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Pestome

OpHMM 13 Hanbosiee NPOrHOCTUYECKN HebNaronpuATHBIX BapUaHTOB [/IOMepy/IoNaTUM ABAAETCA POKa/bHO-CerMeHTapHbIVi F/10Mepy/0CKNepo3
(®Crc), kotopelit BbisBAseTcA Npu Heppobuoncum y 5-20% 60/bHbIX ¢ HeppoTUdeckuM cuHgpoMoM (HC) n y 15% B3pocabix 60/IbHBIX C XPOHU-
YyecknMm rnomepynoHepputom. ®CIC peunansupyeT B TpaHCNAHTMPOBaHHOM nouke y 30-50% 6onbHbIx. Cpean B3pocabix 60bHbIX PCI'C npeo6-
NapatoT MyxuunHbl. [aoxoit nporHos ®CI'C o6bACHARTCA HEOAHOPOAHOCTbIO 3ab0neBaHMA 1 yCyrybnaeTca naoxvMM oTBeTOM Ha sieyeHue. Mo cospe-
MeHHbIM aHHbIM D CI'C xapaKTepu13yeTcs CKNepo30M Me3aHr1abHOM MaTpULibl, FMaJIMHO30M, MOBPEX/eHNeM KanuanAapos, yBennyeHneM NeHNCTbIX
KNeTOK 1 UX aAresueii Mexy rnoMepynsapHbIM Ny4KoM 1 Kancysol boymeHa. B 2004 roay 6b1710 NpeAnoXeHo ciedytoline rmcToNornieckme Bapu-
aHTbl ®CI'C: BepxyLLeYHbIN, NePUXUAPHbIN, KONAaBUPYIOLLMIA, KNETOUHDIV U Knaccuvecknin. Kaxablii ructonorudeckuit BapuaHt @CIC pasanyaercs
0 3TMO/IOr UM, OTBETY Ha /IeYeHne 1 No NPOrHo3y. KnnHnyeckas gnarHocTtvika nepeuyHoro ®CrC go/m«Ha 6a3MpoBaThCa Ha MCKNIOYEHNN BTOPUYHBIX
npuymnH 3aboneBaHmA. OyaroBble CKNEPOTUYECKME N3MEHEHUA B KyBo4YKax MOTYT 6biTb Bbi3BaHbl pa3HbiMM GaKTOpaMu U BCTPeYaTbCA NpU pasiny-
HbIX COCTOAHMAX, B TOM YUC/IE, U NPU YXKe UMetoLLeiics naToaorum noyek. Mo gaHHbIM MeXyHapoAHbIX pekoMeHAaumnii npu Tepanun ®CI'C creayet
OPWMEHTMPOBATLCA Ha BEIMUYMHY CYyTOYHOM NpoTenHypun. [nsa 6onbHbix ¢ PCI'C 6e3 BbipaXKeHHOM NPOTEMHYPUM PEKOMEHAYETCA UCMO/Ib30BaHNe UH-
rM6MTOPOB aHrMoTeH3uHNpeBpawatolero depmerTa (MAMD) nam 610kaTopos peLenTopos aHrnoteHsuHa Il (BPA). Mpu ®CIC u HC Hapaay ¢ AMN®
uam BPA Il ucnonb3yetca UMMYHOCYNPECCMBHaN Tepanus. B3poc/ibiM 60/1bHbIM F/IHOKOKOPTHKOMABI (IK) HasHauyatoTcs exeAHEBHO B OAWH NpueM
B flo3e 1 MI/Kr CyTKW, MaKcuManbHas Aosa coctaenset 80 Mr npu exxeHeBHOM npueme 1 120 Mr npu anbTepHUPYIOLLEM PexunMe. Pe3ncTeHTHOCTb
K [K KoHcTaTupyeTca npu oTcyTcTBUM 3pdekTa Yepes 16 Hegenb. Mpy HaNUUMKM NPOTMBOMOKa3aHWUI UK HenepeHocuMocTyn K ucnonbsyerca UHrm-
61TOpbI KasbLMHeNpUHa. PekoMeHAyeMasn HauaibHas 03a LIMKNOCMOpMHa COCTaBAAeT 2Mr/Kr/CyTKW, NPUHMaETCS /iBa pa3a B CYTKM C NOCTeNeHHbIM
yBenmyeHneM Ao 3,5-4 Mr/kr/cyTku. AAUTeNbHOCTb Tepanum Npu YA0B1eTBOPUTE/IbHON NEPEHOCMMOCTM LIMKIOCMOPUHA COCTaBAAET Go/ee WecTm
Mecaues. Mocne AOCTUXKEHNA MOAHOM PEMUCCUM 103y LMKAOCMOPUHA CHUKAKOT nocteneHHo no 0,5 Mr/Kr/cyTku Ao MUHMManbHO 3pdeKTUBHOM
£03bl (1,5-2 Mr/Kr/CyTKu) ¥ NPOBOAAT TaKyto MOAAEPKMUBAIOLLYIO TEPANUIO B TeyeHue 1-2 neT. BO3MOXKeH BapuaHT Tepanum € UCnosib3oBaHneM 6onee
HU3KMX J03 MK 1 ymkaocnoprHa, 1nMbo KoMbUHaLMA MUKopeHo1aTa MOPeTUIa C BbICOKOW 0301 leKcaMeTasoHa.

Knrouesble ca0Ba: pokansHo-cezmeHmapHsili 210MepynoCKNepo3, 210MepynoHePdpuM, HehpomuyecKull CUHOPOM, UMMYHOCYNPECcaHMbl, MOHO-
KNOHaAbHble aHmumena
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Abstract

One of the most prognostically unfavorable variants of glomerulopathy is focal segmental glomerulosclerosis (FSHC), which is detected by
nephrobiopsy in 5-20% of patients with nephrotic syndrome (NS) and in 15% of adult patients with chronic glomerulonephritis. FSGS recurs in
a transplanted kidney in 30-50% of patients. Among adult patients with FSH, men predominate. A poor prognosis of FSHC is explained by the
heterogeneity of the disease and is exacerbated by a poor response to treatment. According to current data, FSGS is characterized by sclerosis
of the mesangial matrix, hyalinosis, damage to capillaries, an increase in foam cells and their adhesion between the glomerular bundle and the
Bowman capsule. In 2004, the following histological variants of FSGS were proposed: apical, perichillary, collaborating, cellular and classical. Each
histological variant of FSGS differs in etiology, response to treatment, and prognosis. The clinical diagnosis of primary FSHC should be based on the
exclusion of secondary causes of the disease. Focal sclerotic changes in the glomeruli can be caused by various factors and occur in various conditions,
including the existing kidney pathology. According to international recommendations for the treatment of FSHS, one should focus on the amount
of daily proteinuria. For patients with FSHS without pronounced proteinuria, the use of angiotensin converting enzyme inhibitors (ACE inhibitors) or
angiotensin Il receptor blockers (ARBs) is recommended. In FSGS and NS, immunosuppressive therapy is used along with ACE inhibitors or ARB II. For
adult patients, glucocorticoids (HA) are prescribed daily in a single dose at a dose of 1 mg / kg per day, the maximum dose is 80 mg with a daily intake
and 120 mg with an alternating regimen. Resistance to HA is detected in the absence of effect after 16 weeks. In the presence of contraindications or
intolerance to HA, calcineurin inhibitors are used. The recommended initial dose of cyclosporine is 2 mg / kg / day, taken twice a day with a gradual
increase to 3.5-4 mg / kg / day. The duration of therapy with satisfactory tolerance to cyclosporine is more than six months. After achieving complete
remission, the dose of cyclosporin is gradually reduced by 0.5 mg / kg / day to the minimum effective dose (1.5-2 mg / kg / day) and such maintenance
therapy is carried out for 1-2 years. A treatment option is possible using lower doses of HA and cyclosporine, or a combination of mycophenolate
mofetil with a high dose of dexamethasone.

