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Pesiome pekoMeHAdUin
i NPAKTUYHUX MOMEHTIB
10.1. AiarHoctuka

IMpaktnununii nyHkt 10.1.1. [linxin mo miarHOCTMKK ypa-
JKeHHSI HUPOK IIPM CUCTEMHOMY 4epBoHOMY BoBuaky (CUB)
HaBeleHOo Ha puc. 1.

10.2. NikyBaHHSI

10.2.1. 3arasbHe BeleHHS XBOPHX HA BOBYAKOBHIA
Hepput

Pexomenpaitist 10.2.1.1. Mu pekoMeHayeEMO, 1100 MallieH-
™™ i3 CUB, 30kpeMa 3 BoBuakoBuM Hedputom (BH), otpm-
MYBQIM JTIKyBaHHS TiIPOKCUXJIOPOXiHOM a00 €KBiBAJIECHTHUM
MPOTUMAISIPIHUM 3acO00M, SIKIIIO HEMAa€E TPOTUITOKA3aHb
(10).

IIpaktrunwmii myHkT 10.2.1.1. JlogaTkoBy Teparito IS Jii-
kyBa"HHs BH i moM’siKiieHHST ycKIagHeHb 3aXBOpPIOBaHHS abo
IX TiKyBaHHSI CJIiJl pO3IJISSTHYTH AJIs1 BCiX MALIi€EHTIB, SIK ITOKa3aHO
Ha puc. 3.

10.2.2. Bouakosuii Hepur I a6o I1 kinacy
[Mpaktnunumii myHkr 10.2.2.1. ITigxin 1o iMyHOCYNpecuBHOI
tepartii naiieHTiB i3 BH kiacy [ a6o 11 (puc. 4)

10.2.3. Bopuakoswuii Hedpur 111 a6o IV knacy

10.2.3.1. llouamkosa mepanis akmuHo20 6084aK08020 He-
¢dpumy I11/1V kaacy

Pexomenpanis 10.2.3.1.1. Mu pekoMeHaAyeEMO, 1100 Ialli-
entu 3 aktuBHuM BH 111 a6o IV knaciB, 3 MeMOpaHHUM KOM-
MOHEHTOM abo 0e3 HbOIro, CII0YaTKy OTPUMYBAIU JiKyBaHHS
JIIOKOKOPTUKOIAAMU TITIOC Oy/Ib-sIKe 3 HACTyMHOro: 1) aHajo-
i MikogeHooBoi kuciaotu (AMK) (7B); abo 2) HU3bKI 1031

Summary of recommendation
statements and practice points
10.1 Diagnosis

Practice Point 10.1.1: Approach to the diagnosis of

kidney involvement in systemic lupus erythematosus
(SLE) (Figure 1).

10.2 Treatment

10.2.1 General management of patients with lupus
nephritis

Recommendation 10.2.1.1: We recommend that
patients with SLE, including those with lupus nephritis
(LN), be treated with hydroxychloroquine or an equiva-
lent antimalarial unless contraindicated (/C).

Practice Point 10.2.1.1: Adjunctive therapies to
manage LN and attenuate complications of the disease
or its treatments should be considered for all patients, as
outlined in Figure 3.

10.2.2 Class I or Class II lupus nephritis

Practice Point 10.2.2.1: Approach to immunosup-
pressive treatment for patients with Class I or Class 11
LN (Figure 4)

10.2.3. Class III or Class IV lupus nephritis

10.2.3.1 Initial therapy of active Class II11/1V lupus
nephritis

Recommendation 10.2.3.1.1: We recommend that
patients with active Class III or IV LN, with or with-
out a membranous component, be treated initially with
glucocorticoids plus any one of the following: i. myco-
phenolic acid analogs (MPAA) (/B); or ii. low-dose
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MaujeHT i3 CHB

+

TecTyBaHHs NokasaHo, KOmu: MaHenb TecTyBaHHS:
— € NposiBU CUCTEMHOIO YEPBOHOIO BOBYaKa
— [Ansi perynspHoOro CnocTePEXEHHS

— € nigo3pa Ha 3aroCTPeHHs 3aXBOPIOBAHHS — CniBBigHoLUeHHs 6inok/kpeatuHiH (MJ1P)

— CupoBaTtkoBuii KpeaTuHiH i pLLIK®
— AHanis ceui (CMy>Ka Ta ocap)

A 4

— Cepororis (aHTK-dsOHK i komnnemeHT)

(50 Mr/mMmmonb)

NenKouuTiB

Yn € o3HakM aHoManbHOI NpoTeiHypii a6o ocapy ceui:
— AHoMarnbHa npoTeiHypis, OLiHeHa 3a JOMOMOrol TECTOBOI CMYXKM binka
> 2+, NpoTeiHypisa 1+, cniBBigHOLLEHHS 6inok/kpeaTuHi (MJ1P) > 50 mr/r Tak

Hi

4
Al

— Ocap cevi MO3UTUBHUIA Ha akaHToLmTK (> 5 %), 3NNk eputpoumnTiB abo _

Y € pokasu 3HMKeHHA LLIKD:

— Hanpviknag, HeHopMarbHa pLUK®, ska € H/X400 3a O4iKyBaHWI piBEHb
Ha OCHOBI BiKy Ta icTopii XBOpo6u, a60 3HMXeHHS pLLIK® 6e3 npuynHu, Big-
MiHHOI Bifj CACTEMHOr0O YepBOHOIr0 BOBYakKa

