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CvHpopomM [layHa — reHeTudHa MyTauis, W0 XapakTepuayeTbCst Tpncomielo 21 xpoMocomu. CUHAPOM Y BiNbLIOCTI BMAAAKIB NOEAHYIOTHCH
3 HWIMKW BPOOXEHNMI BaAaMI OPraHis Ta CUCTEM, TaKOX Y LJEl KaTeropii NaLieHTiB KOHCTaTYETbCA MIABULLEHWI PUSKK PO3BUTKY aBTOIMYHHMX
3axBOptoBaHb. CnHApoM aktvBaLii Mmakpodaris (CAM) — NOTEHLIMHO CMEPTENbHE 3aXBOPIOBAHHS, AKE BUKIVKAETHCA HAAMIPHOKO akT1BaLjeo
Makpodaris 1 T-niMbounTie, WO NPU3BOANTL A0 CUCTEMHOI 3ananbHOi peakuii. TpurepHum GaktopomM possutky CAM Moxe 6yTu Byab-aka
IHDEeKLIA, NPU3HAYEeHHS MeAMKAMEHTO3HOrO NiKyBaHHS ab0 3amiHa npenapatiB. OCHOBHUMMU KITIHIYHVIMM CUMMITOMaMY CUHAPOMY € NMXOMaH-
Ka, renatocnneHomMerania, niMdaaeHonatist, BUpaxeHa umToneHist Ta koarynonaria. KniHidHi nposisn MoxyTb 6yTV 03HaKkamu sk OCHOBHOMO
3axBOPIOBaHHS, Tak i noyarkoM po3suTky CAM. [iarHoctyBaHHa CAM yTpyAHEHE BHACMIAOK BIACYTHOCTI HiTKMX KNACU4HVX AJarHOCTUHHIX
KpuTepiiB, 0COOAMBO B NALLEHTIB i3 CUCTEMHIMI 3axBOpIOBaHHAMN. Jlonatkosi nabopartopHi pesynstatii npy CAM BKIIOHaIOTE NiABULLEHNIA
piBEHb TPUMILEPMAIB, NakTataerigporeHasyn tTa GeputnHy B cposatui. CBOeHacHe AiarHOCTyBaHHA Ta PaHHE TepaneBTUYHe BTPYYaHHS € 3a-
NMOpPYKoIo 3anobiraHHs akTvBauji CUHOPOMY.

MeTta — onucaru KniHiYHUA BUNaaoK NaLieHTky i3 CMHAPOMOM [layHa, B AKOI NiKyBaHHA CUCTEMHOIO I4JONaTnYHOro apTpuTy YCKNaaHNN0CH
p03BUTKOM CAM, O BMKAVKANO TPYAHOLL] AiarHOCTYBaHHS Ha paHHiX eTanax nposiBy CUHAPOMY Ta HETUMOBKUM MOro NepebiromMm.

KniniuHunii BUNnapok. /lis4vHka 8 pokis i3 cMHapomMom JlayHa Ta CUCTEMHUM iaionatnyHM apTpUTOM NEpPIoAMYHO NxoMaHuna Ao Gebpuns-
HVIX UMbP, Mana Bucun Ha TynyOi Ta KiHUiBKax, B aHaizax KpOBi KOHCTATyBaIMCA TPOMOOUMTONEHIA, NiABULLEHWI piBEHb GEPUTUHY Ta acnap-
TaraMmiHoTpaHcdepasu, Lo BkadyBano Ha po3suTok CAM Ha i iMyHOCYNpecKBHOI Tepanii.

BucHOBKM. JlikyBaHHA CUCTEMHOMO I0BEHINIbHOIO iAionaTnyHOro apTpUTy B NALLIEHTKM i3 CMHAPOMOM JlayHa ycknaaHmnocst po3sutkom CAM,
LLIO MaB HETUMOBI KNiHI4HI NPOABK Ta N1abopaTOPHI NOKA3HMKL. BrleonncaHnii KniHiYH1A BUNagok € Nprknaaom AOBrOTPUBAIONO AiarHOCTUY -
HOMO MOLLYKY, WO BIATEPMIHYBANO NPU3HAYEHHS NIKYBaHHS.

JlocnigoxeHHs BYKOHaHO BIANOBIAHO A0 NpMHLMNIB MenbCiHCbKOI Aeknapalii. Ha nposeaeHHa A0CNiAXEHb OTPUMAHO iHHOPMOBaHyY 3rofly 6aTb-
KiB AUTUHW.

