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Eo3nHo(inbHNA rpaHynbomatosd 3 noniadriitom (EMTIA), paniwe Bigomuit sk cuHgpom Yapmxa—CTpocca, SBnsie cO60K0 HEKPOTU3YHOYNIA BACKYAIT CYAMH
MaJoro i cepefjHboro Kaniopy, L0 XapakTepuayeTbCa KNiHIYHUMKU NPOsiBaMM acTMW, Tinepeo3nHoqinietd KPoBi, TKAHMH Ta NO3anereHeBUMM CUMMNTOMaMU.
He amensymuce Ha Te, Wwo EMMA 3ycTpivyaeTbcs A0CUTb PiAKO, OCTAHHIMI pOKaMN JaHe 3aXBOPIOBAHHSA € 06'EKTOM YBXXHOMO BUBYEHHS. Lle 06yMOBNEHO TUM,
wo EIMA € KoHUeNTyanbHO CKMagHOK MaTomorield, sika Mae MOABIHY kaTeropu3auilo i3 cuctemHuMn Backynitamu (CB) Ta rinepeo3uHodyinbHUMM
cuHapomamu (TEC). Ha gaHuii MOMEHT 3annwaoTbCs BIGKPUTUMU NUTAHHA NaTOMi3i0N0rivHOI i 4iarHOCTU4HOI HEBU3HAYEHOCTI XBOPOO6U, e it JOCi Hemae
MOBHOr0 PO3YMiHHSA B3aEMOJIi MiXX €03MHOMINamn Ta aHTUHERTPOMINbHUMM LUTONNa3MaTuyHUMI anTutinamn (AHLIA), AKi € 0c06/IMBOCTAMY NATOreHE3y
[aHOro Backynity. Pe3ynbtaTit OCTaHHIX AOCNiAXeHb BKa3yloTb Ha ceHoTunosi nigtunu EMMA Ha nigctasi AHLIA-cTaTycy, ane noku WO HeA0CTaTHbO
iHpopMmaLlii o0 METOAIB NiKYBaHHA 3 ypaxyBaHHAM AaHWX dreHoTUNiB XBOpo6u. ENTIA TakoX 3annwaeTbcs AiarHOCTUYHOK NPO6IEMOt0, TOMY LLO NPOTArOM
TPUBANOr0 Yacy MOXe PO3rNsAaTUCs NULLE B NNOLIMHI anepriyHoi natonorii. AcTMa Moxe 6yTin 0CHOBHMM NPOSIBOM XBOPOOM, @ XpOHi4Ha noTpeba y npuinomi
IMOKOKOPTUKOCTEPOIfiB MOXE MAaCcKyBaTh iHLLi 03HaKM 3aXBOPHOBaHHA. Hapasi akTMBHO BMBYAETLCA iMYHHA AUCPErYNALIfA | FEHETUYHA CXMNBHICTb OpraHiamy
nauienTis 3 EMMIA, Wwo Moxe BUpiWMTM Npo6nieMy Knacudikalii 3 YTOYHEHHAM MiATUNIB XBOPOOM | HajaTy MOXINUBICTb BYACHO [JiarHOCTyBaTW AaHe
3aXBOPIOBAHHS, @ TaKOX BUKOPUCTOBYBATY CreLiabHO ajanToBaHi METOAN JiKyBaHHA.

ABTOpU 32BNSAKOTL NPO BIACYTHICTb KOHIIKTY iHTEPECIB.

Knio4oBi cnoBa: e03MHOMiNbHNIA rpaHynbOMaTtos 3 nofianriitom, cuuapom Yapmka—Crpoccea, rinepeo3nHOMInbHUIA 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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S03MHODUIIbHbIV FPaHY/IEMaTo3 C NMOJIMAHTUUTOM:

COBpeMeHHbII}'I B3rNnd4 Ha natoreHe3 u sie4eHue (nMTepaTyprIVI 0630p)
E.H. OxotHukoBa, ET. KayeHtok, K.B. MennuHa, E.B. [ToHo4yeBHas

HauunoHanbHas MeauUMHCKas akagemus nocneaunnomMHoro o6pasosanus umenn MN.J1. Wynuka, r. Knes, YkpanHa

903MHOMNbHBIA FpaHynemato3 ¢ nonnanruutom (SITIA), paHee M3BECTHbIA Kak CUHAPOM Yapmxa—CTpocca, NpeacTaBnsier co60i HeKPOTU3UPYHOLLMIA
BACKY/NUT COCYAO0B Masoro 1 CPeAHero Kanubpa u xapakTepuayetcs TakuMu KNINHUYECKUMI NPOSBEHNAMU, KaK acTMa, runepao3nHouans Kposu, TKaHen
1 BHENeroYHble CUMATOMbI. HecmoTps Ha To, 410 SITIA BCTpeyaeTcsl JOCTATOMHO PeAko, B MOCNefHMe oAbl AaHHOe 3a60neBaHne SBNSETC 06LEKTOM
NPULENLHOTO 3y4eHns. 3T0 06ycnoBNEHO TeM, 4T0 AMTIA — KOHLENTYaNnbHO CAOXHas NaTonorus, KOTopas MMeeT ABOWHYIO KaTeropuaaumto ¢ CUCTEMHbLIMM
Backynutamu (CB) n runepao3uHodmnbHbiMu cunapomamn (I3C). B HacTosllee Bpems OCTAalOTCA OTKPbITbIMK BOMPOCHI NATO(M3MONOTNYeCKOM
1 ANarHOCTUYeCKOW HeonpefeneHHOCTW 3a60neBaHNs, Tak Kak [0 CWX NOP He A0 KOHUA W3y4eHO B3auMOAEMCTBME MEXAY 303MHODUNamu
1 QHTUHENTPOUIBHBIMI LuTONNa3mMaTnyeckumu aHtutenamu (AHLIA), koTopble SBNSIOTCA 0COOGEHHOCTAMMW NaToreHesa AAHHOr0 Backynuta. Pesynbrartsl
NOCNeAHNX NCCNEA0BaAHUIA YKa3blBatOT Ha cheHoTunnyeckune noatunbl AMMA Ha ocHoBaHuM AHLIA-cTaTyca, 0AHAKO Ha CerofjHs HeA0CTaTOYHO UMEHOLLEiics
MH(OpMALMKM O METOAAX NeYeHNUs C Y4eTOM AaHHbIX (heHOoTMNOB 60ne3Hn. 3ITIA Takxe 0CTaeTcs AMArHOCTUYECKOW Npo6reMoil, NOTOMY YTO B TeYeHue
JNUTENbHOrO BPEMEHU MOXKET PacCMaTpuBaTbCs TONbKO B MAOCKOCTI anfepriyeckoil natonorum. AcTMa MoXeT 6biTb OCHOBHbIM MPOSIBIEHNEM 60ME3HMU,
2 XpOHM4eckas noTpe6HOCTb B NpUemMe rKOKOPTUKOCTEPON0B MOXET MacKupoBatb Apyrie Npu3Haku 3a6oneBaHuss. AKTUBHOE M3Y4eHue UMMYHHON
LUCPErynsaunm u reHeTM4eckon NpeapacnonoXeHHOCTU opraHu3ma nauneHTos ¢ AMMA MOXeT pelwnTb Npobnemy knaccuguxkauum ¢ yTo4HeHeM NoATUNOB
60M1e3HN 1 AaTb BO3MOXHOCTb BOBPEMS AMArHOCTUPOBATb aHHOE 3a60/1eBaHue, a TaKKe NCNOoNb30BaTh CreuuanbHO afanTMpOBaHHbIe METOAb! IEYeHNS.
ABTOpbI 3a8BNIAOT 06 OTCYTCTBUM KOH(DANKTA MHTEPECOB.

Knioyesble €noBa: 303MHOUbHBINA rPaHyNeMaTos ¢ NONUaHrMMTOM, cuHApoM Yapaxa—CTpocca, runep3o3nHOUbHbIA CUHAPOM, 6pOHXMaNbHAs acTMa
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Beryn
03UHO(MIJIbHUI TPAHYJIbOMATO3 3 TIOJIiaHTi-

E'l'TOM (ETTIA) Brieprire 6yB omucanuii SIko-
6om Yapmxkem i Jlorre Crpoccom y 1951 pori sk
CTaH aJeprivHoro aHriiTy 3 TPaHyJIbOMATO30M.
Y mporieci moganbIMX HAYKOBUX JOCJI/IKEHD
ETTIA Gysio BifiHeCeHO /10 CHCTEMHUX HEKPOTHY-
HUX BaCKYyJITIB IepeBakHO CYAMH APiOHOrO
Ta CEePeHBOTO Kamibpy, siKi acoliifoBaHi 3 aHTH-
HEUTPOMIIbHUMU [UTOIIA3MATUIHUMU AHTUTI-
gdamu (AHITA) (pmc. 1). HesBakaioum Ha Tie,
AHITA BusABnsA€THCA JUIle y TPETUHU MAIli€EHTIB
3 ETTIA [8,51,41].

KniniyauMu 0coOJMBOCTIMU JAHOI TATOJIOTIT
€ acTMa, ceplieBa HEJOCTaTHICTb, TJIOMepYyJoHe-
dbput Ta/abo nepudepryHa HEBPOIATIs, a TAKOK
ypaskeHHsI iHmux oprasis. Kpim Toro, 060B's13K0-
BUMU KPUTEPisiMU € eo3nHObiIisE KpoBi >10% Ta
TKaHWH, a TaKOXK HEKPOTUYHUH BaCKyJIT 3
eKCTPaBACKYJSIPHUM T'DAHYJIbOMATO3HUM 3alia-
nennsaM (tabu. 1) [38].

EnizemioJiorisa eo3unodiabHOro rpanyaboma-
TO3Y 3 MOJIAHTIITOM

[Tommupenicte ET'TIA xomuBaeTbcs Bim 7,3
mo 17,8 ma 1 000 000 [49,74], a mopiuyHa 3axBO-
proBanicTh craHoBuTh Bif 0,5 10 6,8 BumagKy Ha
1 000 000 mopocmx Ha pik [3,74,92]. PiBHi nanux
MOKa3HWKIB PrOIN3HO oiHakoBi B €Bpori, So-
mii ta Cnoaydenux [lltarax Amepuxn. ETTIA
yacTile 3yCTPIYaeTbCd y JOPOCIUX BiKOM BiJ
40 mo 60 pokiB [57]. ¥ nmiTeit cepenniii Bik
HAa MOMEHT BCTAaHOBJIEHHSI JliaTHO3y CTAaHOBHUTH

Tabnuys 1
KpuTtepil giarHocTukm, knacudikauiiHi kputepir
Ta BUSHA4YEeHHS e03nHOPiNbHOro
rpaHysibOoMaTo3y 3 NOoJliaHriiTOM

KpuTepii giarHocTukm 3a JlaHxem Ta cnieaBT. (1984 p.):

e AcTMa

o EosuHodinia nepudpepnyHoi kpoei >1500/mm® abo >10%
Bif 3aranbHOi KinbKOCTi NENKOLMTIB

o [ligTBEPMXEHNI BACKYNIT >2 OpraHis.

