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Pe3tome. Axmyaavnicmo. ANCA-acouiiiosani éackynimu (AAV) y dimeil nanescamo 00 ophantux 3axeopiosamns, npo-
me ypasiceHHs HUPOK 3a MUNOM UBUOKONPOPECYIOH020 2A0MepYA0OHedPUMY GUHAYAE NPOCHO3 BUICUBAHOCII NAYIEHMA
ma pusuK mepminaibHoi HUpK08oi nedocmamuocmi. Mema pobomu: 30iiicnumu 021510 HAYKOBUX 00CAIONCEHb, OHOBACHUX
MIJICHAPOOHUX NPOMOKONIB 000 eeHemU4HOI 0emepMIiHOBAHOCMIE, MEXAHI3MI8 NABUUIMYHHO20 YPAdiCeHHs, JiaeHOCMUKU
ma nikysanns ANCA-neghpumie y dimeii. Mamepiaau ma memoou. Ozas0 aimepamypHux dvcepen 6a3y6ascs Ha aHANi3i
DPe3yAbmamie Haykosux 00caiodcetb, wo onyonikogami y 8iokpumomy 0ocmyni, 3 8UKOPUCMAHHAM iHGOpMayiliHo-no-
wykogux cucmem PubMed, Web of Science, Scopus, Google Scholar i ResearchGate. Poseasnymo 60 naykogux pooim,
NepesaicHo 3a OCMAaHHi 5 pokie, 6ionogioHo do 0bpanoi memu ii memu docaioncerns. Pezyabmamu. B oensndi demanizo-
eano Homenkaamypy Chapel Hill (CHCC 2012) i eenemuuny cxunvricms 0o AAV (poaw noxycie HLA-DP ma HLA-DQ).
Obrpynmosaro nepuiouepeoge diaecHOCMu4He 3HAYeHHs 8U3Ha4eHHs aHmumin do npomeinasu-3 (PR3-ANCA) i mieno-
nepoxcudazu (MPO-ANCA) memodom imynogpepmenmuoco ananizy (IPA), wo mae eucoky cneyughiunicms oas éepu-
Qixayii enomepynaproeo nonianeiimy (I'1IA) ma mikpockoniunoeo noaianeiimy (MIIA) sionosiono. Onucano cheyugixy
HUPKOBUX MACOK» ma no3anupkosux nposeie (JIOP-namonoeisn, anveeonspri kposomeui). Hasedeno oughepenyianvry
diaeHocmuky 3 Xeopo0oio aumumin 0o 6a3arbHoi memoparu Kayoouxie (anmu-bMK) ma imynokomniekcHumu Heghpuma-
mu. Buceimaeno 3miny napaduemu aikysanHs Ha 0CHO8i 00ka3060i 6azu docaioxcentss PEXIVAS ma nosux pexomendauyiii
KDIGO 2024: o6rpynmosano cmpamezito wleudxoi MiHimizayii entokoKopmukoioHoeo HasanmasiceHHs (00 5 me/000y 0o
12-20 musicus) ons 30epediceHHs pocmoeoeo nomeHuiany oumuHuy. AKUeHmoeano yeaey Ha npiopumemHocmi pumyKcu-
Maby sk cmepoio-36epiearonoeo azenma ma poai eicmonoeiunoi Kaacugikayii Berden y npoenosyeanti HupKoeoi eusicu-
eanocmi. O6rpynmosano aseopumm 0iii nediampa npu nioo3pi Ha weudKonpoepecyrouuil 2iomepyionedpum. Bucnosku.
Panns eepugpixayis diaenosy 3a donomoeoro 1PA-mecmysanus na anmumina do PR3/MPO ma 6ioncii Hupku 32i0H0 3
kpumepismu KDIGO 2024 € supiwanvHor. Bnposadicenns mapeemuoi bionoeiunoi mepanii ma pejcumie HU3bKUX 003
cmepoidie 0036045€ NOAINWUUMU AKICMb HCUMMS NAYIEHMIE | 3HU3UMU Yacmomy IHeaniouzauii.

KnrouoBi caoBa: ANCA-acouiiioeanuii  neppum; Oimu; naguyuimynnuii eaomepysonepum; pumykcumad,
PR3-ANCA; MPO-ANCA; I®A; KDIGO 2024; PEXIVAS;, kaacugpixayis Berden; oenso

BCTYI'I HajexaTb OO piaKicHuX (op¢aHHUX) 3aXBOPIOBAaHb, IIPOTE
ANCA-acouiiioBani Backyaitu (AAV) — 1e rpyma  3a TSKKICTIO Mmepebiry Ta pu3uMKOM JIETaJIbHOCTI BOHU I10-

CUCTEMHMX HEKPOTU3YIOUMX BaCKYJIiTiB, IO ypaxaloTb  CilaloTh OJHE 3 MPOBIIHUX MICLlb Y CTPYKTYpPi CUCTEMHUX

CYIMHM MaJIOTO i CepeaHbOro Kajiopy Ta MaTOreHeTUY-  XBOPOO CHOJYYHOI TKAaHWHM y JiTei [1].

HO TOB’sI3aHi 3 HAsSIBHICTIO aBTOAHTUT 0 IUTOIIA3MU HaiiGinbmr kpuTuyHUM mposiBoM AAV, 110 BU3Ha-

HertpodiniB (ANCA). V nenmiarpuyuHiii momysiiii AAV — 4ae TOBroCTpOKOBHUIA TPOTHO3 i SIKiCTh XXUTTS TUTUHU, €
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ypaxeHHs1 HUpok — ANCA-acouiiioBaHuii Hepput. Kiti-
HIYHO BiH MaHi(ecTye $SIK IIBUIKONPOTPECYIOUMA IJIO-
mepynoHedput (LILUIITH) i3 maBuuiMyHHUM XapakTepom
3arnajeHHs (3 BIICYTHICTIO MAaCUBHUX IMYHHUX JETIO3UTIB
Yy CYIMHHUX TETISIX KIyOOUKiB), 1110 3a BiZICYTHOCTI BUac-
HOI JIiarHOCTUKY MTPU3BOAUTH 10 HEOOOPOTHOTO CKIIEPO3Y
HUPKOBOI MapeHXiMU Ta TepMiHAJIbHOI HUPKOBOI HENO-
CTATHOCTI MIPOTSITOM JIiYEHUX TUXHIB [2].
ANCA-acomiitoBadi HepUTH y OiTeil B YKpaiHi Xxapak-
TepU3YIOThCS TMMi3HBOIO AIaTHOCTUKOIO Ta BiAMOBIAHUMU
pU3MKaMU [IJIs KUATTS nalieHTa. He3paxaiouu Ha JiKyBaH-
HS BiIMOBIAHO O MiKHApPOOHUX PEKOMEHAALliil, PU3UKU
iHBaJIiTHOCTi Ta CMEPTHOCTI 3aJIMIIAI0THCSI BUCOKMMMU, 1110
MiIKPeC/II0€ HEOOXiMHICTh paHHbOI AiarHOCTUKM I GaraTto-
MpodiabLHOTO MiAXOMY A0 BeleHHs MallieHTiB [3].
CknanHictb paHHboi Bepudikailii ANCA-Hebputy
y OiTeii 3yMOBJIeHa Pi3HOMAHITTSIM «KJIIHIYHUX MacOK»
(tpuBani JIOP-3axBoproBaHHSI, JiereHeBi iHiNBTpaTh),
sIKi 4acTo TepeayoTh HUPKOBIit MaHidecralii. Kpim Toro,
nudepeHiliaibHa JTiarHOCTMKA 3 XBOPOOOIO aHTUTLI 110
0azaabHOI MeMOpaHn KiryooukiB (aHTU-BMK) i1 iMmyHO-
KOMILIEKCHUMU HepuTaMu BUMarae Bin (axiBIIiB BUCO-
KOI HACTOPOXKEHOCTI Ta IIBUIKOIO 3aCTOCYBAHHS Cy4acHUX
MeToiB: iMyHodepMeHTHOro aHami3y (IPA) Ha crienndiu-
Hi antuTina (PR3 ta MPO) i nmyHkuiiiHoi 6ioricii HUpKH.
OcTaHHIMM POKaMM BigOyBCsl TEperJisid CTpaTeriii Te-
pamnii AAV. KDIGO 2024 i pe3yiasrati MaciuTabHOTro J0-
crimkeHHs PEXIVAS 3micTwiu akileHT 3 arpecuBHOl
IIMTOCTAaTUYHOI Teparlil Ta TPUBAJIUX KYpPCiB BUCOKUX 03
TJIFOKOKOPTUKOIIB y OiK OiosoriuHoi Teparii (pUTyKCH-
Mab) i pexuMiB IIBUAKOI MiHiMi3allii cTepoinHOro Ha-
BaHTaxeHHs1 [4]. s memiaTpuyHOI NMPakTUKU 1€ Ma€e
BUpilllaJibHE 3HAUYEHHSI, OCKIJIBKU JO3BOJISIE 30€perTu poc-
TOBU Ta peNPOAYKTUBHUI MTOTEHIIiaJl IUTUHW, 3HU3UBIIU
IpuY UbOMY pU3HUK DaTanbHUX iHQEKIIMHNX YCKIaAHEHbD.
MeTo10 11HOT0 OIJISITY € CUCTEMATH3ALis CYYaCHUX YSIB-
JIEHb TIPO MaToreHe3, MiarHOCTUYHI KpUTepii i OHOBIIEHI
anroputMu JikyBaHHss ANCA-Hedpury y miTeit, 1o no-
TMOMOXe MPAKTUKYIOUMM JIiKapsiM BYACHO PO3ITi3HATH Ma-
TOJIOTiIO Ta 3a0€3MeYUTH NalliEHTaM Cy4YaCHUI piBEeHb Me-
JMUYHOI TOTTOMOTH 3TiTHO 3 Mi>KHApOJIHUMM CTaHIApTaMU.

MarepiaAn Ta meToamn

Orsin niTepaTypHMX Jkepes 0a3yBaBcsl Ha aHamisi
pe3yJbTaTiB HAayKOBMX IOCIIIKEHb, IO OIyOJIiKOBaHI y
BiIKpUTOMY OOCTYIIi, 3 BUKOPUCTAHHAM iH(OpMaliiiHO-
nomrykoBux cucteM PubMed, Web of Science, Scopus,
Google Scholar i ResearchGate. Mu po3arisnaiu HayKoBi
poboTu, ony0JIiKoBaHi 3a OCTaHHi 5 pokiB. JIjis 1i€i cTaTTi
OyJ10 BimiopaHo 60 cyyacHMX HayKOBUX ITyOJTiKaliil Bimmo-
BiJTHO [10 3a3HAYEHOI TEMU U METU JOCITIIXKEHHS.

PesyAbTOTU
EnipemioAoriyHi T KAIHIYHi OCOBAMBOCTI
ANCA-acouinoBaHnx HeppUTiB y Aiteun

AHaniz nmaHnux wmixHapogHux peectpiB (ARChiVE/
PedVas ma miteii i RaDaR mist nopociux) mo3Bosisie BUSIBU -
TH CYTTEBI BiTMiHHOCTI y MaHi(ecTairii Ta mporHo3i AN CA-
aconiiioBanoro riomepyinoHedputy (AAGN). Xoua AAV
YacCTillle CIIOCTePIra€Thcsl y TOPOCIOro HaceJeHHs, JOCIi-

JDKEHHSI TOBIZOMJISIIOTH MPO 3POCTAaHHSI 3aXBOPIOBAHOCTI
i cepen miteid, 3i 30inbiieHHsaM 3 0,1 go 0,4 BUMagKy Ha
MIJIbIOH, TOJi SIK iHIIIi 3BiTH OLIIHIOIOTH IIOPIYHY 3aXBOPIO-
BaHicTh Big 0,5 no 1,1 Bunaaky Ha miabiioH [5]. AAGN y
MiTel TaKOX 3yCTPivaloThCsl 3HAUHO PiAlIe, HiXX Yy TOPOCTUX
(mpu6smsHo 1 : 1 000 000 Ha pik), mpoTe 3ay4eHHS] HU-
pok y mireit 3 I'TIA crioctepiraetbest yactinie (mo 80—90 %
BUIAJIKIB), TOJi SIK MOPiBHSIHHA YaCTOTa MOBiIOMIISIETHCS
mpu MITA. Haif0inplmi KOToOpTHI JOCIiIKEeHHS, TIPOBEACHI
y IliBHiuHiit AMepuii (40 teHTpiB), €Bpomi (3 LeHTpH) Ta
A3zii (2 uentpn), mokazanu, 1o I'TIA 3ycTpiyaeTbcs maiike
B YOTHPH pasu yacriire, Hixk MITA [6].

CyuacHhi ysaBaeHHs npo nepedir ANCA-HedpuTiB y 1i-
Teil 3HAaUHOIO0 Mipoo 0a3yloThCs Ha TaHUX MiXXHapOIHOTO
peectpy ARChiVE/PedVas, sikuii y3araJbHUB IOCBiJ CITO-
ctepexxeHHs 3a 406 marieHTaMu TPOTSATOM IMoHaz 15 po-
KiB. BimbIricts mamieHTiB (68 %) CTaHOBWIIM HiBYaTa, IO
MIKPECIIOE XiHOUY MepeBary B CTPYKTYpPi TUTSUUX AAV.
MenianHuii Bik MaHidecrallii y aiteit craHoBUTb 14 pokiB,
TOMIi SIK Y JOPOCTUX — MoHaz 60 poKiB. AHaII3 i€l KOTOpTH
BUSIBUB UiTKy KopeJrsaiiio Mixk cepoturiom ANCA i TsokKic-
TIO ypaXkeHHST HUPOK [7].

