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AxTyaApPHOCTE IIPOOGAEMBI. AyTOCOMHO-AOMH-
HAHTHAA TYOYAO-HHTEPCTUIIHAABHAA OOAC3HD IIOYCK
(AATBII) — 10 peAkoe reHeTHYecKn ACTEPMITHI-
posauHoe 3a00AeBanue. Ha ceropnsmamit AeHp 0OHa-
PY/KEHO MHOKECTBO '€HHBIX MYTAIIHIH, BHI3HIBAIOIIIIX
AATDBII B remax ypomoayanua (UMOD), peruma
(REN), mymuaa-1 (MUCT) u aaeproro dakropa re-
naronutos 18 (HNF7B). Kaunuaeckas kaptuna 3a-
Bucurt ot tuma myramun: AATBIT — UMOD BrisBana
myrarsamu B reae UMOD, KOARPYIOITIEM YPOMOAYARH,
U CBA32aHA C BBHICOKOH PACIIPOCTPAHEHHOCTHIO ITOA-
pOCTKOBOIT moAarpel. ITaToaorns mMeer caeayrorme
XaPAKTEPUCTUKN: MUHIMAABHAA IIPOTEHHYPHA (HAH €€
OTCYTCTBHUE), MEAACHHO IIPOIPECCUPYIOIIEE TEUEHUE
XPOHHYECKON DOAE3HU IOYEK C ACOIOTOM B IIOAPOCT-
KOBOM Bo3zpacte. PEAKO BO3MOKHBI MEAYAAAPHBIE KHCTHI,
1pu MOP(OAOTHYECKOM HCCACAOBAHUI HAOAIOAACTCA
KAPTHHA HECITEIN(PUIECKOTO TYOYAO-HHTEPCTUIHAAD-
HOro pudPO3a, BTOPUIHOIO TAOMEPYAOCKAEPO3a. bo-
A€3HDb XAPAKTEPHU3YETCA HOPMAABHBIM AHAAM30M MOYN
1 MEAAEHHO IIPOIPECCUPYIOIIIM CHIKEHIEM (DYHKITII
rovek. | urepypukemMus 9acTo IPUCyTCTBYET C PAHHETO
BO3PACTa, 4 ITOAArpa (B PE3YABTATE CHIKCHHSA BBIBEAC-
HUA MOYEBOI KHCAOTHI IIOYKAMH) pasBuBaercs y 55%
OOABHBIX C TCYCHIEM BPEMCHIL

Mz npeactaBasem kamangeckuit caygait AATBIT
y peOeHKa.

Anamues sxusan. Aesouxa A., 7 aer 8 mecanes.
Pebenok o1 3 GepemeHHOCTH (IIEPBBIE ABE 3aMEpIIIIE
B 14 HeaeAb U 7 HEACAD), IIPOTEKABIIIEH € IIOCTOSHHON
yrposoii npepusanud (¢ 20 HEAEAH — KPEaTHHHUH CHIB.
160 mrm/A). TIpu poKACHHI MAaCCO-POCTOBBIEC ITOKA-
3aTEAH COOTBETCTBOBaAM HOpMe. HacaeacTBeHHOCTB
110 3200AEBAHHAM IIOYEK OTATOIIEHA IT0 AMHUH MATEPH,
y OAMKAIIIIX POACTBEHHUKOB (IIpababka, AeA, Opar
A€Aa, MaTh, TeTA — POAHadA cecTpa Matepn) — [loaarpa,
XPOHHYECKUI TyOYAO-HHTEPCTUIIHAABHBIE HepUT
C HCXOAOM B XPOHHUYECKYIO IIOYEUHYIO HEAOCTATOY-
HOCTb.

Aunamvues 3a6oaeBanusa. B urome 2014 roaa,
B BO3pacCTe 7 AET, BIEPBBIE OOHAPY/KEHO ITOBBIIIIE-
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HHE YPOBHEN MOUeBON KUCAOTH (409 MKM/ A), MOUe-
BUHEHI (8,59 MMOAB/A) M CBIBOPOTOYHOIO KPEATHHHIHA
(73,6 mxmoab/ A, pCK® — 86,8 ma/Mun) 1pu orcyT-
CTBHH MOYEBOTIO CHHAPOMA.