ABTOPV 3a8BNSHOTb NP0 BIACYTHICTb KOHMAIKTY iIHTEPECIB.

Kntouosi cnosa: cuHapoM [layHa, CUCTEMHUI IOBEHINIBHUIA IQIONATUYHNIA apTPIT, CUHAPOM akTusauii Makpodaris.
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Down syndrome is a genetic mutation characterized by a trisomy of chromosome 21. In most cases, the syndrome is combined with other
congenital defects of organs and systems, in this category of patients there is an increased risk of developing autoimmune disorders.
Macrophage activation syndrome (MAS) is a potentially fatal disease caused by overactivation of macrophages and T- lymphocytes, leading
to a systemic inflammatory response. A trigger for the development of MAS can be any infection, prescription of medication or drug replacement.
The main clinical symptoms of this syndrome are fever, hepatosplenomegaly, lymphadenopathy, marked cytopenia, and coagulopathy. Clinical
manifestations can be signs of the main disease and the onset of MAS. Diagnosis of MAS is difficult due to the lack of clear classical diagnostic
criteria, especially in patients with systemic diseases. Additional laboratory findings in MAS include elevated serum triglycerides, lactate
dehydrogenase, and ferritin. Timely diagnosis and early therapeutic intervention are the key to preventing the activation of the syndrome.

Aim — to present a clinical case of a patient with Down syndrome in whom the treatment of systemic idiopathic arthritis was the development
of MAS, which caused difficulties in diagnosis in the early stages of the syndrome's manifestation and its atypical course.

Clinical case. An 8-year-old girl with Down syndrome and systemic idiopathic arthritis periodically fevered to febrile numbers, had a rash on
the body and limbs, blood tests showed thrombocytopenia, increased levels of ferritin and aspartate aminotransferase, which indicated the
development of MAS against the background of immunosuppressive therapy.

Conclusions. The article describes a case of a child with Down syndrome and systemic idiopathic arthritis, the treatment of the latter was
complicated by the development of MAS, which had atypical clinical manifestations and laboratory parameters. The clinical case described
above is an example of a long-term diagnostic search that delayed the appointment of treatment.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained
for conducting the studies.

No conflict of interest was declared by the authors.
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Beryn

uagpom [layna (C/) — reHernuna

aHOMaJlisl, Ika BUHUKAE BHACJI/IOK TpU-

comii 21 XpoMOCcOMU Ta € HAUTIOMUPEHi-
MO0 TEHETUYHOI0 TPUYUHOIO 1HTEJNEeKTyaJbHOI
HezocTaTHOCTI [9] i3 3arajibHOIO TIOMIMPEHICTIO B
CIIIA 13,0 [7], B €Bpori 10,1, B Ykpaini 12,59 [3]
Ha 10 000 ;xuBonapokenux y 2016 p., 3riziHO 3 110-
nynsiiianmu peectpamu [7]. Ileit xpomocomumia
nedeKT CupuunHsIe reTeporeHHUN peHoTur, Skt
BKJIIOYAE aTJIaHTOAKCIalbHy HeCcTablIbHICTh, BPOJI-
skeri Bagu cepilsd (BBC), rimotnpeos, remaTosroria-
Hi po3Jiajiv, perunuBHi iHdeKI Ta miBUIeHnH
PU3UK PO3BUTKY aBTOIMYHHHMX 3aXBOPIOBAHb.

ABTOIMYHHI 3aXBOPIOBaHHS BUHUKAOTh YHa-
CJIITOK IUCPETYJIAIIT IMyHHOI CUCTEMU, IO IPU3BO-
JUTH JI0 TIiBUIIEHHS PIBHA MPO3aNaJbHUX I1H-
TOKIHiB, aJlallTUBHUX TOPYIIEHDb PeryJsifii iMyH-
HOi cucteMn [5]. BBaskaeTwcs, 10 TiABUIIEHHS
YacTOTHU aBTOIMYyHHUX 3axBopioBanb 1pu C/I mosic-
HIOETHCST 3MIHEHOIO TyMOPAJIbHOIO 260 KJTITHHHOIO
IMyHHOIO (DYHKITI€10, MYTAITI€I0 B TeH1 aBTOIMYHHO-
ro peryzasitopa (AIRE), posramosanomy B 21q22.3
JUISHI, SKUH € (haKTOpoM TpaHCKpUIILii Ta Oepe
y4acTb B IMyHHIN peryJianii; sMiHaMu B peryJis-
i Tpo- i mpoTu3anajbHUX MUTOKIHIB. Ile Takox
IMOBIpHA TTPUYMHA TTiIBUIIIEHOTO PU3UKY PO3BUTKY
3aIajbHOTO apTPUTy ab0 apTPHTY, ACOIIHOBAHOTO
i3 CJI (A-DS), sikuii crioctepiraernbest B 0cio i3 Tpu-
comiero 21 xpomocomu [5].