Vpaxkenns Hupok Oyimo 3adikcoBano y 76,4 %
(n = 310) miteit. HaliBuluuii moka3HMK 3aJlydeHHSI HM-
pok croctepiraBcs y rpyrni MPO-ANCA+ (88,1 %), Toxai
gk nmpu PR3-ANCA+ 1eit mokasHuk craHosus 77,2 %, a
B ANCA-HeratuBHuX nauieHTiB — aume 50,0 %. IMami-
eHTu 3 MPO-cepoTUIIOM JIeMOHCTPYBaiu 3HAYHO TSIKYE
MMOYaTKOBE ypaxeHHs. Tskke MopylleHHs (PyHKIiT HU-
pok (pIIK® < 15 mn/xB/1,73 m?) 3ycTtpivanocs y MPO-
MO3UTHUBHUX [iTel Maiixke BTpudi yacrime, Hix y PR3-
no3utuBHUX (15,9 potn 6,0 %). AHajoriuyHa TeHICHIIis
criocrepiranacs i st moMipHux nopyieHs (pIIK®D 15—
49 mn/xs/1,73 m?) — 19,8 nipotu 8,2 % BinmosinHo [8].
byno BkazaHo, 110 HiTM HEMOHCTPYIOTH JIIIIIY 30epexe-
HiCTbh HUPKOBOI (PYHKIII ITia yac MaHigecrallii. ¥ Koropri
ARChiIVE yvacrtka nmarienTis i3 pIIK® < 50 mi/xB/1,73 m?
cranoBuia 35,7 % mnss MPO-ceporumy Ta juie 14,2 %
115t PR3-ceporuny. HatomicTe y nopociiii momysnsiii (pe-
ectp RaDaR, cepenns plLIK® — 30 mu/x8/1,73 M?) ypa-
>KEHHSI HUPOK Ha MOMEHT TEpIIOro 3BEpHEHHSs OyJI0 3Ha-
YHO BUpaxkeHuM [9].

Xoua 10-piuHa BUXKUBAHICTh HUPOK Y JOPOCUX Malli-
€HTIB € BiTHOCHO BUCOKOIO (0113bK0 80 %), MIst IUTUHMU,
sIKa 3aXBOpiJia Y IMUTITKOBOMY Billi, IOTIEpeay MeCSATIIIIT-
TS KUTTS 3 pU3UKOM TPOTPECYBaHHS XPOHIYHOI XBOPOOU
Hupok (XXH). Ockinpku OiT MaOTh BUIINWI CTApTOBUI
HUPKOBUI pe3epB i MOBIINII OUiKyBaHUU TEpiod >KUTT,
30epekeHHs KOXHOTro He(hpoHa CTa€ MeplIoYeproBUM 3a-
BoaHHsaM [10]. HaBiTh mpu JMImx mo4yaTKOBUX ITOKa3HU-
kax pIlIIK® nitn 3 ANCA-GN MaloTb BUCOKY HMOBIpHICTh
nporpecyBaHHs yepe3 yci cranii XXH mpotsroMm Xutrs,
110 BUMarae MakKCMMaJIbHO arpeCUBHOI Tepartii JJ1sT JOCsIT-
HEHHSI MMOBHOI peMicii Ta MiHiMi3allii SITPOTeHHOTO MOIIKO-
JKEHHST HUPOK.

EtionaroreHe3 1a Cy4aQCHQ HOMEHKAQTypa
Knacugikamisi ANCA-acowiiioBaHnX BacKyJIiTiB 3a

KajiopoM ypaXeHUX CyOuH Oyja MpuiiHATa Ha KOHCEH-

cycHilt koHdepen1ii y Yanen-I'iut (Chapel Hill Consensus
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Conference — CHCC, 1994 p.) [11] i € MiXXHapoaHUM
CTaHAAPTOM [JIs BUBHAUEHHSI HOMEHKJIATypU CUCTEMHUX
BackysitiB. OcTtaHHs penakiiist 6yia npuitasata y 2012 porti
(CHCC 2012, Tab6n. 1).

3rimHo 3 miero Kiacudikamieo, AAV HajexXaTh 10 Bac-
KYJITiB cynuH masioro kaniopy. Lle aprepionu, kaninsipu,
BEHYJIU, a TAKOX iHOJIi apTepil HEBEJIMKOTO KaJiopy.

Y rpyny AAV BX0As1Th TpU OCHOBHI HO30JIOTiI:

— rpanyiaeMato3s i3 rojianriitom (I'TIA) — crapa Ha3Ba:
Berenepa. XapakTepusy€eTbcs TpaHyJIeMaTO3HUM 3ariajeH-
HSIM IMXaJbHUX IUJIXIB i HEKPOTU3YIOUMM BaCKYJIiTOM;

— MikpockomiuHuii momiaHriit (MITA) — HekpoTusy-
04N BacKyJiT 0e3 rpaHyjaeMaTo3HOro 3amnajeHHs. Haii-
yacTille MPOSIBISIETbCS caMe SIK HEKPOTU3YIOUHUii TioMe-
pyJIoHE(DPUT;

— eO03uHO(MUIBHUIT TrpaHyJIeMaTo3 i3 TojiaHTiiTOM
(ET'TIA) — crapa HasBa: cunapom Yapra — Crpocc. ITo-
€JTHYETBCS 3 €03UHOMINTIEI0, ACTMOIO Ta TPAHYJIEMaTO30M.

3rigHo 3 pimeHHsM koHbepeHiii CHCC 2012 BinOyB-
cs Tepexia Bil BUKOPUCTAHHS IIPi3BUIL aBTOPIB A0 Ha3B,
IO BimOMBAIOTH MATOMOP(OIOTIYHY CYTh 3aXBOPIOBAHHSI.
Lle mozBomuiio witko posmexxyBatu ANCA-acowiiioBaHi
Backyiitu (I'TIA, MIIA, EI'TIA) sk rpyny 3axBOpIoBaHb 3
HEIMyHOKOMILJIEKCHUM XapaKTepOM ypaxKeHHS Bil iMyHO-
KOMILIEKCHUX BacKymiTiB (IgA-BackymiT Touro). EBomio-
1i10 HoMeHKJIaTypu AAV neMoHCTpye TabJI. 2.

Otxe, KoHceHCyc peKOMeHIye 3aMicTb Ha3BU «rpa-
HyslemaTo3 BereHepa» BUKOPUCTOBYBATH «TpaHyJieMa-

T03 i3 momiaHriitom (I'TIA)», 3amicth «cuHapom Yap-
ra — Crpocc» — «c03UHOMDIUIBHUI TpaHyleMaTo3 i3
nogianriitom (ETTIA)» [12].

MikpockoniuHuii nmomianriit (MITA) BU3HaYaeThCs SIK
HEKpPOTU3YIOUMil BACKYJIT i3 BiACYTHICTIO a00 MiHiMaslb-
HOIO KiJIbKICTIO IMyHHMX JIETIO3UTIB, 1110 BpaXkae repeBaxk-
Ho Maui cynuau. Ha Binminy Big ['TIA ipu MIIA BincytHe
rpaHyjiemMaTo3He 3anajieHHs [13].

KimtouoBi Buznauennss CHCC 2012 Oynu mpuitHATI i
BimHOCHO HedpuTiB. Kinacudikalrist BBe1a KpUTUIHO BaK-
JIMBE MOHSATTS IJ1s1 He(poaoTii — MmaBLHUIMYyHHMI (pauci-
immune) xapakTep ypaxxeHHs. Lle o3Hauae, 1110 nmpu Giorcii
HUDPKU BUSIBJISIETbCS HEKPOTU3YIOUMIA TJIOMEpYJIOHEDPUT
(4acTo 3 «IiBMicsILIsIMU» — crescents), ajie pu iMyHodIIy-
OpECILIeHIIiT BiACYTHi a00 MiHiMaJIbHi BiIKJIaI€HHS iMyHO-
[JI00YJIiHIB i KOMILIEeMeHTYy [14].

Kiacudikanisg pomomarae IIBUAKO audepeHIliio-
Batu ANCA-HedpUT BiI HAWMOIIMPEHIIIOr0 JUTSYO-
ro BackyJsity — IgA-Backymniry, sikuit, 38 CHCC 2012,
HQJIEXUTh [0 IMYHOKOMIUJIEKCHUX BacCKYJITiB Majoro
Kajiopy.

Jnst 00’€KTMBHOI OLIHKMA CTYMNEHS ITOIIKOIKCHHS
HUPKOBOI MapeHXiMM Ta BU3HAUYECHHST TAKTUKU JTiKyBaHHS
BuKopucToByeThcsl Toaini ANCA-acouiiioBaHuX Hedpu-
TiB HAa YOTUPU NMAaTOMOPGOJIOTiUHI KJIacu, 3aCHOBaHUI Ha
repeBakarouoMy TUIII ypaxkeHHsI KJIyOOUKiB IPU CBITJIOBIl
Mikpockorii [15]. Ticronoriuna knacudikaiiist (3a Berden
et al., 2010) HaBeneHa y TabJ1. 3.

Tabnuuys 1. Knacudikauis Backynitie 3a kani6pom ypaxxeHux cyamH (3rigHo 3 CHCC 2012)

Kaniép cyauH Tun Backynity

OcHOBHi Ho3onorii

0Oco6nMBOCTI ypaXKeHHs
HUPOK

Benuki cyannu AopTa Ta ii rofIoBHi rinkn

[iraHTOKNITUHHWI apTepiiT,
apTepiit Takascy

Pigko (MoxnuBa peHoBac-
KynsipHa rinepTeH3is)

BicuepanbHi apTepii Ta ix

CepepnHi cyonHu Cinku

Byanukosun noniaptepiit
(PAN), xBopo6a KaBacaki

ILemis HUPOK, MikpoaHeB-
pu3mu (6e3 rmomepyno-

HedpuTY)

ApTepionu, Kaninsapw,

ANCA-acoujioBaHi Backyni-

HekpoTuayounin rmomepy-

Mani cyamHn . g
vA BEHYNN T (AAV) noHedpuT (MaBLUMiIMYHHWIA)
IgA-BackyniT (LeHnenHa — | FmomepynoHedpuT i3
Mani cyamHn IMyHOKOMMNEKCHI Backynith | FeHoxa), Kpiorno6yniHeEMiY- | MaCUBHUMMW iMyHHUMU

HUI BaCKYNIT

aenosvtamu

Tabnuuys 2. HomeHknaTtypu cucTteMHuUx Backynitis 3a sepcismu CHCC 1994 i CHCC 2012

Ho3zonoriss (CHCC 1994)

CyuyacHa Ha3Ba (CHCC 2012)

Kno4oBi 3MiHU 1 YyTOYHEHHS

[paHynemaros BereHepa (TTIA)

[paHynemaroas i3 nomniaHriitom

BigmoBa Big enoHima. igkpecneHo HasBHICTb
HEKPOTU3YHOHOro rpaHyfiemMaTo3Horo 3anaseHHs

Cuppom Hapra — CTpoce noniaxriitom (EMTIA)

EosnHodinebHui rpaHynemartos i3

BigmoBa Big enoHima. AKLEHT Ha e03UHOMIiNIbHO-
My 3anasieHHi Ta 3B’A3KYy 3 aCTMO0

Mikpockoni4yHui noniaHriim

MikpockoniyHuii nonianriit (MIMA)

IMA)

Ha3Ba 36epexeHa, ane yTo4HEHO BiOCYTHICTb
rpaHynemMaTo3HOro 3ananeHHs (Ha BigMiHy Big

Mypnypa LWenneriHa — NeHoxa | IgA-BackyniT

BigmoBa Big enoHima. BkasaHo Ha OCHOBHUIA na-
TOreHEeTUYHUIN Mapkep — iMyHHiI geno3ntu IgA1

EceHuianbHui kpiornobyniHe-
MiYHWIA BaCKyniT

Kpiorno6yniHemi4Huin Backymit

CnpoLueHHs Ha3BK; akLEeHT Ha iIMyHOKOMIIIeK-
CHOMY MEXaHi3Mi yparKeHHs1 Manux CyauH
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Otxe, ricronoriuHa kiacudikaiis Berden et al.
(2010) € KJIIOYOBHUM AOMOBHEHHSIM 10 HOMEHKJIATypu
Chapel Hill, ockibKM BOHaA JO3BOJISIE KIIIHILIUCTY HE
MPOCTO KOHCTATYBaTH JIiarHO3, a CIIPOTHO3YBaTH BiIHOB-
JIeHHs GyHKLIT HUpoK y nutuau. Kiacudikamis Berden
MiZKPECIIoE, IO Yac A0 0iorcii € KpUTUIHUM (PAKTOPOM
[16]. SIkuio auTUHA MOTpPAIUISE 10 CTALlioHApy Ha cTamil
CKJIEPOTUYHOTO KJIacy, arpecBHA iMyHOCYIIpECis Moxke
Hagaty Oinbire mkoau (iH(MEKiiHI YCKIagHEHHS ), HixX
KOpPUCTi; BUABICHHS (DOKAJIbHOTO ab0 KpeCLIeHTHOIrO
KJIaCiB Y AUTUHU € aOCOJIOTHUM ITOKAa3aHHIM IS iHTeH-
cudikalii JiKyBaHHSI, OCKUJIBKM HUPKOBHUI pe3epB Iie
MOXHa 30eperTu.

Bapro takox 3azHaunTu, 1m0 xoua CHCC 2012 € Ho-
MEHKJIATypHOIO Ui BCTAHOBJIEHHSI JiarHo3y, y AiTeit J0-
JIaTKOBO  BUKopucTOBYIOThL Kputepii EULAR/PReS/
PRINTO (2010), sxi 3BaXkaroTb came Ha MeliaTpuuHy crie-
mmoiky (Hanpukiazn, 3amydeHHs1 JIOP-opraHiB, ocobmu-
BOCTi c€4OBOTO ocajy To1io) [17].

