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BonyaHOYHbIN HEPUT - COBPEMEHHbBIE
acnekTbl LMArHOCTUKK W Tepanuu. YacTtop |

C.K. Conosbes', H.JI. Koanosckas? E.A. AceeBa’, A.A. bapanos?, H.H0. HukuwuHa',
EJ1. Haconos'*

Bosyanounblit Hepput (BH) ro npaBy cuntaeTcs oiHUM U3 HaubOJIee YacThIX CPEIn TSKEJbIX MPOSIBJICHU I
cucteMHoM KpacHoi BosdaHku (CKB); pazinuHble ero KJIMHUYECKME MTPU3HAKK BCTPEYAIOTCSl HE MEHEe YeM

y 50% 6onbubix CKB Kak B 1e6ioTe, Tak M Ha pa3IMYHbIX CpOKax 6ose3Hu, a pazsute BH cuutaercst omHuM

U3 HanboJiee BaKHbIX MpeankTopoB cmepTHOcTH npu CKB. Cpeaun pasjinuHbIX ero BApMaHTOB rpeobiagaet aud-
Gby3Hblii nposindepatuBHblii BH ¢ KiiMHUKO-MOpdhoa0rnyeckuMu rnpu3HakKaMu MporpeccupoBaHms U ObICTPbIM
pPa3BUTUEM TEPMUHAIBHOI MoYeuyHoi HepocTtatouHocTu. JuarHo3 CKB ycraHaBiIMBaeTCcsl Ha OCHOBaHUM JMar-
HOCTMYECKUX KJIacCU(UKALIMOHHBIX KpUTepueB EBporneiicKoro anbsHca peBMaTOJIOTMUECKUX accoLalivii/
Amepukanckoit kosuteruu pesmatosiorop (EULAR/ACR, European Alliance of Associations for Rheumatology/
American College of Rheumatology) 2019 r. [lyis moATBep:KAe€HUS 1UarHo3a, OLEHKH MPOrHo3a U BbIOOpa TAKTUKU
JieyeHus 3a00JIeBaHusT BCEM MalMeHTaM NIPU OTCYTCTBMM NMPOTUBONOKA3aHUI HEOOX0AMMO NpoBeaeHNe OUONICUU
nouku. [Tomumo BH, B cniektp accounnpoBaHHbix ¢ CKB BapuaHTOB MopakeHusl MoYeK BXOAST COCYAMCTAas NaTo-
JIOTUS1, IPE/ICTaBJIeHHAsl TPOMOOTHYECKOI MUKPOAHTMOIaTHel, BOJYaHOUHOM BacKyJIoNaThei Wik BaCKyJIUTOM,
TYOYJOMHTEPCTULIMATBHOE MOBPEXICHUE U BOJTYAHOUYHAS MTOAOLUTONATHSI.

KiioueBble cj10Ba: cricTeMHasi KpacHasl BOJUaHKa, BOJIYaHOUHbII HeppUT

s warupoBanus: CosobeB CK, Koznosckas HJI, AceeBa EA, bapanos AA, Hukuiunna HIO, Haconos EJI.
BosiyaHOUHBII HEPPUT — COBPEMEHHbBIE aCNEKThl IMarHOCTUKU U Tepanuu. Yacts I. Hayuno-npakmuueckas peema-
monoeus. 2024;62(1):55—64.

LUPUS NEPHRITIS — MODERN ASPECTS OF DIAGNOSIS AND THERAPY. PART I

Sergey K. Solovyev', Natalia L. Kozlovskaya?, Elena A. Aseeva', Andrey A. Baranov?,
Nina Yu. Nikishina', Evgeny L. Nasonov'+*

Lupus nephritis (LN) is considered to be one of the most frequent severe manifestations of systemic lupus erythema-
tosus (SLE), its various colonic manifestations occur in at least 50% of SLE patients, both at the onset and at vari-
ous stages of the disease, and develop LN is considered one of the most important predictors of mortality in SLE.
The structure of nephritis is dominated by diffuse proliferative LN with clinical and morphological signs of pro-
gression and the rapid development of terminal renal failure. SLE is diagnosed based on the 2019 EULAR/ACR
(European Alliance of Associations for Rheumatology/American College of Rheumatology) diagnostic classification
criteria. To confirm the diagnosis, evaluate the prognosis, and choose the tactics of treating the dis-ease, all patients
in the absence of contraindications require a Kidney biopsy. In addition to LN, the spectrum of SLE-associated renal
lesions includes vascular pathology represented by thrombotic microangiopathy, lupus vasculopathy or vasculitis,
tubulointerstitial injury, and lupus podocytopathy.
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AKTyanbHOCTb Npo6nemsl

Bomuanounsliit Heput (BH) npeacrasiser
c000ii UMMYHOKOMIUIEKCHBII TJIOMEpYJI0OHEe(PUT
(F'H), oOycnoBaeHHBII OTIOXEHUEM IIUPOKO-
ro CIeKTpa MMMYHHBIX KOMIUIEKCOB B ME3aHTM U
KJTyOOYKOB, CYOSHIOTEIMATBLHO U CYyOSIMUTEIN-
anbHO. BH mo mpaBy cumTaercss omHUM M3 Hau-
0oJiee 4YaCTBIX CpEAM TSKENIBIX IPOSIBIICHUIA
cucteMHo# kpacHoit Bomuanku (CKB), pazmua-
HBlE ero KJIMHUYECKWe MPU3HAKU BCTPEYaIOTCS
He MeHee uyeM y 50% 6onbHbix CKB Kak B i1e010-
Te, TaK U Ha pa3IMYHbIX cpoKax 0oje3Hu [1—5].
B 70—80-x rogax XX Beka Ojarogapsi IIMPOKOMY
BHEIPEHUIO B KIIMHUYECKYIO MTPAKTUKY METOIOB
VHUIAAIBHOM M MOMJIEePXHUBAIOIIE Teparuu,
a TaKKe paHHEW IMAarHOCTHKE C MCIOJIb30BaHU-
eM OMOIICMM TIOYKM OTMEUEHO ITOYTH IBYKpaT-
HOE YBeJIMYECHUE TIPOMOIKUTEIBHOCTH KU3HU

HayyHo-npakTn4eckas pesmaronorus. 2024;62(1):55-64

mareHToB ¢ BH [2]. OmHako B mocneayrotye Tpu
necaTuiieTus 6osee 6JaronpUusTHbIX pe3yJbTaTOB
NMOOUTBCS HE YIaJIOCh, M YaCTOTA MPOTPECCUPYIO-
mero TeueHus: BH ¢ pa3ButreM TepMUHaIbHOMI
cTaguu XpoHudeckoil OojiesHu mnouek (XBIT)
nocturaet 50% [6—10]. B Hacrosiiee Bpewmst
OH CUMTAaeTCsl OMHUM U3 HauboJiee BaXKHbIX Mpe-
nuktopoB cMeptHocTH Tipu CKB [1, 6, 7], xota
cam 1o cebe BH yxxe He siB1sIeTCS OCHOBHOM MPU-
YMHOU CMEPTH, KaK OBLII0 KOTAa-To.

