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Pestome. O630p AuTepaTypbl MOCBSILLEH OMMCAHMIO PAAMYHBIX POPM rAoMepyAoHeppuTa (TH) y aeTeri C
MOAVQPTUKYASIOHOM 1 CUCTEMHOM GOPMAMM KOBEHUABHOIO PEBMATOMAHOrO aptputa (KOPA). B AOCTyrnHoOWM
AUTEPATYPE MPEACTABAEH 21 KAMHWHYECKMA CAyYam passutuis H, a mmeHHo: ANCA-QCCoUmmMpOBAHHbIV
[H, mesaHrmonpoAnpepQtnsHuvi H, B TOM ymucae IgA- n IgM-HegponaTts, MeMOpaHO3HAsT Heppona-
s, OKAAbHO-CErMEeHTQPHbLIVI TAOMEPYAOCKAEPO3, OOAE3Hb MUHUMAOABHBIX W3MEHEHWUY, SKCTPAKA-
MAAASIPHBIVE TH.  MexaHusm AOMepPYASIOHbIX MopaykeHu rpu KOPA OOBSICHSIETCST TMneprnpOAyKLUMen
MPOBOCAQAUTEABHBIX LIMTOKMHOB, Q TAKXXE HEPPDOTOKCUYECKMM AEUCTBUEM OQ3UCHbIX MPOTUBOBOCMQ-
AUTEAbHBIX AEKQPCTBEHHbIX CPEACTB. [TOAPOBHO MPOAHAAUSUPOBAHbI KAVHUYECKME MPOSIBAEHUST U 9¢-
EKTMBHOCTb MPOBOAMMOM TePAnun KAXKAOro BapuaHTa H y aAetert ¢ KOPA. boAbLue BCEro rnyGAvKALm
nocsseHo ANCA-accoummpOBaHHOMY [H, KOTOPBbIVI PA3BUACS Y MALUMEHTOB C TOPMUAHBIM TeYEHUEM U
BbICOKOW CTENEHbKO QKTUBHOCTM MOAUAPTUKYASIOHOM 1 cuctemHor gopm tOPA. OcobeHHocTeio ANCA-
QCCOUMMPOBAHHOIO H SIBUAOCb HOAMYME TUMNEPKPEQTUHNHEMUN U MOAKTUYECKU B MOAOBUHE CAYyYQEB —
pPAasBUTE TEPMUHAALHOW MOYEYHOW HEeAOCTATOYHOCTY, HECMOTPSI HA MPOBOAUMYIO UMMYHOAEMpEeC-
CUBHYIO Teparnnto. EAVMHNYHBIE CAYHQW APYTX BAPUAHTOB [H orcaHbl 6oAee 10 AeT Ha3Q4. KAMHNYeCKn
OTMEYAAUCH MPOTEUHYPUSI Y PEXKE — HEPPOTUHECKMI CUHAPOM, HTO CTAAO OCHOBAHUEM AAST MPVKU3HEH-
HOro MOPGOAOINYECKOro UICCAEAOBAHWMS MOYEK. VIMMYHOAEMpeCCHUBHAS Teparvsl ObIAQ 2PGEKTUBHOM Mo
ME3QHIMOoNPOAMGEPATUBHOM [H 11 GOAE3HM MUHUMQABHbIX M3MEHEHMV. BO BCex CAy4asiX npuvi pOKAAbHO-
CEerMeHTQPHOM FAOMEPYAOCKAEPO3E, DKCTOAKAMUAASIPHOM [H OTMEYEHO pOPMMPOBAHME TEPMUHAABHOM
MOYeYHOM HeAOCTATOYHOCTU. BAQronpusiTHbIVI MPOrHO3 OKA3AACS Y AeTek C MeMOPAHO3HOW HepPOonaTu-
ev, UHAYLIMPOBAHHOW MPernaparamMm, MOCAE OTMEHbI MOCAEAHUX. [TPeACTABAEHbI IyOAMKALMK C MOAOXKM-
TeAbHbIM TEPQANEBTUYECKUM SDDEKTOM MPUMEHEHMS FEHHO-UHXXEHEPHbIX BUOAOTMYECKMX MPENAPQATOB MPU
ANCA-accoummpoBaHHoM H, IgM-Hegponarim, ropMOHOPESUCTEHTHOM BAPUAHTE GOAE3HU MUHUMAAb-
HbIX M3MeHeHW y pAeTen C IOPA.

