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AKi MicTATH iHOPMAIIio PO MeAMIHI
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MEJUYHY alaparypy TOIIO, a TAKOM PEKIaMy
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Ta TUPQKyBaHHA y Gyb-IKHIH cII0cio
MaTepiasiB, oIy6IiKOBaHHUX y ITbOMY BUAAHHI,
JIOITyCKAETHCA TIILKHU 3 IIMCEMOBOTO JJO3BOJIY
peaakiii Ta 3 IIOCUJIAaHHAM Ha JFKEPEIIO.
Pykomucu He TOBEPTAIOThLCA i HE PELIEH3yI0ThCA.
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3asigyBay kaeapu BHYTPILWHBOI TA CiMeHHOT
MeAMLMHM MeanyHoro ¢pakynbTety

BonuHcekoro HauioHanbHOro yHisepcutety

imeni J1. Ykpainku

O.K. SkoBeHko

E.M. Xogow

Ponb KOHUenTyanbHUX Nornaais
Yy AiarHOCTULII CUCTEMHUX BaCKYNITiB
Ta rpaHynemartosy 3 NoiaHriiTom

paguLIiiiHO IO TPYIIM CUCTeMHUX BacKyiliTiB (CB) Bin-
HECEHO XBOPOOH 3 MOAIOHMM MaTOreHE30M, B OCHOBI
SIKUX JIEXKUTD TeHepaslizoBaHe ypaXkKeHHs CyauH (apTe-
piii i BeH pi3HOro Kajiopy) 3i BTOPpUHHUM 3aJIy4eHHSIM Y T1a-
TOJIOTIYHUI IIPOLIEC BiAMOBITHMX OpraHiB i TKaHWH. KitiHiko-
MopdoJioriyHoo ocHoBOIO CB € 3anaieHHs1 Ta HEKpO3 CTIHKU
cyauH. XapakrepHa puca CB — 11e Te, 1110 BOHI CTaHOBJISITh
HEeBiI’€MHY CKJIAJIOBY 0araTbOX KJIiIHIYHUX KapTUH, HAMpU-
KJ1aJ1, TMXOMaHKM He3’sICOBAHOI eTioorii, iH(apKTiB BHY-
TPIlTHIX OpraHiB, IITYHKOBO-KUIIIKOBUX KPOBOTEY, IIKiPHUX
MPOSIBiB, MiIBUILIEHHS TOCTPO(ha30BUX IOKA3HUKIB Y XBOPHX,
SIKi TIepeOyBatOTh y TSDKKOMY CTaHi, Ta iH. CreKTp KIIiHIYHUX
MposIBiB, mepeOir i mporHo3 CB Bu3HAYa€eThCSI BUIOM BacKy-
JIITY, TUTIOM, PO3MipOM i JIOKaJTi3alli€lo 3aTy4eHUX 10 TTaTOJI0-
TYHOTO MPOLIECY CYIMH Ta OCOOIMBOCTIMMU iX ypaxkeHH:I [1].
3aranbHonpuiiHsTo rofisiTh CB Ha nepBUHHI i BTOPUHHI.
[lepBuHHMMY BacKyJliTaM1 BBAXKAIOTh 3aXBOPIOBAHHSI, SIKi € Ca-
MOCTiifHUMU. BackyJtiTu, acolliiioBaHi 3 iHIIIOIO MMaTOJIOTI€EIO,
BIUTMBOM JIIKAPCHKUX IIPerapariB a00 Pi3HOMaHITHUX TOKCUIHIMX
3aco0iB, BBAXKalOTh BTOPUHHMMU. J10 HUX HaJlexKaTh BaCKYJITH,
CIIPUYMHEHi OaKTepialbHUMU Ta BipyCHUMU iH(PEKIIHHUMUI
areHtamu (renatutyl B i C, iHeKUiitHWi1 eHI0KapIuT, Cercuc,
BUT-iHdexkuist Ta iH.); Ti, 1110 PO3BUBAIOTHCS Y pa3i CUCTEMHMX 3a-
XBOPIOBaHb CIIOTYYHOT TKAHWHU 200 3/105IKiCHUX HOBOYTBOPEHb.
Otxe, niepetik erionoriyHnx YynHHUKIB CB moBosi Bemkuii (iH-
(ek1IiiiHi 3aXBOPIOBAHHSI, BIUIMB Yy:KOPiTHUX OiJIKiB, ayTOIMyHHi
Ta OHKOJIOTIYHi 3aXBOPIOBAHHS, KPiOIIOOYJIiHEMIsT), TIPOTE IpK-
6113HO B 50% XBOPUX BCTAHOBUTH iX HEMOKJIUBO.
Illopiuna 3axBoproBaHicTh Ha CB, Hanpuknan, y Benukiit
Bputanii, cranoBuTh 40 BUIaaKiB Ha 1 MJIH HaceJIEHHSI; 11O~
IIUpeHicTh KonuBaeThes Bin 0,4 mo 14 i Bumie Ha 100 Tuc.

HaceneHHs [2], Tooto CB Hanexarth 10 piaKiCHUX 3aXBOPIO-
BaHb. [1punyckaroTh, mo CB Moxe mpoBoKyBaTHCS Bipyc-
HOI0 200 OaKTepialbHOIO IH(EKIIi€I0, BXXUBAHHSIM JIIKAPCHKIX
Mpenaparis i MyXJIMHHAMU 3aXBOPIOBAaHHAMMU (ITi1 yac Giorcii
YaCcTO BUSIBJISIIOTh 1X JISMKOIMTOKIACTUIHUI XapaKTep, TOOTO
aJiepriiHuif a00 HEKPOTU3YBAJIBLHUI aHTIIT, 110 XapaKTepu-
3YETHCS MyPITyPOIO, IIKipHi €IeMEeHTH SIKOI BUCTYIAIOTh Hal
il MOBEpXHEI0, — «ITaJIbIIOBAHA ITypITypa»).

TicTonoriyHo BUSBIAIOTH NEPUBACKYISIPHI iHGLIBTPATH,
1O CKJIANalOThCsT 3 HEMTPOdLTIB a00 iXHIX PEITOK, TOOTO BACKY-
JIT, TpaHy/IbOMH a00 Te i iHIle. Y CTiHKaX CyIUH CIIOCTePiraloTh
(ibpuHOinHI 3MiHKM a60 Hekpo3. YacTto CB cynpoBomKyOThCS
IIKiPHOIO CUMITTOMATHKOIO (=50% ); yacTillle Ha KiHITIBKaX Y BU-
[JISII TTaITyJ1, BE3UKYJT, BUPA30K, MiAIIKipHUX BY3J1iB (puc. 1, 2).

Cunin Takox mmam’statu, mo CB Moxe OyTu cKJ1agoBOO
YACTUHOIO iHIIIOTO ayTOIMYHHOTO 3aXBOPIOBAHHSI (CUCTEM-
Horo yepBoHOTro BoBuaka (CUB), peBMaToimHOTO apTputy
(PA)) abo po3BuBaTucs TIEpBMHHO (IpaHyJieMaTo3 i3 MoJIi-
anriitom (I'TIA), cunapom Yapmxka—Crpocce (CUC) ta mi-
KpockoniuHuii mosmianriit (MITA), eo3uHodinbHU rpaHyie-
maro3 i3 mojianriitoM (EI'TIA), siki € ANCA-acomiiioBaHuUMU
BackyJitamu (AAB). A6pesiatypa ANCA (aHr1.) XapakTe-
pU3y€E ayTOAHTUTLIA 10 OLIKIB IMTOILIA3MAaTUYHUX TPaHyJI
HeiTpodiniB (rpaHyIOLUMUTIB) i Ti30COM MOHOIIUTIB, 110 KJIa-
cH(iKYIOTh 3a TUIIOM CBIiTiHHS ITifl 9aC peakilii HermpsIMol iMy-
HodayopecueHuii (PHID) [dxoenko, dkoBeHko, 2016].

