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AHHoOTanms. B crarbe NMpeacTaBlieH KIMHUYECKUN CIIydall TEUEHHS TSKEIION
HedponaTnu ¢ pa3BUTUEM XPOHUUYECKOU OO0JIE3HU MOYEK Ha Pa3HbBIX dTalax pa3BUTHUS
pebenka. Hedponatust umeeT ynopHbIii peLMANBUPYIOIINNA XapaKTep, HE CMOTPS Ha
MIPUMEHEHNE UMMYHOCYITPECCUBHOM TEPAITUH.

Annotation. The article presents a clinical case of severe nephropathy with the
development of chronic kidney disease at different stages of child development.
Nephropathy has a persistent recurrent character despite the use of immunosuppressive
therapy.

KaoueBbie cjoBa:  MeMOpaHomnpoivdepaTuBHBIA  TIoMepyioHe]purT,
CUHJIpOM AJbIIOPTA, HEUPOCEHCOPHAsl IITyX0Ta, BUPYC reprieca.

Key words: membranoproliferative glomerulonephritis, Alport syndrome,
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BBenenue

3aboreBaHusl TIOYEK B JETCKOM BO3pacTe 3a IMOCJEIHUE ACCATHUICTHS UMEIOT
TEHJCHILIMIO K POCTY, Tak Moka3areib B Poccunm ormeden Ha ypoBHe 106,0 na 1000
nerckoro  HacenmeHust [1].  [laHHble MOKa3zaTtend 4YacTo  COMPOBOXKAAIOTCS
MaJOCUMITOMHBIM TEYeHHEM OOJIE3HU W MPOTPECCUBHBIM CHIKEHHEM (YHKIUNA
MIOYEK C pa3BUTUEM XPOHUYECKON OOJIE3HU MOYEK.

OpmHUM 13 TaKuX 3a00JIEBAHMM SBIISIETCS CHHIPOM AJIBIIOPTA — HACTIECTBEHHOE
Tr€HETUYECKU reTepPOreHHOe 3a0oJieBaHue, XapaKTEPHU3YIOLIEECs
YIBTPACTPYKTYPHBIMH ~ U3MCHEHHSMHU  TJIOMEPYJApHOW Oa3anpbHOW MeMOpaHBI,
KIMHAYECKH  TPOSBISIONICECS  HEPPUTHUECKHMM  CHHIPOMOM H  HEPEIKO
aCCOLIMUPYIOIIEECS. € CEHCOHEBPAIBHOM  TIIYXOTOM.  PacmpocTpaHEHHOCTh
3aboneBanus cocrapisieT oT 1:5000 ma 1:10000, B Poccun — 17:100000 meteit [2].
Cunapom Anbrioprta sIBIIETCS OJHOM U3 BeIyLIEH MPUYNHON pa3BUTHS TEPMUHAIBHOMN
nodyeyHoi HepoctarouHocTd B EBponie, Uuaun u CIIIA [3]. B ocHOBe 3a0o0seBanus
Yalie BCEero JISKUT F’eHETHUECKask MyTallvs, MPUBOIAIIAs K CUHTE3Y AedeKTHOro Oenka
KoJutareHa IV Tuma, BXOASIIETr0 B COCTaB INIOMEPYJIApHON Oa3anbHON MeMOpaHbl. B
80 % ciyyaeB myranus oOHapyxkuBaeTcs B reHe COL4AS, nokanusyromemcs Ha
IMHHOM Tuiede X — XpoMocoMbl (Jiokyc Xg21.3). 3a0oneBaHue wyaile BCEro
HacJeAyeTcs M0 JOMUHAHTOMY, CUEIUIEHHOMY € II0JIOM. bosiee Tskenble KIIMHUYECKHUe
IIPOSIBJICHUSI XapaKTEPHBI I MY»K4HH [6].

