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LLkona Hedponora H.M. bynatos, [1.B. Crapukos, E.C. Crongpesmy u coasr.

Memodsi: B cTaThe IPEACTABAECHBI PETPOCIEKTUBHbBIE HAGArOACHUs ABYX IarmeHToB ¢ MITO-AHITA-
NO3UTUBHBIM MUKpOCKormyeckuM roananruuroM (MITA) u mopgorornuecku Bepudpumuposansor MH.
Amnarzos AHITA-accommupoBanHoro Backyaura (AAB) coOOTBETCTBOBAA OIPEACACHIAM, IIPUHATHIM Ha CO-
raacureAbHOI KoHepeniuu B Yanea-Xuaae B 2012 r., a Taroke kaaccugukannoHHsM Kpurepuam MITA
2022 r. I'ucrosoruueckoe MCCACAOBAHIE TKAHU ITOYKH BKAIOYAAO IIPOBEACHHE CBETOBOIH MUKPOCKOIINH
Y UMMYHO(PAFOOPECIIEHTHOI'O HCCACAOBAHUA.

Pesyrvmamer: B 060ux caydasx 3aboseBrme ObIAM My>KUYHMHAMHE, BO3PACT Ae€0r0Ta 3a00A€BAHUA CO-
craBua 59 aer (Ilanumenr 1) u 49 aer (ITaruent 2). ¥ IManuenra 1 3a60aeBanne MaHugecTUpoOBas0O pas-
BUTHEM HHTEPCTHIINAABHOIO MOPAYKEHUA ACTKUX U OCTPOro He()PUTHUECKOIO CHUHAPOMA, KOTOPBIN OBbIA
KyIIIPOBaH Ha3Ha4YeHUeM pUTyKcuMaba u rarokoKopTukouAoB (I'K). OaHako B AaAbHEHIIIEM Pa3BHACH
He(POTHIECKHIT CHHAPOM, Pe(PPaKTEPHBIH K TEPAIINN HHTTOUTOPAMHU KAABIIMHEBPHUHA, C IIOCAEAYIOIITIM
MIPUCOEAMTHEHNEM OCTPOTO HE(PPUTHUECKOTO CHHAPOMA, PETPECC KOTOPHIX OBIA AOCTHTHYT B PE3yABTATE
A€UEHHA ITUKAO(OCHAMIAOM U IIOCACAYIOIIEH TTOAAEP’KUBAKOIIEH Tepanueli purykcumabom. buoncusa
IIOYKH, BBIIIOAHEHHAA AO IIOBTOPHOI'O IIPUCOCAMHEHHA OCTPOro He(PPUTHIECKOr0 CHHAPOMA, BBIABHAA
xapruay MH 6e3 npusHakos akcrpakanmasapaoro raomepysonedpura (OKI'H). ¥ ITammenra 2 B AebroTe
3a00A€BaHIA PA3BUACH HE(PPOTHUECKUI CHHAPOM, K KOTOPOMY II0CA€ 0€3yCIIeIIIHOI IIOMBITKY TePAITNN WH-
ruburopamu kasbrHeBpuHa U I'K npucoeannmnaca Gpictponporpeccupyromuii HepUTHIECKUN CHHAPOM,
a TaKoKe HHTEPCTHLIMAAbHOE ITopakeHue Aerkux. [Ipu Mmopdororutueckom HCCAGAOBAHIH OBIAO BBIABACHO
coueranue MH u Hexkporusupyromero DKI'H. HenoaHoii pemuccuu 3a60AeBaHUA BO BTOPOM CAyYae YAQ-
AOCH AOOHUTBCA B PE3YABTATE A€UEHUA [IUKAO(DOCHAMHUAOM C IIOCACAYIOIINM IIEPEXOAOM HA PUTYKCHMAO.
Y o6oux manuenToB 6b1Au BeIABACHBI aHTHTEAA K MITO-AHIIA 1 oTCyTCTBOBaAM aHTHTEAQ K PELIEHITOPY
docdoannaser A2 (PLA2R) B mupkyaamum. B 060oux cAyuasx MHOrOKOMIIOHEHTHAA UMMYHOCYIIPECCUBHAA
Tepamusa, IpoBoAuMaA Ha (OHEe CoUeTaHUA HE(PPOTUIECKOIO U OCTPOro HE(PPUTUIECKOIO CHHAPOMOB,
OCAOYKHUAACH Pa3BUTHEM HH(EKIIMOHHBIX 3a00A€BaHNUI, KOTOPBIE CTAAH IIPUYNHOI ACTAABHOI'O HCX0AQ
y ITanmenTa 1.

Bo6odos: MH, acconumposannas ¢ MITO-AHITA, — peAkuil BApUAHT TAOMEPYAAPHOTO IIOPASKEHUA
B pamkax AAB, koTopsIii MoxkeT mpeAmecTBoBarh Kaaccuueckomy DKI'H mau pasBuBaThca oAHOBpe-
MEHHO C HAM U IPOABAATHCA COYETAHHEM He(PPOTHUECKOIO ¥ OCTPOr0 UAU OBICTPOIIPOIPECCHPYIOIIIETO
He(PUTHIECKOTO CUHAPOMOB.

Karouesvie crosa: murpockonuueckuii noanarenuns, Memopanostas Heponamus, anmumesa K yumoniasme Heidmpopu-
/106, MUeA0nepoKcUdasa

Abstract

Aim: to describe the presentation of membranous nephropathy (MNN) in patients with systemic vasculitis
associated with antineutrophil cytoplasmic antibodies (ANCA) against myeloperoxidase (MPO).

Methods: in this article we report the retrospective data of two patients with MPO-ANCA-positive
microscopic polyangiitis (MPA) and biopsy proven MN. ANCA-associated vasculitis (AAV) was diagnosed
in accordance with the 2012 Chapel Hill Consensus Conference definitions and the 2022 classification
criteria for MPA. Kidney biopsy specimen processing included light and immunofluorescence microscopy.

Results: in both cases, the patients were male, the age of disease onset was 59 years (Patient 1) and
49 years (Patient 2). In Patient 1, the disease manifested with the interstitial lung lesions and nephritic
syndrome, which was controlled by the administration of rituximab and glucocorticoids (GC). However,
later the patient developed nephrotic syndrome refractory to therapy with calcineurin inhibitors, followed
by nephritic syndrome. Remission was induced by cyclophosphamide and subsequent maintenance therapy
with rituximab. A renal biopsy performed before the recurrence of nephritic syndrome revealed a picture
of MN without evidence of extracapillary glomerulonephritis (ECGN). Patient 2 developed nephrotic
syndrome at the disease onset, followed by the rapidly progressive glomerulonephritis and interstitial lung
lesions which developed after unsuccessful therapy with calcineurin inhibitors and GC. Kidney biopsy
revealed the co-existence of MN and necrotizing ECGN. Incomplete remission of the disease in the
second case was achieved by treatment with cyclophosphamide followed by rituximab. Both patients had
antibodies to MPO-ANCA and no antibodies to phospholipase A2 receptor (PLA2R) in circulation. In both
cases, immunosuppressive therapy was complicated by the occurrence of infections, which resulted in the
lethal outcome in Patient 1.

Conclusion: MPO-ANCA-associated MN is a rare variant of glomerular lesions in AAV, which may
precede or develop simultaneously with the typical ECGN and manifest as a combination of nephrotic
and nephritic syndrome and/or rapidly progressive glomerulonephritis.

Key words: microscopic polyangiitis, membranons nephropathy, antinentrophil cytoplasmic antibodies, myeloperoxidase
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MeM6pGHO3HGﬂ He¢ponama Y NALUMEHTOB C CUCTEMHBIM BACKYNIUTOM, ACCOLIMMPOBAHHBIM C GHTUTENAMM K MMENONEPOKCHAA3E. ..

