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lemaTtypusi — Ba)XHbI MPU3HAK, OTParKaloLymi NaTo0rM4ecKoe COCTOSTHUE MOYEK M Apyrux opraHoB MOYEBOK CUCTEMBI,
CNYMHNT TaKKe NPosiBIEHWEM CUCTEMHbIX 3ab0/1eBaHMi. YacTas BCTpeYaeMoCTb, MHOroobpasune MpuynH, crioco6CTBYIOLMX
BO3HMKHOBEHMIO reMaTypum, 1aTeHTHOE TeYeHne n GpeHOTUNMYEeCKoe CXOACTBO NMPOSIBAEHUI psaa HepponaTui, BCle4CTBUE
KOTOPbIX OHa BO3HUKAET, 00YCA0BAMBAIOT MOBbLILLEHHbIA MHTEPEC K AaslbHENLIEMY N3YHYEeHUI0 0COBEHHOCTEN 3ab0/1eBaHusl.
B pesynbTate obcsiiefoBaHus 56 feTen nokasaHo, 4To0 Hanbosiee 4acTou MPUYMHOMN rIOMepPYIspHON reMaTypuu BbICTynarT
HacneicTBeHHbIe 3a00/1eBaHUs MNOYeK, CBA3aHHble ¢ MyTaumen KoanareHa IV tuna, coctaBnssi 64% ciydaeB (M3 HUX C CUH-
Apomom Anbrnopta — 56%, 60/1€3HbIO TOHKNX 6a3a/ibHbix MeMOpaH — 44%), a Takxke IgA-HepponaTua — 36%.

Knro4deBble cnoBa: rematypusi, NPU4NHbI, AUArHOCTUKa, rioMepynspHbele 601e3HM, MyTaluun KoanareHa IV tuna, cMHAPOM

Anbriopta, 60/1€3Hb TOHKUX 6a3alibHbiX MeMOpPaH, ISA-HepponaTtus, AeTH.

[emaTypus — oAMH U3 Haubonee 4acTblX CUMMATOMOB,
XapaKTEPHbIX MPW MOPaXKEHUU MOYEK M MOYEBLIX MyTen
[1, 2]. YacToTa BCTpeYaemoCTU rematypuu, Mo AaHHbIM
pa3nuyHblXx uccnegosaHun, coctasnsetr 0,5-4% y petew,
12-21,1% — y B3pocnbix [3—6].

OnpeaeneHune rematypun 6asnpyeTcs Ha 0GHapPYKeHUU
3PUTPOLIUTOB MPU MUKPOCKOMUYECKOM MCCneaoBaHUn MoYe-
BOro ocafKa. [ematypuen HasblBaeTcs Hanuyune 5 n 6onee
3PUTPOLMTOB B MONE 3PEHUA MPU MUKPOCKOMUU MOYM C
yBenudeHnem X40, ueHTpudyruposaHHom npu 750 g, nubo
6onee 3 3pUTPOLMTOB B NOJE 3PEHUS HELLEHTPUPYrMPOBaH-
HOWM Mo4M; 6oniee 1 MIH 3PUTPOLIMTOB B 24-4acoBOW Moye
(no Aaawucy) [2]. bonbloe KOAMYecTBO 3pUTPOLMTOB B MOYe
NPUBOAWUT K U3MEHEHW0 ee LBeTa, YTO CTaHOBMTCS BWU.A-
HO HEBOOPYXKEHHbIM 1a30M (LBET MSACHbIX NMOMOEB/KOKa-
KOJ/bl), — TaKoe COCTOsIHME Ha3blBaeTCs MaKporemartypus.
[ematypusa, onpeaensemas TofIbKO NPY MUKPOCKOMNWKU ocaa-
Ka MO4M, Ha3blBaeTCA MUKpPOremMaTypuen; ee BblpaxXeHHOCTb
MOXHO onpeaennTb Mo KOMMYeCTBY 3PUTPOLIUTOB B Mose 3pe-
HUS: He3HauyuTenbHas — o 10-15, ymepeHHas — 20-40,
3HayuTenbHaas — 40-100 [1]. MuKporemaTypus MOXeT
npoteKkatb 6eCCMMNTOMHO M OGHapyXMBaATbCHA Cly4anHO
npu PyTMHHOM 06CNefOoBaHMKM NaLMeHTa, a TaKKe codve-
TaTbCH C KITMHUYECKUMM CUMNTOMAMM (AU3ypus, Nuxopaaka,

601, MNOBbILWEHWEe apTepuanbHOro AaBfiEHUs, remopparu-
YECKUM CUMHAPOM M T.A.), NPOSBAATLCH U30MPOBAHHO WK
COMNPOBOXAATLCS NPOTEUHYPUEN.

