Poccnnckoe gunanmsHoe obutecTro

Teopueckoe obveguHeHne geTckux HedpPonoroe

p

ISSN 1680-4422

0N0rnA

He

T.20 N°3 - 2018

Russian Dialysis Society

Nephrology
and Dialysis

TEMA HOMEPA: AMUITONAOS3 NMNOYEK

AA AMUITIONA03 KAK ME)K.D,VICLI.MHJ’IVMHAPHAFI NMPOBJIEMA -
TPU CNTYYASA PEAKUX SABOJIEBAHUWN, OCITOXXHUBLLUUXCHA
CUCTEMHbIM AA AMUJIONOO30M  E.B. 3axapoBa 1 coasT.

CEMEWHbIN TPAHCTUPETUHOBbIN AMUIONAO3: MMHU-OB30P 1 ONMUCAHUE
TPEX CJIYHAEB CPEAW YJIEHOB OOHOWU CEMbWM  E.H. Hukutuna, 0.A. Bopo6besa

FOCUS ISSUE: RENAL AMYLOIDOSIS

AA AMYLOIDOSIS AS A MULTIDISCIPLINARY PROBLEM - REPORT OF THREE CASES
OF RARE DISEASES, COMPLICATED BY SYSTEMIC AA AMYLOIDOSIS E.V. Zakharova et al.

THE TRANSTHYRETIN AMYLOIDOSIS: MINI REVIEW AND DESCRIPTION
OF THREE CASES AMONG MEMBERS OF THE SAME FAMILY  E.N. Nikitina, 0.A. Vorobyeva



HabniogeHus 13 npakuku

DOI: 10.28996/2618-9801-2018-3-324-328

JlobynspHas rnomepynonarms:
BCEraa M MeMbpaHonponnmbepaTUBHbIi

rnomepynoHebpuTe

3.K. INetpocsan™?, E.B. lNywkapesa’, 5.J1. Kywnup?, 1.E. Mosunasiture3, I1.B. LLymunos?2

T @®rbOY BO Poccuiickui HaLMOHabHbIA NCCIIE40BaTeNbCKMIi MEAULMHCKUN YHUBEPCHTET
um. H.U. Nuporosa Munucrepcrsa 3gpaBooxpaHeHns Poccuiickon Pegepaymm,
117997 Mocksa, yn. OctpoBuraHoBa 4. 1, Poccus

2 OCI1 Poccuiickas getckas KnuHudeckas 6onsHuya, ®r60Y BO PoccuicKOro HaLuOHanbHoro
uccrnefoBarenibCKoro MegnuynMHckoro yHusepcuteta um. H.U. NMuporosa MuHucrepcrea
3apasooxpaHeHus Poccurickon Pegepaymnn, 119571 Mocksa, JleHuHckui np-1, 4. 117, Poccus

3 locypapcTBeHHOE yupexaeHne 3apaBooxpaHeHus PocTtoBckoi obnactu
"lMaronoroaHaromunyeckoe 6r0po”, 344015 r. PocroB-Ha-fJoHy, bnarogarHas, 170a, Poccus

Lobular glomerulopathy:

is it always membranoproliferative glomerulo-nephritis?

