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Pesrome

Hedpodpudbpomaros 2 tunma (HP2) — peaxoe ayTOCOMHO-AOMHHAHTHOE 3aboaeBaHue, XapaKTepu3yro-
meecsa 06pa3oBaHUEM MHOKECTBEHHBIX OIIyXOA€H B IIEHTPAABHOI 1 nIepudepUIeCKOii HEPBHOI CHCTEME.
IMoparkenue noyex ¢ popMUPOBAHUEM CIIEIU(PUIECKIX CKAEPO3HPYIOIIUX IIEPUTYOYAAAPHBIX Y3€AKOB
(CITITY) nporekaer KaK IPaBUAO CyOKAMHIUYECKH M OIIMCAHO AMIID B EAMHHYHBIX CAyJasaX, IPEUMyIIe-
CTBEHHO II0 PE3YABTATAM AyTOIICHIHOTIO MCCACAOBAHUA MAIIMEHTOB, ymepummx or H®2. B crarpe mpea-
CTaBA€H KAMHUYECKHIA CAy4aii coueTaHHoro nopaxcenus: nouek (CITTY B coueranuu c IgA-uedpomnarueii)
y nanueHTa 21 roaa ¢ BepudpunuposanubiM auaraozom HP2, moayuasnrero repanuro 6esanusymadom.
IToparkenue oueK NPOABAAAOCH IIEPCUCTHPYIOIIMM MOUEBBIM CHHAPOMOM (iporeunypus 1,0-3,6 r/c Ges
¢opMupoBaHuA HE(PPOTUIECKOTO CHHAPOMA, IPUTPOIMTYPHA — AO BCeX I1/3D), PA3BUBIIMMCA Yepe3
14 mecsanes ot Hauasa Tepanuu. I1o AAaHHBIM OHOIICHY HAPAAY CO CIIELU(PUUECKIMHU CKACPO3UPYIOIIIMU
MePUTYOYAAAPHBIMH y3€eAKamMu ObIAa BesABAeHA IgA-HedponaTusa ¢ KapTHHOI (hOKAABHOTO IPOANEPATHB-
HOTO M CKAEPO3HPYIOIIero raomepysoHedpura. Tpyanoctu AudepeHnmnasbHOM AMATHOCTUKH B AAHHOM
CAyYae OIPEAECAAAUCH HEOOXOAUMOCTBIO OLIEHUTE BKAAA KAXKAOTO U3 IPOIIECCOB B IPOrPeCCHPOBAHME 3a-
GoaeBaHMA, 2 TAKOKE BePU(MUIIPOBATH IIPUPOAY TAOMEPYAOHE(PPHUTA, KOTOPHIH MOT GBITH KAaK ITEPBHYHBIM,
TAK ¥ BTOPUYHBIM 110 OTHOIIIEHUIO K OCHOBHOMY 3200A€BaHHIO AM0O0 K MpoBoAnMOii Teparuu. Hecmorps
Ha BO3MOJKHYIO CBA3b IIOYEYHOM ITATOAOTUH C IIPOBOAMMBIM ACUEHUEM, IIOAHOCTBIO IIPEKPATHTE TEPAITHIO
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GeBaru3yMaboM He YAAAOCH B CBA3H C YXyAIIEHHEM KAMHUYECKHUX IMPOABACHUI OCHOBHOTO 3a00A€BaHHAA.
Ha ¢one nmpopoArxkaromeroca A€4eHusa 0TMEYAA0CH IIPOrPECCUPOBAHME ITOPAYKEHNUA II0YEK C IIOCTEIIEHHBIM
cHIDKeHneM ux pyHkimn (kpeatnHuH 128-303 MkMOAB/A) M yBeAMUEHUs PACIIPOCTPAHEHHOCTH TAOMEPY-
AOCKA€PO032a M HHTEPCTHIIMAALHOTO (prGpo3a 110 AAHHBIM IIOBTOPHOI 6uoricuu nmoyek. IIpeacraBaeHHbIH
CAyYail ABAAETCA IIEPBHIM ONMCAHUEM COYETAHHOM ITATOAOTHH IToYeK y manuenTta ¢ HP2.