Mpn o6bHapy*KeHWM cuHApoMa remMaTtypuu ana Bbibopa
TaKTUKKN fasibHenwero o6cnefoBaHns u tepanum Haubonb-
Lee npaKTuyecKoe 3HavyeHne umeet aguddepeHumposaHme
peHanbHOM (FMOMepPYNsSipHON) U 3KCTpapeHanbHOM remarty-
puun. Ha peHanbHbIV XapaKTep yKa3blBaeT coYeTaHue reMa-
TYPUU C NPOTEUHYPUEN /UK HEAOCTATOYHOCTbBIO MOYEYHbIX
GYHKUMIW, a TaKkKe BbliBAEeHUE MOPQPONOrMYECKN U3Me-
HEHHbIX (AUCMOPPHBIX) GOPM IPUTPOLUTOB MPU MOMOLLM
$a30B0O-KOHTPACTHON MWKPOCKOMUKW (MMeEeT ocoboe 3Ha-
yeHue Npu U30MpoBaHHOM rematypuun) (puc. 1) [2, 7, 8].
Moa aMcMOpdHOCTbLIO MOHMMAETC WU3MEHEHWE pa3mepa,
GOpPMbl 3PUTPOLIUTOB M COAEPIKAHUSA B HUX reMoriobuHa.
Mpu ncnonb3oBaHnMK MeToaa Ga30BO-KOHTPACTHOM MUKPO-
CKOMWUK 0co060€e BHUMaHWUE YAENSeTCa He TOSIbKO U3Y4EHMI0
COOTHOWEHUSA AUCMOPPHBLIX U HOpMasbHbIX GOPM 3pU-
TPOUMTOB, HO W OBHApPYKEHWUIO aKaHTOLMTOB — 0OCO060-
ro TMNa KIETOK, XapaKTepMU3YIOLWErocs «MpbllleBUAHbIMU»
BbINAYNMBAHUAMMU KIIETOYHOM CTEHKMU (M3BECTHbI TaKKe KaK
«MUKKK-Mayc-3putpouuTbl») (puc. 2). MexaHu3m pasBu-
TMa gucMopdu3ma LUCKYTUPYeTCa Mo HacToswee Bpems.
Mo pesynstataM MHOMMx uccnegoBaHwi, Hanbosiee JOCTO-
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Diagnostics of glomerular causes of hematuria in children

Hematuria is a significant manifestation, which can reflect both renal disorders and other urinary tract diseases and also be a
symptom of systemic illnesses. High prevalence, diversity of etiological and trigger factors, latent course of hematuria and phenotypic
resemblance of a number of underlying nephropathies symptoms cause increased interest and urgency of further investigations of such
diseases features. The examination of 56 children showed that the most common cause of glomerular hematuria was hereditary kidney
diseases, associated with collagen IV type mutations — 64% (Alport syndrome — 56%, thin basement membrane disease — 44%)
and IgA-nephropathy — 36%. Comparative analysis of these conditions is presented in this study.
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Puc. 1. ®a30Bo-KOHTpacTHasi MMKPOCKOMMUS 3PUTPOLIMTOB MOYM.
CneBa — AncMopdHbIE 3PUTPOLIUTLI, CNipaBa — HEU3MEHEHHbIE
3PUTPOLMTDI

BEPHbIM BapuvaHTOM HayanbHOro MOBPEXAEHUS KIEeTOYHOM
CTEHKM 3puUTpOLMTa NpeacTaBnseTca GaKT ero NPOXoXaeHUs
yepes rnomepynapHyto 6asanbHyto meMmbpaHry. B pesynbrate
JIN3UCa IPUTPOLIMTAPHbLIX KNETOK BbIAENAIOTCH GUOSTIOrMYECcKn
aKTUBHblE BeLeCcTBa, KOTOpble MOBPEXAAIT KIeTOYHble
MeMOpaHbl APYrux, ele HEenoBPEXKAEHHbIX 3PUTPOLUTOB.
O6Hapy»eHne B Moye 50-80% ANCMOPDOHbLIX IPUTPOLUTOB
n/vnn = 5% akaHTOLWUTOB — AOCTOBEPHbLIM MapKep riome-
pyfapHOM naTtosiorMn. HeobxoanMMO yyuTbiBaTb, YTO METOZL
ABNSETCH [OCTAaTOMHO YYBCTBUTENbHBIM, WM K HacToswemy
BPEMEHU YCTaHOBJ/IEHbl ONpefeneHHble HOpMbl cbopa M
BbINOJIHEHMS aHanu3a [5-7, 9, 10].

06Kt nepeyeHb NPUYKUH remaTypun NnpuBeaeH B 1abn. 1
[4, 11-13]. Y netei Hanbonee 4acto B OCHOBE MaTo/IOrnu
JleXkaT noyedyHble U CUCTEMHble 3abofieBaHus, Torga Kak
y B3POC/bIX NepBOCTENEHHOE 3HaYeHne UMEIOT yponoruye-
CKMe NpUYuHbI [3, 11].

MuKporemaTypus 3rnuU304MYECKM MOMKET BbISBAATLCA Y
3[10POBbIX /IIOAEN MOCNE MOBbIWEHHbLIX GU3NYECKUX Harpy-
30K, Y HaxoAsWMXcs Ha HacblleHHOW 6enKoBon [aueTe.
TpaH3uTOpHas remartypusi pas3BMBaeETCHd MHOrga npu OTCyT-
CTBMM KaKOM-NTMBO NaTosiorMm novyek Ha hboHe MXopaaoyHoro
cvHapoma. MakporemaTtypus y 340POBbIX NtoAen He 06Hapy-
MBaeTCa HUKorga. B To e Bpemsa MUKporematypus 3adva-
CTYlO ABNSAETCA €4WMHCTBEHHbLIM MPU3HaAKOM (B AebloTe uau
Ha MNPOTAEHWU ASIMTENbHOMO BPEMEHMW) GONe3Her MoYex,
UMEIOLLMX MpOorpeccupytollee Te4eHne U NPUBOLSALLNX K CHU-
YEHMI0 NoYeYHbIX PYHKUUW. UMEHHO NO3TOMY B C/ly4ae BbisiB-
NIEHUS CMHAPOMa rematypuu Bcerga TpebyeTcs TuaTtenbHoe
o6crefoBaHue v AnTenbHOe HablIoAeHUe NaLueHTa.