Key words: focal segmental glomerulosclerosis, glomerulonephritis, nephrotic syndrome, immunosuppressants, monoclonal antibodies

Conflict of interests

The authors declare no conflict of interests
Sources of funding

The authors declare no funding for this study
Article received on 09.01.2020

Accepted for publication on 21.01.2020

For citation: Murkamilov I.T., Sabirov I.S., Fomin V.V. et al. FOCAL SEGMENTAL GLOMERULOSCLEROSIS: CURRENT STATUS OF THE PROBLEM.
The Russian Archives of Internal Medicine. 2020; 10(1): 38-46. DOI: 10.20514/2226-6704-2020-10-1-38-46

BMK — GasaabHas MeMGpana kay6oukos, BPA — Grokaropst peuenrropos anrnorensuna 11, TK — raokokoprukonppt, vAIIO — nxrntu-
TOpBI aHruoTeH3uHIIpesparaoriero ¢pepmenta, MK — nnruburopsr kanrsruneiipnna, HOHP — Hay4anoe o6mecrso negponroros Poccun,
[13T — mnoueynas 3amecrurenptas reparvst, [ITH — nodeunas nepocrarounocrs, PAAC — peHHMH-aHIMOTEH3UH-aAbAOCTEPOHOBAS CUCTEMA,
DCIC — QokarbHO-cerMenTapHblil raoMepyrockrepos, LIOTT — nupkyanpyiorue Gakropb! POHULIAEMOCTH

B macrostimee BpeMs AOCTUTHYT 3HAYUTEABHBIN TIPO-
rpecc B ITOHMMaHWHM CAOKHBIX MOACKYASIPHBIX MEXa-
HI3MOB U ITyTEH, OTBETCTBEHHBIX 3a IOAACPKAHUE
3AOPOBOTO COCTOSHUS TIOAOITUTOB IIPH CTPYKTYPHOM
1 QYHKIIMOHAABHOI 1]EAOCTHOCTH KAYOOIKOBOI'O (DHAD-
TparroHHoTo 6apbepa. CTpyKTypHBIC HAPYITICHUA T10-
AOITUTOB, M3MCHCHUA aKTHMHOBOTO ITUTOCKCACTA, CTAA-
JKUBAHUC HOKCK U CAMSAHUE (PUABTPAIIMOHHBIX IIICACH
IIPUBOAAT K PA3BUTHUIO IIPOTEUHYPHUH, YTO XaPaKTEPHO
AMS GOABIIIMHCTBA IPOTCUHYPUUCCKUX (POPM IAOMEPY-
aomarun [1, 2]. [lporemnypusi, HEITOCPEACTBEHHO 110~
BPEXKAACT DIIUTEAUN KAHANBIEB, YTO B CBOIO OYEPCAb
CTUMYAUPYET CHUHTE3 BA30AaKTHUBHBIX MOACKYA, TaKUX
KaKk MOHOIIMTAPHBIN XEMOATTPAKTAHTHBIN 6EA0K-1
(MCP-1), suporeann-1 u ocreonontur [3]. B ocHose
pa3BUTUA HEPPOCKAEPO3A ACKHUT PEMOACAMPOBAHNE
TYOYAOMHTEPCTULIMAABHON TKaHU. V3Menenus TyOyno-
MHTEPCTULIMAABHOTO KOMIIOHEHTA HedpOHa SBASETCA

BKHEMIIIMM 9AEMEHTOM IIPOTPECCUPOBAHNS XPOHU-
9eCKOM GOAE3HU IT04eK. BpipabaTbiBaeMble TI09€IHBIMI
KaHaNbI[aMM B M30BITOYHBIX KOAMYECTBAX BA30AKTUB-
uble Moaekyabl, MCP-1 n anporeann-1 cexpernpyior-
cs1 depe3 GasarbHbIE OTAEABI KAETOK B MHTEPCTUIIUI,
YTO MPUBOAUT K PA3BUTUIO BOCIIAAMTEABHOM PEAKINN,
KoTOpas 1ipu GoabiinHCTBe (hopM HedbpuTa rpepre-
crByer passuruio Hedpockreposa [3, 5. B crpykrype
MOPMOAOTUIECKUX BAPUAHTOB OPAKEHUS KAYOOIKOB
oco6oe MecTo 3aHuMaeT GOKaAbHO-CErMEHTaPHBIN TAO-
mMepyrockrepos (PCI'C), B 0CHOBE KOTOPOrO AESKUT T10-
aotmronarus [4, 5]. TTo cospementbim parabim GCIC
XapaKTepPU3yeTCst CKAEPO30M ME3AHTUAABHOM MATPUILIBI,
TMAaAMHO30M, TIOBPEKACHNUEM KAITUAASIPOB, YBEAUICHU-
€M MEHUCTBIX KACTOK M MX aAle3Uell MEKAY TAOMEpY-
ASPHBIM TIy9KOM 1 Karicyaort boymena [6,7]. CornacHo
KAMHUYECKUM pekoMeHparuam Haydroro o6iecrsa
nedpororos Poccum (HOHP) ars DCTC xapakrepno
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CKAEPO3MPOBAHUE OTACABHBIX CETMEHTOB (04aroB) B 4a-
CTU KAYOOYKOB, IPUYEM OCTaAbHBIE KAYOOUKN B HAYAAE
3a00ACBAHNS HE U3MEHSIOTCS, T.€. TIOBPEKACHA TOABKO
9acTh OTAEABHOTO KayOouka [5]. Cauraercs, uro CIC
SIBASIETCST HaMOOAEE PACTIPOCTPAHEHHBIM TUITOM T10-
pPasKEHUST KAYOOYKOB, TTPUBOMIIMM K TEPMUHAABHOM
crapuu tiodednon Hepocraroanocru (ITH), koropas
rTpebyer 1odednon 3amecrureapHont reparmu (I13T).
Basxkno ormeruts, uro npodrema DCTC zakaouaercs
B TOM, YTO OH PELUAUBUPYET B TPAHCIIAAHTHPOBAHHON
noake y 30-50% Goabupix. DCIC soisastercs y 15%
B3POCABIX GOABHBIX XPOHHYECKUM TIAOMepyAoHedpU-
TOM, TP 3TOM Cpear B3pocabix 6oabHbIX DCTC mpe-
o6rapator mykanHbL. PCTC — camas yacras rpudanHa
CTEPOUAPE3NCTEHTHOTO HEPPOTUIECKOTO CHUHAPOMA
(HC) y aereir [5]. Bmecre ¢ TeMm, B paHee 1TpOBEACHHBIX
AHAAMTUYECKUX MCCAeAOBaHMSAX orMedeHo, yro DCIC
camas gacras npranHa HC u y B3pocasix [8]. B macro-
samee Bpemsa DCTC noppaspeasercss Ha MEPBUMHYIO
(npmonaTdeckyio) u Bropudaryio dopmbl [5). TTpuan-
ubt niepsranont @CTC nokaszanbr B Tabaurie 1, puaenm
B popmuposarum sropuaroro PCI'C aruorormaeckyo
POAB UTPAIOT MHOKECTBEHHBIE (DAKTOPBL

