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3AraAbHi MPUHLUNU N PeKOMEeHAALT
LLLOAO BEAEHHS navujieHTiB i3 BH

3aqyyeHHS HUPOK TPU CUCTEMHOMY 4YepBOHOMY BOBYa-
Ky (CUB), sgkuii € OCHOBHOIO NPUYMHOIO 3aXBOPIOBAHOCTI i
CMepTi, 1110 TPU3BOAUTH 10 BACOKUX BUTPAT HA MEIUYHY AOMO-
MOTY ¥ CYCHiJIbCTBO, HallKpallle KePYEThCS MiXIMCLUILTIHAP-
HOIO TOITOMOTOIO 3i CITUIbHUMU PillIEHHSIMM Talli€HTa i Jikapsi.

ITunpHICTH 1O CUMNTOMIB i O3HAK, 1110 CBiTYaTh MPO ypa-
JKEHHSI HMPOK, TiCTOJIOTiYHA OlliHKa HedhponaroysoriB i gaHi
creniaaizoBaHuX LIEHTPiB 3a0€3MeYy0Th ONTUMAJIbHI pe3yib-
TaTu.

Lini nmikyBaHHSI BKJIIOYAIOTh BUXKMBAaHHS TallieHTa, TPU-
BaJie 30epexkeHHs1 (PYHKIIT HUPOK, 3arobiraHHs criajaxaMm 3a-
XBOPIOBaHHSI, 3aro0iraHHs ypakeHHIO OpraHiB, YIpaBJIiHHS
CYMYTHIMM 3aXBOPIOBAHHSIMU ¥ TIOKpallaHHSI SIKOCTi KUTTS,
OB’ sI3aHOI i3 3aXBOPIOBAHHSIMU.

VrpasninHsg aktuBHUME ¢a3zamu BH BkiTiouae mouatkoBuii
repion iHTeHCMBHOI iIMyHOCYIIPECUBHOI TepalTii IUIsI KOHTPOJIIO
AKTUBHOCTI 3aXBOPIOBAHHS 3 MOJATBIIIUM TPUBAJIUM MEPiOIOM
3a3BMYail MEHII iHTEHCUBHOI Teparlii 1JIs1 3aKpiIIeHHST peakiiil
i 3armo0iraHHs peluanuBaM.

PekomeHAauiss/komeHTap (LOE/GOR; LOA,
CepeAHE CTAHAOPTHE BIiAXUAEHHS (SD))
1. AoCAia>XKeHHs NauUieHTa 3 nia03poro Ha BH

1.1. Biorciro HUPOK CJIiA PO3TAIAaTH, KOJIM € JaHi PO ypa-
JKeHHSI HUPOK, OCOOJIMBO 3a HAsIBHOCTI CTIHKOI IpOTEiHypil
> 0,5 r/24 ronunu (a6o CBK > 500 Mr/r y paHKoOBiii mepiiriit

Overarching principles
and recommendations for the
management of patients with LN

Kidney involvement in SLE, a major cause of mor-
bidity and mortality that leads to high medical and soci-
etal costs, is best managed by interdisciplinary care with
shared patient — physician decisions.

Vigilance for symptoms and signs suggestive of kid-
ney involvement, histological assessment by nephro-
pathologists and input from specialised centres ensure
optimal outcomes.

Goals of treatment include patient survival, long-
term preservation of kidney function, prevention of dis-
ease flares, prevention of organ damage, management
of comorbidities and improvement in disease-related
quality of life.

Management of active phases of LN includes an
initial period of intense immunosuppressive therapy to
control disease activity, followed by a longer period of
usually less intensive therapy to consolidate response
and prevent relapses.

Recommendation/statement

(LoE/GOR; LoA, mean (SD))

1. Investigation of the patient with suspected LN
1.1. Kidney biopsy should be considered when there

is evidence of kidney involvement, especially in the

presence of persistent proteinuria > 0.5 g/24 hours (or
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ceui) (2b/B; 9,84 (0,54)), i/abo He3pO3yMiJIOro 3MEeHIIEHHS
IK® (25/C).

1.2. Bioricis HUPKM 3a/IMIIAETHCST Oe3aIBTEPHATUBHOIO, i 1T
JiarHOCTUYHE I TPOTHOCTUYHE 3HAYEHHSI HE MOXHA 3aMiHUTU
IHIIUMU KJIiHIYHUMU abo yabopaTopHUMU 3MiHHUMU (2b/B;
9,96 (0,20)).

