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ANA UUTUPOBAHUA. A Kosbipo, A.B. Cykano. CoBpemeHHble BO3MOKHOCTH AUTHOCTUKIN 1 NEYEHNUA CUCTEMHbIX BACKYIUTOB C MOPaXKeHNeM Noyek
y AeTen: cobcTBeHHble faHHble (YacTb 2). HeomsioxHas kapouonoaus u kapouoodackysapHsie pucku, 2020, T. 4, N2 2, C. 994-1001.

Llenbto nccnegoBaHmMa ABUICA aHANN3 KIMHUYECKNX, 1a6OPaTOPHBIX,
UMMYHOJIOTMYECKIX, TAaTOMOPGONOrNYeCKUX JAHHBIX AeTeil C CUCTEMHbIM
Backynutom (CB) c nopaeHuem nouex Ans oLeHKN MeAnaTopoB GopmupoBaHua
1 NpOrpeccupoBanmA 60ne3Hu, a Takxe pakTopoB, BANAKLLMX HA MPOTHO3.

Marepuanbl u metogbl. 20 feTeit (15 feBoueK, 5 ManbuiKoB) C HeQpUTOM
BcneacTeue (B B Bo3pacte 0T 5 110 17 neT (MeamaHa 13,5), HaxoanBLIMXCA
noA HabmoaeHnem B Y3 «2-1 AeTckaa KnuHnyeckas b6onbHuLa» r. MuHcka
B nepuog ¢ 2012-2020 rr. MpeacTaBneHbl 0cobeHHOCTH AebtoTa 3aboneBaHmA
B AA€TCKOM BO3PacTe, NPOBEefeH aHaNN3 KNMHUYECKUX, NabopaTopHbIX,
NMMYHONOTMYeCKNX (KOHLeHTpaLnA B KPOBU MapkepoB akTusaLum T- n
B-numdouuntos (RANTES u BAFF), npoBocnanutenbHbix (kacnasbi 1, IL1B
n TNFa), daktopos cocypuctoro (VEGF) u Tkaneoro (TGF1B) pocta), nokasateneit
MeTabonnueckoro cTaTyca (aAMNoOHeKTUHa, NeNTUHa, 06ecTaTuHa, BUTamMu-
Ha ] 25 (OH)D), uHCTpyMeHTanbHbIX, NaTOMOPONOrNYeCKIX N3MEHeHNIA,
a Takke GaKTOPOB, BNMAKLLNX Ha TeUeHue v NporHo3. (Tatuctyeckan obpaboTka
MONYYeHHbIX pe3yNbTaToB NPOBEAEHA C UCMONb30BaHNeM NPOrPamMMHOr0
naketa Statistica 10.0, SPSS.

Pesynbrarbl. 3HauMOoe NOBbILLEHIE KOHLEHTpaLN MapKepoB akTMBaLMK
T- u B-numdountos (RANTES, BAFF), npoBocnanutensHbix (caspase 1, TNFa,

IL1B) n mapkepoB 3HAoTenuanbHoil ancdyHkumm (VEGF n TGF1p) y peTeit
C HeppuTom BcneacTBre (B B cpaBHeHMM €O 3[,0POBbIMI, @ TAKIKe CHIKEHME
BbILLENPUBE/EHHbIX MoneKyn B nepuoz pemuccn (B no3gonAeT ucnonb3osatb nx
B KauecTBe MapkepoB akTUBHOCT 3ab0neBaHNA. Bbicokad yacToTa apTepuanbHoil
runepTeH3un (AT) KaK B nepuog akTUBHbIX NpoABReHui 6onesnu (85%), Tak v Ha
(OHe NPOBOANMOI MONMKOMNOHEHTHOI runoTeH3MBHON Tepaniu (70%), Hanuuune
HOUHOIA AT /N HeL0CTaTOUHOTO HOYHOTO CHUMKEHINA apTePUANbHOT0 AABNEHNS,
NpU3HaKN Kapanopemoaenupoanua (40%), aTeporeHHas HanpaBNeHHOCTb
MeTabonnyeckux HapyLLeHii N03BONAET OTHECTU NaLmeHToB ¢ Hedputom npu (B
B Ipynny BbICOKOTO PUCKa PaHHEro pa3BuUTUA KapANOBaCKYNAPHbIX HapyLUeHIIA,
uTo TpebyeT TLLaTeNbHOr0 MOHUTOPUHIA U CBOEBPEMEHHOI KOPpeKLIA.

3akniouenue. (B B ieTckoM Bo3pacTe CONPAMKEH C TAXENbIM OpraHHbIM
nopakeHnem i CMepPTHOCTbHO (5%). HehpuT 3HaunTENbHO OTArOLAET NPOrHO3
3abonesaHus, HapyLueHue GyHKLMM NoYeK B AebioTe 6one3Hu oTMeuaeTcs B 65%,
NporpeccupoBaHie 4o TepMIHANbHON CTaNM XPOHNUYECKOIA 6one3HN novek
B 35% cnyuae. PeLnamsupytoLLee TeueHne, NepcMcTMpYyoLLan NPoTenHypua
HepoTUYECKOro YPOBHSA, KOHLEHTpaL A KpeaTHuHa, VEGF, agunoHekTuHa
1 06eCTaThHa CbIBOPOTKM, CHIXEHIE PACUeTHON CKOPOCTY Ky6OUKoBOIA GuUibT-
pauuu B febioTe cBA3aHbI C NporpeccupoBaHinem Hedputa npu CB.

MODERN OPPORTUNITIES FOR DIAGNOSIS
AND TREATMENT OF SYSTEMIC VASCULITIS
WITH KIDNEY INVOLVEMENT IN CHILDREN:
RESEARCHERS OWN DATA (Part 2)

I.A. Kazyra, A\V. Sukalo

Belarusian State Medical University, Minsk, Belarus
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FOR REFERENCES. | A. Kazyra, AV. Sukalo. Modern opportunities for diagnosis and treatment of systemic vasculitis with kidney involvement in children:
researchers own data (Part 2). Neotlozhnaya kardiologiya i kardioovaskulyarnye riski [Emergency cardiology and cardiovascular risks], 2020, vol. 4, no. 2, pp. 994-1001.

The aim of the study was to analyze clinical, laboratory, immunological,
morphological data of children with systemic vasculitis (SV) with kidney in-
volvement to assess mediators of the formation and progression of the disease,
as well as factors affecting prognosis.

Methods. 20 children (15 girls, 5 boys) with morphologically verified
nephritis due to SV (age from 5 to 17 yrs, median 13.5), were under observation
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at the “2nd Children’s Clinical Hospital” Minsk from 2012—2020. The features
of the onset of the disease in childhood are presented, the analysis of clinical,
laboratory, immunological (serum concentration of T- and B-lymphocyte
activation markers (RANTES and BAFF), proinflammatory (caspase 1, IL1B and
TNFa), vascular (VEGF) and tissue (TGF1p) growth factors), metabolic parameters
(adiponectin, leptin, obestatin, vitamin D 25 (OH) D), instrumental, morphological
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changes, and factors affecting the course and outcome. Statistics was carried out
using the Statistica 10.0, SPSS.

Results. A significant increase in the concentration of markers of activation
of Tand B lymphocytes (RANTES, BAFF), proinflammatory (caspase 1, TNFa,
IL1B) and markers of endothelial dysfunction (VEGF and TGF1p) in children
with nephritis due to SV in comparison with healthy children, as well as a decrease
in the above mentioned molecules during remission, allows them to be used
as markers of disease activity. High frequency of arterial hypertension during
the period of active manifestations of the disease (85%) and on the multi-
component hypotensive therapy (70%), presence of nocturnal hypertension
and/or insufficient nighttime blood pressure reduction in all patients, signs

of cardiac remodeling (40%), pro-atherogenic metabolic disorders make
it possible to classify patients with nephritis in SV as a high-risk group
of early development of cardiovascular disorders, which requires careful
monitoring and correction.

Conclusion. SV in childhood is associated with severe organ damage and
mortality (5%). Nephritis significantly adverse outcome of the disease, impaired
renal function at the onset of the SV is noted in 65%, progression to end stage
chronic kidney disease in 35% of cases. Recurrent course, persistent nephrotic
proteinuria, serum creatinine, VEGF, adyponectin and obestatin, decrease
in estimated glomerular filtration rate at the onset of the disease is associated
with progression of nephritis in SV.