KAtoueBble CAOBAL: 10BEHUABHBIV PEBMATOMAHBIV QRTOUT, AETU; TAOMEPYAOHEPDUT

IOBenmmbHEBI peBMaTounHbiil apTput (FOPA) — xpo-
HUYecKoe 3abojieBaHue neTeld 10 16-JeTHero Bo3pacTa ¢
BEIYIIMM CYCTaBHBIM CUHIPOMOM M BO3MOXKHBIM BOBJIeYe-
HHEM B Mpoliecc BHyTpeHHUX opraHoB [1—4]. [TopaxeHue
nouek npu FOPA y neteit ycyryoJisieT TedeHrue OCHOBHOTO
3a00JIeBaHUSI U €ro TporHo3s [5, 6]. CTpykTypa modeyHoit
MaToJIOTUU MPeACTaBIeHa BTOPUYHBIM aMUJIOUI030M, TJI0-
MepyJIOHe(PUTOM, TYOYJTOMHTEPCTULIMATBbHBIM HE(PPUTOM
[7]. Ocob6oe BHumanue npu FOPA ynensiercs BTopuuHOMY

AA-amMmIonIo3y TOYeK, KOTOPBI B HAcToOsIIee BpeMst
pa3BUBaETCS PEIKO U YK€ BO B3pOCIIOM BO3pacTe, 6yiaroia-
PsI DOCTVKEHUIO KOHTPOJIs 3a TeueHreM FOPA ¢ momoiiibio
MMMYHOOMOJIOTHYECKMX IpernapaToB [8—10].

e paboThl — aHaIM3 JTaHHBIX MEAULIMHCKUX ITyOJIH-
kauuit B 6azax PubMed, Medscape, WebM D, MedlinePlus
T10 TJIOMEPYJISIPHBIM MopaxeHusiM nouek rpu KOPA y neteii.

B nocrymnHoii auTeparype Mbl OOHApPYKUJIWM ONKUCAHUE
21 KJIMHUYECKOro Cilydyasl pa3JUYHbIX BapUAHTOB TJIOME-
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pyiaonedputa (I'H) y nereit ¢ FOPA, a umenHo: ANCA-
accouuupoBaHHbIi romepyaoHedput (ANCA-TH), me-
3aHruonpoudepatuBHblii riomepyaoHedbput (MIITH),
B ToM uuncie IgA- u IgM-Hedpomnarusi, MeMOpaHO3Hast
Hedpomatust (MH), dokanbHO-CerMEHTapHBIN TJIOMepy-
nockiepo3 (PCI'C), skcrpakanuiuisspHbiii ['H, Gone3Hb
MUHMMaIbHbIX u3MeHeHuit (BMU).

HauGosnbiliee Koau4ecTBO MyOIMKALMI TOCBSIIEHO
ANCA-TH y mereit ¢ FOPA. Knuanueckast xapakTepucTr-
Ka TaHHbIX MALIMEHTOB MpeacTaBieHa B Ta0. 1.

Kak Bumgno u3 tabn. 1, cpeau 6oiapHbIXx ¢ ANCA-TH
npeobyagaayd 1eBOYKU. B OCHOBHOM €T OBbUIM IIKOJb-
HOro BO3pacTa, IBa pebeHKa — paHHero Bo3pacta. Ilo-
JIMapTUKYJIsgpHast U cuctemHass dopmbl FOPA BcTpeua-
JINCh OIMHAKOBO YaCTO, OCOOEHHOCTBIO X TeUEHMSs Oblia
CTOMKO COXpaHSIIOIIAsiCsl BBICOKAsl CTEeHb aKTUBHOCTH
3aboneBanus. Cpoxk Bo3HukHOBeHUsS ANCA-TH ot nme-
6rota FOPA Obln pa3nuunHbiii — ot 1 10 6 ner. OCHOBHBI-
MU KinHuYeckuMmu nposisneHusiMu ANCA-T'H sasnsuinch
M30JIMPOBaHHAsE MUHUMAaJIbHAsI TIPOTEUHYPUSI, B YEThIPEX
cydasx B COYeTaHMM C TeMaTypueid, TOBBIIIEHHBIN ypo-
BEeHb KpeaTHWHMHA B KpoBU. [Ipu 3TOM y omHOTO pebeHkKa
TUTNepKpeaTUHUHEMMST ObUla eMUHCTBEHHBIM MPU3HAKOM
ANCA-TH [11].