[TopormTer  ABASIIOTCA  BBICOKOAMGDPEPEHITMPOBAHHBI-
MU M CIEIUAAM3UPOBAHHBIMU KAETKAMM, UMEIOIITMMMI
caokuyio cTpykrypy. Ilopormrer obepreiBaioTcss BO-
KPYT KAYOOIKOBBIX KAITUAASIPOB U SBASIOTCS OCHOBHBIM
KOMITOHEHTOM  TAOMEPYASIPHOTO  (PUABTPATIMOHHOTO
Gapbepa. Kak M3N0KEHO BbIIE, BAKHEUITTUMU MOMEH-
rtamu natoreneza MCTC sBagerca crpykTypHO-PyHK-
LUOHAAbHbBIE U3MeHeHust oponuTos [9, 10]. dror dakr
[TOATBEPSKAAETCST  PE3YABTATAMM  OKCIIEPUMEHTANBHBIX
MCCACAOBAHUIM, TAC TSDKCCTh ITOBPEKACHUS IOAOLIUTOB
1 CTEIEHDb MOAOLIUTOIIEHNN TECHO KOPPEAUPYET C THU-
CTOAOIMYECKON MOAEAbIo moBpeskaeHus [11]. Tlarore-
"etmaeckue Mexaan3Mbl DCTC Bee erre MOAHOCTHIO HE
YCTAHOBAEHBI, TEM HE MEHEE OTMEYEHO, 9TO MyTal[un
renos (ACTN4, INF2, COQ6, NPHSZ2, CDZAP, CD2AP,
PDSS2, Glepptl, LMBX1, COL4A3/COL4A4, LAMB2,
A3243G) ropupyroliipe coCTosiHUE OEAKOB I1[EACBOIA
MeMOpaHbI TIOAOLIUTOB, A€KAT B OCHOBE PAa3BUTHA Ha-
crepacTBeHHBIX (hopM 9TOTO 3a60AeBanws [12, 13]. YV He-
CKOABKHX ceMel 0OHapy;KEeHbI M OITICAHbI pa3Ho06pas-
Hble MyTaiu renerTaecknx (akropos pu PCIC [14].
B niy6aukaruu A.A. Meabruka (2019) 6bina oraeTanBa
M3A0KEHA POAB [IOAOITUTAPHON AMCHYHKITUN B PopMU-
posanuu niporennypun 1ipu @CIC [8]. B wacrnocru
oTMe4YeHO, 4To yrpara MeHee 20% ITOAOLTMTOB MOXKET
KOMITEHCUPOBATbCA  PE3UACHTHBIMU  KAYOOIKOBBIMM
AMUTEAMAABHBIMUA KACTKAMU, KOTOPBIE MUTPUPYIOT U3
HUIIIHY, TIPUAETAIONIEN K Karicyae boyMeHa B KAyOOUeK,
U 3aMEHSIOT MTOBPEKACHHBIC TIOAOIIUTHI TIPU HEKPO-
3e uaum aronrose [8]. Emge 8 1974 roay RJ. Shalhoub
[IPEATIONOKHA  CYLICCTBOBAHUE  LIMPKYAUPYIOIICIO
B KPOBHU «(paKTOpa IIPOHUIIAEMOCTID, IIPOAYIIIPYEMOTIO
T-kreTKaMM 1 BBI3BIBAIOIIETO AMCHYHKITHIO TTOAOITUTOB
C IOCACAYIOUIVM PA3BUTUEM IIPOTCUHYPUM, A TAKXKe
BO3ACIICTBYIOIIEIN Ha 6a3aAbHyl0 MEMOpPaHy KAyOOYKOB

Tab6anya 1. axmopuvi pazenmusa emopuynoro OCI'C
Table 1. Factors for the development of secondary
focal segmental glomerulosclerosis

1 TeneTunvecku 06ycAOBAEHHBIN/
Genetically conditioned

14.  Cemennsie myranuu (NPHS1, ACTN4, CD2AP, INF2,
NPHS2, TRPC6, WT-1, LIMP2, MuToXOHApUAAbHbBIE
UTONATUU U Ap.)/

Family mutations (NPHS1, ACTN4, CD2AP, INF2, NPHS2,
TRPC6, WT-1, LIMP2, mitochondrial cytopathy, etc.)

1.2. Crnopaamdaeckue myrarun (NPHS1-uedpun,
NPHS2-nioporyun, ACTN4, CD2AP u pp.)/

Sporadic mutations (NPHS1- nephrine, NPHS2- the
podocin, ACTN4, CD2AP, etc.)

2 AcconuunpoBaHHBI ¢ Bupycammu/
Associated with viruses

B, napsosupyc B19, nuromeraroBupycer, Bupyc JIIrernHa-
Bappa, Bupyc Kokcaku u pp./

HIV, Parvovirus B19, cytomegaloviruses, Epstein-Barr virus,
Coxsackie virus, etc.

3 Brizsannuble AekapcTBaMu/
Caused by medication

Tepoun, uurepdepoH-a, appuaMuIinH, AOKCOPYOUIITH,

AUTHI, aHAOOAMIECKUE CTEPOUABL, TAKPOAUMYC, TAMUAPOHAT,
BaATIpOMEBas KUCAOTA U Ap./

Heroin, Interferon -a, adriamycin, doxorubicin, lithium, anabolic
steroids, tacrolimus, pamidronate, valproic acid etc.

CrpyKkTypHO-PYHKIIMOHANBHBIC
4 n3MeHeHns KAy60uKoB/
Structural-functional changes of tangles

4.4. Ilpum yMeHblIeHNN MacChl IIOYEYHON TKaHN
(oauromeranedpOHMA, OAHOCTOPOHHSAA ArCHE3M,
AMCITAQ3MSA [IOYEYHON TKAHU, KOPTUKAABHBIN HEKPO3,
pedaiokc-nedponarnsd, HedPIKTOMUA, XPOHUIECKAs
TpPaHCIAAHTAIIMOHHAA HedPoaThA, HU3KUI BEC 1PN
POKACHHU, TTO3AHSSA CTAAUS AI0OOT0 3a00AEBAHMS [104EK
CO CHVKEHMEM MacChl ACHCTBYIONTIX HEGPOHOB 1 Ap.)/
With a decrease in the mass of renal tissue
(oligomeganephronia, unilateral agenesis, renal dysplasia,
cortical necrosis, reflux-nephropathy, nephrectomy, chronic
transplant nephropathy, low birth weight, late stage of
any kidney disease with a decrease in the mass of active
nephrons, etc.)

4.2. Tlpwm n3HavaAbHO HOPMAABHOM YMCAE HEPPOHOB
(aprepuanbHas ruIepPTEH3MA, CaXapHbIil Anader,
OKUPEHUE, BPOKACHHBIE (CUHUE) TIOPOKU CEPALIA,
CEPIIOBUAHO-KACTOUHAS aHEMUA U Ap.)/

With initially normal number of nephrons (arterial
hypertension, diabetes, obesity, congenital «blue» heart
defects, sickle cell anemia, etc.)

3A0KavyecTBEeHHbIE HOBOOOpPa30BaHUS
(rumdoma u pp.)/
Malignant tumors (lymphoma, etc.)

Hecnenudpuueckue ®CIC-nopo6ubIE
M3MEHEHU s, BBI3BAHHBIE CMOPIIMBAHUEM IIOYEK
6 MPY TAOMEPYASIPHBIX 3a60AeBaHUAX/
Non-specific FSGS-like changes caused by
kidney shrivelling in glomerular diseases

Owuarossint ipoandeparusubiin I'H, HacaepcTBeHHBIT
Hedpur (curpApoM Aabriopra), MeMOpaHo3Has HedporaTus,
TPOMGOTUIECKHE MUKPOAHTUOTIATAHN U Ap./

Focal proliferative GN, hereditary jade (Alport syndrome),
membrane nephropathy, thrombotic microangiopathy, etc.

IIpumeuanue: BUY — supyc ummynopeduiura uerosexa; DCIrC
CerMeHTapHbii raoMepyrockaepos; 'H — raomepyronedpur

Note: HIV is a human immunodeficiency virus; FSGS — focal-segmental
glomerelosclerosis; GN — glomerulonephritis.

