B Heaearo (Beero 4 A03Er). XOTA B OAHOM
13 IIEPBBIX HCCACAOBAHHUI HCITAHCKOM I'PYIIIBI aBTO-
pOB CpeAr 8 ACYCHHBIX PUTYKCHMAOOM IAIHCHTOB
y 3 OTMEYEHO CHIKCHIE IIPOTEUHYPUH H YAYIIICHIE
(pYHKIINH ITOYEK TOABKO ITPH YCAOBUH BBEACHNA DOACE
BBICOKOI AO3BI PUTYKCHMA02, TO €CTh AOITOAHHTEABHO
0T 2 A0 4 craHAapTHEIX HHQY3HI IIperapara (CyMMapHO
0-8 BBeAcHH) [88].

B perpocrekTHBHOM MHOTOIIEHTPOBOM HCCACAO-
BAHHM ITOKUABIX IManueHToB (=60 Aer), TOAYIArOIINIX
nmmyHOCynpeccusHyo Teparuio bMU/OCI'C, puryk-
cuMa0 MHAYIIIPOBAA ITOAHBIC AU YACTUYIHBIC PEMIC-
crn y 18 u3 23 ueaosek [89]. B mpocnektusHOM OAHO-
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LIEHTPOBOM HCCACAOBAHUU 24 B3POCABIX ITAI[HEHTOB
¢ muKAoctopuH-3aBucuMbiMu popmamur BMI (#=11)
nan OCI'C (#=13), purykcumad IPHMEHAACA AAS ITOA-
Aep:kaHUA pemuccuu. Bee IAIlEeHTs Ha MOMEHT BBE-
AEHHA PUTYKCHMA0A HAXOAMAUCH B IIOAHOH MAN 4a-
crugHoi pemuccuu. Yepes 12 MecAIies y aHeHTOB
¢ @CI'C moAHYIO PEMHCCHIO YAAAOCH COXPAHHUTH B 38%0
caygaes [90].

[To HAIIHM AQHHBIM IIPH ACYCHHH PHTYKCHMAOOM
(B A03e 0T 1 AO 2 T CyMMApHO) IIECTH TAITUEHTOB C TA-
ket HC, pe3ucTeHTHOM K CTAHAAPTHOMY ACYCHHUIO
BBICOKHMHE AO3AMH KOPTHKOCTEpOUAOB, LIcA 1 MM®
(5 ¢ ®CI'C), TOABKO y OAHOTO IAIHEHTA JAAAOCH AO-
crurayTs gactuanoi pemuccuu OCI'C, npu srom
crabuAbHaA PYHKIUA IIOYEK COXPAHANACH B TEUCHIUE
12 mecseB HabAroacHuA [91].

ITepcnexrussr Tepamm ©CI'C

[Ipeanpurnmarorcs monsrrkn Aeuenns PCI'C nn-
ruburopamu CD20 caeayromre reaepannu (odary-
Mymab), kotopsie 60Aee d3(PEKTUBHO CBABIBAIOTCA
¢ CD20-agrurenamu, CBA3BIBAIOT HE TOABKO AHTUIEHEI
OOABIIION, HO 1 OAHOBPEMEHHO MAAOM IIETAH U BBI3bI-
BaroT OoAee 3(DDEKTHBHOE TOAABACHIE AKTUBHOCTH
n npoaudepanun B-kaerok. Tak, y 5 aereit ¢ pesn-
creHTHBIME K puTyKcnMa0y dopmavu PCI'C u BMI
BBeACHHE 0ATYMyMaOa IIPHBEAO K IIOAHOH PEMHICCUI
yiKe gepes 6 HEACAD IIOCAE BBEACHHS, PEMUCCHA COXPa-
HAAACh Uepes 6 mec. [92)].