BBegeHune

[TopakeHe IOYEK Yalile BCEro OTMeYaeTcst
npu cucTeMHBIX Backynurax (CB) c BoBneue-
HIUEeM MEJIKUX COCY/IOB, KOTOpPbIE MOTYT OBITh
accoluupoBaHbl ¢ nosiBnenueM anturen (AT)
K nuTorasme Herirpoduinos (AHIJA), nporen-
Hase 3 (PR3) u/unu muenonepoxcupnase (MPO)
VI NMETb I/IMMyHOKOMH}IeKCHI)HZ reHes C y‘{aC-
tueMm apyrux AT (Backynmur ¢ AT k riome-
pynsipHoit 6asanproi Mmembpane (I'BM), kpuo-
[7100y/IMHEMUYeCKMIT BaCKy/INT, IgA Backymut
(Ilennsita-I'eHoxa), TUIIOKOMIIIEMEHTEMIYE-
CKUI1 ypTUKapHblit Backynut (anTn-Clq Backy-
JINT), TeKapCTBEHHBIN BACKYJINT, a TAK)XKe Bac-
KYJINT, orpaHndeHHblil noukamu (BOII)). Cpenn
AHITA-acconmpoBaHHBIX BacKynuToB (AAB)
BOBJ/IEUEHME TTOYEK Yallle BCETO OTMEYAeTCs
IIpM I'paHy/IeMaTo3e ¢ MOMMaHruuToM (Berene-
pa) (I'CII) m MMKpOCKOIMYECKOM ITONMVaHTUI-
te (MII) [1, 2]. IIpu koMmop6umHbIX MM overlap
CUHJIPOMAaX ONMCAHO OJHOBPEMEHHOE BBISB-
nenre AHITA n AT x I'BM u pacueHuBaeTcs
KaK KpUTepuii «yTsDKeneHus» 6onesHn [3]. AAB
CYUTAIOTCS OFHONM M3 CaMbIX YacCTBIX MPUYNH
¢hopMUpOBaHUS OBICTPOIPOTPECCUPYIOLIETO ITIO-
mepynonedpura ('H) Bo Bcem Mupe. Hakonnenne
COOCTBEHHBIX [JaHHBIX 10 HAOIONEHMIO 3a Tal[l-
eHTamMy ¢ CB c mopakeHneM IoYeK CTano BO3-
MOXXHBIM 671arofiapsi yayqLIeH o JUarHoCTude-
CKIX BO3MOXXHOCTeN! B Hallleli crpase ¢ 2012 ropia.

Ifenvro uccneqoBaHMs ABUICS aHATNAS KT~
HUYECKUX, }Ia6opaTopr1x, VIMMYHOJIOTYECKHX,
naToMop¢OIorMYecKnx NaHHBIX fieTeir ¢ CB
C Iopa)keHNeM II0YeK (He BK/II0Yas IallleHTOB
¢ IgA Backynurom HlensitH-TeHoxa) fjs oreH-
KV MeAMAaTOPOB GOPMMUPOBAHMS 1 IIPOTPECCH-
poBaHus 60e3HM, a TaKKe GAaKTOPOB, BIIU-
IOIMX Ha IIPOTHO3.

MaTtepumanbi n metToabl

B nepuop c 2012 r. mo HacTosllee BpeMs
B Pecnybnukanckom IlenTpe metckoit Hedpo-
norum Y3 «2-s1 geTcKas KIMHUYeCKass OOTbHU-
1a» I. MMHCKa 10j, HaO/MomeHeM HaX0guI0Ch
20 nereit (15 eBOYEK, 5 MaIbUMKOB) C MOPQOIIO-
rnyecky Bepuduunposanusim I'H BenenctBue
CB B Bo3spacTe oT 5 o 17 nmet (MepgmaHna 13,5).
Tun nccnefoBanns — MPOCHEKTVBHOE POJO/Ib-
HOE€, METOJ, CIIOIIHOII IieeBoil BhiOOpKu. []m-

Te/IbHOCTb HAaOMIOeHNsI COCTaBUIA OT 5 1O
96 mecsnes (MeguaHa 14, B cpeaeM 27,9+5,6),
OT MOMEHTA IIOSIBJIEHN S NEPBBIX CUMIITOMOB
[0 IIOCTAaHOBKY [iVIarHO3a IIPOILIO OT 1 10 36 Mmec.
C yyetoM MeX/yHapOAHBIX peKOMEH It
y HAalMeHTOB BbIIE/IEHO YeThIpe KaTerOpuu Iic-
TOMOTMYeCKMX u3MeHeHuit [4]: 1) poxanpHble
(cBbinze 50% HOPMaIBHBIX KIYOOYKOB); 2) «I10-
TynyHHBIe» (cBbIme 50% KITyOOYKOB C MOMYITY-
HUsAMMN); 3) cMentaHHble (MeHee 50% HOpMab-
HBIX K1y004KOB, MeHee 50% KIyOO4YKOB C IO-
TyN1yHUAMY, MeHee 50% TIn1o6anbHO CKIepo-
3MPOBaHHBIX KITyOOYKOB); 4) CKIEpOTUYECKIIE
(cBbiIe 50% rn06anbHO CKIEPO3NPOBAHHBIX
K1y604KoB). Kpurepun BK/I04eHNs NAalEeHTOB
B UCCIIEIOBaHNe: HAlMN4le JOCTOBEPHOTO, MOp-
¢dornormuecky MOATBEP>KAEHHOTO [UarHo3a BTO-
pudHOro HeppyTa BCIELCTBYE CUCTEMHOTO Bac-
Ky/IuTa, Hajau4dme MHPOPMUPOBAHHOTO COITIA-
CMSI J/Is Y9ACTHSI B MICCTIEOBAHMM CO CTOPOHBI
3aKOHHBIX IIpeICTaBUTe el TAl[eHTa, BO3PAcT
ot 0 mo 17 net 11 mecaues 30 gueln. B rpynmy
KOHTPOJIS BK/II0YEHO 36 marueHToB (18 manb-
YMKOB 1 18 meBOYEK), HAXOAUBIIMXCSA HA 00-
CIe[lOBaHMM B Kap[MOTOTMYECKOM OT/e/IeHNN
Y3 «2-1 perckas KIMHU4YeCKas OONIbHUIIA»
r. MuHCKa ¢ AMarHo3aMu BereTaTuBHas JUC-
GyHKIMS, TPOIANc MUTPATbHOIO KIalmaHa
1 cTemeHM U OTCYTCTBUEM 3a00/IeBaHMIT ITOYEK,
MHQEKIVOHHBIX M APYTUX 3ab0eBaHuI, CO-
[IPOBOXK/IAIOLIVIXCsI M3MEHEHMSIMY TabopaTop-
HBIX ¥ MHCTPYMEHTAJIbHBIX ITOKa3aresneil. Bos-
pacT [eTeil TPyIIbl KOHTPOnA OT 4 fo 17 et
(megmana 15).

Jlo BCTyIIeHMS B MCCIefjOBaHNe JIeUeHIe
monyunnu 2 n3 20 manmeHToB (rpakjane gpy-
rOro rocyAapcTaa), BceM OCTa/lbHBIM OblTa Ha-
3HAYeHa Tepanusa MHAYKLNUK (IYIbC Tepanus
nuknodochanom or 2 1o 9 BBefeHNIT U3 pac-
gera 400-500 Mr/M* Ha BBefIeHVE C MUHTEPBATIOM
nn60 14, mn60 30 mHeN MM METUIIPETHNU30-
noroM 1000 Mr Ha BBefieHMe OT 3 710 8 MHY3MII).
[Tocse mynbC Tepanuy HaLVEeHT ePeBOUIICS
Ha HOJepPXXMBAIIYI0O TePalUIo IPeHU30-
JIOHOM BHYTPb U3 pacdeTa 2 MI/KI/CyTKU U
80 mr/cyTkM (cTapTOBas 103a) C MOCTEAYIOIUM
CHIDKEHUEM, TaK>Ke HasHadaCs LIUTOCTATUde-
CKMIt areHt (a3aTMOIPUH B Jo3e 2-2,5 MI/KI/CyT-
Kku nnu Mmodernna mukodenonar ot 250 go
2000 Mr/M?*/CyTKM) AIUTEIBHO IO, KOHTPOIEM
KJIMHUKO-Tab0paTOPHBIX [TOKa3aTesIelt.
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Jl71s1 onipeie/ieH s KOHI[EHTPALUY B CHIBO-
POTKe KpOBU MapKepoB akTuBauyn T- u B-mm-
¢$hOINTOB MCMONB30BaNM MMMYHOpEPMEHT-
uole (VIOA) tect-cucremsl (RANTES npous-
poputenen «Kycabuo» (Kurait), BAFF «Kyca-
6mo» (Knrait)), HIpoBOCIaINTEIBHBIX MOJIEKYT
(caspasel «Kycabuo» (Kuraitr), TNFa («Bektop-
Bect» (Poccmsi), IL1P («Bextop-Bect» (Poccus)),
(aKTOPOB COCYAMCTOrO SHAOTEINAIBHOTO I TKa-
Hesoro pocra (VEGF «Kycabmo» (Kwurait),
TGFB «DRG» (Tepmanus)). VccnegoBanus
MPOBOAVIINCH JIBaXK/bl — B NIEPIOJ] aKTUBHBIX
posiBNIeHMIT 60Me3HM 1 peMuccun. B kadecTse
HPeAVKTOPOB MeTabONMMIeCKUX HapyIIeHUIT
VICCTIeOBAHBI TUITUAHBII IPO(UIIb, yPOBEHD
MOY€eBOJI KMCIOTBHI, TII0K03bl. KoHI[eHTpa1ms
BuTaMKHa [| B CBIBOPOTKE KPOBM OIIpefieieHa
¢ nomompio VIOA TecT-crucTeM NpousBoguTeNei
«Euroimmune» (Fepmanns), nentnna — «Kyca-
6mo» (Kuraii), agunonextnaa — « DRG» (Tep-
maHus), obecrarnna — «Kycabuo» (Kurair).
C 1enpbio o1jeHKY GaKTOPOB KapAMOBACKYIIAP-
HOTO pUCKa IPOaHaNIN3UPOBAHBI Pe3y/IbTAThI
CYTOYHOTO MOHUTOPMPOBAHUSA apTepUaaIbHO-
ro gasnenus (CMAJL), snekTpoxkapanorpadun
(9KT), axokapzuorpadun (9XO-KI') ¢ pacue-
toMm Maccel (MJDK) n unaekca maccbl MUOKapza
neBoro >xenynodka (VIMMIIXK), oTHocuTeTbHO
TOJII[VHBI CTeHKM JieBoro xenypouka (OTCIDK),
YIBTPa3BYKOBOTO MCCIeOBaHMs Opaxmole-
¢danpubIx aprepuit (Y3U BLJA) ¢ nusmepennem
TOJILMHBI KOoMIIZIeKca mHTuMa-Menua (TKM).
Cratuctudeckas o6paboTKa HOMy4YeHHBIX JaH-
HBIX IIPOBOJM/IACH C UCIOIb30BaHUEM IIPO-
rpaMMHoro naxera Statistica 10.0 (s BbLsBIIe-
HIS CTaTUCTUYECKON 3HAYMMOCTHI UCIIOTTb30BaH
HelapaMeTpu4eCcKuil Kputepuii MaHHa-YuTHNI
IJIs He3aBUCUMBIX TPy, Bukokcona s 3a-
BUCUMBIX; aO0COMIOTHBIN PUCK PACCUNTAH KaK
OTHOILIEHNE YVCTIA COOBITHIT K 001IeMY YMCITY CITY-
YyaeB C I[OBepI/ITeHbeIM I/IHTepBaTIOM " CTaTu-
CTUYECKOI 3HaYMMOCTBI0 pasnuyuii p < 0,05),
nporpamm SPSS, Microsoft Excell.

