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KNITHIYHI JOCNIAXEHHYA

EO3UHO®DIJIbHUA

FPAHYJIEMATO3 3 NMNOJIIAHIIITOM
13 3AJTYMEHHAM NEPUDEPUYHOI
HEPBOBOI CUCTEMM: KJTIHIMHUA
BUNAOOK TA Ornan NITEPATYPMU

EosuHopinbHWY rpaHynemaTtos 3 riosiaHriitoM( EIMIA, cTapa Ha3Ba — «CUHAPOM
Yapra — Ctpocca») € piakicHM BapiaHTOM BACKYJITY, OB ’s3aHOro 3 aHTUHEN-
TPOGIILHUMY LMTOMIa3MaTndHUMu aHTuTiiamu (AHLIA). BiH xapakTepusyeTs-
Cs1 o€ AHAaHHSIM BACKYJIITHUX Ta €03MHOIIbHUX MPOSIBIB, LLIO NOTPEOYOTL Tap-
reTHoi Tepariii, sika AeLLo BiapIi3HSIETLCS Bif JIIKYBaHHS IHLUVIX BULIB BACKYJIITIB
uiei rpyrv. Y wivi ctatTi onucaHuvi KiiHISHWA BUNnagok 3aroctpeHHs EMIA y na-
LYiEHTKM BIKOM 57 POKIB 3 NEpPeBaXXHM YPaxeHHsIM rnepupepuyHoi HepBoBOT
CUCTEMU Y BUTISIAI MHOXWUHHOIO MOHOHEBPUTY. OnmncaHo a3 nepediry EITIA,
0COBIMBOCTI BiJHOB/IEHHS] BTPAaYeHOI PyHKLIT nepugdepryHoi HepBOBOI cucTe-
MU, a TaKOX rMpoAeMOHCTPOBaHO riepebir KopoHaBipyCHOI XBOpPOOU Ha TJ1i rpo-
BEIEHOrro JliKyBaHHS1 IJIIOKOKOPTUKOiAaMu T1a LmkiogpocgaminomMm. HaseneHo
BJIACHI AaHi rpo 4acToTy ypPaxXeHHs HePBOBOI cuctemu y xBopux 3 AHLIA-acoLi-
vioBaHMM Backysiitamu. PO3KpUTO riaxoam 4o AndepeHUiviHoI giarHOCTUKU Ti-
repeo3nHOQINbHVIX CTaHIB Ha MPVKIEII LIiEi XBOPOI, NpoaHasi30BaHo BiAMIHHOC-
Ti pekoMeHAaaLlivi AMeprkaHCbKOro konemxy pesmarosioris (American College
of Rheumatology — ACR) 2021 p. Ta €Bponevicbkoro ajibsiHCy acoujauivi pes-
marosoris ( European Alliance of Associations for Rheumatology — EULAR/EB-
ponevicbkoi HMpkoBoi acoujauii (European Renal Association — ERA) — €Bpo-
rievicekoi acoujaii gianiay Ta TpaHcrinaHTawii( European Dialysis and Transplant
Association — EDTA) 2016 p. Lwono meHemkmeHTy ETIA. Po3riisiHyTo HOBI kia-
cugikauiviHi KpuTepii Liboro 3axBoptoBaHHs 3rigHo 3 ACR/ EULAR 2022 p.

aKTUBHUX PYXIiB Y HUXHIX KiHLLiBKaX, NiBi KUCTi, BUpa-
XEHy 3aranbHy cnabkicTb i 3aamLwKy. [opyLLeHHs JyT-

(EFMA, paniwe — cunapom Yapra — Ctpocca) € oaHUM
3 TPbOX BACKYJITIB, WO aCOLIOETLCH 3 aHTUHENTPO-
diNbHUMN uMTONNA3MATUYHUMK aHTUTINamm (AHLLA)
i ypaxae cyamHu apiéHoro kaniopy. Ans EIMA xapak-
TepHe NoeAHaHHA TaknX 03HakK, ik GpoHXianbHa acTMa
(y 6n1m3bko 95-100% naujeHTiB), e03nHOMINis Ta BUCO-
Ka 4yacToTa ypaxXeHHs1 nepudepuryHOI Ta LEHTPAbHOI
HEPBOBOI CUCTEM MOPIBHAHO 3 iHWKnMM AHLIA-acou;-
rnosaHumu Backynitamu [13, 18]. Ha BigMmiHy Big, iHLLIMX
BackyniTis uiei rpynu, AHLIA BUSBNAOTECSA NO3UTUBHU-
My nue y 30-40% nauieHTiB [15]. KniHiyHa kapTuHa
EIMA nocuTtb BapiabenbHa, ane MoxHa BUOINNTL OBa
OCHOBHI KJliHiKO-nabopaTopHi deHoTunu: 1) 3 Nnosu-
TnBHUMU AHLLA Ta nepeBaxkHMMM BaCKYNiTHAMU NPO-
aBaMu (Hanpuknag rnomepynoHedpuT, nypnypa Ta
MHOXWHHNIA MOHOHEBPUT); 2) 3 HeratuBHUMKn AHLIA
Ta BUpaxXeHNMU e03nHODINbHUMK NposiBamMu (Hanpu-
knag GopMyBaHHS NereHeBmx iHOINbTPaTIB Ta Kapaio-
mionaris) [18].

onuc KJNIHIYHOro BUNAAKY

Mauientka J1., 57-pivyHa XiHka, rocnitanizoBaHa
3i ckapraMmy Ha NOPYLUEHHS YYTANBOCTI Ta SHUXEHHS

nMBoOCTI 3’aBunancs 6am3bko 1,5 Mic Tomy, Konu Yepes
NMPOsIBU CEHCOPHOI aTakcii naujieHTka Bnana, BHacnigok
4Oro oTpumMasa nepesioM KicTok NiBOT roMinkn, BUpa-
XEeHi 0BMeXeHHs pyxoBoro pexunmy. ObctexeHa na-
6opaTtopHo, BUABNANM nekoumto3 ao 12,9 I'/n3eo3n-
Hodinieto 55%, nigBuweHHs piBHa C-peakTMBHOIo
6inka (CPB) no 24 Mr/n Ta HOpManbHWUA PiIBEHb PEB-
mMaToigHoro gakTtopa (P®d).