Jns KIMHUYECKOM KapTHHBI CHHApOMa AJBIOpTa XapaKTepHbl Je0I0T B
NETCKOM  BO3pacTe€,  KOTOPBIM  NPOSBIAETCS  TeMaTypued, MNPOTEUHYPHUH
He(poTrueckoro ypoBHs. [10YTH B MOJOBUHE CIIy4aeB pa3BUBAETCA HEMPOCEHCOpPHAs
Tyroyxoctb. Ilpm HedpoOHonucuu oOTMEYaeTcss Me3eHTHalibHasg Mpoaudepams,
UHTEPCTUIMANBHBIA (uOpo3. [1o naHHBIM A5IEKTPOHHON HE(HPOOUOIICUU OTMEYAETCS
MCTOHYEHHE, pacUIUIUIeHHe 0a3aibHOW MEeMOpaHbI ¢ MOCIEAYIOMUM YTONIIEHUEM U
auctpodueii [3,4].

Hapsiny ¢ renermyeckuMm (akTOpoM B Pa3BUTUM TATOJIOTUM TOYEK
CYIIIECTBEHHAs] pOJib MPUHAJUICKAT BUpPYycaM IMPOCTOro repreca, ocobeHHo 1 u 2
TUIIOB, KOTOpas XapakTepHU3yeTcs MEpPCUCTEHIMEH W penuauBamu Ooje3nu [5].
N3BecTHO, 4TO HErPesS yuyBCTBYET B pa3BUTUHU TJIOMEPYIOHEPPUTA C HEPPOTUUECKUM
CUHApPOMOM y neteil. Mopdonornyeckas kKapTuHa KOTOPOTo IpeicTaBlieHa (poKaabHO-
CEerMEHTapHbIM TJIOMEPYJIOCKIIEPO30M, MUHHUMAaJIbHBIMU W3MEHEHUSIMU,
MeMOpaHO3HO-TpoIU(epaTUuBHBIM rI1oMepyJioHehpuToM, [gA-Hepponarueii [2].

[To gaHHBIM OJTHOTO W3 UCCIEIOBAHUN COYETAHUE IEPIETUYECKON HHPEKIIUU U
ajuiepruyeckoro mnpoimecca B 47% cinydaeB CHOCOOHBI BBI3bIBATH JTUM(POUIHYIO
npojudepannio ¢ pa3BUTUEM AUCPYHKIUU CIyXOBOM TpyObl ¢ (HOpMHUpPOBAHHEM
AKCCYJIaTUBHOTO CPEIHErO OTUTA [6].

Heanb wucciaenoBanusi — HAOMIONCHHE M U3YYCHHUE KIMHUYECKOTO CIIydas
TEUYEHUS TSHKEJION HePOIaTUu ¢ pa3BUTHEM XPOHUYECKOM 00JIE3HU MOYEK y peOCHKA.

MarepuaJjibl 1 METOABI UCCIAEAOBAHUS
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HabGnronenue u mpoBeieHre aHaIM3a aMOyIaTOPHOM KapThl peOeHKa C TSHKENOoM
dbopmoii couetanHoit Heppornatuu (popma 112/y). [Tanuent Habmonaercs B [AY3 CO
JI'b Ne8 T'. ExatepunOypra y HedpoJjiora B Te4eHUE 6 MOCICIHUX JIET.

Pe3yabTarhl Hccie10BaHUSA U UX 00CYKICHHIE

[Tamment 1I1., 14 net. PebGenok ot 1 - it OepeMeHHOCTH, MpoTeKana Ha (GoHE
repOMHOBOM HAPKOMAHUU B IEPBOM TpUMeCTpe, nHpeknu B20, aHTUpeTpOBUPYCHYIO
TEpanuIo MaTh HE noryyana. Takke THHEKOJIOTHYECKOM B aHAMHE3€ OTMEYEH I'elaTUT
C u B, xpoHuueckas HHUKOTHHOBas 3aBUCUMOCTh, recto3 | u Il monoBuHBI
6epemenHoctu. Matph He HaOmonanace. [Ipu poxxaeHnn: peGeHOK TOHOIIEHHBIA BeC
3748 r, poct 52 cMm, oleHKa Mo mikaie Amnrap 5/6 6amioB. B ponax mMate u pebeHOK
MOJIYYWJIM [0 TPOTOKOIY aHTUPETPOBUPYCHYIO Tepanuio. BckapmiuBaHue
HCKYCCTBEHHOE C NEPBBIX JHEW. Brimucan u3 poasoMa Ha 5-€ CYyTKH C JUArHO30M:
nepuHaTanbHblid KOHTAKT 110 B20. CoueTaHHasi TMIIOKCUS JIETKOW CTETICHH.