Karuesvie caosa: obuoncus nouxu, wedpogpubposamos 2 muna, cxaeposupyromue nepumybyiiapusie yseaxu, IlgA-
regpponanmus, besayusymatb

Abstract

Background: neurofibromatosis type 2 (NF2) is a rare autosomal dominant disorder characterized by the
formation of multiple tumors in the central and peripheral nervous system. Kidney involvement in NF2,
including the formation of renal sclerosing peritubular nodules (RSPN), is uncommon and typically
subclinical. Most of previous descriptions of this renal changes are based on the results of autopsy studies
of patients who died from NF2.

Case presentation: we report a 21-year-old patient with a confirmed diagnosis of NF2 treated with
bevacizumab who developed combined kidney injury. Renal involvement was detected during a routine
follow-up 14 months after initiating bevacizumab therapy and manifested as persistent proteinuria
(1.0-3.6 g/day) and significant hematuria. Kidney biopsy revealed a combined lesion consisting of RSPN
and IgA nephropathy with focal proliferative and sclerosing features. Morphological interpretation
required evaluating the contribution of each lesion to disease progression and determining whether the
glomerulonephritis was primary or secondary to the underlying disorder or therapy. Despite the potential
association of renal pathology with ongoing bevacizumab therapy, treatment could not be discontinued
due to the worsening clinical manifestations of NF2.

Over time, renal function gradually declines (serum creatinine 128-303 mmol/L). Second kidney biopsy
demonstrated increased glomerulosclerosis and interstitial fibrosis.

Conclusion: this case illustrates previously unreported combined kidney damage — renal sclerosing
peritubular nodules and IgA nephropathy —in a patient with NF2 undergoing bevacizumab therapy.

Key words: kidney biopsy, neurofibromatosis type 2, renal sclerosing peritubular nodules, 1gA nephropathy, anti-vascular

endothelial growth factor therapy, bevacizumab
Beeaenue

Hedpodubpomaros 2 tuma) (HP2) — peakoe 3a60-
ACBAHUE C AYTOCOMHO-AOMUHAHTHBIM THIIOM HACACAOBA-
HIUA, PA3BUBATOIIECECH IIPH HACACAOBAHIN AHOMAABHOM
aarean NF2 oT 0AHOTO M3 POAUTEAEH HAN IPU BO3-
HUKHOBEHUU ITATOICHHOIO T€HETHYECKOIO BAPHAHTA
«de novoy. Xapaxrepusyercsa 0Opa3soBaHIEM MHOKe-
CTBEHHBIX AOOPOKAYCCTBEHHBIX OITYXOACH, IIPEHUMYILIC-
CTBEHHO IIBAHHOM M MEHHHIHOM, AOKAAHM3YIOIIHXCH
B IIEHTPAABHOI HEPBHOM CHUCTEME U II0 XOAY Iepude-
puaeckux mepsos. C 2022 r. HOMEHKAATypa OBIAQ U3-
MEHEHA U B HACTOAIIIEE BPEMA UCITOAB3YETCH TEPMUH
meripodudOpoMaTos 2 TUIIA U MIBAHHOMATO3 nAnx NI2-
ACCOIIMUPOBAHHBIN IIBAHHOMATO3 [1].

I'err NF2 AokaAnsyeTcs Ha AAMHHOM ITA€Y€ 22 XPO-
MocoMmel (22q12) u koaupyer cuHTe3 OeAKA MEPAUHA —
CyIIpeccopa OIyXOAEBOTO POCTA.

B oramune ot mHeripocdudpomarosa 1 tuma, Kox-
HBIC IIPOABACHHA HEXAPAKTCPHBL, OAHAKO OIYXOAH
LIEHTPAABHOI U IeprepUIECcKOil HEPBHON CHCTEMBI
foAee arpecCUBHBL H XaPAKTCPHU3YIOTCA OBICTPEIM PO-
CTOM U PACIIPOCTPAHEHHEM, II0 MEPE KOTOPOTO OIIy-
XOAM MOTYT CAABAUBATD ITePUMEPUIECKIE U YEPEITHBIE
HEPBBI, BBI3BIBAA COOTBETCTBYIOIINE KAUHITICCKIE CHM-
IITOMHL.
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[Topaxenne movex npu HelipodubpomaTose
B LIEAOM BCTPEYAETCA AOCTATOYHO PEAKO, HE IIPEBBIIIIAS
1-2% caygaes. Iamenenus coOCyAOB C X CTEHO3UPOBA-
HHEM 32 CICT MHOHHTHMAABHOM IPOAUDEPALIHH, 9aCTO
B COYCTAHUH C APTEPUO-BEHO3HBIMI MAAB(OPMAIIHAMI
U aHEBPU3MAMM, KaK U IIepuapTeprasbHble Helipodu-
OpoMEL DoAee XapaKTepPHEL AAA HeHpodudpomaTosa
1 THITa ¥ MOIYT IPOABAATBCA APTEPUAABHOMN THITEpP-
rensuen [2, 3]. EAMHIYHEIE CAyYaH IAOMEPYASPHOI
IIATOAOTUH OBIAM OIIHCAHBI TAK/KE AHIID Y IAIIMNCHTOB
c H®1 [4]. [Taroraromonmanem ke anst HP2 canraerca
BBIABACHHCE CKACPO3UPYIOIIUX IIEPHTYOYAAAPHBIX Y3€A-
KOB, Brepsble ormcanubx B 1981 r. Mandybur TT ¢ co-
ABTOPAMU I10 MATCPHAAAM Ay TOIICHITHOIO HCCACAOBAHIS
3 4AaeHOB OAHOI cembH, cTpasasiux HD2 [5].