AAs TOro, 4roOBI OLIEHUTD BAUAHNE OAOKAABR B7-1
(CD80) na mporennyputo y 6oapasix PCI'C ¢ sxcrpec-
cueii B7-1 B kAyboukax mmouek, Yu U coaBT. OBIA ITpH-
MEHEH aDATALICIT Y YETHIPEX MAIUEHTOB C BO3BPATOM
®CI'C B TpaHCIIAAHTATE U OAHOIO IIAITHEHTA C IIEpP-
BuaHeiM OCI'C B HATHUBHEIX ITOYKAX, U B PE3YABTATE
AOCTHTHYTA ITOAHAA U YaCTUYHAS PEMUCCUA B CPOKI
or 10 Ao 48 mec. [560]. OAHAKO B CAEAYIOIIUX HCCAEAO-
BAHMAX IIPH IIPHMEHEHUU OAOKaTOpoB B7-1 yaasocs
IIOAYYHTD YACTHIHYIO PEMUCCHIO Beero v 4 u3 16 (25%)
6oapabIx DCI'C, HO B OTAMYHE OT UCCACAOBAHUS YU
U COABT. ACUCHIUE IIPOBOAUAOCH OE3 yueTa IKCIPECCUI
B7-1 B kayboukax. OAHako B HacTosmee Bpems s dex-
THBHOCTH a0aramnenta y 60apuerx PCI'C B HaTHBHBIX
IIOYKAX H3yUeHa MAAO, TAK KaK B 3 13 5 IPEACTABACHHBIX
HCCACAOBAHIAX 9(DEKT IIpermapaTa OLCHUBAACH ¥ OOAD-
ubIx ¢ Bo3BpaToM PCI'C B TpanciaanTare (TadA. 2).

HPCAHPHHHTI)I ITOIIBITKH HPHMCHCHI/IH I/IHFI/I6I/ITOpOB
daxropa mexposa onyxoau (PHO)-aasda (aparmmy-
Maba) y 6oabHbIx reppuaabivM PCI'C, uto oanako He co-
IIPOBOKAAAOCDH CHIDKCHIEM IIPOTCHHYPHH HE B OAHOM
caydae [97]. Hagarsr nccaeaoBanus 1o u3ydeHuro ad-
dexra mpu PCI'C HOBOro MHIHOHTOPA KAABIIMHEBPHHA,
BOKAOCIIOpHHA, 3(D(DEKTUBHOCTD KOTOPOIO IIOATBEPIK-
A€HA Y OOABHBIX BOAYaHOYHBIM Hedpurom [98, 99].

[ToarBepxaeHa 3P DEKTUBHOCTD B CHIKEHUN
nporennypuu 1pu PCI'C y B3pocabx 1 AeTell crap-
CEHTaHA — ABOIHOIO DAOKaTOpa PEIEHTOPOB AHTHO-
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Ta6nuua 2 | Table 2

3¢ddeKTUBHOCTb NpuMeHeHUs 61okaTopoB B7-1 (abaTauenTta/6enatauenta) y 6onbHbix OCFC/BMU
B7-1 inhibitors (abatacept/belatacept) in MCD/FSGS patients

He oTtBeTuBLlLME,

UccnepoBaHme Mopdonoruyeckuii BapuaHT, (n) MNpenapat/po3a, KonuyecTBo BBEAEHNN 4P, n (%)
n (%)
Alachkar N et al. 3 OCrC (5) Abatauent (1 BBeaeHue 10 Mr/kr, n/k), 0 5(100)
: 6enaTauenTt (3 BBeaeHusi no 10 mr/Kr)
. BMUW/OCIC (2) 8 HAMUBHBIX NOYKAX Ab6atauent (1 unu 2 BBegeHus; 10 Mr/Kr) nnm
%
Garin EH et al OCIC 8o38pam e mpaHcniaHmame (3) 6enaTauent (16 BBeaeHWI 5 Mr/Kr) 2(40) 3(60)
Alkandari O et al. % OCrc (1) Ab6atauent (3 BBegeHus, 10 Mr/Kr) 0 1(100)
Grellier Jet al. 97 OCIC (5) BenaTauenTt (5 Mr/Kr exxemecauHo) 2 (40) 3 (60)

A66pesuaTypbl: OCIC — GpoKanbHbIN cermeHTapHbIN FomMepynocknepos, BMU - 6onesHb MUHUMaNbHbIX M3MeHeHNi, YP - YacTnuHaa pemmccma

TEH3HHA U SHAOTEANHA THIA A IO CPABHEHUIO C OAO-
KATOPOM PEIENITOPOB K aHTHOTEH3UHY npOecaprana
[100]. Yacruanas pemuccus PCI'C Gpraa AoocTurayTa
y 28% ImarmeHTOB, IIOAYYABIIHX ClIapceHTaH, 1y 9%
[IAIHICHTOB, IOAYYaBIIHX npOecaprad. [locae 8 Heaeab
Aeuenns CK® Obraa crabuABHOII IIpu 0OOUX PEKIMAX
aegenud [100].