CTtaH nporpecuBHO noripwyBascs i 3a 3 TUX
[0 MOMEHTY 3BEPHEHHS 00 BULLLE3ragaHnx ckapr Ao-
nanucs enizon 60110 B eniracTpanbHiii AinsHuj, psic-
Ha BoOsiHUCTA Aiapes 6e3 AoMilLoK KpoBi abo cnmay
npotarom 4 ai6. 3 UbOro MOMEHTY BUSIBJIEHO CYTTE-
Be MOripLeHHd 3arasibHOro CTaHy: BUpaXKeHe Hapoc-
TaHHS 3aranbHoi cnabkocTi (y 3B’A3KY 3 YNM MPAKTUY-
HO He BCTAaE 3 NiXxka), cepuebunTTta, nepiogmn4Ho eni-
3041 cybdpebpunbHOi TemnepaTypu Tina. Bnpoaosx
2 Mic cxyanaHa 5 kr. 3a 4 oHi O MOMEHTY 3BEPHEH-
HS NOBTOPHO 06CcTeXeHa nabopaTopHO: HAPOCTaHHS
nevikountody go 19,9 I'/n (eos3nHodinu — 52%), re-
Morno6iH — 113 r/n, rpombountn — 131 '/n, PO —
684 ME/n, CPB — 44 mr/n.

3 aHaMHe3y BiAOMO, WO Yy MauieHTKM NPOTArom
OCTaHHiX 9 pokiB BigMi4aeTbcsa OpOHXianbHa acTMa,
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KNIHIYHI JOCNIAXEHH4A

BOHa 3acTocoBye byaecoHia/dopmoTtepony dyma-
pat 160/4,5 mkr aBidvi Ha 406y Ta NepioaAnYHO iH’ exLji
fekcamMeTa30oHy 4JiA KYNnipyBaHHA 3aroCcTpeHb.
B ocTaHHi poku ikCyeTbCA NOripLWEeHHA KOHTPO-
JII0 CMMNTOMIB OpoHXianbHOi acTMu. Y pesynbTa-
Tax aHanidy kpoBi 3a 2015-2016 pp. (3a 4-5 po-
KiB O MOMEHTY 3BEPHEHHS): PiBHI NerkounTie 8,8—
10,1 I'/n,yacTka eo3mnHodinis 7-15% (Hopma 1-5%),
LLIOE B HopwMmi abo nigsuuieHe oo 18 mm/roa (Hopma
0o 15 mm/roa). 3 IOHOCTI Mae NoNiBaNeHTHy anep-
rito, NepioanyHO BiAMIYa€E HASABHICTb BUCUMNY 3A TU-
NoM KPOMNuB’iHKK, 0COBMBO NiCcns BiABiAyBaHHS Oa-
CelHy, B MiCLAX HeLLoAaBHbOT TpaBMaTmn3aLii Wwkipn
abo nicng BNAMBY iHranswiiHOro Yn iHWOro anepre-
Hy. Bucmn mnHae camocTiriHO abo nicns 3acTocyBaH-
HS TOMIYHUX aHTUrICTaMiHHMX 3aco6iB. OnepaTuBHI
BTPYYaHHS: BUOANIEHHS NOJiNiB HOCOBOi MOPOXHUHN.
CynyTHi 3aXBOPIOBAHHSA: XPOHIYHUI anepriyHnin pu-
HIT, riN0OTMpPeOn3, NpunMae nepopasnbHo 50 MKr neBo-
TUPOKCUHY 0AMH pa3 Ha [o0y. [laHi aHaMHe3y CTPyK-
TYPOBAHO B XPOHONONIiYHIM NOCNiAOBHOCTI HA puc. 1.

Ha mMoOMeHT rocnitanisauii 3apeecTpoBaHo nem-
koumnTos 20,7 I'/n 3a paxyHok eo3nHodinie 51% (ab-
contoTHe yncno 11 /n), 3HMKEHHS PIBHA remMorno-
6iHy — 119 r/n, nigeuweHHs LLWOE — 115 mm/roga,
CPB — 85 mr/n. PiBeHb IgE carHys >2000 Opg/mn.
AHania KpoBi Ha aHTUHYKJIEAPHI aHTuTINa, aHTuTINa
[0 Mienonepokcnaasu, npoTeiHasu-3 HeraTneHiI (ABi-
4i). Y 3aranbHOMy aHanisi cedi 3adikcoBaHO npoTei-
Hypito 0,539 r/n, eputpounTypito. Y HEBPONOriHHOMY
CTaTyCi BUSIBJIEHO TETPanapes: Cua B pykax 3HMXeHa

NepiogvyHo BMCYN 3@ TUMOM
KPOMNWB'AHKM, 0CO6AMBO MIC/IS
BIABIAYBaHHS 6aceliHy, B MICLIAX
HeLLoZaBHbLOI TpaBMaTU3aLyi
LUKIpY
BriepLLie BUsiBNeHa cTilika eoauHodinis @
>6%

[le6roT cmnToMIB 6pOHXIaNBHOT
actMmn

2015-2016 ®
Nelikountn 8,8-10,1T/n;
eo3unHopm 7-15% (Hopma 1-5%);
LLIOE B HopMmI a60 nigBuLLieHe
2018 mm/rog (N 2o 15 Mm/roa)

