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OlNPEAEAEHNE

 [lypnypa LLeHAenHOo-TeHOXa (reMmopparmieckmim BAOCKYAUT, OOAE3HD
LLleHAeMHO-IeHOXA, AHAMOUAAQKTOUAHAS NMYPMNYPA, reMOopPPArM4eCKkmm
KAMUAAIPOTOKCUKO3) — CUMCTEMHbIN BACKYAMUT, MOPAXKAOLLMM COCYAbI
MUKPOUMPKYAITOPHOIO PYCAQ (QPTEPUOABI, KATIMAAIDBI M MOCTKAMMAAAPHbIE
BEHYAbI), C XOQPAKTEPHbIM OTAOXKEHMEM B MX CTEHKE MMMYHHbIX AEMO3MTOB,
COCTOALLMX MPEMMYLLLECTBEHHO M3 MMMYHOTAOOYAMHOB A (IgA); KAMHMYECKM
MNPOIBAJETCSH KOXXHOM Fre MOPPATMYECKOM ChIMbO B COYETAHUM C MOPAXKEHUEM
CYCTOBOB, XXEAYAOYHO-KMLLIEYHOTO TPAKTA M MoYekK. NopaykeHune novek
BCTPEYAETCH YOCTO, HO PEAKO ABAIETCH MEPBbIM CMMMNTOMOM. Y DOAEE HEM
80% MALUMEHTOB HODAIOAQKOTCA MMKPO-, MOKPOTEMATYPUA MAU YMEPEHHAOS
NPOTENHYPUA. DTM AETHU OObIMHO NMOAHOCTbIO BOCCTAOHOBAMBAKOTCSA.



AKTYAAbHOCTb

* [lypnypa LLeHAEMHO-TEHOXO MOXXET PA3BMBATLCS B BO3PACTE OT 5 mecaueB A0 89 AerT,
HOMOOAEE YOCTO BCTPEYAETCH Y AETEU B BO3PACTE 4—6 AET, KOTAQ MOKA3ATEAD
3aboaeBaemMmocTm coctaBaseT 70 cayqyaes Ha 100 000 aetem.

* OTMOAOTMA BOAE3HU LLIEHAEMH-TEHOXA AO CUX MOP HE M3BECTHA. [1POBOLMPYIOLLMMM HOYOAO
BLUI doaktopamm MoryT OblTb OCTPbIE BUPYCHbIE MAM BAKTEPUAAbHbLIE 3Q0O0AEBAHMS,
ODOCTPEHME O4ArOB XPOHUYECKOM MHADEKLLMM; MULLLEBASA, AEKAPCTBEHHASA AAAEPTUS;
BAKLIMHALMS; MEPEOXAQXKAEHME N AP. B MOCAEAHME TOABI MMEETCH TEHAEHLMA K YBEAMHEHMIO
CMELLAHHbIX POPM 3a00AEBAHUS. TIKECTL TE4EHMA BLUI 11 ee NPOrHO3 onpeAeAseTcs
BOBAEYEHUEM B MATOAOTMYECKMM MpoLeccC novyek. CTeneHb BbIPAXXEHHOCTM MOYEYHOTO
CUHAPOMQA PA3AMYHA - OT TRAH3UTOPHOM SPUTPOLUTYPUM M HEBOABLLIOM MPOTEMHYPUM AO
PA3BUTUA LLIeHAeUHO-TeHOXa HePUTA. MCXOA MOCAEAHETO 3ABUCUT OT €0 KAMHMYECKOTO
BAPMAHTA, MOPdOAOTMYeCKOro tmna. B 20-30% CAy4aeB 30KAHYMBAETCH DOPMMPOBAHUNEM
XPOHUYECKOU NOYEYHOM HEAOCTATOYHOCTM.

* [fpobAaema AeveHna BLLT ¢ nopaxkeHnem novyek OKOHYaTeEAbHO HE peLleHa. OAHM ABTOPI
CYUTAIOT, YTO MPUMMEHEHUE TAKOKOKOPTUKOUAOB OTPULLATEABHO BAUAIOT HA TEYEHUE DOAE3HM
LLIeHAEMH-TeHOXA, APpYTHUeE Xe MPEAAAraoT HAPSAY C OHTUATPETAHTAMM M AHTUKOATNYAIHTAMM
MCMNOAb30OBAHME TKC, O MpU TIKEAOM TEYEHME - U LLIUTOCTATMKOB.



