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Knumnyeckue npaktudeckue pexomeraaupm KDIGO 2024 no BeaeHnio BACKYHTA, GCCOLMMPOBAHHOTO C GHTATENAMA K LtTonnasme Heitpodunos (AHLIA)
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Dra cTaThA ONYOAMKOBAHA KAK YACTH BBIITYCKA KYPHAAQ, CHOHCHPyeMas VIHHITHATHBOM 110 YAYHIIIEHIIO TAOOAAD-
HBIX HCXOAOB 3a00AeBanuii nouek (Kidney Disease: Improving Global Outcomes/(KDIGO). Muenus 1 B3rAsAbL,
BBICKA3AHHEIE B 9TOH CTATHE — 3TO MHEHHA H B3TASABI €€ ABTOPOB, 1 OHH HE O0A3aTEABHO OTPAKAIOT MHEHUA AN
pexomenAaru MexAyHapoAHoro oomectsa Hecppoaoros (International Society of Nephrology) man msaateabcTsa
Elsevier. Ao3HpOBKH, IIOKA3aHUA K METOABI HCIIOAB30BAHMSA ITPOAYKTOB, HA KOTOPBIE CCHIAAIOTCA ABTOPHI CTATBH,
MOTYT OTPAKATD HX KAMHIUCCKUT ONIBIT HAH OBITH TOAYYEHbI 13 MCAMIIMHCKOM AHTCPATYPBI i APYIHX KAMHITYCCKHX
HMICTOMHUKOB. BCACACTBHE PA3AIHMIT MEKAY PESYABTATAMH, IOAYICHHBIMMI /72 VI/T0 W i1l VIV0, 1 MEKAY AAOOPATOPHBIVMI
MOAEAAMH HA KUBOTHBIX U KAMHIYCCKIMU AAHHBIMH, ITOAYYCHHBIMHI Y 9E€AOBEKA, AAHHBIC /77 Viff0 U Y KHBOTHBIX
HE 00A3aTEAPHO KOPPEAHPYIOT C KAMHIYECKIMI PE3YABTATAMI.
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Knumnyeckue npaktudeckue pexomeraaupm KDIGO 2024 no BeaeHnio BACKYHTA, GCCOLMMPOBAHHOTO C GHTATENAMA K LtTonnasme Heitpodunos (AHLIA)
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Knunuueckue npaktuueckue pekomenaaunm KDIGO 2024 no seaenuio BackynuTa, GcCOUMMPOBAHHOTO C GHTUTENaMM K uuTonnaame Heitrpodunos (AHLIA)

Knioyerble 0603HAYEHMS

HOMEHKJ/IATYPA Y ONMUCAHUE OLEEHOK PEKOMEHZALUIA

Ona kaxpon PekomeHpaummn eé cuna obo3HaueHa Kak YpoBeHb 1 unu YpoBeHb 2, a y6eauTeNbHOCTb NOAAEPKUBAIOLLYNX
noka3saTenbcTB — Kak A, B, Cvnun D.

3HayeHune
Mpapaunsa
[Ansa nauneHToB Ana KNUHULNCTOB [nAa opraHnsaTopos

YpoBeHb 1 BonblMHCTBO NaumeHToB BonbwmnHCTBY NauyeHToB cnepyeT PekomeHaaLmo MOXHO
"CunbHbIN" B BalLen ChTyauuy npeanoynu 6ol NpPOoBeCTV PeKOMEHAOBaHHbIN KypC paccmaTprBaTh Kak aprymeHT
"Mbl peKoMmeHAyeM" peKOMeHAYeMbI KypC ledeHus, neyeHuna B pa3paboTke NonnTuku ¢ chepe

1 VWb HeboMbLUasA YacTb 3TOro opraHv3auuy 34paBooxpaHeHs

He cfienana Obl 1 Kak Kputepuni 3GPeKTMBHOCTY

MeANLUMHCKOW NomoLm

YpoBeHb 2 bonblwasna yacTb NaLMeHToB Pa3Hble BapuaHTbl nogonayT Ana PekomeHpaums, BeposTHO, NoTpebyeT
"Cna6bin" B BaLLeln CUTyaLuu Bbibpanu 6bl pa3sHbIx NaumneHToB. Kaxkgomy Cepbe3HOro 06CYXAEeHUA 1 yuacTus
"MbI npepgnaraem" peKkoMeHAyeMbI KypC fleyeHms, NaumeHTy Hy>KHa NOMOLLb B MPUHATAM  3aMHTEPECOBaHHbIX CTOPOH, Npexae

HO MHOTMe 3Toro 6bl He caenanu yrpaBJiIeHYeCKOro peLlueHus, yeM MOXHO byfeT BbipaboTaTb

COOTBETCTBYIOLLErO €ro LLEHHOCTAM U OpraHn3aLMoHHble peLleHuns
npeanoyYTeHnsam
lpapaunsa KauecTBO foKa3aTenbCcTB 3HayeHune
A Bbicokoe Mbl yBepeHbl, UTO UCTUHHBIV 3bdeKT 630K K oLeHKe 3ddeKkTa
B YmepeHHoe NcTrHHBIN 3¢ deKT, BepoAaTHO, ByaeT 6nn30K K oLeHKe 3ddeKTa, HO eCTb BEPOATHOCTD,
UTO OH CYLLECTBEHHO OT/IMYaeTCA

C Huzkoe NCTUHHBIN 3P dEKT MOXKET CyLEeCTBEHHO OTNINYATLCA OT OLleHKM dddeKTa
D OueHb H13Koe OueHKa 3dppeKTa oueHb HeonpeaenieHHa, U YacTo OHa byAeT fjaneka OT UCTUHHOTO 3ddeKTa
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Knmnneckme npaktnyeckue pexomengauyn KDIGO 2024 no senennio BaCKyHTA, ACCOLMMPOBAHHONO € GHTTENAMAM K LuTonnasme Herpodunos (AHLIA|

TEKYLWIAAl HOMEHKNATYPA XPOHUYECKOW BOJIE3HU MOYEK (XBIM), UCMOJIb3YEMASA KDIGO

XBI1 onpedensemca Kak HapyweHue cmpyKkmypel unu yHKyuu noyvek, Komopele cywecmsyiom >3 MecAyes U OKa3bieaiom
8/1uUAHUE Ha cocmosHue 300posbA. XbIMknaccugpuyupyemca Ha ocHosaHuu lMpuyuHel (Cause), kamezaopuu CK® (GFR) u kamezopuu
Anebymunypuu (Albuminuria) - knaccugpukayus MCA (CGA).

KaTteropun nepcucrupyioueii aiboymnHypun
OnucaHne 1 ypoBeHb

KDIGO: nporHos XbI1 A1 A2 o
Ha ocHoBaHuW KaTeropui CKO HopmaneHbiii YmepeHHo T
1 anbGymnuHypun WM CNETKA  oBbILIEHHbI  MOBbiLLEHHII]
NMoBbILWEeHHbIN
<30 mr/r 30-300 mr/r >300 mr/r

<3 Mr/mMmoSb 3-30 mr/mMmMonb  >30 Mr/mMmornb

HopmanbHas nnu

~ C1 >90
= BbICOKasA
R C
~ Nerka
- o C2 60-89
E I CHMXEeHHasA
(7]

s C

Jierka-ymepeHHo
2 ca yMEp 45-59
s < CHMXEeHHaA
3 g yMepeHHO-SHal-IVITeHbHO
X T C3b 30-44
v 8 CHMXEeHHasA
=

3HauuTenbHO
g° 15-29
a CHMXEeHHaA
=
]
X

[MoueyHasn
c5 <15
HeJoCTaTOYHOCTb

3eneHblli — HU3KUI PUCK (eCNN HET APpYrX MapKepoB 60n1e3HM noyek, To HeT XBI); XKenTbiil — yMepeHHbI pUCK;
OpaH»KeBblI — BbICOKMNI PUCK; KPaCHbII — 04eHb BbICOKMI puck. CKD, ckopocTb Kny6oukoBoi dunbTpanmm.
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Knunuueckue npaktuueckue pekomenaaunm KDIGO 2024 no seaenuio BackynuTa, GcCOUMMPOBAHHOTO C GHTUTENaMM K uuTonnaame Heitrpodunos (AHLIA)

KO3OOUNLMEHTbI NEPECYETA OBbIYHbIX EAVHULL B EAVHULIbI CH

OO6blyHbIe efUHLbl U3MepeHns KoaddpunumeHT nepeBoga EanHuybl CU
AnbbymuH r/pn 10 r/n
KpeaTHuH mr/on 88,4 MKMOSb/N
KnnpeHc KpeaTnuHnHa MJ1/MWH 0,01667 m/cek
Linknocnopux Hr/Mn 0,832 HMOSb/N
MwukodeHonoBas Kucnota MKr/mn 3,12 MKMOSb/N
OTHoLeHe 6efKa K KpeaTVHVHY mr/r 0,113 Mr/MMOIb

Cnctema CU — mexxpyHapopHasa cuctema eavHnL,
MNpumMeyaHme: obblyHas eanHMLa X Ko3bdrumneHT nepesoaa = eanHuua CA.

COOTHOLUEHUE MEXAY KATETOPUAMW AJIbBYMUHYPUU N MPOTENHYPUN

Kareropumn
Mokasatenn HopmanbHbIin unu cnerka YMepeHHO NoBbIlleH CuUNbHO NOBbILEH
noBbiweH (A1) (A2) (A3)

C3A (Mr/peHb) <30 30-300 >300
C3b (Mr/peHb) <150 150-500 >500
OAK

(Mr/mmonb) <3 3-30 >30

(mr/r) <30 30-300 >300
OBK

(Mr/mmonb) <15 15-50 >50

(mr/r) <150 150-500 >500
Monocka Ha BbisiBneHve 6enka OTpYLIATENBHO WA Clefdpl cnepbl nn + + vnu 6onee

OAK - oTHOLWeHMe anbbymuHa K KpeaTuHuHy; CIA — CKOpOCTb SKCKpeLmn anbbymmnHa; OBK — oTHoleHne 6enok-kpeaTnHmH; CIb — ckopocTb aKcKpeuumn Henka.
CooTHOLIEeHUA Mexay MeTofjamn M3MepeHUs BHYTPU KaTeropuv He coBnafaloT TouyHo. Hanpumep, cooTHoweHune mexay C3A n OAK, a Takxke mexay C3b n OBK
OCHOBAaHO Ha NPEeANONIOXKEHNM, YUTO CPeAHAA CKOPOCTb IKCKPELMM KpeaTUHUHa cocTaBnAaeT npubnnsutensHo 1,0 r/cyT unm 10 mmonb/cyT. Mpeobpa3oBaHa oKpyrieHbl
no nparmaTMyeckmm coobpaxkeHnAM. (na TOUHOro NepeBoAa 13 Mr/r KpeaTUHMHA B MI/MMOJTb KpeaTUHVHA yMHOXbTe Ha 0,113.) JKCKpeLma KpeaTuHHa BapbupyeT
B 3aBMCMMOCTY OT BO3pacTa, NoAa, pacbl U paLioHa NUTaHKA; MO3TOMY COOTHOLLEHME MeXAY STUMMN KaTeropuamm ABNAETCA NNLWb NPUGnu3nTenbHbIM. B3anmocsasb
Mexay pe3ynbTaTaMyi aHasln3a MOUV C MOMOLLbIO PEareHTOB 1 APYTIMM MOKa3aTeNAaMM 3aBUCUT OT KOHLIEHTPaLMM MOYN.
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Knumnyeckue npaktudeckue pexomeraaupm KDIGO 2024 no BeaeHnio BACKYHTA, GCCOLMMPOBAHHOTO C GHTATENAMA K LtTonnasme Heitpodunos (AHLIA)

Cnmncok cokpalleHuit

AAB AHITA-acconmupoBaHHbII BACKYANT (@)X OTHOCHTEABHBIH PHCK
AHITA AHTHTEAA K IINTOIIAA3ME HEHTPOUAOB OLII OTHOIIIEHNE IITAHCOB
B/B BHYTPHUBEHHO TIP3 [Tporennasa-3
I'bM I"AomMepyAsipHas HasaAbHas MeMOpaHa PKM PanaoMI3HPOBAHHOE KOHTPOAHPYEMOE
HCCACAOBAHIE
I'OA I'pyria 0630pa AOKazaTeAbCTB
pCKD PacuerHas cKOPOCTh KAYOOUKOBOIL
I'TIA I'paryAemMaTO3 € MOAMAHTTHTOM duabTparmm
A AosepureabHbiil mETEpBAA CKp Kpearnuus ceBOpOTKH
MM® Muxodenoaara moderia CKD CKOpOCTb KAYOOYKOBO#H (DHABTpAIIII
MHO Muenomepoxenaasa TMIT-CMK  TpumMeronpum-cyAbHaMETOKCA30A
M®K Muxodenorosas kncaora DITIA Do3HHOMUABHBII TPAHYACMATO3
. . € HOAMAHTUHTOM
HOKI'H Hexporusupyrormmit i skCTpakaiAASPHBIT
raomepyAoHedpuT IeG nvmmyaOrA0oyAnsa G
OITIT Ocrpoe noBpexAcHIE TOYEK KDIGO Vunmmatisa 00 yAYUIIEHHIO TAOOAABHBIX

HCXOAOB 3200AEBAHUI TIOYEK
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Knunuueckue npaktuueckue pekomenaaunm KDIGO 2024 no seaenuio BackynuTa, GcCOUMMPOBAHHOTO C GHTUTENaMM K uuTonnaame Heitrpodunos (AHLIA)

YeegomneHums

PA3JEN I: UCMONIb30OBAHUE KIIMHUYECKUX MPAKTUYECKUX PEKOMEHO AL

Ot KAnHIMECKne IpakTHIecKne PEKOMEHAAITIH OCHOBAHEI HA PE3YABTATAX ITOMCKA AUTEPATYPEI, IPOBEACHHOTO
B moAe 2022 roaa i oOHOBACHHOTO B aripese 2023 roaa. PexomeHAaImm pa3paboTaHEl AASL TOTO, ITOOBI IIOMOYb
KAMHHUITICTAM B IPUHATAN PEIIeHuH. PeKOMEHAAIINT He IPEAHA3HAYEHBI AAA OITPEACACHNSA CTAHAAPTA ACICHISA
1 HE AOAKHBI HHTEPIIPETHPOBATHCA KAK IIPEAIINCHIBAFOIIIE HCKAFOUHTEABHBIH KypC Aeuenus. Pasandns B mpakTuke
OYAYT HEM3DEKHO M YMECTHO BO3ZHHUKATD, KOTAA BPAaul OYAYT VUHTBIBATH IOTPEOHOCTH OTACABHBIX ITAIIMEHTOB,
AOCTYITHBIE PECYPCHI M OTPAHMYEHNUA, XAPAKTEPHBIE TOABKO AAfl KOHKPETHOIO YIPEKACHHA MAU TUIIA IIPAKTHKHL
Meanmusckre pabOTHHKH, HCIIOAB3YIONIHE 3TH PEKOMEHAAIINN, AOAKHBI PEIITHTH, KAK IIPUMEHUTH UX B CBOCH
COOCTBEHHON KAMHUYICCKOH IIPAKTHKE.

PA3LEN lI: PACKPbITUE KOHOJIMKTA UHTEPECOB

Wuprmmarusa o Vaydrnenmro I'aobaapusix Fexoaos 3a0oaesanuii [Togex (KDIGO) npraaraer Bce yerans, 9To0BL
n30exKaTh ATOOBIX (PAKTHYECKUX HAX OOOCHOBAHHO IIPEAIIOAATAEMBIX KOH(DAHKTOB HHTEPECOB, KOTOPBIE MOIYT BO3-
HHUKHYTb U3-32 BHEIITHUX OTHOIICHIN HAU AUYHBIX, IIPO)E€CCHOHAABHBIX HAH ACAOBBIX HHTEPECOB UAcHa Pabodeit
rpymsl. Bee uaensr Paboueil rpyIisl AOAKHBI OBIAN 3aITOAHHTD, IIOAITNCATD H IIPEACTABUTE (POPMY PACKPHITHSA
nH(GOPMAIIIH 1 ITOATBEPKACHHA, B KOTOPOH YKA3aHBI BCE TAKNE OTHOIIIECHNUS, KOTOPBIE MOTYT OBITh BOCIPHHATHI KAK
cpakrIraeckue KOH(MAUKTB HHTEPECOB. DTOT AOKYMEHT OOHOBASETCH €KETOAHO, B HH(POPMALIHA COOTBETCTBYIOIIIM
obpasom Koppekrupyercs. Bea mpeacraBaennas madopMarus myoAHKyeTcs IIOAHOCTBIO B KOHIIE 3TOIO AOKYMEHTA
B pasaeae "Packprrtre urdopmarnn yaeHamu Paboueit rpymmer u xparnTcea B daiiae KDIGO.

Copyright © 2023, KDIGO. Onybauxosaro Elsevier Inc. ot umenn MexayrapoaHoro obirectsa He)pOAOIOB.
D10 CcTaThi pasmerneHa B OTKpsToM Aoctyie oA Autensueil CC BY-NC-ND (http://creativecommons.org/
licenses/by-nc-nd/4.0/). OTA€ABHBIE KO MOTYT OBITH CACAAHBL AASI AMHOIO HCIIOAB30BAHNS B COOTBETCTBUM
C HAIIMOHAABHBIM 3aKOHOAATEABCTBOM 00 aBTOPCKOM IIpaBe. AAfl yIEOHBIX 3aBEACHMUIT, KEAAIOIIIX CACAATDH
KCEPOKOIIMU AAfl HEKOMMEPYECKOTO HCIIOAB30BAHNA B OOPA30BATEABHBIX IEAAX, ACHCTBYIOT CIICI[HAABHBIC
tapudsr. Hukaxas 9actp 5101 IyOAHKAITIN HE MOKET OBITH BOCITPOM3BEACHA, N3MEHEHA HAH ITIEPEAAHA B AFOOOM
bopme HAT AFOOBIME CPEACTBAME, IACKTPOHHBIME HAU MEXAHIICCKUMH, BKAIOUAs (POTOKOITHPOBAHIE, 3AITHCH
HAH AFOOYFO CHCTEMY XpaHEHHs H IToncka nadopmariin, 6e3 mcsmensoro paspertrennd KDIGO. [Toapobuyro
uH(GOPMAIIIIO O TOM, KaK 3aIIPOCHTH PEIIPUHT, Pa3pPEIIeHHE HA BOCIPOU3BEACHHE HAN IIEPEBOA, 4 TAKKE
AOIIOAHUTEABHYIO HH(MopMaruio o moaurtuke pasperrernii KDIGO moxuO moAygnts, ceasasiucs ¢ Meauccoit
Tomrcon, raasabiM oreparrosHsiM Aupekropom KDIGO, o aapecy melissa.thompson@kdigo.org.

Hu KDIGO, uwu wypuan Kidney International, mix aBTOpBI, HH Y9aCTHUKH IHOATOTOBKH ITYOAMKAIIIMH HAK
PEAAKTOPHI HE HECYT U HE MOIYT HECTH HUKAKOH OTBETCTBEHHOCTH 34 AFOOBIE IIPAMBIE, HEIIPAMBIC, CAYIAHHbIE
VAN HAMEPEHHbIE YOBITKH (BKAFOUAs HE OIPAHUYCHHBIC PA3MEPOM IIOTEPH IIPUOBIAK) HAN AFOOOIT Bpea/ yiuep0,
IPUYMHEHHBIH AFOAAM MAM MX HMYIIECTBY, BRI3BAHHEIE ITO AFODOM TEOPHM OTBETCTBEHHOCTH B PE3YABTATE
KOHTPAKTOB, KECTKIX 00A3aTEABCTB HAH IIPABOHAPYIIEHUIT (BKAFOUAA OTBETCTBEHHOCTD 33 KAUYECTBO IIPOAYKTOB,
XaAQTHOCTb MAHM YTO-AHMOO HHOE) ¥ BOSHHKAFOIIHE B PE3YABTATE AFOOOIO HCIIOAB3OBAHMA NAU SKCIIAYATAIIHN
ATODBIX METOAOB, ITPOAYKTOB, HHCTPYKIIUH HAH HACH, COACPIKAIIIIECH B AAHHOM MATEPHAAC.
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Knumnyeckue npaktudeckue pexomeraaupm KDIGO 2024 no BeaeHnio BACKYHTA, GCCOLMMPOBAHHOTO C GHTATENAMA K LtTonnasme Heitpodunos (AHLIA)

[Npenncnoeue

Muccusa KDIGO cocront B TOM, 4TOOBI yAVYINIATS
KAYeCTBO IIOMOIIN M MCXOABI AAfl AHIL C 3200ACBAHH-
AMH ITOYEK BO BCEM MHPE, OCYIIECTBAAA KOOPAHTHHPO-
BaHNE, COTPYAHHYECTBO M MHTEIPAIUIO HHHUIIHATHB
II0 CO3AQHMIO U BHEAPEHMIO KAMHHYICCKUX ITPAKTHYC-
ckux pekoMenAarmid. C MOMEHTa CBOEro CO3AAHUA B
2003 r. KDIGO 6pran onyOAHKOBAHEL BCECTOPOHHHE
PEKOMEHAAITIH TTO MHOTUM KOHKPETHBIM TEMaM, BKATO-
vyag KanmHngeckne mpakTudaeckne peKOMEHAAIINN 11O
BeAcHUIO rAoMepyAroHedpuTos B 2012 roay u 1o Be-
AEHHIO rAoMepyAdpHEIX Ooaesneit B 2021 roay. Dto
rmocaeAHee PYKOBOACTBO BKAIOYHAO PEKOMEHAAIINT
no 11 3260AeBaAHMAM, OCHOBAHHBIE HA AOKA32TEAD-
crBax, AocTynHbX Ha mroHb 2020 roaa. Hacrosmee
OOHOBACHHE, CAEAAHHOE CIYCTA BCEro 2 roAa, OTpa-
KaeT OECIIPEIIEACHTHBIE TEMIIBI ITOABACHNA HAYIHBIX
OTKPEITUH B 9TOH OOAACTH U IIOCBAIIEHO PEKOMEHAA-
IIUAM 110 AMATHOCTHKE, ACICHIIO X MOHUTOPHPOBAHHIO
nopaxenud rmovyek npu AHIIA-acconnnpopanmbix
BACKYAHTAX.

KDIGO crpemnTcsi BHAEPKUBATE CAMBIE BEICOKHE
CTAHAAPTHI COBEPIIEHCTBA U IPEAOCTABAATD KAMHHI-
ILIFICTAM CaMble YOEAMTEABHEIE OCHOBAHHEBIC HA AOKA3a-
TEABCTBAX PEKOMEHAAIINH, OOBEAMHAS KaK HOBEHIIIIE
AOCTHZKEHUS, TAK 1 OOIIEITPUHATHIC KAMHIYECKHIC CTAH-
AaptsL Takum 06pasoM, 0OHOBAEHHOE PYKOBOACTBO IO
AHITA-acconnupoBaHHBIM BACKYAHTAM IIPEACTABAACT
co0O¥ coueTaHne MMEIOIINX IPAAAITIIO PEKOMEHAA-
LUH C IPAKTHYECKIMH coBeTamMu. PekomMeHAaIm oc-
HOBAHBI HA PE3YABTATAX CHCTEMATHYECKOTO 0030pa AO-
Ka3aTEABCTB I HUMEIOT IPAAAIIIIO ITO CHAE (YpOBEHb 1,
«MBI PEKOMEHAYEM» HAU YPOBEHD 2, MBI IIPEAAATACN)
1 KA9ECTBY AOKA3aTEABCTB (A, «BBICOKOEY; B, «ccpeaneey;
C, «auskoew; uan D, «ouens Huskoey). [Ipaktmaeckme
COBETHI HE UMEIOT I'PAAAIHN U ITPEACTABAAIOT COOOM
OCHOBAHHBIE HA KOHCEHCYCE TTOAOKEHHSA, OTPAKAIOIINE
aKcriepTHOE MHeHHE Paboueit rpyIbl. DTr IpakTHye-
CKHe COBETBI (DOPMYAHUPYIOTCA B CAYYAAX, KOTAQ HE OBIA
IIPOBEACH CHCTEMATHYECKUE 0030p AokasaTeAbcTs. He-
KOTOPBIE ITPAKTHYECKHE COBETHI IIOMOTAIOT YHTATECAFO
B BOITPOCAX BHEAPEHNS, IMEFOTIIIX IPAAAITIIO PEKOMEH-
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AAIIHI, ¥ 9aCTO IPEACTABAEHHI B rpadpuaeckom dop-
marte. UHTATEAH MOIYT PACCMATPUBATD IPAKTUYECKHE
COBETHI KAK 9KCIIEPTHOE PYKOBOACTBO HAHN KAK (IIOAOKE-
HUSA 110 HAFAYYIICH KAFMHITIECKON IPAKTUKE» H HCIIOAD-
30BATh UX, CCAU HAXOAAT ITOAXOAAIITUME AAfl OKA3AHIA
IIOMOIIIHN ITAITHEHTAM.

Mser erme pas 6AaFOAapI/IM I;IopreHa Daére u bpasa
PoBuna, KOTOpPBIE BO3TAABUAM 9Ty BaiKHYIO HHUIHA-
THBY, U MBI BBICOKO LICHHM ITPEAAHHOCTD ACAY YACHOB
Paboueit rpymmsr — Assuaa Aweitma, Moma-Credama
Canpaepca n Baaarmmpa Tesapa. Bee orm Ao06poBoabHO
IOCBATUAH BPEMS M 3HAHHUA CO3AAHNIO HacToAIMX Pe-
komenaarmii mo AHITA-acconmupoBanubM BacKyAn-
tam. Hesapucumasn I'pyrma mo 0030py AoKazaTeAbCTB
(T'OA) u3 I1IkoABI OOITIECTBEHHOTO 3A0POBbS YHUBEP-
cntera bpayma, Bosraasademas Dranom baakom i Kpeii-
rom ['opaoHOM, IIpeAOCTaBHAZ OOHOBACHHBIH 0030p
AOKA32TEABCTB, KOTOPBII 1 AaA HH(DOPMAITHIO AAA Ha-
croseii Bepcun PekoMeHAarnii.