V 3B’3Ky 3 He 10 KiHILIS 3’ICOBAHOIO €TiONOTi€I0 BaCKY-
JIiTH foTernep KiacudikyoTh 3a MOPhOJOTIYHUMU O3HAKAMU,
a caMe 3a KaJliopoM ypakeHHUX CYIUH i HasIBHICTIO a00 BilCyT-
HICTIO rpaHyJIbOM HaBKOJIO YPaXKeHUX JIUISTHOK CyIuH. SIKI110
€TIOJIOTis )KOMTHOTO 3 0araThoX BaCKYIIITiB HEBiIOMa, TO MOXHA
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Puc. 1. FemopariyHui
BacKyniT: NNSIMACTO-
nanynbo3Hi remoparii

Puc. 2. Mypnypa LenneiiHa-IeHoxa
(remopari4Huii BacKynit)

JIMIIIE TIPUITyCKATH iHDeKIiitHy mpuunHy. MexaHi3Mu nato-
reHesy, npuHaiimHi ['TIA, meBHOO Mipoto BUBYEHi. B iHIINX
BUITaJIKaX MaTOreHe3 MOXHA PO3IJISIIATH 32 aHAJIOTIElO.
OTxe, 3riTHO 3 aHaATOMiIYHOO (MOPGOJIOTIUHOI0) KIacudi-
Kali€r, po3pizHsaoTh CB 3 ypaxkeHHSIM CyIUH BEJIMKOTO Ka-
Jiopy: aprepiiT Takasicy; riraHTOKJIITUHHMIA apTepiiT; capko-
imo3; cunapom KoraHa; TpomiyHMi1 aOPTUT Ta iHIII PiOKicHi
BUIU. Y pa3i pO3BUTKY IMPOLIECY B CEPEIHIX CyTUHAX BUIiISI-
10Tb xBopoOy KaBacaxi, By31MKOBUI IOJiapTepiir, Iermpoma-
TO3HUI apTepiiT, CiMeitHy cepe3eMHOMOPCHKY JIMXOMaHKY
1a iH. CHCcTeMHe ypaXXeHHsI ApiOHMX i CepeIHiX CyIUH IIPOSIB-
JigeThes y Burisini cunapomy bexuera, I'TIA, CUC, obaitepy-
I0Y0r0 TPOMOOAHTIITY Ta iH. 3anajaeHHs BUKIIOYHO ApiOHUX
CYIMH CIIPUYMHSIE IIKIPHUI JIEHKOLIMTOKIACTUYHUI aHTiiT,
mirmeHTHY nypmypy LllamGepra, xBopo0y Jlero, ypTukapHuit
BackyuiT, BackyJiT Lllenneitna—I'eHoxa (IgA-acouiiioBaHuit
BACKYJIT), MOHOKJIOHAJIbHI TaMMaIIaTii, eCeHIliaTbHUI Kpio-
rJ100yTiHEMiYHMIA BacKyJIiT (0COOIMBI iIMyHHI KOMIUIEKCH —
KpiornoOymiHu, sIKi yepe3 CBOi po3Mipu MOXYTh I 1 3aKy-
roprooBaTH IpiOHI cynnHU; HOMeHKIIatypa Arthritis Rheum,
1994). Ichye 1e Bennye3Ha KibKiCTb MiIBU/IIB BACKYJIITY, SIKi
3auirnarpTb oKpeMi opraHu. Jlo 1€l rpynu MoxHa BigHeCTH
PETUHOBACKYJIIT, PEBMOBACKYJIT Ta iH. (puc. 3).

®opmanbHo I'TIA 3a cuctemoro Chapel Hill (CLLA, 1992,
2012) knacudikyoTh K BaCKYJIT, 1110 Bpaxkae ApiOHi CyIUHH,
X04a ypaxaTucsi MOXYTb KPOBOHOCHI CYIMHMU SIK MaJIOro, Tak
i cepemHbOrO miaMeTpa (Kamiisapy, BeHY/IM, apTepion i apTe-
pii). ITo cyri, I'TIA — 11e mo€eaHAHHSI TpaHYJIEMaTO3y Ta aHTIiTy.

IIpu xBopoOi Illenneitna—I'eHoxa Ta MKipHOMY JIEHKOLIM-
TOKJIACTUMHOMY BaCKYIIiTi (alepriiHMi1 IKIipHUIA BaCKYJIT,
JIEAKOLIMTOKJIACTUYHMIM aHTiIT, IepMaJIbHUI HEKPOTU3YIOUMIA
BAaCKYJIIT) YpaXkaroThCsl IPiOHi Ta CepeHi CYTIMHU Y BUTIISILL CU-
METPUYHOI TeMOPAriuHOl epUTEMU, MPU IILOMY CTPaxKIal0Th
MOBEPXHEBI CYIMHU MIKipK; TOMI SIK IPU BY3JIMKOBOMY TTOJIi-
apTepiiTi Ta TIraHTOKJIITUHHOMY apTepiiTi ypaxKaroThCs IIIMO0Ki
CYJIMHU M’SI30BOTO THITY, SIKi 3HAXOMSIThCS B MiAILIKIPHO-K1-
POBIili KIITKOBUHI. BibIIicTs iHIMX (popM BacKyJIiTiB, TAKMX
SIK Kpioryo0yniHeMiuyHUi BacKyJIiT i AAB, MOXyTb Bpaxkaru
SIK IPiOHi, TaK i BeIMKi cyauHU. JliaTHOCTUYHA LIHHICTH Giorcii
LIKIpY 3aJIeKUTh Bill ruObuHM Giomncii. [l TouHoI miarHoc-
THKHU BCiX BaCKYJITiB, 32 BUHSTKOM JICHKOLIMTOKJIACTUIHOTO
Ta xBopobu Illenneiina—I'eHoxa, HEOOXiHO MTPOBOIUTH iH-
LM3iliHY (po3pi3aHHs) a00 eKCIM3ilHY (BUpPi3aHHS IIMAaTOYKA
TKaHWHU) OIOTICiI0 MiAIITKiPHO-3KMPOBOI KIIITKOBUHU (pUC. 4).

Takox CB xnacugikyioTs y 3aJIeXKHOCTI Bill yTBOPEHHS rpa-
HyJIbOM (TabJ1. 1).

Hatiyactimmm nepsunauM CB € I'TIA, axuii mommpeHuit
Y BCbOMY CBITi. 3aXBOpIOBaHIiCTb CTAHOBUTH 12,5 BUMAAKy
Ha 1 MJIH HaceleHHs, IPU LbOMY LIKipHi ypaxkKeHHSI BUHM -
karoTh y 50% xBopux. lllonpasna, y pa3i KyMyJsiii iHITuX
3aXBOPIOBaHb 3i MKipHuMHU BacKymitamu ['TIA Bxe He Oynme
HayacTillIon MPUYNHOIO iX PO3BUTKY.

3a iHmuMu mxepenamu, nommpeHicts [TIA B momysmsii
CTaHOBUTD 25—60 BUIAIKIB Ha | MITH HaceJIeHHsI, 3aXBOPIO-
BaHicTb — 3—12 BunazakiB Ha 1 MJIH 0ci0. 3rigHO 3 JaHUMU
®onpy 3i 3mopos’st cyauH (Kanzac-Citi, CIIIA), Ha I'TIA xBo-
pie Bin 1:20000 mo 1:30000 ocid, ToOTO 3aXBOPIOBAHHSI € PiaKic-
HuM (y €Bpori — 2,1—14,4 Ha 1 MtH HacesieHHs Ha piK) (Yates
etal., 2016). Onnax 3axBoproBaHicTs Ha I'TIA B €BpOIENCHKIX
KpaiHax, 3a IesiKkuMU JaHUMHU, 3a ocTaHHi 30 poKiB 3pocya B 4
pa3u. XBopoOa MOxe BUHMKATH SIK Y TUTIIOMY, TaK i B cTa-
pedomy Billi, TPOTe 3/1e0iIBIIOr0 XBOPIIOTh MAIIEHTH BiKOM
Bix 30 mo 50 pokiB. ToOTO cepeAHbOCTATUCTUIHO HE3BUYHO,

Puc. 3. MaTonori4yHuii npoLec y 3anexHocTi Bif PiBHA ypaXKeHUX cyanH
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ANCA-acoujioBaHi
BacKyniTu,
Kpiorno6yniHemiqHuin
BacKynitT

J1eKoyMTOKNaCTUYHMIA
BacKyniT, xBopo6a
LLlennetHa—-leHoxa

Byanukosuin
nepiaprepiit

MoBepxHeBa
6ioncis

MyHKuiHa Gioncis

|Hum3iiHa Gioncis
4
R

Puc. 4. TictonorivyHa knacudikauisa BacKynitie 3 ypaXkeHHAM LUKipu
(3a J.A. Carlson, 2010)

Ta6nuus 1. TpaHynematosHi i HerpaHynemato3sHi CB

IpaHynemaTtosHi HerpaHynemarto3sHi

Byanukosuin noniaptepiit
XBopo6a Kasacaki

Mypnypa LUexneiHa-leHoxa
LLUKipHWIA LMTOKNACTUYHMIA
BacKyniT
Kpiorno6yniHemi4Huin Backynit
CYB

CKpoHeBUiA apTepiiT

ApTepiiT Takascy
paHynemato3 Berenepa (I'T1A)
c4ycC

mo Ha ['TIA MoxkHa 3aXBOPITH B IUTUHCTBI, X0Ua He BUKIIIO-
YeHe JIiarHOCTYBaHHSI 11bOTO 3aXBOproBaHHs i B 70—80-piuHiii
BiKOBi#1 rpy1ii. Yo10BiKY i 3KiHK1 XBOPilOTb 3 OMHAKOBOIO Yac-
Totoro, ToxX /Uit ['TIA He xapakTepHa cTaTeBa BUOipKOBICTb,
BTIM CIIOCTEpPIra€ThCsl He3HAUHE MepeBaKaHHSI Y0IOBIKIB.