Onucanune cayuas

[Tamment K., 21 roaa. B 2012 r. Bmepsrie ormerna
CHIDKEHUE 3PCHHUA U ITOABACHUE 5K30(DTAABMA, B CBA3U
c uem B 2014 roAy BBITOAHEHO MHKPOXHPYPIHYECKOE
VAQACHHE KPAHHOOPOHTAABHOHI OIYXOAH CAeBa (TH-
croAormdeckoe omucanue orcyrcrsyer). B 2016 roay
110 AaHHBIM MPT BEIIBACHO MHOMKECTBEHHOE ITOPasKE-
uue [IHC. VcranoBaen auaraos HeripoduOpomarosa
2 Tura.



Pepkuit cnydalt COYETAHHOTO NOPAXEHHUS NOYEK MPH HepopuOpoMaTose 2 Tuna

12.11.2020 BBITOAHEHO IOBTOPHOE MUKPOXHPYPIHU-
YECKOE YAAAEHHE KPAHHOOPOHTAABHOH OITYXOAH CAEBA.
1o AAHHBEIM THCTOAOTHYECKOTO HCCACAOBAHMUSA — MCHIH-
THOMA CMEIITAHHOTO (IIEPEXOAHOTO) THITA C YUaCTKAMHI
MH(PUABTPATUBHOIO POCTA B MATKHE TKAHH.

04.2021 r. BRIABACHA I€TEPO3UTOTHAS MyTAITUA B TCHE
NF 2: NM_000268: exon2: ¢.C193T:p.Q65X, acconmmu-
pOBaHHAA ¢ HEHPODHOPOMATO30M 2 THITA.

B 2021 roay mpoBeaeHa cTepeoTakCHIECKas PAATO-
tepanus 6e3 sapdexra. B Tewerme 2021 r. ormewanca
IIPOAOAKEHHBIH POCT MEHHHIHOM, 9KCTPa- 1 HHTPaMe-
AYAASAPHBIX OIIYXOACIH B IIIEITHOM, IPYAHOM ITOACHIIHOM
OTAEAAX.

C 29.03.22 roaa mauara tepanus OeBanu3yMadboM
C YAOBAETBOPHUTEABHOH ITEPEHOCUMOCTBIO U HE3HAYN-
TEABHBIM ITOAOKHTEABHEIM 3(D(DEKTOM B BHAE perpecca
KHCTO3HOTO KOMIIOHECHTA M YMEHBIIICHHUA PA3MEPOB
HEKOTOPBIX OIYXOAEBBIX oOpasoBanmit. [Tposeaeno
16 xypcos.

B mae 2023 r. B cBA3M € OABAEHUEM IIPOTEUHYPHH
(1 r/A) 1 remarypuu (9pUTPOLITEL BCE TTOAS 3PEHISA)
HAIINEHT KOHCYABTHPOBAH BPaYOM-He(POAOTOM. Y cTa-
HOBAEH AMArHO3 XPOHHYECKOTO TYOYAOMHTEPCTHIIN-
aABHOTO HePpHUTA HEACHOI STHOAOTHN O3 HAPYIIICHHA
a30TOBBIACAHTEABHOM yHKIHN 1To4eK (Oe3 MopdoAo-
T'IYECKOI BepH(DHUKAIINI AMATHO3a), Ha3HAYeHA Heppo-
nporexTuBHas Tepanud. [armenTy Obraa mpoAoAsKeHa
Teparms OeBarusymMadom, Ao 24 kypcos. B cBasn mpo-
BEACHHEM ITOAHOTO KYPCa 3aIIAAHIPOBAHHOIO ACUCHIH,
a TAKKE IOAO3PEHNEM HA ACKAPCTBEHHYIO HE(POTOK-
CHYHOCTD OeBarm3ymaba, AeueHne OBIAO IIPEKPAITIEHO.

