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NMOTEHLINHI MOXXJIUBOCTI
KJTIHIYHOI OLIHKM NALLIEHTA
3 ANCA-ACOLUIANOBAHUM
CUCTEMHUM BACKYNITOM

BincytHicTs GioMapkepa [/151 BUSIBJIEHHS PELIMAVBYOYO0 abo CTikikoro 3axs0-
PIOBaHHS BUKIIVIKAE PU3UK 3POCTaHHSI 3aXBOPIOBAHOCTI, PELMAVBIB | CMepT-
HOCTI y 3B’13KYy 3 0OMEXEHHSIM KOHTPOJTO XBOPOobu abo HeraTuBHOro BBy
Ha naujeHTa rnoTeHUitiHo HebeaneyHoi Teparii. MeTa AocnipkeHHs: BUBYU-
™V AaHi 3 [aeHTugikalii HoBUX MapKkepiB — KaHamAaTIiB Ha OCHOBI aHaslidy iIHHO-
BaUiVIHUX aHaJliTUYHUX IHCTPYMEHTIB, MOKPALLEHHST PO3YMIHHS iMyHOornaTore-
Hesy i KiHueBoi meTu siikyBaHHsT ANCA (aHTUHENATPODIIbHI LMTOMIa3MaTuyHi
aHTUTINIa)-acouivioBaHyx Backysitis. Marepianu i MeTogn [oCifKeHHS. Y po-
60Ti npeacTaseHi npobnemHi nutaHHs, npucssyeHi posi ANCA npyu ANCA-
acouirioBaHHVX BaACKYJliTax 3 akLUeHTOM Ha 0COB/IMBOCTSIX KITIHIYHVX (PEHOTUIMIB
Hociie PR3- i MPO-ANCA, peLvanBiB Ha OCHOBI MPpoBEAEHOro iHhopMaLiiHo-
ro nowyky B Medline Ta PubMed aaHux, ornybnikoBaHvx B OCTaHHI 3 AecsiTy-
pivysi. Pe3ynbTatvt i 06roBopeHHs1. 3a ocTaHHi 25 pokiB 4OCSrHYTO 3Ha4YHOro
nporpecy B po3pobLi metoauku susieneHHss ANCA. Lie cTtocyeTbcst AOCSrHEHb
Y XapakTepucCTuLli aHTureHa, craHaapTuaadii aHanisis ANCA, BkitodeHHi ANCA
B HOMEHKNatypy i knacugikauiviHi nporno3udii i B TexHosorii. KOoHCeHCyCcHi 3asi-
Bu L1400 TectyBaHHSI ANCA mMasiv 06rpyHTYBaHHS 3 ypaxyBaHHSIM PIi3HVX Bapi-
auivi cTocoBHO ix ouiHku. Bigkputrs ANCA 6ys10 BaxsmBmiM eTariom y fiarHoc-
TV | 7TIKyBaHHI [U151 NaLEHTIB 3 KITIHIYHUMY CUHLPOMAaMU rpaHy1eMaTo3HOro
nonianriity (IT1A) abo mikpockoniyHoro rnosiawriity (MI1A). BianosiaHo 40 Mix-
HapOAHWX AOKYMEHTIB 3 BU3HAYEHHS 1 OLIIHKM pe3ysbTaTiB TecTyBaHHs ANCA,
PV BUBHAYEHHI JaHVX ayTOaHTUTI/I B YCIX NMALiEHTIB 3aCTOCOBYETLCS METOA PE-
akuii imyHHoi pnyopecueHuii( PHIP). lNoTim 3 MeToro knacugikaLlii 3axBoptoBaHb
6yna pekomeHaoBaHa crieungidHicte ANCA no PR3 abo MPO. Lie 3ymMoBieHO
TUM, LLIO PIBHULISI B reHEeTULyi, naTtoreHesi, paktopax puavKy, Biarosigi Ha Jliky-
BaHHs | pe3ynbTatax 6inbLue siarnosigae iy PR3 abo MPO-ANCA, a He kJi-
HIYHOMY AjarHo3y. Pusvik peLvavBy TICHO MOB’93aHni 3 TUIMOM 3aXBOPIOBAHHS,
a He 3 Turnom ANCA. Y MPO-ANCA+ nauieHTiB 3 TIA 4acToTa peuvavBiB Taka
X, K y PR3-ANCA+ y naujeHTis. [pw 3MiHi cTparerii ikyBaHHsI C/lig crivpatu-
CS1 Ha KOMI/IEKCHE KJliHIYHE 0OCTEXEHHS, a He Ha pe3ysibtati ANCA. 3HaqyeH-
Hs1 ANCA sik npeaukTopa peuvanBy He BUSHAYEHO Ta HE 4OBEAEHO, HEraTyB-
Hi pe3ynbTatv TecTiB Ha ANCA He BUKITIOHa0Tb aKTUBHOI (pa3im 3aXBOPIOBaHHS.
PekomeHnoBaHa peryJsisipHa KOMIJIEKCHA KJTiHIYHa OLiHKa CcTaHy nawjieHTa, JJ1sl
SIKOI' ¢l 3aCTOCOBYBATH BUCOKOIH(OpMAaTUBHI KiiHIYHI iHaekcyn — BVAS, iH-
Jekc rnoukomkeHHs (Vasculitis Damage Index — VDI), cTyrneHsi 3axBoptoBaHHS
(Disease Extent Index) Ta 5-¢pakTopHy Lukany ( Five Factor Score). BUCHOBKMW.
BincytHicTs GioMapkepa [/151 BUSIBJIEHHS PELIMAVBYHOHO0 abo CTikikoro 3axs0-
[PIOBaHHS1 BUKJTMKAE PU3VK 3POCTaHHS1 3aXBOPIOBAHOCTI, PELMANBIB i CMEPTHOC-
Tiy 3B°513Ky 3 0OMEXXEHHSIM KOHTPOJTHO XBOPOOY ab0 HEraTnBHOI o Br/IMBY Ha Nna-
LjieHTa NMoTeHLiriHo Hebearne4Hoi Tepanii. OTxe, iCHye HeOOXIAHICTb y PO3POOLIi
GyHKUioHaLHOro Giomapkepa, K1k BiArnoBiaaTVMe MOXJIMBOCTSIM CTPAaTUQI-
Kaujii py3auky i nepcoHigikaLii 1ikyBaHHsI. AKTVBaLlisl albTEPHATUBHOIO LUJISIXY
KOMIiieMeHTa Mae (pyHAaMEHTaIbHE 3HAYEHHS /151 PO3BUTKY 3aXBOPHOBAH-
Hs1, @ MPOAYKTY po3riazy B Ceui € NOTEHLiViHM GioMapkepoM BaCKYJIiTy HUPOK.

ANCA (aHTUHEeNTpOodinbHi uMTONNAa3MaTUYHi  HOPM i PIBHOMAHITTAM KJiHIYHUX NPOSBIB. [MePBUHHI
aHTUTINA)-acouioBaHNn CUCTEMHUIA BaCKyNiT — 3a-  CUCTEMHi BacKyniTK ABNSIOTb COOOI0 rpyny 3axBOpIo-

XBOPIOBAHHS, SIKE XapakTePU3YETbCS NOMIOPraHHUMN  BaHb, SKUM MPUTaMaHHi peuanBm i peEMIcii iMyHOOMO-
YPAXKEHHAMW, FETEPOrEeHHICTIO KNiHIKO-IMyHONOMYHNUX  CEepPeaKoBaHOro 3anasieHHa KPOBOHOCHUX CyauH. YHi-
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KasbHi AiarHOCTMYHI Ta TepaneBTUYHi npobaemMn Hali-
yacTile BMHMKAIOTb caMe Y L€l kaTeropii nauieHTiB.
CuctemHunii Backynit (CB) moxe yacTo BM3HavyaTucs
3a po3MipoM ypaxeHux cyaviH. Tak, npu CB apibHux
CYOVH, Ha BiAMIHY Bifl BENVKNX, 3aNaNIEHHS MOYNHAETb-
CS1 3 eHJ0TEeNiaNbHOrO MOLUKOOXKEHHS | 3ananeHHs iH-
TUMW, MOLLNPIOIOYMNCh 30BHILLHBLO (aABEHTULIN). PaHHE
3anasibHe NOLUKOMKEHHS iHTUMU 3 NOAASIbLUOK aKTU-
BaLli€l0 Kackaay Koarynsauii B cyamHax Manoro kanio-
pa € niarpyHTsaM A0 PO3YMiHHA TPOMBOOTUYHOT i HEKPO-
TUYHOI NAToNOrii, Kka NpMTaMaHHa caMme TakoMy Ba-
piaHTy CB [5, 6]. l'paHynemaTo3dHuin nonianriit (MA),
MiKpocKonivyHmin noniaHriit (MIMA) Ta e03nMHO®INBbHUIA
rpaHynemMartos 3 noniaHriitom (EMMMA) matoTb Bignosia-
Hi LLLOPIYHI NOKa3HUKN 3axBOptoBaHOCTI 2,1-14,4; 2,4—
10,1i0,5-3,7 Ha 1 MnH HaceneHHs B €Bponi, a NoLwn-
peHicTb ANCA-acouiioBaHOr0 CUCTEMHOIO BACKYIiTy
oujiHeTbCA B 46—184 Ha 1 MIH. 5-piyHa BUXKMBaHICTb
onaMA, MMNAiEFMA ouiHoeTeca B 74-91, 45-76 1 60—
97% BignosigHo [2, 9, 19]. LUnpokomacLluTabHi BUNpo-
OyBaHHS reHoMa NPOAEMOHCTPYBaIN BUPAXEHY reHe-
TWUYHY acoLliaLito 3 ayToaHTUTIIaMM: Miefonepokcuaa-
3a — ANCA (MPO) acouijioetbes 3 HLA-DQ, HLA-DP,
npoTeiHazo-3-ANCA (PR3) Ta ii aHTunpoTeiHasoto
(a;-aHTUTPUNCcKH). OCcTaHHE MIATBEPAXYE KIIOYOBY
ponb aytoaHTuTin y po3sutky ANCA-acouinoBaHoro
Backynity [2, 3, 7].