KnacudikauinHi kputepii AMeprKaHCbKOro Koneaxy
pesmartonoris (ACR, 1990 p.):

o AcTma

o EosuHodinis kposi >10% Bifg 3aranbHOI KinbKOCTi
nenkKouuTis

Hesponartis

Jlerexesi iHhinsTpaTH

AHomanii NPUHOCOBMX Nasyx

BusBneHHs no3acyouHHUX €03MHOMINIB (TKaHWHHA
€03nHOoghiNbHa iHinbTpaLis)

HomeHknatypa cuctemHux Backynitia (Il MixxHapogHa KOHCeH-
cycHa (y3romxyBanbHa) koHepeHuis, Yanen-Xinn, 2012 p.)

Barate Ha e031HOMINN HEKPOTUYHE rpaHyNbOMAaTO3He 3anareH-
Ht i3 3aJTy4EHHAM Y NaTonoriYHUi NPoLec AnXasbHUX LLAXIB, a
TaKOX HEKPOTUYHWI BacKymiT nepeBaxHO CyauH ApiGHOro
i cepeiHbOro Kaniépy, acoLinoBaHui 3 aCTMOIO Ta e03nHOQisieto
kposi. AHLIA HaivacTille BUABNAIOTLCS NPY YPaXKEHHI HUPOK

12 pokis. ETTIA He mae renjepHux abo eTHIiYUHUX
BIIMIHHOCTEH y IOPOCJNX, X04a Yy KiHOK BiI3Ha-
vaioTh po3BuTok ETTIA B 6isbin MOJIOZOMY Billi,
OiIBIIT TPUBAJINI aHAMHEe3 OPOHXIATbHOI ACTMH Ta
MeHIy vactoTy ypaskenHs Hupok [10]. Cepen
JIiTeN CIiBBIAHOIIEHHS XJIOMINKI:AiBUATKA TOPiB-
Hioe 0,74. ET'TIA y oumsauomy 6iui xapaxmepusy-
EMbCA  NEPEeBANCHUM  YPANCEHHAM Jle2eHb
i cepyus, a maxooic 6ucoxoro cmepmuicmio (18%)
[101]. Ha cporomHi maHWX MpO 3aXBOPIOBAHICTb
ta omupenictse ET'TIA B Yxpaini nemae [60].

Eriosoria i marorene3 eo3nHo}iIbHOTO rpa-
HYJIbOMATO3Y 3 MOJIiaHTiiTOM

BpaxoByioun, 110 OCHOBHMM KJIIHIYHUM IIPO-
asom EI'TIA e GponxianbHa acTMa, TPUBAJIUIL Yac
BBAKAJIOCK, TII0 TPUTEPAMU JJAHOTO 3aXBOPIOBAHHS €
aneprenu. OHaK pe3yJIbTaTH JIOCIIKEHb CBi/lYaTh
1po Te, 1o e 1/3 mamienTiB 3 ETTIA matoTs mif-
TBEPIKEHY CHCTEMATHYHUMU OOCTEKEHHSIMU CEH-
cubiTizallio 10 HARGLIbII OIUPEHUX aJIePreHiB.

Ax tpurepn EI'TIA posragaamicsa dhakTopn oTo-
YYI04YOI'0o Cepe/IoBUINa, TaKi SIK aHTUTEHH Y BANXYBa-
HOMY TIOBITpi (TIapu IM3ETHHOTO TAJNBA, 3ePHOBUI
oW Ta iH.), Tinocencubiiizaiiss abo imyHizaris
[26,58]. L. Guillevin i criBasr. [26] mipoBesn moci-
JURennd, B grkomy i3 43 martientiB 3 ETTIA rimo-
cercubimizariio B anamuesi masm 19, a w'sitepo Oyin
BaKITMHOBAHI MPOTSTOM MICSIIS /10 BCTAHOBJIEHHS
niaraosy [26]. Oxnak 1eit hakTop MOKe po3TJIsiaa-
THUCS He K TPUTeP, a K CTUMYJIIOIOUNI TIPOTpecy-
BAaHHSI 3aXBOPIOBAHHS Y MAIllEHTIB, SIKI BXKe Masu
JIaTeHTHUH, ajie He miarHocroBanunii, ET'TIA.

Jlesiki JlikapchKi 3aco0u, mepeBakKHO aHTaroHi-
CTH JIEHKOTPIEHOBUX PpeNenTopiB (HAIIPUKJIALI,
MOHTEJIYKACT ), BCE 1€ BBAKAIOTHCS MOTEHITIHHUMM
tpurepamu po3BuTKy ETTIA [31,68,94]. Onnak ipu
mpuiioMi mpemapaTis ganoi rpynu po3sutok ETTIA
criocTepiraBcsl TicJjd 3HUKEHHS /03U TJIIOKOKOP-
tukoctepoinis (I'KC), saxi maimientu oTpuMyBaIn
3 TPUBOJY IMOraHO KOHTPOJIHOBAHOI OPOHXiaIbHOI
actMu. HemokHa BUKITIOUNTH, 110 B IIUX BUTAIKAX
OpoHxiasbHa acTMa GyJia MEPITUM TTPOSIBOM 3aXBO-
PIOBaHHS, PO3BUTOK SIKOTO ITPOBOKYBAJIU HE aHTa-
TOHICTH JIEUKOTPIEHOBUX PEIENTOPIB, a 3HUKEHHS
mosu I'KC. Ha xopucTps 1b0T0 TBEpKEHHS CBijl-
YUTh TOW (haxT, 110 MOsIBAa PO3TOPHYTOI KapTUHU
ETTIA imoni cmocrepiramacsa micasa Bigminu ['KC
y XBOpUX Ha OPOHXiaIbHY acTMY, SIKi He OTPUMYBa-
JIU TIperapaTiB aHTArOHICTIB JIEWKOTPIEHOBUX
pertenitopiB [71]. ¥V mitepaTypi Takox oOTHMCaHi
punaziku po3suTky EITIA mpu 3actocyBanHi mMak-
poiiHUX aHTUOIOTHKIB, KapbaMaserniHy, MpOIi-
Tioypaimity, amonypunoay i xininy [22,34,37,64].
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IcnytoTs mepexonmsi mani, mo AHITA € mato-
reHHUMU (hakTOpaMu, 1110 BUKJIUKAIOTh PO3BUTOK
BackymiTy [39]. AHTUTLIA O Mi€TONEepoKCUIa3n
(MITO-AHIIA) ta npotreinazu-3 (I11P-3-AHILA)
MOKYTh BUCTYNATU CTUMYJaMU HPAMOBAHUX
(TMiATOTOBIECHUX JI0 HACTYITHOI aKTUBAITT ) HEUTPO-
GiniB in vitro, siKi, AKTUBYIOUMCH BHACIIIOK «Pec-
mipaTopHOro BUOYXY» 3 BUAIJIEHHSIM PEaKTHBHUX
GopM KHCHIO, TOMKO/KYIOTh €HIOTEI CYyIuH
[42]. KpiM TorO, B eKClepUMEeHTAMbHIN MUIIadii
mozesti AHI[A-acoriiioBanoro Backyiity (AAB)
riepeHeceHHs Muiam antutina kiaacy 1gG no MITO
IHIYKY€ MQJIOIMyHHII HEKPOTUYHUI TJIOMEpPYJI0-
HepuT (CMHOHIM — TIBUJIKO TMPOTPECYIOUNIA TII0-
mepyJsionedput (LIIITH), tun 3) ta BackymdiT
JPIOHUX CYAWH IHIINX OPraHiB.

PesympTaTt ocTaHHIX AOCITIKEHD O3BOJUIN
posnoxaismtu EI'TIA Ha nBa dpenoTumnosi miarunu
3 ypaxyBanasiMm AHI[A-ctarycy [62]. bimspko
40% mnarienTis 3 ET'TIA mators nosutusii AHITA,
npu oMy MITO-AHITA sycrpivaiorbest Habara-
to wactime, mix I[TP-3-AHIIA. ¥V 60% xBOopux
AHIIA nerarusni [73].

bararo aBTopiB 3BepTaiu yBary Ha KOPeJsIlio
piBHS eo3unodimiB Ta akTuBHICTH EI'TIA. P. Tai ta
cmiBaBT. [83] 3a J0MOMOrol0 MOHOKJIOHAJTbHUX
AHTUTIJ TPOIEMOHCTPYBATN HASBHICTh aKTUBOBA-
HUX €03WHOMIJIB 1 TPOAYKTIB iX AerpanyJsilii K
B CTiHII Cy/IUH, TaK 1 B IePUBACKYJISIPHUX TPaHY-
apoMax [83]. Eosunodinm BUBINBHATOTH MEKiTbKa
MeJIiaTOpiB 3amnajieHHs], TAKUX K €03UHOMLIbHUN
KaTiOHHMI OLIOK 1 HEHPOTOKCUH, SKi MalOTh Bijl-
TTOBIJTHO Kap/Iio- Ta HEUPOTOKCUYHY [IiT0, i BUKJIN-
KalTh PO3BUTOK KapjiomionaTii Ta moJiiHelpoa-
Tii. IIpomecn amdepenmiioBamHg Ta aKTUBAIlil
€03uHOMIJIIB, a TAKOK HAKOIMUYEHHS 1X Y TKaHU-
HAX perymiioioThest intepieiikinom-5 (1JI-5)
Ta TAKUMU CIeNUMITHIMA XeMOKiHAMH, K €0TaK-
cun-3 i TARC/CCL-17 (Ttumyc-acotifioBaHUi
peryistopauii xemokin). 1JI-5 (eosunodimbrmii
KOJIOHIECTUMYJIIOI0OUMiT (hakTOp) sBJIsSE COOO0I0
MOJINEeNTUHUN IIUTOKIH, IO MPOAYKYETHCS JiM-
dormramu T-xesmepamu 2 Tumy (Th2) ta macro-
nmutamu (omacuctumu Kiaitunamu). 1JI-5 pasom
3 LJI-4 Tta 1JI-13 imaykyioTs audepeHiiaimio
B-xmituH y na3MaTUdHI KIITUHH, MO0 TO3BOJISE
TMOSICHUTH MiIBUIIEHHS PIBHA 3arajibHOTO IMYHO-
rino6ymniny E (IgE), a takox I1gG4 npu ETTIA.
[MigBumenns pisws [JI-5 € HaCaIAKOM AUCPETyJIs-
uii T-xkJIITUHHOI BiJIOBiAI 3 IlepeBakKaHHIM
T2-nmamku mimdonuTis mig BrmsoM LJI-25, axmuii,
B CBOIO 4epry, BUPOOJISETHCST €03MHOMIIAMHE, 1110
TakUM YUHOM (OPMYE Tilep3amajbHUN TTUKJI
(«3aMKHeHe K00 ) [84].

