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Pesrome

MembOpanosnaa HepponaTusa (MH) — sTo BapuaHT raoMepyAOIIATHH, XapaKTepU3yromuiica Auddys-
HBIM YTOAIIIEHUEM U M3MEHEHHUEM CTPYKTYPBI TAOMEPYAAPHOM 6a3aAbHOI MeMOPaHBI B pe3yAbTaTe Cy0a-
MATEAMAABHOM ¥ MHTPAMEeMOPAHO3HOM AETIO3UITUY NMMYHHBIX KOMIIAEKCOB M OTAOKEHHA MATPUKCHOTO
MaTepHaAa, MPOAYLIIPYEMOTO IIOPAKEHHBIMH ITOAOIIUTAMH.

MH sBasieTcs oAHOI U3 HanmboAee PACIPOCTPAHEHHBIX NpuUUInH HedpoTuueckoro cuaapoma (HC)
y B3pocabix (20-40% cayuaes).
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LLkona Hepponora A.A. Apramonosa, E.M. Mpokonetko, A.B. Barasu, C.3. llybposa

Bropruunaa MH passuBaercsa Ha (poHE ayTOMMMYHHBIX 3a00A€BAHMIA, OITyX0A€H, MH(EKIIHii, AeKAPCT-
BEHHBIX BO3ACUCTBUII U T.II.

CoraacHO MEKAYHAPOAHBIM peKOMeHAAIAM, orrpeAescHue aHnTuTeA (AT) xk PLA2R moxker ucioab3o-
BaThCA B KAYECTBE HH(POPMATUBHOIO TecTa Aad AnarHoctuk MH u A pepeHmasbHOM AMarHOCTUKH €€
IepBUYHOM 1 BTOpu4HOii popm. MzBectHo, uTo B 70-80% mpu nepsuunoit MH Berasaarorca AT k PLA2R.
ITpu sropuunoit MH Berasaenne AT k PLA2R GbiBaeT peAko, 1 0COGEHHOCTBIO AAHHOI'O KAUHIUYECKOT'O
HabAropaeHns aBasgercs antu-PLA2R nosuruBHOCTS HaIleli MALMEHTKH U HeOObIUHAA IPUUNHA BTOPUU-
"ot MH.

B crarbe onncaHo KAMHIYECKOEe HAOAFOA€HHE ITAITUEHTKH 69 AeT ¢ He(PPOTUIECKUM CHHAPOM, C IIOA-
TBEP>KAEHHBIM Mopdosorudecku AauarHo3om MH u BeraBaennem AT k PLA2R B kposu. OAHaKO ¢ yueToM
BCEX KAMHHKO-AA00PaTOPHBIX AAHHBIX YCTAHOBACH BropuyHbIi rene3 MH. B mpouecce amaraocruteckoro
MOMCKA y ITAIIMEHTKH ObIAM MCKAIOUEHBI HanboAee yacTble NpuunHbl Bropuunoii MH: oHkosornueckue
3200A€BaHHA, BKAIOUAA OHKOI'€MATOAOTHYECKHE, CHCTEMHbBIE ayTOUMMYHHbBIE 3200A€BaHHA, BUPYCHBIE
uH(exuyn u Apyrue. Ilpuannoii passurua Bropuunoii MH ABuAca XpoHIYeCKUI pelUAUBUPYFOIUI OaK-
TEPHAABHBIN XOAAHTHT C YACTHIMHA 000CTpeHHAMY HA (DOHE CTPUKTYPHI remaTunkoxoseaoxa. Ormmcanna MH
Ha (pOHE ayTONMMMYHHBIX 3200A€BAHMII T'€IATO-OMAMAPHOI CHCTEMBI B AUTEPATYPE BCTPEUAFOTCH, OAHAKO
He yacro. Cayuan accommaruun MH ¢ XpoHHYeCKIM XOAAHTUTOM GAaKTEpUAABHOIO I'€HE3a HE OIMCAHBI,
HO UMEIOTCA EAMHUYHBIEe HaOAroaeHuA BTopuuHoii MH Ha doHe Apyrux 6axkTeprasbHbBIX HH(EKIUA.

Hecmortps Ha BeraBaenue AT k PLA2R Hapsaay ¢ mopdoaorudeckum moarsepkaeanem MH, ummyso-
CyIIpeCCHBHAA TE€PAIINA Y AAHHOI MAIIMEeHTKU He IIPOBOAKUAACH B CBA3H C PUCKOM Pa3BUTHA CEITHYECKUX
OCAOKHEHMIA M IIPEAITOAArA€MBIM BTOPUYHBIM XapakrepoM Hepponaruu. [Tocae npoBeaenns xupyprudec-
KOT'0 A€UEHHA — IHAOIIPOTE3UPOBAHHA XOACAOXA U AHTHOAKTEPUAABHOM TEPAIIMH COCTOAHUE ITAIIEHTKH
YAYUIIHAOCH, He(ppOoTHUIECKU CHHAPOM perpeccuposaa u ypoBetb AT k PLA2R cymecrBenHO CHU3HACH,
YTO MOATBEP’KAAET BTOPUYHBII reHe3 3a00ACBaHHUA.

Abstract

Membranous nephropathy (MN) is a variant of glomerulopathy characterized by diffuse thickening and
restructuring of the glomerular basement membrane as a result of subepithelial and intramembranous
deposition of immune complexes and deposition of matrix material produced by affected podocytes.

MN is one of the most common causes of nephrotic syndrome in adults (20-40% of cases).

Secondary MN develops against the background of autoimmune diseases, tumors, infections, drug
exposures, etc.

The determination of antibodies to PLA2R can be used as an informative test for the diagnosis of MN
and the differential diagnosis of its primary and secondary forms. It is known that antibodies to PLA2R
are detected in 70-80% of patients with primary MN. In secondary MN, detection of antibodies to PLA2R
is rare, and a feature of this clinical observation is the anti-PLA2R positivity of our patient.