B nepuone panHero Bo3zpacta (puU3HUECKOE, HEPBHO - MCUXUYECKOE Pa3BUTHE
COOTBETCTBOBAJIO BO3PAaCTHBIM HOpMaTMBaM. Bo BTOPOM MOJIyroauu INepBOro roja
’KU3HU HAYaJUCh MPOSIBICHUS aJUIEPITUUECKOTO IepMaTUTa, MilajieHueckas popMma, o
MOBOJy 4ero pebOeHOK mnodydan Tepanuto. [IpuBuBancs Mo HHIAWBUIYATBHOMY
rpaduky.

B Bo3pacte 3-x JeT mociie MepeHeceHHON TepleTUYeCcKOl aHTUHbBI y peOeHKa
MOSIBWJICSI MOYEBOM CHUHJIpOM, B Bujie npoTeunypuu 1o 0,15-0,3 r/n, remarypueii 10-
15 Bm3. Takue u3MeHEeHUs MPUCYTCTBOBAJIA B TEUEHUE HECKOJIBKUX MECSIEB, peOCHOK
OblT1 00C/IEIOBAaH M BBICTABJIEH JAMArHo3: TyOyJIOMHTEPCTUIMAIbHBIA HEPPHUT,
COUYETaHHBIN BapUaHT (TOKCHKO-aJUIEPTUYECKU U MOCTBUPYCHBIN). Ha mpoTskeHnu
BPEMEHU HAOJIO/ICHUSI TTOJTy4Yasl TPOTUBOBUPYCHYIO (ALIMKIOBUP) U META00OIMYECKYIO
(xeuoudon, Butamun A,E) Tepanuto, u purorepanuto (kaneppon).

B mocnenyroomnme HECKOJBKO JIET MOYEBOW CHUHIAPOM HMMEJI HENPEPBHIBHBIN
PELMIMBUPYIOIIUNA XapakTep, NpU YeM IMpH OOOCTPEHUM JAepMaTHTa M TpH
pecrupaTopHOr BHpPYCHOM WH(MEKIIMM AaKTHBHOCTh TMpolliecca Hapacrajga. Tak,
ONMCAaHHBIE IEPUOJAbI TeMarypus aocturana g0 40 KIETOK BI3, HapacTala Hu
nporeuHypus 10 0,5 r/1, IpuCcCyTCTBOBAJIM €AMHUYHBIE THAIMHOBBIC LIMJIUH/PHI.