Hi

PucyHok 1. AHTu-dsDNA, aHTutina go asonaHuyrorosoi JHK;
PLUK®, po3paxyHkoBa LBUAKICTb KITy604KOBOI ¢hinbTpayii

CepueBo-CyANHHUIA
puauk

MpoTeiHypis i npo-
rpecyBaHHsa XXH
(auB. po3pain 1)

Pu3uk iHcikyBaHHSA

TpaBMa KicTKu

Kopekuis cnocoby XuTtTsa — BiAMOBA Bif KypPiHHA, ONTUMI3aLis Macu Tina, isnyHi Bnpasu
— JlikyBaHHsa gucninigemii

— Hu13bKi 0o3m acnipuHy nif Yac BariTHOCTI

— KoHTponb apTtepianbHOro TMCky

— YHuKauTe OieTV 3 BUCOKMM BMICTOM HATpItO

— OnTnmi3auia apTepianbHOro TUCKY

— PeHonpoTtekTopHi npenapatu, ak-ot 651okaga PAAC, iHribitop H3KTI2 Towwo, y cTabinbHux
navieHTis 6e3 N'YH

— YHUKarTe HeDpOTOKCUYHMX NpenaparTis

— 3ano6irante N'YH

— OUiHiTb iCTOPItO XBOPOOW Ha HasBHICTb reprnec 30cTep Ta TY6epKynbo3y

— CkpuHiHr Ha BI'B, BI'C, BIJ1 Ta BakuuHauito npotn BI'B

— lMNpoTurpnnosHa Ta NHEBMOKOKOBA BakLMHaLis

— lMNpodpinakTvka Pneumocystis jirovecii (npo6nemy NoTeHLinHOi NO6i4HOI peakLii Ha npe-
napat 06roBOPeHO HMXYe)

— IHouBigyansHUN po3rnsag PeKOMOIHaHTHOT BaKLMHM NPOTU repriec 3ocTep

— IHpuBigyansHUI po3rnag Wo[o iHWNX iIHPEKLiNHMX OpraHiaMiB BiAMOBIOHO 0O BUMOT 3aHe-
MOKOEHHS rPOMaACbKUM 300POB’AM Mif, Yac NiKyBaHHS

— OuiHka MiHepanbHOI LWLiNbHOCTI KICTKOBOT TKAHWHW Ta PU3VKY nepesiomMis
— [o6aBku kanbLjto Ta BitamiHy D
— BicdocoHaTn, SKLLO Lie HE06XifHO

24
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3akiHyeHHs puc. 3

Bnnus ynbrpacpio- — COHLEe3axX1CHUIN KpeM LLIMPOKOro cnekTpa Aji
nery — O6mexTe BNAvB ynstTpadioneTy

lNMepepyacHe BUCHa-
XKEeHHS IEYHUKIB

— AroHiCTV rOHaAoTPONIH-PUAI3UHI-FOPMOHY (TO6TO Nennponia)
— KpiokoHcepBaLjisi cnepmu/aiLeKkniTuH

HesannaHoBaHa — |HAMBIgyanbHa ouiHKa Ta KOHCYNbTYBaHHS OO0 TUNY KOHTpaLenwii (nepesaru, pusmk
BariTHiCTb TPOM603Y, BiK)

— OuiHnTu iHgmBigyanbHi akTopy pU3MKy 3M0AKICHUX HOBOYTBOPEHb
Pak — BikoBMI CKPUHIHT 3M0AKICHUX MyXJNH

— 3BeaiTb 40 MiHIMyMy OOBI4HWUIA BMAMB LmKknodocdamigy fo < 36 r
PucyHok 3. 3axoau ans miHimisayii pusnKky ycknafHeHb, nos’s3aHNX 3 BOBYaKOBUM HEHPUTOM
abo voro JiKyBaHHSIM
Mpumitkn: posgin 1 nocunaetscs Ha po3gin 1 Kepisunyrsa KDIGO woao rnomepynsapHux 3axsoptoBaHb. 'YH,

rocTpe ypaxeHHs1 HUpokK; XXH, xpoHi4yHa xBopoba Hupok; BI'B, Bipyc renaruty B; BI'C, Bipyc renatuty C; BIJ,
Bipyc imyHopedpiunty moamuun; PAAC, peHiH-aHrioTeH3uH-anbgocTepoHoBa cuctema; H3KTI2, HaTpivi-3anexHuii

KOTpaHcropTep ryoKo3un-2.

BosuakoBui HechpuT I/l kKnacy
(6ioncist HMPKK)

|

-

[MpoTeiHypis HN3bKOro PiBHA |

h 4
IMyHOCynpecrBHe nikyBaHHS
3 ypaxyBaHHAM eKcTpapeHanbHUX
NposiBiB CUCTEMHOI0 4€PBOHOIrO
BOBYaKa

+

| HedpoTnyHuii cuHgpom |

1

OUjiHiITb HasiBHICTb BOBYaKOBOI NogouuTonarii
(enekTpoHHa Mikpockomnis 6yAe KOPUCHOHO)

| Jlikynte K XBOpO6Y MiHIManbHWUX 3MiH (Po34in 5) |

+

PosrnsiHeTre kom6iHOBaHy Tepanito NiGTPUMKM HU3bKMMKW J03aMu
ITIIOKOKOPTUKOIAIB Ta iHLUMM iIMyHOCYNPEeCUBHMUM 3aC060M

PucyHok 4. ImyHocynpecuBHe niKkyBaHHS nayieHTIB i3 BoB4akoBum Heghputom knacy | aéo Il
TMpumitka: po3gin 5 nocunaetTbcs Ha po3ain 5 Kepisunyrea KDIGO Lwjo[o 3axBoproBaHb KJ1y604KiB.

