Wkona Hepponora

MeMbpaHOoNPOMdEPATUBHbIK FMOMEPYTOHEPPUT
2-ro Tna (6one3Hb MNOTHbLIX AEenO3UTOB)
C ObICTPOMNPOrPECCUPYIOLLIMM TEYEHMEM

A.B. CyxaHoB, A.J1. PymsaHueB', A.H. Libirun?

HUNTuUMNO M3 PD, otoeneHue Hepponormieckmnx npoodsemMm TpaHCcnaHTauum no4ku,
' LleHTp TpaHcnnaHTauuMm no4ykm u remoguanusa PAKB M3 PO,
2 Hay4HbIli LeHTp 3a0poBbs Aetei PAMH, Hedponorndeckoe otaeneHue, r. Mocksa

Membranoproliterative glomerulonephritis type 2
(dense deposits disease) with rapidly progressive course

A.V. Sukhanov, A.L. Rumyantsev, A.N. Tsygin

Knroueswie cnoéa: 6071€316 nA0MHBIX 0eNOUMO8, MEMOPAHONPONUDEPAMUBHBLLL 27I0MEPYIOHePPUNT, IKCPA-

KANUIAPHBLLL 210MePYIOHePPUM.

Bonesns m1oTHbIX 1eno3uToB (BI1T), BriepBble ONUCaH-
Hast B 1963 roxy Berger u Galle, sBAs€TCS OTHOCHTENTBHO
PEIKON ITATOIOTHEN, COCTABIIAAL IPUMEPHO 15-209% OTBcex
CJIy4a€B MEMOPAHONPONA(PEPATUBHBIX HE(PPUTOB. OCHOB-
HBIM JUATHOCTHYECKUM KpuTepreM BIT/ AB/sIoTCA HAXO/1-
K1 JICHTOBU/IHBIX IETIO3UTOB IIOBBLIIIEHHOH 37IEKTPOHHOM
IVIOTHOCTHU B IJIOMEPYJIAPHON 6a3a1bHON MeMOpaHe,
Karcyse boymena, TyOyIsipHOH 6a3a1bHOM MEMOPAHE TpU
3JIEKTPOHHON MUKpOCKonuu. Hanbosee 4acTo B cocrase
JIETIO3UTOB OOHAPYKUBAIOT C3-KOMIIOHEHT KOMITIEMEH-
Ta IO JAHHBIM UMMYHO(IIOOPECLEHIUN [4], OTHAKO BO
MHOTHX CJIY4aAX COCTAB IJIOTHBIX JEIIO3UTOB OCTAETCA
HEBBIACHCHHBIM. XAPAKTCPHBIMU JIJIA [TAUeHTOB ¢ BI1J]
ABJIAIOTCSL: THIIOKOMIUIEMEHTEMMUS (B OCHOBHOM Je(DULIAT
C3-xkomnonenta), Hamuuue C3-HepPUTHIECKOTO (PAKTOPa
(ayroanrurena IgG k C3-KOHBEPTA3€) B CLIBOPOTKE [2, 3],
HAYa/10 GONE3HU B BUJIE HE(PPUTUUECKOTO CHH/POMA, 4
TAKKE TUIOXOH NIPOrHo3 (pazsurue XIIH uepes 2—-4 roxpa
y IIOJIOBUHBI NALUEHTOB). [Ipyroit oco6eHHOCTbIO BI1]]
ABIAeTCA npakTudecku 100% BO3BPAT JAHHOU MATOJO-
T'UU B CPpEJHEM Yepes3 9 MECALEB IIOCIE TPAHCIUIAHTALIAN
nouxu [1].

B naHHOM paboTe Mbl NIPEACTABIIEM CIydai H0IE3HU
IUIOTHBIX JIETTO3UTOB, XdPAKTEPUSYIOMENCA OBICTPOIIPO-
I'DECCUPYIONTHUM TCUYCHHCM.