2. OuiHka 6ioncii HUPKU NATOAOrom

2.1. PeKoMeHIy€eTbCSI BUKOPUCTOBYBATH CUCTEMY KJIACH-
dikauii MixHapogHOro ToBapucTBa HedpoJorii/HupkoBo-
marosiorivHoro ToBapuctsa (ISN/RPS) 2003 poky (2a/B; 9,56
(0,94)) 3 10NaTKOBOIO OLIIHKOIO MOKA3HUKIB aKTUBHOCTI i1 XpO-
HiuHOCTi (1b/A), a TaKOX TPOMOOTUYHMX i CYTMHHUX YPakeHb,
noB’sa3aHux i3 AQJI-cunnpomom (2b/C).

3. [ToKQ3QHHSI AO iIMYyHOCYNPECUBHOIO AiKYBAHHS

3.1. ImyHOCyMpecrBHi 3ac00U, 1110 TPU3HAYAIOTHCS B TTOE -
HaHHI 3 TJTIOKOKOPTUKOINaMU, PEKOMEHIYIOThCS MIPU He(PHUTI
knacy I11A a6o ITIA/C (£ V) i IVA a6o IVA/C (£ V) (1a/A; 9,96
(0,20)).

3.2. Ilpu uncromy HedpuTi Kinacy V peKOMEHIYETHCS 3a-
CTOCOBYBATH TITIOKOKOPTUKOIAM Ta iIMyHOCYTIPECIIO y BUTTaIKaX
MpoTeinypii HedpoTuuHoTo piBHA (2b/B 9,04 (1,80)) abo xonu
CBK nepesuiirye 1000 mMr/T, He3BaXkalouM Ha ONITUMAaJIbHE BU-
KopuctaHHs 6;10kaTopiB PAAC (5/D).

4. NikyBAHHS1 AOPOCAUX i3 BH

Lini nikysanns

4.1. JlixyBaHHS cIpsSIMOBaHe Ha ONTUMI3allito (30epeXXeHHs
a0o0 rokpaniaHHs) QyHKIii HUPOK, 1110 CYTTPOBOJIKYETHCSI 3HU-
JKEHHSM TIpoTeiHypii mpuHaiiMHi Ha 25 % 3a 3 micsaui (2b/D),
50 % 3a 6 micsauiB (2a/B; 9,60(0,63)), i mera — CBK Hmxye Bin
500—700 mr/r 3a 12 micsiiiB (MoBHA KJIiHIYHA BiTIOBI/Ib).

4.2. IlamieHnTaM i3 IIpOTeiHypi€0 He(POTUIHOTO PiBHS Ha
MOYATKOBOMY eTalli MOXKYTb 3HAJIOOUTHCS TOAATKOBI 6—12 Mi-
CSLIB IUISI HOCSITHEHHS IMOBHOI KJIIHIYHOI BiAIIOBIidi; y TaKMUX
BUMAAKaX IIBUIKA 3aMiHa Tepallii He moTpiOHa, SIKIIO IPOTe-
iHypist 3HMKY€EThCs (2a/C 9,68 (0,68)).

Tlouamkose aikysanus

4.3. Nns nauientiB i3 BH knacy III a6o IV (+ V) peko-
MeHaytoTbes MM® (uinboBa nmosa: 2—3 r/moby abo MK B
ekBiBasieHTHii n03i) (la/A; 9,84 (0,37)) a60 HU3BKOI030BUIt
BHYTpiltHboBeHHU I LID (500 Mr KokHi 2 THXKHI B 3arajibHiii
KibKOCTi 6 m03) (la/A) y OoenHaHHI 3 TTIOKOKOPTUKOITAMH,
OCKiJIbKM BOHU MalOTh HalKpallle CriBBiTHOIIEHHS e(eKTUB-
HOCTi/TOKCUYHOCTI.

4.4. TMoegnanuss MM® (uinboBa mo3a: 1—2 1/mody abo
MMK B exsiBanienTHiii g103i) i3 IKH (ocob6amBo Takpomimy-
COM) € aJITepHATUBOIO, OCOOJIMBO B ITAIli€HTIB i3 IPOTEIHYPi€IO
HedpoTuuHoro piBHs (1a/B; 9,32 (0,93)).

4.5. TlauieHTiB 3 BUCOKMM PU3MKOM PO3BUTKY HMPKOBOI
HepocTaTHOCTI (3HMkeHa [ITK®, rictosioriuHa HassBHICTh MiB-
Mics1iB, abo (piOpMHOINHMIT HEKpo3, a00 CUIbHE iIHTePCTULIi-
aJibHe 3amajieHHs) MOXHa JIiKyBatu sk y . 4.3—4.4 (2b/B; 8,88
(1,56)), ane MOXHa TaKOX PO3IJIIHYTH BUCOKY 03y BHYTpIillI-
nboBeHHoro LI® (0,5—0,75 r/M? moMicsIs mpoTIroM 6 mics-
uiB) (la/B).

