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Pesrome

Lleaun paﬁomu: OIIMCaTh 0COOEHHOCTH TEUEHHA U UCXOABI 00A€3HH, ACCOLIMIPOBAHHON C AHTUTEAAMH
K 6a3aapHOM MeMOpaHe KayOouka (aHTH-BMK Goae3Hs).

Memods:: B IPEACTABACHHYIO CEPHIO CAyUaeB ObIAM BKAFOUEHBI Ha0ArOACHHA HarueHToB ¢ antu-bMK
00AE3HBIO U3 PA3AUYHBIX PETHOHOB CTPAHbI. AMArHO3 yCTAHABAMBAAM HA OCHOBAHUH KAMHIKO-AaGoparTop-
HBIX (OBICTPOIIPOIrPECCUPYIOIINII rAoMepyAoHedpHT, AU dy3HOE arsbBeoaApHOEe KpoBoTedeHue — AAK,
ypoBens antureA K BMK, npesbiarommuii pedpepescHble 3HaUeHUA AOKaABHOU AaGoparopun) u/vau
MOP(OAOTHIECKHX (IKCTPAKATHAAAPHBI raomepysoHeput — DKTH - I Tna) AaHHBIX, a TakOKe B COOT-
BETCTBHU C OIPEAEACHUEM, IPUHATHIM Ha KoH(pepenimu B Yanea-Xuase B 2012 1.

Pesyavmamor: B uccaeAOBaHUE OBIAU BKAFOUEHBI KAMHUYECKIE HAOAFOAE€HNA IIECTH NAIIHEHTOB, OAHOTO
My>KUuHBI (24 roaa) u ratu sxeHiuH (0T 27 Ao 67 aet), c antu-BMK G0Ae3HB10, KOTOPBIE IIPOXOAHMAN ACUe-
Hue B 11eproA ¢ 2016 mo 2023 rr. Cpean HEUX HopadkeHUe MOYEK, IIOTPeCoBaBIIIee IPOBEACHA 3aAMECTUTEAD-
HOI II0YEYHOM Tepanuu B Ae0roTe 3a00AeBaHN A, ObIAO BEIABACHO y IIATH, [IOPAXKECHHUE ACTKHX — Y UETBHIPEX,
ABO€ M3 KOTOPBIX HY>KAAANICh B MHBA3MBHOM BEHTHAAIIUN AETKUX B cBA3U ¢ passutueM AAK B aeGrore.
broncusa nouku 6b1Aa BEITIOAHEHA ABYM ITAIIMEHTaM, B 000uX cAydaax BeiaBaeHa Kapruaa DKTH I tuma
c noayayauamu B 100% xayOoukos. Bee manpeHThI IToAydasn Ae4eHIE TAFOKOKOPTUKOHUAAMI B HAYAABHOM
Ao3e 50-60 Mr/cyT o IpeAHU30AOHY, IIATH MAIMEHTOB ITOAYYaAr LIMKAO(oCchaMuA (CPeAr HHUX YeThIpe
IIEPOPAABHO), CEAHCHI MAA3MO00MEeHA IIPOBOAMAM B YeTBHIpEX cAydasx. IIpu aTrom cxema AeueHus IIOAHO-
CTBIO COOTBETCTBOBAAA PEKOMEHAYEMOMY CTAHAAPTY AHUIIL B ABYX CAyuaax. Tepammsa COIPOBO’KAAAACE
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OerMHaanue CTaTbH

H.M. bynanos, A.A. Anekcees, C.A. KoHuuHa 1 coasT.

Pa3BUTHEM TAKEABIX HEXKEAATEABHBIX ABACHUMN y IIATH HAIUEHTOB, CPEAU KOTOPBIX HanboAee YaCTBIMU
Ob1AM Aetikonenusa u nH(ekuu. Bece manueHTHI BBDKUAN U AOCTUTAY CTOMKOM PeMUCCHH. Y UeTBEPHIX
W3 [IATH IAIUEHTOB C IOPAKEHHUEM IT0YeK (PYHKIA UX He BOCCTAHOBUAACH, U OHU IIPOAOAKAIOT IIOAYYATh
3aMECTUTEABHYIO II0YEYHYIO TEPAIIHUIO.

Bv1600b1: B peaAbHON KAMHUYECKOH MPAKTHKE COXPAHAIOTCA TPYAHOCTH B AMATHOCTHKE U ACYCHUU
aatn-BMK Goae3nu, a moueyHas BBDKUBAEMOCTD ITALIIEHTOB OCTAETCA HEYAOBACTBOPUTEABHOM.

Abstract

Aim: to describe the clinical course and outcomes of the anti-glomerular basement membrane (anti-
GBM) disease.

Methods: in this case series we included patients with anti-GBM disease from different regions of the
country. The diagnosis was established based on the clinical and laboratory features (rapidly progressive
glomerulonephritis, diffuse alveolar hemorrhage (DAH), anti-GBM antibodies levels exceeding the reference
range of the local lab) and/or morphological evaluation (extracapillary glomerulonephritis (ECGN) type I)
according to the Chapel Hill 2012 consensus conference definition.

Results: We enrolled six cases of anti-GBM disease, one male (24 y.0.) and five females (from 27 to
67 y.o.), who were diagnosed between 2016 and 2023. Among them, five had kidney involvement requiring
kidney replacement therapy at the disease onset. Four patients had lung involvement, among them two
required invasive ventilation due to DAH at the onset. Kidney biopsy was performed in two cases and
showed ECGN type I with 100% crescents in both. All patients received glucocorticoids at an initial dose
of 50-60 mg q.d. (prednisolone equivalent), five received cyclophosphamide (four of them oral), and four
received plasma exchanges. It should be noted that the treatment regimen was in complete compliance
with current guidelines only in two cases. Severe adverse events occurred in five patients, leukopenia and
infections being the most common. All patients survived and achieved complete remission. Among five
patients with kidney involvement four developed chronic kidney disease stage 5 and continued receiving
kidney replacement therapy.

Conclusion: management of anti-GBM disease presents a challenge in the real-world practice. Kidney
survival remains unsatisfactory.