BBeaenue

CucTeMHBIC BACKYAHTBL, ACCOLUUPOBAHHEIC C AHTH-
TeAaMH K 1rToraasme Heirrpoduaos (AHLIA), — rpyrma
OpdAHHBIX Ay TONMMYHHBIX 3400 ACBAHIH, XapaKTEPU3Y-
IOINUXCA OAUTOMMMYHHBIM BOCIIAACHHEM CTCHOK IIpe-
HMYIICCTBEHHO MCAKHUX COCYAOB 1 HaAsmamem AHLIA
K IIPOTEHHA3E-3 HAU MUCAOIICPOKCHAASE B IIUPKYAALIIL
[1]. Ilopaxenue 1moveK ABAACTCA OAHHM M3 HAaHOOAEe
paCHpOCTpaHeHHHX nu HpOFHOCTI/IqCCKI/I 3HAYMMBbBIX
npossaeHui AHITA-acconnnpoBaHHBIX BACKYAUTOB
(AAB), mpeixae BCero rpaHyAeMaTo3a C HOAUAHTHATOM
(I'TIA) u mukpockomugeckoro moamauruura (MITA),
1 OOBIYHO IIPOTEKACT C PASBUTHUEM HEKPOTH3HPYIOIIEIO
9KCTPAKAIUAAAPHOTO TAoMepyAoHedpuTa 111 THITA.
Oanako npu AAB OIECaHBI U ATHIINYHBIC BAPHAHTHI
HOPAKEHHSA TIOYEK, CPEAH KOTOPBIX HAHOOACE PEAKHM
ABAferca memOpanosHas Heppomatua (MH) — mvmy-
HOOITOCPEAOBAHHOE 3a00ACBAHIE, XAPAKTEPUIYIOIIICECHA
A @PY3HBIM YTOAIIEHHEM U U3MEHEHUEM CTPYKTYPHI
0a32ABHOI MEMOPAHBI KAYOOYKA BCACACTBHE OTAOKE-
HUA IOA HOKKAMH IIOAOIUTOB MMMYHHBIX KOMIIACK-
COB, COACPIKAIIINX, IIOMUMO HMMYHOTAOOYAHHOB, BHY-
TPEHHUE IIOAOLIUTAPHBIC HAU 9K30ICHHBIC AHTUICHBI
[2]. Ha ceroAHAIIHUI ACHD IIATOrEHETUYECKAS CBA3b
mexay MH n AAB okonduaTeAbHO HE yCTAHOBACHA,
XOTSl AKTHBHO OOCYKAAETCA POAD MHEAOIIEPOKCHAA3EI
(MIIO), BEICTyIAFOIIIEH B KAYECTBE MMITAAHTHPOBAH-
Horo aarurena, 1 MITO-AHIIA, criocobuex dhopmu-
pOBATH CTAOMABHBIE IMMYHHbBIE KOMITACKCHI, ACTTOHH-
pyemsie B KAyDOUKax. BBuAy BapraOeAbHOCTH CPOKOB
pasBuTHA (A0 MAaHH(ECTAIIIH KAACCHYECKHIX ITPOABAE-
nuiit AAB, OAHOBpEMEHHO € Pa3BUTHEM IKCTPAKAIIIA-
ASPHOIO TAOMEPYAOHE(PUTA HAH CIYCTA HEKOTOPOE
BpemMsA ITOcAe AcOrOTA 3a00AeBanus) [3-5] n TamKecTn
KAIHHYCCKHX IIPOABACHUE (HePOTHICCKUN, OCTPHII
HAH OBICTPOIIPOIPECCUPYIOIINE HeDPUTHICCKUE CHH-
APOMEI, 2 TAK/KE UX COYETAHHE) B KAMHHYECKOH ITPaK-
trke AmarHoctrka MH y marmerrros ¢ AAB mosxer Obrth
compsAKeHa co CAOKHOCTAME [6]. Mbr mipeacTaBAfem
KAMHITYCCKHICE HAOAIOACHHS ABYX marueHToB ¢ AAB
u Mopdoaorugecku Bepucpurmposannon MH.

MeToABI

B paboTy BKAIOYCHBI PETPOCIECKTUBHBIC HAOAIOAC-
Hus AByX marpertos ¢ MITA n mopdonorumuaeckn Be-
pudunmposannoit MH. Amarnos AAB coorBercTBOBaA
OIIPEACACHESAM, IIPHHATHIM Ha COTAACHTEABHON KOH(e-
penrn B Yarrea-Xuaae B 2012 1. [1], a Takxe xaaccu-
puxannonnsiv kpurepusm MITA ACR/EULAR [7].
I'mcrorormaeckoe MCCAEAOBAHHE TKAHN IIOYKH BKAFO-
YAAO IPOBEACHUE CBETOBON MHKPOCKOIINU H HMMY-
HO(MAIOOPECLIEHTHOIO UCCACAOBAHUA. AASI CBETOBOM
MUKPOCKOIIIH HCIIOAB30BAANCH CPE3BI (DHKCHPOBAHHOL
popMaAMHOM U 3aANTOH B TAPADIH TKAHU TOAIIIHOM
3 MKM, OKpAIIICHHBIC TEMATOKCHAMHOM 1 503HHOM, PAS,
Tpuxpomom 110 Maccony. Mimmyrodaroopecrientaoe
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HCCACAOBAHHE BBIIIOAHAAOCH Ha CBEKE3AMOPOKEHHBIX
cpesax TOAIUHOI 4 MkM ¢ ucroAab3oBanunem FITC-
KOHBIOTUPOBAHHBIX aHTUTEA K geroBedecknm IgA, IgG,
IgM, C3c, aerkum mersam kappa u lambda.

AHIIA x MITO n nporennase-3 (I1p3) ornpeaeaan
KOAHYECTBEHHO METOAOM HMMYHO(EPMEHTHOTO aHa-
amsa (MIDA), turp arTurea K pererrropy pocdOoAHIIassn
A2 (artu-PLA2R) — B peakunu HempaMOH HMMYHOMD-
AFOOpECHEHITHI. AAf OTIPEACACHHA PACIETHOMH CKOPO-
cru kAyooukoBoit puaptpanun (pCKP) ncrroapsopasn
dopmyay CKD-EPI, 2021 r.

O0a marueHTa IPOXOAUAH CTAIIHOHAPHOE 0OCAE-
AOBAHIC U ACYCHHE B KAMHHKE PEBMATOAOTHH, He-
dpoaorun u npocdprarorornn um. E.M. Tapeea YHu-
BEPCUTETCKON KAMHITYeCKOH OoApHuIsr Ne3 PI'AOY
BO Ilepseiit MIMYV nm. .M. Ceuenosa Mumnzapasa
Poccun (Cevenosckuii Yuusepcurer). Mopdoaoru-
YECKOE HCCACAOBAHIE TKAHH ITOYKH OBIAO BEIIIOAHEHO
B IMaTOAOTOaHaTOMIYecKoM oTAcAeHnn I'BY «l"'opoa-
ckaf KamHngeckad 6oApHma Ne52 Aermapramenra 3apa-
BOOXpaHeHHA ropoAa MOCKBED.

MccaeaoBanme 0AOOPEHO AOKAABHBIM ITHIECKUM
komureroM PI'AOY BO Ilepserit MIMVY mm. .M. Ce-
genosa Munsapasa Poccun (CevenoBckuii YHuBepcu-
tet) (mporokoa Nell-24 o1 07.05.2024).

[Tpu mocTyAeHNH B CTAIMOHAP MAITMEHTHI ITOA-
rucasn HHGOOPMUPOBAHHOE AOOPOBOABHOE COTAACHE,
BKAFOUAIOIIIEE B CeOA COTAACHE Ha HCITOAB30BaHUE ODe-
3AMYCHHBIX MEAHITHHCKIX AAHHBIX O COCTOSIHIHN 3A0PO-
Bbs larmenra, peayAbTaTax 0OCACAOBAHUA U ACUCHUH,
UHBIX PE3YABTATOB ITOAYIECHHON KAHHIYECKON ITpakK-
THKH, AAl OCYIIIECTBACHHSA HAY9HO-HCCAEAOBATEABCKOIT
ACATEAPHOCTH YHUBEPCUTETA U IIPOBEACHNS HAYIHBIX
U KAMHHYECKHX HCCACAOBAHUI, X OIYOAHKOBAHIA
B HAYYHBIX H3AAHHUAX, 4 TAK/KE C IEABIO HCIIOAB3OBAHHA
B OOYYAIOIIIIX I[CASIX.