BepuduKauna xapakrepa MOBPEXAEHUS MOYEYHOW TKaHM
nocne UCKIYEHNUS MOCTIIOMEPYNSPHBIX MPUYKUH reMaTypun Tpe-
6yeT npoBeaeHns MopdONorM4ecKoro ncceaoBaHus noyek [2].

Ta6nuua 1. MpUymHbI rematypun

Puc. 2. AKaHTOUMT Npu CBETOBOW MUKPOCKOMWUM (YKa3aHo
CTpenKown)
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lMoKkasaHWs K npoBefeHUi0 6UONCUK y BOJNIbHBIX C reMa-
Typuen:
® co4yeTaHWe C MpOTEeUHypuen MM HedpPOTUYECKUM CHH-

ApOMOM;

° [ONUTENbHOCTb remaTypun 6osnee 1 roga Npu CoOXpaHHbIX

GYHKLMAX NOYEK;
® coyeTaHue remaTtypuu ¢ HapylweHUeM novyeyHbiX GYHKLMK;
® OTCYTCTBME MNPU3HAKOB Koarynonatuu, KanbLWypuu,

CTPYKTYPHbIX aHOMasMIN NoYyek;
® CeMEeWHbIN XapaKTep remaTypuu.

Taknm 06pa3oMm, NaunmeHTaM C BbICOKOM BEPOSITHOCTbIO
rIOMEpPYNSPHOA 3TMOMOTUM FeMaTypun U ee COXpPaHeHWUH
6onee 1 roga NokasaHO NPOBEAEHUE YPECKOKHOM MYHKLM-
OHHOM Hedpobuoncum (nog KoHTponem Y3WU) c nocneayolmm
ncenegoBaHveM HedpobuonTaToB MpW MOMOLLM CBETOBOM
N 3NEKTPOHHON MMKPOCKOMUK U NPOBEAEHNE UMMYHOIUCTO-
XMMWYECKOrO UCCNefoBaHUs.

Mo fgaHHbIM pas3nnyHbIX aBTOPOB, MPUYNHON IOMEpPYO-
naTum, NPOsIBASIOWMXCA remaTypuen, 4acto CayaTt pasnuy-
Hble BapuvaHTbl BPOX/AEHHOW NaTONOrMK, CBA3aHHbIE C MyTa-
LMen reHa, Kogupyouiero cuHtes KonnareHa IV tuna (COL V)
[13, 14]. Llenblo Halwero uccnegoBaHusa ABUNOCb U3Y4YeEHUE
HO30/10MMYECKOW CTPYKTYpbl rematypuun y aeTer B pOCCUK-
CKOM Nonynsaumu.

NMALIMEHTbI U METOAbI

C uenbto BbISCHEHUS NMPUYMH reMaTypum B POCCUICKON
nonynsaLuMmM Hamu 6bl10 NPOBEAEHO PETPO- U MPOCMNEKTUBHOE
obcnegoBaHMe 56 naumMeHToB HEDPONOrMYECKOro OTaeNneHns
Nuctutyta neguatpum HU3/A PAMH, cTpagatowmx Kak M30/u-
poBaHHON GOPMOI remaTypum, TaK U B COHETAHWUM C NPOTEN-
HypWein — oT cnefoBoro 0 HebPOTUYECKOrO YPOBHS, U3 HUX
42 (75%) manbunKka, 14 (25%) neBoyeK; cpeaHuit Bo3pact —

JKcTpapeHanbHble NPUYUHDI

MoyveuHble NPUYUHBI

e Koarynonatuu (reModunus v ap., NpMem aHTMKOarynsHToB)
* HedpoKanbunHo3

° MpavonaTtunyeckas runepKanbLmypus

e O6CTpyKUMa

e TpaBMbl (MOYEK, MOYEBOrO Ny3bIps, ypeTpbl)

e Onyxonu (onyxonb Bunbmca u ap.)

e [lpoune (caaBneHue novyevyHon BeHbl (cuHApoM Nutkracker),
rUNepTeH3us, IOMOaNrMYeCKU-reMaTypuyecKuin CUHAPOM,
apTepPUOBEHO3HbIE aHOMaNUK, XMMUYECKUI LIUCTUT U Ap.)

°  NHbeKuun (nnenoHedpuT/UUCTUT, yPETPUT/MPOCTATHT, LUIMCTOCOMO3)

* [nomepynsapHble 6one3Hu (IgA-Hedponatns, CUHAPOM
Anbnopta, 601e3Hb TOHKUX 6a3anbHblX MEMGPaH,
HepPUT NPU CUCTEMHOW KpacHOW BonYaHke, HeppuT
LLleHneiH—leHoxa, aHAOKANUANAPHBIA rNoMepynoHedpuT,
rnoMepynoHedppuT ¢ NONYIYHUSIMU)

*  WHTepcTuumnanbHble 60n1e3HU (MHTepPCTULManbHbIN HedpurT,
MOJIMKNUCTO3 NOYEK)