Key words: anti-glomernlar basement membrane disease, chronic kidney disease, immunosuppression therapy, plasma exchange

Bseaenue

Boaesnp, accoruupoBannas ¢ aHTHTEAAME K 0a3aAb-
Holi MemOpane kAyOouka (antu-bBMK-0oAesns), mpea-
CTaBAfCT COOOH BACKYAHT C IOPAKCHUEM KAIIHAASPOB
KAYDOYKOB 1/HMAM aABBEOA € OTAOKeHHeM auTH-BMK
AHTUTEA BAOAD OA3aABHBIX MEMOPAH B IIOPAKEHHBIX TKA-
max [1]. Caeayer OTMETHTD, YTO COBPEMEHHAA HOMCH-
KAQTypa PEKOMEHAYET BO3AEP/KATHCA OT UCIIOAB30BAHUA
HICTOPUYECKOIO Ha3BaHUA «O0AE3HB | yATacuepay, paBHO
KaK M APYIUX 51OHUMOB. KAMHIYeckas KapTHHA aHTH-
BMK 6oaesnn y GOABIIMHCTBA HAITMEHTOB ITPEACTAB-
ACHA OBICTPOIIPOIPECCHPYIOIIUM TAOMEPYAOHEPPUTOM
(bIII'H), koTOpEI B IOAOBHHE CAYYIAEB COIIPOBOKAA-
ercs pasBuTreM AU(@GY3HOTO AABBEOASPHOIO KPOBO-
teuenns (AAK) [2].

Beuay peakocru antu-BMK 6oAesan Tounsie au-
ACMHOAOTHYCCKHE AAHHEIC O €€ PACIPOCTPAHECHHO-
CTH OTpaHHYEHEl. 32D0AEBAEMOCTH COCTABAAET OKOAO
1,64 HOBBIX cAy4yaeB Ha | MHAAHOH HACEACHHS B TOA,
LIPU 9TOM AOAA 3a00AEBAHUA B CTPYKType HPUIHHA
BIII'H cocrasaser ao 15% [3, 4].

Oruonorus antu-bBMK Goaesun ocraercs He B IToA-
Holt Mepe fAcHa. [o Bcelt BUAMMOCTH, B pasBUTHH 32-
GOAEBAHNA CYINECTBEHHYIO POAb HIPAET COYCTAHUE
T€HETHYECKOI IIPEAPACIIOAOKEHHOCTH U (PAKTOPOB
BHEIITHEH CPEABL. B TO ke Bpems, ormcan psA 1yCKOBBIX
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(TpHrTEpHBIX) (PAKTOPOB, HHAYIIHPYIOIIUX IIPOAYKIIHIO
ayTOaHTHTEA K a3-11ern koAAarena IV Tuira, Takux Kax
nH@EKINOHHbIE 3a00AEBAHUSA, B TOM YHCAC BHPYCHI
rpura u SARS_CoV2, kypenue u BABIXaHIE Pa3ANY-
HBIX JTACBOAOPOAOB, IIPIMECHCHIE MOHOKAOHAABHOIO
arruresa k CD52 aaemrysymaOa, yAapHO-BOAHOBOI
AUTOTPHUIICHH U TPAHCIAAHTAIINA IIOYKH Y IAIIMEHTOB
¢ cuaApoMoM Aabropta [5-7]. D1r akTOpE! CIIOCOOHEL
HHAYIIIPOBATh MECTHYIO BOCIIAAUTEABHYIO PEAKIIUIO,
IPUBOAAIIYIO K HAPYILICHHIO CTPYKTYPHL 0A3aABHOMI
MeMOpPAHBI KAITHAASPOB U IIPEACTABACHHIO €€ CKPBITBIX
AHTHICHOB KACTKAM HMMMYHHOI CHCTEMEL, 4 TAKIKC BBI-
3BIBATH AHCPEIYAALIMIO AAIITHBHOIO HMMYHUTETA, 9TO
puBOAUT K hopmuposannio anturea kK BMK, kotopsre
HMEFOT CYIIECTBEHHOE 3HAYEHNE B IIATOTEHE3€e 3a00A¢-
BAHHA U CAY/KAT IEHHBIM AHATHOCTUYIECKIM MAPKEPOM.

B macrosiee Bpemsa AOCTOBEpPHBIE AAHHEIE O 3200A€-
Baemoctu auTH-BMK GoAesnbro u kAnHIKO-AeMOrpadu-
YECKHX XaPaKTEPHCTHKAX IAIneHToB B Poccnu oTcyrer-
ByIOT. LleApro Harrre# paboTsI OBIAO IIPEACTABHTD CCPUIO
HAOAIOACHMI marmeHToB ¢ anTH-bMK GoaesHbro 1 O111-
caTb OCOOCHHOCTH TCYCHUS M HCXOABI 3a00ACBAHIIS.

MeTtoApbl

B IIPEACTABACHHYIO CEPHUIO CAYIACB OBIAM BKAIOYEHBI
PETPOCHICKTUBHBIC AAHHBIC ITAITMCHTOB C AMArHO30M
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anTu-BMK GoaesHm, KOTOPBIIA BBUAY OTCYTCTBHA OOIIIE-
IPUHATHIX AUATHOCTHYECKHIX U KAACCH(PUKAIIIOHHBIX
KPUTEPHCEB YCTAHABAMBAAU HA OCHOBAHIHI KAFHIICCKIX
(BIITH n/uan AAK), aabopatopubIx (YpOBEHD aHTH-
teA k BMK, npespirmarormnii pedepercHbie 3sHaUueHIA
AOKAABHOI Aaboparopun) n/uAn MOPHOAOTHIECKIX
(9KCTpaKamAAAPHEIA TAoMepyAoHedpuT | THITA) AH-
HBIX, 2 TAKAKE B COOTBETCTBUU C OIIPCACACHUECM, IIPHHS-
TBIM Ha COrAacHTeARHON koH(epentun B Yanea-Xuane
B 2012 1. [1]. BercTpOnporpeccHpyroImM CINTaAl TAKOE
TEUEHHE ITOYCIHOIO IIPOLIECCa, IIPH KOTOPOM TEMIIbI
HAPACTAHHA YPOBHA KPEATHHUHA CHIBOPOTKH COOTBET-
CTBOBAAH KPUTECPHUAM OCTPOIO IOBPEKACHHSA IIOUCK
110 kaaccudukarmn KDIGO uau npu cHIKEHIH pac-
YETHOH CKOPOCTH KAYOOUKOBOI (DHABTparium B =2 pasa
3a =3 mec [8]. AuddysHoe aabBeOAIPHOE KPOBOTEUE-
HHE B OTCYTCTBHE OOIIEIIPUHATHIX KPUTEPUEB AHATHO-
CTHPOBAAM HA OCHOBAHUI COYCTAHHSA KPOBOXAPKAHD,
cHIKeHUs ypoBHs reMoraobuna Ha =20 r/ A 3a 24 vyaca
U XapakTepHoi pertrenoornaeckoit uan KT kaprumsr.
Amnrmreaa k BMK onpeaeAfiAr KOAYeCTBEHHO METOAOM
mvmmysodepmentroro anaausa (MIQA). Crparuduka-
IIHEO CTAAMI XPOHUYECKOH OOAE3HHU IIOYEK IIPOBOAUAT
B coorserctBuu ¢ pexkomerparuavu KDIGO u Hanu-
oHaABHOH accormarun Hedppororos Poccun [9, 10].