[Ipu mepBoii rocuuTasnsanuu B HeppoAorude-
ckoe otaeaenne "HMUILI saopoBbs Aereir” B ampeae
2015 roaa (Bospact 7 Aer 8 Mec) cocTosHuE pebeHKa
OILIEHMBAAOCDH Kak crabuapHOe. Pusmdeckoe paspurne
BBIITIE CPEAHETO, rapmonmdHoe. [ lepudpepraeckue otexn
OTCYTCTBOBAAH. TOHBI CEPAIIA 3BYUHBIC, PUTMIYHBIC.
YCC 86 ya/mun, AA Ha pykax 105-110/58-60 mm pr.cr.
Mowuencryckanue cBoOOOAHOE, GesboaesHeHHOE. AabO-
paTopHO oTMedeHa rutepypukemus 388-426 MKMOAB/ A
B OTCYTCTBHH IIOBBIIIICHHON 9KCKPEITHMN MOYEBOI KHC-
Aotet ¢ Mouoit, pCK® 90-98 MA/MuH (KpeaTHHUH CBIB.
61-56 MkMOAB/ A). C y4€TOM ayTOCOMHO-AOMHHAHTHOTO
THIIA HACACAOBAHHA IIOYEUHON MATOAOTUH COTAACHO
AHAMHE3Y U PE3YABTATOB MOACKYAAPHO-TEHETHYECKOTO
nccaeposanud — mareAb NGS «Hacaeactsennsre 3a00-
Aesarusd rouek» (o1 02.10.18) (BbrABACHA ITATOrCHHAS 3a-
mena g.20359940G>T (¢.782C>A, p.P261H) B rerepo-
surotHoM cocrofunu B reae UMOD), Obia BBICTABACH
AMarHO3 — AyTOCOMHO-AOMHHAHTHAA TyOYAO-HHTEP-
CTHIIAABHAA OOAC3HD ITOYEK, TETEPO3UTOTHAS MY TAIINS
£.20359940G>T B rere UMOD (cemeiinas F0BeHUAD-
Haf runepypukemndeckas Hedpomnarus). Haznauena
teparms aaronypurorom 100 mr/cyr (5,0 mr/kr/cyr).

Bo Bpems AaABHEHIIHX TOCITHTAAM3AIUN B He-
dpororuueckoe oraesenue Llenrpa ma done mo-
cTosAHHOMN Tepamuu asronypunorom 100 mr/cyr,
YPOBEHb MOYEBOH KHCAOTBI OCTaBAACH B IIPEAEAAX
pedpepenca, HAOAIOAAAOCH TIOCTEIIEHHOE IIPOTPECCH-
pOBaHHE XPOHHYECKOW OOAE3HH IIOYEK AO 3 CTAAHUH
(pCK® 49 ma/mnn/1,73 M?). OTmMe4aA0CH TOBBI-
menne A/ BIIAOTB AO CTAOMABHON apTepHUAABHOI
runeprensnn 1 crenenu, Tpebyrolnee Ha3HAYCHUA
AHTUTHIIEPTEH3UBHON Teparmn aMAOANIIHHOM. [1pu
kouTpoAe nokasareaeit KIIC, bunoxnmudeckoro ana-
AM32 KPOBH METAOOAMYECKOTO aIIMA032a, IAEKTPOAUT-
HBIX HAPYIIECHUH He OBIAO OTMEYEHO, THUIICPYPHKEMIA
OTCYTCTBOBAAA.



3akarouenue. ATABIT-UMOD npeacrasaser
COOOM CAOKHYIO AHATHOCTUYECKYIO 3aAa4y, TpeOy-
FOILYEO KOMIIACKCHOTO ITOAXOAQ, KOTOPHII BKAFOYAET
AHAAM3 HACACACTBEHHOTO aHAMHE32, KAUHITICCKOM Kap-
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THHBI ¥ PE3YABTATOB ICHETHUICCKUX HCCA@AOBHHHﬁ. D10
ABASICTCH KAFOYOM K PAHHEMY BBIABACHHIO 3a6OA€BaHI/IH,
CBOCBPECMCHHOMY HAYAAY TCPAIINH 1 YCIICIITHOU TPAHC-
ITAQHTAITUM ITOYKH.

TpynHocTv pnddepeHUManbHOM AUArHOCTUKM NPONUMdEepPATUBHOTO
rnomepynoHedbpuTa ¢ AENO3UTAMMU MOHOKITOHABHbIX
MMMYHOrnobynnHoB u IgA HebponaTiu

E.C. JleoHoBa (janeleonova999@gmail.com), A.C. 3bikoBa, E.H. HukutuHa?,

E.C. Cronapesuy424, E.B. 3axapoBa?.34

1 IBY3 “MMHKL] um. C.I1. botkuna” 3M, MockBa
2 [BY3 «'Kb No52» 13M, MockBsa

3 @rbOYy A0 PMAHIO M3 P®, MockBa

4 ®rbOY BO «Poccuiickuii yHuBepcutetr meguumHbi» M3 P®, MockBa

Difficaulties of differential diagnostics of proliferative glomerulonephritis with
monoclonal immunoglobuline deposition and IgA nephropathy

E.S. Leonova (janeleonova999@gmail.com), A.S. Zykova', E.N. Nikitina®, E.S. Stolyarevich?4, E.V. Zakharova3+4