B orcyrerBue Teparum 0TME4aA0Ch YXYAIIICHNE KAH-
HUYECKOH CHMITTOMATHKI: 3HAYHTEABHOE CHUKEHIE
CAyXa, 4 TAKAKE YBEAMUEHNE YACTOTHI SITH30A0B OIITy-
IIIEHNSA 3AA0KEHHOCTH, IITyMa M HYABCAIIMH B IIPABOM
yxe. PexoMenAOBaHA pEMHAYKIHA Teparuy OeBarusy-
MaOOM ITOCAE YTOYHEHUA IIPUINHEI ITOPAKEHUA ITOUCK
U HCKAFOUEHHSA ACKAPCTBEHHON HE(PPOTOKCHIHOCTH.

08.07.24 1. marureHT IOCTYIHA B He(DPOAOTHIECKOE
oraeaerne Kb mm. FOanna aas mopdorormdeckoit
BepUUKAIINI AHarHO3A.

ITpu nocrynaeHun: kpearHHus 125 MKMOAB/ A, MO-
yepuHa 9,9 MMOAB/ A, MOUeBas KHCAOTA 410 MKMOAB/ A,
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obmmit 6eaok 71,7 v/ A, aasbymun 41,4 /A, xoAecte-
pun 4,95 MyMoAb/ A, kaamil 5,1 MMOAB/ A, reMOrA0OuH
113 r/ A, TpomGormTsr 499 TeiC., ActikormTsr 13,1 ThIC.
B anaause moun: 6eaok 3,6 /A, Aetikormtst 6 B 11/3p,
spurpormtst 18-6 B 11/3p. [TokasareAn koaryAorpamMmbl
B Hopme. AT k MITO, ITP-3, AHK, P®, AH® 6a01, C3
u C4 — B mpeAeAax pedpepeHCHBIX 3HAYCHMUI.

09.07.24 r. marenTy OBIAQ BBIITOAHEHA ITYHKIIHOH-
nas Hecppoduoncud (puc. 1, 2).

B npemapare 16 kAyOOUKOB, OAMH 13 HUX IIOAHO-
cTBI0 cKAepo3upoBal. KAyOOUKr He yBEeAMYEHBI B pa3-
Mepax, B YACTH M3 HHUX OTMEYAETCA HEOOABINAA Me-
3aHTHAaAbHAA IpoAudeparud (A0 4-5 KAETOK Ha 30HY
ME3AHTHA) U CETMEHTAPHAA SHAOKAIIMAAAPHASA (B 2 KAY-
60uKax) MpoAUMEPAIIA C COIMYTCTBYIONIEN dKCTpaKa-
IIMAAAPHON Peaknueii 1 06pa3OBaHNEM CETMEHTAPHOTO
(puOPO3HO-KAECTOYHOIO IIOAYAYHUS B OAHOM H3 HIHX.
B 4 kAyDOUKax OIIPEACAATOTCA YIACTKH CETMEHTAPHOTO
CKAEPO3a KAITHAAAPHBIX IT€TEAB C OOPA3OBAHNEM TPY-
OBIX CpareHuit ¢ KalcyAoii boymena o tury cermen-
TapHBIX (PUOPO3HBIX HOAYAYHUH B 2 u3 Hux. CreHku
KAITMAASIPHBIX TIETEAD HE YTOAIIEHBI, OAHOKOHTYPHEIE.
Andy3HO-09aroBEIi CKAEPO3 HHTEPCTHIINA H ATPO-
¢us kanaap1eB, sanuMarornue okoAo 40-50% maormaau
napenxumel. Hecriermdprraeckasn undpuaprpartus mrrep-
CTHIINA MOHOHYKA€APAMHU B 30HaX (puOpo3a Oe3 ABAe-
HHIT TyOyAnTa. B IIpocBeTe OTAEABHBIX KAHAABLIEB OITpe-
ACAATOTCH OEAKOBBIC 1 9PHTPOIIMTAPHBIC IIHAMHAPEL.
B nmrepcrHnum KOPKOBOro CAOf HIMEFOTCA MHOTOYHC-
AEHHEBIE OKPYTABIE OOPA30BAHMUA CO CAOUCTOM CTPYKTY-
poii, oOpasoBarusie GuOPOOAACTAMU H KOAAATCHO-
BBHIMI BOAOKHAMH. HekoTopele n3 HEX PacIOAOKEHBI
BOKPYT ITPOKCUMAABHBEIX KAHAABLICB, ADYTHE HE HMCIOT
KAKOH-AHOO CBA3M CO CTPYKTYPAMH ITOUEUHOH ITapeH-
XUMBL. APTEPHH U APTEPHOABI — O€3 OCOOEHHOCTEI.