BHYTpillTHbOBEHHOTO LIMKJIo(ochaminy ( 1B); adbo 3) 6enimymad
i/a6o AMK, a60 HU3bKi 1031 BHYTPIlITHBOBEHHOTO IIUKJI0(hOC-
daminy (1B); abo 4) AMK Ta inrioitop kanbuuHeBpuHy (IKH),
KO (DYHKILisSI HIPOK HE € CEPO3HO MOPYIIEHO0 (TOOTO O11i-
HeHa MBUAKICTb KITy6oukoBoi dinbrpaitii [pLIK®] <45 m/xB
Ha 1,73 M?) (IB).

IIpaktnunuii mynkr 10.2.3.1.1. Pexum TIIIOKOKOPTUKO-
imiB 31 3HMKEHUMMMU J03aMU IIiCJIsI KOPOTKOIO KypcCy MYJIbCiB
METUJITIPEIHI30JI0HY MOXe OyTU pO3IJSHYTUI IIig 4ac I0-
YaTKOBOTIO JIiKyBaHHSI akTuBHOro BH, koiu sik HUPKOBI, Tak i
I03aHUPKOBI MTPOSIBA XBOPOOM IEMOHCTPYIOTH 3a10BUIBHE I10-
qtinieHHs (puc. 7).

IMpakrnunuii myHkr 10.2.3.1.2. BHyTpilllTHbOBEHHE BBEICH -
Hs1 nuKiIodochaminy Moxe OyTM BUKOPUCTAHO SIK MOYaTKOBa
teparist aktusHoro BH 111 ta 1V knaciB y mauieHTiB, siki Mmo-
JKYTh MaTH TPYIHOIII 3 TOTPUMAHHIM TIEPOPATEHOTO PEXIMY.

IIpaktrunumii myakr 10.2.3.1.3. Cxema Ha ocHOBI AMK €
0axkaHOIO IMOYATKOBOIO Tepalrielo mpoicdeparuBHoro BH misa
MAali€HTIB i3 BUCOKUM PU3UKOM O€3IUIiAAs1, HAMpUKJIa Malli-
€HTIB, SIKi MOMepeaHbO NpuiitManu HukKIodocdamin Bia cepen-
HBOTO JJO BUCOKOTO 103YBAHHS.

intravenous cyclophosphamide (7B); or iii. belimumab
and either MPAA or low-dose intravenous cyclophos-
phamide (1B); or iv. MPAA and a calcineurin inhibitor
(CNI) when kidney function is not severely impaired
(i.e., estimated glomerular filtration rate [eGFR]
<45 ml/min per 1.73 m?) (IB).

Practice Point 10.2.3.1.1: A regimen of reduced-
dose glucocorticoids following a short course of me-
thylprednisolone pulses may be considered during the
initial treatment of active LN when both the kidney and
extrarenal disease manifestations show satisfactory im-
provement (Figure 7).

Practice Point 10.2.3.1.2: Intravenous cyclophos-
phamide can be used as the initial therapy for active
Class 1T and Class IV LN in patients who may have dif-
ficulty adhering to an oral regimen.

Practice Point 10.2.3.1.3: An MPAA-based regimen
is the preferred initial therapy of proliferative LN for
patients at high risk of infertility, such as patients who
have a moderate-to-high prior cyclophosphamide ex-
posure.
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IIpaktnunwmit myskr 10.2.3.1.4. IlouaTkoBa iMyHOCYyIIpe-
cuBHa Tepairis, sika Bkiodae IKH (BokinocrnopuH, TakposiMyc
200 LIMKJIOCIIOPMH), MOKe OyTH Kpalllolo y MaIli€HTIB i3 BiTHOC-
HO 30epekeHOI0 (bYHKIIEIO HUPOK i MPOTEIHYpi€l0 HePPOTUY-
HOTO Jiarna3oHy, UMOBIpHO, TaKOX Yyepe3 3HaUHi MOIIKOIKEH -
HsI TIOIOLIUTIB Ta y MAlli€HTIB, SIKi HE MEPEeHOCATh CTaHIAPTHI
o031 AMK abo He migxondTh Yn He 0axaloTh BUKOPHUCTOBYBA-
TH CXeMU Ha OCHOBI IMKIodocdaminy.

IMpaktnunumii myakr 10.2.3.1.5. TloTtpiitHuit iMmyHOCYyTIpe-
CUBHUIT pexxuM — Oeslimymab 3 mirokokopTukoinamMu Ta AMK
200 3HIKEHOIO 103010 HUKIIo(ochaminy Moxke OyTH KpalluM y
MALI€HTIB i3 ITOBTOPHUMU 3aTOCTPEHHSIMHU a00 3 BUCOKUM PU-
3MKOM IIPOrpeCcyBaHHS 10 HUPKOBOI HEMOCTATHOCTI BHACIIOK
TSKKOI XPOHIYHOI XBOPOOU HUPOK.

IMpaxktnyauit myskt 10.2.3.1.6. IHmi MeToau JTiKyBaHHS,
SIK-OT a3aTioNnpuH abo JieIyHOMIJ Y TTIOEHAHHI 3 TJTIOKOKOP-
TUKOIIaMM, MOXYTb PO3IJISIIATUCS 3amicmb PEKOMEHIOBAHUX
MOYaTKOBUX TpernapaTiB st mipodtipeparnsHoro BH y curtya-
isIX HEeTMepeHOCUMOCTI TAalliEHTOM, BiJICYTHOCTi JOCTYITHOCTI
Ta/abo0 HaAMIpHOI BapTOCTi CTAaHAAPTHUX JIiKiB, aje Ii aib-
TepHATUBU MOXYTb OyTH ITOB’sI3aHi 3 HUKI0I0 e(heKTUBHICTIO,
BKJTIOYAIOUM 301IBIICHHS YaCTOTH PEeIMANBIB XBOPOOU Ta/abo
301IbIIIEHHS BUMAAKIB TOKCUYHOCTI IIperapary.