dnuaemuonorus

Hawnb6onee yacto BH Habmonaercs y npea-
CTaBUTENIEN OMNpeneeHHbIX THUYECKUX TPYIIT,
Takux Kak acdpoamepukaHubl (70%) u asuaTbl
(82%), mpuueM Kak y B3pocibiX, Tak uy nereit [ 11,
12]. Y appoameprKaHIIeB pacIpoCTPaHEHHOCTh
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BH B HeckombKo pa3 BbIllle, YeM Yy O€IbIX
(116,1 mporus 34,8 na 100 000 yenosek). Cie-
NyET OTMETUTh, YTO TIOYeUHAsI HETOCTATOUHOCT,
Mporpeccupyolas 10 TePMUHAIBHOM CTaTuu
XBII, pa3BuBaercst y OosiblIei JOIM YEPHOKO-
xux 6onbHbix CKB (40,5% u 15,3%) no cpaBs-
HeHuto ¢ 6enbivMu (18,8% u 4,5%) [13]. Homosn-
HUTEJBHBIM  JI0KQ3aTeJIbCTBOM  3HAUUTETHHOMN
IUCIIPOTIOPIIMM B pacmpocTpaHeHHocTn BH
cpeny TpeacTaBUTeNIell pPa3IMYHbIX pac Cly-
KaT JaHHble HAUMOHAJbHOW KOTOPTHI MallU-
eHTOB, 3apeructpupoBaHHbIX ¢ 2000 o 2004 r.
B nporpamme Medicaid, rocynapcTBeHHOM Me-
nuuuHckoM crpaxoBanuu CIIA. Tak, mo cpaB-
HEHUIO ¢ OelbIMU MoKa3aTenau 3a00JIeBaeMOCTU
BH y yepHOKOXMX OKa3anuch Bbille B 3,8 pasa,
y asuatoB — B 3,7 pasza, y aMepuKaHCKUX abo-
pureHoB — B 2,3 pasa, y JaTUHOAMEPUKaH-
ueB — B 1,9 pasa. beuto nmokaszaHo, 4to y ad-
pOAaMEpUKAHCKUX U JIATUHOAMEPUKAHCKUX
nauueHToB ¢ CKB mo cpaBHeHMIO ¢ OelibIMU
BH pasBuBaeTcsg B 0ojiee MOJOAOM BO3pacTe;
cpelu ero BapuaHTOB IpeodianaeT AMddy3HbII
npoaudepatuBHbeiii BH ¢ kinuHuko-mopdono-
TMYECKMMU TpU3HAKAMU TPOTPECCUPOBAHUS
U OBICTPBIM PA3BUTHEM TEPMHUHAIBHON MOYey-
HOI HEJOCTATOYHOCTH, a HEPEIKO U JIETaTbHOTO
ucxona [14—17]. D1o oOBSICHSIETCS] KaK TeHEeTH-
YeCKOM TPenpacioioXeHHOCTBIO, TaK U TIpeos-
JlagaHueM cpenu adpoaMepUuKaHCKUX MalMeH-
TOB ¢ CKB 00JIbHBIX, TTO3UTUBHBIX IO aHTUTEIAM
K SS-A/Ro, k Sm-aHTUTreHy 1 pubOHYKICOIPO-
TeUHY, acCCOLMMUPOBaHbIM ¢ pa3zButuem BH [18,
19]. BH vaie pazpuBaeTcs y malldeHTOB ¢ 1e010-
ToM CKB B BospacTte 1o 18 jer, uem y juiy ¢ 60-
Jlee TIO3MHUM HavajaoMm 3abosieBaHUS (ITpUMeEp-
HO B 37% u 20% cny4aeB cooTBeTCTBeHHO) [20].
Kak u y B3pociabix, CKB B nerckom Bo3pa-
CTe Yallle BCTpevaeTcs y NeBOYeK, B TO BpeMs
Kak yactora BH BhlIllle y MabuMKOB U IeTeil He-
OeJioii pachl [20, 21]. B psne ucciienoBaHuii pu-
BOMSTCS yOeIUTeIbHbIe JaHHbIE O OOJIbIIeH pac-
MpocTpaHeHHOCTU U TsokecT BH y marmenToB
¢ CKB, npoxuBawoniux B 6osiee OeAHbIX U OTAA-
JICHHBIX OT KBaTU(ULIUPOBAHHON MEAULIMHCKOMK
MOMOIIM pernoHax, B yactHoctu B CIIIA [22, 23]

[lnarHo3 BONYaHOYHOro HethpuTa

Jnarno3 CKB ycraHaBiuBaeTcsi Ha OCHO-
BaHUU JMATHOCTUYECKUX KIacCU(UKAIIMOHHBIX
kpurepueB EULAR/ACR 2019 r. [24]. B coor-
BeTcTBUM ¢ KIUIMHUYECKMMM peKOMEeHIalus-
MU TIO TMAarHOCTUKE U JICYEHHUIO BOITYAHOYHOTO
Hedputa KDIGO (Kidney Disease: Improving
Global Outcomes), Acconmauuu HedPOIOTOB
u HayuHoro o6iectBa Hedposoros Poccuu,
nuarHoctuka BH ocHoBbIBaeTcsl Ha BBISIBICHUU
COYeTaHUsI KIMHUYECKUX MPU3HAKOB MOpaxe-
HMSI TIOYEK, IKCTPApEHATbHBIX KIMHUYECKUX
MPOSIBICHUH, WMMYHOJIOTUYECKUX TIPU3HAKOB
CKB, nmaHHbBIX MOP(}OIOTUYECKOTO HCCIenoBa-
HUs noyeyHoil TkaHu [25—27]. Kak mpasuJo,