3a 0ocTaHHI 25 pokKiB AOCArHYTUI 3HAYHWIA NPOrpec
y po3pobui metoaukn ans suseneHHs ANCA. BiH cTo-
CYETbCH AOCATHEHb Y XapaKTePUCTUL aHTUIeHY, CTaH-
naptunaauii aHanizis ANCA, BkntoveHHi ANCA B HOMEH -
KnaTypy Ta knacudikauiiHi npono3uLii Ta y TEXHOSO-
rit ANCA. KoHCeHCyCHi 3asiBM L0400 TeCTyBaHHS Ha
ANCA manu neBHe NiarpyHTs 3 ornsay Ha pisHi Bapia-
uii wono ix ouiHku. Biokpnutta ANCA y nauieHTiB 3 kii-
HiYHUMU cHapomMamu [TIA ab6o MIA 6yno BaxIMBuUM
€TanoMm Yy AjarHoCTuLI i NikyBaHHI uMx CTaHiB. [icns Bia-
kpuTTss ANCA i nigBULLIEHHSA OOCTYMHOCTI TECTYBAHHS
niarHo3 'MA ab6o MIA Bce yacTille BCTaHOBOBaIN
BMEBHEHO B HANIEXHUX KNiHIYHMX YMOBaX, Yy TOMY YMC-
ni 6e3 Gioncii.

Y 2016 p. MiXXHApOAHOIO Fpynolo0 ekcnepTi.,
4YneHiB EBPONENCbLKOro anbsiHCy acouialin pes-
maTonoris (European Alliance of Associations
for Rheumatology — EULAR), EBponeiicbkoi acouia-
Lii HNpok — €Bponericbkoi acoujaLii gianisy Ta TpaH-
cnnanTauii (European Renal Association-European
Dialysis and Transplant Association — ERA-EDTA)
i EBponencbkoro ToBapucTea BackyniTie (European
Vasculitis Society — EUVAS), ony6nikoBaHi pekoMeH-
nauii 3 giarHocTuku i nikyBaHHa ANCA-acouinoBaHux
CB, ki y3aranbHWUAM Ccy4yacHi HayKOBi LOCSATHEHHS,
MIDKHAPOOHUIM KNiHIYHMI OOCBIA Ta BUCBITAUAN LWIN-
poke kono npobnem ANCA-acouinosaHux CB. Bia-
MOBIAHO 40 MiXKHAPOAHWX MOrOAXKYBaNIbHUX JOKYMEH-
TiB i3 BU3HAYEHHSA Ta OLiHKM pe3dynbTaTiB TECTYBaHHS
Ha ANCA, npu BM3HAY€HHI JaHOT rpynu ayToaHTu-
Tin y BCiX NaUiEHTIB BUKOPUCTOBYETbLCH METOL, peak-
uii imyHHoi dnyopecueHuii (PHI®D). Micna oTpumaH-
Hs no3uTueHoro pesynbtaty PHI® ANCA-no3nTUBHOI
CUPOBATKM NPOBOANUTLCSH MOBTOPHE TECTYBAHHS
3a JONoMorow iMyHogpepmMeHTHoro aHanisy (IPA)
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Ons Bu3HadeHHs TunocneundidyHmx ANCA, ockinbkum
PHI® — ue nuiie cKpuHiHroBUI TECT ANs BUSB/EH-
HA ANCA ycix Tnnis. 3 METOI0 BU3HAYEHHS OCTaHHIX
3a TMnom BUKopucToByeTbecs IPA «ELISA». Cneundiy-
HUMK aHTuTIinamu gnsa INMA € cANCA (uutonnasma-
TUYHMUIA TUN CBITiHHA) 11 aHTUTINa go PR3 [2, 16, 19].

OcTaHHiM YacoMm 3 MeTolo knacudikaLii 3axBo-
ptoBaHb pekomeHaoBaHa cneundidHicte ANCA
no PR3 abo MPO. Le noe’aA3aHO 3 TUM, WO Pi3HMLSA
B FEeHeTuLi, natoreHesi, pakTopax pn3unky, Bignosidi
Ha nikyBaHHS i pe3ynbTatax binblue BiANoBigae Tumny
PR3 a6o MPO-ANCA, Hix KniHiYHOMY AliarHO3y. Benvka
yBara npuginanacs cneumdiyHocTi ANCA, HaBiTb BBa-
Xanwu ii rofoBHOIO.

HeratneHunm ANCA He Bukniwodae ANCA-
acouiioBaHOro BacCKysiTy y BigMOBIAHOMY KNiHIYHO-
MY KOHTEKCTi aKTUBHOIO 3aXBOPIOBaHHA. [esaki nocni-
[DKEeHHS mokasanu, Lo nauieHTu, y akux Tutpm ANCA
abo 3b6epiratoTbes, abo 3pocTatoTh y 4 pasu, abo cTa-
I0Tb MO3UTUBHUMMW, MalOTb BiNblLLy YacTOTy peumam-
BiB, TOAi K iHWIi OOCNIOXEHHS He MiATBEpaAUnN Taky
acoujauito. Pusuk peumamBy OinbLu TiCHO NOB’A3aHUNA
3 TUNOM 3axBOPIOBaAHHS, Hix i3 Tunom ANCA. Y MPO-
ANCA+ nauieHTiB 3 TIA yacToTa peumauBiB Taka cama,
ak y PR3-ANCA+ y naujeHTiB 3 A [14].

CtaHpapTtowm piarHocTuku ANCA-acouiioBaHOro
BACKyNiTy € 6ioncia TkaHMHK (WKkipa, M’a3u i T.1.).
Ha ocHOBi TMNOBOI ricTonaTonoriyHoi kapTuHK (6io-
Mcis ypaKeHOoro opraHa, Harkpalle BepxHix amxanb-
HUX LWSXiB a0 HMPKK) B 0COOM 3 XapakTePHUMM 3Mi-
Hamu B nereHsix Ta/abo B ocaai cevi ta HasBHiCTIo ANCA
(nepeBaxxHo PR3-ANCA) [3]. YyTnumBicTb TpaHCOPOH-
XianbHOi Gioncii nereHb HepPiBHOLLHHA NPU PI3HUX HO-
3onoriyHnx popmax ANCA-acoLinoBaHNX BaCKyniTiB:
npw I'MA BoHa cTtaHoBUTbL Nuwe 12%, a npu EMA —
66,7%. CyTTEBO BMLIA OiarHOCTUYHA LHHICTb BiAKpU-
TOi Gioncii nereHb, CKNagHOro iHBa3MBHOIO BTPYYaH-
HS. YepesLwkipHa 6ioncia HUPKKN s 3HUXKEHHS pU3u-
KY BUKOHYETbCA Nig KoHTponem Y3/. P13unk KpoBoTey
nicns 6ioncii HUPKM BULLMIA Y NALLIEHTIB, KM NPOBO-
aouTbecs nnasmadepes, ocib Noxnnoro Biky, 3a HasB-
HOCTI apTepianbHOI rinepTeHsii i TAXKOI HUPKOBOI He-
OOCTaTHOCTI.

€Bponelicbke MONeKyNAPHO-reHeTUYHE BUNpooby-
BaHHs o0 ANCA-acouiioBaHnX BaCKyniTiB BCTAHO-
BUJI0, LLIO 3aXBOPIOBaHHS, acouiioBaHi 3 PR3-ANCA,
nos’a3aHi 3 reHamu HLA-DP, SERPINA1 i PRTN3,
B TOWM 4ac 9k BackyniT, acouirnosaHuii 3 ANCA no MPO
HenTpodinie, nos’a3aHuin 3 HLA-DQ-deHoTMNOM.
FeH SERPINA1 koaye O,-aHTUTPUMNCUH-CEPUHOBY
npoteasy, ska mae PR3 B AKOCTi ogHi€i 3 MilLeHeln.
FeH PRTN3 kopye PR3. ImyHHa BignoBigb NpoTtu ay-
ToaHTureHa PR3 € ronoBHOO eTionoriyHo ocobnm-
BicTio PR3-ANCA-acouinoBaHoro Backynity [13, 19].
HewonasHe BunpobyBaHHS NMiATBEPAMIO Nonepes-
HE MOBIAOMJIEHHS MPO Te, WO came xBopoba PR3-
ANCA+, ane He MPO-ANCA+, noB’sa3aHa C BapiaH-
Tamu reHis HLA-DPAT i DPB1. HLA-DPB1 rannotun
MOSICHIOE BEIMKY HYaCTKy FrEHETUYHOIO PU3KKY Y Nnawi-
eHTiB 3 ANCA-acouinoBaHum Backynitom. Hasnaku,
y HociiB MPO-ANCA nos’a3aHe 3 BapiaHtamun HLA-
DQA2 i DQB1. Tomy reHeTu4He TecTyBaHHA HabOyBae
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aKTyasibHOCTI 040 BU3HAYEHHSA PU3NKY PO3BUTKY
ANCA-acoujinoBaHOro BacKysiTy.