BuaaneHHs Noninie HOCOBOI
MOPOXHVHW. MOTIPLLEHHSA KOHTPOIO

"MCTOH&.D, 2019 ® CMMTOMIB 6pOHXIaNbHOI acTMK
3HVDKEHHS YyT/IMBOCTI B KIHLYBKaX,
naalHHA Ta IMMO61MI3aLyA NIBOI
FOMU/IKU 3 MPUBOAY Nepenomy.
JeikoumnTos - 12,9 ['/n 3 e03nHOOIIEID
55%; CPB - 24 Mr/n; HopmanbHuiA PO
pynens 2019
HapocTaHHs 3aranbHoi cnabkocTl,
PsiCHa BOAAHWCTa Ajlapesi MPOTAromM
Ciuenb 2020 @ 4 AHIB, cepLebuTTs, cybdebpunitet

TelikoumnTos - 19,9 ['/n (€o3nHOGINM
52%), remorno6iH 113 r/n,
TpomGounTn 131T/n,

P® 684 ME/n, CPB 44 mr/n

Puc. 1. XpoHonoris kniniko-nabopatopHoro nepe6iry EMA y nauieHT-
kn Jl.

no 4 6anis, BHorax — 0o 3,5 6anacnpaeaTa 2,5-3 6a-
niB 3niBa. YepesHi pednekcu 3 060x 60kiB 3HVKEHI. [1o-
PYLUEHHS MOBEPXHEBOI YYTANBOCTI Y AUCTaNIbHUX Bifl-
Ainax KiHLiBOK 32 NOMIHEBPUTUYHUM TUTMOM (32 TUMOM
«PYKaBUYOK» Ta «LLIKAPMNETOK»). BibpaLiiHa 4yTAuBICTb
BiACYTHS O PiBHSA HUXHiX pebep. M’a30B0-cyrnobose
BiAYYTTH NOPYLUEHO Ha pPiBHI CTON Ta KucTen. Bpaxo-
BYIOYM HeraTtmeHICTb 3a AHLIA, npoBoamnnacs aktmeHa
andepeHuinHa aiarHocTmka 3 iHWMMU NPUYNHAMMU Ti-
nepeos3vHoginii, B nepLuy 4epry 3 XPOHIYHOIO EO3NHO-
®iNbHOIO NenkKemieln, 0aHaK AaHNX HA KOPUCTb FrEMO-
61acTo3y He oTpMMaHo. 3a A0MNOMOrol MyfbTUCHi-
panbHoi komn'toTepHoi Tomorpadii (MCKT) opraHis
rPYAHOI KNITKN BUSABUAN OVUCKOBUAHI aTenekTasn 3a-
OHbO-HWXHIX CErMEHTIB 000X NereHb, B MeBPanbHUX
NMOPOXXHUHAxX 3 000X CTOPIH — HEBENUKY KiflbKiCTb Biflb-
HOi pianHu (100 mn), MiHIManbHy KinbkiCTb pPigMHN
B MOPOXHMHI Nepukapaa (cenapawis IMCTKIB 40 7 MM).

BpaxoBylo4un TUNOBY KNiHIYHY KapTuHy EIMA,
sika Bignosigana knacudikauinHm kputepiasm Amepum-
KaHCbKOro konenxy pesmarosioris (American College
of Rheumatology — ACR), Ta pe3ynbtaTi nabopartop-
HO-IHCTPYMEHTasIbHOIro 000CTEXEHHS, AiarHOCTOBA-
Ho EIMA (cuHgpom HYapra — Ctpocca), XpOoHi4HWI ne-
pebir 3 TAXKNUM 3arocTpeHHsaM Big nuctonanga 2019 p.,
[Il CT. aKTUBHOCTI 3 YypPaXeHHAM BEPXHIX ANXaANTbHUX
LINAXIB (XPOHIYHUI anepriyHnii pUHIT 3 NOMINO30M),
LIKIpW (XPOHi4YHa KPONMB’aHKA), NereHb (ropMoHO3a-
nexHa 6poHxianbHa actMa 3 NEPCUCTUBHUM HEKOHT-
pPOJSIbOBAHUM NepebiromM, NynbMOHIT 3 AMCKONOAIO-
HUMK aTenekTtadamu, H Il cT.), cepo3HMx 060N0HOK
(ekcyoaTVBHUA NNEBPUT, NEPUKAPANT), NepUdEPUIHOI
HEPBOBOI CUCTEMM (MHOXUHHNA MOHOHEBPUT 3 TETPA-
nape3om (NIerk1Mm B pykax, rpybrm B Horax), CEHCOp-
Ha NoNiHENpPOMNaTia 3a TUMOM «PYKaBMYOK» Ta «LUKapne-
TOK», BUP@XKXEHUM NOPYLUEHHAM DYHKLLT XOAM), LLNYH-
KOBO-KMLLIKOBOIro TPakTy (abaoMiHanbHUA CUHAPOM
3 [japeetn), HUPOK (HedponarTis 3 NErko NPoOTeiHy-
pieio), 3aranbHOTPOMIHHUM (CXYOHEHHS, IMXOMaHKa)
Ta rematofioriyHMm cuHgpomamu (rinepeo3uHodinis,
nenkoumTo3s, rinepimyHornobyniHemisa E, ninpuuieH-
HA Pd). ANCA (-).

BipMiHreMCbKnin NOKa3HUK aKTUBHOCTI BaCKyJli-
Ty (BVAS) v.3 cTaHoBMB 27 6aniB (HOBi CMMNTOMM/MNO-
ripweHHs ctany) Ta 1 6an (NepCUCTUBHI CUMATOMM).