Marogizionoris ANCA-acouinoBaHnx
HeppPUTIB i reHeTUYHQ CXUABHICTb

Xoya ocHOBHA 11aTo}i3i0I0risa J0Ci He TMTOBHICTIO 3pO-
3yMila, LEHTpaJibHAa POJIb BiIBOAUTHCS ABTOAHTUTIIAM
MPOTU IBOX OCHOBHUX HEHUTPO(diIbHUX OiNKiB: ab0 MmpoTe-
iHazu 3 (PR3-ANCA) npu I'TTIA, a6o mienonepokcuaasu
(MPO-ANCA) npu MITA [18]. Lli aBroaHTHTiIa 30aTHI
npaiiMyBaTu i aKTUBYBAaTH HEUTpodinu, sIKi pa3om 3 iH-
UMY 3alaIbHUMU KJIITUHAMU, SIK-OT Makpodaru, MOHO-
IIUTU Ta CUCTEMA KOMITJIEMEHTY, IPU3BOISITD 10 EHIOTEJTi-
ajibHOTO TIoIIKoKeHHs. O0unBa 3axBoproBaHHs, [ TIA Ta
MIIA, MaTbh CXUIBHICTh 10 YpaXkeHHS JeTeHb i HUPOK,
npudomy y 58,6 % miteii Ta 82,2 % mopociux 3 AAV BuU-
aBstoTh naBuuiMmyHHuit AAGH [19].

Tepmin «maBuMiMyHHHIA» (pauci-immune) ITOXOOWUTh
Bill JTaTUHCBHKOTO pauci (Mano), 110 BKa3ye€ Ha TOJOBHY
iMmyHoJtoriuHy oco0uBicTb ANCA-Hedputy: npu Giorncii
HUPKM iMYHOJIyOpECLIEHTHE 3a0apBJIEHHST BUSIBIISIE Bill-
CYTHICTh 200 MiHiMaJbHY KiJIbKiCTh AEMO3UTIB iMyHOIJIO-
oyniniB (Ig) Ta kommiementy (C3) [20].

[MaBumiMmyHnHuii xapaktep ypaxeHHss npu ANCA-
HedpuTax Bimodpaxkae YHiKaJbHUI IIMTOTOKCUYHMI MeXa-
Hi3M, Jie KJII0YOBY POJIb Billirpa€ mpsiMa aKTUBallisl HEUTpo-
(iniB aBTOaHTUTIIAaMU. Ha BigMiHY Bill iIMyHOKOMIUIEKCHUX
[JIOMEPYJIOHE(PUTIB, 32 SIKUX TTOIIKOIKEHHSI HUPKU BU-
KJIMKaHEe OCiJaHHSIM TOTOBMX iIMyHHUX KOMILIEKCIB i3 KPOBI,
nipu ANCA-Hedputi HeliTpodinu cami cTaloTh iHCTPyMEH-
ToM pyiiHyBaHHs [21]. JlecTpyKilisi HUPKOBOI MapeHXiMu
BiIOYBa€ThCS BHACIIIOK JETpaHyIIsALil e(eKTOPHUX KIITUH
Ta (OpMyBaHHS HEUTPOMIILHMX ITO3aKIITUHHMX I1aCTOK
(Neutrophil Extracellular Traps, NETs), 110 kiiHiYHO Ma-
HiecTye K HEKpOTU3YIOUUil roMepyaoHedpur 3 dop-
MYBaHHSIM «ITiBMICSILIiB» 3a BiICYTHOCTiI 3HAUHMX IMYHHUX
nerno3utiB [22]. TooBHY poJjib B YIIKOKEHHI Billirpae aib-
TEPHATUBHUU LUISAX aKTUBALlil KOMITJIEMEHTY Yepe3 MOTyX-
HUii xemoaTpakTaHT C5a. Came Ha GJOKYBaHHS 1IbOTO Me-
XaHi3My cripsiMOBaHa Jiist aBakornaHy (iHribiTopa pelenTopin
C5a), sikuit 3a TonepeIHiMU pe3yJibTaTaMU BiKPUBAE ILISX
110 Oe3CTepOINHUX MPOTOKOJIIB JIiKyBaHHS [23].

ITenetnyna cknamoBa ANCA-acoliiioBaHMX BacKyili-
TiB — IIe OHA 3 HAWOUIBII TMHAMIYHIX cDep TOCITIIKSHHS
ocTaHHiX pokiB. CyJacHi ITOBHOT€HOMHI acOLiaTUBHI I0-
cinimkeHHss (GWAS) moBenu, 110 reHeTUYHMI (DOH TIalli-
€HTa KOPEJIIOE He CTUIbKU 3 KAiHiuHMUM aiarHo3oM (I'TIA uyu
MITA), ckinbku 3 TunioM BusiBaeHux aHTUTLI (PR3-ANCA
yu MPO-ANCA) [24].

Lle xi1touoBe BiIKPUTTSI OCTAHHBOTO AeCATUIITTSI: PR3-
ANCA- i MPO-ANCA-BacKkyJliTU € T€HEeTUYHO PiZHUMU
craHamu. PR3-ANCA-1103UTUBHICTh XapaKTepHa JacTilile
st TTIA. Tlpu yomy HaliCWIIBHIIINIA 3B’SI30K BUSIBICHO 3
snokycom HLA-DPB1*04. HasBHicTb IIbOTO ajiejisl MiIBU-
1ye pusuk po3BuTky PR3-Backymity B Kinbka pasiB. Ta-
KOX acolitoeTbcst 3 reHoM SERPINAL, skuit Kkomye aHTH-
TpUIICUH (IPUPOXHMIL iHTiIOiTOp TIpoTeiHa3zu-3). Jdediuut
a00 mosiMopdi3M LILOTO IreHa MPU3BOAUTH OO0 HAAMipHOI
aktuBHOCTI PR3 Ta nocunenns 3ananeHHs. Takox Big3Ha-
yeHo acouiaitito 3 reHom PRTN3, 110 6e3nocepeHbo Ko-
JIy€ MillleHb aHTUTLJI — MpoTeiHasy-3 [25].

MPO-ANCA-103UTHBHICTb YacTiiie Kkopetoe 3 MITA.
Tyt momiHye 38’130k 3 jokycom HLA-DQB1*06. LlikaBo,

Tabnunys 3. FicTtonoriyHa knacungikauis ANCA-acouiiioBaHoro rnomepysiioHeppuTy Ta nporHo3
(3a Berden etal., 2010)

MopdponoriyHi kputepii

FicTonoriyHun knac d . L
(cBiTnoBa Mikpockonis)

MporHo3 wopao BigHOBNEHHS
cpyHKLUii HUPOK

Pu3uk possutky THH
npotaArom 5 pokis

> 50 % HopmarsnbHuWX (iHTakK-
THWX) KIy604KiB 6€3 03HaK
HEKpOo3y 4n CKNeposy

®okanbHui (Focal)

Havikpaiymii. Bucoka nmosBip-
HIiCTb NOBHOI pemicii Ta 36epe-
XKEHHS PYHKLIT HUPOK

Huabkmvi (~5—-10 %)

> 50 % KNy6OoYKiB i3 KNiTUH-
HUMU «MiBMiCALAMM» (O3HaKa
aKTMBHOrO ekcTpakaninspHo-
ro MH)

KpecueHTHUR
(Crescentic)

CripusTiinBui rpu BHacHivi
Tepanii. NoTpebye HeranHoi
arpecusHoi iHgykuii (RTX,
nynbc-tepanisa [K)

lMomipHwii (~20-25 %)

< 50 % HopmanbHux, < 50 %
«niBmicayie», < 50 % cknepo-
30BaHUX KIy60o4KiB

3miwanni (Mixed)

TNpomixHm¥i. Pe3dynetaT 3ane-
XWUTb Bif LUBUOKOCTI BignoB.iai
Ha iIMyHOCynpecuBHYy Tepanito

CepepgHivi (~30-35 %)

> 50 % rnobanbHO CKNepo-
30BaHMX Kny6o4KiB (03Haka
XpOHi3auji npouecy)

CKnepoTn4HU
(Sclerotic)

HaviripLumvi. Hn3bKnin NoTeH-
Lian BiQHOBMNEHHS; BUCOKUI
pu3uK iHBanigmaadii

Bucokui (> 50—60 %)

Mpumitka: THH — TepmiHanbHa HUpPKOBa HE[4OCTAaTHICTb.
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1o reHeTuyHuii npodine MPO-nmo3uTHBHUX Malli€HTIB
OVDKYMI 10 iHIIMX aBTOIMyHHHUX 3aXBOpPIOBaHb HMPOK,
Hix 10 PR3-mmo3utuBHOrO Backymiry [26].

Yomy nokycu HLA Ttaki Baxnugi? I[enu cucremu HLA
(Human Leukocyte Antigen) kiacy Il Binmosizaiorh 3a
MpeJCTaBJICHHS aHTUTeHIB (HANPUKIIaa, YaCTMHOK Hell-
tpodini) T-nimponmram. Konkperni Bapiantu HLA-DP
i HLA-DQ MaroTh TaKy CTPYKTYPY «KHUILIEHi» IJIsT aHTUTe-
Ha, sIKa i1eaTbHO MiIXOAUTh 7151 IPEACTaBIeHHS (hparMeH-
TiB PR3 a6o0 MPO. lle 3amyckae maToioriyHy iMyHHY Bim-
noBinb: T-KIiTUHY aKTUBYIOTH B-KiIiTHHMU, SIKi TOYMHAIOTH
Bupoositu ANCA [27].

EnireHeTnka 1Q 30BHILUHI TPUrepu

VY niTeil reHeTUYHA CXWJIBHICTh YaCTO BMUKAETHCS TIiJL
Ji€lo 30BHiLIHIX (hakTopiB (emireHeTMuHa Monudikarlis).
ImomerumoBanust JJTHK y npomortopax reHiB PRTN3 Ta
MPO vy niTeii 3 aKTUBHOIO XBOPOOOIO TTPU3BOIAUTE A0 HalI-
MipHOI eKCITpecii IIMX aHTUTEHIB Ha TTIOBEPXHi HeMTpodiniB
[28]. Lle mosicHIOE, YOMY OWUTHHA 3 TEHETUYHOIO CXUJIb-
HICTIO MOXKe OyTH 3I0pOBOIO, IIOKM BipycHa iH(eKIIis abo
(aKTOop IOBKIJUISI HE 3aITyCTUTh KacKaa aBTOIMYHITETY.

Otxe, reHeTUYHi acrekTu AAV IpoaeMOHCTPYBaIU
4iTKy acouianiro Mixk TurmoM ANCA Ta crieliupiyHUMU JI0-
kycamu HLA, 1110 cBimuuTh Mpo pi3Hi MaTOre HeTUYHi IS~
xu po3BuTKy 3axBopioBaHb (PR3-ANCA, MPO-ANCA)
i MOXe CTaTh OCHOBOIO ISl TIEPCOHATI30BAHOTO MinOopy
OiosiorivyHoi Teparnii. [eHeTUYHI MapKepu y MailOyTHbOMY
JO3BOJIATh TAKOX IMPOrHO3YBaTU PU3UK PAHHBOTO PELIMIN-
BY, AKUi1 y fiTe#t i3 PR3-1M03UTHBHICTIO € 3HAUHO BUIIIUM.

KAiHiyHi ocobamnBocTi AAV i AAGH y aiten

VY nireili 3aXBOpIOBaHHSI YacTO TOYMHAETHCS HeECTIe-
mugivyHo (BTOMA, CyodeOpmaiTeT, 00N y XKMBOTI), 11O B
VYKpaiHi Ipu3BOAUTL OO0 3aTPUMMKM OiaTHOCTUKU Ta TSDK-
KOro ypaxkeHHsI HUPOK Ha MOMEHT rociiranizarii. [ia-
rHoctuyHa ckiaanHictb ANCA-HebpUTy y aiTeil moJjsrae
y TpuBajioMy Iiepioni HecneuupiyHux «Macok» [29]. Ilo-
enHaHHs 3aTskHoro JIOP-3axBoproBaHHS, pedpakTepHO-
ro JI0 JIIKyBaHHSI, 3 TIOSIBOIO «aKTMBHOTO» CEYOBOTO OCaly
(reMartypist, HWIIHAPYpisl) Ta MiABUILICHHSIM KPEaTUHIHY €
MaTOTHOMOHIYHUM CUMMTOMOKOMILIEKCOM, 110 TTOTpeOye
HeraiiHoi niarHocTuku AAV i AAGN.

Criendika excrpapeHaJbHUX TPOSIBIB y JiTell: vac-
Te ypaxkeHHs JIOP-opranis (mo 75—90 % sumazakis I'TIA)
[30]. YepBoHi mparopiii — XpOHIYHUI PUHIT, CHHYCUT a00
CepeIHill OTUT, 110 He IMiIHaloThCsl CTAaHAAPTHIN aHTHOi0-
TUKOTepallii; FTHifHO-KPOB’ IHUCTI BUIIJIEHHS 3 HOca, (hop-
MYBaHHSI KipOK, HOCOBi KpoBOTeui. MoXyTb (hopMyBaTHUCS
YCKJIQIHEHHS Y BUIJISAI pPyHHYBAaHHSI HOCOBOI MEPETUHKU
(cimnmononibHa nedopmallist Hoca) Ta MiA3B SI3KOBUIA CTe-
HO3 TOpTaHi (MOXe CIPUYMHUTU CTPUIOP i MOTpedyBaTn
TpaxeocTtowmii) [31].

YpaxeHHs JiereHb KJIiHiYHO MaHidecTye Kanuiem, 00-
JIeM y TPYIsiX Ta 3aauinKoio. HaifOimbIr rpi3He yeKIIagHeH-
HsI, aJlbBEOJISIpHA KpOBOTeUa, MOXe OyTH «HiMom0» (0e3
KPOBOXapKaHHS), TIPOSIBJISIIOYUCH JIUIIIE CTPIMKUM TadiH-
HSIM DPiBHSI TeMOIVIOOiIHY Ta IIOSIBOIO HOBHUX iH(IBTpaTiB
Ha penrreHorpami/KT. Tunosa KT-kaptuna: By3nu (rpa-
HYJIbOMM), YacTO 3 po3ManoM (KaBiTalli€lo), a00 CUMIITOM

«MaTOBOIO CKJIa» Ipu KpoBoBmauBax [32]. Jleski aBropu
3a3HAyvyaloTh, 1110 y AiTel yac Big mosiBu nepiuux JIOP-
CUMIITOMIB 10 BcTaHOBIeHHs aiarHo3y ANCA-Hedputy
MOXe CTAHOBUTH Bifl 3 10 6 MiCSIIiB, 1110 KPUTUIHO BIUIH-
Ba€ Ha pO3BUTOK Hedpockiepo3sy [33].