Bce manueHTE IPOKHBAAU B PA3HBIX PETHOHAX
CTPAHEHI, IIPOXOAUAN CTAIHOHAPHOE OOCAECAOBAHHE
U AGUEHHE B KAMHHKE PEBMATOAOIHH, HE(DPPOAOTHH
u npoduarosorun my. E.M. Tapeesa YHuBepcurerckoi
kanupgeckoit 6oapHuIE Ne3 PI'AOV BO Ilepserit
MI'MVY um. I.M. Ceuenosa u/uau I'BY3 Baaaumup-
cKaf 00AACTHAS KAMHIYeCKas OoAbHHIIA. FlccaeaoBarne
OAOOPEHO AOKAABHBEIM 3THYecKHM KomuTeToM PI'TAOYV
BO Ilepssit MI'MYVY uwm. JI.M. Cedenosa (mpoTokoa
Ne(4-24 ot 21.02.2024).

[Ipu OCTyIIACHIN B CTALIHOHAD BCE IAIIICHTBI IIOA-
mucasn HHGOPMIPOBAHHOE AOOPOBOABHOE COTAACHE,
BKAIOYAIOIIICE B CeOSl COrAACHE Ha HCIIOAB30BAHIE 00C-
3AMYCHHBIX MCAUIIUHCKIX AAHHBIX O COCTOSIHUH 3A0PO-
Bb [larmenta, pe3yAbTaTax 0OCACAOBAHUSA U ACUCHNH,
HHBEIX PE3YABTATOB IIOAYICHHOHN KAMHHYCCKOH IIPaK-
THKH, AAl OCYIIECTBACHHSA HAYIHO-HCCACAOBATEABCKON
ACATEABHOCTH YHHUBEPCUTETA U ITPOBEACHHSA HAYIHBIX
U KAMHHYCCKUX HCCACAOBAHUM, UX OIYyOAMKOBAHUSA
B HAYYIHBIX H3AQHIAX, 4 TAKKE C IIEABIO HCIIOAB30BAHIA
B oOy4aromux neAsix. Habaroaerne marumenTa 1 05100
paree OIyOANKOBAHO, OAHAKO ITPUHUMAS BO BHIMAHIE
3HAYIUMOCTD ODOOIICHIUSA BCEX AOCTYIIHBIX CAYYIACB 32-
OOAEBAHUA AASl TOAYUEHHSA OOAEE TIOAHOTO HA0OPA AAH-
HBIX, ABTOPAMHE OBIAO IIPUHATO PEIIEHHE O BKAIOYCHII
3TOTO CAydYas B IIPEACTaBACHHYIO cepuro [11].

[Tpu TOArOTOBKE IIyOAHKAIIHI ABTOPEI OPUEHTUPO-
BaAuce Ha pexomenaarun CARE 1o marnmcannio kan-
HIYECKHUX CAYYaeB U cepuil caydaes [12].

BBuAy maaoro wmcaa HaOAIOACHUIA, BOIIEAIITNX
B CEPHIO, BCE KOAMYECTBEHHBIE AAHHBIE IIPEACTABACHBI
B BUAC ADCOAFOTHBIX 3HAYCHUH. ABTOPAME OBIAO IIPH-
HATO PEIIEHNE BO3ACP/KATHCA OT FCIIOAB30BAHIS JACTOT
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(IpOIIEHTOB), MEp IEHTPAABHBIX TEHACHITHH U AUCIIEP-
CHH, IIOCKOABKY 9TH ITOKA3aTEAH MOTYT HEAACKBATHO Xa-
PAKTEPU30BATh MAAYIO BBIOOPKY H, TEM CAMBIM, BBECTH
YUTATCAS B 3a0AYVKACHIE OTHOCUTEABHO BHEIITHCH Ba-
AMAHOCTH TIPEACTABACHHBIX AAHHBIX.

PesyabraTe!