4.6. 151 3MEHILEHHSI KyMYJSITUBHOI J03U TJIIOKOKOPTH-
KOIilliB peKOMEHIYEThCSI 3aCTOCOBYBATH BHYTPIIIHHOBEHHUM

UPCR > 500 mg/g in morning first void urine) (2b/B;
9.84 (0.54)), and/or an unexplained decrease in GFR
(2b/C).

1.2. Kidney biopsy remains indispensable and its
diagnostic and prognostic value cannot be substituted by
other clinical or laboratory variables (2b/B; 9.96 (0.20)).

2. Pathological assessment of kidney biopsy

2.1. The use of the International Society of Nephro-
logy/Renal Pathology Society (ISN/RPS) 2003 classifi-
cation system is recommended (2a/B; 9.56 (0.94)), with
additional assessment of activity and chronicity indices
(1b/A), as well as of thrombotic and vascular lesions as-
sociated with aPL/syndrome (25/C).

3. Indications forimmunosuppressive
freatment

3.1. Immunosuppressive agents, administered in
combination with glucocorticoids, are recommended
in class ITIA or ITIA/C (+ V) and IVA or IVA/C (= V)
nephritis (1a/A; 9.96 (0.20)).

3.2. In pure class V nephritis, glucocorticoids and
immunosuppression are recommended in cases of ne-
phrotic-range proteinuria (2b/B; 9.04 (1.80)), or when
UPCR exceeds 1000 mg/g despite the optimal use of
rennin-angiotensin-aldosterone system blockers (5/D).

4. Treatment of adult LN

Goals of treatment

4.1. Treatment aims for optimisation (preservation
or improvement) of kidney function, accompanied by
a reduction in proteinuria of at least 25 % by 3 months
(2b/D), 50 % by 6 months (2a/B; 9.60 (0.63)), and a
UPCR target below 500—700 mg/g by 12 months (com-
plete clinical response).

4.2. Patients with nephrotic-range proteinuria at
baseline may require an additional 6—12 months to
reach complete clinical response; in such cases, prompt
switches of therapy are not necessary if proteinuria is
improving (2a/C; 9.68 (0.68)).

Initial treatment

4.3. For patients with class III or IV ( V) LN,
MMEF (target dose: 2 to 3 g/day, or MPA at equivalent
dose) (la/A; 9.84 (0.37)) or low-dose intravenous CY
(500 mg every 2 weeks for a total of 6 doses) (1a/A) in
combination with glucocorticoids, are recommended as
they have the best efficacy/toxicity ratio.

4.4. Combination of MMF (target dose: 1 to 2 g/day,
or MPA at equivalent dose) with a CNI (especially
TAC) is an alternative, particularly in patients with ne-
phrotic-range proteinuria (la/B; 9.32 (0.93)).

4.5. Patients at high risk for kidney failure (reduced
GFR, histological presence of crescents or fibrinoid
necrosis or severe interstitial inflammation) can be
treated as in 4.3—4.4 (2b/B; 8.88 (1.56)), but high-dose
intravenous CY (0.5—0.75 g/m? monthly for 6 months)
can also be considered (1a/B).

4.6. To reduce cumulative glucocorticoid dose, the
use of intravenous pulses methylprednisolone (total dose
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MyJIbC METUJIIPEIHI30I0HOM (3arajibHa mo3a 500—2500 mr 3a-
JIEXKHO Bi/l CTyMeHsI TSKKOCTI 3aXBOPIOBAHHSI), a MOTIM Tep-
opanbHuii ipeaHizonoH (0,3—0,5 mr/kr/no6y) 1o 4 TIXKHIB 3i
3MEHIIeHHSIM 10 < 7,5 MT/mo0y mipoTsirom 3—6 Micsis (2b/C;
9,48(0,90)).

4.7. Ilpu yncromy HedpuTi V ki1acy — MMO® (11inboBa 103a
Bin 2 1o 3 r/noby abo MK B ekBiBasieHTHii 103i) (2a/B)y no€-
HaHHi 3 BHYTPIITHBOBEHHUM ITYyJIbCOM METWJITIPEIHI30JI0HOM
(3aranbHa no3a 500—2500 Mr 3ayiexkHO Bill TSDKKOCTI 3aXBOPIO-
BaHHS) 3 TIONAJBIINM IepOpaTbHUM 3aCTOCYBAaHHSIM TIpe.-
HizonoHy (20 Mr/moOy, 3HUXeHHST 10 < 5 MI/m00y MpOTSATromM
3 micsauiB) (2b/C; 9,28 (0,96)) peKOMEHIYETHCS SIK TTOYaTKOBE
JIIKYBaHHS yepe3 HaiiKpalie CriBBiIHOIIEHHS e(heKTUBHOCTI/
TOKCHUYHOCTI.