B Bospacte 10 ner Ha QoHe odepeaHON pecnUpaTopHON HHPEKIUU ObLI
3aperucTPUpPOBAaH MOUEBOM CHHAPOM B BHUE mpoTteunypuu 1,5 r/a, remarypuun 40-50
BI13, KJIMHUYECKH OTMEYAIOCh MAaCTO3HOCTh JIMIA U «IIEHUCTass» Moya. PeOeHOK Obul
TOCIUTAIM3UPOBAH B Hedposoruyeckoe otaeneHue. B pesynbrare oOcienoBaHus
ob110 BhIABIEHO: OAK — He3HauMTenbHbIH neiikonuTos 14,6*10%n, mumdonuros 10
67%, yckopennoe COD 30 mwm/4; OHMOXUMHUUYECKUN aHaIM3: oOmmMi Oenok 59 1/,
anbOyMuHsbI 27 1/11, XonectepuH 7,0 MMOJIB/JT; KIUPEHC YHAOTEHHOTO KpeaTuHUHa 148
MJI/MUH; OOIIMI aHAIM3 MOYM: MPOTeUHYpHs 3,2 r/1, nuauaapypus 1o 10-15 knetok
BII3., reMaTypus 10 50 kineTok Bm3.; uMmmyHorpamma: [IUK 115,0 ex. (N), 1gG 9,0 r/x
(N), IgA 2,7 v/n (T) , 19M 4,3 1/ (#). Hpu 1P nuarsocTnke KpOBM Ha BUPYChI reprieca
orMmeueHo npesbierne tutpa 10,9 ME/ma (Hopma no 0,8 ME/min). Ilo pesynsratam
yJIbTPa3ByKOBOTO  HMCCIENOBaHHs ¢  Jomruieporpadueii: HU3MEHEHHE  PEHO-
KOPTUKaJbHOTO HHJAEKCA B CTOPOHY YMEHBIICHHMS, IOBBIIIEHUE WHIEKCA
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nepuepruueckoro COMpOTUBICHUSI Ha YPOBHE CEIrMEHTApHBIX M AYTOBBIX COCYZIOB
RI1=0,7-0,9 B o6eux moukax. [1o pe3yiapTaTamMm TMHAMHUYECKOW CITUHTUTPadUs TOYEK C
npumeHeHueM llentarex-Tc99m c ompeneneHneM KiIyOOYKOBOM (PUIbTpalluud OBLIO
BBISIBJICHO  HApYIEHUWE OKCKPETOPHOM (YHKIIMM TOYEK JIETKOM  CTENEHH,
dbunpTpanioHHas (QyHKIMS KIyOOUKOB HE HapylleHa. Pe3ynbrartel HedpoOUorcuu
NoKazajid, 4YTo Mop(doJoruyeckue U3MEHEHUsT B OHUONTaTe€ COOTBETCTBYIOT
XPOHHYECKOMY ME3aHTHONpoIr(epaTuBHOMY TioMepyioHedpury, Au@dysHO -
r100anbHON PaCpPOCTPAHEHHOCTH, aKTUBHOM (a3l ¢ TyOyJOMHTEPCTHIIMAIbLHBIM
KOMIIOHEHTOM yMEpPEHHOM aKTHUBHOCTH, rioMepyiockiepo3 0%. [Ipu mpoBeaenuu
AIIEKTPOHHOMN MUKPOCKOIIUU Hedpobuonrata oOHapyXeHa
MeMOpaHonponrdepaTUBHas TIOMEPYJIONATUs C MOJOIMTONATHEH, MOBBIIICHHHUE
MPOHUIIAEMOCTH TJOMEPYJSIPHBIX M KAaHAJIBIUEBBIX MEMOpaH C OTJIO)KEHHEM
OEJIKOBBIX MAcC M PE3KO BBIPAXKEHHOMN NUCTPOPUEH IMUTEIUOIUTOB.

[TapannensHo peOeHOK ObLT 00CIIEI0BaH Yy CYypAOJOora, B CBSI3U CO CHHKEHUEM
cllyXa, ocjie OCMOTpa ObUT BBICTABJIEH AMATHO3: HEMPOCEHCOPHAas TyroyxocTth | CT.
cipasa, 3 cr. cneBa. [Ipu omnpoce manueHTa U €ro poACTBEHHUKOB HUKTO HE MOT
JOCTOBEPHO OTBETUTh, KOIJa peOEHOK Hayal IUIOXO CIBIIATh, IPU PaccCIpoce O
reHEaJIOTUYECKOM aHaMHE3€ MOJITBEPKACHHS TaHHBIX O CUHAPOME AJIBIIOPTA B CEMbE
He OBUIO BBISIBICHO. XOTS MO KIWHUYECKOW KapTHHE W HANMYUU HEPPOTUUECKOTO
CHUHJIpPOMA YKa3aHHBIA CHHIPOM HEIb3sI UCKII0YaTh. bplia MpoBeeHa KOHCYIbTaIUs
Bpadya TEHETHWKa, II0 pe3yJbTaraM KOTOpou ompenenéH kapuorun 46, XY.
MounekyJIIpHO-T€HETUYECKOT O UCCIIEI0BAHUS HE OBLIO MPOBEACHO B CUITY OTCYTCTBHS
(MHaHCUPOBAHUS.

Takum 00pa3oM 1o pe3yiibTaram o0ciieIoBaHus ObUT ChOPMYJIMPOBAH TUATHO3
XBII 2 crenenu (runeppuiabTpanusi), XpOHUYECKU MeMOpaHONpOIudepaTUBHBIMI
rJIOMEpYyJIOHEPPUT, aKTUBHAS CTaANs, TeMaTypUUYECKUI BapHaHT C OJOLMTONATHEMN,
HEeNoJiHasl ~ KJIMHHUKO-TabopaTtopHas pemuccus, (yHKUUS TOYEeK COXpaHHA.
[lepcuctupyromas reprnerudeckass uHbekus. Heitpocencopnas tyroyxoctb 1 cT.
cripaBa, 3 CT. CJIeBa.

