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EosuHoinbHMiA rpaHynbomatod 3 noniaxriitom (EMMA), padiwe Bigomuii ik cunapom Yapmxa—CTpocca, SBnsie c060K0 HEKPOTU3YHYMUA BACKYMIT CyanH
Manoro i CepefiHboro Kaniopy, Lo XapakTepuayeTbCs KiHIYHUMW NPOsiBAMI acTMW, rinepeo3nHOMINIeld KPOBi, TKAHWH Ta NO3anereHeBNMU CUMITOMaMU.
He puensyuce Ha Te, Wwo EMMA 3ycTpiyaeTbes JOCUTL PiSKO, OCTAHHIMU POKaMK [aHe 3aXBOPIOBAHHS € 06'€KTOM YBXXKHOMO BUBYEHHS. Lie 06yMOBNEHO TUM,
wo EITA € koHUenTyanbHO CKNA[HOK NaTonorielo, sika Mae MOABiNHY KaTeropusauito i3 cuctemHumu Backynitamu (CB) Ta rinepeo3uHodyinbHUMM
curgpomamm (FEC). Ha jaHnii MOMEHT 3anuiiaioTbCst BiGKPUTUMY NUTaHHS NaToqi3ionoriyHoi i AiarHOCTUYHOI HEBU3HAYeHOCTI XBOPOG6M, apke i [OCi HeMae
NOBHOr0 PO3YMiHHSA B3aEMOJIT MiXX €03WHOMiNamMu Ta aHTUHENTPOINbHUMY LuToNNasmatuiHumMn antutinamn (AHLIA), aki € 0c06NNBOCTAMM NaToreHesy
[)AHOT0 BACKyNiTy. Pe3ynbTaT OCTaHHIX AOCNIMLKeHb BKa3ytoTb Ha peHoTunosi nigtunn EMMA Ha nigctasi AHLA-cTaTtycy, ane noku L0 HEAOCTaTHbO
iH(bopmaLlii L0 METOZIB NiKYBaHHA 3 ypaxyBaHHAM AaHuX (DeHOTUNIB XBOP0oOY. EMMTIA TakoX 3annwaeTbCs AiarHOCTUYHOK NPO61EMOt0, TOMY L0 NPOTATOM
TPMBANOro Yacy MOXe po3rnsafatucs nuLle B NAOLLMHI anepriyHoi natonorii. AcTMa Moxe 6yTi OCHOBHUM MPOSIBOM XBOPOOU, @ XPOHi4HA NOTpe6a y npuitomi
TMOKOKOPTUKOCTEPOIAiB MOXKE MACKyBaTH iHLLI 03HAKM 3aXBOPIOBAHHSA. Hapasi akTUBHO BMBYAETbCS iIMYHHA AUCPEryNALis | FeHETUYHA CXMIbHICTb OpraHiamy
naujeHtis 3 EMIA, wo mMoxe Bupiwmti npobnemy knacudikauii 3 yTOYHEHHAM NIATUNIB XBOPOOM | HajgaTM MOXNMBICTb BYAaCHO [iarHOCTYBaTW [aHe
3aXBOPIOBAHHS, a TAKOX BUKOPWUCTOBYBATU CMeLianbHO aAanToBaHi METOAN NiKyBaHHS.

ABTOpW 3a5BNAKOTb NPO BIfCYTHICTb KOH(NIKTY iHTEPECIB.

Knto4oBi cnosa: eo3nHOMinbHMIA rpaHynbomMatos 3 noniauriitom, cusppom Yapmxa—Crpoccea, rinepeo3MHoMinbHNA CUHAPOM, BPOHXIanbHa acTMa.
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Eosinophilic granulomatosis with polyangiitis (EGPA), formerly known as Churg—Strauss syndrome is a rare systemic disease situated between primary small
vessel vasculitis associated with anti-neutrophil cytoplasmic antibodies (ANCAs) and hypereosinophilic syndromes (HES). Clinical manifestations in EGPA tend
to divide patients into two subsets of the disease, with a predominance of vasculitic or eosinophilic manifestations, and ANCA can differentiate between these
two subsets. This subclassification contrasts ANCA-positive and ANCA-negative EGPA, but we have no insufficient understanding to use phenotype-tailored
therapies. EGPA also remains a diagnostic problem because it can only be considered in the plane of allergic pathology for a long time. Asthma may be the
primary or predominant manifestation for years, and the chronic corticosteroids requirement may mask other signs of the disease. Currently, immune dysreg-
ulation, genetic predisposition and clarify disease subcategorization are being actively studied, which can solve the problem of classification of EGPA.
All of which will allow us to opportune diagnosis the disease and use specially adapted therapies.
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303MHO¢I/IJ1beII7I rpaHynemaTtos C noJimuaHrmuTom:

COBpPEMEHHbIV B3rNa4 Ha naTtoreHes3 u sieyeHne (nutepaTypHblii 0030p)
E.H. OxornukoBa, EI. KBayentok, K.B. MennuHa, E.B. [ToHoYeBHan

HauuoHanbHas MeauuUmMHCKas akagemns nocneguniaoMmHoro obpasosanus umenn MN.J1. Wynuka, r. Knes, YkpanHa

903nHOUNbHBIA rpaHynemaro3 ¢ nonuaHruutom (SITIA), paHee M3BECTHbIA Kak cMHApoM Yapmka—OCTpocca, NpeacTaBnsfer co60il HEKPOTU3UPYIOLLNIA
BaCKYNMT COCYZ0B Manoro 1 CPefHero kanubpa 1 xapakTepusyercs TaKuMu KIMHUYECKUMI NPOSBNEHUAMN, KaK acTMa, runepao3nHoOMUns KpoBm, TKaHen
1 BHEMEroYHble CUMNTOMbI. HecmoTpsi Ha 10, 4T0 3ITIA BCTpeYaeTcss AOCTATOMHO PEAKo, B MOCMEAHME roAbl AaHHOe 3a60NeBaHMe ABASETCS 0ObLEKTOM
NPULENLHOTO U3y4eHns. 3T0 06yCnoBeHO TeM, 4T AITIA — KOHLEeNTyanbHO CNOXHARA NaTON0rMs, KOTOPas MMEET ABOMHYIO KAaTeropn3aumnto ¢ CUCTEMHbIMN
Backynutamn (CB) u runepaosnHounbHeiMm cuHgpomamu (F3C). B HacTosiliee Bpemsi OCTAOTCA OTKPbITbIMYU BOMPOCHI NaToOdU3NON0ru4ecKon
1 [AMArHOCTMYECKOW HEOMpefeneHHOCTW 3a60NeBaHWs, Tak Kak A0 CUX NOP He A0 KOHLUA M3y4yeHO B3aMMOJENCTBME MeXAy 303UHOMnamu
1 AHTUHENTPOIUIbHBIMI LuTONNa3MaTnieckummu aHtutenamn (AHLA), KoTopble ABAAOTCA OCOGEHHOCTAMU NaToreHesa AaHHOr0 Backynura. Pesynbrarhbl
noCneHNX NCCNeA0BaHUIA yKa3biBaloT Ha peHoTunmuyecke mogTunbl AMMA Ha ocHoBaHun AHLIA-cTaTyca, 0AHAKO Ha CEerofHs HeA0CTaTOMHO MMetoLLencs
MHDOPMALMM O METOfAX NEYeHUs C Y4eTOM AaHHbIX heHoTUnoB 6one3Hn. AMTIA Takxe 0CTaeTcs AMArHOCTUYECKOW Mpo6iemoii, MOTOMY 4TO B TeyeHue
ONNTENBHOMO BPEMEHN MOXKET paccMaTpyuBaThbCsl TOMbKO B MAOCKOCTW anfiepriyeckoil natonorun. ActTMa MOXeT ObITb OCHOBHbIM NPOsBAEHNEM 60Ne3HN,
a XpOHM4eckas noTpebHOCTb B Npueme MKOKOPTUKOCTEPOUAOB MOXET MAackuposaTb Apyrue Mpu3Hakiu 3a60NeBaHus. AKTUBHOE W3Yy4eHUe UMMYHHOI
JMCPErynsumuA 1 reHeTUYecKoii NpeapacnoNokKeHHOCTU opraHu3ma nauueHTos ¢ AITA MoxXeT pelumTb Npobaemy Knaccudukauum ¢ yTo4HeHeM NoATUNOB
601e3HM 1 AaTb BO3MOXHOCTb BOBPEMS NarHOCTMPOBATh JAHHOE 3a60/1eBaHMe, a TaKXKe CNOoNb30BaTh CMeunanbHo afanTUpPOBaHHbIE METOAbI NIEYEHNS.
ABTOpbI 3asB/IAOT 06 OTCYTCTBUN KOH(JIMKTA UHTEPECOB.

KnioyeBble ¢noBa: 3031HODUNLHLIA FPaHYNeMaTo3 ¢ NoANaHrMUTOM, chHapoM Yapmka—CTpocca, rmnepao3nHoUbHbIA CUHAPOM, BPOHXMAbHAs acTMa
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Beryn

EOSI/IHOCbiJIbHI/Iﬁ IrpaHyJIbOMATO3 3 MOJIiaHTi-
itom (ETTIA) Briepuie 6yB ormvicanuii SIko-
6om Yapaxem i Jlorre Ctpoccom y 1951 pori sk
CTaH aJepPrivHoOro aHTIiTy 3 TPAHYJIbOMATO30M.
Y nponeci mogasbiinX HAYKOBUX JIOCJI/IKEHb
ETTIA 6yJi0 BisiHeceHO 0 CUCTEMHMX HEKPOTHY-
HUX BaCKYJITiB IepeBakHO CYIUH APiOHOro
Ta CepPeIHbOro Kamibpy, sKi acoliiioBaHi 3 aHTH-
HEUTPOMIIBHUMH TUTOTIA3MATUYHUMU aHTHUTI-
gamu (AHITA) (puc. 1). HesBaxarounm Ha Tie,
AHIIA BugBis€TbCSA JNle y TPETUHU NAIIE€HTIB

3 ETTIA [8,51,41].

KrinivHumu 0coGJUBOCTSIMU JTAaHOT MATOJIOTI]
€ acTMa, ceplieBa HEIOCTaTHICTb, TJIOMepYJOHe-
bput ta/abo mepudepuyHa HEBPOIATIsI, a TAKOXK
ypaskeHHs1 iHmux opratis. Kpim Toro, 000B's13K0-
BUMU KpPUTEPisIMU € eo3uHobiist kKpoBi >10% Ta
TKAHWH, a TaKOX HEKPOTUYHMN BACKYJIT 3
eKCTPaBACKYJISIPHUM TPaHyJIbOMATO3HUM 3alla-
nennsm (tabo. 1) [38].

Eninemiosorisi €03uHO(]IIBHOTO rpaHyIbOMa-
TO3Y 3 MOJHAHTIiTOM
[Tomupenicts ETTIA xomuBaerscs Bim 7,3
no 17,8 ma 1 000 000 [49,74], a mopiuna 3aXBO-
pioBaHicTh ctaHoBuTh Bix 0,5 10 6,8 Bumnagxky Ha
1000 000 mopocsux Ha pik [3,74,92]. PiBHi nanux
MOKA3HUKIB MPUOIM3HO 0fHaKOBI B €Bporii, Smo-
nii ta Cnosyuyenux Illtatax Amepuxu. EI'TIA
YacTillle 3yCTPIYAEThCAd Y JIOPOCJIUX BIKOM BiJl
40 mo 60 pokiB [57]. ¥ giteir cepenHiii Bik
Ha MOMEHT BCTAaHOBJIEHHS JIiaTHO3y CTAHOBUTH
Tabnuys 1
KpuTepil giarHoctukun, knacudikauiinHi kputepii

Ta BUBHAYEHHSA €03UHOPIiNIbHOro
rpaHysiboMaTo3y 3 NMojsiaHriitom

Kputepii giarHocTuku 3a JlaHxem Ta cnigasT. (1984 p.):

e Actma

o EosuHodinisa nepudepuyHoi kposi >1500/mm® a6o >10%
Bif, 3aranbHOi KinbKOCTi NENKOLMTIB

o [ligTBEPOXEHNN BACKYNIT >2 OpraHis.