4.8. AnpTepHaTUBHI BapiaHTU He(pUTY KIacy V BKIIOUAIOTh
BHYyTpilltHboBeHHe BBeneHHs LID (2b/B; 9,28 (0,92)) ado IKH
(ocobauBo TAK) npu moHotepartii (2b/B) abo B MOe€IHAHHI 3
MM®/MK, 0cobJMBO B MALIIEHTIB 3 TPOTEIHYPi€l0 HePPOTUY -
Horo aianaszony (1b/B).

4.9. I'X cnim omHOYacHO nonasatu (2a/B; 9,28 (1,40)) y nos3i,
10 He TIepeBUIILYE 5 MI/Kr/mo0y, 3 ypaxyBanHsiM LITK®D (35/C).

Tlodanvuie nikysanms

4.10. SIkmo MOCSATHYTO TOKpAIIeHHS IiC/sl MoYaTKOBO-
rO JIIKYBaHHSI, PEKOMEHIYEThCS TOMANbIIA iMyHOCYIpeCis
MM®/MK (no3a: 1-2 1/m00y), 0cobJMBO SIKIIO BOHa Oyiia
BUKOpPUCTAaHA SIK TMoYaTKoBe JiikyBaHHs (la/A 9,80 (0,49)),
abo AZA (2 mr/kr Ha 100y) — GaxaHo, SIKIIO MependavyaeTh-
Cs1 BariTHICTh, Y MOEAHAHHI 3 TPEIHI30JI0HOM Y HU3bKUM 1031
(2,5—5 Mr/no0y), Kojiu 1ie OTPiOHO ISl KOHTPOJIKO aKTUBHOC-
Ti 3axBoproBaHH: (1a/A).

4.11. IToctynoBe NMpUIIMHEHHS JIiIKyBaHHS (CIOYATKYy TJII0-
KOKOPTUKOIIM, MOTIM iMyHOCYIIPECHBHi MperapaTu) MoOxkHa
crpoOyBaTH 3AiHCHUTH LIIOHAWMEHIIIE Bil 3 10 5 poKiB Tepartii
MpU NMOBHIN KIIiHIYHIK Bignosiai. ['’X ciin nponoBxyBaTH 10B-
roctpokoBo (2b/C; 9,40 (0,75)).

4.12. IpomosxenHusi, mepexinm Ha IKH abo momaBaHHS iX
(ocobmuBo TAK) MoxxHa po3rmisigaTv Mpu YUCTOMY HedpHUTi
kjacy V npu HaliMeHIIii e(heKTUBHII 1031 i1 TTic/s1 BpaXyBaHHS
pu3KKiB HedpoTOoKcuuHOCTI (2b/B; 9,28 (1,15)).

Pesucmenmmue/pepaxmepre 3axeoprosanus

4.13. Y pasi HegOCATHEHHS 1IiJIeil JTiKyBaHHS PeKOMEHIIY-
€ThCS peTesibHA OlLliHKA MOXJIMBUX TTPUYMH, BKITIOYHO 3 OIliH-
KOO TIPUXWIBHOCTI /IO JIIKYBaHHSI i MOHITOPMHIOM TeparieB-
TUYHUX TipenapartiB (5/D; 9,84 (0,46)).

4.14. Tlpu aKTMBHOMY pE3UCTEHTHOMY/pedpaKTepHOMY
3aXBOPIOBaHHI JIIKyBaHHSI MOXe OyTU IepeBeleHe Ha OAUH 3
aJIbTepHAaTUBHUX MOYaTKOBUX METO/IIiB Teparlii, 3ralaHuX BUILE
(2b/B-C 9,64 (0,62)), a6o PM (1000 mry ani 01 14) (2b/C).

5. AoAQTkoBe AiKYBQHHS

5.1. IHribiTopy aHTriOTEH3UMHNEPETBOPIOIOUOTro (hepMEeHTY
200 010KaTOPM aHTIOTEH3MHOBUX PELIENTOPIB PEKOMEHIYIOTh-
cs1 BciM maittieHtam i3 CBK > 500 mr/r abo aprepiaibHOIO Ti-
neptensieto (5/D; 9,84 (0,37)).

5.2. CtaTuHM peKOMEHIYIOThCS Ha OCHOBI OIIIHKU PiBHS
JaiminiB i 10-piyHOrO pU3MKY CEpLEBO-CYAMHHUX 3aXBOPIO-
BaHb 3 BUKOPUCTAHHSIM CHCTEMAaTUYHOI OLIHKM KOPOHAPHO-
ro pU3uKy abo iHIIMX 3aTBEPIXKEHUX IHCTPYMEHTIB (5/D; 9,52

(0,75)).