I[Tpu OATOTOBKE ITyOAMKAIIIN aBTOPBI OPHEHTHPO-
BaAnce Ha pexkomenaarun CARE o marnmcannio kan-
HITYCCKHX CAY4YaeB M cepuii caydaes [8]. Aas oOAerde-
HUA [IONCKA 1 OOOOINEHUA AUTEPATYPHBIX HCTOYHHKOB
OBIA HCIIOAB30BAH CEPBIC HCKYCCTBCHHOIO HHTEAACKTA
Elicit (https://elicit.com/). OxonvareApnsiii 0TOOP
U HHTEPIPETALIIO AAHHBIX AHTEPATYPHI IIPOBOAHAH
aBTOPBI ITYOAHKAIIIHL

Onmcanne cayuaes
Hayuenm 1

[Nanment 1, My:x9rHa, B aHAMHE3€ CaXapHBINA AHa-
Oer 2 tuma (amarsoctuposa B 2005 r., Ac4cHIE MET-
dopmuHOM, HpenaparaMu CyAb()OHHAMOYEBUHEL),
apTepuaApHAd THUIEPTOHHA C HOBHImeHHmEM AN
A0 190/100 mm pr.cr. B stmBape 2015 r. B Bospacre
59 AeT HOABUAUCH OABIIIKA, KAIIIEAD, IIOBBIIIICHUE
Temrepatypsl Teaa A0 37,5 °C, B cBA3u ¢ uem OBbIAA BBI-
IIOAHEHA MYABTHACIINPAABHAS KOMIIBIOTEPHASA TOMOIPa-
¢us (MCKT) opranos rpyAHOI moAocTH. BorABAeHBI
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VYACTKH YIAOTHEHHS IAPEHXUMBI IO THITY «MATOBOIO
crexkaay pasmepamu 25X30 mm, 20X25 mMm u 36X42 MM
B IIpoeKImu cermenToB S2, S4 1 S6 1paBoro Aerkoro co-
OTBETCTBEHHO C AepOPMAITHEH B ODOTAIIEHIEM ACTOY-
HOTO PUCYHKA ITO HHTEPCTUIIMAABHOMY THITY, 4 TAK/KE
VYACTKH VIIAOTHEHHA ACTOYHOM ITAPEHXUMBI TPEYTOAD-
HOI (DOPMEL, IITNPOKO ITPUAEKAIIIUE K IIAEBPE, C AOCTa-
TOYHO YETKUMH KOHTYPAMH, HETOMOTEHHOTO XapaKTepa,
¢ fuencTon AepopMaIHEell ACTOYHOIO PHCYHKA («CO-
TOBOC AerKOC)}) 1 HAATYIHUECM HepH()’pOHXHﬂ.AbHBIX ySCA—
koB B 55 u S10 aeBoro aerkoro u S10 mpasoro Aerxoro;
YMEPEHHO BRIpaKeHHAA AehOpMAaIusd OPOHXOB CerMEH-
TAPHBIX IIPaBOro Aerkoro. [Ipn koHTpacTHOM yeHAeHHI
ITATOAOTMYECKOTO HAKOIIACHHA KOHTPACTA M ITPU3HAKOB
TPOMOOIMOOAUH ACTOYHOI apTeprn He otmedeHo. Co-
CTOSIHME PACIIEHEHO KaK MHTEPCTUIIHAABHOE 3200AEBa-
nue Aerkux. [IpoBesena aHTHOAKTEpHAABHASA TEPAIIHA
1epTPHAKCOHOM, MOKCH(AOKCAITITHOM, 3aT€M AOPHIITH-
HEMOM C HEITOAHBIM 3(D(DEKTOM B BUAE HOPMAAM3AITHI
TEMIIEPATYPBI TEAA U YACTUIHOTO PErpecca peHIreHo-
AOTUYECKUX H3MCHCHUIL.

B mauase mapra 2015 r. BEIABACHA IPOTEHHYPUA
A0 6,2 r/cyr Ge3 cHmkeHus ypoBHEH o0ruero Geaxa
(66 r/A) u aapbymuna (37 r/A), spurponuTypHs
A0 15-20 B 11/3p, KOHIIEHTPALHA KPEATUHIHA B Chl-
BopoTke kpoBu cocrtaBaira 130 mxmoas/A (pCK®
55 ma/mun/1,73 M?). Obpararo Ha ceOs BHEMaHUE
nossimenne COD (o Becreprpeny) Ao 41 mm /4. [Ipu
V3 modek sXOCTPYKTypHbIEC H3MEHEHUA OTCYTCTBO-
BaAw. [ [puHmMas Bo BHIMAHIE COUETAHHOE IIOPAKEHIE
IIOYEK M ACTKHX, BBICKA3aHO IIPEAIIOAOKEHHE O Pa3-
BHTHH CHCTEMHOTO 3a00AcBaHuA. BorABAeHHOE TIPH
AoobcaeaoBarnn noseirenre yposua MITO-AHIIA
A0 90 (Hopma 0-5) EA/MA ¢ ydaeroMm KAHHHKO-A2DOpa-
TOPHOM KAPTHHBI M OTCYTCTBUA IPOABACHUI IPAHYAE-
MATO3HOTO BOCITAACHHSA, THIIEPIO3NHO(PUAUH U OPOH-
XHAABHOH ACTMBI IIO3BOAUAO AnarHoCTHpoBats MITA.
[TarenT OBIA BIIEPBEIEC TOCIIMTAAM3UPOBAH B KAMHHIKY
ny. E.M. Tapeesa B mae 2015 1. B crannonape Obraa
MHUIMAPOBAHA TEPAITNA IPEAHH30AOHOM BHYTPb B Ha-
qaapHOM A03e 30 Mr/cyr u purykcumabom B Aoze 500 mr
B/B Ne4 ¢ nrTepBaroM 7 AHEI CO CTAHAAPTHOI IIpeMe-
AHMKALIIEH METHAIIPEAHH30AOHOM B/ B, IIAPALIETAMOAOM
U XAOPIUPaMUHOM BHYTPB. [ToaoOpama comyrcrByro-
1mast Teparus Aosapranom 50 Mr/cyT, po3yBacTaTHHOM
15 mr/cyr, omenpazorom 20 mr/cyr, mpemnaparamMu
kaapIuda 1 Butamuaa D, cyapdamerokcasorom + tpu-
metorpumoM 480 mr/cyr. B pesyabrare IpoBeAeHHOIO
AedeHHA K AekaOpro 2015 I. AOCTHIHYTA TOAOKUTEAD-
HAf AUHAMUKA B BUAC CHIUKEHUSA YPOBHA KPEATHHHHA
AO 97 MKMOAB/ A, Perpecca spuTPOLUTYPUH U CHUIKE-
HUSA IPOTEHHYpUn A0 3,4 r/ CyT, HOPMAAH3AIIIU A20O-
PATOPHBIX MAPKEPOB CUCTEMHOTO BOCIIAACHHSA H YPOBHA
AHTUTEA K MUEAOIIEPOKCHAA3E, OTCYTCTBUA OTPHIIATCAD-
HOI AMHAMHKH CO CTOPOHBI ACTOYHOTO IIPOIIECCA.

Ha mporsxenmm 2016-2017 r. cocrosHme maImeHTa
COXPAHAAOCH CTAOMABHBIM, YPOBEHD KPEATHHHHA B AW~
HAMHKE HE HAPACTaA; IIEPCHCTHPOBAAL IIPOTEHHYPUA
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B Amanasone 2,7-4,2 r/cyr 6e3 rumonpoTeHHeMun
U TUIIOAABOYMHIHEMHN. BBIAa IPOAOAIKEHA ITOAAEPIKH-
Baroruas Teparus purykcumabom (1000 mr B/B kamable
6 Mec.), AO3a IIPEAHH30AOHA CHIKEHA AO 2,5 Mr/cyT
K uroAro 2017 1.

