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O000111eH KIMHUYECKUI OTIBIT U U3JI0KEHbI 0COOEHHOCTH ebtoTa BosrdaHouHoro Hedpura (BH) y nereit, oru-
CaHBI OCHOBHBIC KJIMHUKO-JIA00paTOPHEIE MPOSIBIICHUS U HCXOIBI 3a00JIeBaHMs HA COBPEMEHHOM JTarle.
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Clinical experience is generalized and debut features of lupus nephritis (LN) in children is outlined. The main
clinical and laboratory manifestations and an outcome of the disease at the present stage is described.
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BBenenune

CucremHas kpacHasg Bomdanka (CKB) — 1a-
JKeJas ayTOMMMYHHas T1aToJI0THUsl, B OCHOBE KO-
TOpPOM JISKUT CHUCTEMHOE BOCHAJIEHHE BCEH
CTPYKTYpBI COeTMHUTENHHOM TKaHu. [ loparkeHune
nouek mpu CKB oka3bIBaeT 3HaYNTEIHHOE BIIH-
SHUE Ha TeUeHHE U MCXOJ 3a00JeBaHUs, a TaK-
K€ OIpenieNsieT MoaXonsl K Tepanuu. Kivaye-
CKasl KapTuHa BoiuaHoyHOro Hedpura (BH) tak-
e pa3HooOpa3Ha, Kak 1 MOp(OIOrnuecKasi — OT
MUHAMAJTLHOW TIPOTEUHYPHUH, HE BIIHSIONICH Ha
IIPOTHO3, JIO TSDKENEHIero OBICTPOIPOrpeccH-
pytomero BH (BIIBH) ¢ orexamu, amacapkoit
MOYeYHOM HenmocTarouHocTho. [lopaxkenue mo-
YeK MOXKET Pa3BUBAThCS OJHOBPEMEHHO C JIpy-
MMM XapaKTepHBIMU TPU3HAKaMU 3TOH 0Ooies-
HU (apTpairum, SpuTeMa-0a0bouka, IOJIHCEpPO-
3WT), MHOTJA MOXKET TPEAIIECTBOBATh MM WIIH
BO3HHUKATh CITYCTSl HECKOJIBKO MECSIIEB WM JIET
TIOCIIe TIOSIBJICHUS TIepBBIX Mpr3HakoB [1-7]. Hc-
CJIE/IOBaHMS, MTOCBAIIEHHBIE U3YUYEHHUIO CHCTEM-
HOM KpacHOH BOJTYaHKH Yy JIETEH, TUHUYHbI; OHU
IIPOBOIMITMICH B OCHOBHOM Y B3pocibix. [losTo-
My B JIETCKOH PEBMATOJIOTHH JIO CHX TIOp OCTa-
forcst HenmrudGepeHITMPOBAHHBIMUA OCOOCHHOCTH
Ha4YaJIbHOTO TepHoja 3a0oNeBaHMs, KIMHUYe-
CKHE BapHaHTbI, BO3PACTHBIE PA3IMUMs, TEUCHUS
1 MICXO/IOB, B 3aBUCHMOCTH OT KOTOPBIX JIOJKHBI
CTPOUTHCS TIPUHIIUITEI U TAKTHKA TEPATTHH.

Lenp uccnenoBanns — U3y4UTh 0COOEHHO-
CTH Havajla ¥ HBOJIOIHMIO BOJYAHOYHOTO He-
¢bpura y nereii.

MarepuaJibl # MeTOAbI

OcCHOBY 1aHHOI1 paOOTBI COCTaBHUIIN PE3YJIbTAThI 00-
cjaemoBaHus ¥ HaOroneHyst 3a 153 OOIBHBIMU CHCTEMHOM
KpaCHOI BOTYaHKOH, HAXOAMBIIMXCSI HEOJTHOKPATHO B OT-
JICNICHUN KapauopeBMartoiorui HayqHoro neHTpa mnemu-

arpun U netckoit xupypruu M3 u CP PK ¢ 2004 o 2014
rozel. Bee manents: CKB cooTBeTcTBOBAIM AUArHOCTU-
YEeCKUM KPHUTEPHUsIM AMepHKaHCKoH PeBmaronornieckoii
Accommaruu (APA) s CKB nepecmotpa 19971 [8].
Knunnueckast ouenka aktusHoctu BH B nunamuke npo-
BOJIMIIACh C Hcronb3oBanueM unaekca SLEDAT [7].