500—2500 mg, depending on disease severity) is recom-
mended, followed by oral prednisone (0.3—0.5 mg/
kg/day) for up to 4 weeks, tapered to < 7.5 mg/day
by 3 to 6 months (2b/C; 9.48 (0.90)).

4.7. In pure class V nephritis, MMF (target dose 2
to 3 g/day; or MPA at equivalent dose) (2a/B), in com-
bination with pulse intravenous methylprednisolone
(total dose 500—2500 mg, depending on disease seve-
rity) followed by oral prednisone (20 mg/day, tapered to
< 5 mg/day by 3 months) (2b/C; 9.28 (0.96)) is recom-
mended as initial treatment due to best efficacy/toxicity
ratio.

4.8. Alternative options for class V nephritis include
intravenous CY (2b/B; 9.28 (0.92)), or CNIs (especially
TAC) in monotherapy 2b/B or in combination with
MMF/MPA, particularly in patients with nephrotic-
range proteinuria (/b/B).

4.9. HCQ should be coadministered (2a/B; 9.28
(1.40)), at a dose not to exceed 5 mg/kg/day and ad-
justed for the GFR (3b/C).

Subsequent treatment

4.10. If improvement after initial treatment is
achieved, subsequent immunosuppression is recom-
mended with either MMF/MPA (dose: 1 to 2 g/day) —
especially if it was used as initial treatment (1a/A; 9.80
(0.49)) — or AZA (2 mg/kg/day) — preferred if preg-
nancy is contemplated — in combination with low-dose
prednisone (2.5—5 mg/day) when needed to control
disease activity (1a/A).

4.11. Gradual withdrawal of treatment (glucocorti-
coids first, then immunosuppressive drugs) can be at-
tempted after at least 3 to 5 years therapy in complete
clinical response. HCQ should be continued long-term
(2b/C 9.40(0.75)).

4.12. Continuation, switching to or addition of
CNIs (especially TAC) can be considered in pure class
V nephritis at the lowest effective dose and after consi-
dering nephrotoxicity risks (2b/B; 9.28 (1.15)).

Non-responding/refractory disease

4.13. In case of failure to achieve the treatment
goals, thorough evaluation of the possible causes is
recommended, including assessment of adherence to
treatment and therapeutic drug monitoring (5/D; 9.84
(0.46)).

4.14. For active non-responding/refractory disease,
treatment may be switched to one of the alternative ini-
tial therapies mentioned above, (2b/B-C; 9.64 (0.62))
or RTX (1000 mg on days 0 and 14) may be given

(2b/C).

5. Adjunct treatment

5.1. Angiotensin-converting enzyme inhibitors or
angiotensin receptor blockers are recommended for all
patients with UPCR > 500 mg/g or arterial hyperten-
sion (5/D; 9.84 (0.37)).

5.2. Statins are recommended on the basis of lipid
levels and estimated 10-year cardiovascular disease risk
using the Systematic Coronary Risk Evaluation or other
validated tools (5/D; 9.52 (0.75)).
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5.3. 3axucT KiCTOK (DOTIOBHEHHSI Kasbllilo/BiTamiHy D
i/ab0 aHTHPe30pOIIiiiHiI 3acO0M) Ta iMyHi3allist HEXKUBUMU BaK-
LIMHAMU MOXYTb 3MEHILMUTU CYIYTHI 3aXBOPIOBaHHS i 3aXBO-
pIOBaHHSI, MOB’SI3aHi 3 JIIKYyBaHHSIM, i TOMY PeKOMEHIYIOThCS
(5/D; 9,68 (0,61)).

5.4.Y Bunankax, Konu AQJI (Bu3HaueHi siK y MiXKHapOIHO-
MY KOHCEHCYCHOMY TBEPJIKE€HHI 1100 BUSHAYEHUX KPUTEPIiB
knacudikauii aHTrudochoMinmiTHOTO CUHAPOMY) € TTO3UTUBHU-
MU, i Ha ocHOBI TUTPY ADJI Ticsst OLIHKM KOPUCTI i PUBUKY
KPOBOTEUi MOXE€ BUKOPHUCTOBYBATHUCS alleTUJICATIIIUIOBA KHC-
Jota (80—100 mMr/nody) (2a/C; 9,28 (1,25)).

5.5. JlikyBaHHSI aHTUKOATYJISTHTAMU CJIi/l PO3TJISIHYTH Y BU-
najnkax He()pOTUYHOTO CUHIPOMY i3 CUPOBAaTKOBUM aJIbOyMi-
HoM < 20 1/1 (5/D; 9,76 (0,43)).