Pesynbratbl

Cpenu HalIMX TAIMEHTOB IIpeob/Iagany fe-
Bouku (15/20). Mepnana Bo3pacta MaHudecta-
uuu 6onesuu cocrasuaa 13 et (ot 2 o 17 ner).
VY 15 metell onpefensaninch «IOTI0XUTeIbHbIE»
AHIJA (x MPO y 11, x PR3 y 6, y gBOUX fieTeit
n k MPO, u x PR3). ¥ opHOIT 1eBOYKY OZHOBpeE-
meHHO omnpepensanuck 1 AHIIA, n AT x TBM.
VY ognoro manpunka BeisgpneHbl AT xk TBM u qu-
arHoctupoBaH cunzapom I'ynnacyepa. Yersepo
MAIMEHTOB OKa3aJINCh «CEPOHETATVBHBIMIY.

Y 12 nmanuenToB gebrory CB mpepiecTBoBa-
na octpas pecnmparopuas nndexnus (OPU),
Y OJJHOUI IeBOYKM OTMEYA/IVCh PELMAUBUPYIOIIVE
CKJIEPUTBHI, Y JPYTOil — TpaBMa OpOUTHI, OC-
JIOKHUBLIASICS abciieccoM. MenuaHa BpeMeHn
OT IIOABJIEHUA HepBbIX CUMIITOMOB 1O ITOCTa-

HOBKM JMarHosa cocTaBmia 5 mecsanes (or 1
1o 36 Mec.). Y 13 manueHToB MaHu(ecTann
CB mpepmectBoBaty Hecnenupuieckme KOHC-
TUTYLMOHA/IbHbIE CUMIITOMBI. MO4YeBOi CUH]-
poM B fiebroTe oTMevascA y 13 denoBek, y Bcex
OCTa/IbHBIX pa3BuiICs B TedeHue 6onesnu. Cre-
AyeT OTMETUTDb C/Iy4yailHOe BbIABJIEHME M3Me-
HEHUII B aHa/IM3axX MOYM IpU NpodocMoTpax
y 4 pereil, CKyHBII MOYEBO CUHAPOM Y 6 U
TOJIBKO B TPeX CIy4asAx pa3BUTHUe HeppoTude-
CKOTO CUHJIPOMA C reMaTypueil ¥ apTepuab-
Holt runiepTensueit (AT).

[TopakeHne Ko>XU (CBIND, B T.4. FeMOppa-
TMYecKas) BBIABIEHO B 12 clydasx, CyCTaBOB
(wame no Tuny aprpanrui) B 11. Y 12 penyupn-
BUPOBa/IY MH(EKINI BEPXHUX [bIXaTe/TbHBIX
IyTel, CUHYCUTBL, ¥ 10 oTMe4anoch BoBede-
HIUe JIETKMX.

[TopaxeHne rna3 B HebrTe OTMEYanoch
Yy OATHN JEBOYEK, U3 HUX peuMANBUPYIOLINE
CKJIEPUTDI y TPEX, IICEBAOTYMOP 0p6I/ITI)I Yy ABYX.
Y ofHOI 13 MAIIMEHTOK C IICEB/I0OITYXOMbIO Iep-
CUCTMPOBAJI CKY/JHBI/I MOYEBOI CUHAPOM (MUK-
poremarypus u nporennypus go 0,1 r/cyT), pe-
KOMeHJI0BaHa HeppoObmoIcys, oT KOTOpoii po-
AUTENM OTKa3anuch. B ymaneHHOM MaTepuane
OIIYXOJIM CTIE3HOII JKe/le3bl MOATBEPKIEHO Ipa-
HyJIeMaTO3HOe BOCIIaJieHNe, al[leHTKa BHOBD
HampasJeHa B Hawl lleHTp, rie mocie Hedpo-
6muoncuu Havato nedeHue [H. Bropas geBouka
C TpaHy/IeMOIl /1eBOil OPOUTHI U PeLUAUBUPY-
IOIMMU CUHYCUTAaMM IpuUIIa B Ham LleHTp
10 HaIlpaB/IEHNIO Kap/INOPEeBMaTOIOTOB B CBSI-
31 C IPUCOEAVHEHNEM MOYEBOTO CHHIPOMA.

[TopaxeHue >XeTY[LOYHO-KUIIETHOTO TPaK-
Ta B 1e6I0Te OTMeYasnoch y OHON AeBOYKY (He-
crienubuIecKnit I3BEHHBIN KONT), B TeUeHe
roga Hab/moanach raCTpOIHTEPONIOrOM, IIONY-
Yajia Tepannio cajgoanabkoM M OTKa3bIBanach
OT Ha3HAUeHMA MMMYHOCYIPECCHBHBIX Ipera-
PaToB, CIIYCTA TOfl MPUCOENUHNIICA KOXKHBI,
CyCTaBHOII, MOY€BOJII CMHIPOMBL. bonu B xu-
BOT€ OTME€YA/INCDh Y IBYX T€BOYEK.

IuddysHasa amonernus HeACHOTO reHe3a
B Te4yeHMe TpeX JeT, IpefllecTBYIOWNX IIO-
cTaHOBKe AuartHosa CB, oTMedasnach y IeBOYKM
AT JIET, 3aTeM HOABMIACh KOXKHA A reMOpparu-
YecKasl ChbINb, 60NN B CyCTaBaxX U )XUBOTE, MO-
4eBOJl CUHIPOM. [leBOUKa rocIuTaIu3upoBaHa
B Hallly KIMHVKY, BBITIOIHEHa HeppoOMOIICH .
[Tocne mpoBefeHNA MATOreHETUYECKOI Tepalnn
CB orMeuaeTcst poCT BOJIOC Ha TOIOBe, OpoBert
VI PECHILI, MCYe3HOBEHE CYCTAaBHOTO U aboMMI-
Ha/IbBHOTO CYH/IPOMOB, BbIPa>keHHas IOIOXKMI-
TeJbHAS IMHAMIUKA MOYEBOTO CHHJPOMA.

ITopa>keHMe LeHTPAIbHOI HEPBHOM CHUCTe-
MBI (OCTpOe HapylleHue MO3TOBOr0 KpoBoobpa-
menns (OHMK) 1o niremirdeckomy THUILy) OTMe-
JajIoCh y OffHOI MaIlMeHTKN, elle Y TpeX JieBo-
4eK (TpakJaHe IPYroro rocyfapcTsa) ykasaHo
B aHaMHese.