XapaxkrtepHa nmaromopdoJoriuna puca ['TIA — rpany-
JIbOMa, sIKa SIBJISIE COOO0I0 BOTHMILIEBI PO3POCTAHHS KJli-
THUH CIIOJYYHOI TKAHWHMU, 1110 3’ SIBJISIIOTHCS Y BUTJISIII BY3-
JINKiB HeBeJMKOro po3Mipy. 1o cyTi, rpaHyieMaTo3He
3aMajJeHHsI — 3aIlaJIeHHsI, 3a IKOTO B pe3yJIbTaTi MPOJIi-
¢epatiii Ta TpaHchOpMAallii 3maTHUX 10 (HAroIUTO3y Kli-
TUH YTBOPIOIOTHCS BY3IUKM (TPaHYIbOMM).

Caoero ueproio, I'TIA xapakTepu3y€eThcst 0COOIMBUM TUIIOM
3amnajieHHs i rpaHyJIeMaTO3HUM ypaXKeHHSIM KPOBOHOCHUX
CcyIuH (BacKyJIiT), 110, SIK IIPaBUJIO, BTSTYE B IPOLIEC KiJlbKa
OpraHiB, 30KpeMa JieTeHi, HUPKU i BEpXHi IMXaIbHi HUISIXU.
To06T0 rpaHyneMaTo3He 3amajaeHHs BUHUKAE SIK Y KPOBOHO-
CHUX CYIMHAaX, TaK i HaBKoJIO HUX. ['paHy1bOMa € OIHI€EIO
3 IeKiIbKOX (hOPM JIOKAJIi30BaHOI'O BY3JI0BOIO 3allajeHHS
TKkaHuH. Kopotuie i mpocTilie Kaxy4du, rpaHyiboMa — THUIT
3amajieHHsI TKaHUH 3aIy4eHoro oprata. ['icToioriunumu o3-
HakaMU € «reorpadiyHuii» 6a30(diIbHUIN HEKPO3 Ha 3arlajib-
HOMY TJIi 3 0€3/1aHO pO3TalllOBAHUMU TiraHTCHKUMM KJIiTH-
HaMHU i BiICYTHICTh CAPKOIA030MOiOHNX TPAHYIBOM.

Poszyminnst I'TIA BupaxkaeTbest y BUITISIIL IIEBHOI 3araibHOI Xa-
PaKTepUCTHKH, 1110 IA€ 3MOTY BiTHECTH HOT0 JIO IIIMPILIOL TPy
BAaCKYJIiTiB ayTOIMyHHOI IPUPOIN i3 TIPOLYKYBAHHIM LIUPKYJIIO-
1ounx aHTUTIN 10 HeitTpodiniB (ANCA) i ypaXeHHSIM MauX i ce-
PeIHIX KPOBOHOCHMX CyIMH. 3a3Buyaii nuToruiazMariaHi ANCA
(cANCA) pearytoth 3 nmpoteinasoro-3 (PR-3), cepuHoBoOIO TpO-
TeiHa3010, sIKa 3HAXOAUTHCS B IIEPBUHHUX IPaHyJIax HEUTPOMLTiB.

CBo€l10 4eprolo, MpoteiHaza-3 HanpsiMy MoB’s13aHa 3 MeTaboTi3-
MOM aib(ha- 1-aHnturpuncuny. Marots Miciie ANCA-HeratusHi it
ANCA-1103UTHBHI peaxiiii 3 pi3HUMU KJIiHIYHUMU TIPOTHO3aMU.

Sk BurnnuBae 3 Ha3Bu, ANCA cripssMoBaHi Ipotu 6e3’s1-
JIepHOI LIUTOTIA3MH GLIMX KPOB’SIHUX KJIiTUH. IX TouHa postb
y IIpolLIeCi XBOPOOU 3a/IMINAETHCS HEBU3HAYEHOIO, aJIe CTAHO-
BUTh 3HAYHUI1 liarHocTuuHUi iHTepec. ANCA OyBaroTh y IBOX
ocHOBHUX (popMmax: aHTuHelTpodinbHi CANCA (1iuToruias-
MaTUYHUI TUII CBITIHHST) — 11€ aHTUTIJIA 10 MpoTeiHa3u-3; aH-
tuHenTpodinpHi pANCA (mepuHyKIeapHUil TUII CBIiTIHHS),
TOOTO aHTUTINA 10 Miesonepokeunasu (MPO). Takox Buaisi-
10T aANCA, TOOTO aTUITOBI AHTUTIJIA, SIKi 3HAYAThCS SIK HEBU -
BYEHi, BOHU XapaKTePU3YIOThCsi TOMOTEHHUM TUIIOM CBITiHHSI.

KpiMm Toro, Oyio noBeaeHo, 1110 aHTUT€HAMU BUCTYIAIOTh
i iHIIi (hepMEHTH, SIKi MICTSIThCSI B TpaHyJIaX HEUTPODiIiB:
nakrodepuH, enxacrasza, bakrepuuunHuii 6imok BPI Tta xa-
tericuH G, y sikux yrBoprowoTbest crienudiuHi ANCA, aco-
LilioBaHi 3 HU3KOIO ayTOIMYHHMX 3aXBOpIOBaHb (Tabj. 2)
(Konecnuk, 2004.; Jlanuu, TomonsH, 2006.; HeGblbiioBa
u ap. 2013.; Yabpux Jleimuep, 2005].

cANCA MaioTh 0cO0JUBO crIbHUI 3B’5130K i3 [ TIA (BusiB-
JI0THC Y 10 80% XBOPHUX i, MOXKIIMBO, OiTbIIE 3 THX, XTO I1€-
pedyBae B akTBHili cTajii). HasgBHicTb CANCA y KpoBi maiti-
€HTA, YMi CUMITOMM a00 o3HaKku cBimyaTh mmpo I'TIA, 3HauHO
30i1bLIy€E iIMOBIpHiCTh AiarHo3y. OqHaK y OibIIOCTi BUMAI-
KiB BCe 1l Ay>Ke BaXJIMBO IIPOBECTU 0iOIICiI0 YPakeHOIO Op-
raHa, To0To Bepu(iKyBaTH AiarHo3.

Yyrmusicts i cienmdiuHicts CANCA 11on0 miarHoctuku I'TIA
cranoButb 30—90% i 98% sinmosigHo. Hacriibku 3Ha4Hi Bin-
MiHHOCTI B Yy TJIMBOCTI ITOSICHIOIOTHCS TUM, 1110 HAsIBHICTb aHTHU -
TiJT i IX TUTP 3aJ1€KaTh Bill TSDKKOCTI i aKTUBHOCTI 3aXBOPIOBAHHSI.

Xoua cANCA, 1110 iX BUSIBJISIIOTH Y XBOPHUX, i, BiITIOBiTHO,
aHTtuTina 1o PR-3y cupoBatiii KpoBi BucoKocnenndiuHi st
I'TIA, BoHM TaKOX CITOCTEPIiratoThC i 3a iHIIMX 3aXBOPIOBAHb,
1Sl IKuxX xapakrepHuit CB, rpoTe yacTora iX BUSIBICHHS
3HA4YHO Binpi3HaeThes. Tak, 3a I'TIA anTutina no PR-3 Buss-
Js110Th Y 85%, MikpocKomigHoro mojianriity (MITA) —y 15—
45%, imionaTUIHOro IJIOMEPYIOHEMPUTY 3 MiBMiCALISIMU —
25%, CUC — 10% i 3a By31MKOBOrO mepiaprepiity — y 5%.