Hes’acoBaHnm goTenep 3aanaeTbCs NaToreHes
ANCA-acouilioBaHOro BackysiTy. Xo4a BBaXa€TbCH,
wo MPO- i PR3-ANCA BigirpatoTb CyTTEBY POJIb B Na-
Todisionorii xBopobu BiNbLLIOCTI NaLEHTIB, OAHAK Npsi-
MUX 0,0Ka3iB 3B’A3KY MiX HAABHICTIO LMX aHTUTIN | BU-
HUKHEHHSIM 3aXBOPIOBAHHSA A0 LVIX MiP HE BU3HAYEHO.
MPO i PR3 BusiBnstoTb y rpaHynax HerTpodinis i nizo-
coMax MOHOLMTIB, BOHU € MilueHamn ans MPO-ANCA-
no3utneHUx ANCA-acouinoBaHux BackyniTie. PR3 ekc-
MPECYETbLCA MalXe 3aBXAU HA MOBEPXHI HENTPOdiNb-
HUX KNiITWH, ToAi 9k MPO, HaBnaku, He eKCnpecyeTbCs
CMOHTAHHO Ha NOBEPXHI HENTPOMINbHUX KNITUH, OAHAK
noeepxHeBa ekcnpecis MPO BU3HaYaeTbLCA MiCNs akTu-
Bauji HerTpodinis. NMpu ANCA-acouinoBaHnx BackyJli-
Tax 3B’a3yBaHHA MPO- abo PR3-ANCA 3 HeliTpodina-
MM BUKITUKAE aKTMBALO | Aerpanynauiio, a Takox aa-
resito i TpaHCMIrpauito HemTpodinis Yepes eHOOTENIN
CYOVH, WO NPU3BOAUTL A0 MOLUIKOAXEHHS eHAO0TENi-
aNnbHUX KNiTUH. MNaToreHeTnyHe 3HadeHHs MPO-ANCA
nigTBEPLAXKYETLCS 34ATHICTIO LIMX aHTUTIN BUKINKATU
CUHOPOM BacCKyniTy, 9K1UI Haragye ekcnepmMeHTab-
HO HaOYTUIA HEKPOTUIYIOUYUIA BACKYIT. BaxnueicTb
PR3- Ta MPO-ANCA 6e3yMoBHa 5K /11 PO3YMiHHS Na-
ToreHeay, Tak i KniHiYHKX xapaktepuctuk CB. Bioomo,
wo PR3-ANCA+ aHTuTING 3’9BNS0TbCSA B KPOBI Naui-
EHTIB 3a POKM A0 KNiHiYHKX NposBiB. OgHaK HasiBHICTb
MPO- ab6o PR3-ANCA+ He 3aBXau KOPEJOE 3 aKkTUB-
HICTIO XBOpPOOW, O A03BOASE MPUNYCTUTM HEOOXIA-
HICTb Y CYKYMHOCTi MHOXWHHUX GakTopiB, LLO cCnpusa-
I0Tb YTBOPEHHIO BACKYITHUX | FpaHy1eMaTO3HUX YTBO-
peHb [6]. Jo Takmx HanexaTb iHdekuji (cTadinokok),
Nikn, GakTopn 30BHILLHBOIrO cepenosuLla, cneundiy-
HicTb ANCA. MNMo3akniTuHHI nacTkm HenTpoddinie (NET)
BCE YacCTille BU3HAIOTbCS BXIVMBUMM OIS NaTOreHesy
ayTOIMyHHUX CcTaHiB, Bktodaoun MPO- i PR3-ANCA+
CB. B ymoBax 3ananbHoro npouecy NET MOXyTb akTu-
BYBATW IMYHHI KNITUHW, SIKi BASHAYalOTbCS, BKJIOYalo-
4YM ayTOpeakTUBHI B-kniTnHM, Ta BUKNMKA4YM NOLWKO-
IPKEHHS opraHiB-MileHen. CnoHTaHHe yTBopeHHst NET
yacTiwe BigMivaeTbca y nauieHTiB 3 CB Ta kopenioe
3 aKTUBHICTIO 3aXBOPIOBAHHS. [1pn CTUMYRSLIT Mepexi,
aka mictutb PR3 i MPO, BOHM BUAINSIOTLCS SK Y KPO-
BOTIK, Tak i B MOLLUKOMXEHI TKaHVHW [4].

OcTaHHIM YacoM CTaso Bi4OMO NPO aKTMBALLiKO allb-
TEPHATUBHOIO LWASIXY, BaXNBOrO AS NaTtoreHesy
MPO-ANCA+ ta PR3-ANCA+, ANCA-acoujnoBaHOro
BackyniTy. Wu Ta cniBaBTOpW HaBiTb 3anpOnoHyBau
BBaXaTW, LLLO KNACUYHWNI 260 NEKTUHOBUI LUASIX KOMM-
nemMenTa aktmByeTbcs B PR3-ANCA+, ane He B MPO-
ANCA+. [1o peui, came Le cTano rno4yaTtkom ang 3a-
CTOCYBaHHS TaKOro Nikapcbkoro 3acoby, K iHribiTop
peuentopa C5a — aBakonaH, akuii € epekTUBHUM
npu 3amiHi BUCOKUX 403 rakokopTmkoigis (MK) [1,
8, 14].

Ha cborogHi Bxe Bigoma i okpecneHa noTeHujiHa
pisHMUA Mix Hociasmu MPO- i PR3-ANCA+. Hewonas-
HO NopiBHIOBanNacs pPidHMLA B Npodinsax UMTOKIHIB Y CU-
poBarTLi KPOBi, MOB’A3aHKUX i3 3anasieHHaM, nporide-
paujieto, NOWKOOKEHHAM CyOVH, penapaujieto TKaHUH
y naujenTie 3 ANCA-acoujiioBaHM Backynitom. PidHu-

us 3a peHoTnnom (PR3- Ha BiamiHy Big, MPO-ANCA+)
npw I'MA Ha BigmiHy Big MIMA BusiBNneHa He3anexHo Bif,
Toro, 3actocoByBaBcst Tun ANCA 4u KniHiko-naTono-
riYHW CTaH 4n1s rpynyBaHHs NauieHTiB, O4HaK PiSHULS
6yna 6inbL BUpaxeHoto, konun nauieHtr 3 PR3- i MPO-
ANCA nopisHioBanucs oamH 3 ogHum. Cepep 6iomap-
kepiB y HociiB PR3-ANCA+ BU3HA4YeHO: iHTepnekKiH
(IL)-6, IL-2, IL-15, IL-8, IL-18 i rpaHynoumTapHo-mMa-
KpodaranbHUin KONOHIECTUMYNMIOKUMIA dakTop. Toai
Ak y HociiB MPO-ANCA+ BuAiNeHo po34mHHMA peuen-
TOp IL-6, po34nHHUI peLenTop dakTopa HEKPO3Y NyX-
nnHn (TNF) Tuny Il ninokanin, 38’a3aHuin 3 xenaTmHa-
3010 HENTPO®INIB, | POSYMHHY MONEKYITY MIDKKIITUHHOT
agresii. Y 6aratodakTopHUX aHanidax piBHi LUTOKN-
HIB HE 3anuLanmcs BiporigHo 3B’a3aHnMu Hi 3 A, Hi
3 MIA, ane 36epiranncs geski acoujiauji MiX LUTOKiI-
Hamu i ANCA-Tunom [16].

Mopenb natoreHeady Backynity nepenbadyae, Lo
MPO- i PR3-ANCA+ matoTb 6arato CxoXux natore-
HEeTUYHKUX BnacTueocTten. OgHak BUNPOBYBaAHHAMM
OCTaHHIX POKiB AOBEAEHO, LLIO TAKOX MOXJ/IMBA PI3HMLS
B NPO®inax akTusaLii KOMNieMeHTa i LUTOKIHIB 3anex-
Ho Big Tuny ANCA. He BUKIOYEHO, LLIO Pi3HWULSA B Na-
ToreHesi mix nauieHtamu 3 PR3- i MPO-ANCA+ moxe
BMJMBaATW Ha BMOIp TEpaneBTUYHOrO 3acoby NikyBaH-
HA 3 ornany Ha cneumdivHicTb ANCA.