ANCA-acouiiioBanuii HepuT y aAiTeil Hailuacriiie
repebirae sik MIBUIKOMPOTPECYIOUUid TJIOMEpYJIOHEDPUT.
[emaTypiss — mpakTMYHO TOCTiiiHa O3Haka. XapakTepHa
HasBHICTb TUCMOP(PHUX SPUTPOLIUTIB i epUTPOIUTAPHUX
LWIIHIOPIB Y CEYOBOMY OCali, IO MiATBEPIKYE IIIOMEPY-
JISIpHEe TIOXOMXKeHHsI KpoBoTedi. I[IpoTeiHypisi 3a3Buyait
He gocsrae HeppotuuHoro piBHs (10 1—2 r/mo0y), ane ii
LIBUIIKE 3POCTAHHSI CBITYMTH MPO AKTUBHY JECTPYKIIilO
KamiisipiB. XapakTepHe CTpiMKe 3pOCTaHHs PiBHIB Kpe-
aTHUHIHY Ta CEUOBMHU. Y JiTeil 3 HU3bKOI M’SI30BOIO Ma-
CO10 HaBiTh He3HauHe (Ha 20—30 MKMOJIb/JT) MiABUIICHHS
KpeaTUHiHY MOXe MpuxoByBaTv 3HayHe mamiHHs HTK®.
ApTepianbHa TiMepTeH3ist 3yCTpivyaeTbes pidlie, HixX Mpu
iHIMX HedpuTax, aje il mossBa Ha (OHI reMaTypii € TIpo-
THOCTUYHO HECIIPUSITIMBOIO O3HAKOIO [34].

Amnazni3 mixkaapogaux koropt (Kanana, Itamist) i manmnx
peectpy Berden et al. meMOHCTpy€E NMPUHLIMIIOBI BimMiH-
HOCTi y MopooriuHoMy mpodini Ta (GyHKIIOHATbHOMY
BiIHOBJIEHHI HUPOK Yy MemiaTpUYHiil MOMyJsLii. ¥ miTei
HAWMOIIMPEHIIIMM € CEepIONOAiOHNI (MiBMicCsLIEeBUIA)
kiac (50,6 %), Tomi SIK y JOPOCIMX JOMiHY€E BOTHUILICBUI
(boxanphwmit) kimac (35,9 %) [35]. Lle cBimuuTh Mpo GibIT
TOCTPUIA i arpeCMBHUIA TOYATOK 3aXBOPIOBAHHS Y JTUTSI-
yomy Bili. [Mokazuuku plIK® mpu manHidecrauii 4itko
KOPEJIIOIOTh i3 TICTOJIOTIYHUM KJIACOM B 000X BiKOBUX TpY-
nax (HaHWX4i 3HAYeHHS TIPU CeprionoioHOMY Ta CKJie-
pornyHoMy Kiacax — ~20 mi/xB/1,73 m?). [lpote mith 3
BOTHUILIEBUM KJIACOM MAalOTh 3HAYHO BUIIUI CTapTOBUIA
peseps (pIIIK® 80 mu/xB/1,73 M?) TOPiBHSHO 3 JOPOCIIH-
mu (pILIK® 50 mu/xB/1,73 m?) [36].

JliTy MaloTh (peHOMEHaIbHUI pereHepaTOPHUIA MOTeH -
ian ¢yHkIii Hupok. I[IpoTsirom mepioay crocTepexKeHHs
y IiTeii, 1110 He noTpedyBanu aianizy, npupict pLLIK® 6yB
Takuil: miBMicsaueBuit kinac: + 49 mu/xs/1,73 m? (mpotu
+ 19 y nopocnux); 3mimanuii kiaac: + 39 mi/xs/1,73 m?
(mpotu + 10 y mopociux); BOTHUIIEBUI Kiac: + 23 mu/
xB/1,73 M? (mpotu + 8 y mopocnux). EQUHUM KJIacoM, Jie
CIIOCTEPIraeThCsl Mporpecyrode 3HUKEeHHsT (yHKIIT HUPOK
(— 10 mu/x8/1,73 M?), € ckiepornunuii. Lle minkpeciioe
KPUTUYHY BaKJIMBICTh PAHHBOI IarHOCTUKHU 10 MOMEHTY
¢dopmyBaHHS TI00aMbHOrO cKJepoady. Ilamientn 3 MPO-
ANCA+ cepoTUIioM IeMOHCTPYIOTH Bpakaiouy IUHaMi-
Ky BigHoBJieHHs1 pIIIK® yepe3 12 wmicauis (+ 31,6 mi/
xB/1,73 m?) nopiBusHo 3 PR3-ANCA+ rpymoro (+ 8,7 mi/
xB/1,73 M?), He3BaXKal0YM Ha OMHAKOBO TSKKMiA cTapT [37].

ToOTo MOTYXKHUIA pereHepaTOPHUL TOTEHIIial HUPOK Y
NiTeil Hajae yHiKaJibHe BiKHO MOXJuUBocTei. HaBiTh mpu
KpuTuHO HM3bKiK pIIIK® iMmyHOCyIIpecis 103BoJIsIE 10-
CSITTY 3HAYHOTO MPUPOCTY (PYHKIIIT HUPOK, 110 HEMOXKITH -
BO Y IOPOCJIiii TIOTYJISIIIl.

AiarHoctnyHunii anroputm ANCA-Heppury
y Aiten

CyyacHui1 minxin 6a3yeThcs Ha IPUHINIIL KOMOiHOBA-
HOI1 BepMiKallii: cepooTiYHII CKPUHIHT Ja€ IIBUAKY Bifl-
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MOBiAb, @ MOPMOJIOTisSs HUPKU — MPOTHO3 (3TiTAHO 3 MiXKHa-
ponHumu pekomernauisimu EULAR/PReS) [38].

Eran 1. Ceponoriuna maHens (I®A na PR3/MPO,
HI®). 3rinHo 3 wmixHaponHum KonceHcycom (Revised
2017 International Consensus), 30JO0TUM CTaHIAPTOM
nepBuHHOI niarHocTk ANCA-BacKyJiTiB, BUTICHSIIO-
Yy TpaaMIiiiHy HempsMy imyHodayopecteHuio (HID),
€ imyHodepmenTHuii aHainiz (IMA, ELISA). IDA nosBo-
JIsI€ KiUTbKICHO BU3HAYNTHU KOHKpPETHI aHTUTiIa 1o PR3 Ta
MPO. lle mae nikapio ditke po3ymiHHs ceporuny (PR3-
ANCA+ a6o MPO-ANCA+), 1110 KpUTUYHO IJISI TPOTHO3Y
(six Mu Gauwiu Ha nipukiani peectpiB PedVas/ARChiVE).
HI® noxkasye nuie tu cBiTiHHS (c-ANCA a6o p-ANCA).
Hanpuxknan, p-ANCA-CBIiTiHHS MOXe OyTH XMOHOIO3U-
TUBHUM TIpY HAssBHOCTI aHTUHYKJIEApHUX aHTUTIT (ANA)
a00 aHTUTIN 1O ejlacTa3u, WO AE30PIEHTYE KIiHILMCTA.
CyuacHi I®A-Tectu TpeThoro rokosiHHs (anchor-ELISA)
MaloTh BUIILY YYTJIMBICTb i CHeHU@iYHICTh MOPIBHSIHO 3
HI®. Koncencyc 2017 poky CTBepIKYy€E, 110 BUKOHAHHS
IDA na PR3 i MPO € nocraruim st Bepudikaiii ANCA-
BaCKyJIiTy 0e3 miaTBepaxkeHHs MmeTogom HID.

Eran 2. biomcis nupkm (3omotuii cranmapt). Lle
000B’SI3KOBUI eTan I Bepudikallii MaBUMiIMyHHOTO Xa-
pakTepy ypaxkeHHs. CBiTJioBa MiKpOCKOITisl BUSIBJISIE CEr-
MEHTapHUII HEKpO3 KamiIsIpiB KiayOouka Ta (hopMyBaHHS
eMiTeNliaJIbHUX <«ITiBMICSILiB», 110 3alOBHIOIOTH IIPOCTIp
karcynu boymeHna. ImyHoduyopeciieH11ist JEMOHCTPYE To-
JIOBHY O3HaKy — Bi/ICyTHICTb (00 MiHiMyM) neno3uriB IgG,
IgA ta C3-dpakuii KoMmruieMeHTy. Lle miaTBepmaxye maBiu-
iIMyHHMI MexaHi3M (Ha BiIMiHY Bil BOBYUAaKOBOTO He(PpUTY
yn IgA-Hedpornarii). EnekTpoHHa MiKpOCKOIisi 1O3BOJISIE
BUKJIIOUUTHU CYITyTHIO MATOJIOTi0 0a3aibHUX MeMOpaH.

Eran 3. Ticromoriuna knacudikamis (Berden et al.)
Ilicnsgs oTrpuMaHHs OiomTaTy JliKap Ma€ BM3HAYMTU KJIac
(bokanpHMI, KPECLIEHTHU, 3MilllaHUK a00 CKJIePOTUY-
HUI1), 1O J03BOJISIE MPOrHO3YBAaTU BIXKMBAHICTh HUPKMU:
dokanbHuit K1ac — 93 % BUKMBAHOCTI HUPOK MPOTSTOM
5 pOKiB; CKJIEpOTUYHMIA Kitac — jinie 50 %.

OcTaHHi JOCTiIKEeHHSI TaKOX BUBYAIOTh CEYOBi Oio-
MapkepH (Harpukian, posanaauii CD163) sik iHmukartopu
aKTHUBHOCTI 3amnajieHHs y HupKax [39]. SIkiio Hemae MoX-
JUBOCTI IBUIKO 3poout MDA, aje muTHHA Ma€e remMaTtypiio
Ta BUCOKUI1 KpeaTUHIH — OioIICist Ma€e MPiOpUTET, OCKIJIb-
K1 MOp(QoJIoTiYHa KapTHHA <«IIiBMICSIIiB» 3a BiICYTHOCTI
NETIO3UTIB € MOCTATHBOIO JIJIST BCTAHOBJIEHHS JiarHO3y Ha-
BiTh mpu HeraTUBHUX ANCA.

[IpoTunoxkasaHHs A0 GiOICii HUPKU y AiTel MOAINSIOTH
Ha aOCOJIIOTHI Ta BiTHOCHI. AOCOJIIOTHI: MOPYIIEHHS 3rop-
TaHHSI KpOBi (HEKOPUTOBaHA KOATyJOMaTisl, TSKKA TPOM-
oouurorneHist < 50—100 Tvc/MKIT); HasgBHICTb JIMIIE OAHIET
(yHKIIiOHYI0UOT HUPKU (BiIHOCHE, aJie yacTillle yHUKalTh
yepe3 pU3MK BTPATU €JMHOTO OpraHa); HEKOHTPOJbOBaHA
TsKKa apTepiajibHa TinepTeH3is (pUu3uK MacUBHOI KPOBO-
Teyi) [40].

BigHocHi: akTMBHMI iH(EKIITHNI Mpolec Y HUpKaxX
(mmienonedpur); TigpoHedpo3, MOMIKICTO3 ad0 MyXITUHU
HUPOK; aHATOMIYHi aHOMAJIii CyIuH HUPOK; TSLKKMI CTaH
IATUHU, 110 HE O03BOJISIE OE3MEeYHO MPOBECTU ceaallilo/
HapKo3.

[Ipy HEMOXJIMBOCTI BUKOHAHHSI OiOIICii HUPKU (sIKa €
30J0TUM cTaHaapToM) aiarHo3 ANCA-HedpuTy BcTaHOB-
JIIOETBCSI HA OCHOBI CYKYITHOCTI CEpOJIOTIYHUX MapKepiB
Ta KJIiHiYHOT KapTuHu. CepoJioriuHe MinTBepIKeHHS Mpu
oMy myke BaxkiuBe: To3uTuBHUN THTP ANCA (IDA) —
BusBIeHHs aHTUTUT 10 PR3 a6o0 MPO y Bucokux TuTpax
Ha (GOHi KJTiHIKM HEDPUTY BBaXKAETHCS TOCTATHIM IJISI T1O-
YaTKy iHIYKIiHOI Teparrii.

V KpUTUYHUX CUTYyallisgX (HAIpUKJIIAI, IIPU aIbBeoJIsIp-
Hill KpoBOTeui abo aHypii), Koau OiOmCil0 BUKOHATU He-
MOXJIMBO Yepe3 TSKKICThb CTaHy, MOYMHAIOTh eMITipUYHY
iHnOyKuUiiiHy Teparito (myabc-Tepamiss ['K). IIBuaka mo-
3UTUBHA BilIOBiAb (3HMKEHHSI KpeaTUHIHY, TPUITMHEHHS
KpOBOTEYi) MOOIYHO MiATBEPIXKYE AiarHO3 BACKYIIITY.

AvepeHLiriHa AiarHocTuka

KmovoBi acriektn nopiBHssHHST ANCA-Hedputy 3
OCHOBHHMMM «MacKaMUW» HaBeJIeHO y Ta0. 4.