Aaf obecriedeHns MpO3PAIHOCTH U ITOAHOIIEHHO-
CTH ODOIIECTBEHHOTO OOCYKACHUA, COTAACHO ITOAUTHKE
KDIGO, geproBux Pexomenaariuii ObIA IPEAOCTABACH
AAsl kommenTHpoBanuA B Mae 2023 roaa. Mer BEICOKO
LIEHUM Ty OOPATHYIO CBA3b, KOTOPYIO MBI IIOAYIHAR
oT Hay4HOro coobrectsa. Bee uaensr Pabouelt rpyrirer
PACCMOTPEAN U OAOOPHAM OOHOBAECHUSA ITEPEA BBIIITY-
ckoM Pekomenaaruii,

Takum 00pa3om, MBI PAABI ITPEAOCTABHTD 3T OOHOB-
AenHbie KAmHIUECKNE IPAaKTHYECKHE PEKOMEHAALIN
o Beaernio AHITA-acconumpoBaHHEIX BACKYAHUTOB,
OTPaKAIOIIINE CAMBIE ITOCACAHHE 1 CAMbBIE COBPEMEH-
HBIE AOKA32TE€ABCTBA 110 OKA3aHHUIO IIOMOIIU AHIIAM
¢ AHIIA-acconnnpoBaHHBIME BACKYAHTAMH BO BCEM
MI/Ipe. MbI BOOAYLHCBAeHEI TCMIIaMH Hay"IHbIX AOCTH-
KEHHI 1 OCCKOHEYHO OAATOAAPHBI COIIPEACCAATEAAM
u gAeHaM Pabodelt IPyIIITsl B ADYTUM YYACTHUKAM 3TOMH
BAKHON paOOTHL

Mopran I'pamc
Mumean ZKaayab
Compeaceaarean KDIGO
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Knumnyeckue npaktudeckue pexomeraaupm KDIGO 2024 no BeaeHnio BACKYHTA, GCCOLMMPOBAHHOTO C GHTATENAMA K LtTonnasme Heitpodunos (AHLIA)

PE3IOME

Kannngeckue npakruaeckue pekomenaarun KDIGO (dAuunumaruse mo Vaygmrennro 'aobaapusix cxoaos
3aboaesannii [Toger») 2024 110 BeACHNIO BACKYANTA, ACCOIUHPOBAHHOTO C AHTHTEAAMH K ITHTOIIAA3ME HEHTpOdH-
AoB (AHITA), IpeACTaBAAFOT IEAEHAITPABAEHHOE OOHOBAEHHUE IAABBI KAMHIUECKIX IIPAKTIHYECKIX PEKOMEHAAITIIH
KDIGO no BeaAenuto raomepyaspaeix 3aboaesanmii 2021, mocpsamennoit AHIIA-acconnunpoBaHHOMY BACKYAHTY.
Hx ocHOBHAA IIEAB — TOMOYb BpadaM, OKa3eBaroruM roMoris Antiam ¢ AHITA-accormupoBasHbIME BACKyAXTAMI.
OOHOBACHNE IPHHUMAET BO BHIMAHNE PE3YABTATH PAHAOMU3HPOBAHHBIX KOHTPOAUPYEMBIX HCCACAOBAHMIA, OITy-
OauxoBanHbIX ocAe deBpaad 2022 roaa. Kak u B 2021 roay, raaBa ocrpoeHa 110 TOH 7K€ CXEME H IIPEACTABAACT
PYKOBOACTBO II0 AMATHOCTHKE, OIIEHKE IIPOTHO3a, ACUEHUIO U ACHCTBUAM B OCOOBIX cHTyarmax. byayun ocmHo-
BAHO HA AOK432TEABCTBAX, 3TO OOHOBACHIE IPEUMYINECTBEHHO C(DOKYCHPOBAHO HA PEKOMEHAAITHAX 110 ACYCHHIO
AHIIA-accorumnpoBaHHbIX BACKYAHTOB. Pa3paboTka 5THX PEKOMEHAAIINI CTAAA PE3YABTATOM ACTAABHOTO AHAAH32
1 OLIEHKH AOKa3aTEABHOI 0a3bl. [IOAXOABI K ACUEHHIO M PEKOMEHAAIINE OCHOBAHBI HA CHCTEMATHYECKOM 0030pe
PEAEBAHTHBIX HCCACAOBAHMI 1 OIICHKE YOCAUTEABHOCTH AOKA3aTEABHOM Oa3bI I CHABI PEKOMEHAALIHI ITO CUCTEME
“Otenkn, pazpadorkn n onennpannd pekomenaarmii’” (GRADE). B pexomenaaruax oOcyxAaroTcs orpanugeHns
AOK232TEABHOI OA3Bl, 4 TAKAKE IIPEACTABACHEI HAIIPABACHHA OYAYIIHX HCCACAOBAHMIA.

Karuesvte cnosa: AHLLA; anmumena x yumonsasme reimpoduios; meouyuna, ocrosarnnan na 00Kasamensomeaxy 210-
Mepyaapreie saboaesarus; eaomepyaornedpum; pexomerndayuny, KDIGO; negppomuueckuti curopory cucmemanmuieckuts 0630p

LNTUPOBAHME

[Tpy HUTHPOBAHME 9TOTO AOKYMEHTA CACAYET HCIIOAB30BaTh cAeAyromuil popmat: Kidney Disease: Improving Global
Outcomes (KDIGO) ANCA Vasculitis Work Group. KDIGO 2024 Clinical Practice Guideline for the Management of
Antineutrophil Cytoplasmic Antibody (ANCA)—Associated Vasculitis. Kidney Int. 2024;105(3S):S71-8116.

ABSTRACT

The Kidney Disease: Improving Global Outcomes (KDIGO) 2024 Clinical Practice Guideline for the Management
of Antineutrophil Cytoplasmic Antibody (ANCA)-Associated Vasculitis represents a focused update of the ANCA-
Associated Vasculitis chapter from the KDIGO 2021 Clinical Practice Guideline for the Management of Glomerular
Diseases. The aim is to assist clinicians caring for people with ANCA-associated vasculitis. The update takes into
consideration evidence from randomized controlled trials published since February 2022. As in 2021, the chapter
follows the same template providing guidance related to diagnosis, prognosis, treatment, and special situations. Based
on the evidence, this update is mostly focused on guidance related to treatment of ANCA-associated vasculitis.
Development of this guideline followed an explicit process of evidence review and appraisal. Treatment approaches
and guideline recommendations are based on systematic reviews of relevant studies, and appraisal of the certainty
of the evidence and the strength of recommendations followed the “Grading of Recommendations Assessment,
Development and Evaluation” (GRADE) approach. Limitations of the evidence are discussed and areas of future
research are also presented.

Keywords: ANCA; antinentrophil cytoplasmic antibody-associated vasculitis; evidence-based; glomernlar diseases; glomernlo-
nephritis; guideline; KDIGO; nephrotic syndrome; systematic review
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Knunuueckue npaktnueckue pekomenaaunm KDIGO 2024 no seaenuio BackynuTa, GCCOUMMPOBAHHOTO C GHTUTENAMM K LuTonnaame Heitrpodunos (AHLIA

OcHoBHble NONOXEHMS peKOMeH,D,GLLMPI M NPAKTUYECKUX COBETOB

9.1 Amarnocruka

ITpaxruueckuii coser 9.1.1: ecau KAMHUYECKHE IIPOABACHHUA COOTBETCTBYIOT BACKYAUTY MEAKHX COCYAOB
Y IIPU 3TOM BBIABAAIOTCA IIOAOKHTEABHBIE cepoArormyeckue TecTsl Ha AHITA
K mueaonepoxcupase (MITO) nau nporennase-3 (IIP3), o>xuaanue BbIoA-
HEHUA OMOIICHY ITOUKU HAH PE3yABTATOB MOP(POAOTHYECKOTO UCCAEAOBAHUA
HE AOAKHO CTATh IPUYHHON OTCPOUEHHOIO HaYaAd HMMYHOCYIIPECCHUBHOM
Tepanuu, B 0COOEHHOCTH IIPU GBICTPOM YXYAIIEHHH COCTOAHHA ITAIlEHTA

(Pucynok 1).

Mopo3peHne Ha BacKynuT C Nopa)keHnem novek

KnuHnuyeckas kapTuHa xapaktepHas gnsa AHLA- KnnHnuyeckas KapTrHa, XxapaktepHas
accoLMMpPOBAHHOrO BacKynnTa nA No60oro NepBMYHOro BaCKynuTa
MonoxutenbHbi Tect Ha AHLIA K MP3 nnu MMO C MopakeHem MesKux cocyos
ManoBeposTeH BTOPUYHbIN BaCKYNT Het AHLIA k NP3 n MINO
Cneumann3npoBaHHbIN LLeHTP HeT npoTtBonokasaHumn
1 BbiCTpONpOrpeccrpyoLee TeYeHre K NpoBegeHuto buoncun
Hauatb neuenvne
Broncua no Bo3moXxHOCTH BCKope Buoncua

nocse HayaTon Tepanun

PucyHok 1 | CTpaTerns BbinonHeHUA 61MONCcMn NOYKMN NPy NOJ03PEHNN Ha BaCKY/IUT ¢ nopa)keHnem nouek. AHLIA, aHTuTena K uutonnasme
HelnTpodunos; MMNO, mmenonepokcungasa; NP3, npotenHasa-3.

IMTpaxruueckuii coser 9.1.2: aeuenne naruenTos ¢ AHITA-accormuuposanubim BackyantoMm (AAB) caeayer
MPOBOAUTH B LICHTPAX, 00AAAAFOIIUX OIIBITOM BEACHHA IAIeHTOB ¢ AAB.

9.2 IIporuos

9.2.1 BepxuBaemocTsb
[Pexorerdayun uan npaxmuueckie cosenmer oncymensywon|

9.2.2 IToueuHsIii MPOTHO3 M PEMUCCHUA
[Pexomerndayuu uru npaxmuseckue cosemer onicymcmnsyont|

9.2.3 OGocrpenus

ITpaxruueckmii coser 9.2.3.1: coxpanenne nospimeHHbIX THTPOB AHLIA nan ux Hapacranue B AMHAMUKe,
a taroke oonapyxenne AHITA y manueHTOB, KOTOpBIE paHEE OBIAU CEpPO-
HEI'aTUBHBIMHU, MOTYT GBITH IPOrHOCTHYECKHUM 3HAYMMBIMHA B OTHOIIIEHHH
OyAyimx o6ocTpeHuii 3a00ACBaHIA U AOAYKHBI OBITH IIPUHATHI BO BHUMAHIE
NP IPUHATHY PEIICHUNA O ACUEHHH.
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9.3 AeueHue

9.3.1 MaAYKIIMOHHASA Tepanusa

PekomeHnpauums 9.3.1.1: Mbl peKOMeHAYeM FIOKOKOPTUKOMADbI B COYETaHUN C PUTYKCMMabom nnu yuknodocda-
MUAOM B KauecTBe Tepanuu nepBon nuHum npu gediote AAB (1B).

ITpaxrrueckwmii coser 9.3.1.1: mpaxTuueckmii asroputm AedeHns AAB ¢ mopa’keHHeM IMOYEK IIPEACTABACH
Ha Pucynke 6.

AunarHos AAB

OueHKa 3a6osieBaHus

!

VHayKums pemmccum

:

Putykcumab + (rnioKOKOPTUKOMAbI CO CHUXKEHMEM [03bl Ui aBaKomMaH)
nnm
Linknodochammg + (rioKOKOPTUKOMAbI CO CHUKEHMEM J03bl MU aBaKoMaH)
nnmn
(Putykncmab + urknodocpamua) + (FOKOKOPTUKOUABI CO CHIXKEHMEM AO3bl)

PaccmoTpuTe npoBefeHyie nnasmoobeHa®

:

MoppepxuBatowan Tepanusa

: :

Mpogonxuntb MepewTn Ha a3aTnonpuH

pUTYKCMab CHM3MTb AO3Y MMIOKOKOPTUKOVAOB
OTmMeHUTb CHU3UTb fO3y

pUTYyKCMab asaTtuonpurHa

| | |
:
e

PucyHok 6 | Cxembl neueHnsa AAB. * Cmotpute Mpaktnyeckuii Coset 9.3.1.9. AAB, AHLIA-accoummpoBaHHbili Backynut; AHLA, aHTuTtena
K umTOnnasme HenTpodunos.
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Knunnyeckue npakmueckme pexomengauun KDIGO 2024 no senennio BackynnTa, GCCOLMMPOBAHHOTO C GHTUTENAMA K WTonnasme HerTpodunos (AHLIA

ITpaxrrueckmii coser 9.3.1.2: AaHHBIX, 000CHOBBIBAIOIINX BO3MOYKHOCTH IIPUMEHEHNA KOMOMHAIINN PH-
TYKCHMAa0a ¥ TAFOKOKOPTHKOHMAOB AAfl A€YEHHA ITAIIMEHTOB C BHIPAYKEHHBIM
HAY OBICTPOIIPOrPECCHPYIOIINM CHIDKEHUEM CKOPOCTH KAy00UKOBOI (PHAB-
tparuu (CK®) (xpeatunun ceisoporku [CKp] >4 mr/aa [>354 mxmoas/4]),
HEAOCTATOYHO. B 3T0M cuTyamum MO>KHO paccCMOTpeTh Ha3HAYEHHE ITU-
KA0pocpamMupa B KOMOMHAIIUH C TAFOKOKOPTHKOUAAMH MAM PUTYKCHMAa0a
B KOMOMHAITIH C ITIKAO(OCHAMHAOM.

ITpaxruueckuii coset 9.3.1.3: pakropsl, BAUAOLINE HA BEIOOP MEYKAY PUTYKCHMA00M U ITKAO(OochaMIAOM
AASL TIPOBEACHUA WHAYKIIMIOHHOM TE€PAIIHH, IPEACTaBACHBI HA Pucynke 7.

e [leT © NoJpPOCTKM e Putykucmab tTpyaHogocTyneH

 KeHLMHbI B Npe-MeHoMnay3e 1 My>X4unHblI, e Taxkenbii H (CbIBOPOTOYHBIV KpeaTUHUH >4 mr/an [354 mkmonb/n])*
»Kenalowme COXpaHUTb GepTUIbHOCTbL

¢ OcnabneHHble NOXuIible Noau

¢ HeobxopmmocTb peanusaumm ctepoung-cbeperatowero spdekrta

¢ PeLnpvBbl 3aboneBaHusA

¢ Hannume MP3-AHLIA

PucyHok 7 | ®aKTopbl, Bnusiiowue Ha BbIGop MeXay putykcumabom n unknodpochamuaom ana MHAYKUMOHHOI Tepanumn AAB. * MoxHO
paccMoTpeTb KOMGMHaLMIo pyUTyKcuMaba v aByx nHy3uin uuknopochammupa. AAB, AHLIA-accoummnpoBaHHbiin Backynut; AHLLA, aHTuTena K uuto-
nnasme HenTpodunos; M, rnomepynoHedpurt; NP3, npoTenHasa-3; CKp, CbIBOPOTOYHbBIN KpeaTUHVH.

ITpaxruueckmii coser 9.3.1.4: paxropsl, BAMAIOmME HA BEIOOP crocoba BBeAeHUA HMUKAO(pOChamMuAa,
npeAcraBaeHbl Ha Pucynke 8.

¢ [aumeHTbl yXKe NoNyuMBLUNE YMEPEHHYIO KYMYIATUBHYIO [O3Y e [NaumneHTbl, AnA KOTOPbIX CTOMMOCTb JIEYEHUs ABAAETCA 3HAUMMbIM
¢ [laymneHTbl C NenKoneHmemn dakTopom
¢ [laumeHTbl, KOTOPbIM BO3MOXHO YCTAaHOBUTb UHOY3UOHHDBIN KaTeTep  © MauueHTbl, KOTOPbIM 3aTPyAHUTENbHO 06ecneunTb NpoBeaeHve
¢ [MauyeHTbI, y KOTOPbIX BO3MOXHbI MPO6/IEMbI C MPUBEPKEHHOCTbIO NHPY3MI
K JIeYeHNI0 MpU Npreme BHYTPb e [NauuneHTbl, 4nA KOTOPbIX CAMOCTOATENbHbIV MpKYeM npenapata

He ABNAeTCA Npob6nemoii

PucyHok 8 | Bbi6op cnoco6a BBeaeHus uuknodpocpammnaa npun AAB. AAB, AHLIA-accoummpoBaHHbii BackynuT; AHLIA, aHTuTena K uutonnasme
HelTpodunos.

ITpaxruaeckmii coser 9.3.1.5: paccMoTpuTe BO3MOKHOCTE IIPEKPAIIEHHA MMMYHOCYIIPECCHBHOM TePAITHH
uepes 3 MecAna y ManueHTOB, KOTOPBIE OCTAIOTCA AUAAN3-3ABHCHMBIMHE, €CAT
Yy HEX OTCYTCTBYFOT BHEIIOUEUHBIE IIPOABACHUA 3a00A€BaHNA.
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IMTpaxruueckuii coset 9.3.1.6: peKOMEHAAIIN 110 CHIDKEHHIO AO3bI TAFOKOKOPTUKOUAOB AAfL IIPHIEMA BHYTPb
npeAcTaBaeHsl Ha Pucynxke 9.

1 50 60 75

2 25 30 40
3-4 20 25 30
5-6 15 20 25
7-8 12,5 15 20
9-10 10 12,5 15
11-12 7,5 10 12,5
13-14 6 7,5 10
15-16 5 5 7,5
17-18 5 5 S
19-20 5 5 5
21-22 5 5 5
23-52 5 5 5
>52 B cooTBeTCTBUM CO CNOXKMBLUENCA NOKaNbHOWN MPaKTUKOM

PucyHoK 9 | Cxema cHuKeHUA A03bl NpegHnsonoHa npu AAB. AHLA, aHTuTena K uutonnasme Heritpodunos; PEXIVAS, Plasma Exchange and
Glucocorticoids for the Treatment of ANCA-Associated Vasculitis / [nasmoo6meH 1 riokokopTukonabl ansa neveHns AHLLA-accoyumnpoBaHHOro
BaCKynuTa.

ITpaxruueckmii coser 9.3.1.7: aBakoman MoskeT OBITH MCIIOAB30BAH B KAYECTBE AABTEPHATHBBI TAFOKOKOP-
TuKouAaM. ITanueHThI ¢ MOBBIIEHHBIM PUCKOM PAa3BUTHA TOKCHYHOCTH
IAFOKOKOPTHKOHAOB C HAMOOABIIIEI BEPOATHOCTEIO IIOAYYAT IPEUMYIIIECTBA
OT Ha3HAYEHUA aBaKonaHa. Y manueHToB ¢ Hu3kou CK® mosxer ObITH AO-
crurayTo 6oaee sHaunmoe BoccranoaeHue CK®.

IMTpaxrrueckmii coser 9.3.1.8: pexomMeHAyeMBIE AO3BI UIMMYHOCYIIPECCHBHBIX IPENAPATOB IIPEACTABACHBI

Ha Pucynke 10.
2 mr/Kr/cyT 15 mr/kr B Hegenn 0, 375 mr/m2/Hep X Putykcnmab 375 mr/m2/Hep, 2000 mr/cyT 30 Mr gBa pasa
3 mecAaua, 2,4,7,10n 13 (npwn 4 Hepenu X 4 Hepgenn B coyeTaHnmn B HECKOJIbKO B [€Hb B KayecTee
MaKcMmasibHO Heo6XoANMOCTY — 717 c yuknodpochammnpom 15 Mr/Kr - Npremos, afbTepHaTuBbI
6 mecALeB npu B Hegenu 16, 19, 21, TreHegennOun?2 B/BBHegennOwu?2 C BO3MO>KHOCTbIO rNI0KOKOpTMKONAaMm,
coxpaHstoLenca 24) nnn yBennyeHuna B KOMOUHAL MK
AKTUBHOCTU Putykcmab 1 r B Helenn A0 3000 Mr/cyT npy € pUTyKCMabom vnnm

01 2 B coyeTaHum He[J0CTaTOuHOM umknopochamugom
c uuknodpocpammaom 500 Mr - OTBETE Ha NleueHre
Kaxkable iBe Hepenm X 6

KoppeKLu/m A03bl KoppeKumn A03bl

no Bo3pacTy no Bo3pacTy

* 60 net - * 60 net -
1,5 mr/kr/cyT 12,5 mr/Kr

* 70 net - e 70 net -
1,0 mr/kr/cyT 10 mr/Kr

CHu3nTb Ha 0,5 Mr/  CHU3UTb Ha 2,5 Mr/Kr
Kr/cyT npu CKO npu CKO
<30 ma/munH/1,73 M2 <30 ma/mnH/1,73 m2

PucyHok 10 | [losupoBaHue MMMYHOCYNpeccUBHbIX npenapaTtoB AnA nedyenua AAB. AAB, AHL|A-accoumnpoBaHHblii BackynuT; AHLIA,
aHTuTena K umtonnasme Hentpodunos; CKO, ckopocTb Knyboukoso GunbTpaumny; B/, BHyTpuBeHHo; MM®, MukodpeHonata modeTu.
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ITpaxruueckuii coser 9.3.1.9: paccmoTpure nposeaseHue npoueAyp miasmooomena nanuenram ¢ CKp
>3,4 mr/aa (>300 MKMOAB /A), ITAIEHTAM Hy>KAQIOIMMCS B ACUCHUY AMA-
AU30M, vAM npu ObicTpoM Hapacranuu yposH:A CKp, nau naruenram ¢ aud-
¢y3HBIM aABBEOAAPHBIM KPOBOTEYECHHEM U TUITOKCEMHEI.

IMTpaxruueckuii coser 9.3.1.10: Aeuenue manuenTos c nepexpecrom AHITA-accormupoBaHHOIO BACKyAUTA
U BACKYAWTA, ACCOLIMMPOBAHHOIO C AHTUTEAAMH K TAOMEPYAAPHOI 6a3aAb-
Hoti memGpane (I'bM), caeAyeT AOIIOAHUTE MPOIIEAYPAMU ITAA3MOOOMEHA.

9.3.2 IToaaepoKuBaroLIaA TEPAIIUA

PekomeHpauuna 9.3.2.1: nocne MHAYKLMN peMUCcCMn Mbl peKoMeHAyeM NpoBOAUTb NOAAEPKUBaIOLLYIO Tepanuio
pUTYKCMMabom nnv KomouHalven a3aTuonpuHa 1 rMioKOKOPTMKOUAOB B HU3KOI f03e
(1C).

ITpaxrruaeckmii coser 9.3.2.1: mocAe MHAYKITMOHHO¥ TePaNUK PUTYKCAMAGOM ITOAACPIKUBAFOIIASA TEPATIUA
AOAYKHA OBITH Ha3HAYEHA GOABIITMHCTBY IAIIEHTOB.

ITpakruyeckuii coser 9.3.2.2: onTUMaAbHAA IIPOAOAYKUTEABHOCTD ITOAAE€PIKUBAIOIIEH TEPAITHH COCTABAAET
ot 18 mecaAnes A0 4 AeT C MOMEHTA MHAYKIIUH PEMHUCCUH.

ITpaxrrueckmii coser 9.3.2.3: mpu permeHnH BOPOCa 0 BO3MOKHOCTH OTMEHBI ITOAAEP>KHBAFOIIIEH TePAITH
CA€AyeT IIPUHATH BO BHUMAHIE PHCK PEILHAUBOB, 4 TAK)Ke IIPOUH(OPMUPO-
BaTh AIEHTOB O HEOOXOAMMOCTH CPOYHOI'0 O0pAIeHHA 32 MEAUIIUHCKOM
IOMOIIBIO IIPY IIOBTOPHOM IoABA€HHH cuMIToMOB (PucyHok 12).

* [lnarHo3 rpaHysniematosa C MovaHrMnToM * PeunpuBbl B aHamMHe3e * Huskasa KymynateHas fjo3a

¢ MIP3-AHLIA e Cepono3utneHocTb no AHLIA B KoHLe unknodocoammaa

* Hu3Kuin ypoBeHb CbIBOPOTOUHOTO VHAYKLAN peMmnccmn * OTMeHa MMYHOCYMNPEeCCUBHON Tepanum
KpeaTuHVHa e lNoBbiweHne ypoBHa AHLIA * OTMeHa rnioKOKOPTUKON 0B

 PacnpocTtpaHeHHoe 3aboneBaHue
* MNopaxeHne JIOP-opraHos

PucyHok 12 | ®akTopbl pucka peunausa AAB. AAB, AHLIA-accoyumpoBaHHbIi BackynuT; AHLIA, aHTUTena K umtonnasme Helitpodunos; NP3,
npoTenHasa-3.

ITpakruueckuii coser 9.3.2.4: paccMoTpuTe BO3MOXKHOCTb Ha3Ha4YeHUA MUKO(eHoAaTa ModeTrra (MMD)
VAU METOTPEKCATA B KAYECTBE AABTEPHATUBBI A3aTHOIIPUHY AAA TIOAAEP-
JKAaHUA PEMHICCHH Y ITAIIMEHTOB C HEIIEPEHOCHUMOCTBIO a3aTuonpuHa. Me-
TOTpEKCaT He cAeayer HasHauath nampenTam ¢ CK® <60 ma/mun /1,73 m2.