MeHeaXMeHT nauieHTKn 34iMCHI0BaBCS 3rigHO
3 pekoMeHaauismMm EBPonencbkoro anbsHCy acouia-
uin pesmaronoris (European Alliance of Associations
for Rheumatology — EULAR/EBponencbkoi HUPKO-
BOi acouiauii (European Renal Association — ERA) —
€Bponenicbkoi acouiauii gianidy Ta TpaHcnnaHTa-
uii (European Dialysis and Transplant Association —
EDTA) 2016 p. 9k noyaTkoBe NikyBaHHS obpaHa
nynbCc-Tepanis meTunnpegHisonoHom 1000 mr 5 gHis
nocnine y kKombiHauii 3 ymknodocdhamigom 200 mr
B/M 2 pa3u Ha TUXAEHb 3 MEePeExXooM Ha TabneTosa-
HUIA MeTUNNPeaHi3onoH B 0o3i 48 mr/noby 1a nepo-
pansHuin umuknodocdamig 100 mr 3 pasm Ha TUXAEHD.
Micna 3HMXEHHSA aKTUBHOCTI 3aXBOPIOBAHHA O He-
BPOJIOriyHOI peabiniTauii nauieHTka Oyna nepesene-
Ha B [HCYNbTHWUI LEHTP «YHiBepcasbHOI KNiHikn «Obe-
pir», e NPOBOAMINCS WOAEHHI 3aHATTS 3 daxiBUEM
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3 ¢isnyHoi peabinitauiji. 3a nepiog cTaLioHapHOro ni-
KyBaHHS BOANOCS OOCArTM Takux yCMixiB: MaLieHTKa,
fKa paHille BTpaTmuia MOXJ/IMBICTb CAMOCTINHO nepe-
CyBaTuCH, 4YaCTKOBO BigHOBUAA PyHKLiO xoau. BoHa
MOrfia camMoCTIVMHO cigaTu Ta naratu, XxoauTn 3 ono-
POI0 HA YOTUPUOMOPHY NaNNYKy, BAKOHYBaTN NOOYTO-
BY AOMaLLHIO poboTy. BunmucaHa Ha ambynaTopHe ni-
KyBaHHS 4epes 6 MiC Big, no4aTKy JlikyBaHHS 3 niaHa-
MW BUATW Ha pobOTYy.

Micna pocarHeHHsa cTabinbHOI pemicii npoTa-
roMm 10 Mic Ta 3HMXEHHS 0031 METUINPEOHI30/IOHY
0o 6 Mr 6yB 3aniaHOBaHUM nepexif 3 umknopochami-
[ly Ha a3aTionpuvH, NPOoTe NauieHTka 3axBopifiia Ha KO-
pOHaBipyCHY XBOPOOY 3 TsxXkMM nepebirom. Temne-
paTypa Tina nigsuuyBanacs MakCMMasnbHO o cybde-
OpUNbHUX LGP, oaHaK 36iNbLIyBanacs BUPaXKEHICTb
3arasibHoi cnabkocTi Ta 3agulikn. MNauieHTka rocni-
TanizoBaHa B cTauioHap, Ha 10-1 aeHb XxBopobu 6yno
BUKOHAHO MCKT: ypaxxeHHs1 75% napeHxiMun nerexb.
Y nneBpanbHUX NOPOXHMHAX 3 060x 6okiB BUABNE-
HO MiHIManbHY KifIbKICTb pianHK: npaBopyy 4o 10 Mm
(=200 mn), niBopyd — o 12 mm (=200 mn). PiBeHb
depuTtnHy gocar 2760 Hr/mn, a iHTepnenkiHy-6 —
33,2 nr/mn, nevkountn — 6,23 I'/n, eo3nHodinn —
0% (nicna BBeOeHHNA aekcameTas3oHy). MNauieHTka no-
TpebyBana KMCHEBOI NiATPUMKM (Macka 3 pe3epBya-
pom), caTypauis MiHiManbHO 3HmxyBanacsa 0o 90%,
nicnsa yCnilWHOro NikyBaHHA MeTUINPEAHI30JI0HOM
BHYTPIiLWHbOBEHHO 40 Mr 2 pa3u Ha o6y Ha 10-11 aeHb
3axBOPIOBAHHS BUNMCAHA A1 MPOAOBXEHHS NiKyBaH-
HS amOynaTopHoO.

Yepes 11 mic nicns BCTaHOBNEHHS AiarHO3y Ta 36e-
PEXEHHS, Yy TOMY 4YMUCAi MicNg nepeHeceHoi KOPoHaBi-
pyCHOi XxBOpoOU, CTabiNibHOI peMicii nauieHTyi 6yno
npmM3Ha4veHo asationpuH B fo3i 50 mr 2 pasun Ha o6y
(3amicTb umknodpocdhaminy) Ta NPOJOBXKEHO MPUNOM
MeTUINPEAHI3010HY 6 Mr/006y. Yepes 1 piki4 mic nic-
N1 BCTAHOBJIEHHS AiiarHO3Yy 3AiINCHEHO CNPOBY 3HMXXEH-
HS1 O3V METUANPEAHI30M0HY 00 4 Mr, sika BUsiBuiacs
HeBAaNolo (NiABULLLEHHS PiBHSA e03nHodINiB 00 8%).
Ha noTto4yHuin yac xBopa npoaosxye disnyHy peabini-
Tauilo B aMmOynaTOPHUX YMOBAX, Ma€ NO3UTUBHI 3py-
LLIEHHS B HEBPOJIOTYHOMY CTaTyCi: 30i/IbLLUEHHS 00’EMY

KNITHIYHI JOCNIAXEHHYA

[OBINBbHNX PYXIB Y HUXHIX KiHLiBKax, 30iNbLUEHHS CUMN
KWCTIi NiBOT PyKuX TOLLO.