E.K. Petrosyan2, E.V. Pushkareva’, B.L. Kushnir?, P.E. Povilaitite3, P.V. Shumilov'2
" Pirogov Russian National Research Medical University,
1 Ostrovityanova str., Moscow 117997, Russian Federation
2 Russian Children's Clinical Hospital, 117 Leninsky Prospect, Moscow 119571, Russian Federation
3 Rostov Region pataloanatomical Bureau, 170a Blagodatnaya, Rostov-on-Don 344015, Russian Federation
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MembGpanonposncgeparuBHbINH TAOMEPYAOHEPPHT — TEPMUH, OO BEAMHAIOIINI PAA TAOMEPYAOTIATH,
CXOAHBIX I10 CBETOONITUYECKOM KapTUHE, HO PA3AMYAIOLINXCA IT0 ITHOAOTUH, ITATOI€HE3y, UMMYHOIHCTI-
XMMHUYECKHUM U YABTPACTPYKTYPHBIM AHATHOCTHYECKHUM KPUTEPUAM. AaHHYI0 MOP(OAOTHUECKYFO (hopaes
MO>KHO PaCCMATPHBATh KaK BECbMa HEOAHOPOAHYIO IpyIity 3a60AeBaHuii. B AaHHOII cTaThe IpeAcTasscs
KAMHUYECKHUH cAydaii AeBoukH 16 aet. AeGroT 3a60AeBaHmsA B Bo3pacTe 2,5 A€T C HK30AMPOBAHHOTO MOYEBOTS
cuaApoma (porennypus). C TPUHAAIIATHAETHETO BO3pacTa HaAOAIOAAAACH C ANATHO30M XPOHHUYECKOTS
MeMOpaHOIIPoANePaTUBHEII I'AOMEPYAOHE(PHUT, YCTAHOBAEHHBIM 110 AAHHBIM CBETOBOI MUKPOCKOTIHE.
Oanako nmosropHas HeppoOHUOTICHA, MPOBEACHHAA B HALIEH KAUHHKE C UCIIOAB30BAHMEM KOMIIAEKCHOIS
MOPGOAOTHUYECKOTO HCCAEAOBAHUA, IIO3BOANAA BBIABUTH PEAKYIO IHCTOAOTHYECKYIO (hopmy — pubpomes-
THHOBYIO TAOMepyAonaTuio. I'aomepysonatus ¢ puGPOHEKTUHOBBIMU OTAOYKEHHAMH ABAACTCH PEAKIW
HACAEACTBEHHBIM 3200A€BaHUEM TTOYEK, XaPAKTEPUIYIOIMMCA OOIIMPHBIM OTAOYKEHHEM (PHOpOHEKTHES
B KAYyDOUKax, 0COOEHHO B ME3AHTHAABHBIX 00AACTAX M Cy0IHAOTEAMAABHBIX 30HAX. OTHOCHTCA K rpymme
TAOMEPYAOTIATHI C OpPraHu30BaHHBIMU ((puOpUAAAPHBIME) Aenio3uTamMu. AuddepeHnnasbHas Anarse-
CTHKA TIPOBOAUTCA MEXKAY (PUOPHAAAPHOI U MMMYHOTAKTOMAHOM I'AOMEPYAOIIATHAMM, AMUAOHAOIOM..
Coueranue AQHHBIX SIAEKTPOHHON MHKPOCKOITHH ¥ UMMYHOTHCTOXHMHYECKOI'0 HCCAEAOBAHHA IT03BOASET
YTOUHHTH XaPaKTeP MOBPEXKACHHUA MMOYEUHOM TKaHU. PazpaboTaHHBIX METOAOB AeueHUA (PUOPOHEKTI-
HOBOM raomepysonatuu HeT. [IporaocTudeckn 60Ae3HbP M3BECTHA KAaK MEAACHHO IIPOTPECCHPYIOIIa®,
IIPUBOAAIIAA B GOABIIIMHCTBE CAYYA€B K IIOYE€YHOH HEAOCTATOUHOCTH.
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Puc. 1. Aannsre cBeToBoii (yBeanuenue 1:400) 1 9A€KTPOHHOI MUKPOCKOIINI

A — KAYOOYKH BBEIDZ/KEHHO YBEAHYCHBI B PA3MEPAX, HMEIOT AOABYATHIIT BHA 32 CUET PE3KOTO PACITHPEHHS
PAS-1103uTHBHOTO ME3aHTHAABHOTO MATPHKCA C MEHEE BEIPAKEHHON ME3AHIHAABHOI THIIEPKAETOYHOCTBIO.
CreHKH KaIIMAAADHBIX IIETEAb BEIPAZKEHO yTOAIIEHBL B — 11pn okpacke tpuxpomonm o Maccony
B ME3AHTHH M CyOIHAOTEAHAABHO OIPEAEAAIOTCS KPYIIHBIE (DYKCHHO(DHABHbIC ACITO3HTHL
B — hubpHAALL, HECKOABKO CXOAHBIE € aMHAOHAHBIME. VBeA. 75000.

T’ — suencras crpykrypa otaoxennit pudpra. Veea. 18000.

Fig. 1. Light and electron microscopy data

A — glomeruli are markedly enlarged in size, have a lobate appearance due to a sharp expansion
of the PAS-positive mesangial matrix with less pronounced mesangial hypercellularity. The walls of the
capillary loops are thickened, without reliable two-contouring, PAS-positive. B — when coloring with Masson
trichrome in mesangium and subendothelial large fuchsinophilic deposits are determined.
C — fibrils, somewhat similar to amyloid. X75000. D — cell structure of fibril deposits. X 18 000.