ITpaxtnueckuii coser 9.3.2.5: hbaxTopbl, BAHAIOIIIE HA BHIOOP MEXKAY PUTYKCUMAOOM U A3aTHUOIIPUHOM
’ y
AAA TIOAAEPYKAHHA PEMUCCHH, IIPEACTaBAeHBI HA Pucynke 13.

¢ PeunpmBupytoLiee 3aboneBaHve * Huskuin ncxopHbi yposeHb IgG (<300 mr/an)
¢ MTP3-AHLIA e OrpaHuyeHHasa JOCTYMHOCTb PUTYKCMaba

* OcnabneHHble NaLMeHTbl CTapLuero Bo3pacTa

* HeobxoaMocTb JOCTUKEHNA cTepouni-cbeperatouiero addexTa

* Anneprua Ha a3aTMonpuH

PucyHok 13 | BbiGop mexpay puTykcuma6om 1 asaTMonpuHom Ans nopfepxusaiowwein Tepanumn AAB. AAB, AHLIA-accoummpoBaHHbIii
Backynut; AHLIA, aHTvTena K umtonnasme HenTpodunos; IgG, ummyHornobynux G; NP3, npoTtenHasa-3.
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IMTpaxruueckuii coset 9.3.2.6: peKOMEHAALINU II0 BBIOOPY AO3BI U OIIPEACACHUIO IIPOAOAYKHUTEABHOCTH
IOAACPIKHBAIOIIIETO ACUEHUA NMPEACTaBACHBI HA Prucynke 14.

lpoTtokon ¢ perynAapHbIM BBEAEHNEM:
1.500 Mr X 2 Npy JOCTUXKEHWU MONHON
pemwnccum, 3atem no 500 mr B mecaALbl 6, 12

1,5-2 Mr/Kr/cyT nocne JOCTUXKEHNA
NOJIHOW PEMUCCUN B TEYEHME rofa rnocne
YCTaHOB/EHWA ANarHo3a, C nocseayowym

2000 Mr/cyT B HECKOJIbKO MPMEMOB C MOMEHTa
LOCTVKEHWA MOJSTHOM PEMIUCCHN B TeUeHMe
AByX et

1 18 (npotokon MAINRITSAN) WA

2. iHdy3ua 1000 Mr nocsie MHAyKUmum
pemunccum 1 B mecaubl 4, 8, 12 n 16 nocne
nepsoii MHdy3um (npotokon RITAZAREM*)

CHVPKEHMEM [03bl Ha 25 MT KaxKble Tpu
MecsAua

MpoanuTtb Npuem asatnmonpuHa Ao YeTbipex
NeT noc/e yCTaHOB/IEHUA AMarHo3a; HayaTb

c po3bl 1,5-2 Mr/kr/cyT B TeueHue 18-24 mec.,
3aTem CHU3UTb A0 1 Mr/Kr/cyT Ao 4 net nocne
YCTaHOBNEHNA JMarHo3a, B lafibHeNLeM
NoCTeNeHHO CHUXKaTb A03Y Ha 25 Mr Kaxfble
Tpu Mecaua. Cnepyet npopokaTb Npuem
JIIOKOKOPTUKOMAOB B o3e 5-7,5 Mr/cyT

B TeYeHue [IBYX NIeT 1 3aTeM NOCTEMNEHHO
CHVXaTb JO3Y Ha 1 MF Kaxble ABa mecALa

PucyHok 14 | lo3anpoBaHue MMMYHOCYNPEeCCMBHbIX NPenapaToB 1 NPOACHKUTENIbHOCTb UX NPUMEHEHNA ANA NoAAepKaHUA pemMuccun
AAB. MAINRITSAN, lMNopnepxaHne pemMmccum C UCNoNb3oBaHUEM pUTyKcMaba npu cuctemHom AHLIA-accouumpoBaHHom Backynute; MMO,
MuKodeHonata modpetun; RITAZAREM, Rituximab versus azathioprine as therapy for maintenance of remission for anti-neutrophil cytoplasm
antibody-associated vasculitis / Putykcumab unu asatmonpuH Ansa noafepaHvia pemnccun Npy BackKynmTe, acCOLUMPOBAaHHOM C aHTUTelamMm
K uutonnasme Hentpodunos (AAB) * B nccneposaHune RITAZAREM yyacTBoBanv naumeHTsbl ¢ peumareamu AAB.

9.3.3 PermuAuBbI

Ilpaxruaeckunii coer 9.3.3.1: manueHTaM C peITIANBOM 3200A€BaAHIA HEOOXOANMO IPOBECTH IIOBTOPHBIN
Kypc HHAYKITnoHHOI Tepanmuu (Pexomenaarnua 9.3.1.1.), npeannourureabHO
pHUTYKCEMAOOM.

9.4 Ocobsbre cutyarun

9.4.1 PeppakrepHoe TeueHUe 3a00A€BaAHUAA

IMpaxruueckuii coser 9.4.1.1: mpu pedppaxrepHOM TeueHHN 3a00ACBAHIA MOJKET OBITH YBEAUUEHA A034
TAFOKOKOPTHKOUAOB (BHYTPHUBEHHO HAU BHYTPb), K ACUCHHIO MOJKET OBITH
A0GaBAECH PUTYKCHMA0, €CAM paHee ObIAA IPOBEAECHA MHAYKIIMOHHAA Tepa-
A TUKA0ochamMuA0M, 1 HA060poT. M0OXKHO pacCMOTPETH BO3MOXKHOCTD
IIPOBEACHUA IPOIEAYP IIAA3MOOOMeEHA.

ITpaxruueckuii coser 9.4.1.2: npu pasBurum A Py3HOIro aABBEOAAPHOr0 KPOBOTEUEHHA C THIIOKCEMUEH
MO>KHO PaCCMOTPETHh BO3MOX>KHOCTB IIPOBEACHHA IIPOIIEAYP ITAa3MOOOMEHA
B AOTIOAHEHUE K TEPAIINU T'AFOKOKOPTUKOMAAMH B COYETAHHH C ITUKAO(OC-
daMHuAOM HAM PUTYKCHMAGOM.

9.4.2 TpaucnaagTanusa

ITpaxrTrueckmii coser 9.4.2.1: BEIIOAHEHHE TPAHCIAAHTAIIIM CACAYET OTAOKHUTH AO TE€X IIOP, IIOKA IIAIHU-
€HTBI He OYAyT B COCTOAHUU IOAHON KAMHHYECKOW PEMICCHH B T€YEHHE
26 mecsanes. TPaHCIIAAHTALINIO HE CACAYET OTKAAABIBATH Ha 50ACe TIO3AHUI
CPOK H3-32 COXpaHeHuA NnoseimeHHoro yposua AHITA.
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Backynut, accoummpoBaHHbIM C QHTUTENOMM

K LMTONNAa3Me HEUTpobmnos

9.1 imarHocTuka

BackyAnTEI MEAKHX COCYAOB IIPEACTABASIIOT IPYIIITY 3a-
GO AEBaAHMI, XAPAKTEPUYIOIIIXCA HEKPOTH3UPYIOIIIM
BOCITAACHHEM aPTEPHOA, KAITMAAAPOB U BEHYA H OTCYT-
CTBHEM OTAOKCHIS / HE3HAUUTEABHBIM OTAOKEHIEM FIM-
MYHHBIX KOMITAEKCOB B CTEHKAaX COCYAOB (MAAOMMMYH-
Hoe BocmaAeHHue). B pase caydaes B marorormueckmii
IIPOIIECC MOTYT TAKKE OBITh BOBACYCHBI CPEAHHE HAU
prHHbIC COCyAI)I. K MaAOI/IMMyHHBIM BaCKy/\I/ITaM MCEA-
KHX COCYAOB OTHOCST IPAHYAECMATO3 C IIOAHAHTHITOM
(I'TIA), muxpockomnmuecknii moananrunt (MITA) i 20-
3UHOPUABHBIH rpaHyAemMatos ¢ moanauruuroM (OITIA)
[1]. lopaxenue moyex, aCCOIMUPOBAHHOE C STUMH 32-
OOAEBAHUAMH, IIPOTEKAET C PA3BHTHEM MAAOUMMYHHOTO
(POKAABHOIO H CErMEHTAPHOIO HEKPOTHU3UPYIOIIEIO
1 aKcTpaKaruAAIpHOro raomepyronedpura (HOKIH).
AKTHBHBIH MAAOHMMMYHHEIH BACKYAUT MCAKHX COCYAOB
OOBIYHO ACCOLUHIPOBAH C HAAMIHEM IIHPKYAHPYIOIIIX
anTHTeA K IronAasme Hefirpocpuaos (AHLIA) m, co-
raacuo KoHceHCyCy IO OIIPEACACHHIO IIEPBUYHEIX
CHCTEMHBIX BACKYAUTOB, IpHHATOMY B YsmeAa-Xuaa
B 2012 roay, I'TIA, MITA u DITIA Os1au 0ObeAnHEHEL
B rpymny «AHIIA-accoruupoBaHHbIX BACKYAHTOBY
(AAB) [1]. HOKT'H moixer pasBuBaTbhcs KAk OAHOBpE-
MEHHO € BHECIIOYCYHBIME IIPOABACHUAME 3a00ACBAHIS,
TAK U B X OTCYTCTBHE.

V manmeHTOB ¢ CHCTEMHBIME BACKYAHTAMH MOTYT
Pa3BUBATHCA BHEITOUECYHBIE IIPOSBACHIUSA C BOBACICHIIEM
OAHOH HMAH HECKOABKHX CHCTEM OPIaHOB, C IIOpakKe-
HueM Iodek uau 0e3 mero. Hanboaee wacto BoBAC-

KAFOTCA BEPXHHE U HIKHIE ABIXATE€ABHBIC ITyTH, KOKA,
raasza u mepsHas cucrteMa. Y 10% mammenTos ¢ AAB
BO3HHKAIOT ACTOYHBIC KPOBOTEYCHHS, ACCOIIMIPOBAH-
HBIE C BBICOKIM PHCKOM AETAABHOTO ncxoAa [2]. Heob-
XOAUMOCTD ACYCHES BHEIIOYCUHBIX IIPOABACHUI MOKET
IIOBAHUATD HA TAKTHKY BEACHHA ITOUYETHOTO BACKYAHTA.

Kannmdaeckue mposBACHHUSA, ACCOLMHPOBAHHBIC
¢ HOKI'H, BKAIO9AIOT MHKPOTEMATYPHIO C IIPEOOAa-
AQHHMEM M3MEHEHHBIX SPUTPOINTOB U 3PUTPOLIUTAP-
HBIMU HUAUHAPAMH, 4 TAKKE IIPOTCHHYPHIO, IIPEUMY-
mectBeHHO ymepenuyro (1-3 r/cyr). MasoummyHHSBLT
HOKI'H wacro accorumpoBan ¢ OBICTPEIM, B T€UYEHUE
HECKOABKUX AHEH MAU HEACAD, CHIKEHIEM CKOPOCTH
kAyooukoBoit puaptpanun (CK®). Onucano raxxe
MEAAEHHO IIPOIPECCHPYIONIEE TEUCHHE ITOYCTHOIO
IIPOIIECCA, U TOTAA IIPU THCTOAOTHYECKOM HCCACAOBA-
HIH MOKET OBITh TPYAHO OOHAPY/KHTH IIPOSABACHIS AK-
THBHOTO BACKYANT4; Y Y4CTH IAIIMCHTOB C IIOPAKECHIEM
IIOYEK, B OCOOEHHOCTH IIPH HAAWYHH BHEIIOYEUHBIX
LIPOABACHHE 3200ACBAHUA, AHATHO3 YCTAHABAHBAIOT,
koraa CK® erie me cHmkeHa.

Ocrpoe nospexaenue mouex (OIIIT) moxer pas-
BHBATHCA OAHOBPEMEHHO C AABBCOASPHBIM KPOBOTEUE-
HHEM, 9TO COCTOAHHE HEPEAKO HA3BIBAIOT ACTOYHO-
IIOYEYHEIM CHHAPOMOM». XOTfl ACTOYHO-IIOYCUHBIN
CHHAPOM MOJKET OBITh IPOABACHIEM HECKOABKHX 3a-
OOAEBAHMI, OAHOBPEMEHHOE ITOBPEHKACHUE AETKHX
U IIOYEK AOAKHO IIOOYAHTH HACTOPOKEHHOCTD B OT-
HOIIIEHUHU BACKyAUTa. B 910N cuTyarum kArodeBoe
3HAYCHUE AASl CBOCBPEMCHHON AMATHOCTHKU HMCIOT

MopospeHne Ha BacCKynT C NopaKeHnem no4yek

KnuHunyeckasa KapTuHa, xapaktepHas ana AHLIA-
aCcCcoLMMPOBAHHOrO BacKynTa
MonoxutenbHbit Tect Ha AHUA K NP3 nnu MINO
ManoBepoaTeH BTOPUYHbI BaCKyInT

Cneunann3npoBaHHbIN LLeHTP
1 bbicTponporpeccrpyoLee TeyeHme

Hauatb neueHne

KnuHunuyeckasa KapTuHa, xapaktepHas
InA N1060ro NepBUYHOrO BaCKyuTa
C NOpaXXeHNeM MeJIKNX COCyA0B
Het AHUA k NP3 1 MMNMO

HeT npoTrBOnokasaHui
K NpoBefeHuto buoncun

»

Brioncma no Bo3amoxHoCT Bckope
nocsie Ha4yaTon Tepanuu

"~ buoncua

PucyHok 1 | CtpaTterns BbinonHeHuaA 61Moncum NOYKM Npy NoAo3peHnn Ha BacKyInT ¢ nopaxeHmem noyek. AHLA, aHTuTena K yutonnasve

HelnTpodunos; MMNO, mmenonepokcungasa; NP3, npotenHasa-3.
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CEPOAOTHYECKOE OOCACAOBAHIE U HHTEPIIPETALIUA €TI0
pe3yApTaTOB. ITOAOKHTEABHEIN PE3YABTAT aHAAN32
Ha aHTHTEAA K TAOMEPYAAPHOH 0a3aABHON MeMOpaHe
(I'bM) cBnAeTeAbCTBYIOT B 1TOAB3Y aHTH-I BM O0oAC3HN
(panee «cuuApoM I'yarmacgepay), uTo TpeOyeT HeMeA-
AGHHOTO, HE AOKHAAACH PE3YABTATOB OHOIICHH, IIPO-
BeAeHUA IporieAyp mmaasmooomena (Pucynox 1), Toraa
KAaK IIOAOKHTCABHBIN pe3yabTaT amasmsa ma AHITA
k muesornepokcuaasze (MIIO) mam mporennase-3
(ITP3) cBuaereancrByet B 1oAB3y AAB. V Hexoropsix
IAITHCHTOB BEIABAAIOT ABOMHYIO CEPOIIO3HTUBHOCTD: Ha-
Aamune u AHLIA, m antrrea x 'BM. Amarsocruka AAB
OIHMPACTCS HA COYCTAHNE KAMHHYCCKUX IIPOABACHUI,
PE3YABTATOB BU3YAAHSHUPYIOIINX B AAOOPATOPHBIX Me-
TOAOB ODCAEAOBAHUSA, TAKHX KAK OIIPEACACHHUE YPOBHA
C-peaxTuBHOrO OeAKa, OOIIMI AHAAU3 KPOBU, IIOKA34-
TeAn (OYHKITHH TIOYEK H HCCACAOBAHHE OCAAKA MOYHL.
[Tpumepro y 90% manneHToB ¢ BACKYARTOM MEAKHX
cocypos nar HOKT'H sosasror AHLIA, Harpasaenmbre
HPEUMYIIIECTBEHHO IPOTUB (DEPMEHTOB IPAHYA HEHTPO-
duaos — MITO nan [1P3, 0AHAKO OTpUIIATEABHBIH pe-
syabTatr aHaAm3a Ha AHILIA e nckarouaer amarnos AAB
[3]. B coorBerctBun ¢ nepecmorpennsiMu B 2017 roay
ITOAOKEHIAME MEKAYHAPOAHOTO KOHCEHCYCA 10 IIPO-
BeAaennio TectoB Ha AHIIA mpm I'TIA u MIIA,
IIPEAITIOYTHTEABHBIM METOAOM ckpuHuHTra Ha MITO-
u [1P3-AHILIA aBAsieTcs BEICOKOKAYECTBEHHBI AHTH-
reH-crrennuUecKuil IMMyHO(EPMEHTHBII aHaAn3 [4].

ITpaxruyeckuii coser 9.1.1: ecan kanHHYeCKUE IPO-
ABACHHA COOTBETCTBYIOT BACKYAUTY MEAKHX COCYAOB
U TIPU 3TOM BBIABAAIOTCA IOAOKHTEABHBIE CEPOAO-
ruueckue Tectsl Ha AHITA x Mmuesonepokxcuaase
(MIIO) nam nporennase-3 (IIP3), ocxupanue BbI-
TIOAHEHU:A OMOIICHY IIOYKH MAU PE3YABTATOB MOPO-
AOTUYIECKOIO MCCACAOBAHUA HE AOAYKHO CTATh IIPU-
YMHOI1 OTCPOYEHHOI'0 HAYaA2 MMMYHOCYIIPECCUBHOM
TepAaIi, B 0COOEHHOCTH IIPH GBICTPOM YXYAIICHUN
cocrosauus nanuenTa (Pucynok 1).

V marmentos ¢ AAB Guomcns moukn nmeert cyre-
CTBCHHOC 3HAYCHHE AAf AHATHOCTHKH KaK B AcOIOTE
3200A€BAHMA, TAK U IIPH €I0 0DOCTPEHNH. DTO TAKKE

OTHOCHTCA K ODOCTPEHHIO 3a00ACBAHUSA IIOCAE TPAHC-
raanTarun nouk (Pucynxn 2 u 3). buoricus ocraercs
30AOTEIM CTAHAAPTOM AMATHOCTHKH, a pu I'TIA ama-
THOCTHYCCKAS MOIITHOCTD OMOIICHH TIOYKI MOKET AO-
crurate 91,5% [5]. Omenka rucTonaToAOrMYeCKux H3-
MEHEHUH B KAYOOYKAX, TYOYAOHHTEPCTULIIH H COCYAAX
A€AA€T OHOIICHIO ITOYKH BAKHBIM ITPOTHOCTUYECKIM HH-
crpymenToM [6]. B cBf3K ¢ 3THM BBITOAHEHIE OHOIICHI
IIOYKU CACAYET PACCMATPUBATD Y IAIIMEHTOB C IIOAO3PeE-
HIEM Ha aKTHBHOE IIOPAKEHNE IT0YEK, OAHAKO B CAYIAAX
ceportosurusaocTr 10 MITO-nan [TP3-AHIIA u npu
KAMHHYCCKON KapTHHE, TO3BOAAIOIICH 3aITOAO3PUTh
BACKYAHT MCAKIX COCYAOB C HU3KOM BEPOATHOCTBIO €rO
BTOPHYHOH 9THOAOTHH, HEOOXOAHUMOCTh B OE30TAAra-
TEABHOM BBIIIOAHCHUI OHOIICHH MOXKET OTCYyTCTBOBATS,
a e¢ IIPOBEACHUE HE AOAXKHO OBITH IIPHIUHOU OTCPO-
YEHHOIO HAYaAd ACICHUA.

PekoMeHAAIINN ITO ACUCHHUIO B 9TOM AOKYMCHTE
OCHOBAHBI HA PE3YABTATAX HCCACAOBAHUI C yIaCTHEM
marmmeaToB ¢ AAB u/mam HOKI'H. Oxoao 10%
HANUEHTOB C KAMHHYEeCKHME rposBAcHuAMu MITA,
I'TTIA man HOKI'H ocrarores yeroftunso AHLIA-me-
FATHBHBIMH. ACYCHIE 3THX ITAIIUCHTOB HE OTAHYIACTCA
ot TakoBoro y AHIIA-11o3nTHBHBIX IIAI[HEHTOB, OAHAKO
HCCACAOBAHHSA, KOTOPBIE H3y9IaAH OBl ACUEHUE HMEHHO
AHITA-HeraTuBHEIX IAMEHTOB, OTCYTCTBYIOT. Ilpn
orerke AHIIA-HeraTuBHBIX MaIMEHTOB CACAYET IIPH-
HATb BO BHIMAHHE, YTO IIEABIH PAA APYTHX 3200A€Ba-
HUH, HE OTHOCAIIHUXCA K IPYIIIE BACKYAUTOB, MOIYT
HMHTHPOBATH BACKYAHT MEAKHX COCYAOB. B mx wmcae
CHUCTEMHBIC PEBMATHYCCKIE 3a00ACBAHIS, TAKIE KAK CH-
CTeMHas KpaCHAsf BOAYAHKA, 4 TAKKe HHQEKITHOHHbBIE
1 oHKOAOrHYeckue 3aboaeBanus (Pucymox 4 [7]).

ITpaxruueckuii coser 9.1.2: AeyeHHEe MAIMEHTOB
¢ AHITA-accomumpoBanHbM BacKyauToM (AAB) cae-
AYET IPOBOAUTH B IIEHTPAX, 00AAAAFOIINX OIBITOM
BeAeHUA rmanuesTos ¢ AAB.

Lerrp, 00A2AAFOIIUI OIIBITOM BEACHUS ITAIIHCHTOB
¢ AAB, ocHareH aAeKBaTHEIM OOOPYAOBAHIEM AAS ObI-
CTPOIO YCTAHOBACHUSA AHATHO3A U HAYAAQ ACHCHHA. AAs
ANAarHOCTHKH 3200ACBAHIA HECOOXOAUMBI COOTBETCTBY-

AxTuBHOCTb AHLIA-accoLumnpoBaHHOro BacKynuTa onpeaenaeTca KNMHUYeCKUMY NPOABAEHNAMN UAN CUMNTOMaMK, KOTOPble MOXXHO
06BACHUTbL aKTVBHBIM MOPaXKEHVIEM TOFO AV MHOTO OpraHa B pamMkax OCHOBHOTO 3aboneBaHua

Pemuccmnsa — oTcyTCcTBME KIIMHUYECKUX NpoaBneHni Backynuta u M (BVAS=0). Pemnccuna M o3HavaeT cTabusibHbIN ypOBEHb UK yBeNYeHe
CKOPOCTU KIy60UKOBOI GpunbTpaLmn. HecMoTps Ha To, UTO remaTypus 1 NPoTeUHYpPKA NPUCYTCTBYIOT NPU aKTUBHOM 3a60neBaHNM U MOTYT
MOJIHOCTbIO Pa3PELLNTLCA, UX HanMyme He 0bA3aTeNlbHO XapaKTepusyeT akTUBHOCTb 3aboneBaHuA

Peuuams — nonsneHve NpusHaKkoB akTMBHOCTM 3aboneBaHUA NOC/e Nepuoga YaCTUUYHON U NOSTHOM peMmnccumn. BosHUKHoOBeHME uni
HapacTaHue remaTypum 1 NpoTeMHYPUN MOTYT YKa3biBaTb Ha MOUYEYHbIV peLmanB. PeLanBbl Mo TAXKECTU TeUeHNA MOTYT ObiTb Ierkumu
VNN TAXKENbIMU, MOCNeiHNE XapaKTepr3yloTCA Yrpo30i AN1A XU3HW unu GyHKLUK opraHa (AnddysHoe anbBeonapHoe KpoBOTeYeHMe,

NOACKNafKOBbIN CTeHo3, T'H 1 Backynut opraHa 3peHus)

Pe¢paKTepHoe K fieyeHuIo 3a6oneBaHne onpenenAaeTca Kak nepcncTtmpyrolime ninm BHoOBb BO3HUKLLVE NOYeYHble W/ CUCTEMHbIE
NpPOoABNIEHNA BAaCKy/IUTa B NepuroA evyeHnA, COOTBETCTBYOLWEro No MHTEHCUBHOCTU VHULManbHOM MmmyHocynpeccmsHoﬁ Tepannn

PucyHok 2 | OnpefieneHns aKTUBHOCTY 3a6oneBaHns, pemuccnn, peuuansa u peppakrepHoro Tedenns npu AAB. AAB, AHLIA-accoum-
MpoBaHHbI BackynuT; AHLIA, aHTuTena K uuTtonnasme HeinTpodunos; BVAS, Birmingham Vasculitis Activity Score/BUpMUHIEMCKUIA MHAEKC

aKTUBHOCTW BacKynuTa; MM, rnomepynoHedput.
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FOIIHE CEPOAOTHYECCKUE U ITUCTOAOTUYECKIE HCCACAO-
BaHMA. B IeHTpe TakKe AOAKHBI OBITH AOCTYITHBI BCE
BAPHAHTBI ACYCHUSA, BKAFOYAS PUTYKCUMAO U IIAA3MO-
obmen. CriennaAnCTsl IEHTPA AOAKHBI OOAAAATD OIIbI-
TOM B IIPUMEHECHHHN 9THX METOAOB ACUCHIUS H TEPAIINI
ACCOLMUPOBAHHBIX C UX IIPUMECHEHHEM OCAOKHCHHM.
Hakoner, meHTp AOAKEH PACIIOAATATH OTACACHHUAME
MHTCHCHBHOM TEPAIINH U OCTPOTO IEMOAMAAU3A.