B03MOXKHOCTH 5KCTPAKOPIIOPAABHBIX METOAOB
AedyeHUA y 60ABHBIX C BO3BPATOM 3a00A€BaHHA
B TPAHCIIAAHTATE

DKCTPAKOPIIOPAABHBIC METOABL ACUCHHSA, KOTOPBIC
moka3aAu 9PEKTUBHOCTD B OTHOIIECHUH YAAACHUA
(pakTOpPOB IIPOHMIIAEMOCTH § DOABHEIX C BO3BPATOM
®CI'C B TpaHCIAQHTATE, MOMKHO PACCMATPHUBATD B Ka-
YECTBE BO3MOKHBIX ITOAXOAOB K ACICHUIO DOABHBIX
®CI'C. Hanboapmnii omeT HakOIACH 110 3 dex-
THBHOCTH IIA23MOOOMEHA Y IAIIMEHTOB C BO3BPATOM
®CI'C B tpancnaanTaTe. [0 AAHHBIM MeTa-aHAAU3A,
BKAIOUHUBIIETO 77 MccAeAOBaHUM u 423 manuenra,
KOAHYECTBO CEAHCOB COCTABHAO B CPEAHEM 12, mmourn
BCE IIAL[HCHTEL IOAYIAAU CTEPOUABI H 9ACTb — PUTYKCHU-
mab [33]. Pemuccun B Tevwenue 19 mecaries HaOATOACHNA
Aocturau 74% manmeHToB: y 46% manmueHToB HAOAIOAA-
AACh ITOAHAA peMuccus U y 28%0 IAIIMEHTOB — YaCTHYIHASA
pemuccus [33]. Pakropamu, OAArOIPUATHEIMU B OTHO-
IICHUN AOCTIDKCHUSA PEMICCHE, OKA3AAHCh MYKCKON
IIOA, PAHHEE HAYAAO ITAA3MOOOMEHA B TEUCHHUE ITEPBBIX
2-X HEAEAD TIOCAE BO3HHKHOBEHHA PEIIMANBA, 4 TAKIKE
uporennypus mexee 7 r/cyr. Bospacr, tui tpanciiaan-
TAaTAa U ACYCHUE PUTYKCHMAOOM He OBIAM aCCOIUUPO-
BaHBI C AOCTHKEHHEM pemuccun [33].

Memnbire uzectHO 00 9P HEKTHBHOCTH ITAA3MO-
obmena y 6oApHbIX ¢ epsuaHbiM PCI'C B HaTHBHBIX
IIOYKAX. B OAHOM HEKOHTPOAHPYEMOM HCCACAOBAHUL
nposeacHue maasmacepesa y 11 marmentos ¢ PCI'C,
nnmerornux crepoua- u LIOA-pesucrentnnit HC, BoI-
3BaA0 pemmccuio y 8 maruenTos (72%), mpu aTom
OBIAO BBIIIOAHEHO B cpeaneM 17 ceancos maasmadepesa
B TeueHHe 22 HEACAD. Y OTBETHBIIIHNX Ha ACYCHHUE IIPO-
TEHHYPHS CHU3HAACH B cpeAHeM ¢ 5,8 A0 0,9 r/cyr [101].

OO0cyxAaF0T BO3MOKHBIE 3(PEKT AHIIOIPOTEH-
poB Huskoit maotaoctu (AITHIT)-adbepesa y GoapHbIX
¢ OCI'C n HC. XoTs MeXaHH3M, C IIOMOIIBIO KOTOPOTO