B aexabpe 2017 r. y marueHTa pasBHANCH OTCKH HITK-
HIX KOHEYHOCTEH, Antia. [ Tprr oOcAeAOBAHIN BEIABACHBI
HepoTHUecKuil CHHAPOM (ipoteunypust 4,7 r/cyr, ru-
nonporennemus 59 r/A) u cHrkenue QyHKINI TOYEK
(Hapacranue ypoBHS KpearuHHHA A0 112 MKMOAB/ A,
pCK® 62 ma/munr/1,73 M?), B csisu ¢ gem 11.12.2017 1.
BBIITOAHEHA Onorrcus rmouku. [Ipu cBeroomrmaeckom
HCCACAOBAHUH (KOPKOBBIH CAOH TKAHH ITOYKH, 18 KAy-
00YKOB) BEIIBACHA rAOMepyAomaTusa ¢ AUP@y3HBIM
VTOAIIIEHHEM TAOMEPYAAPHBIX 0a3aABHBIM MEMOpaH
(puc. 1), cermerrapusv (5/18) raomepyarockaeposom.
Kpowme Toro, orMeqaAncy He3SHAYUTEABHBIE HHTEPCTH-
IUAABHEIH (hHOPO3 1 TyOyAdpHad arpodus (15-20%).
[Ipyr mMMyHO(AIOOPECHIEHIIEHTHOM HCCACAOBAHUI
HA CBE/KE3AMOPOKEHHBIX CPE3aX BBIABACHA YMEPEHHAA
AuddysHas 1 rA00aAbHAS MEAKOTPAHYAAPHAS IKCIIPEC-
CHsl HOAUTHITHOTO HMMyHOTAOOYAIHA G, a Tawke C3c
KOMIIOHCHTA KOMIIACMCHTA BAOAD TAOMEPYASPHBIX Oa-
3aABHBIX MeMOpaH (++). Taxkum 0O6pasom, uMeaa MeCTO
MemOpanosHas nedporatus. AAS YCTAHOBACHHSA THITA
MH wuccaeposan turp antu-PLA2R: pesyabraT B mpe-
Aerax pedepercusix sHavernit (<1:10), uro ¢ yuerom
paHee AHATHOCTUPOBAHHOIO HOPAKEHNA OYEK B Pam-
kax AAB ¢ BBICOKOI CTEIICHBIO BEPOATHOCTH YKA3bI-
BaAO Ha BTOpruHbIA XapakTep MH. B ansape 2018 1.
BBIIIOAHCHO OYEPEAHOE BBECACHIEC PUTYKCIMAOA 1 BBUAY
HAPACTAHUS IIPOTEHHYPUH AO 6 I/CyT 1 ycyryOAeHus
THIIOIPOTEHHEMHN A0 53 T/A yBeAndeHa A032 IIPEA-
nusorona (Ao 20 mr/ CyT) U IIPUCOCAMHEH ITHKAOCIIO-
pus B A03e 300 MI/CyT € AOCTHKEHIEM KOHLICHTPALINH
nperapara 136 Hr/MA.

B mapre 2018 r. BHE3aITHO BO3HHKAN OCTpBIE OOAN
B ’KHBOTE, ITPH 0OCAEAOBAHIH KAPTHHA OCTPOTO IOBPEK-
ACHISA IIOYEK (KpeaTHHUH 204 MKMOAB /A, CK® B pobe
PeGepra 38 MA/MuH), HApaCTAHNUE SPUTPOLUTYPUH
A0 >100 B 11/3p 1 mporennypun A0 12 r/cyr. Vposens
MITO-AHLIA cocrasasia 6,2 Ea/ma (Hopma 0-5). TTocae
HCKAFOYEHHSA XUPYPIHUECKON MATOAOTHN (KHIIEIHOM
HEIIPOXOAHMOCTH, OCTPOTO ITAHKPEATUTA U AP.), OBIAO
IPUHATO PEIeHHe 00 YBEAMYCHNN AO3BI IIPEAHH30-
AOHA BHYTPb A0 50 MI/cyT 1 3aMeHE IIHKAOCIIOPHHA
Ha nkAodocdamua per os B A03e 150 mr/cyr, KoTopsrit
HAIIEHT ITOAYYAA € MapTa 110 mroAb 2018 r. Aevernme
OCAOKHUAOCH Pa3sBUTHEM THIIOIAMMATAOOYAUHEMUN
(IgG 0,5 1/ a), srmsoa0s aumdo- (0,1X10°/A) 1 aeiiko-
nernu (3,0X10%/A), pocbraecknx s3B roA€Hel U CTOII,
nuroMeraropupycHon nadexnuu (B mrose 2018 r.), xo-
TOpBIE IIOTPEOOBAAH IIPOBEACHUS HECKOABKIX KYPCOB
Tepaluy BHYTPHUBEHHBIM UMMYHOIAODYAHHOM, AHTH-
OMOTHKAMMU, BAATAHITHKAOBHPOM, ITOADOPA KOMOMHIPO-
BAHHOM AMYPETHYECKON TEPAINU M aHTUKOATYATHTOB.
Tem He MeHee, B PE3YABTATE IIPOBOAHMMON HMMYHO-
CYIIPECCHBHOM TEPAIIHH YAAAOCH AODHTBCA perpecca
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Puc. 1. CBeToBas MyKkpockonusa: a) CermeHTapHbIi roMepynocKiepos 1 yTonLieHVe IoMepynapHbix 6asanbHbix MmembpaH; okpacka PAS, x200.
b) YTonweHune rnomepynapHbix 6a3anbHbix MembpaH; okpacka PAS, x200.

Fig. 1. Light microscopy: a) Segmental glomerulosclerosis and thickening of glomerular basement membranes; PAS staining, x200.
b) Thickening of glomerular basement membranes; PAS staining, x200.

HePOTUUECKOTO CHHAPOMA (XOTHl COXPAHAAACH IIPO-
Teunypus >3,5 r/cyr) u yaydinenns QyHKIHN TOYCK
(YpOBEHD KpeaTHHHUHA CHH3HACH AO 173 MKMOAB/A,
pCK® 38 ma/mun/1,73 m?). B centabpe 2018 r. Bos-
OOHOBAEHO ITOAACP/KHBAIOITIEE ACUCHUE PUTYKCUMAOOM.
CocrofHne IaIMeHTa COXPAHAAOCH CTAOUABHBIM, IIPH
obcaeaoBarnm B Aekadbpe 2018 r. ypoBeHsb KpeaTnHIHA
160 mMMOAB/ A, ipoTenHypus 4,2 1/CyT, OCAAOK MOYN
0e3 n3MeHeHuIi.

B smBape 2019 1. cocrosHne manueHTa OCAOKHUI-
AOCH Pa3BHTHEM ABYCTOPOHHCH ITOAMCEIMEHTAPHOM
ITHEBMOHUH ¢ POPMHPOBAHUEM ABIXATEABHOM HEAOCTA-
TOYHOCTH, HOTpCGOBZlBLHSfI WHBA3UBHON BEHTUAAIIUNA
aerkux. [Ipm moceBe GpPOHX0AABBEOAAPHOIO AaBaKA
ObIA TOAYYeH poct Acinetobacter banmanii 102, Candida
albicans 102, Enterococcus faecalis 103 (marepuan Obia B3sT
Ha (DOHE IIPOAOAKAOIIEHCA MHOIOKOMIIOHEHTHOI
anTHOAKTepHAABHOM Teparmn). Hecmorps Ha mposo-
AUMYIO aHTHOAKTEPHAABHYIO TEPAIIHIO, Y IAIIMEHTA
PA3BHAACH TOAHOPTaHHASA HEAOCTATOYHOCTD, KOTOPAsA
IPUBEAA K ACTAABHOMY HCXOAY.