KnacudikauivHi kputepii AMEPUKAHCHKOTO KONeaxy
pesmaronoris (ACR, 1990 p.):

e Actma

o Eo3uHodinia kpoBi >10% Big 3aranbHOi KinbKOCTi
nevikouuTiB

Hesponaris

Ilerenesi iHdinsTpaTn

Axomanii npuHOCoBKX Masyx

BusiBneHHs no3acyauHHUX e03MHOMINIB (TKaHWHHA
€03MHOGiNbHA iHINbTPaLis)

HomeHknatypa cuctemunx sackynitis (Il MixkHapogHa KOHCeH-
CycHa (y3romxyBsanbHa) koHdepeHuis, Yanen-Xinn, 2012 p.)

Barare Ha €031HOMINM HEKPOTUYHE MPaHyNNbOMAaTO3He 3ananeH-
HS1 i3 3ay4eHHAM Y NaToNoriYHMIA NpoLec AuMxanbHUX LUNAXiB, a
TaKOX HEKPOTWYHUI BACKYMIT MepeBaXHO CyauH [ApPi6HOro
i cepenHbOro kaniopy, acoLifioBaHuii 3 aCTMOLO Ta €03MHOINIED
kpoBi. AHLIA Ha4acTiLLe BUSBNSIOTLCS NPY YPaXKEeHHI HUPOK

12 pokis. ET'TIA He mae rergepHux ab0 eTHIUHUX
BiJIMIHHOCTEH y J0pOCInX, X04a y ’KiHOK Bi/I3Ha-
yaioTh po3BuToK ETTIA B Gisbin MosogoMy Bill,
OiIBIN TPUBAJIWIT aHAMHe3 OPOHXIAJIBHOI ACTMHU Ta
MeHITy ydactoty ypaxkenHs Hupok [10]. Cepen
JIiTell CIiBBiIHOIIEHHS XJIOITUNKH:IiBYaTKA JOPiB-
uioe 0,74. ETTIA y oumsauomy 6iui xapaxmepusy-
EMbLCA  NEPeBaNcHUM YPAajNCeHHAM Jle2eHb
i cepus, a maxosic 6ucoxoro cmepmuicmio (18%)
[101]. Ha cporomni manmx mpo 3aXBOPIOBAHICTHb
ta momuperictb EI'TIA B Ykpaini nemae [60].

Etiosorisg i maroreHes eo3uHo(iJbHOTO Tpa-
HYJIbOMATO3y 3 MOJIaHTiiTOM

BpaxoByioun, 1110 OCHOBHUM KJiHIYHUM IIPO-
saBoM EITIA € GponxiajbHa acTMa, TPUBAJIMII Yac
BBJKAJIOCh, IO TPUTEPAMU JIAHOTO 3aXBOPIOBAHHSI €
aneprenn. OiHAK pe3yJsibTaT JOCI/KeHb CBI/TYaTh
po Te, mo Juiie 1/3 namientiB 3 ETTIA maroTs mif-
TBEPIKEHY CUCTEMATHYHUMU OOCTEKEHHSIMU CeH-
cubiizanio 10 HailbiIbII OMUPEHNX aJlepPreHiB.

Ax tpurepu EI'TIA posrisianucst haktopu oto-
YyI0UOTO CEePEeIOBUINA, TaKi SIK aHTUTEHU Y BANXYBa-
HOMY TIOBITpI (T1apu JN3EJTbHOTO TIAJINBA, 3ePHOBUN
misl Ta iH.), rinmocencubismizamiss abo iMyHizallis
[26,58]. L. Guillevin i criiBasr. [26] nposesu pocri-
JUKeHHd, B sgkoMy i3 43 marientiB 3 EITIA rino-
ceHcuOLIizaIio B anaMuesi Masm 19, a w'sirepo Gy
BaKI[MHOBAHI TIPOTSITOM MICSIIST /IO BCTAHOBJICHHS
niarHo3y [26]. OmHak 11eii hakTop MOKe Po3TJisijia-
THUCS He SIK TPUTep, a SIK CTUMYJIIOI0UMIA IIPOrpecy-
BaHHSI 3aXBOPIOBAHHA Y MAIliEHTIB, AKi BXe Maju
JIaTeHTHUM, ajie He miarnocrosaunii, EITIA.

Jleski J1ikapchKi 3aco0M, IEPEBasKHO aHTArOHi-
CTH JIEHKOTPIEHOBUX PEIENTOPIiB (HATIPUKIA],
MOHTEJIYKACT), BCE 111e BBAKAIOTHCS MOTEHIIMHIMHI
tpurepamu po3sutky EI'TIA [31,68,94]. Onnak ripu
MpuioMi TIpenapatiB anoi rpynu po3sutok ELTTA
CIIOCTEPITaBCd TICIsA 3HUKEHHS JI03U TJIIOKOKOP-
tukoctepoifiB (I'KC), saki maiienTn oTpuMyBaIn
3 TPUBOY IOTAaHO KOHTPOJIHOBAHOI OPOHXiAJIbHOI
actMu. HeMoskHA BUKITFOUUTH, 1110 B IIUX BUITAIKAX
GponxiasbHa acTMa OyJia MEPITUM TPOSIBOM 3aXBO-
PIOBaHHS, PO3BUTOK SIKOTO IIPOBOKYBAJIM HE aHTa-
TOHICTH JIEUKOTPIEHOBUX PEIENTOPIB, a 3HKEHHSI
no3u I'KC. Ha kopucTh 11bOTO TBep/KEHHS CBijI-
YUTHh TOW (haKT, MO TOSIBA PO3TOPHYTOI KapTHHU
ETTIA inoxi cmocrepiramacs micast Biamiau ['KC
y XBOpHUX Ha GPOHXIaIbHY acTMY, SIKi HE OTPHMYBa-
JIM TIperapaTriB aHTarOHICTIB JIEHKOTPIEHOBUX
perienitopiB [71]. ¥V mitepatypi Takox ommcani
unaziku po3Butky ETTIA mpu 3actocyBanhi mak-
poJIiIHUX aHTUGIOTHKIB, KapbaMaseriny, MPOIIiJ-
Tioypaluy, ajJolyputody i xininy [22,34,37,64].
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IcnytoTh nepexonsmnsi gaxi, mo AHILA € naro-
reHHUMM (hbaKTOpaMu, 1[0 BUKJIMKAIOTH PO3BUTOK
Backymity [39]. AnTuTisa 10 Mi€sOTIEPOKCH/IA3H
(MIIO-AHIIA) Ta mpoteinasu-3 (11P-3-AHILA)
MOXYTb BUCTYTATH CTUMYJIaMHU TMPAMOBAHUX
(MAroTOBIEHNX /10 HACTYITHOI aKTUBAIlil ) HEUTPO-
biniB in vitro, sixi, aKTUBYIOUMCH BHACJIZIOK «pPeC-
HipaTOPHOTO BUOYXY» 3 BUAIJIEHHSIM PEaKTUBHUX
(bopMm KMCHIO, TIONIKO/KYIOTh €HJIOTENN CyauH
[42]. KpiM ToTO, B €KCTlepUMeHTAMbHINT MUTIAYiil
mozeni AHITA-acomiitoBanoro Backyity (AAB)
nepeHeceHHs Muiam antutia kiaacy 1gG no MI1O
IH/IyKYy€ MAJIOIMYHHUN HEKPOTUYHUN TJIIOMEPYJIO-
HedpuT (CHHOHIM — TIBU/IKO MPOTPECYIOUHH TJI0-
mepysonedputr (IIIITH), tun 3) ta BackymiT
APIOHUX CyINH IHIITMX OPTraHiB.

Pesysibrati ocTaHHIX MOCTIIZKEHD J103BOJIMINA
posnozaimut ETTIA na aBa dpeHOTHIIOBI MiATUIII
3 ypaxyBanuaM AHI[A-ctatycy [62]. bausbko
40% namientis 3 ETTIA mators nosutusui AHITA,
npu 1pomy MITO-AHIIA sycrpivaorbest Habara-
to yacrimre, Hixk [TP-3-AHIIA. ¥V 60% xBopux
AHIIA neratusHi [73].

baraTto aBTOpiB 3BepTanu yBary Ha KOpeJsIlio
piBHs eo3uHodiniB Ta aktuBHicTb ET'TIA. P. Tai Ta
cmiBaBT. [83] 3a MOMOMOro0 MOHOKJIOHATBHUX
AHTUTLI TTPOJIEMOHCTPYBAJIN HAIBHICTH aKTUBOBA-
HUX €03WHOMITIB i TPOAYKTIB iX eTpaHyJIIlil SK
B CTIHII CY/IMH, TaK i B IEPUBACKYJISIPHUX I'PAHY-
apboMax [83]. Eosunodiny BUBLIBHAIOTD JiEKiJbKa
Me/IiaTopiB 3amajieHHs, TAKUX SIK €03UHOMIIbHUIA
KaTiOHHUIT OiI0K 1 HEHPOTOKCHUH, SIKi MalOTh Bijl-
TOBiTHO Kap/io- Ta HEUPOTOKCUYUHY [IiT0, 1 BUKJIH-
KaloTh PO3BUTOK KapioMionarii Ta mojineipomna-
Tii. IIpormecn mudepeHIitoBaHHsA Ta aKTUBAIIii
€03uHOMIJIIB, a TAKOX HAKONMWYEHHS iX y TKaHU-
HaxX PeryJioioThest intepaeiikinom-5 (LJI-5)
Ta TAKUMHU CHelU(iyHIMI XeMOKiHaMU, SIK €0TaK-
cun-3 i TARC/CCL-17 (Ttumyc-acoriiioBanuii
peryssitopanii xemokin). 1JI-5 (eosunodinbHmit
KOJIOHIECTUMYJTIOI0UMIT (haKTOp) SBISIE COOOTO
MOJINENTHIHUHN TUTOKIH, 10 TTPOAYKYEThC JiM-
doumramu T-xennepamu 2 Ty (Th2) Ta macro-
mutamu (onacuctuMu KaituHamu). 1JI-5 pasom
3 JI-4 ta LJI-13 imgykytoTh audepeniiiaiiio
B-xiiTuH y mmasmMaTAuYHI KJIITUHY, O T03BOJISE
MMOSICHUTHU TTi/IBUIIIEHHS PiBHS 3arajibHOTO iMYHO-
rnobyainy E (IgE), a takox 1gG4 mpu ETTIA.
[MigBumenns pisus 1JI-5 € Hacaigkom qucperyis-
mii T-xkJaiTUHHOI BIANOBIAI 3 TIepeBa)kaHHAM
T2-nauku jgimdoruTis mix BrmBom 1J1-25, axuii,
B CBOIO 4epry, BUPOOJSEThCS eo3uHOMLIaMu, 1110
TakuM 4YUHOM (HOPMYE Tinep3anajbHUM UK
(«3amKHEHe KoJ10») [84].