Ta6nuus 2. Knacudpikauis EUVAS. Cneundpivni aHTutina
npu ANCA-acoL|iioBaHMX 3aXBOPIOBaHHAX

ANCA-acouiioBaHi CneuundiyHi
3axXBOPIOBaHHSA aHTUTINA O]

lpaHynemarto3s BereHepa }

(FMA) cANCA PR-3

MikpockoniuHuii noniaHriit

(MIA) pANCA MPO

CHC (ETIA) cANCA, pANCA Pipko PR-3, MPO

cANCA, pANCA,

momepynoHedput anti-GBM PR-3, MPO, GBM
Pignko MPO,

PA pANCA, cANCA P —"
Pigko MPO,

el AN G naktodepuH

BupaskoBui Konit, KarencuH G,

xBopo6a KpoHa NG, BRI naktodepuH

I'IepBMH_Ho-CKnepoayBaanMﬁ PANCA, CANCA EpaCTasa,

XONaHriT n3oumm

I'Iep_BMHmﬁ 6in_iapHvu7|v|_||/|pos PANCA, cANCA KartencuH G,

MNeYIHKN, ayTOIMyHHUW renatut aKTUH
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Puc. 5. XBopa M. MHOXMHHI Kipku Ha neperopofui Hoca (a), cipnonofi6Ha gechopmadis Hoca (6),

BY3JIMKOBMIA BUCUN Ha LLKipi no6a (B)

Otxe, BiIMiHHA pHca BaCKYJITiB, il 4ac IiarHOCTUKU
sknx ANCA MatoTh BupilllajibHe 3HaueHHsI, — nnepBuHHi CB,
t00TO I'TIA, MIIA Ta CYC. Yci BoHU € BacKyJliTaMu ApiOHUX
cynuH. Ix xapakTepusye TSKKUii nepebir, BUCoKa iMOBIp-
HiCTb JIeTaJIbHUX BUMAIKIB, YacTe 3ayIeHHS JIETeHb (IIOPOXK-
HUWHHI TPaHyJIbOMU), BEPXHiX AMXaJbHUX HUISXiB (BUpa3Ku)
i HUpOK (TmoMepyaoHedpuT). A1 HUX XxapaKTepHa BiICyT-
HICTb iIMyHHMX JIETIO3UTIB i CIIOXKUBAHHSI KOMILJIEMEHTY, 110 i
MMOPOAMIO TEPMiH «MaJIOIMyHHi», X04a 1Ie He O3HaJya€ Bil-
CYTHICTh IMYHOJIOTIYHUX po3JaiB y maroreHesi. Iin yac mi-
arHOCTMKM BaxKJIMBO MaTu Ha yBa3i, 110 ANCA MoXyTb OyTu
HasIBHUMMU 32 LIMX 3aXBOPIOBAaHb HE MOCTiiHO i 32 Oy/1b-SIKOTO
3 HUX MOXYTh BUSBIATUCS IK CANCA, Tak i pANCA.

Tak um iHakie, ane ['TIA — Baxke rporpecyroue 3aXBo-
pIOBaHHS, TOMY 110 0€3 CBOEUACHO PO3IOYATOrO JiKyBaHHS
MPOTATOM 6—12 Mic TIPU3BOIUTH IO CMEPTETBHOTO PE3yITb-
taty. KitiHiyHuii mepedir momisIioTh Ha IBi (OPMU: JTOKAIbHY
i1 reHepasi3oBaHy, ki, Ha JyMKY HU3KHU aBTODIB, € CTallisSIMU
3aXBOPIOBAHHS. 3a JJOKAJIbHOI (POPMU YPaxKaloThCs JIOP-0p-
ranu (90% Bumankis; puc. 5—8) ta odi (10%) 3 po3BUTKOM
PpUHITY, Ha30(papuHTiTy, CHHYCUTY, OTUTY, EBCTAaXIiTy, CKJIe-
pUTY, EMiCKIepuUTy, a Takox yBeity (puc. 9, 10). YpaxeHHs
0opOiTU Ta OYHOTO SI0IyKa MOXe OyTH BTOPMHHUM YHACIi-
TTOK MOIIUPEHHSI 3aXBOPIOBAHHSI i3 CUHYCIB 200 130J1b0BaHUM
(KpytbKo Ta iH., 2011; KpyTtbKko Ta iH., 2015).

[Homi 3axBOprOBaHHS MaHi(heCTye ypaKeHHSIM JIMIIE HUXKHIX
XaJIbHUX IUISIXIB (Tpaxesi, OpOHXH, JIereHi), i Taka hopma I'TIA
Mae Ha3By «00e3royIoBIeHuit rpaHyiemMaro3 Berenepa» (Volchar
J.). 3a renepanizoBaHoi (hOpMHU 10 BUIIEBKA3aHUX JIOP-CUMII-
TOMIiB IPUETHYEThCS ypakeHHs JiereHb (80% BUTIANKIB) Y BU-
I[JISIIi JIETEHEBOTO TPaHyJIeMaTO3HOTO BACKYJIITy, 1110 3a3BUYail
3aKiHUY€ETHCSI yTBOPEHHSIM JIETEHEBUX IPaHYJIbOM. [ paHyIboMU
CXWJIBHI 10 po3manay 3 YTBOPEHHSIM IMOPOXHMH, 1110 HEPiIKO
CYIIPOBOJIXKYETHCS JISTEHEBOIO KpoBoTeyoto (puc. 11, 12).

Omoxce, y kainiunomy nepebiey I'lIA po3pizusaroms 4 cmaodii:

1) cTanisi pMHOTEHHOTO IPaHyJIeMaTo3y: THIlTHO-HEKPOTHY-
HMI1, BUPA3KOBO-HEKPOTUYHUI pUHOCUHYCHUT, Ha30(hapHUHIIT,
JIAPMHTIT, IECTPYKIList KICTKOBOI Ta XpsILIIOBOI MEPEeropoaKy HOCa;

2) JereHeBa CTamisl: MOIIMPEHHS IIPOLIECY Ha JISTEHEBY TKa-
HUHY;

3) cramis reHepaj1i30BaHOTrO YpasKeHH:I i3 3alydeHHSIM -
XaJIbHUX LUISIXiB, JIeTeHb, HUPOK, CEPLEBO-CYAMHHOI CUC-
TEMHU, IUTYHKOBO-KHUIIIKOBOTO TPaKTY;

4) TepMiHaJIbHA CTa/lisl: HUPKOBA Ta JIETEeHEBO-CeplieBa He-
nocrarHicTh (FaBpuciok, 2016).

YpaXXeHHs HUPOK Y BUrMsAI HEKPOTU3YBanbHOro
i LUBUAKONPOrpecyr4oro rnomepynoHedpuTy
crnocrepiratoTb y 2/3 XBOpUX.

3 orsiny Ha yacte ypaxkeHHst HUpoK ripu ['TIA ta CB yzarai,
€BporelicbKolo IpyIolo 3 BuBYeHHs BackyiiTiB (EUVAS) 6yno
3aIIpOINIOHOBAHO KJIacH(DiKallito BACKYJIITIiB 3 ypaxyBaHHSIM KJli-
HIYHOTO MepeOdiry Ta 1ad0paTOpHMX IMOKA3HUKIB HUPKOBOI

Puc. 6. lechopmytodi Bupa3ku a3nka
B pasi MA

Puc. 8. 'paHynemaTo3HO-HEKPOTUYHE YpaXKeHHsI BEPXHbOTO MiAHEGIHHA
y pasi'MA

Puc. 10. FpaHynemaTo3He ypa)keHHs1 op6iTn
Ta o4Horo s6nyka npu MA
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nornsan eAXisus
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Puc. 11. PeHTreHorpama opraHis rpyaHoi
Kknitkun (OrK) xsoporo i3 'MA: y BepxHbomy
i cepeaHbomy noni nisoi nerexi Agi
cy6nneBpanbHi NOPOXXHUHM i3 TOBCTUMU
cTiHkamu 6e3 ekcypaTty

HEIOCTAaTHOCTI, 3a SIKOT BAOKPEMITIOIOTh JIOKAJIbHUI BACKYJTIT,
paHHill CUCTEeMHUIA BaCKYJIT, TeHepasli30BaHMI1 BACKYIIIT, Bax-
KUI BaCKyJIiT i peppakTepHUii 10 Teparlil iHKypaOeJIbHUIi Ba-
ckymit (tabm. 3) (Francel, Jayne, 2010; I1ain, Kennenu, 2011).

Jocuth yacto I'TIA cynpoBOIXYETHCSI pO3BUTKOM
IKipHOTO BacKymiTy (40% XBOpPWX) Ta ypakeHHSIM Tie-
pudepraHoi HepBOBOI cucreMu (15%) i3 po3BUTKOM
aCUMETPUYHOI MoJiiHepomatii. ¥ 5% XBopuX OIu-
CaHO MepUKApAUT. 3aXBOPIOBAHHS HalJaCTillle MaHi-
decTye 3 ypaKeHHsI BEpXHiX AUXaTbHUX IILISIXiB Ta OUEHd.
VpaxeHHs BHYTPIllIHiX OpraHiB 3a3BMYail BUHUKAIOTh
Mi3Hille.