OBroBOPEHH4

Mepebir EIMA noainseTbcs Ha 3 kNiHiKO-ricTono-
riyHi ctagji: npoapomarnbHa (abo anepriyHa), e031HO-
dinbHa Ta BackynitHa (puc. 2). lNeplia ctagis 3a3su-
yan TpmBae 8—10 pokiB i xapakTepmn3yeTbCs NOSIBOKO
OpOHXianbHOi aCTMK Ta CUHYCUTY. [1Ns HACTYMHOI, eo-
3MHOGINBLHOI CTagji, XxapakTepHa rnossa rinepeo3nHo-
dinii nepudepnyHoi KPoBi Ta iHDINbTPauii LMMn Kii-
TUHaMM BHYTPILLHIX OpraHiB 3 NOsiBOIO JIEreHEBUX iH-
inbTpaTiB, 3a/Ty4EHHS LUTYHKOBO-KMLLKOBOIO TPaKTy
Ta popmMyBaHHsS e03nHODINLHOI kapaiomionarii [2, 18].
BackyniTHa cTagia xapakTepmnsyeTbCst PO3BUTKOM He-
mponartii, Nnypnypu, anbBeosISpPHOI KPOBOTeui Ta rno-
MepynoHedpuTy [1]. OaHak Ui cTaaii MoXyTb Hakna-
naTtucs, i y Aesknx naujieHTiB Moxe OyTu BioCcyTHA eo-
3nHodiNbHa abo BackyniTHa cTagis. Y Halwoi nawieHTKN
nosiea GPoHXianbHOT aCTMK BUSIBNIEHA NPAKTUYHO Ofl-
HOYaCHO 3 NosiBoto eo3mnHodinii 3a 9—10 pokis Ao no-
yaTKy BaCKysiTHOI pasu.

Y 2022 p. 6yno nepernsHyTo Ta OHOBJIEHO KNacu-
dikauinni kputepii EFMIA (tabn. 1). Ui knacudikauinHi
KpuTepii MatoTb OYTK 3aCTOCOBAHI Y MaLEHTIB, KM
BCTAHOBJIEHO AjarHo3 BaCKyniTy CyauH ApiGHOro um
cepenHboro kaniopy Ta BUKJIIOYEHO aNibTEPHATUBHI 3a-
XBOPIOBaAHHSA, SKi MOXYTb iMITYyBaTV BackyniT [7].

Ta6nuusa 1
Knacudikauiiui kputepii EFMA ACR/EULAR 2022 p. [7]

Kniniyni kputepii

1. O6CTPYKTUBHE 3aXBOPIOBAHHSA MXaNbHUX LWASXIB +3
2. Monino3 Hoca )
3. MHOXWHHWIA MOHOHEBPUT +1
JlaGopaTopHi Ta natomopdonoriyti kputepii
4. MakcumarbHa KinbkicTb eo3uHodinis >1-10°/n +5
5. EkcTpaBackynsipHe, nepeBaxHo e031HOdINbHE 3ananeHHs +2
6. MoautueHi untonnaamatyni AHLLA a6o aHTtuTina fo npoteiHasn-3 -3
7. Femarypis -1

[Jiarno3 EIMA Moxe 6yTv BCTAHOBNEHWIA NPW CyMapHii KinbkocTi 6anis >6

AKLLO peTpaHCABaTU Lj HOBI KpUTepii Ha HaLwy na-
LIEHTKY, TO Ha YaCc BCTAHOBJIEHHS AiarHO3y BOHA Ha-
Opana 6 12 6anis..

! 3
EO3MHO®UIbHA
MPOAPOMAJIbHA FinepeosnHodinis . e
(ANIEPTIYHA) = MOSKAVIENM ananeHHa Ta Hekpo3
BpoHxianbHa acTma; ypaskeHHaM LLUKT, APIOHNX CyAnH 3
PUHOCUHYCUT; Cepus, nereHb Ta ypaxeHHAM
8-10 pokiB iHLIMX OpraHiB opraHiB-mMilleHen

Puc. 2. ®a3u nepebiry EIMA

YKPATHCbKUN PEBMATOJIOTIYHUWM XYPHAJT o Ne 2 (88) » 2022



KNIHIYHI JOCNIAXEHH4A

Kono gudepeHnuinHoi giarHoctukm EFMMA oxonntoe
iHLWI BMOM BACKYNIiTiB Ta 3aXBOPIOBAHb, LLL0 CYNPOBO-
DXyloTbcs eo3nHodinieto [22]. Finepeo3nHodinbHUN
CUHOPOM — LI HasiBHICTb rinepeo3nHodinii kposi ta/
ab0 TKaHWH NPOTArom BGinbLue HiX 1 Mic 3 03Hakamm
YPaXeHHst Y1 OUCOYHKLT OpraHiB Npu BUKJITIOYEH-
Hi IHLINX 3aXBOPIOBAHb Y1 CTaHIB, SIKi MO A0 LbO-
ro NpM3BeCTU. AKLLO HAABHICTb OPraHHOI0 yPaXKeH-
HS HE € 04EBUOHOIO, KOPEKTHILle BMKOPUCTOBYBA-
TV TepMiH «rinepeodunHodinia» [19, 26]. BupaxeHa
€03nHOodINia Mae HaWITOBXYBATU KiiHILMCTA HA AYyM-
Ky NpO Taki AndepeHLirHi giarHo3u, gk napasmTap-
Hi iHdekuii, nikapcbki peakuii, HasgBHICTb 3/105KiC-
HOrO HOBOYTBOPEHHS (MEBHI BUAM COMIAHUX MYXJIVH,
T-kNITUHHI Nimdomm Towo). 3a HAABHOCTI BPOHXi-
aNbHOI aCTMU 41 NlereHeBux iHdINbTPaTiB CNig Takox
BUKJIIOHATK anepriyHmin 6poHXonereHeBunii acnepri-
Nb0O3 Ta XPOHiYHY €03nHODINLHY NHEBMOHIIO [9, 22].