9.2 porHos

9.2.1 BbnKuBaemocTb

B amreparype ormcansr (pakTopbl, BAUAIOIIHE HA BEPO-
ATHOCTD HACTYITACHUSA PEMUCCHH (OTCYTCTBHE AKTHBHO-
cru 3a00AeBaHnA HAN 3HadeHre bupmunremckoro Mu-

Ackca AxrusrocTr Backyamra/Birmingham Vasculitis
Activity Score [BVAS] = 0; Pucynox 2), passurus 060-
CTPEHUH, IIOYEYHYIO BEIKUBAEMOCTD U BBIKHBAEMOCTD
manuerTos npu AAB [8-10]. Baxusivu daxropamm,
ACCOIMHUPOBAHHBIMU C BBIKHBAEMOCTBIO, ABAAFOTCA
BO3PACT, (DYHKIHSA IIOYEK H/UAM BOBACUYCHHE IIOUCK
Ha MOMEHT YCTaHOBAGHHA AHMAarsosa. B orcyrcrsue
IMMYHOCYIIpeccHBHOM Tepamin AAB acconmuposan
¢ HeOAaronpuATHEIMU HcxOAaMHA. CACAOBATEABHO,
HMMYHOCYIIPECCUBHAA TEPAIIHA UMEET KPHTUIECKOE
3HAYECHHE AAA BBUKHBAEMOCTH IAIIMEHTOB C AKTUBHBIM
cucremubiM AAB, BKAIOUAA ITAITEHTOB CTAPINEro BO3-
pacra (>75 Aer), y KOTOPHIX IPUMEHEHHE UMMYHOCY-
IIPECCUBHOM TEPAIIMU TAKKE ACCOIIMUPOBAHO C YAYY-
mernem BeokuBaemoctu [11].

MaumeHT c 6bicTpONpoOrpeccupyroUm
yxyAweHnem GyHKUUN noYeK

O6wWwunin aHann3 moun

BblsiBIEHNE MPOTENHYPYN 1 FeMaTypun

|

MuKpockonua ocagka —

Kny6oUKoBas rematypus u/vnav nuypus 6e3

Npr3HaKoB NHdeKLMN

I

e §

3anofo3puTb BbICTPOMNPOrpecchpyoLwui
rnomepynoHedput

:

PucyHok 3 | [inarHocTuyeckmii MOMCK Npu GbicTponporpeccupyiowiem rnomepynoHeppute. AHA, aHTVHyKneapHble aHTuTena; AHLIA,
aHTuTeNa K uutonnasme Hentpodunos; FlBM, rnomepynapHas 6asanbHas MembpaHa.

Koxa 40
Moukn 90
Jlerkne 50
JIOP-opraHbl 35
OnopHo-ABUraTenibHasa cnuctema 60
HepBHasa cuctema 30
KenyaouHo-KuLeYHbI TPaKT 50

40 60

80 45
920 70
90 50
60 50
50 70
50 50

PucyHok 4 | YacToTa nopakeHus pasnuiHbIx opraHos npu AAB. BocnpounsseaeHo no The New England Journal of Medicine, Jennette JC, Falk RJ.
Small vessel vasculitis, Volume 337, Pages 1512-1523 [7]. Copyright © 1997 Massachusetts Medical Society. PenpuHT ¢ pa3pelueHvs MeguumHckoro
obuiectBa Maccauycetca. AAB, AHLIA-accouunpoBaHHbIin BackynuT; AHLLA, aHTUTena K umMTonnasme HelnTpoduIos.
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250% NONHOCTbIO fa o
—_— CKnepoTnyecKuii Knacc
CKJ/1Iepo31pOoBaHHbIX Klly604KoB
Het
Ha

250% HOpManbHbIX KNy604YkoB —————————» Ouarosblii1 Knacc

Het
Oa
250% KneToyHbIX nonynyHmn - ———————————> MonynyHHbIN Knacc
Het

> CMeLuaHHbIN Knacc

PucyHok 5 | Micronatonoruyeckaa knaccudmkauma AHLIA-accouumpoBaHHOro rnomepynoHedputa. [MomepynspHbie MOBPEXAeHNA
B OuonTaTtax criefyeT oLeHMBaTb B CliefylollieM MopsAAKe: MOJIHOCTbIO CKIePO3MpPOBaHHble KNyb6oUKU, HOpMasibHble Kybouku 1 Kiaybouku
C KNeTOUHbIMM MoNyNyHMUAMK. BruonTaTbl, KOTOPble He COOTBETCTBYIOT HI OAHOW 13 KaTeropumii Ha OCHOBaHUV JOMUHUPYIOLErO rMOMepYSIAPHOro
deHoTVNa JOMKHBI ObITb OTHECEHDI K CMeLlaHHoM KaTeropun [6]. AHLIA, aHTUTena K yutonnasme HelTpoduios.

9.2.2 NMoyeyHblll NPOrHO3 N peMuccus
I'rcToAOrIYECKOE MCCACAOBAHIE TKAHHU TIOYEK 1103BO-
AfICT IIPOrHO3HPOBATH AOATOCPOYHEIN PHCK PA3BHTI
IIOYEYHON HEAOCTATOYHOCTH; Pa3pabOTaHBI IIPOTHO-
CTHYECKHUE IITKAABL, OCHOBAHHBIE HA AAHHBIX MOP(OAO-
THYECKOTO HcCAeAOBaHusA (Hampumep, Berden e al. [0]
u Brix ¢f al. [12]; Pucynox 5 [6]).

[Tpn BaAMAAITIN TECTOIIATOAOTHYECKOM KAaccnu-
karun Berden e /. Gp1A0 ycTaHOBACHO, 9TO (POKAAD-
HBIH KAACC € >50% cOXpaHHBIX KAYOOYKOB B OHOIITATE
OBIA ACCOIIMUPOBAH € OAATOIPUATHBIM HCXOAOM, B TO
BpeMA Kak TAODAABHBIH CKAePO3 >50%0 KAyOOUKOB OBIA
ACCOITHMHUPOBAH ¢ HeOAAronpuaTHEIM HCX0A0M [13]. Co-
IAACHO IIIKAAC OIICHKHU ITOYETHOTO PUCKA, Pa3padOoTaH-
Hoit Brix ¢f al., GoAbIias AOA HOPMAABHBIX KAYDOU-
KOB B Omorrrare (>25%) Taxie ObIAa ACCOIMHUPOBAHA
¢ OAQroONPHUATHBIMU ITOYEIHBIME HcXoAamu [12]. Bue-
CTe € TeM, B OTHOIIEHHH ITOAYAYHHOTO KAacca (>50%
KACTOYHBIX IIOAYAYHHIT) X CMEIIAHHOIO KAACCA AAHHBIE
00 NCXOAAX IIPOTUBOPEUHBEL

Heobx0ArMO OTMETHTB, 9TO BOCCTAHOBACHHE (DYHK-
LIUH IIOYEK MOKET HADAIOAATBCA U TIPH AAACKO 3AIIIEA-
IIIEM TTIOBPEKACHNH, B CBA3H C YeM HEOAArOIPHATHAA
MOPOAOTHYECKAs KAPTHHA HEe AOAKHA OBITh OCHOBA-
HHEM AASl OTKA32 OT IIPOBEACHHSA ACICHIA.

Ornenka peMHCCHH IIOYEYHOTO BACKYAHTA MOKET
OBITD 3aTPYAHHTEABHA BBHAY AAHTEABHOIO COXpaHe-
HUA TeMaTypHU U IpoTenHypu, HabAaroaaemoro y 50%
IAIIEHTOB. B TAKIX CAYYAAX CACAYET OPHEHTHPOBATHCA
HA HEYKAOHHOE CHIKCHHE YPOBHA KPEATHHHUHA B ChI-
Bopotke kpoBu (CKp); AocTmxkeHne KOHTPOAS HAA
BHEIIOYCYHBIME IIPOABACHUAME 3a00ACBAHUA U HOP-
MaAM3aIHA YPOBHS BOCIIAANTEABHBIX MAPKEPOB, HAIIPH-
Mep C-peakTUBHOIO OEAKA TAK/KE MOI'YT OBITH IIOAC3HEIL,
OAHAKO HE ITO3BOAAIOT MCKAIOYUTH COXPAHAIONIYIOCH
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AKTUBHOCTB II0YEYHOIO IIporiecca. Kpome Toro, caeayer
IpHUHATH BO BHIMaHMe Apyrue npranasr OI1I], ne cpa-
saruere ¢ AAB, B ¢BA3H ¢ YeM BOIPOC O BEIIOAHCHUU
OHOIICHH ITOYKK CAEAYET PACCMOTPETh B AcOrOTE 3200-
AEBAHUA, 4 TAK/KE B CAYY4E ITAOXOIO OTBETA HA ACYCHUE
(Pucynox 1).

I'mcTroArornueckas aKTHBHOCTH MAaAOBEPOATHA
B orcyrcrBue reMarypuu. CoxpaHAIOIIAACS IpoTe-
HHYPHUSA MOKET OTPAKATh aKTUBHOCTD 3a00ACBAHMA
HAH XPOHHYECKOE IOBPEKACHUE ITAPEHXUMBI ITOUKH
BCACACTBHE IIPEAIIECTBYIOIIEIO BOCIIAACHHSA; TAKOE
XPOHHUYECKOE ITOBPEKACHIE BHOCHT BKAQA B HEOAArO-
IPHATHBIN OTAAACHHBIN ITOYCYHBIN IIPOTHO3. 3HAde-
HUE IIEPCUCTHPYIONIEH reMaTypuu HeacHo. B perpo-
CITEKTHBHOM HCCACAOBAHHH HE OBIAO OOHAPYKEHO
PA3AMYUI 110 YaCTOTE Pa3BUTUA IIOYEIHOH HEAOCTA-
TOYHOCTH MEKAY IAIIMEHTAMI C COXPAHAFOIICHCH re-
MaTypHell 1 0e3 Hee, OAHAKO IIOYCUHEIC O0OCTPEHHS
Jaine pasBUBAANCH Y IAIMEHTOB ¢ reMarypueil [14].
boarmmee sHauenume nmeeT MOBTOPHOE BOZHUKHOBE-
HIE TEMATYPUHU IIOCAE €€ PErpecca, IYTO MOKET CBHU-
AETEABCTBOBATD O PA3BUTHU ITOYEYHOIO 0OOCTPEHNH.

9.2.3 Peyngusbl

ITpaxruaeckuii coser 9.2.3.1: coxpaHeHue TOBBIIIIEH-
HbIX TUTPoB AHIIA nan ux Hapacranue B AMHAMUKE,
a tarokxe oboHapysxenne AHITA y manuenTos, KoTo-
pbie paHee OBIAM CEpPOHETaTHBHBIMH, MOTYT OBITH
IPOTHOCTUYECKUM 3HAYUMBIMHM B OTHOIIEHHH Oy-
AyIIUX 00ocTpeHuii 3a60AeBaHUA U AOAKHBI OBITH
NPUHATHI BO BHUMAaHUE IPU IPUHATHU PEIICHUN
0 ACUCHUH.

Kak aas [TP3-, tak u aas MITO-AAB xapakreprO
passutne permAuBos. Y marpertos ¢ [TP3-AHIIA pe-



Knunuueckue npaktuueckue pekomenaaunm KDIGO 2024 no seaenuio BackynuTa, GcCOUMMPOBAHHOTO C GHTUTENaMM K uuTonnaame Heitrpodunos (AHLIA)

LIIAUBBI Pa3BUBAIOTCA vaIle, 9eM y rmaruenTos ¢ MITO-
AHIIA [15]. Aoctmxerme AHLIA-meraTnBHOCTH ITOCAC
HHAYKIIHOHHOHN TEPAIINN ACCOLHIPOBAHO C MCHBIIIIM
puckom peruansos [16, 17]. Kak nossimenne Tutpos
AHIIA B AMHAMIIKE, TAK H X IEPCHCTUPOBAHIE 00A-
AQIOT AHIIB YMEPEHHBIM IIPOIHOCTUYIECKHM 3HAYCHHEM
B OTHOIIICHUH Pa3BUTHA OYAYIIHX peruAnBoB [18]. Bume-
cre ¢ teM m3menenue craryca mo AHIIA ¢ ceponera-
THBHOTO Ha CEPOIIO3UTUBHBINA ACCOLMUPOBAHO € DOAB-
1€l YaCTOTOH BOSHUKHOBEHHUA PEIIMAUBOB, U B TAKOI
CHTYALIHH CACAYET YIUTBIBATE HEOOXOAUMOCTD OOAee
YACTOTO IPOBEACHHA KAMHIYECKOTO OOCACAOBAHUAL
OAHAKO B IIEAOM, KACAEMO PELIHAHUBUPYIOIEIO (DEHO-
tuma AAB, TepareBTIdeckue perieHns y KOHKPETHbBIX
IAIIIEHTOB HE CACAYET IPHHIMATH TOABKO Ha OCHOBA-
HUH pesyApTaToB aHaan3za Ha AHIIA.

9.3 JleyeHue

Aeuenre AAB 0OBIMHO pasAeASIOT Ha HAYAABHYIO a3y,
O6BI"IHO HaSEIBaeMy}O ((HHAYKLH/IOHHOIZ)), n HOC/\eAyI'O—
LIYIO (IOAACPZKUBAIOIIYION (asy.

9.3.1 UHayKUunOHHaA Tepanuna

PekomeHpgauma 9.3.1.1: Mbl peKoMeHAYeM MI0KOKOp-
TUKOMADbI B COYETAHUN C PUTYKCMMA6oM unn LKno-
docdammpgom B KauecTBe Tepanuy NepBOIn TNHUN
npwn ge6iote AAB (1B).

Hautonee xavecmsennas doxasamensnas basa umeentca 044
nayuermos ¢ debromom AAB. Aannsie 06 s¢pgpexnusiocniu
UHOYKYUOHHOT Mepanu pumykcumabom y nayuenos
¢ manceaviym nopaxcenuem novex (CKp >4 me/on
[>354 mxmons/ a)) ozparuuerer.

KnioueBaa nnpopmauna

Bananc nonwe3el u epeda. uxrodocdamma B couera-
HHH C TAFOKOKOPTHKOHAAME OBIA HCIIOAB3OBAH AAf HH-
AYKITHOHHOH TEPAIINN B HECKOABKIX PAHAOMHU3UPOBAH-
HEIX KOHTpoAHpyeMbIx nccaeaoBannax (PKI). B asyx
PKW purykcumab B pexunme MOHOTEPAIIHH HAU B CO-
YETAHHHU C ABYMA IIYABCAMH IIUKAOOChHAMIAA OKA3AACA
TaK ke apdexTnBeH, Kak IMKA0docdamuA, ¢ cormocTa-
BHMOI 9aCTOTOM MH(EKIHOHHBIX OCAOKHEHHH. (Ao-
noaHuTeAbHas Tabanma S4 [19-22]). Oanako B nccae-
sosannu Prrykcrmab mpu AHIIA-acconnuposanzoM
BackyAute/Rituximab in ANCA-Associated Vasculitis
(RAVE) nipu post hoc araruse ¢ KOppeKIHUeH 110 BO3pa-
CTY, IOAY U HCXOAHOM KAMHITICCKOH cUTyarnnu (ACOroT
3200A€BaHUA HAH OOOCTPEHNE), OBIAA IIPOAEMOHCTPH-
POBaHA 3HAYUMO OOAEE BBICOKASA 9ACTOTA AOCTIKCHIA
pemmccnu K 6 MecAam AedeHus y nanuentos ¢ [1P3-
AHIIA mipy HCIOAB30BAHIN PUTYKCHMAOA; OTHOILICHHE
mancos (OLL) cocrasuao 2,11 (95% aosepuresbmbit
nnrepsas [AU]: 1,04-4,30) [23]. Cpean manuenTos
¢ [TP3-AAB u obocrpernsamu 3aboAeBaHns OOAbIIICE
YHCAO OOABHBIX AOCTUTAH pemuccu K 6 u 12 mecsram

pu ucroAp3oparuu purykcumada; OLL cocraBuao 3,57
(95% AM: 1,43-8,93) ma cpoke 6 mecares u 4,32 (95%
AM: 1,53-12,15) ma cpoxe 12 mecsries [23]. V marmenTos
¢ MITO-AAB se GBIAO OOHAPYKEHO CBA3H MEKAY HC-
IIOAB3YEMBIM IIPEITAPATOM H BEPOSTHOCTBIO AOCTIKCHHA
pemuccun (nccaepoBarne RAVE; Aommoannreapras Ta-
Oamma S5 [20, 22]).

Pesyabrarsr npumererms IHKAODOCHAMIA TIEPO-
PaABHO M BHYTPUBEHHO (B/B) 3HAYMMO HE OTAHYAAHUCD,
OAHAKO B/B BBEACHHE LIUKAO(DOCHAMUAA TO3BOAAET
AOOUTBCS MEHBIIIECH 110 CPABHEHHUIO C IIEPOPAABHBIM
IIPUEMOM KyMYAATHBHOMN AO3BI ITperapara. B mccaeso-
BaHuu [lyAbc-Tepanus MAN TOCTOSHHBIN IIPHEM IIH-
krodocdammpa ana nuAykimn pemuccrn AHITA-ac-
coupmpoBanueix BackyAnTos/Pulse Versus Continuous
Cyclophosphamide for Induction of Remission
in ANCA-Associated Vasculitides (CYCLOPS) B/8 BBe-
A€HHE OBIAO ACCOLMUPOBAHO C MEHBIIECH YACTOTON
pasBuruA Aefikonernn (Aomoanuresbnasn Tadauma S6
[22, 24]). Tem ne MeHee, TP AAMTEABHOM HADAFOACHII
00OCTpEHHS YaIle PA3BUBAAUCE Y IIAIHCHTOB, IOAYYAB-
mmx kAo ocdamua B/B.

[Ipu He yrpOKATOIIEM JKI3HHE TCICHIN 3a00ACBAHS,
32 HCKATOYCHUEM CAYYAEB OBICTPOIIPOIPECCUPYIOIIEIO
HOpaKeHHs MOYEK, B MOArpynie marueHTos ¢ MITO-
AHIIA B kagecTBe aABTEPHATHBE HUKAODOChAMUAY
MOZKET OBITh HCIIOAB30BAH MHKO(EHOAATA MODETHA
(MM®). B kaunmaeckom nccaeaoBarnu MukoderoaT
nan rrkaodocdamua mpu AHIIA-acconnuposaraOoM
Backyante/Mycophenolate Versus Cyclophosphamide
in ANCA Vasculitis (MYCYC [27]) gacroTa AOCTHIKE-
HUSA PEMICCUH OBIAA COITOCTABHMA B IPYIIIIAX ACYCHEA
MMO® u rimkaodocdammuaom y naruenTos Kak ¢ [1P3-,
tak 1 ¢ MITO-AHIIA (Aomoanureapsas Tabauma S7
[25-28]), oanako prck obocrpennii y marmertos cl1P3-
AHIIA, moayaasrrax MM®, ObrA CyIIecTBeHHO BHIIIIC.

MetoTpeKcar B COYETAHUH C TAFOKOKOPTHKOUAAMI
VCIICIIHO HCIOAB30BAAU AAS ACYCHUS MAIUEHTOB
¢ AAB 6e3 nopazKkeHHIs OYEK B HECOOPATUMOTO ITOPaKe-
HHA OPTaHOB, OAHAKO €TI0 IPUMEHEHHUE OBIAO ACCOIIUH-
POBaHO ¢ OOABIIEN YaCTOTOM OOOCTPEHHMIT 300 ACBAHIA
1 6oAee HHTEHCUBHBIM OTCPOYCHHBIM HAKOIIACHIEM He-
OOPATHMBIX IIOBPEKACHHUI IO CPABHEHHIO C IUKAO(OC-
damuaom (Aomoanureapnas Tabauma S8 [22, 29, 30]).

[IpumeHeHME TAFOKOKOPTUKOMAOB BHOCHT OCHOB-
HOU BKAQA B Pa3BUTHE HEKEAATCABHBIX ABACHUI. BHy-
TPUBEHHOEC BBEACHHE METHA-IIPEAHH30AOHA B AO3€
or 1 A0 3 I IIMPOKO UCIIOAB3YEOT AAfl ACUEHHSA THAKE-
ABIX IIPOABACHHE 3a00ACBAHHA, OAHAKO ero apdek-
THBHOCTB He ObIAa m3ydena B PKIU. B GoapmmmacTBe
PKH manumenraM Ha3HAYAAN IIPEAHU30AOH AU IIPEA-
HHU30H IIEPOPAABHO B HauaAbHOMN Aose 1,0 mr/kr/cyr,
OAHAKO 3(P(PEKTHBHOCTD TAKOTO IIOAXOAQ HE ITOAAEP-
KHBACTCS AaHHBIME crienuaAbHbx PKI, mocsamen-
HBIX HMEHHO TAIOKOKOPTHKOHAAM. TeMIIbI CHIKEHIA
AO3BI TAIOKOKOPTHKOHAOB OTAHYAIOTCA B PA3ANIHBIX
HCCACAOBAHHAX: B HEKOTOPBIX CTPEMUANCH K ITOAHOI
OTMEHE IIperapara K 5 MecAIaM ACYEHHA, B TO BpeMd
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KAK B APYI'HX IAIHCHTBH IIPOAOAKAAU IIPUHUMATH
nperapart B A03e 5-10 mr/cyr mocae 6 mecsnes [31]. V-
caepoBanue [1Aa3MOO0OMEH B TATOKOKOPTHKOHABL AASL
aegennst AHITA-accormmposannoro sackyanra/Plasma
Exchange and Glucocorticoids for the Treatment of
ANCA-Associated Vasculitis (PEXIVAS) moxazano,
vro y manmentoB ¢ CK® <50 ma/mmu/1,73 m? cxema
¢ 6oAee OBICTPBIM CHILKCHIIEM AO3BI OBIAA COIIOCTABIIMA
110 9(p(PeKTUBHOCTH, OAHAKO IIPEBOCXOANAA TIO HE30-
ITACHOCTHU «CTAHAAPTHYEO» CXEMY CHILKEHHA AO3HI [32].
B nccaepoBannu Huskne AO3BI TAIOKOKOPTHKOHAOB
AASL HHAYKIUE pemuccun 1pu Backyante/Low-Dose
Glucocorticoid Vasculitis Induction Study (LoVAS)
cpaBHHAN 3P PEKTHBHOCTD T'AIOKOKOPTHKOUAOB
B YMCHBIIICHHOH AO3€ M B BBICOKOH AO3¢ B COYCTAHUIN
¢ purykcumMaboM aaf mHAVKnun pemuccun AAB [33].
3 mccaeAoBaHMSA OBIAN HCKAFOUECHBI ITAITUEHTHI C TAAKE-
ABIM TAOMEPyAOHEMPUTOM (pacueTHAs CKOPOCTD KAY-
6oukosoii huaprparn [pCKP] <15 ma/mun/1,73 M%)
U AABBEOASIPHBIM KPOBOTEUEHHEM (IOTPEOHOCTD B HH-
FAASILIAN KHCAOPOAA >2 A/mMuH). [TarenTsr GbiAn pan-
AOMH3HPOBAHEI K ACYCHUIO IIPEAHU30AOHOM B YMEHb-
mennoit (0,5 mr/kr/cyr) uan Boicokoit (1 mr/xr/cyr)
AO3€ B COYCTAHHUU C YETBIPbMA HH(Y3UAMU PUTYKCH-
maba B Ao3e 375 Mr/M? ¢ HEACABHBIMU HHTEPBAAAMH.
[IpumeneHnEe TAIOKOKOPTHKOMAOB B YMEHBIIICHHON
AO3€ He YCTYHaAO B 9(P(EKTHBHOCTU 10 YaCTOTE AO-
CTH/KEHHA PEMUCCHH U IIPH 3TOM OBIAO ACCOIIMHPOBAHO
C MCHBIIEH TAKECTHIO MH(MEKIIMOHHBIX OCAOKHCHHIH.
[ToCKOABKY B MCCACAOBAHHH YIACTBOBAAH AIIOHCKUE
IAIIHCHTEL, CPCAU KOTOPBIX IIPEOOAAAAAH HOCHTCAN
MITO-AHIIA, BO3MOMKHOCTD IMHPOKOTO IIPHMEHEHHS
TAKOTO PEKUM ACUYEHUSA B APYTUX HOIYAAIINAK OCTACTCA
HeompeAeAcHHOI. B nccaeaoBanun RAVE KYMYAATHB-
Hafg A03a TAIOKOKOPTHKOHAOB OBIAA HHIKE B IPYIIIIE
ACYEHHUSA PUTYKCUMAOOM, 2 HAOAFOAATEABHBIE ICCACAO-
BAHUA ITOATBEPKAAIOT BO3MOKHOCTD PAHHEH OTMEHBI
IAFOKOKOPTHKOHAOB IIPH HCITOAB30BAHUH PUTYKCHMA0A.