Be3yMOBHO, He B yCix MauyieHTiB 3 NigBULLEHNM
TnTpoM ANCA 04iKyeTbCHA 3aroCTPEHHSA XBOPOOU.
Mpn ubOMY PO3BUTOK 3arOCTPEHHS MOXe TpuBaTun
BiO, MiCSILB A0 NOHAaA POKY Bi MOMEHTY NiABULLEHHS
piBHs ANCA. OuiHioBaHHS p13ukiB, nepesar y BUOOPI
NikyBaHHSA 3 ornaay Ha cneundiyvHictb i Tutpu ANCA €
CKJ1a[0BO0 NepCOoHIPiKOBAHOT KOMMOHEHTU Yy BEAEHHI
naujeHTa. Tun ANCA Ta noro BapiaLlii MoXyTb BrisiMBa-
TW Ha 30aTHICTb MPOrHO3YBAHHS B 3MiHAaX TUTPIB, TOMY
KOPUCTb cepinHOoCTi BUMiptoBaHb ANCA He BUKIMKae
CYMHiIBIB. BinbLicTb BUNpoOyBaHb, B SKMX OLLiHIOBA-
JIN NPOrHOCTUYHY KOMMOHEHTY B 3MiHax Tutpy ANCA,
Oynn oOMexXeHi HacTOTOIO BMMIpOBaHb TUTPY, Bapia-
LM y BU3HA4YeHHi pedynbtatie. KOpncTb MOBTOPHOIO
TECTYBaHHSA nepenbavyaeTbCsa 3a YMOBW 3aCTOCYBaH-
HS Cy4acHUX cTparTerin nikyBaHHA. Hanpwknag, y Bu-
npobysBaHHi RAVE (3acTocyBaHHs puTykcrumady (RTX))
npu ANCA-acouinoBaHOMy BackyniTi nogaHa goaar-
KOBa iHpOpMaLis NPO MOTEHLIMHY LiHHICTb CEPINHO-
ro tectyBaHHs ANCA, xo4a poJsib Takoro TeCTyBaHHS
y BeaeHHi nauieHTiB 3 ANCA-acouinoBaHM BacKyni-
TOM, @ HE B [iarHOCTUL, 3aN1LWIAETLCHA CYyNepeUnBOIo.
Tutpu PR3- i MPO-ANCA 3HMXYIOTbCS Nif, Yac iHOyK-
uii pemicii (trials-WGET). HeratnsHmin ANCA Ta HaBiTb
3a/IMWEHNI HEraTUBHUM NiJ, Yac HACTYNHOro cnocTe-
PEXEHHS He € HaOIHVM iIHOMKATOPOM TOro, Lo nawj-
€HT nocarHyB abo 36epexe pewmicito. Cepen, naLieH-
TiB 3 PR3-ANCA+, aki oTpumyBanu RTX B RAVE, BusiB-
neHe nigBuLLeHHs (nogginHe) TTpy PR3-ANCA 6yno
nos’a3aHe 3 BiNlblL BUCOKNUM PU3NKOM TSXKKOro 3aro-
CTPEHHS NPOTSAroM OfIHOIrO POKY, 0COBNMBO 3 iCTOPIED
YyPaXeHHs1 HUPOK abo anbBEONSAPHOT KPOBOTEYI. TOMY
KOpUCTb cepiiHoro TectyBaHHs PR3-ANCA moxe 6yTun
cneungiyHo ANg nauieHTiB, wo otpumysanu RTX,
Ha BigMIiHY Bif, iHLWIKNX 3aC06iB NikyBaHHS.
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MpobnemHum cepen ANCA-acoLinoBaHMX BacKyi-
TiB € paHHE BUSIBNIEHHS peunauBiB 3aa14 3anobiraHHs
MOLUKOAXKEHHIO OPraHiB Ta 36iNbLLUEHHS TEPMIHY BUXN-
BaHH4. Ha CbOrogHi He BM3Ha4YeHa NporHo30BaHa LiH-
HiCTb NnoTeHuinHMx 6iomapkepisa ANCA-acouinioBaHMxX
CB 1a B-knituH. MNpu aHanisi peaynbTaTtiB 0AHOLEHTPO-
BOro BMNpobyBaHHSA (nepiod crnoctepexeHHs 2006—
2018 pp.) noseneHo, wo ANCA Ta ctatyc B-knitmH
noe’a3aHuin 3 peumameamm CB y nauieHTiB, aKki oTpu-
myBanu RTX Ha eTani inaykuji pemicii (RI). Y yactuHn
nauieHTiB (31) peuname cTaBcs NPOTArOM 2 POKiB Mnic-
na nikyeaHHa RTXRI. Y nauieHTi, aki gocarnu ta 3anm-
wanucs HeratmeHumMmu 3a PR3-ANCA (n=29), peungu-
BU BiaMiveHo nuwe B 3% Bunaakie. HYactota peunamsis
3pocTana oo 37% Bunagkis Nnpu CTinkomy pieHi PR3-
ANCA (n=49) Ta noBTOPHIN ix NosBi. TOmMy cnig 3ayBa-
XWTU, WO CTINKWIA 3pocTatouunii piBeHb, 0COBNBO Mo-
BTOpHMI PR3-ANCA, CcyTTEBO acOLLiOETLCA 3 BiNbLLOIO
KinbkicTio peunamsis (37%, p=0,002 Ta 50%, p=0,002).
Cepepn oocnigxkyBaHnx NaLieHTIB 3 HEMOBHMM BUCHA-
XEeHHAM B-kniTMH BigMiyeHo 3Ha4YHO Binblue peumau-
BiB (54%) NOPIBHAHO 3 MaujieHTaMn 3 BUCHAXXEHHSM
B-knitnH (26%, p=0,02). Y nauieHTiB 3 penonynsaujieto
B-kniTuH BUABNEHO 3Ha4YHO Binblue peunamsis (41%)
MopiBHSHO 3 NavjeHTamm 6e3 B-knitnH (15%, p=0,03).
3aranom BiacyTHICTb N03nTUBHOCTI A0 PR3- abo MPO-
ANCA 6yna gyxe nepenbayyBaHoto Woa0 36epexeH-
Ha peunauBiB. Y PR3-ANCA-NO3NTMBHMX MaLiEHTIB
96% peunamnBiB BUHMKNO MPW CTiliKilh abo NOBTOPHIN
nosiei PR3-ANCA T1a 81% npu noBTOPHOMY 3acefieH-
Hi B-kniTtun [20].

YoMy XxBOpPOOM HMPOK MatoThb BinbLL TSXKKMIA Nepe-
6ir y HociiB MPO-ANCA+ 3 CB? OcTaHHiM 4acoM BU-
>XMBAHICTb NaLEHTIB 3 ypaxKeHHsAM HMpok npu ANCA-
acoujinoBaHuX BaCKyiTax nokpawmnaca. Y nauieHTis
3 MPO-ANCA+ 3 niaTBepaXeHUM ypaxeHHaM (6io-
ncia), Sk NpaBuo, BiAMiIYaloTb BiNbLU XPOHIYHMIA Xa-
pakTep, WO BiAPI3HAETLCS BiJ, aKTUBHUX NOLLIKOAXKEHb
Ha MOMEHT BCTaHOBNEHHS AiarHo3y. Hebeaneu-
He 4115 XUTTH nauieHTa ypaxeHHs HUpok npu ANCA-
acouinoaHnx CB moxe BapitoBaTV Bi, NepLIOro nposi-
BY FOCTPOI0 MOLWKOAXKXEHHS HAPOK A0 MOBINIbHOrO Npo-
rpecyBaHHd Ta TepMiHanbHOI BTpaTU GYHKLii HUPOK.
Bioncist HUPOK MOXe NokasaTy 3HAYHY HacTKy rnobasnb-
HO CKJIEPOTUYHUMX KITyOOUKiB ab0 KNITUHHUX MiBMiCSLB,
260 B OCHOBHOMY HOpPMaJibHUX KJy604KiB. H13bka po3-

nornap HA NPOBNEMY

TaGnuus
Oco06nuBoCTi 03HaK KniHiYHOro peHoTuny y Hociie PR3- i MPO-
ANCA

PR3-ANCA+ MPO-ANCA+

Yacriwe BigMivyaoTbCa NposiBu, Wo YacTille BUSBASIOTb 03HAKM, O Bif-

BignogigatoTs MA nosigaiotb MMA

BinbLu iMoBipHE ypaxeHHs Byxa, IHTEepCTULiaNbHE 3aXBOPIOBAHHS Ne-

HOCa, nasyx i ropna reHb (Hanpuknag ¢ibpo3yloye 3axBo-
PIOBAHH$ NIEreHb)

Y HociiB PR3-ANCA+ Bigmiyatotb-  Hocii MPO-ANCA+ matoTb GinbLu BU-

Csl YyPaXeHHsi MOPOXHMH abo BY3-  COKMiA piBeHb OPOHX0EKTa3iB, siKi Yac-

NINKN TO HasiBHi A0 NosiBM 03Hak CB

PR3-ANCA+ I'TIA matoTb Ginbww Bu- Hocii MPO-ANCA+ yacTiwe Ma-

COKMI PU3NK PELIMAMBY, HiX Taki  10Tb YPAXEHHS HUPOK, HiX naLieH-

3 MPO-ANCA+ 1 3 PR3-ANCA+. YacrTiwe Bigmiya-

10Tb BiflbLL TSXKE 3aXBOPIOBAHHS HU-

pok 3 NoTpe6oto B 3aMiCHiii HUPKOBIlA

Tepanii

Hocii MPO-ANCA+ [TIA MatoTb H13b-

KY 4aCTOTy 3aroCTPEHb, HiX Taki

3 PR3-ANCA+

Hocii MPO-ANCA+ ITIA MoxyTb

MaTtu NpupoaHuii nepebir, ocobnnso

Ha BigMiHy Big oci6 3 PR3-ANCA+

Hocii PR3-ANCA+, Ha BigmiHy Big,  Hocii MPO-ANCA+ MoxyTb MaTu

Takux 3 MPO-ANCA+, BignoBiga-  6inblu BUCOKWIA PU3UK CMEpTi,

10Tb Ha iHy3ii RTX Ha eTani iHayk- NOB’13aHOI 3 CepLLeBO-CYANHHUMM

uii pemicii Ha BigMiHy Bif Tepanii  nogisiMu, 3 ypaxyBaHHAM ypaxeHb

unknopochamigom HUPOK, BiKY i T.M.