¥ 2008 porii K. Polzer ta criBasr. [66] BusiBu-
J1 3HayHe TIiJBUINEHHS PiBHSA €O0TAKCUHY-3
y cupoBarii xBopux Ha aktuBHuii EI'TIA pazom
3 MiJBUIEHHSIM KILJIBKOCTI €03MHOMIJIIB, PiBHS
3aranpHoro IgE Ta roctpodasoBux MOKa3HUKIB
[66]. EoTakcun-3 — xemokin, Bizomuit sk CCL26
a60 SCYA26. Bin ekciipecy€eTbest eHI0TeialbHI-
MW KJITMHAMM B Ceplli, IediHIl, S€UHUKaxX Ta
B IHINTMX OpraHax i TKAaHWHAX, a TAKOK 3aMaJTbHU-
Mu KiituHamu i Brmusom LJI-13 ta LJI-4 y Bin-
MOBIIb HA MOIIKO/KEHHI TKAaHWH 1 KiTuH. EoTak-
CHUH-3 BOJIOJIIE TMTOTYKHOIO0 XeMOTAaKCUYHOIO aKTUB-
HICTIO 10710 €03WHOMIIIB i crpusie iHdiabTpatii
TKaHUH aKTUBOBaHMMU eosuHodimamu. Th17- Ta
B-xiiTuHY TaKoXK BiZIirpatoTh MEBHY POJib Y TTaTO-
reae3i EITIA, ockimbku [JI-4 Ta 1JI-13 crumy-
JIIOTOTh TYMOpAJIBHY iMyHHY BifmoBizaps [69]. Bin-
3HAYEHO, 110 TiABUIIeHHs KiabkocTi Th17-mimdo-
nuTiB mig gac aktuBHOTO ETTIA cripusie cexpermii
[JI-17A (HaiibisbIn BUBYEHOTO WieHA CiMeiicTBa
IL-17, axuii Bimirpae KpUTUYHY POJIb Y 3aXUCTI
OpTraHi3My Bijl MIKpOOHUX MATOTEHIB, a TAKOXK Bi/l
3amajieHHs TKAaHWH) Y BeJIMKIN KiibKoCTi [36].

JlocaiKeHHsT TeHEeTUYHOI acolfiallii BUSIBUIN
JeKLTbKA JIOKYCiB, IO TIOB'd3aHi 3 MTABUIIEHUM
pusukom po3sutky ETTIA. /loBemena acoriaris
zaxpopioBanag 3 HLA-DRB1*04, *07, *09
anensmu HLA-DRB4 [96,97]. [lnss AHILA-nera-
tuBHoro BapianTy EITIA BcTanoBieHo 3B'S30K
3 rammoruniom 1L10.2 mpomoyrtepy rtena [JI-10
Ta 3 nigsunieHuMu piBHamu [JI-10 y cuposari
kpoBi. Ile criocTepeskeHHS BIATIOBIZIa€ MOKJIN-
Bomy mnartorenesy ETTIA, sxuii BkI049ae omoce-
penkosany Th2-3anexxny 3amajsbHy BiAIOBiIb
(puc. 2) [89].

Kainiuni nmposiBu €03uHO}IIBHOTO rpaHyJibo-
MAaTo3Yy 3 MOJIaHTiiTOM

ETTIA — 1e MmyabTUCHCTEMHE 3aXBOPIOBAHHS,
sgKe MOKe OyTH KJIIHIYHO TeTepOTeHHUM. Y Po3-
BuTky ETTIA BuzainsgoTs Tpu mociifoBHi dasu:
aJiepriuny, e03MHO(MITbHY Ta BACKYJIITHY.

Anepziuna ¢pasa (npoopomanvia) x60pobu npo-
SABASLEMBCSL ATEPTIUHUM PUHOCUHYCUTOM 3 TIOJITIO-
30M HOca Ta/ab0 GPOHXIAIBbHOI0 acTMOM. Eosumo-
Ginona ¢asza xapaKTepu3yeEThC MePUMOEPUTHOIO
eo3uHo(disieio Ta eo3nHOMiNbHOIO 1HDITBTPAITIEID
TKauwH. Y @inanvniti ¢asi EITIA po3BUBaEeThCS
CHUCTeMHUN BacKymiT (Y cepemHboMy uepes 3—9 po-
KiB) 3 KJTIHIYHOIO CUMIITOMATHKO TiepudepuaHoi
HelpomarTii, mypIryporo, IO MaJbITYETHCS, i MaJ0-
IMYHHUM HEKPOTHUYHUM TJIOMEPYJIOHEDPUTOM.
Caig 3asHaumtu, 1o He 6ci xeopi na EIIIA
Maromov xapaxmepmy cmaoiunicms X60poou.
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OI'ASIAV
Classiication of S N
Imimune Complex Small-Viessel Vasculiis
Cryoglobulneme Vasculis
ligA Vasculitis (Henoch-Schiniein purpura)
Hypocomplementemic Urticanal Vascubtis (Ant-C1q Vascultis)
Medium-Vessel Vasculits.

Anti-GEM dispase

Polyartentis Nodoss
Kawasaki Dizvase

T
ANCA-Associated Small-Vessel Vasculitis
j  Microscopic Polyangitis
! with Polyangitis (Wegener's}
. with Polyangitis (Churg

L

T E e
Lange-Vessel Vasculitis
Takayasu Arfertrs
Giant Coll Artenitis

IIpumimra: ANCA (anti-neutrophil cytoplasm antibody) — anrtumneii-
TpodiabHi muromrazmarnyni anrturinia; GBM (glomerular basement
membrane) — GazanbHa MeMOpata KayOOUKiB HIPOK

Puc. 1. OCHOBHI hOpMU CUCTEMHWX BACKYNITIB, AKi KacudikosaHi
32 Kanibpom NepeBaXHO YPAXKEHUX CYAMH, 3rifHO 3 peKOMeHAAL,i-
amu 1l MiXHapoaHOI KOHCEHCYCHOI KoHdbepeHuii, Yanen-Xinn,
2012 (Chapel Hill Consensus Conference (CHCC), 2012) [41].

e
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Pue.2. CnpouieHa cxema KN40BKX NaTodizionoriyHux SsuLl npu
€03MHOiNbHOMY rpaHynbomatosi 3 nonianriitom. ANCA (anti-
neutrophil cytoplasm antibody) — aHTuHeRTpobinbHi uMTONNA3-
maTuyHi aHtuTing; APC (antigen-presenting cell) — aHTureH-npe-
3eHTyto4a KnitHa; CCL-17 — xemokiH; CCL-26 — eoTakCuH-3;
IFN-y (interferon-y) — iHTepdepon-ramma; IL (interleukin) —
iHTepnenkin; 1g (immunoglobulin) — imyHorno6ynin; TCR (T-cell
receptor) — T-kniTuHHMiA peuenTop; ROS (reactive oxygen speci-
eS) — aKTuBHi hopmm KucHio [19]

Pue. 3. Indby3Hi 3MiHK napeHximu fiereHb 3a TUMNOM «MaTOBOro
ckna» y xsoporo 38 pokis 3 EIMIA 3a jaHumu KoMn't0TePHOI TOMO-
rpadii [77]

;.—"'ﬁ Facs .-&. AN 1 3 : S
Puc. 4. MikpockoniyHa KapTuHa 6ionTary NMTKOBOro HepBa [JeMOH-
CTPYE €eniHeBpasibHO EKCTPaBACKYNAPHI €03MHOINN Ta BACKYNIT,

AKi acoLiioBaHi 3 JereHepawieto akCOoHiB. Y CYAUHHIN CTiHLi dhop-
MYETHCSA FPaHy/IbOMa 3 HEYiTKUMU KOHTYpamu (H4opHa CTpinka) [45]

bponxianvna acmma npu ETTIA crioctepiraerbes
y 95-100% XBOpHX, 3a3BUYAIT TIOYNHAETHCS Y 3PiJIO-
My Billi, X04a MOKJIUBHIA 1e0I0T 3aXBOPIOBAHHSI
i B auTwHCTBI. BoHa € TOpPMOHAIBHO 3aJIeKHOIO
i XapaKTepU3y€EThCsT MIBUIKO IIPOrPECyounM mepedi-
rom. Crin 3a3naunTy, 1o 3acrocyBanus [KC s
KOHTPOJIIO aCTMHM MOK€ MACKyBaTH CHMIITOMHU
cucremuoro Backysity. EITIA cuaig 3anigozpurtu
y BUIAZIKY, SKIIO OPOHXiaJbHa acT™Ma CYITPOBOIAKY-
€THCS BUCOKOIO eosrHodimieio. Kpim OponxiambHol
ACTMI, NPOSABU YPAXNCEHHA OUXATILHOL CUcmeMmu
MOJMCYMv BKAIOUAMU NIECPATIGHUIL BUNIM, Mi2-
Ppytoul iHinempamu ma 3MiHU NAPEHXIMU Jle2eHb
3a MUNOM <Mamo6oz0 CKaAa> Mma aabEeoJAPHY
kposomeuy (puc. 3) [10,12,73]. Ha Biaminy Bin
Mmikpockorigaoro nosianriity (MITA), sereneBa
kposoteua nipu ETTIA crioctepiraetsest pimie (y 4%
BUTIAJIKIB), ajie iHOMI BOHA MOKe€ MaTW MACHUBHII
XapakTep i CynpOBOKYBATUCH YPAKEHHSIM HUPOK.
OnHaK 9acTo CIIOCTEPITAEThCS TOMIPHO BUpPa3He
KpPOBOXapKaHHsI, ab0 HasiBHICTh MiHIMAJIbHOI KPOBO-
Tedi BUSIBJISIETHCS TIiJl Yac AIarHOCTUYHOI OPOHXO-
cxorii. Ilim yac mreBpasbHOI TMyHKITII BUSBISAETHCS
€03MHOMIILHUI eKcyIaT. bioricis 11eBpu CBilunTh
HAa KODHUCTb 6ACKYJaimy 3 e03uHOPiIoHUMU
inginompamamu [17]. Jlerenesi iHdinbTpaTn
3ycrpivarorbes y 38,6% XBOPUX i MOKYTh OYTH OIHO-
a00 MBOOGIYHMMU, TUMYACOBUMU 1 YaCTO 3HUKAIOTH
yepes Jekinbka AxiB micss npuiiomy IKC [6].

Ypaxcenns JIOP-opeanie (Byx, TOpJia, HOCA)
npu ETTIA 3azBuuail mpezcTaBieHe MmapaHa3aib-
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num cunycurom (Bix 70% mo 80% xBopux Ha
ETTIA) [73]. Inmi mposiBu XBOpOOU BKJIOYAIOTH
PUHIT, 3aKJIaJIeHHS 1 1011103 Hoca. Ha BiamiHy Bif
rpanyabomaTody 3 nosianriitom (I'TIA), mpu ETTIA
yacTillle BUSBJSIOTHCSI HOCOBI TOJIIIN Ta pijiie —
repcpopariist meperopoaku i medopmaiiisg Hoca. 3a
JTAHUMU Ha301IUTOTPaMU MOKe BUSBJIATUCS 3HAYHe
iIBUTIIEHHST KiTbKOCTI eo3nnoMimiB [57,73].

Ypaocenns nepsosoi cucmemu npu EI'TIA. 1lepu-
depuuna HeliponaTis € XapaKTePHOIO O3HAKOIO
¢inasbHOI a3y BaCKyJiTy, SKa CIOCTEPITAETHCS
y 46—75% xBopux [10,57,73]. MHOKUHHII MOHO-
HeBpUT ab0 3MilllaHa CEHCOMOTOPHA nepudepryHa
Helporaris € HailGiIbII XapaKTePHUMU TPOSTBAMMU
Ta, MEpeBayKHO, MAIOTh OAHOOIYHMI abo acume-
TpuuHuii xapaktep [44]. Yactime ypaskaeTbcs
3araJIbHIH MaJIOTOMIJIKOBUI Ta BHYTPINTHIN TTiji-
KOJIIHHUU HepBU, IO KJIHIYHO TPOSIBJISETHCSI
napecresicio abo 6Gojem i Timepecresielo, sKi
MOJKYTh BUHHKATH JI0 [TOYATKy PYXOBHX ab0 CEeH-
COPHUX TOpyIlleHb. [Ipn noMipHOMY cTyTIeHi ypa-
JKEHHS CTPAKIAE JIUIIE TTOBEPXHEBA UYTJINBICTD.
Perpec pyxoBux mopyiieHb 3 BiIHOBJIEHHIM
(yHKIT Bifl3HAYAETHCA dYacTillle, HiXX perpec
CEHCOPHUX PO3JIAMIiB, IO MOXKE CYITPOBOJIKYBATH-
csl TpUBAJIUM 0OJIEM, MAPECTE3IEr0 1 TilecTesien.
Jluist i ATBEP/KEHHS IarHO3y MOKe Oy TH BHKOHA-
Ha Gioricist HepBa, X04a O3HAKM HEKPOTHU3YI0YOTO
BACKYJIITY 1 MepuHeBpaJbHY iH(MIIbTpAIlio eo3u-
HodiTaMu Ta 3aMaTbHUMU KIITUHAMW BUSBJISIOTH
JIAIIe B IIOJIOBMHI BUIAJKIB, a HalJacriiie
BUSIBJISETHCS JieTeHepallist akcoHiB (puc. 4).