Hawubornee xapakrepHbpIMU 1a00PaTOPHBIMI
cnBuramu B fiebrote CB 6bl1a aHeMus u pe3koe
yckopenne CO9 cabinte 50-60 Mmm/49ac. ModeBoit
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CUHJIPOM XapaKTepu30BaICs NPOTeNHYypuei
B COUETAHUM C reMaTypuell, pexe CUMITOMO-
KOMIIJIEKCOM He(ppOTIIeCKOro CHHIPOMa C TeMa-
Typueit u AT (15%). Hapymenue gpynkunu mo-
4eK B fiebroTe 6071e3HN 0TMEYanoch y 13 (65%),
U3 HUX y ceMU (54%) pasBuIach TepMUHATbHAS
cragusi XxpoHudeckoit 6onesnn movex (TXBIT).
BoimeneHa rpymma ¢ IIOXUM «IIOYETHBIM» MCXO-
moMm. TpeM manyeHTaM (IBa MajabuuKa 1 IEBOY-
Ka) B TedeHIe IIepBbIX MeCs1leB OT MaHMpecTa-
MY IOTPebHOBAIOCHh IPOBEeHE TOUETHOIT
samecturenbHoi Tepanun (I13T). BospacT Ha
MOMEHT fie0r0Ta COCTaBIIAM OT 8 mo 17 ner. Pas-
JMYHBIMU OBbIIN MEPBBIl CUMIITOM, YPOBHM
6esiKa 11 SpUTPOLMTOB B MOYe. B mepBbIX aHaMN-
3aX BBISBJISUINCH BBICOKIE IIMPBI KpeaTUHMHA
(236; 840 1 736 MKMOJIB/JT), Y HBOUX C paHHUX
CpOKOB onuroaHypus, y Bcex Al. B 6nonrare
IPOLEHT CK/IEPO3JMPOBAHHBIX KJIYOOYKOB OB
pasmuanbsiM (0%, 38%, 100%), y Bcex oOHapy K-
BaJINCh MONMYNyHUs (KJIeTOYHbIe, GpUOpPO3HBIE
1 GUOPOK/IETOUHBIE), U3MEHEHNS B TYOYIIAPHOI
cucteMe (HEKPO3 SMMUTENNONTOB, KNCTO3HOE
pacumpeHne KaHanbles, Gprodpos un arpodus).
ITaTp yenoBex 1o gocTy>keHun 18 et nepesefe-
HBI BO B3pOCIyIo cyx0y, u3 Hux nsoe ¢ TXbBIL
K coxarenuto, oTMeueH JleTaIbHBIN VICXOT, (MaJTb-
41K 14 JIeT) 0 HpUYMHe Cercuca 1 reMoppariu-
YeCKOTO IIOKa.

I3 Bcero cmexkTpa aHTMHYKIeapHBIX AT
C/1abOTONOXNUTENbHBIN Pe3y/NbTAaT BBISBICH
y 7 nanuenTtos (morpannynsle 0/1 unudpsr oT™e-
yenbl 1A dsDNA (n = 3), PCNA (n = 3), SS-B,
AMA-M2, Scl 70, Jo, Sm, Histones). He ormeue-
HO 3HAYJIMOTO CHVDKEHVSI KOMIIOHEHTOB KOMII-
nementa C3 (0,9-1,54 r/n, meguana 1,14) u C4
(0,13-0,37 r/m, meguana 0,25) B mepuoj aKTUB-
HBIX IIPOSABJIEHNIT OOIe3HL.

CaMBIM pacIpOCTpaHEHHBIM TUCTOIOTMYe-
CKVM BapUaHTOM MOpakeHMs Mo4YeK OB cMe-
mraHHbiil (13 pgereit), GokanbHble MU3MEHEHUS
OTMeYaNNCh y 3, <IIOTyTyHHBIe» y 3, cOUeTaHMe
CMEIIAHHOTO M CKJIEPOTUIECKOTO KIaccoB y 1.
Acconmanun Mexxay Mopgonorn4eckKuM Bapu-
antoM u npucyrcrsueM AT xk MPO unn PR3
HaM1 He ob6HapykeHo. Cpeiu 7 MaIjMeHTOB
¢ nmporpeccupoBanueMm o TXIIH 5 66111 MPO
MO3UTHUBHBIMIL.

OmnucreiBaem Teuenne BOITy AHITA nerarus-
HOII leBOYKU. JI3MeHeHNs B aHa/NIM3aX MOYM
(mpoTemHypus cBbIIe 3T/7I, TeMaTypus) U Kpo-
B (yckoperue COD no 50 mm/4ac, aHeMus)
ObIIM BBISIBIEHBI C/Ty4YaliHO pu IpodocMoTpe.
/3 anamHesa - nepeHeceHHas HakaHyHe OPY/,
KOHCTUTYLMOHA/IbHbIE CUMIITOMBI HeJ[OMOTa-
HIS, CHIDKEHUS alllleTUTa. DKCTpapeHaIbHbIX
NIPOABJIEHNI BaCKy/NIUTa He OoTMedanoch. Ilo
nmaHHbIM CMA]] BbIsIBIEeHa CUCTOJIO-IUACTO-
nndeckas HouHas AI. JleBouke HayaTa Tepa-
U IPeJHU30/I0HOM IO TIPOTOKOJY JIeUeHUs
HepOTNUECKOTO CHHPOMa, OFHAKO 3 deKTa
He oTMeueHo. [lepeBeniena B Ham LleHTp, rie mo
pesynbraTaM HepoOMOIICKY BBICTAB/IEH AMa-
rHo3 ManouMMyHHoro ['H ¢ skcTpakanumisap-

HoOJI Iponudeparueir 1 cerMeHTapHbIM ITIOMe-
pynockiaeposoM. [IpoBeneHa mynbc Tepanus
guknodochamugom Ne 6 ¢ HOpManm3amuein
KJIMHUKO-Tab0paTOPHBIX MOKa3areseil. B Teve-
Hue nepuoaa HabmoneHnus (13 mecsiieB) BHEIO-
JeqHble IPOSIB/ICH S BACKY/IUTA He Pa3BUINCh.

Pesynbrarhl Onpeenennsi KOHIEHTpann
B CBIBOPOTKE KPOBU MapKepPOB aKTUBAL[UN
T- u B-mumdpounrtos (RANTES, BAFF), nposoc-
[Ia/TUTENbHBIX MOEKy (caspase 1 (kacmasa 1),
TNFa (paktop Hexposa omyxonu a), ILIP
(nHTeprefikuHa 1f), a Tak)Ke MapKepOB SHJO-
TeNaNbHON AUCHYHKINY (COCYAUCTOTO H-
morennansaoro VEGF n TkaneBoro tpancdop-
Mupyouero ¢akropa pocra TGF1p) y mereit
c HeppuroM BenencTsye CB (n = 20) u rpynmmst
KOHTPOJA (n = 36) npuBeneHsl B Tabnuie 1.

KoHneHTpanusa MapkepoB akTuanum 1- n
B-mumdonnros (RANTES, BAFF), npoBocna-
nuTenpHpIX Moekyn (caspase 1, TNFa, IL1p),
a TaK>Ke MapKepOB 9HIOTETNATbHO ANCHYHK-
nuu (cocypucroro sHgoTenuanbuoro VEGF
U TKaHeBOro TpaHcopmupymolero gpakropa
pocta TGF1p) y nereit ¢ HepuTOM BCIeCTBIE
CB okasajach 3Ha4MMO BbIlIIE B CPABHEHUN CO
3[0OPOBBIMMU, YTO OTPAXKAeT UX BKJIAJl B Pa3BU-
tue 3aboneBaHus. CyljeCTBEHHOE CHIKEHIE
YPOBHs BBILIENIPUBEIEHHBIX MEANATOPOB B IIe-
PYOJ; PEMIUCCUN 10 CPaBHEHUIO C 060CTpeHeM
II03BOJISIET MCIONIb30BATh MX B KauecTBe Map-
KEPOB aKTUBHOCTHU 3ab0jeBaHus (Tabmuia 2).

Merabonndeckie HapylIeHus Kak B ClIydae
AKTUBHBIX IIPOSIB/IEHNII, TaK ¥ B MPOLECCEe V-
HAMMYECKOTO HaOMIOMeH NS XapaKTePU30BaJIICh
aTepoTreHHOI HanpasieHHOCThI0 (Me (25-75%):
[OBBIIIEHNEM YPOBHsI 0061iero Xxomecrepu-
Ha (7,5 (5,1-9,4) mmonb/n), Tpurnnueprunos (1,6
(1,2-1,8) mmonb/n), xomecreprHa Hu3Koit (3,8 (3,1-
4,5) MMOJIB/N) ¥ O4YeHb HU3KOI1 1mmoTHocTH (0,7
(0,5-1,0) MMOJIB/TT), CHUDKEHVEM JIAIIONPOTENHOB
Bbicokoyt mmotHocty (1,6 (1,4-1,8) MMOB/T), TO-
BBIIIEHNEM YPOBHSA MOYEBOI KUCTOTHI (330,7
(258,6-402,3) MmxMob/m). VIHIEKC aTepOreHHO-
ctu (Me (25-75%)) cocraBun 2,9 (2,1-3,7), ypo-
BeHb I/IIOKO3BI — 4,8 (4,5-5,2) MMO/Ib//I, ITIUKI-
poBaHHOrO remornobuHa — 5,7 (4,8-5,8)%. Cre-
poupHbLit ArabeT pa3BuiCcs y 3 geTeit.