Kak mpenmosaraloT uccieaoBaTesn, MPUIMHON pas-
Butuss ANCA-TH y nereit ¢ FKOPA saBnsieTcst BbICOKHUIA
YPOBEHb TPOBOCHAIUTEIbHBIX IIUTOKMHOB M aHTUTEN K
muroriaszMe HentpodpmioB (ANCA) [14—16]. Crnenyer

OTMETUTh, YTO Pe3yJbTaThl CKpuHMHIAa ypoBHsI ANCA y
neteit ¢ FOPA mokasanu ero mosbileHue B 35—45 % ciy-
yaeB [17, 18]. O6paiiaer Ha ceOs1 BHUMaHUE MCCleI0Ba-
Hue M. Speckmaier et al. [19], B KOTOpOM YCTaHOBJIEHO,
YTO Jae MpPU OTCYTCTBUU KIMHUYECKUX Tpu3HakoB 'H
yBenmueHue tTutpa ANCA y neteit ¢ FOPA HaGnonaercs B
TPM pa3sa yalle, 4yeM aHTHHYKJICAPHBIX AaHTUTET.

B onmcanHbIx Oosiee 15 et Ha3zaa KIMHUYECKUX CIIy-
yasgx ANCA-T'H y mereit ¢ FOPA mpeampunsaTa myiabc-
Tepanusl MPeIHU30JIOHOM B COYETAaHUM C Pa3IUnIHBIMU
UMMYyHOJeIpeccaHTaMu (LuKIodocdaMua, a3aTUOIPUH,
MeTOoTpeKcaT, MuKodeHoaata Mmodetui). JlaHHoe JedeHne
oKazajaoch Hed(h(GEeKTUBHBIM, ITOCKOJbKY HabJI01a10Ch
(bopMupoBaHue TepMUHATLHON IMOYEYHON HEIOCTATOU-
Hoctu. YcnemHoe jedyeHue ANCA-TH y pebenka ¢ KOPA
AHTarOHMWCTOM pelenTopa WHTepieiikuHa-1 (mpemapar
aHakuHpa) otMeueHo A. Belot et al. [14].

Takxum o0Opa3zoM, ISI CBOEBPEMEHHOI AMAarHOCTUKU
ANCA-TH y nmereil ¢ BBICOKOIl CTEIEHBIO AKTUBHOCTU
CUCTEMHOU WM TOAMapTUKyIsipHOir dopmbl KOPA, He-
CMOTpSI Ha TIPOBOJAMMYIO Oa3MCHYIO Teparuio, IoKa3aHo
BKJTIOUEHME B KOMILIEKC OOCJICIOBAHUS U3YYeHUST YPOBHS
ANCA, npoTeHypux U CBIBOPOTOYHOIO KpeaTuHMHA.

MeszanruomnpoaudepaTuBHbI IJIOMEPYI0HEe(PUT
ONMCaH B JOCTYIHOI JUTepaType y YeThIpeX MallMeHTOB
¢ FOPA [20—23]. ®opmbl FOPA ObUTM pa3inyHbL: CUCTEM-
Has (2), nonuaptukyasipHas (1) U oauroapTUKyJsipHas
(1). Mpusznaku MIIT'H ormeueHbl B TeUEHKME TIEPBBIX TPEX

Ta6bnuya 1. Knunndeckmne cnydyan ANCA-I'H y gerevi ¢ FOPA no gaHHbIM nuteparypbl

Cpok KnuHunyeckue nposisneHus N'H

Bos- | o || EEELL

ABTO pact ma | BeHa IH T kpea- . - | ANCA Ucxo

P (net)/ | \opa |OT A€6l0Ta| Otekn | Al | TMHUHA Mpove- | lema 8
non IOPA (B B KPOBMU MHypus Typus
ropax)
TepMmuHanbHas
noyeyHas He-

) [OCTaTO4HOCTb.
Dhib M. 12/n r 5 B B * - B + MoyeyHas 3a-
etal., 1996 MECTUTENbHAS
[11] Tepanus