HocnipkerHs, NpUcBAYeHi KOHKPETHO apTpu-
Ty npu CJ/I, oomeskeni. /o chOTOHI 3aIUIIAIOTH-
cs1 auckyTabesbHUMK NUTaHHs, 1m0 A-DS e Tieto
caMoi0 XBOp0o0OOIO, 10 i I0BEHIIbHUI iHionaTny-
uuit aprput (FOTA), a6o 11e pisti HO300TiuHI (hop-
mu [4].

bimpmricrs marientiB i3 A-DS matoth moJtiap-
TUKYJISIPHE 3axBoptoBaHHs (1'siTh ab60 OiyIbIe Cy-
r706iB 3 apTPUTOM HA MOMEHT BUSIBJIEHHSI 3aXBO-
PIOBaHHsI) 3 arpecUBHUM MepediroM, ypakeHHsIM
KICTOK 1 cyri06iB Ha MOMEHT BMSBJIEHHS, IIPU
IIbOMY PEeBMATOIIHWI (aKTOp Ta aHTUHYKJeap-
Hi anTtuTina (ANA) HeratusHi. [cHye ckmamHicTh
y miarnoctyBanHi A-DS, ockizbku Hemae MpoTO-
KOJIIiB I[0/I0 CKPUHIHTY a00 MOHITOPUHTY 3arajib-
HOro apTputy B ocib 3 A-DS [5].

[Miarnoz IOIA — ne cykymnuicth pisHux (opm
apTpUTIB HeBigoMoi eTiosiorii, sAKi Ae6I0TYIOTH
y ziiteli Bikom 10 16 pokiB i TpUBafOTh MOHA 6 THK-
HiB [2]. 3rizno 3 EXMOHTOHCBKOIO Mi’KHApPOHOIO
giiroto acoriaiit pesmatosioris (ILAR) 2001 poxky,
IOTA BkIOWae miaATUNIN:  ONTOAPTUKYJISPHUNT

(wotupu abo MeHire cyriobiB 3 apTPUTOM Ha
MOMEHT  JIiaTHOCTYBaHH), TOJIAPTUKYJISPHUN
(’stTh 260 GisTbilie CyTI06iB 3 aDTPUTOM HA MOMEHT
JIIarHOCTYBaHHS ), CUCTEMHUU (apTpUT i3 JINXO-
MAHKOIO TPUBAJICTIO 2 TUXKHI, MO BiIBHAYAETHCS
MIO/IHS, CYTIPOBOJIKYETHCS KIACUIHUM BUCHUIIOM,
gimbaseHonarien, remnarociieHoOMerasien abo
CEPO3UTOM), apTPUT, TOB’SI3aHUN 3 EHTEe3UTOM
(apTput Ta eHTe3UT abO APTPUT UM EHTE3UT i3 Ha-
SBHICTIO [BOX a00 GiJIbIle 3 TAKUX KPUTEPIiB: Oijb
Yy KPH/KOBO-KJIYOOBUX 34JIEHYBaHHSX, 3arajibHi
CUMIITOMHU B HWJKHINM YaCcTUHI CIIMHU, ITO3UTUBHUN
HLA-B27, cimeitnuii anamMHe3 3aXxBOPIOBaHHS,
noB’s3aruit 3 HLA-B27, rocTpuii mepenniii yBeir,
apTPUT y XJIOMIIIB MicJisi 6 POKIB) 1 TICOpiaTUUHUI
apTpuT (apTPUT ILTIOC TIcopia3 abo 03HAKH Mcopias,
TaKU{ SIK JAKTUJIT, OHIXOJI3UC HIrTiB abo poany
NEepPIIOTo CTYIEH 3 TIcopiazom) [5].