The article describes a clinical observation of a 69-year-old patient with nephrotic syndrome, with a
morphologically confirmed diagnosis of MN and the detection of anti-PLA2R antibodies. However, a
secondary genesis of MN was established. During the diagnostic search, the main causes of secondary
MR were excluded. The reason for the development of secondary MR, in this case, was chronic recurrent
cholangitis against the background of stricture of the common bile duct with frequent exacerbations.
Descriptions of MN against the background of autoimmune diseases of the hepatobiliary system can be
found in literature, but not often. Cases of association of MN with chronic cholangitis of bacterial origin
have not been described yet, but there are isolated observations of secondary MN against the background
of other bacterial infections.

Despite the detection of antibodies to PLA2R and morphological confirmation of MN, immunosuppressive
therapy was not performed in this patient due to the risk of developing septic complications and the
supposed secondary nature of nephropathy. The patient was recommended surgical treatment. After
endoprosthesis replacement of the choledochus the patient's condition improved, nephrotic syndrome
regressed and the level of antibodies to PLA2R decreased significantly, which confirms the secondary
genesis of the disease.

Key words: chronic glomernlonephritis, secondary membranous nephropathy, chronic bacterial cholangitis, antibodies to PLAZR,
nephrotic syndrome, remission
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Bropuutas membpatosHas Hedponatus ¢ sbisereHmem anturen K PLAZR y nauMeHTki ¢ XpOHUUYECKMM PELIMAMBUPYIOLLMM XONIGHTUTOM

BBeaenue

MembOpanosuasn nedppomatus MH — ummyHOKOM-
IIACKCHOE 3a00AEBAHIE, IIPH KOTOPOM B IIOUKAX 77 Sitn
opMHEPYIOTCA NMMYHHbBIE KOMIIAEKCHI, COCTOAIIIE
U3 COOCTBEHHBIX ITOAOIIHTAPHBIX HAH K30I€HHBIX AH-
THTE€HOB U BHIPAOATHIBACMEIX K HIM ayTOAHTHUTEA, OT-
HocaAmuxcs K kaaccy 1gG. D1o npuBoAuT K akTHBanmm
KOMITAEMEHTA ITO KAACCHIECKOMY ITYTH C 0OPa3OBaHIEM
B CYOSIIMTEAHAABHOM IIPOCTPAHCTBE MEMOPAHOATAKYFO-
nrero komrAexca [1]. Beaeactsre crumyasarmm peakTis-
HBIX KIHCAOPOAHBIX PAAUKAAOB M SHKO3aHOMAOB ITyTEM
IIPAMOTO IINTOIIATHYECKOTO ACHCTBISA MEMOPAHOATAKY-
FOIINI KOMITACKC BBI3BIBAET CYOACTAABHOE ITOBPEKAL-
HHE ITOAOITITOB, 4 TAK/AKE PEOPraHN3aINIO0 AKTHBHOTO
IIITOCKEAETA U AMCCOIIMAITMIO OEAKOB INEAECBHAHOM
Anmacpparmer. B pesyapTare aT0Oro yBeAmUHBaeTCH IPO-
HHUIIAEMOCTD KAIIMAAAPHON CTEHKH KAYDOYKA ITOYKH
u paspuBactcs nporennypus [2]. Aas MH cotictBenso
Anddy3HOE YTOAIIEHHE TAOMEPYAAPHON 0a3aAbHOMN
MeMOpaHBI 1 U3MEHEHHUE €€ APXUTECKTOHUKI B PE3YAb-
TaTe CyOSIHTEAMaABHOIO M HHTPAMEMOPAHO3HOIO
OTAOKEHHA MMMYHHBEIX KOMIIAEKCOB M HaKOIIACHUA
MATPHKCHOTO MaTEPHAAQ, BHIPAOATHIBACMOTO TIOBPEK-
ACHHBIMH ITOAOIIUTAMH. XAPaKTEPHO OTCYTCTBHE ANOO
MUHIMaAbHasA IpoAudeparus kaetok. Hamboaee gacro
nepsuaaas MH mabaroaaercs y B3pocasix 30-50 aer,
1P 3TOM OOABITIE OOACFOT MYAKIMHEI (2,2:1), y KOTOPBIX
MH nporexaer Tsmxeaee [3].

V 80% marmenTos ¢ mepsuanoir MH B cucremnoit
LEPKYASIIUIE ¥/ HAM B TKAHH II0Y9€K OOHAPYKHBAIOT
AYTOAHTUTEAA K ITOAOIIUTAPHOMY TPAHCMEMOPAHHOMY
perterrropy dpoccoanmazsr A2 M-rura (PLA2R). Vera-
HOBACHA TCHETHYCCKAA TIPEAPACITOAOKEHHOCTD K Pa3-
suTHro repsuanoi MH, accormmposannas ¢ Bapuan-
TAMHI TEHOB, IIOTEHIINAABHO OTBETCTBEHHBIX 32 CHHTE3
PLA2R u AT x zHemy. Taknm 06pasom, AAf TIEPBHIHOLT
nau uanonarnueckoir MH xapakrepHo BhIABACHHE
anrureA k PLA2R [4]. [lpuunssr passurtus Bropud-
not MH odenp MHOroOOpa3HEL, B IIEPBYIO OUEPEAD,
3TO IINPOKHI CITEKTP OHKOAOTHYECKUX 3a00ACBAHHIA,
a TAKKE aYTOUMMYHHBIE 3a00AEBAHMSA, ACKAPCTBEHHbIE
BO3AciicTBusA, nudeknnn (rematut B, remarur C, cu-
Puanc, HIV-uadekmus, maatpus, mrcrocomaros) [5].
Cpean cucTeMHBIX 3a00AEBAHUI, ACCOIIMUPOBAHHBIX
¢ MH, MO%HO yKa3aTh CHCTEMHYO KPACHYIO BOAYAHKY,
IgG4-acconnnpoBannoe CHCTEMHOE CKAECPO3HPYIO-
1iee 3a00AEBAHIE, CAPKOHAO3, PEBMATOMAHBIH apTpPUT,
6oaesup lerpena. MH — manOoaee 9acTsIi Bapuant
ITAPAHEOIAACTIHIECKOTO ITOPAKEHISA TTOUEK IIPH COAHA-
HBIX OIIYXOAfAX. B AmTepartype npeAcTaBACHBI CAyIan
passurus MH Ha done 3aboAeBaHmil TIedeHN, CBA3AH-
HBIX C IMMYHHOI AC(YHKITIEH, TAKOM KaK ITePBUYHBII
OMAMAPHBIH IUPPO3 IEUCHH, Ay TOMMMYHHbIIA TEIATHT
1 IEPBUYHBIN CKACPO3UPYIOIINIT XOAAHIUT, OAHAKO
TaKHe CAYIau AOCTATOUIHO peaku [6]. IIpm sTom onm-
caanii MH, acconmuupoBaHHOI ¢ pEUANBHAPYIOIIIM
OaKTepHaAbHBIM XOAAHTHTOM, B AUTEparype Het. Kpome
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Toro, antureAa K PLA2R, kak 11paBrAo, He BEIABAAIOTCA
mpu Bropudnoit dpopme MH. B aanHOM kAnHIUECKOM
HAOAFOACHHHN OIHCAH CAYYall PasBUTHA BTOPUIHOM
MH ¢ PLA2R-1103uTuBHOCTBIO, pasBuBIIIEics Ha hOHE
CTPHKTYPHI TEIATHKOXOACAOXA U XPOHUIECKOTO PELIH-
AHBHPYIOITIETO OAKTEPHAABHOIO XOAAHIUTA.