5.6. beniMymab Moxke pO3IJISLAATUCS SIK JOAATKOBE JIiKY-
BaHHS JJIS1 3MEHILIEHHSI YCKJIQJHEHb Bill TIIOKOKOPTUKOITHUX
mpernapariB, KOHTPOJIIO IMO3aHUPKOBUX IIPOSIBIB BOBYAKOBOI
AKTUBHOCTI 1 3HMXXEHHS PU3MKY BUHUKHEHHS MO3aHUPKOBUX
peuunnusis (2a/C; 8,48 (1,92)).

6. MoHitopuHr i nporHo3 BH

6.1. Bisutu 10 JiKaps g IIPOBOAWTH KOXHI 2—4 TYKHI
MOPOTSTOM IepInux 2—4 MiCsIIiB MiC/Isg BCTAHOBJIEHHS AiarHO3Y
abo0 peuMIMuBY, a 3r0A0M — BiAMOBIIHO OO0 BiAIIOBiIi Ha JIiKy-
BaHHs1. MOHITOpUHT (PYHKIIiI HUPOK, MO3aHUPKOBUX MPOSIBIB
i CYMyTHiX 3aXBOPIOBaHb MPOBOIUTHCS MTPOTSATOM YChOTO KUTTS
(5/D; 9,40 (0,69)).

6.2. Ilig yac KOXHOTrO Bi3WTy CJIil OLIHIOBATU Macy Tija,
apTepiaibHUI TUCK (BKJIIOYHO 3 HEO(iCHUM BUMIipIOBaHHSIM),
plIK®, ansbymin cupoBatku, rnpoteinypito (CK abo mo6oBy
MpOTeiHypit0), KiTbKICTh epUTPOLIMTIB a00 Oca i TOBHUIA aHa-
JIi3 KPOBi, KOJIM HEDPUT aKTUBHUI i pifle — SIKIIO CTa0ilb-
Huit (2b/B; 9,64 (0,69)). PiBenb C3/C4 y cupoBartili KpoBi i
aHTuTiNa 1o nocripanbHoi JJHK KoHTposooThes nepioany-
Ho (2b/C).

6.3. TloBTOpHY 0iOIICiI0 HUPKU CIIi[i BpaXOBYBAaTU B OKpe-
MHUX BUTAIKaX, TaKMX SIK TOTIpIIEHHS 3MiHHUX TMOKa3HMKiB
HUPOK, HepearyBaHHs Ha iMyHOCYIIpecMBHE a00 0iooTiuHe JTi-
KyBaHHS (K BU3HAYEHO BHIIIE); a00 IpU PeLUINBI, 1100 Mpo-
NIEMOHCTPYBAaTU MOXJIMBUI TIepexia riCTOJOTiYHOro Kjiacy abo
3MiHy MOKa3HUKiB XPOHIYHOCTI 11 aKTUBHOCTI; HaJaBaTu IpO-
THOCTUYHY iH(OpMaLlito i BUSIBUTH iHILI natojorii (2b/B; 9,84
(0,37)).

7. NikyBaHHS1 TepMiHaabHOIi XHH npu BH

7.1. Yci MmeToau HUPKOBO-3aMiCHOI Teparlii MOXYTb 3aCTO-
coByBarucs B nanieHTiB i3 CKB (2b/B 9,96 (0,20)).

7.2. Imynocynpecia nipu TXHH Ha nmianisi BusHavaeTbes
no3aHupKoBUMHU nposisamu (2b/C 9,76 (0,59)).

7.3. TpaHcriaHTallis MOXe OYTH Kpallloo OTILIi€0 IMTOPiBHSI -
Ho 3 iHmmmu Bapiantamu H3T, i cinin po3risigaTl, Koy mo3a-
HUPKOBUI BOBYAK € KJIiHIYHO (a B ileasi — ceposioriyHo) He-
AKTUBHUM TPOTSITOM MPUHANMHI 6 MiCSIIiB; pe3yIbTaTh Kpallli
TpY XUBili TOHOPCHKIli i I1aHOBI# TpaHcruianTauii (2b/C; 9,84
(0,37)).

7.4. ADJI cnig ouiHIOBATU IIi Yac MiATOTOBKU IO TpaHC-
TUTaHTallii, OCKiJIbKM BOHU TMOB’sI3aHi 3 MiBUIIIEHUM PU3UKOM
BUHUKHEHHSI CYIMHHUX TIOAi# y TniepecamxkeHit Hupui (2b/C;
9,48(1,10)).

5.3. Bone protection (calcium/vitamin D supple-
mentation and/or antiresorptive agents) and immuni-
zations with non-live vaccines may reduce treatment-
related and disease-related comorbidities and are
recommended (5/D; 9.68 (0.61)).