Pe3syprarsl McCeJOBaHNUA OTHEIbHBIX TOKa-
3areyell MeTaboMIYeCKOro CTaryca (aAMIIOHeKTIHA,
nenTuHa, obecratuua, Buramuua II 25 (OH)D)
B CBIBOPOTKe KPOBHU [IeTell C HePUTOM BCIefi-
crBue CB (n = 17) 1 yc/10BHO-3750p0BbIX (0 = 30)
[peaCcTaB/IeHbl B Tabnnie 3.

3HaYMMOe CHIDKEHE YPOBHS a/{UIIOHEKTI-
Ha, BUTaMiHa [I, oGecTaTiHa, IOBbIILEHIE JIEIITH-
Ha OTMe4eHO y nanueHtoB ¢ CB u Heppurom
10 CPABHEHMIO CO 3[OPOBBIMI, YTO ITOATBEPXK-
JaeT aTepOreHHYI0 HAaIlPaBIeHHOCTh MeTabomm-
YeCKUX HAPYIIEHNUI.

AT B mepuoj; aKTUBHBIX HPOSIBIIEHNUIT 60-
Ne3HM oTMedanach y 17 mereit (85%), Ha ¢pone
IIPOBOJ VMOV TUIIOTEH3VBHOI Tepanuu (0T 2
10 4 ITUTIOTEH3VMBHBIX ITPEIIAPATOB) COXPAHSIIACH
y 14 (70%). CnegyeT OTMETUTD HaIM4Vie HOYHOI
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lpynna peteii c Hepputom npn CB, n =20 [pynna ycnoBHO-340pOBbIX AeTel, n = 36

Mokasarenb KoHueHTpauusa KoHueHTpauusa Cratucrueckan .
MepuaHa (25%-75%) . MepuaHa (25%-75%) A 3Ha4MMOCTb pasnnunn
(min-max) (min-max)
BAFF, Hr/mn 2000,0 (954,0-5100,0)  400,0-10000,0 150,0 (125,0-250,0) 62,5-300,0 U=0,0,p<0,001
RANTES, Hr/mn 606,7 (524,3-867,2) 300,9-2000,0 460,0 (365,0-480,0) 125,0-519,0 U=63,0,p <0,001
Caspase 1, nr/mn 159,1 (118,5-259,5) 87,0-400,0 50,0 (45,0-70,0) 12,5-100,0 U=3,0,p<0,001
TNFa, Hr/mn 61,3 (45,5-88,5) 25,5-125,0 40,0 (31,2-42,5) 15,6-62,5 U=96,5p<0,001
IL-1B, HF/Mn 35,7 (29-44,3 22,8-160,0 13,8 (7,3-16,3) 3,9-31,2 U=10,5p<0,001
VEGF, nr/mn 290,4 (164,6-481,8) 128,1-1500,0 125,0 (122,5-205,0) 23,4-260,0 U=285,5p <0,001
TGF1B, nr/mn 490,0 (195,0-566,6) 110,0-810,0 140,0 (120,0-150,0) 31,2-180,0 U=32,5p<0,001

Mpumeuanue: BAFF—dakTop aktusauuu B-numdountos, RANTES — hakTop akTusaunn T-numdounTos, Caspase 1 —kacnasa 1, TNFa — hakTop Hekposa onyxonu a,
IL-1B — uHTepneiikun 16, VEGF — cocyancTbiil 3Ha0TeAMANbHbIA GakTOp pocTa, TGF1B — TpaHcdopmmpytowwii dakTop pocTalp

Group of children with nephritis dueto SV, n =20 Group of healthy children geTeii, n =36 L. e
Statistical significance

Parameter Mediana (25%-75%)  Comeentration . jiana (259%-750) ~Concentration of differences
(min-max) (min-max)
BAFF, ng/ml 2000,0 (954,0-5100,0) 400,0-10000,0 150,0 (125,0-250,0) 62,5-300,0 U=0,0,p<0,001
RANTES, ng/ml 606,7 (524,3 - 867,2) 300,9-2000,0 460,0 (365,0-480,0) 125,0-519,0 U=63,0,p <0,001
Caspase 1, pg/ml 159,1 (118,5-259,5) 87,0-400,0 50,0 (45,0-70,0) 12,5-100,0 U=3,0,p<0,001
TNFa, ng/ml 61,3 (45,5-88,5) 25,5-125,0 40,0 (31,2-42,5) 15,6-62,5 U=96,5,p<0,001
IL-1B, ng/ml 35,7 (29-44,3 22,8-160,0 13,8 (7,3-16,3) 3,9-31,2 U=10,5p<0,001
VEGF, pg/ml 290,4 (164,6-481,8) 128,1-1500,0 125,0 (122,5-205,0) 23,4-260,0 U=285,5p <0,001
TGF13, pg/ml 490,0 (195,0-566,6) 110,0-810,0 140,0 (120,0-150,0) 31,2-180,0 U=32,5p<0,001

No te: BAFF —B-lymphocyte activation factor, RANTES — T-lymphocyte activation factor, Caspase 1— caspase 1, TNFa - tumor necrosis factor a, IL-18 — interleukin 16,
VEGF — vascular endothelial growth factor, TGF16 — transforming growth factor1p

Tpynna gereii c Hepputom npu CB Ipynna petei c Hepputom npn CB

(aKTMBHbIE NpoABNEHNs) (pemuccna) CraTucruyeckas
Mokazarens KoHueHnTpayusa KoHueHTpauunsa 3"““"‘“3"
MepauaHa (25%-75%) (et Ers) MepawnaHa (25%-75%) g, pasnnunn
BAFF, Hr/mn 2000,0 (954,0-5100,0)  400,0-10000,0  1129,0 (522,0-1940,0) 200,0-7800,0 T=3,00,p < 0,001
RANTES, Hr/mn 606,7 (524,3-867,2) 300,9-2000,0 372,0 (281,4-460,5) 167,0-1500,0 T=0,00, p < 0,001
Caspase 1, nr/mn 159,1 (118,5-259,5) 87,0-400,0 112,2 (81,5-163,0) 10,0-400,0 T=24,5p=0,04
TNFa, Hr/mn 61,3 (45,5-88,5) 25,5-125,0 42 (31,0-50,0) 17,6-73,7 T=0,00,p<0,001
IL-1B, HI/mMn 35,7 (29-44,3 22,8-160,0 27,4 (21,4-39,3) 13,0-51,5 T=0,00,p < 0,001
VEGF, nr/mn 290,4 (164,6-481,8) 128,1-1500,0 150,0 (93,0-188,0) 42,6-260,0 T=0,00,p < 0,001
TGF1{3, nr/mn 490,0 (195,0-566,6) 110,0-810,0 185,1 (125,7-600,0) 90,8-60 T=22,0,p=0,02

Mpumeyatue: BAFF — dakTop aktusauuu B-numountos, RANTES — dakTop akTusauu T-numounTos, Caspase 1 — kacnasa 1, TNFa — ¢akTop Hekposa onyxonu a,
IL-1B — unTepneiikut 16, VEGF — cocyamcTsiii 3HA0TeNManbHbIA dakTop pocta, TGF1B — TpaHcdopmupylownii daktop poctalp

Group of children with nephritis due to SV  Group of children with nephritis due to SV

(active phase) (remission) .Sta.ti.stical
Parameter Concentration Concentration SIg!“ﬁcance
Mediana (25%-75%) (min-max) Mediana (25%-75%) (min-max) of differences
BAFF, ng/ml 2000,0 (954,0-5100,0)  400,0-10000,0  1129,0 (522,0-1940,0)  200,0-7800,0 T =3,00, p < 0,001
RANTES, ng/ml 606,7 (524,3-867,2) 300,9-2000,0 372,0 (281,4-460,5) 167,0-1500,0 T=0,00, p < 0,001
Caspase 1, pg/ml 159,1 (118,5-259,5) 87,0-400,0 112,2 (81,5-163,0) 10,0-400,0 T=24,5p=0,04
TNFa, ng/ml 61,3 (45,5-88,5) 25,5-125,0 42 (31,0-50,0) 17,6-73,7 T=0,00,p<0,001
IL-1B, ng/mll 35,7 (29-44,3 22,8-160,0 27,4 (21,4-39,3) 13,0-51,5 T=0,00,p<0,001
VEGF, pg/ml 290,4 (164,6-481,8) 128,1-1500,0 150,0 (93,0-188,0) 42,6-260,0 T=0,00,p<0,001
TGF1B, pg/ml 490,0 (195,0-566,6) 110,0-810,0 185,1 (125,7-600,0) 90,8-60 T=22,0,p=0,02