°  MegynnapHble 601e3HM (NANUNNOHEKPO3, ry64yaTas NoyKa,
Ty6EepKynes)

i
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13 + 3 nert, cpeaHsas ANuTenbHoCTb 60ne3Hn — 7 + 3 feT.
[eTam ¢ U30/IMpoBaHHOM reMaTypuen, B TOM YUcie Makpo-,
a TakXKe ¢ remaTypuen B COYETaHUM C HE3HAYUTENbHOM NPO-
TEUMHYpUEN (CneaoBoro xapaKkrepa) Ans NOATBEPKAEHUS TNo-
MepynspHOro xapakrepa 6bi10 NPOBEAEHO MUKPOCKOMUYe-
CKoe nccnegoBaHme Mopdonorum apuTpouuToB Moyn. Becem
[LeTaM BblNofiHeHa HebpobHoncKa ¢ Nocneayowmm CBeTo-
BbIM, UMMYHOTMCTOXMMUYECKUM U 3NEKTPOHHBLIM MCCNeao-
BaHMeM HedpobuonTaTa. buoncmus npoBoanIach YPECKOXK-
HbIM AOCTYNOM MOA MPSMbIM Y/bTPA3BYKOBbIM KOHTPOSIEM:
M3biManocb Mo 2 cTtofbuKa NOYEYHOM TKaHW U3 HUMKHEro
noJitoca N1eBOM MOYKM NMPU NMOMOLLM BGUONCUMHOM Wbl NOA
MECTHOW aHecTe3nen UM HapKo30M B 3aBMCMMOCTH OT BOS3-
pacTta nauueHTa. OamMH M3 cToNbmnKoB dukcuposanca B 10%
pacTBope popManurHa, 3aTem M3ydasncs npu NoMoLLU CBETO-
BOW MWKPOCKOMWK (METOAblI OKPACKK: reMaTOKCUIMH-303MH,
NMUKPOPYKCHUH No BaH-MM3oHy, no MaccoHy—longHepy, LUMK-
peakuus). BTopon cTon6uK novyeyHom TKaHu duKcUpoBasncs
B 2,5% pacTBope rMyTapoBOro anbaernia ¢ nocneayolmm
ncecneaoBaHMeEM NP MOMOLLM 3EKTPOHHOM MUKPOCKOMUM.
Mpun aHannae KINHWKO-N1abopaTopHbIX AaHHbIX Y 14 (25%)
nauMeHTOB BbIIBAIANIaCb MakporeMaTypms Ha paHHMX aTanax
nocne ae6iota 6o0ne3Hn ny 24 (43%) — npu ee ganbHenLem
pa3Butuun. Y 14 (25%) naumeHToB M301MpPOBaHHAs remaTy-
pvs 6bla HavyanbHbIM NPOsIBJEHMEM 60ONE3HM, U OCTaBanacb
€MHCTBEHHbBIM CMMNTOMOM B nocnegytowem y 8 (14%) naum-
eHTOoB. [emaTypus B coyeTaHuM C npoTeumHypuen ao 1 r/n
6bina nepBbIM NposiBneHneM 6one3Hn y 33 (59%) 60nbHbIX
ny 20 (35%) coxpaHsnacb Npu aanbHenwem o6¢cneaoBaHnu.
Y 7 (12%) naumeHToB 60n€e3Hb MaHUbeECTMpPOBana coyeTa-
HWEM remMaTypuu C BblparKEHHOW npoTenHypuen (= 3 r/n),
HO 6€3 NPU3HAKOB HEPPOTMYECKOIO CUHAPOMA; MPU ANHAMMU-
4YeCKOM HabnoaeHnn aeTen o6HapyXeHo yBenmyeHme BCTpe-

Puc. 3. OKoH4aTeNbHble AMarHo3bl, BbiIBIEHHbIE Y AeTEN
C rNIOMEePYNSPHON remaTtypuen npu noMoLLM 3NEKTPOHHON
MUKpOCKONuu, n = 56

36% 36%

28%

[0 CwuHapom AnbnopTa l 6TBM Il IgA-HedponaTus

Puc. 4. SneKTpoHHas MMKpOCKoNua HedbpobuonTtarta

A. ToHKMe 6a3anbHble MeMbpaHbl
npy 6TBM

B. YTonuweHwue, paccnoenne NrM
npu cuHapome Anbnoprta

YyaeMoCTH 3Toro npusHaka — y 14 (25%) yenosek. Y 3 (5%)
nauneHToB B Ae6oTe 0TMEYanochb coHeTaHMe MUKporemary-
puKn ¢ npoTenHypuen > 1 r/n, HO < 3 1/n, B AMHAMUKE KOJU-
4eCTBO Y4eNoBeK BO3pocno o 15 (26%). Y 27 nauueHToB
(48%) oTMevanacb OTATOLLEHHOCTb CEMEWHOro aHaMHesa
no 3a6oneBaHuto noyek. ¥ 17 (30%) o6cnenoBaHHbIX OTMe-
Yyanocb NpUCOeAMHEHWEe apTepuanbHOn runepTeH3un. Y 14%
nauMeHTOB B npoLiecce Te4eHnst 60/1e3HN Pa3BUIOCh CHUXKE-
HWe CKOpOCTU Ky6o4KkoBOM dunbTpaumn (CKD). Y 21 (37%)
nauueHTa nepBble U3MEHEHUs ObliM OBHapyXKeHbl nocne
Unn Ha GoHe MHTEPKYPPEHTHbIX 6onesdHen, y 13 (23%) —
HapacTaHue BblpaXEeHHOCTU CMMMNTOMATUKK TaKKe oTMeYa-
nocb Ha GOHEe WHTEPKYPPEHTHOW NaTonornu. BbiBAEHHble
KIIMHWKO-N1abopaTopHble XapaKTEPUCTUKM He 6blin crneuu-
®UYHbBI M HE MO3BONSAIN YCTAHOBUTL MPUYMHY NaTtonoruu. Ans
NMOCTaHOBKW AnarHo3a 6b1710 BbINOMHEHO MOpdONornyeckoe
ucecnegoBsaHue.