IIpaktuynuii myHkt 10.2.3.1.7. HoBi GiosioriuHi Ta HebGio-
JIOTiYHI METOIM JiKyBaHHS 3HAXOASThCS Ha CTajlii pO3p0o0KH Ta
MOXYTb MPEACTABISATH MailOyTHI BapiaHTU JIIKyBaHHSI aKTUB-
Horo BH. Putykcumab MoXHa pO3IJISTHYTH JJIsT TTAlli€EHTIB i3
CTIKOI0 aKTUBHICTIO 3aXBOpIOBaHHSI a00 HeaaeKBaTHOI Bill-
MOBIJII0 HA TTOYAaTKOBY CTaHAAPTHY Tepartito.

10.2.3.2. [liompumyroua mepanis 6oguakosoeo Hegppumy Il
ma 1V kaacie

Pexomenpamnis 10.2.3.2.1. Mu pekoMeHAyeEMO, 1100 ITiCJIst
3aBepIlIeHHs] IT0YaTKOBOI Teparlii malieHTu oTpuMmyBaiu AMK
SIK MiATpUMYtode JTikyBaHHs (1B).

[Mpaktuunuii nyHkt 10.2.3.2.1. A3aTionpuH € aabTepHaTh-
Boto AMK miciist 3aBepiieHHs TOYaTKOBOI Teparlii y TallieHTiB,

Practice Point 10.2.3.1.4: Initial therapy with an im-
munosuppressive regimen that includes a CNI (voclo-
sporin, tacrolimus, or cyclosporine) may be preferred
in patients with relatively preserved kidney function
and nephrotic-range proteinuria likely due to extensive
podocyte injury, as well as patients who cannot tolerate
standard-dose MPAA or are unfit for or will not use
cyclophosphamide-based regimens.

Practice Point 10.2.3.1.5: A triple immunosuppres-
sive regimen of belimumab with glucocorticoids and
either MPAA or reduced-dose cyclophosphamide may
be preferred in patients with repeated kidney flares or at
high-risk for progression to kidney failure due to severe
chronic kidney disease.

Practice Point 10.2.3.1.6: Other therapies, such as
azathioprine or leflunomide combined with glucocor-
ticoids, may be considered in lieu of the recommended
initial drugs for proliferative LN in situations of patient
intolerance, lack of availability, and/or excessive cost
of standard drugs, but these alternatives may be associ-
ated with inferior efficacy, including increased rate of
disease flares and/or increased incidence of drug toxi-
cities.

Practice Point 10.2.3.1.7: Newer biologic and non-
biologic therapies are under development and may of-
fer future options for the treatment of active LN. Ritu-
ximab may be considered for patients with persistent
disease activity or inadequate response to initial stan-
dard-of-care therapy.

10.2.3.2 Maintenance therapy for Class I1I and Class
1V lupus nephritis

Recommendation 10.2.3.2.1: We recommend that
after completion of initial therapy, patients should be
placed on MPAA for maintenance (/B).

Practice Point 10.2.3.2.1: Azathioprine is an alter-
native to MPAA after completion of initial therapy in

Hynb a6o 0,25-0,5 r/no6by
00 3 [OHiB, K MoYaTKoBe
NiKyBaHHA

MeTunnpepHi3050H BHY-
TPiLLHLOBEHHO, NMYJbCU

MepopanbHuii NpeaHi3oH/
eKBiBaJNIeHT (Ha AeHb)

TwxpeHb 0-2 0,8—1,0 mr/kr (makc. 80 mr)
TwxpeHb 3—4 0,6—0,7 mr/kr
TwxpeHb 5-6 30 mr
TwxpeHb 7-8 25 Mr
TwxaeHb 9—10 20 Mr
TwxpeHb 11-12 15 mr
TwxpeHb 13-14 12,5 mr
TwxpeHb 15-16 10 mr
TwxpeHb 17-18 7,5 Mr
TwxpeHb 19-20 7,5 Mr
TwxpeHb 21-24 5wMr
TwxpeHb > 25 <5wmr

0,25-0,5 r/po6y po 3 gHis,
4acCTO BKIIHOYaETbCA AK MO-
YaTKOBE NiKyBaHHS

0,6-0,7 mr/kr (makc. 50 mr)

0,25-0,5 r/poby po 3 gHi.,
AK NpaBunJio, BKITIOYEHO AK
ro4aTkoBe JliKyBaHHs

0,5-0,6 mr/kr (makc. 40 mr)

0,5-0,6 mr/kr 0,3-0,4 mr/kr
20 mMr 15 mr
15 mr 10 mr
12,5 mr 7,5 Mr
10 mr 5 mMr
7,5 Mr 2,5 Mr
7,5 Mr 2,5 mMr
5wmr 2,5 Mr
5 wmr 2,5 Mr
<5wmr 2,5 mMr
<5wmr <2,5Mr

PucyHok 7. [puknanu ritoKOKOPTUKOIAHUX CXeM NliKyBaHHSI BOBYaKOBOIro Heqhputy
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sKi He TiepeHocssTb AMK, He MaroTh noctymy 1o AMK a6o ski
IUTAHYIOTh BariTHICTb.