VvmyHO( ATOOpECIICHIINSA: B IIPEIIapaTe AAf IMMY-
HO(AFOOPECIIEHIINH KAYOOUKH OTCYTCTBYIOT.

3akarouenue: POKAABHBIN TPOAUQEPATUBHEIN
n CKAeposupyromui raomepyronedpur ¢ 19% cer-
MeHTAPHBIX (puOPO3HBIX U PUOPO3HO-KAETOIHBIX I10-
AyAyHHIH. [TepuTyOyAsipHEIE Y3€AKH, KAK IPOABACHUE
crrenn@UUecKoro MopaKeH A OYeK IpH Heiipodu-
Opomarose 2 THIIA.

Puc. 1. Ckneposupytowe neputybynnapHble y3enku: a) Okpacka PAS x40; b) Okpacka Tpuxpom no MaccoHy x40

Fig. 1. Renal sclerosing peritubular nodules (RSPN): a) PAS stain, x100 magnification; b) Masson's trichrome stain, x40 magnification
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Puc. 2. TnomepynsapHble n3MeHeHs: a) KNyboueK ¢ pacluMpeHneM Me3aHrsa 1 Me3aHrnanbHol rmnepkneToyHocTbio (okpacka PAS x100); b) kny6o-
YeK C cerMeHTapHoON SHAOKaNUNAPHON FMMNEPKIETOYHOCTbIO Y GUOPO3HO-KNETOUHBIM NoNynyHrem (okpacka PAS x100); €) yuacTOK cermeHTapHOro
cKriepo3a no Tuny HebosnbLworo ¢pnbpo3sHoro nonynyHus (okpacka PAS x200)

Fig. 2. glomerulus lesions: a) widening of the mesangial region with mesangial proliferation (PAS stain, x100 magnification); b) segmental
endocapillary hypercellularity with fibro-cellular crescent (PAS stain, x100 magnification); ¢) glomerulus with segmental scarring lesion (PAS stain,

x200 magnification)

KommenTapun: mopdoArormyaeckas KapTHHA TAO-
MepyAomaTiHn HanboAee xapakrepHa AAf IgA-medpo-
IIATUH, OAHAKO B OTCYTCTBHE AAHHBIX IMMYHOMAFOOpEC-
LEHITNH BePH(UITIPOBATH AHATHO3 HE IIPEACTABAACTCA
BO3MOZKHBIM.

B cBasu ¢ oTcyrcrBueM KAHHHKO-A260PATOPHBIX
IIPU3HAKOB HE(POTUIECKOTO CHHAPOMA U OBICTPOIIPO-
IPECCHPYIOIIETO TAOMEPYAOHEPPUTA, 4 TAKKE AOKA3A-
TEABCTB IMMYHOOIIOCPEAOBAHHOTO TCHE3A ITOPAKECHHA
II0YEK, IMMYHOCYIIPECCUBHAA TEPAIIHA HE IIPOBOAHU-
Aace. PexomenaoBana HePOIPOTEKIIHA B TCICHUN
1 MecAITa € TIOCAGAYIOITHM AADOPATOPHEIM KOHTPOAEM
U PEIICHUEM BOIIPOCA O AAABHEMIIIEH TAKTUKE BEACHHSA
nanuenTa. [Tocae BEIIIICKM 13 cTanmoHapa IIPOBEACH
1 kypc Teparmu GeBar3yMadboM.