Bbizgoposne-

10/ n - - - — + + + e

Washiza-

wa K. et al., 12/ C 3 - - - + + + HeT gaHHbIX

1998 [12]

Hwang Y.S.

et al., 2005 15/m mn 3 - - + + + + Beisnopoene-
Hue

[13]

0,9/n C 1 - - + + - + NeTanbHbIn
TepmuHanbHas
noveyHas He-

Belot A.
_ _ _ [0OCTaTOYHOCTb.
ﬁt‘al., 2012 4/n C 6 + + + Modeunas 3a-
MeCTUTENbHas
Tepanus
1,3/m C 4 - - + + + + Pemunccuns

lMpumeyaHus: g — AeBOYKN; M — Manbynku; C — cuctemHas popma IOPA; 1 — nonunaptukynsapHas ¢popma FOPA;
Al — apTepunanbHasi runepTeH3nsi; «+» — Hainymne rnpu3Haka; «—» — OTCYTCTBUE NPU3HaKa.
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net reyeHust FOPA, a B omHOM ciiyyae MOSIBUIKCh 3a 4 roaa
JI0 pa3BUTHSI CycTaBHOTO cuHapoma [22]. KinuHudeckue
cumntoMbl MITTH npu FOPA nipencraBiieHbl y 0HOTO pe-
OeHKa KiaccuueckuM Hedporuueckum cuHapomoM (HC)
[22], y Tpex 60IbHBIX — OECCUMITTOMHOI YMEPEHHOI Mpo-
TeUMHypHUeil, B ABYX CllydasX B COUETAHUU C reMaTypuei.
IMpoBeneHHOE MMMYHOMIIOOPECIIEHTHOE MCCIIeTOBAaHKE
HedpobronTara y IByX OOJbHBIX TTO3BOJIMIIO TUATHOCTH-
poBaTth IgA- m IgM-nedponarmio [22, 23]. B nedenun
Tpex 6oabHbIX ¢ MITT'H npuMeHsIIuch KOPTUKOCTEPOUIBI
Kak B BHJE MOHOTEpAIuM, TaK 1 B KOMOMHAIIMU C ITUTO-
cratukamu (Metotpekcar) [20, 21], maumeHty ¢ IgM-
Hedpomnatueid no0aBjieH MHIUMOUTOp (haKTopa HEKpo3a
onyxoau o (MPHOw) — npenapar nHdaukcumad [22].
[Mpu IgA-Hedpomnatun ucCHoNb30BaJaCh MOHOTEpanus
MHIMOMTOPOM aHTMOTCH3MHIIpeBpaliamlero QepmMeH-
Ta [23]. Bo Bcex mpencTraBiIeHHBIX KIMHUYECKUX CITydasiX
Obu1a focturuyta pemuccust MITT'H [20—-23].

ABTOpBI  OTIPENENISIIOT  3HAaYeHWEe WHTepJieKnHa-6
(IL-6) B matorenese kak FOPA, tak u MIITH [24-27].
IToka3zaHo, 4TO JOKaabHasl aKTUBAIUST KJIACCUIECKOTO U
TPaHCCUTHAIBLHOTO IyTH I1L-6 yuacTByeT B pa3BUTUU ayTO-
MMMYHHBIX U BOCITAJIMTEIbHBIX 3a00J1eBaHUll TTouek [28].
JlokazaHO, 4TO MPOBOCTAJIUTEIbHBIN UTOKUH IL-6 yya-
CTBYET B MAaTOJOTMYECKUX HAPYILIEHUSIX ME3aHTUyMa, YCHU-
JuBas ero npoaudepainio u ckiaepos [29]. Kpome artoro,
Me3aHTHaJIbHbIE KJIETKU TaKXKe MOTYT ceKpeTupoBaTh 1L-6
U aKTUBUPOBATh BOCHAJIMTEJIbHBIC KJIETKU, KOTOPbIE UTpa-
JOT BaXHYIO POJib B UMMYHHOM M METa0OJMYECKOM I10-
BpexneHuu movex [30].