BonbHas A., 15 net, nocrynuna 12.03.03 8 Hayunbiit ueHtp
spoposbs getert PAMH, HUW negnatpun. Co cnoe pogureneit:
6onbHa ¢ mas 2002 roaa (naHHbE NABOPATOPHLIX UCCIEA0BAHMI
He NpeacTaBneHsl). Jleunnacs o MecTy XuTensCTBA HETPAANULMOH-
Hemu metogammn. C despana 2003 romo B ces3u C nosieneHem
OTEUYHOTO CUHAPOMA (NepUPEPHIECKME M NOTIOCTHLIE OTEKH), ObILLKHA
M LMAHO3Q [EBOYKA TOCMUTANM3MPOBAHA B CTALMOHAP MO MECTy

xutenscTea. [Mpu obcnenosaqmm: npotenHypus — 3,3 r/n, mokpore-
matypus, rmnepxonectepuremuns, ademus (95 r/n), COD — 40 mm/y,
aptepvansHas mneptorna. Kpeatuhnn kpoen — 194 mkmons/n,
mouesnHa — 18,4 mmons/n, noctenypua. B Hedponormieckom
CTAUMOHAPE MOMYYANA fIEYEHUE TMNOTEH3MBHBIMM NPENAPATAMM,
nesarperaHtamu, metunpes 1000 mr 8/8 opHokpaTHo. B cBasm ¢
rMNepasOTEMUEN, SNEKTPOIUTHBIMU PACCTPOMCTBAMM NEpeBefeHa
B LEHTP TPAHCMAAHTALMK noyku v remoguanuaa POKE M3 PO.

CocrosHue npu NOCTYNIEHUM TAXENOE, TMNepa3oTemus,
3NEKTPONTHBIE PACCTPOMCTBA, OUMAO3, ONMIOTHYPHS, TUNIEPTOHMS
10 220/140 MM pT. CT., NIOXO KOPPUIUPYEMAS TUMOTEHIUBHBIMH
npenapaTamu.

O6uwwi anannz moun ot 08.04.03: yaenshii sec — 1010,
6enok — 8,5 r/n, snutenuit nnockuit — MHOTO, nepexopHsin — 1-3,
nevkoumtsl — 50 B none 3peHus, SpUTPOLMTE UBMEHEHHBIE — MOKPbI-
BQIOT BCE MOMS 3PEHMS, LMIUHAPLI 3ePHUCTBIE — 5—6, BOCKOBMAHbIE
— eHMuHbIE B Npenapare.

O6wwi aHamma kposu: remornobun — 96 r/n, nevkountsl —
12,3 tbic., CO3 = 12 mm/u.

buoxumnsa kposu: obumit 6enok — 62 r/n, anbbymmn — 29
r/n. @pakumm mobynmros: al = 4,7%, a2 — 14,3%, p — 14,2%,
¥ = 18,2%. Mouesura — 34 mmons/n, kpeatuHmn — 0,54 mmons/n,
kanuit = 6,4 mmonb/n, Hatpuit — 140 mmons/n.

Y3U nouex or 01.04.03: npasas — 107x45 mm (17); nes. —
111%x47 mm (19). TapeHxMma NOBLILEHHOM XOreHHOCTH, audde-
PEHLMPOBKA YMEPEHHO MOHMXEHA. HaLeyHO-TOXAHOUHAR CHCTEMA
He pacwwupeHa. CreHku nnotHble. Backynapusaums cHuxewa,
MHOEKChI CHUXEHbI C 0BENX CTOPOH.

BonbHas He ixopaamT. Hayato nevenve remopnanisom. Metu-
npea npogomker no 1000 mr 2 pasa, aanee npeaHusonoH per os
B nose | mr/kr. [MNOTEH3MBHOA TEPANKA HOPMOAUMMHOM, SHAMOM,
arerononom. 9.04.03 nposegneHa nyHKuMOHHAR Broncua nouku.*

buoncus noykm

* Heenedoearue 6uonmama npogoousIoCt 8 0moereHuu namomopgonoun HHUH mpancnianmonozuls U UCKyCCmeeHHulx op2arnos M3 PP.