Ypaoenns yenmpanvroi nepsosoi cucmemu Ipu
ETIIA 3ycrpiuaeTbcs pifiie Ta acoOIilOETHCS
3 GBI BCOKOIO JleTanbHicTio [22]. Onucani ypa-
JKeHHd 2, 3, 7 1 8 map yepenHo-MO3KOBUX HEPBIB,
i111eMisi 30pOBOTO HEPBA 1 TOCTPE MOPYIIEHHST MO3-
KOBOTO KpoBOOGiry [7].

Ypasncenns wxipu npu ET'TIA xapakrtephe st
$azu BacKyJiTy Ta CIIOCTEPITAETHCH, 32 PISHUMU
mwkeperamu [10,48,57,73], v 40-70% xBOpuUX.
Haiiuacriiie 3ycTpivaioThes metexii Ta MypIypa,
MO0 TAJBIYETHCS, 1 JIOKATI3YIOTHCSA TIEPEBAKHO
Ha HIJKHIX KiHIliBKax. Biomcisa ememenTiB mypiy-
pU JIEMOHCTPYE KapTUHY JEHKOIUTOKIACTUYHOTO
BacKyJiTy. [HIT TpogBW MIKIpHOTO CUHAPOMY
BKJIIOUAIOTh TAIlyJil, YPTUKapii, BUPa3KOBO-
HeKpoTUYHEe ypaxkeHHs, ¢henomeH Pefino Ta cit-
yacte JgiBefo. IliAmKipHi BY3JWKH, SKi 9acTO
CHMETPpUYHI, TilepeMoBaHi Ta IepeBa)KHO JIOKa-
JI3YIOTHCS HA MAJBIISAX, TIKTIX Ta BEPXHIN YacTUHI
KiHIIIBOK, 3ycTpivaiothest y 10-30% mariienTis
3 EITIA. Ilpu Giormicii ganux eeMeHTiB MOXKYTb
BUSBJIATUCS TO3aCYyIWHHI TPAHyJIbOMU, SKi

e € crnermudiunnmu g ETTIA, ockimbku BoHmM
CIIOCTEPITAIOThCS 1 MPHU 3aMaJbHUX 3aXBOPIOBAaH-
HSIX KUIleqHnKa abo iHmmx Backyitax [28,29].
3anyuenns 8 NamoaoiUHUll NPoyec cepus —
MIPOTHOCTUYHO HECTIPUATIINBA O3HAKA, aJI7Ke cepiie-
Bi 3aXBOPIOBAaHHS € OCHOBHUMU JleTePMiHAHTaAMU
cMepTHOCTI Ta goBrotpuBasoro mnepebiry ETTIA
[32]. Kuiniuni mposgBu ypakeHHs ceplisd Bapia-
6enbHi i 3ycTpivatorbest y 27—47% sunaakis ETTIA
[10,57,73]. Haituacriiiie BUSIBJISIETbCST TIEPUKAP/IUT
1 Kapaiomionarisg, J0 1HIIUX Ypa)kKeHb HaJeKaTb
apUTMisl, KOPOHAPUT, BaJl PO3BUTKY KJATaHiB,
€03MHO(MITBHNIT MIOKap/UT, TIEPTOHIs, 3acTiiiHa
cepiieBa HempocTaTHicTh [57]. OmHak 6nacaioox
€6020 cyoOKNINIUNO020 Nepedizy cepuesi ypasicen-
HA npu 0aniii namonozii Mocymv Oymu Hedooui-
neni. Y 2010 p. R. Dennert i criast. [15] omy6ti-
KyBaJIU Pe3yJIbTaTH JIOCHI/KEHHS, B IKOMY BijI3Ha-
YUJIH, 1110 TIPU TPOBEJICHHI JIeTai30BaHUX OTJISA/IIB
32 amOymaropuux namientis 3 ETTIA B cTamii pemi-
cii O6yno BusiBIeHO 26% XBOPUX 3 KJIHIYHOWO
CUMTITOMATHKOIO YPasKeHHsT cepIls, Tofi K y 62%
6yJ10 BUSIBJIEHO 3MIHU JIUIIIE 32 IOTTOMOTOIO [I0/IaT-
KOBUX METO/IB 00CTeKEeHHS: eJleKTpokapaiorpadii
(EKT), exoxapmiorpadii (Exo-KT') i MmaraiTHO-pe3o-
Hancuoi Tomorpadii (MPT) [15]. [Tatodisiosnoriuno
YPaKeHHsT CePIs BiOYBAETCST 32 PAXyHOK KOPOHa-
PHUTY, €KCTPABACKYJISPHUX TPAHYJIBOM Ta €03WHO-
inpHOI iHTepcTHiianpHoi iHdiapTpamii. docoi-
JUKEHHS eHIOMIOKapAialbHIX OI0NTaTiB IPU TOCTPO-
MY 3alaJIbHOMY ITPOTIECi IEMOHCTPYE O3HAKU €03U-
HOMITBHOTO €HIOMIOKAP/IUTY, B TOH Yac SIK Ha MMi3HIX
CTaisIX epeBakae eHaoMioKapIiaibHuii (hibpos.
Ypawenns nupox npu EI'TIA 3ycrpivaerbcs
pinmre, mixx mpu inmx AHILA-acomifioBannx BacKy-
JiiTax, Ta BigsHavaetbes y 16—27% martientis [10,57].
IIpu 1bOMy KJiHIYHA KapTMHA MOKE BapiloBaTu
Bifl 130JTbOBAHOTO CEYOBOTO CHUHPOMY /10 TIBUIKO
IpOrpecyvoro riomMepyJioHedpuTty. Pizire criocre-
piraerbest TyOyIOIHTEPCTUIIATBHIAIN HePUT, ME3aH-
riaibHUi T7I0MepyIoHedpUT Ta GOKATBHUI CerMeH-
TapHUI TJIOMEPYJIOCKJIEPO3. Y peTpalbHUI CTEHO3
PO3BHUBAETHCA 3pijiKa [2]. Y Giomrartax HIPKOBOI TKa-
HUHU BUSIBJISIETHCST BOTHUINEBUIT abo audysHuit
naymi-iMyHHuil (MaJIOiIMyHHU) HEKPOTU3YIOUMI
rJIoMepyJIoHePUT, Pialie BU3HAYAIOTHCS €03WHO-
binbHi iHGIIBTPATH, TPAHYJIBOMHU Ta HUPKOBUIA
Backymit [79]. ¥ namientiB 3 EI'TIA rimomepynone-
(bpuT acomioeEThC 3 TO3UTUBHUMHU MIETOTIEPOKCU-
nazo-AHIIA [2]. Ypaocenns nupox noe'ssamne
3 2ipwum npoeznozom o nayicumie 3 EI'TIA [79].
3anyuenns  WIAYHKOBO-KUUWKOBOZ0 —MPAKMY
(IIKT) y marosorivauii mpoiiec Bi3HAYAETHCS
y 23 % xBopux Ha EI'TIA i nposiBisieThCst €03MHO-
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dispHIM KosTiTOM 260 BACKYJTITOM ME3€HTEPIaTbHIX
cyaut [10]. Cumirromu, sik ipaBusio, Hecterudiy-
Hi: abgoMiHAIBHUIT 6OJBOBUI CUHAPOM, KUIIKOBA
HEIPOXiAHICTh, Hy10Ta, OJIIOBAHHS, Aiapest Ta KPo-
Boreua. Pozeumox mnepgopauii xuwmeunuxa
€ NMPOZHOCMUUHO HECHPUAMAUBOIO 03HAKO10,
W0 NOGA3AHO 3 GUCOKUM PiBHEM CMEPMHOCHI
maxux xeopux [27]. llaTtoricTosoriuyHe poci-
JUKEeHHsST OloNTaTiB KUIIEeYHNKA BUSIBJISIE €KCTpa-
BaCKYJISIPHI TPaHyJIbOMH, SIKi iHOMI MOAiOHI 10
TICEB/IOMOJIIMO3HOTO PO3POCTAHHST, BACKYJIT Ta/ab0
eo3nnodinbHi iHbIMBTPaTH. KpiM TOTO, TOTOBITEH-
Hs cTiHOK cTpaBoxomy Ta irmux Biaainis KT npu
ETTIA e o3nakoio eo3utiodiabHol iHdiabTpartii, o
perpecye nipu npuiiomi [KC [27].

OxpiM ornmcanux BUIE O3HAK yPasKeHHS Pi3-
HUX OPTraHiB 1 TKAaHWH, y TTOHAJ TTOJIOBUHN XBOPUX
Ha EITIA cnocrepiratorbest Hecrienudiuni cum-
[ITOMHM, TaKi SIK CJaOKICThb, 3HUKEHHS MacH Tija,
miaurii, apTpasrii abo apTpuT, TMXOMAHKa i BTpaTa
Macw Tiza [57].

Sk Big3HaAuaIOCs paHiiie, 3'IBISEThCS Bee Oiib-
e jokasiB toro, mo EITIA mae pisni deroTnmm
3amexno Bim AHILA-crarycy [62]. B AHILA-mo3u-
TUBHUX XBOPHX TIepeBaKafOTh TaKi KJIHIYHI TPO-
SIBH, SIK TJIOMEPYJI0HePUT, aTTbBEOJISTPHIIA KaITiJis-
put, mypiypa, ypaskenus JIOP-opranis i MHOKHH-
HUli MOHOHEBpUT, To/i sk ipu AHILA-HeraTuBHO-
My BapiaHTi XBOpOOM dacTillie 3yCTPiuaroThCst Kap-
nmioMiomaris, JiereHeBi iH(MIIBTPATH, TIJIEBPATBHII
Bumit ta auxomatka [10,57]. IIpore ocobmusocti
KJIHIYHUX 1postBiB i mepebiry AHILA-mo3uTuBHO-
ro ta AHI[A-meraturoro BapianTiB EITIA e
noTpeOYIOTh MOJAMBINIOTO BUBYEHHS. 30KpeMa, i
JIOCI 3aJMINAETHCS BIIKPUTUM THTAHHS BUOOPY
TaKTUKU IMYHOCYTIPECUBHOI Teparrii 3aJe;KHO Bif
AHIIA-cratycy xBopux [10].