C »3TOro BpeMEHM NAIUEHT Hayal I[oJy4aTb HMMYHOCYIPECUBHYIO -
MPEIHU30JIOH B JI03€ 2 MI/KI/CYT, HEQPOMPOTEKTUBHYIO TEpaINUi0 — dHAIANpUil S
MT/CYT B CYTKH, TaKXe IMOJYYHJI KypC MPOTHBOBUPYCHON — aIlMKJIOBHP, B CBSI3U C
BBICOKOW aKTUBHOCTBIO BHPYCHOM Harpy3ku. HaOmronanach MOJIOXKUTENbHAsS
JMHAMHKA MO0 OCHOBHOMY IPOIIECCY, B CBSI3M C 4YeM MaIlMEHT ObLI NEpeBeleH Ha
TOPMOHAJIBHYIO TEPANMIO MO ANbTEPHUPYIOIIEH cxeme, Ha 3-i Mecsl npuemMa ObLIo
OTMEUYEHO pa3BUTHE BTOPUUHOTO cuHApoMa Uiienro — Kymmara.

Ha d¢one pecnuparopHoit wuHbeknuu y peOeHKa pa3BUiCsS pelUJIuB
HEe(POTUYECKOTO CHHApPOMA C TeMarypued. bbpUTlo MpUHATO pelieHne Havath
MyJIbCOBOM KypC IMTOCTATHUYECKUM IPOTHUBOOIYXOJIEBHIM XUMHOTEPANEBTHUECKUM
npenapaToM ankuiaupyouiero tuna (mukopocdamun). Tepanuio maueHT Moaydai B
CTallMOHApE B BUJI€ BHYTPUBEHHBIX HH(Y3ul 1 pa3 B 3 Heaenu. Tak, MalveHT MOIyvan
MMMYHOCYTIPECCUBHYIO TEpalHio B TEYEHHE 8 MECSIEB, MOCTENIEHHO ObLI OTMEHEH
MPEIHU30JIOH, HEPPONPOTEKTUBHAS Tepamnus MNpoaosrKaiach. MoYeBOM CHHAPOM
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UMeJ peLUIUBUPYIOLIUN XapaKTep, COXpaHsiach npoTeunypus 1,5-2,8 /11, rematypus
10 20-30 knerok BI3. KNMHUYECKN MAJIbUMK OTMEUaJl «IIEHUCTYI0» MOUY, TIACTO3HOCTh
BEK MO0 yTpaM, apTepUAIbHOE [IaBICHUE PETUCTPUPOBAIOCH C TEHACHUUEH K
nobiieHnio  120-125/70-90 mm.pr.cT.. K 3TOMy BpeMEHH IO YJIBTPa3ByKOBOMY
UCCJIEIOBAHUIO OTMEYANUCh TP y3HbIE U3MEHEHUS MAPEHXUMBI TIOYEK C 2- X CTOPOH.

K oxonuanuio kypca mukiodochamuma (cymmapHas KypcoBas J103a 9 T)
pemuccuss He ObUla JOCTUTHYTa W peOCHKa BHOBb IEPEBENM HA JICYEOHYIO 103y
npenHu30I0Ha (2 MI/Kr). 3a BpeMsi BTOPOTO Kypca MPEeIHU30JI0HA TaKKe OTMEYalics
PEeLUINBUPYIOMUNA MOYEBOM cuHApoM: ipoteunypus 1,0-2,0 r/n, remarypust 1o 20-30
kieTok Bm3. Hapymienune (yHKIMU mouyek B BHIE THNEPOUIbTPALUU (KIUPEHC IO
SHIOTEHHOMY KpeaTHHHUHY 155 Mi1/MUH), OMOXMMHUYECKUE TIOKa3aTeNn 1 KaHaJIbIeBast
peabcopiust perucTpupoBajiack Ha ypoBHe HOpMBI (99%). Hecmotpss Ha nedeHme
3a001€BaHUE UMEJIO YIOPHBIM PEHUAUBUPYIOMIUNA XapakTep TEUEHHUs, U CHUXKEHUE
GyHKIMH TOYEK, TAKUM 00pa3oM