Kannnugeckoe HabArOACHHTE

[Tammentka 69 Aer, xureabunma MOCKOBCKOM 00-
AACTH, BIIEpBBIE 00paTHAACh K HedpoAOry B ceHTAOPE
2022 r. 110 IOBOAY OTEKOB HIKHUX KOHEYHOCTEH, HAAU-
4ps OeAKa B MOYE, BRIPAKCHHON CAAOOCTH, ITOXYACHHS.
[Tpu 5TOM ManueHTKa COO0INAAA O IIEPUOANIECKH BO3-
HHUKAFOINUX IIPUCTYIIOOOPA3HBIX ODOAAX B ITPABOM ITOA-
pebepoe. B amammese ykasaHui Ha BUPYCHBIE TEIIATUTEL
HapasuTapHeie HH(EKIIIH HET.

Nssectno, uro B 2015 1. manuenTka BIIEpBLIE OT-
METHAQ IOSBACHHE OOAC3HEHHOCTH B IIPABOM ITOAPE-
Oepbe, COIPOBOKAAIOIIEICA TIOABEMOM TEMIIEPATYPHI
Teaa Ao 38,9 °C. B urone 2016 1. manmenTKa HAXOAMAACDH
Ha CTAIIMOHAPHOM ACYCHHU B XHPYPIUIECKOM OTACAE-
HIH ITO MECTY JKHTEABCTBA C ABarHo3oM: sKeaurnokamen-
Hasg 00Ae3Hb. OCTPHII KaABKYAC3HEIH XOAermcTut. Cre-
HO3HUPYIOITUH MAHAAWT. VIHAYpaTHBHBINA TAaHKPEATHT.
Mexanngecxkas xeatyxa. [Ipn oOcAeAOBaHHIH HCKATO-
YCHBI BUPYCHBIC TEIIATHTHL. BBIITOAHEHO XHPYPrudecKoe
BMEIITIATEABCTBO — PeTporpasnas XoAaHIHOIIaHKPEATO-
rpacdus, BHAOCKOIINYECKASA TATHAAOCHHHKTEPOTOMHL.
[TocAe TPOBEACHHOIO XUPYPIHYECKOTO ACICHHA OTME-
YCHA ITOAOKHTCABHAS AHHAMUKA COCTOAHHUA OOABHOI.

B teyenne 6 Aer mpHCTYIIBI XOAQHTUTA OBIAK PEA-
KHMH — IIepBhie 3-4 roaa ¢ uactoTo 1 pas B roa, Aasee
1 pas B moAroaa, KyIIpOBAAKCH KOHCEPBATHBHO, B AMOY-
AQTOPHBIX YCAOBHAX. AHTUOMOTHKH IIpU 0OOCTPEHHAX
IAITHCHTKA [IOAYYIAAd KOPOTKHMU KyPCAMH, HECTEPO-
nAHBIE IIpoTHBOBOCIAAUTEABHBIE IIperrapatsl (HITBC)
npumenia peaxo. Aerom 2022 r. marmeHTKa OTMETHAR
VXVAILICHIE COCTOSIHUA — IOABACHUE OTEKOB HIDKHIX
KOHEYHOCTEI, COITPOBOKAAIOIINECH 3YAOM, YCHACHIE
OOACH B IIpaBOM HOAPEOEpbE, IIOTEPA BECa 32 IIOATOAA
ma 20 xr. B mroae 2022 r. HaxoAHAACh Ha CTAIIHOHAP-
HOM AEYECHHU B TACTPOIHTEPOAOTHYECKOM OTACACHII
I'bY3 MO MOHUKMH um. Baaaumupckoro ¢ Aua-
rHO30M: XPOHHYECKNI ITaHKpeaTuT, OoAeBas popma,
obocrpenne. XpoHmdecKui xoAauruT. [ Ipu o0caeaoBa-
HHH, IT0 AAHHBIM KOMIIBIOTEPHON TOMOIpapIm OPraHoB
OpPIOIIIHON ITOAOCTH 1 3a0PFOIIHHHOIO IIPOCTPAHCTBA
C KOHTPACTHPOBAHHEM BBIABACHO: CTPUKTYPA ICIIATH-
KOXOAEAOXA — CY/KEHIE AO 2 MM DAMKE K ALCTAABHOMY
oTAeAY (puc. 1), KHCTO3HBIE BKAIOYECHUS B IIOAKEAYAOY-
HOM KEAe3€ € YEeTKIMH KOHTYPaMU, pasMepamu 4X7 Mm
n 3%X3 mm. KonTpacTupoBaHne MOAKEAYAOTHOMN Ke-
Aesel romorenHoe. [ledens, ceae3eHKa, IOYKY, HAATIO-
YEYHHKH — O€3 ITATOAOIMYECKUX u3MeHeHn . 7KeAdHsIit
IIy3BIPb OOBIYHBIX PA3MEPOB, A6POPMHUPOBAH, COAECPKH-
MOE €r0 TOMOTCHHOE, CTCHKA HE YTOAIICHA, KOHKPEMEH-
TOB HE BBIBACHO. ¥ BEAYEHHBIX AUM(ATHIECCKIX Y3A0B

Hedponorun n guanus - T. 26, N2 1 2024 91



LLkona Hedponora

Puc. 1. KT-kapTunHa CTPUKTYpbI renatrkoxonepoxa. lenatnkoxonepox
BW3yann3npyeTca Ha BCeM NPOTAKEHMM, ANaMETPOM MaKCUMarbHO
[0 9 MM, 6nivKe K ANCTaNbHOMY OTAENY CY>KMBAeTCA JO 2 MM.
CTpenkon 0603HaYeHO MeCTO Cy>KeHMA rernaTukoxonexona.

