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Lenp ucciaenoBanus: OLEHKA TedeHNs] i HCXO/I0B BOJYAHOYHOro HedpuTa y nereii; onpenenenue 3¢)(eKTHBHOCTH HCTIOIb30BAHMS
HMHrMOMTOPOB AHTHOTEH3MHNIPeBpPaIaouero epMeHTa NpU BOJTYAHOUHOM Hedpure.

XapakrepucTuka aereii 1 meTopl. 3a 20-1eTHHIT IePHO MPOAHATM3UPOBAHBI IaHHbIE 0 36 JETIX C CHCTEMHOU KPACHOI BOTYAHKOI
M BOTYAHOYHBIM He()PUTOM B Bo3pacTe ot 5 10 17 jet.

Pesyasratel. B 72,2% ciiyyaeB Ha0Mo0aJ0Ch MOpPaXKeHHe MOYeK B [e0l0Te 3a00/1€BaHNsA, OTMEYEHO TSKEJI0e, PeluIuBUpyolee
TeyeHHe BOTYAHOYHOro Heppura. Hedppormueckuii cuaapom passuiics B 47,2% ciayyaeB. Bee manyenTs! mosryyain KOMILIEKCHYIO
Tepanuio: KOPTHKOCTEPOuIbl, IUKI0Gochan, a3aTHONPUH, CeleKTHBHbIE UMMYHOCYNpeccopbl. Y 23 neTeii MPpOBeIeHO HCCIeNo-
BaHMe N0 onpeeeHui0 () ()eKTUBHOCTH TePANUH SHAIANPUIOM, HA3HAYAEMOIi C eIbI0 HeponpoTeKunu. BoisiBieHO, YTO AaHHBII
npenapar yJiIyduaeT oTAajeHHble pe3yabTaTl. Hadmonanoch cHIZKeHHe YacTOThI pelMIUBOB 3200/1eBaHus B 2 pa3a, yMeHbIIEeHHe
YPOBHSI CYTOUHOIi poTenHypun B 5 pa3. [laTuneTHss BbokuBaeMocTh otMedeHa y 100% naunuentos, 10-netnss — y 91,6%, Tep-
MHHAJIbHASL CTA/INSA NMOYEYHO! HEJOCTATOYHOCTH AMarHoctupoBaHa y 8,4% nereii. Bo B3pociaom Bo3pacte ymepiu 5 nmanueHToB
(erampHocTs 13,9%).

3akmouenne. /leTn ¢ BOJTYAHOUHBIM He()PUTOM HYXKIAIOTCA B JUIMTEIbHOIN MoaepKuBaomeil Tepanuu. Vcnoab3oBanue cenek-
THBHBIX IMMYHOCYTIPeCCOPOB 1 HehPONIPOTEKTOPOB CIIOCOOCTBOBAIN BbKMBAEMOCTH MOYEK.

Karouesvte caoea: demu, cucmemHas KpacHas 60A4aHKA, B0AHAHOUHbII Hedhpum, XPOHUUeCKas 00Ae3Hb noueK, UHUOUMOPbl AHSUO-
MEeH3UHNPespawaue2o gepmenma, 00ulas 8biJICUBAEMOCHb, BbIICUBACMOCHTb HOHEK.

Ana untupoBauns: Makoseukasi I".A., Masyp J1.U., Bopucosa O.B., bapuHos B.H., CegawkuHa O.A., bapaHHukoBa E.A. Bon4aHOo4HbI HEGHpUT
B neamnarpu4eckori npaktuke: 20-neTHui oneiT HabmoaeHwid. Poc BecTH nepuHaton n neanarp 2020; 65:(6): 108-115. DOI: 10.21508/1027—-
4065-2020-65-6-108-115

Purpose of the Study: assessment of the course and outcomes of the lupus nephritis in children; determination of the efficiency of use
of the angiotensin-converting enzyme inhibitors for the lupus nephritis.

Children Characteristics and Study Methods. Over a 20-year period, we analyzed the data of 36 children with the systemic lupus
erythematosus and lupus nephritis at the ages from 5 to 17 years.

Results. In 72.2% of the cases, the kidney damage was noted at the disease onset, and the severe, recurrent course of the lupus
nephritis was registered. The nephrotic syndrome has developed in 47.2% of cases. All patients received the comprehensive treatment:
corticosteroids, cyclophosphamide, azathioprine, selective immunosuppressants. A study was conducted for 23 children to determine
the efficiency of the enalapril treatment prescribed for the purpose of the nephroprotection. It was revealed that this drug improves
the long-term results. There was registered the twofold decrease in the disease recurrence rate, fivefold decrease in the level of daily
proteinuria. Five-year survival rate was observed in 100% of the patients, 10-year — in 91.6%, end-stage renal failure was diagnosed
in 8.4% of the children. 5 patients died in adult life (mortality rate is 13.9%).

Conclusion. The children with the lupus nephritis require the continuation maintenance therapy. The use of the selective immunosup-
pressants and nephroprotectors has contributed to the renal survival.

Key words: children, systemic lupus erythematosus, lupus nephritis, chronic renal disease, angiotensin-converting enzyme inhibitors,
overall survival, renal survival.
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Maxkoseyxas I'A. u coaem. BonuanouHblil HepUT B MeAUATPHUECKOit MpakTHKe: 20-JTeTHHMIT ONBIT HAOMIOAEHU I

CI/ICTGMHaH KpacHas BOJTYaHKa — XPOHMUYECKOE ayTO-
MMMYHHOE 3a00JieBaHUe, UMEIoIIee TSKeJloe Teue-
HUE U cepbe3Hblit TPorHos. ¥ 44—70% malueHToB ¢ 1aH-
HOI1 00JIe3HBIO, HAYMHAIOIIEHCS B JETCTBE, pa3BUBAETCSI
BOJTYAHOUHBIN HE(PUT — TKEIOE OCIOXKHEHUE, BIIUSIO-
111ee Ha BBDKMBAHUE M KAYECTBO KU3HU OOJbHBIX [ 1—4].

MenunHckass reorpadus  3a0ojieBaHUSI  BeJIMKa.
PervoHaabHble M STHUYECKHWE OCOOEHHOCTH TEUCHMS
U WCXOJOB BOJMAHOYHOTO HedpuTa y AeTell aKTUBHO
o0cyX/aroTcss B 3apyOexHoil JMTeparype. MHorue
HCCIIeIOBATEN N U3 Pa3HbIX CTPaH MPEICTaBISIOT Pe3yIb-
TaThl PETPO- M MTPOCTICKTUBHBIX HAOTIONEHUI Ha MPOTSI-
>xeHuu 5 jiet u 6onee [5—9]. D. Batinic u coast. (2015) [5]
MIPUBOIST JaHHBIE O 37 XOPBATCKUX JETAX C TOpaxkeHUEeM
MoYeKk TIpU CUCTEeMHON KpacHoil BojyaHke. [lepuon
HaOJIIoIeHUsl TalMeHToB coctaBua ot 1,1 mo 21 rona.
BbrkrBaeMocTh oka3anach Hanbosiee HU3KOM y OOJbHbBIX
¢ BomyaHOYHBIM HedpuTom IV kiacca [5]. S.M. Al-May-
ouf u coant. (2017) [7] numyr o6 Mcxomax Topaxe-
HUST TIOYeK Yy 84 caymoBCKUX JeTeil, 00caeI0BaHHBIX
3a nepuof ¢ 2000 mo 2015 1. [7]. CpeaHsast pOIOJKUTETh-
HOCTb HabmomeHust coctaBuia 9,3 roga. OOIIast BHIKM-
BaeMOCTb MAIMEHTOB: 110 5 JieT — 94% u mo 10 et — 87%.
A. Elmougy u coast. (2015) [3] mpenctaBunu 16-neTHMiA
OTBIT HAOJIONEHUsI €TUIETCKUX IeTel ¢ BOJYaHOUHBIM
He@pPUTOM C OIEHKONM KIMHUYECKNX OCOOCHHOCTEN,
TUCTOIMATOJIOTMYECKUX TTaTTEPHOB, METOAOB JICUCHUS
u ucxonoB. Becero nsydeno 136 mamueHToB, mpeodiagaiu
Jna XeHcKoro moja. CpemHsiss TPOaOJIKUTETBHOCTD
HabmoneHusT coctaBuia 4,1 roma. B 1% cnydaeB manu-
E€HTBl WMeJIU TEePMUHAIBHYIO CTaIWio0 XPOHUYECKOM
MOYEYHOM HexocTaTouHoCTH, 11% ymepiu.