Y 2008 pori K. Polzer ta criiBasr. [66] BusiBu-
JU 3HayHe Ii/BUIEHHS PiBHA €0TaKCUHY-3
y cupoBatiii xBopux Ha aktuBHuil EITIA pasom
3 MiJIBUTIEHHSIM KiJIBKOCTI €03WHO(iiB, piBHSI
3arampHoTOo IgE Ta TOCTpOoha3zoBMX MOKA3HWKIB
[66]. Eorakcnn-3 — xemokiH, Biomuii sik CCL26
a6o SCYA26. Bin excripecy€eTbcst €H0TeTiaIbHI-
MU KJITHHAMW B CepIli, MediHll, S€YHUKAX Ta
B IHINIWX OpraHax i TKAHWHAX, a TAaKOK 3arajabHU-
M# KiTuHamu i BuauBoMm 1J1-13 ta 1JI-4 y Bin-
[IOB1/Ib Ha IIONUIKO/KEeHHS TKaHUH 1 KiIiTuH. EoTtak-
CUH-3 BOJIOJIIE TTOTYKHOIO XEMOTaKCUYHOO aKTHUB-
HICTIO IOA0 €03MHOMLIIB i crpuse iHdiabTparii
TKaHUH aKTHBOBaHUMM eo3uHodigamu. Th17- Ta
B-xyiTuHM Takok BifirpaioTh MEBHY POJIb Y MATO-
reresi EI'TIA, ockinbku [JI-4 ta 1JI-13 cTtumy-
JIOIOTH TYMOpaJIbHY iMyHHY Bianosins [69]. Bin-
3HA4YEHO, 110 migBuILeHHs Kinbkocti Th17-mimdbo-
uuTiB mig yac aktuBHoro ETTIA cnpusie cekperrii
[JI-17A (HaiiGijbll BUBYEHOTO YjieHa ciMeiicTBa
IL-17, gaxuii Bimirpae KpUTUYHY POJb Y 3aXUCTI
Oprafismy BiJj MIKPOOHUX IIATOIEHIB, a TAKOXK Bij
3amaJieHHs] TKAaHWH) Y BEeJIUKIN KiTbKOCTi [36].

locaizkeHHsT TeHeTUYHOI acolliallii BUSBUIN
JIeKiJIbKA JIOKYCiB, MO MOB'SI3aH1 3 MiIBUTIEHUM
pusukoMm pos3sutky EITIA. /loBenena acormiaritis
daxBopioBanHga 3 HLA-DRB1*04, *07, *09
anensvu HLA-DRB4 [96,97]. Jlnsa AHILA-nera-
tuBHOro Bapianty EI'TIA BcranHoBsieHO 3B'dA30K
3 ramotunom IL10.2 mpomoytepy rena I1JI-10
ta 3 nigsunieHumu pisasimu 1JI-10 y cuposariti
kpoBi. Ile crocTepexeHHs BiANIOBIIA€ MOKJIU-
Bomy marorenedy ETTIA, axuit Britouae omnoce-
penxoBany Th2-3anexxny 3amanabHy BiAIOBiab
(puc. 2) [89].

Kniniuni nposiBu €03uHO(}IIBHOTO TPaHYJIbO-
MaTo3y 3 MOJIAHTIITOM

ETTIA — 1e myabTHCHCTEMHE 3aXBOPIOBAHHS,
gaKe MoxKe OyTU KJIIHIYHO reTeporeHHuM. Y pos-
Butky ETTIA BupinsgioTs Tpu mocrmifoBHi (hasu:
aJiepriuny, eo3nHO(pIIbHY Ta BACKYJITHY.

Anepeiuna gpasa (npoopomanvia) x6o0pobu npo-
ABNSLEMBCS AJIEPTIYHUM PUHOCUHYCUTOM 3 TTOJITIO-
30M HOca Ta/abo GPOHXIATBLHO acTMOI0. E03uUH0-
Ginvna gasa xapaKTepU3y€EThCs TeprpepruuHOIO
€03nHOMIITIEI0 Ta €03WHOMITBHOIO 1H(MILIBTPAITIEID
TKaHuH. Y @inanvniti ¢pasi EITIA po3BUBA€ETHCS
cucteMHUM BackymiT (y cepeiHboMy yepe3 3—9 po-
KiB) 3 KJIIHIYHOIO CUMIITOMATHUKOIO TlepruepudHoi
Heifpomnarii, MypIypoio, 1Mo NaJbIIyETHCS, 1 MaJIO-
IMYHHUM HEKPOTUYHUM TJIOMEPYIOHEDHPUTOM.
Cnin 3asnauuTu, 1Mo He 6ci xeopi na EIIIA
Maromv xapaxmephny cmaoitiHicms X60poou.
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IIpumimra: ANCA (anti-neutrophil cytoplasm antibody) — anTnneii-
Tpodinbhi nTormasmarryni antutina, GBM (glomerular basement
membrane) — 6azanbHa MeMOpaHa KIyOOYKIB HUPOK

Puc. 1. OCHOBHI (hopMIK CMCTEMHUX BACKYMITiB, AKi KnacudikoBaHi
3a Kanibpom nepeBaXxHO YPaXKEHUX CYAWH, 3rifHO 3 pekomeHaaui-
amu 1l MixxHapoaHOi KOHCEeHCYCHOI KoHdpepeHuii, Yanen-Xinn,
2012 (Chapel Hill Consensus Conference (CHCC), 2012) [41].

Puc2. CnpolleHa cxema Kno4oBMUX NaTtoqgi3ionoriYHnx asuLL npu
€03MHOQINbHOMY rpaHynbomarosi 3 noniadriitom. ANCA (anti-
neutrophil cytoplasm antibody) — aHTWHeATpOMIiNbHI LuTONNIA3-
matuyHi aHTutina, APC (antigen-presenting cell) — aHTurex-npe-
3eHTyto4a KnituHa, CCL-17 — xemokiH; CCL-26 — eoTakcuH-3;
IFN-y (interferon-y) — iHTepdepon-ramma; IL (interleukin) —
iHTepnenkin; 1g (immunoglobulin) — imyHorno6ynix; TCR (T-cell
receptor) — T-kniTuHHKI peuentop; ROS (reactive oxygen speci-
€S) — aKTUBHI hopMu KucHio [19]

Puc. 3. Qndpy3Hi 3MiHW napeHxiMu NereHb 3a TUNOM «MaToBOro
ckna» y xsoporo 38 pokiB 3 EIMTIA 3a gaHnMun KOMM'tOTEPHOT TOMO-
rpadii [77]
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i — 8
Puc. 4. MikpockonivyHa KapTuHa 6ionTaTy IMTKOBOrO HepBa AeMOH-
CTpYE eniHeBpasibHO E€KCTPaBACKYmsAPHIi e03MHOMINK Ta BaCKyNiT,
AKi acouiioBaHi 3 fereHepalieto akCOHIB. Y CYAWHHIN CTiHUi dop-
MY€ETbCS FPaHyIIbOMa 3 HeYITKUMUN KOHTypamu (40pHa CTpinka) [45]

bpouxianvua acmma nipn ET'TIA crioctepiraerbest
y 95-100% xBOpUX, 3a3BUYAIl TOUMHAETHCST Y 3PLJIO-
My Billl, X04a MOKJIUBHIT 1e0I0T 3aXBOPIOBAHHS
i B AUTHUHCTBI. BoHa € TOPMOHAJIBHO 3aJIeKHOIO
i XapaKTepU3yEThCs MBUIKO IIPOrPECYIOUnM epedi-
rom. Crix 3a3naunty, 1o 3actocyBanus [KC s
KOHTPOJIIO aCTMHM MOXKE€ MAacKyBaTH CHMITOMU
cucremuoro Backysity. ETTIA cuip 3amiposputn
y BUIAJIKY, SIKIIO OPOHXIaTbHA aCTMa CYIIPOBOIIKY-
ETBCST BUCOKOIO eosuHodimiero. Kpim GponxiaibHOl
ACTMU, NPOSABU YPANCEHHSA OUXATLHOI CUCMmeEMU
MOXHCYmMb 6KIOUAMU NIE6PANLHUN BUNim, Mie-
pyroui inirempamu ma 3minu napeHximu ezens
3a MUNOM <Mamogozo CKAa» Ma anbe8eoNAPHY
xpoeomeuy (puc. 3) [10,12,73]. Ha Biaminy Bijg
Mikpockoniunoro mnomianriity (MIIA), nerenesa
kposoreua 1ipu EI'TIA crioctepiraerbces pimie (y 4%
BUIIAJIKIB), ajie iHOJIi BOHA MOKE MAaTW MAaCHUBHUIA
XapakTep i CyIpOBOIKYBATUCH YPasKEHHSIM HHUPOK.
OnHaK 4YacTo CIIOCTEPITAEThCS TIOMIPHO BHUPa3HE
KPOBOXapKaHHsl, a00 HasiBHICTh MiHIMaJIbHOI KPOBO-
Tedi BUSBJSIETBCS IIiJ[ 4ac AIarHOCTHYHOI OPOHXO-
ckomii. ITiz yac rieBpayibHOI ITHKITT BUSIBJISIETHCS
eo3nHOMiMbHUN ekcynat. bioricis mieBpy CBiTIUTD
Ha KOPHUCTb 6aCKyaimy 3 e03uHOQinvHUMU
ininempamamu [17]. Jlerenesi iHdinbTpaTH
3ycTpivaoTbest y 38,6% XBOPUX i MOXKY T Oy TH OJIHO-
a00 BOGIYHMMM, TUMYACOBUMM 1 4aCTO 3HUKAIOTH
yepe3 iekisibka aHiB micssd nputiomy TKC [6].

Ypawenns JIOP-opeanis (ByX, TOpsa, HOCA)
npu EI'TIA 3azBuuaii npejacraBieHe mapaHa3ajib-
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HuM cunycutom (Bix 70% mo 80% xBopux Ha
ETTIA) [73]. Tnui mposiBu XBOpoOM BKJIIOYAIOTH
PUHIT, 3aKIa/IeHHs 1 To/1ino3 Hoca. Ha BimMiny Bij
rpanysibomatody 3 nostianriitom (ITIA), mpu ETTIA
YacTilie BUSBJSIOTHCS HOCOBI TIOITNHN Ta Pijlie —
nepcpoparttist meperopoaku i gedopmaiiis Hoca. 3a
JAHUMU HA30IIMTOIPAMU MO3Ke BUSIBJIATUCS 3HAUHE
i IBUTIIEHHS KiJTbKOCTI eo3unodimris [57,73].