Tenegbon: 190-53-78. Cyxaros AB.
E-mail: alexei sukbanov@miu-netru

T.5, N24 2003 Hedponoruau gnanus 399



LWkona Hedponora

AB. Cyxaros, AJ1. Pymsrues, AH. Upinn

CseroBas mukpockonms

B npenapate 35 kny6oukos, B 22 13 HUAX MMEIOTCS KNETOUHbIE
nonynyHus (63%) (puc. 1, ug. Bki1.). Metnu KanunasgpoB 3HOYMTENBHO
yTOnLEHs! (PUC. 2, UB. BKI1.), OTMEYAETCA yMEPEHHAs Nponudepauys
me3aHrounTos. B npenapare, okpawenHom no Maccony, nme-
I0TCA KpyrHble GYKCMHOGUIbHBIE AEMO3NTH B ME3AHTMM M (pexe)
cy63HpoTenvansHo. [MogobHbie AEn03uTE MMEIOTCA TaKXe BOKPYT
KaHambUEB M B cyb3aHgoTenvansHol 3oHe aptepuon. KaHanbus —
OTMEYQIOTCA [EreHepPATUBHLIE ABIEHWS KOHALLEBOTO SMMTENMS,
WHTEPCTULMI — IMbdY3HAS MHOUABTPALMS MPEMMYLLECTBEHHO
MOHOHYKNEAPHBIMKA KIETKAMM.

INeKTPOHHO-MUKDOCKOMAYECKOE MCCIIER0BAHME

Mceneposaro 3 knybouka. Umeotca anddysHbie nmHeiHsie
UHTPOMEMOPAHO3HBIE AEMNO3UTHI, MMEIOLLME MOBBILIEHHYIO SMEKTPOH-
Hylo MnoTHOCT (puc. 1). [enosutsl 3aHMMaIOT NpenmMyLLecTBEHHO
lamina.rara interna v lamina densa, xota Ha oTAENBHBIX Y4ACTKAX —
NPakTMYeckn BCio membpaHy. [opoBHbIE AENO3UTH UMEIOTCS TAKXKeE
B ME3QHMH, BOKPYT kancynsl boymena, a Takxe Bokpyr 6a3ansHoM
MEMOPaHbI KOHAMbUEE B BUAE NEHTOBUAHbIX BKIIOUEHMI (puc. 2).

WmmyHopmioopecuyerums

IgG — cermeHTapHOE OKPALUMBAHME ME3AHTUS WU Nepudepnm
kanunnapHbix netens 0—1+, pe3opBUMOHHbIE KNI B 3NUTENMM
KaHanbLEB;

IgA — knyboukn — HEraTMBHO, PE30POLMOHHLIE KAMK B 3MK-
TeNnn KaHAnbUEB,

IgM — HeraTvsHO;

C3 — kanunnapHble netnm knyboukos nuHeitHo 1+, nuHeltHoe
okpawwesarke neputybynaprHo 2-3+;

PuBPUHOTEH — HEraTUBHO.

Sakmoderme

MembpaHonponudepatmersiit momepynoHedput 2-ro Tuna
(6onesHb nnotHex aenosutos) ¢ 63% nonynyHmii.

Mocne aaHHbix Guoncumn caenara ummyHorpamma 8 HVM pes-
matonormu: kpuonpeunnutunbl — 1+; CPB = 0,1 mr/n; pesmatonaHbii
daktop — 1/20; AT k AHK = 21 en,; LMK = 31 en. OI; IgG - 22;
IgA = 5,1; IgM = 1,96 r/n, AKA = 28 t/n, C3 = 39,7 mr/an.