(okanbHO-
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(BMK) nan akTHBHpOBaHHbBIE ME3aHIMAABHBIE KASTKI
[15]. TIpu DCI'C noBpeRAEHUE TTOAOIIUTOB TIPOUCXO-
AWT TAKKE TIPU BO3ACTCTBIM [IUPKYAUPYIOIINX (PaKTo-
pos niporniiaemoctu (LIPIT) nan BHEITHUX TIOBpEKAQ-
iorux areHTos. LIOTT — oo rpyria 6eAKoB, U3MEHSIO-
UX TIpOHUIIaeMocTh Kaybouka [15]. B kauecrse TIDTT
paccMaTPUBAIOT KapAUOTPOIIMH-ITOAOOHBII I[UTOKIH-1
(13 cemelicTBa MHTEPAEMKMHA-6) U PACTBOPUMBIN pe-
nenrrop K ypokunase [5). [Tpu @CTC u ppyrux mernpo-
AndepaTUBHBIX TAOMEPYAOTATUAX akTuBHOCTL [TMDTT
3aBUCHAT OT GanaHca MEKAY HPOAYKIUern 3Tux $hakTo-
poB (B peayabrare T-KAETOTHOM AMCPETYASITIAN) U TIOTE-
pEIT ¢ MOYIOM NX NHTUOUTOPOB (IIPEAITOAOKUTEABHO AU~
MONPOTENHOB BBICOKOM TIAOTHOCTH). Mutenpo TTOTT
MOT'YT SIBAATBCSI OCEAKM ITIEACBUAHOM Amadparmbl I110-
AOILIUTOB, YIACTBYIOIIHME B TIOAAEPKAHNUN 1[EAOCTHOCTH
CTPYKTYPbI ¥ CEACKTUBHOCTU TAOMEPYASPHOTO (pUABTPA
[5]. Tax, pyu AAMTEABHOM W/MAM BBIPDaKEHHOM BO3-
aevicrun LTDTT akrrBUpyIOTCS MEXaHU3MBI AIIOITO3a,
ITOAOLIMTBI 1TOTMOAIOT, Tepserca nx cBasb ¢ bMK| 3atem
OHU CAYIIMBAIOTCA B MOYEBOE IIPOCTPAHCTBO, OTOASSA
B aTux Mecrax yaacrku BMK [5]. Kak ripasuno, B Mecrax
cayruBanys roporntos ¢ bMK riponcxopur passurue
odaros ¢pubposa B raomepyrax. B sonax cermenrapHo-
ro (04aroBoro) ckaeposa GUABTPALINS MEHSET CBOE Ha-
[IPABACHUE B CTOPOHY WMHTEPCTHUIINS, OKPYKAIOIEro
Kay6odek [5]. B nrore o6pasyercst rA0GaAbHBIT CKAEPO3
KAYOOYKOB 1 MHTepCTUIINaAbHbIN Gprbpos [16]. B parb-
HEHIIeM ITOAOITUTBI B XOAE ITOBPEKACHUS TTOABEpTa-
forcst TpaHcpanddepenipauy, mpuobperasi CBONCTBA
bubpo6AACTOB, U YIACTBYIOT B CUHTE3€ BHEKACTOYHOTO
MaTpuKca, yckopsa (opmupoBanme odaros ¢ubposa
[2,5,17]. TTo parnemM D. Yu et al. (2005) rmoporuTer Mo-
ryT 0GHAPYKUBATHCS B MOUE Y OOABHBIX C IIPOTEUHYPU-
geckuMu GopMaMy IAOMEPYAOIIATUH, OTPAXKAS TKECTh
noBpexAeHust KAy6oukos [18]. BosmoykHo, ripu tiepBud-
nort popme PCTC Ha Beex CTapuaX MPOTPECCUPOBAHUS
3a6oneBaHMsT 0COOYIO POAb UIPAIOT TIPOBOCIIAAUTEND-
HbIE [TUTOKUHBI, NICTOTHUKOM BbBIPAOOTKM KOTOPBIX 5IB-
MIOTCA TAKKE U TTOBPEKACHHBIE TI0AOLIUTHL. O6CyKpas
aeraam  popmuposarms sropuaron Gopmber DCIC,
CAEAYET OTMETUTD, YTO B IIOBPEKACHNUN ITOAOLIUTOB He-
MaAOBKHYIO POAb UIPAIOT MEMOAMHAMUYECKUE MeXa-
HU3MbL aAAIITUBHAS BHYTPUKAYOOUKOBAs IMIEPTEH3MA
u ruriepGuUAbTpaLINA C yBeAMdeHEeM o0beMa KAyOOd-
KOB, YTO BEAET K [TOBBIIICHUIO MEXAHUIECKON HAIPY3KHI
na roporutsl [19]. Tunepripoaykis anrnorensuna 11
U YCHAEHHE CHHTe3a TPaHC()OPMUPYIOIEro POCTOBO-
ro (akropa Gera-1 BBI3BIBAIOT AKTHBAIIMIO AIlOITO34,
PEOPraHm3aInIo IIUTOCKeAeTa 1 AepanddepeHIraIimo
ropotnToB [5]. Kax ripu riepBU«HOM, Tak 1 Iipy BTOPIHY-
nont popme DCTC ecan TIOTEPS TOAOIIUTOB HAXOAUTCS
B pmanazone 20-40%, To MOSBASIOTCS TIOBPEKACHUS,
xapaxrepublie aas DCTC, rorpa Kak, ioreps Goaee 40%
[TOAOLIUTOB IIPUBOAUT K TAOOaABHOMY CKAepo3y [5,8,20].
Tem He MeHEe OTMEUEHO, YTO IMCAO TOAOLIUTOB CHILKE-
Ho nipu Kaaccmdeckom Bapuanre OCI'C u manporus,
YBEAUYEHO IIPU KOANAGHPYIOIIEM U KACTOYHOM BapU-
anre 3abonesanus [21].

B 2004 ropy 6bIA0 ITPEANOKEHO TTATH TUCTOAOTUIECKIX
sapuanToB PCI'C, KOTOPBIE TOAHOCTHIO OCHOBBIBAIOT-
s Ha CBETOBOM MUKpOcKoruu [22]. Xorst paHHast Kaac-
cuduKaiys 0XBaTbiBaeT GOABIIYIO YaCTh [1E€PBUYHbBIX
u Hekoropeix Bropudnbix Gopm PCTC [23], ymecr-
HO OyAET OTMETUTB, 9TO M'MCTOAOTHMYECKUE BapUaHTBI
DCTC pasrngaioTes 1o STUOAOTUH, OTBETY HA ACICHUE
u 110 1iporuosy [5, 8]. Kak Bupto usz rabauiip 2, msru-
ACTHAS TOYEYHAs BBDKUBAEMOCTD IIPU BEPXYILIETHOM
sapuanre PCTC cocrasaser 76%, a 1pu KAACCUYECKOM
BapUAHTE TPEXACTHSS IT0YCIHAS BBKUBAEMOCTD paBHA
65% (5, 8]. PeprocTh CrIOHTaHHBIX PEMUCCUT TIPU TIEP-
sraHoi1 popme DCI'C o6ocHOBBIBaET HEOGXOAMMOCTD
AOCTIDKEHUA MEAUKAMEHTO3HOM PEMUCCHH, XOTA BO3-
MOJKHBI I CITOHTAHHBIC PEMICCUU TIPU BEPXYIIETHOM
Bapuanre OCI'C wam 11pu HEBBIPAKEHHON IIPOTEU-
nypuu [5]. Ecte cBepeHns o TOM, 4TO HEPUXUAAPHDII
papuanT PCTC HEPEAKO BBIABASETCA Y AULL C OKUPE-
HUEM, a TaKKe [1PU YMEHbIIEHUN AOAU (PYHKIJHOHU-
pytormux Hedporos u runepduasrparun [24]. Kaun-
HUYECKU [TePUXUASIPHBIN BAPUAHT IIPOSBASETCA allle
secero HeroausiM HC [20]. Tlpu ved pobuoricun nepu-
xunspubiii Bapuant OCTC Tpebyer npepBapuTEAbHO-
IO MCKAIOYEHUS KAETOYHOTO, BEPXYIIETHOIO M KOAAAIL-
cupyiorero BapuanTa [23]. ITo parmbIM psipa aBTOpOB,
opHoit 13 peakux Gopm (a0 5%) nepsuaroro PCIC -
ASIETCST KACTOYHBIN BapuaHT [25]. Ararao3 Kneroq4Horo
BapuaHTa CTABUTCS TOABKO TOTAQ, KOTAQ MCKAIOYEHBI
BEPXYIIEUHbI 1 KoArarnicupyiomuin sBapuantsl PCTC
[23]. Ilpy MHOKECTBEHHOM TTOBPEKACHUN KAYOOYKOB,
IIPOLIECC IIPUOGPETAET CXOACTBO C IpOAUpEpaTHB-
HBIM TAOMepyroHedpurom [26]. Tucrororndeckn Kae-
rounbit Bapuant OCTC xapakrepusyiorcs cansHueMm
OTPOCTKOB ITOAOLIUTOB UM KAMHUYECKU IIPOABAACTCH
HedpoTHIecKon porennypueit [23).