N o te: BAFF - B-lymphocyte activation factor, RANTES — T-lymphocyte activation factor, Caspase 1 — caspase 1, TNFa — tumor necrosis factor a, IL-1B — interleukin 18,
VEGF — vascular endothelial growth factor, TGF1B — transforming growth factor1f

lpynna geteii c Hepputom npu CB, Tpynna ycNoBHO-3[0POBbIX AeTel,

n=17 n=30 CraTuctnyeckas
MNMokasartenb .
MeguaHa KoHueHTpayusa MeguaHa KoHueHTpayua 3HA4YMMOCTb pasnuuun
(25%-75%) (min-max) (25%-75%) (min-max)
ALVNOHEKTUH, HI/MN 17,3 (14,8-26,6) 1,6-32,9 93,9 (39,0-217,3) 17,6-601,0 U=34,5,p<0,001
JlenTuH, nr/mn 2132 (1937-2184) 1129-3279 1290 (402,2-1853) 51,5-2360 U=289,0,p<0,001
O6ecTatuH, nr/mn 39,7 (19,9-54,9) 9,3-172,2 69,3 (47,9-257,5) 14,6-294,3 U=106,5, p=0,001
ButamuH [, 25 (OH) D, Hr/mn 10,1 (6,1-12,1) 2,3-17,0 20,9 (12,2-32,0) 5,03-53,9 U =825 p<0,001
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Group of children with nephritis . Table 3.
parametere P e tos,n=17 | Group of healthy children, n=30 g/ tical significance  Results of the study
Mediana Concentration Mediana Concentration of differences of individual indicators
(25%-75%) (min-max) (25%-75%) (min-max) of metabolic status

Adyponectin, ng/ml 17,3 (14,8-26,6) 1,6-32,9 93,9 (39,0-217,3) 17,6-601,0 U=34,5,p<0,001 in children
Leptin, pg/ml 2132 (1937-2184) 1129-3279 1290 (402,2-1853) 51,5-2360 U=89,0,p<0,001 with nephritis duetoSV
Obestatin, pg/ml 39,7 (19,9-54,9) 9,3-172,2 69,3 (47,9-257,5) 14,6-294,3 U =106.5,p=0,001
Vitamin D, 25 (OH) D, ng/ml 10,1 (6,1-12,1) 2,3-17,0 20,9 (12,2-32,0) 5,03-53,9 U=282,5p<0,001

AT y/uny HeFOCTaTOYHOTO HOYHOTO CHVKEH NS
AJl y Bcex Habmo/jaeMbIX.

ITpusnaky CTPyKTYpHOI IEPECTPOIIKM MUO-
Kapjia 10 pe3y/nbTaTaM PacY€THBIX MHJIEKCOB
VMMIJDK n OTCJIK BoiaBnenst B 40% ciy-
vaeB (8/20): runeprpodus MUOKapfa KOHIIEHT-
puueckas (I'K) y 3, runeprpodus muoxapzaa
munarannonHas (I'1l) y 3, pemonenuposaHue
kounenrpuyeckoe (PK) y 2. Macca Muokappa
neBoro xenypouka (MM) cssime 90-95 neHTH-
neit y 3. Ilo pesynbraram Y3V TONbKO y IO/IOBU-
HbI (4/8) 0OHApY KeHDI M3MeHeHNUA: TUIIePTPO-
¢bua Mexoxenynoukosoii neperopopku (MIKII)
y 2, rommuHa MJKII 1 safgHeit cTeHKM /1€eBOTO
xenypoudka (3CJIDK) y 1-ro n pasmep momocTtu
JDK Ha 95 neHTuIm y ofHOI JeBOYKNL.

IIpu nccnemosanum B guHamuke I'/l coxpa-
HsIJIaCh y OJJHOTO U3 Tpex (C Mpu3HaKkaMu B fie-
6rore), y Apyroro cmenmnach Ha I'K, y Tpetbero
MalJeHTa pacyeTHbIe MHIEKChl HOPMaIn30Ba-
nuce. VI3 tpex mereit ¢ 'K muokapza B febrore,
NIpU3HAKOB KapiOpeMOJjeNMpOBaHNs He Bbl-
ABJIEHO JIMIIb Y OHOTO, Y ABOUX M3MEHEHNA
ocrapanuch. PK cmenunocs Ha 'K y oboux
nanueHToB. VI3 12 feTeil ¢ HOpMaabHON reoMe-
Tpueil MIOKapza B feboTe 60Ie3HNM y YeTbIpex
pasBuuch usMeHenns — y Tpex I'K, y ognoro — I']],
Y 5 u3 7 peteli ¢ mporpeccuposaHueM Hedpu-
Ta fo TXBII oTmedanuch npusHakM Kappuo-
pemognenupoBaunus (I'K). Heobxogumo orme-
TUTD, 4TO y ABOUX Y3V KapTuHa O6bl/1a B HOPMe.
[TpencraBisieTcs 1enecooOpasHbIM IINpe BHEJ-
pATb B IPAaKTUKY MCIO/Nb30BaHME pacyer-
HBIX NHJIEKCOB (Macca Muokappaa, IMMJDK
u OTCJIX) ¢ nenpio paHHEero BBISIBIEHUs Ha-
Ya/bHBIX NIPU3HAKOB PEMOJIETMPOBAHUA MUO-
Kapja B cpaBHeHuu ¢ Y3V cepaua s cBoes-
PpeMeHHOI KOppeKL M.

Y pmerenr ¢ CB tonmmuua KMM cnpasa
B cpepHeM coctasua 0,39+0,03 MM (y 350po-
BbIX (n = 37) 0,4+0,02 Mmm), cneBa — 0,41+0,02 MM
(y 3moposbix 0,4+0,02) (p > 0,05).

Jlede6HasA TaKTUKa IPEAIIOTaTaeT MaKCH-
MaJIbHO OBICTPOE JOCTIKEHIIE PEMICCUH C [O-
CTaTOYHO arpecCUMBHOM Tepamnuell MHIYKIUN
U TIOCTIERYIOIIEN JIIUTEIbHOI MO IepKIBAIOLIEN
Tepanuen. 16 meTeli MoIyYuan IyabC TePanio
nuknodochanoM ot 2 1o 9 BBeZEHUI U3 pac-
vera 400-500 Mr/M* Ha BBefIeHVe C MUHTEPBAIOM
6o 14, m6o 30 gHell, 4 malMeHTa — MyJIbC Te-
panuo MeTunnpenHnsononom 1000 Mr Ha BBe-
meHue oT 3 1o 8 MHQY3UIl B CMHXPOHU3ALUN
c wrasmadepesoM ot 5 o 10 nmpouenyp. Bee ne-
TU TIOJIy4ajIy NIPeJJHU30/I0H BHYTPb U3 pacyera

2 mr/kr/cyTky mmv 80 Mr/cyTKu (CTapTOBas 103a)

c mocneaynounM cHIDKeHneM. [Tocre mynbe
Tepanuy MalyeHT IePeBOAVIICS Ha IIEPOPaib-
HBIIT IpMeM LMTOCTaTHKa (asaTuonpuH (n = 9),
Modetnia MuKodeHoNar (n = 2), sHfjoKcaH (n = 3)).
buonornyeckmue areHTbl HaMU He MUCIIOAb30-
Bastuch. Ha MOMEHT OATOTOBKY MyO/IMKaLINN Off-
HOJ/ leBOYKe BBITIOTTHEHA TPAHCIITAHTALVSI IOYKIAL
BoisiB/IeHBI KOPpesALMIOHHBIE CBA3Y Psifia
(hakTOpOB ¢ mporpeccrpoBaHueM Hedppura npu
CB: Bospacr nmanuenTa (r = 0,4), peuuguBUpPY-
IOLINIT XapaKTep TedeHns 6onesun (r = 0,8), mo-
tpebuocts B [13T B gebrore CB (r = 0,4), mo-
BbIIlIeHNe KpeaTUHNMHA CBIBOPOTKMU B fiebi0Te
(r =0,6), mpoTenHypus HePPOTUIECKOTO YPOB-
Hs B geboore (r = 0,6), pacueTHass CKOPOCTh
kiy6oukosoit ¢punsrpanun (pCKO, r = -0,6),
numonuTel KpoBu B febore (r = -0,4), mep-
cuctupymwoias nporennypus (r = 0,5), nepcu-
crupytomas AT (r = 0,5), konnenrpauns VEGF
B nepuop ob6ocrpenus (r = 0,5) u BHe 060CT-
penus (r = 0,6), TGF1P B nepnox obocTpenus
(r=0,6), RANTES BHe o6ocTpenns (r = 0,4), agu-
noHeKTuH (r = -0,6), menrtuH (r = 0,6) u proBNP
(r = 0,4). IIporHocTuveckas 3HaYIUMOCTH (PaKToO-
OB, aCCOLMMPOBAHHBIX C IPOTPECCHPOBAHIEM
Hedpura npu CB npencrasnena B Tabnurge 4.