Mauientn 3 peunamsytounm rMA Hocii MPO-ANCA+ yacTilwe MaioTb

3 PR3-ANCA maloTb 6iflbll BUCO-  ypaxXeHHs Cnn3oBux 06010HOK abo

KW pU3NK peunamsy, Ha BigMi- 0dTaNbMONOriYHI CUMNTOMM, @ TaKOX

HY Bifl HELLOABHO AiarHocToBaHMX JIOP-cumnToMM, iHOLI BiAMiYaIOTLCS

MPQ-no3uTtuBHMX nauienTie 3 MIMA WKipHi Ta cepLeBO-CYANHHI YPaXEHHS!

Hocii PR3-ANCA+ peunausyiotb
yacrTiwe, Hix Taki 3 MPO-ANCA+
nicns iHAyKuii pemicii

Hocii PR3-ANCA+ pe3ucTeHTHi
10 nikyBaHHs (RAVE)

paxyHKOBa LLIBUAOKICTb kKiyb6o4koBoi dinbTpauii (pLLKD)
npu HagxooxeHHi, MPO-ANCA, MIA ta HUpPKOBOOO-
MeXeHe 3axBOPIOBAHHSA MOB’sA3aHi 3 OifibLl BUCOKUM
pu3nkom BTpaTu GyHKLUii HUpoK (ESRD); a 6inbLu BU-
coka pLUK®, PR3-ANCA Ta 'MA mMatoTb KpaLiuii Npo-
rHo3. Ha Haw nornsaa, TsSkuin nepebir y HociiB MPO-
ANCA+ 3yMOBMIOETHCS aKTUBALLIEIO alIbTEPHATMBHOIO
LLIAXY KOMMJIEMEHTA, KU Mae QyHOAAMEHTalbHE 3Ha-
YeHHSA )19 PO3BUTKY 3aXBOPIOBaHHS. [MpoaykTv po3na-
[y B Ceui € NOTEHUiHUM BioMapKepOM BacKyiTy HU-
pok. BunpobysaHHamu Gou Ta cniBaBTOpIB AOBEAEHO,
wo piBHi Bb, C3a, C5ai po3unHHoro C5b-9 B ceyi bynn
3HA4YHO BULLMMUN NPU aKTUBHOMY 3aXBOPIOBaHHI, Ha LO-
natok o Bb — dakTnyHo, 3abeanevyoum cyporatHuii
MapKep ricTonaTonorii HAPOK 3i 3BOPOTHO KOpens-

EULAR/ERA-EDTA 2016. CKINTALOBA PEKOMEHOALIA

Bepudikauia giarHosa

lHayKuis pemicii

MiaTpumka pemicii

PedpakTepHicTb/

MiarpynyBaHHA
3a cTyneHem
TAXKOCTI

peunanByrouMn
nepeo6ir

MOHITOPUHI

ToKkcuyHicTb

nikie Komopb6igHicTb

Doceig nikaps
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MipTpumka nauieHTa Ta HaBYaHHSA
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nornapn HA NPOBNEMY

LLIEIO 3 MPOLLEHTHMM BMICTOM HOPMaJlbHUX KJTyOOUKIB.
MioTBepaxeHa rinote3a Chen Ta cnisaBTopiB (2015)
npo Te, Lo BiNbLU BUCOKI PiBHI B N1a3Mi KpoBi pakTopa
komnnemenTa (CFH) npurnivyiotb ANCA-iHOyKOBaHyY
aKTUBALLO HENTPO®INIB 3i 3HMXKEHOK (YHKLiOHANb-
HOIO aKTMBHICTIO Y MALLEHTIB 3 aKTUBHUM 3aXBOPIOBAH-
HAM. Bumip Lboro mapkepa 003BONNTbL BUABNATU Ta-
KMX MauieHTIB, a TakoX HacTynHWin peumame [15, 19].

Mopsg 3 NnosiBoto Bce Binbll ePEKTUBHUX Tepanes-
TUYHUX CTPAaTETil, NOCTiNHO icHYe noTpeba B HaAinHO-
My Biomapkepi, Sknii 3gaTeH BUSHAYUTU CTYMNiHb aKTUB-
HOCTI 3aXBOPIOBaHHSA i pu3unk peuuauBy. biomapkep
MarnbyTHLOro cnpuaTUMe Po3pobui IHAMBIAYaANbHOI
Tepanii, onTUMi3aLii KOHTPOIO Had, 3aXBOPIOBAHHSIM,
BOAHOYAC Aonomararyn 3MeHLIEHHIO HEraTUBHO-
ro BAMBY Tepanii Ta NOTEHLNHOI LWWIKOAW, NOB’A3aHOi
3 nikyBaHHAM [10]. Xouya ceponoria ANCA i nonynsi-
uia B-kniTmH paneki Big, JOCKOHANOCTi, BOHW € OBO-
Ma OCHOBHUMMMW iIHCTPYyMeHTamu Giomapkepis, SKi Wm-
POKO 3aCTOCOBYIOTBCS HA MPAKTUL A5 OMOBHEHHS
KJiHiYHOI ouiHkM. OoHUM i3 kKaHOuaaTiB Giomapkepis
€ ayToaHTuTINa 0O NNa3MiHOreHy TKaHMH, siki BBaXka-
I0TbCS HEBIZ’EMHOI0 YAaCTUHO DiIBPUHONITUYHOT CUC-
Temu i BigMidaTbeca y 25% nauieHTiB 3 NO3UTUBHUMU
aHTn-PR3 i aHTn-MPO.

KnoyoBumu y cknapgosin EULAR pekomeHaau,in
€ OCHOBHi KOMIMOHEHTUN, AKi CTOCYIOTbCA BepudikaLi
BACKyNiTy, IHAYKLUIT pemicCii, MOHITOPUHrY i NigTPUM-
KN peMicii.

Ons inoykuii pemicii ANCA-acouiioBaHOro Backy-
NiTy 6e3 ypaxXeHHs XXUTTEBO BaXJIMBUX OPraHiB peko-
MeHA0BaHO NikyBaHHA 'Ky noegHaHHi 3 MeToTpek-
catom (MT) abo mikodpeHonaty modeTtunom (MMD).
MT a6o MM® He 3acTOCOBYOTb A5 iHOYKLIT pemi-
cii npy MeHiHreanbHOMY CMHAPOMI, peTpoopbiTasnb-
HOMY YPaXeHHi, 3any4eHHi cepus, Me3eHTepianbHNX
CYyOVIH, NTEreHeBi KpOBOTENI, BrepLUe aiarHocToBa-
HOMY MHOXWHHOMY MOHOHEBPUTI. 3anponoHOBaHO
npuaHadyeHHs MT (20-25 mMr Ha TUXOEHBL) 3a YMO-
BU BiACYTHOCTI O3HAK YPaXEHHS HUPOK Y HACTYMHUX
BUMNaaKax: Npy HEAECTPYKTUBHOMY YPaXXEHHI HOCA i
[,00aTKOBMX Nasyx (6e3 nopyLueHHs HioxXy abo nosiBum
ryX0Tun); HEBMPA3KOBOMY YPaXXeHHi LUKipW; Mio3uUTi;
BY3/IMKax Y JIereHsx 6e3 AeCTPYKLii i KDOBOXapKaHHi;
npu NpoTunokadaHHsax abo BiACYTHOCTI MOXJ/IMBOC-
Ti 3acTocyBaHHsa uuknopocdaminy abo RTX. Y pasi
cepiriosHoro peunavey ANCA-acouiioBaHOro Backy-
NiTy, KU 3arpoXye XUTTIO, ab0 3 YpakeHHSM BaXx-
NMBUX 191 XUTTS OpraHis, sk i B 4e0oTi ujei natono-
rii, pekomeHgoBaHo nikyBaHHA Ky noegHaHHi 3 uu-
knogpocpamigom abo RTX.