IIpaktnunuit myskr 10.2.3.2.2. o3y IIIOKOKOPTUKOI-
IiB CJIiI 3MEHIIyBaTU A0 HAaWMEHIIIOI MOXKJIMBOI J03M IIil Jyac
OiATPUMYIOYOI Teparlii, 3a BUHSITKOM BUMAAKiB, KOJU IJIIOKO-
KOPTUKOIAM TOTPiOHI IS JIIKyBaHHSI €KCTpapeHaJbHUX Ipo-
sIBIB BOBUAKa; MPUMUHEHHS 3aCTOCYBaHHS TIIOKOKOPTUKOIIiB
MOXHa PO3MJISIHYTHU Mic/sl TOTO, SIK y MAaLliEHTIB 30epira€Tbest
MOBHA KJIiHIYHA peMicisl 32 HUPKOBMMM TMOKa3HUKAMU TPOTSI-
oM > 12 Mics1IiB.

IMpaktnunuii myHkT 10.2.3.2.3. Jlo3a mikodeHonaTy Mode-
Ty (MM®) y paHHiii miaTpumMytodiii asi cTaHOBUTH MPU-
061m3H0 750—1000 Mr nBivi Ha AeHB, a IJ11 MiKO(hEHOI0BOI KHC-
ot (M®K) — nipubnusno 540—720 Mr ABivi Ha JCHbD.

Ipaktrunmii myHkT 10.2.3.2.4. 3arajgbHa TpUBAJIICTh MoYaT-
KOBOI iMYHOCYIIpECii IItoc KOMOIHOBAHOI ITiATPUMYIOUO] iMyHO-
cynpecii mst mpostideparusHoro BH Mae ctaHoBuTH > 36 MicsI1IiB.

[Mpaktuynmit myHkT 10.2.3.2.5. [NauieHTn, sIKi OTpUMyBaIn
MOTPiliHY IMYHOCYIIPECUBHY CXeMy, 1110 BKJIIOYae OenimMymad
a06o IKH na momaTok 1o cTaHIapTHOI iMyHOCYIIPECUBHOI Tepa-
Mii, MOXXYTb IIPOAOBXKYBATHU ITOTPIHY IMyHOCYIIPECUBHY CXEMY
SK HiATpUMYIOUy Tepariito (puc. 9).

Tpaxktuaaumit myHkT 10.2.3.2.6. ko AMK Tta azationpuna
He MOXKYTh OyTY BUKOPUCTaHI IJIs1 MiATPUMYIOUOI TepaIlii, MOXK-
Ha po3misiHyTy IKH a6o mizopubin um nedayHomin (puc. 9).

10.2.4. BosuakoBuii Hedput V Kiacy

[Mpaktnynuit myHkt 10.2.4.1. 3anporoHOBaHMI TIiAXif
10 JIIKyBaHHS TalieHTiB i3 unctuM BH V kiacy onmcano Ha
puc. 10.

patients who do not tolerate MPAA, who do not have
access to MPAA, or who are considering pregnancy.

Practice Point 10.2.3.2.2: Glucocorticoids should
be tapered to the lowest possible dose during mainte-
nance, except when glucocorticoids are required for
extrarenal lupus manifestations; discontinuation of
glucocorticoids can be considered after patients have
maintained a complete clinical renal response for > 12
months.

Practice Point 10.2.3.2.3: The dose of mycophenolate
mofetil (MMF) in the early maintenance phase is appro-
ximately 750—1000 mg twice daily, and for mycophenolic
acid (MPA), approximately 540—720 mg twice daily.

Practice Point 10.2.3.2.4: The total duration of
initial immunosuppression plus combination mainte-
nance immunosuppression for proliferative LN should
be > 36 months.

Practice Point 10.2.3.2.5: Patients treated with triple
immunosuppressive regimens that include belimumab
or a CNI in addition to standard immunosuppressive
therapy can continue with a triple immunosuppressive
regimen as maintenance therapy (Figure 9).

Practice Point 10.2.3.2.6: If MPAA and azathioprine
cannot be used for maintenance, CNIs or mizoribine or
leflunomide can be considered (Figure 9).

10.2.4 Class V lupus nephritis

Practice Point 10.2.4.1: A suggested approach to the
management of patients with pure Class V LN is de-
scribed in Figure 10.

KomeHTapi  BaxaHe niky- Hwuabka EdpekTnBHiCTb TA
BaHHS, 3aCHO-  BapTIiCTb Ni- 6e3neka 6eni-
BaHe Ha [o- KiB; 6e3ney- mymaby npo-
Kasax BUCOKOI HWI Nig 4ac [EMOHCTPOBaHi
BipOrigHoCTi; BariTHOCTI B QOCHIOKEHHSX

HMX4a 4acTto-
Ta 3arocTtpeHb

BLISS-LN (104-11

NMOPIBHSHO 3 LUMPEHUX BifKpW-
NigTPUMYHNM TUX OOCNIMKEHHAX
npumnoMom (28-1 TXKOEHD)
asaTionpuHy (MpakTn4Hui

nyHKT 10.2.3.2.5)

TUXKOEHb) Ta PO3-

EdpekTuBHICTL | 6€3- Takponimyc i Hocsig
reka BOKJIOCMOPUHY  LIMKITOCMOPWH nepe-
NPOAEMOHCTPOBaHI  6e3MmeyHi nig 4ac BaXHO