peaamusyrorcs moaesusie adpdexrer AITHIT-adepesa,
IIAOXO H3YYEH, IPEAIIOAATAIOT, YTO OH OCYIIECTBAS-
ercA Yepes BOCCTAHOBACHHE (DYHKIIHMH Makpogaros,
YMEHBIIIEHUE IPAMOTO TOKCHYECKOTO ACHCTBHSA AMIIH-
AOB Ha KAYOOUKH, CHIKeHIe ypobHA okncAeHHbx AHIT
1 IPOBOCHAAUTEABHEIX akTOpoB, C-peakTHBHOrO
OeAKa, YAVUIIIEHHE SHAOTEANAABHON (PYHKIINN U YAYY-
IIIEHNEe MEKPOIMPKYAAIIIN H3-32 YAAACHHA (DHOPHHO-
rera u Apyrux xoaryaanrtos [102-105]. B uccaeaosa-
nnn POLARIS (Prospective Observational Survey on
the Long-Term Effects of LDL Apheresis on Drug-
Resistant Nephrotic Syndrome) Gr1aa orerena adpdex-
tusaOCTh AITHIT-adbepesa y 44 marmenTa ¢ pesucrent-
ubM K Tepanun HC, u3 Hux y 28 Ob1A AMarHoCTHPOBAH
OCI'C, cpeaHEee KOAMYECTBO IIPOLEAYP COCTABHAO
9,6127. ITocae kypca AegeHus y 42,9% marueHTOB
OCI'C 6bIAa AOCTHIHYTA PEMICCHSA, KOTOPAs COXPAHS-
Aach B Teuenue 2 aer [100].

AITHIT-adepes ¢ HCIOAB3OBAHHEM CHCTEMBI
Liposorbet® LLA-15 ¢ aacopOuueii Ha AEKCTPAH-CYAb-
pate, CBAZAHHOM C IIEAATOAO30I, IIPHIMEHEH Y 7 GOAD-
HBIX B Bospacte A0 21 roaa ¢ mepsuanev PCI'C B Ha-
THBHBIX ITOYKaX (#=4) MAM BO3BPATOM 3a00AECBAHMA
B TpaHCHAaHTaTe (7=3) B IPOCIEKTHBHOM MHOTOIICH-
TPOBOM HCCAEAOBAHUH. KazKAOMY ITAIINEHTY IIPOBEAECHO
12 ceancos B Teuenue 9 meaear. ¥V 1 u3 7 manueHToB
(14,3%) Opiaa Aocturnyra yacruanas pemuccus HC
yepe3s OAMH MECAIl, B TO BpemA Kak y 2 u3 4 cyon-
extoB (50%) u 2 u3 3 (66,7%) orMedeHa YacTHY-
Hast/oAHas pemuccus depes 3 u 6 Mecsies HabArO-
AGHHA, COOTBETCTBEHHO. Beero pemmccusa cocturayra
y 5 u3 7 manuenToB. Y 2 M3 HUX PEMUCCHA COXPAHAAACH
B TEYCHNE ABYX ACT HAOAFOACHNA. Y BCEX IAIIMEHTOB OT-
MEUEHO AHOO YAyUIIIEHHE, AHOO cTabnAnsarus pyHkK-
nnn nouex [107].

3akAroyeHue

Takum 00pasoM, POKAABHBII CETMEHTAPHBIN TAOME-
PYAOCKAEPO3 ABAACTCA MOP(OAOTUIECKIM BAPUAHTOM
IAOMEPYAOIIATHH, B OCHOBE KOTOPOIO ACKHUT IIOBPEHKAL-
Hue TOAOIHTOB. COrAACHO COBPEMEHHOM KOHIICIIIIIH,
narorenes nepsuanoro OCI'C cpazan ¢ HapymeHnem
aAAIITHBHOTO UMMYHHOTIO OTBETA C AUCOAAQHCOM pas-
AMYHBIX ITOAKAACCOB T-AnMMOINTOB, 2 TAKKE AKTH-
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Baruerd B-aumdonnTos u BO3SMOKHON BBIPAOOTKON
(paKTOPOB IIPOHMIIAEMOCTH, IOBPEKAAFOIITHIX ITOAOLH-
TapHBIH CAOH KAYOOUKOB. MIMMyHOCYIIpeccuBHas Te-
panua @CI'C napaBacHa Ha IIOAABACHHE AKTHBHOCTH
HMMYHHBIX KAETOK I MOZKET OKA3bIBATH HEIIOCPEACTBEH-
HOE BAMSHHIE HA IIOAOLIUTHL.

Asmopuot svipancarom uckpennroro brazodaprocme
samecmumento dupexmopa no wuayuHon pabome
HUHU Hegpporozuu nepeozo Cn6I'MY um. akademu-
xa H.II. Ilasrosa, npogeccopy Aobponpasosy B.A.
34 NOMOULD U YEHHDLE PEKOMEHOAYUIL 8 HANUCAHUN 00-
30pa sumepamypoL.
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