PE3YJIbTATbl UCCNIEAOBAHUA U OBCYXAEHUE
lMpoBeneHHoOe uccnegoBaHWe BbIBMAO, YTO Haubonee
yacTon Mop®dOSIOrM4YecKom HaxoAKOW Mpu CUHAPOME remMa-

TYPUK SBNSETCH Me3aHrvanbHaa nponudepauns — B 64%

cnydyaeB, B 19% BbIgBAAAM (HOKaNbHO-CErMEHTAPHbINA [10-

mepynocknepos (PCIC). lNocne npoBeaeHWUs 3NEKTPOHHOWM

MUKPOCKOMUKU U UMMYHOTUCTOXMMMUM GblNv YCTAHOBIEHbI OKOH-

yaTeNbHble AnarHosbl. Hanbonbluee KOAMYecTBO NaLMEHTOB

ctpagano natonorven COL IV — 36 (64%), u3 Hux 'y 20 (36%)

6bIn BbigBAEH cuHApoM AnbrniopTa (CA),y 17 (28%) — 60ne3Hb

TOHKUX 6as3aNbHbix MeMb6paH (BTBM); KonuyectBO Nauu-

€HTOB, cTpajatowumx IgA-nedponaTven, OGbIIO COMNOCTaBUMO

¢ cuHapomom Anbnopta (CA) — 20 (36%) (puc. 3, 4 A-B).
Mpn cpaBHEHMW KIMHUKO-NabopaTOpHbIX MoKasaTenen

B rpynnax AeTen ¢ camMbiMu 4acTbIMW MPUYMHAMMU reMaTypun

o6Hapy»KeHbl cneylolime pesynsrathl:

o and CA, BTBM u IgA-HedponaTnm xapaKTepHO npeob-
najgaHue nuL Myxckoro nona: 18 (90%), 10 (62%) u
13 (65%), cooTBETCTBEHHO, p < 0,05;

® CeMeWHbIK xapaKTep remMatypuun Habngancs yaue npu
3aboneBaHnsX, CBSAI3aHHbIX C MaTo/orMen KonjaareHa
IV Tuna, CAn BTBEM, n Bctpevancay 13 (65%) n 10 (62%)
nauneHToB, COOTBETCTBEHHO;

° Haubonee BCTPEYaEMbIM HayanbHbIM MPU3HAKOM CMH-
apoma AnbnopTa fBWAacb rematypusi M3oaMpoBaHHas
WIKW B COYETaHWW C NepcucTupytlowen npoTenHypuen
cnegoBoro ypoBHSA (go 0,6 r/n) — y 15 (75%) obenepno-
BaHHbIX;

® YyacTbiMM MepBbIMU MNposiBNeHuAMU |gA-HedponaTum
OblNM remaTypusi B COYeTaHMM C NpoTenHypuen > 0,6,
HO < 3T1/n —y 8 (40%) 1 remaTyp1s U30IMPOBaHHAN UK
B COYeTaHuu Co cnefoBon npotenHypuen — y 7 (35%)
o6cneqoBaHHbIX;

B. [1eno3uTbl B 30HEe Me3aHrus, ToHkas 'lbM

(cTtpenkw), npu IgA-HedpponaTnm

lMpumevarHmne. BTBM — 60ne3Hb TOHKKUX 6a3anbHbix Mem6paH; FTBM — rnomepynsipHas 6a3anbHas membpaHa.




°  X30AMpOBaHHas rematypus (B TOM YUCNE C MEPMOANYECKOMN
NepPCUCTUPYIOLLEN CNEefOBON MPOTenHypren) Gblna OCHOB-
HbIM cumnTomom npu BTBEM y 15 o06¢neaoBaHHbix (94%).
AHanuna uctopui 6one3Hun Nokasasn, Ytoy 75% naumeHToB

NPOUCXOAWUT HapacTaHWe YPOBHSA NPOTEUHYPUK (B CPesHEM

yepes 7 neT nocne gebiota). Hanbonee 4yactbiM nabopatop-

HbIM NPU3HAKOM SIBASIETCS COYETaHWUE remMaTypuu C NpoTen-

Hypuen go1r/n —y41%wn = 3r/n—y23%. Yepes 10 net

OT Havana 601e3HU YPOBEHb NMPOTEUHYPUMU, COMPOBOXKIAI0-

wen rematyputo, y 47% ob6cnepgoBaHHbix ¢ CA coctaBnsn

=3r/n,y29% — npeBblwan 1 r/n, Ho He 6onee 3 /1.
XapaKTepHbIM NPU3HaAKOM CMHAPOMa AnbnopTta sBAseT-

CS HEMPOCEHCOPHAas TYroyxocTb, OHa passunacb y 14 (70%)

JeTen ¢ 3TUM AMarHo3om K 7,7 £ 5 rogam.