VYuureiBas orcyTcTBHE 3 PexTa Ha poHe TPOBOIUMOI Tepanuu, CycTs 3 rojaa
peOeHOK ObLT MEepeBEeIEH Ha UMMYHOJIETIPECAHT - LIUKJIOCHOPUH A B 03¢ 3,3 MIV/KT.
[Tocne 1,5 MecsueB yeyeHUs MOSBUICA TOKCHUYECKUH SPQPEKT — MpeBbILLICHUE
nokazatenen 1200 Hr/mi cycts 2 daca nocie npuema (Hopma 400 Hr/mut). B cBszu ¢
yeM ObLJIO MPUHSATO PEIIEHHE O CHIKEHUU J103bl. B HacTosmmii MOMEHT peOeHOK
nony4aer 2,5 Mr/kr. I1acTo3HOCTH BEK HE OTMEYaeTcsi, HO MHOTAa COXpaHseTcCs
«MEHHUCTasH» MoYa Mo yTpaM. MoueBOi CUHJIPOM UMEET TEHACHIIMIO K KyTUPOBAHMIO:
nporeunypust 0,2-0,3 r/n, rematypus He3HauutenbHas 1o 10-20 kieroxk B BII3.
Jleyenne muKIOCIOPUHOM A IUTaHHMpyeTcs B TeueHue 12-24 mecsaueB ¢ Bapuanuen
7036l B 3aBHCHUMOCTH OT TEYEHHs 3a00JeBaHUs C 00s3aTeIbHBIM KOHTPOJIEM
TOKCUYHOCTH Ipernapara.

BuiBoabI

OnucaHHbIN cilyyail HaTaJIKUBAET Ha psiji paccykaeHuil. Bo-nepBrIX, 4TO cTano
NEPBONPUYMHON pa3BuTusl riaoMepyionedpura? I[lepcuctupyromas reprneTuyeckas
uHpexus w/wm amieprudeckuii pepmatut. O6a 3TuX (dakTopa B JMTEpaType
ONHUCaHbl B Pa3BUTUHU TJIOMEpPYJIOHEPpPUTA, a TaKKE BO3MOXKHO HX COYETAaHHOE
BozzercTBre. [1oCcKOIbKY BUpYC reprieca OTJIMYAETCs NAaHTPOITHOCTBIO, B TOM YHCIIE U
K TKaHaM 1o4yku. OmnucaHbl ciayd4ad pa3BUTHUS  BTOPUYHOM HMMMYHHOMU
HEJOCTATOYHOCTH, Ay TOUMMYHHBIE U OITyXOJIEBbIE 3a00JI€BAHMUS.

Bo-BTOpBIX, MOYEMy COXpaHSETCA Takas TOPHUAHOCTH B JiedeHHH? C OgHOMN
CTOPOHBI, BUpYC Teplieca HEOJHOKPATHO MOAABISUIM KypcaMu MPOTUBOBHUPYCHOU
Tepanuu, HO C JPYroil CTOPOHBI MPUCYTCTBYET €I1I€ U HEHPOCEHCOPHAsi TYyrOyXOCTh B
KJIMHAYECKOW KapTUHE y MalnueHTa. Takue CUHAPOMBI YKJIaJbIBAIOTCS B KIWHUKY
cunapoma Anbnopra. [Ipu pa3Butuum 3T0oro 3adonaeBanus HabM01aeTCsd TOPIUAHOCTD
B JIEYEHUU HMMYyHozenpecaHntamu. Ho, K coXaJleHHI0, 3Ty NPUYUHY Pa3BUTHUSA
3a00JIeBaHUsl Ha CETOJHSIIHUA MOMEHT MOATBEPIUTh WM ONPOBEPTHYTh MBI HE
MOKET B CHJIy pa3fU4HbIX NpuyuH. Hamu HabmoieHne 3Toro KIMHUYECKOro cirydast
IIPOJIOJIKAETCA.

Cnucok Jaureparypsbi:
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