Tabnuua 4. MporHocTuyeckas 3HaUMMOCTb GaKTOPOB, ACCOLMMPOBAHHBIX
CNporpeccupoBaHnem HedpuTa Npu CUCTEMHOM BacKynuTe

Puck
maKTOPbI nporpeccupoBaHua P
AR (+95%/W)
peumnanBrpyiolee TeyeHre 6onesHn 88% (47-99%) <0,001
nepcuCTUpyioLan NPOTENHYPUA HeppPOTUUECKOTO YPOBHA  62% (32-86%) 0,02
KpeaTvHUH B fiebioTe > 300 MKMONb/N 100% (29-100%) 0,049
cHukeHne pCKO B gebtote CB meHee 45Mn/MnH/1,73Mm? 70% (35-93%) 0,02
VEGF B fviHamuike 6one3Hu cabiwe 150 nr/mn 83% (36-99%) 0,01
CHUXeHre numoounToB B febiote CB meHee 25% 60% (27-86%) 0,01
AAUMNOHEKTUH CbIBOPOTKU MeHee 24 Hr/mn 55% (23-83%) 0,04
obecTaTiH CbIBOPOTKM MeHee 50 nr/mn 55% (23-83%) 0,04
Table 4. Prognostic significance of factors associated with the progression
of nephritis in systemic vasculitis
Factors Abs?lute risk of -
progression AR (+95%Cl)

Relapsing course of SV 88% (47-99%) <0,001
Persistent nephrotic proteinuria 62% (32-86%) 0,02
Creatinine level at onset > 300 mcmol/I 100% (29-100%) 0,049
eGFR at onset < 45mMn/MUH/1,73m? 70% (35-93%) 0,02
VEGF during relapse 150 pg/ml 83% (36-99%) 0,01
Lymphocytes at onset less 25% 60% (27-86%) 0,01
Serum adyponectin < 24 ng/ml 55% (23-83%) 0,04
Serum obestatin < 50 pg/ml 55% (23-83%) 0,04
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O6cyxpeHue

CB B JieTCKOM BO3pacTe 4acTo MaHMpecTu-
pyeT ¢ 061X KOHCTUTYI{MOHAIBHBIX CYMIITO-
MOB (ITOBBIIIEHHOI YTOM/IAEMOCTH, TOTEPU ATl
HeTHUTa 1 AP.), XapaKTepU3yeTcs HOIMOPraHHbIM
U TeHepanM30BaHHBIM IOpPa’kKeHNeM, 110 Ha-
VMM JAaHHBIM B 75% cly4aeB acCOLMUPYeTCsA
¢ AHITA. Heo6X0ofiMO OTMETUTD, YTO Y B3pOC-
nbIX AAB BcTpevaeTcs Jalle y My>K4MH, a B JIeT-
CKOJI TTonysAnum — y feBouex (80%) [1, 2, 5].

[Toueunsie nposiBnenuss CB B geboTe 0T-
Me4aloTCs B BBICOKOM IIPOIIEHTe cry4daes (65%)
U BapbMUPYIOT OT U30/MPOBAHHBIX M3MEHEHMIT
B aHanuse Moun (50%) mo passurtusa OIIII, Tpe-
6ytomtero II3T (15%), 4TO TakXKe COIMacCyeTcs
C ZaHHBIMU JINTEPATYPHBIX UCTOYHNUKOB [1-7].
Hapymenne ¢pyHkunu modex yxxe B ge6ore CB
crydaerca y 65%, u3 Hux y 55% mporpeccupyer
1o TXBII. Pagom aBTOpoB OKa3aHa CBA3Db ONIN-
rypun, cHkeHnst CKO menee 30 my/Mun/1,73m?
B Ie0I0Te, BBIPa)KEHHOII MIepPCUCTUPYIOLIEl Ipo-
TEMHYPUU ¥ XPOHNYECKIX M3MEHEHUIT KITyO0d-
KOB C HEOTATOIIPUSATHBIM «IIOYETHBIM» IIPOTHO-
30M [1, 3, 4]. Pe3ynbpTaTbl COOCTBEHHBIX MCCIIe-
moBaHMIi (peluANBUpYIOLee TedeH e O0Ie3HN,
HePCUCTUPYIOLIAsl IPOTEMHYPUS HePPOTIIECKO-
TO YPOBH;I, TIOBBIIIICHNE YPOBHSA KpeaTHHIHA B Jie-
610Te 607e3HN cBbIie 300 MKMOJIB/JI, CHYDKEHIE
PCK® B nebrote CB menee 45mn/muu/1,73m?) nox-
TBEPXK/JAIOT JAHHBIE ICTOYHVKOB JIUTEPaTyPbL.

/13 BHETOYEYHBIX HEOOXO MO OTMETUTD
TOpakeHue KO, apTpanruu u muanrun (60%),
peuuguBMUpyoI e MHPEKIUU BEPXHUX JbIXa-
TeJIbHBIX 1y Telt (60%), PMHOCHHYCUTBI, BOBJIE-
yenne nmerkux (50%) u rnas (25%). Bknouenne
KOMITBIOTEPHOII TOMOrpauu B IPOTOKON AMa-
THOCTUKY TTOPaKeH Ui TIeTKMX TTO3BOJIAET Yalle
HAaXOIWUTD M3MEHEHNsI, He BBIABJIsIeMbIe TP IIPO-
BefleHuy peHTreHorpaduu [6-9].

Teuernme MII, xkak 1 mopakeHue IOYeK
npu HeM, 6ornee TsKenoe, yeM I'CII. 113 6 Ha-
mux AHITA nosutusBHbIX, focTurmmnx TXITH
nmanueHTos, y 5 Berasaanuch AT x MIIO. s 4
¢ nepenecennsiM OHMK (Bce MIIO-no3uTus-
Hble) — Tpoe mporpeccupoBanu o TXbII. Jle-
rovyHble cuMITOMBI Tpu MII oTMeueHBI pexe,
yeM nipu I'CII, HO Bce MaIMeHTHI C OFHOBPEMEH-
HBIM BOBJIeUeHMEM JIETKVX U TI0YeK BBIIIIU Ha
TXBII B npepenax ogHoro roga. 'H y manuen-
ToB ¢ MII yame acconumpoBancsa ¢ BbICOKOI
JaCTOTOI XPOHNYECKIIX TIOPaXKeHMIT, TOT/ja KaK
npu I'CIT Habmofanock Gornbliiee YUCIO MHTAKT-
HBIX KJIy004KOB. [TTOMepynockiepos Obu1 6oree
BoIpakeH y MPO-AHIIA n0o3UTUBHBIX, 4TO IOf-
TBEPXK/IAETCA U SPYT UMY aBTOPaMU [2,4,9, 10, 12].

B 6onbIIMHCTBE C/Ty4aeB MUKPOCKOIMYe-
cku nipu CB oTMeuasncs MaZoyMMYyHHBII HEKpo-
tusupyromuit I'H ¢ nonynyuuamu, B 4 cny-
Yasgx — cBedeHue 2/3+++ tonbko IgM mnm cna-
6oBbIipaskenHoe 0/1/2++ IPYIMX KIacCOB UM-
MyHOrno6ynnuos u kommiemenra C3, Clgq.
AxcTpakanunsapHaa npomdepanus (1) He
BBISIBJIEHA TO/NIBKO y IBYX MauyeHToB. Hamm-

