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HedpoTMyecku CMHAPOM — CMMMNTOMOKOMMJIEKC, BKIIIO-
YaloLluin npoTenHypuio 6onee 3,5 r/1,73 M2 B CyT, rvno-
anbOyMUHEMMUIO HUXKE 25 /N1, TMNEePAUNUAEMUIO, OTEKM.
JTMonaTtoreHeTM4YeCcKne acneKTbl HePPOTUYECKOrO CHUH-
ApomMa BecbMa pa3Hoo6pa3Hbl. [1a peanusauuu nato-
JIOTMYEeCKOro npoLiecca B NoYyke HEOO6XOAUMO CoYeTaHUe
60/blIOro Yyncna GaKTopoB: FEeHETUHYECKUX, MMMYHOSIO-
rMYecKunx, cpefoBbiXx U Np. BHeapeHune Hedpobuoncuu,
MMMYHOGDNYOPECLIEHTHOM U 3NTIEKTPOHHOW MMKPOCKOMMUK
NO3BOMINO BbIAENUTb OCHOBHbIE TUMbI TJIOMEPYISPHOIO
NnoparkeHusl, ConpoBOXaaloWwmnecs pasBUTUEM HedPOTU-
YeCKOro CUMHAPOMA: HEMMMYHOKOMMIEKCHbIE FoMepy-
nonatun (MMHUMasnbHble U3MeHeHNs, anddy3Has me3aH-
rmanbHaa nponudepauuns, GoKanbHO-CErMeHTapHbIN
rIOMEpPYNOCKIEPO3) U UMMYHOKOMMJIEKCHbIE TNIOMEpY-
nonatum (oMdodyY3HbIN NponudpepaTUBHbLIN IHAOKAMNWUA-
NSPHBbIA  TomMepynoHeduT, membpaHo3Hasa Hedpona-
™M, membpaHonponndepatMBHbIA FMoMepynoHebpuT).
OtaenbHoW GOPMOW CHUTAIOT IKCTPaAKaNUANSPHbIA NPOK-
dpepatuBHbIN rnoMepynoHedpuT. M3BeCcTeH MHPAHTUMb-
Hbl HEDPOTUYECKUIN CUHAPOM, CBA3AHHbIN C MyTaLUaIMMU
reHoB (NPHS2, NPHS1), koaupyloumx CUHTE3 MNOAOLM-
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Ha W HedpwuHa. PasBuTMeM HedPOTMYECKOro CWUHAPO-
Ma MOryT COMPOBOXAATbCA CUCTEMHble 3abosieBaHuA
COEANHUTENbHOM TKaHW (CUCTEMHAs KpacHas BOAYaHKa),
BacKynutbl (nypnypa LlennenHa—-leHoxa, rpaHynemartos
BereHepa). HebpoTuyecknin cuHapom MoXeT ObiTb crnef-
CTBMEM aMMWJIOMAO03a MOYEK (KaK MepBUMYHOrO, TaK M Npwm
peBMaTOMAHOM apTpuTe, NEPUOANYECKON BONE3HM U Mp.).
He ucKkniovyaeTcs BO3MOXKHOCTb COYETaHMSA Pa3HbIXx GOpM
rnomepynonaTui ¢ pa3BuUTMemM HeGPOTUHECKOrO CUHAPO-
Ma y ofgHoro 6onbHoro. nqa IgA-Hedbponatnun Hanbonee
XapaKTepHa MaKporemartypus, rematypus B COYETaHWM
C NPOTEMHYPUEWN, OAHAKO B PEAKMX ClyHasix BO3MOXKHO
pa3BuTME U HebpOoTUHECKOro cuHapoma [1-3].