Ilopasxenue mouex omnpenessiach MyTeM aHauu3a
78 (51,0%) cayuaes CKB y nereid. IIpu dopmymupos-
K€ JMarHo3a KIMHWYECKOTO BapHaHTa JIOMyc-HedpuTa
Obuta ucrmonb3oBaHa Kiaccudukanus M.E. Tapeepoit
(1997r) [3]. st onpesesieHnst MOPQOJIOrHIECKOTO Kiac-
ca JIonyc-He(puTa NPUMEHSIIN KIACCH(DUKALHUIO JTIOMyC-
Hepputa BO3 (1995 1), mompodHo mpuBeneHnyro J.S.
Cameron [9].

PeSy.]IbaTbl HCCJIeAOBAHUSA

B Hamux HaOMIONEHHUSAX MO0 KIMHAYESCKHM
nposinenusiM Hedpur npu CKB y nereid Mmox-
HO ObuTO nuddepeniuponars Ha: 1) Hedpur
C 9KCTpapeHaIbHO-PEHAIBHBIMU  MPH3HAKA-
MU — He(DpUT ¢ HEPPOTUIECKUM CHHIPOMOM,
apTepuaIbHON THIEpTEH3NEeH Ha (QOHE BhIpa-
KEHHOW IPOTEUHYPUH, YMEPEHHON reMaTypuu
C JICUKOLUTYPUEN U APYTMMM H3MEHEHMSIMU
B Moue. Takoi Hedput Habmromancs y 37,2%
OOJIBHBIX C MTOPaKEHUEM TOYCK.

Teuenne BH (tabm. 1) y 3TuX OONBHBIX
osu10 octpeiM (100%), ¢ aktuBHOCTBIO I
(34,5%) u 11 (65,5%) cTenenu, oMHOBPEMEH-
HO COYETasiCh C KOXKHO-CJIM3UCTBIM CHHJIPO-
MOM M BBIP@KCHHBIMH TeMaTOJIOTHYECKUMHU
U3MEHEHUSIMH (aHEMHs, TUIONPOTEHHEMHUS,
CHI)KEHHE KOMIIOHEHTOB KomriuiemeHta C3 u
C4), Boicokoe 40-70 mm/gac COD, a Takxke
C/IBUTaMH B CBEPTHIBAOIIECH CUCTEME B CTOPO-
HY TUIEp, — WM TUnokoaryssiun (taom. 2): 1
(aza cBepTHIBAaHHS KPOBH XapaKTEpHU30Baiach
YMEPEHHBIMH THIOKOATYJSIIMOHHBIMU Hapy-
mennsmu: ynnuaeane AKT (21,5+ 0,17 cex),
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AUTB (39,5+0,54 cex). TpomOuHEeMUsI U THU-
nephudbpunorenemust (4,47+1,1 r'\in) conposo-
KJTAJTUCB TTOBBIIICHHBIM YPOBHEM COACPIKAHUS
MapkepoB Tpombo3a — PKM® (19,9+£0,11r\m),
I11®D (0,060,008 r\i1). BeipaxkeHHBIME OBLTH

u3MeHeHUsT (UOPUHOIUTUYECKONH CHUCTEMBI,

tuty. beuo pesko ysenndyeHo Bpems XII-a 3a-
Bucumoro udbpunonusa (38,2+0,81 MuH. npu
HOpMeE Y 3/10poBbIX jaereit 7,08+0,76 mwuH.),
CHIDKCHHE aKTUBHOCTH (UOPHHCTAOMIN3N-
pytomero ¢akropa XII (118,2+1,8% mpotus
98,0+£0,9% y 3M0pOBBIX), YTO CBUIACTEIHCTBO-