Ypaocenns nepsosoi cucmemu npu EI'TIA. Ilepu-
(bepuuna Heiipornartiss € xXapaKTepHOIO O3HAKOIO
dbinampHOI (hasm BACKyJIiTY, KA CIOCTEPITAETHCS
y 46—75% xBopux [10,57,73]. MHOKUHHIIT MOHO-
HeBpHT ab0 3MilllaHa CEHCOMOTOPHA TieprdepryHa
HeliponaTist € HalbGiIbII XapaKTePHUMU IIPOsSIBAMU
Ta, MEPeBaKHO, MAlOTh OAHOOIUHMIT abo acume-
TpuuyHuii xapakrtep [44]. Yacrime ypakaeTbcs
3araJibHUI MaJIOTOMIJIKOBUI Ta BHYTPIIIHIN TTi/I-
KOJIIHHUU HEPBU, 1O KJIHIYHO TIPOSIBJISIETHCS
napecresieio abo OosieM i rimepecresi€io, SKi
MOKYTh BUHUKATH /[0 TOYATKY PYXOBUX ab0 CEH-
copHuX TopylieHb. I[Ipu momipHoMy cryneHi ypa-
JKEeHHS CTPak/la€ JIMIIe MOBEPXHEBA UYTJUBICTb.
Perpec pyxoBux mopyiieHb 3 BiJHOBJIEHHSIM
(byHKIii Bifi3HAUAETHCSA wYacTilie, HiXK perpec
CEHCOPHUX PO3JIaJIiB, 1[0 MOXKe CYITPOBO/KYBaTH-
cs TpuBasUM 0OJIeM, TapecTesiero i rimecresiero.
Jlist i ATBEepAsKEHHS [iarHo3y MOsKe Oy TH BUKOHA-
Ha 06iOIICisT HEepBa, X04Ya O3HAKU HEKPOTHU3YIOUOTO
BACKYJITY i TIepUHEBPAJIbHY iH(IIbTPAIlIO €03u-
Ho(iTaMy Ta 3aMaJIbHUMU KITITUHAMA BUSBJISIIOTH
JUIIe B IIOJIOBUHI BUIIAJAKIB, a HalyacTiie
BUSIBJISIETHCS JleTeHePallist akCoHiB (puc. 4).

Ypasxcennus uenmpanrvroi nepeosoi cucmemu Ipu
ETIIA 3ycTpivaerhcsa pimine Ta acoIiIOETHCS
3 GBI BUCOKOIO JeTanbHicTo [22]. Onmcani ypa-
JKeHHs 2, 3, 7 1 8 map 4epenHo-MO3KOBUX HEPBIB,
i1eMist 30poBOTO HEPBA i TOCTpe TOPYIIEHHS MO3-
KOBOT'O KpoBOOOiry [7].

Ypaocenns wxipu npu EI'TIA xapakrtepne s
(hazm BackysiTy Ta criocTepira€rhbcs, 3a Pi3HUMU
mxepenamu [10,48,57,73], y 40-70% xBopux.
Haityacrinie 3ycTpivatorbesi meTexii ta myprypa,
10 MAJIBIIYETHCS, 1 JIOKAJII3YIOTbCS IepPeBa’KHO
Ha HWKHIX KiHIIBKax. bioricis eseMeHTIB ypIry-
P IEMOHCTPYE KapPTUHY JEHKOIMTOKIACTUYHOTO
BackyJiiTy. IHIII TPOSBU MIKIPHOTO CUHIPOMY
BKJIIOUAIOTh [allyJiv, YPTUKapii, BUPA3KOBO-
HEKpPOTUYHEe ypakeHHd, geHomeH PeliHo Ta ciT-
yacte JiBeno. IliAmKipHi BY3JMKH, SKI 4acTo
CUMETPUYHI, TillepeMOBaHi Ta TepeBa)kKHO JIOKa-
JII3YIOTHCS HA MAJIBIGX, JIKTSAX Ta BEPXHiN YaCcTUHI
KiHIIBOK, 3ycTpivaiotbest y 10—-30% marienTis
3 ETTIA. TIpu Giorcii qaHUX eJeMeHTIB MOKYTb
BUSIBJISITUCS T03aCy/IUHHI TPaHyJIbOMHU, SIKi

e € cruenudivanmu g ETTIA, ockisbkum BoHM
CTIOCTEPITAIOThCS 1 TPU 3aMaJbHUX 3aXBOPIOBAaH-
HSX KUIIeYHrKa abo 1HImMX Backyritax [28,29].
3anyuenns 6 NamosoZiYHULl NPouec cepusi —
MPOTHOCTUYHO HECTIPUATINBA O3HAKA, aJl’Ke cepiie-
Bi 3aXBOPIOBAHHS € OCHOBHUMH JIeT€PMiHAHTAMU
cMepTHOCTI Ta jgoBroTpuBasioro tepebiry ETTIA
[32]. Kuiniuni nposiBu ypaskeHHsT ceplisl Bapia-
GenbHi i 3ycrpivaiorbest y 27—47% sunajkis ETTIA
[10,57,73]. Haituacririe BUSBISETHCS TEPUKAPUT
i Kapiomionaris, 70 iHINIMX yPa’KeHb HaJeXKaTh
apuTMisl, KOPOHAPUT, BaJil PO3BUTKY KJAlaHiB,
€03MHOMIIbHUI MiOKapAWUT, TiIIEPTOHIsI, 3acTiliHa
cepiieBa HemoctaTHicTh [57]. OmHak 6Haciook
€8020 CYOKNIHIUHO020 nepedizy cepuesi ypaxcen-
HA npu 0anill namoaoeii Moxcymv dymu 1Heodooui-
neni. Y 2010 p. R. Dennert i criiasr. [15] omy6uri-
KyBaJI Pe3yJIbTaTH IOCJIi/KEHHSI, B SKOMY Bi/I3Ha-
YUJIN, 1110 TIPU [TPOBEJIEHH] /IeTai30BaHUX OTJISI/IIB
32 amGyaToprux naiienTis 3 ETTIA B crazii pemi-
cii 6ysio BusiBieHo 26% XBOPUX 3 KJIHIYHOIO
CUMIITOMATUKOIO YPasKeHHsI ceplis, To/i K y 62%
6yJ10 BUSIBJIEHO 3MiHU JIUIIIE 32 OTIOMOTOIO JI0/IaT-
KOBHMX METOJIiB 00CTEKEHHSI: eleKTpoKapaiorpapii
(EKT), exoxapmiorpacdii (Exo-KI') i marniTHO-pe3o-
Hancuoi Tomorpadii (MPT) [15]. ITatodisiosoriuto
YPaKEHHsI CepIlst BiIOYBAEThCS 32 PaXyHOK KOPOHA-
PUTY, €KCTPaBaCKYJISIPHUX TPAHYJIbOM Ta €03WHO-
dbimpHOI iHTEpCcTHUIIATBHOI iHIMBbTpatii. Jloci-
JKEHHST eHIOMiOKap Iia/lbHIX Oi0IITaTiB IIPU TOCTPO-
My 3araJbHOMY IIPOIIECi IEMOHCTPYE O3HAKU €03H-
HOMITBHOTO eHJIOMIOKAP/IUTY, B TOI Yac SIK Ha Mi3HIX
CTAJIisIX TepeBakae eHI0MIOKap/iaibHuil (hidpo3.
Ypancenns nupox npm EITIA 3ycrpivaeTbes
pime, Hixk ipy iamIIX AHI[A-acorifioBanx BacKy-
Jitax, Ta BifzHavaetbes y 16—27% narientis [10,57].
[Ipy npomy KJiHIYHA KapTUHA MOKE BapifoBaTH
Bi/l 130JIbOBAHOTO CEYOBOTO CHUHIPOMY JIO HIBUIKO
nporpecyioyoro riaomepyJionedpury. Piarie criocre-
piraerbest TyOy I0IHTEPCTHIIATBHITT HeDPHT, Me3aH-
riaTbHUH rToMepyToHepuUT Ta (GOKATLHUT CeTMeH-
TapHUI TJIOMEPYJIOCKIepo3. Y peTpasibHUll CTEHO3
PO3BUBAETHCs 3pizKa [2]. Y GionTaTax HUPKOBOI TKa-
HUHU BUSIBJSIETBCSI BOTHUINEBHUIT ab0 audy3Huii
nayi-iMmyHHuN  (MaJOiIMyHHWIT) HEKPOTU3YIOUHI
ryioMepyJionepuT, pijiie BU3HAYAIOTHCS €03WHO-
dbimpHI iHOILIBTPATH, TPAHYJIHOMU Ta HUPKOBUIA
BackyJiT [79]. ¥ nauientis 3 EI'TIA riomepysone-
(bpuT aCOIIOETHCS 3 TIOBUTUBHUME MIEJIOIIEPOKCH-
nazo-AHIIA [2]. Ypascenns nupox noe'sazane
3 2ipwum npoeno3om o5 navienmis 3 EI'TIA [79)].
3anyuenns  WAYHKOBO-KUUWKOB020 ~MPaKmy
(IIIKT) y maTtosioTiuHMil TIpoTieC Bil3HAYAETHCS
y 23 % xBopux Ha EI'TIA i nmposiBisieTbCST €03MHO-
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(biTbHIM KOJIiTOM 200 BaCKYJIITOM Me3eHTEPiaIbHUX
cyaud [10]. Cumntomu, Tk TpaBuJIo, Hectienugiv-
Hi: aboMiHaIbHIIT 6OJBOBUI CUHAPOM, KMIITKOBA
HEIIPOXIiHICTh, Hy0Ta, O/II0BaHHS, [iapes Ta KPo-
BoTevya. Poszeumox mnepgopauii xuweunuxa
€ NPOZHOCMUYHO HECNPUAMAUEOI) O03HAKOI0,
Wo N08'A3AHO 3 BUCOKUM PiGHEM CMepmHOCmi
maxux xeopux [27]. Ilarorictonoriune pocJi-
JKeHHsT GloNTaTiB KUIIeYHMKA BUSBJISE €KCTpa-
BaCKyJISIPHI TPaHyJbOMH, SKi iHOAI MOmiOHI 10
ICEB/IOTIOJITIO3HOTO PO3POCTAHHST, BACKYJIIT Ta,/a00
eo3uHOMLIbHI iHGiIbTpaTn. KpiM TOTO, MOTOBIIEH-
H4 CTIHOK cTpaBoxoy Ta inmux Bijiais KT npu
ETTIA € o3nakoto eo3unodiibHOT iH(IIBTPaTii, 1110
perpecye nipu ipuiiomi I'KC [27].

OxpiM ommcaHuX BUIE O3HAK ypaKeHHs Pi3-
HUX OPTaHiB i TKAHWH, y TIOHAJ TIOJIOBUHU XBOPUX
Ha EITIA cnocrepiratorbesti Hecrenudiuai cum-
MITOMHM, Taki SK cJIa0KiCTb, 3HUKEHHS MacH Tija,
Miaurii, aprpaJirii abo apTpuUT, INXOMaHKa i BTpaTa
Macw Tiza [57].