KoMmImaeMeHT-OAOKHPYIOIIas TePAIIus IIPEAOCTAB-
ASIET €IIIE€ OAHY BO3MOKHOCTH OTPAHHYHTH HATPY3KY
TAIOKOKOpTHKOHAAME. KAHHEYECKOE HCCACAOBAHIE
tperbeit azer CCX168 (ABakoman) y HmarueHTOB
¢ AHIIA-acconuuposanusiv Backyaurom/CCX168
(Avacopan) in Patients with ANCA-Associated Vasculitis
(ADVOCATE) mpoAeMOHCTPHPOBAAO, ITO IIEPOPAAD-
HBI aHTaroHNCT penenrropa C5a aBakoImaH MOKET OBITh
3 PeKTHBHON AABPTEPHATUBOH I'AIOKOKOPTUKOHAAM
B Acuenuu AAB, a Takke 0OAaAAET TTOTEHITUAABHOM
BO3MOJKHOCTBIO YAYUIIATH IIOYCUHEIC UCXOABI [34].
B atom PKM apaxoran nasaauasn B Ao3e 30 Mr ABa pasa
B CYTKH. V13 rccAeAOBaHIA OBIAM HCKATOYCHEI IIAIIICHTEL
¢ HanOOAEE TAKEABIM ITOPAKEHIEM OPraHOB-MUIIICHEH,
B vactHoctu ¢ pCK® <15 ma/mun/1,73 M? u aabBeo-
ASPHBIM KPOBOTECICHHEM, TPEOYIOIIUM HCKYCCTBCHHOM
serTuasnum. K 26 Heaeae pemuccust OBIAQ AOCTHIHYTA
y 72,3% 1manumenTos, moAy4asImx asakorras, u 'y 70,1%,
IIOAYYABIIUX IIPEAHU30AOH, YTO IOATBEPAHAO THIIO-
Tesy o HeycTymarornei adpdexruproctu (noninferiority)
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nperapata. Post hoc anaAms pesyAbTaTOB HCCACAOBAHFA
ADVOCATE mokazaa, 910 A€4eHne aBaKOITAHOM IIPH-
BOAHAO K DOAeE PAHHEMY CHIKCHHIO aABOYMUHYPUI
1 DOAee BBIPAKCHHOMY YAVUILICHHIO (DYHKIINN IIOYCK
10 CPaBHEHUIO C IIPEAHH30AOHOM, B OCOOCHHOCTH
y manmenTtos ¢ pCK® <20 ma/mun/1,73 m? [35].

Kauecmeo dokasamenscme. OOr11ice KauecTBO AOKa-
3aTeABHON 0a3bl orleHeHo Kak cpeanee. B PKM, B ko-
TOPBIX CPABHUBAAM pUTYyKCHMaO U ImkaodocdaMua,
OBIAI IIPEACTABACHBI BA/KHBIC ICXOABI, TAKHE KaK PEMIIC-
cuA 1 000CTPEHNA; AOCTOBEPHOCTD 3THX AAHHBIX OBIAQ
pACIIEHEHA KAaK CPEAHSAA BBHAY CYIIIECCTBEHHOM HETOY-
uoctu (Aomoanureapnas TaOanma S4 [19-22]). B otux
HCCACAOBAHUAX OL[CHUBAAM KPHUTUYCCKH 3HAYHMBII
HCXOA — CMEPTh OT BCEX ITPUYNH, OAHAKO HI B OAHOM
UX ABYX HCCACAOBAHHI He OBIAM ITPEACTABACHBI AQH-
HBIE O YACTOTE Pa3BUTHA IIOYCIHON HEAOCTATOUHOCTH.
Toabko B mccaeaoBannun RAVE Obian sacaemaensr
KAK YYACTHUKH, TAK U HCCACAOBATEAH, B CBA3H C UeM
C TOYKH 3peHns paboUeil IPYIITBI OHO ABAACTCA HAU-
AYYIIIAM U3 AOCTYIIHBIX HCTOYHHKOB AOKA3aTEABHOI
6aspr. KauectBo AokasareAbctB a(peKTUBHOCTH B OT-
HOIICHUH AOCTIKCHIA PEMUCCHH depe3 O MecsIes,
YaCTOTH OOOCTPEHUN H TAKEABIX HEKEAATCABHBIX
ABAGHUAX PaCIIEHEHA Kak CpeAHAd. B mocaeayrormeit
IyOAHKAIIIE OBIAT IIPEACTABACHBI AAHHBIC O AOCTHIKE-
HHUH PEMUCCHH B ITOAIPYIIIIAX C PASAUYHBIME THIIAMHI
AHIIA, ka4ecTBO AOKA32TEABCTB COYAN HI3KUM BBUAY
HETOYHOCTH (OBIAO IIPOBEACHO TOABKO OAHO HCCAECAO-
Banre). B mccaepoBanum He OBIAO 3aPErHCTPUPOBAHO
PA3AHMYHIT ITO YACTOTE IHOYEIHBIX HCXOAOB, 4 ITAIINECHTHI
¢ CKp >4 mr/aa (>354 MKMOAB/ A) OBIAM HCKAFOUCHEL.
Kpowme Toro, neproa HaOAIOAEHUA OBIA HEIIPOAOAKH-
TEABHBIM H COCTaBHA 18 MecAries.

MccaeaoBanus, B KOTOPBIX CPABHHBAAU IIPOAOA-
JKUTEABHOE AedeHne IUKAO(DOCHAMIAOM IIEPOPAABHO
¥ B/B, OBIAN OTKPBITBIME (VIACTHHKH U HCCACAOBATEAH
He OBIAM 3acAenAeHbl; AormoAanuTeAbHas Ta0Anma S9
[22, 36-38]). B mieAOM Ka4ecTBO AOKA3aTEABCTB AASL TAKHX
3HAYHMBIX PE3YABTATOB KaK YaCTOTA AOCTHKCHHSA pe-
MUCCHI U Pa3BUTUA ACHKOIIEHUH OBIAO OIICHEHO KaK
CpeAHEE BBHAY OTPAHMYCHHIT HCCAeAOBaHMA. Apyrue
HCXOABI XAPAKTCPU30BAACH HH3KHM KAa4eCTBOM AOKa-
3aTEABCTB BCACACTBHE BBIPAKCHHON HETOYHOCTH, CBS-
3aHHOII C OYEHb HU3KIM YHCAOM 3aPErNCTPHPOBAHHBIX
COOBITHI, B 9aCTHOCTH ODOCTPEHUI U CMEPTH OT BCEX
npuyud. [To maenuro Paboueit ['pyrmmsr mccaeaosa-
nre CYCLOPS sBAsieTcst Aydminm B 5TOH 00AacTH,
B T.9. M13-32 HA3HAYCHHA A3aTHOIIPHUHA B OOCHX IPYIIIIAX,
B CBA3H C YEM €TO OIICHHBAAU OTACABHO OT OCTAABHBIX
nccaepoBannii (Aomoarnreapnasn Tabanma S6 [22, 24]).
KadgecTBO AOKA32TEABCTB AASl BCEX KAFOYEBBIX HCXOAOB
OBIAA HE3KOI, BBUAY HETOYHOCTH, OOYCAOBACHHON Ha-
AMYHEM AHIITb OAHOTO HCCACAOBAHIIA.

B PKM, B kotopeix cpasanasrr MM® u rikaodoc-
pamuA, OBIAO 3aPETHCTPUPOBAHO AHUIIL HEOOABIIIOE
KOAHMYECTBO KPUTHYIECKHX M BAKHBIX HCXOAOB, TAKHX
KAaK CMEPTh OT BCEX IIPHYNH, IIOYCIHAA HEAOCTATOY-
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HOCTb, 3AOKAYECTBCHHBIC HOBOOOPA30BAHNUA 1 CEPbE3-
HBIE HE/KEAATEABHBIE IBACHUA, B CBA3H C YEM KaICCTBO
AOKA3ATEABCTB OLICHECHO KaK HU3KOE (AOIIOAHUTEABHAS
TabAmia S7 [25-28]). OAHAKO B OTHOIIICHHUH KOHEYHBIX
TOYCK, CBA3AHHBIX C I/IH(i)CKL[I/IOHHBIMI/I OCAOXHEHHN-
AMH U OOOCTPEHHAMH, KA4ECTBO AOKA3ATEABCTB OBIAO
CPCAHHM BBHAY OTPAHHYCHHUI MCCACAOBAHMIA, B IACT-
HOCTH OTCYTCTBHS YCTKOIO VKA3AHUS HA 3ACACIIACHIC
[IEPCOHAAR, OI[CHUBABIIIEIO UCXOABL B mccAeAOBaHmAX
MYCYC [27] u Tuin et al. [28] mepBrdHyr0 KOHEIHYIO
TOYKY AOCTIKEHHUS PEMICCUH Ha CPOKE (O MECALIEB OIle-
HUBAAQ HE3aBUCHMAfA 3ACACIIACHHAA IPYIIIA, OAHAKO
B OTHOLICHHUU APYTHX PabOT OCTAIOTCA COMHEHUSA Ka-
CATEABHO 3ACACIIACHHSA, B CBA3U C YEM KA4ECTBO AOKa-
3aTEABCTB AAAl 9TOTO NCXOAA PACIIEHEHO KAaK CPEAHEE.

O0a PKI, B KOTOPHIX CPABHUBAAU CTAHAAPTHYIO
U YMEHBIIICHHYIO AO3y TAFOKOKOPTHKOHAOB, OBIAH OT-
KpeITeIMA. ToABKO B oaHOM u3 HuX (LoVAS) msywasn
YMEHBIIICHHYIO HAYaABHYIO AO3Y I'AIOKOKOPTHKOHAOB.
B apyrom PKUM (PEXIVAS) HauaAbHas A032 TAFOKOKOP-
THKOUAOB OBIAA HACHTUYHON B OOCHX IPYIIIAX, OAHAKO
B OAHOI M3 HHX AO3Y IIpeliapara CHIKAAU OBICTpEeE.
KadecTBO AOKA3aTEABCTB, KACATOIIUXCA AOCTIDKCHIIS
CTOMKOI peMuccuu, OBIAO PACIIEHEHO KaK CPEAHEE,
a AAl APYIUX KOHEYHBIX TOYEK, BKAFOUAS HEKEAATEAD-
HbIE ABACHIS U TAKEABIC HH(DEKIIHOHHBIE OCAOKHEHIH,
KAK HU3KOE, B IIEPBYIO OUEPEAD H3-32 HETOUHBIX OIle-
HOK pasmepa adpdexra (Aormoannrespnas rabamma S10
(32, 33)).

[Tpumenenne aBakonana npu AAB usygasn B AByx
naanedOo-kouTpoaupyemerx PKI. Oamo us mHux
(ADVOCATE) He mMeEAO CEPBE3HBIX METOAOAOTH-
YECKHIX HEAOUYETOB, OAHAKO B ApyroM — Kaunngeckasn
6e3omacHOCTD # 3(P(PEKTUBHOCTD HHIIOUTOPOB pe-
rerrropa C5a npu AHIIA-accormmposannom Backy-
anre/Clinical ANCA Vasculitis Safety and Efficacy Study
of Inhibitor of C5aR (CLASSIC), Obianr OTMEUEHEI BBI-
COKHE TEMITBI AOCPOYHOIO BEIOBIBAHHSA ITAIINEHTOB U H3-
MEHEHA 2 priori mepBruYHas KoHedHasA Touka. KadectBo
AOKA32TEABCTB B OTHOINEHHH AOCTH/KEHNA CTOHKOMN
PEMUCCHU U TSKCABIX HEKEAATCABHBIX ABACHHAX OBIAO
CPEAHHM, 2 AAHHBIE 00 HH(EKIIMOHHBIX OCAOKHEHIAX
U IIPEKPAIIEHIHN TEPAIINN BCACACTBUE HEKEAATEABHBIX
aBAeHUH — HuskuM (AormoanuteapHas Tabawmma S11
[34, 39]). B mccaeaoBarmu CLASSIC msygaan ABe A0-
3UPOBKU IIPEapara, OAHAKO 3TO OBIAO HCCACAOBAHHE
2 dasel ¢ HEDOABIIINM YHCAOM PAHAOMH3HPOBAHHBIX
ITAIICHTOB, BCACACTBHC UETO KAUCCTBO AOKA3ATCABCTB
B OTHOILICHUN PA3AHYHBIX AO3 IIPEIapaTa OBIAO OYCHb
auskuM (Aomroarureastas Tabamma S12 [39]). M3 wc-
cacaoBarnst ADVOCATE Obran HCKATOYCHEI ITATTHEHTEL
¢ pCK® <15 ma/mun/1,73 M2,

LienHocmu u npednoymenus. Pabouas I'pyrma mpu-
AAET OTHOCHUTECABHO BBICOKOE 3HAYCHIE AOCTILKCHUIO
pemuccrn 3a00AEBAHNA, ABAABIIIEMYCSH IIEPBUYHOI KO-
HEYHOH TOYKOH B OOABIIHHCTBE HCCACAOBAHHE. OA-
HAKO IIPOAOAKHUTEABHAS IMMYHOCYIIPECCUBHAS TEPAITHA
AOAKHA OBITH ACCOIIMUPOBAHA C MUHIMAABHBIM YHCAOM

HEKEAATEABHBIX ABACHHN. B IMOArpyImax marmenTos,
AAfl KOTOPBIX BaAKHO COXpaHeHHEe (PEepPTHABHOCTH,
a TaKKe y IAaIMEHTOB C PEIUAUBAMH 3a00ACBAHIA
HA3HAYCHIE PUTYKCHMAOa MOKET OBITh DOAEE IIPEAITO-
YTUTCABHBIM.

Mcxoasr 3a00AeBaHMA IPU IIPUMEHEHHN ITHKAO-
docdhamuaa BHYTPUBEHHO U IEPOPAABHO CXOAHBL
OAHAKO KYMyAATHBHAA AO3a IIPH HPHUMEHEHHN
npernapara /B Hike. COrAACHO PE3YABTATAM HCCACAO-
Bauma CYCLOPS puck obocTpenns MOKeT ObITh BBIIITE
¥ IALMEHTOB, IOAYYABIINX HUKAO(DOCEhaMUA B/B.

[TarenTe HETAaTHBHO OTHOCATCH K AC€YECHUIO TATO-
KOKOPTHKOHAAMH, U IIPHMEHEHHE STUX IIPEHAPATOB
ABAACTCA OAHON M3 BEAYIIHX IPUYUH Pa3sBUTHA He-
KEAATEABHBIX ABACHMIL VlcrmoAb3oBarme prurykcnmaba
nAn KoMOuHanuu putykcumada ¢ mukaodocdamuaom
MOZKET CHU3HTD ITOTPEOHOCTD B TAFOKOKOPTHKOMAAX, YTO
0CODEHHO IIPEATIOYTHTEABHO Y IAIIIEHTOB C BEICOKHM
PHCKOM PasBHTHA I'AIOKOKOPTUKOHAHOH TOKCHYHOCTH
[20, 40]. Maruburop pererrropa C5a aBakomas ABAACTCA
IOTEHITHAABHON AABTEPHATHBOM IAIOKOKOPTHKOUAAM,
K TOMY 7K€ OBIAO IIOKA3aHO, YTO IIPEIapaT He TOABKO
1103BOAAIET 3O (HEKTHBHO KOHTPOAHPOBATH IIPOSBACHHA
3aboAeBanms y manuerToB ¢ AAB, Ho 1, 110 cpaBHenIIO
C IIPEAHH30A0HOM, YAVYIIIAET KA9eCTBO KU3HU [34].

Ucnone3osanue pecypcos u sampamel. Purykcumab
cam 110 cebe Aopozke nukAodocdamMmuaa, OAHAKO, ECAR
IIPHHATH B PACIET BTOPHIHBIC PACXOABI HA ACUCHIE IIH-
krodocdamuaoM (MHQY3HE 1 MOHHTOPHUHT), 4 TAKKE
OoAce HU3KYIO IIEHY OMOAHAAOTOB PHTYKCHMA0a, 00IIas
CTOMMOCTD A€YEHHA MOKeT OBITh conocrasuma. [Ipo-
CTOTA BBEACHHUA M MOHHUTOPHHIA, CTEPOUA-COEPEraro-
it apdexr, a TakiKe ODoAee HU3KAA IO CPABHEHHIO
¢ nuKAO(OCHAMUAOM PAHHAA TOKCHIHOCTD PHTYKCH-
Ma0a ABAAFOTCA AOTTOAHUTEABHBIMU (PAKTOPAMI, OIIpe-
ACASIFOIITIME CTOUMOCTD ACYCHHUA M HCIOAB30BAHIE
APYIHX PECYPCOB.

B/B BBeAeHue nmKkAOdOChaMIAL COLIPSHKEHO C Ha-
KOITACHHEM MEHBINEH KYMyASTHBHON AO3BI ITperapaTa
II0 CPAaBHEHHMIO C ITEPOPAABHBIM IpreMoM. OAHAKO
repopaAbHBIe (DOPMBI ITperapaTa AereBae. [Ipu mpu-
MEHCHUH KaK B/B, TaK ¥ LIEPOPAABHBIX POPM IIHKAO-
docdammaa HEOOXOANMO YacTOE PEryAapHOE 0OCAE-
AOBAHIE AAfl MOHUTOPUHIA TOKCHYECKHX 3P eKTOB
TEPAITHH, B YaCTHOCTH ACHKOIICHH.

CyImecTBeHHBIMI IIPEIATCTBUAME AASl OOAEE IITH-
POKOTO IIPUMEHEHHA ABAKOIIAHA ABAAIOTCA €I0 BHICOKAS
CTOMMOCTB, OIPAHHYCHHAA AOCTYITHOCTD M OTCYTCTBHE
AQHHBIX O AOATOCPOYHOI OE30IIACHOCTH.

CoobpaxeHus, kacarowuecs sHedpeHus. Beroop cxembr
ACUCHHA 3aBUCHT OT COIYTCTBYIOIIUX 3a00ACBAHIIT,
BO3PACTA H IIPEATIOYTEHHUI TAIIMEHTA, 4 TAKAKE AOCTYII-
HOCTH TIPEIAPATOB M UX CTOMMOCTHL.

O60cHOBaHue

[Tuxaodocdamma B cOYETAHNN € TAFOKOKOPTHKO-
HIAAMI IIPHMEHAAN AASl HHAYKITHOHHOMN Teparun AAB
B MuorouncaeHaerx PKU. B aByx PKM 0s1a0 mpoae-
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MOHCTPUPOBAHO, ITO 3(PEKTUBHOCTh PUTYKCHMAOA
u uKkAoocaMuAd AA HHAYKIIIN PEMUCCHH COIIO-
crasuma 19, 20]. Hacrora obocTpenuii B TedeHne Iep-
BBIX 1-6 MecsAIIeB AeUeHHA PUTYKCUMAOOM U IITKAO(OC-
pammAOM, 110 BCeil BUAIMOCTH, HE PA3AHYACTCA HAH
pasAnYACTCs OYEHD HE3HAYUTEABHO (OTHOCHTEABHBIN
puck [OP]: 0,63; 95% AM: 0,35-1,14). Yacrora Tsaxe-
ABIX HEKECAATCABHBIX SBACHHIM, BKAFOYAS MH(DCKIIH,
IIpH IPUMEHEHUH PUTYKCHMaba 1 nukaodocdamuaa
corrocraBuma. OAHAKO AOATOCPOYHBINA PUCK Pa3BHTHA
KOMOPOUAHBIX COCTOAHHI, TAKUX KAK 3AOKAYCCTBCH-
HBIE HOBOOOPA30BAHHSA, PEAKTUBAIHA HH(MEKIINIL, BbI-
3BAHHBIX BUPycOM rematuta B u Bupycom remarura C,
1 BTOPUYHBIH NMMYHOAC(HIIUT, IIPU IIPUMEHEHHUH PH-
TyKCHMaba 1 uKAOPocaMuAa PASAHIACTCS H MOKET
IIOBAMATD HA BEIOOP nperapata [41, 42].

B nccaeposarrm RAVE y manmenTos ¢ oboctpenn-
AMI 3200ACBAHUA YAIIIE YAABAAOCh AOOHTBCA PEMUCCHH
Ha cpokax 6 1 12 MecAIes B IPyIITe ACYCHUA PUTYKCH-
MabOM I10 CPABHEHHIO C IPYIIIION ACYCHHA IINKAODOC-
damuaom u asatnonpunom [23, 43]. AHAAN3 AAHHBIX
o AHIIA-cratycy mokasaa, uto y maruenTos ¢ [1P3-
AHIIA cratncraydeckn 3HAYHMMO YaIlle YAABAAOCh AO-
OUTBCA peMHCCHH K 6 MECALIAM B IPYIIIIE ACICHISA PUTYK-
cMaOOM, YeM B IPYIIIE AedeHHA IUKAOOCchHaMIAOM
U a32THOLPHHOM [23].

[Ipu mHTEpIpETanNN PE3YABTATOB HCCACAOBAHISA
RAVE HE00XOAHMMO IIPHHATD BO BHUMAHHE, YTO IAIIH-
EHTHI C TKeABIM HopaxenueM modex (CKp >4 MT/AA
[>354 mMrmoAB/ A]) Obian nekarouensr. Heaasree perpo-
CIIEKTHBHOE OAHOIIEHTPOBOE FICCACAOBAHIE IIOKA3AA0,
YTO YaCTOTA AOCTEUKEHUSA PEMUCCHH K O MECAIIAM AeUe-
HUA IIPU UCIIOAB30OBAHIH PHTYKCHMaOa 1 IKAodocda-
MuAa OprAa corocraBuma [44]. OAHAKO IPOCIIEKTUBHBIC
AaHHBIE 00 9(PPEKTUBHOCTH HHAYKIIHOHHOMH TepAIInn
PHTYKCUMAOOM Y HALIMEHTOB C THKEABIM HOPAKECHIEM
ITOYEK OTCYTCTBYIOT. B mccaepoBanme Purykcnmad
nan nukrodocdamua npu AHIIA-acconnnposan-
HbIx BackyAuTax/Rituximab versus Cyclophosphamide
in ANCA-Associated Vasculitis (RITUXVAS), Harrporus,
OBIAM BKAFOUCHBI TAKHE ITALIMCHTHL, 1 OBIAO IIOKA3AHO,
YTO PUTYKCHMAO B KOMOMHAIIUH C AByMA HHY3HAMU
uKAO(POChaAMIAA 1 TAFOKOKOPTHKOHAAME OBIA COITO-
cTaBUM € IIIKAO(OCHAMUAOM 10 GACTOTE AOCTUKEHUA
PEMICCHH ¥ KOAUYECTBY HEKEAATCABHBIX ABACHIH [19].

B uersipex PKV cpaBHUBaAM HHAYKITHOHHYIO Tepa-
0 HIKAO(OCaMUAOM B/B 1 1IEpOparbHO [22, 24,
36-38]. B/B BBeAcHME U TIEPOPAABHBIN IIPHEM LIUKAO-
docdamuaa OBIAE COIIOCTABUMEL IIO YaCTOTE AOCTH-
KEHHUsA PEMHCCUH, OAHAKO ACHKOIICHHUA PEKE Pa3BUBA-
Aach ipu B/B BBeacHnu. B uccaeposannn CYCLOPS
B Ipymie AcdeHus HUKAO(ocdaMuAOM B/B Oblaa 3a-
perucrpupoBana 6OAee BBICOKAA 4aCTOTa 00OCTPEHMIT
[24]. DTOT bakT OTpaKAET ABYXKPATHOE YMCHBIIICHIC
KYMYASTUBHOI AO3BI INKAOGOChaMUAA IIPH B/B BBe-
ACHIH IIPEIapara; KOPOTKHAE KYPCHl ACYCHUSA IIUKAO-
docdamMuAOM ITepOpPasbHO TaKIKE COLPAKEHBI C DoAee
BBICOKIM PHUCKOM OOOCTPEHUIL.
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B meckoapkux nccaeAoBaHUAX cpaBHUBAAU 3 DeEK-
tuBHOCTE MM® 1 MeToTpekcara ¢ rmkaodocamMuaom
y HAIMEHTOB C HETHKEABIM TCUYCHHEM 3200ACBAHUSL.
3HAYNMBIX PasAUYHE B pesyabTaTax AedeHus MM
1 1IIKAO(OCHAMIAOM OOHAPYKEHO HE OBIAO, OAHAKO
OBIAQ OTMEYCHA TEHACHIIHSA K OOABIIEH 3 herTHBHOCTH
U MEHBIIIEH YacTOTE PA3BUTUA OOOCTPEHHI IIPH ITPH-
mereHnHn rmkAodocdamnaa [22, 25-28]. Aeuenue me-
TOTPEKCATOM OBIAO ACCOIIMUPOBAHO C OOABIIIEH YACTO-
TOI 060CTPEHNIT IO CPABHEHHIO € ITMKAOGOCHAMIAOM
(OP: 1,50; 95% AI: 1,03-2,17) [22, 29, 30, 45]. BAusane
Ha APYTHE KPHTHYECKUE U BAKHBIC HCXOABI HEACHO, I10-
CKOABKY O HHX AHOO HE COODIIAAOCh, AHOO OHH pa3-
BHBAANCH HEYACTO.

" AFOKOKOPTHKOHABI ABAAFOTCA KOMIIOHCHTOM HH-
AYKIHOHHOI Tepamuu. B mccaeaosarmun PEXIVAS
BCE ITAIIMEHTHI IIOAYIAAN IIPEAHH3OAOH HAU IIPEAHHU-
30H IIEPOPAABHO B A03€ 1 Mr/Kr/cyT B TedeHue mep-
BOUW HEACAH, IIOCAE YETO AO3Y CHIZKAAU IIO YCKOPEH-
HOH HAH CTAHAAPTHOH cxeMme. B pesyapTare pasHmma
B KYMYASITHBHOI AO3€ TAFOKOKOPTHKOUAOB 32 IIEPBBIC
6 mecareB AeueHus cocTasuAa mpumepro 50%. Cxema
C YCKOPEHHBIM CHITKCHIEM AO3BI HE YCTYIIAAQ TPAAULIH-
OHHOII 110 3 HEKTHBHOCTH, IIPU 3TOM IIPEBOCXOAUAL
ee 110 OE30ITaCHOCTH, II03TOMY €€ IIpUMEeHeHne DoAce
npeAnodTuTeApHO [32; 46]. Bee manmenTsl B mecae-
asoaunu PEXIVAS B Hauase AeueHmA TOAyIaAd Me-
TUA-IIPEAHU30AOH B/B B A03¢ 1-3 I; OIrTHManbHas A032
Iperiapara B HacTosIee Bpems He orpeaeaeHa. Caeayer
OTMETHTD, YTO DOABIITHHCTBO HAIIHEHTOB B HCCACAOBA-
uuu PEXIVAS nmoayuaan nukaodocdamua.