Jupepenuiiina diacnocmuka 3 iHIIMMU BacKyJIiTaMu
Ta 3aXBOPIOBAHHSIMU HEBACKYJISIPHOI IPUPOAU (HacamIie-
pen iHbeKUiHHMMI) HEepilKo CTAHOBUTh 3HAYHI TPYTHOILII.
Kniniyno i maroreHetnuHo MITA i I'TTA HacTiIBKM CX0Xi,
110 MO3aHUPKOBE IPaHyJeMaTO3HE 3aMaJleHHsSI MOXe OyTu
€IMHOI0 03HAKOIO, SIKA TA€ 3MOTY iX po3pizHutu. ['panynbomu
MOXYTb HE BUSIBJISITUCS i1 Yac 6i0cil, OCKibKM OioTCiiiHe
TOCIIIKEHHS MOXe 00MEeXyBaTHUCSI JIMILIE HUPKAMU, 1110 IIPU-
3BOJIUTD 10 HeanekBaTHOI aiarHocTuku MITA. TToniGHicTh
KJIiHIYHMX MPOSBIB BiTOMBAETHCS i B IIEPEXPECHUX PE3YIIb-
tatax pociimkeHb ANCA. Tak, Hanpukian, cepel BeTUKOi
IPyNU XBOPUX i3 ricTojaoriuHo goBeneHuM MIIA BusiBisiu
gaK anTutina 1o MPO, tak i 1o PR-3.

OTxe, KITaCUYHi OpraHu, SIKi 3aIy4aroThCs 10 IaTOJIOTiYHOIO
nipouecy B pasi ['TIA, — BepxHi AuXajbHi HUIIXU (CUHYCH, HiC,
Byxa i Tpaxes), iereHi tTa Hupku. OgHax I'TIA Moxe BpaxkaTu it
IHIIIi OpraHu, ajie He TaK YacTo i, SIK TIPaBUIIO, HE TaK BaXKKO.

Ta6nuus 3. Knacudikauis Backynitis EUVAS (2012 p.)

Kareropis MosicHeHHs
JTokanisoBaHi CB, L0 He BNIMBaOTb Ha (OYHKLiI0
o XWUTTEBO BaXJIMBUX OpraHie. 3axBoploBaHHs
JlokanbHuii - X .
e —— BEPXHiX i/2a60 HMXHIX AnXanbHWX WX 6e3 6yab-
¥ AKMX IHLLUMX CUCTEMHMX 260 KOHCTUTYLLIOHANBHUX
cumnTomiB. KpeaTuHin <120 mkmons/n (1,4 mr/gn)
IHLWi BACKyniTM 6€3 ypaXKeHHN XUTTEBO BaXIMBUX
PaHHiin CB OpraHiB i CMCTeM, L0 He 3arpOXYIOTb XUTTIO.

KpeaTuHiH <120 mkmonb/n (1,4 mr/an)

Backynitu i3 AncdyHKLUi€ XUTTEBO BaXIMBUX
opraHiB (ypaxeHHs HUPOK i/a6o iHLMX
OpraHis, L0 3arpoXyoTb XUTTI0). KpeaTuHi
<500 mkmonb/n (5,7 mr/an)

leHepanisoBaHuii
BaCKyniT

YpaxeHHsl HMPOK i/a6o iHLIKX opraHis
i3 cumnToMamu NoniopraHHoi HeJOCTaTHOCTI.
KpeaTuHiH <500 MKkMonb/n (5,7 mMr/gn)

Baxkui Backynit

PedpakTepruit = "
) o lMporpecyto4unin BaCKynit, Lo He pearye
iHKypabenbHui PR

. Ha rNOKOKOPTUKOCTEPOIAN | IUTOCTATUKN
BaCKyniT

Puc. 12. Ha komn’toTepHiii Tomorpami OFK B 060x nereHsix — By3nyBaTi BOrHMLLLA KOHconiaauil

6€3 MOPOXHMHM i 3 NOPOXXKHUHOIO

YpaXkeHHs1 BEpXHiX AuXanbHUX LUNAXiB, IereHb i HUPOK
YTBOPIOE KJ1aCU4HY Tpiafy, 3a AKOi MOXuBe 6yAb-
sike NoEAHAaHHS LX TPbOX JIoKani3awii ypa)KeHHs,

npoTe MOX/MBE 3aNly4eHHs1 6y/Ab-IKOro opraHa
(Backynit, rpaHynbLommu abo 1 Te, W iHLLE).

['TIA yacTo 06MeXXyeThCS TPpaHyJIEeMAaTO3HUM YPaKEeHHAM
MUXaJIbHUX HUISIXiB 6e3 o3HaK CB.

3 norisiny BctaHoBneHHs aiarHo3y I'TIA BaxiuBa Jlokaiza-
wist mpouecy. Hanpukian, mpu ypaskeHHi BEpXHIX AMXaTbHIX
LLJISIXiB O10MCisl LIMX TKAHWH BiTHOCHO HEiHBA3MBHa, aJie € JOBOJI
HU3BKOIO 3a iHhopMaTuBHicTIO — <50%. ToMy iHOMI iHTEepBEH-
LiiHi TIPOLIETYPY € OUTBIL HEOOXITHUMMU IS BCTAHOBJICHHS ITpa-
BWIBHOTO IiarHo3y. biorcis jereHs (BimkpuTa, TOpaKOCKOIIIYHA,
TpaHCOpOHXialbHa a00 TPaHCTOPaKaIbHA) — YaCTO HalKpaIHii
croci6 miarHoctuku I'TIA. 3a 10moMOroro 1ux MpoLeayp MOXHA
OTPUMATH LILJIKOM JOCTATHIO KiJIbKiCTh TKAHWHMU, 1110, SIK Mpa-
BWJIO, A€ 3MOTY IiITBEpAUTH AiarHo3. Takox HeoOximHa 6iomcist
HMPOK, X04a OTPUMaHa KiJIbKiCTb TKAHWHW HE3HAYHA, 1110 ITO3HA-
Ya€eThesT Ha BepuiKallil BillTOBIIHMX ITATOJIOTIYHMIX OCOOIMBOC-
Teit. OmHaK Y KOHTEKCTi 3arajlbHUX CUMITTOMIB TalliEHTa, O3HAK
i pe3y/bTariB 1abopaTOPHOTO TECTYBaHHS YacTO MOXHA Chop-
MyJTIOBaTH NIPaBWJILHUI AiarHo3 i 6e3 GiorciifHoro Marepiaity.

Excneptu He 3HaioTh, yomy BuHukae ['TIA. Bimomo,
110 11e He OHKOJIOTIYHUIA i He iH(eKIIiiHWiA TTpoliec, Xo4ya BiH
MOXKe IIpU3BecTu A0 iH¢ikyBaHHs. Hampukian, rpanyiema-
TO3Hi TOPOXXHUHU JIETEHb MOXYTh iH(IKyBaTHCS aX 10 pO3-
BUTKY TyOepKyabo3y. I'icronoriuno I'TIA xapakrepusyeTbest
HEKPOTUYHMM BacKyJIiTOM ApiOHUX apTepiil i BeH Ta yTBO-
PEHHSM TpaHyJieM sIK Yy CTiHLIi CyOuH, TaK i B HABKOJUIIHIX
TKaHuHaX. besymoBHO, ['TIA Binpi3HS€THCS Bill By3JTMKOBOTO
nepiaptepiity. Y cyamHax mpolec IpoxXoauTh Ti caMi cTaii Ha-
OpsIKy, HEKpO3y, aJie crielru(GiuH1M € YTBOPEHHSI TPaHyIbOM
3 BEJIMKOIO KiJIbKICTIO TIraHTCHKUX 0araTosIAepHMX KITITHH.

Jo nepexosy B cucteMHy azy I'TIA Moxxe po3BUBaTHCS Y BU-
IJISIAL MiATOCTPOTrO YIIOBUIBHEHOIO IIPOLIECY Pi3HOI TPUBAJIOCTI.
[Homi cucTemHa daza Tak i He Hacrae. ['pi3HUMM O3HaKaMU,
IO BilllylI0OTh PO3BUTOK PO3TOPHYTOTO JIET€HEBO-HUPKOBOTO
CHUHIPOMY, CIYTYIOTb peBMaTUUHi CKapru, claOKicTh, BTpaTa
MacHu Tijla, TMXOMaHKa, HiYHa ITIUBICTb, ypaXKeHHS 04eil,
BYX, LLIKipH, NepuepruyHOi Ta ICHTPaJIbHOT HEPBOBOI CUCTEMMU.