Llayuenm 2

[Mamuent 2, my:xgauna 49 Aer, B aHaMHe3€¢ XPOHU-
dyeckad OOCTPYKTHBHAA DOAE3HD ACTKUX, IIOAArPA, HE-
AAKOTOABHASA KHPOBasAd OOAE3HB ITedeHH. B Havase AH-
Baps 2023 1. pa3BUAOCH IIOBBIIIICHUE TEMIIEPATYPHI T€AA
A0 39°C, mpu 00CACAOBAHNH BBIABACHBI ITOBBIIIICHIIC
COD a0 35 mm/ 4, C-pearkrusroro Heaka (CPB) a0 155
(mopma 0-5) mMr/a, mporennypus A0 3 1/A, apurpo-
LUTYPUS CIAOLIb B I1/3p Oe3 HapyieHus (PyHKIUH
nouex (yposenn kpearunuaa 109 mrmoan/a, pCK®
72 ma/mun/1,73 M?), ruaponiepurapA (10 AAHHBEIM

axokapAauorpadun). Hecmorpsa ma orcyrcrsue ycra-
HOBAGHHOTO Ovara HH(EKIIUH, 10 MECTY KUTEAbCTBA
IIPOBEACHA AHTHOMOTHKOTEPAITHA IIepOIIePa3OHa CYAb-
OaKTAMOM, 33aT€M AEBO(AOKCAIITHOM, MEPOIIEHEMOM
1 BAHKOMUIIIHOM, TIOCAE BBEACHHA ACKCAMETA30HA AO-
CTHTHYTA KPATKOBPEMEHHAS HOPMAAM3AIINA TEMIIEPa-
TypbI TeAd. OAHAKO ITOCAE BBIIICKH M3 CTAITOHAPA Pas3-
BuAcs croiikmii cyodedbpuanter (37,6 °C), B cBA3M ¢ deMm
IIPOBEAEH KYPC A€UEHHA AOKCHITHKAMHOM 0e3 addexTa.
[Tpu obcaeaoBanmm B peppare-mapre 2023 r. oTvMedeHo
COXpaHEeHHUE HPOTEHHYpUH A0 3,54 r/cyr, spurporu-
Typun A0 25 B 11/3p, HapacTaHUE YPOBHS KPEATHHIHA
A0 137 mxmoan/a. IIpu MCKT opranos rpyaHoit
KAETKH, 930(haroracTpoAyOAEHOCKOITHH, KOAOHOCKOIIIH
IIATOAOTUH He BBIABACHO. B oTcyTeTBHe MOpdoAormde-
ckoli Bepudukaruu Apargosa B mapre 2023 r. HagaTo
A€YEHIE METHAIIPEAHH30AOHOM B A03€ 24 Mr/cyT, He-
(bporpOTEKTUBHAS TEPAIINs IIEPUHAOIIPHAOM 4 MI/CyT,
B PE3YABTATE YErO AOCTHTHYTO CHIKEHHUE IIPOTEHHYPUH
Ao 1 r/cyr, yposus kpearnanaa A0 106 MkMoAb/ A. OA-
HAKO ITOCA€ CHIKEHHA AO3BI TAFOKOKOPTHKOHAOB (I'K)
PasBHACA HePPOTUIECKHIT CHHAPOM, B CBA3H C €M B aB-
rycre 2023 r. manueHT ObIA BIIEPBBIE TOCITHTAAN3HPOBAH
B kAmHEKY M. BE.M. Tapeesa.

[Tpu AOOOCACAOBAHIH B CTAIINOHAPE AAHHBIX 32 FH-
exrrronnbIe 3200ACBAHNA, BKAIOYAA HH(EKIIHOHHBIE
3HAOKAPAUT, He 1oAyueHO. CepoAOrHYecKie MapKephl
CKB, ADC ne sossaenst. 16.08.2023 r. BermoAnena
Ouorcus MOYKM, KOTOPAs OKa3aAach MaAOHHGOpPMA-
TUBHOM B CBA3H C IIPAKTUIECKUM IIOAHBIM OTCYTCTBHAEM
KOPKOBOTO CAOf TKAHHU ITOYKH B MATEPHAAC AAA CBETO-
BOH MHKPOCKOITHH (OBIA TIPEACTABACH OAHH KAYOOUCK
C BBIP@KEHHBIMH aPTH(UITHAABHBIME H3MEHEHUAMH,
He IMOAAEKAITUI aAeKBATHOW onenke). IIpu mmmy-
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HO(AIOOPECIIEHTHOM HCCACAOBAHUHU HA CBEIKE3AMO-
POKEHHBIX CPE3aX BBIABACHA YMEPEHHAA CETMEHTAPHAA
MEAKOTPAHYAAPHAA SKCIPECCHA TOAUTHUITHOTO HMMY-
noraobOyauaa G BAOAB I'BM. Takum 0Opasom, mMmy-
HOMOPOAOTHYECKas KAPTUHA HANOOAEE COOTBETCTBO-
Bara MH ¢ cermeHTapHBIM pacripeAcACHIEM NMMYHHBIX
komrAekcoB. Turp artu-PLAZR cocraBua menee 1:10.
B cBasu ¢ oTKa30M maIEeHTa OT BHIIOAHEHHUA TIOBTOP-
HOII OHOIICHH IOYKH OBIAO IIPUHATO PEIIICHIE O MOAH-
(bI/IKaL[I/H/I HMMYHOCYHPCCCHBHOIZ TCpaHI/H/I: K ACUCHHIO
AOOABACH IIMKAOCIIOPHH C ITOCTEITCHHBIM YBEATYECHHEM
AO03BL A0 250 MI/CyT IOA KOHTPOAEM KOHLEHTPALINI
npemapata. B pesyaprare acuenus k ceursopro 2023 r.
AOCTHTHYT perpecc HeppOTUIECKOIO CHHAPOMA: CHITAKE-
Hue nporentypun A0 0,3 r/cyr, HopMaAu3aLus ypoBHeit
ob1mero GeAka 1 aAbOYMIHA B KpoBu. B okrabpe u HO-
AOpe IMAIHEHT aHAAM3HI He KOHTPOAHPOBaA. B aekabpe
2023 r. Ha (poHe BHEOOAPHIYIHOMN ITHEBMOHUH OTMEICHO
HapaCTaHue YPOBHI KpeaTHHNHA A0 185 MKMOAB/ A, 5pu-
tporTypust A0 20 B 11/3p. BbIA OTMEHEH HIMKAOCIOPHH,
IIPOBEACH KyPC AHTHONOTHKOTEpAIIHY € 9 EKTOM, OA-
HAKO YpOBEHb KpeaTHHNHA B suBape 2024 . moBBICHACH
AO 247 mMrMOAB/ A. TIpr IOBTOPHOIT rocHnTaAM3AINH
B Kaunuky B peBpase 2024 r. BBUAY HapacTaHUA yPOBHA
kpearuHuHA A0 411 MKMOAB/A KOHCTATHPOBAHO ObI-
CTPOIPOIPECCUPYIOIIEE TEUEHHE IIOUYEIHOTO ITPOIIECCa.
AomoannTteapro nccacaosansr AHLIA. C yaerom mo-
soiuenus yposast MITO-AHIIA Ao 52 ea/ma (HOpMa
0-20) BeIcKasaHO mpearoroxenue o passurun AHITA-
4CCONMHUPOBAHHOTO F'AOMEPYAOHEMDPUTA, OAHAKO IIPO-
BECTH MOP(MOAOIIYECKYIO BEpUPUKAIINIO AHATHO32
HE YAAAOCH B CBA3H C Pa3BUTHEM IapOKcH3Ma puOpHA-
asaman npeacepanii (OIT) m 3acTos o Masomy Kpyry.
brraa ckoppexrrposana IMMYHOCYIIPECCHBHAS TEPATIHS:
IIPOBEACHA ITYABC-TEPAITUA METHAIIPEAHI30AOHOM (CyM-
MapHO 1500 MI) € ITOCAEAYFOIITIIM ITEPEXOAOM HA IIPHEM
LPEAHU30AOHA BHYTPb B A03¢ 30 MI/CyT, BEILIOAHEHO
Ae nadysun nukrodocdamuaa o 400 mr. Aedyenre
OCAOKHHAOCH paspurreM napoxcnsma PIT, koTopsri
OBIA KyIIHPOBAH BBEACHHEM AMHOAAPOHA, 4 TAKAKE CTe-
POHAHOIO CAXapHOTO AHA0ETa, B CBA3M C UeM ObIAQ HHH-
LUUPOBAHA HHCYAHHOTEparus. B pesyaprare mposo-
AVMMOH Tepariuu ypoBeHb KpeaTHHHHA CHU3HACA ¢ 411
AO 232 MKkMOAB/ A, poTennypus ¢ 15,8 a0 8,8 r/cyr,
nopmaanzosancs yposerb CPB. Vposens MITO-AHILIA
cunsuaca Ao 32,1 (mopma 0-20) Ea/MA K aIIPEAFO
2024 r. Aast mpodbuaaxtuku uadekimn P, jirovecii k ae-
YEHHIO AOOABACH CYAB(DAMETOKCA30A + TPHMETOIIPUM
B A03¢ 480 mr/cyT. B mocaeayromme Mecsmsr IpoAOA-
skeHsl B/B nudysun mukaodocdamuaa B Aose ot 400
A0 1200 Mr ¢ maTEpBAAOM 2-6 HEA. C IIOCTEIIEHHBIM CHHU-
KEHIEM AO3BI IIPEAHH30AOHA. [IpoBoAMMas Tepartus
OCAOKHMAACEH passuTHeM mapokcusmos PIT B ampeae,
mae u uroHe 2024 1., KyIIIPOBAHHEIX AMHOAAPOHOM, He-
CKOABKHUX 3IIH30A0B HH(EKIINU ABIXATEABHBIX IIyTCH,
IIOTPEOOBABIIIHX YBEAUUEHUA HHTEPBAAL MEKAY BBEAC-
HHEAME IIIKAOOCAMIAA, 2 TAKIKE TEMOPPOUAAABHOTO
KPOBOTEYEHHSA, IIPUBEAIIIETO K IIOCTTEMOPPATHYECKOH
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H.M. bynatos, [1.B. Crapukos, E.C. Crongpesmy u coasr.