EAb MCCAEAOBAHINA

OnNpeAeAnTb MOAXOABI K TEPANMM B
30BUCUMOCTU OT KAMHUYECKOTO BAPMAHTA U
TEYEHMA MOPAXKEHMA MOYEK NP BOAE3HMU
LLleHAenHO-TeHOXa y AeTEU



AM3AMH MCCAEAOBAHMY

OTKPbITOE PAHAOMUIMPOOBAHHOE
KOHTPOAMPYEMOE MCCAEAOBOHUNE



CNnoCOb POPMNPOBAHMA BbIBOPKI

* B MCCAEAOBAHME BKAKOYOAUCH OOAbHbIE, MPOOXOAMBLLME CTALMOHAPHOE
AeveHne B Hedopoaormyeckom otaeAaeHmm OAKB ¢ 2008 nmo 2018 rr, nytem

TUNMOBOMU Bbl60pKM, OTBEYAIOLLIME KPUTEPUIM BKAKOHEHMS.

BYAYT MPOAHAAM3MPOBAHbI ABE TPYMMbl OOAbHbBIX: 1 - OCHOBHAS (AETM CO
CMeELLAHHOM doopMmon BLUT ¢ nopaxXeHmem noYek); 2 - rpynna CPABHEHMS
(AT CO cMmeLLaHHOM doopmon BLUT 6e3 mopaxeHms NoYek).

B coctaB nccAeAOBAHMS BKAKOYEHbBI 80 OOAbHBIX CO CMELLUAHHOM GOOPMOM
ooaesHu LLleHAaenH-TeHoxa, 13 HMx 30 OOAbBHbIX HE MMEAU MOPAXKEHME MOYEK, Y
50 aeTen ObIA MOYEYHBIM CUHAPOM, B TOM YUCAE Y 24 — HeDPUT LLieHAenH-
[eHoxa. [NTpeobAAAOAU MAABYMKM, CPEAHUIM BO3PACT HO MOMEHT
MCCAEAOBAHMSA ObIA OKOAO 9 AET, AAMUTEABHOCTb DOAE3HM COCTABAIAQ OT S AHEU
AO 2 AET, Yy 2 OOAbHbIX - 7/ AET.
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KPUTEPNUN BKAKOHEHINA

 Bo3pact ot 3 A0 16 AeT
* AOCTOBEPHbIM AMATHO3: BOAE3HDb LLIEHAEMH-TEHOXA, CMELLAHHAS DOPMA

e AOCTYMHOCTb MEPBMYHOM MEAMLIMHCKOM AOKYMEHTALMU AAT BO3SMOXKHOCTU
OHOAM3A KAMHMYECKMX MAPAMETPOB B A€DIOTE

* BO3MOXXHOCTb HODAIOAEHMS B OMNPEAEAEHHDBIE BPEMEHHbBIE MHTEPBAADIL: 6, 12
MEC OT HOYOAQ DOAE3HU U MPU PELIMAMBAX.

* HOAMHME B MCTOP KNI OOAE3HN MOAMMCAHHOTO POANTEAIMUN MAN 3AKOHHBIMHA
MPEACTABUTEAIMU MALMEHTA

* MHOOPMUPOBAHHOTO COTAACKA HO OBPABOTKY AOHHbIX, B TOM YUCAE AAS
HAYYHbIX MCCAEAOBAHMMN,



KPUTEPMIN NMCKAKOHERNA

« Bo3pact maaalle 3 m ctapLue 16 AeT

AeTn C NOPAXKEHMEM NOYEK B AHAMHE3E MPU APYITMX 3000AEBAHMSAX
(HedopOoTMYECKMIM CUHAPOM, HEDPUTMHECKMI CUHAPROM, MMEAOHEDPUT)



STMHECKHME ACTIEKTDI

* AQHHOE MCCAEAOBAHME OAODPEHO STUHECKMM KOMMUTETOM.