HiarHocTuka €03MHOMLIBHOTO TpaHyJboOMa-
TO3Y 3 MOJIAHTIITOM

ETTIA € giarHOCTHYHOIO TIPOOJIEMOTO, aJiKe Ha
JTaHWiI MOMEHT He iCHye yHiBepCcaJbHUX JliarHO-
cTHIHUX KputepiiB. Y 1984 pori Jlanxem Ta crii-
BaBT. /IJIs1 BCTAHOBJIEHHS /IIaTHO3Y 3aIIPOTIOHYBAJTH
BpaxoByBaTH HasBHICTb OPOHXIiaJIbHOI aCTMM,
eo3uHOMILIIT Ta BaCKyJIiTy ABOX i Gijblle opraHis
y AKOCTi giarHocTiaHuX Kpurepiis (tabu. 1) [47].
Y 1990 pori Amepurancekuii Konmemxk PeBmaTto-
gorii (ACR) nipencraBuB kputepii kmacudikariii
(He miarHOCTWYHI KpuTepii) BackymiTiB, e ETTIA
OyB OXapaKTepHU30BaHWH sIK BacCKyJIT 3 GPOHXI-
QJIBHOIO aCTMOIO, €03uHOdii€r0, HelponaTi€eo,
JleTeHeBUMHM iH(ITbTpaTaMH, aHOMAJIEI0 TPUHO-
COBUX TMa3yX i MO3acCyIMHHOI0 e03WHOMITBLHOI0

indinprparieo mpu Giomcii (tabmr. 1) [51]. ¥ 1994
portii ekcriept MixKHAPOIHOI y3ro/KyBaJIbHOI KOH-
depenttii, mo npoxoamiaa y Yamen-Ximn (Chapel
Hill Consensus Conference, CHCC), samnpormony-
Ba/Ii CBOIO HOMEHKJIATYPY 1 BH3HAYEHHS HAOLIbII
nommpenux BackyJriTiB. Tomi ETTIA GyB BusHaueHnit
gk cungpom Yapmra—CTpocca, 10 XapakTepusy-
€TbCst OaraThM Ha e03MHOMIIN rPaHyIbOMATO3HUM
3amajieHHaM i3 3a7Ty4eHHSAM y TaTOJOTIYHUN TTPO-
1eC IUXaTbHUX MIJISAXIB 1 HEKPOTUYHUM BaCKYJIiTOM
cynH JPIGHOTO i cepesHboro Kamiopy, i MoB's3a-
HOIO 3 IIUM acTMOIO Ta eo3uHodimieio kposi [40].
¥ 2012 pori na 11 MiskHapoHIT KOHCEHCYCHill KOH-
depentii (CHCC, 2012) 6yB 3ampornoHOBaHUI
tepmin «ETTIA» 3amicTh cunapomy Yapmra—
Ctpocca 17151 TOCSTHEHHS HOMEHKJIATYPHOI CuMe-
Tpii 3 inmmmvu AHITA-acorifioBanmu BackymiTa-
mu, Takumu gk TTTA i MITA [38]. Xoua niporno3uttii
ACR 1a CHCC ne € 1iarTHOCTUYHIMHI KPUTEPiSIMU,
BOHU YaCTO BUKOPUCTOBYIOTHC 1 [IJIT AIaTHOCTUKHI
JIAHOTO BACKYJITY.

IIle omHi€0 cTOPOHOIO TIPOOIEeMU Kiracupikariii
ETTIA € nuranHs, 1110 BigOuBae gesike mpoTUpiuys:
un MokHa miarHocryBatu EITIA Ges wastBHOCTI
BackyJity abo y pasi Herarusaux AHIIA [11]. Bu-
3HauenHa EI'TIA B somenkmarypi CHCC rpyHTy-
€TBCS HA JIOKA3aX came HEKPOTUYHOTO BACKYJITY.
Xoua 1151 XBOPoHA BBAKAETHCST CHCTEMHUM PO3JIa-
n0M, 100pe BiZIOMO, IO MOKYTh 3yCTpiyaThcs
it oOmeskeni ii hopmu. Tomy it oci 3annimaeTbes
Bi[KPUTUM TIUTAHHS, YM [{IHCHO MAIEHT 3 GPOHXI-
aJIbHOIO aCTMOIO, Tirepeo3rHodiTien Ta GaraTuM
Ha e03MHOMIMM TPaHyJIbOMATO3HUM 3alaJeHHSIM
3a BIJICYTHOCTI HEKPOTUYHOI'O BACKYJITY MOKe
Bignosigaty giarnody EI'TIA, o napasi smmmaeTbes
npeaMeToM JUCKyciil. Takox CKJIaJHICTb ABJIFE
cob0I0 He3pO3yMisla MesKa i MojBiiiHa KaTeropmaa-
nig ETTIA 3 inmmmuy rinepeo3uHoMiIbHUMA CHH-
npomamu (I'EC). Eosunodinis KpoBi Ta eo3uHO-
dimpHa iHGiabTpaIigd TKAaHUH TaKOX XapaKTepHi
s FEC, Tomy mudepentiitoBarn ix 3 ETTIA myske
BasKKO, OCOOJIMBO 3a BIACYTHOCTI KJIHIYHMX ab0
MaTOTICTOOTIYHNX O3HAK BacKyJIiTy [78,90].

Orxe, EIrMA neo6xiono nidosprosamu
Y nayienmie 3 mpueaum nepeodizom oponxians-
HOI acmmu, anepeivHUM PUHIMOM i 6UCOKOI)
eo3unoinicto npu po3eumKy y HUX 03HAK
cucmemnoz0 3axeoprO6anHs, W0 6KJAI0UAIOMb
MHONCUHHUIL MOHOHe8pUM, JiezeHesl TH IIbm-
pamu, kapoiomionamii i nypnypy [ 1]. Eosunodi-
Jig mepudepIHOI KPOBi XapaKTepHa AT aKTUB-
Horo EITIA. KinbkicTh eo3unodiyiB 3a3Buyait
cranouth >1500 xaitun B 1 Mm® abo >10% Bix
3arajpHOl KiJTbKoCTi JeiikonuTiB. Hecmenmdiumne
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migBunienasa piBHA IgE cmoctepiraetses mpu-
623HO y 75% xBopux [63]. Takox MOKYyTh OyTH
MABUIIEH] PiBHI iHITNUX HecnennMITHNX MapKepiB
3amaJieHHs, TaKi K MIBUAKICTh OCITaHHS €PUTPO-
muriB ([IIOE) ta C-peakrusuuii 610k (CPB).
3a danumu penmeenozpaii opzanie zpyonoi
xaimxu npu EITIA 3a3Buvail BU3HAYAIOTHCS
iHbITbTPAaTUBHI 3MiHM, YacTo Mirpytoui [6].
Kowmm'torepra Tomorpadist (KT) € waitbisbim uyT-
JIUBUM METOJIOM [[IalHOCTUKHU 3MiH Y JIETeHSX.
Y perpocrekTUBHOMY AOCTiKeHH] 22 MaIli€eHTiB
3 axtuBHuM EI'TIA npm myastucnipamphiin KT
OpraHiB IpyAHOI KJIiTKK OyJIM BUSABJIEHI iIHTEPCTH-
iaTbHi 3MiHN JIETEHb, B TOH Yac SIK IIPU PEHTTEHO-
rpacdii BoHu BusHauyasmcs juiie y 64 % XBopux
[82]. S. Worthy i criBasr. [98] 3a momomoroio KT
BUABUIN 1HMIIBTPAIlIO TTapeHXIMU JIETeHb, Tepe-
BakHO y mnepudepnunux Bimminax y 15 (87%)
i3 17 xBopux Ha ET'TIA. Pigmre Big3mauamics me-
BPaJIbHUI 1 TlepuKapiaTbHUl BUIIT, BOTHUIIEBI
VIIIbHEHHS 3 TIOPOKHUHAMU, MOTOBIIEHHS CTi-
HOK OPOHXIB i MisK4aCTOUYKOBHX MePeropoaok [98].
Bapro 3a3HaumTH, 1110 3MIHU B JIETEHSIX, SIKi OyJI1
BUsABJEHI Tpu MyJibTuctipaabhiil KT y xBopux Ha
ETTIA, ne € cnermudiuammu ta 3ycTpivaroTbest Tpu
IHITUX €03UHOMLIBHUX YPAKEHHSIX JIETEHb.

s diaznocmuxu ypascenns cepus npu ETTIA
sacmocosytomsv ExoKI [65]. IudbopmaTuBuuM
METOJIOM /IIaTHOCTUKU Kap/ioMionaTHil BBaXKa0Th
MPT, saxa n03BoJisI€ OIMIHUTH CTPYKTYPHI Ta
dyHkmionanbHi 0ocobamBoCTi, mepdysito i pyoIesi
aMminm Miokapzaa. [na mmdepenmiamabHoi miar-
HOCTHKH PYOIEBUX i 3amajbHIX 3MiH MiOKap/ia mpo-
TTOHYIOTh BUKOPHUCTOBYBATH TTO3UTPOHHO-EMIiCiiTHy
tomorpadio (IIET), MPT 3 xontpactyBanuam
rajoJiiniem, a Takoxk KT-koponaporpadiio [80].

Sk 3a3HAvANIOCST BUIIE, 8AXNCAUGE OiazHOCMUYHE
3nauenns mae nasericmo AHIA, K1 BUABIISIIOTh-
csa y 40% xBopux na ET'TIA ta Mosxcymv eusens-
mucs 3a dexinvka poxie 00 po3eumKy 6acKy.i-
my [57,100].

Axmo miarmoz EITIA Bukiaukae cymHiBH,
JIOLJIBHO TIpoBecTr Oiolcio mIKipu, HepBiB abo
M's13iB, pigme — miokapaa, Hupok i IIIKT [72].
IIpu namozicmonoziunomy OOCIIONCEHHT MONCYMD
Oymu U3HAYUEHT MPU MUNU YPANCCHHSL:

1) HeKpOTWYHUMII BAaCKYyJIT CYIUH MaJOTO
i cepeHbOrO KaMioOpy 3 GiGPUHOIAHUM HEKPO3OM
i mrefioMopdHUM KJIITUHHUM iH(ITBTPATOM,
y SIKOMY TI€PeBasKat0Th €03MHOMIH;

2) mo3acyauHHI TPaHYJIbOMU 3 TIEHTPATLHIM
HEKpPO30M Ta EMiTeNiOINHUMU KJIITUHAMU, SKi
nmoctatubo tumoBi A EITIA, ane Hecernugivni,
Tak K BOHW BU3HAYAIOTHCS i TIPU IHIINX BaCKYyJIi-

tax (Harmpukiam, npu [TIA) abo aBTOIMyHHUX 3a-
XBOPIOBaHHSIX;

3) eosuHodinbHA iH(ITBTPAIliF CTIHOK apTepiit
Ta MPUJIETJINX TKAHWH.

HagBHicTb TricTOJIOTIYHUX O3HAK BaCKYJITYy
CyZMH JAPIOHOTO 1 CepeHbhOTO KamiOpy TMiATBep-
mkye mpiarno3 ETTIA. Y menie nixk 20% XBOopux
Ha ET'TIA 11i Tunm ypaskeHHSI BUSABISIOTHCS OTHO-
yacHo [7].