[Ipu KOHTPOABHOM OOCAEAOBAHHH YEPE3 MECAI]
nporeunypus 1,3 r/cyr, kpeatnnun 123 MKMOAB/ A.
[Ipoaoaxena medponporekTuBHas Tepanud. B Te-
YEHHE TTOCACAYIONTHIX 9 MECAIEB OTMEYAAOCH ITOCTE-
neHHoe Hapacrtanue nporennypun 1,8-2,8-4,0 r/cyr,
IIEPCUCTHPOBAHNE MUKPOTEMATYPUU U IIPOTPECCH-
pyrorree yXyAleHHe (DYHKIIMN TOYEK — KPEATHHUH
128-188-234-303 MkMOADB/ A.

Aas pertieHns Bopoca 0 HEOOXOAMMOCTH ITATOre-
HETHYECKOH TEPAITHI OOABHOM TOCIIHTAAUSHPOBAH AAS
IIOBTOPHOI OHoOIICHK TTOYKH (pHC. 3).

B npemapare 9 kAybouKOB, 2 M3 HUX HOAHOCTBIO
ckAepo3upoBanbl. KAyOOUKH He YBEAHYEHBI B pasmMe-
pax, B 0 M3 HUX OTMEYAETCA PACIIMPEHUE ME3AHIHA
C COIIYTCTBYIOIIEH ME3aHIMaABHOI IIpoAndepanmeit
AO 4-6 kAeTOK Ha 30HY MesaHrus. B 4 kayOoukax onpe-
AEAAIOTCA YIACTKU CETMEHTAPHOTO CKAEPO32 KAITHAAAD-
HBIX TIETEAD C OOPA30BAHIEM IPYOBIX CPAIIECHNUIT C KAIl-
cyAor boymena o tumy cermeHTapHBIX (PHOPO3HBIX
HOAYAYHHHE B 2 13 HuX. CTEHKH KaITHAAAPHBIX IIETEAD
HE YTOAIIEHBI, OAHOKOHTYpHBIE. Andy3HO-0uarosbIit
CKAEPO3 MHTEPCTHINA U aTPO( A KAHAABIIEB, 3aHIMA-
rortme 0koAo 50% maomaan mapenxumer. Hecriermdpu-
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deckad HH(PHABTPAIIA HHTEPCTUALINA MOHOHYKACAPAMI
B 30Hax ubposa Oe3 ABAeHmIl TyOyAmTa. B mpocsere
OTACABHBIX KAHAABLICB OITPeACAATOTCA PAS-r1o3uTrBHbIC
OeAKOBBIE ITAUHAPEL B HHTEpPCTHIINI KOPKOBOTO CAOS
MMEIOTCA MHOTOYHCACHHBIE OKPYIABIE OOPA30OBAHMUA
CO CAOHCTOH CTPYKTYpOH, oOpasoBanuere (pudbpodAa-
CTAMH M KOAAQT€HOBBIMH BOAOKHAMH. APTEpUH H ap-
TEPUOABI — APTEPHOCKAECPO3

3akarouenue: IgA-nedpomnarusa ¢ kapTuHoit ¢do-
KAABHOIO CKAEPO3HPYIOIIEIO rAOMEpyAOHedpHTa
(M1 EO S1 T1-2 C0). PoxarbHBIE rAOOAABHBIN 1 CEI-
MEHTAPHBII TAOMEPYAOCKAEPO3. VHTEpCTHITIAABHEIIT
ubpos u TyOyAapHas arpodus 2-3 cr.

ITpuanrMas BO BHUMAaHHE PACHPOCTPAHEHHOCTD
TAOMEPYAOCKAEPO32 M HHTEPCTHIINAABHOIO pubposa,
OT UMMYHOCYIIPECCUBHOM TEPAIUU PEIIIEHO BO3ACP-
KATBCH.