KOTOpPBhIC  XapaKTePU30BAIMCh YIHETEHHUEM  Bayio 00 yrHeteHun GuOpuHOIM3a u GudpuHa-
¢ubpunonuza no BHyTpeHHeMy u BHemHemy  3blI (XIII dakrop).
Taoauna 1
CrenieHb aKTUBHOCTH U TCYCHHE BOJIYaHOYHOTO He(puTa
AKTHBHOCTD Teuenue
IIpusHak IepB
I II I OCTpO€ | HOJOCTP. XPOHHY
1. Hedput ¢ sxcTpapeHaibHO- - 10 19 29 _ _
PEHAIBHBIMH MTPU3HAKAMH,
n=29 - 34,5% 65,5% 100% - -
Hedpur ¢ peHansHbiME 11 38 - — 40 9
HpHU3HAKAMH,
m=49 22.4% 77,6% - - 81,6% 18,4%
11 48 19 29 40 9
Bcero: m=78
14,1% 61,5% 24.4% 37.2% 51,3% 5,8%
Taoauna 2
[Toka3zaTenu Koary/sIMOHHOTO TeMOCTa3a y OOJIbHBIX JIeTEH ¢ BOTYaHOUHBIM HE()PUTOM
Toxasarens K"H(THP:O;S)}“"G CKB (BH), (=22) HOCTOBSPHOCT"
6'—12,4" £0,22 621,5"+0,17 <0,05
1. AKT (cex); 8'—11,8"+0,20 8'19,1+ <0,05
10'—11,8"+0,24 10'18,2+0,15 <0,05
2. AUTB (cek); 33,26'+ 0,57 39,5+ <0,05
3. 11 (%) 93,0+1,0 84,042,0% <0,05
4. DTaHOJIOBBIH TECT; oTp. oTp. <0,05
5. TB (cex); 14,5"+0,22 17,0"+£0,23 <0,05
6. @ (v/n); 2,43+0,6 4,57+ <0,05
7. PKOM (mum.); 55-102£0,11 19,9+ <0,05
8. TIJI® (r/n); 0,030,003 0,06+ <0,05
9. XIla-3aBucuMbIii HUOPHUHOIN3 (MHH) 7,08+0,76 38,2+ <0,05
10. ®axrop XIII (%) 98,0+ 0,9 118,2+ <0,05
11. AI®, % 35,4+ 68,5+ <0,05
12. UAT Ha xoiiareH 34,7+ 76,12+ <0,05
13. UAT na agpenanu, %. 34,60,6 77,0+ <0,05
«SLEDAI» (6amr) - 32,8+2,8 -
Ilokazarenn xKe cocymmcTo-  BBHIX mered 35,4+ 0,7; 34,7+ 0,9; 34,6+ 0,6%

TPOMOOILIUTAPHOTO 3BEHA TEMOCTa3a UMEIH TH-
MEePKOAryJSIIIMOHHYI0 HarpaBieHHOCTh. [lpu
HOPMaJIbHOM ailre3MBHOCTH HAOIIOAATIOCh pe3-
KO€ TOBBIIICHHE WX arperaiuoHHON CIoco0-
HOCTHU ¢ uHAyKTopamu arperauuu: AJ[®D, koin-
nareHoM u aapeHaiuHoMm. Tak AJID- uHmy-
uupoBaHHas arperamusi TpomOorwmroB (MAT)
y neteit ¢ BH coctaBuna 68,5+1,2%, UAT Ha
koyaret — 76,12+ 1,5%, na agpenanuun 77,0+
1,0%, 1o cpaBHEHMIO C MOKA3aTeNIIMU 310PO-

COOTBETCTBEHHO. lIpm 3TOM BBIPaXKEHHOCTH
HapyIIEHHBIX T[IOKa3aTelell remocra3a Ha-
XOoZuiach B MPSMOM 3aBUCHUMOCTH OT CTelle-
HU aKTMBHOCTH IaTOJOIMYECKOrO Mpolecca
(«SLEDAI» -32,8+ 2,8).