3BEpPHEHO yBary Ha 3B’ A30K TOKCUYHOCTI 3 KyMyJisi-
TUBHOIO 003010 umknodochamiay, gka BuLLa Npu ne-
popanbHOMY 3aCTOCYBaAHHI, y 3B’A3Ky 3 unm RTX
Moxe OyTun Binblu NepcnekTUBHUM, HixX uuknodoc-
damig. OAna nikyBaHHA HeTsxkkux peunansisa ANCA-
acouinoBaHOro BacKkynity e(pekTMBHE TMMYACOBE Nif-
BULLEHHSA 0o3un K, ane B noganbliomy, ik NpaBuiio,
BigMi4alOTb MOBTOPHI peunanem, ToMy 3a415 nigTpyum-
KU1 peMicii pekoMeHA0BaHi nocuneHHs abo moandika-
LList IMYHOCYMNPECMBHOIO NiKyBaHHS1, 3aCTOCYBaHHS aslb-
TepHaTUBHMX MeTOAB. [iaTprMKa pemicii — nocuneH-

HS abo Moaudikauis iIMyHOCYNPECUBHOMO NiKyBaHHS,
3aCTOCYBAHHS aNbTEPHATUBHNX METOLIB.

MoniTopuHr piBHiB ANCA — oauH i3 BapiaHTiB
ons Bubopy TepaneBTUYHMX 3acobiB ans 3anobiraH-
HS peumauey CB. AHanis peadynbTatie BUNpoOyBaHHS
MAINRITSAN nokasaB BilHOCHO HU3bKYy 4acTOTy 3a-
rOCTPEHb 3a YMOBM MiATPVMMYBaNbHOI cTpaTterii npe-
napatom RTXy ¢pikcoBaHmx go3ax (3% vepes 22 Mic i
10% yepes 28 wmic). binblwicTb 0ci6, ONYy4EHUX 00 BU-
npobysaHHsA, 6ynn PR3-ANCA+, ToMy cknagHO oOLj-
HUTK, K HaCTOTa 3arOCTPEHHS 3MIHIOETBLCS MiX HOCI-
amn PR3- i MPO-ANCA+. MporHocTnyHa 3Ha4MMIiCTb
ANCA 3 ypaxyBaHHSIM BUMipIOBaHb A0CUTb Bigoma. Oa-
Hak To4HicTb ANCA B NporHo3yBaHHi peunanBy 3ane-
XUTb Bif, KIIbKOCTI Ta CTYNEHS YpaXeHHA opraHis-mi-
weHen. ocnimkeHHAMM OCTaHHIX POKIB MiaKPEeCAeHO,
wo To4HicTb ANCA B NporHo3yBaHHi peunamnBy 3ane-
XWTb CaMe Bi, HAABHOCTI ypaXKeHHS HUPOK. Tak, BUMpPO-
o6yBaHHa RAVE poseno, wo nigsuuieHHs ANCA 3Hau-
HOI MipPOI0 MOB’S3aHO 3 PEUVAVIBOM Y HOCIIB OCTaHHIX
3a YMOBM NOEAHAHOI0 YPaXXeHHS HUPOK, JIereHb (anb-
BEOJISPHOIO KDOBOTEUEID).

MocTae NUTaHHS, Y1 MOXE MOHITOPUHE TTPY MPO-
abo PR3-ANCA+ nepenbaynTt 3aroCTpeHHs 3anex-
HO Big cTparTerii nikyBaHHa? Hu3kolo BMNpobyBaHb
[oBegeHa BaX/IMBICTb MOHITOPUHIY MiABULLEHHS PiB-
HA ANCA B SIKOCTi OPIiEHTUPY A5 OLLIHKN e(EKTUBHOC-
Ti nikyBaHHA Backynity. ANCA 3anniuaeTbCsa HanbinbLL
BaXXIMBUM BioMapkepoM y knacudikauii 3axBoptoBaHb
i MPOrHO3yBaHHI PELMAMBIB Y NALEHTIB 3 BiflbLL TIXKM-
MW BaCKyNiTHUMU NPOSBAMMU, TakKMMU AK asibBEONSIP-
Ha KpoBoOTeyva i HUpKoBuin Backynit [1, 19]. 3 ornany
Ha HNU3KY OnpautoBaHb Cif 3ayBaXXnTH, WO HE3anex-
HO Bif, 3aCcTOCOBaHOrO JlikyBaHHS Hocii PR3-ANCA 3 pe-
umaneyodnum MA MatoTb 3HAYHO BiNlbLL BUCOKNI puU-
31K peumamBy Ha BiAMIHY Bif, NAUIEHTIB 3 HELWOAABHO
piarHoctoBaHum MIMA a6o no3ntusHum MPO-ANCA.
Y nigxoAaj 3 no3uuii nepcoHanisaoBaHoi MeaAULIMHU TUTPU
ANCA MoxyTb 6yT1K BinbLl iHGOpMaTUBHUMMN NPU MPO-
rHo3yBaHHi peumameis [17, 18, 20].

MpobneMHUM Ang nikaps € NPUAHATTS pilleHHs
040 nofanbLIoi cTpaTerii NikyBaHHSA y BUNaaky ped-
pakTepHoi xBopobu Ao Tepanii nicnsa 4 TUX NikyBaHHS
cTaHaapTHoto Teparnieto (umknodocdamin abo RTX).
EULAR nponoHye pedpakTepHoo XBOPOOOIO BBaXa-
TN TaKy, nepebir AKoi xapakTepun3yeTbCs BiACYTHICTIO
3MiH ab0 CynpOBOAXKYETLCA MNiABULLLEHHSAM aKTUBHOCTI
3axBoptoBaHHs npu roctpomy ANCA-acouiioBaHOMY
BACKyNiTi nicna 4 TMX NikyBaHHS CTaHOAPTHOMO Te-
panieto [20]. 3rigHo 3 pekomeHpauiasmu EULAR/ERA
2016 p. 3 nikyBaHHA ANCA-acoujinioBaHOro BacKyniTy
KNIHILMCT MOXe 3aMiHUTK LmknodocdaminHa RTX abo
HaBnaku. PilueHHsA Npo 3MiHm cxemu nikyBaHHs ANCA-
acouinioaHoro CB noBMHHO CNPaTUCS Ha KOMIMEKC-
He KiHiYHEe OOCTEXEHHS, a He Ha Pe3ynbTaTu BU3Ha-
yeHHss ANCA (piBeHb gokagiB 4, cuna pekomeHgadii D).
MiopkpecnioeTbes, wo 3HavyeHHsa ANCA gk npegukTopa
peunavBy HE BU3HAYEHO Ta HE [OBEOEHO, HEraTMBHI
pesynbtaTtn TecTiB HA ANCA He BUKIIO4aI0Tb HAssBHOC-
Ti aKTUBHOI a3un 3axXBOPIOBAHHS.

3arocTtpeHa yBara Ha HebaxaHUx peakuiax
Ha yuknodocdaming ana npodinakTukm iHOeKuUii
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Pneumocystis jirovecii, CxeaneHo TpmBase npu3HayeH-
HA TpuMeTonpumy/cynbpametokcasony (800/160 mr
yepes3 aeHb abo 400/80 mr/moby). HebaxaHi pe-
akuii Ha umknodgocdamin Bigomi. Buasnena Buco-
ka edpekTmBHicTb RTX npu peunamsytovomy ANCA-
acouirioBaHomy BackyniTi [2]. B okpemunx Bunagkax
RTX moxe maTn 0oaaTKOBi nepesaruv, Hanpuknag,y xi-
HOK PenpoayKTUBHOIO BiKy. JTikyBaHHS uyknodocdami-
nom abo RTX noegHyeTbes 3 npudHadeHHsam MK 1 mr/
Kr/moby (He 6inblie 80 mr/noby), 003y NpeaHi30s0-
HY MOCTYMOBO 3HMXYIOTb A0 7,5—10 Mmr nicna 12 Tmx
NiKyBaHHS.

Ona nigTpumkn pewmicii ANCA-acouirnoBaHoro
BACKYNiTy PEKOMEHA0BAHO JliKyBAHHSA HU3bKUMU
nozamu 'K B noegHaHHi 3 azationpuHom, RTX, MT
abo MM® [2]. PaHHg BigMiHa NiaTPUMyBanbHOI Te-
panii noB’a3aHa 3 pM3nkom peungmsy. MigTpumy-
BanbHa Tepanis ANCA-acouinoBaHOro Backynity —
asartionpuH, RTX, MT a6o MM®, y 3B’a3Ky 3 ripLuoto
nepeHocuMmicTIiO nedayHoOMIL BiAHECEHO [0 npe-
napartiB gpyroro psaay [2, 4]. JopaTtkoBe npusHa-
YyeHHs nauieHTtam 3 MA TpumeTtonpumy/cynbdpa-
MeTokcasony (800/160 mr aBivi Ha gob6y) Moxe
CAPUATU 3HUXKXEHHIO PU3NKY PELMANBY, MOHOTEpPA-
nia TpumMmeTonpumMmomM/cynbdameToKkcasosioMm Ans
nigTPUMKKM peMicii He pekomeHgoBaHa. lNMauieHTam
3 YPaXEHHSAM BEPXHIX AMXasibHUX LLUNSXIB T HOCIAM
Staphylococcus aureus Nnpn3HavyalTb TOMIYHI aHTU-
BGioTMKM (MYNiIPOUMH).