OOGcy>xaenue

Ckaeposupyromue IepUTYOYAAAPHBIE Y3EAKH
(CIITY) sBASIFOTCA PEAKHM BAPHAHTOM HOPAKEHHSA IO~
YEeYHON TKAHU, MATOTHOMOHUYHBIM AAS HD 2 Tuma.
[TockoAbky AaHHASA MOP(OAOTHIECKAS HAXOAKA HE CO-
IIPOBOKAAECTCA KAMHIYIECKOH CHUMIITOMATHKOI, OOAB-
IITIHCTBO CAYYAEB OITMCAHBI 110 PE3YABTATAM ayTOIICHI-
HOTO nccaeaoBanms. Tak mepsoe ynmovmaarme o CITTY
oraocuTted K 1981 1., koraa Mandybur T1 ¢ coapropamu
OITMCAAY XaPAKTEPHBIE OKPYTABIE Y3EAKH CO CAOMCTOM
CTPYKTYPOIi, 0Opa3oBaHHBIEC BEPETCHOOOPA3HBIMU KACT-
KAMH H KOAAAT€HOBBIME BOAOKHAMH, OKPYKAFOIIIMI
KAHAABIIEL. ABTOPBI TAK/KE OIIEHUAN 3BOAIOIINIO AQH-
HBIX OOPA30BAHHIA, BHIACAUB 4 CTAAUH C IIOCTEIIEHHBIM
YMEHBIIICHHECM U HCYE3HOBEHUEM CTPYKTYP KAHAAD-
1eBoro suureAns u pudpPoOAACTOB U COOTBETCTBY-
FOIIMM YBEAUYICHHIEM YHCAQ KOAAATCHOBBIX BOAOKOH
¥ KaAbIHHATOB [5]. B saapmerimem onmcanue CITTV
osia0 pomoaneno Gokden ¢ coaBropamm, KOTOpBIE
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Puc. 3. a) Cknepo3upytowme neputybynnapHble y3enku, pacnpocTpaHeHHbIn ¢prnbpos nHtepcTMuma n atpodus KaHanbues. OKpacka TPUXpoM
no MaccoHy x40; b) Kny6ouku ¢ MesaHrnanbHoi rmnepKneToYHOCTbIO PasnyHON BbIPaXKEHHOCTY 1 yUyacTKamMy CerMeHTapHOro cknieposa OKkpacka
PAS x100; c) Knybouek ¢ cermeHTapHbIM $prb6po3HbIM nonynyHuem. Okpacka PAS x200; d) Knybouek ¢ Heb6osbLUION Me3aHIanbHOM r’MnepKneToy-
HOCTbIO 11 Y4aCTKOM CerMeHTapHOro cknepo3a Okpacka Tpuxpomom no MaccoHy x200; e) CBeueHue IgA B me3aHrun. immyHodnioopecLeHTHoe

nccnepoaHue ¢ IgA x200

Fig. 3. Renal histopathology: a) renal sclerosing peritubular nodules (RSPN) with interstitial fibrosis and tubular atrophy (Masson’s trichrome stain,
x40 magnification); b) glomeruli with mesangial hypercellularity and segmental sclerosis (PAS stain, x100); ¢) glomerulus with segmental fibrous
crescent (PAS stain, x200); d) glomerulus with mild mesangial hypercellularity and segmental glomerulosclerosis. (Masson'’s trichrome stain, x200);
e) immunofluorescence showing mesangial deposition of IgA (Stain IgA, x200)

o aAauueM MI'X-mecaeaoBanus u OM moatsBepanAn
Haamane MuohuopodbAacToB u Koasarena IV Tuma
B cocrabe o1ux cTpyKIyp [6]. ITepsoe ormcanne CITTY
II0 AAHHBIM Omorcuu ObIAO mpeAcTaBacHO Thomas S.
¢ coasropamu Auib B 2013 r. buorcus 6piaa BeI-
IIOAHEHA B CBA3K C IPOIPECCHPYIOIINM YXYAIICHAECM
pyskun mouek y marmmenTa 53 aer ¢ HO2, Hapaay
¢ CIITV, aBTOpHBI OIMCBIBAIOT HE3HAYUTEABHOE HHTEP-
CTHITMAABHOE BOCIIAACHHE U APTEPUOCKAEPO3, KOTOPHIE
PACLIEHMBAIOT KAK IPOABACHNE HHTEPCTHIIMAABHOTO
HedpuTa (HEYTOYHEHHON IPHPOABL) M THIIEPTOHMYE-
ckoro HepOAHTHOCKAEPO3a. Braaa crienmdrraeckux
M3MEHEHUH B PA3BUTHE IPOIPECCHPYIOIIETO CHIZKEHIS
dyukumu mogex ocraercs HescHeM [7]. [omumo CITTY
y marmmentos ¢ HO2 moxker pasBuBaThes MOparKeHHE
IIOYEK, CBA3AHHOE C He(DPOTOKCHYECKUM AciicTBreM be-
Barnayma0a, oaokaropa VEGE, gacro nmpumensemoro
aad aegerns HO2 [8]. 3naummas nporennypus passu-
Bactcs B 2,2% cAydacB B cpeAHEM depes 5,6 MecAres
oT HadaAa Tepanud [9]. Kasyncrudgecku peakre caydan
TAOMEPYAAPHOI IIATOAOTHH, IIPEUMYIIIECTBEHHO MEM-
Opanosuoit nedpomarun, IgA-nedpomarin u PCI'C
AO HACTOAINEIO BPEMEHH OBIAM OIIMCAHBI AHIIb IPU