MaTepH kNiHiYHOI KapTuHKW EMMTIA moxe Bigpi3Hs-
TUCS 3aNEXHO Bif NO3NUTUBHOCTI 3a neBHUMM AHLIA-
aHTuTinamn. HagaBHiCTb aHTUTIN 00 Mienonepokcmnaa-
31 aCOL0ETLCH 3 BULLOKO HaCTOTOI nepmudepuyHoi
Herponartii (78,6% npotn 57,1% y He acouinoBaHux
3 AHLUA nauieHTiB) Ta rnomepynoHedpputy (28,9%
npoTn 9,4%), oaHaK xapakTePU3YETLCS HNXYOLO Yac-
TOTOIO nnereHeBux iHdinbTparTie (45,3% npoTtn 61,4%)
Ta kapgiomionarTii (14,5% npotun 30,4%) [12]. | Ha-
Bnaku, AHLIA-HeraTneHi nauieHT Manu 3Ha4YHO BULLLY
4acTOoTy Kapaiomionarii, Lo, MMOBIPHO, MOSICHIOE BU-
WMIA piBEHb CMEPTHOCTI B Ui rpyni [4]. poTe Tu-
MoBi 4N BACKYNIiTy KiHIYHI 03HaAKW, Taki 9K raome-
pynoHedpuT abo HelponaTia, MOXyTb BigMivaTuCs
ak npyn AHUA-HeratnsHomy, Tak i npun AHUA-no3u-
TuBHOMY EITIA He3anexHo Big pa3m 3axBOpOBaH-
HA [5]. Binblwe Toro, Aeski KMiHiYHI NposBK, Taki K
KapziomionaTisa Ta HenponaTtid, MOXYTb BUHUKHYTU
B pe3ynbTaTi NepexpecHOro BNanBy e03MHOQIiNbHOI
iHQiNnbTpauii Ta Backynity [8, 14].

3rigHo 3 pesynbTatamun gocnigxenHsa S. Ishigaki
Ta cniBaBTopiB (2022) nauieHtn 3 EIMA 6inbwe
CXWJIbHI 0 PO3BUTKY NepudepmyHHoi Herponartii, HixX
Maui€HTN 3 MiKPOCKOMIYHVM MOJIaHTiiTOM 41 FpaHy-
nemato3om 3 noniaHriitom [10]. BogHoyac Tsxka
MOTOpPHA HerponaTtia BUSIBNeHA NULLE Yy MauieHTIB
3 ElMIA nopiBHAHO 3 iHWKMK Bugammn AHLLA-acoui-
MOBaHMX BACKyNITIiB, WO NOB’A3aHO 3 aKTUBHUM €0-
3NMHOQINbHUM 3anNafeHHSM.

MpOooEeMOHCTPOBAHO, WO HASABHICTb €03nHO®INIi
Ha 4Yyac BCTAHOBJIEHHS AiarHO3y HE Mae 3B’ A3KY 3 MNO-
3UTMBHICTIO NauieHTa 3a AHLIA, ogHaK H/XYNI piBEHDb
LMX KNITUH Ma€ NO3UTUBHNI B3AEMO3B’ 130K 3 peun-
OVBOM 3axBOPOBaHHSA [4]. 3rigHO 3 JOCNIAXKEHHSAM
Z. Zhang Ta cniBaBTopiB (2020) BmnxigHa NO3NTUB-
HicTb 3a AHLIA, HaaBHiCTb apTpuTy abo 600 B Cy-
rnobax, a TakoxX BUCOKUIN piBeHb BVAS 6ynu He3a-
nexHnmun dakTopamm pO3BUTKY YPaKeHHS nepude-
pu4Hoi HepBoBOi cuctemu nNpu EIMIA [25]. 3okpema
nauieHTu, aki Manm novaTtkoBuii pieeHb BVAS 215,
Oynn GiNbl CXMNbHI A0 BUHUKHEHHSA nepudepuny-
HOI HemponaTii B nogansbwomy. Y HawomMy BUNaaKky
BUXigHWI piBeHb BVAS v.3 ctaHoBuMB 27 6aniB (HOBI

CMMNTOMMW/NOTipLWeHHS cTaHy) Ta 1 6an (nepcucTyio-
Yi CUMOTOMM).

YacToTa ypaxXeHHsi HEPBOBOI CUCTEMU Y XBOPUX
Ha ElMA konmBaeTbea y aianadoHi 55-93% 3a paHmmn
pi3HMx aBTopiB [16, 17, 21]. HarinowwnpeHiwmmm na-
TepHaMU HEBPOJIOMYHOT CUMNTOMATUKN € MHOXUHHWNM
MOHOHEBPUT i nepudepmnyHa noniHeponnaTia, piaLe
BUHVKAE YPAXEHHS LLeHTpasbHOi HEPBOBOI CUCTEMY
(y 5-10% xBOpWX) Ta 4HePEMNHO-MO3KOBUX HEPBIB (<5%
xBopwux) [20]. HanyacTiwe y natonoriyHnin npoLec 3a-
Jly4aloTbCs ManorominkoBuin, BENKOrOMINKOBWUIA, JliK-
TbOBUWI | CEPEOVIHHNI HEPBW. 3a JaHUMU HALLIOro BRac-
HOro PeTPOCNEKTUBHOIO AOCHIAKEHHS, B AebtoTi AH-
LIA-acoujrnoBaHMxX BaCKyniTiB ypaxeHHs nepndepunyHoi
HEPBOBOI CUCTEMU BUSIBNEHO Y 14% XBOPUX, YPAKEHHS
LLeHTpasibHOi HEPBOBOI CUCTEMM Ta YEPEMHO-MO3KOBMX
HepBiB — Yy 4% xBopwux. Y cTafii pO3ropHyTOi KNiHIYHOT
KapTMHWN 3aXBOPIOBAHHS 4YaCTOTA HEBPOJIOTYHUNX MPOS -
BiB nocsirana51% [23, 27]. Hamu He BUsiBNEHO Biporia.-
HUVX BIAMIHHOCTEN Y 4aCTOTi HEBPONOTiYHNX MaHidec-
Tauin 3anexHo Bif, cTaTeBoi Ta BiKOBOI MPUHANEXHOC-
Ti xBopmx Ha AHLIA-acouiioBaHi BaCKynitu.