KomopbigHicTb nigkpecneHa B pekoMeHaaLisax
EULAR i € ocHOBOW0O 019 Nepiogn4HOi OLHKN pU3n-
Ky PO3BUTKY CEPLIEBO-CYOVHHNX 3aXBOPIOBaHb y Nna-
uieHTiB 3 ANCA-acoujnoBaHum CB. Y 14% nauieHTiB
3 [MIA npoTsrom 5 pokiB Bif, BCTAHOBIEHHS AiarHO3Yy
PO3BMBAKOTLCS CEPLLEBO-CYAMNHHI 3aXBOPOBaHHSA [7].
[0 HezanexHnx dakTopiB pU3KnKy iX PO3BUTKY BiHO-
CSATb MOXUAWN BiK, AiaCTONIYHY FiNepTeHsito, cneundiy-
HicTb ANCA no PR3.

PekomeHOoBaHa perynspHa KOMMeKCHa KIiHiYv-
Ha OUiHKa CTaHy nauieHTa, Ang $Koi 3anpOonoHOBAaHO
3aCTOCOBYBATU TaKi BUCOKOIH(HOPMATUBHI KNiHIYHI iH-
JeKcu, K WKana akTMBHOCTI Backynity (Birmingham
Vasculitis Activity Score — BVAS), iHO€KC NOLLIKOAXEH -
Ha (Vasculitis Damage Index — VDI), ctyneHs 3axso-
ptoBaHHSA (Disease Extent Index) ta 5 ¢pakTopiB npo-
rHogdy (Five Factor Score). 3anponoHoBaHe EULAR
BM3Ha4vyeHHs pedpakTepHoro ANCA-CB Bk/tovae Bifl-
CYTHICTb NokKpauleHHs abo NiaBULLIEHHS aKTUBHOCTI
ANCA-CB nicnst 4 Tx ctaHOapTHOI iHOYKLiAHOI Tepa-
nii 260 3HMXKeHHS NokasHukie BVAS meHLw Hixk Ha 50%
nicns 6 TMX NikyBaHHS, 200 NePCUCTYIOHOro 3aXBOPIO-
BaHHS 3i 30€peXXEeHHSIM OQHOI0 BENMKOro abo 3 manmx
03HaK akTMBHOCTI nicns 12 Tk Tepanii. O60B’A3KOBWIA
noLuyK NpuynH popmMyBaHHS pedpakTepHoro nepeobi-
ry ANCA-CB, Bkntoyatoum nepernsg npaBuibHOCTI aia-
rHO3Y Ta iCTUHW pedpPakTEPHOCTI, OLHKN aAeKBATHOCTI
NiKyBaHHS Ta 3aCTOCYBaHHS LiNIbOBMX 403 Mpenaparis,
YTOYHEHHS AOCTOBIPHOCTI HAABHOCTI akTUBHOCTI ANCA-
CB, BMKIIOYEHHS NOLLKOO)KEHb, 3yMOBJIEHMX HAciaKa-
M ANCA-CB, BUKIOYEHHS 3B’13KY MPOSIBIB 3 iHdEeK-
Li€eto, iHLWOW KOoMopBbiaHO naTonorieto abo 3noskKic-
HVM HOBOYTBOPEHHsM [12, 13].
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BigcyTHiCcTb BignoBigi BU3HAYaETbCA K 3HMXKXEHA
aKTUBHICTb 3aXBOPIOBAHHSA MeHLLE Hix Ha 50% 3a wwka-
namu ouiHkm (Hanpuknag BVAS a6o BVAS/ITIA) nicns
6 T NikyBaHHS. XpOHiyHa CTilika xBopoba BM3Hava-
€TbCH 9K HASBHICTb NMPUHANMHI OQHOIO 3aXBOPIOBAH-
HS 3a WKanamMmm ouiHkM nicnsa 12 T nikyBaHHs. Mau-
€HTaM, 9Ki He B 3MO3i JOCArTU PEMICIi i MaloTb NOCTIN-
HY HMU3bKY aKTUBHICTb XBOPOOU, 0AATKOBO BBOANTLCS
BHYTPILLUHbOBEHHWI iMyHOrnobyniH (BBIT).

PanpoomisoBaHi kniHiYHI BUNPOOYBaHHS, B AKUX BU-
BYanacs 6 onTumManbHa TpmBanicTb NikyBaHHA ANCA-
acouinoBaHMX BaCKyniTiB, BiACYTHI. BignosigHo 0o oa-
HUX KOFOPTHUX JOBrOCTPOKOBUX COCTEPEXEHb PAHHE
3YMMHEHHS Tepanii acouiloeTbCAa 3 NiABULLEHUM pU-
3MKOM peuugmBy. Ha npakTuui nigTBepaoKyeTbCs, WO
iHOOPMOBAHICTb NaujieHTa NoKpaLlye pedynbTatn fi-
KyBaHHS1. OBi3HaHWI NPo 0CcOBNNBOCTI CBOEI XBOPO-
OV NauieHT 3gaTeH Kpalle po3ni3HaBaTy nepLui o3Ha-
kn peunany. HnHi ANCA-acouirnoBaHnin BacKyniT €
KOHTPOJIbOBAHUM, ane HEBWJTIKOBHUM 3aXBOPIOBaH-
HSIM, | YHacTO Mae BigaaneHi Hacnigkuy, ki NoTpedyTb
TPMBAOro KOMIMIEKCHOr o NikyBaHHSA [1, 5]. AK BUCHO-
BOK €KCMEepTU Bia3HAUMNM HANBIiNbLL NepCcneKkTUBHI Ha-
NPSAMKX NoaanbLUVX BUNPOoOyBaHb Pi3HMX acnekTiB na-
TONOrii, AKi MiCTATb AIarHOCTMYHI | KnacugikauinHi kpu-
Tepii, BMBYEHHS BiomapkepiB, KiHiYHI BUNPOOYBaHHS
HOBWUX Bi0ONOriYHKX NpenaparTiB A5 NikyBaHHS pedpak-
TepHoro ANCA-acoLinoBaHOro BacKyniTy.

BUCHOBKMU

BiocyTHicTb HaainHoro 6iomapkepa s BUSIBNeH-
HS peunamnByo4oro abo CTiKoro 3axBOpoBaHHSA CTBO-
PIOE PU3NK 3POCTaHHSA 3aXBOPIOBAHOCTI, PELMAMBIB i
CMEPTHOCTI Yepe3 0OMEeXEeHHS KOHTPOJI0 XBOPOoOu abo
HEraTMBHOIO BMIMBY Ha NMaLjieHTa NOTEHLMHO LWKIiaan-
BOi Tepanii. Takum 4nMHOM, icHye notpeba B po3poobLj
dyHKUioHanbLHOro 6iomapkepa, Skuii byae Bignosigatm
MOXJIMBOCTI CTpaTudikauii pusunky i nepcoHidikaiji ni-
KyBaHHS. AKTUBALLiS a/1bTEPHATMBHOIO LLUSISIXY KOMIJ1e-
MeHTa Mae GyHAAMEHTaIbHE 3HAYEHHS A5 PO3BUTKY
3axXBOPIOBAHHS, @ NPOAYKTY po3naay B Cedi € NOTEH-
LiHKMM BioMapKepoM BaCKYIiTy HUPOK.
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NMOTEHUWAJIbHBIE BOSMOXXHOCTHU
KJIMHWYECKOMW OLLEEHKU NALUMEHTA
C ANCA-ACCOLUMNUNPOBAHHbIM
CUCTEMHbIM BACKYJIUTOM

r.rn. KysbmmuHa

JLHernpoBckuii rocyaapCTBEHHbIVi MEANLIMHCKUK
YHUBEPCUTET

Pestome. OTrcyTcTBUE BLriOMapKepa /151 BbiSIBIEHUS
PELMANBUPYIOLLIErO UITN YCTOMYNBOIro 3a60/1eBaHus
€034a€eT pyck pocTa 3a60/1eBaeMOCTH, PELMANBOB
Y CMEPTHOCTU B CBSI3U C OrpaHn4eHneM KOHTPOJIs
601€3HU NN HeraTBHOro BO34EVCTBUS Ha na-
uneHTa rnoTeHumaabHoO Hebe30nacHou Tepanmu.
Lenb nccnepoBaHms: U3y4nTb aHHbIE 110 UAEH-
TUguKaLmm MHOroobeLLaLLX HOBbIX MapKepoB
KaHaAuAaToB Ha OCHOBE aHam3a MHHOBAaLIMOHHbIX
aHaIMTNYECKNX MHCTPYMEHTOB, YJ1y4HLLIEHHOIO I10-