JlBoe OOJBHBIX M3 HUX yMEpJIM B TCUCHHE
JIBYX M TPEX JIET OT Hadajia 3a00JIeBaHus OT XPO-
HUYECKOH noyeyHoil HenocrarouHoctH (XI1H);

2) Hedpur ¢ peHanbHBIMH TpU3HAKAMU
(ymepeHHasi WM HU3Kasi IPOTEHHYPHs], reMa-
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Typus U JCHUKOUUTYpHUs, YMEPEHHOE CHIDKE-
HUE KOMIIOHEHTOB KOMIUIEMEHTA) HaOJF0/1aCs
y 62,8.% OGONBHBIX ¢ TOPa)XEHUEM TI0YeK. YKa-
3aHHBIE NMPU3HAKN OBUIH, OJHAKO TTOCTOSHHBI-
MU, YMEHBIIIAsACh Ha (OHE JEUCHHS U CHUKE-
Hus aktuBHOCTH CKB, omHako mpucyTcTBHE
ux OBbUIO CTa0WIBHBIM U MPOTPECCUPOBAIIO
IpU pelUIUBaX W HapacTaHWU aKTHBHOCTH
3aboneBanus. Teyenne CKB B 3Tux cimywasx
0bu10 MomocTphIM (81,6%) MM XPOHUYIECKUM
(18,4%), aktuBHOCTH Tporecca Il (77,6%) n
I crenenn (22,4%). Y 6 neteil nepuoaudecku
HaOJII0/1aJI0Ch TIOBBIIIICHUE YPOBHSI KpEaTHHHU-
Ha 10 0,12 MMOJIB/T ¥ CHIKEHHE KITyOOUKO-
Bol ¢unbTparuu 1o 80 mm/4. JleTanpHOTO HC-
xona mpu 3Toi popme HedpHUTa HH Y OJHOTO
00IpHOTO HE OBLIO.

Hedput ¢ s3kcTpapeHaIbHBIME TIPU3HAKA-
mu 1 ucxonamu B XITH waOmronancs y aeBodek
myOepTaTHOTO BO3pacTa, MPH BTOPOM K€ BapH-
aHTe C OTPaHUYCHHBIMU PECHAIBHBIMU TTPU3HA-
KaMH BO3PACTHO-TIOJIOBBIX PA3IMYUiA BBISB-
JieHo He Obuto. Kak CBHICTENBCTBYIOT HAIIU
HaOmroneHus (Tabnuna 3), y MOJaBJISIONIETO
OOJIBIIMHCTBA MAIMCHTOB MPU3HAKUA TOpaXKe-
HUS TTOYEK MOSIBISIINCH B IIEPBBIE U BTOPHIE 110~
nyroaus ot Hayana CKB (52,6%) Ha ¢one pe-
nuanBoB Oone3nu. Y 25 (32,0%) nereit, 0omb-
HBIX BOJTYAHOYHBIM HE(PPUTOM KIMHUYCCKUE
MPOSIBJICHUsT 0O0JIe3HU OBbLIM OTMEYEHbI B Ha-
YaJlbHOM TepHojie OOJIC3HH, T.€. TOJIbKO y 1/3
OOJBHBIX KIMHUYECKUE MPU3HAKU TIOPAKEHUS
MTOYEK SBJISIOTCS U3HAYATLHBIMH TTPOSBIICHHUS-
MH BOJTYAaHOYHOTO HEPpPHUTA.

Taoauna 3
CpoKH MEepBBIX MPOSBICHHI BOIYAHOUHOTO HedpuTta
Ha ¢done Ha ¢one
Curzpom C nebrora CKB ————Y pemuccHn [IpenmecTBoBan

1 BIepBBIC 2-4 Henmenu CKB CKB CKB
1. Hedpur ¢ 10 14 _ 5
9KCTpapeHaIbHO-
Pakant 120 34,5% 48,3% - 17,2%
2. Hedpur c pe- 15 27 - 5
HaJIbHBIMU NIPpHU3HAa-
Kamu, 1=49 30,6% 55,1% - 10,2%
Bcero: n=78 25/32,0% 41/52,6% 2/2,7% 10/12,7%

Ha ¢one oTHOCHTENBEHON peMHUCCHU IpY-
I'HX MPU3HAKOB aKTHBHOCTH BOJIYAHOYHOTO He-
¢puta ocraBanace y 2,7% (2) nereii u B 12,7%
(10) cayuaeB morryc-He(PUT MPEAIIECTBOBAI
KmHAYecKuM npossieHmsiM CKB.