B nccaeaoBarue OBIAM BKAFOUEHBI KAMHUYECKIE Ha-
OAFOAEHUS ITIECTH ITAITHEHTOB, OAHOIO MYAKIHHBI U IIATH
sxeHmuH ¢ anTu-bMK 6oaesnbio, KOTOPBIE ITPOXOAUAH
aedenne B neproA ¢ 2016 o 2023 rr. Cpean HuX y 110-
AOBHHBI 3a00A€BAHNE ACOIOTHPOBAAO HA TPETHEM A-
caruaernu xu3Hu (24-30 AeT), y OCTAABHBIX B BO3pacTe
57-67 aer (Taba. 1). Boamoxmsie mpoBorupyrorue
(paKTOPEL, IIPEAIIECTBOBABIIIEE MAHI(DECTALIII KAUHH-
YECKUX IIPOABACHHI, OBIAN BBIABACHBI B IIATH CAYYadX:
yrotpedacrue Kypureapsix cMeceit (I[lanment 1), kon-
TakT ¢ AesuHdunupyrormmu cpeactsamu (Ilanuent 2),
pecrimparopusie uadexnun ([lannenter 5 n 6), BkAFoO-
gasg COVID-19 (Ilaruent 4). [TepBoiMu KARHIYECKIMI
IIPOABACHHAME 3a00AEBAHIA, KOTOPBIE CTAAH ITOBOAOM
AASl OOpAITIEHNSA 32 MEAUITIHCKOM ITOMOIIIBIO CTAAH KPO-
poxapkaube ([lamuent 1), makporematypus (I larmenTsr
2,3 m 5), amxopaaka (marenTsr 4 u 0). BBuaAy Berpaken-
HOTO CHCTEMHOI'O BOCIIAAUTEABHOTO OTBETA B AOIOTE
zaboaesanusA cocrosnue [ larmentos 2-6 B AeGroTE OBIAO
paciieHeHo Kak HH(MEKIINOHHOE 3a00AEBAHIE, B CBA3N
C 9EM BCE OHH IIOAYIAAU AHTUOHOTHKOTEPAIIUIO Pas3-
AMYHBIMI KAACCAMH ITPEIAPATOB.

CpeAn ImecTs IMaIMeHTOB ITOPaKEHHE IIOYEK Pas-
BHAOCBH y IATH (3a uckarodenneM Ilanmenta 1), npn
3TOM Y BCEX U3 HHX OHO OBIAO IIPEACTABACHO OCTPHIM
HeDPUTHIECKIM CHHAPOMOM: TeMATYPUEH PA3AMIHON
CTEITEHH BBIPAKEHHOCTH, IPOTEHHYpHEl cyOHEpO-
THYECKOIO YPOBHA B COYCTAHUU C OBICTPBIM PA3BUTHEM
oaunrypudeckoit popmsr OINIT, aro morpeboBaro nHu-
LUAITIN 3AMECTHTEABHON IIOYEYHON TEPAITIH II0 3KC-
TPEHHBIM IIOKA3aHHAM Ha CpOKax oT 3 A0 13 AHell mocae
rocrurasusarun (Taba. 1). V [ammenTa 1 B AmHammke
OBIAO TAKAKE OTMEYECHO HAPACTAHKE YPOBHA KPEATHHIHA
¢ 91 A0 138 MKMOAB/ A, OAHAKO 9TO IIPOHU3OIIAO YiKE
IIOCAE€ HAYAAA ITATOTEHETHYECKOM TEPAIIIH 1 C OOABIIIEIT
BEPOATHOCTBIO OBIAO IIPOSBACHHEM IIPEPEHAABHOTO
OI1I1, acconuupoBaHHOTIO ¢ cercucoM. buoricnsa nouxn
Obraa BoimoaHeHa [larmentam 2 u 5, B 0boux caygasx
ee IpoBeAcHUe OBIAO OTCPOYEHO Ha 4 1 3 Mec. coOT-
BETCTBEHHO, BBUAY TAKECTH COCTOSHHA ITAITUEHTOB B Ae-
BrOTE M/ MAN TEXHUHYECKIMU CAOKHOCTSMH, CBA3AHHBIMI
C BO3MOJKHOCTBIO BBIITOAHEHHUA AHATHOCTHYECKOTO BMe-
IITATEABCTBA B pernone. B obonx cAygasx Obiaa OAY-
YeHA KAPTHHA 9KCTPAKAITHAAAPHOIO TAOMEPyAOHEeD-
pura I tarma ¢ pudposHo-KACTOIHBIME 1 (PUOPOZHBIMU
noayAyausamu B 100% kayboukos (Taba. 2, Puc. 2).

[TopakeHne A€rkuxX OBIAO OTMEYEHO Y YETBIPEX
manueHTOoB, mpu 3ToM y IlarmuenTos 1 u 2 passuaace
KAaccugeckas KapTuHa AU Y3HOro aAbBEOASPHOTO
KPOBOTEUEHHSA C ABIXATE€ABHOI HEAOCTATOYHOCTBIO, I10-
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H.M. bynaros, A.A. Anekcees, C.A. KorumHa 1 coasr.

UcxopHble XapaKTepucTukKu nayneHTos

Baseline characteristics of the patients

Ta6bnuua 1 | Table 1

Mon KpeaTnHuH
MNauueHTsl, ’ . . CbIBOPOTKM MoTtpebHocTb AnTn-BMK
Bo3pactT Bo3moxHbili  [lepBbin Y, ny, MopaxeHne
roa fo Havana Onurypua B 3MT AT, AHLIA
neb6ioTa, Tpurrep cumMnTom BN/3p r/n nerkux
ne6ioTta ner neyeHus, B aeblote en/mn
MKMonb/n
MEMFERE Y oy DSTRNIUSUEGEDS  {Peres 91 Het 5 0 Het DAK, VBJT >200 Het
2016 cmecn XapKaHbe
Le3nHon-
MaymneHT 2 Makpo-
2017 X, 27 uupyoumne remaTypus 535 JIE] >100 3,0 Oa OAK, BN >200 Het
cpepacTea
Maunent3 o 3, - ELT 1068 Ha 15 27 [la Her >200 Her
2018 ! rematypusa !
g'g;‘;'e” 4 xe7 COVID-19  Jluxopaaka 651 Ja >100 14 Ja u3n >200 Het
Maunents 57 OPBM Makpo- 830 fa  >100 01 fa Her <20 Her
2022 ! rematypus !
g'g;‘;'e” 6 xe7 OPBM  Jfuxopaska 936 Ja  >100 - i W3n 5200 Her

Mpumeyarusa: AHLLA - aHTuTena K umtonnasme HentTpodunos, JAK - anddysHoe anbBeonsapHoe KpoBoTeueHue, X - eHcKunii non, VIBJ1- nHBa3viBHaA BEHTUNALMA NETKKX,
W3/1 - nHTepctuymnanbHoe 3abonesaHue nerkux, M — my»ckoi non, OPBW — octpas pecnupatopHas BupycHasa nHpekuus, MY — npotennypus, 3Y — sputpoumntypus.