Fig. 1. CT scan of hepaticocholedochal stricture.
The hepaticocholedochus is visualized along its entire length,
with a maximum diameter of 9 mm, closer to the distal part it
narrows to 2 mm. The arrow indicates the place of narrowing
of the hepaticocholeastric duct.

U KHAKOCTH B OPIOIITHOM ITOAOCTH U B 320 PIOIITHHHOM
IIPOCTPAHCTBE HE OITPEACAACTCH.

ITo aaEHBIM 530(DaroracTpOAYOAEHOCKOIINH, Kap-
THHA ((yMepeHHO Bpra)KeHHOI‘O XpOHI/IqCCKOFO ra-
cTpuTay. BEIAN IIPOBEACHBI FCCACAOBAHUA HA OHKO-
mapkeper: CA 19-9, POA 3, pe3yAbTaT OTpHUIIATEABHEII.
B obrriem aHaAu3e MOYM Ha TOT MOMEHT yPOBEHD OCAKA
1,0 r/A. VpoBens kpeaTnHIHA KPOBH 78 MKMOAB/ A.

[TpoBeacHa KOHCEpBATHBHASA TEPAIINA, AI[HCHTKA
BBIIIFCAHA C YAYYIICHHEM caMOuyBCTBHA. OAHAKO
B AAABHEMIIEM OTMEYAAOCH ITOCTEIIEHHOE HAPACTAHHE
OTEKOB HIKHHX KOHEYHOCTEH C pacIpOCTpaHCHUEM
Ha IIEPEAHIOIO OPIOIIHYIO CTCHKY, U B cenTaAdpe 2022 1.
HAIMEeHTKA 0OPATHAACH 32 KOHCYABTAITHEH K Hedpo-
Aory. Ha ocroBanmm ocMoTpa 11 AAOOPATOPHBIX AAHHEIX
AHATHOCTHPOBAH HE(OPOTHUUECKHIA CHHAPOM: BEIPA/KCH-
HBIE OTEKH, CyTouHast npoTtenaypus 5593 mr/c. B kposu
obrmmit 6eaok 56,7 r/ A. aasbymun 24,9 1/ A, xoAecTepun
9 MMOAB/ A. Takske OTMEIAAACH AHEMUS ACTKOH CTEIICHH
TKECTH — ypoBeHb reMoraoouna 105-109 r/A. DOynkma
IIOYEK OCTaBAAACH HOPMAABHOH, YPOBEHb KPEaTHHIHA
KpoBH He GoAce 82 MKMOAB/ A.

C 1eABIO BBIABACHHA LIPUIHH HEPPOTHIECKOIO
CHHAPOMA OBIAO PEKOMEHAOBAHO AOIIOAHHUTEABHOE
00CACAOBAHIE — FICKAIOYCHIE OHKOAOTHYECKUX 3200-
ACBAHHH, AMIAOHA032, MIEAOMHOH OOAC3HH, ayTOMM-
MYHHBIX 3200AeBarmil. [TaanupoBasace mposeAcHme
AmargocTrdeckoii omoncun moukn. [Ipu s0o06caeso-
BaHum: Oearok benc-Axonca B Move He 0OHApPYKEH.
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Mmmynoduxkcarus 6eAKOB CBIBOPOTKU — IIAPAIIPOTEHH
M-rpaanent 3,6 r/A. B cbIBOpOTKE HOBBILLIEHO COAEP-
JKAHUE KalllIa-CBOOOAHBIX AEIKHX Ieleil A0 36,2 r/A,
Gera-2-mukporaobyanna Ao 3,53 Mr/ A, coOTHOIICHNE
karma/ asmOAa 1,88 (Hopma 0,26-1,65), kproraobyan-
HOB HeT. ArTHHYKACapHbId (akrop, AHLIA ne 06Ha-
PY/KCHBL

[lanpenTKa KOHCYABTHPOBAHA IEMATOAOIOM, PEKO-
MEHAOBAHO AOIIOAHUTEABHOE OOCACAOBAHHE B YCAOBUAX
crarmonapa. B okrabpe 2022 r manmenTka HAXOARAACH
B I€MATOAOTHYECKOM OTACACHHI II0 MECTY JKUTEABCTBA
¢ AMarH030M: MOHOKAOHAABHAS TAMMATIATHAS HEICHOTO
renesa. [TarmenTie OpIAa BHIIOAHEHA TPEITAHOOHOIICHSA
KOCTHOT'O MO3T4. 3aKAIOUEHHE: MOP(OAOTHIECKAS Kap-
THHA BTOPHYHBIX n3MeHeHui. OObeM TAa3MaTHIECKHIX
kAertox He pessiraet 20%. BerrmoaneHo MoAeKyAIpHO-
nuToreHerudeckoe nccacaopanne (maneas FISH npn
MHOKECTBEHHOI MHEAOME, 12 MapKepOB), pE3yAbTAT OT-
PpHUIIATEABHBII. Amarso3 MIeAOMHOIT DOAE3HH HE ITOA-
TBEP/KACH.

[TanuenTKka OBIAA KOHCYABTHPOBAHA OHKOAOIOM
IT0 MECTY KUTEABCTBA: OIYXOACBBIC 3200 ACBAHIS OBIAT
UCKAFOYCHBI, AOITOAHUTEABHBIX ODCACAOBAHUI HA3HA-
YeHO He OBIAO.