B AURORA 1 (52 BariTHOCTIi; Hedo- Y ANOH-
TXHi) i AURORA CTaTHbO JaHUX  CbKUX

2 — MPOMOBXEHHs1  MpPO BariTHICTb nauieHTiB

BMNPOBYBaHb (2
poku); edheKTMB-
HiCTb | 6e3neka
Takponimycy npo-
OEMOHCTPOBaHi

B OOCHNImKEHHI
«MynbTuuinsosa
Tepanis» Ha Kutan-
CbKWX NavieHTax, y
AKUX TaKponimyc i
3HMXeHI no3n AMK
3acTocoByBanucs
NpoTArom 24 micsuis
(MpaKkTU4HWMIA NYHKT
10.2.3.2.5)

npu 3acTocyBaH-
Hi BOKIIOCMOPUHY

PucyHok 9. ligTpumyroya imyHocynpecuBHa cxema y nauieHTiB 3 BOBY4aKOBUM HEehpUTOM

TMpumitkn: AURORA, PeaKuisi HUpOK rnpy akTUBHOMY BOBYaKy 3 BoksiocriopyHom; BLISS-LN, E¢hekTuBHicTb i 6€3-
neka 6enimyma6y y nauieHTis 3 akTuBHUM Bos4axKoBum Hegpputom; IKH, iHribitop kanbumHespuHy; AMK, aHanoru

MiKogheHonaTHoi KUC/IOTH.
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10.2.5. Bignosinp i pemuaus

10.2.5.1. Ouinka 6ionoeioi Ha aikyeanHs npu BH

[Mpaktnunuii myHkt 10.2.5.1.1. BuzHaueHHs BianoBiai Ha
Tepartiro BH, 1110 BUKOpHUCTOBYEThCST B KITIHIYHMX JTOCITiIKEH-
HS$IX, HaBeieHo Ha puc. 11.

10.2.5.2. Jlixysanus He3a0o8inbHoi 8ionogioi
Ha NIKYBAHHS

IIpaktnunumii myHkr 10.2.5.2.1. ATropuT™iyH1M TiaXia 10
MAali€HTiB, BiAMOBiAb Ha Tepallilo SKUX BBAXKAETHCS HE3a10-
BiJIbHOIO, HaBeEHO Ha puc. 12.

10.2.5.3. Jlixysauus peyuougy BH

[MpakTuannii myHKT 10.2.5.3.1. ITicasg gocsirHEHHST TTOBHOL
a00 yacTkoBoi peMicii peunnus BH citin nikyBaTtu Tieto camoro
MOYaTKOBOIO Teparti€lo, sika BUKOPUCTOBYBaJacsl ISl AOCST-
HEHHsI IT0YaTKOBOI BilIIOBiAi, 00 aJIbTepHATUBHOIO PEKOMEH-
JIOBAHOIO Teparli€lo.

10.2.5 Response and relapse considerations

10.2.5. 1 Assessing treatment response in LN

Practice Point 10.2.5.1.1: Definitions of response
to therapy in LN used in clinical trials are provided
in Figure 11.

10.2.5.2 Management of unsatisfactory response to
treatment

Practice Point 10.2.5.2.1: An algorithmic approach
to patients whose response to therapy is deemed unsa-
tisfactory is provided in Figure 12.

10.2.5.3 Treatment of LN relapse

Practice Point 10.2.5.3.1: After a complete or par-
tial remission has been achieved, LN relapse should be
treated with the same initial therapy used to achieve
the original response, or an alternative recommended
therapy.

Bosuakosuii Hedput V knacy
(6ioncis HUPKW)

|

v

[MpoTeiHypis HU3bKOro PiBHA |

A 4

KoHTposoviTe piBeHb rpoTeiHypii Ta 3anobiraite yCcKnagHeHHs M abo ikyuTe ix
(Hanpuknag, TpoM603, auchinigemisi, Habpsiku). Npy 3arocTpeHHi NpoTeiHypii Ta/abo
YCKNaaHEeHHsIX npoTeiHypii (Tpom603, gucninigemisi, HA6PsKM) PO3riisHBTE IMyHOCY-
rpecuBHy Teparito

-

| [MpoTeiHypis HedpOTMYHOrO AianasoHy

1. Biokaga peHiH-aHrioTEH3MHOBOI CUCTEMM i
KOHTPOJIb apTepianbHOro TUCKY

2. IMyHocynpecuBHE MiKyBaHHS 3 ypaxyBaHHAM
No3aHMPKOBMX MPOSIBIB CUCTEMHOIO YEPBOHOIO
BOBYakKa

3. [NgpoKcMxnopoxiH

1. Bniokaga peHiH-aHrioTEH3MHOBOT CUCTEMU Ta KOHTPOSb
apTepianbHOro TUCKY

2. Komb6iHOBaHe iMyHOCYynpecuBHE NiKyBaHHSA FHOKOKOP-
TMKOIAaMM Ta OfMH iHLUWIA areHT (Hanpuknag, aHanoru
MIKOGOEHOSIOBOI KMCOTH, LMKnodocdamin, pekoMeH-
Jauis pexumy rmioKOKOPTUKOIAiB, ane 6axaHa nomipHa/
3MeHLeHa fo3sa (myHkT 10.2.3.1.1))

3. FigpokcmxnopoxiH

PucyHok 10. JlikyBaHHS1 nayieHTIB i3 Y4NCTUM BOBYaKOBUM Heghputom knacy V

— 3MeHLLeHHs npoTeinypii < 0,5 r/r (50 mr/MMonb), BuMipsHoi sk CI1K i3 24-roguHHoro