MeMOpaHo3Hasg HedpoIaTus oIycaHa y Tpex HaeTeit
IIKOJIBHOTO BO3pacTa ¢ IMOJUAPTUKYISIPHOW M CUCTEM-
Hoit ¢dopmamu IOPA [31-33]. Bosnmknosenune MH
OTMEUEHO B TeyeHWe ofHoro roga ot nebdiorta FOPA u
MPOSIBUIOCH OECCUMIITOMHONM MpPOTEUMHYpUE pas3iand-
Holi cteneHu. Kpome atoro, y AByX maliMeHTOB HaOII0-
JaJIOCh TIOBBIIIEHKWE YPOBHSI XoyiecTepuHa KpoBu [31,
33]. PyHKIMOHATBHOE COCTOSTHUE MOYeK He ObLI0 Ha-
pyueHo. Boznuknosenue MH npu FOPA uccnenosarenu
CBSI3BIBAIOT C MCIOJIb30BAaHMEM TaKWX MpPeraparoB, Kak
D-nenunmmiamu [32], OyunimaMuH (SITTOHCKUI aHAor
D-nenunummiamuna) [31]. TTonoxuTenbHbI TepaneBTU-
YeCcKUii 3¢ @EKT TOCTUTHYT Y ABYX JETei IMyTeM OTMEHBI
MPUYMHHO-3HAYMMOTO TIpeTiapaTa, WHIYLIMPOBABIIETO
paszsutre MH. Oco0bIii KIMHNYECKUI CIydail OTMEUYeH Y
pedeHnka ¢ cucremMHoi ¢opmoii FOPA, KoTophlii pa3Bui
MH B pesyibrate TpuMeHEeHUs BHYTPUBEHHOTO MMMY-
HoryoOyauHa, a 3,5 roaa rmo3ke — 3KCTpaKanWUISIPHbBII
I'H. HecMoTps Ha mpoBOIMMYI0O UMMYHOIEIPECCUBHYIO
Teparuio, pa3Bujiach TepMUHaIbHAas MOYeyHask HeIoCTa-
TOYHOCTH [33].

DokallbHO-CerMeHTapHbIIi IJTIOMEPYI0CKIEPO3 OMUCaH
y TpeX MalMeHTOB, U3 HUX Y ABOUX JIETE C MOJUAPTUKY-
JISPHOM M OTHOTO — C OJIUTOAPTUKYJIsIpHO# hopmoit FOPA
[34—36]. Cpok BosHukHoBeHus1 ®CI'C ot nebrora FOPA
coctaBu oT 4 mecsueB 10 3 aetT. Knuunuecku ®CIC y
OOHOTO IMallMeHTa TposiBisicsa kinaccmyeckum HC [35],
B IBYX IPYTUX CIydasX — yMEPEHHOU IpoTenHypuei [34,
36]. ITpu 5TOM y OZHOTO pebeHKa MPOTEMHYPHUS COYETa-

Jlach C reMaTypueil U apTepualibHOIl rurnepreH3ueii [34].
Bcem mamumentam ¢ @CI'C HazHauyeHa IyJbC-Tepariust
MPEeAHU30JIOHOM B KOMOMHALIMY C a3aTUOTIPUHOM, OIHAKO
MOJIOXUTEJbHOrO 3¢ deKTa OT JIieueHUsI He ObUIO JTOCTUT-
HYTO HU B OIHOM ciiyyae. Mcxon 3aboneBaHus — pa3BUTHE
TepMUHAIBHOM ITOYEUHOI HeTocTaToOuHOCTH [34—36].

BonesHb MUHUMATBHBIX MU3MEHEHMI TpeIcTaBieHa B
HabmoneHun M. Lévy et al. [36] y pebenka 15 net. JIeGioT
BMMU otMmeueH uepe3 2 roga OT Havyaja MOJMAPTUKYJISIP-
Hoit popmbl FOPA. OCHOBHBIM KIMHUYECKUM IIPOSBICHU -
eM BMMU Ob11 K1accuuecKuii HePOTUIECKUIT CUHIPOM,
TOPMOHOYYBCTBUTEJIbHBI BAPUAHT CO CTOMKON peMUCCHU-
eil. ABTOpbI He OOBSICHWIM MeXaHu3M pa3Butusi bBMU y
JIAHHOTO TallMeHTa.