* [TOAYy4EHO AODBPOBOABHOE MHADOPMUPOBAHHOE COTAACHE POAMTEAEM

e POAUTEAIM MPEAOCTABAEHA BCS HEODOXOAMMAS MHODOPMALLMS

* B AOOOM MOMEHT POAMTEAM B MPABE OTKA3ATLCH OT MICCAEAOBOHMS



MCCAEAOBATEABCKMIN BOMPOC

* HOCKOABKO 20 JOEKTMBHO AAS HACTYMAEHUA pemmccumm (O) npumMmeHeHne
[AOKOKOPTUKOMAOB B COYETAHMM LMTOCTATUKAMM. AHTMATPETAHTAMM U

AQHTUKOATYAIHTAOMM ( |) MO CPABHEHMIO C MPUMMEHEHUEM AHOAOTUYHOM
TepaAnum, Ho 6e3 UMToCTaTMKOB ( C ) Yy AeTen 0T 3 A0 16 AET C HECOPUTOM

LLleHAenH- Tenoxa( P)e



PICO

* P- AeTM OT 3 AO 16 AeT C HEDPUTOM LLIeHAEMH- TeHOXA

* |- NPUMEHEHUNE TAIOKOKOPTUKOMAOB B COYETAHMU LIMUTOCTATUMKOMM.
AHTNATPETraHTAMMN M1 AHTUKOATYAAHTAOMM

« C- NPUMEHEHUE OHAAOTMYHOM TEPANUU, HO BE3 LMTOCTATMKOB
e O- HOCTYMAEHMA PEMMNCCUM



S - Med Sci Monit. 2017 May 18;23:2333-2339. \

 Evaluation of Mycophenolate Mofetil and Low-Dose Steroid Combined Therapy in Moderately Severe Henoch-Schonlein
Purpura Nephritis.

* LuZl, Song J2, Mao J1, Xia Y1, Wang C1.
e Author information
* Abstract

 BACKGROUND The most ap%ropriate management of Henoch-Schonlein Purpura (HSP) netphritis with nephrotic-range
proteinuria remains uncertain. The aim of this study was to evaluate the clinical therapeutic effects of mycophenolate mofetil
and low-dose steroid in Henoch-Schonlein purpura nephritis (HSPN) with nephrotic-range proteinuria and pathological
classification less than I'V in children.

 MATERIAL AND METHODS The clinical effects of MMF and low-dose steroid therapy were studied in children with
Henoch-Schonlein purpura nephritis manifested with nephrotic-range proteinuria, normal kidney function, and <50% crescents
or sclerosing lesions on renal biopsy. We enrolled 32 boys and 29 girls with nephrotic-range _}arote1nur1a, normal kidney .
function, and pathological classification less than IV on renal biopsy. We treated 41 cases %6 .2%) with mycophenolate mofetil
and low-dose prednisone combined ther%%y and 20 cases (32.8%) were treated with full-dose prednisone alone. RESULTS
Short-term response was significantly different between 2 %roups (le=4.371 P=0.037), while no significant difference was
found in long-term prognosis (y>=0.419, P=0.522) after follow-up. The ROC curve showed that the most appropriate cutoff
Valu¢fwas 30767 pug-h/ml for MPA-AUC and the area under the ROC curve was 0.731, with 85.2% sensitivity and 64.3%
specificity.

« CONCLUSIONS Mycophenolate mofetil and low-dose prednisone combined therapy is a reasonable treatment choice which
can promote the remission of proteinuria without increasing obvious adverse reactions in pediatric HSPN with ne%lrotlc state
and pathological classification less than grade IV. MPA-AUC more than 30 pg-h/ml was an appropriate value for
combined therapy with MMF and steroid for treating children with HSPN.

MF in the
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- Med Sci Monit. 2017 18 Mas, 23: 2333-2339. MexayHapOaHbI MEAUIMHCKUN )KypHaJ SKCIEPUMEHTAIBHBIX U KIMHUYECKUX UCCIIETOBAHUM

Onenka MukodenonsaTModeTniia 1 HU3KUE 036l CTEPOUTHON KOMOMHUPOBAHHON TEPAIMK B YMEPEHHO TspKenoM [ eHoxe mypmyp HedpuTe .
LuZ1,SongJ2,MaoJ1,XiaY1l,WangC1.