H. Jebali u coast. (2017) coobinaior o 43 TyHUCCKUX
JIETSIX C BOJTYAHOYHBIM HedputoMm [6]. CpemHuii cpok
HaOoneHus coctaBui 77 mec. O011ast S-JIeTHSIST BBIKM-
BaeMoCTb Obla y 86% 6oabHBIX, 10—15 met — y 74%.
Puck ¢dopmupoBaHus TepMUHAIBHOM CTaAUU XPOHU-
YeCKOM TOYEYHON HEeTOCTATOYHOCTH  YBEIMUMUBAIICS
MpY BO3HUKHOBEHWM OCTPOTO TIOBPEXIECHUS TMOYEK
B 1e010Te 3a00JIeBaHUsI U PA3BUTUU TYOYJTOMHTEPCTULIU-
anmpHOTO (MOpPO3a.

J. George u coaBt. (2018) uzyumnaum ocoOeHHOCTH
Te4eHUsI U pedpakTepHOCTb K Teparny BOJTYAHOTHOTO
Hedputa y wuHauiickux geteir [9]. PerpocrnektuBHO
paccMOTpeHBl MCTOpUM 00e3HM 34 neTeil ¢ mopaxe-
HueM nouek. [lalnmeHTOB HaOMIOAAIM KaK MUHUMYM 5
JIET, TIPU OTOM TISITUJICTHSISI BBIKMBA€MOCTb COCTaBMJIA
79%. Ha TIpoTHO3 BIMSIIM YacThle pEeUMIVUBBLI OOJIE3HU
1 pepakTepHOCTD K TepaIvim.

Takum oOpa3oM, MO JaHHBIM 3apyOeXKHBIX MCCIe-
JoBaTesieii, BBDKMBAeMOCThb JeTeil M0 S5 JIeT KojebaeTcs
or 79% (y wnHmuiickux geteit) mo 94% (y caymoBCKUX
rmaneHToB), 10 et u 6ombine — ot 74 1 10 87%.

HMMMyHOCynpeccrBHAasI Teparus BOTYaHOYHOTO Hed-
puTa B TOCIEIHNE NECATUIIETUS TIpUBeia K 3HAUUTEb-
HOMY M3MEHEHUIO pe3yJbTaToB JieueHus . Tak, 1Mo MHe-
Huto D.Y. Yap u coaBt. (2018) [10], KopTUKOCTEPOUIbI

B COYETaHUU C MUKO(EHOJIOBOW KUCIOTON WM ITUKJIIO-
dochamMmunom TOBBIIAIOT 3GGEKTUBHOCTD  JIEYEHUS
y OOJBIIMHCTBA MAlMEHTOB, HO CTETIEHb YJIydIllIeHUs
KJIMHUYECKUX PE3yJbTaTOB UMEET 3HAUMTEJIbHbIE MHIM-
BuAyanbHble Bapuaiuu [10].

B uccnenoBanun H. Tanaka u coaBt. (2017) momuep-
KMBAIOTCSl TPYIHOCTU Ton0dopa TpernapaToB sl Jieye-
HUS JeTeil U OCOOEHHO IOJAPOCTKOB C BOJYAaHOYHBIM
Hedputom [11]. B Hacrosiiiee BpeMsi TTPOIOJIKAIOTCS
HCCIIeIOBaHUS IO TIPUMEHEHUIO JIEKAPCTBEHHBIX CPENICTB
JUJISI KOHTPOJISI BOCTIAJIMTEJIbHBIX TTPOIIECCOB MPU CUCTEM -
HOW KpacHOW BOJYaHKe, WCIIOJb3YIOTCS CJeayIoline
JIEKapCTBEHHbIE CpENCTBA: PUTYKCMMabd, Oenrnmymao,
6opTte3omMuo, aKynuzymao [12].

B mocnenHue roabl MpoBeneHO MHOTO PaHIOMU3U-
POBaHHBIX MCCJIENOBAaHUI, CpPaBHUBAIOIIMX CTpaTErvu
Tepanuu BosyaHouyHoro Hedpurta [13]. B 20121 atu
JNAHHBbIe OBUTM BKJTIOYEHBI B 6 pa3IWYHBIX PYKOBOJCTB
MO JICYEHUIO TIOpaXeHUs TOYeK MPU CUCTEMHOI Kpac-
HOW BOJlYaHKE, B TOM 4ucle y aereil. B HuUx mpencras-
JIEHbl OCHOBHBIE TIPUHIIMTBI JEUCHUS — MEXIyHapo-
HbIE, eBpoTelicKue, aMepuKaHCKHUe.

N. Groot u coast. (2017) [14] mpuBoasaT Hay4YHO 000C-
HOBaHHbIE COBPEMEHHBbIE MEXIYHapOJHbIE peKOMeHIa-
MU MO0 JUAarHOCTUKE W JICYEHUI0 CUCTEMHOUW KpacHOM
BOJJYAHKM C FOBEHWJIbHBIM Je0IOTOM ISl 0OecriedeHus:
JIIeTe eAMHOI M KauyeCTBEHHOI momolblo. PekoMeHma-
nnu nmoarotosaeHsl Mo mHuatuse SHARE — Enunoro
LIEHTpa ¥ TOYKM JTOCTYTIA JUIs1 TTIeAaTpUIecKoil peBMaTo-
norun B EBpone. [IpencraBieHbl pa3indyHblie BapUaHThI
JIedeHus ¢ yyeToM Mopdoiiornyeckoro kiacca. D. Tun-
nicliffe n coaBt. (2015) [15] cuuTaloT, 4YTO Ha MpaKTUKE
B JICUEHUM TIPU CHCTEMHOM KpacHOW BOJYaHKE CyIIle-
CTBYIOT pasznuuusi. Tak, OTMEUeHO, YTO MMeEEeTCs 3Ha-
YUTEJIbHBI pa30dpoc B pPEeKOMEHAAIMSIX IO JeUYeHUIO
TIpY pa3INYHBIX KJaccaxX BoJldaHOYHOro Hedputa. O0OCy-
JKIAeTCsl COBPEMEHHAasl pojb pUTYyKcMMaba B Teparnuu
naHHoi matojorun [16]. CoxpaHsIIOIIUIiCS aMepUKaH-
CKMI CTaHIApT JIeYeHUsI COCTOUT U3 HavyaJIbHOW (MHAYK-
LIMOHHOI) W pacIIMpeHHO# (momaaepxxuBatolieit) ¢das,
B KOTOPBIX CTEPOUIbI MCIIOJB3YIOTCSI B KOMOMHAIUU
¢ uukiaopochaMuaoM WIM APYTUM UMMYHOCYIIPECCUB-
HBIM TIperapatoM (MuKodeHosata MoQeTus, a3aTuo-
npuH) [17].