MoBHa BignoBigb* 360py cexi

— Crabinisauia a6o noninweHHs dyHKLUii HUPoK (+ 10—15 % Big BUXIQHOMO PiBHS)

— MpoTtarom 6—12 micAuiB no4aTok Tepanii, ane Moxe TpusaTty GinbLue HiX 12 Mmic.

lMepBuHHa edhek-
TUBHICTb HUPKOBOI
Bignosigi

— CINK < 0,7 r/r (70 mr/mmonb) Ha 1,73 m?
— pLUK® He 3HMXyeTbCsA NnoHag, 20 % Bif, BUXiAHOMo piBHA, ab6o 60 mn/xe/1,73 m? Ta 6inbLue
— He 3acTocoByBanacs ekctpeHa Tepanis npyu HeeEKTUBHOCTI NiKyBaHHS

— 3MeHLLUEHHs NpoTeiHypii WwoHarMeHLwe Ha 50 % i go < 3 r/r (300 Mr/MMorsb), BUMIPSIHOI 3a

YactkoBa BignoBigb

ponomoroto ClK i3 24-roguHHOro 360py ceui
— Crabinisauia a6o noninweHs gyHKUii HUPOK (= 10—15 % Bif BUXiGHOro piBHSA)

— lMpoTtarom 6—12 micauiB nicna no4aTky Tepanii

BipcyTHicTb Bigno-

Bifi YyaTky Tepanii

— HemoXnuBICTb JOCArTU 4aCcTKOBOI a60 MOBHOI BigNoBiAi npoTarom 6—12 micauis nicns no-

PucyHok 11. BusaHa4eHHs1 BignosBigew, siki 3a3Buvari BUKOPUCTOBYIOTbCS B K/TIHIYHUX BOCTIAXEHHAX
BOBYaKOBOIro Heghputy

TMpumitkn: *ans gitevi Bikom go 18 pokiB NoBHa BigMoBiAb BU3HAYa€TbCSA K NPoTeiHypia < 0,5 r/1,73 M? Ha AeHb
abo < 300 mr/m? Ha AeHb Ha OCHOBI 24-roguHHOro 3pa3ska cedi. PLUK®, po3paxyHkoBa LUBUAKICTb K/1y604YKOBOI
pinbTpadii; CBK, 6inok-kpeaTtnHiHose criBBigHOLLEHHS.
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1 | MNepeBipTe NPUXUIBHICTb A0 MiKyBaHHSA

[MoBTOPITE 6IONCII0, AKLLO € CyMHIBU LLIOAO0 XPOHi3aLii abo iHLIOoro giarHo3y (Hanpuknag, TPOMOOTUYHA MiKPOaHTi-
onarisl)

PucyHok 12. JlikyBaHHA nayieHTiB, ki NoOKa3anu He3a[o0BiNbHY BifnoBiAb Ha Mo4aTKoBYy Teparito aKkTUBHOIro

BOBYaKoBOro HeghpuUty

BoBuakoBwuii HedhpuT Ta nigo3pa Ha
TPOMOGOTMYHY MiKpoaHrionarito

TecT Ha akTuBiHCTL ADAMTS13 Ta aHTUTINa
no ADAMTS13
TecT Ha aHTMdOoChOoNINiAHI aHTUTINa

CepepHii/BuCOKMiA | l
PU3NK (> 5 NYHKTB) CTpatudikaLlis pUanky TpomM60oTUY-
——|  HOi TPOMOOLIMTOMEHIYHOI Nypnypwn
Huabkui puank* | (wkana PLASMIC)
(0—4 nyHKTK) X
A 4 h 4 A 4
Hu3bKa akTMBHICTb HopmarnbHa akTuBHICTb | | HopmarnbHa akTVBHICTb
ADAMTS13 (< 10 %) ADAMTS13 i BigcyTHI ADAMTS13 Ta HasBHi
aHTudpocdoninigHi aHTudocdoninigHi
aHTuTina aHTuTiIna
h 4 l l

CU1CTEMHWI YepBOHUIA BOB-
Yak, acoujirioBaHui i3 TPOM60-
TUYHOK TPOMOOLMTOMEHIYHOIO

nypnypoto

OuiHnTb eTionorito
TPOMOOTUYHOI MIKpPO-
aHrionarii

CwuHgpom aHTudocdo-
ninigHoi Hedpponarii

A 4
lMepBrHHa a60 BTOpUHHA
KOMMMEMeHT-onocepeaKkoBaHa
TPOMOOTMYHA MiKpOaHrionaTis

h 4 l h 4

MnasmosamillieHHs PosrnsiHete IHwa
+ [IIOKOKOPTUKOIAN eKynizymab eTionorisa v

+ puTyKcMmab AHTUKOArynauisa +/—
+/— Kannaunsymao nnasMo3samillieHHsi

PucyHok 13. BegieHHs1 nayieHTiB i3 BOBYaKOBUM HEYPUTOM i TDOMBOTUHYHOIO MiKpoaHrionariero.
Bendapudi PK, Hurwitz S, Fry A Ta iH. BuBegeHHs1 Ta 30BHiLUHS nepeBipka ouiHkn PLASMIC gnsa wBuakoi oyiHkun
AOPOCIINX i3 TPOMOOTUYHUMU MiIKpOaHrionaTissMu: KoropTHe gocnigxeHHs. Lancet Haematol. 2017; 4:
e157-e164.