HecmoTps Ha NpoBOAKMMYIO TEPANMIO CTEPOUAAMM, AE3ArPEraH-
TAMM, OHTUKOQNYASHTAMM, GYHKLMS NOYEK NMPOrPECCHBHO YXYALLONAC.
[MosTtoMy uyepes 3 Hepenv nedeHmst IMIOKOKOPTUKOMAAMM OT ACsbHEN-
LUel TEPANUM PELLEHO MOCTENEHHO OTKa3aThCs. [0 HaCTOATENLHOM
npocsbe poauTeneit 6onbHaA ObINA BBINUCAHA NS NPOBEAEHHS
NeYeHms TeMOAMONM3OM MO MECTY XUTENbCTBA. B HacToswWwee Bpems
[EBOYKA HOXORUTCS HA MPOrPAMMHOM TEMOAMONH3E, COXPAHAETCA
aHypus (KOMNEHCMPOBAHA CO CTOPOHbI BHYTPEHHMX OPraHOoB). Ap-
TEPUATBHOE AGBAEHWE HO TPEXKOMIMOHEHTHOM MMNOTEH3MBHON TEPANMK
yaepxusaetca Ha yposHe 120—130/80-90 mm pr. cr.

KommeHnTapuu

[TpeacTaBneHHBIN CIy4dai 60JE3HN IUVIOTHBIX IETO-
3UTOB XaPaAKTEPU3YETCsI HEOOBIUHO OBICTPBIM IIPOIpec-
CHPOBAHUEM [TOYEYHOH HELOCTATOUHOCTH, HEOOBIYHOU
MOPQOIOTUYECKON KAPTUHON (HalIn4yre OONBIIOro KO-
JIMYECTBA KITYOOYKOB C AKCTPAKATWUIIPHON PEAKITHELT), 4
TAKXE OYEHb 3HAUYNTEIIbHBIM CHIDKEHIEM C3-KOMIIOHEHTA
KoMIuIeEMeHT4 (6osee yeM B 250 pas).

B manHOM Cry4ae poBeeHNE NEKTPOHHON MUKPO-
CKOIINU IBWIOCh HEOOXOJMMBIM /UL IOCTAHOBKH IAI'HO34,
TaK KaK I10 JaHHBIM CBETOBOM MUKPOCKOIIMM OCHOBHOMN
IIATOJIOTUEN ObUI IKCTPAKAIIWUIAPHBII ITIOMEPYIOHEPPUT,
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Puc. 1. InHEMHbIE JJIEKTPOHHO-IUIOTHHIC JEIIO3UTHI B ITTIOME-
PY/LAPHOY 6232IPHOM MeMOpaHe (JIIMHHbIE CTPEIKH)
M HOAY/IAPHBIE ME€3aHTHAIbHbIE (KOPOTKAA CTPEIKA).
M. x5000

Puc. 2. IuHEeHHbIE JENIO3UTHI 110 HAPYKHOMY
KOHTYPY TyOY/IIPHOH 0a3aIbHOM MEMOPAHBI (CTPEIKH).
AM. x5000

OOBIUHO ABJIAIOMMUICH NPOABIEHUEM TAKUX 3200J1€BA-
HUI, Kak aHTU-[BM-Hedput, ANCA-acCOIMUPOBAHHbIE
BACKYJIUTBI, 4 TAKKE UMMYHOKOMIIJIEKCHAA MATOJOTUA
(lupus-nedpur u 1pyrue).

Oddexra OT IPOBOJUMOI TEPANINUU B HAMIEM CIy4ae
He OBUIO, UTO COITIACYETCA C JAHHBIMU MHUPOBOI JINTEPA-
TYPBI O INIOXOM ITPOTHO3€ GOJIE3HU IVIOTHBIX JIETO3UTOB. B
MIOCJICIHEE BPEMA, OJHAKO, TIOABMIIMCH JAHHBIE O TOM, YTO
JIEYEHHE [U1a3MADEPE3OM MOKET IPEAYIIPEUTD PA3BUTHE
[IOYEYHOM HEIOCTATOYHOCTH [2].
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