B HacTosiiee BpeMsi BHUMaHWE HcclieqoBaTeseit
COCpEZIOTOYEHO Ha CBOEBPEMEHHOM  OTNpe/e/ieHun
KJ1acca BOJIYAHOYHOTO HedpuTa, a TAaKXKe TTOUCKe JieKap-
CTBEHHBIX TIpernapaToB, 00JanalIX MUHUMAaIbHOU
TOKCUYHOCTBIO U YJIYYIIAIOIIMX OTHAJEHHbIA HCXOJ,
3a0oJieBaHMSI. buoricusi oYeK — <«30JI0TO CTaHAapT»
nuarHoctuku [18]. OqHako oHa WHBa3WBHA U HEPEIKO
BBI3bIBAET OCJOXHEHUs. OOCYXKIaeTCsl posib Pa3TUUHbBIX
OuoMapKepoB B KPOBU M MOYE JIJIs IMAarHOCTUKU BOJIYa-
HouHoro HedpuTa [19].

Takum oOpa3om, BOMPOCHI AMATHOCTUKM, JICUYEHUSI
1 MOHUTOPUHTA T€YEHUsT OOJIE3HU Y JIeTell ¢ BOJTYaHOU-
HbIM He(@PUTOM OCTAalOTCS aKTyaJbHOW MpobIeMoit
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B neauaTpuu. B ¢BSI3M ¢ 3TUM MBI PEANTPUHSUIM HACTOSI-
1ee ucciieloBaHue.

Ilean nccienoBanus: olieHKa TeYCHUST U UCXObI BOJI-
yaHOYHOTO Hedpurta y nmereit B CamMapcKOM peTHOHE;
omnpeneneHne 3POEeKTUBHOCTA UCITOIb30BaHUS MHTOM -
TOPOB aHTHOTeH3WHITpeBpaaiomiero depmenra (AITD)
NP JTaHHOM 3a00JIEBaHNH.

XapakTtepucTuka geTtein u MeToabl UccrnefoBaHUs

B uccnenoBanue BKiIIOYEeHBI 36 JeTeil ¢ TMarHO30M
CHCTeMHasl KpacHas BOJYaHKa, BOJYAHOUHBIM Hed-
put B Bo3pacte ot 5 no 17 yiet (cpemHuii BO3pacT cocTa-
Bua 12,5+4,7 rona), Kotopble HaOJIOIATNCH B IETCKOM
pETMOHAIBHOM  He(pOJIOTMYECKOM IIeHTpe Ha 0a3e
Camapckoil  00JIaCTHOl ~ KJIMHMYECKOU  OOJIbHUIIBI
um. B.JI. CepenaBuna B 20-netHuit nepuon ¢ 2000 u o
2019 1. Bo3pact nmereit Ha MOMEHT AeOIoTa 3a00JIeBaHUS
coctaBui OT 11 Mec u 10 3 JIeT BKIIIOUUTENIBHO — 5 mauu-
eHToB (13,9%); 4—6 net — 8 (22,2%); 7—14 — 15 (41,7%);
15—17 ner — 8 (22,2%). Ilpeobnamanmu AeTH TITKOJb-
HoOro Bo3pacra. JleBouyek ObIJI0 HECKOILKO 0oJibiie — 24
(66,7%), mambunkoB — 12 (33,3%). JAnuteapHOCTD 3200-
JIeBaHUsI K Hayajly Halllero WMCCIIeIOBaHUs COCTaBMJIA:
MUHUMaJIbHas 10 1 Mec, MakcumaiabHas — 1o 14,5 roma
(B cpenHeM 6,8+ 5,5 rona).

Jns oueHku HedpompoTeKTUBHOTO 3¢deKkTa 3Ha-
JTarpujia MBI BBIICTWIN IBE TPYIMIbI JeTedl ¢ BOJIYa-
HOUYHBIM HedputoMm. B 1-10 rpynmny Bouum 12 mamueH-
TOB, TOJYYalOIIMX Tperapar B TedeHue 2 JIeT, BO 2-10
rpymmry — 11 mereit 6e3 tepammu uHrnOutopamu AlTO.
JlaHHbIe TalMEeHThl OBUTM COMOCTAaBMMBI IO BO3PACTY,
MOJIy ¥ TIOJTy9aeMOMY OCHOBHOMY JIEYEHUIO (TTTIOKOKOP-
TUKOCTEPOUIHbIE, MMMYHOCYIIPECCUBHBIE TIpernaparhl).
B octpom mepmone y 23 o0ciienoBaHHBIX IETeil apTepu-
aJTbHOM TUTIEPTeH3MU He oTMedeHo. [Ipu TOBBIIEHUN
apTepuaJbHOTO JABJIEHUsI, BO3HMKAIOIIEM KaK OCJIOXK-
HEHUEe OCHOBHOW Tepanmuu BOJYaHOUHOTO Hedpwura,
IS TeYeHUsT apTepuaTbHOM TUTIEPTEH3UN UCTTOTb30BaTN
0JI0KaTOPBI KaJIbIIMEBBIX KAHAJIOB, 3-0J10KAaTOPHI.

Hetn, poxxneHHble B cepenrHe 90-x rogoB XX Beka —
B Hauajne 2000-X romoB, MpM AOCTUXEHUU 18-J1eTHEro
BO3pacTa TepeIaBaiiCh BO B3POCIYIO CETh MEPBUYHOTO
3BeHa 37paBoOXpaHeHusT. MBI POCIEININ Cyab0y Mmaim-
€HTOB, paboTasi ¢ apXMBOM He(POJOTUIECKOTO U JHra-
JIN3HOTO OTAEJIEHWH, a TaKXe IyTeM MPsSIMOTO KOHTaKTa
¢ HepooraMu B3pOCIOi TTOJTUKINHUKHY.

Jnst amarHocTUKM 3a00J1eBaHUS UCTIONb30BaIu (dee-
paJibHbIe KJIMHUYEeCKHe IPOTOKOoabl [20] m pekomeHma-
uuu [pynmbl MeXIyHapOAHBIX COTPYAHUYAIOIINX KITU-
HUK cucteMHoil Bomuanku (SLISS, 2012) npu Hanuyuu
4 XpuTepueB, B TOM YKCIIe UMMYHOJOTUIECKOTO, a TAKXKe
AwmepukaHcKoil Kojuiernu peBmartojioroB (ACR, 1997),
ecau nanueHT umen 4 kputepust us 11 [21]. detn nony-
YaJii KOMIUIEKC KIMHUKO-Ta00paTOPHBIX, HMMMYHO-
JIOTUYECKUX, WHCTPYMEHTAJTBHBIX U MOP(OIOTHYECKUX
uccienoBaHu. CKOpPOCTb KIyOOUKOBOHW (DUIbTpaliuy
otieHuBaiu o ¢opmyJe LllBapiia.

OBMEH OlbITOM

Pesynbrathbl M 06CyXaeHne

B uumcne manMeHTOB perMoHaIbHOrO HeppPOIOTH-
YecKOro IIeHTpa C BOJYaHOYHBIM He(PPUTOM OBLIN
Kak TMOCTYyIaBIIMe B OCTPOM I€pUOJe C TIEPBBIM IIU-
300M OOJIE3HW WM C PEelUAMBOM, TaK U OOJbHbBIC
B COCTOSIHUM  pPEMUCCHHU, TOCTUTAIN3UpPOBAHHbBIC
I TUTAaHOBOTO oOcienoBaHusi. B cpegHeM KaxKablit
peOEeHOK C BIIepBbIC BbISIBIEHHBIM 3a00JIeBAHUEM B Teue-
HUe roja nocrymnaji B OTAeJieHue AeTCKOoi Hedpoaorum 3
paza (MUHUMYM |—2, MakcuMyM 10 6 pa3). B 6ombmmH-
CTBE CJIyvyaeB MOpakeHWe TOoYeK OTMEUYeHO B Je0roTe
CHCTEMHOU KpacHOi BomuaHku — y 26 (72,2%) nereii;
10 (27,8%) manyeHTHI ¢ BOMYaHOUYHBIM HEPUTOM ObLITH
nepeBeeHbl U3 KapIMOPEeBMaTOJIOTMYECKOTO OTACICHNS,
IlIe OHU JICUWJIMCH MO TTOBOJLy CUCTEMHOI KpacHOM BOJI-
YaHKW 1 MUOKapIUTa.