Nudopmarnus o0 aBrope

AOcTpakTHBIE

IMPEAIIECTBYIOINN YPOBEHb TEXHUKUW Haubonee noaxoxsiee ynpasienue Hegpputom Henoch-Schonlein Purpura (HSP) ¢
IPOTEUHYpUEH HEPPOTUUECKOTO Juana3oHa OCTaeTcsl HeonpeaeaeHHbIM. [{enbio qanHoro nuccneaoBanus ObUIO OLICHUTHh KIMHUYECKUE
TEpareBTUYECKUE 3£(I)CKTLI MUKO(DEHOTATMO(DETHIIN U HU3KKE 1036l cTeponioB B ['eHoxe nmyprypa Heppute (HSPN) ¢ HeppoTuueckum
paccTosHueM MPOTEUHYPHUEH U TATOIOTHYECKOM Kiaccudukanueit menee yeM [V B netsx .

MATEPUAJI U METO/IbI Knunnueckue s3ddexrst MMF u Tepanuu ¢ HU3KOM 10301 CTEPOUIOB U3YHAIUCh Y IeTel ¢ He()pUTOM NMypIryphl XEHOX-
[lonnelin MposBsSETCs C MPOTEUHYPUEN HE(YPOTUUECKOTO TUANa30Ha, HOPMAIbHOU (QyHKIuUeH mouek u <50% momymecanaMu Uin
CKIIEPO3HUPYIOLIMMU MOPAKEHUAMH IIPU OUOIICHU MOYEK. MBI 3aperucTpupoBany 32 ManpuKa U 29 1eBo4eK ¢ NPOTEUHYPHEH HG})IPOTI/I‘-ICQKOFO
auarna3zoHa, HOpMaJlbHOW (PyHKIIMEW MOYeK U MaTojiornueckoi kiaccudukammeit menee IV no ouoncuun nouek. Mbl oopaoortanu 41 ciyyait (67,2%) ¢
IIOMOILLIO MUKO(EHOIATa MO(ETHIa 1 KOMOMHUPOBAHHOM TEpaNuK ¢ HU3KOM 110301 IpeaHn3oHna, a 20 ciay4daes (32,8%) n1e4uanch TONLKO 10301
IIPEAHU30JI0HA C MIOJTHOM JO30M.

PE3VJIBTATHI KpaTtkocpouHsblii 0OTBET ObLIT 3HAYUTENBHO pa3indeH Mexay 2 rpynmnamu (x> = 4,371, P =0,037), npu 3TOM 3HaYUTENbHAS pa3HUIIA HE
ObL1a OOHapyX)eHa npu JoiarocpouHom nporuose (x> = 0,419, P = 0,522) nocne nabmonenus. Kpusas ROC mokazalia, 4To HaHOOIIEE MOLXOSILECE
3HaUYEHHUE OTCEUKH cocTaBysiio 30,67 Mkr - u / i 1iist MPA-AUC, a momaas o kpuoid ROC cocrapinsa 0,731 ¢ 9yBCTBUTENBHOCTRIO 85,2% 1
cnerupuanoctrio 64,3%. BbIBO/Ibl Mukodenonat modeTuiia 1 KoMOMHUPOBAHHAS TEPAINUSI C HU3KOU JT0301 MPEHU30HA SBISETCS pPa3yMHBIM
BBIOOPOM JICYEHHSI, KOTOPBIA MOKET CIIOCOOCTBOBATH PEMUCCUM IIPOTEMHYPHUH 0€3 YBEIMUCHNUS OUEBHIHLIX HOOOYHBIX PEAKLUM B [IEIMaTPHIECKOM
HSPN c HedpoTnyecknum COCTOSTHUEM U TTATOJIOTUYECKOM KHaCCH£HKaHI/IeI/I MEHee >I,V crenenu. MPA-AUC 6osee 30 MKT - 1 / MJT OBLIIO
noaxoauM 3HaueHreM 11t MMF B komOuHupoBanHoi Tepanuu ¢ MMF u crepouaom s aedenusaeta ¢ HSPN.