JleyeHne HedpOTUHECKOrOo CHMHAPOMA OCTaeTcs OAHOWM
M3 Hanbosiee CNOXHbIX NPo6aemM HedpPOoNorMm, YTo B Hau-
6GoNblUer CTEMEHU OTHOCUTCS K CTEPOMAPE3UCTEHTHOMY
BapuaHTy 60ne3HU. Kputeprmem cTeporape3ncTeHTHOCTH
CUYMTAIOT OTCYTCTBME PEMMUCCUM NPOTEUHYPUM Mocne 8 Hel
neyeHnst pebeHka NpeaHN30/I0HOM B 03€ 2 MI/KI B CYTKM.
Mcnonb3oBaHWe COBPEMEHHbIX MMMYHOCYMNPECCHUB-
HbIX MpenapaToB, TaKMX KaK LMKIOCMOPUH A, ModeTunna
MUKOdEHONAT, TaKPOIUMYC, OTKPbIBAET HOBbIE BO3MOHO-
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A case of development of extracapillar Schonlein-Henoch
nephritis in 8-years-old child with IgA-nephropathy
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KnuHu4yecKoe HaGnogeHue

Puc. 1. IgA-HedponaTnsa

CTW B Tepanunn HePppOTUYECKOro CMHAPOMA. M3BECTHbI CAly-
Yyan abdEKTMBHOIo NpumeHeHns modeTnna MmkodbeHonaTa
ons nevyeHms HedpoTMHECKOro CHMHApPOMa Npu BacKynute
LLleHnenHa-lfeHoxa. MMoaxoabl K Tepanuu HedpOTUYECKOro
cuHapoma y 60nbHbIX ¢ IgA-Hedponatuen pasHoobpasHbl,
O[HAaKO edMHOro MHeHUs 0 Hanbonee 3GPEeKTUBHbIX CXxe-
Max le4eHnss Takux NaLMeHToB He cylecTByeT [2, 4, 5].
MpMBOAMM KIMHUYECKOE HabNoAeHWe pa3BUTUS UMMY-
HOKOMTMIEKCHOIO 6bICTPOMPOrpPeCCHUpYOWEro FOMepyo-
HebpuTa Ha ¢oHe IgA-HedponaTum y ManbyiuKa 8 neT.
Cnyyan npumMeyaTeneH n Tem, 4To ABASETCH OAHUM U3 Nep-
BbIX OMbITOB NMpUMeEHeHUss ModeTnuna MukodpeHonarta ans
neyeHnss HedPppOTMYECKOro CcUHApPOMa MpU BaCKynuTe
LLlennenHa—leHoxa y neten.

Pe6eHOoK oT | 6epeMeHHOCTH Y KeHLWMHbI 20 neT. Manbynk
13 ABOWMHM (6paT 340poB). PaHHee dpnanyeckoe 1 NCUXOMO-
TOpHOE pa3BUTME 63 HapPYyLIEHWUN.

[e6toT 60ne3Hn B sHBape 2006 r. B Bo3pacTe 5 net nocne
OPWU ¢ pasBepHyTOro HedpOTUYECKOro CMHAPOMA (OTEKMU
Ha roneHsx, nepegHen 6pPIOWHON CTEHKE, BEKax, NpoTeu-
Hypus 6onee 3 r/n, runonporemHemus 47,8 r/n, runoxone-
crepuHemunsa 7,54 mmonb/n), makporematypun. Ha cdoHe
CTaHAapPTHOro Kypca CTEPOMAHOM Tepanuu CyLleCTBEHHOM
NONOXWUTENbHON AMHAMUKKM CO CTOPOHbI S1abopaTopHbIX
noKasaTenemn He OTMEYEHO, OTEKM YMEHbLUWANCL, B peBpa-
ne 2006 r. BbiSIBNIEHO NOBbIWEHNE YPOBHS apTepuanbHOro
faBnenuns (115/90 mm pT. CT.).

B mapte 2006 r. Bnepsble o6¢cnenoBasncs B Hay4HOM LieH-
Tpe 300poBba aeter PAMH, 6bina noaTBep»KaeHa BblcOKas
aKTMBHOCTb HedPPOTUYECKOro CUHAPOMA. CyleCTBEeHHbIX
HapyweHnn GYHKLUMIM NOYeK He BbIABNEHO (CKOPOCTb
KNy6o4KoBOM GUAbTPaLMKU, paccyuTaHHas no dopmyne
LBapua, coctaBuna 94,3 MA/MWH, YTO COOTBETCTBOBA-
no | cTagmm XpoHU4ecKom 6onesHn noyek). B cBa3u co cre-
poOMAPE3UCTEHTHOCTLIO NpoBeaeHa Hedpobuoncus, obHa-
pyxuBwasn IgA-Hedpponatmo (puc. 1). bbina nposeneHa
nyabc-Tepanusa meTuanpeaHrsonoHom N2 3, 3atem ¢ noso-
WUTENbHbIM 3DDEKTOM — Jfle4eHne LUKIOCNOPUHOM A,
KOTOpOe npoposiKanocb B TeyeHue =~ 1,5 net. Ha atom
doHe coxpaHanacb pemuccusa 60ne3Hn. C aHTUrMnepTeH-
3MBHOWM Liefblo 6bl1 peKoMeHAoBaH npuem JHana, neve-