[MpencraBnsitor uHTEepec KinHU4yeckue ciaydan HC,
KOTOpbIE HECKOJIBKO JIET MPEIIIECTBOBAIN TOSIBICHUIO
npusHakoB KOPA y nByx mereit pannero Bospacta [37, 38].
[MaTorenernueckyto cBsa3b HC u FOPA wuccnenosarenu
OOBSICHSIOT cienyoluM oopazoM. Oba COCTOSTHUSI CBSI-
3aHbI ¢ guchyHkmueil T-mmM@ounToB, N30BITOYHBEIM 00-
pa3oBaHUEM HMPKYIUPYIOINX (HAKTOPOB M aHOMAJTbHOM
akcnpeccueit HUTOKMHOB [39]. Takke MMEIOT 3HaYeHUE
reHeTh4YecKasl TpeapacroioKeHHOCTh M CBSI3b C aHTH-
reHaMu HLA-DR w13 ocHOBHOro komriekca rucTOCOB-
Mectumoctu tuna II [40, 41]. ¥V omHoro pebGeHka uepe3
4 roma, y Apyroro — uepes 8 jiet auarHoctupoBaH FOPA
u otmeveH peuuauB HC [37, 38]. B ogHoM ciydae ycra-
HOBJIEH OJIMToapTUKYJIsipHbIii BapuaHT FOPA [37], B npy-
roM — 3HTe3uTaccolmrpoBaHHblit [38]. [TonoxuTebHbI
3¢hdEKT OT NIIOKOKOPTUKOUIAHONW M IIUTOCTATUYECKOM
Teparnuu ObLT OTMEYeH y ogHOro 6osibHOTO [37]. Y BTOpO-
ro pebeHKa cTaHHapTHas Tepamus AMarHOCTUPOBAHHOM
BMMU u3-3a HeappekTUBHOCTH ObLIA 3aMEHEHa IIperapa-
TOM BTaHEPLENT, MPUMEHEeHUEe KOTOPOTO MIPUBEJIO K IOJI0-
JKUTETBHOMY TepareBTUYECKOMY 3(PhEKTY 1 JOCTUKEHUTO
pemuccuu kKak FOPA, tak u HC [38]. I1pu atom cienyet
OTMETUTb HaJIuuMe B JIUTepaType OIMUCAHHOrOo ciydyas
SKCTPAKANMIISIPHOTO, WM «IoJyayHHoro», I'H kak mo-
OOYHOro NeCTBUA Tpernapara 3TaHepuUenT y pedeHka 15
Jiet ¢ ricopuatudeckum FOPA [42]. OCHOBHBIMM KJIMHUYE-
CKUMU TIposiBJieHUsIMU JaHHoro I'H Obln apTepuanbHas
TMTIEPTEH3MsT, HapyIIeHUsT (GYHKLIUKM TIO0YeK, yMepeHHas
MpoTenHypus 1 reMatypusi. Ha doHe mynabc-tepanuu me-
TUJITTPETHU30JIOHOM M OTMEHBI TTpeTiapata TaHepIenT Jye-
pe3 1 Mecslir oTMeueHa MOJIOKUTeIbHAsT TMHAMUKa B BUIIE
HopMaau3aluu GyHKIUY Imouek [42].

3aKAloYeHue

B nuteparype nMmeercs onucaHue OTASJbHBIX KIUHU-
YECKUX CJIydyaeB pasiMuHbIX (GopM TioMepyroHedpuTa
y JeTeil ¢ MOJMApTUKYJISIPHON M CUCTEMHOI (opMaMu
FOPA. MexaHu3M riomMepyiasipHbIX rmopaxkeHuii mpu FOPA
OOBSICHSIETCSI  TUIEPIPOAYKIIME  TMPOBOCTIATUTEIbHBIX
LIMTOKMHOB, a TakXe HEe(PPOTOKCUYECKUM JeHCTBUEM
0a3UCHBIX TPOTMBOBOCTIAIUTEBHBIX  JIEKAPCTBEHHBIX
CPEJICTB.

bonbme Bcero mnyomukamumii mocBsmeHo ANCA-
accoruupoBaHHoMy I'H y manmeHTOB ¢ TOPNMIHBIM Te-
YeHWeM U BBICOKOU cTemneHblo akTuBHOCcTU KOPA. Oco-

44 Pocki, ISSN 2307-1257 (print), ISSN 2307-1265 (online)

Vol. 10, No. 1, 2021



Oraga / Review

6eHHocThiO ANCA-accouuupoBanHoro ['H  saBisiercs
HaJlMyue TUMEePKPeaTUHUHEMUN U MPAKTUYECKU B IMOJO-
BUHE CJIy4aeB — pa3BUTUE TEPMUHAIBHON MMOYCUHON He-
JIOCTATOYHOCTH, HECMOTPsI Ha IPOBOIMMYIO MMMYHOJIE-
MPECCUBHYIO TEPAITHIO.