JudepeniiaabHuii AiarHo3 €03uHOPIILHOTO
rpPaHyJbOMaTo3y 3 MOJIaHT1iTOM

[Ipu o6cTekeHHI XBOPUX 3 IMOBIPHUM J[iarHO-
30oM ETTIA HeoOXiZHO BUKIIOYWTH 1HIM TPUYTHNA
rinepeo3nHodimii Ta TIATBEPAUTH HASIBHICTH
BACKYJIiTY. SIKIIO B KJIIHIYHIA KapTUHI ITepeBaka-
I0Th OpoHXiaJbHAa acTMa, BHCOKa €03MHOMIIis,
JlereHeBl iHOMIIBTPATH, ypaKeHHS MPUHOCOBUX
Ma3yx Ta 1Mo3ajereHeBi 03HAKN BaCKYJIITy (HAMpH-
KJaJl, TMypruypa) Ta BUABJISAIOTBCS XapaKTepHi
rictosioriuydi 3miHu (BackyJiT, eo3uHO(piIbHA
iHdiapTpartist Ta/abo TpaHyJIbOMATO3HE 3alasieH-
Hd), J1arHO3 3a3BUYall He BUKJIUKAE CYMHIBIB,
xoua niposiBu EI'TTA moxyTh iMmiTyBaTh inmmi 3a-
xBopioBaHHs, 0co0mBo B AHI[A-HeratuBHUX
MAIi€HTIB (HAPUKJIAL, €03MHOMDIIbHY acTMmy,
€03MHO(MIIbHY ITHEBMOHI0 ab0 Tirepeo3nHOMbiIb-
Huii curgpom) [92].

Eosunoginvna nueemonisi (ctapa HasBa — XBO-
poba KappuHrTOHAa) TaKOXK XapaKTepU3YyETHCS
HasIBHICTIO XPOHIYHOTO CHUHYCHUTY, JieT€HEeBUX
indinpTpariB Ta eosuHodiii. OHAK TPU XPOHIYU-
Hill eo3MHOMINBHIN MHEBMOHII, SK MPaBUIO, Bif-
CYTHi CUCTEMHI TIPOSIBY, TOB'sI3aHHI 3 €03UHOMLIII-
€i0. HeoOxigHo mpoBoauTH OOCTEKEHHS ISt
BUKJIIOYEHHS TaKUX TPUYMH PEaKTUBHOI Tirep-
eo3nHO(DIMl, gK NpUHOM JiKapChbKUX 3aco0iB,
nyxJauHn (pak JereHi abo MHHKKA MaTKd, JiM-
(orpanysbomaros, HexoKKiHCbKAa T-KaiTUHHA
aimdoma), cTpoHriIoino3 abo Tokcokapos [63].
IIpu orinAmi MmiJeCIPIMOBAHOCTI BUKJIIOYEHHS
HIIX TeJIbMIHTO31B HEOOXiHO BPAXOBYBATH €ITi-
JIEMIOJIOTITHII amamie3. Y TaIli€HTiB 3 e03UHOMI-
Ji€0 HeoOXiHO BU3HAYATU PIBHI aHTUTIN KJacy
IgM i IgG no Aspergillus spp., a Takox BU3HAYATH
HastBHICTD Aspergillus pp.. y MOKpoOTHHHI Ta/abo
OPOHX0AJIbBEOJIAPHOMY BMICTI, 0COOJIMBO 32 HASIBHO-
cri 6porxoexrasziB. Hopmasbruii Bmict IgE y cupo-
BaTIli KPOBI HEJIKOBAHUX TIAITIEHTIB BUKJIIOUAE JTiar-
HO3 GPOHXOITYJIBMOHAIBHOTO acIepriibosy [33].

T'inepeosunoginonuii cunopom (I'EC) apisie
c06010 OB CKIAMHMIT AubepeHIiaaTbHuil Iiar-
HO3, ocKiIbKY BiH, sik i ETTIA, Moxke GyTi 1oB'siza-
HUH 3 TAKUMU KJIIHIYHUMU TIPOSIBAMU, K Kap/Iio-
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maTis, HepBOBI TOpPYyIIeHHS 1/ab0 ypaKeHHs
serenb. Tum ne menur, [EC mae ocobusocTi, Bijt-
minni Big ET'TIA: npencraBiaenuii miesomnpomide-
paTUBHUM i JiMbonpoihepaTUBHUM BapiaHTaMu;
MOsKe OyTH CiMeiTHUM, iionaTHYHIM, acoliioBa-
HUM 3 aBTOIMYHHWMH 3aXBOPIOBAHHSIMH, TIepe-
XPECHUM; XapaKTepU3YETbCS MEePCUCTYIOUOIO
eosuHOMIIiE0 ToHa 1,5x10° /71 TpoTATOM IIOHA-
MeHIIIe TIeCTH MICAIIB Ta He Ma€ XapaKTepHUX
s ETTIA rictosoriynnx 3miH TIPU TOCJTIIZKEHH]
GiomraTiB ypaskeHUX TKaHWH. Miemo- Ta rimMpo-
npoJtipepaTUBHI BapiaHTH Tilepeo3nHOMITBHOTO
CUH/IPOMY PO3BUBAIOTHCSI B Pe3yJIbTaTi KIOHAIb-
Hoi mpodtideparii eosunodinis i T-mimdbomnuTis
BiJIMOBI/IHO, SIKi TPOLYKYIOTH €03UHOMIIOTIOETHHI
(LJI-5) [30,50]. Knrouose snauenns ons ougpepen-
uianvhoi 0iaznocmuryu mMaiomo pe3yavmamu 0oci-
Oacenns Gionmamy Kicmrxo6ozo mosxy [95].
lematocnmenomeranis pasoM 3 aHEMI€EIO
Ta TPOMOOIUTOIEHIEI0 3a BiACYTHOCTI BiAmoBizi
Ha JjikyBanHsa ['KC MoxyTh CBilMMTH HA KOPUCTH
KJOHANMbHOI  (TyXJIWHHOI)  Timepeo3mHodimii
B MeJKaX, HAIPUKJIA/, XPOHIYHOI €03WHOMLIBHOL
JietikeMii (cTapa Ha3Ba — Mi€JonpoTidhepaTuBHUN
BapiaHT TiNmepeo3nHOMITBHOTO CUHIPOMY) Ta
IHIIMX MIETOIAHUX TeMOoOIacTo3iB (XPOHIYHOTO
MIEJIOIHOTO JIEHKO3Y, CUCTEMHOTO0 MaCTOIUTO3Y
Ta MIEJOAUCIIACTUYHUX CUHIPOMIB). Xapak-
TEPHOIO O3HAKOI0 MYXJUHHOTO TillepEeO3UHO-
(hisbHOTO CHHAPOMY € 301/bINeHHsT KOHIIEHTPaIlii
BiTaminy B12 i Tpunrasu y cupoBatili Kposi [63].

OiliHKa aKTUBHOCTI €03HMHO(IJIHHOTO TpaHy-
JIbOMATO3y 3 MOJIAHTIITOM

Xoua mgiargHoctuyHe 3Hadendns AHIIA ne
BUKJINUKAE CYMHIBIB, iXHS POJb B OIlIHITI aKTUB-
nocti AHITA-acotifioBaHOTO BacKyJiTy 3ajuiia-
eThest auckyTabenapHoo. R. Birck i cmiBaBt. [5]
Npyu MeTaaHami3l pe3yJabTaTiB 22 JI0CJiKeHb
3a yuacti 950 narientis 3 AHITA-acoriiioBanmu
BacKyJitaMu He OyJIO MiATBEPAKEHO AOIIIbHOCTI
BusHauenus t™aTpiB AHIIA B nunawmiti, mo 3e-
6ibIIIOr0 OYJI0 TIOB'sI3aHe 3 HEOAHOPIAHICTIO MTPO-
BeJIEHNX MOCTIKEHDb [5]. Y KOrOpTHOMY HOCJIi-
mxenHi [20] y 156 narieHTiB 3 rpaHy/IbOMaTO30M
3 momianriitom Tutpu [1P-3-AHIIA me xopemoBa-
Ju 3 akrusHicTio xBopobu [20]. Tum He MmemI
pe3yabTaTh AEAKUX JOCJIPKEHb CBiYaTh IMPO
Te, Mo BudHadeHHsI TUTPiB AHIIA B mmHamiri
JIO3BOJISIE OIIHUTU PU3UK PEHUAUBY BaCKYJITY.
Y 87 xBopux na AHIL[A-acorifioBannii BacKyJiT
30epeskernst TTP-3-AHITA yepes 18 i 24 micsi
iCJIsl TOYATKy iIMYHOCYIIPECUBHOI Tepallil CyIpo-
BOJUKYBAJIOCH 301JIBIIEHHSAM PHU3UKY PO3BUTKY

PENuINBY TPOTSTOM 5 POKiB Yy 2,7 i 4,6 pasy Bijro-
BizHo [76]. G. Tomasson i cmiBast. [88] nposesn
MeTa-aHaji3 pe3yabTaTiB 18 mocriimkens, B AKUX
OLIHIOBAJIM 3HAYEHHS MEPCUCTYBaHHS ab0 30ijb-
merHst Tutpy AHIIA sk npeawkropa po3BUTKY
pernauBy BackyJiTy. [Ipu mepcucrysanni AHILA,
a TaKOK TP 301/IbINEHHI IXHBOTO TUTPY B TIEPIO]
pewmicii BiJijaHauasocst 3HauHe MiBUIIEHHS iIMOBIp-
HOCTI penunBYy 3axBopioBants. OTxKe, BU3HAUECH-
Ha tutpy AHIIA Ha doni iMmyHOCYHpecuBHOI
Tepariii, MBU/IIE 32 BCe MA€ MeBHE 3HAUEHHS I/
ouinku nepebiry AHI[A-acorifioBanux BacKyJri-
TiB, X04a Gararo eKCIepTiB KPUTUYHO OIIHIOIOTh
iXHIO poOJib B SKOCTi TOKa3HWKa aKTHUBHOCTI
abo mpeauKTOpa penuanBiB xBopobu [55]. Ilpu-
HaiiMHI y 25% TaIi€HTiB HEMae YiTKOI KOpeJssiii
MK KTIHIYHUMU Ta IMYHOJIOTIYHUMH TPOSTBAMH
AHITA-acomiifioBaHuX BacKyJIiTiB, 1[0 HE J[03BO-
Jisi€ 0OMpaTH TaKTUKY BeIEHHs JIMIIE Ha IicTaBi
tutpis AHIIA [85]. TIpu ET'TIA mosiuBa poJib
AHIIA six kKpuTepiio akKTUBHOCTI ab0 TIPEMKTOPA
3arocTpeHb XBOPOOU € 0OMEKEHOI0, OCKIIbKM IIi
AQHTUTIJIa BUBHAYAIOTHCS JIUIIE Y TPETUHHU XBOPHUX.
OO6roBoproeThest PoJib Oisbi crienudiuHux Map-
KepiB aKTUBHOCTI, TAaKUX SK PiBEHb €OTAKCUHY-3.
J. Zwerina i cmiBaBT. [99] npomemoncTpyBaIU
3B'A30K MiBUIICHHSA PiBHS €0TaKCUHY-3 3 aKTUB-
nwictio ETTIA. Ilpm moporoBomy 3HauyeHHi
80 mnr/ma fioro 4yTaMBICTb 1 crenudiyHicTh
B OIHII aKTUBHOCTI JaHOi XBOpOOM jocsirajia
98,6 %, [99]. OnHak B HUBI IHIMUX JOCTIKEHD
pPOJIb €0TAaKCUHY-3, IK Y SKOCTi AMbepeHItiitHo-
niarnoctuynoro kputepito EITIA 3 immmmu 3ax-
BOPIOBAHHAMMU, TaK 1 B OIliHIII aKTUBHOCTI IIPOIIECy,
He miaTBepaumnacs [14, 24], y 3B'A3Ky 3 uum
HeoOXi/iHe IToajIblile BUBYEHHS KJIHIYHOTO 3Ha-
YEHHS IHOTO MOKA3HUKA.