Beaywum npusHakom BTBEM yepes 7 net ot gebtota octa-
Baflacb U30MpPOBaHHaa remMatypus (B TOM 4ucne ¢ nepumo-
[IM4ecKow cnepoBow npoTeuHypuen) — y 8 (50%) obene-
[I0BaHHbIX; NpoTenHypua > 1 r/n, Ho < 3 r/n — y 6 (37%).
He WCKIOYEHO, 4TO HapacTaHue MNPOTEUMHYPUM A0 TaKoro
YPOBHSI 0GbACHAETCS TEM, YTO U3-3a OTHOCUTENBHO PAHHEro
BO3pacTa [leTel BO BPEMS MPOBEAEHUS UM 3IEKTPOHHOM
MUKpOCKonuu HedpoburonTtata 6bin nponylieH CA, MOCKOb-
Ky K 3TOMYy BO3pacTy He ycnenu pa3BuTbes ero cneumduye-
CKMe MopdonornyecKkme NpusHaKku (paccinoeHune u pparmeH-
Tauus 6a3anbHON MemMOpaHbl romMepyn).

Mpun IgA-Hedponatum Yeped 10 neT nocne nosiBleHUs
nepBbIX CUMNTOMOB 60/1E3HN Hanbonee 4acTo BCTpevaeTcs
rematypusi B co4eTaHun ¢ npotemHypuen = 3 r/n —y 30%
06cnefoBaHHbIX, @ TaKXKe U30/IMpOBaHHasa remMatypus (B Tom
ynucne B COYETAHUM C MEPCUCTUPYIOLLEN CNeaoBOM MNpo-
TemHypuen) — y 25%. MNpun IgA-Hedponatum B KayecTBe
nepBoro nNpu3Haka 60Me3HM Yallle, YeM MNpu ApPyrux narto-
norusix, BbicTynana makporematypmua — y 10 (50%) neten,
y 12 (60%) — oTMeYanach cBA3b AebloTa 60n1e3HU ¢ nepe-
HEeCeHHbIMU UHOEKUMOHHbIMK 3aboneBaHusiMKU. Pazsutue
apTepuanbHON rMNepTeH3UN B PaBHOM CTEMEHU XapaKTepHO
ans cungpoma Anbnopta u IgA-Hedponatum (no 7 (35%) cny-
YaeB Mpu Kaxxaon natonoruu) (puc. b).

Y 5 (25%) naunentoB ¢ CAuny 3 (15%) c IgA-Hedponatuen
Te4yeHne 6oNIE3HM NPUBENO K CHUXKEHUIO CKD.

Mpu CA 4yepe3 5 neT oT Havyana GONE3HM YacTOTa CHU-
weHuss CKP cootBetcTBoBana 5% (1 pebeHoK). JanbHenlee
TeyeHMe 6ONEe3HW COMPOBOMKAANOCH YBENMYEHUEM YacTOThl
CHWKeHns CKD — no 20% (4 pebeHKa) 4eped 7 NeT oT Havyana
6one3Hn n go 25% (5 pneren) — yepes 11 net nocne gebota
6ones3Hn. CHukeHne CKP, cootsetctytowee Il v Il ctagum
XPOHUYECKon 60n1e3Hu noyek (XBI1), BbISBNSNOCh Y OAUHAKO-
BOro KonnyecTtBa ob6cnefoBaHHbix — 40%; cOOTBETCTBYIOLLEE
IV ctagnmn XBIMT — y 20% Bcex nauneHtoB ¢ CA. Y aTux geten

Puc. 5. CpaBHeHUE KIIMHUYECKUX MPOSABNEHU OCHOBHbIX NMPUYUH
rnomepynsipHon rematypuu, n = 56, p < 0,05
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nMena MecTo OTAroLEeHHOCTb CEMENHOM0 aHaMHe3a Mo 3abo-
NleBaHMAM MOYEK, YPOBEHb MPOTEMHYPWM COOTBETCTBOBAI
HedpoTnyeckomy, xoTa y 40% n3 HUX Havyano 3aboneBaHus
XapaKTepu3oBanocb M30nupoBaHHoW rematypuen. Y 80%
MMENU MECTO MaKkporemaTtypusi, HeMPOCEHCOPHas TYyroyxoCTb.
Y 40% K 15 rogam pasBunacb aptepuanbHasg runepreH-
3usa. MopdonornyeckMm 3aKat4YeHWEM MpU CBETOOMTHYE-
CKOM uccnepoBaHun B 60% crydyaeB MMeNW MECTO CKIepo-
3upytowme npoueccbl (40% — PCIC, 20% — HedpocKnepos)
1 Me3aHruonponubepaTtuBHbIi romepynoHedput — B 40%.

Mpun IgA-HedbponaTnn Yepeld 5 net oT Havyana 60ne3HU
yacToTa BcTpevyaemocTn cHukeHus CK®P coctaBnsna 5%
(1 pebeHoK), 4epe3 7 neT oT AebtoTa 3TOT NOKa3aTeNb COOT-
BetcTBoBan 10% (2), 4epes 11 net — 15% (3). Y BCex Tpex
naunMeHToB NPOTEUHYPUSA Oblna HeEDPOTUHECKOTO YPOBHS,
npuyem y 2 oTMeyvanucb W Apyrue npusHaku HedpoTuye-
CKOro cuHApOMa (rMnonpoTenHEMUs, TMNoanbOyMUHEMUS,
rMNepxonecTepuHemMus), y 3TUX e nauneHToB uMena Mecto
MaKporematypusi, y 2 nauueHToB OTMevanacb aprepuanb-
Has runepteHsus. Y 2 geten npyv CBETOBOM MUKPOCKOMWUM
6b1n BbigBneH PCIC, y ogHoro — HedbpocKnepos.