[Ipu moBTOpHOM OOparteHnn K HePOAOTY B ACKa-
Ope 2022 1. OBIAO PEKOMEHAOBAHO BBIITOAHECHUE OHOII-
cun oukn. Ha MoMeHT ocMOTpa COXpaHAAKCH BBIIIIe-
yKa3aHHBIE KaAOOBL [Ipu 9TOM y9IacTHANCH TIPHCTYIIB!
XOAQHTHTA, IIPOTEKAIOIIINE TAKEAO, C IOABEMOM TEMIIC-
paTypsl TeAa AO 39 IPaAyCOB U BBIPAKEHHBIMI OOAAML
B smBape 2023 r. Beroanena 6uoncns mouxn. [o pe-
3yABTATAM MOP(OAOTUIECKOTO HCCACAOBAHI AUATHO-
crupoBana MeMOpanosHasa Hedppomatns 2-3 cr. (puc. 2),
IIpH UMMYHOMAIOOPECLICHIINH OOHAPYKEHO CBEYCHUE

Puc. 2. KapTHa membpaHO3HOM HedpponaThm: CTEHKM KanunspHbIX
neTenb Knyb6ouka OfQHOKOHTYPHbIE, PE3KO YTOSILLEHbI.
OunddysHo ouarosblii GUOPO3 MHTEPCTULMA 1 aTPOPKA KaHasbLEB.
Okpacka Tpuxpom no Maccory * Ysenuuenue 200.

Fig. 2. Picture of membranous nephropathy: the walls of the capillary
loops of the glomerulus are single-circuit, sharply thickened.
Diffuse focal interstitial fibrosis and tubular atrophy.
Masson's Trichrome stain * Magnification 200.
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IgG++, C3+++, kamma +++, anmbaa+++. Pudpos
nuTeperuiyd sanuman 10-15% maormaau napenxumMeL.
C 1eABFO YTOYHEHHSA 3THOAOTHH MEMOPAHO3HOH Hedppo-
1aTiU OBIA BBIITIOAHEH AHAAUS3 KPOBU HA AHTHTEAA K Pe-
nenropy docdoanmassr A2 — pesyasrar 80,0 OE/ma.

C 1IeABIO OIIPEACACHUSA AAABHEIIIICH TAKTHKI ACUe-
HUA IAITHECHTKE OBIAQ IIPOBEACHA OI[CHKA PUCKA YTPATHI
rodeqHoH (pyuknuy. B kagecTBe KpUTEpHEB HCIIOAB3O-
BAHO: JKEHCKUII I10A, onpeaeserue pacyernor CKO —
48 ma/Mun. Yposens obruero Geaka kposu 56 1/4,
ypoBens aabbymuna 27 r/A. Cyrounas nportennypus
3,5 1/c. VpoBenb aHTHTEAd K penierrtopy (hocdOAnIIasbt
A2 — 80,0 OE/ma. VIcXoAd U3 IMEFOITUXCA AAHHBIX,
OIIPEAEACH CPEAHHUI PHCK IIPOIPECCHPYIOIICH YTPATHI
HOYEIHON (DYHKITHHL.

Vunreas Haanane AT k PLA-2-R, npeacraBasacs
BEPOATHBIM IIEPBUYHBIN T€HE3 MEMOPaHO3HOI Hedpo-
IIATHH, OAHAKO HEAB3Sl OBIAO HCKAIOYHTD H BTOPIYHbII
reHe3 XpOHHYECKOro raomepyroHedputa. B cesasu
¢ 060CTpEHHEM XPOHIIECKON PEIHAUBHPYIOIICH HH-
pexuuu, OBIAO IPHHATO PEILCHIE HE IPOBOAUTD HM-
MYHOCYIIPECCHBHON TEPAITUH, TAK 9TO MOTAO ITOBACYb
HPOrPECCUpPOBaHIE HH(MEKIIMOHHBIX OCAOKHEHUI,
BIIAOTB AO PA3BHUTHSA CEIICHCA.

Heo0xoAnMO OTMETHTB, ITO IALIMCHTKA OTMCYAAL
AAABHEHIIICE YXYALLICHHE COCTOSHISA, BEIPAKCHHYIO CAA-
6OCTD, CHIKECHHE AIIIECTUTA, TOIIHOTY, OTEKN HEKHIX
KOHEYHOCTEH, yJarenne A0 1 pasa B 2 HEAGAH IIPH-
CTYIIOB ODOCTPEHHSA XOAQHIUTA C IIOABEMOM TEMIIEpa-
Typsl TeAa A0 39 °C 1 HHTEHCHBHBIME OOASIMH B IIPABOM
oapeOepse. [1pu aT0M B aHAAH32X KPOBH OTMEIAAOChH
IIOBBIIIICHIE ITEICHOYHBIX (PEPMEHTOB, YMEPECHHOE
HOBBIIIIEHIE OMAMPYOHHA, AAAbBHEHIIee CHIKEHNE
obrmero OGeaka u aapOymuHa. [laruerrke ObIAa peko-
MEHAOBAHA CPOYHAA KOHCYABTAIINA aOAOMUHAABHOTO
XHPYPra C IEABIO PELICHUA BOIIPOCA O XUPYPIHICCKOM
AEUEHUH XPOHHYECKOTO XOAaHTHTa. B depane 2023 .
IAIIIEHTKA ObIAQ TOCIIHTAAM3HPOBAHA B XHPYPIHUECKOE
oraeaeare I'bY3 MO MOHIMKI um. Baaauymupckoro
AAL AOODCAEAOBAHIA 1 OIIPEACACHUSA TAKTUKI ACUCHIIA.
B xupypriraeckom OTACACHHE IIPOBOAUAACH CIIA3MOAU-
THYECKas, AHTHKOAIYASHTHAA, HH(MY3HOHHAS TEPAIIHAL.
[To aarnevM V3M opranos OproIIHOM MOAOCTH: BHI-
ABACHEI 5XO-IpapUYecKue IPU3HAKY BHEIICUCHOUHON
XOAAHTMOIKTA3NUN 32 CUET CYKEHUA TEPMUHAABHOIO
OTACAA XOACAOXA, A9POOHUAUH, 3aCTONHBIX ABACHUI
B IIOAOCTH }KEAYHOTO ITy3BIPs, AUD@Y3HBIX H3MEHEHII
HAPEHXUMEI IIedeHH, A(MPY3HBIX U3MEHEHNIT ITapeH-
XUMBI IIOAKCAYAOYHOMN KEAE3bI, ABACKYAAPHOH KICTEL
B TOAOBKE TIOAKEAYAOIHOI 7KeAe3bl. COXPaHAAOCH CyiKe-
HHC ICIIATHKOXOACAOXA B TEPMUHAABHOM OTACAC B BHAC
"mcyero mepa” A0 2,7 Mm. B aHaamsax kpoBu ormeda-
AOCh CHIKEHHUE TeMOrAoOmuHa A0 96 1/ A, 5pUTPOLUTOB
A0 3,23X1012/ A, yposens kpearunnaa 91 MKMOAB/ A,
obrmero HGeaka 49 1/ A, aapbymnna 26 1/ A, XOAecTEpHHA
8,8 MMOAB/ A. XUPYpraveckoro A€IeHus He IPOBOAH-
Aoce. IanmenTka ObAa BBIIIICAHA ITOA HAOAIOACHUE
XHpypra, HeppoAOra, TepareBTa.