Sk BimBHavamocs paHiiie, 3'SBISETHCS Bee Oifib-
e mokasiB Toro, mo ETTIA mae pisui denotumm
3azneskHo Bijg AHITA-ctarycy [62]. B AHILA-no3u-
TUBHUX XBOPUX II€PEBa’KalOTh TaKi KJIIHIYHI IPO-
SIBU, K TIIOMEPYJIOHEeDPUT, ATbBEOJIIPHUI KaTTiJis-
put, ypnypa, ypaxkenus JIOP-opranis i MHOKNH-
HUT MOHOHEBPHT, Tofi K nipu AHIIA-neratnusHO-
My BapiaHTi XBOPOOM yacTillie 3yCTPivaloThCst Kap-
JioMionarisi, JiereHeBi iH(IIBTPATH, TJIEBPATbHUN
Burit ta JuxoManka [10,57]. TIpore ocobiauBocTi
KJIHIYHUX 1PposiBiB i nepebiry AHITA-nosuTuBHO-
ro ta AHI[A-neratusnoro Bapiantis EI'TIA e
HOTPeOYIOTh MOAAIBIIOTO BUBYEHHS. 30KpeMa, i
JI0CI 3aJIMIIAETBCS BIIKPUTUM MUTAHHS BHOOPY
TaKTUKU IMYHOCYTIPECUBHOI Teparil 3ae;KHO BiJl
AHITA-crarycy xBopux [10].

liarHocTHKa €03WHO(LIBHOTO TPaHyJIbOMa-
TO3Y 3 MOJIaHTIITOM

ET'TIA € miarHocTHYHOMO TIPOGIEMOIO, ake Ha
JAaHUI MOMEHT He iCHy€ yHiBepcaJbHUX JiarHo-
ctuyHuX KputepiiB. Y 1984 pomui Jlanxem Ta crri-
BaBT. JIJIs1 BCTAHOBJIEHHS J[IarHO3Y 3aIIPOIIOHYBAJIN
BpPaxoOBYyBaTH HasgBHICTh OPOHXIaJbHOI acTMH,
eo3uHOMITi Ta BACKYyJIiTY ABOX i Oijbliie opraHiB
y SIKOCTI llaTHOCTUYHUX KpuTepiiB (tabm. 1) [47].
Y 1990 pori Amepukancbkuii Kosemx PeBmaro-
gorii (ACR) npencraBuB kputepil kimacudikariii
(He miarHOCTWUYHI KpUTepii) BackymiTiB, e ETTIA
OyB OXapaKTepPU30BaHUI sSK BaCKyJIT 3 OPOHXi-
QJIBHOIO acTMOIO, eo3uHO(piIi€I0, HellpomaTi€eio,
JleTeHeBUMY iH(DITbTpaTaMu, aHOMATIEI0 TTPUHO-
COBHUX IIa3yX 1 I03aCyJIMHHOIO €03MHOMIIbHOIO

indinbrpariero pu Gioncii (tabm. 1) [51]. Y 1994
portii ekcriepTy MizkHAPO/IHOT Y3TO/[’KYBaJIbHOI KOH-
depentii, mo mpoxoamiaa y Yanen-Ximn (Chapel
Hill Consensus Conference, CHCC), 3ampomnomy-
BAJIM CBOIO HOMEHKJIATYPY 1 BU3HAYEHHsT HAMOLTHIT
nommpennx Backynitis. Tomi ETTIA 6yB Busnauemii
gk cunzipoM Yapmxa—Crpocca, 1110 XapakTepusy-
€ThCsT HaraTUM Ha €O3UHOMIIN IPAHYIHOMATO3HIM
3allaJIeHHSAM 13 3aJIy4eHHSAM y TATOJOTIYHUN TTPO-
1ec ANXaJbHUX NIJISIXiB i HEKPOTUYHUM BaCKYJIITOM
CymH JIPiOHOTO 1 cepenHbOro Kambpy, i moB's3a-
HOIO 3 IIUM acTMOI0 Ta eo3uHopimiero kposi [40].
¥ 2012 porti va 11 mizkHAPOHIT KOHCEHCYCHIM KOH-
depennii (CHCC, 2012) 6yB 3samporioHoBaHUI
tepmin <«ETTIA» 3amicts cungpomy Yapmxa—
Crpocca g focsTHeHHSI HOMEHKJIATYPHOI CuMe-
Tpii 3 immumu AHI[A-acomiiioBannmMy BackymiTa-
mu, Takumu sk I'TIA 1 MITA [38]. Xoua npono3uiii
ACR Ta CHCC 1e € g1iarHOCTUIHUMU KPUTEPiSIMHU,
BOHM YaCTO BUKOPUCTOBYIOTHCS 1 JIJIS1 IIarHOCTUKU
JIAHOTO BaCKYJIITY.

IIle onniero ctoponoio npobaemu Kaacudikarii
ETI'TIA € nuranHs, 1o BigOWBae aesike IpOTHPIUYsL:
un moskaa miarnocryBat ETTIA Ge3 nasiBHOCTI
BackyJnity abo y pasi Herarusanx AHIIA [11]. Bu-
snauennsa ETTIA B nomenksarypi CHCC rpyHTYy-
€THCS HA JIOKA3aX caMe HEKPOTMYHOTO BACKYJITY.
Xoua 111 XBOpoOa BBAKAETHCS CUCTEMHUM PO3Jia-
noM, 100pe BiIOMO, MIO0 MOKYTb 3yCTpidaTHCs
i1 obmesxeHi i
BIZIKPUTUM HUTAHHS, YX JIICHO MAIi€HT 3 OPOHXI-
aJIbHOIO acTMOIO, TirepeosuHodigicio Ta GaraTm
Ha €03MHOMIIN TPaHyJIbOMATO3HUM 3alajleHHSIM
32 BIJICYTHOCTI HEKPOTMYHOTO BACKYJITY MOXKe
BianoBigaru giaraody EITIA, mo napasi munraerbest
npeaMeToM Auckyciil. Takosk CKIaIHICTb ABJISE
cob0I0 HE3pO3yMijia MesKa i MojBiliHA KaTeropuaa-
mig ETTIA 3 inmmmu rinepeo3anHodiIbHUMEU CHUH-
npomamu (I'EC). Eosunodimnisi kpoBi Ta eo3mHo-
dinbHa 1HOGIIBTPAIlA TKAHWH TaKOXK XapaKTepHi
st TEC, tomy mudepenttitoBat ix 3 ETTIA naysxe
BayKKO, OCOOJIMBO 3a BIJICYTHOCTI KJIHIYHUX abo
MATOTICTOJIOTIYHNX O3HAK BacKyJiTy [78,90].

Orxe, EITIA neobxiono nidosprosamu
Y nauienmie 3 mpueaium nepedizom opouxians-
HOI acmMmu, anepivHuM PUHimoM i GUCOKOI0
€03uHOiNiel0 Npu Po36UMKY Yy HUX O03HAK
CUCMEMHO020 3AX60PIOBAHHS, WO 6KJII0UAIOMb
MHOMCUHHULL MOHOHe8pUM, Je2eHesl THITbm-
pamu, kapoiomionamii i nypnypy | 1]. Eosunodi-
Jiig iepudepuaHOi KPOBi XapakTepHa /ISl aKTUB-
voro ETTIA. KinpkicTs eo3unodiniB 3a3Buyait
cranosuTh >1500 xiaitna B 1 Mmm® abo >10% Bix
3arasibHOl KisbkocTi JielikonuTiB. Hecnerudiune
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nigButieaHd piBHga [gE cnoctepiraetbea mpu-
6m3Ho y 75% xBopux [63]. Takosxk MOKYTH OyTi
MiIBUTIIEH] PiBHI iHIMTUX Hecleludiaanx MapKepiB
3arajeHHs, Taki K MBUAKICTb OCiIaHHS epUTPO-
mutiB (IIIOE) ta C-peaktusnuii 6iok (CPB).

3a danumu pewmeenozpaii opeamnie zpyonoi
xaimku npu EIIIA 3a3Buuaili BU3HAYAIOTHCS
iH(DIABTPAaTUBHI 3MiHM, YacTo Mirpyioui [6].
Komt'torepra tomorpadist (KT) € naitbisibir ayT-
JINBUM METOJIOM [[IaTHOCTUKUA 3MIiH Y JIETeHSX.
Y perpocrieKTUBHOMY MOCJI/KeHH] 22 TAIliEHTIB
3 aktuBHuM ETTIA npu mysnbtucmipanpriit KT
OpTraHiB rPyAHOI KJITKN GyJIM BUSIBJIEH] IHTEPCTH-
1iaTbHi 3MiHU JIeTeHb, B TOW Yac K ITPU PEHTIeHO-
rpadii BoHM BuU3Havasucs Juiie y 64 % XBOpuUx
[82]. S. Worthy i cmiBaBT. [98] 3a momomoroio KT
BUSIBUJIN iHMLIBTPAIliI0 TTAaPEHXIMU JIeTeHb, Tepe-
BakHO y Tepudepnunux Biggimax y 15 (87%)
i3 17 xBopux na ETTIA. Piamre Bigznavasucs rie-
BpaJbHUN 1 MepuKapAiaJbHUN BUIIT, BOTHUIIEBI
VIIIJIbHEHHS 3 TOPOKHUHAMU, TTOTOBIIEHHS CTi-
HOK OPOHXIB 1 Mi’K4aCTOUKOBUX 11E€Peropook [98].
Bapro 3aznaunTy, 1m0 3MiHU B JIET€HSIX, sIKi OyJn
BUsIBJIeH] Tpu MysibTucTipaibHiil KT y xBopux Ha
ETTIA, He € criennivyHUMEU Ta 3yCTPIYAIOTHCS TIPU
IHITUX e03UHOMINTBHUX YPAKEHHSIX JIETEHb.

st diaznocmuxu ypaxcenns cepus npu ETTIA
sacmocosyromv ExoKI [65]. IndopmaruBamm
METOJIOM J[iaTrHOCTUKY Kap/IioMionaThil BBaKAIOTh
MPT, dgka m03BOJISIE OIIHUTU CTPYKTYPHI Ta
(byHKIiOHATBHI 0CO6JUBOCTI, TIepdy3iio i pyoieBi
3Minn Miokapzaa. [lmasa nudepentianbroi fiar-
HOCTUKH PyOIIeByX i 3anajibHIX 3MiH MiOKap/a IIpo-
MMOHYIOTh BUKOPUCTOBYBATH TO3UTPOHHO-EMIiCIiTHY
tomorpacdito (ITET), MPT 3 kouTpacTyBaHHAM
rajioJiiiem, a Takoxk KT-koponaporpadiro [80].

SIx 3a3HayaoOCs BUIIE, 8aXNCAUGe OlAZHOCTNUYHE
anauenns mae nassnicmo AHIIA, K1 BUABIISIOTH-
csy 40% xBopux na EI'TIA Ta moscymv eusensn-
mucsa 3a dexioka poxié 00 po36uUmKY 6aAcKy.Ji-
my [57,100].

Axmo piarnoz EITTA Bukiaukae cymHiBH,
JOLLJIBHO [IPOBeCTH OiOICio MIKipu, HepBiB abo
M's13iB, pifiie — Mmiokapaa, Hupok i HIKT [72].
IIpu namozicmonoziunomy O00CAIOHCEHHT MONCYMb
Oymu 6U3HAUEHT MPU MUNU YPANHCEHHS:

1) HEeKPOTWYHWI BACKYJIT CYAWH MaJoTO
i cepesHBOTO Kamiopy 3 (hiOPUHOIIHUM HEKPO3OM
i maeiioMOopdHUM KJIITUHHUM iHQIJIBTPATOM,
y SIKOMY TIepeBakal0OTh €03UHOMIIN;

2) mo3acyiHHI TPaHyJIbOMH 3 IEHTPATbHUM
HEKPO30M Ta eMiTeJIOITHUMU KJIITUHAMH, SKi
nocratabo trmoBi s ETTIA, ane nHecrermudivmi,
Tak 9K BOHU BU3HAYAIOTHCH 1 IPU 1HIIUX BACKYJIi-

tax (Hanpukiaz, npu I'TIA) abo aBToiMyHHUX 3a-
XBOPIOBAHHSIX;

3) eosunodimbHa iH(ITBTPAILiS CTIHOK apTepiit
Ta TPUJIETITNX TKAHWH.

HagBHicTh ricTOJIOTIYHUX O3HAK BACKYJITY
CyZinH JPiGHOTO i cepeHBOTO KaymiOpy MiaATBEp-
mkye miarno3z EI'TIA. Y menme Hixk 20% xBOpUX
Ha ETTIA 1i Tunm ypakeHHsT BUSBJSIOTCS OTHO-
qacHo [7].