Hedbpobuorrrata 6e1a0 HeratusaeM (IgA, IgM, 1gG, C3,
Clq, Kappa, Lambda, Fibrinogen — orpumnareasto). Ot-
MEYArOTCA TAAKEABIE HHCYAATHBHbIE H3MEHEHHS APTEPHOA
IO THITY THIIEPTOHMYECKOTO APTEPUOAOTHAANHO32. [1pu
3AEKTPOHHON MHKPOCKOIIMH B KAYOOYKAX ITapaMe3aH-
TMAABHBIE 30HBI 3AIIOAHEHB MACCHBHBIMH ACTIO3HTAMH
AOBOABHO BBICOKOH 3AEKTPOHHOH HAOTHOCTH. Aero-
3UTHI COCTOAT M3 KOPOTKUX IPAMBIX (DHOPHAA, Ha IIO-
HEPEYHBIX CPE3AX OTYETAMBOTO IIPOCBETACHHSA B IIEHTPE
(XapaKTepPHO AAfl MEKPOTPYOOYEK) HE IPOCMATPUBAETCH,
KaK ¥ OTYETAMBOI ITONEPEYHOH HCYEePIEHHOCTH. ToA-
muHa hudprAA KorebaeTcs oT 8 Ao 12 Hm (pomepst
3aTPYAHEHBI B CBA3M C MAABIMH pasmepamu). Mukpodn-
OPHAABI 0OPA3YIOT PA3HOHAIIPABACHHBIE ITYYKH, B CBA3H
C 9eM B HEKOTOPBIX MECTAX HA MAAOM YBEAHYEHUH ACIIO-
3UTBI IMEIOT AYEHCTYIO CTPYKTYPY (puc. 1). ITo AanmbmM
3AEKTPOHHOM MHKPOCKOIIMH: KAPTHHA COOTBETCTBYET
TAOMEPYAOIIATHH C OPTAHH30BAHHBIMH ACIIO3HTAMHU.
[To yAbTpacTpykTypHBIM ITpH3HAKAM (DHOPHAAAPHBIE
OTAOKEHUA HAMOOAEE CXOAHBIMH C TAKOBEIMH IIPH
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(bubPHAAAPHOI / IMMYHOTAKTONAHON 1 (hbUOpOHEKTH-
HOBOJ# HedpoIaTHH.

Takum 0Opa3oMm, HA OCHOBAHHM AAHHBIX CBETOBO
MHKPOCKOITUH, HMMYHOTHCTOXUMHUYECKOTO MCCAEAO-
BAHHA M 9ACKTPOHHOI MHKPOCKOIINH Y A€BOYKH ObiAa
IIPEATIOAOKeH (PHOpOHEKTHHOBAA HedpomaTus (co-
geTaHue AOOyAsipHOI HedppomaTuu, PAS-riosuruBHOIO
ME3aHTHAABHOTO MATPHKCA, MMMYHOHETATHBHAS HM-
MYHOTHCTOXMMHUS ¥ HAAMYHE ACIIO3UTOB, COCTOAIINX
u3 (PUOPUAA IO AAHHBIM AEKTPOHHON MHKPOCKOIIHH).

Awuckyccus

B mpeacraBarenHOM cAyuae y mamumeHTKH AeOROT
rAOMePYyAOHEPUTA C H3OAMPOBAHHON IIPOTECHHYPHE
OTMEYAACSH B BO3PACTE 2,5 AET ITOCAE TIEPEHECEHHOM ABY-
croponnei mesMouny. Haarane nadekimu kak tpur-
repa MAM IPHYHHBE TAOMEPYAOHedpHTa HADAFOAAETCE
AOCTaTOYHO YACTO, OAHAKO CTOAb AQTEHTHOE TEYCHHE
3200AEBAHUSA HE COBCEM YKAAABIBAAOCH B KAMHHYECKHE
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Habnionenms u3 npaktuku

UMMYHOTAKTOUAHOI rAOMepyAoraTueit u pudpuAsp-
HbIM raomepyronedpuToM. OTpHIIaTEAPHAS OKPACKA
KOHTO-KpacHBIM HCKAIOYA€T AMHAOUAO3, XaOTHIHAS
opuenTanus (hubPUAA U HETATUBHAS HMMYHOTUCTOXH-
Musi HehpOGHOIITATA HE THITHYHA AAS MMMYHHOTAKTO-
MAHOI TAOMEPYAOIIATHH 1 KPHOTAO-OyAnuemun (2, 14].