O6o6uatowme aaHHble N0 KIWMHWMKO-NabopaTopHbIM
XapaKTepPUCTUKaM OCHOBHbIX MPUYUH FIOMEPYNSPHOW rema-
Typun NpeacTaBfeHbl B Tab. 2.

Ta6nuua 2. KnnHrMKo-nabopaTopHble XapaKTEPUCTUKM BEAYLLMX MPUYUH FOMEPYNSPHOM reMaTypumn y aetewn
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CA, % 10 10 5 10 45 35 75 41 5 35 24
BTBM, % 0 0 12 31 6 94 50 6 50 0
IgAH, % 5 5 5 50 45 35 35 62,5 40 25 25 12,5

lMpumeyvaHme. CA — cuHgpom Anbnopta; BTBEM — 60ne3Hb TOHKKX 6a3anbHbix MeMbpaH; ISAH — IgA-HedponaTtus; I'Y — rematypws;
MN3lY — nsonvpoaHHas rematypus; Mp — npotenHypusi; CKO — cKopocTb Ky604YKOBOM dunbTpaumm.
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OpuruHanbHas ctaTbf

Taknm 06pa3oM, KIMHUKO-nabopaTopHas KapTUHa npwu
CA v IgA-Hedponatun B Hadvane 3aboneBaHUA He umeeT
CYLLIECTBEHHbIX OT/IMYMIA, MO3BONSAOLIMX AMddEpPEHLIMPOBATL
3TW NaToNornu, He npuéeras K LOMNONHUTENbHLIM MeToLaM
uccnegoBaHus. NporHo3 3abofieBaHUM pas/iyeH; CHUXKe-
Hne CK®P, pa3BuTME XPOHWYECKOM MOYEYHOM HejocTaTou-
HOCTM MPOWCXOAMT Yalle M B 6osee paHHEM Bo3pacte npwu
CA, 4em nipu IgA-HedponaTmun. NMpU3HaKK CKIEePO3MPOBaHUA
No4Ye4yHOW TKaHW oTMeyeHbl y 50% naumeHToB (8 peTew)
CO CHWeHnem CKP n 56% (9) — c aBneHusmu aptepuanb-
HOW runepTeH3un. lNoBbILIEHHOE AaBieHue onpeaensercs
y BCEX MaLMEHTOB CO CHUKeHneM CK®, n3 yero cnegyert, 4To
apTepuanbHasa rMnepTeH3us 1M BbIIBJEHWE CKIepo3a, KaK
(POKaNbHOro, Tak U TOTalbHOr0, — HebnaronpuaTHble MNpe-
[IMKTOPbI B OTHOLLIEHUKN NPOrHo3a 60/1Ie3HM, YTO cornacyeTcs
¢ AaHHbiM D'Amico [15] 1 J. Tumlin [16].

BakHO, 4TO nocne NpoBeAeHUs 3NEKTPOHHOM MWKPO-
ckonuun y 13 nauneHTtoB (35%) ¢ natonornen COL IV andde-
peHuunpoBaTtb CA n BTEM He npeactaBnsnocb BO3MOXKHbIM
B CBSI3W C HEOAHO3HA4YHOW MOPGOSIOrMYECKON KapTUHOW,
KOTopas XxapaKTepu3oBanacb B OCHOBHOM WCTOHYEHWEM
rMOMEpPYNAPHON GasdanbHOW MeMbpaHbl 6e3 BblparKEHHOro
€e YTONWEHUS UKW PacCnoeHus, YTO He MO3BOJAN0 UCKIIO-
4ynTb CA M yCTaHOBUTb TOYHbIM AuarHo3. Takas cuTyaums
BO3MOXHa B cflydae paHHero Bo3pacTa NalMeHToB, NM60
npw Nerkom TeYeHunu npoLiecca, B pesynsrate Yero CKopocTb
HapacTaHus MopdOIOrM4eCKUX U3MEHEHUI HEBBICOKA, Kak,
HanpuMmep, Npu ayTOCOMHO-AOMUHaAHTHOM BapuaHTe CA.