BBaxariots, mo I'TIA — Hebe3meuHe Wit XKUTTS 3aXBOPIO-
BaHHSI, SIKe MTOTpedye TpuBajioi Teparii. BonHouac aesiki xBopi
IIOMUPAIOTh Yepe3 TOKCUYHICTh Teparii. 3a yMOBHU CBO€YAC-
HOTO JliarHOCTYBaHHSI Ta JliKyBaHHs naiieHT i3 ['TIA moxe
omyxaTtu. AJe SIKIIIO H0oro He JIiKyBaTH, TO iCHYE pPU3UK PO3-
BUTKY HUPKOBOI HEOCTAaTHOCTI Ta CMEPTI.

[Tomyk, po3yMiHHsI, BUSIBIEHHST BHYTPIIIHIX 3aKOHOMIp-
HOCTEl MeBHOTO CKJIAMHOTO i HE3pO3YMiJIOro acrekTy MaToJo-
ril — ocCHOBHA MeTa AiarHocTuku. Hampukian, Bigomo, 1110 €
MeBHa TeHeTuYHa cxwibHicTh 10 ['TIA, ToO6TO 10 3aXBOpIO-
BaHHs, [TIOB’SI3aHOTO 3 HASIBHICTIO aHTUTEHIB TiCTOCYMiCHOCTI
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HLA B7, B8 i DR2, Xxoua naroreHeTMUHi MeXaHi3MU PO3BUTKY
I'TIA HeBimoMi. YpaskeHHS BEPXHIX i HYKHIX TUXaTbHUX LIS~
XiB HAIITOBXYE Ha AYMKY IO aJIepriiiHy peakiilo Ha TIeBHUI
AHTUTEH — €K30reHHUI a00 eHIOTeHHUI, TPUTaAMaHHMI A1~
XaJIbHUM IJIs1XxaM. ba 6ible, y maToreHesi 3aXxBOpIOBaHHS
Ma€ 3HauYeHHs TilleppeakTUBHICTh T'yMOPAIbHOIL JaHKU iMy-
HITEeTY: MiBUIIIEHHS PiBHiB CUPOBATKOBOI'O Ta CEKPETOPHOTO
IgA, IgG Ta IgE, Takox BUSABISIOTH peBMaTOiIHMI DakTop,
LIMPKYJTIotodi iMyHHi Komruiekcu, IgG-ayToaHTuTina.

TaxkoxX He BUKJIIOUAETHCS MATOTEHETUIHA POJIb OyIb-SIKOL
XPOHIYHOI BOTHUILEBOI iH(eKIIil (HOCOIIIOTKOBOI), TpUBaJe
BXMBaHHSI aHTUOIOTUKIB, IPUIYCKAIOTh i BipyCHY iH(peK-
miro. [MoBimomisin, mo peunausy ['TIA gacTimme BuHMKA-
I0Th Yy pa3i HocilicTBa Staphylococcus aureus y HOCOTJIOTIIL.
OnHakK HeMae XXOIHMX TOYHUX JI0KAa3iB TOTo, 110 15 OaKTe-
pis 6epe y4acTb y pO3BUTKY 3aXBOPIOBAHHSI.

V neskux XBOpHX Y KpPOBi Ta CYAMHHIN CTiHII BUSIBISIOTH
iIMyHHI KOMIIJIEKCH, aJi¢ i iXHs eTioJoriYHa poJib OCTaTOYHO
He noBeneHa. ['paHyJIboMU 3 BEJIMKUM YUCJIOM TiraHTChKUX
0araTosiiepHUX KJITUH, OCOOJIMBO B JIETEHSIX, MOXYTb OyTHU
MPOSIBOM aJIEPTiliHO1 peaKilii CIOBUIbHEHOTO TUITY 200 peak-
1Iii Ha Yy>XKOpiIHe TijJI0, ajie IPSIMUX J0Ka3iB Hapa3i HeMae.

PinguHa, oTpuMaHa i yac OpoHX0aabBEOISIPHOIO JIABAXY,
y xBopux Ha ['TIA mictuTh 6arato HeTpodiIiB, TOMI SIK 32 iH-
LIMX TPaHyJIeMaTO3HUX YPaXKeHb JIETeHb, 30KpeMa CapKoiosy,
B Hill IiIBUILIEHA KiTbKIiCTh TiMouuTiB. IlaToreHeTnuHe 3Ha-
YEHHSI LIbOTO (haKTy TAKOX HE3pO3yMiJie.

VpakeHHS ceplis CIToCTepiraoTh y 8% BUMAIKIB i TPU3BO-
IIUTh J0 TIEPUKAPAUTY, KOPOHAPHOIO BACKYJITY, iH(hapKTy
MioKapja, ypaxeHHs MiTpaJbHOI'O i a0OpTaJIbHOTO KJIAIIaHiB,
aTpio-BEeHTPUKYJIsIpHOI O10kanu. HepBoBa cructeMa 3airyva-
eTbest y mporiec y 23% xBopux Ha I'TIA i3 po3BUTKOM Heipora-
Tii YepermHuX HepBiB, MHOKMHHOI MOHOHEMpOIIaTii, 3piaKa —
LIepeOpaIbHOTO BACKYJITY i IpaHyJIbOMU TOJIOBHOTO MO3KY.

HupkoBy Jokaiizalito rpaHyJIbOM CIOCcTepiraoth y 77%
xBopux Ha ['TIA, 3a3Buyaii ix KJIiHi9YHAa KapTUHA IepeBa-
kae. [1psiMo un onocepeaKoBaHO HUPKOBA HEIOCTATHICTh €
MIPUYMHOIO CMEPTi OLTBIIOCTI HelikoBaHuX xBopux Ha ['TIA.
TpuBanuii yac MaToJOTiUHUI TTPOLIEC MOXE OOMEXKYBaTUCS
[JIOMEPYIOHE(PUTOM HETSKKOTO Iepediry 3 poTeiHypi€lo,
reMaTypi€lo Ta epUTPOLUTAPHOIO LIUJIIHAPYPI€EIO, aje IOKHO
BUHUKA€E HUPKOBA HEAOCTATHICTh, BOHA IIBUAKO MPOrPECYE,
SIKIIIO HE TTOYaTH JIIKYBaHHSI.

Otxe, BUALISIOTh Kaacugixauiini kpumepii I'TIA:

1) 3amajeHHs1 Hoca i MOPOXHUHU POTa; BUPA3KU B TTIOPOXK-
HHHI poTa, rHiliHi a00 KPOB’SIHUCTI BUAUIEHHS 3 HOCa;

2) 3MiHM B JIETEHSIX MPY PEHTTEHOJIOTIYHOMY JOCIIiIKEHHI:
BY3JIMKU, iH(IIBTpaT a00 MOPOXHUHH;

3) 3MiHM B ceui: Mikporemarypist (>5 epUTPOLUTIB Y TOJTi
30py) a00 CKYITYEHHS €PUTPOLIUTIB B OCadi cedi;

4) Gioricisi: rpaHy/IeMaToO3He 3aMajeHHs B CTiHIII apTepii
a00 B IEpUBACKYSIPHOMY Ta €KCTPaBaCKYJISIPHOMY IIPOCTOPI.

HasgBHicTb y XBOPOTO JBOX i OLTBILIE 3 HABEIEHUX KPUTEPIIB 1a€
3Mory BctaHoBUTH aiarto3 ['TIA 3 uytiusicTio 88 % i cietuciu-
HicTio 92%. Jlerkuii criocio 3aram’siTatil Lii KpyTepii TaKuii: MHe-
moHiuHe ckopoueHHsI ROUGH (rpyouit): R=Chest Radiograph
(pentreHorpadisi); O=Oral ulcers (BUpa3Ku IOPOKHUHU POTA);
U=Urinary sediment (ocan ceui); G=Granulomas (rpaHy;Ib0MH);
H=Hemoptysis (kpoBoxapkaHHs1). KpoBoxapkaHHs B repio
XBOpOOM — 1I€ AOAATKOBMII 11’ siTuii Kputepiid. [IpoTe cmig 3a-
3HAYMTH, 1110 KOJIHA 3 LIMX O3HAK He € crietudiuHoo aist [TIA.

IIporHo3 y pa3i HeJlliKOBaHOI'O 3aXBOPIOBAHHS ITOTaHMIA.
3a yMOBHU JIiKyBaHHSI BIAEThCS AOCATTH pemicii. [T’ siTupiuHa
BIDKMBaHICTh csirae 60%.