BH Bo3HMKaeT y maliMeHTOB ¢ pa3BEepHYTOI K-
Hudeckoi KaptuHoit CKB 1 BeICOKOIT MMMYHO-
JIOTUYECKON aKTUBHOCTBIO, XOTSI B HEKOTOPBIX
cydasx MopakeHUe MOYEK MOXKET ObITh €IUH-
CTBEHHBIM MPOSIBICHUEM 3a00JIeBaHUS — TaK Ha-
3pIBacMast Hepputrueckas macka CKB [28—30].
OCHOBHBIMU KJTMHUKO-JTA00PATOPHBIMU KPUTE-
PUSIMU JUTSI TTIOCTAaHOBKM nuarHo3a BH sistiorcst
HaJimyue npoteuHypuu >0,5 T, SpUTPOLIUTYPUH
WY JISUKOLUMTYPUM TIPY OTCYTCTBUM TTPU3HAKOB
nHbekmu. OqHako momumo BH, atuMm kputepu-
STIM MOTYT COOTBETCTBOBATh 1 IPYTUe BUIBI ITOpa-
KEeHMSI TToUeK, BO3MOKHbIe y narueHToB ¢ CKB:
BOJTYAaHOYHAS TTOAOLIMTONATHSI, TYyOyJO-MHTEp-
CTULIMANBHBIN HepUT, TpoMOOTHYECKAsT MU-
KpoaHTHomnatus. KimHudeckue e TposiBIeHUsT
BH He orpaHuumBaloTCcs epeyrnciieHHbIMU TPU-
3HaKaMM ¥ BKJIIOYAIOT HeMPOTUYECKUN CUH-
npom (HC), apTepunanbHy0 TUNEPTOHUIO, OBI-
CTpornporpeccupympliiee HapylieHue QyHKINU
MOYEeK U MOYEUYHYIO HEAOCTAaTOYHOCTb, a TakKXkKe
KaHaJblieBble HapylleHus. Bcem mnanueHTam
¢ momo3peHneM Ha BH mipu otcyreTBUM TIpoTH-
BOIOKA3aHU HEOOXOMUMO BBHITIOTHSTH OWOII-
CUIO TTOYKM C TMOCJIEAYIOIUM THMCTOJIOTMYECKUM
HccliefoBaHMEM OWOITaTa AJs MOATBEPXKIACHUS
NIMaTHO3a, OLIEHKU MPOTHO3a W BHIOOPA TAKTUKK
sieyeHus 3adonesanus [24, 31]. [lpu kinHuve-
cKoM nogo3peHuun Ha BH Guoricus mouku umeer
Ba)XHOE 3HAUEHME HE TOJBbKO JUISI OINpeneacHuUst
knacca BH, Ho u mis uckioueHust 3aboseBa-
HUI, UMUTUPYIOIINX €ro, TaKUX KakK Hedpora-
THsI, ACCOIIMUPOBAaHHAs ¢ aHTU(HOCHOIUITUIHBIM
curapomoMm (ADC), IgA-Hebpomnatusi, rumep-
TOHMYECKUI Hedpockiepos, auadbeThyeckasi
Hedponatuss U nomouuTonatuu (00JIE3HbL MU-
HUMaJIbHBIX M3MEHEeHUN M (hOKaTbHO-CerMeH-
TapHbIli TIoMepysiockiepos) [32, 33]. duarHo-
crrka BH nnpu CKB nipuo06pesa ocoboe 3HaueHue
B TTOCJIETHEU BEPCUH KJTAaCCU(UKAITMOHHBIX KpH-
tepueB CKB, corjacHo KOTOpbIM HaJlMUUE UM-
MYHOKOMIUIEKCHOTO HedpuTa U MO3UTUBHOCTH
1o aHTUHyKjIeapHOMy (dakTopy (AH®D) mocra-
TOYHO IS TOATBepKAeHUs nuarHosa [34]. bo-
Jiee TOro, BCECTOPOHHSISI OlLlEHKa OuomnTara Io-
YK MOXET TOMOYb KIMHMIIMCTaM B BbIOOpE
Haubosiee MOAXOASILIE TepareBTUYECKOM CTpa-
teruu [35]. I[lopor mpoTeMHYpHUU ST BBITIOJIHE-
HHUST OUOIICHU TTOYKM IO HACTOSIILIErO BpEMEHU
He OIpenesieH, HO KOorna oHa CTabUJIbHO coXpa-
HsieTcsl Ha ypoBHe 500 Mr/24 4 wiu mpeBbIllIaeT
€ro, a TaKXe IMPU OTHOILIEHUU COIepKaHUs Oel-
Ka K YPOBHIO KpeaTMHMHA B Pa30BOI ITPOOGE MOYH
(UPCR, urine protein-creatinine ratio) >500 mMr/T
(50 Mr/mMonb) MOpM 3HAYMMOM HapyIIEHUMH
(YHKIIMY TTOYEK WM BHISIBIEHUY aKTUBHOTO MO-
YeBOTO OCaJKa BBITIOJIHEHUE OWOIICHU TTOYKH,
0e3yCI0BHO, LieJIeco00pa3Ho. AeKBaTHBIN 00pa-
3e1] OMOICUITHOTrO MaTepuaa T0JKEH COIePKaTh
He MeHee 10 KITyOOYKOB M OJTHY apTepHIo, a aHa-
N3 OuonTaTa MOJDKEH BBIMOJTHSITHCS C TTOMO-
IIBIO CBETOBOI MUKPOCKOITMY 1 UMMYHOMOP)O-
Jloruyeckoro uccienoBaHus. [Ipu momo3peHun
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Ha BOJYAHOYHYIO ITOMOLUTONATHIO CIEIyeT IPeayCMOTPETh
BO3MOXKHOCTb BBITTOJTHEHUST 3JI€KTPOHHO-MUKPOCKOIUYECKO-
ro ucciaenosanus [36]. [ToBTopHass GUOIICHS MOXKET OBITH MH-
(GopMaTUBHOM MPU HATMYUU TTOYSUHON HETOCTATOYHOCTH, Pe-
3UCTEHTHOCTHU K JICYEHUIO, YXYIIIEHUU MMOYEYHON (DYHKIIMH,
CTOMKOM MPOTEUHYPUH WM FeMaTyPUM JIMOO IJIsT UCKITIOUEHMS
aJIbTePHATUBHOIO AMArHO3a, a TAKXKE Y MMALIMEHTOB C ITOJHBIM
KIMHUYECKMM ITOYEYHBIM OTBETOM ISl CTpaTU(UKALUN PU-
CKa peuMIrBa M KOHTPOJS 32 OTMEHONW MMMYHOCYIPECCHUB-
Hoit Tepanuu [37, 38].

Mopconoruyeckan knaccucpukauua
BONYAaHOYHOrO HedpuTa

BriepBrie Mopdonornueckas kinaccudukanus BH 6biia
co3maHa B 1974 1. 1 ¢ TeX MOp HEOTHOKPATHO TepecMaTprBa-
JIach, TOJTy4ast yTOUHEHUS U TOTIoJTHeHUsI. J{elicTByIomIas B Ha-
crosiiee BpeMs kiaccudukanus BH, paspaboranHas Ha oc-
HOBe TIPEeIIIecTBYIOMUX Kiaccudukammii MexXmyHapOoIHbIM
obiiecTBoM HedposioroB U OOIIECTBOM TMOYEYHBIX IMATOJIO-
roB (ISN/RPS, International Society of Nephrology/Renal
Pathology Society) B 2003 r., BKJII0YaeT 1IECTh KJIaCCOB U3ME-
HeHwuii (taba. 1) [39].

BaxxHbIMM OCOOEHHOCTSMU, MOMOTAIOIIUMU MOPGHOI0-
ry omindath BH ot apyrux ummyHokomriuiekcHbeix I'H, ciyxxar
BBISIBJISIEMBIE TIPM MUMMYHOMIYOPECLIEHTHON MUKPOCKOITUK

(MUDOM) onHoBpeMeHHO gaemno3uThl MK Me3aHrmambHOI,
CyOOHIOTENIMAIBHON W CYO3MUTENMAIbHON  JOKaIU3alluu,
HO B IepBYI0 o4yepens cBeueHue B coctaBe MK He Tonbko IgG,
Ho Takxe IgA, IgM, C3, Clq — Tak Ha3piBaeMblii «full house»-
marTepH UMMyHoMIyopecieHInU. KITMHnYecKue mposiBICHUS
BH orimyaroTcsl 3HAUMTENbHOUM BapuabeTbHOCTHIO, 3aBUCS-
1Ie# OT KJj1acca TJIOMepyJIIPHOTO MOBPEXIEHUsI, U B OOJIbIITMH-
CTBE CIIy9aeB KOPPEIUPYIOT ¢ MOPGHOIOTMIECKUMU M3MEHe-
Husimu [40]. Tak, npu kinacce | KIMHUYECKUE TPOSIBJICHUS,
KakK TIpaBUJIO, OTCYTCTBYIOT; mpu kiacce Il mpeacrtaBiaeHbl
MU30JIMPOBAHHBIM MOYEBBIM CHHAPOMOM (MUKpOreMaTypus,
yMepeHHasl MpoTeuHypusi) 6e3 HapylleHUs] QYHKUMU MOYeK.
YV nauuenTos ¢ 111 wim 1V kinaccamu Habmoga0Test cyoHehpo-
TUYECKasl MPOTEUHYPHUS U CTOMKasl BhIpakeHHAsi MUKpOTeMa-
typus. HC, apTepuanibHasi TMTIEPTeH3MS 1 TTOYEUHAsT HeI0CTa-
TOYHOCTB, B psifie CIydaeB ObICTPO HapacTarollasi, XapaKTepHBI
st kinacca V. BH V kimacca nposiisiercst, Kak ripaswiio, HC,
BO3MOXHA MHUKporeMatypus. IloyeuyHass HeIOCTaTOYHOCTh
00bIyHO He Habmonaercd. [1pu VI kiacce oTMeuaroTcs moyey-
Hasi HeIOCTaTOYHOCTh ¥ apTeprabHasi TUTIEPTEH3MST, XOTSI yMe-
peHHasl POTENHYPHUsT ¥ MUKPOTEMAaTYPHsI MOTYT COXPaHSIThCSI.
[Ipu aTOM CrenyeT NoaYepKHYTh, YTO, HECMOTPSI HA UMEIOILIU-
ecsl KIIMHUKO-Mopdosiornyeckre Koppeasiiui, HU OOUH K-
HUYECKUI MM KaKOW ObI TO HU ObLJIO JIAOOPATOPHBIIA MPU3HAK
HE MO3BOJISIET MPeACKa3aTh Pe3yabTaThl THCTOJOTMYECKOTO UC-
caenoBaHus [41, 42].