4ye KJIETOYHBIX ITOTY/TyHUI aCCOLUMPOBATIOCh
C yny4uieHreM GpyHKINY [T0YeK, He3aBUCUMO
ot ucxognoit CK®. XpoHnyeckoe Bocmase-
Hue (I7IOMePYIOCKIepO3, MHTEPCTUIIATbHBII
¢ubpos, TyOyIsipHas aTpous ¢ KNCTO30M), Hrb-
PO3HbIe IONYTYHUS KOPPeIUPOBAIL C IOTped-
HocThio B [I3T ¢ paHHuX 9TaoB 3ab0meBaHms
U IJIOXMM «IIOYeIHBIM» IPOrHO30oM [4, 10-12].
B ornnune ot Plumb LA u coaBTopos, MbI po-
C/IeiM/INU CBSI3b IPOTPeCcCCUpOBaHMSA Hedpura
no TXBII ¢ manuumem MITO-AHITA [12]. Bonee
ANINTENIbHOE BpeMA OT MOMEHTA IIOABIIEHU A
IIePBbIX CUMIITOMOB JI0 IIOCTAaHOBKM MarHo3a,
HapAIy C BBICOKMMM ITOKa3aTelsAMU aKTUBHO-
CTM BAaCKyJ/IMTa TaKyXKe aCCOLMMPOBANNCH C I/IO0-
XM «IOYeYHBIM» VICXO[[OM.
Penupusupylomee TeueHne 0TMe4yanoch
y 0ATY, cpefu HuX Tpoe MPO-nmosutusHbIX
1 OJjHa [eBOYKa C OJJHOBPEMEHHBIM BbISABJIE-
HueM u AT x MPO, n x I'BM. V¥ atoit 17-net-
Hell MalMeHTKY Mop¢oorndecky omycana Jl1
7/13 x1y604KOB, paclpocTpaHeHHbIT Gpubpu-
HOM/IHBIIl HEKPO3 KaIMJIIAPOB, I7T0OAIBHBII
3/13 u cerMeHTapHblit 5/13 ITIOMEPYNOCKIEPO3,
MHTEPCTULMAIBHBIN (1OPO3, BOCHAaIUTeIbHAS
nHpUIbBTpanys, rpaHyIspHas skcrnpeccus 0/1+
IgA, M 1 G B Heck/epo3MpOBaHHbIX y4acT-
KaX KJIyOOUKOB, KaIICy/le ¥ CTeHKaX MeIKMUX
IIOYEeYHBIX apTepuil. JImHeliHOTO XapakrTe-
pa cBedeHuMsi He OBIIO, YTO paCLEHEHO Kak
aHTU BM-KOMITOHEHT 1 HeOIarOIPYSTHBII TIPO-
THOCTMYECKUIT MapKep. JleTanbHbI NCXON IPO-
nsoulesn y ogHoro PR3-nosutnsHOro Manpunka
B CBS3U C UH(EKI[MOHHBIMY OC/IOXXHEHVSIMIL.
CnemyeT OTMETUTD BBICOKYIO YacTOTy AT
KaK B IIE€PMOJ] aKTVBHBIX IPOsABIEeHNIT O0res-
HU (85%), Tak 11 Ha (hOHE ITPOBOIVIMOIT TONKOM-
[IOHEHTHOJT TUIIOTeH3MBHOI Tepanuu (70%), Ha-
nu4rie HouHov Al /vnm HeTOCTaTOYHOTO HOY-
Horo cHyKeHus AJl y Bcex HabIIOaeMBbIX, YTO
TaK>Ke COIVIaCyeTcsA C JAaHHBIMU JIUTePaTyPHBIX
UCTOYHMKOB [12, 13]. AT He TONMBKO OTpakaer
CTEIIEHDb ITOPpa’KEHM A TMOYEYHOI IMapeHXVMbI, HO
U SIBJIAAETCS CYIIeCTBEHHBIM I He3aBUCUMBIM (pak-
TOPOM PUCKa CHIDKEHUS ITOYEeTHON QyHKIVN
U PasBUTUA KapAMOBACKYIAPHOTO MOPAXKEHU
[1, 2]. 3HaunMoe CHM>KEHVE YPOBHSI afNITOHEK-
TUHa, BuTaMuHa [I, obectaTuHa, IOBBILIEHNE
JIENITMHA NOATBEPXKAaeT aTePOreHHYI0 HallpaB-
JIEHHOCTb MeTabOoNMM4yeCcKUX HapyIIeHUIT 1 110-
3BOJIsI€T OTHECTY MALVIEHTOB ¢ He(PUTOM NIPU
CB B rpynny BbICOKOTO pUCKa paHHETO pa3Bu-
TUA KapIMOBaCKY/IAPHBIX HAPYLICHNUIL.
CyulecTBeHHOE IIOBbILIEHME KOHIIEHTpa-
UM MapKepoB akTuBauuy T- u B-mumdoun-
toB (RANTES, BAFF), npoBocnaauTenbHbIX
morekyn (caspase 1, TNFa, IL1P), a Takxe map-
KepoB sHpoTenuanbHoi guchyukunu (VEGF
u TGF1P) y mereit ¢ neppurom Beenctue CB
B CPaBHEHMM CO 3[J0POBBIMU OTPA’KAeT UX BK/IAJ
B UMMYyHoIaTorenes sabonesanus. Edelbauer M.
U COaBT. IPOAHAIM3MPOBANIY MapKephl aKTVBa-
nuu uMmMmyHHoI cucteMel (RANTES, BAFF),
KOMIIOHEHTbBI KOMIIJIEMEHTA, aKTUBaUNM 39HOO0-
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TenuanbHbIX KneTok (SVCAM-1) y 22 meteit
c monryc Heppurom (JTH), 13 ¢ HeppoTnyeckum
cuHApoMoM 1 20 370POBBIX COOTBETCTBYIOLIE-
rO BO3pacTa Jijisl OIpefie/ieH s MapaMeTPOB,
KOppenupyomux ¢ akTuBHocTbhio JIH. ®Opar-
MEHTBI KOMIIJIEMEHTa ajibTepHaTuBHoro (Bb, p =
0,0004), xmaccuueckoro (C3d-CIC, p < 0,0001)
n obmero mytu (C5a, p < 0,0001), yposHu BAFF
(p <0,0001), RANTES (p = 0,0002) u sVGCAM-1
(p =0,0004) 6b1/1M1 3HAYMMO BbILIIe Y IIALMIEHTOB
C aKTHBHBIM II0 CPaBHEHUIO ¢ HeaKTUBHbIM JIH.
[To MHeHMIO aBTOPOB, CUIbHAS KOPPETIALOH-
Hasl CBSA3b (PParMeHTOB aKTMBALIMI KOMIUIEMEHTA
C MapKepaMM aKTMBALMJ MMMYHHOI CUCTEMbI
U SHJIOTEIVOI[ITOB, MOXKET IMETH OOJIbIIIOE 3HA-
YeHue JIIs1 BRISIBIEHUSI PAHHUX 000CTpeHMIT
unu pemuccun JIH y meresi, Mo>xeT oKas3aTbCsA
IIOJIE3HBIM IIPM OljeHKe HOBBIX METOMOB Jie-
YeHMS U IIPU ONpefeeHNN TOKa3aHMit K UX
HasHavyeHn0. COIrTIaCHO IONYYEeHHBIM Pe3yiib-
TaTaM COOCTBEHHBIX MCCAEJOBAHMII, 3HAYMMOE
CHIDKEHVe KOHIIEHTPAI[U MOJIEK YT aKTU BN
T- u B-numdounros (RANTES, BAFF), npo-
BocmanuTenbHbix (caspase 1, TNFa, IL1P) u 31-
potenuanpHoit puchyuxuyu (VEGF u TGF1p)
B nepuop pemuccuy CB nmosBonseT ucnonb-
30BaTh UX B KayeCTBE MapKepPOB aKTUBHOCTU
3abonesanus. Ilopoimenne VEGFE B qunamuke
60se3HM cBbIe 150 IIr/MiI, CHIDKEHNE YPpOBHA
aJMIIOHEKTMHA CBIBOPOTKM MeHee 24 HI/MII,
obecTaTiHa CBIBOPOTKY MeHee 50 Ir/MJI CBsI3aHbI
C IPOTpeccHpyIoNINM TedeHneM Hedpura mpu CB.

3aknwo4yeHue

CB B 1eTCKOM BO3pacTe CONPSAXKEH C TH-
XKEJIBIM OPTaHHBIM MOPakeHUEeM U CMEPTHO-
crpio (5%). Hepput sHaumTenpHO oTATOIaET
HIpOrHO3 3a00/IeBaHM A, HapylleHNe GyHKINK
HO4YeK B fieb0Te 60e3HM OTMedaeTcs B 65%,
nporpeccuposanue o TXBII B 35% cnydaes.
MPO AHIIA-no3uTuBHbIE MAI[MEHTHI TEMOH-
CTPUPYIOT XYALIMIT «IIOYEYHBIN» IIPOTHOS.
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B 6onpmnHcTBe cnydaes (80%) MUKPOCKONN-
yecku npu CB ommcbiBaeTcs MaJOMMYyHHBIN
HekpoTusupyomuii I'H ¢ skcTpakanuanapHon
nponudepanueit (90%). Hanuume xmerou-
HBIX HOYTyHUI! aCCOLMMPYETCH € yIyylleHreM
¢dyHKIMY 1T09eK, HesaBucuMo oT rcxonHoit CKO,
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B II3T ¢ panHux aranoB 3aboeBaHMs U IIJIO-
XUM «IOYEYHBIM» IIPOTHO30M.

3HauMMoe IOBbIIIeH)e KOHIJEHTPalluy Map-
kepoB akTyBanyu T- u B-mumdonntos (RANTES,
BAFF), npoBocnanurenbubix (caspase 1, TNFa,
IL1P) n MapKepoOB 9HJOTeINANTbHO AUCHYHK-
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CKY/IAPHBIX HapyHIeHI/[ﬁ, qTO Tpe6yeT TINATE/IBHO-
IO MOHUTOPMHTA Y CBO€BPEMEHHOII KOPPEKLIMIL.

Penmpusupyoiee TedeHue 601e3Hy, mep-
CUCTUPYIOIasi IPOTENHYPUA HePpPOTUIECKO-
ro ypoBHs, KpeaTuHMH B febrore CB 6ornee
300 mxmornb/n, cunxenne pCK® B ebrore me-
Hee 45mn/MuH/1,73m?, koHuenTpauus VEGF
B Iiepuof pemuccun 607e3Hu cBpiire 150 /v,
cHikeHue nuMdonuros B gebdlore CB Menee
25%, afUIIOHeKTMH CBIBOPOTKY MeHee 24 HI/Mi,
obecTaTuH CBIBOPOTKM MeHee 50 mr/mi cBsi3a-
HBI C IPOTpeccUpoBaHueM HeppuTa Npu Cuc-
TeMHOM BaCKYJINTe.
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