Briepseie  koanaricmpymomas raoMepyaoratist  Obiaa
ormmca"a M.A. Weiss m coaBTopamu B 1986 ropy, ripm ns-
YIEHUHM KAMHUKO-MOP(OAOTMIECKOIO KOMIIACKCA THAKE-
aoro HC u 6p1cTpo miporpeccupyrorntiert [TH y 6oapHbIX
HerpoupHon pacel [27]. Jru ke mccaepoBaTean coob-
maior 06 obnapykeann PCIC y HEKOTOPBIX GOABHBIX
¢ BUPYCHBIMU MHpeKIAMHY, ITapBoBupyca B19, a raxke
y HOKHUABIX AL [NOMEPYASPHBII KOAAQIIC COIIPOBO-
JKAQETCA BbIPAKEHHO rUIepTpodueit 1 rureprinasnen
roporuToB [23]. BaskHOM cOCTaBASIIOITIIEH 9TOTO TH-
CTOAOTHYECKOTO TIOATUIIA SBASETCA TYOYAOUHTEPCTH-
[HAABHOE TIOBPEKACHHUE, PA3BUTHE KOTOPOIO OOBIMHO
[TOAO’KUTEABHO KOPPEANPYET CO CTEIIEHBIO TAOMEPYASIP-
HOTO CKA€pOo3a. [1o AaHHBIM OTAEABHBIX aBTOPOB, ITOHS-
e Koararncupyioiero sapuanta PCIC npumensior
B CAYYasIX KOTAQ B KAYOOUKAX ACMOHCTPHUPYETCS Cer-
MeHTapHasi AN TOTaAbHAs OOAMTEPAIIVS TIPOCBeTa Ka-
HUAASIPOB, cMopIuBanue 1 Koaaric bMK, npuaem atu
M3MEHEHUA ACCOLUMPOBAHBI C TUIIEPTPO(UET U I'UIIep-
riaazueit mopouutos [28, 29]. Crour orMerurs, 90 11pu
IMCTOAOTHMYECKOM MCCACAOBAHUY B KOAAATICHPOBABIIIIX
AOABKAX BBIABASICTCS CMOPIIUBAHIE 1 HE3HAYUTEABHOE
yroamenre bMK| a ropaeskariye 1moporThl Xapaxkre-
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Tabanya 2. Mopporornveckan kaaccnpuxayns GCIC [5]

Table 2. Morphological classification of FSGS [5]

Yacrora
Bapuant/ BcTpevaemocTu/ Xapakrepucruka/
Option Frequency of Characteristic
occurrence
Bepxymeunpiit/ 17% B GoabminacTBe cayuaes BoipaskernHas rporentypus, HC, oA0KUTEAbHBII OTBET
Characteristic na 'K repanmio. IToansie pemuccnn HC ormedaercs y 50% 6oabnpix. [1poraos
6AArONPUATHBIN, IIATUACTHAA [TOYCTHAA BBUKUBACMOCTD (6%
In most cases, expressed proteinuria, NS, a positive response to GC therapy. Complete
remissions of the NS are noted in 50% of patients. The prognosis is favorable, five-year renal
survival is 76%
TlepuxuasipHbIit/ 26% Pepko passusaerca HC, B ocnosnoM BeisBasiercst Al
Perihilar Rarely developed NS, mostly detected AG
Koanrabupyioruit/ 11% CsoiicTBeHHa BbIcOKas nporennypust, Tsxeabiit HC, GbicTpoe cHMKEeHNE 09eTHON
Collaborating $yuxnun. [Toroskureasusiin orset Ha ['K HaGaopaeres ToAbKo y 25% GOABHBIX
It is characterized by high proteinuria, heavy NS, rapid decline in renal function. Only 25%
of patients have a positive response to the GC
Kaerounpiit Bapuant/ 3% ITo orBery Ha Tepanuio n ckopoctu iporpeccuposanns XbII zannmaer mpomesxkyTodHoe
Cellular version ITOAOKEHIE MEKAY tip-lesion m Koarabupyionein Hedponaruein
Responding to therapy and the rate of progression of CKD occupies an intermediate
position between tip-lesion and collabizing nephropathy
Kaaccuueckuit/ 42% V 67% 6oabubix passusaercsa HC, y 80% — Al nmoansie pemuccun pocruraiorcs y 13%
Classic 60AbHBIX. [[pOrHO3 GAATrOIPUATHBIN, TPEXACTHASA TOYCIHASA BBDKNBACMOCTH 65%
67% of patients develop NS, y 80% — AG, complete remission is achieved in 13%
of patients. The prognosis is favorable, three-year renal survival is 65%
pumeuanne: DCI'C — dokarbro-cermentapibiii raomepyrockaepos; 'K — raokokoprukoups; HC — nedporuueckuii cunppon; XBIT — xporndeckas GoAesHb M0UEK;

AT — aprepuanbHas runepTreH3ns

Note: FSGS — focal segmental glomerelosclerosis; GK — glucocorticoids; NS — nephrotic syndrome; CKD — chronic kidney disease; AG is hypertension

PUBYIOTCS 3aMETHON TUNIEPTPOPUEN U BBIPAKEHHDBIM
camstareM ux oTpoctkoB. Kpome toro, ipu OCI'C us-
3a HAPYIIEHUsI [[EAOCTHOCTH aKTUHOBOTO ITUTOCKEAE-
Ta BBIABAJIOTCA KAETKH C IIyCTON LJUTOIIAA3MOM. B mH-
TAKTHBIX KAITMAASIPAX TAKKE OTMEYAeTCs BBIPASKEHHOE
CAMSIHUE OTPOCTKOB MOAOITUTOB. B Apyrmx mccaeposa-
HUSX OBIAO OTMEYEHO, YTO KOAAATICUPYIOIINN BApUAHT
DCTC pepaKo BBIABASETCS CPEAU SKUTEACH €BPOTIENCKON
MTOTIYASILIUH, TOTAA Kak, Y adppoaMeprKaHIEB 4acrora
BeTpedaeMocTn Koararicupyiomiero Bapuanta PCIC
AOBOABHO BbICOKa [23, 30)].

Anaranocruka @CI'C

DOCTC npepcraBasger coOGOM MEAYIO TPYITITY MATOAOTH-
YECKUX COCTOSHUIN, OOBEAMHEHHbIX HE KOHKPETHBIM
ATUOAOIMIECKUM (PAKTOPOM, & XaPaKTEPOM I'MCTOAOIU-
JecKux maMenennit. KamHmdeckas pAMarHocruka rep-
suanoro PCTC poaxkna 6asMpoBaThbCs HA MCKAIOYE-
HUM BTOPUMHBIX IIPIrH 3a60oaeBaHms. CerMeHTapHBIC
(04aroBbie) CKAEPOTHHYECKNE M3MEHEHHUS B KAYOOYKAX
MOTYT ObIT BBI3BAHBI PA3ANYIHBIMU (PAKTOPAMU U BCTPE-
9aThCs [IPU PASAUYHBIX COCTOSHUSX, B TOM YHCAE TIPU
YK€ UMEFOIIIENCs TIATOAOTHH TT109eK. B qacTHOCTH, TIpN
IIOAYAYHHOM TNOMEPYAOHEPPUTE, MMMYHOTAOOYAUH-A
nedpomnarum, cuHppoMe AAbriopTa u Ap. JToT PaKT O1-
paskaeT KOHEYHYIO TOYKY B IMCTOIIATOAOTHMYECKON 9BO-
AIOLIMM PA3AMYHBIX GMOAOIMIECKUX 11potieccoB. [ToaTo-

My OY€Hb BaKHO MCKAKOYUTH BTOPUMHOCTH XapakTrepa
pazsurusa OCTC [5].