3rigpHo 3 pekomeHpauiammu EULAR/ERA-EDTA
ONs iHOyKuii pemicii Bneplue giarHoctoeaHoro EIMA
PEKOMEHO0BAHO € KOMOIHaLLSA rNIOKOKOPTUKOIAIB Ta
umknodpochaminy abo putykcumady [24]. Y Tabn. 2
npeacTaBNEHO KJIIOYOBI MOSIOXEHHSA pekoMeHaaLlin
ACR (2021 p.) Ta EULAR/ERA-EDTA (2016 p.) wono
MeHemKMeHTY nauienTis i3 EIMIA. Ha BigmiHy Big, peko-
MeHpauiin EULAR/ERA-EDTA, nonoxeHHs ACR 6inbLue
CKOHLEHTPOBaHI Ha BiAMIHHOCTSAX Y BEOEHHI NaLiEHTIB
i3 EIMA nopiBHSAHO 3 rpaHyfieMaTo30M 3 NOJiaHriToM
Ta MiKPOCKOMIYHMM MNOJiaHriiToM.

Monpwu Te, wo peakuia EMMMA Ha 3acTOoCyBaHHSA
rIOKOKOPTUKOIAiB 3a3BMYal XOpoLLUa, y NaLieHTiB B Mo-
[anbLIOMYy 4YacTO BUHMKAIOTb peunansu. ToMy npoBo-
ONTbCSA aKTUBHWUI NOLIYK HOBWUX NMpenaparis Ans niky-
BaHHS LbOro 3axBOpPloBaHHS [6]. 3okpema, pEKOMEH-
pauii ACR HaronoLwyoTb Ha MOXIMBOCTI 3aCTOCYBaHHS
mMenonizymaby ans nikysanHs EIMA, Toai sk EULAR/
ERA-EDTA 2016 p. we He 3raaytoTb Npo Lien npenapar.
Menonizymab — Lie MOHOKJIOHaJIbHi aHTUTINA NPOTU iH-
TepnerikiHy-5 — OCHOBHOIO YHHMKA €03MHOINIBHOIO
3ananeHHs [11].

BUCHOBKMU

BpaxoBytoun XpOHiIYHO-NPOrpeaieHTHMn nepebir
EMMA, akmnin npoxoanTb 3 KNiHiKO-ricToNorivyHi ctagii,
Oro B4acHa fjiarHocTrka 4acTto 6yBae yTpyaAHEHOIO.
Y Hawoi nauieHTKM npoTaromMm 6araTbox pokiB OCHOB-
HYMW NPOsSiIBAaMW 3aXBOPIOBaHHSA Bynun eo3mnHodinis
Ta O6poHxianbHa acTMa, a 3aCTOCYBaHHS IIOKOKOP-
TUKOIAIB AN KynipyBaHHA 3aroCTPeHb OCTAaHHbLOI,
MMOBIPHO, AesK1in Yac MacKyBaJsio iHLi NPOosBM Bac-
KyniTy. BigcyTHicTb y nauienTkn AHUA yTpyaHioBano
fiarHocTMKy Ta noTpebyBasno peTenbHOro NPoBeaeH-
HA AN EepPEHLINHOT AiarHOCTUKN 3 IHWMW CTaHaMU,
AKi TAKOX CYNPOBOXYIOTLCA rinepeo3nHodinieto.
PaHHA peabiniTauia Ta agekBaTHe JlikyBaHHS JOMNO-
Mornu 36eperTy Ta 4YacTKOBO BiAHOBUTU (DYHKLLIO
nepmndepryHoi HEPBOBOI CUCTEMMU.
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Tabnuusg 2

MopiBHsiHHS pekomeHpauiin ACR (2021 p.) ta EULAR/ERA-EDTA (2016 p.) wopo meHepxmenty EMMA [3, 24]

PekomeHpauii ACR (2021)

PekomeHnpauii EULAR/ERA-EDTA (2016)

IHAYKYig pemicii npu aKkTHBHOMY TSXKOMY nepediry 3axBopioBaHHs
Sk noyatkoBa Tepanisi Moxe OyTu Npu3HayeHa BHYTPIlLHbOBEHHA MyNbC-
Tepanis abo BMCOKi 1031 NepopasbHUX rIOKOKOPTUKOIAIB (*[lyXe HU3bKMIA).
[Ons iHgykuii pemicii MoxyTb 6yTi npuaHaveHi uuknodocdamin abo putykeu-
mab (*[lyxe HU3bKMIA).

YMOBHO pekoMeHAYETLCA NiKyBaHHs LMKiopocdamigom abo putykcumabom
3amicTb Menoniaymaby ans iHgykuii pemicii (*Huabkuit).

IHgyKyis pemicii npu akTHBHOMY HeTSXXKOMY nepeoiry 3axBoproBaH-
HA

YMOBHO pEKOMEHAYETbCA NOYNHATY NiKyBaHHS MENosi3yMaboM i rokokop-
TUKOIAAMM 3aMiCTb METOTPEKCATY, a3aTionpuHy, ModeTuny MikodeHonarty Ta
TIOKOKOPTUKOIAIB (*[lyXe HU3bKWiA/HU3bKNIA).

YMOBHO pEKOMEHAYETLCS NOYNHATM NliKyBaHHS METOTPEKCATOM, a3aTionpu-
HoM ab0 MikodeHonaToM ModeTMy Ta FIIOKOKOPTHKOiAaMK 3aMiCTb BU-
KIIOYHO FNIOKOKOPTUKOIAIB (*Hu3bkuit).