LUkona Hedponora

CocrosiHIe TAIMEHTKH IIOCAE BBIITHCKH O€3 yAyd-
IIICHUI, B CBA3H C OYEPEAHBIM ITPHCTYIIOM XOAAHTHTA
B MapTe 2023 r. OHa ObIAA TOCIIUTAAUSHPOBAHA B XUPYP-
rugeckoe otaeAerne Kb mm. A.K. Epamurmaniiesa,
A€ OBIAO BBIIIOAHEHO OIIEPATHBHOE BMEIIATEABCTBO —
3HAOCKOIIMYECKOE IHAOIPOTE3NPOBAHIE XOACAOXA,
IIPOBEACHA aHTUOAKTEpUAABHASA, HH(Y3NOHHASA, THITO-
cekpeTopHad Tepanusd. Beimmcana co sHAYHTEABHBIM
yayamenuem. [Tocae XHPpyprudeckoro AedeHus maIm-
EHTKA OTMEYAAa YAYUIIEHHE ODIIEro caMOvYyBCTBHA,
HCYE3HOBEHUE OTEKOB. B KOHTPOABHBIX aHaAM3aX
B arrpeae 2023 r. BHIABACHO CHIKEHUE YPOBHA O€AKa
B Moue A0 0,5 r/A, CHIIKEHHE B KPOBH YPOBHS aHTH-
TeA K perentopy ocdoanmassr A2 po 20,0 OE/ma.
CoxpaHAAaCch aHEMHA AETKOH CTEITEHH, KOTOPAfA KOP-
PHIIPOBAAACH IIPHIMEHEHIEM 3PUTPOIIOITHHOB HAPAAY
C ITpEIapaTaMH KeA€3a. Y POBEHb KPEATHHHHA HE ITOBHI-
maacs, B arpeae 2023 1. — 82 mxmoan/A. Tlanmenrxe
OBIAO PEKOMEHAOBAHO HADAIOACHHE U ITOBTOPHASA
orrepanus IPH PEIHAUBE XOAaHTUTA. B AaAbHediem
IIAITIEHTKA OOCACAOBAAACD § IEIIATOAOTA, AYTOMMMYH-
HEBIH TEITATUT, HEPBIIHBIN CKACPO3HPYIOITHI XOAAHTHT
HE IIOATBEPKACHBI, AHATHO3 M TAKTHKA ACUEHHA OCTAB-
ACHBI O€3 H3MEHCHHIH.

OGcy>xaeHme

Auddepenimarbnas AMATHOCTHKA TEPBUIHOMN
U BTOPpUYHON MeMOpaHO3HOI HedpomaTuu B pAAc
caygaces ObiBaeT Herrpoctoii. [Tommmo oOrmexanmHmye-
CKOTO OOCACAOBAHUS, OOABIITYIO POAD B PASIPAHITICHIN
IIEPBUYHBIX U BTOPHYHBIX (DOPM HIPAET HCCACAOBA-
nue antureA kK PLA2R. TpancmemOpannslii pererrrop
docdonumassr A2 M-THITa BEICOKO 3KCIIpeccHpyeTcs
B KAYOOYKOBBIX ITOAOIIMTAX KAK IIEACBON aHTHUTECH I10-
AOIIHTOB, KOTOPBIH 3aITyCKACT AHTUTCABHBIN OTBET IIPU
MeMOpaHo3HOH Hedporrarun. [lokazaHo moseeHHE
VPOBHA AHTHTEA IIPOTUB PLA2R, B IIEPBYIO OYEPEAD
noakaacca IgG4, npumepro y 60-70% manuenTtos
¢ epsuanoir MH, npoaemoHcTprpoBana deTkas Kop-
peASIIHA MEKAY THTPAMH AHTHTCA, KAMHITICCKOH aK-
THBHOCTBIO 3a00ACBaHMA U OTBeTOM Ha AcdeHne. MH
MOZHO IOAPA3AEAHTD Ha acconmuposannyro ¢ PLAZR-
aHTHTeAAMH B Heacconnuposauayro ¢ PLA2R- anTure-
aamu [7]. Huskwit torp artnrea k PLA2R nmpearoaaraer
CIIOHTAHHYIO PEMUCCHIO, B TO BPEMS KAK BBICOKUI TUTP
(>275 ME/MA) cBsizat ¢ HepPOTHIECKIM CHHAPOMOM,
BBICOKHM PHCKOM PEIIMAHBA U ITPOIPECCUPYIOIIEH IOTe-
peit dyuxun mogex |7, 8]. KommaexcHas kKanHmaeckas
U CEPOAOTHYECKAs OIEHKA IAITUECHTOB C HAHOIIATIYC-
cxoif MH mozkeT OBITH KAIOYOM K HHAHUBHAYAABHOMY
BBIOOPY IIPOTOKOAOB A€UCHHUA. Y IAIMEHTOB C aHTH-
PLA2R-noroxunTeApHOI nanonaruaeckoir MH mpe-
AUKTOPOM PEMUCCUH 3a00ACBAHIS ABAACTCS CHIDKCHIC
Turpa/ncuesnosenue antuteA npotus PLA2R B ceBo-
POTKE KPOBH, 2 PEIIMANB OOAE3HH ACCOIMHUPOBAH C I10-
ABACHMEM/ HAPACTAHNEM 5THUX AHTHTEA B LIUPKYASLIAN