AHLIA - antineutrophil cytoplasmic antibodies, JAK - diffuse alveolar hemorrhage, K - female, VBJ1 - invasive ventilation, U3J1 - interstitial lung disease, M — male,
OPBW - acute respiratory infection, MY - proteinuria, 3Y - erythrocyturia.

Pe3yana'n>| MOp¢0110FI/NeCKOFO nccneqoBaHnA TKaHU NOYKN

Results of the morphological evaluation of the kidney biopsies

Ta6nuua 2 | Table 2

KnetouHble Atpodusn
Yucno MonHocTblo

Knacc n $ubposHo- KaHanbLeB
MNayneHTbl KNy6OUKOB CKNnepo3npoBaHHble NmmyHodnioopecueHuma

HedpuTa o KNeTouHble 1 ¢nbpo3

B 6uonrarte Kny6ouku, % o
nonynyHus, % MHTEpCTULMA
OparMeHT TKaHK 19G +++, C3 ++, Kanna ++,
MaywneHT 2 SKrH I tuna 4 0 100 HeageKkBaTeH Anst  NAM64a +++ — INHENHO, CTEHKN
OLEHKMN KanunnapHbIX NeTesb

MayneHT 5 JKIH | Tuna 34 11,8 100 30 I9G +++ — NMHEIHO, CTeHKM

KanunnapHbIX neTenb

Mpumeyarus: SKMH — skcTpakanunnapHbii rnomepynoHedput, IgG — immyHornobynuH G, C3 — C3-KOMMNOHEHT KOMMIeMeHTa.

OKIH - extracapillary glomerulonephritis, IgG — immunoglobulin G, C3 — complement component C3.

TpeOOBABIIICH IPOBEACHHS NHBA3HBHOHN BEHTHAALINN
aerkux (Puc. 1). V manmenTos 4 u 6 npu KT opranos
IPYAHOMN IIOAOCTH OBIAN OITHMCAHBI HHTCPCTHIINAABHEIC
N3MEHEHUA TKAHH ACTKUX IO THITY «MATOBOTO CTECKAQ»
B OTCYTCTBHE KPOBOXAPKAHBA U CHIKEHNA CATYPAIIUHL.
[Ipurumas BO BHIMAHHE, IIPEAIIIECTBOBABIIUE B 9THUX
caygasx Aebrory antu-bBMK pecriuparoprsie mrdex-
LU, HEAB3S HCKAIOYNTD HX BKAAA B (DOPMHPOBAHIE
HM3MCHECHHUH B TKAHH ACTKHX.

V mATH manmeHToB AMAIHO3 OBIA ITOATBEPKACH
Ha OCHOBAaHHH BBICOKOTO ypoBHA aHTHTEA K BMK,
y Ilamuenta 5 yposens antu-BMK antnrea coxpa-
HAACA B IIPEACAAX pedpepEHCHBIX 3HAYCHNUI, 4 AHATHO3
OBIA ITOATBEPIKACH C IIOMOIIBIO MOPEHOAOIHIECKOTO
nccaeAoBaHmsA. Hu y KOTo 13 marueHToB He OBIAO BBI-
ABACHO CEPOAOIMYICCKUX MAPKEPOB APYIUX Ay TOHMMMYH-
HBIX 3a00ACBAHMI, TAKIX KAK AHTUTEAA K IIUTOIIAA3ME
HEHTPOPUAOB, AHTHHYKACAPHBIN (DAKTOP, AHTUTEAR
K KAPAHOAHIIIHAM, OeTa-2-TAUKOIIPOTCHHY-1 HAH TH-
IIOKOMITAEMEHTEMH.
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AAf HHAYKITHH PEMEICCHH BCE IAITMEHTHI IIOAYIAAN
rarokokoprukoctepouAsl (I'KC) per os, a Takxe B pe-
KHMe TIyAbC-Teparuu (3a uckarouernem llanmenta 6).
[Tarmenram 1-5 npoBoauan aedenue nuxkaodocda-
muAoM (LI®), cpeAn HEX TPOMM A€YEHHE HAYMHAAN
¢ B/B BBeAcHUs TIperapara, a [lanuentst 1-4 moaygasu
nperapar nepopasbao B Ao3ax ot 100 a0 150 mr/cyr
ma nporsuxernn 1,5-4 mec. (Taba. 3). [Mamuenty 2 A032
npemnapara Obiaa cHmxera A0 50 Mr/cyr, a AeucHue
3aBEPIIIEHO AOCPOYHO B CBA3H C PA3BUTHEM HEKEAA-
TeABHBIX ABAcHMI. CAeayer orMeTHTs, uto [lanmenty
5 OBIAO BBIIIOAHEHO AHIIb ABe HH(Y3UH ITperapaTa Oe3
IIOCAEAYFOIIETO IIEPEXOAA Ha IIpueM per o, a I lanmenty
6 ObIA HasHaueH asaTuonpuH. CeaHCH 11Aa3MOOOMEHa
B KoAmdectse OT 4 A0 10 IpoBOAMAM YeThIpeM IaITEH-
TaM, 0OBEM KCY3UI COCTABASIA OT 2 A0 4,5 A, a BO3Me-
IIIEHUE OCYITIECTBAAAN CBEKE3AMOPOKEHHOH ITAA3MOM
U PACTBOPOM aAbOYMHHA. A€UeHIE COIPOBOKAAAOCH
Pa3BHTHEM CEPBE3HBIX HEKEAATEABHBIX ABACHUH Y IIATH
HAIIEHTOB, CPEAN KOTOPBIX ITPEOOAAAAAN HH(DEKITH-
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Puc. 1. lnHamrKka nopaxeHuna nerkmx
y MauneHTKM 2 B fiebioTe 3abonesaHuA (A, C)
1 Yyepes 2 Mec. nocne Havana neyenus (B, D)

Fig. 1. Follow-up of lung involvement in
Patient 2 at onset (A, C) and after two months
of treatment (B, D)