5.4. If aPL (defined as in the international consen-
sus statement for definite antiphospholipid syndrome
classification criteria) are positive, and based on aPL
profile, acetyl-salicylic acid (80—100 mg/day) may be
used after balancing benefits and bleeding risk (2a/C;
9.28(1.25)).

5.5. Anticoagulant treatment should be considered
in cases of nephrotic syndrome with serum albumin
<20g/L (5/D; 9.76 (0.43)).

5.6. Belimumab may be considered as add-on treat-
ment, to facilitate glucocorticoid sparing, control extra-
renal lupus activity and decrease the risk for extra-renal
flares (2a/C 8.48 (1.92)).

6. Monitoring and prognosis of LN

6.1. Visits should be scheduled every 2—4 weeks
during the first 2—4 months after diagnosis or flare,
and subsequently, according to response to treatment.
Monitoring for renal, extra-renal disease activity and
comorbidities is lifelong (5/D; 9.40 (0.69)).

6.2. At each visit, body weight, blood pres-
sure (including out-of-office measures), estimated
GFR, serum albumin, proteinuria (UPCR or 24
hours urine collection), urine red cell count or
sediment and complete blood cell count should be
evaluated when nephritis is active and less frequent-
ly if stable (2b/B; 9.64 (0.69)). Serum C3/C4 and
anti-dsDNA antibody levels are monitored periodi-
cally (2b/C).

6.3. Repeat kidney biopsy should be considered in
selected cases, such as worsening of kidney variables,
non-responsiveness to immunosuppressive or biologic
treatment (as defined above); or at relapse, to demon-
strate possible histologic class transition or change in
chronicity and activity indices; to provide prognostic
information; and detect other pathologies (2b/B; 9.84
(0.37)).

7. Management of ESKD in LN

7.1. All methods of kidney replacement treatment
can be used in patients with SLE (2b/B 9.96 (0.20)).

7.2. Immunosuppression in ESKD on dialysis
should be guided by extra-renal manifestations (2b/C;
9.76 (0.59)).

7.3. Transplantation may be preferred over other
kidney replacement options and should be considered
when extra-renal lupus is clinically (and ideally, sero-
logically) inactive for at least 6 months; outcomes are
better with living donor and pre-emptive transplanta-
tion (2b/C; 9.84 (0.37)).

7.4. aPLs should be measured during transplant
preparation, because they are associated with an in-
creased risk of vascular events in the transplanted kid-
ney (2b/C; 9.48 (1.10)).
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8. AHTUdocpoinipHn cuHAPOM i BH

8.1. ¥ mauienTiB i3 HedponaTiero, acolilioBaHOIO i3 aHTU-
docdoniniguumM cuHIpomoM, aoaaTkoBo ao I'X (2b/C; 9,68
(0,55)) MoxXe po3risiiaTUcs aHTUTPOMOOIIMUTapHE/aHTUKOAry-
JITHTHE JTIKyBaHHSI.

9. BH i BaritHiCTh

9.1. BariTHicTh MOXe OyTH 3arjlaHOBaHa B CTAOLIbHUX TIa-
ieHTiB i3 HeaktuBHUM BH (1b/A4; 9,56 (0,80)). OntuMaibHO
CBK nosunHe 6ytu Hukue Big 500 Mr/T IpoTIroM momnepeaHix
6 micamis i3 IIK® > 50 mi/x8 (2b/C).

9.2. CywmicHi npemapatu, taki sk I'X (1b/B 9,76 (0,51)),
npenaHizoH, AZA i/a6o IKH (ocob6auBo TAK) (3b/C), cnin
MPOJOBXYBAaTU MJIsI BCiX y Oe3MeYHMUX A03axX IPOTITOM BariT-
HOCTI I JlaKTalii.

9.3. MM®/MK cnin BinMiHATH IOHaMeHIIIe 3a 3—6 Mics-
1IiB 10 TUTAHY 3a4aTTsl, 11100 rapaHTyBaTH, 1110 ajlbTepHATUBHUIA
iIMyHOCYTIpECUBHMI areHT He Tpu3Bene A0 peuuauBy (5/D;
9,29(0,93)).

9.4, I'lim yac BariTHOCTI peKOMEHIYEThCS alleTHIICATILINIIO-
Ba KUCJIOTA JUIsl BMEHILIEHHsI pU3uKy Tipeekiamicii (2b/C; 9,64
(0,62)).

9.5. TlauieHTiB cnig OuiHIOBAaTU IIOHAWMEHIE KOXHi 4
TVKHI, 6aXaHO MYJBTUIMCIUIUTIHAPHOIO TPYIOI0, BKIIOYHO 3
aKyIiepoMm, KW Ma€ I0CBim podotu 3 xBopoboto (5/D; 9,56
(0,80)).