https://www.ncbi.nlm.nth.gov/pmc/articles/PMC5444683/




MCCAEAOBATEALCKNM BOMPOC

* HOCKOABKO 20 JOEKTMBHO AAS HACTYMAEHUA pemmccumm (O) npumMmeHeHne
NMNOAHOU TEPAMNEBTUYECKOU AO3bl TAIOKOKOPTUKOMAOB (MPEAHM3OAOH) ( |) Mo
CPABHEHMUIO C MPUMEHEHUNEM LIMTOCTATUKOB (MMP- MUKOdoEHOAQTO
MOTDETMAQ) B COHETAHUMU C HM3KMMKM A03aMUM [KC ( C ) y AeTen C HECDPUTOM

LLIeHAeNH- TeHOXA M HOPMAOABHOM CPYHKUMEN noYvek ( P)e




PICO

* P- AeTM C HEPUTOM LLIEHAEMH- TEHOXAO M HOPMOABHOW OYHKLIMEN NMOYEK

* |- NPUMEHEHME TAIOKOKOPTMKOMAOB B MOAHOM AO3€E (MPEAHU3OAOH)

e C- NPUMEHEHUE LMTOCTATMKOB (MM®P) B COHETAHUM C HM3KMMKM A03aMM [KC
e O- HOCTYMAEHMSA PEMMNCCUM



AM3ANH MCCAEAOBAHMY

OTKPbITOE PAHAOMUINPOOBAHHOE
KOHTPOAMPYEMOE
MCCAEAOBAHUE



CHOCOb POPMMPOBAHNA BbIBOPKH

*TMNoBA4 BbIOOPKA



KPUTEPNIN BKAKOHEHNS

* NeAMaTpMieckme NAUMEHTbl C HEPPUTOB LLIeHAenH-TeHOoXa 1
NPOTEMHYPMEN HEADPOTMHECKOTO AMAMNA30HA, HOPMOABHOM QOYHKLIMEN
novyek , 1 <50% MOAYMECHLLEB UAM CKAEPO3IMPYIOLLMX MOPAXKEHMM MPU
OMOMNCUM NOYEK.



KPUTEPMIN MCKAKOSERNA

[laumeHTbl ¢ KAAccom ISKDC boanee lll cteneHu

BoAesHb novek y aeten (ISKDC)*: | KAOCC-MUHUMOABHbBIE M3MEHEHMS;

Il cTeneHb-Me3aHTMAAbHAS MpoAmndbepaums; lll cteneHs (a) odarosas mam (b)) amdodoy3sHas
NPOAMADEPALMSA MAM CKAEPO3 C MOAYMECIALAMM <50%; paHTr IV - (a) PokyCcHOe

nAm (b) AMdOdOY3HAN MEZAHTMAABHAS MPOAMTDEPALMA MAM CKAep O3 ¢ 50-75 0/,

NOAYMECSLUbI; PAHT V - (A) dookyCcHas mam (b) Andodoy3HA ME3AHTIMAABHAS MPOAMADEPRALMA MAM
CKAEPO3 C NOAYMECALAMM > 75 %; PAHT VI-MeMOpaHONPOAMGEPATUBHOE

nopaxxeHue.

https://www.ncbi.nim.nih.gov/pmc/articles/PMC1631306/




BbIBOADI

« TOkMM 0OPa30M, MMF NPeACTABAIET COOOM MMMYHOCYMPECCOP, KOTOPbIM
MOXXHO MCMOAb3OBATb AAT A€YEHMI HEJOPOTUYECKOTO COCTOAHMS U
MNATOAOTMYECKOM KAQCCUMADMKALUMM MmeHee |V KaAacca AAd naumeHTos ¢ HSPN.
OTO MOXET MOMOYb YMEHbBLLIMTE AO3UPOBKY TAKOKOKOPTUKOMAOB U
CMNOCOOCTBOBATb PEMUCCUMN NPOTEMHYPUM OE3 YBEAMYEHMI OHYEBMAHDBIX
NOBOOYHbIX PEAKUMN MNMPU KPATKOCPOYHOM HADAIOAEHWN. AO30 MMP Boaee
30 MKT “4 / MA 9BAIETCA PA3YMHbIM 3HOYEHUEM B KOMOUHUPOBOHHOM
TEPANUMN CO CTEPOUATMMU AAT A€4EHUA AeTen C HSPN.
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