Jlna kainiunoi ouinku axkmusenocmi ETTIA, sax
i THWMUX CUCMeMHUX 8ACKYJIMiB, BUKOPUCTOBY-
io1b ingexc BVAS (Birmingham Vasculitis Activi-
ty Score). BVAS Bximfouae 56 KTiHIYHUX TTPOSBIB
CUCTEeMHMX BaCKYJIiTiB, PO3NOIiIeHnX 110 9 cucre-
Max (HampuKJIaa, ypaskeHHS JIeTeHb: XPUIIH,
By3JiMKK  ab0  MOPOKHUHM, TJIEBPaJIbHUN
BUIIIT/IJIEBPUT, 1H(ILIBTPATH, eHA00pOHXIiaIbHE
3aTy4eHHs, BUPa3He KPOBOXapKaHHA/aIbBeOIsP-
Ha KpOBOTeua, JuXajbHAa HeAoCTaTHiCTh) [81].
KoskHa o3Haka OIiHIOETHCS TIEBHUM GaJIOM, TTiCJIst
YOT0 PO3PaxOBYETHCSI CyMapHe 3HadeHHsT (MaKCh-
MaJibHe 3HaueHHsT — 63). CUMIITOM BPaXOBYETbCS
JIie B TOMY BWMAJKY, SIKNO BiH, Ha AYMKY
JIiKaps, OB I3aHUN 3 BACKYJIITOM 1 3'IBUBCS TIPO-
TATOM OCTaHHIX 3-X MicamiB. BiamosigHo
y mariienTtiB 3 pemicieo ETTIA snagennsa BVAS
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nmopiBHIoE 0, a y XBOPUX 3 aKTUBHUM BaCKYJTITOM
CTaHOBUTH IOHaMeHIe 1 (3a3Buuaii 3 i Bulle).
Benuuuna upozo indexcy ne nuwe 00360156 OUiHU-
My aKmueHicmy i 8aJNCKICMb CUCMEMHO20 BACKYi-
my, ane i Mae HeCnpusmiuse NPoZHOCMUUHEe 3HA-
uenns [21].

BaxkicTh HE3BOPOTHUX 3MiH, IO IOB'SI3aHI
3 BACKYJIiTOM Ta IMYHOCYIIPECUBHOIO Tepalli€lo,
BU3HA4YaIoTh 3a gomomoroio irgexcy VDI (Vascu-
litis Damage Index) [18]. VDI Bkiouae B cebe
64 osnaku, gki posmoximeni mo 11 cucremax
(HampuKkiad, ypakeHHS HUPOK: MIBUIKICTD KIY-
604koBOI (ismbrpartii <50%, nporeinypist <0,5 r Ha
o6y abo TepMmiHaTbHA XPOHIYHA HUPKOBA HEIO-
cratHictb) [4]. Kputepiem He3BOPOTHOCTI CHUM-
TOMY BBaKalOTh HOTO 30€pEKEHHS IIPOTITOM
TTOHAJT TPU MIiCAITi, TIPU IIHOMY HOMY TTPUCBOIOETH-
ca 1 6an. Heobxigno Bigsnaumtu, mwo VDI ne
MOKe 3MEeHIUTHUCA. Harmpukiaz, SKio mpoTeiny-
pist 1 r Ha 100y BU3HAYAIACS TIPOTSATOM YOTHPHOX
MICAIIiB, a MOTIM 3HUKJA, 3HaUeHHs iHJekcy VDI
mopisaioe 1. IIpm pospaxynky VDI BpaxoByioTh
He JIMIe TPOSIBW CHUCTEMHOTO BAcKYJITy, aje
i craHu, AKi MOKYTh OyTH YCKJIaJHEHHSIM IMyHO-
cympecuBHOI Tepatii (0CTeomnopo3, ITyKPOBUI
miaber, aprepiasibHa TinepTeH3is, KaTapakra,
MEMKAMEHTO3HUI IIUCTUT TOIO) ab0 MPOSIBOM
arepockieposy (indapkT Miokap/a). Y HaiieHrTiB
3 VDI>5 pusuk cmepri Bunwii y 7—11 pasis, Hixk
y TAIE€HTIB 3 MEHI BUPA3HUMHU HE3BOPOTHUMU
3MiHamu 3 6OKy BHYTPpIlIHiX opraHis [21].

JlikyBaHHSI Ta MPOTHO3 €03WHOMIIBHOTO Tpa-
HYJIbOMATO3Y 3 MOJaHTiiTOM

Ha mizgcraBi pe3ysbTaTiB [EKiIBKOX TTpOBeie-
HUX HAJIHHUX PaHIOMi30BaHUX KOHTPOJbOBAHUX
nocaigkenb xpopux Ha ETTIA pospobienuii iforo
MEHE/KMEHT, KU 3aCHOBAHMU Ha MaHUX, IO
crocytorbest Teparnii iHmmx AHILA-acorifioBanmnx
BackymiTiB, Takux gk ['TIA i MITA. Hemopasni
MisKHAPO/THI 3yCUILIs OYJIM CIIPSIMOBaHi Ha Te, 100
JOTIOMOTTH  c(hopMyBaTH KepiBHI NPUHIAIIA
BemenHsa mamienTiB came 3 ETTIA. YV 1996 pori
(panIiryspka MOCITIIHUIbKA TPyla 3 BUBYEHHS
BaCKyJITIB po3po0ua IMIKady OIIHKK IIPOrHO3Y
ETTIA 3a m'arema dhaxktopamu (Five-Factor Score,
FFS) [28]. g mkama FFS BukopucroByBanacs
SIK 1HCTPYMEHT JIJII MOKJIMBOI KOPEKIIil iMyHOC-
YIIPECUBHOI Teparii 3aJesKHO Bif HassBHOCTI abo
BIZICYTHOCTI HECHPUATIUBUX IPOTHOCTUYHUX
osnak. FFS 1996 poxy Brimoyana macTymHi mapame-
TP, SIKi OB '13aHi 3 OLJIbII BUCOKMM PUBUKOM CMEp-
i (1 Gaut 3a KoxkHMIT): TipoTeinypist (>1 1 Ha 100Y),
HUPKOBA HEAOCTAaTHICTh (KpeaTwHin >1,58 mr/m),

YPaskeHHS CepIis, BAXKKi MITYHKOBO-KUIIKOBI TTPO-
SIBU Ta 3aydyeHHs B narosorivauit mporec [THC.
Y 2009 pomi mkama FFS Oyna meperisinyta
i JIOTIOBHEHA 32 PAaXYHOK BKJIFOYEHHST HECTIPUSTIIN-
BUX ITPOTHOCTUYHUX (DAKTOPIB, TaKuX SK: BiK >65
POKIB, cepiieBa HeJIOCTATHICTb, HUPKOBA HEOCTAT-
HicTb (piBeHb KpeaTnHiny >1,70 Mr/ur), ypaskeHHs
MIKT i BixcyrtHicTh ypaxkenHs JIOP-opranis [29].
5-piuna cmeprtHicTh 1pu ominmi 3a FFS B 0 Gazis
Ta >2 6asiB cranoBUTh 9% Ta 40% BifnosiHO.

Ha coorogni I'KC zannmraiorbcd TOJTOBHUMU
nperaparamu B JikyBaHHi EITIA. ¥V marienTis
3 obmesxkenumu Gopmamu ETTIA, a Takox 3i
cripusatauBuM poraosoM (FFS=0) moskna BuKo-
pucToByBaTHu Julle 11i penaparu. IIpusnavaerses
MpefHi3on0H B 1031 1 Mr/Kr/meHb (MakKCUMyM
60—80 mr/menb) Bix 2 10 4 THKHIB. Y GiJIbII BakK-
KUX BUIAJKAX PEKOMEHIYETHCS 3aCTOCOBYBATH
METUJITTPEIHI30I0H B /1031 7,5—15 Mr/Kr BHYTpiIII-
HbOBEHHO IIOJIEHHO TpoTsaroM Bix 1 mo 3 aHiB
i3 IOCTYITOBUM 3HUKEHHSM JI03U TPerapaTy Mpo-
TATOM IfoHaiMenTtre 6 micsamiB [61]. XBopuwMm, ki
noTpedyioTh noctiitnoro npuitomy I'KC B sikocti
HiATPUMYIOUOI Tepaliii, ab0 MaiieHTaM 3 peruin-
BOM 3aXBOPIOBAHHA PEKOMEHAYETHCS /0OJaTH
B Tepamilo iMyHOCYIpPecaHTH, Taki JK MeTOTpeK-
cat, JedayHoMiz, MikogeHnomaty MoheTusI Ta asa-
tionpun [25,61]. IlikaBo, mo KoMOGiHaIlist azario-
npuny 3 [KC st nikyBaHHST HEBaXKKOTO 11€pebiry
ETTIA mopisugno 3 monorepamieio 'KC e mae
repesar 3a MoKasHUKaMy peMicii i pusnKkoM BUHU-
KHEHHS PeIU/IUBIB Ta He BIJINBAE HA TPUBAJICTH
teparii KC [67].

HettofaBHo Y1paBiiHHA 110 KOHTPOJIIO 3a SIKi-
CTIO Xap4YOBUX MPOIYKTIB Ta JiKapChbKUX 3aco0iB
Cronyuenux IlltariB Amepuku (Food and Drug
Administration, FDA) Hagamo 103Bia Ha Teparito
ETTIA npenapamom zenno-indicernepnoi 6ionoziunoi
mepanii menonizymabom (MOHOKJIOHAIBHIM aHTH-
TiIoM, sike 3B'si3yeThest 3 1JI-5 Ta 3amobirae ioro
B3aEMO/II1 3 PENenTOPOM Ha TOBEPXHI €03WHO-
¢dini). 3a pesyabraraMu 6araToEeHTPOBOTO
HOABIHHOrO CJHIOro 1maanebo-KoHTPOIbOBAHOTO
nocaijkenass MIRRA (NCT02020889) 3a yua-
CTIO XBOPHUX i3 penuauBHUM ab0 pedpakTepHUM
nepebirom ETTIA, siki oTpuMyBajy TpeaHi300H
y 1031 <4 MT/7ieHDb TIPOTATOM 52 THKHIB, JIKyBaH-
Hs1 MernoJisymaboMm B 1o3yBatHi 300 MT i AIKipHO
1 pa3 Ha 3 THIKHI TPU3BEJIO [0 301/IbIIEHHS YaCTKH
MAIEHTIB 3 JIOCATHEHHIM PeMicii, siKka 3a MIKaJI010
BVAS omintoanacs B 0 6amis [93]. Edexr manoro
npenapary OyB TAKOK OB si3aHUI 13 GiJIbII TPUBA-
JIOIO PEMICI€I0 Ta 3MEHINIEHHIM BUKOPUCTAHHS
I'KC. Omnak penuauBu XBOPoOM Bij3HAYaINCh
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Maiike y 47% XBOPHUX, sIKi OTPUMYBAJIHM METOJIi3Yy-
Mab, nopisHaHO 3 81% nauientis ETTIA, sxi orpu-
MmyBasu Iraiebo. Ha aymMKy aBTOpiB M0CITIIKEH-
H¢, TaKUN BiZICOTOK PENUAUBIB cepell MAIli€HTIB,
SIKI OTPUMYBAJIM TIpenapaT MOHOKJIOHAJIbHUX
antuTian mporu 1JI-5, mir 6ytu 06yMOBIEHUI
JIeKiJIbKoMa (hakTOpaMu:

1. ETTIA — me rereporeHHe 3aXBOPIOBAHHS
3 JIEIKUMU TIPOSIBAMU, sIKi He 00YMOBJIEHI BILIM-
BOM e03uHodiniB, To6T0 ETTIA — He Juie eo3u-
HOQITBHUN TTPOIIEC.