Icmopisa eiokpumms. Y yepsHi 1934 p. narosor ®@pigpix
Berenep 3po6uB po3tuH 38-pidHOro 40JI0BiKa, IKUI IIOMEp
BHACJIIOK HUPKOBOI HEAOCTATHOCTI Ha TJIi TPUBATIMX rapsT4Ko-
BUX cTaHiB. OMHOYACHO IIOMEPIIMIA MaB CiIIONomioHy aedopma-
11i10 HOCa, pyHHYBaHHSI HOCOBOI ITEPErOPOIKY Ta XPOHIYHUH py-
Hit. [icronoriuno Berenep BUsIBUB 0COOIMBUIA TUII 3aITaJICHHS
B CyIMHAX HUPOK i CJTM30BiiA 000JI0HII HOCa, TOOTO HEKPOTUYHE
3amajyieHHsI i3 rpaHyaboMaMu. [lepiii myomikamii Ha 1o TeMy
Hanexatb 10 19361 1939 pp. Y nonepenHboMy MOBiIOMIICHHI
«IIpo reHepastizoBaHi CENTUYHI CyIMHHI 3axBoproBaHHs» («Uber
generalisierte, septische Gefasserkrankungen») @. Berenep onu-
caB TPHOX MALIIEHTIB (40JI0BiKa 38 POKiB i ABOX kKiHOK 33 1 36 po-
KiB) i3 4—7-MiCSIYHUM aHAMHE30M JIMXOMAHKH, 3 MiABUIIIEHOIO
IIBUIKICTIO OCITAHHS €pUTPOLIUTIB, AaHEMIEIO, PUHITOM Y 1e0I0Ti
3aXBOPIOBAHHS Ta ITOJATBILINM PO3BUTKOM CTOMATUTY, JTAPUH-
TiTy, hapuHTiTY i Tpaxeiry. Y KIiHiYHill KapTUHi 3aXBOPIOBAHHS
rnepeBaxayio ypaxkeHHsI IOPOXXHUHU HOCA, a B TiCTOJIOTIYHii
KapTUHI Y ABOX MAIliEHTIB TOMiHYyBaJIX TpaHy/IeMaTO3Hi 3MiHI
3 BaCKYJIITOM 0araTboX Cy[IWH i OpraHiB, a TAKOX JTiarHOCTOBA-
HUM IJIOMEPYJI0HEDPUTOM i3 (hOpMYyBaHHSIM ITEPUTTIOMEPYIISIP-
HUX IPaHy/IboM. X0ua 3aXBOPIOBAHHSI CYPOBOLKYBAIOCS FeHe-
paJtizZoBaHUM apTepiiToM, MOMIOHIM IO TAKOT'O 3a BY3JIMKOBOTO
nepiaptepiity, BereHep B 000X cBOix pob60Tax po3IisiiaB HaBe-
JIeHI HM BUMNAOKY SIK YHIKaIbHI Ha MiACTaBi KIIIHIYHOTO TIepe-
0iry Ta BiIMiHHUX ITaTOJIOrOAHATOMIYHMX 3MiH.

3apany CrpaBeUIMBOCTI CITifl CKa3aTH, 110 MePILMii BUTIAIOK
CB, Binomoro HuHi sik I'TIA, onucaB apyr i cycin o KiMHari
®. BereHepa 3a yaciB HaBuaHHsI B MioHxeHi XaiiHu KitiHrep.
Bin crioctepiraB 70-pigHoro Jikapst 3 He()pUTOM, apTPUTOM,
SIKA MaB B aHAMHEe3i XpOHIYHUI CUHYCUT i3 BUILICHHIMU
3 Hoca. I1ig yac ayrorncii OyJ10 BUSIBJIEHO iHBa3il0 HEKPOTU3Y-
I0YOT0 BOIHMILIA B OCHOBI Yeperia OuIsl oueil, a TaKOX BUPa3Ky
Tpaxei. [1ig yac ricroyiorivHOro TOoCIiIKeHHsT OYJI0 BUSIBJICHO
BACKYJIT i (hopMyBaHHS TPaHy/IbOM, 30KpeMa PyMHYBaHHS HO-
coBoI neperoponaku. Apyruit KiiHiuHuit Bunagok X. Kiinrep
OmnKcaBy 51-piyHoro Tecispa, y SIKOro TaKoX Bil3HAYaI0Cs Kpo-
BOXapKaHHSI, TIOJTiapTparii, riioMepyIoHepUT i psICHI BUIi-
neHHs 3 Hoca. KoMeHTyrouu 11i 1Ba cmoctepexkeHHs, Kitinrep
He CyMHiBaBCsl B TOMY, 1110 3aXBOPIOBaHHSI TTOYMHAIOCS B Hali-
CTapillInX CyIMHAX a00 B THX IiISTHKAX, SIKi B MUHYJIOMY 3a3HaIA
HaMOUIBIIMX YIIKOIKEHb. 30KpeMa, BiH BBaXKaB TAKUM MiCLIeM
IVIXaJIbHI IUISIXU, SIKi O€3MocepeIHbO 3a3HAIOTh BIUIUBY €K30-
TEeHHUX MOJIPA3HIOBAILHUX CITOJIYK. B 000X Bumnankax xBopoda
po3BHUBaJIacs i3 3aroCTpeHHSIMU Ta peMiciamu. Pobept Proccie
(Robert Réssle), nupexkTop IHcTuTyTy Marosorii bepiiHcbkoro
YHIBEPCUTETY, [I¢ OIrcaB CBOI Bumanku KiiiHrep, HaBiB cIIo-
CTepekeHHs 1Ie TBOX MALliEHTIB i3 BACKYJIITAMU Ta HEKPO30OM
CJIM30BOI 000JIOHKM HOCA i BEPXHIX AMXATbHMX IIISIXiB. XalHII
Kninrep ynepiiie ony0:tikyBaB cBoi crioctepexeHHst B 1931 p.
1 po3mIsiIaB HaBeAEeHI HUM KJTiHIYHI BUTIAAKY SIK (POpMY BY3THKO-
BOTO IMOJTIapTEPIITy, a HE SIK CAMOCTiiTHY HO30JIOTTYHY OJMHUIIIO.

BesymoBHO, ®. BereHep OyB 3HaiioMuUii 3 OIy0J1iKOBAHUMU
crnoctepexeHHssMu X. KutiHrepa, s1Ki iHTepIIpeTyBaaucs aB-
TOPOM SIK BapiaHT BY3JIMKOBOTO ITOJIiapTePiiTy i SIK aJeprori-
nepuyTuBurii mpouec. Aje ®@. Berenep He BBaxaB, 1110 1Ii BU-
MMagK1 MOXKYTh OyTH IOSICHEHi IToaiOHMM YHOM. BiH BumaBaB
CBOI pOOOTH B MPECTHMKHUX HIMELIBKUX XypHaniax, a B 1936
p. 3po6uB 10-XBUIMHHY IOIOBiAbL Ha 3acimaHHi HiMelpkoro
ToBapucTBa rarosioris. Cam @. BereHep onucas 7 BUIaiKiB
BaCKYJITY ApiOHMX CYIMH i3 TpaHyJIeMaTO3HUM 3arlaJIeHHSIM.

OTtxe, @. BereHep iHTepnpeTyBaB CyIMHHI 3MiHU SIK OJHY
3 (hopM BY3JIMKOBOTO IepiapTepiity, onucanoro Kyccmaynem
i MaiiepoM, Xoua 3aXBOpIOBaHHSI CYIPOBOIXYBAJIOCSI TeHepa-
JIi30BaHUM apTepiiToM, MOMIOHMM 0 TAKOTO IPHU By3JIUKOBOMY
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nornsan eAXisus