NexkapcrBennas repanus ODCI'C

Ieabto papmaronrornieckoit Teparuu DCTC apaser-
€Sl AOCTIDKEHMA I[OAHOM MAM YaCTUYHOU PEMHCCHY,
CAEAOBATEABHO, YAAMHEHIISI AOAMAAMBHOTO [IEPUOAA 3a-
6oaesanms. Coraacto pekomenparsim HOHP mpu re-
parmmn DCTC caepyeT OpUEHTUPOBATHCA HA BEATIUIHY
CyTO4YHOI TipoTennypun [5].

ITpu PCTC 6e3 BbIpasKEHHOM MTPOTEUHYPUM (CyTOTHAS
nporenuypus Hrpke 500 Mr) peKOMEHAYETCS MCIIOND-
30BaHME MHIMOUTOPOB aHTMOTEH3MHIIPEBPAIIAIOIIETO
depmenta (MATTD) nam GAOKATOPOB PETIENITOPOB AHTH-
orersuna II (BPA). BosamoskHo HaszHaveHUE CTATUHOB,
AMGO TIPOAOAKEHIE TEPAITNU CTATUHAMH (CCAM paHee
OHM HasHavYaAuch) [5]. AHTUIIpOTEHHYpUIECKUT (-
dexr uAIID/BPA 1, kak 6A0KaTOPOB PEHMH-aHIOTEH-
suH-arbpocTepoHoBoit cucrembl (PAAC) oGbsicHsieTcs
YMEHBIIIEHIEM aIloITo3a U I'MepTpopun, TOPMOKEHHU-
€M I1ePEeCTPONKN aKTUHOBOTO IIUTOCKEAETA TOAOLINTA,
COXpPAHEHMEM SKCIIpeccun HedpUHa, YMEHbIIeHIeM
CUHTe3a a-3 1ern Koararena [V turia, cHukeHneM rpo-
HUIIAEMOCTH 9HAOTEAMS 1 YMEHBIIICHUEM CUHTE3a BHe-
KAeTOIHOro Marpukca [31, 32].

[Tpu DCI'C ¢ Boipaskennon nporeunypueit uan HC ro-
KazaHo HazHaueHue rperapatos 6Grokupyiommx PAAC
(mpu orcyrersum ipotusoniokazanuit Kk AIID wan
BPA 1I). Ecan ripu BeAmdMHE CYTOMHOM TIPOTEUHYPUHN
CBBILIE 3,0 I' AU B PE3yAbTATe€ MAaKCHMaAbHONU KOHCEp-
BATUBHON TEPAITNN HE YAACTCA €€ CHU3UTD, CACAYET Ha-
YHATh MMMYHOCYIIPECCUBHYIO Teparuio [5]. B kagecrse
HAYaABHOM TEPary PEKOMEHAYETCs Ha3HAYaTh BBICO-




Apxusb BHyTpeHHei MeAnumHbl © No 1 o 2020

OB3OPHBIE CTATbHU

KUe AO3bI HE McHee 4-X Hepeab. Ecan nabaopaerces TeH-
ACHIINA K CHVDKCHUIO BEAMMHUHBI CYTOMHOM DKCKPEINN
6eaka ¢ Mouor — 11popoakars ['K B BBICOKMX p03ax 11pu
YAOBAETBOPUTEABHON UX IIEPEHOCUMOCTH MaKCUMAaABHO
A0 16 HepeAb MAU AO AOCTIDKECHUS TOAHOU PEMUCCHH,
ecan oHa pasoBbercst paHee 16 Hepeab [5]. [Ipearoure-
nue orpaercs I'K KopoTKoro ACHCTBUA — IIPEAHU30A0-
Hy. ['K crabuAmsnpyoT KAeTovHbIE MEMOPAHDI, YMEHb-
IIIAIOT IPOHHUIAEMOCTh KAITMAASIPOB, TOPMO3SAT MUTpPa-
LIMI0 MOHOLIUTOB, HEMTPOPHUAOB, MaKpodaroB B odar
BOCIAACHMS U X BaronTapHyio aKTHBHOCT, & TAKKE
BOCCTQHABAMBAIOT 3apsip CEACKTUBHOCTH ITOAOLIUTOB.
Anrmreapnbiit ipuem 'K corpososxpaerca TopMoskeHN-
€M IIpoliecca ariorTo3a, IMOBBIIIEHEM CTaOUABHOCTH
AKTUHOBOTO ITUTOCKEAETA U YMEHBIIICHUEM CIAQKMBA-
HUST HOKEK TIOAOITUTOR [5]. BapocabiM GOABHBIM TIpep-
HI30A0H Ha3HAIacTCs GKEAHEBHO B OAMH TIPUEM B AO3€C
1 mr/kr (MakcuManbHo 80 Mr/cyT) MAM B aAbTEPHUPY-
IOIIEM PEKMME OAMH [IPUEM YEPE3 ACHD B AO3E 2 MI/KT
(MaxcuManbho 120 mr/cyr) [5, 33]. Crout oTMeETHTD, 9TO
pedpaxreprocTs K 'K KoHCTaTHpyeTes npu oTcyTeTBIN
CHUZKeHUS riporennypun uepes 16 vepean (4 mec). B cay-
9asIX IIOAHOM 1 HEITOAHOM PEMUCCHH TIOAACPKUBAIOITIAS
repanus 'K rpoponkaercs okonro 24 Mecsiies, rpu He-
06X0AMMOCTH OHA MOKET OBITH IIPOAAEHA A0 D aet [5)].
Boababie ¢ MCTC cumraiorcss Creporp3aBUCUMbIM,
€CAV OHUM MMCAU ABA IIM30AA PCLIMANBA HA IIPOTKCHII
ABYX Hepeab 1ocae 3asepitierrst I'K reparnnm [5]. Pazsu-
THe BpeMeHHOM pesucrenTHocty K I'K mpu perjupamsax
HC 4acro 06ycAOBACHO HACAOCHUEM BHPYCHOM, 6aK-
TEPUANBHON, MUKOTHYCCKON WHMEKIUY, TPEOYIOIeH
LieAeHarpaBAeHHOM Tepariuu [34]. B rakux caygasx 1mo-
KazaHo OGCACAOBAHUE C LICABIO BBIABACHHS AKTUBHBIX
UHDEKINT 1 UMMYHOACPUITUTHOTO cocTOsTHUS [35].
V GOABHBIX C OTHOCUTEABHBIMU IIPOTHUBOIIOKA3AHUAMUI
VAW HETePeHOCUMOCThIO BbICOKNX pA03 'K (s:3BeHHOE
MOPaKEHNE CAM3UCTON SKEAYAKA, CTEPOUAHBIN OCTEO-
[10P03, HEKOHTPOAMPYEMAas THUIIEPTANKEMUS, TICHXO3bI,
KaTapakTa, THPCYTU3M U Ap.) TIPEANATACTCSI B KAUeCTBE
IIperapaToB II€PBOM AMHUM HCIIOAB30BATh WHTHUOUTO-
pol kaabraeripuna (MK) [5, 33]. Tlo pexomenparimm
HOHP mnayanpHasg po3a IUKAOCIIOPHHA COCTABASET
2Mr/Kr/cyTKu B pBa rpreMa ¢ 12-9acoBbIM TepEPHIBOM.
CyrodHast AO3MPOBKA IIOCTEIICHO YBEAWYHBACTCSA AO
3,5-4 Mr/Kr/cyT Ha NPOTSKEHUM GOAEE ITIIECTH MECATIEB.
BajxHO OTMETHTB, UTO CyTOYHAs A03a IIMKAOCIIOPUHA
He AOAKHA TIpesbiarh 5 mr/kr. [lpu reparmu 1urno-
CIIOPMHOM HEOOXOAUMO KOHTPOAMPOBATH IIOKA3ATEAN
PEMOAMHAMUKY (IIPY AAUTEABHOM TIpUEMe), AKTUBHOCTH
[IEYCHOYHBIX TPAHCAMUHA3 U KOHIIEHTPAIIMIO KpeaTu-
HIHA B CBIBOPOTKE KpoBu. ITocae pocTrykeHMs TIOAHOM
PEMUICCUM AO3Y I[UKAOCIIOPHUHA CHIDKAIOT IIOCTCIICH-
1o 1o 0,5 Mr/Kr/cyrku A0 MUHUMaAbHO d(BGHEKTUBHON
20361 (1,5-2 MI/Kr/cyTKI) 1 IPOBOAAT TAKYIO TOAAEPIKI-
BAIOIIyIO Tepamnuio B TedeHue 1-2 aer [5].