TMpumitkn: ADAMTS 13, gesiHterpuH i metanonporteiHa3za 3 MOTUBOM Tpom6ocrnoHauHy tuny 1, yneH 13; PLASMIC,
KinbkKicTe TPOM60UNTIB, KOMGiIHOBaHa 3MiHHa reMoJli3y, BiACYTHICTb aKTUBHOIO paKy, BifCYyTHICTb TpaHcnnaHTayil
CTOBOYpPOBUX KNIITUH a60 ConifHNX opraHiB, cepeAHiv KkopryckynsapHui o6’em (MCV), mixkHapogHe Hopmarsi3oBa-
He cniBsigHoweHHs (INR), KpeaTyHiH.
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10.3. OcobauBi cutyauii

10.3.1. BoBuakoBuii HeppuT i TPOMOOTHYHA MIKPOAHTiO-
naris

[Mpaktnanmii myskT 10.3.1.1. [MTamienTn 3 BH i tpom6oTIa-
Hoto MiKpoaHrionaTieto (TMA) MoBUHHI JIiKyBaTUCS BilMOBiI-
HO 10 OCHOBHOI eTioJiorii TMA, sik moka3zaHo Ha puc. 13.

10.3.2. BariTHicTh y XBOPUX HA BOBYAKOBHIA He()pUT

IIpaktnunumii mynkr 10.3.2.1. [Namientam 3 aktuBHuM BH
CJliI peKOMEHIyBaTU YHMKATH BariTHOCTi, ITOKM XBOpoOa ak-
TUBHA a00 TpHUBA€E JIIKyBaHHS ITOTEHLIMHO TepaTOreHHUMU
rpernapaTaMi, a TaKOX MPOTSITOM > 6 MiCSIIiB ITiCJIsT TOTO, SIK
BH cTae HeaKTUBHUM.

[Mpaktnynuit myHkr 10.3.2.2. lo6 3MeHIIUTH pPHU3UK
YCKJIQJIHEHb BariTHOCTI, TiAPOKCUXJIOPOXiH CJIi/l TPOOBXKYBaTH
i1 Yac BaTiTHOCTI, @ HU3bKi 103U acTlipuHY CJIiJi PO3MOYNHATH
1o 16 TUXKHIB BaTiTHOCTI.

IIpaktnunumit myHkr 10.3.2.3. [MIOKOKOPTHKOIIM, Timpo-
KCUXJIOPOXiH, a3aTiONpPUH, TAKPOJIiMYC i IIMKJIOCIIOPUH BBaXKa-
IOThCsI O€3MeYHUMU iIMYHOCYNIPECMBHUMM METOJAMU JIIKyBaH-
HSI TTiJ Yac BariTHOCTI.

10.3.3. JlikyBanHsi BOBYaKOBOTO HedpuTy y aireid

[Mpaktuynwmit myskr 10.3.3.1. JlikyiiTe negiaTpuyHUX Talii-
enTiB i3 BH 3a mormomororo cxem iMmyHocyIIpecii, momiOHUX 10
THX, 1110 3aCTOCOBYIOThCS IIJISI IOPOCIIMX, ajie TIil Yac po3poo-
KM TUIaHy Teparlii BpaXOBYTe NMUTAHHS, IO CTOCYIOThCS IIi€l
MOITYJISILII, TaKi SIK KOPUTYBaHHS TO3U, PICT, (PEPTUIBLHICTH Ta
MICUXOCOLiabHi (haKTOPH.

10.3.4. BeieHHs1 XBOPUX HA BOBYAK 3 HUPKOBOIO HEJ0CTAT-
HiCTIO

[Mpaktnunuii nyHkr 10.3.4.1. Mamientu 3 BH, y sikux po3-
BUBA€EThCS HUPKOBA HEIOCTATHICTb, MOXYTb JIIKYBaTUCSI 3a
JIOTIOMOTOI0 TeMOJiai3y, IepUTOHEAIbHOTO Aiaji3y abo TpaH-
CIUIaHTallil HUPKU; TPAHCIJIAaHTALlisl HUPKW € Kpalloio MopiB-
HSTHO 3 IOBTOTPUBAJIMM JIiaJ1i30M.

10.3 Special situations

10.3.1 Lupus nephritis and thrombotic microangi-
opathy

Practice Point 10.3.1.1: Patients with LN and
thrombotic microangiopathy (TMA) should be ma-
naged according to the underlying etiology of TMA, as
shown in Figure 13.

10.3.2. Pregnancy in patients with lupus nephritis

Practice Point 10.3.2.1: Patients with active LN
should be counseled to avoid pregnancy while the disease
is active or when treatment with potentially teratogenic
drugs is ongoing, and for >6 months after LN becomes
inactive.

Practice Point 10.3.2.2: To reduce the risk of preg-
nancy complications, hydroxychloroquine should be
continued during pregnancy, and low-dose aspirin
should be started before 16 weeks of gestation.

Practice Point 10.3.2.3: Glucocorticoids, hydroxy-
chloroquine, azathioprine, tacrolimus, and cyclospo-
rine are considered safe immunosuppressive treatments
during pregnancy.

10.3.3 Treatment of lupus nephritis in children

Practice Point 10.3.3.1: Treat pediatric patients with
LN using immunosuppression regimens similar to those
used in adults, but consider issues relevant to this popu-
lation, such as dose adjustment, growth, fertility, and
psychosocial factors, when devising the therapy plan.

10.3.4 Management of lupus patients with kidney
failure

Practice Point 10.3.4.1: Patients with LN who de-
velop kidney failure may be treated with hemodialysis,
peritoneal dialysis, or kidney transplantation; and kid-
ney transplantation is preferred to long-term dialysis.

lMepeknap: k.m.H. M.[. IBaHoBa, peaarysaHHs: npop. .M. IeaHos W
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