BoyryanouyHblii HePUT XapaKTepU30BaJICS CIICIYIO-
wumMu nposgsiaeHusmu. B 100% ciyuaeB omnpeneieHa
npoteunypus (>0,5 v/cyr); y 17 (47,2%) nauneHTOB —
HedpoTruecKknit CUHAPOM, Y 2 M3 HUX cHavaja ObLT 11a-
THOCTMUPOBAH TICPBUYHBII HeMPOTUIECKUI CUHIPOM
W JUIIb TIPA TTIOBTOPHOM TIOCTYIUIGHWM ObLIa JMArHo-
CTUpOBaHAa CHUCTEMHasl KpacHasl BoJlYaHKa. Y 8 nerei
HedpoTUUecKUit CUMHAPOM ObLIT HEIMOJHBIM — 0e3 oTe-
KOB W/WIWA TUMEPIUTIMIEMUN. BBIpakeHHbIE OTEKH,
CHUXEHUE CYTOYHOTO IMype3a OTMeYeHo y 9 maum-
eHToB. [urepxonecteprHeMus: BoisiBieHa y 7 (19,4%)
neTteil ¢ KojebaHMSIMU YPOBHSI XojiecTepuHa OT 8,5
no 18,4 mmonb/n. TunmomporemHemusi umenach B 13
(36,1%) cnygasix. MukporeMatypusi HabIomazach
y 55,6% nauneHTOB (6—40 3pUTPOLIMTOB B TTOJIE 3pEHUS ).
IloyeuHasi HEmMOCTaTOYHOCTH OCTPOTO Tiepuofa Obliaa
BhIsiBIIeHa Y 8 (22,2%) nmeTeil, HepeaKo COMPOBOXIAIACH
MakporemaTtypuei, apTepuaabHOM TUTIEPTeH3Uel, BbIpa-
JKEHHBIM OT€YHBIM CHHAPOMOM, JUTUTETbHOM OJTUTYpUEii,
azotemueit. I[Ipy 3ToM ypoBeHb KpeaTMHMHA B CBIBO-
poTke KpoBu gocturan 136—384 MKMOJIb/JT; MOYEBUHBI —
9,8—30,5 mMmonb/n. JlaHHBIM TIaliMeHTaM ObLT TIPOBEACH
MepUTOHEATbHBIN TUaTN3.

ApTepuanbHas ruriepTeHsust ormeuena y 10 (27,8%)
nereit. JlekommeHcanmusl (QYHKIMKA TMOYeK B JeOroTe
00JIe3HU, BbIpaxkeHHasl MaKporeMaTypusi, apTeprasbHasi
TUTIEPTEH3USI CITyXKaT HeOJIaronpusITHBIMU TMTPOrHOCTUYE-
CKMMMU TIpU3HAKaMM, T10 MHEHUIO psija aBTOpoB [22, 23]
1 TI0 HallleMy MHeHUo. M3 6 marmeHToB ¢ TakuM nedro-
TOM 3a00JiIeBaHUs 4 YMEPJIH.

ITpu 6uoncuu nouex y 10 nereit BbIsSIBIEH ME3aHTUO-
npoavdepaTaTUBHbIN TIIOMepyJIoHedpUT (Yactora mpu-
3Haka 70%), B TOM 4uciie y 2 MallieHTOB C BhIPaKEHHBIM
TyOyJOMHTEPCTULIMATIBHBIM U COCYIMCTBIM KOMITOHEH-
TaMW; MUHUMAaJIbHbIE U3MEHEHMSsT, 60JIe3Hb TOHKHUX MEM-
6pan (20%), Me3aHTHONPONIUMEPATUBHBIN TIIOMEPYJIO-
He(pPUT ¢ CeTMEHTapHBIM TIoMepyockiepo3om (10%).
Ilo manHbIM Ouorncum, Tipeobiamanu TpoaudepaTuB-
Hble KJacchl BojyaHoyHoro Hedputa (III — ouarosbrii
WJIM CerMEHTapHbIi BoMuyaHOUHbINA Hedput, [V — nud-

POCCUVICKVI BECTHUK MEPUHATOJIOMN U MEANATPUM, 2020; 65:(6)

110

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2020; 65:(6)



Maxkoseyxas I'A. u coaem. BonuanouHblil HepUT B MeAUATPHUECKOit MpakTHKe: 20-JTeTHHMIT ONBIT HAOMIOAEHU I

¢y3HbIIl TIponudepaTuBHbIA). Y 4 neteit onpeneeH
III Tun mopaxeHust ToveK (O4YaroBbIil TponudepaTuB-
HBII TJIOMEPYJIOHEeMPUT, aKTUBHBIN, ¢ CETMEHTAPHBIMU
(TOTAJIBHBIMU — Y OJHOTO pebeHKa) TOBPEXKACHUSIMU
Me3aHTusT). B 6 ciydasx BeIsIBIeH AUMGY3HBIA TpOTu-
(epaTUBHBIN BKCTPAKAMWIISIPHBINA TJIOMEPYIOHE(PUT.
KauHndyecku y JaHHBIX TTALIMEHTOB 3a00JIeBaHKE COTIPO-
BOXIIAJIOCh MTOYEYHON HEIOCTATOYHOCTbIO, y 5 AeTeil —
BBIpaXXEHHON apTepuaibHOM rumnepreHsneit. OrpaHuye-
HUST B TIPOBEJACHUM OMOTICUM OBITU CBSI3aHBI C Pa3HBIMU
MpUYMHAMU (TEXHUYECKHE TTPUINHBI, OTKA3 POIUTEIIEC).

Kpome TmopakeHUsT TIOYeK, OIpEIesiii 2KCTpa-
peHaIbHbIe TIPOSIBJICHUS CUCTEMHOI KPAaCHOW BOJTYaHKU
(tabun. 1). Hepenko y meteil BBISBISIN MOJUCUCTEMHBIE
nopaxenus. ¥ pebenka I., 7 net, me0OoT 3abo0yieBaHUS
¢ He(POTUIECKUM CUHAPOMOM U TIOUEYHON HemocTa-
TOYHOCTBIO COYETANICS C MMOKApPIUTOM, apTepualbHOMI
runiepreH3ueit u nopaxenuem LIHC. ¥ mainmenTa pa3su-
JIOCH MpeXosIiee HapylieHre MO3rOBOTO KpOBooOpalie-
HUST TIO UIIEMWYECKOMY THITYy B GacceifHe CpeTHeMO3To-
BOI1 M 3aTBUIOYHOI apTepuii. B mocienyroiiem Tskenbie
OCJIOXKHEHMST OBUTH KYTTUPOBAHBI.