Taknum 06pas3om, COrnacHoO HalWuM JaHHbIM, B CTPYKTYpe
NMPUYMUH TIOMEPYNSPHON remMatypun y aeterm Poccuinckom
depepaumm npeobnagaer natonorusa KonnareHa IV tuna
(64%), npefcraBneHHas cuHapomoM AnbnopTa (B 56% cny-
YyaeB) U 60JIE3HbIO TOHKMX Gas3asnbHbix MeMbpaH (B 44%).
IgA-HedponaTus aBnsaeTcs NPUYNUHOM rematypumn B 36% cny-
YyaeB. [laHHble MO YacToTe naTtonoruu KonnareHa IV Ttuna
n IgA-Hedponatnum coBnajaloT ¢ pesynbratamu Uccneno-
BaHusa C. Schroder [17]. Je6toT Hanbonee 4acTbix rnome-
PYNSIPHBIX MPUYUH FeMaTypun XapaKTepm3yeTcs CXOAHOWM
KJIMHWKO-NabopaTOPHON KapTUHOW, ANS KOTOPOW XapaKTep-
HO npeo6najaHne U301MPOBAHHOM remMaTtypuu, Tubo coye-
TaHWe remMaTypuu C HebOoNbLIOW NPOTEMHYpUEN He BGonee
1 r/n (26 n 56%, COOTBETCTBEHHO). Hepeakum cumnTo-
MOM [ebtoTa, XapaKTepHbiM B 60/ibllen cTeneHn ans IgA-
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HedponaTum, SBASETCS MaKporematypus (obuias 4yacTtoTa
25%). [e6ioT 3aboneBaHns ¢ U30IMPOBaAHHOW reMaTtypuen
He aBnseTcs 6naronpUSTHbBIM MPOrHOCTUYECKUM MpPU3Ha-
KOM, 0CO6€eHHO Yy nauuneHToB ¢ CA, TaK KaK, N0 HalWM AaH-
HbIM, K 10,6 = 4 rogam »u3Hu y 50% 13 HUX ypOBEHb Npo-
TEUHYPUU JOCTUraeT HedpPOTUYECKOro ypoBHS, ewe y 31%
YPOBEHb NMPOTEUHYPUU BapbupyeT oT 1 Ao 3 r/n U TONbKO
y 1/4 3TUX NauneHToB remaTypus OCTaeTcs U30MPOBaHHOM
UK coyeTaeTcs ¢ NpoTeNHypuen He 6onee 1 r/n. Hannyme
MWW HapacTaHuMe MNPOTEUMHYPUU OO0 HEeDPOTUHECKOro ypoB-
HSl BNSETCA MPOrHOCTUYECKU HebnaronpusaTHbIM MpU3Ha-
KOM MO OTHOLWIEHMWIO K Pa3BMTUIO NOYEYHOM HepocTaTou-
HOCTK, KOTOpasi MOXET HacTynatb yxe K 13 £ 3,6 rogam
¥U3HM nauneHTa ¢ CA. HebnaronpusatHbiM GaKTOpPOM CYK-
TaeTcs TaKXKe NpucoeanHeHe apTepranbHON r’MNepPTEH3UN,
KOTOpOe OAMHaKOBO XapaKTepHO A/1a 60MbHbIX ¢ CA 1 IgA-
Hedponatmen (no 35%, COOTBETCTBEHHO), U MPOUCXOAUT
yauwe K 10 + 3,5 rogam y naumeHToB ¢ CA 1 K 12 + 3 rogam
y nauueHTtoB c IgA-Hedponatuen. Kpome Toro, ana IgA-
HedponaTum xapakTepHo 6onee No3gHee Havyano 60/e3HU
(12 £ 3,5 ner), Korga 6onbwas 4actb NauneHToB ¢ CA umeet
yKe pasBUTYlD KapTuHy npouecca. 10 HawWm AaHHbIM,
10 15% petent ¢ CA, nepBble CUMNTOMbI 601E€3HM Y KOTOPbIX
Oblnn 06HapYKeHbl B 5—12 NET, He NPOXOANIN PErYIAPHOro
MeAMLMHCKOro o6cnefoBaHua 4O BbISIBNEHUS GONE3HM.
B pesynbrate nporpeccupoBaHus 6one3nn 25% 605bHbIX
¢ CA K 15 rogam HyXaatoTcs B 3aMeCTUTENIbHON NMOYE€4YHON
Tepanuu. lony4yeHHble AaHHble OTHOCUTENbHO BO3pacTa
Pa3BUTUS XPOHUYECKOM NOYEYHOM HeaoCTaTOYHOCTU COrMo-
CTaBUMbl C pe3ynbraTtaMu UcCefoBaHUs, NPOBEAEHHOro
M. C. UrHaToBoM [18], a TaKKe C MHOMOLIEHTPOBLIM MCChe-
noBaHuem J. Jais et al. [19].
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FAMYHEKC® - ONTMMANbHbII BbIBOP MPY TEPANMK
BHYTPUBEHHbIMW UMMYHOTITIOBYJIMHAMMW

Bbicokas KoHueHTpauus lgG B npenaparte FalvlyHeKc® No3BONSET B 2 pasa
CHWU3UTbL Harpy3Ky 06bLeMOM MPU COXPAHEHUN BbICOKOW CKOPOCTW UHADY3NK 2

MpumeHenne npenapara FamyHekc® NPUBOANUT K 3HAYUTENLHOMY
COKPALLIEHNO NPOOMKNTENBHOCTY MHADY3NN N AKOHOMUI BPEMEHU
MeJULHCKOro nepcoHana u nauuexTas

FamyHekc® 0651agaet onTUManbHbIMU CBONCTBAMM, YTO MO3BOMSAET NPOBOANT
6e30NaCHYI0 Tepanuto JaXe Y NaLMeHTOB ¢ CONYTCTBYOLWMMMN 3a60neBaHnaMMN >4

FamyHekc® 3HAYMTENBHO CHIDKAET YaCTOTY BOSHUKHOBEHNS MH(EKLMIA
Y NaLWEeHTOB C NEPBMUYHLIM UMMYHOAEMULUTOM, B TOM YUCIIE MO CPABHEHWIO
c apyrumu BBUT?

FamyHekc® 06ecneynBaeT 6bICTPOE NOBbILLEHNE YPOBHS TPOMOOLMTOB
W ero COXpaHeHune B npejaesiax HOPMbl Y NaLMEHTOB C MAUONATUYECKOIA
TPOMOOLUTONEHNYECKON Nypnypoii’
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