Ta6nuya 1. KnnHnko-mopghoaornyeckne accoymnayny npu nopaxeHun noqex y 60abHbIX CUCTEMHON KPACHON BOMTYAHKOM

Knacc Bonyano4Horo Hethputa no ISN/RPS 2003 [36]

Ocob6enHocT mopdho-

o Knuxuyeckue nposBnexus
JIOTUYECKOU KapTUHbI ECKHE NposiBre

| knacc. MuHuManbHbIi Me3aHruanbHblii BH. Mpu CM kny6o4kn BbIragat
Heun3MeHeHHbIMK, HO npu VIOM BbIfBNAOTCA Me3aHrnanbHble K

Kak npasuno, OTCYTCTBYHOT

Il knace. Me3aHruanbHblit nponudepatvsHbii BH. Mpu CM: mesanrnansHas
TUNEPKNETOMHOCTb PA3HON CTEMEHN BbIPAKEHHOCTU W/WAN pacluMpeHne
mesaHruansHoro marpukca. NMpu NOM: mesanruansHble VK. BoaMoXHbI
eVHUYHbIE Cy6anuTenuanbHble 0TIoXeHns NK.

MpencTaBneHbl N30IMPOBAHHBIM MOYEBbIM CUHAPOMOM
- (MuKporemarypus, yMepeHHas NpoTenHypus)
6€3 HapyLLeHNs yHKLMN noYek

Il knace. Ouyarosbiit BH. Mpu CM: aHgo- unu akcTpakanunnsapHbii IH

C nopaxeHnem <50% kny604KoB. BO3MOXHbI CErMeHTapHbIl (MopaxeHne
<50% cocymucToro ny4vka) unu rnobanbHbin (>50% COCYLMCTOr0 ny4ka)
BapuaHTbl TH. Mpu NOM BbISBNAIOT Cy63HAOTENMNANbHBIE + Me3aHTUaNbHbIe
neno3utbl VK. MoxeT 6bITb akTUBHbIM (A) — 11 TOrfja Ha3bIBAETCA
nponudepatuHbiM [H, xpoHudeckum (C) — CKNepo3upyowmm, uam coveTatb
MOPCONOrMYecKIne NPU3HaKM akTMBHOCTY 1 xpoHu3auun (A+C).

[TopaxeHus moryT
6bITb aKTUBHBIMY,
XPOHUYECKNMN

VNN UMETb 3IEMEHTbI
TOrO M pyroro

Habntopatotcs cy6HehpoTnyeckas NpoTemHypus

1N CTOMKAs BbIPAXXEHHAS MUKPOrematypus;
HeHPOTUYECKNI CUHAPOM, apTepuanbHas runepTeH3ns
11 MOY€YHas HeOCTaTOYHOCTb, B PAAE Cy4aeB 6bICTPO
HapacraroLias, xapakTepHble Ans knacca V.

IV knace. dndydy3Hbiii BH. Mpu CM: cermeHTapHbIin uamn rnobanbHblii 3HAO-
Unn aKkcTpakanunnspHeli M'H ¢ nopaxexnem >50% kny604koB. Mpu NOM:
[eno3nTbl Cy63HA0TENMANbHbIX + Me3aHrnanbHblx VK. AHanorunyto knaccy
MOXET 6bITb aKTUBHbIM (A), XpoHU4eckuM (C) unm npefcTaBneH coYeTaHnem
A+C.

Mopaxexus moryt
6bITb aKTUBHBIMY,
XPOHWYECKUMU

UAN UMETb 3NEMEHTI
TOr0 W AAPYroro

Ha6ntopatotcs cy6HedpoTieckas NpoTenHypus

11 CTOMKAs BblpaXXeHHas MUKPOreMaTypus;
HePOTMYECKNI CUHAPOM, apTepUanbHas runepTeH3uns
11 NOYeYHas HeJ0CTaTOMHOCTb, B pAje Cly4aes 6bICTPO
HapacTarwLLas, xapakTepHble ans knacca IV.

V knacc. Mem6paHo3Hbiit BH. Mpu CM: yTonLieHue CTeHKN Kanunnspos
Kny604koB. Mpu NDOM: MHOXeCTBO cybanuTennanbHbix aeno3untos MK.

B papge cnyyaes npu V knacce BH o6HapyxusatoT ructonornyeckme
npuaHakm |l unm IV knaccos BH. Co4etanne nponunepatnsHbIX BAPUAHTOB
C Mem6paHo3HbIM BH 0603Ha4aloT kak KOME6UHUPOBaHHbIN BH

(knaccol VI unu V+IV).

MpoTenHypus, Yallie HechpOTUHECKOrO YPOBHS;
BO3MOXHaA remaTypus; 06bIYHO HET NOYEYHON
HeJ0CTaTOYHOCTH.

VI knacc. Cknepoampytowuii BH. Mpu cBETOBO MUKPOCKOMMM MOSHOCTbIO
cknepo3unposanbl >90% kny604KoB. OnpesenuTb NCX0AHBIA knacc BH
HE NpeAcTaBNAeTCsA BOSMOXHbIM.

0TMeYatoTCs NoYeYHasn Hel0CTaTONHOCTh
1 apTepuanbHasi runepTeH3uns, XoTs yMepeHHas
NPOTEMHYPUS 11 MUKPOTEMATYPUSi MOTYT COXPaHSTLCA.
Mpu 3TOM CreayeT NoA4ePKHYTb, YTO, HECMOTPS

- Ha UMEIOLLIMECS KNNHIKO-MOPCHONOrineckue
KOPPEeNALMMA, HU OfINH KIIMHNYECKUIA UNIN KaKOW Bbl
TO HY GbINO NAGOPATOPHBIA NPU3HAK HE MOXET
npefcKasaTb PeaynbTaThl TMCTONOMMYECKOT0
nccneaoBaHus.

TMpumeyanne: ISN/RPS — International Society of Nephrology/Renal Pathology Society;, BH — BonyaHo4HbIi Hegpput;, CM — cBetoBas mukpockonus; N®M — nmmyHogbnoopec-

LeHTHas mukpockonus, K — ummyHHbIe Kominnekcsl; [H — rnomepynoHegput
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CyuiectBytoiiasg Mopdosoruyeckast Kjiaccudukauus
BH, k coxaneHuio, He JulleHa HemoctaTkoB. Ha Hux yka-
3pIBaloT omnyosukoBaHHbie B 2019 1. pesynabratel Corjacu-
TeabHOU KoHMepeHmmn KDIGO mo BepeHUIO TIOMEPYIsIp-
HBIX OOJie3Hel, OTMeTuBIIel, uTo Kiaccudukamms [SN/
RPS 2003 He kacaeTcsl Takux BapuaHTOB MOpaXKeHMs MOYeK
npu CKB, kak TyOyJIOMHTEpCTULIMAJIBHOE MTOBPEXIECHUE, CO-
CYIMCTBIE TTOBPEXIEHUSI, BKITIOUasi TPOMOOTUYECKYIO MUKDPO-
anrnonatuo (TMA) u TO4YeuyHBIN BacKYJIUT, a TaKXKe BOJ-
yaHouHylo momonuronatuio [40]. HeobGxommMo OTMETHUTD,
YyTO B HacTosllee Bpems Ipymnmnoi mnpeactaBureieir RPS
(Renal Pathology Society) o6cyxnaeTcst MpOEKT CEIyIOIIEro
rnepecMoTpa MOp(doIOTHIeCKUX ONpeaeeHuil B paMKax pa3-
JTUYHBIX KiaccoB BH (Bkimiouast xapakTepuCcTUKY MPU3HAKOB
akcTpakamwuisipHoro 'H — momynyHwmit), WHIEKCOB aKTUB-
HOCTU U XpoHU3aLuu [24].