Y 38,9% nereit B nebrore 3aboseBaHusi Hab01a-
JIOCh TIOBBILLIEHWE TeMIlepaTyphl Tena 10 (heOpuIbHOMA.
Hauaso 6oJie3HM yaiiie ObLIO CBSI3aHO C MIEPEeHECEHHBIMU
nHpekunoHHbIMU 3aboneBaHusiMu: OPBW, rpumnmowm,
AHTMHOM, TuMbaaeHUToM, GYpyHKYJIe30M. Y IBYX J1€BO-
YeK-TOAPOCTKOB JeOI0T ObUT CBSI3aH € HACTYIICHHEM
MeHapxe. OTsrouleHHasi HacJaeICTBEHHOCTb BbISIBIEHA
v 5 (13,9%) manmeHTOB: MaTepu 2 IeTeil UMeTU CUCTEM-
HYIO KpacHyIO BOJIYAHKY, Me3aHTHOIpOJHbepaTUBHbBIN
TJIOMepYyJIOHe(PUT OTMEUEH Y OJIMKANIIINX POJCTBEHHM -
KOB 2 TIAalIMEHTOB, XpOHMYECKasT IMOYeuyHast HeI0CTaTOU-
HOCTb — y OTIIa OJTHOTO pebeHKa.

ITo wyacToTe BBIIBIEHUSI CpeAM TeMaTOJOTHYE-
CKHMX M3MEHEHWM Ha TIepBOM MecTe ObUTa aHeMUs:
y OONBIIMHCTBA TALIMEHTOB — HETEMOJMTHYECKAST,
HOPMO- WJIM TUTIOXPOMHAasl, He COMPOBOXKIANACh PETHU-
kymouutosoM (75,0%); B 14,9% cinyyaeB — TspKemast
reMoJIUTUYeCKass aHeMusi, KyMOC-To3uTuBHas. [ToBBI-
menre COD ormedeHo y 91,7% OGOMBHBIX, JelKoOTE-
HUSl — Y 1/3 maiueHToB.

[MoBbiieHue TMTpa aHTUTEN K ABycniupanbHoit JJTHK
(ncIHK) wmenocy y 28 (77,8%) neteii. BrisiBIeHBI
U Apyrue MMMYHOJIOTUYECKUE U CepOIOTMUECKUe U3Me-
HEHUs: TOBBIIIEHUE YPOBHS LIUPKYIUPYIOIINX UMMYH-
HBIX KOMITJIEKCOB Y 19 (52,8%) nmeteil, aHTMHYKJIeapHBIiA
daxkrtop onpeneneH y 34 (94,4%) neteit, MOJTOKUTETbHBIIA
BOJTYaHOYHBIN aHTUKOATYISHT — Y 7 (19,4%).

OCHOBY Tepaliy BOJYAHOYHOTO HedpuTa COCTaB-
JISUTA TITIOKOKOPTUKOCTEPOUIBI 1 UMMYHOETIPECCAHTHI,
KOTOpbIe MBI TIPUMEHSITU B Pa3IUIHbIX KOMOWHAIIUSIX.
B nepvion MHAYKIIMY peMUCCHU BCe AETH TIOJTYJYaIH TIPEI-
HU30JI0H, €T0 J03WPOBKa 3aBHCEa OT CTEIEHU aKTHB-
HOCTU mpouecca (HavaibHas nosa 0,25—1,0 mMr/kr cyt
MpU HU3KOM M YMEpEeHHON aKTUBHOCTU B TedyeHUe 4—6
Hen). B octpoM mepuone y 11 manueHTOB Ha3HayeHUe

Tabauya 1. DRCTpapeHaIbHbIE, JA00OPATOPHBIE U HMMYH-
Hbl€ MPOSIBJIEHNS B 1e0I0Te CHCTEMHO# KPACHOI BOTYAHKH
y 36 nereii

Table 1. Emergency, laboratory and immunological
manifestations in the debut of systemic lupus erythematosus
in children

. . Yucio 00JbHBIX,
IIposiBJieHHs1 CUCTEMHOM KPACHOW BOYAHKH

aoc. (%)
DKcTpapeHabHbIE TPOSIBICHUS
OcTpoe, aKTUBHOE NTOPAXKEHUE KOXKU:
— CBITIb Ha CKYyJIaxX (apuTema), 8(22,2)
— CBIMb MSATHUCTO-TIAIYJIe3Hasl, 3(8,3)
— (phoToceHcUOMIM3ALIMS, 5(13,8)
— KalmUTSIPATHI 11 (30,6)
IMopaxeHue CIM3UCTBIX 000T0UEK
(TMHTUBUT, CTOMATUT, XEUJINT) 15 (41,7)
Aptpur (2 nepudepuyecKux cycraBa
u 6ostee) 6 (16,7)
Cepo3sur:
— IJIEBPUT, 4 (11,1)
— TIepUKapIUT 2 (5,6)
[Mopaxenue [IHC
— SMWIENITUYECKUI TPUCTYTI,
— TICUX03, 2(5,6)
— HapylIeHMS TTIOBeIEHUS (SMOLIMOHAb- 3(8,3)
Hasl JJAOMJIbHOCTh, HEraTUBU3M U JIP.) 18 (50,0)
[MopaxkeHue cepreTHO-COCYTUCTOMN
CHCTEMBI
— MUOKapIuUT 10 (27,8)
[emaronornueckue mposiBIeHUs
I[emonutuueckast anemusi (reMOrJI00MH
40—63 /1) ¢ petukynonuro3omM, Kymoe-
O3UTUBHAs 5(14,9)
Heremonutrueckast aHeMusi (TeMOTJIO-
ouH 52—105 r/n), KymGc-HeratuBHas 27 (75,0)
Jleiikonenus (1,2—3,8)-10°/n 12 (33,3)
Tpomb6oruronenust (30—75)-10%/n 7 (19,4)
COB 2258 mm/u 33 (91,7)
HWMMyHHBIE HapyIIEeHUS

a-IHK 28 (77,8)
aHTUHYKJIeapHBIi hakTop 34 (94,4)
TOJIOKUTEJIBbHBIN TECT HA BOJTYAHOYHBIA
AHTUKOATYJISIHT 7 (19,4)
ToJIoXuTeTbHas peakius Kymoca 7 (19,4)

MPeTHNU30JI0HA COUETANIM C TYJIbC-Teparmueit MeTUIITIPEI -
HU30JJ0HOM. MBI UCITOIb30BaJiM BHYTPUBEHHOE BBEIE-
Hue mpernaparta B jo3e 20—30 Mr/Kr Ha OJHO BBeICHUE
(He 6osiee 1000 Mr) 3 gHS TIOCIemOBaTEbHO, 3aTEM TIepe-
XOIWJIM Ha TepopajibHOe NMpUMEHEHHMe TpeIHU30JI0HA
(2 Mr/KT) B TeueHNe 6—8 Hell, TTOCTETIEHHO CHITKAs 103y
1o 0,3—0,5 mr/Kr/cyT B TeueHue 3 mec.

Ilpy HeOGIaronpusITHOM KIMHUYECKOM TEUEeHUU,
BBICOKOM aKTMBHOCTHM TIpoliecca, a TakKe, YIUThbIBad,
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YTO y HAIIUX MaIlMEeHTOB IMpeobanaau mpoardepaTuB-
Hble KJIaCCHl BOJYAHOYHOTO HedpuTa, BMECTe C KOp-
TUKOCTEPOUAAMU TIPOBOAWIIM LIMKJIBI ITyJbC-Teparum
nukinodochaMugom (BHYTPUBEHHOE BBEJACHME B 03¢
500—1000 mr/m? 1 pa3 B Mecsiil B TeueHue 6 mec). IMaru-
€HTaM C TIOYEYHON HeIO0CTaTOUHOCTHIO, a30TeMUEN MPOo-
Boauau rutazmacdepes (ot 5 10 10 ceaHCOB €XeTHEBHO).
Ilpn peumouBUpYOIIEM XapakTepe 3abojeBaHUS,
COXpaHEHUM aKTUBHOCTH TIpoliecca M pedpakTepHOCTH
K Tepanuu, a TakxKe TPY HAJTUIUU MPU3HAKOB TOPMOHO-
3aBUCUMOCTH ¥ TOPMOHOTOKCUYHOCTU KOPPUTUPOBAIU
Teparnuio — OTMEHSUTA TJTIOKOKOPTUKOCTEPOUIBI, TIpUMe-
HSUTU 6J10KaTOp KaJlblUHEBPUHA (LIMKJIOCTIOpUH A) —y 11
mauneHToB (150—200 mMr/M?, Ipy JOCTHKEHUU PEMUCCHI
MOCTENEHHO CHUXKau 103y A0 0,5—1,0 Mmr/Kr/cyT) u/unu
MUKOGhEHOIOBYIO KMCIIOTY — ¥ 14 nereit (600 mr/m? 2 pasa
B CYTKH).