H®1. VoeanTeAbHO AOKA32Th MX B3aUMOCBA3b C OC-
HOBHBIM 3a00A€BAHMEM HE IPEACTABAACTCA BO3MOK-
HBIM, OAHAKO B onmcannn cayvas [gA-medpomnarun
y marmenTa ¢ H®1 Rhee H ¢ coasropamm seickaseBaror
IIPEATIOAOKEHHE, YTO PA3BHTHE U YCKOPEHHOE ITPOIPec-
cuposanne IgA-nedponatnn npu HO1 moxer ObITh
omocpeaosano akruBareir mTOR, cAsannoil ¢ Bo3-
AeficTBreM abeppaHTHOTO OeAKka HeHpodHOpoOMUHa,
koamupyemoro resom NF-1 [4]. Oarako B Hatrem cayuae
HMeAQ MECTO AOKasaHHasg MyTarus B rere NF-2, orse-
YAIOITIETO 32 CHHTE3 OEAKA MEPAHHA, UTO ACAAET TAKYIO
BO3MOKHOCTb MAAOBEPOATHOM. APyIHM BO3MOKHBIM Me-
xanu3MoM pasutusd IgA-rHedporarun TOTEHIIHAABHO
MOJKET BBICTYIIATh Teparua beparmsymadbom. Tak B Au-
TepaType OIMCAHO HECKOABKO CAydaeB paspurus [gA-
HePOIIATHH Y AIIHEHTOB, IIOAYYABIIHX Tepatiio be-
BAIM3YMaOOM, KOTOPBII YBEANYNBACT IIPOHUIIAEMOCTD
CAM3HUCTBIX 0DOAOYEK U IPOAYKITHIO ceKpeTopHoro IgA
[10, 11]. ITo AQHHBIM KPYIIHOTO HCCACAOBAHUSA, BKAIO-
YABIIIErO MAIIMEHTOB, ITOAYYABIIINX Teparriio beparusy-
mMabom, B 100 cAyuasx oTMedaroch IOpPaKEHNE OYEK,
KOTOpOE OBIAO MOPGOAOTHYECKH BePH(UITIPOBAHO.
Hanboaee gacTsiM BapHaHTOM IOPAKEHHUA ObIAA ATH-
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ugHas TpoMOoTHYeCKas MEKpoaHrronatis (73% cay-
gaeB). ['AomepyroHedPHTHL, IPEUMYINECTBEHHO IIOAO-
LIUTOIIATHI, BBIABAAAICH B 27%0 cAydaeB. V 2 IaIIEHTOB
(2%) Gpiaa amarnoctuposana IgA-nedpomarna [12].
Bsanmocsasp memay npuemonm beparmsymaba u pas-
ButHeM IgA-Hedpomarun Obraa AOKa3aHA 3HAYUTEAD-
HBIM YMEHBITICHIIEM KOAIYIECTBA U PA3MEPOB ACIIO3UTOB
II0 AAHHEIM IIOBTOPHOH Omomcun vepes 11 mecsres
mocAe mpekparnenns tepamun. [Iporennypus sa 910
Bpemst cansuAach ¢ 3,5 1/ Ao 0 [10]. B Hamem cayuae
LIOPAXKEHUE IIOYCK Pa3BUAOCEH depes 14 mecsres ¢ Mo-
MEHTA HAYaAd TEPAIIHH OEBAI[H3YMAOOM, YTO B IIEAOM
COTAACYETCA C IPEACTABACHIAMU O CPOKAX IIPOABACHIHS
ero Hedporokcuaeckoro Aeiicrsus [9]. Orcyrcrpue
VAVUIIIEHHA IIOCAE OTMEHBI IIPEITapaTa MOKET 00BbAC-
HATBCA AOCTATOYHO ITPOABHHYTON CTaAMEH 3200A€Ba-
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