Mudepennianpuuii aiarHo3 €03UHOPITBHOTO
IPaHyJIbOMAaTO3Y 3 MOJIaHT1iTOM

ITpu obeTeskeHHI XBOPUX 3 IMOBIPHMM JliarHo-
30M ET'TIA HeoO6XiHO BUKIIOYNATH iHIII TPUYMHM
rinepeosunodinii Ta MiATBEPAUTH HAIBHICTH
BACKYJITY. SKINO B KJIIHIUYHIN KapTUHI IlepeBaxa-
I0Th OpOHXiajJbHa acTMa, BUCOKa €03MHOMILIi,
JiereHeBl 1HMIIbTPATH, yPakeHHSI MPUHOCOBUX
na3yx Ta mosajiereHeBi O3HAKM BaCKyJIiTy (Harpu-
KJaj, MypIypa) Ta BUSBJIAIOTbHCS XapaKTepHi
ricrosioriuni 3MmiHu (BacKyJiT, eo3umHodiIbHA
iHdinbTparis Ta/abo rpaHyIbOMATO3HE 3arajieH-
Hs), JiarHO3 3a3BUYail He BUKJIWKAE CYMHIBIB,
xoya npogasu ETTIA moxyTts imiTyBaTu i 3a-
xBopioBaHHs, ocob6mBo B AHITA-HeraTuBHUX
narieHTiB (Hanpukiaj, eo3MHOMIIbHY acTMYy,
€031HOMIIbHY ITHEBMOHIIO 200 Tinepeo3ruHOMiIb-
HUM cuHapom) [92].

Eosunoginvna nueemonis (ctapa HazBa — XBO-
poba KappuHrTtoHa) TakKoX XapaKTepPU3YETHCS
HAgBHICTIO XPOHIYHOTO CHUHYCHUTY, JiereHEeBUX
iHdiapTpaTiB Ta eo3uHodiaii. OHAK TPU XPOHIU-
Hill €03UHOMIJIBHIN MTHEBMOHII, SIK MPABUJIO, BiJl-
CYTHI CUCTEMHI TIPOSIBH, TTOB'sI3aHHI 3 €03MHOMITi-
€10. HeobOxizHo mnpoBoauT OOGCTEKEHHS IS
BUKJIIOUEHHSI TaKUX TPUYUH PEAKTUBHOI Tirep-
eo3nHO(Miil, gK TpUiioM JiKapchbKUX 3aco0iB,
nyxjauHu (pak JiereHi abo MKW MaTKH, JIiM-
(horpanymbomaTos, HeXOJ/KKiHChKA T-KIITHHHA
gimMpoma), CTpoHTII0IN03 abo TokcoKapos [63].
[Ipn omiHmi 1igecnpsIMOBAHOCTI BUKJIOYEHHS
IHIMX TeJbMIHTO3iB HEOOXiTHO BPaxXOBYBATH €ITi-
JIeMiOJIOTIYHMI aHaMHe3. Y Talli€dTiB 3 eo3uHodi-
Jli€io HeoOXiJHO BU3HAYATH PIiBHI aHTUTILI KJacy
IgM i IgG o Aspergillus spp., a Takox BU3HAYATH
HasiBHiCTD Aspergillus pp.. y mMokporusHi Ta/a6o
OPOHXO0AJIBBEOJIIPHOMY BMICTi, 0COOJIMBO 32 HASIBHO-
cri 6ponxoekrasis. Hopmassauii Bmict IgE y cupo-
BarTIli KPOBi HEJIIKOBAHMX IMAIli€EHTIB BUKJIIOYAE Jliar-
HO3 GPOHXOITYJIBMOHAIBHOTO aciepriibosy [33].

Tinepeosunogironuii cundopom (I'EC) siBisie
co00I0 GiTbII CKIAMHWIT uepeHItianbHuii riar-
HO3, OCKLIbKY BiH, 9K 1 ETTIA, Mmoske 6yTu 1nos'si3a-
HUH 3 TaKUMU KJIIHIYHUMHU TIPOSTBAMU, SIK Kapio-
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maTisi, HEepBOBI IMOpYIIEHHsS 1/a060 ypaskeHHs
sererb. Tum He mennn, TEC mae ocobmBoCTi, Bijt-
minni Bix EI'TIA: mpeacraBiennit mienomnpomide-
paTUBHUM i JiiMGoTTpoTihepaTUBHIM BapiaHTaMU;
MOKe OyTH CIMEHUM, i[I0MaTUIHUM, acOIliiioBa-
HUM 3 aBTOIMYHHMMW 3aXBOPIOBAHHSIMH, Iepe-
XPECHUM; XapaKTepU3YETbCS IEePCUCTYIOYOIO
eosuHODimieo oHax 1,5x10° /1 mpoTsirom 1oHaii-
MEHIIIe TIeCTH MICAIlB Ta He Ma€ XapaKTepHUX
st ETTIA ricTosioriyHux 3MiH TIpU TOCTiKEHH]
GiomratiB ypakenux TrauuH. Miemo- ta JiMdo-
npoJrichepaTUBHI BapiaHTH Tilepeo3nHOMiIbHOTO
CUH/IPOMY PO3BHMBAIOTLCS B Pe3yJibTaTi KJIOHAJb-
HO1 miposidepartii eozunodinis i T-mimboruTin
BI/ITIOBITHO, SIKi TPOYKYIOTH €03UHOMIIOTOETHHN
(1J1-5) [30,50]. Knouose snauenns ons ougpeper-
uianvroi JiazHoOCMuKU Maomv pesyivmamu 00Ci-
Oacenns Gionmamy Kicmxo6ozo mosky [95].
lenarocnyienomeramniss pasoM 3 aHeMi€lo
Ta TPOMOOIMTOIEHIEI0 3a BiICYTHOCTI BiAIOBii
Ha jikyBaHHsa [KC MoXyTh cBiIunTH HA KOPUCTH
KJO0HAJbHOI  (MYXJTWHHOI) Tinmepeo3mHodirii
B MeJKax, HaNpUKIQl, XPOHIYHOI e03MHOMIIBbHOI
JielikeMii (cTapa Ha3Ba — MieJonpostiepaTuBHUN
BapiaHT Tinepeo3nHOMITbHOTO CUHAPOMY) Ta
iHIIUX Mi€IOiTHUX TeM06/1acTo3iB (XPOHIYHOrO
MIEJIOITHOTO JIeMKO3y, CUCTEMHOTO MAaCTOIUTO3Y
Ta MIEJOAUCIIIACTUYHUX CUHAPOMIB). Xapak-
TEPHOI0 O03HAKOI MYXJIUHHOTO Tillepeo3nHO-
(IJIBHOTO CHHIPOMY € 301/IbIIEHHST KOHI[EHTPaIlii
BiTaminy B12 i tpunrasu y cuposariti kposi [63].

OniHka aKTUBHOCTI €03WHO(IIBHOTO TpaHy-
JIbOMaTO3Y 3 MOJIiaHTiiTOM

Xoua pgiargoctuune 3Hadennsa AHIIA we
BUKJINKAE CYMHiBIB, IXHSI POJIb B OI[IHIII aKTHUB-
HocTi AHILA-acoriitoBaHOTO BacKyJIiTy 3ajdiia-
eTbest auckyrtabesnpoo. R. Birck i cmiBasr. [5]
MpW MeTaaHaji3i pe3yJbTariB 22 J0CTi/KeHb
3a yuacti 950 narientis 3 AHIIA-acomiitoBannmu
BacKyJlitaMu He OYJIO TMiATBEP/KEHO JOIJILHOCTI
BusHauenust tutpiB AHILA B pumamiti, 1mo 3ie-
6isb1IOr0 OYJI0 MOB'sI3aHEe 3 HEOAHOPIAHICTIO TIPO-
BeIEHNX JOCTiKeHb [5]. ¥ KOTOPTHOMY HOCJTIi-
mkenHi [20] y 156 maiienTiB 3 rpanyibOMaToO30M
3 nomianriitom Tutpu [1P-3-AHIIA He kopemioBa-
i 3 akTuBHICTIO XBopoOu [20]. Tum He Mmewnr
pe3yabTaTu JesIKUX JOCJHIIXKEHb CBifiYaThb IIPO
Te, mo BusHaueHHs TUTpiB AHIIA B mumamini
JI03BOJISIE OI[IHUTU PU3UK PEIUJNBY BaCKYJIITY.
Y 87 xBopux na AHIlA-acomiiioBanuii BacKyit
s6epexenns [TP-3-AHITA uepes 18 i 24 micsmi
TiCJIsT TTOYATKY IMYHOCYTIPECUBHOI Teparii CyIpo-
BOJKYBAJIOCh 301JbIIEHHSIM PU3UKY PO3BUTKY

PENuINBY IPOTSATOM d POKiB y 2,7 1 4,6 pasy Bijro-
BizHO [76]. G. Tomasson i cmiBaBT. [88] mpoBenu
MeTa-aHaJli3 pe3yabTaTiB 18 fgociimkenb, B IKUX
OI[IHIOBAJIM 3HAYEHHS MEPCUCTYBaHHS ab0 3061/b-
mennsa tutpy AHIIA gk mpemmkTopa po3BUTKY
peranBy BackyJity. IIpu nepcucrysanni AHITA,
a TaKoK MPU 301JbIIEHHI IXHBOTO TUTPY B TIEPIOJ
peMicii BifizHauaiocs 3HayHe Ti/BUIIIeHHS IMOBIp-
HOCTI pelninBy 3axBopioBaHHA. OTiKe, BU3HAYECH-
ua tutpy AHILA na doni imyHOCympecuBHOI
Tepariii, MBU/IIE 32 BCE MA€ TIeBHE 3HAUCHHST JIJIsT
orinku mepebiry AHI[A-acoriiioBannx BacKy.i-
TiB, X0ua 06araTo eKCIepTiB KPUTUYHO OI[IHIOIOThH
iXHIO POJIb B $KOCTI TOKa3HUKa aKTUBHOCTI
abo mpeauKTopa penuanuBiB xBopobu [55]. TIpu-
HAlIMHI y 25% MaIlieHTiB HeMa€e YiTKOI KOPeJsilii
MK KJIIHIYHMMU Ta IMYHOJIOTIYHUMU IPOSIBAMU
AHITA-acoriiioBannx BacKyJIiTiB, 1110 HE JI03BO-
JIsie 0OMpaTH TAKTUKY BeJIEHHsI JINIIEe Ha TTiICTaBi
tutpie AHILA [85]. IIpu ETTIA moskauBa poJib
AHIIA gk kputepiio akTUBHOCTI ab0 MPearKTOpa
3aroCcTpeHb XBOPOOH € 00MEKEHOI0, OCKIJIbKHU IIi
AHTUTIJIA BUBHAYAIOTHCS JIUTIIE Y TPETUHN XBOPUX.
OO6roBOPIOETHCST POJIb OLTBIT CrielndIYHIX Map-
KepiB aKTUBHOCTI, TAKUX SIK PIBEHb €0TAKCUHY-3.
J. Zwerina i cmiBaBT. [99] mposemoHCTpYyBaU
3B'A30K ITi/[BUIIEHHST PIBHS €0TaKCUHY-3 3 aKTUB-
uwictio EITIA. Ilpu moporoBomy 3Ha4YeHHI
80 mr/mia iioro 4YyTJAWBICTH i crHenudivHICTh
B OI[HI[I aKTMBHOCTI JaHOI XBOPOOM jpocsraia
98,6 %, [99]. Onnak B HUBIN THIIMX AOCITiKEHD
pPOJTb €0TaKCUHY-3, IK y SKOCTI audepeHIiitHo-
niaraoctrnunoro kpurtepiio EITIA 3 inmmmu 3ax-
BOPIOBAHHSIMM, TaK i B OI[iHIII aKTUBHOCTI TIPOIIECY,
He miaTBepauaaca [14, 24], y 3B'd3Ky 3 4yuMm
HeoOXiTHe TomaIbllle BUBYEHHS KJIHIYHOTO 3Ha-
YEeHHs I[bOTO [TOKa3HUKA.