KmoyoBumu nudepeHIiaibBHUIMU KPUTEPiISIMA Ha KO-
puctb aHTu-BMK (cmHmpom Iyamacuepa) € BiZMiHHICTB
mpu Oioricii HUpKU — JiHiiiHe BinknameHHs1 IgG B3moBX
kanisipiB (mpu ANCA-HedpuTi Ieno3uTiB HeMma€e) Ta
OinbpII OnMMcKaBUYHUM Tepebir. KputepisiMu Ha KOpPUCTh
IgA-Backynity (nypmypa Illenneiina — [eHoxa) — HasiB-
HIiCTb XapaKTepHOI eK3aHTeMU (IaJIbIyEThCS IIypIypa) Ha
HiXKax, a0OMiHaJIbHUI CUHIPOM, IPU 0ioIICii — MacHBHi
neno3uty IgA B Me3aHrii. Ha KopucTh cMCTEMHOTO 4epBO-
Horo BoBuaka (CUB) — HasiBHICTh crieniMdivHnX MapKe-
piB (ANA, anti-dsDNA, anti-Sm) Ta rimrokoMruieMeHTeMist
(uu3bkuit C3, C4). INpu ANCA-HedpuTi piBHI KOoMIuie-
MEHTY 3a3BuyYait y Hopwmi [41].

JwndepeHitiiiHe 3HaYeHHS Ma€ TaKOX CTaH CHCTEMM
komruieMeHTy (C3, C4). lnsa mudepeHmiaabHOI giarHOC-

Tabnuys 4. lNopiBHANbHA Ta6IMLS TUMIB LUBUAKONPOIrPECYYoro riaoMmepysioHedputy

O3Haka Tun | Tun I Tun
AHTU-BMK (l'yanacuepa) IMyHOKOMMNEeKCHUM ANCA-acoujioBaHui
Mexariam AHTUTINA fo 6a3anbHoi Oenosutn IgA, IgG abo komn- | MaBumiMyHHUA (iIMyHHUX Oe-
MeM6paHu Kancyrn NeMeHTy Nno3uTiB MawXxe Hemae)

Mypnypa LWeHnenHa — le-

Mpuknagn CwvHgpom MNygnacyepa HOXa, BOBYaKOBUIN HEPUT, IMA (Berenepa), MINA, EITIA
nocTtctpentokokosun M

Ceponoris AHTU-BMK anTuTina (+) Stanornn S9/CA ieona(s) | ANCA (+) (PR3 6o MPO)

Creumdika y aiTeil | 3ycTpidacThes BKpail pinko HarnbinbLw nowmpeHunn Tmn y PigkicHnin, ane Han6inbLL

H YA yerp pan pia negiatpii OECTPYKTUBHUN
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TUKW ypaxkeHb HUPOK Yy HiTel I MapKepu T03BOJSIOTH
BinpisHut ANCA-HedpUT Bin iMyHOKOMILIEKCHUX 3a-
xBoproBaHb (CUB, nocrcrpenrtokokopuii 'H) a6o aHTH-
bMK-xBopob6u (Tab. 5).

[Mpu ANCA-HedpuTi akTuBallisi KOMIUIEMEHTY Bil-
OyBa€ThCSl AJIBTEPHATUBHUM IIJISIXOM 0€3M0CepeHbO Y
TKaHWHaxX, ToMy piBeHb (pakiiiii C3 ta C4 y cucreMHOMY
KPOBOTOLIi 3a3BUYAil 3AJIMIIAETHCS Y MexXax peepeHTHUX
3HaueHb. OTXe, SKIIO Y IUTUHU 3 TeMaTyPi€l0 Ta BUCOKUM
KpeaTuHiHOM BusIBIeHO Hu3bKuii C3, ciim Hacammepen
OyMaTd TIPO JIIOIyc-HEePpUT abo IOCTCTPENTOKOKOBUIA
T'H, a ne mpo ANCA-Backyit [42].

AnTunykiaeapHi antutiza (ANA) i anti-dsDNA € 30510-
TUM cTaHIapTOM 1j1s1 BUKoueHHst CUB. Y niteit BoBYako-
Buii Heput Moxke imityBatt ANCA-HedpUT 3a KITiHIKOIO
(1IBUIKE 3pOCTaHHS a30TeMii), MPOTe HAsIBHICTh BUCOKOTO
TuTpy ANA Ta rinoKoMIIeMeHTeMil 4iTKO BKa3ye Ha iMy-
HOKOMIUIEKCHUI Xapaktep xBopoou (tun I1 3a knacudika-
uiero LLTITH).

AHTUTINIA 10 Ga3aibHOI MeMOpaHU KJIyOOukiB (Anti-
GBM) e mapkepom cuHapomy Iymmacuepa. AutTn-bMK-
xBopoba (abo xBopoOa aHTUTIN IO Oa3aJbHOI MeMOpaHU
KJITy0OUKiB) — IIe BKpali piIKiCHe i arpecBHE aBTOIMyHHE
3aXBOPIOBAHHS, 10 ypaXka€ HUPKU Ta JIETeHi.

OpraHizaM DUTUHU TOYMHAE BUPOOIATU crerudiu-
Hi aBroaHTuTiNa (anti-GBM) mpoTu BiaacHoOro koJjare-
Hy IV Tuny, siKuii € OCHOBHUM «KapKacoM» 06a3ajlbHOI
MeMOpaHM KamusipiB y HUpKax i ajbBeosiaX JIET€Hb.
TomoBHi BigMmiHHOCTI Bim ANCA-BackyJiTy: aHTUTiNa
BKPHUBaOTh MEMOpaHy CYLiJIbHUM IIapoM, 110 Tpu 6io-

Icii Jae xapakTepHe JiHiliHe c¢BiTiHHA 1gG; anTu-BMK
3a3BMYail Mporpecye 3HAYHO LIBUJIIE Ta XOPCTKillle,
Hixk ANCA-Backynit. Lle 3axBoproBaHHSI € TOJIOBHUM
«kOHKypeHTOM» ANCA-HedpUTy B AiarHOCTUIII 1IBU/I-
KOTIIpOrpecyro4oro riiomepyiaoHedputy. OCKiabKI aHTH -
BMK-xBopob6a nmoTpebye HeraliHOoro BUIAJeHHSI aHTH-
TN i3 KpoBi (mazmadepes), aHaniz Ha anti-GBM wmae
OyTH 3pO0JIeHUIT yXKe meplioi 700U rocmiTanizaiii pazom
i3 ANCA-nanemmo [43].

Y 10—40 % BumnankiB y AUTUHU MOXYTb OJHOYACHO
BusgBuUTH i ANCA-, i antu-bMK-anturina. Lle HaitTsskua
KaTeropis IailieHTiB, sika ITOTpedy€e HeraitHOro rasmadge-
pe3sy [44].

Hudepenuiiini kpurtepii ANCA-Hedputy il imyHO-
KOMIUTEKCHHUX TJIOMePYIOHEe(PPUTIB MmoJaHi y TaoJ. 6.

[Tpu IgA-Backyniti (mypnypa Llenneiina — IeHoxa)
ypaxkeHHsI HUPOK 3a3BUYail MEHIII arpecuBHe (piiie Bu-
HMKAIOTh «IiBMicslli»). [o10BHA BiIMiHHiCTh — Tpu 6io-
TICii HUPKM BUSBJSIIOTH MacHBHI BinmkiameHHs IgAl, tomi
sk ipu ANCA-HedpuTi ix Hemae.

CUYB maGopaTopHO 3aBXOU CYMPOBOIKYETHCS TillO-
koMIuieMeHTeMi€elo (Hu3bKi C3 ta C4 yepes iX CIOXXKMBaH-
HSI KOMIUIEKCAMM) Ta HAsABHICTIO crelU(iYHUX aHTUHY-
KiaeapHux aHTuTil. biomcis mokasye kaptuny Full house
(Bci KJ1acM iMyHOTJIO0YJTiHiB MPUCYTHI B HUPLIi).

BaxnuBo mam’sitaTtu, 110 SKIIO Y AUTUHU 3 He(pUTOM
HOpMaJibHUii piBeHb KomruieMeHTYy C3/C4 Ta HeraTwBHi
ANA, itmoBipHicTh ANCA-BacKkyJIiTy 3pocTa€e B pa3u, Ha-
BiTh SIKIIIO CUCTeMHi nposiBu (Bucun uu JIOP-marosoris)
1I€ BiICYTHI.

Tabnuys 5. JlTaboparopHi mapkepu angepeHuialil LUBUAKONPOrpecyYoro riaoMepysioHe@dpuTy

MocTcTpenToKoKoBUM AHTN-BMK
Mapkep ANCA-Hedput c4B rH (Fyanacuepa)
C3- i CA-KOMMNEMEHT Hopma 3HWxeHi (cnoxueaH- | 3HmxeHnin C3 (_C4 4acTo Hopma
HSl KOMMNEMEHTY) y HOpMI)
ANA/anti-dsDNA HeraTtusHi |-|O3I/ITVI.I::-II_S)3I/ICOKMVI HeraTtuHi HeraTuHi
MoxyTe Gyt (+) HeratuBHi (3a-
ANCA (PR3/MPO) [Mo3uTnBHI npwv nronyc-HepuTi HeraTuBHi o
: 3BUYan)
(piako)
Ann-BMK (anti- HeraTusHi HeraTusHi HeraTuBHi Mo3nTuBHiI
GBM)
ACJ10O (ASLO) Hopma Hopma MNigsuLeHni Hopma

Tabnuys 6. MopieHsaHH ANCA-He@puUTy 3 iMyHOKOMIMJIEKCHUMU riioMepyJioHegputamm

O3Haka ANCA-acouivioBaHu 'H

IgA-Backynit
(WeHnenHa — leHoxa)

BoByakoBui HeppuT
(C4B)

MaBumimyHHMI (NpsMa aTta-

Mexaniam (CHCC 2012) Ka HelTpOLInia)

IMyHOKOMMNEKCHUI (Aeno3u-

IMyHOKOMMNIEKCHUI (Aeno3u-

™ IgA) T Full house)

IMyHObnyopecLeHLis

BincyTHicTb 260 MiHIMYM Ig i
KOMMNEMEHTY

MacuBHe cBiTiHHA IgA B
MesaHrii

CaitiHnsg IgG, IgA, IgM, C3,
Ciq

KomnnemeHT (C3, C4)

Hopma

3asBuyan Hopma

Pi3ko 3HMXeHi

CucTemHi npossu

JIOP-opraHu, nerexi, HEKpo3
CYOVH

ManbnyeTtbes nypnypa, ap-
Tpanrii, 6oni B XX1BOTI

«MeTenuk» Ha obnuydi, ce-
po3unTn, hoToceHcubinizauis

CneundivHi mapkepu

ANCA (PR3/MPO)

CrieumndivHmx mapkepis
KpOBi HEMae

ANA, anti-dsDNA, anti-Sm
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CyyacHa cTpareris AiKkyBaHHS
TQ CroCTepe’keHHs

3rizHo 3 onosiaeHnMH HactaHoBaMu KDIGO 2024, te-
paneBTUYHA CTpaTerisi CIpsIMOBaHa Ha IIBUAKY iHIYKIIiIO
pewmicii 3 MiHimizauieto 103 roKokopTukoiniB (I'K). IH-
TyKI1Iist pemicii mojsirae y KoMmOiHatii: putykcumad (RTX)
a6o nukinodocdamin (CYC) y noenHanHi 3 'K.

VY nopociux mokazaHo e(eKTMBHICTb BUKOPUCTAHHSI
aBakorany (iHrioiTop pememnropa C5a) sIK crepoim-30e-
piratoyoi Teparii, sika J03BOJISIE 3HAYHO 3MEHIIUTU €KC-
nosuuiro I'K. Ilmasmadepe3 Hapasi pekoMeHIOBaHUIA
JIMIIE TP TSLKKiE HUPKOBil HEMOCTaTHOCTI (KpeaTHHiH
> 500 MKMOJIb/J1) 200 3a HAsSIBHOCTI JIET€HEBOI KPOBOTEU.
IlinTpuMyBajbHa Tepallisi: pUTYKCHMMa0 € IpernapaToM BU-
06opy s MpodiNakTUKK PeLMANBIB Y AiTeii [45].

Cnenudika no3yBaHHS npenapaTiB y AiTeil HaBeJeHa y
Tad1. 7.

CyuvacHa crpateris jgikyBaHHsI ANCA-HedpuTiB y mi-
Teil 0a3yeThCsl HA TAKOMY IPUHIIMIT: MaKCMMaJlbHa iMyHO-
cympecisi Mpu MiHiMaIbHINM CTepOiAHili TOKCUYHOCTI. 30-
JIOTUM CTaHOAPTOM iHOYKIIii peMicii y miTeil 3aIuIIaeTbes
KOMOiHAaIisI TIIOKOKOPTUKOIAIB 3 pUTYKCUMaOoM abo I~
kinodocdaminom. Crepoin-36epiraroya cTpaTeris iHIyKIIil
y niteii 6asyetbcst Ha rnpotokoiax EULAR/PReS i mae
TaKU BUTJISIA:

Memuanpednizonon (mynbc-tepamist): 10—30 wmr/kr
(makcumyM 1000 mMr) B/B IpOTSITOM 3 IHIB MOCITiJIb.

Pumykcuma6 (RTX): npioputetHuit mist giteit. [o3za:
375 mMr/m? moBepxHi Tia 1 pa3 Ha TUXKIEHb MPOTITOM 4
TIKHIB (a00 750 MT/M? IBidi 3 iHTepBaJIOM Y 2 THUXKHI).