HWe NPOBOAMSIOCL HEMOCTOAHHO, OAHaKO CYLLECTBEHHOIO
NoBbIWEHUSA apTepuanbHOro JaBneHUsa He OTMEYEHO.
CocTosiHne yxyalwmaocb B okTs6pe 2007 r., Korga nosiBu-
JINCb CUMMTOMbI FEMOPPArnyecKoro BacKy/uTa (KOXHO-
abJoMuHaNbHble MPOAB/IEHUNA), BO3pocna MPOTEUHYPUS
[10 YPOBHA HEDPOTUYECKOTO CUHAPOMA, MOABUIIUCL MaKpo-
remMatypus, 3anu3o04bl runepasoTeMun (CoaepKaHue Kpea-
TUHMHa B CbIBOPOTKE KPOBU cocTaBmio 89—98 MKMosb/ ).
LlmknocnopuH Obl1 OTMEHEH, Ha3HayeH NpeaHU3010H
30 mr/cyt, ®parmuH, KypaHtun.

Bo Bpems rocnutanusaumu B oTaeneHuve Hedponorum
B Hosfi6bpe 2007 r. BbigBAEHa NPOTEUHYpusa Ao 59 r
B cyT, rematypua go 681000000 3puTpPOLMUTOB B CyT-
KW, runonpotemHemua 47 r/n, runepxosieCTepUHEMUS
10,9 MMOnb/N, CKOPOCTb KIy604KOBOKW dunbTpaLmm, pac-
cyntaHHas no ¢opmyne LBapua, coctaBuia 68,7 Mn/MuH,
4yTO cooTBeTcTBOBaNoO Il cTtagnun XpoOHW4YECKoM O6ONE3HMU
NoYyeK, 3NEKTPOSIUTHbIX HapYLLEHWN HE OTMEYEeHO, O6Hapy-
YeHbl NPU3HaKK runeproarynaumm (ubpuHoren 5,77 r/n,
AYTB 19,9 ceK). ApTepuanbHOe [aB/ieHne yaepxuBanocb
B npejenax HopMasbHbIX 3Ha4€HUI, OTEKOB He BbISIB/IEHO.
lNoKkasaTenu copepyaHus B CbIBOPOTKE KPOBWU aHTUTEN
K ABycnupasnbHOM u ogHocnupansHon JHK aHTUHYKneap-
HOro daKTopa COOTBETCTBOBAIM HOPMasbHbLIM.

Bbina nposegeHa noBTopHad HedbpobUONCUA C UMMY-
HOrMCTOXMMUYECKUM UCCNefOBaHMEM, OOGHapyxuBLas
OndOY3HLIN NponndepaTBHbIM U HEKPOTUIUPYIOLLUIA
rnoMmepynoHedput ¢ GOPMUPOBAHUEM CErMEHTaPHbIX
nonynyHnn B 50% Kny60o4KoB (MOpdOoornyeckas KapTtu-
Ha IgA-HedponaTuum/nypnypsl LeHnenHa—leHoxa IV Knacc
no Knaccuobukaummn Haas) (puc. 2).