Aasi pHOPOHEKTHHOBOI 'AOMEPYAOTIATHH HE Pa3-
paBOTAHBI CTAHAAPTHBIE IPOTOKOABI CHIENM(DHIECKOi
Tepanmu. B HacTOsAIIIEE BPEMA MEAUKAMEHTO3HOE BO3-
ACHCTBHE HALIEACHO HA PEHOIIPOTEKIIUIO M AHTUIIPOTE-
MHYPHYECKOE, AHTUTHIIEPTEH3UBHOE BO3AeiicTBHE [14].

[Iporuo3s AAHHON TATOAOTHH TOYHO OIIPEACAUTH
HE [IPEACTABAAETCA BO3MOKHBIM B CBA3M C OTCYTCTBHEM
"HCTOPHYECKOTO KOHTPOAA'" HAITMEHTOB C AAHHOM
IATOAOTHE.

B mammem caygae Haaname (purOpHAA pasmepoM oT 8
AO 12 1M, IIpEATIOAAT2ET Ay TOCOMHO-AOMHHAHTHYO (b~
OponexTHHOBYIO HebpomaTHio ¢ Myrarmeii B rene FINT.
OAHAKO MBI HE BBIIBUAH HACAEACTBEHHYIO OTATOIIEH-
HOCTB, 9TO IIPEATIOAATAET AMDO HAAMYHME CIOPAAU-
YEeCKOIO CAyYas, AHDO HEAOCTATOTHOE 0DCAEAOBAHNME
Y POAUTEAEN.

3akAroueHue

Ha ceroAnsiiHmit A€Hb MOP(HOAOTHIECKAS XaPAKTE-
PHUCTHKA TAOMEPYAOTIATHI HMEET OYEHb BAKHOE 3HAYC-
HUeE, T.K. IMCHHO OHA UIPAET PEIIAFONIYIO POAD B OIIpe-
AEAEHHH AAABHEHIIIEH TAKTHKN BeAeHus. [IpuBeAeHHBIII
KAMHHUYECKUI CAYYail HAAIOCTPHPYET HEOOXOAUMOCTD
TPEXKOMIIOHEHTHOTO ITOAXOAA K MOP(OAOTHIECKOMY
00OCAEAOBAHUIO (CBETOBAS MUKPOCKOITHSA, UMMYHOTH-~
CTOXMMHYECKOE MCCACAOBAHUE, IAEKTPOHHAS MUKPO-
CKOIIHSA), KOTOPBIH ITO3BOAAET AACKBATHO OILICHHTD I1a-
TOAOTHYECKHI IIPOLIECC, IPOUCXOAAIINI B TKAHU IIOYEK,
HPHHATD PEIIEHHE O HEOOXOAMMOCTH UMMYHOCYIIPEC-
CHUBHON Teparun. AAHHBIA CAyYail O3BOASET CACAATH
BBIBOA, YTO HIOA MACKOH MeMOpPaHOIIPOAN]EPaTHBHOTO
rAOMepyAOHEPHUTA MOKET CKPBIBATHCSA PEAKAS TCHETH-
YECKU-ACTEPMHHUPOBAHHAS ITATOAOTHS C HEBOCIIAAH-
TEABHBIM XaPAKTEPOM ITOBPEKACHMUSA, AASl PACIIO3HABA-
HUSL KOTOPOH HEODXOAMMO 00fI3aTEABHOE IIPOBEACHHE
3AeKTpoHHOI Mukpockormu. Heobxoammocts dhopmn-
POBAHMA Y KAMHHIIMCTOB-He(POAOToB "HacTpoennocTn’”
HA 5TOT AMATHO3 OYEBUAHA, OCOOEHHO ITPU MEPBIYHOM
0DCACAOBAHNH MALIHEHTA, Y KOTOPOTO HMOPAKEHHE IIOYEK
AeOrOTHpYET € He(DPOTUIECKUM CHHAPOMOM, COYETAIO-
IIUMCS C TEMATYPHEH 1 ITOYETHON HEAOCTATOYHOCTBIO.
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