AHEMUH TKEAOU crerreHy B Mae u urone 2024 r. B ka-
9YECTBE BO3MOKHBIX IIPUYNH, CIIOCOOCTBYIOIINX CHH-
AKeHIIO 3(D(PEKTUBHOCTH TEPAIIHH, CACAYET OTMETUTD
HH3KYIO IPUBEP/KEHHOCTD IAIMEHTA K ACUCHHIO, OTKA3
OT CBOEBPEMEHHBIX BU3HTOB K BPavy U BEIITOAHEHUS 110~
BTOPHOI OHOIICHH TIOYKH.

K cenrabpro 2024 r. cymmapuo BBeaero 3600 mr
ukAodocdamMmAa, A03a IIPEAHH30AOHA COCTABAAAL
15 mr/cyr. Coxpansirocs coderanne HedpoTnde-
CKOTO M OCTPOro HePUTUIECKOTO CHHAPOMOB: IIPO-
tenuypust Ao 13,7 r/cyr (aapbymunypus 8,7 r/cyr),
runoaAbOyMuHeMus 32 r/A, THIIEPXOAECTEPUHEMUS
8,9 MMOAB/ A, spuTponTypus A0 25-30 B 11/3p, OBEI-
IIICHUE YPOBHS KPEATHHNHA AO 283 MKMOADB/ A; TaKKe
HabAroA2Aach aHemus (reMoraobun 96 r/A) u OBBI-
menne CPB A0 72 mr/A. COXpaHAACH TOBBIIICHHBLIT
yposenb MITO-AHIIA — 30 (zopma 0-20) Ea/ma. TTpu
MCKT ot 21.09.2024 r. oTMEYCHEI IPU3HAKK HHTEP-
CTHIIMAABHOTIO 3a00ACBAHISA ACTKHX: B CYOIIACBPAABHBIX
OTAEAAX OOOUX AECTKHX, OOABIIIE CIIPaBa, OIIPEACAAAICH
PETUKYAAPHBIC U3MEHEHUSA M MEAKHCE ITAOTHBIC OYATH.
07.10.24 r. BEIIIOAHEHA ITOBTOpPHAA OMOIICHA ITOYKM.
[Ipu cBeTOOITHYECKOM HCCACAOBAHHH (KOPKOBBII
U MO3TOBOM CAOHU TKaHH HOYKH, 10 KAYOOYKOB) BELBACH
AnddysueIi raomepyroHeDpUT ¢ PUOPO3HO-KAETOU-
ubivu (2/10) (puc. 2a) u pubposusivu (5/10) moayay-
HHEAMI U HECIIEIN(UIECKHIME KPHUTEPUAME XPOHU3A-
LMK, TAKIMHU Kak TA0OaabHbii (2/10) 1 cermeHTapHbLit
(5/10) rAOMEpPYAOCKAEPO3, YMEPEHHBLIT aPTEPUOCKACPO3
U HE3HAYHTEABHBIN APTEPUOAOCKAEPO3, BHIPAKCHHDIE
HHTEpCTHIHAABHBIN (GHOPO3 u TyOyAdpHad aTpodus
(50-55%). ITpu oxpacke Tprxpomom 1o Maccony 06-
paraAu Ha ceOA BHIMAHHE PACCEAHHbIE 3ITNMEMOpa-
Ho3HbIe (byKcHHOMUABHBIE AcO3UTH (puc. 2b). [Tpn
IMMYHOMDAIOOPECIIEHIIEHTHOM HCCACAOBAHNHI Ha CBE-
K€3AMOPOZKEHHBIX CPE3aX BBIABACHA yMEpPEHHAA AH-
(pysHad IPEUMYITIECTBEHHO CEIMEHTAPHASA MEAKOTPAHY-
ASIPHAS SKCIIPECCHSA ITOAUTUITHOTO HIMMYHOTAOOyAHHA G
BAOAB I'BM (puc. 3). Takum oOpasom, HMEAL MECTO
Mopdorormdeckas KapTuHa AUDPY3HOTO CKAEpPO3U-
PYFOIIIETO M HEKPOTH3NPYIOIIIETO FAOMEPYAOHE(DPHTA,
KOTOpas C y9E€TOM KAMHHYECKUX AAHHBIX (THIIEPIIPO-
Aykrma aatares k MITO) nanbGoaee xapakrepaa AAd
AHITA-acconunposarnoro raomepyronedpura (I'u-
cromarorormgeckan kaaccudurarres, 2010: cmernanHbIi
kaacc [9]). immynomopdoaoriaeckne AaHHbIE HE T10-
3BOASIAU HCKAIOYHTDH COIYTCTBYIOIIEE NMMYHOKOM-
naexcHoe nopaxenue (MH; seposrao, antn-MITO mem-
Opanosuas nedporarus/ antu-MITO MH-topo6ubIe
ACIIO3HTEL).

[IprHuMas BO BHUMAHUE COXPAHAIOIIYIOCA AKTHB-
HOCTH 3200A€BAHNS, 4 TAKKE HEKEAATCABHBIC ABACHIH,
ACCOLMHIPOBAHHEIE C TePAIHell (CaxapHBIH AnaderT, Ia-
poxcusmer PIT, permauBupyroIre HHQEKINT ABIXA-
TEABHBIX ITyTEH, aHEMHHA), IPHHATO PEIICHNE O IIPOBE-
ACHIHI MHAYKITHOHHOI TEPAITNHU PUTYKCHMAOOM B AO3€
1 rB8/B Ne2 ¢ mHTEPBAAOM 2 HEA. CO CTAHAAPTHOM IIpe-
MEAHKAIIHEH METHAIIPEAHH30AOHOM, ITAPAIIeTAMOAOM
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Puc. 2. CBeToBas MmyKpockonusa: a) CermeHTapHble $prbPO3HO-KNeToUHbIe NonynyHNs; okpacka PAS, x100.
b) SnnmembpaHo3Hble GyKCUHOPUBbHBIE AEMO3UTbI; OKPacka TPMXpoMoMm no MaccoHy, x400.