[IpoHUKHYB B KAETKY, IIUKAOCIIOPUH CBA3BIBACTCS C GEA-
KOM LIUKAO(PHUAAMHOM, 3aTeM 00Pa3yIOIINecs: KOMIIACK-
CBl KOHKypeHTHO wnHrubupyer ¢ocdaTasHyio aKrus-
HOCTb KaAbI[MHENPHUHA, ITO, B CBOIO OYEPEAD, [TOAABASET

aAedochoprrrpoBaHie U TPAHCAOKALIUIO B SIAPO HYKAE-
apHero ¢akropa akTBrpoBaHHbIX T-AuMporuros [36].
ITO COMPOBOKAACTCS TIOAABACHUEM TPAHCKPUIIIINN T'e-
HOB TIPOBOCITAAUTEABHBIX [JATOKUHOB 1 HAPYITIAET TIPO-
Andepanmio u pnddepenrmaruo T-rnmbormros [36].
Teparmst ITMKAOCTIOPUHOM  0GECIIEINBAECT  PEMIICCUIO
DOCTC y snaunreabHoit yactu GoabHbix [5, 8, 37, 38].
BoabrmnerBo atnx 60ABHBIX, KaK IIPABUAO, CTEPOUA-PE-
3UCTEHTHBI,  CTEPOUA-IYBCTBUTEABHBIX GONBHBIX OTBET
na tepanuio VK ayqrire. Cornacto pekomenparsiv, MK
(uuKAOCTIOpUH A) HA3HAYAETCS IPU COXPAHEHUU CYTOU-
HON IIpoTenHypun Oonee 3 T, HecMoTpA Ha Teparmio I'K)
a TaKoKe B CAYIasiX, KOTAQ B3POCABIE OOABHBIC HE AOCTUTAT
XOTA Obl TACTUTHON PEMUCCUM TIOCAE 8 HEAEAD C/KEAHEB-
HOTO TIpreMa MpepHn3onoHa [5]. Vimerores epuHirambie
nabaopenus, rae y 6oababix DCI'C pesucrenrrbix k 'K
HazHaveHue VK yMenblano penans 3a00A€BaHUA AO
60-80%, [39, 40]. Heo6xopumo momunTh, 910 KDIGO
(Kidney Disease Improving Global Outcomes) aast uxu-
nmansroro aedernss PCTC pexomenpyer T'K u uvmymo-
CYIIPECCUBHYIO TEPAITUIO TOABKO IIPU MEPBUIHOM (opMe
DOCTC [41]. MoAeKyAsIpHBIE MCCAEAOBAHUS TTOCAEAHUX
A€T II03BOAMAU AyHIIE IOHATH HePOIIPOTEKTUBHBIN
roreHnman VK. ITuknaocioprH OKas3bIBaeT BO3ACTCTBUE
Ha TIOAOIIUTHI He cBssanHoe ¢ T- u B-xaerkamu [42].
B wacrnoctn, UK — 1uknaocriopun nHruOupyer Kanb-
LMHEeNpUH-orocpepoBantoe  aedocdoprnnposanne
CHHAITTOITOAMHA (3aIITUITIAET €r0 OT TUAPOAN3A) U, TAKUM
00pazoM, CTrabUAN3HPYET AKTUHOBBIT [[UTOCKEAET TIOAO-
nntoB [43]. HakoraeHHbIE pe3yAbTaThl MHOTOYMCACH-
HBIX KAMHIYECKUX UCCACAOBAHUI [IOKA3aAHU, YTO HA3HA-
gerue 1kaocriopuna 6oapibM ¢ DCTC B macrosiee
BpEMsi caMTaeTcs BroAHe oripaspanubiM (44, 45]. TTpu
AOCTIDKEHUH YaCTUIHON UAM TIOAHOM PEMMCCUM TIPEA-
Aaraercst 11popoAkuTh Acderne VK (nukrocriopun) kak
MUHUMYM B TedeHre 12 MecAres, ¢ MOCACAYIOIIM I10-
CTETEHHBIM CHIDKEHMEM A03bI 5, 45]. [TpuMenenme 1u-
KAOCITOPMHA BO3MOKHO KaK B BUAE MOHOTeparuu (rpu
HaaraMK riporuBoriokasaruii K ['K), Tak u B coderanmm
¢ I'K (Manbix pozax). EcAnt y OTAABHBIX AWIL] TIPH TIpUIME-
HEHUM 1IUKAOCIIOPUHA B TEYEHUE [IECTH MECALIEB OTBe-
Ta Ha TEPAIINIO He HAOAIOAAETCH, TO AOAKEH pacCMaTph-
BaTbCA BOIIPOC O 3aMEHE [IMKAOCIIOPUHA APYTUM IIperia-
paroM [5]. B wacrroCcTH, Y GoABHBIX pesucTeHTHBIX K 'K
Y HEIePeHOCUMOCTBIO ITMKAOCIIOPHHA TIPEANATAETCS
KoMOUHarmsa MuKodeHorara Moderrra ¢ BBICOKON AO-
3011 AEKCaMeTazoHa HAM A€UYCHHE H30AMPOBAHHO MU-
kodenonrara mModernrom [5]. Mmerorcs cooGrrenwst
0 11eAeCO00pasHOCTH TIepeBopa OOABHBIX ¢ Aedenns VK
(ITMKAOCIIOPUHOM) B CAydae pa3BUTHs HepOTOKCHUIHO-
cru Ha ModeTrAa MUKOPEHOAAT, 9TO COITPOBOKAAETCS
VAYHIIIEHUEM TTOKa3aTeAer modedHbix (yHkiumin [46].
ITo pannbim M.C. Mruarosoit u coasr. (2017) npu HC
BO3MOKHO HaCAOCHUE MOeTrAd MUKO(DEHOAATA HA 1I1-
KAOCIIOPUH, 9TO, II0-BUAUMOMY, MOKET YCUAUBATD ACH-
cTBre 0O60MX IIPEIapaToB, a TAKKE YMEHBIIUTD HedPo-
rokcudeckutt apdexr MK [13]. Kacasics marorenerude-
ckott tepanuu niepsuanoit MCTC, HeoOXoAMMO yKazaTh
Ha BO3MOYKHOCTH MCITOAB30BAHISA [IUTOCTATUKOB. Ecan
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y 60abtbix DCTC ormMevanacsy pesucrentHocts K 'K,
rpuMeHeHue TUKAo(ochaMipa SBASETCS TOTEHI[MAND-
HbIM BapuaHToM AedeHus [5, 8]. [perapar moxer GbiTh
nazuader B poze 500 mr/m2 Bo3MOKHOCTH MCIIOAB30-
Banust azaruoripuna rpu repsuanoit popme GCTC e
paccMaTPUBAETCSI, TaK KaK OH 00AapaeT GOABITIMM YHC-
AOM HeKeAaTeAbHBIX addekToB. Xorst Ao 2000 ropa arb-
TEPHATUBOM [TUKAOCIIOPUHY CIUTANUCh AAKHUAUPYIOLITE
nipernapatsl (rAohochaMup 1 XA0pOYTHH), BBI3bIBATO-
e y 6oabtbix PCTC (30% creponpope3ncreHTHBIX
u 70% creporp03aBUCUMBIX) AAUTEABHYIO CTOMKYIO pe-
mMuccuio. Heo6xopumo moMmanTs, 9T0 60AbHBIE ¢ DCI'C,
KaKk ¥ MeMOPAHO3HON HedPOIIaTHEN, BXOAAT B IPYIIILY
pUCKA CUCTEMHBIX TPOMOOIMOOANMIECKIX OCAOKHEHUI
[5]. B cBsizu ¢ 4eM 11eaecoo0pazHO MCITOAB30BaHME Ma-
ABIX AO3 aHTUKOAryASTHTOB (prBapokcabaHa van Bapda-
pHHA), 0COOCHHO TIPY BBIPAKEHHOM MIPOTECHUHYPUN, I-
[10aABOYMUHEMUH, TUEPAUTTUACMUHY, IIpHeMe GOABIIIIX
203 I'K 11 11eTAe BBIX AMYPETHIKOB.