IMpuMeHeHWE  CENEKTUBHBIX MMMYHOCYITPECCOPOB
(uukocopuH A, MUKO(EHOI0Basl KMCIO0Ta) TTOBBIIIAIO
a3 dekTUBHOCTb JieueHusl. Pemuccust (yaiie HernosiHas)
0e3 peLIMInBOB JUTIIIAch OT 12 mec 10 5 ety 88,9% nereii.

Hamu oTMedeHBI peakiiny Ha BBeleHNe INKI0pocd-
aMKIa B BUIE KalUIs, MEepUICHUs, pPBOTbI Y €TUHUIHBIX
O6osbHBIX. C TIpUMEHEHUEM IMKJIOCIIOpMHA A CBSI3aHbI
Takue HeXenareabHble 3(@MEKThl, KaK THUIEPTPUXO3,
TUTIEPIUTa3usl IeCeH, TPaH3MTOPHOE YXYAIIeHUe (PYHK-
uuit mouek (y 4 60sbHbIX). JIUTENbHOCTD MTpUEMa Mpe-
rapara cocTaBmiIa OT 6 Mec 10 5 JieT TMox KOHTPOJEM
conmepxkaHus ero B KpoBu. Ha (poHe mpuMeHeHMST ITUKITO-
CIIOpWHA MTPOBEIEHBI CHYKEHUE O3Bl MM OTMEHA TIpe-
HM30JI0HA Y psfa MAleHTOB.

Kimunnueckuii npumep. Manbuuk 1O., 14 net. bonen
B TeueHUe 5 JieT. 3abosieBaHNE HAYaIOCh C OCTPOTO TIOBpe-
SKIEHMS TIOUEK W TIPOSIBIIEHUI CMEIIaHHOW (hOPMBI TJI0-
MepyioHedpura. Ilociae MHIYKIMU PEMUCCUU U KYIH-
pOBaHUS TIOUEYHOM HETOCTATOYHOCTH 4Yepe3 IO CHOBa
HACTYITAJIO O00OCTpeHWe 3abojieBaHUs. bBbIT yTOYHEH
JIMAarHO3: CHUCTEMHasl KpacHas BOJYaHKa, BOJYAHOY-
HBIIE HehpuT. o 3TOro Jeunsics KOPTUKOCTEpOUIAMU
n umkitodocdanom. Ilocire Koppekuny guarHo3a B CBSI3U
¢ obocTpeHneM ObLT Ha3HAYEH IIUKJIOCTIOPUH A, KOTOPBIi
pebeHoK rosydan B TeueHue 3 jieT. Yepes 2 roga ot Havana
JIEYEHUST STUM TIperapaToM TMPeTHU30JI0H ObIT OTMEHEH.
OTMedeHa TIONMHAsI KIIMHWKO-JIAOOpAaTOpHAsl PEeMMCCHS,
KOoTOpasi TipoioirkaeTcst B TedeHne 3 jeT. CKopocTh KTy-
06ouKkoBoil unbTpanuu coctapisier 120 Mji/MUH (XpOHU-
yeckas 6ose3Hb nouek I cranun). Hauato cHuxeHue 103bl
LIMKJIOCIIOPMHA C MOCJIEAYIONIE OTMEHOM.

IMpomoIKUTETLHOCT  TIPUMEHEHUST MHUKO(EHOJIO-
BOIW KHWCJIOTHI B KauyeCTBE MOMAECPKUBAIOIIEH Teparuu
MpY BOTYAHOYHOM HedpuTe 1o peKomeHaannu Oobeamn-
HEHHOI eBpOIeCKON JIUTU MPOTUB peBMaTn3Ma u EBpo-
MEMCKOM MOoYeyHOl accolaluy Auaan3a U TpaHCIIaH-
TalMU COoCcTaBsieT He MeHee 3 jieT. Mbl uMeeM 7-JIeTHUIA
ONBIT Ha3HayeHMsl Tipemnapara. Mcrmonb3oBaHMe MHKO-
(beHOIOBOI KUCIIOTBI CTOJIb JJTUTETLHOE BpeMsI HE BbI3bI-
BaJIO MOOOYHBIX PEAKIIUAN.

OBMEH OlbITOM

B cBa3uM ¢ HecHMXalomelcss WMMYHOJOTHYECKOM
AKTUBHOCTBIO 3 TMalMeHTa ¢ TTOJIMCUCTEMHBIMU TOpa-
JKEHWSIMM OBITM TIepeBeleHbl Ha MpOrpaMMBl C TIpU-
MEHEeHUEeM OMOJIOTMYECKHX METOMOB JieueHus. Bcrem-
cTBUe Hed(h(MEKTUBHOCTU MPETHU30JIOHA B COYCTAHUU
¢ uukiodochaMugIoM MyIbC-TePANui0  MMPUMEHSIIN
B COYETAaHWMU C HCIOJb30BaHUEM TE€HHO-WHXEHEPHOTO
npenapara purykcumaba (375 Mr/m? oIvH pa3 B HENEIO
Ha MPOTSKEHUU 4 Hef).

Cy1iecTByeT ToYKa 3peHUsI, YTO, HECMOTPSI Ha JOCTH-
JK€HWEe paHHero KJIMHWYECKOTO OTBEeTa, MoYKa TP BOJI-
YaHOYHOM He(puTe TOABEPraeTcsl IOJTOBPEMEHHOMY
noBpexaeHuto [11, 18]. IIpu aToM UMeIOTCSI COCYyaUCThIC
nopaxeHusi, OOYCJIOBJIEHHbIE OCHOBHBIM TIPOIIECCOM
W COIMYTCTBYIOIIMM  aHTU(MOCHOTUTTUIHBIM  CUHIPO-
moM [18]. B mepuos cTuxaHust OCTpOro rpoliecca v BbIxoaa
B PEMUCCUIO B CXeMy JIeUeHUs HaMU ObLIM TOOABIECHBI
uHrHONTOPH! AIID (3HANarpw); y MAIMeHToB ¢ apTepu-
aJIbHOW TUMEpPTEeH3Mel ToCcie OCTPOro Teproia MCIOb-
30BaHME JAaHHOTO TIperapara ObLIO TPOMOJIKEHO. DHa-
Jnanpus B cyorumnoreHsuBHoit nose (0,3—0,5 mr/kr/cyr)
Ha3zHayaJu BMECTe C UMMYHOCYITPECCUBHBIM TIperapaTtoM
JUIST HOpMaJIM3alluK TTapaMeTpoB KPOBOTOKA B MMMYHO-
BocnaJieHHOM opraHe. C Hallleit TOYKu 3peHMsi, He0OX0-
MO BKITIOYaTh UHTUOUTOPHI ATT®D 1151 yimydieHusT 1071~
TOCPOYHOM (DYHKIIMM W BBIKMBAEMOCTU TTOYEK B TIEPHUOJ
CTHUXaHUs OCTPOrO TMpoliecca M BbIXOAA B PEMMCCHIO.
JlaHHbIe mpernaparbl AeHCTBYIOT Ha (haKTOpbl Mporpec-
CUM XpOHMYECKOH 0O0JIe3HU MOoYeK U cepila, OJOKUPYIOT
MOTEHIMAIbHO HeraTuBHbIE 3¢ dekThl aHrnoTteH3nHa Il
U TIPETISITCTBYIOT pa3BUTHIO Hedpockieposa [24].