HUMaHnUs UMMYHOMNaToreHe3a v KOHe4YHbIX Le-
nevi neyeHnsi ANCA (aHTUHENTPOGUIIbHBIE LINTO-
naasamaTu4eckme aHTUTesna)-accounmpoBaHHbIX
BackynmtToB. Marepuansl nu metogsbl. B pabote
npegcrtasieH 0630p IMTEPATYPbI, MOCBSILLEHHbIV
posin ANCA npu ANCA-accoummpoBaHHbIX BACKY-
JINTax ¢ akLleHTOM Ha OCOBEHHOCTSIX KIIMHNHYECKUX
@eHoTtunoB Hocuteneri PR3- u MPO-ANCA, pe-
unamMBoOB, Ha OCHOBaHWW MPOBEAEHHOI0 rnovcka
aHro83bI4HbIX cTaTeli B 6a3zax Medline v PubMed,
onybIMKOBaHHbIX B ocaeaHne 3 4ecsaTuieTus.
Pe3ynbTatbl n obcyxgeHue. 3a rocreaHve
25 net A4oCTUrHyT 3Ha4YnNTe IbHbIV MPOrPecc B pa3-
paboTke metToavku BeisiBrieHuss ANCA. 3To kacaet-
CS1 JOCTVXKEHWNI B XapaKkTePUCTUKE aHTUIreHa, CTaH-
naptusaumn aHaam3oB ANCA, BkmodeHun ANCA
B HOMEHKaTypy v KIiaCCupurKaLmMOoHHbIE MPeasio-
XKEeHUs1 1 B TexHOI0rnn. KOHCEHCYCHble 3asiBie-
Hus no TectupoBaHunio ANCA nmes 060cHoBaHUS
C y4ETOM Pas/inyHbIX BapuaLmi OTHOCUTEJIbHO UX
oueHkun. OTkpbiTe ANCA 6bis10 BaXHbIM 3Tariom
B ANArHOCTUKE U JIEYEHUN MNAaLMEHTOB C KJIMHU-
YECKUMU CUHAPOMaMU rpaHy1eMaTo3Horo rnoJim-
adrumta (I'T1A) nam MUuKpOCKOMMYeCKoro noanaH-
rmmta (MI1A). CornacHo MexayHapogHbiM AOKY-
MeHTaM o ONpeneeHuNo N OLEHKe pe3ysibTaToB
TectupoBaHus ANCA, npu BbISIBJIEHUN AAHHbIX
ayToaHTUTEJTy BCEX NALMEHTOB MNPUMEHSIETCS Me-
104 peakumv UMMYHHOV ¢ryopecueHummn (PHUD).
3arem c yenbio knaccupukaumm 3aboneBaHnii
Obi1a pekomeHaoBaHa crieumpunyHocte ANCA k
PR3 v MPO. 310 06yC10B/1IEHO TEM, 4TO pa3HuLia
BreHeTvke, natoreHese, pakropax pyucka, oTeere
Ha sie4eHne n pesyabtatax 60/ibLue COOTBETCTBY-
et tuny PR3 v MPO-ANCA, a He KIIMHNYeCKOMY
AanarHosy. Puck peuvansa TeCHO CBSI3aH C TUMOM
3aboseBaHus, a He ¢ Tunom ANCA. Y MPO-ANCA+
naumneHToB ¢ [TIA yacTota peunamBoB Takasl Xxe,
kak n 'y PR3-ANCA+ naumeHToB. Npu nameHeHun
cTpareruu ne4eHusi caenyet 6a3mpoBaTbCsl Ha
KOMIMJIEKCHOM KJIMHNYECKOM 00C1e0BaHnm, a He
Ha pesynbTatax ANCA. SHa4eHne ANCA kak npes-
UKTOPAa peunanBa He OnpeaesIeHo v He NoATBEPX-
JIEHO, HeraTuBHble pe3ynbTaTtbl TectoB Ha ANCA
He UCKJIIYaKT akTMBHOM a3kl 3aboeBaHus. Pe-
KoMeHAyeTcs perynspHasi KOMIJeKcHas KIMHU-
yeckasl OLeHKa COCTOSIHVS naumeHTa, 4Ji1s1 KOTO-
povi crenyet npUMeHsITb BbICOKOMHGOPMaTUBHbIE
KIMHn4eckue nHaekcol — BVAS, nHgekc noBpex-
naenus (Vasculitis Damage Index — VDI), crene-
Hu 3aboneBaHus (Disease Extent Index) n 5-¢ak-
TopHas Lwkana (Five Factor Score). BoiBogbl. OT-
CYTCTBME COOTBETCTBYKOLUEro buomapkepa ans
BbISIBJIEHUST PELMANBUPYIOLLErO UMW YCTONYNBO-
ro 3abo0/ieBaHVs BbI3bIBAET PUCK MOBbILLEHMS 3a-
6osieBaemMocTun, peunanBoB U CMEPTHOCTU B CBSI-
3U C orpaHU4eHnemM KOHTPOJ1s1 601e3HW U Hera-
TVBHOIO BO3AEVICTBYS HA NaLmneHTa noTeHUmMaabHO
onacHovi tepanuu. Takum o6pa3om, cyLecTByeT
HeobxoAUMOoCTb B pa3paboTke PYHKLINOHAIbHOIO
6uvomapkepa, KOTopbii 6yaeT oTBe4YaTb BO3MOX-
HOCTSIM cTpatugukaumm pyucka v nepcoHnpurka-
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umm neqeHunsi. AKTUBaLMs albTepHaTUBHOIO MyTu
KOMrieMeHTa uMeeT pyHaamMeHTabHOe 3Haye-
Hue a5 pa3BuTus 3a60s1eBaHus, a NPoAYKTbI pac-
rnaga B MO4e SIBJISIIOTCS MOTEHLMaIbHbIM 61omap-
KEepOM BacKyJsimTa rnoyex.

KnioueBble cnoBa: CUCTEMHbI BACKYNINT,
AHTUHENTPODUBbHBbIE UMTONNA3MaTUYECKNE
aHTuTena, AMarHocTuka, NpeanKTopbl.

POTENTIAL OPTIONS OF CLINICAL
EVALUATION IN PATIENTS WITH ANCA-
ASSOCIATED SYSTEMIC VASCULITIS

G.P. Kuzmina
Dnipro State Medical University

Abstract. The lack of an appropriate biomarker
to detect a recurrent or persistent disease creates
arisk of increased morbidity, relapses and mortal-
ity due to restriction of disease control or negative
impact on the patient of potentially dangerous ther-
apy. The purpose of the study: to study data on
the identification of several new markers — candi-
dates based on the study of innovative analytical
tools, improving understanding of the basis of im-
munopathogenesis and the ultimate goal of trea-
ting ANCA-associated vasculitis. Materials and
methods. This paper presents problematic issues
related to the role of the ANCA in ANCA-associat-
ed vasculitis with an emphasis on the features of
the clinical phenotypes of PR3 and MPO-ANCA
carriers, relapses based on information search-
es conducted in Medline and PubMed published
in the last 3 decades. Results and discussions.
Over the past 25 years, a significant progress has
been made in the development of a technique for
the detection of antinetrophilic cytoplasmic anti-
bodies(ANCA). This applies to advances in antigen
characterization, standardization of ANCA analy-
ses, inclusion of ANCA in nomenclature and classi-
fication proposals, and anCA technology. The con-
sensus statements regarding the ANCA testing had
some justification given the different variations in
relation to their evaluation. The discovery of ANCA
among patients with clinical HPA or IPA syndromes
was an important step in the diagnosis and treat-
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ment of the condition. In accordance with interna-
tional documents with the definition and evaluation
of ANCA test results, when determining this group
of autoantibodies in all patients, the method of re-
action ofimmune fluorescence (RNIF) is used. Re-
cently, the specificity of ANCA to PR3 or MPO has
been recommended for the purpose of classifying
diseases. This is due to the fact that the difference
in genetics, pathogenesis, risk factors, treatment
responses and results are more consistent with type
PR3 or MPO-ANCA, in a non-clinical diagnosis. The
risk of relapse is more closely related to the type of
disease, rather than the type of ANCA. In MRO-AN-
CA+ patients with GPA, the frequency of relapses
is the same as in PR3- ANCA+ in patients with GPA.
When changing the treatment strategy, it is neces-
sary to rely on a comprehensive clinical examina-
tion, and not on the results of the ANCA definition.
The value of an ANCA as a predictor of relapse has
not been determined and has not been proven,
negative results of an ANCA tests do not exclude
the presence of an active phase of the disease.
A regular comprehensive clinical evaluation of the
patient’s condition is recommended, for which it
is proposed to use such highly informative clinical
indices as BVAS, damage index (VDI), disease de-
gree(Disease Extent Index) and 5-factor scale (Five
Factor Score). Conclusions. The lack of an appro-
priate biomarker to detect a recurrent or persistent
disease creates a risk of increased morbidity, re-
lapses and mortality due to restriction of disease
control or negative impact on the patient of poten-
tially dangerous therapy. Thus, there is a need to
develop a functional biomarker that will meet the
risks stratification and personification of treatment.
Activation of an alternative pathway of the compli-
ment is fundamental for the development of the dis-
ease, and the decomposition products in the urine
are the potential biomarker of kidney vasculitis.

Key words: systemic vasculitis, antineutrophil
cytoplasmic antibodies, diagnostics, predictors.
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