Huknogocgpamio (CYC): BUKOPUCTOBYETHCS TPU HE-
MoxxmBocTi RTX. Joza: 500—750 mr/m? B/B KoxHi 2—4
TIDKHI (MakCMMajbHAa KYMYJISITUBHA 11032 HE Ma€ Tepe-
pumyBatu 10 T o1 3amoOiraHHsS TOHATOTOKCHUYHOCTI).
KinbKicTh LMKIIB 3a3BMYaii CTAHOBUTh 3—6 iH(DY3iit 10
JOCSITHEHHSI peMicii, IicJIs Yoro — HeraiiHuii mepexia Ha
OiATpUMYyBaJbHY Tepalrito (a3zarionmpuH). Y menmiatpii Mu
HaMmaraeMocsl He TiepeBuilyBatu 6—7,5 r/m? 3a BeCh Mepi-
o1 JTikyBaHHs. Y mimmiTkiB nepen moyarkom Tepamnii CYC
(SIK1IIO MO3BOJISIE Yac) il 0OroBOPUTH KPiOKOHCEPBALlilo
CTaTeBUX KJIITUH a00 BUKOpPUCTaHHSI aroHictiB [HPT mis

3aXUCTY sI€UHUKIB [46]. s 3armobiraHHs reMopariaHoMy
LIMCTUTY (Yepe3 BIUIMB METa0OJITy aKpoJseiHy) PEKOMEH-
NYETHCS BUKOPUCTAHHSI MECHU (2-MepKanToeTaHCyIb(ho-
HaT HaTpilo) mif yac iH(y3ii it arpecuBHa rigparanis (He
MEeHIIe HiX 3 J1/M? Ha 100y) Ticis iHdy3il mpenapary.

V cygacHomy nipotokoii KDIGO 2024 i pekomeHaari-
ssx EULAR/PReS CYC nepemicTuBcs 3 M03ULlii 30J10TOr0
craHgapTy Ha edekTuBHY ansrepHatuBy RTX. 3acrtocy-
BaHHs UMKiIodochaMiny y aiTeil moTpedye CyBOpOro Io-
TPUMaHHS MPOTOKOJIiB BHYTPIIIHLOBEHHOI ITyJIbC-Teparii
IIJI MiHiMi3allil KyMyJsSITUBHOL JO3M Ta 30€peXXeHHsS pe-
MPOAYKTUBHOTO 300poB’s [47].

[Micnsa mynbc-Tepanii METUIIPEIHI30JJOHOM MMpU3HaYa-
€TbCSI NpedHiz040H (a00 METWIINIPEIHI30I0H MEPOPaTbHO) Y
no3i 1 Mr/kr/moby (MakcumyM 60 mr). OCKiTBKY CTepOinHa
TOKCUYHICTb (3aTpUMKa POCTY, OCTeONopo3, cuHApoM Ky-
LIMHTA) Y IiTel € 3HAaYHO HeOe3IevHilllo, HiXX y J0poc-
mmx, cydacHuii minxin 3a KDIGO 2024 ta mocmimkeHHS
PEXIVAS HamonsiratoTb Ha BUKOPUCTAHHI CXeMU Majlix
1103. 3TriTHO 3 MPOTOKOJAaMHU, TIepeXil Ha HU3bKOI030Bi pe-
JKUMY TIEpOPATbHUX TIIOKOKOPTUKOIIB (JOCSITHEHHS 03U
5 Mr/mo6y no 12-ro TUXKHS) AO3BOJISIE 3MEHIITUTH TOKCHUY-
HIiCTb Teparllii, 30eperTu pPOCTOBUIl IOTEHIIiad IWUTUHU,
3HU3UTHU PU3MK iH(PEKIINHUX YCKIaaHEeHb, He 3HIKYIOUU
MpU 1IbOMY e(PeKTUBHICTb iHAYKIIii peMicii. ¥ Tabi. 8 HaBe-
JIEHO OPiEHTOBHUI IpadiK 3HUXKEHHS J03U TIIOKOKOPTU-
koinis. [ToHa BinmiHa 'K MoxkiuBa uepe3 6—12 micsuis,
SKILIO MaLli€HT MepedyBae Ha CTa0UIbHIN MIATPUMIL PUTYK-
cuMabowm [48].

OnHUM i3 HaBaXKJIMBIIIUX TOCSITHEHb OCTAHHIX POKIB
y nikyBaHHi ANCA-HedhpuTy CTajlo BIIPOBAIKEHHSI PEXU-
My reduced-dose steroids, 0OTpyHTOBaHOTO pe3yjabraTaMu
HalOiIbIIOro paHmomizoBaHoro mociimkeHHsT PEXIVAS
(2020). ¥V mocaimKkeHHi MOPiBHIOBAIM CTaHOAPTHUI IIPO-
tokoia 'K i3 pexxuMoM 3HMKeHUX 103 (IIBUIKE 3HUKEHHS
no3u Ha 50 % Bxke mo 12-ro THKHSA JIiKyBaHHS). Byso mo-
BEIEHO, 110 PEXUM 3HUKEHUX 103 HE TIOCTYITAE€ThCS CTaH-
JIapTHOMY Y IOCSITHEHHI peMicii Ta 3aro0iraHHi TepMiHalb-
Hilf HUPKOBil HEMOCTATHOCTI. ¥ IPyIli HU3bKUX 103 PU3UK
PO3BUTKY CEpilO3HUX iH(EKIIil TTPOTITrOM MEpIIOro poKy
Teparii 6yB Ha 40 % Huxxuwii [49].

Tabnuuys 7. Cxemu fo3yBaHHs npenaparis npyu ANCA-vegpuTi y giteni

Mpenapat

PeXum fo3yBaHHS Ta KpaTHICTb

MakcumanbHa fo3a, NPUMITKU

MeTunnnpenHi3onoH (/B

nynbc-Tepanis) nocnine

10-30 mr/kr Ha goby npoTsarom 3 oHIB

Makcumym 1000 mMr Ha ogHe BBefeHHs. po-
BOAMTLCA Y cTauioHapi nig koHTponem AT

MpepHi3onoH (nepoparsib-
HO) npunomm)

MoyaTkoBa fo3a: 1 Mr/kr Ha goby (y 1-2

Makcumym 60 Mr Ha o6y. SHVKEHHS 003K
(tapering) oo miHimManbHoi 3a 3—6 micsAuiB

Putykcumab (RTX)
iHTEpPBaNoM 2 TUXHi)

375 Mr/m2 B/B LLOTUXHSA (BCbOro 4
iHy3ii) ABO 750 mr/m? (aBi iHDYS3IT 3

Mpenapat Bnbéopy ans sd6epexeHHsa depTusb-
HOCTI (He Mae roHagOTOKCUYHOCTI)

Linknodocamig (CYC) ki)

500—750 Mr/m? B/B KOXHIi 3 TUXHi (Ln-

MakcumansHa kymynaTmueHa gosa < 10 r.
KoHTponb nenkouuTie Ha 10—14-1 geHb nicna
BBE[EHHS

AakonaH (iHri6iTop

C5aR) > 40 «r)

30 wmr gBivi Ha o6y (aiTM > 12 pokiB i

[o3Bonsie NOBHICTIO BiAMOBUTUCS Bif oparb-
Hux 'K 4yepes 4—8 TnxHIB

AzaTtionpwvH (nigTpymy-

BanbHa Tepanis) 2 mMr/kr Ha poby nepopanbHO

MoumHatoTb Micna JOCArHEHHS peMicii (3a3Bu-
yar yeped 3—6 Mic. Bif No4aTky)
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Otxe, KJIIOYOBI MPUHLMIIM MiHiMi3allii TOKCUYHOCTI
MaTOreHEeTUYHOI Tepallii y IemiaTpii: IBUIAKE 3HMXKEHHS
I'K, ase 3a yMOBM anekBaTHOI IHAYKIii pUTYKCMMaOOM
(RTX). Came RTX no3Bossie 3a6patu cTepoian 6e3 pusu-
Ky HEraifHoro peuuanBy; 0OOB’SI3KOBUI 3aXUCT KiCTOK —
NpU3HaYeHHs BiTaMiHy D, Ta pernaparis Kablilo Ha BECh
nepioa nipuiiomy 'K (> 5 Mr); KOHTpOJIb POCTY IUTUHMU:
mnemiaTp Ma€e moMicsig GiKcyBaTH 3picT AUTWUHM Ha LIeH-
TbHuX Taommusgx. [Ipu 3acTtocyBanHi Bucokux mo3 'K i
LUTOCTATUKIB OOOB’SI3KOBO IIpM3HAYATU IPOQITaKTUKY
MHEeBMOLIMCTHOI ITHEBMOHIi (KO-TpMMOKCA30J1) Ta 3aXUCT
c3oBoi o0ooHKM nutyHKa (IT1IT) [50]. InapuBigyaabHMit
MiIXia 3aMMIIAEThCS, SIKIIO Y IMTUHU 30€pira€TbCs akTUB-
Ha rematypist a6o 3poctae Tutp ANCA Ha 8—12-My THXKHI,
TemI 3HKeHHs 'K Moxe OyTu CroBUIbHEHU, aje mMeTa
3IMIIAETHCS HE3MIHHOIO — MiHiMi3allisl CTepOITHOro Ha-
BaHTaXXeHHS. SIKIII0 KpUBa POCTY «IUIaTO» — 11€ CUTHAJ 10
npuckopeHHs BinMinu ['K.

Hocnimxenns: PEXIVAS (Plasma Exchange and Glu-
cocorticoids in Severe ANCA-Associated Vasculitis) — 11e
HaMOiJIbIIIe 0araToLIEHTPOBE paHIOMi30BaHE BUIIPOOYBaH-
H4 B icTopii BuBueHHS AAV, pesynbratu sikoro (2020 p.) mo-
kopiHnHo 3miHwu npotokoau KDIGO it EULAR/PReS.

Ho PEXIVAS BBaxanocs, 1o 1ia3madepe3 €
000B’SI3KOBUM IIPU TSKKOMY YpakKeHHi HUPOK (KpeaTHHiH
> 500 mxMoJib/). JlocaiakeHHS ToKa3ajio, 110 J0JaBaHHS
rutazMadgepesy A0 CTaHIAPTHOI Teparlii He 3HUXY€E PUUKY

CMEPTHOCTI a0 PO3BUTKY TepPMiHAJIbHOI HUPKOBOI HEIO-
CTaTHOCTI y JOBrOCTPOKOBilt nepcrnekTusi [51]. Y neniatpii
masmadepes 3aMUIIaTh JUILLIE LTS BUMAIKIB MOABIAHOT
no3utuBHOCTi (ANCA + antu-bMK) abo nipu 3arposiu-
Bili JJ1S1 )KMTTSI alIbBEOJISIPHIT KPOBOTEYi.

Etanu cryninuyactoi tepamnii ANCA-HedpuTiB y mi-
Teii 3rimHo 3 octaHHIMU pekoMeHnalisimu (KDIGO 2024,
EULAR/PReS, PEXIVAS) cucremarusoBaHo y Tadm. 9.

HogiTHiit ipenapat aBakomaH (IepopajbHUII iHTiOi-
top C5aR1) mokasaB BUCOKY €(peKTUBHICTh Y JOPOCIHX i,
IO CYTi, pO3MOYaB HOBY epy 0e3CTepoimHOi iMyHOCYyIpe-
cii. Bin mo3Boinsge 3ameHIUTH 103y opaidbHux I'K Ha 60—
100 %. VY mopocinux 3 plIK® < 20 mu/x8/1,73 m? Teparmist
aBaKOIIaHOM Yy NOCJiIKeHHi «ABakomaH sl JIiIKyBaHHS
ANCA-acouiiioBaHoro Backynity» (ADVOCATE) npu-
3Besia o 30inbieHHs plUIK® Ha 16,1 mi/x8/1,73 M? Ha
52-My THKHI, 0 Ha 8,4 Mi1/xB/1,73 M? Gisbllle, HiXX y TPY-
I mopiBHSIHHSA. [lesiKi aBTOpU NiJIAThCS YCITiXOM HOTr0 BU-
KOpUCTaHHs y MiIiTKiB (Big 12 pokiB Ta Baroto > 40 Kr):
30 Mr 1Bivi Ha 106y [52]. Mloro BUKOpUCTaHHS y memiaTpil
Hapa3i oOMeXeHe BIACYTHICTIO 3aBepIICHUX KIIIHIYHUX
BurnpoOyBaHb da3u 111 y giteit, ane HaIIpsIMOK TOCITiIKEeH -
HSI € TIepCIeKTUBHUM. Ta MOKM 110 3aCTOCYBaHHS Tpera-
paty ABakoIlaH y MeaiaTpUyHill MpaKTUIli MOXJIMBE JIUIIIe
Yy BUHSITKOBUX BUIIAJIKaX 3a PIlIEHHSIM €TUYHUX KOMITETiB
Yy BEJIMKMX CBITOBHUX LIEHTPaX MpPU HENEPEeHOCUMOCTi CTe-
poiniB.

Ta6anus 8. OpieHToBHMI rpagpik 3HMKEeHHSI 403U IJTIIOKOKOPTUKOIAIB Ans aite

(3a macolo Tina)

TepMiH Big no4yaTky

[o3a npeaHi3onoHy (Mr/Kr/po6y)

LinboBa po3a pgna gutnHn 30-40 kr

TwxpgeHb 1-2 1,0 mr/kr 30-40 mr
TuxpeHb 3—4 0,5-0,75 mr/kr 20-25 mr
TwxpeHb 8 0,25 mr/kr 10-12,5 mr

TwxpgeHb 12 (3 mic.)

0,1-0,15 mr/kr

5 mr (cpisionoriyHa [o3a)

Micsaub 6 Cnipo6a noBHoi BigMiHn a6o 2,5 mr Mpw cTabinbHOCTi Ha pUTYKCMMaObi
Tabnuys 9. CyyacHuii npoTokos ctyniHyacToi Tepanii ANCA-Hegpputy y piteii
. . . . O6rpyHTyBaHHs (PEXIVAS/
Etan Tepanii Mpenapart i pexxum po3yBaHHA | LlinboBa po3a i TepmiHu

KDIGO)

MeTunnpenHi3onoH B/B

Mynbc-iHpyKuisa 10-30 Mr/kr/poby (Makcumym

LLiBnake KynipyBaHHs «LUTO-

3 OHi nocninb :
KIHOBOrO LUTOPMY»

1000 wmr)
MepopansHuii cTapT MpepHizonoH 1 mr/kr/poby (ne- | MakcumyM 60 Mr (TUXKHI Hep?X|n Ha nepopanbHni
poparnbHo) 1-2) npuinom nicnsa nynbc-Tepanii
LLIBMOKe 3HMXEHHS 3HWXeHHs fo3un Ha 50 % Big no- | 0,5 mMr/kr/goby (Ao KiHus | 3MEeHLLEHHS paHHbOro pu3u-
(Reduced-Dose) 4aTKoBOI [0 4-ro TUXHS 1-ro micaus) KY TSXXKUX iHdpekuir Ha 40 %

HocsrHeHHs goau 5 mr/go6y
(a60 0,1 mr/kr)

MiHimizauis (ctepoig-
36epiraHHs)

Crpareris PEXIVAS: nosepe-
Ha 6e3neka Ta 36epexeHHs
pOCTOBOro noTeHuiany

o 12-ro TwxHa (3 micaui)

Putykcumab 375 mr/m? (a6o

BionorivyHa niaTpuMmkKa 500 Mr (biKC.)