na xainiunoi ouinku akmuenocmi EI'TIA, ax
i THWMUX CUCMEMHUX 8ACKYJNIMi8, BUKOPUCTOBY-
1oTh iHgekc BVAS (Birmingham Vasculitis Activi-
ty Score). BVAS Bkitoyae 56 KJIiHIYHUX MTPOSIBIB
CUCTEeMHUX BAaCKYJIITiB, pO3MO/iJeHUX 110 9 cucre-
Max (HalpUKJajd, ypa)KeHHS JereHb: XpUIIH,
By3JuKH  ab0  TOPOXKHWHY, IJEBPAIbHUN
BUIIT /TIJIEBPUT, 1HOLIBTPATH, €HA0OPOHXiaIbHe
3aTy4eHHsI, BUpa3He KPOBOXapKaHHS /aIbBeOJIsIp-
Ha KpOBOTedYa, AMXaTbHA HemOoCTaTHicTh) [81].
KoskHa o3HaKa OIHIOETHCS TIEBHUM OAJIOM, TTiCJIsT
4YOro PO3PaxXOBY€EThCS CyMapHe 3HaueHHs (MaKcu-
MaJibHe 3HaueHHs — 63). CUMIITOM BPaXOBYETHCS
Jule B TOMY BHMIAJKY, SKIIO BiH, Ha IYMKY
JIiKaps, MOB'sI3aHUN 3 BACKYJIITOM 1 3'IBUBCS TIPO-
TATOM OCTAaHHIX 3-X MicgauiB. Bigmosigno
y narientiB 3 pemicieio ETTIA 3mauenna BVAS
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nopiBHioe 0, a y XBOPUX 3 aKTUBHUM BACKYJiTOM
CTAaHOBUTH IoHaliMenTie 1 (3a3Buuait 3 i Buie).
Benuuuna ypoz0 indexcy ne auwe 003601596 OUiHU-
My aGKMueHICMb 1 BANCKICMb CUCTNEMHOZ20 6ACKYLL-
my, ane i Mae Hecnpusimiuge npozHoCmudHe 3Ha-
yennst [21].

BaxkicTp HEe3BODOTHHUX 3MiH, IO IIOB'sI3aHi
3 BACKyJiTOM Ta IMYHOCYIIPECHUBHOIO Tepalli€io,
BU3HAYAIOTH 3a jlonomoroio infekcy VDI (Vascu-
litis Damage Index) [18]. VDI Bkiouae B cebe
64 osnakm, sgki poanomizeni nmo 11 cucremax
(HampukIan, ypakeHHST HUPOK: NIBUIKICTb KJTy-
60ukoBOI (hinbrpartii <50%, nporeinypis <0,5 r Ha
106y abo TepMiHajbHA XPOHIYHA HUPKOBA HEO-
ctaTHicTh) [4]. Kpurepiem He3BOPOTHOCTI cHUM-
[NTOMY BBaKalOTh HOro 36epeKeHHs MPOTATOM
TTOHAJ[ TPU MICAIIl, TTPU IbOMY HOMY TTPUCBOIETH-
ca 1 6an. HeoOxigno sigznaumtu, mo VDI ne
Moske 3MeHIuTrcda. Hanpukia, ko mpoTeiny-
pist 1 r Ha 100y BU3HAYAIACs IPOTITOM YOTHPHOX
MiCAIIiB, a TTOTIM 3HUKJA, 3HaUueHHd iHgexkcy VDI
nopisuioe 1. IIpu pozpaxynky VDI BpaxoByioTh
He JIUIIe TPOSIBU CUCTEMHOTO BAaCKYJITy, aje
i cranu, SIKi MOKYTh OyTH YCKJIQIHEHHIM iMyHO-
CylpecuBHOI Tepatnii (0OCTeonopos, IMyKpPOBUN
miaber, apTepiajJbHa TillepTeH3is, KaTapakTa,
MeJUKaMEHTO3HMII IUCTUT TOII0) a0 IPOSBOM
arepockiiepo3y (iHdapKT Miokapzaa). Y HallienTiB
3 VDI>5 pusuk cmepti Butumii y 7—11 pasis, Hix
y TAI[EHTIB 3 MEHII BUPA3HUMHU HE3BOPOTHUMU
3MiHamu 3 OOKY BHYTpiIIHiX opranis [21].

JlikyBaHHS Ta MPOTHO3 €03UHO(]ITBHOTO Tpa-
HYJIbOMaTO3Y 3 MOJIaHTIITOM

Ha migcrasi pe3yJbTaTiB €KIIbKOX IIPOBe/ie-
HUX HAZIHHUX PaHAO0Mi30BaHUX KOHTPOJTHOBAHUX
pociipkenb xpopux Ha ETTIA pospobiennii iioro
MEHE/PKMEHT, SIKUH 3acCHOBaHMUM Ha JaHUX, IO
crocyiorbes Teparii inmmx AHI[A-acomifioBannx
BackyJitiB, Takux gk ['TTA i MIIA. Hemonasni
MiKHAPO/IHI 3ycHILIst OyJIi CIPSIMOBaHi Ha Te, 00
IoTIOMOTTH  c¢OPMyBaTU KePiBHI TMPUHIUTIN
BeneHHs marientiB came 3 ETTIA. Y 1996 pomi
dbpanirysbka AoCHaiIHAIIBKA TPylla 3 BUBYEHHS
BaCKyJITIB po3po0uia MIKaly OLIHKKU IIPOIHO3Y
ETTIA 3a m'arema pakropamu (Five-Factor Score,
FFS) [28]. Iz mkana FFS BukopucroByBasacs
SIK THCTPYMEHT [IJII MOJKJIMBOI KOPEKIIl iMyHOC-
VIIPECHBHOI Teparrii 3a/e;KHO BiJl HasBHOCTI abo
Bi/ICYTHOCTI HECHPUATJIUBUX TPOTHOCTUYHUX
ozHak. FFS 1996 poky Bkiouana HacTymHi napame-
TPH, SIKi 1TOB's13aHi 3 Oi/IbIIT BHCOKMM PU3UKOM CMEp-
i (1 6aut 3a KokHUI): TipoTeinypist (>1 r Ha 100y),
HUPKOBA HeI0CTaTHICTh (KpeaTuHin >1,58 mr/min),

YPasKeHH ceplisl, BaXKKi IIIIyHKOBO-KHUIIKOBI IIPO-
SIBU Ta 3ajydyeHHs B narosoriynuii npoiec [THC.
Y 2009 poui mkama FFS Oyna mnepersistayta
i JIOTIOBHEHa 32 PaxXyHOK BKJIIOUEHHS HEeCHPUATIIN-
BUX IPOTHOCTUYHKX (DAKTOPIB, TAKKMX SIK: BIK >63
POKiB, ceplieBa HEe/IOCTaTHICTb, HUPKOBA HEIOCTAT-
HicTh (piBeHb KpeatuHiny >1,70 mr/mir), ypakeHHs
KT i BigcyrricTs ypaxkennusa JIOP-opranis [29].
5-piuna cmepthicTs npu ominii 3a FFS B 0 6ariB
Ta >2 GasiB ctaHoBUTH 9% Ta 40% BiIOBiHO.

Ha cworogni 'KC samumaioTbcsi TOTOBHUME
npenapatamu B JiikyBanHi EITIA. Y mnarienti
3 obmexennmu Gopmamu ETTIA, a takox 3i
crpugatiausuM porao3dom (FFS=0) moxna Buko-
pucroByBaTH Jidile 1ii npenapatu. [Ipusnavaerbes
MpenHi30J0H B 71031 1 Mr/Kr/meHb (MaKCUMyM
60—80 Mr/menp) Bij 2 10 4 TUKHIB. Y OLIbII BaXK-
KUX BUIAJKaX PEKOMEHIYEThCS 3aCTOCOBYBATH
METHJITTPEIHIZ0I0H B /1031 7,5—15 MT /KT BHYTpIlII-
HbOBEHHO IMIOJIEHHO TIpoTdaroM Big 1 10 3 nHIB
i3 TTOCTYTIOBUM 3HWKEHHSIM JIO3U TIperapaTy 1po-
TITOM IIoHaliMerTIre 6 micaiis [61]. XBopuwm, gKi
notpebytoTh mocrtiiinoro npuiiomy 'KC B sikocti
HiATpUMYI090i Tepariii, abo maIfieHTaM 3 peruIn-
BOM 3aXBOPIOBAHHS PEKOMEH/YETbCS JlOJaTH
B Tepamiio iIMyHOCYIPeCcaHTH, Taki 9K METOTPEK-
cat, jepayromiz, MikodenomaTy MoeTu Ta asa-
tionpun [25,61]. IlikaBo, mo xKoMmGiHaIlist azaTio-
npuny 3 [KC mist ikyBaHHST HEBaKKOTO TIepediry
ETTIA nopiBasino 3 monoTepatnieto 'KC He mae
repeBar 3a IoOKa3HUKaMH PeMicii i pu3KOM BUHH-
KHEHHS PeIu/IUBiB Ta He BIJINBAE HA TPUBAJICTH
teparnii ['KC [67].

HemogaBHo Y1paBiiHHS 110 KOHTPOJIIO 32 SIKi-
CTIO XapYoBMX MPOAYKTIB Ta JIKapChKUX 3aCO0IB
Crosyuenux IItariB Amepuru (Food and Drug
Administration, FDA) Hazano 103Bi Ha Teparriio
ETTIA npenapamom zenno-ingcenepnoi 6ionoziunoi
mepanii menonizymadom (MOHOKJIOHAIbHUM aHTH-
TiJIOM, siKe 3B's13y€eThest 3 1JI-5 Ta 3amobirae ioro
B3aEMOJIii 3 PeIenTOpoM Ha IOBEPXHI €03WHO-
¢dimiB). 3a pesyspraramMu 6araTOIEHTPOBOTO
HOABIITHOTO CcJInoro Iiane6o-KOHTPOJbOBAHOTO
nocaijpkenast MIRRA (NCT02020889) 3a yua-
CTIO XBOPUX i3 penuanBHUM a00 pedpakTepHUM
nepebirom ETTIA, siki oTpuMyBaiu TpeaHi30I0H
y 1031 <4 MT/ieHb IPOTSATOM 52 TUKHIB, JIKyBaH-
Hs1 MertoJrizymabom B 1o3yBanti 300 Mr miAmKipHO
1 pa3 Ha 3 TVKHI IPU3BEJIO 10 301/IbIIEHHS YaCTKH
MAaIiEHTIB 3 IOCATHEHHAM peMicii, gKa 3a MIKaJI010
BVAS orinoBanacek B 0 6amis [93]. Edekr panoro
npernapaty OyB TaKOJK OB sI3aHUH i3 O1/IbII TPUBa-
JIOID pPEMIiCi€l0 Ta 3MEHIIEHHSIM BUKOPUCTAHHS
I'KC. Opnak penuavBu XBOPOOU BiJ3HAYAINCH
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Maiike y 47% XBOPUX, sIKi OTPUMYBAJIN MEMOJIi3Y-
Mab, opisusito 3 81% mnamientis ETTIA, siki oTpu-
MyBaau 1aie6o. Ha gyMKy aBTOPIB HOCHIIKEH-
Hs, TaKUU BiJICOTOK PEIUNBIB cepej Talli€HTIB,
IKi OTPUMYyBAJIM TpemapaT MOHOKJIOHAJbHUX
aatutizi nporu 1JI-5, mir Oytu oOymoBIeHMIT
JeKiJibKkoMa (haKTopaMu:

1. ETTIA — 1e rereporeHHe 3aXBOPIOBAHHS
3 JeSKMMU IIPOSIBAMU, sIKi He 0OyMOBJIEHI BILIM-
BoM eo3uHo(dIiB, ToO6TO ETTIA — He snutiie eo3u-
HO(ibHUH TTPOTIEC.