Mopdomnoruueckoe uccnenoBanue Hegpo-
Ouonrara ObUIO MPOBEACHO 16 IeTsIM ¢ omyc-
Hedputom: y 8-mmu — Obut ycranorieH [IIB
kiace ((pokanbHO-CETMEHTAPHBIA TIIOMEpYJI0-
He(pUT, aKTUBHBIH, aCCOIMUPOBAHHBIN C yMe-
PEHHBIMH  CKJIEPOTHMUYECKUMH IOBPEXKICHUS-
MH ME3aHTHsl M CETMEHTapHBIMU OTIOKCHUSI-
MH 3MUMEMOPaHO3HO PACMOJIOKEHHBIX JIETOo-
3UTOB), y 6-TH — V A Kiacc (nuddy3Hbiii MeM-
Opano3HbIii miomepynonedpur). [lo maHHBEIM
ayTOTICUH Y JBOMX OOJBHBIX C OBICTPO TIPO-
rpeccupytomuM BH Opumm oOHapyxensr [VB
Kiacc nmonyc-Hedpura (muddy3Hbii mpou-
(epaTUBHBIA SKCTpaKANMWUISPHBIA I[TIOMEpY-
JIOHE(PUT C AKTUBHBIMU HEKPOTHYECKUMH TI0-
BpexkaeHusiMu). KnmHndeckue mposBieHUs
monyc-Hedpura y 2 00mbHBIX (IeBouka 1lmer
A MalbuuK 12 JeT, IpOmOIDKATEIHFHOCTh 00-
nesnu 3 u 4 rona) (c I1IB xiraccom) HE cOOTBET-
CTBOBJIM MOP(OIOTUIECKUM MPOSIBICHUSM. Y
9THX JETEH B aHAJIN3aX MOYH OTMEYalli poTe-
nHypHio vamie Huxe 0,5 1/CyT., TpaH3UTOPHYIO

JIEUKOLIMTYPUIO U MUKporemarypuro. IToatomy
OYCHb BaXHO, 0COOCHHO TPH MPOAOJIKHTEIb-
HOCTH 00s1e3HH Ooree 1 roga, MpOBOAUTE MOP-
(omornueckoe ucciae0BaHne TIOUeK.

TakuMm oOpa3oM, BOTYAHOUHBIA HEPPHUT
Jaiie BCEro pas3BuBajcs Ha (oHe peunuau-
BoB CKB, B TeyeHue mnepBoro u BTOpPOTO IO-
ayromust (56,4%), pexe BrepBble 2—4 Hexe-
mu 6onesnn (28,2%), npemmectBoBan CKB B
12,7% w Ha (QOHE OTHOCHUTEILHOW PEMUCCUU
— y omHOTO OONBHOTO (2,7%). B Tex cimyuasx,
KOT/Ia JIFOTyC-He(PUT IMpe/IIIecTBOBAI HaYaly
3a00JIeBaHMs, OH OTIIMYAJICS TSKEIIBIM TeUCHU-
€M, HEpEeAKO C IKCTpapeHaJIbHBIMH MpOsIBIIE-
Husmu (37,5%) wim  M30TUPOBAHHBIM MOYe-
BBEIM CHHJPOMOM C TIpoTenHypueir O6omee 0,5
r/cyT. (10,9%). VY Tpern 6ompubIX (33,3%) B
TEYEeHHE TePBOTO W BTOPOTO TOJYTOAUS paz-
Buiack XITH, y ocranbHbIX O0nbHBIX (65,4%)
Ha (OHE AaKTHBHOW HMMMYHOCYIPECCHBHOM
TEparnu yIaNnoch JTOOWUTHCS CTOWKON cTadm-
TU3aIUA TIporiecca, 0e3 MpOrpeccCHpOBaHUS.
TsokecTh TedeHHus HedpuTa JTATCHTHOU (op-
MBI 3aBHCeJa Yallle BCero OT ypOBHS MPOTEH-
Hypuu. [lotepst O6enka ¢ mouoit 6onee 0,5 1/
CYT. ObUIa CepbE3HBIM TIOKA3aTeIeM ISl AKTHUB-
HOW UMMYHOCYIIpecCUBHOH Tepanuu. CToiikoe
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CHIDKCHHUE MapUUaIbHBIX (QYHKIMH WU O3/
HEe WX MOSBICHUE TAKXKe HEOIAronpusTHO U
TpeOyeT TpOBeNeHUS aKTHBHOW WHIYKIIMOH-
HOM Teparuu.
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