OCHOBHWIA areHT, Lo J03BO-

KoxHi 6 micauis o
° 6 micsy nse 6e3neyHo BigMiHUTK MK

MpunuHeHHs npuitoMy npea-

MoeHa BigmiHa 'K .
Hi30MOHY

3a yMOBM CTIMKOI KniHi-
Ko-nabopaTopHOi pemicii
(BVAS =0)

6—12 micauis Big noyatky
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Kpurepii pemicii ANCA-Hegppury y aiten
TA NiATOPUMYBAABHQA TEPArIs

Pewmicia npu ANCA-acomiiitoBaHOMY BacKYJIiTi ITOmiIsI-
€ThCSI HA TIOBHY Ta YaCTKOBY.

[ToBHa pewmicis XapaKTepU3yEThCS: BIACYTHICTIO KJIi-
HIYHMX TIpOSIBIB CHUCTEMHOTO BacKyJaiTy (3a IIKaJIolo
BVAS = 0); nopmarnizaliieio adbo crabimizamiero GpyHKIIii
HUPOK (KpeaTWHiH y MeXaX BiKOBOI HOPMH); BiICyTHiC-
TIO aKTUBHOTO CEYOBOIO ocamy (reMaTypii), IpoTeiHypis
< 0,2—0,5 1/mody; Hopmamizanielo TutpisB ANCA (PR3/
MPO).

YacTkoBa pemiciss KOHCTaTYETbCS: MpPU 3HMKEHHI aK-
TUBHOCTI 3a 1ikaaoo BVAS Ha > 50 %; crabinizatii abo mo-
JIinmeHHi QYHKIii HUPOK, aje 3 HAsSIBHICTIO 3aJUIIKOBOI
MpoTeiHypii a0 MikporemaTypii.

BaxMBO TakoX pPO3YMiTH, IO TO3UTUBHUI TUTP
ANCA (PR3/MPO) nipu BincyTHOCTI KJIiHIKM HE 3aBXIU
O3Hayva€ pelyauB, IPOTe BUMAra€e peTeJIbHOTO MOHITOPUH-
TY, OCKiJIbKM PU3MK 3aTOCTPEHHSI Y TAKUX JiTeil BUIuii [53].

TTicast mocsiTHeHHST IHAYKIIIT peMicii (3a3BuJait uepe3 3—6
MICAIIIB Bil TTOYATKY JIIKyBaHHsSI) IUTHMHA MAa€ OTPUMYBATHU
MiOTPUMYBaJIbHY TePAIIito IS 3aIT00iraHHS peLIUINBaM.

Bubip nmpemapaty nis migTpuMyBaJibHOI Tepaltii 0a3y-
€ThCA Ha akTyaJabHux pekoMeHaauisx KDIGO 2024 ta me-
niatpuuHux rpotokosiax EULAR/PReS (ta6u. 10).

Tpanuuiiino azationpuH (AZA) OyB 30J10TUM CTaHAApP-
ToM Ticas iHayKuii mukinodocdaminom. IMpore octaHHi
nociimkeHHs1 (3okpema, RITAZAREM, 110 oxoruioBaio
MiaTiTKiB) noBenu nepeary putykcumady (RTX) y 3aro-
OiraHHi pelyaIMBaMm.

Putykcrmab BUSIBUB BUIIlY €(DEKTUBHICTb y TAIiEHTIB
3 PR3-ANCA-M03UTHBHICTIO (CXWJIBHUX 10 PELUAUBIB).
BigcyTHicTh mIOAEHHOTO IPUItOMY TaOJIETOK ITiABUIILYE
KOMILIA€HC Yy MiMTTKIB. CxeMa miATpuMyBaJIbHOI Tepartii:
500 mr (a6o 375 Mr/m?) KoxHi 6 MicaliB rmpotsrom 18—24
MmicauiB. OO0OB’I3KOBUM € KOHTPOJIb PiBHsI B-niMboruTiB
(CD19+) ta imyHoro0yniHiB IgG nepen KOXXHUM BBEeIEH-
HsIM (pU3UK rinorammariao0yiinemii). [Mpu 3HmxenHi IgG
< 3—5 r/n1 po3rasiaaEThCs MUTAHHS TIPO 3aMiCHY Tepariiio
BHYTPILlITHBOBEHHUM iMYHOIJIOOYJIiIHOM a00 BiACTPOUKY
yeproBoi no3u RTX. Yci miiaHoBi nieruieHHs1 (0co0JMBO

JKMBUMM BaKIIMHAMMW) MalOTb OYyTH 3aBepllIeHi A0 MOYaTKy
iMyHOCyIIpecii ab0 BiIKjafaeHi 10 MOMEHTY BiIHOBJIEHHS
nynay B-kiaitun (CD19+). Ipu 3nuxenHi IgG < 3—5 r/a
PO3IISIAAETHCS TUTAHHS MPO 3aMiCHY Teparilo BHYTpIlll-
HBbOBEHHUM IMYHOTJIO0YJIiHOM a00 BiJCTPOUYKY YEproBOi
nmo3u RTX [54].

A3zaTionpuH CTaB pO3MISAATUCS K ajlbTepHAaTUBA MPU
HenepeHocuMocTi RTX abo oomexxeHoMy OromxkeTi. Jlo3y-
BaHHS IS TIATPUMYBaAIbHOI Tepartii: 2 Mr/Kr Ha n1o0y. [le-
pen movyaTkoM 6axkaHo MPOTECTYBaTU aKTUBHICTh (pepMeH-
Ty TPMT (TiomypuHMmeTunaTpaHcdepasm), 1100 YHUKHYTH
¢aTaabHOI MPUTHIYEHOCTI KiCTKOBOIO MO3KY [55].

Ckinpky TpuMatu pemiciro? st giTeit muTaHHS TpU-
BAJIOCTi € MUCKYCIMHUM 4yepe3 pU3MK iH(eKIIil i BIUIMB Ha
pict. CTaHAapTHUI TepMiH HEe MEHIIE HixX 24 Micslii micist
JIOCATHEHHS MOBHOI KJIiHiKO-J1abopaTtopHoi pemicii. [Tpo-
JIOHTOBaHa Tepartisi (10 3—5 pokKiB) peKOMEHI0BaHa IiTIM
i3 BucokuM TuTpoM PR3-ANCA Ha MOMEHT 3aBepllIeHHS
CTaHIAPTHOTO KYPCY, TSDKKUM YPasKeHHSIM JIeTeHb B aHaM -
He3i, HasIBHICTIO PEeLIUANBIB Y MUHYJIOMY.

[lix yac minTpmMmyBaiabHOI ha3u memiaTp Ma€ KOHT-
pOJIIOBATU: CEYOBMIT oca (ITOsiBa HaBiTh MiKporeMartypii —
nepiuii curdan TpuBoru); TuTp ANCA (cTpiMKe 3poc-
TaHHS TUTPY, ocobaruBo PR3) yacto nepenye xiiHivHOMY
peurauBy 3a 1—3 Micsiii; piBeHb B-kititTuH (iX BiTHOBIEH-
Hs1'y KpoBi Ha ¢poHi RTX Moxe CBiquuTH Mpo 3aBepIleHHS
il mpemnapary Ta pU3MK 3arocTpeHHs) [56].

lporHo3 Ta BiaAaneHi HacAiaku ANCA-Heppury
y Aiten

be3 nikyBaHHs setanbHicTh mocsirae 90 %. Ilompu
3HAYHi ycmixu B iMyHocymnpecuBHilt Tepamii, ANCA-
acouilioBaHNI He(PUT 3aIUIIAETLCI CEPUO3HUM BUKIIM-
KOM [IJ151 IOBTOCTPOKOBOTO MPOTHO3Y.

[Ipu cBoevacHilt Teparii 5-piyHa BIKMBaHICTh HUPOK
cTaHoBUTh Osin3bKo 80 %, mpote 20 % malli€eHTiB moTpe-
OyI0Thb Aiajizy abo TpaHCIUIaHTAllil MPOTIroM 5 pokKiB. ¥
6u3bK0 25—40 % miteit mpotsiroM 5—10 pokiB miciist BcTa-
HOBJIEHHS J[iarHO3y PO3BUBAETHCS XPOHIYHA XBOPOOA HU-
pok II1-V craniit. Haliripiunii mporHo3 MaroTh Naui€eHTH
3i CKJIEpOTUYHUM KJ1acoM 3a Berden (pu3uk TepMiHaIbHOT

Ta6nuys 10. Ctparerii nigTpumyBanbHoi Tepanii ANCA-acouirioBaHux HegpuTiB y giten

Mpenapar

[lo3yBaHHS Ta peXxum

TpuBanictb Ta yMOBU

lMepeBaru Ta 3acTepexeHHs

Putykcumab (RTX) —
npenapar subopy

500 mr (a6o 375 mr/m2)
B/B KOXHi 6 MicauiB

18-24 wmicaui nicna pocsr-
HEHHs1 NMOBHOI peMmicii

Hareuwa edektmBHicTb ansa PR3-
ANCA(+). 36epirae dpepTUnbHICTb.
Motpebye koHTponio IgG Ta CD19+

AzaTtionpuH (AZA) —
aneTepHaTuBa

1,5-2 Mr/kr Ha goby
nepopanbHO (LLIOAEHHO)

He meHLwe Hix 24 micsui.
[MouaTok 4epes 2 TUXHI
nicnst oOCTaHHbLOI J03M
uuknodocdamigy

HocTynHicTb. [NoTpebye KOHTPOno
3AK (pn3unk nevkoneHii) Ta ne4iHko-
BUX Npo6. BaxkaHnn TeCT Ha aKTUB-
HicTb TPMT

MpenHi3onoH (HU3bKi
[o3n)

MocTynoBe 3HWXEH-
Hs 0o 5 mr/no6y (a6o
0,1 mr/kr)

[NoBHa BigMmiHa oo 6—-12
MicaLiB NiATPUMYBanbHOI
hasu (3a ymoBM cTabinb-
HOCTI)

MpiopuTteT y nepiatpii — MiHimi3auis
'K ona 3ano6iraHHsA 3aTpuMLi pocTy
1 0CcTeonoposy

MikoheHonaty mogoe-
Tin (MM®)

600 Mr/m? oBa pasu Ha
[o6y (makcumym
2 r/poby)

BukopuctoByeTbes npu
HenepeHocumocTi RTX Ta
AZA

MeHLua etheKTUBHICTL Y 3anobiraHHi
peumameam nopisHAHO 3 RTX
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HUPKOBOI HeIoCTaTHOCTI > 60 %) Ta MOYaTKOBO HU3BKOIO
IIBUAKICTIO KIIy6oukoBoi ¢inbrpauii (IHK® < 30 mu/
xB/1,73 m?) [57].

V niteit 3 PR3-ANCA pu3suk peuyuBy BABiUi BULLKIA,
HiX ipu MPO-1103UTUBHOCTI, 1110 BUMAara€e arpeCUBHillIO-
O MOHITOPWHTY.

3axBOpIOBaHHS Ta OTO JIIKyBaHHS CYTTEBO BILUIMBAIOTh
Ha (Gi3MYHUT i ICUXOCOLiabHUI CTaH AUTUHU. 3aTpUMKa
POCTY, OCTEONOPO3, KYIIMHTOITHUI CUHIPOM Ta CTpii 3Ha-
YHO TTOTipIIYIOTh CAMOOILIHKY ITiATITKIB. Came ToMy cydac-
HUi1 TpeHa Ha MiHiMizaio 'K € mpiopurernum [58]. bara-
TO MAalli€HTIB CKapXKaThCsl HA XPOHIYHY BTOMY Ta TPYIHOIIL
3 KOHIIEHTpAIIi€l0 yBary HaBiTh y (a3i moBHOI peMicii. Bu-
KOpPUCTaHHsI pUTYKCMMaOy 3aMicTh LMKI0hochaminy m10-
3BOJISIE YHUKHYTHU TT€PEIYaCHOTO BUCHAXXEHHS SIEYHUKIB i
a300cCMnepMii, 110 KPUTUYHO JJI5T MALli€EHTIB AUTSIYOTO BiKY.

Hditn 3 ANCA-HehputoM TNOTpeOyIOTh IHAUBIIYyaTb-
Horo rpadika HaBYaHHS ITiJ 9ac 3arOCTPeHb Ta CYBOPOTO
iHdeKIiiTHOro KOHTpOJIIO (Yepe3 imyHocymnpeciio). Baxkin-
BOIO € TICUXOJIOTiYHA TiATPUMKA POIUHU, OCKIJIBKM CTpax
peuunuBy (ANCA-TpuBOra) € TOCTIMHUM CTPECOBUM
(daxkTopoM It OATHKiB.

Otxe, nporHo3 npu ANCA-Hedpuri y miTeii BU3HA-
Ya€EThCS HE JIMIIE JOCSTHEHHSIM peMicii, a i1 30epekeHHSIM
(YHKIIIOHAJIBHOTIO Pe3epBy HUPOK, MiHiMizalli€elo mobiu-
HUX edekTiB Teparii. Ilepexin Ha OGiosioriyHi mpemnapatu
JTIO3BOJISIE 3MICTUTU aKUEHT 3 <«BWXXMBAHHS 3a OyAb-sKY
LiHy» Ha 3a0e3MeYeHHs] MOBHOLIIHHOI SIKOCTi XXUTTS Ta CO-
iaJabHOI iHTerpallii INTUHU.