ABaKOIIaH ABAACTCHA AABTEPHATHBON IAFOKOKOPTH-
KOHAQM AAAl HHAYKIIUH PEMUCCHH IIPH HCITOAB30BAHIH
B KOMOMHAINN C pUTYKCHMAOOM HAX ITuKAODOCha-
MuAoM. OAHAKO €ro IpUMEHEHHE OrpaHuYeHO u-
HAHCOBBIME COOOPAKCHUAME B OTCYTCTBUEM AQHHBIX
AOATOCPOYHOTO HaOAIOAeHHA. HanboAbIIyIO 110AB3Y
OT HA3HAYCHHA IIPEIIAPATa MOTYT IIOAYYIHTH ITAIH-
CHTEBI C IOBBIIIICHHBIM PUCKOM PA3BUTHSA TOKCHYHOCTH
TAFOKOKOPTHKOHAOB, B TOM YHCAE C BBICOKHM PHUCKOM
MH(MEKIIHOHHBIX OCAOKHEHHN, IIPEACYIIECTBYFOIIIM
CaXapHBIM AHAOETOM, IICHXUYIECKUMH 3a00ACBAHUAMI
u ocreorropozoM. Ipemapar Takike MOKET OBITH IIPEA-
HOYTHTEABHBIM Y ITAIIHCHTOB CO CHIDKCHHEM (DYHK-
mun ovek (pCKD <20 ma/mun/ 1,73 M?), TOCKOABKY
A€YEHHUE ABAKOIIAHOM Y TAKHX IALMEHTOB OBIAO CO-
IPAKEHO C DOACE 3HAYNMBIM BOCCTAHOBACHHEM IIO-
geunoi dyuknnn [35]. Aosa mukaodocdammaa
AOAKHA OBITb CHIZKCHA IIPU HAPYINECHHH (DYHKINN
IIOYEK W y AHII CTAPIIErO BO3PACTA, IIOCKOABKY PHCK
NHQEKIHOHHBIX OCAOKHEHUH y TAKUX MAIMCHTOB
BBIIIIC.

[Tpuem tpumeronpuma-cyasdamerokcazoaa (TMIT-
CMK) mAu ero aHaAOroB B HU3KOH AO3€ PEKOMEHAO-
BAH AAfl IIPODHAAKTHKY ITHEBMOIINCTHOM ITHEBMOHUHI
Ha BCE BPeMsA ACUCHHA THKAO(DOCGAMIAOM U B TCICHHE
6 MECAIIEB ITOCAE HHAYKIIHOHHOM TEPAIIHN PHTYKCUMA-
6om. Boaee mpoAoAKHITEABHDIN KypC ITPODUAAKTIKI
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CAGAYET PACCMOTPETD Y HAIIHEHTOB, ITOAYYAOIIHX I10-
BTOpHBIE NH(MY3UH PUTYKCHMA0a, TP HAAMYUH Opra-
HITYCCKHX 3a00ACBAHMI ACTKHX, 4 TAK/KE IIPH HEOOXOAH-
MOCTH ITPOAAECHHOTO AEUECHHA NMMYHOCYIIPECCAHTAMH
HAHU TAFOKOKOPTHKOHAAMH.

B perpocrexruBHOM HCCACAOBAHIT YPOBEHD HMMY-
norrooyanua G (IgG) Ao BBeaeHHA puTyKcHMaba Kop-
PEAMPOBAA C BBIPAKEHHOCTBIO THIIOTAMMATAOOYAHE-
mun rocAe uadysuu uperapara [47]. B casu ¢ atmM,
y HAIIMEHTOB, ITOAYYAIOIINX ACIECHHIE PUTYKCHMAOOM,
yposenb IgG caeayer ompeAeAiTh A0 HaUaAd ACUCHHA
1 3aTeM KakAble 6 MecarieB. Huskuit mcxoAHbIi ypoBeHs
IeG (<3 r/A) MOKeT OBITH IPEANKTOPOM IIOBBILIEHHOTO
pHCKa Pa3BHTHA BTOPHIHOIO UMMYHOAC(DHIINTA IIPH
AedeHuH puTykcumMabom [47].

ITpaxrmaeckmii coser 9.3.1.1: IlpakTudeckwmii aaro-
put™ AedeHusa AAB ¢ moparkeHueM I0UEK IIPEACTAB-
AeH Ha Pucynke 6.

IIpaxruueckuii coser 9.3.1.2: AaHHBIX, 000CHOBBI-
BAIOIIUX BO3MOKHOCTh IMPUMEHEHUA KOMOMHAIIIN
puTyKCMMa6a ¥ TAFOKOKOPTUKOUAOB AAfA A€YEHUA
MAIIEHTOB C BBIPAYKCHHBIM HAU GBICTpOIpOrpec-
CHPYIOIIUM CHHPKEHUEM CKOPOCTH KAy0OUKOBOI
duaprpammu (CK®) (xkpearnrus ceiBoporku [CKp]
>4 mr/aa [>354 mxmoab/A]), HepocTaTouno. B aroii
CUTyaIlI MOXKHO PACCMOTPETh HA3HAYECHHE ITUKAO-
docdamrsa B KOMOHHAITNY C TAFOKOKOPTUKOUAAMH
HMAHM puTyKcuMaba B KoMOuHaIuu ¢ nuxaodocda-
MUAOM.

AwnarHos AAB

OueHKa 3abosieBaHns

VIHAyKupms pemuccim

PI/ITyKCI/IMa6 + (FHIOKOKOpTI/IKOVI,ClbI CO CHUXXEHVEM [,03bl U aBaKOMaH)

Linknodochamma + (FOKOKOPTMKOUIBI CO CHIXKEHMEM A03bl UM aBaKOMaH)

(PrTykncmab + urknodochamug) + (FoKOKOPTUKOMAbI CO CHUKEHVEM [03bl)

PaccmotpuTe npoBegeHve ninasmoobeHa*

KoHTponb 3a6oneBaHus
«JlekapcTBeHHasA» pemmnccnsa

MopaepxuBalouian Tepannsa

}

Mpoponxntb
pUTYKCMab

l

OTMeHUTb
pUTYKCMMab

:

lMepenTn Ha azaTMonpuH
CHU3UTb [A03Y MIOKOKOPTUKOVAOB

:

CHU3UTbL fO3y
asatmonpuriHa

«be3mepnKameHTO3HaA» pemunccns

PucyHok 6 | Cxembl neuennsa AAB. * Cmotpute Mpaktnyeckuin Coset 9.3.1.9. AAB, AHLIA-accoummpoBaHHbin Backynut;, AHLA, aHTuTena

K yuTtonnasme HemTpodunos.
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* [leTn v NoApPOCTKM
 XKeHLHbI B Mpe-MeHomay3e 1 My>KUmHbl,
KenarwlLyye coxpaHnTb GepTUIIbHOCTb
e OcnabneHHble NOXWUble NAN
¢ HeobxoanmoCTb peanvsaumm ctepoug-coeperatouiero adpdekTa
 Peunguebl 3a6oneBaHus
¢ Hannuwue MP3-AHLA

¢ Putykncmab TpyaHOROCTYNEH
o Taxenbli MH (CbIBOPOTOUHbBIV KpeaTUHWH >4 Mr/an [354 mkmonb/n])*

PucyHok 7 | ®akTopbl, BNusiowwme Ha BbIGop mexay putykcumabom u uuknopochamuaom ana nHAyKumoHHon tepanuu AAB. * MoxHO
paccMoTpeTb KOMOMHaLMo puTyKcuMaba 1 aByx nHy3nin uknodpocpammpa. AAB, AHLIA-accoyumpoBaHHbii Backynut; AHLIA, aHTUTena K umto-
nnasme Hentpodwunos; M, rmomepynonedpur; NP3, npotenHasa-3; CKp, CbIBOPOTOUHbIV KPEATUHWIH.

e [aLMeHTbl yKe MosTyumBLUVIE YMEPEHHYIO KYMYTATUBHYIO JO3Y
 [layneHTbl C nenKkoneHuen

e MMauyeHTbl, KOTOPbIM BO3MOXXHO YCTaHOBUTb NHQY3UOHHbI KaTeTep

* [aumeHTbl, y KOTOPbIX BO3MOXHbI MPOGIEMbI C MPUBEPKEHHOCTBIO
K leYeHvio Mpu Npueme BHYTPb

O naLlI/IeHTbI, AJA KOTOPbIX CTOMMOCTb leYeHUA ABNIAETCA 3HaYMMbIM

dakTopom

* TMaLmeHTbl, KOTOPbIM 3aTPYAHNTENBHO 06eCneynTb NPOBEAEHE

NHOY3MiA

e [lauuneHTbl, 4NA KOTOPbIX CAMOCTOATENbHBIV MPYEM NpenapaTa

He ABnAeTcs Npobnemoit

PucyHok 8 | BbiGop cnoco6a BBeaeHus uuknodpocdpamuga npu AAB. AAB, AHLIA-accoumrpoBaHrHbiii BackynuT; AHLIA, aHTuTena K yutonnasme

HenTpodunos..

[Manumentsr ¢ CKp >4 mr/aa (>354 MrMoAb/ A)
He OBIAM BKAIOYCHBI B nccacaoBanne RAVE, moatomy
AaHHEIE 00 9P PEKTHBHOCTH UHAYKIIHOHHON TEPAIIHN
PHTYKCHMAOOM Y IAIIMEHTOB C TAKEABIM MOPAKECHIEM
II0YEK OTPAHNYEHBI, 4 ITTKAOGOCDAMIA OCTAETCH ITPEA-
IIOYTUTEABHBIM IIPEIIAPATOM AASL HHAYKIIMOHHOM Tepa-
IIUH TIPH TAKEAOM HOpakeHHH royek. [lpu Taxesom
OPAKCHUN ITOYEK KOMOMHAIIMIO YeThIpex HH(Y3Ui
puTykcuMaba C THTEPBAAOM B OAHY HEACAIO, ABYX HH(Y-
3ui IKAOocaMIAd U TAFOKOKOPTHKOHAOB MOZKHO
pacCMATpUBATD B KAYECTBE AABTCPHATHBEL B/B BBEAC-
HUIO IHKAOQOcdaMIAa Ha TPOTAKEHHN 3-0 MECAIIEB.
B nccaeaosamuu RITUXVAS ara cxema Aedenus Obaa
CXOAHA CO CTAHAAPTHOI Tepartueii ukAodocdamMuaom
110 YaCTOTE AOCTI/KECHIA PEMUCCHH U PA3BHTHIO HEKe-
AATEABHBIX fIBACHUI [19].

ITpaxruaecknii coser 9.3.1.3: paxTopel, BAUAIOIITIE
Ha BBIOOP MeXKAy purykcumabom u rukaodocda-
MUAOM AAA TIPOBEACHHA MHAYKIIMOHHOM TePaIInH,
npeacraBaeHbl Ha Pucynke 7.

ITpaxriyeckuii coser 9.3.1.4: @axropel, BAHAIOIIHE
Ha BbIGOpP criocoba BBeaeHH:A 1uKAodochamMuAa,
npeacraBaeHsl Ha Pucynke 8.

ITpaxruueckuii coser 9.3.1.5: paccmorpure Bo3mMok-
HOCTB MPEKPAIeHNA IMMYHOCYIIPECCUBHOM Tepa-
nuy Jepes3 3 MecsAna y IarueHToB, KOTOpbIe 0CTa-
FOTCA AMAAN3-3aBUCHMBIMHE, €CAH Y HUX OTCYTCTBYIOT
BHEIIOUCYHBIE IIPOABACHUA 3a00AeBaHIA.

ITpaxruaeckuii coser 9.3.1.6: pekoMeHAALIA 110 CHU-

JKE€HHIO AO3BI TAIOKOKOPTHKOHUAOB AAfA IIpHEMa
BHYTPb IpeACTaBAeHBI HA Pucynke 9.
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Brictpoe camxeHne mepopasbHOM AO3BI TAFOKOKOP-
THKOHAOB DOAEE ITPEAITOYTHTEABHO, YEM MEAACHHOE
CHIDKCHUE, IIOCKOABKY 9TH ABA IIOAXOAA IIPAKTUICCKU
HE OTAHYAIOTCA II0 YACTOTE AOCTIIKEHUSA YCTOHYIHBOM
pemuccHn.

[Tocae nuayxiuu muKA0POChaMEAOM AO32 IIPEA-
HH30AOHA AAA TIPHEMA BHYTPb AOAMKHA OBITH CHIZKEHA
A0 5 mr/cyT k 6 Mecsriam. [Tocae HBAYKIEI pHTYKCHMA-
OOM ITPEAHM30AOH MOKET OBIT OTMEHEH K O MECAIIAM.

1 50 60 75

2 25 30 40
3-4 20 25 30
5-6 15 20 25
7-8 12,5 15 20
9-10 10 12,5 15
11-12 7,5 10 12,5
13-14 6 7,5 10
15-16 5 5 7,5
17-18 5 5 75
19-20 5 5 5
21-22 5 5 5
23-52 5 5 5

B cooTBeTCTBMM CO COXMBLUENCA

>52 9 o
JIOKaJIbHOW NPaKTUKon

PucyHok 9 | Cxema cHMmKeHMA [O3bl npepHusonoHa npu AAB.
AHUA, aHTtMTena k uwmtonnasme Hentpoounos; PEXIVAS, Plasma
Exchange and Glucocorticoids for the Treatment of ANCA-Associated
Vasculitis / Mna3moobmeH 1 rnokokopTuKomabl Ana nedenns AHLIA-
accoLMMPOBaHHOIO BacKynTa.
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2 mr/Kr/cyT 15 mr/kr B Hegenn 0, 375 mMr/m2/Hep X Putykcumab 375 mr/m2/Hep 2000 mr/cyT 30 mr gBa pasa

3 mecAua, 2,4,7,10 1 13 (npwn 4 Hepenu X 4 Hepenun B coueTaHnmn B HECKOJIbKO B [leHb B KayecTBe
MaKC/MasnbHO HeobxoAMMOoCTU — mnn c yuknodochammaom 15 Mr/kr - Npuemos, anbTepHaTMBbI

6 mecALeB npu B Hegenn 16, 19, 21, 1rBHegennOn2 B/BBHegennOun2 C BO3MO>KHOCTbIO FNIOKOKOPTUKONAAM,
coxpaHatoLenca 24) mnn yBenmueHna B KOMOUHAL N

AKTUBHOCTU

Putykcumab 1 r B Hepenun
0 v 2 B coyeTaHumn
c yuknodocdammaom 500 mr

[0 3000 Mr/cyT mpn € UHAYKLMen
HeJJ0CTaTOYHOM puTYKCMabom nnu
oTBeTe Ha SledeHne  Luknopochammaom

Kaxkible Be Hefenm X 6

Koppekuvis fo3bl Koppekuyis fo3bl

o BO3pacTy no BO3pacTy
* 60 net - * 60 net -

1,5 mr/kr/cyT 12,5 mr/kr
e 70 net - e 70 net -

1,0 mr/kr/cyT 10 mr/kr
CHuantb Ha 0,5 Mr/  CHM3WTDb Ha 2,5 Mr/Kr
Kr/cyT npu CKO npu CKO

<30 ma/muH/1,73 M2 <30 mn/mnH/1,73 m2

PucyHok 10 | [losupoBaHne MMMYHOCYNpPecCUBHbIX npenapaTtoB AnA neyeHusa AAB. AAB, AHLIA-accoummnpoBaHHbi Backynut; AHLIA,
aHTuTena K yutonnasme Hentpodunos; CKD, ckopocTb Kyboukosol dunstpauuy; B/B, BHyTprMBeHHO; MM®, MukodeHonata modetun.

Ao3a peaHn3zoAoHa BHYTpb cocraBAsier 1 mr/kr/cyr
B TCYCHHUE IIEPBOH HEACAU ACYCHUSA, IIOCAE YErO Ha-
YHHAIOT €€ AaHOBOe cHmkeHue (Pucynok 9). Bayrpn-
BEHHBIC NH(Y3UH METUAIIPCAHH30AOHA B CYMMAaPHOMI
Ao3e 1-3 1 9acTo HA3HAYAOT ITAIMEHTAM C TAKEABIMU
HPOABACHHIAMHE 3a00AEBAHIA. Y 9TOTO IIOAXOAQ OTCYTCT-
ByeT AOKa3aTeAbHas 0232 1 OH, BECbMa BEPOSATHO, BHOCHT
BKAQA B PAa3BUTHE TAFOKOKOPTHKOUAHOM TOKCHYHOCTH.

ITpaxruueckuii coser 9.3.1.7: aBakonas Mo>keT OBITH
HCIIOAB30BAH B KAUECTBE AABTEPHATUBBI TAFOKOKOP-
TUKONAaM. ITanueHTsl ¢ MOBBIMIEHHBIM PHUCKOM
Pa3BUTIA TOKCHYHOCTH FAFOKOKOPTUKOUAOB C HAH-
GoAbIIEl BEPOATHOCTBIO IOAYYAT IIPEUMYIIECTBA
OT Ha3HAYCHHs ABAKOIIAHA. Y MAIMEHTOB C HU3KOMH
CK® moker ObITH AOCTHTHYTO 0OACE 3HAYMMOE BOC-
cranoBaenue CK®.

ITpaxruueckuii coBer 9.3.1.8: pexomMeHAyeMBIe AO3BI
MMMYHOCYIIPECCUBHBIX MPEIIAPATOB IIPEACTABAECHBI
Ha Pucynke 10.

ITpaxruueckuii coser 9.3.1.9: paccmoTpuTe mpose-
A€HHE MpoueAyp maasmoobmena nanuenram ¢ CKp
>34 mr/aa (>300 MKMOAB/A), TaLIEHTAM, Hy>KAQ-
FOIIMMCH B ACYCHUH AUAAU3OM, UAU IIPU OBICTPOM
HapacranueM yposua CKp, mau maruenram c aud-
(py3HBIM aABBEOAAPHBIM KPOBOTEUEHUEM U TUITOK-
ceMuei.

MccaepoBanme MeTHA-IPEAHH30AOH HAH
IIAA3MOOOMEH AAfl AEYEHHA ITOYEYHOIO BACKY-
Amra/Methylprednisolone Versus Plasma Exchange for
Renal Vasculitis (MEPEX) mokasaso yAydrneswue 1mo-
YEUHBIX HCXOAOB Y ITAIMEHTOB C TAKEABIM ITOPAKEHIEM
nouek (CKp >5,7 mr/aa [>500 MrmoAb/A]), KoTOpBIE
IMOAYYaAH AedeHune maasmoodMenamu [48]. Kpome

TOTO, B META-aHAAU3E OBIAO IIPOACMOHCTPUPOBAHO, YTO
AOOABACHHE K TEPAIIHH CEAHCOB IIAa3MOOOMEHA OBIAO
ACCOITMUPOBAHO C MEHBIIICH YACTOTOM PAa3BHTHSA ITO-
YEYHOH HEAOCTATOYHOCTH Ha CPoKax 3 u 6 MecAres
ITOCAC YCTAHOBACHUS AMATHO32 (AOIOAHNTEABHAS Ta-
Oamma S13 19, 22, 32, 48-54]). Oamako nccaeaOBaHue
PEXIVAS me cMOrAO AOKa3aTh, ITO ITAA3MOOOMEH BAU-
A€T Ha BPEMA AO PA3BUTHUA IOYEUHON HEAOCTATOIHOCTH
HAH AO A€TAABHOIO UCXOAA y HaruerToB ¢ AAB u CKO
<50 ma/mnu/1,73 M? HA aABBEOASIPHBIM KPOBOTEYE-
HEEM, MCAUAHA IIPOAOAKHTEABHOCTH AHHAMUIYECKOTO
HaOAIOACHHSA 34 KOTOPEIMU cocTaBuaa 2,9 aer [32].

Mera-aHAAN3 ITOATBEPAHA CHUKEHHE PUCKA Pas-
BHTHSA [TOYCYHOMN HEAOCTATOYHOCTH K 12 Mecsiam mpu
HCIIOAB30BAHHH ITAA3MOOOMEHA, HO TAKKE IIOKA3aA
U CONYTCTBYIOIIEE ITOBBIIICHIE PHCKA HH(EKINOH-
HBEIX OCAOKHeHHH [55]. CHIDKEHHE OTHOCHTEABHOTO
PHCKa Pa3sBUTHA IIOYEIHON HEAOCTATOYHOCTH K 12 Me-
cAam OBIAO COIIOCTABHMO B IIOATPYIIIIAX IIAIIHECHTOB
¢ CKp <5,7 mr/aa (500 mxmoas/A) u CKp 25,7 mr/an
(500 MKMOAB/A) MAM HYKAQBIINXCSA B ACICHHN AHMA-
AHM30M Ha MOMEHT HadaAa AcdeHus. CHukenue adco-
AFOTHOTO PHCKA Pa3BUTHSA IIOUETHON HEAOCTATOUHOCTH
k 12 mecamam cocrasuao 4,6% (95% AM: 1,2%-
0,8%) y marmenTo ¢ CKp B Amamasone ot 3,4 ML/ AA
(300 mxmoAB/A) A0 5,7 mr/aa (500 mmoab/A), 1 16%
y marmentos ¢ CKp 6oaee 5,7 mr/aa (500 MkMOAB/ A)
[55]. TToaromy mpoBeAeHME TIPOLIEAYP [TAA3MOOOMEHA
caeayer pacemorpers y mamuentos ¢ CKp ceimre
3,4 mr/aa (300 MKMOAB/ A), MAM TIPH Pa3BUTUH aAbBe-
OAAPHOTO KPOBOTCUCHUSA M THIIOKCEMHM, § KOTOPBIX
BBICOK PHCK ACTAABHOTO HCXOAA.

ITpaxruueckuii coser 9.3.1.10: Aeuenne manueHTOB

c nepexpecrom AHITA-acconmnmupoBaHHOro BacKy-
AWTA ¥ BACKYAUTA, ACCOIIMMPOBAHHOIO C AHTUTEAAMM
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Cemb npouenyp
3a MaKCUMasIbHbI Mepuog,
14 pHell, 06beM 3amellieHns

60 m/Kr anbbyMnHOM nnasmonm

EXXe[JHEBHO [0 MpeKpaLleHus
KPOBOTEUEHNS, 3aMEHNTb
anbOyMIH CBEXE3aMOPOXKEHHOW  He NepecTaHyT onpeaensaTbca

E>XegHeBHO B TeueHue ABYX
Henenb, Noka aHTU-N’bM aHTuTena

PucyHok 11 | [lo3bl n yacTtoTa niasmoo6meHoB ana nevenua AAB. Eciu y nauveHTa vMeeTca pycK KPOBOTEUEHMA, 3aMelleHne creayet
npoBOAUTbL CBeXKe3amopoxKeHHol nnasmont. AAB, AHLIA-accoummpoBaHHbii Backynut; AHLIA, aHTiTena K uutonnasme Hentpodunos; NBM,

rnomepynsapHas 6asanbHas membpaHa.

K rAOMepyAsapHoi 6a3asbHOM MemOpane (I'BM) cae-
AYET AOIIOAHHTH IIPOLIEAYPAMH IIA23MOOGMeHA.

B oamornenrposom mccaepoBanun 5% AHITA-
IIO3UTUBHEIX IIAI[UCHTOB OBIAL OOHAPY/KEHBI TAKIKE
u agTuresaa kK 'BM, a y 32% anru-I'bBM-nosurusasx
mannenToB BeriBAAncs AHIIA [56]. Takum oOpasom,
ABoitHas ceporosntuBaocTh 10 AHIIA # arru-I'BM
aHTHTEeAaM BeTpedaerca yacto. Kaumnngeckoe tevenne
3200A€BAHUA § TAKUX IIAIIUCHTOB OOABIIIC HAIIOMUHACT
antu-1' BM 6oaesnb, uem AAB, ¥to 060cHOBEIBaET IIpO-
BeacHme maasmooomena (Pucyrok 11). Oamaxo B ot-
Amdne ot kaaccmdeckoil antu-I'BM Goaesnn y atux
IAINEHTOB MOTYT Pa3BHBATHCA ODOCTPEHUA, U OHH
AOAYKHBI IIOAYIATH ITOAACP/KIBAIOIIYIO TEPAIILIO.

9.3.2 NoppepxunBaloliasn Tepanus

PekomeHpauua 9.3.2.1: nocne nHAyKumMn pemmccnm
Mbl peKOMeHAYeM NPOoBOAUTb NOAAEPKUBAIOLLYIO
Tepanuio pUTYKCMMabom nnm KombuHauuei asatu-
onpurHa 1 MIKOKOPTUKONAO0B B HU3Kon gose (1C).

Dma pexomerdayus npudaen bovuiee sHauerue npopuiax-
muKe pezﬂtdueae U ChasHumenso Merviee taderie passu-
U0 HENCCNAMENBHBIX ABACHUL, COASANNBIX ¢ UMMYHOCYHPEC-
CUBHBIMU Npenapamami.