BonyaHo4YyHaa nopgoumTonatus

ITomumo BH, B criekTp accouuunpoBaHHbix ¢ CKB Ba-
PMAHTOB TOpaXXeHMsI IOYEK BXOMAAT COCYIMCTasi MaToJIO-
rus, npexacrtabieHHas TMA, BoJI4aHOUHOM BacKyJONaTUEH
WX BacKyJUTOM, TYOYJIOMHTEPCTUIIMAIbHOE IOBpEXICHUE
u BoryaHouyHas nogouuronarust (BIT) [24, 36, 40]. B Goub-
LIMHCTBE CIy4aeB OHU COYETAIOTCS C pa3HbIMU Kilaccamu BH,
HO MOTYT HaOJI0IaThCsd U KaK U3oJupoBaHHbIe (opMbl. BIT
npu CKB gBisiercst Hanbosiee peAKUM BApUaHTOM MTOPaKeHUsI
MOYeK, B CTPYKTYpPEe KOTOPOTO Ha €€ MO0 MPUXOIUTCS JUIIb
0,6—1,5 % [42]. Iepsbie cBeneHust o BIT nosiBUiIKCh B KOH-
e XX — Havasie XXI Beka B BUIe ONMMCaHUI eTMHUIHBIX CITy-
yaeB 1 MaJibix cepuii HaOmogeHuit HC y mauuenToB ¢ CKB.
Mopdonornueckoe ucciensoBanue npu CM He BbISIBISIO
Yy HUX TpoJindepaTUBHBIX U3MEHEHUI B KIyOOUYKax MK 00-
HapyXXWBaJlo Me3aHTHaJIbHble MMMYHHBIC IEIO3UThI B COYE-
TaHUU C Me3aHTUAJTbHOW TUIIEPKIETOYHOCThIO Win Oe3 Hee
(I wm 11 xmaccst BH mo ISN/RPS 2003). IIpu a1eKkTpoH-
HOIl MHUKpocKkonmuu (DM) oTMeyanoch pacrjiacTbiBaHUE Ma-
JIBIX OTPOCTKOB MOJIOIIMTOB, @ 0COOCHHOCTHU TeYEHUS U OTBETA
Ha Tepanuio riokokoptukongamu (I'K) okazannck cxomHbIMU
C TAaKOBBIMM Y TTAIIMEHTOB C UIUOIMATUIECKOI O0Te3HBIO MU-
HuManbHbIX u3MeHeHuit (BMUW). B psine cayyaeB Takke ObLIN
OMMCaHbl MPU3HAKU (DOKATBHOTO CETMEHTApHOIO TIJIOME-
pynockiepo3a (PCI'C) [43, 45—47]. [lepBoHauaabHO MaH-
HOe cocTossHue paclieHuBaiu Kak coyetanue BH I—I1 knac-
coB ¢ unuonatmyeckoir BMMW, kotopas paccmaTpuBaiach
KakK «BTOpast 60je3Hb» [46, 47, 48]. OgHaKo ¢ HaKOIJIEHUEM
NaHHBIX HaOJIIOAATEIbHBIX MCCIEIOBAaHMI CTaJl0 OYEBUIHO,
YTO OMMCAHHBIC U3MEHEHUS MOA0IUTOB y namnueHToB ¢ CKB
clIelyeT paccMaTpUBaTh KakK MPOSIBJIEHNST OCHOBHOTO 3a00J1¢e-
BaHUsI, B cBsI3U ¢ yeM B 2005 r. mjist uX HAaUMEHOBaHUs ObLI
MpeaIoXKeH TePMMUH «BOJIYAHOYHAs Moxouluronatusi» [49].
OCHOBHBIM KJIMHMYECKUM TiposiBieHneM BIIT y manumeHTOB
¢ CKB, ciyxxalmm TakxKe TMarHOCTUIeCKUM KPUTEPUEM 3TOM
marojornu, seisiercss HC. MopdoaornueckuMu KpuTepus-
MU cayxaT nuddys3Hoe pacriacteiBanue 6ojiee 70% Maibix
OTPOCTKOB MOIOLIMTOB, BhISIBJsIOLIEECS NTpu DM, U OTCyT-
CTBUE CYOdHIO- UM CyO3MUTENNaTbHBIX UMMYHHBIX JETO-
3utoB [50, 51]. Ha ocHOBaHMM MaHHBIX CBETOBO M MMMY-
HodayopeclieHTHOM MuKpockoruu BIT moapasnensitor Ha 1Ba
cyotuna — BMU u ®CI'C. KpoMe BbIpaskeHHOTO TIOBpEKIIe-
HUS MOAOIIMTOB, UX OOBEAUHSIET OTCYTCTBUE SHIOKAMUIISIP-
HO#M rumnepkieToyHocTu u aenosuuuu MK Ha nepudepun
KalmWUISIDHBIX TI€TeTb, Me3aHTUaJbHasl TUIEPKIETOYHOCTh
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u/vwm Hanuuue MK B Me3anruu. Takum ob6pa3om, B TOIaB-
JisiioneM oosblnHCTBe cydyaeB BIT He3zaBucuMO OT ee cyOoTu-
na couetaercst ¢ Mme3aHruaabHbiM BH T wim 11 knaccos [50—
52]. OnHaKo omucaHbl TakKXe CJIydyau OTCYTCTBUSI HE TOJBKO
npoaudepaly ME3aHTMOLUTOB, HO U aAeno3uunu MK B me-
3aHTUM, YTO ITO3BOJISIET TPU3HATH BO3MOXHOCTb M30JIMPOBaH-
Horo cymectBoBanust BI1 B orcyTcTBUe mpusHakoB BH [43,
49, 50]. BIT nepenko pasBuBaetrcst yxe B nedtore CKB; HC
MoHavyajly MOXET oIlepexkaTb DKCTpapeHalbHblEe MPOSIBIE-
HUs 3a00JIeBaHMsI, B OOJBIIMHCTBE CIy4YaeB HE COMPOBOXIA-
eTcsl TeMaTypueil U TIOBBIIIIEHUEM apTepUaIbHOTO TaBJICHUS
W SBIISICTCSI CTEPOMIUYYBCTBUTEIBHBIM (KaK IPaBUJIO, ITOJI-
Hast pemuccust HC nocturaercst B TeueHUe B cpeaHeM 4 Hell.
ot Havaysa Tepanuu 'K, ogHako B psime ciayuyaeB HC per-
peccupyeT Gosiee ObicTpo). Kak um mpu mepBuuHoit BMU,
HC mpu BII yacto peuuauBupyeT, U peLUAUBBI MPOTEKAIOT
¢ TIpU3HAKaMM BBICOKOW WMMMYHOJOTUYECKOUW aKTUBHOCTH
CKB [47, 49, 50—52]. OTMeueHbI pa3jinyus 1o XxapakTepy Te-
yeHus Hedponatun mexay BMU u ®CI'C: nmpu ®CI'C HC
4acTO COYeTaeTcsl ¢ apTepuaJbHOM TUIIEPTOHUEN U MUKPO-
reMatypueii, XapakTepu3yeTCs CTEepPOUI-PE3UCTEHTHOCTHIO
WK 60Jiee IUIUTEIbHBIM CPOKOM TOCTUKEHUS pemuccuu 50,
52]. Kak u unble ¢hopmbl nopaxenus: nouek npu CKB, BII
COYETAETCSI C pa3HOOOPa3HbIMU IKCTPAPEHAIbHBIMU TPOSIB-
JICHUSIMU U UMMYHOJIOTUYECKMMU HapylieHussMu. Haubonee
YacTO BBISIBISIIOTCS LIMTOTICHMSI, SpUTEMa JIMIA, apTPUT, Ce-
po3ur, ajnoneuust u heHoMeH PeiiHo. Ceposornyeckue Map-
kepbl CKB y nanuvenTtos ¢ BI1 B 6oblIMHCTBE cllyyaeB Mpe/-
craBjieHbI oBbieHUeM ypoBHI AH® (mo 100%) u aHTUTEN
K apycnupanbHoit JIHK, pexe ormeuyaeTcst TMITOKOMITJIEMEH -
Temus 1o C3 u C4 [40, 45,47, 48, 52]. BoabIIMHCTBO MallMeH-
toB ¢ BII orBeuator Ha tepanuio I'K (pemuccus HC — y 94%
MalueHToB, y 76% u3 Hux — rnosHas). Yacrora orBeTa B BUIE
MOJIHOM MM YaCTUYHON PEMUCCUU 3aBUCUT OT TMCTOJIOTUYE-
cKkoii KapTuHbl. Tak, mosHasa pemuccus ormedeHa y 90% ma-
nueHToB ¢ BMU u Me3anrnanbpHOI mpoaudepanueii u Juilb
y22,2% — ¢ ®CT'C, npuyeM He3aBUCUMO OT BapMaHTa MHAYK-
uoHHo# tepanuu (MoHorepanusi 'K niu komouHauuu 'K
¢ IpyruMu UMMyHocymnpeccaHTamu) [51]. YacroTta peuuau-
BoB HC y 3T0li Kareropuu nauueHTOB BBICOKA U COCTaBJISIET
30,8—56% [46, 47, 49, 51-54].