Enunuuneie knuHuveckue ciaydyaum MIITH, BMMU,
DOCI'C, akcrpakamuisipHoro I'H y nmeteit ¢ FOPA omm-
canbl 60s1ee 10 et Ha3ad, KIMHUIECKU OHU TTPOSIBIISIINCH
MPOTEUHYpPUEH U pexke — HePPOTUIECKUM CUHIPOMOM.

TepaneBTnueckass 3¢ GEKTUBHOCTh  MPUMEHEHMUS
TeHHO-MHXXEHEPHBIX OMOJOTMYECKUX IpernaparoB y Je-
teit ¢ FOPA npu ANCA-accouuupoBanHom I'H, IgM-
HedponaTuu, TrOPMOHOPE3UCTEHTHOM BapuaHte bMMU
SIBJISIETCS] MOATBEPXKIEHUEM OOITHOCTU MAaTOTEHETUUECKUX
mexaHusMoB I'H u FOPA.

Takum o6pa3oM, BCeM JETSIM C BBICOKOI CTENEeHbIO aK-
TUBHOCTU MOJUAPTUKYJSIPHON U cucteMHoit (popm FOPA
11 cBoeBpeMeHHoM auarHoctuku 'H Heobxonumo mpo-
BOJWTb aHAJIU3 MOYM, MOHUTOPUHT YPOBHSI KpeaTUHUHA B
KPOBH, B CJTydae BBISBJICHMS TTATOJOTUICCKUX U3MEHEHMIA
noka3aHo rccienoBath ypoBeHb ANCA.

KoH(aukT HHTEpecoB. ABTODHI 3asBJISIOT 00 OTCYT-
CTBUM KaKOro-anbo KOH(JIUKTa MHTEPECOB U COOCTBEH-
HOIf (D)MHAHCOBOI 3aMHTEPECOBAHHOCTU IIPU ITOJATOTOBKE
JTAaHHOM CTaThU.
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Renal glomerular lesions in children with juvenile rheumatoid arthritis
(literature review)

Abstract. The literature review describes the different forms
of glomerulonephritis (GN) in children with polyarticular and
systemic forms of juvenile rheumatoid arthritis (JRA). In the
available literature, there are 21 clinical cases of GN: ANCA-
associated GN, mesangial proliferative GN, including IgA- and
IgM-nephropathy, membranous nephropathy, focal-segmental
glomerulosclerosis, minimal change disease, and extracapillary
GN. The mechanism of glomerular lesions in JRA is explained by
hyperproduction of pro-inflammatory cytokines and by nephro-
toxic action of basal anti-inflammatory medications. The clinical

manifestations and the effectiveness of treatment of each variant of
GN in children with JRA were analyzed in detail. Most publica-
tions are devoted to ANCA-associated GN, which developed in
patients with a torpid course and a high activity of polyarticular
and systemic forms of JRA. The peculiarity of ANCA-associated
GN was the presence of hypercreatininemia and in almost half of
cases the development of terminal renal failure, despite conducted
immunosuppressive therapy. Single cases of other variants of GN
were described more than 10 years ago. Proteinuria and the rare
nephrotic syndrome were clinically observed, which was the rea-
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son for intravital renal morphological examination. Immunosup-
pressive therapy was effective in mesangial proliferative GN and
minimal change disease. All cases of focal-segmental glomerulo-
sclerosis, extracapillary GN were accompanied by the formation
of terminal renal failure. Favorable prognosis appeared in children
with drug-induced membranous nephropathy after their with-

drawal. There are publications on a positive therapeutic effect of
genetically engineered biological drugs in ANCA-associated GN,
IgM-nephropathy, and a hormone-resistant variant of MCD in
children with JRA.