IHaYKyis pemicii npu opraHo- abo XUTTEBO3arpoXxyBaabHOMYy nepe-
Oiry 3axBoploBaHHs

PekomeHaoBaHol0 € KOMOiHaLLis TI0KOKOPTUKOIAIB Ta Luknodocdamigy (pi-
BeHb [10ka30B0CTi 3; CTyniHb pekomeraauii C) ABO putykcumady (piBeHb
[10Ka30BoCTi 3; cTyniHb pekomeHnpalii C).

IHgyKuyis pemicii npu HeopraHo3arpoxyBanbHoMy nepeoiry 3axeo-
PioOBaHHS

PekomeH0BaHoI0 € KOMOiHaLLif TIOKOKOPTUKOIfIB Ta METOTPeKcaTy (PiBeHb
nokasosocTi 1B; cTyniHb pekomenaauii B) ABO modeTuny mikodeHonaty
(piBeHb fokas3oBocTi 1B; cTyniHb pekomenpauii C).

Lito pekomeHAaLiio He CNifi 3aCTOCOBYBATW B HACTYMHUX CUTYaLLisIX:

+ YPaXeHHsl MeHiHreanbH1x 06010HOK;

« PeTpoopOiTaNbHE YPaXeHHs;

+ YPaXEeHHs cepusi;

- 3aJ1y4eHHs Bpuxi;

+ MHOXMHHMI1 MOHOHEBPUT 3 FOCTPUM MOYATKOM;

- NiereHeBa KpoBoTeya 6yAb-KOro CTYNEHs TAXKOCTI.

MigTpumka pemicii

Mauientam i3 TaxKoto dopmoto ETIA, siki yBiWwAKM B pemicito Ha GpoHi Tepa-
nii uuknodochamifom, yMOBHO PEKOMEHAYETLCS JiKyBaHHA METOTPEKCA-
TOM, a3aTionpuHom abo ModeTuny MikopeHonaToM 3amictb puTyKCcUMaby
IS MiATPUMaHHS pemicii (*lyxe HU3bKuiA).

lMauientam i3 TxKoto dopmoto EFTIA, ki focarnm pemicii, yYMOBHO pekoMeH-
[JYETbCS NiKyBaHHS METOTPEKCcaToM, a3aTtionpuHomM abo modeTuny mikodbe-
HONATOM 3aMiCTb Menoniaymaoy (*[lyxe HuU3bKuit).

[Ing nigtpumkm pemicii AHLIA-acouinoBannx BacKyniTiB peKOMeHAYETLCS Ni-
KyBaHH$! KOMOIHALEI0 HU3bKIX 03 TMIOKOKOPTUKOIAIB Ta a3aTiONPUHY, pu-
Tykcumaby, meToTpekcarty abo ModeTuny MikodeHonarty.

EIMA: a3ationpuH (piBeHb J0Ka30BOCTi 3; cTyniHb pekomeHgauii C).

JlikysanHs peunansy

Mauientam 3 EIMA, y Skux BiAMiYEHO PELMAVB i3 TIXKUMMU NPOsiBaMyU 3a-
XBOPIOBaHHS NicNs NONEPEAHbOI YCNIWHOT iHAYKUi peMmicii:
1) umknodocdamingom — yMOBHO PEKOMEHAYETCS NiKYBaHHS PUTYKCUMA-
60M 3amicTb Luknodocdaminy Ans BiaHOBNEHHS peMmicii (*[yxe HU3bKMi);
2) puTyKCMMaboM — YMOBHO PEKOMEH/YETbCS NiKyBaHHA PUTYKCUMA-
60M 3aMicTb NepexoAy Ha uukinodochamin ans NnoBTOPHOI iHAYKLIi pemicii
(*Llyxe HU3bKUiA).

Mauientam 3 EIMA, y Skux BiAMiYEHO PELMAVB i3 HETSXKKUMM NPOSIBAMU
3axXBOPIOBaHHS NicNs NONepeaHbOi YCMiWHOI iHAYKUIT peMicii nig yac npu-
omy:

1) MeToTpekcary, asationpuHy abo mopeTuny MikodeHonary, yMOBHO pe-
KOMEHJY€eTbCA [1oAaBaTM Menonisymab 3amicTb nepexofy Ha iHiwuii 3acio
(*lyxe HU3bKUiA);

2) HM3bKKX 03 IOKOKOPTUKOIAIB 260 iHWOT Tepanii, yMOBHO peKoMeHy-
€TbCs 0AaBaTy Menosisymab 3amicTb MeToTpekcaty, azationpuHy abo Mo-
detuny mikopeHonaty (*[lyxe HU3bKu).

*PiBeHb 10Ka30BOCTi
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Abstract. Eosinophilic granulomatosis with poly-
anagiitis (EGPA, formerly called «Churg-Strauss syn-
drome») is a rare variant of antineutrophil cytoplas-
mic antibody (ANCA)-associated vasculitis. It is
characterized by a combination of vasculitic and eo-
sinophilic manifestations, requiring targeted thera-
py, which is somewhat different from the treatment
of other types of vasculitis in this group. This article
describes a clinical case of exacerbation of EGPA in
a 57-year-old patient with a predominant lesion of
the peripheral nervous system in the form of multiple
mononeuritis. The phases of EGPA, and restoration
ofthe lost function of the peripheral nervous system
are described, as well as the course of coronavirus
disease during treatment with glucocorticoids and
cyclophosphamide. Our own data on the frequency
of nervous system damage in patients with ANCA-as-
sociated vasculitis are presented. Approaches to the
differential diagnosis of hypereosinophilic conditions
are disclosed using the example of this patient, the
differences between the recommendations of the
American College of Rheumatology (ACR) (2021)
and the European League Against Rheumatism/Eu-
ropean Renal Association — European Dialysis and
Transplant 2016) on the management of EGPA are
analyzed. The new ACR/EULAR 2022 classification
criteria of this disease are considered.

Keywords: mononeuritis multiplex, EGPA,
eosinophilia, ANCA, vasculitis.
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