TpomboTMyeckas MUKpOaHruonaTus

TMA — KJIMHUKO-MOPGhOJOrMYeCKrii CUHAPOM, XapaK-
TePU3YIOIINIACS TIOpakeHUEM COCYIOB MUKPOLUPKYJISITOP-
Horo pycina (MLP). Knunnueckumu nposineHusimu TMA
cayxar KyMmGc-HeraTuBHaAsT MUKpPOAHTHONATHYECKasT TeMO-
nutuueckass aHemusi (MATA; BBICOKUI YpOBEHb JaKTaT-
NETUApPOreHas3bl, IIMCTOLMTO3 B MasKe IepudepruecKoit
KpPOBM), TPOMOOIUTOIICHUSI M HIIEMUYECKOE ITOpaXkeHUe
OpraHoB, B IMEPBYIO oO4Yepelb LEHTPAJbHOW HEPBHOW CH-
creMbl U Tmouek. [laromopdonornyecku TMA mnpencras-
JIieT  co00#  OKKJIIO3MBHOE TopaxeHue cocynoB MIIP
(KanmuuIsIpoB, apTepuosi, apTepuii Majoro Kaaumbpa) ¢ xa-
PaKTEepHBIMU THUCTOJOTUUYECCKUMHU TIPpU3HAKAMU SHIOTEINO03a
u TpoM0O03a [55—57]. Mopdosiornueckre U3BMeHEHUS TKaHU
nouyek npu TMA He o6s13aTeibHO comnpoBoxaalotcss MATA
U TPOMOOIIMTOTIEHUEH — B 3TUX CJIy4asiX UCMOIb3YIOT TEPMUH
OrpaHUYEHHO-MIOYEYHON WM JoKajJbHO-ToueuyHoii TMA.
Wmenno takas ¢dopma TMA Haubosee 4yacTto BCTpevaeT-
cs y MalMEeHTOB ¢ ayTOMMMYHHbIMU 3a0osieBaHusiMu 1 CKB
B yactHoctu [58]. [Ipu CKB TMA saBnseTcst oqHoii u3 popm
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COCYIMCTOTO ITOPaXeHUsI TTOYeK, KOTopoe BcTpedaercs B 82%
ouonTtatoB npu BH [58, 59]. Cpenau Bcex (popm mMukpococy-
IHUCTOTO TTopaxkeHus1 mouyek TMA ycTymaer mo yacToTe JIUIIb
nermo3uun MK B cTeHKe 3KCTparaoMepyIsipHBIX apTepuii
M apTepuoJl B OTCYTCTBUE NMPU3HAKOB BOCTIAJIEHUSI, HEKPO3a
Wi Tpom603a, BecTpevasich B 10—25% ciygaes [56, 58]. Cie-
IyeT MoauepKHyTh, uTo TMA y nmanmmeHToB ¢ BH npencrasnsi-
eT co00i1 TeTepOTeHHYO TPYITIY 3a00JeBaHU M COCTOSTHUIA,
B Kotopyio BxomsiT ADC, TpomMGoTHuecKasi TpPOMOOIIUTOIIe-
Huueckass nypnypa (TTII), aTUNMUYHBIM TEeMOJIUTUKO-YpE-
MUWYECKUII CUHIAPOM, 3JI0OKaYeCTBEHHasl apTepuajbHasi T'-
nepronus (3AIl), mexkapcrBeHHas TMA, acconmumpoBaHHas
¢ IIpUMEHEHUEM MHTUOUTOPOB KaibLuHeBpuHa [57, 59, 60].
Bce oHM 00BbeIMHEHBI OMHUM OGIIUM IMaTOIMCTOJIOTMIECKUM
(eHOMEHOM — IOBpEeXIeHNEeM KJIETOK 3HIoTeausl (Habyxa-
HUe, OTEK, OTCJIONKa OT 6a3aJbHOUW MeMOpaHBI, B TSXKEJIBIX
cIyJasix — HeKpO3, paclIupeHre Cy0dHI0TeTNaIbHOTO TIPOo-
CTpaHCTBa), MEXaHU3MBbI KOTOPOTO pa3audHebI [57, 59, 61, 62].
B GoabmmHcTBe ciiyyaeB TMA 0oOHapyXuBalOT y MallMeHTOB
¢ BH, vame Bcero ¢ mponudepatuBHbIMU ero Kiaccamu — 111
u ocobeHHo IV [60, 63]. BO3MOXHO, OHAKO, U €€ U30JUPO-
BaHHOE pa3BUTHE, HaMbOJee YacTO BCTpevalolleecs y malu-
eHTOB ¢ BTopu4yHbIM ADC (ADC-acconmrpoBaHHas Hehpo-
natus). [IpoBeneHHbIE UCCIeTOBaHUS TTOKa3aIu, uTo mpu BH
npeaukTopaMu pa3BuTusg TMA He3aBUCHMO OT €€ STUOJIOTUH
apistotcs 1V knmacc BH, nenosunmst C4d B kirydoukax v BHe-
IJIOMEPYJISIPHBIX COCyNax, HaIMUKMe aHTUuTes K Ro u tumdone-
Hus [60, 61, 64, 65]. [Tpuunast TMA y manmentos ¢ BH yetko
HE OIpeesIeHBI, OMHAKO IOJIaraloT, YTO OCHOBHON SIBJISIETCS
nMmmyHostorndeckas aktusHocTh CKB [60, 62, 66]. PasBuBaro-
1eecs B pe3yJibrare IMC(hyHKIMU UMMYHHOM CUCTEMbI UMMY -
HOKOMILJIEKCHOE COCYIMCTOE BOCIaJleHMe BHOCUT OCHOBHOM
BKJIaJl B TOBPEXIECHUE BHIOTEIUS C TOCIEAYIONIUM pPa3BU-
tueM TMA [59]. BaxHyto pojib Urpaer Takxke MOBpPEXIalo-
11ee dHAO0TeNUI Bo3aeicTBMe aHTU(HOCHOIUTUIHBIX AHTUTEN
M aCCOLIMMPOBAHHOE C HUMU MUKPOTpOMOooOpa3oBanue [57,
67, 68]. Cepbe3Hoii, XOTs U MeHee yacToil mpuurHoii TMA
y nauueHToB ¢ BH sBnsercs npuobperennas TTII BciaencrBue
neduiMta akTUBHOCTUM MeTauionporeassl ADAMTDI13,
paclleruisifolieil  CBEpXKpYIHbIe  MYJIbTUMEpPbl  (hakTOpa
¢oH BunebpaHma u orpaHMYMBAIONICH TEM CaMBbIM MUKPO-
LUPKYJIATOpHOE TpoMbooOpaszoBaHue. [lpuumHOil meduim-
Ta yallle BCEero CIYXUT BbipaboTka aHTuTe]l K ADAMTSI13,
HepenKo MPEealIeCTBYIOINX KIMHUYECKON MaHubecTaluu
CKB [68, 69, 70]. B nocieaHee Bpemsi Bce GoJibliee 3Haue-
Hue B paszsutuu TMA npu BH npupaior aktuBauuu Kom-
TUIEMEHTa, TTPUYeM He TOJIBKO KJIaCCUYeCKOTrOo, HO B TIEPBYIO
oyepenb ajJbTepHAaTUBHOrO myTtu [62, 71, 72]. Takum obGpa-
30M, BaXXHOU MPUYMHOMN MOYEYHOU MATOJOTUU Y IALIUEHTOB
¢ CKB craHoBuTCS KOMIUIEeMeHT-omocpenoBanHass TMA, ko-
TOpast CerofIHsT paCCMaTPUBAETCS KaK BTOPUIHBIN TeMOJTUTH -
KO-YpeMUUYECKMI CUHAPOM, a TPUITEPOM €rO SIBJISIETCS CaMoO
ayToMMMyHHOe 3a0ojieBaHue [73, 74]. Cneayer OTMETHUTb,
YTO POJIb aKTMBAallMU KOMIUIEMEHTa IPOJIEMOHCTPUPOBA-
Ha Takcke B pa3Butuu ADOC-HedbponaTuu, 4TO TOATBEPXKIACT-
cs1 9 HEKTOM KOMIUIEMEHT-0JIOKUPYIONIeH Tepanuu DKYJIH-
3yMabOM MpHU JIEYEHUU PE3UCTEHTHOIO KaTacTpo(UUeCKOro
A®DC, B OCHOBE MOBPEXKICHUS TTOYECK MPU KOTOPOM JICKUT
octpast TMA [57, 67, 68, 75, 76]. Couetanue BH u TMA y na-
nueHtoB ¢ CKB oOycnoBiauBaer 0oJjiee TsKejoe nmopaxkeHue
MOoYeK IO CPaBHEHUIO ¢ TAKOBBIM IpU u3onarMpoBaHHOM BH.
B paGore D. Song 1 coaBr. [61] ObLI0 YCTAHOBIEHO, YTO GOJIb-
HBbIE C TAKUM COYETAaHMEM He3aBUCUMO OT 3Ttuojiornu TMA
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uMenu Oojiee BBICOKYIO TPOTEWHYPUIO U KpeaTMHEMUIO,
a TIpU TUCTOJIOTUYECKOM MCCIIeIOBAHUN OMOINTATOB TTOYEK —
0oJIbIlIME 3HAYEHUSI MHIEKCOB aKTUBHOCTH M CKJIEpo3a, boJiee
BBIPAKEHHYIO SHIOKANUIISIPHYIO TUIIEPKIETOUHOCTh, TyOYy-
JIIpHYIO aTpo(UI0 U MHTEPCTULIMATBHBIN (Guodpo3. OueBuI-
HO, 9TO TIOMO0OHBIE KIIMHUKO-MOP(hOIOTHIEeCKIEe TTPOSIBIICHUS
CJTyXaT HeOJIaronmpusITHEIMU (HDaKTOpaMH MTOYEIHOTO IMPOTHO-
3a BH npu m0661x TMA, 4TO OBIJIO MPOAEMOHCTPUPOBAHO
B LIEJIOM psjie uccienosanmii [57, 60, 61, 74, 77, 78]. Iauu-
eHTel ¢ TMA u BH onepexaror 60abHBIX 663 TMA B Temmax
MOCTVXKEHUST TePMUHAIBHOW TIOUYeYHON HEIOCTaTOYHOCTH.
Tak, L.H. Wu u coaBt. [79] BbISIBUJIM yABOEHUE KOHIIEHTpa-
LIMY KpeaTMHUHA ChIBOPOTKU WJIU ITPOTPECCUPOBAHUE 0 TEP-
MuHanbHO# craguu XBII y 33% naumenToB ¢ BH + TMA
v b B 3% ciyuaeB — nipu BH 6e3 TMA.