Ta6nuua 3 | Table 3

JleueHue, 0CNOXHEHUA Tepanumn N NCXoAabl 3aboneBaHua

Treatment, adverse events and outcomes

Mna3smo-

TKC, nynbc-  TKC per os obmeH, Anurenbocte - Crapua
Hexena- . HabnogeHua Xbn
TepanusA, MO NpeaHu- Lukno- uncno JleTanbHbii
MaumeHTbl TenbHble nocne B KOHUe O6ocTpeHns
KYMYNATUBHaA  30JI0HY, dochamup npouenyp ncxon
ABNIeHNA pemunccnn, Habnto-
[osa, Mr mr/cyT (06bem
nert AeHunsA
3Kchy3unn)
800 mr B/B N1,
Cencuc
MauneHT 1 2250 60 150 mr/cyT n/o, N27 (3-4 n) Het 7 - Het
(S.aureus)
3 mec.
JleiikoneHus,
MauymeHT 2 2500 60 100-50 mr/cyT Neg (2 n) yAnuHeHne Het 6 C5n Het
n/o, 1,5 mec.
nHTepBana QT
JlenkoneHus,
MauvenT 3 1500 60 100 Mr/eyTn/o, wo10 (44,55  FEPNEC Her 5 C4A2 Her
2,5 mec. BUpPYCHasA
nHbeKuma
Oubpunnauma
500 mr B/B N23, npeacepaunn,
Maument 4 2500 60 100 mr/cyT, 4 Het BHYTPW- Het 2 C5n Het
mec. 60/IbHNYHAA
NHEBMOHMSA
MauuneHt 5 5550 50 600 mr B/B N22 Ne4 (2,5 n) Het Het 2 C5n Het
MauneHT 6 Het 60 Het Het Tpom6o3 Het 1 C5n Het

rny6oKux BeH

Mpumeyarus: TKC - rniokokopTrKocTepouabl, XbIM — xpoHuyeckas 6one3Hb Noyek, n/o — nepopasnbHo.

TKC - corticosteroids, XBIM - chronic kidney disease, n/o — oral administration.
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Puc. 2. Mopdonorryeckas KapTMHa NOpa)eHns noyek
y MauueHTKm 5. Mpun oKpacke remaTtokCMAMHOM 1 3031HOM (A, C)
1 Tpuxpomom no Maccory (B) KapTnHa 3KCTpaKanuuiAspHoOro
rnomepynoHedputa c 06pasoBaHNEM LNPKYNAPHbIX
1 CErMEeHTapHbIX, MPENMYLLECTBEHHO GUOPO3HO-KIETOUHBIX
nonynyHuii, udodysHo-ouarobiii GubPoO3 HTEPCTULMA 1 aTpodurs
kaHanbues. [Mpu nmmyHodoopecLieHLnn (He NpefcTaBneHa
Ha MrKpodoTOorpadusax) OTMEUEHO NIMHENHOE OTNIOKEHNE
UMMyHOTN06yN1Ha G BAOSb CTEHOK KanuAPHbIX NeTenb.

Fig. 2. Results of kidney biopsy of Patient 5. Hematoxylin and eosin
(A, €) and Masson's trichrome (B) stains demonstrate extra-capillary
glomerulonephritis with circular and segmental, predominantly fibro-
cellular crescents, diffuse and focal interstitial fibrosis and tubular
atrophy. Immunofluorescence (not shown) demonstrated linear
immunoglobulin G deposition along the capillary wall.

136 Hedponoruam guanms - T. 26, N2 2 2024

H.M. bynaros, A.A. Anekcees, C.A. KoHumta 1 coasr.

OHHEBIE OCAOKHCHHSA, ACHKOIICHUS I HAPYIICHUA PUTMA
u rpoBoanmoctr (Ta0a. 3).

B pesyabraTe HpOBOAMMOIO A€YEHNS BCE TTAITUEHTEI
BEKHAM. Bo Becex cAaywasx ObIAa AOCTHTHYTA CTOM-
Kaf peMHCCHA 3a00AEBAHUA 1 HOPMAAUIAIIUA YPOBHA
artureA K BMK. Cpean manuenTos, KoTOphIe OBIAM
AMAAHM3-32BUCUMBI B A€OFOTE 3200AEBAHUS TACTUIHOE
BOCCTAHOBAEHUE (DYHKITHI ITOYEK B PE3YABTATE KOMOH-
HUPOBAHHOI Teparuu OIA0 AocTHrHYyTO y [larumenros
2 m 3, oaHaxo uepes 4 mec. y IlarmenTa 2 B otcyrcTsue
1pusHakoB akTHBHOCTH aHTH-BMK GoAesHI BHOBB OT-
MEYEHO IIPOTPECCHPOBAHUE TTOYCTHON AUCHYHKIINN
C Pa3BUTHEM XPOHUYECKOH OOAE3HN 1Touek S5A craaum
(XBIT 5A). Takum 0O6pa3om, B HACTOAIIEE BPEMsA AHA-
AN3-32BUCHMBIME OCTAFOTCA YETBIPE MAIlHEeHTa. Y BCEX
MAIIEHTOB € IOPAKECHHEM ACTKHX OBIA AOCTHIHYT pe-
Ipecc AerouHoro mpoiiecca ¢ perpeccom KT-kaprumsr
1 HOAHBIM BOCCTaHOBAeHNEM yHKImu Aerkux (Prc. 1).
Obocrpennii 3a00AeBaHNA 32 BpeMs HAOATOACHHSA 3a-
PETHCTPUPOBAHO HE OBIAO.