Fig. 2. Light microscopy: a) Segmental fibrocellular crescents; PAS staining, x100.
b) Epimembranous fuchsinophilic deposits; Masson trichrome staining, x400.

u xaoponupamuaoM. Ot yBeamdenus A03sl I'K 05110
pereno Bosaepxarbes. [Ipoaoamena mpoduaakTuge-
CcKast Teparus CyAb(haMETOKCA30A0M + TPUMETOIIPIMOM
(480 mr/cyT), mpenaparamn KaApus 1 Buramuaa D,
Hepo- U KAPAHOIPOTEKTUBHAS, AHTHAPUTMIICCKAS,
AUypeTHdecKas Teparus. JIHAyKIHOHHYIO TepalIHIo IIa-
IIICHT IIEPEHEC JAOBACTBOPUTEABHO. B AaabHelTIIEM ITa-
LIHCHT IPOAOAKIA HADAIOACHHE ITO MECTY JKHTCABCTBA;
110 AaHHBIM OT (peBpanst 2025 1. ypOBEHb KpeaTHHUHA

Puc. 3. immyHodntoopecueHTHOe nccnefoBaHme Ha

CBEXE3aMOPOXKEHHbIX Cpe3ax.
MenkorpaHynapHas skcnpeccua ummyHornobynunHa G (IgG) sgonb
rnomepynspHbIX 6a3anbHbix MembpaH; x400.

Fig. 3. Immunofluorescence on frozen sections.
Fine granular expression of immunoglobulin G (IgG) along the
glomerular basement membranes; x400.

cocraBuA 239 MEMOAB/ A, obimero Geaka 62 r/a, CPb
0,1 Mr/A; aHAAN3BI MOYH HE KOHTPOAHPOBAA.

OGcyxaeHnE

[IpeacTaBACHHEIC KAMHIYECKHE HAOAIOACHHS AC-
MoHCTpupyioT ABa cAydad MITO-AHIIA-nosurusHOTO
MITA ¢ mopdoaormgecku BepuHINPOBAHHON AHTH-
PLA2R-geratusroir MH.

K macrosmmemy BpeMeHN B AHTEPATYPE OIIHCAHO
HECKOABKO OTACABHBEIX CAYY4CB U CepUH HAODAIOAC-
HUIT ITOAOOHOTO PEAKOTO BAPHAHTA IOPAKEHUSA ITOUCK
y marertos ¢ AAB. Tak, B 1997 r. W.Y. Tse u coasr.
0000 parmbie 10 marueHToB, y 9 H3 KOTOPHIX IIPU-
3HAKH HEKPOTU3UPYIOINEro raomepyronedpnra u MH
OBIAU BEIABACHEL IIPU MOP(OAOIHIECKOM HCCACAOBAHII
yIKe Ha MOMEHT MaHudecTanuu 3a00AeBanus (y OCTaB-
IIIErOCs ITAIIMEHTa IIPU3HAKH BACKYAUTA OOHAPYKUAN
IIpu OBTOpHOU Hedpoduomcun depes 5 aer) [3]. V ge-
TBIPEX MAITHEHTOB IIEPBBIM KAHIYECKIM IIPOSBACHIEM
ObIA HE(DPOTHICCKUI CHHAPOM, KOTOPBIH Y ABYX H3 HIX
cogeraacs ¢ HapyrreHuem dyukiun modek. AHITA
OBIAM BBIABACHBI TOABKO Y YETBIPEX HAIIHECHTOB (CPEAH
npx vy 50% AHLIA ¢ mepunykAeapHBIM THIIOM CBEYe-
HHSA, KOTOPBII HALOOAEE XaPAKTEPEH AASl AHTUTEA K MH-
eaomepokcuaase). B marreit pabote y 00oux marueHToB
HAOAIOAAAACH CXOAHAA AMHAMEKA PA3BUTUA IIOYCIHOTO
nporiecca: popMupoBaHIe He(OPOTUIECKOIO CHHAPOMA
C IIOCACAYIOIINM IIPHCOCAMHEHUEM OCTPOro/ObICTPO-
IIPOIPECCHPYIONIEr0 HE(PUTHIECKOTO CHHAPOMA, OA-
HAKO Y IIEPBOLO MIAIKIECHTA TOMY IIPCAIICCTBOBAA IIH-
30A OCTPOro HePUTHUECKOTO CUHAPOMA B AcOIOTE
3200A€BAHUA, PA3PEIINBINUICA B PE3YABTATE ACUCHIA
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purykcumabom u I'K. Heemotps Ha T, 9T0 B 000KX
CAyYaAX BKAAA B PasBUTHE ITOYECIHON AHUCKHYHKIIHH
MOTAO BHOCHTB HA3HAYCHIE HHITOUTOPOB KAABIIHHEB-
PHHA, CACAYET OTMETHTD, YTO KOHIIEHTPAIHA ITperaparTa
OCTaBAAACh B IIPEAEAAX TEPAIIEBTUYECKOTO AHAIIA30HA,
a HAPACTAHHUE YPOBHA KpeaTHHUHA Ha (hOHE IEPCUCTH-
pyrorero HepOTUIECKOTO CHHAPOMA B ODOHX CAY-
YafX COIPOBOKAAAOCH HAPACTAHUEM 3PHTPOIIUTYPUI
U YPOBHA AaDOPATOPHBIX MAPKEPOB CHCTEMHOIO BOC-
naaerns. Kpome Toro, yHKIHA TOYEK YACTHIHO BOC-
CTAHOBHAACH ITOCAE YCUACHUA HMMYHOCYIIPECCHBHOM
Tepannu (Ha3HAYeHUA ITMKAOPOCGaMIAA H YBEAUTIEHHA
Ao3er I'K). D10 mmo3Boasier 00CyKAaTh TUIIOTE3Y O TPAHC-
popmaru ITOpAKEHHA ITOYEK, B IIOAB3Y KOTOPOH TaKiKe
CBHAETEABCTBYIOT PE3YABTATHI IIOBTOPHOM HePOOHOII-
cun y [lanmenTa 2, BHIABUBIICH cOYeTAHIE HEKPOTH-
supyromero OKI'H u MH. V TlannenTa 1 B Guorrrare
xapaktepHbie AT AAB mposBaennsa orcyrcTBOBaAH,
OAHAKO HA MOMEHT OHOIICHHI BEAYIIIUM B KAHHIYIECKOM
KapTUHE OBIA HePOTHHUECKHI CHHAPOM O€3 3HAYIMOTO
CHIIKEHHA a30TOBBIACAUTEABHOM (DYHKITHHI ITOYCK.

V obownx marmentos Obran BeisBAcHEr MITO-AHLIA,
a antu-PLAZR orcyrcTBOBaAm, 9TO B IIEAOM COrAacCyeTcs
C AQHHBIM AHTEPATYPBI O DOAEE BEICOKOM 9acTOTe OOHAPY-
xerna MITO-AHIA npu cogerarm AAB n MH [10-12].