[9]-
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Cpean mammenTtos ¢ PLA2R-accomuupoBaHHOM
nepsuanoil MH mpeobAaAaroT MysKIHHBL, IPU APYTHX
sapuanTax MH npeoOaajanme AMIT MyKCKOTO IIOAQ BBI-
PAKEHO B MEHBIIIEH CTEIICHH. Y AMII MY/KCKOTO II0A2
MH nporekaer B GoAee TaxKeAOI (POpME, MYKCKOH ITOA
ABASIETCS OAHHUM U3 KPHTEPUEB PUCKA YTPATHI IIOYCU-
HoI pyHKItun. B GOABITIIHCTBE CAy4YaeB, MOBBIIICHHBII
yposenb PLA2R-anTureA accormmpyercs ¢ nepBUYHOI
MH [10], oAHaKO B AHTEpATyPE OIUCAHBI PEAKHE KAU-
nugeckne caydan ropeienns PLA2R-amturea mpu
sropuuaron MH, Hanprumep, mpu caprxonaose [11]. Fme-
FOTCA TAK/KE HEIACTBIE CAYYAH BHIABACHHSA OITYXOACH ITPH
PLA2R-nosurusaoit MH (5,4%) [12].

AMarHOCTHYECKHUIT ITOUCK U TPAKTOBKA IIOAYICHHBIX
KAI/IHI/IKO—A’J.6OP2.TOPHI)IX, I/IHCTPYMCHTQ.ABHI)IX nu MOP-
dororuIecKuxX AAHHBIX B HAIIIEM CAy9ae OBIAU HEIIPO-
CTBIMHU. Y ITAITHEHTKN OBIA 3HAYHMO IIOBBIIICH THTP
amrorea k PLAZR, B TO iK€ BpeMs IMEAACH CBA3D ITOABAC-
HUA IIPOTEHHYPHH, 4 3aTEM U PAa3BEPHYTOIO HeDPOTH-
YECKOIO CHHAPOMA, C YBEAUYEHNEM YaCTOTHI U TAKECTH
IIPUCTYIIOB OAKTEPHAABHOTO XOAAHTHTA. Y KEHIIHHBI
HE BBIABACHBI HAHOOAEE YACTHIC NH(MEKIINOHHBIE IIPH-
unHb BropuyHoir MH — supycnbie rematarer, HIV-
nudexnus, mapasuTapHbie HHQEKIUU, HCKAIOYCHDI
AyTOMMMYHHBIE 3a00AEBAHMA, OIYXOAU COAMAHBIX
opranos. AomoaxurespHbre AUP@EPEHIITAABHO- AT~
THOCTUYECKIE CAOKHOCTH CO3AABAAO HAANYNE Y HAIIICH
HAIIMEHTKH MOHOKAOHAABHOM IaMMaIlaTHH, OAHAKO
MOP(gOAOIIIECKOE UCCACAOBAHUE ITOYCIHOHN TKAHU
C IIPOBEACHHEM HMMYHOMAFOOPECIIEHITIN ITO3BOARAO
HCKAFOYHTH MOHOKAOHAABHYIO TAMMAIIATHIO C II0YCY-
HbIM noBpexAeHueM. Aekapersennas MH moxer Oerre
soizBana npumenernem HITBC, unrubmuropos dakropa
HEKPO32a OILIYXOAH-aAb(A, IEHUIIMAAAMIHA, TIPOOCHH-
nuAa [5], OAHAKO IAITMEHTKA HE IIOAYIaAd AAHHBIE ITpe-
napatsl, 3a nckarouennem HITBC, a mocaeanne mpu-
MEHAAQ AOCTATOYHO PEAKO. Takum 00pasoM, Ha IIEPBBIA
IIAQH B KAYECTBE 3a00AEBAHNA, BEPOATHO ACCOIIUHPO-
BaHHOrO ¢ MH, BBIIIIeA pEeUAUBHPYIONIHIT OaKTEPUAAD-
HBII XOAQHTHT Ha (POHE CTPUKTYPHI XOAEAOXA.