YautbiBas KIMHUHUKO-NabopaTopHble NPOABIEHUSA U AaHHble
Hedbpobuoncuu, NpoBeaeHo fedyeHne uuKkiopochammaom
B cymMapHou fozde 3500 mMr B coveTaHuu ¢ nysbc-Tepanven
Cony-Megponom no 600 mr Ha BBefeHue (1 pa3 B Hea N¢ 8,
1 pa3B 2 Hea N2 2, 1 pa3 B Mec N? 2, nanee — 4yepe3 3 Mec).
B nocnegytowem, B Te4eHne 5 MeC MasibyuK NpUHUMan npea-
HW30J10H per 0Ss 25 Mr B anbTepHUpPYIOLLEM pexnme. Ha atom
dOoHe BbISBNEHO HEOOSbLIOE CHUXEHME NPOTEUHYPUM, FeMaTy-
puK, OTCYTCTBUE OTEKOB, PELMANBOB KOXKHO-ab40MUHANbHbIX
CYMMTOMOB remopparM4eckoro Backynura. [pu coxpaHeHum
aKTMBHOCTM HebPOTUYECKOrO CUHAPOMa OTMEYEHO BOCCTa-
HoBJMIEHME PYHKLMIW NOYEK (CoaeprKaHme KpeaTUHWHA B CbIBO-
POTKE KPOBU CHU3MNOCL A0 49—55 MKMOnb/n).

Mpn ob6cnegoBaHuM B OTAENEHUM HedposiorMM B MapTte
2009 r. ypoBeHb NPOTEUHYPUK cocTaBun 2—3 1/CyT, rema-
Typun — ot 39000000 go 1900000 3puUTPOLIMTOB B CYT,
rMNoNpoTEMHEMUA HEe BbISIB/IEHA, YPOBEHb XOnecTepuHa
6,0 MMOJIb/N, CKOPOCTb KIy6O4YKOBOW GuabTpauuu, pac-
cyuTaHHas no ¢opmyne LBapua, coctaBuna 96,1 mn/MuH,
4YTO COOTBETCTBOBaNO | CTagMm XPOHUYECKOM 6O0SIE3HMU
no4ek. Mo faHHbIM CYTOYHOTO MOHWUTOPUPOBAaHWUS apTepu-
anbHOro AaBJfIEHUS BbISB/IEHO MOBbIWEHWE CPefHWUX 3Ha-
YyeHun cuctonmyeckoro Al (142 MM pT. CT. B OHEBHbIE
yacbl, 120 MM pT. CT. B HOYHbIE Yachbl) U AMACTONIMYECKOIO
AL (84 n 73 MM pT. CT. B JHEBHbIE WU HOYHbIE Yacbl, COOT-
BETCTBEHHO), MNOBbIWEHNE WHAEKCOB BPEMEHW CUCTONU-
yeckoro Al (96% B gHeBHble Yacbl, 85% B HOYHbIE Yacbl)
n amnactonunyeckoro A (49 n 79% B OHEBHblEe U HOYHbIE
Yyacbl, COOTBETCTBEHHO).



JleyeHne ObINO NPOLO/IKEHO nynbc-Tepanuen Cony-
Megponom N2 3, nocne 4yero HaszHavyeH modeTuna MUKO-
deHonat 1000 mr/cyT, C aHTUIMNePTEH3UBHOW U PEHOMPO-
TEKTUBHOW Lenblo — do3nHonpun 5 mr/cyt. Cnycts 2 Mec
OT Havyana nevyeHus OTMEYEHO [JajibHenllee CHUXeHue
npotemHypun — o 1,5-1 r/cyt (6e3ycnoBHO, HEO6X0ANMO
YyYWUTbIBaTb, YTO AMTENIbHOCTb NMpoLejlero nepMoaa eweé
He NOo3BONSET B MOJSIHOM Mepe OueHUTb 3PDEKTUBHOCTb
YKa3aHHOM Tepanuu).

CnefyeTr NOAYEPKHYTb, YTO AOCTUYb YyCrexa B JieYeHUU
6bICTpONporpeccupylowero rnomepynoHedbpuTa ygaercs
He 4acTo, 0COOGEHHO Npu npeflecTBOBaBlUeM 3abone-
BaHuK no4yek (rnomepynonatuun). O4HaKo npeacraBneHne
0 BO3MOXHbIX 0OLIMX MEXaHM3MaxX Pa3BUTUS GbICTPONPO-
rpeccupytolLlero rnomepynoHedputa un IgA-HedbponaTtun
NO3BOJISET C O6OMbLWON BEPOATHOCTbIO Mpeanonaratb
B 3TOM C/ly4ae LOCTUXEHUEe MONOXMUTENBHOro pesynbrara
B Tepanun HedpOTUYECKOro CUHAPOMA.
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