MaToreHes BONYaHOYHOro Hethpura

OCHOBHBIE MaToreHeTMYeckue MexaHu3mbl BH BKiTIO-
YaloT BBIPAOOTKY ayTOAHTHUTEJ MPOTUB SHIOTEHHBIX HYKJICH-
HOBBIX KUCJIOT, OTJIOXEeHWE MMMYHHBIX KOMILUIEKCOB, 00Opa-
30BaHME HEUTPOMWIBHBIX BHEKJIETOUHBIX JIOBYIIEK (HETO3),
aKTUBALMIO BPOXICHHOTO U MPUOOPETEHHOTO WMMYHUTE-
ta [80]. [Ipu sTOM reHeTM4eckue Bapuamuu JokycoB HLA
(HLA-DR3, HLA-DRI15), reHsl, Biusitomne Ha GyHKIIUIO pe-
1ernropa B-Kj1eToK 1 BHyTPUKIIETOUHYIO CUTHAIM3AINIO, TEHBI,
yuacTBytonue B kKiupeHce JJTHK 1 akTMBHOCTU CUCTEMBI KOM-
IUIEMEHTa, BHOCAT BaxHbIii Bkjaa B pa3sutue CKB u BH.
[MoxazaHo, yto rensl, kogupytomue JHKazy I, JTHKazy III,
JAHKa3zy-vy, yuactBytomue B knupeHce JJHK, wiu rensl, Koau-
pytoime dakropsl KomrieMeHTa C1q/C4, cBSI3aHBI C pa3BUTH-
eM CKB u BH [81]. ¥ 60nbHbIx CKB ¢ nepunurom JJHKazer |
n Clq HapylleHbl ONCOHU3ALMS U KIMPEHC HEUTPO(DUIBHBIX
BHEKJIETOUHBIX JIOBYIIIEK, COAEPKAIIMX XPOMATUH, YTO TIPUBO-
IIAT K TOSIBJICHUIO TTIOCTOSTHHOTO MCTOYHMKA SIACPHBIX ayTOaH-
TUTEHOB U BbIpaboTKe ayroaHTUTe] K HUM [82]. [ToBbllieHUe
ypoBHsT aHTUTe]l K C1q KOMITOHEHTY KOMIUIEMEHTa Y OOJIbHBIX
CKB ciyXXuT He TOJIbKO MapKepOM aKTMBHOCTH 3a00JIeBaHUs,
HO ¥ MpeauKTopoM pa3putust BH yepes ammndukaimio Kiac-
CHYECKOTO ITyTH aKTUBAIIMU KOMIUIeMeHTa [83].