HNuruoutopsr AIT® MOXHO TTPUMEHSTD IJIUTEIBHOE
BpeMsl B OTCYTCTBHE ITOOOYHBIX sIBJicHMT. HaMu mToryueH
naTeHT Ha uzobpeteHune «Crocoo JiedyeHus aeteii ¢ Hed-
POTUYECKUM CUHAPOMOM B TIEPUOJ PEMUCCUU U OlleHKA
ero apdpexkruBHOCTH» (RU 2733170 CI1 ot 29.09.2020 1).
B xnmmHnueckux pekomenaanusx «Hedpornueckuit cuH-
JIPOM Y AeTeii» TSl POBeACHUS TUTIOTEH3UBHOM U Hed-
POTMPOTEKTOPHON Tepanuu eCTh peKOMeHIAUN OJIOKH-
pOBaTh PEHUH-aHTHUOTEH3UH-ATBIOCTEPOHOBYIO CUCTEMY
narnoutropamu AI® npu aprepuaabHON TUIIEPTOHUU
WA CHIKEHUM CKOPOCTH KIIyOOYKOBOM  (hUIbTpa-
muu [25]. OnHako B HacTosiIee BpeMsl HET peKOMEH-
Maluyvii Mo paHHemy (MPU COXpaHHOW (DYHKIHUM TTOYEK
¥ HOPMAaJIbHOM YPOBHE apTepPUabHOTO JABJICHUS) ITU-
TeJbHOMY MCIOJIb30BaHUIO CYOTMITOTEH3UBBIX 103 WHTH-
o6utopoB AIID ms peaau3anuy UX aHTUIIPOTEUHYpUYE-
CKOro M aHTUcKiepoTtudeckoro 3addexro. CyliHOCTh
MPEeUIOKEHHOTO crocoba JieueHUuss HedpOTUYeCcKOro
CUHIpOMA y JeTell B TMEepPUOI JOCTUKEHUS PEeMUCCUU
W Havaja TOAAepXKUBAIOIIE Teparnuy 3aKiIdaeTcs
B TOM, YTO MBI MOAU(MPULIMPYEM CXeMy CTaHIAPTHOTO
JiedeHUsT ¢ 00sI3aTeIbHBIM BKITIOUEHUEM B Hee WHTHUOU-
TopoB AII®, HE3aBUCUMO OT HAJWUYUST VI OTCYTCTBUSI
apTepUaibHOM TUTIEPTEH3WH, B CYOTUITIOTEH3UBHOM J03€.

DdheKTMBHOCTL TPUMEHEHUs 3Hajlanpuia Tpea-
crapieHa B Tabn. 2. CorracHo pesysibraTaM Hallero
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ucciaenoBaHus 3G(MEeKTUBHOCTb MCIOJb30BAHUSI WHTH-
outopoB AIID y pereii ¢ BOMYAHOYHBIM HeGPUTOM
MOATBEpKIeHa W3MEHEHMEM OCHOBHBIX KIMHUYECKUX
1 1abopaTOPHBIX IMOKa3aTeseil: YacToTa PEIMIANBOB B TOJI
(otHOomenune mancoB — OII 0,280; 95% noBepuTehb-
Helii uaTepBan — AWM 0,095—0,624); cpenHuii ypoBeHb
cucTosinueckoro aprepuanbHoro aasiaenus (OL 0,533;
95% N 0,283—1,845); anbOyMUH CBIBOPOTKU KpPOBU
(OI 0,146; 95% AN 0,052—0,510); KpeaTUHUH CHIBO-
potku kposu (OI 0,112; 95% AU 0,029—0,443); moue-
BUHa chiBopoTku KpoBu (O 1,431; 95% AN 0,848—
3,256); cyrtouHas mnpoteunypus (OLI 0,032; 95%
JAN 0,017—0,282); ckopocThb KIyOOUKOBOW (hUJIBTpaLu
(OIII 0,079; 95% AN 0,021-0,340).

PesynbraThl TeueHUsT GOJIBHBIX ¢ BOTYAHOYHBIM Hed-
pUTOM B BUJe paHHETO OTBETa MpeACTaBlIeHbl Ha puc. |
(TTpuBeneHBl MaHHBIC TIOCTE TIEPBOTO BMM301a 3a00-
neBaHus). Beixom B pemuccuio otmeueH y 32 (88,9%)
MaIMeHTOB.

MBI u3yvyanu HaOMoJaeMbIX ITallMEHTOB B JHWHA-
MUKe, TIpu 3ToM Y 83,3% neteit mpeobamnano MeaIeHHO
TIporpeccupymolee TedyeHUe 3abosieBaHMsI. PermmuBoI
Hedputa BosHukau B 100% ciydaes. [To HammM maH-
HBIM, YeM MJTaJIIIe BO3pacT AeTell K Havyay 3a00J1eBaHusT
(ot 11 Mec 1 10 4 neT), TeM yalle BO3HUKAIU PELIUINBbI
BOJTYAHOYHOTO HedpuTa, pedpakTepHOCTh K JICYCHUIO,
KIMHAYEeCKasT MaHu(pecTalnsl C SIpPKO BbIpAKEHHBIM
He(POTUUECKUM CUHIPOMOM. PaHO MOSBISIIUCH Takue
OCJIOKHEHMST TeparuM, KaK OCTEONopo3, MeIMKaMeH-
TO3HBIM THMEPKOPTUIIM3M, 3alepkKa (QU3NIecKOro
pa3BUTHS, HAHW3M, MPUCOECAMHEHNE WHMEKIUA (KaH-
IUIO3HOM, TepIeTUYECKOil), CUMMITTOMaTUIecKast apTe-
puaiibHasi TUTIEPTeH3Usl. Y AeTeil IIKOJbHOTO Bo3pacTa
BCTPEYAIUCH T€ XK€ OCTOXHEHUSI, B TOM Yrciie MHMOEKIIN-
OHHBIE (IIUTOMETATOBUPYCHAsI MH(EKIINS ), HO OTMEYEHO
GOJIbIIIE COMYTCTBYIOIIEH TTATOJIOTUN B BUAE OKCATypUH,
OXUPEHUsI, XPOHUYECKOTO TOH3WUIUTA, XPOHUYECKOTO

racTpura, racTpOIyOJeHUTA, a TAKXKE MPOrpeCcCUpOBaHME
XpPOHMYECKOU 00JIE3HU ITOYEK.

[le6oT BOUAHOYHOTO HedpUTa y TIOAPOCTKOB,
M0 HaIIMM HaOIIOEHUSIM, TIPOrHOCTUYECKU OoJiee HebJa-
ronpusITHBIA. Mbl HaOMOMANIM TallMeHTa, 3a00JIeBILIEeTO
B Bo3pacte 15,5 roga. Mopdonornueckuii i1narHo3 — Me3-
AHTUONPONU(MEPATUBHBINA HEPPUT ¢ TYOYJTOMHTEPCTUIIN -
aTbHBIM M COCYIUCTBIM KOMITOHEHTOM, OYaroBBIM TJIO-
mepyiockiepo3om (IV knmacc BomyaHOYHOTO HedpuTa).
HecMmoTpst Ha KOMITIEKCHYIO WMMYHOCYITPECCUBHYIO
Tepamnuio, 3aboJieBaHUE TPOTPECCUPOBAIO, DPa3BUIACH
TepMUHAIbHAS CTAaUS XPOHUIECKOM TTOYeYHOM HelToCcTa-
TOYHOCTH, TIAllMEHTA MepeBe/Id Ha TUAJTU3HYIO Teparuio.
JleTanbHbBIN McXom HACTYMWII B Bo3pacTte 23 JIeT OT MpUco-
eIMHEHUSI TSDKEJIOM OaKTepruaTbHOM MHMPEKIINN.