Keywords: juvenile rheumatoid arthritis; children; glomerulone-
phritis

bopwucosa T.I1., CamcoHeHko C.B., BakyaeHko A.I., Makosindyk O.A.
A3 «AHIMPONeTpoBCbKA MEAMYHA aKAAEMIst MIHICTEPCTBA OXOPOHM 3A0POB ST YKpQiH», M. AHINPO, YkpaiHa

FAOMEPYASPHI YPOXKEHHS HUPOK Y AiTel 3 IOBEHIAbHUM PEBMATOTAHUM APTPUTOM
(OorAsA AiTepatypm)

PestomMe. Orsin nitepaTypu NpyuCcBsIUEHUI OMUCY Pi3HUX GOpM
rnomepynoHedbpury (I'H) y aireit i3 noniaptukyiasipHoro i cuc-
TeMHOI0 (hOpMaMU IOBEHITLHOTO peBMaToigHOTO apTpuTy (KOPA).
VY noctymHiil mitepatypi npeacTtaBieHo 21 KIiHIYHUMII BUITAIOK
po3Butky I'H, a came: ANCA-acouiiioBanuii 'H, me3aHrio-
npojicdeparuuuii 'H, y Tomy uucni IgA- i IgM-nedponaris,
MeMOpaHO3Ha Hedporarisd, (OKaJIbHO-CeTMEHTAPHUI TJIOMe-
PYJIOCKJIepo3, XBOopoOa MiHIMaJbHUX 3MiH, €KCTpaKaIliJisspHUi
I'H. MexaHi3m miomepyisspHux ypaxkeHb npu HOPA mosicHio-
€ThCSl TINEePrpoayKIi€lo Mpo3anaibHUX LIUTOKIHIB, a TAKOX He-
(GPOTOKCUYHOIO Hi€l0 0a3MCHUX NPOTU3ANaIbHMUX JIIKAPCHKUX
3ac00iB. JleTalbHO MTpoaHali30BaHi KJIiHIYHI MPOSBU i1 eDeKTUB-
HiCTh npoBeaeHoi Tepamnii KoxxHoro Bapianty I'H y miteit 3 KOPA.
HaiiGinbme mny6nikauiii npucssueHo ANCA-acouiiitoBaHoMy
I'H, 1o po3BuHYBCs Yy MALI€HTIB i3 TOPITIIHUM I1epebirom i Bu-
COKMM piBHEM aKTMBHOCTI MOMIapTUKYISIPHOI i CUCTEMHO1 (hopm
KOPA. Ocobnusictio ANCA-acoriiiioBanoro I'H cranu HasiBHIiCTb
rinepkpeaTrHiHeMii i MPaKTUYHO B IMOJIOBUHI BUIMAAKIB — pO3-

BUTOK TepMiHaJIbHOI HUPKOBOI HEJOCTAaTHOCTI, HE3BaXalouMu Ha
MpOBeNIeHy iMyHOAeNnpecuBHy Tepamnito. [looaMHOKI BUTAAKU
inmux BapianTtiB ['H ommcani 6inbiie 10 pokiB Tomy. KiiHiuHO
BiI3Hayaaucs MpOTeiHypist i pidiie — HedPOTUYHUIN CUHAPOM,
1[0 CTaJO MiACTaBOIO sl MPUXUTTEBOrO MOP(MOJOriyHOIO I0-
CHiIKeHHs HUpoK. IMyHozenpecuBHa Tepartist 0ysa echeKTUBHOIO
npu MesaHrionpoiidepatuBHoMy I'H i xBopobi MiHiMambHMX
3MiH. Y BCiX BUIagkax Mpu (poKaJlbHO-CETMEHTAPHOMY LJIOME-
pyJockieposi, ekctpakaniasspHomy I'H BinzHaueHo (popmyBaHHsI
TEepMiHaJIbHOI HUPKOBOI HemocTaTHOCTI. CpUSITIMBUIN TPOrHO3
BUSIBUBCS Y AiTell i3 MeMOpaHO3HOIO He(hpOIIaTi€0, iHAYKOBAHOIO
npenapaTamu, ITicJIsi ckacyBaHHsI ocTaHHix. Hamani myOmikarii 3
MO3UTUBHUM TEPAreBTUYHUM e(heKTOM 3aCTOCYBAHHSI TEHHO-1H-
>KeHepHUX Oiostoriunux rnpenapatis mpu ANCA-acoliiioBaHOMY
I'H, IgM-Hedpomnatii, ropMOHOPE3UCTEHTHOMY BapiaHTi XBOPO-
O0u MiHiMaIbHUX 3MiH y aiteit 3 FOPA.
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