OGcyxaenue

IIpeacraBaeHHAsA cepus HAOATOACHUIT AEMOHCTpPH-
pyer Bo3MoiKHBIE BapuaHThl Tedenusa anTu-bMK 6o-
Aesun. CpeAn 3a00AEBININX IIPEOOAAAAAY KEHITINHBI,
a BO3pacT AeOroTa 3a00ACBAHHA XAPAKTEPU3OBAACA
OUMOAAABHBIM PACIIPEACACHHEM C IINKAMI Ha TPETHEM
U IIECTOM ACCATUACTHUAX KU3HH, YTO COTAACYETCA C AU-
teparypubivMu AaHHBIME [13]. ITpu arom y GoabImmcTBa
IIAITMEHTOB YAAAOCh HAa OCHOBAHHN aHAMHECTHYECKHX
AAQHHBIX BBIIBUTH XAPAKTEPHBIC TPHUITEPHI, IIPEAIIIE-
crBoBaBIHe MaHHMecTaruu cuMiToMoB. Yactora
PA3BUTHA KAUHHYCCKHUX IIPOABACHUIN B IIEAOM TAKKE
COOTBETCTBYET AUTEPATYPHBIM AAHHBIM: CPEAH IIIECTH
ITAIIMEHTOB IIOPAKEHUE IIOYEK Pa3BUAOCH Y 5, Iopa-
xenne Aerkux — y 4. I1pm aTom, HecMOTpsA Ha MaAbIi
pasMep BBIOOPKH, ¥ ABYX ITAIIMEHTOB OBIAO OTMEUEHO
ATUIIHYHOE TedeHHE 3200AEBAHUA: H30AUPOBAHHOE
nopaxkenue Aerkux y IlammenTa 1 m orcyrcrue 3Ha-
gpMoro nopsirneHua tarpa antu-bMK AT y [lamm-
ertkn 5. [To aanmsiv arrreparyper antu-BMK 6oae3nnb
nporekaer 6e3 nopaxenud modek y <10% marmentos
[2]. CeponeraruBubie BapUaHTBH TeICHU 3000 ACBAHI
takxke ormcassl y 5-10% marnnenToB, 4T0 MOKET OBITH
cBA3aHo ¢ BrpaboTKOM aHTH-BMK AT mubIx kaaccos
(marrpumep IgA nam IgG4), HeaocTaTOUHON YyBCTBH-
TEABHOCTBIO IIPIMEHAEMOTO METOAR, 4 TAK/KE OBICTPBIM
CBA3BIBAHHEM C aHTHTeHAMHU B TKaHAX [14]. OAH2KO
B 1ieAoM anTu-BMK AT nmeroT BBICOKYIO AMArHOCTH-
YECKYFO IIEHHOCTD: HA OCHOBAHHIN METAAHAAN3A PETPO-
CIICKTHBHBIX HCCACAOBAHUIT OBIAO YCTAHOBACHO, YTO HX
YYBCTBUTEABHOCTD cocTaBadeT 93% (95% aoBepnTen-
mbiit marepsas (AV) 84-97%), a cenmduanocts — 97%
(95% A 94-99%) [15]. Kpome Toro, ectb AaHHEIE, YKa-
3BIBAFOININE HA TO, YTO MCXOAHO BBICOKMI THUTP aHTH-
BMK AT u MEAACHHBIE TEMITBI €O CHEDKECHHA MOIYT
OBITH ACCOIMUPOBAHBI C XYAITHUMH IIOKA3aTEAAMH I10-
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4yeqHOH BeukuBaeMocT [16]. Hu y xoro us maruenTos
e 6eran ooHapyxersr AHLIA, xo14 110 AaHHBIM ATTEpa-
TYPBL KX PACHPOCTPaHEHHOCTD I1pu anTu-bMK 6oaesmn
MozkeT AocTarath >2(0%, a ABOIHAA CEPOITO3UTUBHOCTD
ACCOIMUPOBAHA C DOABIIIEH YaCTOTON Pa3BUTHA CH-
CTEMHBIX IIPOSABACHHI M 00OCTPEHHUIl 3200AEBAHUA
[17].

B nmpeacraBaeHHON cepuu OHOIICHA ITOYKH OBIAA
BBIIIOAHEHA AHIIb y ABYX IAI[HEHTOB U3 IIATU C IIOpa-
KEHHEM II0YEK, B ODOHMX CAYYAAX — YEPE3 HECKOABKO
MECAIEB OT HAYAAA ACUCHHA, YTO YKA3hIBAECT HA IIOTEH-
IIIAABHBIEC TOYKN OITUMHU3AIINN AOKAABHBIX ITPAKTHK
BEACHHUSA IAIIMEHTOB C KAMHHYECKOH KapTHHON ObI-
CTPOIIPOIPECCHPYIOIIEro raoMepysonedpura. B to
e Bpems, pekomeHAarmn KDIGO npeaycmaTpusaror
BBIIIOAHECHHE OMOIICHHU IIOYKH C UMMyHO(MArOOpec-
IIEHTHOH MUKPOCKOIIHEH (PABHO KaK M aHAAN3 Ha aHTHU-
BbMK AT) B Teuenne 24 uacos y narentos ¢ bITTH,
OAHAKO, IIPHHNMAA BO BHIMAHIE (DYABMUHAHTHBIIN Xa-
paxTep TedeHus 3a00ACBAHNA, ACYECHUE TAFOKOKOPTHKO-
CTEPOMAAMH U ITAA3MOOOMEHOM MOZKET OBITh MHHIHH-
POBAHO 1 AO IOAYYEHHA X PE3YABTATOB Y IAIIHEHTA
¢ xapakrepHOM kanHmdeckoi kapTuHoi BIII'H. He cae-
AyeT 320BIBATB, YTO MOP(POAOIIIECCKOE UCCACAOBAHUE
TKAHW ITOYKH BHOCHT CYITIECTBEHHBIH BKAQA B OIICHKY
mporuosa 3aboacesanus. OIyOAUKOBAHHEIE paHEe pa-
OOTBI ITPOAEMOHCTPHPOBAAN ACCOIIHAIINI MEKAY AOACH
KACTOUYHBIX ¥ (DHOPO3HBIX IIOAYAYHHI B OHOIITATE C Be-
POATHOCTBIO PasBUTHA HEOAATOLIPUATHOLO IIOYEIHOIO
ncxoaa [18].