1 Botkin Hospital, Moscow
2 City Clinical Hospital No 52, Moscow

3 Russian Medical Academy of Continuing Professional Education, Moscow

4 Russian University of Medicine, Moscow

Beeaennue. [TpoandeparusHeiii raomMepyroHepuT
C ACTIO3UTAMH MOHOKAOHAABHBIX HMMYHOTAOOYANHOB
(IT'HMMA) — peAkuil BapuaHT MOHOKAOHAABHOM
rammaratnn mogednoro suaderns (MITI3). O6sramo
BBIABAAIOTCS ACIIO3H T MOHOKAOHAABHOIO HMMYHOTAO-
oyauna G kappa (MIgGx), peixe — MOHOKAOHAABHOTO
IgA kappa (MIgAx). M mpeacTaBAfieM CAYUaLL, TPaKTO-
BaBrmiica kak IgA medpomarus (IgA-H), u pacuenen-
mbiii kak [ITHMMA ¢ aerosaramu mIgAx pu Bosspate
B IIOYETHOM TPAHCIIAQHTATE.

Onucanue cayuas. [lanmentka 56 aer, B des-
paae 2020r cayuaitHO 3aUKCHPOBAHO ITOBBHIIIIEHIE
AA Ao 150/100 mm pr.cr., uepes 4 Mecsiia IOABHANCH
otekn, oAbitika, AA rosbicuaocs A0 200/100 mm pr.cr.,
BosiBAcHBL IporenHypus (ITV) 2 r/A u nosbienue kpe-
aruanaa ceiBopotku (CKp) Ao 375 Mxmoas/A. B asrycre
2020r rocrirTaAN3HpPOBaHA C He(DPOTHYECKUM CHHAPO-
mom, mukporemarypueii, CKp 405 mxmoas/A. Boiroa-
HeHa Ororcns oYKn: POKAABHBIH IIPOAUDEPATHBHBII
IAOMEPYAOHEPHT C IIPEUMYITIECTBEHHBIM CBEYCHIEM
mIgAx, n nareperunmasbasM Gpubposom/ Tyoyasip-
noit arpodueit (MPTA) po 40-50% maperxumer. Mm-
myHOxHMHueckoe uccaeaosanue (MXI) ceBoporku
U MOYH: CeKperus MOHOKAOHaAbHOro IgM lambda
(MIgMM)1,2 v/ A, Gerok Benc-Axonca (BBA) me obHa-
pyxen. Mueaorpamma: maasmatnaeckue kaetkn (ITK)
4,5%. Nmmynodenorunuposanue (MPT) koctHOro

Mosra: nonyaarua B-kaerok moankaonaapHad. Mivmy-
nvorucroxnmmyeckoe (MI'X) mccaeaosanne kocTHOTO
MO3ra: peakTUBHBIC H3MEHEHHA. AnarHos AnMgomIpo-
audpeparusnoro 3aboaesanns (AI13) cuar, ¢ yaerom
HECOOTBETCTBUA HU3KOYPOBHEBOI cexperun mMIgMA
u Aero3utoB MIgAx B Ouornrrare Amaraos MITI3 we moa-
tBepxAeH. Anarnoctuposana IgA-H, XBIT 5 craaun,
U MOHOKAOHAABHAA IAMMAITATHS HEOIPEACACHHOTO
suauerns [gMA. Yepes 3 mecsama CKp 732 mMkmoab/ A,
HAYAT IIEPUTOHEAABHEIH AnaAn3. Yepes 2 roaa BHIIIOA-
HeHa TpancrAanTanys TpyHoi nouku (TTTI), mvmmvyro-
cynpeccusad teparmd (VICT) cranaapraasa, CKp npu
oirucke 145 mxmoan/ A. Yepes 7 mecsines rocae TTIT—
mukporematypus, caeaosas 11V, CKp 237 MkmoAb/ A.
WX ceBOpOTKH KPOBU: MOHOKAOHAABHOM CEKPEITHH
He 0OHapyKeHo. broricns TpanciaanTaTa: POKaABHBII
IAOOAABHBII TAOMEPYAOCKAEPO3 (2/7), Aero3uTHI IgA
B Mesanruu, UOTA 25-30%. AnarHocTHpoBaH BO3Bpat
IgA-H B TpanciiaanTaTe, AO3a METUAIIPEAHH30AOHA YBE-
Anuena A0 48 mr/cyrkn. Erne uepes 2 mecsitia — Hapacra-
aue ITV a0 3 1/a u CKp A0 534 mMrmonn/ A. [TosropHas
Ouoricns TpaHcrAaHTaTa: POKAABHEI IIpoAngepaTHB-
HBII TAOMEPYAOHEMPUT C IIPEUMYIIIECTBEHHBIM CBEYe-
nuem MIgAx, UPTA 25-30%. Hagato Aeuenme mpo-
rpammubiM remoanasnsom (ITIA). X ceBopoTkn
kposu 1 moun: cekpermst mIgAx 1,0 r/a, BBA me 06-
mapyxer. Mueaorpamma: [TK — 0. IOT kocraoro mosra:
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