AAnroputm Aivi npu nipaospi HO ANCA-Heppur
Y AUTUHN

IIpu BusBIEHHI Tpiagm TremaTypisa + IpoTeiHypis +
IIBUIKE ITiIBUILEHHS KpeaTMHiIHYy HEOOXimHWIT HeraliH!it
J1abopaTOpHUII CKPUHIHT («30JI0Ta TOAMHA»), 0e3 OYiKy-

BaHHsI Ha TOCHiTajJi3allil0 OO0 CIeliaJi30BaHOIro LIEHTPY.
Heoo6xigHo npusHauntu: ANCA-nanens (I®A — BusHa-
YeHHs aHTUTiN 10 npoteiHasu-3 (PR3) ta mienonepoxcu-
nasu (MPO); aHTuTisna 10 6a3abHOI MEMOpPaHU KJIyOOUKiB
(Anti-GBM, mis BukioueHHs1 cuHapoMy [yaracuepa);
komrieMeHT (C3, C4 — mpu ANCA-HedpuTi BiH 3a-
3BMYail y HOPMi, Ha BiIIMiHY BiJl BOBYAaKOBOTO YM ITOCT-
crpentokokoBoro ['H); saranbHuii aHamis cedi (mouryk
E€PUTPOIIUTAPHUX IIWITIHIPIB SIK MapKepa aKTUBHOTO TJIO-
MepyiaoHedputy) [59].

ANCA-BacKyJIiT pigkKo Bpaxae JIMIIe HUPKU, IITyKaiTe
YEpBOHI Mparoplli TaKoX y BUIISAI MO3aHUPKOBHUX IIPO-
aBiB: JIOP-opranu (3aTs>kHi pUHITH, OTUTU, CUHYCHUTH,
110 He MiIal0ThCsl aHTUOIOTUKOTeparii (XapakKTepHO IS
I'TIA)); nereni (3aguilKa, KpOBOXapKaHHSI, TEPMiHOBO
HeoOxigHuit peHTreH a6o KT OI'K m1s1 BUK/TIOUEHHS ajib-
BEOJISIPHOTO KPOBOBUJIMBY); IKipa (Myprypa, 110 MajbIy-
€ThCS1, A00 BUPA3KHU).

Hwutnna 3 nino3poto Ha LLTIT'H mae 6yTu HeraiiHo roc-
niTajgizoBaHa J0 BiJIiIeHHS OUTsA4Y01 Hedposiorii abo iH-
TEHCHBHOI Teparlii, e € MOXJIUBICTh IIPOBEICHHS OioIICil
HUPKU Ta reMomiajidy. 3aTpuMKa diaTHOCTUKU Ha 48—72
TOIMHM MOXe CTaTH (haTaIbHOIO WIS (PYHKIIII HUPOK.

SKIII0 CTaH OIUTUHU KPUTUIHUI (aHYpisl, IereHeBa Kpo-
BOTE€YA): PO3IJSTHYTU MPOBENCHHS ITyJbC-Teparii MeTHJI-
npenHizonoHom (250—1000 Mr go6GOBO IMPOTITOM 3 [HIB)
HaBiTb 0€3 pe3yJIbTaTiB HepOOioICii; YHUKATU MPpU3HAYECH-
Hs HI133, siki 1omaTKoBO MOTipIIyIOTh HUPKOBUI KPOBO-
Tik. [Ticist crab6inizaliii cTaHy — NOXUTTEBUI KOHTPOJIb AT,
piBHSI KpeaTuHiHy it aHamizy ceui. Kontpoas Tutpy ANCA
KOXHi 3—6 MicsLiB 1151 IPOrHO3YBaHHS pelnauBy [60].

[Mpaktnunmii  moertamumii  MeHemkMeHT ANCA-
Hedputy y miteit, sskuii 00’e€qHY€E OiarHOCTUKY, JTiKyBaHHS
3a mpoTtokosioM PEXIVAS/KDIGO 2024 Ta 3axonu 6e3me-
KU, HaBeaeHo y Taou. 11.

Ta6nuys 11. MpakTtnyHnii anroputm BegeHHs antuHn 3 ANCA-acouirioBaHuM HeppUTom

ETan meHeg )XMeHTYy LLlo po6uTtn

Yoro yHukKaTtu

[NepBuWHHA giarHocTMKa

HeraviHo npmusHadntn ANCA-naHenb
(PR3/MPOQO) i anti-GBM npw Tpiagi: rema-
TYpisi + NPOTEIHYpPIs + PICT KpeaTUHIHY

He ouikyBaTu COHTaHHOrO 3HUMXEHHS KpeaTu-
HiHy. 3aTpumka y 48—72 rog npv LLUMIH moxe
NPU3BECTN O HEO60POTHOrO CKNEPO3Y HUPOK

Bepudikauis giarHosy
Horo knacy (Berden)

[MpoBecTn NyHKUiAHY GiONCit0 HAPKK Y
nepLui 72 ro ans BU3HA4YEHHS ricTonoriy-

He Bigknagatu 6ioncito npu HeratueHmux ANCA.
o 20 % sunapgkisB ANCA-HecbpuTy € cepoHe-
ratMBHUMM (MaBLWIMYHHUMM)

IHOyKUis pemicii

BukopuctoByBatu putykcnmab (RTX)
375 mMr/m? sk npiopuTeTHWIA 3acié ons
36epexeHHs PepTUbHOCTI NIAMITKIB

He nepeBuLlyBaTN KYMYnATUBHY 003y Liu-
knodpocamigy (> 7,5-10 r/m?) yepes puauk
Heob6opoTHOro 6e3nnigaa

CrepoigHa Tepanis

(PEXIVAS) (cxema reduced-dose)

3HWXyBaTV [O3Y NPEQHI30I0HY
00 5 mMr/poby o 12-ro TVKHS NikyBaHHS

He BrkopucToByBaTtu BUCOKi Ao3n 'K

(> 0,5 mr/kr) TpmBaro. Lie Bege A0 3aTpUMK#M
POCTy Ta THXKUX iHpeKUin (Ha 40 % BULLMIA
pY3KK)

MoHiTopuHr 6e3neku

KoHTpontosaTy piBeHb IgG i CD19+
nepen KoxHum BeegeHHam RTX. Mpu-
3Ha4aTtu NpodinNakTUKy NHEBMOLMCTHOI

He irHopyBaTn «mani» peunansm (Mikporema-
Typito). 3pocTaHHa TuTpy ANCA yacTto nepegye
KIiHIYHOMY 3aroCTpeHH!o

Teyi Ta rpaHyrnboM Y JIereHsix

MHEBMOHIT
. 0O608B’a3koBo BMKoHaTn KT OIK ans Bu-
EkcTpapeHansHuia o A
KITHOYEHHS «HIMOI» anbBeONIAPHOI KPOBO-
KOHTPOJTb

He npusnayatn HMN33 gna 3He6onoBaHHA npu
nigo3pi Ha HeOPUT: BOHW MPOBOKYOTbL rOCTpe
MOLUKOA)KEHHSI HUPOK
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BucHoBKMU

ANCA-acouiiioBadi HeppuTu y OiTel 3aJIUIIAIOTH-
Cs1 OfHI€I0 3 HAMCKIAAHIIINUX MPOOJIeM CydacHOI OTUTSIYO1
HedpoJorii uepe3 BUCOKUIT PU3UK HEOOOPOTHOI BTpaTH
¢yHK1ii HUpok. Crienugdika TUTSIYOro BiKy IMOJISITAE Y J10-
MiHYBaHHI (DeHOTUITy TpaHyJieMaTo3y 3 IOJiaHTiITOM Ta
yacromy 3anydeHHi PR3-ANCA, 1110 KopeJto€e 3 BUCOKOIO
YacTOTOI PELIMINBIB.

JliarHOCTMYHA CTpaTeTis Ma€e 0a3yBaTHUCSI HA pAHHBOMY
CKPUMHIHTY cIeM(PIiYHNX aHTUTIJI Ta 000B’I3KOBOMY BUKO-
HaHHI 0iOIICii HUPKY 3a IepIInX 03HAK IIIBUIKOIIPOTPECY-
1040ro riomepynoHedpury. AudepeHitiaabHa giarHOCTUKA
3 aHTu- BMK-xBopo6oio Ta CUCTEMHHM YepBOHUM BOBYA-
KOM € KPUTMYHOIO s BUOOPY IMPaBUJIbHOI JIIKyBaJbHOI
TaKTUKU.

CyyacHa Tepamisi 3a3Hajla CYTTEBOI TpaHchOpMallii:
nepexia BiJi arpeCUBHUX LIUTOCTATUYHUX PEXKUMIB 10 BU-
KOPUCTaHHSI 0i0JIOTIYHUX areHTiB (pUTYKCUMa0) TO3BOJISIE
JOCSATTU peMicii 3 MiHIMaTbHUMU TOOIYHUMU eheKTaMH,
1110 € XXUTTEBO BAXJIUBUM 7151 30€peKEHHST PeNPOAYKTUB-
HOTO Ta pOCTOBOTO MOTEHIiaTy TUTUHU.

Ilepen KoxXXHUM BBEIEHHSIM PUTYKCMMaOy HEOOXimHO
KOHTPOJIIOBAaTH piBeHb iMyHOT100y1iHiB (IgG) B cupoBatii
KpoBi. Tpuaine 3actocyBanHs1 RTX y miTeii Mmoxe nmpusBec-
TU A0 BTOPMHHOI TimoramMmarjioOyliHeMil, 1110 moTpedye
3aMiCHOI Tepallii iMyHOTI100yJIiHaMu.

3 orsiy Ha ophaHHUIA CTATYC MATOJIOTIT Ta CKJIAAHICTD
MEHEDKMEHTY TaKWX TAali€HTIB HaraJbHUM MUTaAHHSIM
€ CTBOpEeHHsI enuHoro HarioHaJibHOrOo peectpy HiTeid 3
ANCA-acorifioBaHnMM BackyiiTamu. Lle 103BOIUTH KOH-
COJTimyBaTU KJIIHIYHWI MOCBIiJ, CTaHIAPTU3YBaTH ITiIXOAN
110 6ioJIoTiuHOI Tepartii Ha 1ep>KaBHOMY PiBHi Ta MO~
TW JOBrOCTPOKOBMI TTPOTHO3 HUPKOBOI BUXKMBAHOCTI Ta-
LIEHTIB y MeXXax KpaiHu.

KonduikT inTepeciB. ABropu 3asBIsIIOTH PO BiACYT-
HiCTb KOHQJIIKTY iHTepeciB Ta BjacHOi (hiHaHCOBOI 3alli-
KaBJICHOCTI IPU MiArOTOBLI JaHOI CTATTi.

Buecok aBtopiB. bynHik T.B. — KoHIemnist Ta qu3aiiH
po0oTH, 30ip TaHUX, aHaJIi3 Ta iIHTepIpeTalLlisl JTaHuX, Halu-
caHHs cTaTTi; XailToBud M.B. — aHasi3 Ta iHTepIpeTaiis
JMaHUX, OCTaTOYHE 3aTBepIKeHHs ctarTi; bananbka H.I. —
aHaJIi3 Ta iHTepIpeTallisa JTaHNX, peaaryBaHHs CTaTTi.
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ANCA-associated nephritis in children: current perspectives on diagnosis and treatment strategies
(literature review)

Abstract. Background. ANCA-associated vasculitis in children
is considered an orphan disease; however, renal involvement mani-
fested as rapidly progressive glomerulonephritis determines the pa-
tient’s survival prognosis and the risk of end-stage renal disease. The
purpose was to review scientific research and updated international
protocols regarding the genetic determinacy, mechanisms of pauci-
immune injury, diagnosis, and treatment of ANCA-associated ne-
phritis in children. Materials and methods. The literature review
was based on the analysis of scientific research results available in
open access, using information retrieval systems such as PubMed,
Web of Science, Scopus, Google Scholar, and ResearchGate. Sixty
scientific papers, primarily published within the last 5 years, were
reviewed in accordance with the selected topic and study objec-
tive. Results. The review details the 2012 Chapel Hill Consensus
Conference nomenclature and genetic predisposition to ANCA-
associated vasculitis (the role of HLA-DP and HLA-DQ loci). The
primary diagnostic significance of detecting antibodies to protein-
ase-3 (PR3-ANCA) and myeloperoxidase (MPO-ANCA) via en-
zyme-linked immunosorbent assay is substantiated, demonstrating
high specificity for the verification of granulomatosis with poly-
angiitis and microscopic polyangiitis, respectively. The specificity

of “renal masks” and extrarenal manifestations (ENT pathology,
alveolar hemorrhages) is described. Differential diagnosis with an-
ti-glomerular basement membrane disease and immune complex
nephritis is provided. The shift in the treatment paradigm based on
the PEXIVAS trial evidence and the new KDIGO 2024 guidelines
is highlighted: a strategy for rapid glucocorticoid load minimiza-
tion (down to 5 mg/day by the 12" week) to preserve the child’s
growth potential is substantiated. Particular attention is focused on
the priority of rituximab as a steroid-sparing agent and the role of
the Berden histological classification in predicting renal survival.
An algorithm for pediatrician actions in cases of suspected rapidly
progressive glomerulonephritis is substantiated. Conclusions. Early
diagnosis verification using enzyme-linked immunosorbent assay
for PR3/MPO antibodies and kidney biopsy according to KDIGO
2024 criteria is crucial. The implementation of targeted biological
therapy and low-dose steroid regimens improves patients’ quality of
life and reduces the incidence of disability.

Keywords: ANCA-associated nephritis; children; pauci-im-
mune glomerulonephritis; rituximab; PR3-ANCA; MPO-ANCA;
enzyme-linked immunosorbent assay; KDIGO 2024; PEXIVAS;
Berden classification; review
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