2. Xoua Menoizymad 3HMKYE KilTbKiCTh €03H-
HODITIB y KpoBi, pocmijzkyBana no3a y 300 mr
MOske OyTH HEOCTATHBOIO [IJisi TKAHMHHUX €03H-
HOMIMiB. BrisiuB pexkxnmy m103yBaHHS JaHOTO TIpe-
napary Ha peruansu ETTIA norpebye mogasbino-
TO JIOCJIIJIZKEHHS.

3. ¥ nesKux MaIi€HTiB, SKi HECTIPUHHSITINBI 10
Tepartii MernoJsizyMaboM, Ha MOMEHT ITOYaTKy JIiKY-
BaHHS BiJ[3HAYANINCs HE3BOPOTHI IONIKOJKEHHS
CY/IUH.

4. HajpnupkoBa HeZOCTaTHICTh, ska OyJa
BUKJWKaHa TpuBaiuMm 3actocyBanHaM [KC,
MOTJIa TIEPEIIKO/IKATH a/IeKBATHOMY 3HUKEHHIO
nosu I'KC, 1110 Morjio 6 CrpusiTii pO3BUTKY peMi-
cii [93].

[TpoBOAATHCA MOAATKOBI KJIIHIUHI TOCIIIXKEH-
HS TOJI0 OIIHKUA edeKTY IHwWux npenapamis
MOHOKAOHALHUX awmumin do L/I-5 — pecnisy-
maby ma oo amvgpa-ranyioza peyenmopa ILJI-5
(IL-5Ra) Genpamizymady. Peciizymab orinio-
BaBCS B PaH/OMI30BaHUX KOHTPOJbOBAHUX
KJIIHIYHUX JOCJIKEHHAX Y Halli€eHTiB 3 GPOHXi-
JIBHOIO acTMOI0 1 mostinamu Hoca. Ileit npenapar
3B's13y€ThCst 3 pisHuMu emitomamu 1JI-5, 6io-
Kytoun iHoro 3B's3yBanns 3 IJI-5Ra, skwuit
EKCIIPECYEThCsT Ha MeMOpaHi e03MHOMIJIIB JIO/IH-
HU i, TAKUM YUHOM, OJIOKYE J03PiBaHHS Ta aKTH-
Baififo eosunodigiB [91]. Hapasi npoBoantbcs
Binkpute nocrmijkenuss RITE (NCT02947945),
METOIO SIKOTO € BUBUYEHHS Oe3leKn Ta e(heKTuB-
HOCTi peciizymady (3 Mr/Kr BHYTPIIIHBOBEHHO
KOXKHI YOTHPM THKHI IPOTATOM 28 THIKHIB)
y gkocti noxatkoBoi teparii ETTIA. TIpordrom
nepiosy JOCIiZKeHHs, HacamIiepes, Oy/ie OIiHIo-
BaTucs crepoinsbepiraiounii eekr pecaizymaly.
Benparizymab Hemogasuo 6yB no3Bosienmit FDA
CIITA B gkocTi 10/1aTKOBOI MATPUMYIOUYOT Tepa-
nii mamieHTiB 3 Baxkkoi GopMoIo OpPOHXianibHOI
acT™Mu  eo3unoginvrnozo genomuny [46,87].
3a anaJorieio 3 pocuijkennam RITE napasi tpu-
Bae pocuimkenns BITE (NCT03010436), axe
nepenbavae BU3SHaYeHHsI e(heKTHUBHOCTI 1 Oe3mekn
3acrocysanust ipu ETTIA Genpasnizymady B 1031

30 Mr xoskHi 4 THKHI TIpOTSIroM 8 TUIKHIB Ta
HaJlali KOXKHI 8 TWIKHIB MPOTIATOM 24 TUIKHIB,
(oxycyrouncs, mepemnycim, Ha 3MiHI J03yBaHHS
'KC rta possutky 3aroctpennsi EI'TIA. Ilinkom
iMOBipHO, 10 HaWOAMKYIMM YacoM OYIyTb
JIOCTYTIHI HOBI TepareBTUYHI cTpaTeril y JiKyBaH-
Hi JIaHOI 1TaTOJIOT].

Menm BuBYeHi BapiaHTu Teparii pedpaxrrep-
Horo abo peunuausHoro nepebiry ETTIA inmmmMun
3acobamu Giosioriunoi Teparii — HympiwHboeH-
num  imynozrobyninom (BBIT), inmepgeponom
amwpa (IOH-o), pumykcumabom ma omarizyma-
6om. Bucoxki mosu BBIT (2 r/kr/Micsiiib) MOKYTb
OyTH KOPMCHUMM Y JOCATHEHHI TPUBAJIOI pemicii
y nesikux maiientis 3 ETTIA [13]. IOH-o 3acToco-
BYBAJIU JIJIS TIIAITPUMAHHS peMmicii Ta mpu pedpak-
TEPHOMY TIepediry XBOPOOU JIUIIIE i3 TUMYACOBUM
no3uTuBHUM edekToM. Kpim TOrO, HECTIpUATIN-
BUI 1poish il JAHOTO TIpernapaTy, BKIYAIYN
JeiikoeHtedasonartiio Ta pusnk iHdiKyBaHHS,
0OMesKye€ oTo BUKOpUCTaHHS [52—54].

Pumyxcuma6 (antu-B-xiaiTunHe MOHOKJIO-
HaJbHE AHTUTIJIO) TMPOJEMOHCTPYBaB e(heKTUB-
HicTb B iHAyKiT pemicii (ocaimpkennss REOVAS,
[T daza (NCT 02807103) Ta migTpuManHi pemicii
(mocnimxennss MIANRITSEG, 11T daza (NCT
03264473) y narienris 3 EI'TIA [56,86]. [lo3utus-
Hi AHIIA, MoxanBO, € NPeIuKTOPOM TapHOTO
TEPATIeBTUIHOTO e(heKTy puTykcumady, o moTpe-
Oy€ MOIAJIBINOTO OCTIKeHHS [56].

Omanisyma6 (rymaHizoBaHe MOHOKJIOHAJbHE
arTutizio nporu IgE), Moske matu crepoinzbe-
piraiountii edpexr npu ETTIA, ame penmpnsu 3a-
XBOPIOBAHHS 1 Ba)KKi Haragm OPOHXIaTbHOT acTMH
mij 9ac JiKyBaHHS OMaizyMaboM OOMEXYIOTh
fioro Bukopucranus [35].

Jlng nanientis 3 ET'TIA i3 3amydennsiM y nato-
JIOTYHUIT ITPOIIEC KUTTEBO BaXKJINBUX Oprais abo
i3 3arpo3JIMBUMU TIPOSIBAMU, BKJIIOUAIOUM TITBUIKO
nporpecytounii raomepysonedpur (IITITH) abo
JIETEHEBY KPOBOTEYY, HEOOXiZHO PO3IJISTHYTH
MUATAHHA PO JIOJIATKOBY Tepartito 1ukaogochami-
nom y kom6inariii 3 [KC. IlepesmBaHHst CBizKO3aMO-
POKEHOI TJIa3Mu  MOKe OyTH BHKOpPHCTaHE
y SKOCTI JIOATKOBOI Teparlii, sSKa CIPUIE BiJTHOB-
sernto ¢yukitii Hupok npu inmmx AHI[A-acoriito-
BaHUX aBCKYJTaX, SKi YCKIATHIOIOTHCS PO3BUTKOM
[IITITH [18]. 3acrtocoByBaTtn mukaodochamis
6askaHo B o3yBanHi Biz 500 10 750 Mr/m* BHYTpilI-
HBOBEHHO KOKHI 2 TIZKHI Bif 2 70 3 103, Hagam — 1
pa3 Ha micstite. Y 2007 porti P. Cohen Ta criBasr. [9]
IIPOBEJIH JJOCI/KEHHS, SKe 3aCBLIYNIIO, 1[0 CKOPO-
YeHHs JIiKyBaHHA TnkiIodochamizom 3 12 m10 6
KYPCIiB acoIifoBasocst 3 OLIBIIT YaCTUMK PeIuInBa-
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My [9]. AbTepHATUBOIO € TIEPOPAIBHUN TTPUIIOM
nukaodocdamigy B 11031 2 MTr/Kr/NeHb, ajie Tpo-
6JIeMOIO TI0CTa€ HOro BUCOKUI KyMYJISITUBHUI
edext. BpaxoByioun #oro 3HadyHWd TOKCHYHUI
podisib, baskano 3acTocoByBaTH He Oisbiie 10—-15T
Ha Kypc [23]. 3aranbHONPUITHATOIO NPAKTUKOIO
CTaJI0 MPOBEIeHHsT GBI KOPOTKOTO KYPCY JIKY-
BaHHS TUKJIO(OocHamMiioM 3 MOAAIBITUM TIEPEXO-
JIOM Ha MEHIT TOKCUYHUN IMyHOCYTIPECAHT JIJIS TTi/]T-
TPUMYIOUOI Teparlii, oNTUMaIbHa TPUBAJIICTH SKOI
JOCTOBIPHO He BCTAHOBJIEHA, ajie TIePeBasKHO TPU-
Bae Bij 18 110 24 micsmis [61,63].

HesBaskatoun Ha Te, 110 peMicCisl 1OCATAETHCS
y nonaz 90% mnarientis 3 EI'TIA, periuaus € 3Bu-
JATHUM SBUIIEM 1 3ycTpidaeThest y 25—40% XBo-
pux [10,75]. Husvkuii pieenv eosunoinie npu
scmanosaenti 0iaznosy noe ssanuil 3 OLIblL 6UCO-
KUM PUSUKOM PeUUousis 3axeoprosants. 3acToc-
yBauusi [KC nipu ET'TIA mae rapauii edekr 3 5-
i 10-piunum piBHem BukuBanus y 90% rta 79%
naiienTiB BignosigHo [10]. 'onoBHOIO TPUYMHOIO
O1TBITOCTI  JIeTATPHUX BUIAAKIB € BACKYJIT
i3 PO3BUTKOM cepiieBoi HegocTaTHOCTI [63]. Hes-
Ba)KalOYM Ha CIIPUSTINBI MOKAa3HUKU BUKWMBAHHS,
ETTIA acortitoeTbest i3 HE3BOPOTHUMU yPasKEHHSI -
Mmu opratiB [ 16]. BponxianbHa acTMa TaKoXK 4acTo
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