niepiaptepiiti. Berenep B 060x cBoix podotax (1936 1 1939 pp.)
PpO3IJIsiIaB HaBeIeHi HUM BUTIAIKY SIK YHiKaJIbHi Ha MiACTaBi KJTi-
HIYHOTO ITepebiry Ta BiIMiHHMX aHATOMIYHUX 3MiH. BiH OyB 3Ha-
1oMMIi i3 HelllogaBHO BuaaHUMHU ctarTssMu Kitinrepa i Proccite,
110 OITUCYBAIY CITOCTEPEKEHHSI BY3JIMKOBOI'O TIepiapTepiiTy, sIKi
IHTepIpeTyBaIu 3a3HavYeHi 3MiHM SIK PeBMATUYHI Ta PO3IJISI-
JTaJId XBOPOOY SIK ajiepriiiHO-TinepuymIMBUiA mpoliec. Berenep
BBaxKaB, 1110 10T0 BUMAAKK HE MOXYTb OyTH MOSICHEHi Momio-
HUM YMHOM i He MOXKYTb OyTU MOB’s13aHi 3 iHheKIIHUM 30y1-
HMKOM. BiH 3amepedyBaB, 1110 3aXBOPIOBAHHS € peBMATUIHIM
3a CBOEIO CYTTIO, OCKIJIbKY HE BUSIBUB PEBMATUYHUX 3MiH aHi
B MiOKapi, aHi B €HIO0KAP/i Ta He BUSIBUB XKOIHMX O3HAK Ipa-
HynboMU Aschoff abo iHIIMX BY3/MKiB B 00CTEXEHUX Cyr00ax
i JlereHeBUX AUISIHKAX ypaxkeHHs, orrcaHux ®. Kiinre. Ha Bin-
MiHy Bz Pecciie, BereHep BBakaB, 1110 JIXKEPEJIOM MATOJIOTIYHOTO
TMpolLIecy € BHYTPIIIIHI TISTHKY Hoca. [ paHyieMaTo3He 3aXBO-
PIOBaHHSI 3a3BMYAil TPUBAJIO Bil 4 10 7 MiCSLIB, MOYMHATIOCS
CUMITTOMaMH 3aCTY/I1, a HaJali POTPeCyBaIO 10 HEKPOTUYHOTO
YpaXeHHsI Hoca i IJIOTKH i3 CENTUYHMMU O3HAKaMU i Tporpecy-
109010 HUPKOBOIO HEOCTATHICTIO. Pe3ynbTar OyB eTaIbHUIA.
Y 1954 p. amepukanceki Jikapi G.C. Godman i J. Churg
omnucay Iie 22 BUMAOKY 1€l XBOPOOH i 3aIIpOIIOHYBaIM Ha3-
BaTH il rpaHyJieMaTo3oM BereHepa Ha 4ecThb MepIoro aBTopa,
SIKWIA BUIJIUB 1Ie 3aXBOPIOBAHHS B OKPEMY HO30JI0TiUHY (hopmy
Ha ITiICTaBi TUITOBUX TiCTOJIOTIYHMX 3MiH 1 0COOIMBOCTEN KITiHiU-
Hoi KapTrHM. 1leii emoHiM MilIHO YBIfIIIOB Y CBITOBY JIiTEpaTypy,
xoua caMm ®. Berenep miciis BiliHM pO3YMHUBCS B HEBITOMOCTI
(3 ocobMBUX IPUYKH) ax 10 1980-X pokiB, KoM BiH MOYaB OT-
PUMYBATH BEJIMKY KiTbKIiCTb yBaru, ax 10 cBoei cMepTi B 1990 p.
Ilicna my6mixanii crarti G.C. Godman i J. Churg Berenep
CTaB aKaJeMiqHOIO 3ipKO0, OTpMMaB 3BaHHs Mpodecopa ma-
ToJI0Tii i BuKiIanaB y MenuuHomy yHiBepcuteTi B JIlobeky
(Himewuuuna). Cynsiuu 3 BiAryKiB, HOTO yUHi 3aXOTLTIOBATIUCS
HuM K yuuteneM. Konu B 1970 p. BiH MillioB 3 yHiBepcuUTeTy,
1100 BiTHOBUTH MPUBATHY MPAKTUKY, CTYIECHTH OpraHi3yBaau
CMOJIOCKMITHY X0y Ha 3HaK 1potecty. [Tomep @. BereHep Bin
iHcybTy B 1990 p. y Bilti 83 pokiB y Jltobeky. HacamkiHelb ciif
3a3HAYUTH, 1110 KIIiHIYHUH i MATOJIOTIYHUIA OIKC, 3PO0IEHMI
y 19341 1954 pp., naB 3Mory Kpaille BA3HAYUTH JiarHOCTUYHI

kputepii [TIA. A 1966 p. 6ys10 ormcaHo 0OMekeHyY hopMy 3a-
XBOPIOBAHHSI, 32 SIKOI BiICYTHE YpaxkKeHHSI HUPKOBHUX KJIy0OU-
KiB. 3roJIOM TOCTiTHUKY MTPOAEMOHCTPYBaIu ¢(heKTUBHICTD
LIMTOTOKCHYHOI Teparii 3a I'TIA, 1110 cTan10 BaxkJIMBOIO BiX0IO
B PO3BUTKY Teparlii, OCKiJIbKY 3a1I04aTKyBaJO HAIIPSIM BUKO-
PUCTaHHS B pa3i HEMYXJIMHHUX XBOPOO IIUTOTOKCUYHUX IIPe-
MapaTiB i MiAXOMdiB, 1110 32aCTOCOBYIOTh B OHKOJIOTII.
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POJIb KOHLIENTYANbHUX NOMNAAIB Y AIATHOCTULI CUCTEMHUX BACKYTITIB TA TPAHYNEMATOS3Y 3 MOJIAHIIITOM

E.M. Xoaom, XapkiBCbKUil HalliOHATbHUI MEIUYHUI YHIBEPCUTET,

0.K. fAkoBeHKO, BomHChKMIA HAliOHATBHMIA YHiBepcuTeT iMeHi Jleci Ykpainku, JIynbk

Pe3iome

TlepeiiMeHyBaHHs rpaHyjiemMaro3y BereHepa Ha rpaHyjiemaros i3 nojianriitom (I'TIA) Gysio cripuurHeHe Ha3pijior HEOOXiTHICTIO MeperisiLy
HasiBHOI Kyacudikallii cucteMHux BackyJiTiB (CB) i BIOCKOHaJIEHHSIM TepMiHOJIOTIi, sika MorJia O sIKHalMOBHille BinoOpaxaTu natoMmopdo-
JIOTiYHi 0coOMBOCTI 3axBoptoBaHHs. [liarHoctyBaHHs ['TIA Ta CB, a TakoX Oyab-sSIKMX iHIIKMX 3aXBOPIOBaHb, HEBil’€MHO OB’ s3aHe 3 1X KJTi-
HiuHOIO TMHaMiKo. TOOTO BUZHAHHS TOTO, 110 MU MOXEMO 3MiHUTH CBOIO AYMKY, SIKIIIO HAC JI0 LIbOTO 3000B’53yI0Th (DakTH, € OCOOJIMBICTIO
MIaTHOCTUYHOTO Tpoiiecy. CBO€I0 4eproio, o6 GakTh MOIIM 3MyCUTH HAC 3MiHUTHU CBOIO IyMKY, MalOTh OyTU HasiBHi BiacHe daktu. Takum
YUHOM, MU MOBUHHI 1X BUSIBJISITH i AIMTU AYMKM, 1110 € (haKTOM, a 1110 Hi, B KOHTEKCTi Ti€l umM iH1oi naroJorii. [lepeBipka npaBUIbHOCTI BCTa-
HOBJICHOTO JTiaTHO3Y YacTO BUSIBIISIETHCS BaXKKUM TIPOIIECOM i HE 3aBXKIU JJOBOIUTb, 11O iaTHO3 TOUHUI.

KumouoBi ciioBa: rpanyiemaros Berenepa, rpaHysieMaro3s i3 moJiiaHriiToM, MepBUHHUN CMCTEMHUIT BACKYJIIT, TpOTeiHa3a-3, riraHTChKi Oara-
TosiaepHi KiituHu, ANCA-acouiiioBaHUil BaCKyJIiT.

THE ROLE OF CONCEPTUAL VIEWS IN THE DIAGNOSTICS OF SYSTEMIC VASCULITIS

AND GRANULOMATOSIS WITH POLYANGIITIS

Eduard Khodosh, Kharkiv National Medical University, Kharkiv, Ukraine,
Oleh Yakovenko, Lesya Ukrainka Volyn National University, Lutsk, Ukraine

Abstract

Renaming of Wegener’s granulomatosis in granulomatosis with polyangiitis (GPA) was caused by the urgent need to revise the existing classifica-
tion of systemic vasculitis (SV) and to improve terminology that could most fully reflect the pathomorphological features of the disease. Diagnosis
of GPA and SV, as well as of any other diseases is inherently associated with their clinical dynamics. That is, recognizing that we can change our
minds, if we are obliged to do this by facts, is a feature of the diagnostic process. In turn, for the facts to make us change our minds, the facts
themselves must exist. Thus, we must identify them and come to the opinion of what is the fact and what is not, in the context of this or that pa-
thology. Checking the correctness of the established diagnosis is often a difficult process, and does not always prove that the diagnosis is accurate.

Key words: Wegener’s granulomatosis, granulomatosis with polyangiitis, primary systemic vasculitis, proteinase-3, giant multinucleate cells,
ANCA-associated vasculitis.
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