11,1%

36,1%

52.8%

B [lonHas KAHHHKO-NA00pAaTOPHAS PEMHCCHA
O Henoanas kaHHMKo-NabopaTopHas peMHCCHA

O CoxpaHeHMe AKTHBHOCTH

Puc. 1. Bamkaiiime KIMHHYECKHE OTBETHI HA TEPANUIO Y Maly-
€HTOB C BOJYAHOYHBIM He(ppUTOM.

Fig. 1. Immediate clinical responses to therapy in patients with
lupus nephritis.

Tabauya 2. DpdeKTHBHOCTH UCTOIb30BAHMS SHAJIANIPIJIA Y JeTell ¢ BOJTYAHOYHBIM He)puTOM
Table 2. Effectiveness of using enalapril in children with lupus nephritis

ITanueHTsI ¢ BOJYAHOYHBIM HepuTOoM (12=23)

Kimianyeckue u 1a060paTopHbie MOKA3aTeu Usnm
1 (n=12) I (n=11)

Knunuueckue nokasaresm:
YacTOTa PEIIUANBOB B IO 0,210,05; 0,5] 0,410,1; 0,8] 56*
cpenHuii ypoBeHb CAJL 115,0 [110,5; 122,0] 123,0 [117,0; 132,0] 78%*
JlabopaTopHble MOKa3aTeln CHIBOPOTKH KPOBHU:
anpoymuH, % 47,5 [42,2; 54,6] 42,2 [34,5; 49,8] 44*
KpeaTUuHWH, MKMOJIb/JT 96,5 [78,5; 125,8] 114,5192,5; 133,2] 85%*
MOYeBUHA, MMOJIb/JT 5,8 13,0; 7,7] 6,3[4,2;9,1] 23
JIaGopaTopHbIe MOKa3aTe M MOYM:
MPOTEUHYpUsl, T/J1/CyT 0,09 [0,05; 0,25] 0,510,2; 1,1] 325°
PacuyeTtHblie noka3aresu:
CK®, mu/mun/1,73 m? 98,0 [82,0; 112,0] 76,5 [67,0; 93,0] 204"

Ilpumeuanue. U — xputepuit MaHHa—YUTHU, UKp=38 nipu p=0,05, * — cratuctnyecku 3HaunMble Kputeprn. CK®D — ckopocTh KITyO00uKOBOI

unsrpanmu.
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OBMEH OlbITOM

MBI TpoaHaJIM3UPOBATIN  OTHAJEHHBIE PE3YJIbTAThI
JIEYEHUST: 5-JIeTHSIST BBKMBAEMOCTD TTAlIMEHTOB COCTaBUIIA
100% (36 neteir); 10-metHstst — 91,6% (33 mauyeHTa).

B Hacrosiiee BpeMsi MBI MMeeM CJeAylolide JaH-
Hble O OoJbHBIX: 10 M3 HUX TIO BO3pPACTy OCTAOTCS
o, HaboaeHeM TienraTpa. Bee meTH KMBBI ¢ BBIKM-
BaeMocThio Touek 100%. Ilomg «BBIKMBaEMOCTBIO»
MMOYeK MBI TOHMMaeM HaXoXIeHHe pebeHKa Ha MOMEHT
SKCTEPTU3BI Ha 3Tare KOHCepBATUBHOTO JICYECHUST XPO-
HUYECKOU O0JIe3HM TToYeK (10 mepexoja B TMATU3HYIO
CTaanl0, TEPMUHAIBHYIO CTaIUI0O XPOHUYECKOM MOoYed-
HOI HEIOCTAaTOUHOCTH).

I[To pmaHHBIM KaTamMHe3a, MbI TIOJNYYWJIU CBele-
HUST O Ccyabbe 26 OBIBIIMX HAIIWMX TAllMeHTOB (BO3-
pact Ha nmaHHbIii MoMeHT oT 20 go 30 jeT), nepeBeneH-
HBIX TMOJ HaOIoeHWe TeparneBTa, Hedposora (puc. 2).
CocrostHue pemuccun otmedeHo y 15 (57,7%), y 6
(23,1%) mpoliecc MpoIoKAeT peIMANBUPOBATh, U 00JTb-
Hble TIOJy4aloT pa3Hble BapUaHTbl MMMYHOCYIIPECCUM.
Ha nmuanus 6wimm B3aTH 5 (19,2%) denoBeK, KOTOpBIE
Mo3Xe YMepJd. Y TaHHBIX MallMeHTOB OTMEUYEHO COXpa-
HEeHUEe WMMYHHOW aKTUBHOCTH, HETPEPBIBHO-PEIIUIN-
BUpYyIOIllee TeueHHWe 3a00ieBaHUsI C TTOJIMCUCTEMHBIMU
nmopaXeHussMu. JleTaabHBIA MCXOH y BCeX OOJBHBIX
CBSI3aH C BHEMOYEUHBIMM TPUIMHAMU (ITHEBMOHWSI,
BBI3BaHHAsl LIMTOMETaJIOBUPYCHON M cOYeTaHHOU Oak-
TepuaibHON MHMeKIMel y | maluneHTa; pa3BUBIIMMUCS
Ha (hoHe AMANTM3HOMN Teparunu CepaecuHO-COCYIUCTHIMU
OCJIOXKHEHMSIMA — Y 3; TIPUCOEINHEHNE TSIKEIOM 6aKTe-
puabHON MHMEKIIUY ¢ pa3BUTHEM cericuca — y 1).

Bce B3pocible malmeHThl HabTI0AaI0TC He(DPOIOTOM
B YCJIOBMSIX TIOJMKJIWHUKU, TTEPUOIMUECKN TOCTTUTAIIM -
3UPYIOTCS B PEBMATOJIOTMYECKOE MJIN He(POJIOTHUIECKOE
otaeneHus. [Ipn 3ToM UMeTUCh TTOCTOSTHHBIN PUCK pa3-
BUTHUSI MH(PEKIIMOHHBIX 3a00JI€BaHNI1, a TAKXKE OCTEOTO-
pO3, TopaXkeHUsT CepAeYHO-COCYAUCTON CUCTEMBI, apTe-
pyabHas TUTIEPTeH3Ms, KaTapakKTa.

3akovyeHue

BosryaHOUHBI HEGPUT y IeTeil UMeeT TKEI0e pely-
MUBUPYIOIIEe TEYCHUE, OCOOCHHO eCIM HaYMHAeTCs
B paHHEM M TTOIPOCTKOBOM BO3pacTe, HEPEIKO OCTOKHSI -
€TCsl OCTPBIM TTOBpEXKIEHUEM TTOYeK B Ie0IoTe 3a00/1eBa-
HUST ¢ JaJTbHEHIITNM TTPOrPeCCUPOBAHUEM XPOHUYECKOM
00JIe3HU MOYEK U BO3MOXHBIM Pa3BUTHEM TTOJTMCUCTEM-
HBIX TIOpaXeHuil. JleTH ¢ BOJYAHOYHBIM He(GPUTOM
HYXIAlTCSI B MHOTOJIETHEW (He MeHee 3 JieT) Jekap-
cTBeHHOU Tepanuu. K KaxmoMmy peGeHKY HY>KeH WHIU-
BHIyaJTbHBIN TTOIXO/ ¢ Ha3HAYeHWEM TTOIIe P KUBAOIIIETO
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