Bce manmenTs B HAIIIEH cepUM IIOAYYAAN ACUEHHE
I'KC, B 1.49. B IIfITH CAY4aAX B CBEPXBBICOKHX AO3aX, OA-
HAKO AedeHHe IUKAO(DOCHAMIAOM per 05 TOAYIAAT
TOABKO YETHIPE ITAITCHTA, CPEAN KOTOPBIX HE y BCEX YAA-
AOCH CODAFOCTI PEKOMEHAYEMYIO IIPOAOAKUTEABHOCTD
kypca (3 mec.). CeaHCE I1AA3MOOOMEHA IIPOBOAHAL
AMIIb YeTBIPEM ITAIieHTaM. Takum 0Opa3om, CTaHAapT-
HYIO TPEXKOMIIOHEHTHYIO TEPAITHIO B 0OBEME, COOTBET-
CTBYIOITIEM PEKOMEHAAIIMAM, ITOAYIAAT ABA ITAIFCHTA
u3 rrect. CACAyeT IPUHATH BO BHUIMAHIE, YTO AOKa-
3aTeApHAA 0a3a, 000CHOBEIBAIOMAA 3PP EKTUBHOCTD
PEKOMEHAYEMOI TEPAITHH, OIPAHUYEHA OAHIM PaHAO-
MI3UPOBAHHBIM HccAeAoBaHIeM 1985 r. m HeckoABKIMI
HaOAroAaTeAbHEIMU nccAepoBanuamu [19]. Heemorps
Ha ITOAHOIIEHHOE ACYEHHE, KOTOPOE B IIOCACAHIE AC-
CATHAETHA IPUBEAO K 3HAUUMOMY YAYIIIEHHEO OOIIIEH
BBIKHBAECMOCTH ITAIINEHTOB, IIOYEYHBII IIPOrHO3 OCTa-
ercsA HeOAArONIPHATHBIM: B TEYEHHUE IIEPBOIO TOAQ 3a-
6oaesannsa XITH, tpedyromasn 3I1T, passusaerca y 67%
BbuKHBINNX marreHTos [20]. [Ipurnunuassnoe yayd-
IIICHUE IIPOrHO32, HANOOACE BEPOATHO, OYACT CBA3AHO
C BHEAPEHUEM B IIPAKTHKY HOBBIX KAACCOB IIPEIIAPATOB,
B 4aCTHOCTH, UIMAH(UAA3EI — pepmentTa S. pyogenes, pac-
ITIEITASIFOITIETO MOAEKYABI IMMYHOTAOOYAMHA G B ITPKY-
Adarmn. B orryOAMKOBAHHOM HCCAGAOBAHIU C YIACTHEM
15 manmenToB IpUMeHEHHE UMAI(UAA3B] B COYETAHIN
CO CTAHAAPTHOMH TEPAIIHEH IIPHBEAO K BOCCTAHOBACHHIO
yposusi pCK® >15 ma/mun y 10 manuenros, B Tom
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YHCAC Y IIATH, HYKAABIIUXCA B ACICHIH AHAAU30M B AC-
OroTe 3ab60AeBanms [21].

B mpeacraBacHHON HAME CepHE HAOAIOACHHH BCe
IAIIIEHTH BEUKAAH, OAHAKO XPOHIYECKasA II0YeTHAS He-
AOCTATOYHOCTbD, TPEOYIOIIAS 3aMECTUTEABHOI I10YeY-
HOH TepaInu, Pa3BUAACH § YCTHIPEX U3 IIATH ITAINCHTOB
¢ mopazkeHnuem ro4ek. [Ipu 9ToMm y Bcex U3 HUX B aHAM-
He3e OBIAN YCTAHOBACHEI T€ AU HHBIC (DAKTOPEL, ACCOLIH-
HMPOBAHHBIE C HEOAATOIIPUATHBIM IIOYEIHBIM HCXOAOM,
TAKHE KaK OAUTYpHf, HOTPEOHOCTD B 3aMECTHTEABHOIT
IIOYEUHON Teparuu B AeOIOTe 3a00ACBAHUS, HAANIHC
moAyAyHui B 100% KAyOOYKOB IO AAHHBIM OHOIICHHL.
B px umcao cAeAyeT OTHECTH M HEOIITHMAABHBINR 00BEM
IIPOBEACHHOM IMMYHOCYIIPECCUBHO Teparmu. AaHHbIE
00 ucxoaax antu-bMK 6oaesan orpanmdensr. B omy-
OaukoBannoi B 2019 r cepun u3 12 mabaroaeHuii 3a-
PETHCTPUPOBAHO TPH ACTAABHBIX HCX0A, XDBIT 5A pas-
BUAACD Y IIATH IALIUEHTOB [22].

K orpammdueHusM paboTel OTHOCATCA e AU3ANH
(cepufl CAY9IAEB) M MAAOE YFICAO IAIIFEHTOB, 4 TAK/KE FC-
XOAHOC HADAIOACHIE ITAITUEHTOB B PA3ANYHBIX LICHTPAX,
YTO HOBBIIIAET PUCK CUCTEMATUYECKUX OIIMOOK 0TOOpa
1 HHQOPMAITIH, A TAKAKE CTEIEHb IETEPOTEHHOCTH CO-
OpAaHHBIX AAHHBIX, ITO IIPEIATCTBYET UX IIOAHOIICHHOM
SKCTPAIIOAAIINN HA OOABIIIHE TPYIIIBI HAIIHEHTOB [23].
Hecmorps Ha 9710, IpeACTABACHHBIE HAOAIOACHUSA AC-
MOHCTPHPYIOT PAA 3aKOHOMEPHOCTEH B TeYeHHU 3200-
AEBAHMA, 4 TAK/AKE CYIIIECTBYIOIIINE B PEAABHON KAMHIYE-
CKOI IIPAKTHKE IIPOOAEMBI U CAOKHOCTH AHATHOCTHKEH
1 AedeHns manneHTos ¢ aHtu-bMK Goaesnero.

3akaAroueHue

Antn-BMK 6oAesHb — peAkas Ipuansa ObICTPOIIPO-
IPECCHPYIOIIEro raoMepyronedputa 1 AUDDy3HOTrO
aABBEOASIPHOTO KpoBoTedeHus. [IpeacTaBAeHHAs cepus
HAOAFOACHUI ACMOHCTPHPYET COXPAHSAIOIINEC B KAH-
HITYCCKOM IIPAKTHKE CAOKHOCTH B CBOCBPEMEHHOM AHA-
THOCTHKE U ACYCHNU 3200ACBAHUSA, KOTOPEIE ACCOLIIH-
POBAHBI C HEOAATOIIPHUATHBIME IIOYCYHBIME HCXOAAMEL.
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