2. Xoua menosizymab 3HIKYE KiTbKICTh €031-
HOMLIIB Yy KpoBi, AocuijkyBaHa go3a y 300 mr
Moke OyTH HEeIOCTATHBOIO /TSI TKAHWHHUX €03H-
HOMIIIB. BB pesxuMy 103yBaHHS JAHOTO TIpe-
napaty Ha perausu ETTIA norpebye mogaibIio-
TO JIOCTi/IKeHHS.

3. Y NesKuX Maii€eHTiB, SKi HeCIPUNHSTINBI 710
Teparii MernoJiisyMmaboM, Ha MOMEHT [IOYaTKY JIKY-
BAaHHS BiJI3HAYAJINCS HE3BOPOTHI MONIKOJKEHHS
CyIIUH.

4. HamuHupkoBa HeIOCTaTHICTH, sika Oyna
BUKJWKaHA TpuBaiuMm 3actocyBaHusMm [KC,
MOTJIa TIEPEIKO/KATH aJIeKBATHOMY 3HUKEHHIO
nos3u T'KC, 110 Moryio 6 cipusiTi pO3BUTKY peMi-
cii [93].

[IpoBoasATHCS MOAATKOBI KIIIHIUHI TOCTIIKEH-
HS IIOAO0 OWIHKUA edeKTy IHWUxX npenapamis
MoHOKIOHALHUX awmumin do IJI-5 — pecnizy-
maby ma do anvpa-iranyioza peuenmopa IJI-5
(IL-5Ro) Genpamizymady. Peciizymab orriHio-
BaBCSI B PaH/IOMI30BAaHUX KOHTPOJbOBAHUX
KJIIHIYHUX JTOCTI/KEHHSIX y TAIi€HTiB 3 OPOHXI-
aJIbHOIO acTMOIO0 1 nostinamu Hoca. [eit mpenapar
3B'sI3y€ThCs 3 pisHuMu emitonamu 1JI-5, 6J0-
Kyloun #oro 3B's3yBanus 3 IJI-5Ro, axwmit
eKCIIPECYEThCS Ha MeMOpaHi e03uHOMIIIB JIfo/I1-
HU i, TAKMM YUHOM, OJIOKY€E [03PiBaHHS Ta aKTH-
Baiito eosunodini [91]. Hapasi npoBomuTbhest
Binkpure pociimkenas RITE (NCT02947945),
METOIO0 SIKOTO € BUBUYEHHS Oe3leKkn Ta e(heKTuB-
HOCTI peciizymady (3 Mr/Kr BHYTPIllTHbOBEHHO
KOKHI YOTUPHU THKHI TPOTATOM 28 TUKHIB)
y sikocti poxatkoBoi Teparnii EITIA. Ilpotsirom
nepioay AOCHiKEeHHsT, HacamIiepe, Oye OIiHIo-
BaTHUCS CTepoin3bepiraiounii eekT pecizymaly.
Benpasnizymab HemogasHo 6ys go3Bosiennit FDA
CIIIA B sKOCTI AOJATKOBOI MiITPUMYIOUO] Tepa-
mii marieHTiB 3 BakKo GoOpMOI0 OPOHXIaIbHOI
acTMH  eo3uHoQinvnozo penomuny [46,87].
3a anasoriero 3 nocaimkennaM RITE mapasi Tpu-
Bae pochimxennss BITE (NCT03010436), ske
nepenbayac BUsHaYeHHs e(eKTUBHOCTI 1 He3mexn
sacrocyBanus npu ETTIA Genpanizymady B 1031

30 Mr KOXHI 4 TWXHI TPOTATOM 8 THXHIB Ta
HaJlaJli KOKHI 8 TUIKHIB MPOTAroM 24 TUXKHIB,
(oxycytouucs, mepemyciM, Ha 3MiHI 03yBaHHS
I'KC Ta possutky 3aroctpenns EITIA. Ilinkom
iMOBipHO, 110 HAWOJAMKIUM YacoM OYAYTh
JIOCTYTTHI HOBI TepameBTUYHI CTPaTETil y JTIKyBaH-
HI JIaHOI ITaTOJIOT11.

Menin BuBYeHi BapiaHTu Tepalrii pedpaxrep-
Horo abo perausHoro nepebiry ETTIA inmmmun
3acobamu 6i0JIOrIYHOI Tepanii — eHympiuHboseH-
num imynoznobyrinom (BBIT), inmepgpepornom
amwpa (IOH-o), pumyxkcumabom ma omanisyma-
6om. Bucoki no3u BBIT (2 r/kr/micsib) MOXKYTh
OyTH KOPUCHUMH Y JOCATHEHHI TPUBAJIOI pemicil
y nesikux nargientis 3 ETTIA [13]. IOH-o 3acToco-
BYBaJIM /I TiATPUMaHHS peMicii Ta mpu pedpax-
TepHOMY Tiepebiry XBopoOu JIMIIIe i3 THMYAaCOBUM
no3uTuBHUM edextom. Kpim TOrO, HECpusaTIn-
BUI TIpodisb [Iii JaHOTO TIperapary, BKII0YAI0IN
JelikoeHnedasonariio Ta pusnuk iHOIKyBaHHS,
0OMesKy€ HOr0 BUKOPHUCTAHHS [52—54].

Pumyxcumab (antu-B-kIiTHHHE MOHOKJIO-
HaJibHEe AHTUTLIO) TIPOJIEMOHCTPYBaB e(deKTHB-
HicTh B iHAYyKITi pemicii (nocmimkenass REOVAS,
I1I pasa (NCT 02807103) ta miaTpuMaHHi pemicii
(nocaimprernss MIANRITSEG, TIT ¢aza (NCT
03264473) y nartientis 3 ET'TIA [56,86]. [Tosutns-
Hi AHILA, MOXJWBO, € INPEIUKTOPOM TapHOTO
TepaneBTHYHOro e(heKTy pUTYKCUMaOY, 110 II0Tpe-
Oy€ TOAATIBIIIOTO TOCTIKEeHHS [56].

Omanizymab (rymaHizoBane MOHOKJIOHAJbHE
aarutizio npotu IgE), mMoxe marum crepoinsbe-
piratounii edext npu ETTIA, ane permmansu 3a-
XBOPIOBAHHS i BaXKKi Haram OpOHXiaIbHOT acT™MU
mijl Yac JIKyBaHHST OMasisymMmaboM OOMEKYIOTh
iforo BUKOpucTaHus [35].

Jns nanientis 3 EI'TIA i3 3amydennsm y maro-
JIOTTYHUI TIPOIEC JKUTTEBO BAyKJIMBUX OPraHis abo
i3 3arpo3JIMBUMU TIPOSIBAMU, BKJTFOYAIOUYH TIBUIKO
nporpecytounii riomepyaonedpur (IITITH) abo
JIETEHEeBY KPOBOTEUy, HEOOXiZIHO PO3TJISHYTH
MUTaHHS PO I0/IATKOBY Teparifo 1uKiaodochami-
nom y kombGinartii 3 'KC. TlepenmBanHs cBizko3aMo-
pOKeHOI TIa3Mu MOKe OyTH BUKOPUCTaHEe
y SKOCTI IONATKOBOI Tepallii, SKa CIPUSIE BiTHOB-
JenHio hyukItii Hmpok mpu inmux AHITA-acortriito-
BAaHUX aBCKYJIITaX, sIKi YCKIATHIOIOTHCS PO3BUTKOM
IIITITH [18]. 3acrocoByBaTtu mukgodocdamis
6askaro B 1o3yBamHi Bizx 500 10 750 Mr/M* BHY Tpilil-
HBOBEHHO KOKHI 2 TYKHI Bij 2 10 3 103, Hagam — 1
pas Ha micsip. Y 2007 pori P. Cohen ta criiBasT. [9]
ITPOBEJIN IOCJII/KEHHS, AK€ 3aCBiTUNIIO, 1110 CKOPO-
YeHHs JiKyBaHHSA 1ukiIodochamizom 3 12 10 6
KyPCiB acoIifoBaaocs 3 OLIbII YaCTUMU PEI/IIBa-
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mu [9]. ATbTepHATHBOIO € TIEPOPATLHUN TTPUITOM
nuknodochaminy B 031 2 MT/Kr/zneHb, ajie mpo-
6JIeMOIO TOCTA€ WOTO BUCOKHIT KyMYJISITUBHUI
edext. BpaxoByoun HOTO 3HAYHUN TOKCUYHUI
npodisib, GaxkaHo 3acTocoByBaTh He Gisbine 10—15T
Ha Kypc [23]. 3araabHONPUNHATOIO TTPAKTHKOIO
CTaJI0 MPOBEIEHHS OLIBIIT KOPOTKOTO KypCy JIiKY-
BaHHS TUKJI0MOChHaMIZIOM 3 TOAAJBIINM ITEPEXO-
JTOM Ha MEHTII TOKCUYHUN iMyHOCYTIPECAHT I TijI-
TPUMYIOUOi Tepariii, ONTUMaJIbHa TPUBAJIICTh SIKOI
JIOCTOBIPHO HE BCTAHOBJICHA, aJle TTEPEBASKHO TPU-
Bae Bix 18 mo 24 micsris [61,63].

HesBaxaoun Ha Te, 1[0 peMicCigd T0CATAETHC
y nonazx 90% marmientis 3 EI'TIA, pertuaus € 38u-
YaiTHUM SIBUIIEM 1 3ycTpivaerbest y 25—40% xBo-
pux [10,75]. Husvkuii pisenv eozunoginie npu
scmanosienti 0iaznosy noe a3anutl 3 OiivuL 6UCO-
KUM PUSUKOM DPeyuousis 3axeoprosanisi. 3actoc-
yBauus [KC npu ETTIA mae rapuuii edpexr 3 5-
i 10-piunum piBnem BuwxkuBanus y 90% rta 79%
naiienTis BianosigHo [10]. [osloBHOO TpuynHOI0
GITBIIOCTI JIeTaJIbHUX BUIAJAKIB € BaCKyJIiT
i3 PO3BUTKOM cepileBoi HefoctaTHOCcT [63]. Hes-
Ba)KAIOUM HA CIIPUSTINBI TOKA3HUKU BUKUBAHHS,
ETTIA acorttifoeTbcs i3 HE3BOPOTHUMH YPasKEHHSI-
Mmu opradiB [ 16]. BponxiaipHa acTMa TaK0XK 4acTo
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Bruges will host our 67th Annual Scientific M
We will be based at the Oud Sint Jan (Old Saint John Site).

BARD (Biliary Atresia and Related Diseases)

BARD will join us on 10" & 11" for their 2nd Congress.

Our Headquarters hotel will be the Grand Hotel Casselbergh, a ten minute walk from the Oud Sint Jan and you can book
this hotel via our concierge service (BAPS receives no percentage).
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