KnioueBasa nupopmauusa

bananc none3el u epeda. Ao HACTOAIIEIO BpeMeHI
OOABIIIMHCTBO MCCACAOBAHUIN, B KOTOPBIX H3YYaAH
2 DEKTUBHOCTD ITOAACPKUBAIOIIECH TEPAIINH, IIPO-
BOAHMAHCH IIOCA€ MHAVKIIHH PEMUCCHH C ITOMOIIBIO
nuKA0gochaMIAL B TAFOKOPTUKOHUAOB. CXEMBI ITOA-
AEP/KHBAFOIIICH TEPATINH CO BPEMEHEM MEHAAHCD, 4 B FIC-
CACAOBAaHHAX 6I)IAI/I I/I3Y‘I€HBI pa3AI/IquIC HpeHapaTbI.
A3aTHOIIPHH, HA3HAYECHHBIH ITOCAE HHAYKIIOHHOI Te-
parn 1KA0OCaMIAOM B TeUEHHE =3 MeCAIIEB, OBIA
TaK ke 9O(DEKTUBEH, KAK I IIPOAACHHEIH A0 12 Mecsres
KypC AedeHHs ITTKAODOCaMIAOM B OTHOIIEHHH IIPO-
(PUAAKTIKE PEIIUAMBOB, U IIPH 3TOM PEKE IIPHBOAUA
K pasBUTHIO Aciikorernn (AomoannreAbHas TaOAuma
S14 (22, 57]). Ilo cpasuenmro ¢ azaruonpurom MM®
B KAUECTBE IIOAAEPKUBAOIIIETO IIPErapaTa ObIA MEHEEe
adexTuBeH AAT IIPOMDUAAKTHKI PELIHAUBOB H HE IIpe-
BOCXOAHA €IO ITO YaCTOTE Pa3BUTUA HH(EKIIMOHHBIX
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ocroxuenntt (Aomoarnreapras Tabaura S15 [22, 58]).
W HAaIIpOTHB, METOTPEKCAT U A3aTHOIIPUH OBIAH COIIO-
cTaBUMBI 110 3 ERTHBHOCTH AAA IPOUAAKTHKH Pe-
LIIAMBOB, OOAGAQAH CXOAHOM TOKCHYHOCTBIO U HE OT-
AMYAANCH 110 OTAAACHHBIM HCXOAAM (AOIIOAHUTEABHAS
Tabamma S16 |22, 59]). B mieaom, asaTronpus ocraBascs
CTAHAAPTHBIM IIPEIIAPATOM AAA IOAACP/KUBATOIIICH Tepa-
i AAB Ha IPOTAKEHIN IIOCACAHIX HECKOABKIX ACT.

bbIra u3ydeHA U IPOAOAKHTEABHOCTD ITOAAEP-
KHBAIOINEH Tepanun azatHonpurom. [To cpaBHeHnIO
C ITOCTEIICHHBIM CHIKCHIEM AO3BI A3aTHOIPHHA IIOCAE
12 mecsreB Aedenus, OoAce IPOAOAKHTEABHBIH IIPHEM
IIperapaTa CO CHIKEHHEM AO3BI CITYCTA 4 roAa Aede-
HUS COIIPOBOMKAAACH MEHBIIECH 9aCTOTOH Pa3BUTHA
PENHAMBOB H IoYeaHON HeaoctaTounoctu [30, 60].
[IpenmyrmecTsa AAMTEABHOM ITOAAEPAKUBAFOIIEH Tepa-
IIHH 23aTHOIIPUHOM OBIAM COIIOCTABHUMEI Y IIAIIHCHTOB
¢ [1P3- u MITO-AHIIA, a Taike y mmanueHToB, KOTOpbIE
socturan AHIIA-neratusrOTO CcTaryca nmocae 12 mecs-
IIEB ACYCHIA IT0 CPABHEHHIO C TEMH, Y KOTO COXPAHAACA
nossirreHnsiit yposenb AHITA. B stux nccaeaoBanmax
He OBIAO BBIBACHO 3HAYHMBIX PASAHYHN MEKAY IPYIL-
IIAMH ACYEHHSA 10 CMEPTHOCTH OT BCEX IIPHYNH, 9aCTOTE
pasBuTHs HH(EKIIMOHHBIX OCAOKHEHUI H TAKEABIX He-
KEAATCABHBIX ABACHHI, OAHAKO KAYECTBO AOKA3ATEABCTB
6p1A0 Ouenp Hu3KEM (AomoanuTeapHas TaOAnma S17
[22, 30, 60]).

[Tocae Toro, kak ObIAa AOKa3aHA 5DDEKTHBHOCTD
puTykcuMaba AAf HHAyKIHE pemuccuu AAB, Opraa
M3y9eHA BOSMOMKHOCTD IIPHUMECHCHUSA IIperapara AAfd
oaAepzkuBarorieit repanun. ITocae mEAyKITMOHHOI
Teparuy TUKAODOCHAMUAOM Y HAIIHEHTOB € ACOIOTOM
AAB moaaepiKuBaroIas Tepanua pUTYKCHMaOOM I10-
3BOAMAQ CHU3HTH PUCK PA3BUTUA TAAKEABIX («OOABITIIXY),
HO HE ACIKHX («MAABIX») PELHAUBOB, II0 CPABHEHHIO
€ a3aTHONPHHOM (nccaeaosanme [loasepxanue pemrc-
CHH IIPU UCIIOAB3OBAHUI PHTYKCHMA0A IIPH CHCTEMHBIX
AHITA-acconnuposannbix Backyanrax/ MAINtenance
of Remission Using RITuximab in Systemic ANCA-
associated Vasculitis [MAINRITSAN]; AomoanuTeas-
mas Ta0awma S18 [22, 61]). Oanako B Apyrom nccaeAoBa-
HuH — PUTYKCHMA0 HAN a3aTHOLIPUH AAS IIOAACPIKAHUSA
pEMHECCHU IIPU BACKYAUTE, ACCOIMIPOBAHHOM C aHTH-
TeAaMH K LUToIAa3Me Helirpouaos/ Rituximab versus
azathioprine as therapy for maintenance of remission for
anti-neutrophil cytoplasm antibody-associated vasculitis
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[RITAZAREM)) [62], y marmenTos ¢ pertmanamur AAB
HTOAAEPIKUBAOIIASA TEPAIIHA PUTYKCUMAOOM IIOCAE HH-
AYKIIHH PEMUCCHI PUTYKCUMAOOM CHIKAAQ ITOCACAYEO-
I PUCK PA3BUTHA U TAKEABIX, I ACTKIX 00OCTpeHNMIT
3200A€BAHHA ITO CPABHEHHIO C a3aTHONPHHOM. [Ipn
9TOM 49aCTOTa HH(EKINOHHBIX OCAOKHEHUH IIPH HC-
IIOAB30BAHNH a3aTUOIIPHHA M PUTYKCHMA0A HE OTAH-
gasacek (Aomoannreapras Tabaurma S19 [22, 62, 63]).

ITpm mpoBeACHHN IOAAEPAKHBAIONICH TEPAITHH
pHUTYKCHMAO MOKHO BBOAUTD depe3 (PUKCHPOBAHHbIE
IIPOMEKYTKH BPEMEHI ANDO IIPU IIOBTOPHOM IIOSIBAC-
uun B nupkyasann CD19+ B-aumdoruros u/uan
AHITA. Xors 00e 3T cxeMbl OBIAH OAHHAKOBO 3(h-
(peKTHBHEL AAA IPOPUAAKTHKY PEILIMAUBOB, BBEACHHC
puTyKCHMa0a IIpH HapacTaHHN YncAa B-Ammvdorros
TpeOOBAAO MEHBIIIEIO KOAUYIECTBA NH(MY3UH IIperapara.
YacToTa HEKEAATEABHBIX ABACHUN HE PA3AHYAAACDH
(MAINRITSAN2; Aomoannreapnas Tabanma S18
[22, 61]). B mccaepoarmn MAINRITSAN3 mocae
18 MecsAIeB MOAACPKUBAFOIIEH TEPAITNH ITAIIUEHTHI
OBIAI PAHAOMU3UPOBAHBL K IIPOAOAKCHUIO HHQYIHIT
mpemapata HAU mAanebo 2 pasa B roa. [loaaepikusa-
FoIlas TEPAIHUA PUTYKCHMAOOM IIO3BOANAA CHHU3HTD
KOAIYECTBO PELIUAUBOB 110 CPaBHEHHIO C 1aane0o (OP:
0,16; 95% AL: 0,04-0,60), oAHAKO AAHHBIC O 9aCTOTE
NH(EKITHOHHBIX OCAOKHEHUI H APYIUX HCXOAAX OBIAK
HETOYHBIMH BBUAY MaAOTO pasMepa BeIOOpKH (AOIoA-
uureapHas Tabamma S20 [61]).

AOIIOAHHTEABHOE HA3HAYCHUE K IIOAACPIKHBAIO-
weit Teparmu TMIT-CMK (160/800 mr) mpaxrundecku
HE OKA3BIBAAO BAHAHHSA HA IIOAACPKAHIE PEMUCCHI
gepe3 1 u 2 roaa o cpaBHeHHIO ¢ maarebo (Aomoa-
uureapHas Tabanma S21 [22; 64, 65]).

Kayecmeo dokazamenbcma. O0IIEE KAUECTBO AO-
KA3aTCABHOH Oa3bl OBIAO HH3KHM BBHAY OOACC HH3-
KOTO Ka4eCTBA AAHHBIX O IIOAACP/KHUBAIOIICH TEPAIINU
pHTYKCHMaOOM, KOTOPBIE OCHOBAHBI HA PE3YABTATAX
menbIrero uncaa PKI o cpaBHeHHFO ¢ a3aTHOIPHIHOM.
AAf BceX CpaBHEHMIA, 32 NCKAFOYCHUEM IIPOAOAKUTCAD-
HOCTH TEPAINHU a3aTHOIPUHOM, OBIAH HCIIOAB30BAHBI
AQHHBIC CAHHUYHBIX HCCACAOBAHHI CO CPABHUTEABHO
HEOOABIINM YHNCAOM ITALNEHTOB U OTPAHHYICHHOI
IIPOAOAKHTEABHOCTBIO AMHAMIYIECKOTO HAOAFOACHNS,
4T0 npuseAo k rmmpoxknm AV pasmepos adpdekros
U 3HAYUTEABHOH HETOYHOCTH, B OCOOEHHOCTH B OT-
HOIIIEHUN KPUTHYECKH 3HAYHMBIX HCXOAOB, TAKHX KaK
CMEPTD OT BCEX IIPUYUH H [IOYCIHAA HEAOCTATOYHOCTD.
KagecTtBO AOKa32TE€ABCTB B OTHOIIEHUHU ITOAAEP/KHBA-
FOIIEH TEPAIIHH A3ATHOLIPHHOM AAf IIPOUAAKTUKI
obocTpeHnit OBIAO CpeAHNM H OCHOBBIBaAOCh Ha PKM,
B KOTOPBIX CPABHUBAAN a3aTHOLPHH ¢ mukaodocda-
mMuAoM (AomoarnTespras Tabauma S14 [22, 57]), me-
torpekcatom (Aonmoanureapnas Tabania S16 (22, 59))
n MM® (Aomoannreapnas Tabanma S15 [22, 58]),
a taxke Ha PKI, B KOTOpOM CpaBHHBAAM CTAHAAPTHYIO
U IIPOAACHHYIO HOAAEP/KHUBAIOIIYIO TEPAITNIO A3aTHO-
upusoM (Aomoarnreaspnas Tabauma S17 [22, 30, 60]).
Orrenka KagecTBa AOKa3aTEABCTB OBIAA CHI/KEHA BBUAY

HETOYHOCTH, IIOCKOABKY K&/KAOE CPABHEHHE IIPOBOAUAN
Ha OCHOBAHHH TOABKO OAHOTO HccAeAoBanusA. CpapHe-
nue MM® u asatuonpuna 06AaAAA0 HUSKUM KAYECTBOM
AOKA3aTEABHOCTH B OTHOIICHUH PHUCKA NH(EKINOH-
HBIX OCAOKHEHHI (BcaeAcTre mmpokux AV, koTopsre
VKA3BIBAAH HA HEOIIPEACACHHOCTDb HAOAIOAAEMOrO 9h-
exra). KauecTBO AOKA3aTEABCTB, KACAIOIIIUXCA IIPO-
AOAKEHHSA TEPAIIIN PHTYKCUMAOOM 1ocAe 18 mecsries
AedeHnf, OBIAO OIICHEHO KaK OYCHb HU3KOE H3-34 BbI-
PaKEHHON HETOYHOCTH.

AocrymHas AokasareAbHas 0232, KACAFOIIAACA IIOA-
AEP/KHBAIOIIIEH TEPAITNU ITOCAE HHAYKIINN PEMHICCUU
PHTYKCHMaOOM H TAFOKOKOPTHKOMAAMH, B HACTOSAIIEE
Bpems orpaHmdeHa. KauecTBo AOKa3aTeABCTB O TAKEABIX
PEIIANBAX, ITOAYIEHHOE B HICCACAOBAHHAX, B KOTOPBIX
CPABHHBAAH PUTYKCUMAO U a3aTHOIIPUH, OBIAO HU3KHM
BBHAY OTCYTCTBUS 3ACACITACHHSA HCCACAOBATEACH, OIle-
HUBABIIIUX PE3YABTATHL ACICHISA, 4 TAKKE BEIPAKCHHON
HETOYHOCTH, OOYCAOBACHHOM HAAMYHEM AHIIb ABYX
PKM, B KOTOPBIX IPOBOAMAM 3TO cpaBHeHue (/\OIOA-
auteAabHble Ta0Anmer S18 [22; 61] u S19 [22, 60, 63]).
PKI, B KOTOPOM H3y9aAn CXEMY BBEACHIS PUTYKCHMAOA
«10 TpeOOBAHMIOY IIPH BOccTaHOBACHHM IyAa CD19+
B-amvdponmrros u nossimenun yposua AHLIA, xapax-
TEPU30BAAOCH HU3KIM KAYECTBOM AOKA3ATEABCTB B OT-
HOIICHHH OOABIIHX PELHAUBOB M HEKEAATCABHEIX
ABACHHH, BKAIOYASA CMEPTH OT BCEX IIPHYHH, NHEK-
IIHOHHBIE OCAOKHEHUA M 3A0KAYECTBEHHBIE HOBOOO-
pasosanns (AomoarurteapHas Tabanma S18 [22, 61]).
Orenxa kauecTBa AOKa3aTeAbCTB B a1oM PKI Gbira
CHITKCHA BBHAY BBIPAKCHHON HETOYHOCTH, IIOCKOABKY
9TO OBIAO €AMHCTBEHHOE HCCACAOBAHUE, 4 €TO HCXOABI
XAPAKTEPU30BAAUCH OYEHD IIMPOKUMH IPAHULIAMU AW,
VKa3bIBAIOIIIME HA HH3KYIO YOCAUTEABHOCTD AAHHBIX
00 apdexre Aegenns. KagecrBo AOKa3aTeABCTB AAM
OOABIITIHCTBA HCXOAOB EAMHCTBEHHOTO HCCACAOBAHNH,
B KOTOPOM CPaBHUBAAH ITOAACPKHBAIOITIEE ACUCHIE PH-
TYKCHMAOOM H IAAIe00, OBIAO OYCHD HI3KHM H3-32 BBI-
PAKEHHOH HETOYHOCTH, OOYCAOBACHHOI MaABIM pa3Me-
POM BBIOOPKH; M TOABKO KAYECTBO AOKA3ATEABCTB 9TOTO
HCCAEAOBAHHSA B OTHOIIIEHUH PEIIMAMBOB OBIAO OLIEHEHO
KaK HU3KOE, ITOCKOABKY BBIBACHHBIN 5D (EKT OBIA CHAB-
HBIM U CTATUCTHYECKH 3HAYUMBIM (AOIOAHHUTEABHAA
Tabamra S20 [61]).

AaHHbBIE O IPOAOAKEHHH TEPAIIHH TAIOKOKOPTH-
KOHAAMH B ITEPHOA ITOAAEP/KHBAFOIIICH TEPAITNH TAKAE
orpanmdessl. B boaprmmuctse PKH rAIoKOKOPTHKOHABL
OTMEHSAH €IIIE B IIEPHOA HHAYKI[HOHHON TEPAITIH HAH
BCKOpe 1tocae ee 3apeprenud. Oanako B Panpomusn-
POBAHHOM KOHTPOAHPYEMOM HCCACAOBAHHN ITPOAOH-
ruposaruoro Acuenus AHIIA-acconuuposamuoro
BackyAnTa B (pase pemuccun/Randomised controlled
trial of prolonged treatment in the remission phase of
ANCA-associated vasculitis (REMAIN) maruesTst B ka-
YECTBE ITOAACP/KHUBAIOIIEH TEPAITNHI ITOAYIAAH KOMOH-
HAITHIO HU3KHX AO3 TAFOKOKOPTHKOHUAOB 1 432 THOIIPUHA
[30]. B meTa-anasuse HAOAFOAATEABHBIX HCCACAOBAHIH
u PKV 6oAee MpOAOAKHTEABHOE A€UEHIE TAFOKOKOP-
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tukorAaMu Ipu AAB ObIAO acCOLMIPOBAHO C MEHD-
IITUM KOAMYECTBOM PEIUANBOB [66].

Lenrnocmu u npednoumerus. Pabowas ['pyrira mmpu-
AQ€T OTHOCHTEABHO BBICOKYIO IIEHHOCTD IIPO(DHAAKTIKE
PEIIMAMBOB, KOTOPBIE BAUAFOT HA OOIIIYIO TAKECTD TEUe-
HufA 3200ACBAHISA H PEKOMEHAYET HA3HAYATD IIOAACPIKU-
BAIOIIIYIO TEPAITUIO BCEM IAIIHEHTAM ITOCAE MHAYKIINN
pemuccuu. OAHAKO IPOAOAKHUTEABHAS IMMYHOCYIIPEC-
CHBHAA TEPArus AOAKHA OBITh ACCOLUHIPOBAHA C HAH-
MEHBIITUM YHCAOM HEKEAATCABHBIX ABACHHIH, 2 PHCK
PELIIAUBOB MOKET BAUATD HA PEIICHIE OO0 HHUIIHA-
LIUH ITOAACP/KHBAIOIIIEH TEPAIINH, Ha BRIOOP ITperapara
U IPOAOAKUTCABHOCTD ACUICHIS.

Panee ObIAM yCTAHOBAEHBI HECKOABKO (PAKTOPOB
pucka permansos AAB, B Tom dncae mpearecTsyro-
IIHE PElHUANBHL B aHamHese u Haamane [1P3-AHIIA,
a me MITO-AHIA B nmpryasmun [15, 67]. B mccae-
sosannu RAVE maruenTsl He IOAYIaAT ITOAACPIKH-
BAIOII[CE ACYCHUE ITOCAEC MHAYKIHOHHON TepaIuu
PHTYKCHMAOOM, U BBICOKASl YaCTOTA PEIIHAUBOB OBIAA
OTMEYCHA KAK B IPYIIIIC PUTYKCHMA0a, TaK U IIHKAO(OC-
paMIIA2-a3aTHOIIPHHA, HO CACAYET HMETh B BHAY YTO
TAIOKOKOPTHKOHABL OBIAM OTMCHEHBI HA CPOKE A0 O Me-
canes [23]. B coBpeMeHHOI IIPAaKTUKE U, KAK CACACTBHE
B 9KCIIEPTHOM COODIIECTBE, HE CAOKUAOCH CAUHOTO
MHEHUA O BO3MOMKHOCTH OTKA3aThCA OT IIPOBCACHHS
HIOAAEP/KHBATOIIIEH Teparun y marertos ¢ MITO-AAB
IIOCAE I/IHAYKL[I/II/I pCMI/ICCI/II/I pI/ITyKCI/IMa6OM. MHCHI/IH
B OTHOILICHHN HEOOXOAHMMOCTH IIPUMEHEHUA TAFOKOKOP-
TUKOHAOB AAfl IOAACP/KHBAFOIIETO ACUCHIA, A TAKAKE E€TO
IIPOAOAYKHTEABHOCTH, TAKKE Pa3HATCS. B mecaeaoBarmm
REMAIN, B KOTOPOM y9aCTBOBAAH IAIIHMEHTHI C IIO-
YCYHBIM BACKYAHTOM B aHAMHE3E, HE OBIAO OTMEYCHO
PA3AMYUI B PUCKE PELIMAHMBOB MEKAY PA3AHYHBIMU Ce-
porumavu AHITA. B cayuae, ecan moaaepixuBarornee
ACYCHUE HE IIPOBOAUTCH, CACAYCT PACLICHHBATH PUCK
PAasBUTHA PEIIMANBA KAK BBICOKHE H IIPOBOAHTBH COOT-
BercTByroree HabAroacHue [30)].

B moarpymme marrenros ¢ MITO-AAB u xponu-
YECKOM TOYEYHON HEAOCTATOIHOCTBIO, HO O€3 BHEITO-
YEUHEIX IIPOSBACHUIN 3a00ACBAHUSA PHCK PELIHAUBOB
HU3KUH, TaK 9TO PUCK HH(MEKIIHOHHBIX OCAOKHEHIH
BCAEACTBHE HMMYHOCYIIPECCHBHOM TEPAIINU MOKET
IIEPEBEIIIIBATD IIOAB3Y IPO(UAAKTHKE PEIIUAUBOB [68].
[Tosromy marmentsr ¢ MITO-AHILIA, koTopsie moAy-
9aIOT ACYCHUEC AHAAU3OM H § KOTOPBEIX HE OBIAO BEI-
ABACHO BHEIIOYCYHBIX IIPOABACHUI 3a00ACBAHMSA IIPU
TINATEABHOM OOCAEAOBAHIH, B TOM YHCAE IIPOBEACHII
kommbrotepuoi Tomorpadun (KT) opranos rpyaroit
KACTKH, PHCKU IIOAACPKUBAIOIIEH TEPAIIHN MOTYT I1e-
peBeIIuBaTh ce 0AB3y. boaee TOro, mpu AOCTIKEHIN
ITIOAHOW KAMHHYECKOW PEMUCCHH 4YacTh IIAIIHEHTOB
¢ MITO-AHIIA u zapyrrennem yHKIIHHI OYEK MOKET
HE HY/KAATbCA B IIOAACPIKUBAIOIIIEM ACUCHUH, 1 BMECTO
3TOTO BO3MOJKHO TIIATCABHOE AMHAMITICCKOE HAOATOAC-
HHE C peryAapHoii orenkoi yposua AHLIIA.

Takum 00pasoM HAMAYUIIAsA AOKA3aTCAbHAA 6232 Ha-
KOIIA€HA B OTHOINEHUH 3P EKTUBHON ITPOMDHAAKTHKI
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PELIMAUBOB IIPH IIOAACP/KHBATOIICH TEPAITUH PUTYKCH-
MabOM MAN IIPU AAUTEABHOM IPUMEHEHHH a3aTHO-
IIPUHA B COYETAHUH C TAFOKOKOPTHKOUAAMHI B HU3KOMH
Ao3e. OAHAKO PUTYKCHMAO MOKET IMETh ITPEUMYIIIECTBO
HaA asatnonpunom. B nccaesoBarnmun MAINRITSAN
CPABHHBAAH KA4ECTBO KU3HH, OOYCAOBACHHOE COCTOf-
HIEM 3AOPOBBS Y IAIIIEHTOB, IIOAYYABIIIHX PUTYKCIMAO
uAn asatuonpun. CpeAHee yAydIneHHe IOKa3aTeAeH
o Onpocuuky ounenku cocrosuus 3aA0posbsi/Health
Assessment Questionnaire (HAQ) k 24 mecsmam
II0 CPABHEHHIO C HCXOAHBIME OBIAO 3HAYHTEABHO DOAEE
BBIPA/KEHHBIM Y IAI[HEHTOB, IIOAYYABIITNX PHTYKCHMA0
[69].

B cBasu ¢ otum Pabowas I'pymia oraaer mpearo-
ITEHHE TOAAEP/KIBAFOIIIEMY ACUEHUIO PHTYKCHMAOOM,
B OCOOEHHOCTH Y ITAITMEHTOB C PEITMAMBHPYIOIINM TEUE-
uuem 3aboaesannd, [IP3-AHIIA, verreperocuMocTsro
a3aTHOIPHHA, A TAKKE ITOCAE HHAYKIIHOHHOH TepaITum
purykcumadbom (RITAZAREM). OAHAKO IpH HCIOAB-
30BAHUU IIPEIApPaTa CACAYET IPOABHTH HEKOTOPYIO
OCTOPOKHOCTD, TIOCKOABKY AAHHBIE O AOATOCPOYHBIX
addeKTax ITOAACPKIBAIOIIICH TEPAIIII PUTYKCHMAOOM
orparmdensl. Hecmotps Ha TO, 9t0 B PKU HE OBIAO
OTMEUYEHO 3HAYMMOro cHikeHus yposusa IgG mocae
AEYEHNA PUTYKCUMAOOM, AAHHBIE IIPOAOAKHTEABHBIX
HAOAFOAATEABHBIX HCCACAOBAHHI YKA3bIBAIOT HA IIOBbI-
IIICHHBIA PUCK Pa3BUTUA BTOPUIHOTO UMMYHOAEdU-
IIUTA B 9TOH HOIYAAIINN.

Ucnone3osaHue pecypcos u sampamel. Purykcumad —
CPaBHUTECABHO AOPOTOM IPEIAPAT, KOTOPEIIT HEAOCTY-
IIEH B HEKOTOPHIX PETMOHAX MHUPA, OAHAKO ITOABACHIE
O10aHAAOTOB IOTEHIINAABHO MOKET IIOBBICUTB €I0O AO-
cryraoctb. Kpome Toro, mpoduAakTHKa PEUAIBOB
CHIIKACT PACXOABI KAK HA CTAIIHOHAPHOE ACUCHHE, TAK
U Ha ITOBTOPHYIO MHAYKIIHOHHYIO TEPAIIHIO, KOTOpast
CONIPAKEHA C YACTHIM OOpAIEHHEM B MEAUIIMHCKIE
yapexacHns. VcrmoapsoBanne puTykcumMaba Takke 11o-
3BOASIET OTMEHHTH TAFOKOKOPTHKOUABL.