Bosmomnuocts yaactra MITO B matorenese MH yera-
nosaeHa AaHO. Ere B 1987 1. B akcrrepuMenTasbHON
MOAEAN IAOMEpPYAOHEPHTA OBIAA ITOKA3aHA CIIOCOD-
sHocte MITO — karnonHOrO OeAka, BEIPAOATBIBAEMOTO
Heirrpopuaamu, cA3pBaThCA ¢ aHHOHAaMu I’ BM 1 na-
KAITAUBATBCA B CYOSIIUTEAHAABHOM ITPOCTPAHCTBE B Ka-
YecTBE «UMIIAAHTHPOBAHHOrOY anTureHa [13, 14]. B to
7K€ BpPeM#, IIATOreHETHYECKAA OCHOBA (DOPMUPOBAHIA
netnnraHoro Aaf AAB BapmanTa raomepyaonedprTa
Op1Aa TIPOAEMOHCTPHPOBaHa TOABKO B 2017 1. B pabote
S. Manabe u coasr. [15], IpeACTABUBIIINX KAMHIYIECKOE
nabaroaenue 19-aerTHero manuenTa, y KOToporo 3aboae-
BaHIEe MAHH(ECTHPOBAAO IIPOTENHYPUEI, TeMATYPHEH,
ymepennbiv camkerreM pCK® u moBsineHnem Tupa
MITO-AHIIA. CBeroomrtudeckoe HCCAEAOBAHUE HE-
dpobuomrara BesiBuAO Kaptuay MH u dpubposnsx
IIOAYAYVHUH, 4 IIPU 9ACKTPOHHON MHUKPOCKOIIMU OBIAI
OOHAPYKEHBI CYOSIIMTEANAABHBIE M ME3AHTHAABHEIE
3AEKTPOHHO-IIAOTHBIE ACIO3HUTH 1 yroArenne ['BM.
Aeuenne I'K nmpuseao k pemuccrun 3a60AeBaHIA, OA-
HAKO 4Yepe3 5 AeT y IAIHMEHTa Pa3BUACA ITOUEUHO-A€-
TOYHBIA CHHAPOM, 4 IIPH IIOBTOPHOH OHOIICHH ObIAA
noaydena kapruaa DKI'H 6es ricroaormaeckux mpu-
szaxkoB MH. B epBom Onorrrare aBropamu OBIAH IIPO-
AemoncTpuposansr Aertosuriua MITO u mvmyHOrA00Y-
Anaa G BAOAD 'BM # B ME3aHITH 1 HX KOAOKAAM3ALIHA.
Bo Bropom 6morrrare aenozuter MITO orcyrerBoBasm.
Ha ocnoBammm 5THX HAXOAOK aBTOPBI BBICKA3AAHU IIPEA-
IIOAOKEHHE O TOM, YTO Pa3AMYUA B KAHHHKO-MOPO-
Aormdeckux npossaeHuax AAB y manmenTa 3aBuceAn
OT aKTHBHOCTH 3a00AEBAHMA, KOTOPAA OIPEACAAAACH
ocobeHHOCTAMH B3ammoAeuctsus MITO u MITO-
AHIIA, HarpaBA€HHBIX IIPOTHB PA3AHYHBIX SIIHTOIOB
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MITIO. B cayuae mpoaykim MITO-AHLIA, cioco6-
HBIX IIPU CBA3BIBAHUH C OIIPEACACHHBIMH SITUTOIIAMH
MITO mopaBasTs e DEPMEHTATHBHYIO AKTHBHOCTD
(HO He aKTHBHPOBATH HEUTPOQUABL), IIO-BHAUMOMY,
MOTyT (POPMUPOBATHCA CTAOMABHBIE HMMYHHEIE KOM-
ITAEKCBI, HAKOIIAGHHE KOTOPHIX B CYOIIHTEAMAABHOM
IIPOCTpaHCTBe 3amyckaeT narorenes MH, no me mpu-
BOAUT K MaCCHBHOMY IIOBPEKACHUIO TKAHH IIOYKH
[16, 17]. B To Bpems xax Beipadotka AHLIA, Hamrpas-
A€HHBIX TIpoTHB Apyrux snutonos MITO, mamporus,
CITOCOOHA 3aIyCTUTH APYTOM MEXaHU3M HOBPEKACHUA
KAyOOUKa ¢ pasBuruem xapakrepHoro aad AAB OKI'H.
Orpanngennem AAHHON PabOTHI ABASETCA OTCYTCTBUE
NTI'X/N® uccaeaosanms ¢ anruresamu K MITO u yab-
TPACTPYKTYPHOH OIEHKN (3AEKTPOHHASA MUKPOCKOIIH)
HepOOHOIITATOB.

Ananormgnyio kapruny sxcupeccua MITO n nm-
myHOrAo0yAuaa G BAOAB I'BM (11 X KOAOKAAH3AIIHIO)
y manmertos ¢ AHITA-acconmupoBanHbIM rAOMEpyAO-
Hedpurom ormedain u Apyrue aropsr [18]. B 2024 .
K. Tominaga u coasT. ormcaau cepuro u3 7 caygaes MH,
accormuposansoii ¢ MITO-AHLIA, y koToperx 6s1aa
BeiBAeHA Aertosunua MITO meroaom mporeoMHOrO
aHaAm3a (C NCIIOAB30BAHNEM AA3EPHOIN MHKPOANCCEK-
IIHN B KHAKOCTHOI XpOMaTOrpadpun ¢ TAHAEMHOI Macc-
CIIEKTPOMETPHEI) C IIOCACAVIOIIEH ACMOHCTPAITHEI SKC-
upeccan MITO Baoas 'BM mMMyHOrICTOXIMIYIECKIM
U IMMYHO(AFOOPECIIEHTHBIM METOAAMH H KOAOKAAN3a-
nuu MITO u ummynoraodyanuna G metoaoM koHGO-
KaAbHON Mukpockonu# [6]. ITo cpasrenwmro ¢ rpymmoit
narerTos ¢ MITO-AHIIA-acconmupoBarnbv raome-
pyaonedpurom marmentsr ¢ MH, acconuupopannoi
¢ MITO-AHIIA, xapaxkTepn3oBaAuch GOAEE BHICOKHMH
IIOKA3ATEAAMH IIPOTENHYPUH, AOAH (DHOPO3HBIX IOAY-
Ayuuit u 6oAee Huskum yposaem MITO-AHIIA B nup-
kyasrun. B to :xe Bpems, pCK® u yposers mporeuny-
pUH B 5TOI TPyIIITe OBIAN HITAKE, YEM Y IIATH ITAIIHEHTOB
c nepsuunoi anTH-PLA2R-tosurisrOi MH. B 11eaowm,
ITO AAHHBIM PA3AMYHBIX CEpUIT HAOATOACHMIT, AAT MH,
accortuuposarnoi ¢ MITO-AHIIA, xapakrepro co-
JyeTaHue He)POTUIECKOTO CUHAPOMA (HAH ITPOTEHHY-
pHuu He)POTHIECKOTO YPOBHA) € OCTPEIM HedppUTHIIC-
CKHM CHHAPOMOM HAH OCTPBIM ITOBPEKACHUEM IIOYEK
6, 10].

B macrosimee Bpems 1mepCcOHAAM3NPOBAHHBINA TOA-
XOA K AeveHuto marnuenTos ¢ MH, acconuupoBanHoM
¢ MITO-AHIIA, se paspaboran. B anrteparype omu-
caspl nonbTku HasHavenud ['K B pexximve MorOTEpaTm
MAM YaIlle B COYCTAHHN IUTOCTATHKAMI (IIMKAO(OC-
(haMHEAOM, 23aTHOIIPUHOM, MU3OPUOMHOM, PUTYKCH-
MabOM), a Takke ceaHcaMu maasmoodmena. C Harmed
TOYKH 3PEHHA, IPHHUMAS BO BHUMAHHE ArPECCHBHBII
XapaKTep TEIEHNS [TOUETHOTO IIPOIECCA, BOSMOKHOCTD
PA3BUTHSA KUHEYTPOKAFOIIIX BHEITOYCIHBIX ITPOABAE-
HHIT CHCTEMHOTO BACKYAHTA, HANDOAEE IIEAECOODPA3HO
HA3HAYEHHE TEPAITNH B COOTBETCTBHH C PEKOMEHAAITH-
AMH 110 ACYCHUIO HopaxeHus modek upu AAB ¢ ee
KOPPEKIINEH 110 Mepe TPaHCOPMAIINN KATHITYECKOTO
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teuenud [19]. Ilpu aTom, Kak AeMOHCTPUPYIOT IIPEA-
CTABACHHBIC HAMH HAOAIOACHHS, CACAYCT VIHUTHIBATD
BBICOKHE PUCKU ACCOL[HIPOBAHHBIX C TEPAIIHCH HEKE-
AQTEABHBIX ABACHHIM, IIPEKAE BCErO MH(EKITNOHHBIX.

3akAroueHue

MH, accoruuposannas ¢ MITO-AHITA — peakuit
BAPUAHT TAOMEPYAAPHOTO HOpazeHns B pamkax AAB,

LUkona Hedponora

KOTOPBIH MOZKET IPEAINIECTBOBATH KAACCHYIECKOMY
3KCTPAKAIIMAAAPHOMY TAOMEPYAOHEPPHTY UAH Pa3-
BUBATHCH OAHOBPEMEHHO C HUM U IPOABAATHCHA CO-
deTaHHEM HePPOTUIECKOTO U OCTPOTO HAU OBICTPO-
IIPOIPECCUPYIONIETO HEDPUTUIECKOIO CHHAPOMOB.
KomOumHIpOBaHHAA HMMYHOCYIIPECCUBHAA TEPAIIUA
IIO3BOAAET AOOUTHCA TIOAHON MAM YaCTUYIHON PeMUC-
CHHI, OAHAKO CONPSKEHA C PUCKAMU MH(EKIIMOHHBIX
OCAOKHEHHI 1 MHBIX HEKCAATCABHBIX ABACHHH.
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