Auckyrabeabtbim Boripocom B aeaernu DCTC spasercs
IIPUMCHCHIE PUTYKCUMAOa, IIPEACTABASIONIECIO COOOM
KOMITACKC XUMEPHBIX MOHOKNOHAABHBIX aHTHUTEA, ACH-
CTBYIOIIINX M36MPATEABHO Ha ITOBCPXHOCTHBIN AHTU-
reH B-ammdormros CD20. Kpome Toro, purykcumab
MMeeT IIPAMOE 3alIUTHOE ACHCTBHIE HA TTOAOLNTHI [47].
Purykcumab BBOAAT B Bupe 2 MAM 4 MHBEKIIUN B AO3€E
375 Mr/mM? B HEAEAIO UAM pa3 B ABE HEAEAU. B mccaepo-
Barnu 1. Nakagawa u coasr. (2016) rokasaHo, 4To 1ipu
[IPUMEHECHUM PUTYKCUMAOA Y Tpex GOABHBIX CO CTEPO-
nppesucreHTHEIM HC MOAYIHMAM TIOAHYIO PEMHCCHIO:
y ABYX OOABHBIX ITIOCAE OAHOTO KypCa; Y OAHONO — I10-
cae AByx Kypcos tepariuu [48]. B apyrom uccaepoBarvu
Oblra MoKazaHa 3¢p(PEKTUBHOCTL Teparluy PUTYKCUMA-
OOM B COYETAHUHU C ITyAbC-TEPAITNEN METUATIPEAHN3ONO0-
HOM M IMMYHOCYIIPECAHTaMI Y BOCBMI M3 ACCATU GOAB-
Heix co crepouppesucrentusiM HC: ¢ pocrmoxennem
ITOAHOU AAMTEABHOM PEMUCCUM y CEMU NALMEHTOB, Ya-
CTUMHOM peMuccun — y opHoro [49]. B atoM necaeposa-
HIJ Y ABYX MAIIUCHTOB 3P (HEKT OT TEPATTUN TIOAYICH HE
ObIA, M Pa3BUAACH TEPMUHANBHAS CTAAVS XPOHITICCKON
ITH [49]. B npocriekrusrom mccaepoBarmm C.S. Wang
n coasT. (2017) 6BIAO MCITOAB30BAHO I'yMaHU3MPOBAH-
noe antu-CD20 MoHOKAOHaAbHOE aHTUTEAO — Oda-
TyMaMab — y TATH GOABHBIX C CTCPOUAPE3UCTCHTHBIM
HC [50]. Bsino ycranosaeno, uro odarymamabd rmokazan
CBOIO 9(PPEKTUBHOCTD Y YETHIPEX OONBHBIX, & Y OAHOTO
MAI[MCHTa HE YAAAOCH 3aBCPIINUTh ACUCHUE M3-3 PCAK-
LIUT Pa3BUBIIMXCS BO BpeMs nHQy3un rperapara [50].
BoszmosxHOCTB pAOCTIDKEHNA 1 yaepskaHue pemuccrn HC
Ipy npuMeHeHNN odaryMamMaba IIOAYICHO B XOAE PaH-
AOMU3VPOBAHHOTO KOHTPOAMPYEMOIO HCCACAOBAHIS,
rae oaTyMamMal CpaBHUBAACS ¢ puTyKenMaboMm [51, 52].
Caepyer OTMETUTB, 9TO IIPUMEHEHNE PUTYKCUMAOA IIpU
nepsuranoit popme DCIC aBAseTCS AOTTOAHUTEABHBIM
METOAOM TEpAaIliH, a €ro BOIIPOC COOTHOIIEHUA (PUCK-
II0AB3a» B KAMHUMECKOM HE(POAOTMH BCE EIIIE OCTACTCS
OTKPBITBIM, XOTS ITPAKTUICCKUNI OIBIT ACICHUS PUTYK-
cuMaboM IIpyu MeMOPaHO3HON HedPOIaTUN HaKallAu-

Baetcs. Pap uccaepoBatenent coobiaer 06 adpdexrus-
HOCTY IIPUMEHEHUA 1Aa3Madepesa AN YAAACHIIA aHTH-
TEA, IMMYHHBIX KOMIIACKCOB, [INTOKUHOB, (prbprHOreHa
U APYTHX OMONOTMHMECKH akTUBHBIX Berjects [13]. Tem
caMbIM yAydrraercs (QyHKIMA MakpodaraabHo-gdaro-
LIUTAPHON CHCTEMBI, PEONOTMYECKUE CBOVICTBA KPOBY,
TAKKE IIOBBIIIACTCS TyBCTBUTEABHOCT K HMMYHOCY-
npeccuBHON Teparnu. OObMHO IIpUMEHsAeTCs He Goaee
3-4 ceancoB mnaasmMadepesa ¢ uHTepBaraMu 1-2 AHs
¢ 00ITIM 0G'BEMOM YAANCHHOM TTAa3MbI — 1 06BeM 11Hp-
KyAMPYIOIE 1TAa3Mbl C 3aMEHOM 00'beMa BbIBEACHHON
maazmbl 10 — 20% aabGyMHUHOM M PEOITOAUTAIOKITHOM
[13]. IToabIToskMBast TIPEACTABACHHbBIC AQHHBIE, XOUETCS
OTMETUTH, ITO B OAIDKaNIIeM OyAyIIeM B apceHaAe He-
(bpOAOrOB-KAMHUIIMCTOB MOSBUTCS BO3MOKHOCTD IIPU-
MeHenust 1ipu PCI'C rakux mperapartos, Kak MU30PH-
6uH, aparnmymad, ppezornmymad u pp. [8, 13].

JakaroueHue

HecnMorps Ha AooCTUTHYTBIE OTIPEACACHHBIE YCIIEXU B AVI-
arrocruke n aedenuu OCTC, iporros npu sroit popme
raomepynoratum ocraercsa HeoOnaronpusarabim. DCIC
SBASIETCS. NCXOAOM MHOI'MX ITATOAOTHMYECKUX ITIPOLIEC-
COB B KAYOOUKe. B pYyTMHHOM KAMHHUYECKOM IPAKTHKE
Hedpororos aeverne PCIC cospaer orpepereHHbIe
TPYAHOCTH, & Teparvsi BTOPUIHBIX (HOPM 3a60AEBaAHUS
AIOBOTO TIPOUCXOKACHISI TPEOYET YCTaHOBACHUS XapaK-
Tepa MOPPOAOTMHMECKHUX M3MEHEHUH MTOYEK, XOTS Ha OC-
HOBaHUU TOABKO MOP(OAOTHIeCKON (OPMbI HE BCErAa
BO3MOJKHO YCTAHOBUTD IIEPBUIHOCTD UAU BTOPUIHOCTh
DCTC. ViccrepoBaHusl TeHETUMECKUMX MapKEPOB Y T1a-
tmentoB ¢ DCI'C B pearbHONM KAMHUHMECKON TTPAKTUKE
ABASETCS HEBO3MOXKHBIM. bonee MmoppoOHBIN aHAAM3
CTPYKTYPHO-(DYHKITMOHANBHBIX COCTOSIHUIT ITOAOLIUTOB
1 PEe3yABTAThl KOHTPOAUPYEMBIX IIPOCHEKTUBHBIX IC-

CACAOBAHMI B GAVDKAMIIIEM OYAYIIIEM ITOBAMSIOT Ha MC-
xoppt DCTC.
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