CoobpaxeHus no eHedpeHulo. Buerodeunsie peru-
AnBsl AAB moryT pasBuBaTbcs 1 B ACHCTBUTEABHOCTI
PA3BUBAIOTCA AQKE Y ITAIIMEHTOB, IIOAYYAIOIINX 3aMe-
CTHTEABHYIO IIOYEUHYIO TEPAIINIO, TIOITOMY PEMUCCHIO
CAEAVET 3aKPEITUTH ITOAACPKHBAIOIINM ACUCHHEM.
ITarmmenTsl ¢ moveunoi HeaocTaTOuHOCTHIO M1 MITO-
AHIIA B oTcyTCTBHE BHEITOYECIHBIX ITPOABACHHII MOTYT
HE HYKAATBCA B AAMTEABHOIN ITOAACPZKUBAFOIIEN Tepa-
nuu. B 910l curyanuu moTpeGHOCTD B IIPOBEACHUH
HOAAEPKUBAFOIIIEH TEPAIINHU U €€ IIPOAOAKUTEABHOCT
CAGAYET OIICHHBATH HHAUBHAYAABHO.

O60cHOBaHMe

Pabowas I'pyrima pekOMEHAYET IIPOBOAUTD ITOAACP-
KHBAFOINYIO Tepanuio BeeM marmentam ¢ AAB mocae
HMHAYKI[HN PEMHCCHH ITMKAO(DOCHAMIAOM HAN PHTYK-
cuMaboM. L1eABIO TIOAACPIKIBATOIIICH TEPAIIIH ABAACTCH
IpOUAAKTHKA PEIHAUBOB 3200 AEBAHMSA ITOCAE AOCTH-
KEHHA peMUCCHH. PeMICCHA OIIPeAeAAeTCA KaK OTCyT-
CTBHE ITPOABACHHI BACKYANTA. AASl OLIEHKH KAMHIYE-
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CKHX IIPH3HAKOB AKTHBHOCTH 3a00AEBAHIA MOKET OBITh
HCIIOAB30BAH BAAMAMPOBAHHBII HHCTPYMEHT, HAITPHIMEP
BVAS [70]. B xoAe AMHAMIYECKOTO HAOAIOACHIS BCEM
HAIIEHTAM CACAYET IIPOBOAUTD CTPYKTYPHUPOBAHHOE
KAMHHYECKOEe OOCACAOBAHIE U OICHKY YPOBHA A2DO-
PATOPHBIX MAPKEPOB BOCHAAHTEABHON aKTHBHOCTH
1 DYHKITHH TTOYEK.

[ToasepixuBaroIas Teparmsa pUTYKCUMAOOM ITOCAE
HHAYKITHH PEMUCCHN ITUKAO(DOCHAMIAOM ITOKAa3aAd
CBOE IIPEBOCXOACTBO HAA A3aTHOIIPUHOM B OAHOM
PKU. I'lo Beett BUAEMOCTH PUTYKCHMAD CHIDKAET IHCAO
TAKEABIX PEIIUAUBOB 3a00ACBAHUA; PASAUYNI 10 Ya-
CTOTE HEKEAATEABHBIX ABACHUI OTMEYCHO HE OBIAO
(MAINRITSAN) [61]. ITpoAoAxeHIE TTOAACPIKIBA-
fornell Tepanuyu purTykcuMabom mocae 18 mecdAres
AedeHusA OBIAO ACCOIIMUPOBAHO C MEHBIICH YaCTOTOMH
PEIHAUBOB 110 cpaBHeHuIO ¢ mAarebo [71]. IToaaep-
AKUBAIOIIEE ACUCHNE A3aTHOIIPUHOM B TeueHue 18 me-
CAIIEB TTOCAE MHAYKITHU PEMICCHH ITUKAO(DOCHaMIAOM
OBIAO COIOCTABUMO 110 3(PPEKTUBHOCTH C ITPOAOAKE-
nueMm Tepanun nuxkaodocdamuaom (Luxaodbocda-
MUA HAHM a3aTHOIPHUH B (Da3y paHHEH peMUCCHH Ba-
ckyanra/Cyclophosphamide versus Azathioprine for
Early Remission Phase of Vasculitis [CYCAZAREM])
B TeYeHHE | TOAQ € ITOCACAVIOINUM IIEPEXOAOM Ha a3a-
taonpuH [58].

AokasateApHad 0a3a B OTHOIIEHUH MHHHUMAABHOMN
IIPOAOAKHTEABHOCTH TIOAAEPKUBAFOIIIEH TEPATINH OCTa-
erca cAabOI; BoAee ANUTEABHOE ACUCHHE CHUKACT Ua-
CTOTY PEIIHAUBOB, OAHAKO MOKET OBITh ACCOIIMIPOBAHO
€ GOABIITIIM YHCAOM HEKEAATEABHBIX ABACHHUIL. /\edeHne
a3aTHOIIPHHOM Ha IIPOTKEHUH 4 ACT CHI/KAET YHCAO
PEIIMAHBOB IO CPABHEHHIO C ABYXACTHHM KYPCOM Ae-
vyenus (mccacpoBanne REMAIN; ITpoaseHHBI HAT
CTAHAAPTHBIH KYPC ITOAACP/KUBAIOIICH TEPAITNT A32TH-
OIPHHOM ¥ ITAIINEHTOB C BIIEPBBIE AUATHOCTHPOBAHHBIM
BACKYAUTOM, 4CCOLIMUPOBAHHBIM C AHTHTEAAMH K IIPO-
TenHa3e-3, Y KOTOPHIX COXPAHAETCA CEPOIIO3UTUBHOCTD
o AHIIA nocae naaykumm pemuccun/Extended versus
standard azathioprine maintenance therapy in newly
diagnosed proteinase 3 anti-neutrophil cytoplasmic
antibody-associated vasculitis patients who remain
cytoplasmic anti-neutrophil cytoplasmic antibody-
positive after induction of remission: a randomized
clinical trial [AZA-ANCA]) [30, 60].

[TOCKOABKY IIEABIO ITOAAEPKUBAIOIIEH Teparun
ABAACTCA IPO(UAAKTIKA PEIIUAHBOB, HX PHUCK CACAYET
IPUHATH BO BHUMAHHE IPU BEIOOPE KAK HMMYHOCY-
IIPECCUBHOTO IIPEHAPATa, TAK U IIPOAOAKUTEABHOCTH
TEepAIInm.

K usBectHBIM (PaKTOpaM pHCKA PEIHAMBOB OTHO-
carca [TP3-AHIIA (o cpasuenuro ¢ MITO-AHIIA),
a TaKke IOPaKEHNE CEPACUHO-COCYAUCTON CHCTEMBI
u Aerkux [15, 67]. Taxoxe Oblaa yCTAHOBACHA POAB IIEp-
cuctuposanus nossirennoro yposusa AHIIA mocae
nuAyknuna pemuccun [30, 72]. PKI, B koTopom cpas-
HHBAAU YETHIPEXACTHUN ¥ ABYXACTHHI KYpPCHI IIOA-
AEP/KHBAFOIIEN TEPAITNU a3aTHOIPUHOM Y IAI[HEHTOB

C COXPAHAIOIINMCH ITOBBIIIIEHUEM TTP3-AHLIA, IIpo-
AEMOHCTPHPOBAAO PA3AMYHSA, HE AOCTUTABIIUE CTATH-
CTHYECKOH 3HAYUMOCTH (4aCTOTa 00OCTpEH I 32 4 roaa
cocrasuaa 24% u 48%, cOOTBETCTBEHHO), OAHAKO MOTIII-
HOCTb MCCACAOBAHIS OBIAA HEAOCTATOIHOH [60)].

CpasHeHue ¢ Opyaumu pekomeHoayuamu. B pexomen-
AannAx EBpoITeiickoro aAbsHCA PEBMATOAOTHYCCKIX
acconmaruii/ European Alliance of Associations for
Rheumatology (EULAR) purykcnmab Takie nprusHan
IIPEATTIOYTUTEABHBIM, YEM a3aTHOIPUH AAA TIOAAEPKA-
uus pemuccun [31]. Pekomenaarmn EULAR coseryror
IIPOAOAKATD ITOAAEP/KUBAFOIIYIO TEPAITHIO Ha IIPO-
TsxeHnn 24-48 MecAIeB IIOCA€ MHAYKIIUU PEMUCCHL.
Hama rpynma pekoMeHAYET IPOAOAKHUTEABHOCTD
A€YEeHHUA B AHAIa3oHe OT 18 mecAmeB A0 4 AeT mocAe
HUHAYKIUH PEMECCHU B COOTBETCTBUU C HHAUBHUAYAAD-
HOH OIICHKOI PHCKAa PEITHAMBOB M C yIETOM IIperapa-
TOB, HCIIOAB3YEMEIX AAS ITIOAACP/KHBAIOIICH TEPAITHH.
Kpome Toro, mocae HHAYKIIHE PEMUCCHE PUTYKCHMA-
6om y manmenToB ¢ MITO-AAB mHOrAa MOXKHO BO3-
ACPIKATBCS OT IIPOBEACHIIA IIOAACPIKUBAIOILICH TePAIINH,
€CAH BO3MOKEH TINATEABHBI MOHHTOPHHI COCTOS-
mnst. OAHAKO 3TO IOAOKCHIE OCHOBAHO Ha 9KCIIEPT-
HOM MHEHHH, IIOCKOABKY AOKa3aTeAbHAsA 0a3a OYCHb
OTPAaHMYEHA, 2 KOHCEHCYC AAKE MEKAY 3KCIEpTaMu
HE AOCTHIHYT.

ITpaxrugeckuii coer 9.3.2.1: mocae HHAYKIIMOHHOM
Teparuy PUTYKCUMA00M IIOAAEP>KUBAIOIIAA TEPAIIHLA
AOAKHA OBITH Ha3HAYEHA OOABIIUHCTBY IIAIMEHTOB.

Ormupasce Ha Pe3yABTATHL HADATOAATEABHBIX HCCAC-
AOBAHUI 1T HEOITYOANKOBAHHbIC AAHHBIC ICCACAOBAHIISA
RITAZAREM Pabowuas I'pyra otaaer mpearrouTenne
HCIIOAB30BAHUIO PUTYKCHMADA AAA IIOAACPIKAHUISA Pe-
muccuu. B mccaeaoBanmm RITAZAREM Ttakike 6p1A0
IIOKA3aHO, YTO IIOCAC HHAYKIIIOHHOI TEPAIINY PUTYKCH-
Ma0OOM 110 TTIOBOAY perinAnBoB AAB, moaseprkuBaroriasn
TEPAIINA PUTYKCUMAOOM COIPOBOKAAAACH MEHBIITIM
YHCAOM TSKEABIX U ACTKUX PELIUAUBOB 110 CPABHEHUIO
¢ asatnonpunom (RITAZAREM) [62]. Tem e memHee,
KOMOMHAIIAIO 232THOIIPHHA H TAIOKOKOPTHKOHAOB
MOKHO PacCMaTpHBATh B KAYECTBE AABTEPHATUBHI PU-
TyKCIMAOy.

B uccaepoBannn RAVE moaaepixuBarornyro te-
PAITHIO TIOCA€ MHAVKIIMH PEMUCCHU HE ITPOBOAHAH.
Yacrora permausos y maruentos ¢ MITO-AAB Osiaa
Hike, deMm y mannentos ¢ [1P3-AAB. Ha ocroBarun
3THX AAHHBIX HEKOTOPBIE SKCIIEPTHI IIPUIIIAH K BEIBOAY
o Tom, uto manuenTol ¢ MITO-AAB, cocturimme moa-
HOI KAMHHYECKOH PEMHCCHH IIOCAE MHAYKIHOHHOM
TEPAIIHH PUTYKCHMAOOM U C HE3KIM PHCKOM PCLIUAU-
BOB, MOIYT HE HY:KAATBCA B IIOAACPKUBAOIIICH TEPATIHNL.
Bmecto 3TOro MOMKHO ITPOBOAUTD TIIATEABHBIH MOHH-
TOPHHT € PEryAapHBIM orpeAescHueM yposus AHIIA
" BBITOAHEHHEM aHaAn30B moun. Oanako Pabowein
I'pyrmoit KDIGO ne 6B1A AOCTHIHYT KOHCEHCYC B OT-
HOIIIEHHH BO3MOKHOCTH OTKA3a OT IIPOBEACHHSA ITOA-
ACPKHUBATOIICH TEPAITHH.
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e [lnarHo3 rpaHynemartosa C NoJINAHTMNTOM ¢ PeunpmBbl B aHaMHe3e ¢ Huskas KYMynATUBHaA [03a

e [MP3-AHLIA ¢ Cepono3nTreHocTb no AHLIA B KoHLe uuknodochammaa
e Hu3Kuin ypoBEHb CbIBOPOTOUHOTO NHAYKUMU PEMUCCUN ¢ OTMeHa UMMYHOCYMNPECCMBHOW Tepanuu
KpeaTnHuHa * [loBblweHne ypoBHa AHLIA ¢ OTMeHa MMKOKOPTUKOMAOB

 PacnpocTtpaHeHHoe 3a6oneBaHne
¢ MNoparkeHne JIOP-opraHoB

PucyHok 12 | ®akTopbi pucka peunamnsa AAB. AAB, AHLIA-accouymmpoBaHHbIi Backynut; AHLIA, aHTUTena K umtonnasme Heitpodunos; NP3,
nportenHasa-3.

* PeumpuupytoLiee 3abonesaHvie * HusKuii ncxopHbIn yposeHb IgG (<300 mr/an)
e MP3-AHLIA * OrpaHuy4eHHas JOCTYNHOCTb pUTyKCcMMaba

e OcnabneHHble NaLMeHTbl CTapLUero Bo3pacTa

¢ HeobxoAMMOCTb fOCTMKEHUA cTepoug-cbeperatowiero sdbdexta

e Annepruia Ha a3aTonpuH

PucyHok 13 | BbiGop mexay puTyKcMma6om n asaTuonpuHom ans noppaepxusatowiein Tepanun AAB. AAB, AHLIA-accoumpoBaHHbIi
BackynuT; AHLA, aHTWTena K umMtonnasme HenTpodunos; IgG, ummyHornobynuH G; NP3, npoTtenHasa-3.

[poToKoN ¢ perynapHbIM BBEAEHMEM: 1,5-2 Mr/Kr/cyT nocne JOCTUXEHUA MOJTHOW PeMUCCU 2000 Mr/cyT B HECKOJIbKO MPMEeMOB
1. 500 Mr X 2 Npy BOCTVXKEHWV NOHON B TeUeHue rofa nocse yCTaHOBMIEHNA AMarHo3a, C MOMEHTa JOCTVXXEHWA NOJSTHOM
pemwnccum, 3atem no 500 mr B mecaALbl 6, 12 C NocsIefyoWMM CHUXEHEM J03bl Ha 25 Mr KaXKable TP PEMUCCUV B TeYEHNeE [IBYX NIeT

1 18 (npotokon MAINRITSAN) LA mecsua

2. /iHdy3ua 1000 Mr mocne NHAYKLUn

pemunccmm n B mecaubl 4, 8, 12 n 16 nocne

nepsow nHy3um (mpotokon RITAZAREM*)

MpoanuTtb Nprem a3aTMoNpUHa A0 YeTbipex SIeT nocne
YCTaHOBJIEHNA JMarHo3a; HauaTb € A03bl 1,5-2 Mr/Kr/

CyT B TeyeHue 18-24 mec., 3aTeM CHU3UTb Ao 1 Mr/Kr/cyT
[10 4 neT nocJie yCTaHOBNEHVA ANarHo3a, B faibHenwem
NOCTENEHHO CHUXKaTb A03Y Ha 25 Mr Kaxble Tpu mecaLa.
CnepyeT npogomkaTtb NpriemM roKOKOPTUKOMIOB B f03€
5-7,5 Mr/cyT B Te4eHue [iBYX NeT 1 3aTeM NOCTENEHHO
CHWXKaTb 103y Ha 1 Mr Kaxble iBa MecAaLa

PucyHok 14 | [lo3npoBaHne MMMYHOCYNPEeCCUBHbIX MPenapaTos 1 NPOAOIKUTENbHOCTb UX MPUMEHEHUA ANA NOAAEPKAHNA peMuccumn
AAB. MAINRITSAN, MopaepaHue pemMmuccMmn C MUCMosib3oBaHWeM putykcumaba npu cuctemHom AHLIA-accouunpoBaHHoM Backynute; MMO,
MukodpeHonata modetun; RITAZAREM, Rituximab versus azathioprine as therapy for maintenance of remission for anti-neutrophil cytoplasm
antibody-associated vasculitis / Putykcumab vunu asatmonpuH Ans NoafepaHvis PeMUCCUN NpY BacKynmTe, acCOLUMPOBAHHOM C aHTUTENlamMu
K uutonnasme Hentpodunos (AAB) * B nccnegosaHue RITAZAREM yyacTBoBanuv naumeHTsbl ¢ peumarisamu AAB.

IIpaxruaeckuii coBer 9.3.2.2: onTHMaAsbHAA IIPOAOA-
JKUTEABHOCTb IOAAEPIKUBAIOLIEH TePAIIy COCTAB-
Asiet ot 18 mecsneB A0 4 AeT ¢ MOMEHTA MHAYKIIHHI
pemuccun.

IIpaxruueckuii coser 9.3.2.3: npu permeHuu Bo-
IPOCA 0 BO3MOYKHOCTH OTMEHBI ITOAAEPIKUBAFOLICTH
TEPAIUY CACAYET IPUHATH BO BHUMAaHHE PHCK pe-
LIMAMBOB, a TAKOKe IIPONH(OPMHUPOBATH ITAIIICHTOB
0 HEOOXOAMMOCTH CPOYHOIO OOpaIeHHA 32 MEAU-
LUHCKOM IIOMOIIBIO IIPU IIOBTOPHOM IIOSABACHHUH
cumirromoB (Pucynoxk 12).

IIpaxruueckuii coser 9.3.2.4: paccmorpure BO3-
MOJKHOCTh Ha3HA4YeHUA MUKO(pEeHoAaTa MO eTnAa
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(MM®) nan MeToTpeKCaTa B KaUeCTBE AABTEPHA-
THUBBI A3aTHONPHUHY AAA IOAAEPIKAHHUA PEMHCCUN
y HAOHMEHTOB C HEIIEPEHOCUMOCTBIO a3aTHOIIPHUHA.

MeToTpeKCaT He CAEAYET HA3HAYATH HAIUEHTAM
¢ CK® <60 ma/mun/1,73 M2

ITpaxruveckuii coser 9.3.2.5: paxropsl, BauAromue
Ha BBIOOP MEXKAY PHTYKCHMAOOM H a3aTHOIPUHOM
AAfL IIOAACPYKAHHA PEMHICCHUH, IIPEACTaBACHBI Ha Pu-
cyuke 13.

ITpakruueckuii coser 9.3.2.6: peKOMEHAALH 110 BbI-
Gopy AO3BI U OIIPEACACHUIO IIPOAOAYKHUTEABHOCTH
ITOAAEPIKIBAIOLIETO ACUCHIA IIPEACTABACHBI HA Pu-
cyuke 14.
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9.3.3 Peunpaunsbl 3a6oneBaHunA

ITpaxrmyeckuii coer 9.3.3.1: manuenTam ¢ penuAu-
BOM 3200A€BaHMA HEOOXOAMMO IIPOBECTHU IIOBTOP-
HBIH KypC MHAYKUHOHHOM Tepanuu (Pexomenaarus
9.3.1.1.), mpeAITOYTHTEABHO PUTYKCHMAOOM.

[Tpu permanpax 3a00A€BaHUA YACTOTA AOCTHAKCHUA
PEMECCHU B OTBET HA IMMYHOCYIIPECCUBHYIO TCPAIIHIO
HE OTAHYACTCH OT TAKOBOI IIPH IIEPBOM SIIH30AC, U IIPH
TAKEABIX PEIIMAUBAX CAEAYET 3aHOBO MHHIIMHUPOBATDH
HHAYKIHOHHYIO Tepamnuio. [Ipu pemrenun Bompoca
O AOIIYCTHMOCTH IIOBTOPHOTO HA3HAYEHMA ITHKAODOC-
daMuAa cAeAyeT IPUHATH BO BHEMAHUCE HAKOIIACHHYIO
KYMYASTHBHYIO AO3Y Iiperapara. Kymyasrusrbie A03bt
6oAee 36 T aCCOTUIPOBAHBI C PA3BUTHEM 3AOKAYECTBEH-
HBIX HOBOOOpasosauuii [73]. Ilpu post hoc anaause uc-
cacposanna RAVE B rpymme AedeHus putykcumabom
110 CPaBHEHMIO C TPYIIION IMKAOdocammaa Obia OT-
MeueHa OOAEE BBICOKAA 9ACTOTA AOCTEKCHUA PEMUCCAI
y HAIIHEHTOB C PEIHAMBAMH, OCOOEHHO Y IAIIUEHTOB
¢ [TP3-AHIIA [23]. B cBsisu ¢ atum putykcuMab IpeA-
nourtnteaeH npu penuAnsax AAB. B nccaeaosanun
RITAZAREM ouennBasn a(peKT HHAYKIIHOHHOHI Te-
paruy puTykcuMa0ooM y 187 manueHnTos ¢ penuAuBamMu
I'TIA mam MITA, B pesyabraTe OpIAQ OTMEHUEHA BBICOKAS
gacToTa AocTrxeHns pemuccrun (>90% 3a 4 mecara Ae-
uenns) [74].

V IanmeHToB ¢ HETAKEABIMU PEITMAUBAME HMMYHO-
CYIIPECCHBHAS TEPAITHS AOAKHA OBITH YCHACHA, HO IIPH
9TOM Ha3HAYEHHA ITMKAO(OCHAMIAL CACAYET N30EraTh.
O dexrusrocte MM®@ B KOMOHHAIIHE € TAIOKOKOP-
THKOUAAMU AAfl HTHAYKIIMOHHOM TEPAIINH Yy IAIIHECHTOB
¢ permanBamu Op1Aa n3yuena B PKU, oamako AammbIe
00 2P PeKTHBHOCTH APYIUX CXEM ACYCHHSA OTCYTCTBYIOT
[27, 28]. OAHAKO AedUeHHE HETAKEABIX 00OCTPEHHUIT
MM® compsKeHO € IOBBIIIEHHBIM PUCKOM IIOCAEAY-

TOMIUX PCIHUAUBOB, 2 KYMYAATHBHAA AO34 I'ATOKOKOP-
THKOHAOB TAK/KC YBCAMIHNBACTCA, B CBA3M C 9YEM B 3THUX
PEKOMEHAAUAX IIPCAIIOITCHUE OTAAHO pI/ITyKCI/IMa6y.

9.4 Oco6ble cuTyauyumn
9.4.2 TpaHcnnaHTaLMA NOYKN

ITpaxruueckmii coser 9.4.2.1: BeIIIOAHEHUE TPAHC-
MAQHTALIMU CACAYET OTAOXKUTB AO Te€X IIOP, IIOKA
MMAIUEHTHI He OYAYT B COCTOSHHUU ITOAHOM KAWHU-
4JecKoil pemuccuu B TeueHue =6 mecanes. Tpanc-
MAQHTALIO HE CACAYET OTKAAABIBATE HA 0OACE IIO3A-
HUI CPOK U3-32 COXPAaHEHHA ITOBBIIIECHHOIO YPOBHA
AHITA.

[TocAe TPaHCIAAHTALINH ITOYKH MOIYT Pa3BHBATHCA
permanser AAB. Hacrora pertmansos AAB B HeckoAs-
KHX PETPOCICKTHBHBIX HCCACAOBAHUAX COCTABASAL
0,02-0,03 caygas ma nmanmento-aer |75, 76]. Yacrora
PCLIMAIBOB HE 3aBHCEAA OT IIPOAOAKHTEABHOCTH pe-
muccun uau yposasa AHLIA Ao TpancraanTanmn [75].

PekomeHpauum no npoBefeHmnIo

AanbHeNnwmnx nccneaoBaHnn

o Heobxoanmer PKV, narrpaBAeHHbIE HA OIIEHKY HC-
XOAOB, COOOIIAEMBIX ITAIMEHTAME, OTAAAEHHBIX
HCXOAOB 3a00AEBAHISA, OIIPEACACHIE POAU PHTYK-
cnmaba npu taxeAom AAB, a Takke onenky apdpek-
THBHOCTH ACYCHUA B STHIYICCKH PA3HOPOAHBIX I10-
Iy ASLUSIX.

e HeoOxOAUMBI HCCACAOBAHISA AAA HACHTH(DUKAIIII
PAHHEX MAPKEPOB OOOCTPEHNIT 3a00AEBAHIA, MAPKE-
OB, CIIOCOOCTBYFOIIIHX BEIDOPY OIITUMAABHOK TEpa-
MM, B T.4. TAA3MOOOMEHA, OIITUMAABHBIX AO3 1 UH-
TEPBAAOB MEKAY BBEACHHAMHI PUTYKCHMA04, 2 TAKKE
CYPPOTaTHBIX MAPKEPOB PEMICCHU 3a00ACBAHIS.

C pasdesamu memodot paspabomxu pexomendayuii, Ouozpaguu u pacKpoimue KOHPIUKMA UHIREPECOB,
bnaz00aprocmt, 1 00NOAHUINENLHBLE MATREPUANGL MONCHO O3HAKOMUMGCL 8 OPULUHANLHOLL NYOAUKAYUY:
Improving Global Outcomes (KDIGO) ANCA Vasculitis Work Group. KDIGO 2024 Clinical Practice Guideline
Jfor the Management of Antineutrophil Cytoplasmic Antibody (ANCA)-Associated Vasculitis. Kidney Int.

2024;105(3S):S71-S116.
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