Cpenu MexaHU3MOB UMMYyHoratorene3a BH BaxHoe Me-
CTO 3aHMMAIOT HapYyIIEHUsT PETyJISIMU CUHTe3a MHTepdepoHa
(M®H) tumna I [84]. g CKB xapakTepeH BBICOKUI YPOBEHb
mmpkymupytomero MOH-a wm «MPH tuna I reHHsblir aBTO-
rpad». OTMevaeTcs TakKe M30BITOYHAS TIPOAYKIMS (haKTopa
BekuBaHus B-kierok (BAFF, B-cell activating factor) u ero ro-
mostora APRIL, unrepneiikuna (M) 1, NJI-6, NJI-12, UJI-17A,
NJI-23) [84—86]. Y nmaumentoB ¢ BH oGHapyKeHbI CTaTUCTU-
YecKM 3HauymMmoe ToBbIlieHWe KoHueHTpaunu BAFF, APRIL
B CPaBHEHUH C MAIlMEHTaMU 0€3 HETO M MX aCCOLIMAIIUS C BBICO-
Koit akTuBHOCTBIO 00J1e3HN (SLEDAI-2K>8 6anmios) [87, 88].

B3aumopeiictBue MeXIy Ppe3UIEHTHBIMU TOYEUHBIMU
KJIeTKaMM M MHOWIBTPYIOLIMMU BOCTIATUTEIbHBIMU KJIETKa-
MM UTpaeT BaxkHYI poib B naroreHede BH. mpu atom BKiam
KaXXIOi M3 HUX HOCUT pa3IMuHbIi xapakTep [89]. Tak, momo-
LIUTHI MOTYT y4acTBOBaTh B PEAKIIUSX BPOXICHHOTO WIIU TIPU-
00peTeHHOro UMMYHHOTO oTBeTa. OHM MPEICTABIISIIOT AaHTUTSHBI
U YYaCTBYIOT COBMECTHO C MapHeTaJbHbIMU SMUTEIUATbHBIMU
KJIeTKaMM B (hOPMUPOBAHMM TONYJIyHMI. Y manmeHToB ¢ BH
00OHapyXEeHBI MOBBIIICHHAs ayTodarusi, TTOBpeXIeHNE CTPYK-
TYpPBI CKeJIeTa, alloNTO3 M HEKPOTITO3 TOJOIIMTOB, KOTOPBIE MO-
I'yT OBITH OOYCIIOBJIEHBI YCWJIEHHMEM OKUCIMTEIBHOTO CTpecca
nona BnusinueM MJI-17, cunte3upyemoro Thl7-knetkamu [87].
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Me3aHruaibHble KJIETKU MPOAYLMPYIOT IMPOBOCITATUTEIbHBIC
LIMTOKUHBI U CEKPETUPYIOT BHEKJIETOYHBIN MaTPUKC, CIIOCO0-
CTBYsI TJoMepysipHOMYy Gubposy. M3sectHo, uto mpu CKB
B-xneTku wurparoT BakHYH© poJb KaK B CHCTEMHOM,
TaK ¥ B MECTHOM MMMYHHOM BocTiaJleHUH. TyOyJISIpHBIE STTATe -
JIMaTbHBIEe KJIETKU MOIYJIMPYIOT CPey MHTEPCTULINS, CITOCO0-
CTBYIOT 00Opa3oBaHNIO0 T-KJIETOYHBIX MHOWIBTPATOB U (HOp-
MMPOBaHUIO TPETUYHBIX JUMGMOUTHBIX OpraHoB. B To Bpems
KakK BoJuaHOYHbIi ['H B OCHOBHOM 0OYCJIOBJIEH OTJIOXKEHUEM
MMMYHHBIX KOMILIEKCOB, COCTOSIIIINX M3 ayTOAHTUTEN, TyOy-
JIOMHTEePCTULIMATIBHOE BOCTIAJICHWE BO3HUKAET B pe3yJIbTaTe
CJIOXXHBIX JIOKaJbHBIX (in situ) MexaHu3MoB. K HUM OTHOCSIT-
cs JIOKaJIbHasl TPOMYKLMSI aHTUTEN, IPOBOCTAIMTEIbHBIX
LIUTOKWHOB, WHAYLIMPOBAaHHBIE AHTUTEHOM B3aUMOIEICT-
BUST MeXny T-(houMKyJIIpHBIMU XEJTEPHBIMU KJIETKAMMU,
IPYTUMU TIOMyJAusIMyA T-KJIETOK ¢ aHTUTEHIPE3eHTUPYIO-
MMM KJIETKaMU, BKJItouyas B-KjieTky, MuejlouaHble 1eHIPUT-
Hble KJIETKU W TUTa3MOILIMTOUIHBIE NEHAPUTHBIC KIETKH [89,
90]. OpraHu3oBaHHbIC BHYTPUIIOUEYHBIC B-KeTOYHBIE WH-
dubTpatel BeTpevarorcst 6ojiee yeMm y 50% MaLMeHTOB, SIB-
JISIIOTCSL BaXHBIMU  (haKTOpaMM MECTHOTO ayTOMMMYHHUTETa
u BocnaseHuss npu CKB, nmokann3oBaHBI MPEUMYIIECTBEH-
HO B TYOYJOWHTEPCTUIIMU. BOJTBIIMHCTBO BHYTPUITOYEUHBIX
B-xeTok BBIpaOATHIBAIOT aHTUTENIA, KOTOPHIC CBSI3BIBAIOTCS
C IIMPOKO PaACIpOCTPAaHEHHBIMU LIMTOIJIA3MAaTUUYECKUMU aH-
TUTEHAMU, MPEUMYILECTBEHHO ¢ BUMeHTMHOM [91-93]. Ilo-
JlaraloT, 4To HempocTaTouyHass 3((GEeKTUBHOCTb PUTYKCHMMada
npu BH moxeT ObITh 00yc/OB€HA HEIMOJHBIM MCTOIIEHUEM
HE TOJIbKO MeprudepruIecKnx, HO U MHTEPCTULIMAIbHBIX B-Kie-
ToK [94]. [Ipu 3tom T-oanukynsipHble XejanepHble KIETKUA
CTUMYJIMPYIOT ayTOPEaKTUBHOCTh B-KJI€TOK 1 BEIPaOOTKY MU
ayTOAHTUTEN. B aMMTEeNMambHBIX KJIETKAaX MOYEYHBIX KaHaJIb-
ueB Th17-xnerku nu UJI-17A cnnocoOCTBYIOT aKTUBALMU TTPO-
(hubpoTHUYECKUX MyTei U YBEINUMBAIOT CEKPELIMIO OCJIKOB BHE-
kjeTouHoro matpukca [90]. Takum 00pa3oM, YCIOBHO MOXKHO
BBIZICJIUTH JBAa OCHOBHBIX IMAaTOreHETMUECKUX MexaHu3ma BH,
OJIVH M3 KOTOPBIX BKITIOYAECT KITYOOUKM U CUCTEMHBII ayTOMM-
myHuteT (M®H Ttuna I, BeipaboTKa ayTOaHTUTEN, UMMYHHBIX
KOMIUIEKCOB, HETO3, aKTWUBALMsl KOMIUIEMEHTa, IPOMYKIIMS
LIMTOKWHOB U IP.), a IPYTOi 3aTparnuBaeT TyOyTOMHTEPCTUIINIA
Y MECTHBI aanTUBHbBIA UMMYHUTET in situ [93—96]. dpyrumu
MaTOreHeTMYECKUM MeXaHU3MaMUu OOYCJIOBJIEHO MOpaxkKeHUe
rmovek, accormupoBanHoe ¢ ADC u xapakTepu3syloleecs: MU-
KpPOTPOMOO30M, TTOpaKEHUEM SHAOTEIUS U PA3BUTHEM KOPTH-
KaJIbHOI UIIIEMUYECKOM aTpoprH.
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