9.6. PerunuBu BH mim yac BarirHOCTI MOXHa JIiKyBaTu
MPUWHATHUMM TIperapataMiu, 3a3Ha4YeHUMH BUIIIE, i TTYJIbCaMK
BHYTpilltHboBeHHOro MII 3ayexxHo Bin cTymeHs BUPaXKeHOCTi
cnanaxy (3b/C; 9,56 (1,39)).

10. BeAeHHSs1 neAiQTPUYHUX NALIEHTIB

10.1. BH y miteii yacrimii crioctepira€Tbesl B Ae0IOTI T Xa-
PaKTEPU3YETHCS OUTBII TSKKUMU TTPOSBAMU; 1iarHOCTHUKA, Be-
JEHHS i1 MOHITOPWHT aHAJIOTiYHiI TaKUM Y nopociux (3b/C; 9,68
(0,68)).

10.2. V3romxeHa nporpama nepexomy 10 10pOC/Ioi CYKO0U €
BaxkJIMBOIO 1715 3a0e3IeUeHHs TOTpUMaHHS Tepailii Ta ONTHUMi-
3allii JOBrOCTPOKOBUX pe3yabratiB (5/D; 9,84 (0,37)).

Ilpumimru: ADJI — aumudghocghoninioni anmumina; AZA —
azamionpun; IKH — ineibimop kanvyunespury; I{D — yukno-
gocgpamio; mXHH — kinyesa cmadis Hupkoeoi xeopoou,; IIIKD —
weudkicms Kaybouxoeoi ginempayii; I'X — eidpokcuxaopoxiu;
ISN/RPS — Mixcrhapoone mosapucmeo neghponoeii/ Tosapucmeo
Hupkosoi namonoeii; BH — eosuakosuil negppum; MM®D — moghe-
mun mikogpenonamy; MK — mikogenonosa xucaoma; PM — pu-
mykcuma6d; CYB — cucmemnuii uepsonuii 6osuax;, TAK — makpo-
aimye; CBK — cniesionowenns 6inka ceui ii kpeamuny 6 ceqi. M

8. Antiphospholipid syndrome and LN

8.1. In patients with antiphospholipid syndrome-as-
sociated nephropathy, antiplatelet/anticoagulant treat-
ment can be considered, in addition to HCQ (2b/C;
9.68(0.55)).

9. LN and pregnancy

9.1. Pregnancy may be planned in stable patients
with inactive LN (7b/A4; 9.56 (0.80)). Optimally, UPCR
should be below 500 mg/g for the preceding 6 months,
with GFR > 50 mL/min (26/C).

9.2. Compatible medications such as HCQ (1b/B;
9.76 (0.51)), prednisone, AZA and/or CNIs (especially
TAC) (3b/C) for all should be continued at safe dosages
throughout pregnancy and lactation.

9.3. MMF/MPA should be withdrawn at least 3—6
months before conception is planned, to ensure that an
alternative immunosuppressive agent does not lead to a
relapse (5/D; 9.29 (0.93)).

9.4. During pregnancy, acetylsalicylic acid is recom-
mended to reduce the risk of pre-eclampsia (2b/C; 9.64
(0.62)).

9.5. Patients should be assessed at least every 4 weeks,
preferably by a multidisciplinary team including an ob-
stetrician with expertise in the disease (5/D; 9.56 (0.50)).

9.6. Flares of LN during pregnancy can be treated
with acceptable medications stated above and pulses of
intravenous MPA, depending on flare severity (3b/C;
9.56 (1.39)).

10. Management of paediatiric patients

10.1. LN in children is more common at presenta-
tion and more severe with increased damage accrual;
the diagnosis, management and monitoring are similar
to that of adults (3b/C; 9.68 (0.68)).

10.2. A coordinated transition programme to adult
specialists is essential to ensure adherence to therapy and
optimisation of long-term outcomes (5/D; 9.84 (0.37)).

aPL, antiphospholipid antibodies; AZA, azathio-
prine; CNI, calcineurin inhibitor; CY, cyclophospha-
mide; ESKD, end-stage kidney disease; GFR, glomerular
filtration rate; GoR, grading of recommendation; HCQ,
hydroxychloroquine; ISN/RPS, International Society of
Nephrology/Renal Pathology Society; LN, lupus nephri-
tis; LoA, level of agreement; LoFE, level of evidence; MMF,
mycophenolate mofetil; MPA, mycophenolic acid; RTX,
rituximab; SLE, systemic lupus erythematosus; TAC, ta-
crolimus; UPCR, urine protein — creatine ratio. M
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