AaHHBIX O BO3MOKHON aCCOIMAIINN BTOPHYHOM
MH ¢ XpOHHYECKHM XOAAHTHTOM HEMHOTO, IIPH 9TOM
onuchBaeTcsa cBA3b MH mmenHO ¢ ayrommMmyHHBIM
LTOPAIKCHUEM JKEAYHBIX IIPOTOKOB. Tak, B AuTepatype
IIPEACTABACHO KAHHHYECKOE HAOAIOACHHE MOPGOAO-
I'HYeCKU IOATBepxAeHHON MH, accommnposannoi
C HEPBHYHBIM CKACPO3UPYIOIIUM XOAAHIUTOM U fA3-
BEHHBIM KOAUTOM y MOAOAOIO MyK4HHEL [13], oAHAKO
B AAHHOM CAYYa€ BITOAHE OKHMAAEMO OBIA ITOAYYEH
addeKT OT IPOBOAUMOI IMMYHOCYIIPECCUBHOM Tepa-
IINH, B OTAMYHE OT OIIMCAHHOTO HAMU KAMHHIYECKOTO
nadAroacHuA. CAEAyeT OTMETHTD, YTO HA3HAYCHHE II0-
AOOHOIO ACYEHHMS HAIIIEH ITAIINEHTKE YIPOKAAO PA3BH-
THEM CEPhE3HBIX HH(EKIINOHHEIX OCAOKHEHNUI. Tawke
B AUTEPATYPE €CTh IIYOAHKALIHA, B KOTOPOU IIPUBOANTCA
amarus 10 cayaaes MH, acconunpoBaHHEIX ¢ IEpBHY-
HBIM CKACPO3UPYIOIINM XOAAHTUTOM, H30AUPOBAHHBIM
(2 HaDATOACHHSA) B B COYETAHUU C APYTOH ayTOMMMYH-
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HOM maroaorned nevuenn (8 HabAaroaeHui) [14]. V oa-
HOTO M3 ABYX mammentos ¢ MH u msoamposammsmm
XOAAHTUTOM, HalAeHbl anTuTeAa kK PLA2R B Tkann
IIOYKH, TIPH 3TOM OTPHIATEABHBIE B CBIBOPOTKE KPOBH,
IIPOAEMOHCTPHpPOBaHA camocToATeAbHasd pemuccua HC
Y AAHHOTO ITaIFeHTa 6e3 mMmyHocynpeccrn. Beposrao,
CyIIEeCTBYIOT OOIIIe Mexanusmbl passurusd MH u ayro-
MMMYHHBIX 3a00AEBAHUI TIEYCHN, BKAFOYAIOIIINE TeHe-
THYECKYIO IIPEAPACIOAOKEHHOCTD [15]. MBI He 0OHa-
PYKHAH OITyOAMKOBAHHBIX HAOAFOACHUIT BTOPUIHOI
MH, acconnupoBaHHOH € PELHAUBUPYIOIIUM OaKTe-
PHAABHBIM XOAAHTHTOM. OAHAKO MMEIOTCH EAMHITIHbIE
onmcanns sropraHod MH, acconunposannoi ¢ He-
TYOEpPKYACSHBIMU OaKTEpPUAABHBIMU HH(CKIHAME —
HH(pCKHHOHHbIM SHAOKapAHTOM, MCHHHITOKOKKOBBIM
MEHHHTUTOM C CEIITHIIEMHUEN, HHEKINENl BEHTPHKY-
aonepuroneasbHoro mynta [16-18]. Ilo-suanmonmy,
y HaIel IMAIMEHTKH NMEET MECTO HE IIPOCTO CAydYaii-
HOE COBITAACHHE, 4 KAMHIYECKAsA ACCOITMAIINA ABYX 3a-
OOAEBAHMIT — XPOHIIECKOH OAKTEPUAAPHOMN NHMEKITII
rerarobmamapHoii 3ousr 1 MH, o wem cBuaereAbcTByeT
XPOHOAOTHYECKASA CBA3b HAPACTAHUSA TAKECTH XOAAH-
TUTAa U PA3BUTHA HE(DPOTHIECKOTO CHHAPOMA, A TAKKE
APKUI ITOAOKUTEABHBIH 9(EKT B BUAE PA3PEIICHIU
HePOTUIECKOTO CHHAPOMA IIPAKTHYECKU CPA3y IIOCAE
XHPYPIUYECKOTO ACICHHA CTPHKTYPHI XOACAOXA B COUe-
TaHnu ¢ 9(OHEKTHBHON aHTHOAKTEPHAABHOMN TEPAITHEH.

Takum o6pasom, seraBAeHne anTH-PLA2R-amTHTEA
Y HAITHEHTOB C MOP(MOAOTHIECKAM ITOATBEPKACHIEM
MH ne MOXKeT HOAHOCTBEO MCKAFOYHTH BTOPHYHBIN
reres 3aboaesanud [11, 12]. Bee maruenTst ¢ AaHHOI
dopmoit raomepysoHedpHUTa, B TOM YHCAC U AHTH-
PLA2R mosuTtuBHBIE, HYKAAIOTCA B KOMIIAEKCHOM
OOCAEAOBAHHH C IIEABIO ITOMCKA BO3MOZKHBIX ITPIYIH
sropuanoii MH. ITpmunnoi sropmunort MH moryr
OBITH HE TOABKO U3BECTHBIE BUPYCHBIE U IIAPA3UTAPHEIE,
HO 1 OaKTepUaAbHbIE HH(DEKIIUH, B TOM IHCAE, B PEAKHX
CAyYaAX, — OAKTEPHAABHBIH XOAQHTHUT.

3akArouyeHue

Borisaenue PLA2R-anTHTEA B KpOBHU Y IalIMEHTA
rpu MH B GOABINHHCTBE CAyYaeB YKA3bIBACT Ha IIEPBUY-
HBII I'eHe3 AAHHOTO 3a00AEBAHMSA, OAHAKO HE HMCKAIO-
9aeT BePOATHOCTH BropudaHoro reneza MH, wro tpebyer
TIIATEABHOIO AHAAN32 KAYKAOIO KAHHITICCKOIO CAyYas.
B macrosimee Bpems psA aCIIEKTOB IIATOICHE3a AAHHOIO
3200AEBAHUA EIIE HYKAACTCA B YTOUHEHHHI, AO CHX IIOP
HE CYILECTBYET OAHO3HAYHOIO MHEHUSA OTHOCUTEABHO
OIITUMAABHOIO ITIOAXOA2 K Aedennto MH. Haznauenne
HIMMYHOCYIIPECCUBHOH TEPAIIHH IPU HaAmInn MOpdo-
AOTHYECKH ITOATBEpKACHHOTO Amarnosa MH mapsay
¢ HeDPOTHIECKUM CHHAPOMOM U BBIABACHIEM B KPOBH
antu-PLA2R- aaTHTEA B pAAC CAYIAEB MOKET OBITD He-
9 HEKTHBHBIM U IPUBECTU K PA3BHTHIO OCAOKHEHHI,
9TO ITOATBEPKAACT BAKHOCTH HHAMBUAYAABHOTO IIOA-
xoaa. Bropramas MH B peakux caygasax MOxeT BO3HH-
KaTh Ha POHE XPOHUIECKOTO PEIUAHUBUPYIOIIErO HOaK-
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TEPHAABHOTO XOAAHTHTA, 4 3HAYMMBIH ITOAOKHTEABHBII
kamangeckuit apdext ¢ pemuccreit HC moxer Obrth
AOCTHTHYT (P (PEKTHBHBIM ACICHUEM XOAAHIUTA.
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