Mema jociiKeHHsT — ONUCATA KJIHIYHUM
pumanok marientky i3 C/L i cucremuum YOTA, axuit
VCKJIQIHUBCS CUHAPOMOM aKTUBaIlii Makpodaris
(CAM), gk mpuk/aj TPUBAJIOTO JIarHOCTUYHOTO
THOIIYKY Ta CKJIAJAHOCTI iA60py Tepartii Ta mpuBep-
HYTH yBary JiKapiB 110 Ipo0jeMu JiarHOCTyBaHH
CAM Ha pannix eramax Horo pO3BUTKY.

[ocrmijskeHHsT BUKOHAHO 32 TPUHIAIAMU
lenbcincebkoi pexnapartii. Ha mpoBegenHst pocai-
JUKEHb OTpUMaHO iH(opMoBaHy 3rogy OaTbKiB
JINTUHMU.

Kniniyauii BUnagox

JliBumHka, BikOM 8 POKIB, ToCIiTaNi30BaHa
3i ckapramu Ha JuxoManky 38,5°C, cyxuii KaleJib,
6116 y JKMBOTI /10 iH(eKItifiHOTO BimiteHHs Komy-
HaJIbHOIO HeKoMepIiiiHoro mianpuemcrsa «O0-
JlacHa KJIiHIYHA [uTA4a JikapHs» KipoBorpaacbkoi
obmacuoi pagu (KHIT KOK/IJI KOP).

Anamnesz ocumms. JluTuHa CcHOCTEPITa€Th-
cd  TeIiaTpOM BiJl HApPOJKEHHSI 3 [[ilarHO30M
«C/I. BBC: Bropunnuii medeKkT MiKiepeacepaHoi
neperopojiku ([IMIIIT) — denecrpoBana mixire-
pezcepiHa neperopozika. /logarkosa JiBa BepXHs
MOPOKHUCTA BEHA, MO IPEHYETHCS B KOPOHAPHUIA
curayc. AGepaHTHA TpaBa MiIKIIOYNTHA APTEPIsT».
KoncysbroBana kapmioXipyprom, Ha MOMEHT
OIJISI/ly ollepaTHMBHA KOPEKI[isS BaJy He [IOKa3aHa.
3 2017 p. crmocTepiraeTbcsl €HOKPUHOJOTOM i3
Jiarnosom «linorupeoss.

Anamnes s3axeoprosanns. 3axsopina 10.01.2021,
KOJI BIIEpIe 3'sIBUJIACS TapsiyKa Ta BUCHI Ha TY-
ay6i. CiMeitHUM JliKapeM BCTAHOBJIEHWIT [[iarHO3
«foctpa  pecmipatropHa  BipycHa  iH(peKIisg».
Ha tini wmemmkameHTosHOi Tepamii (aHTHOAK-
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TepiajbHA Teparis, >KapO3HWKYBJIbHI Iperapa-
TW) 3araJbHUM CTaH TIOJIIMIIUBCS, TeMmIepaTypa
TiJa HOpMasidyBasacs, aje 30epiraBcsi BUCHIL
Yepes 7 1i6 (17.01.2021) piBurHKa 3HOBY Movasa
JINXOMAHUTH, 3arajibHUI CTaH MOTiPIIUBCS: T10CU-
JIAJIacs 3arajibHa cIabKicTh, BUCHUIT Ha TyayOi Ta
o6mmyui, GebpusbHa JTUXOMaHKa. Y KJIIHIYHOMY
aHai3i KpOBI KOHCTaTOBaHa TPOMOOIIMTOIEHIsS
(66 I['/m). PexomenzioBaHa rocriTamisariss 10 iH-
(extitinoro BifytieHHs.

O6’exmusnuii cmamyc na MOMeHm 20¢nima-
Ji3auil: 3aralbHUI CTaH TSDKKUM, BUMYIIEHE IO-
goxkenns (puc. 1, 2). B'ana, anmetutr 3HWKEHUIA.
Ha mkipi obimyust, TyayOa, BEpXHiX i HUKHIX
KiHIIIBOK — MaKyJIO-TIanyJbO3HUIT BUCHIT sIC-
KPaBO-4e€pBOHOTO KOJIbOpY (puc. 3). O6mmyus
HaOpsikjie, B JIISHIN KyTKiB poTa TPIllUHH,
ryOu rinepeMoBaHi, I3UK MaJIMHOBUHN, YKPUTHI Oi-
JimM HasboToM. [lommanenomerasist mepudepruuHuX
JgiMmbarnaaux By3J1iB. Cin30Ba POTOBOI TOPOKHU-
Hu poxesa. Temmeparypa Ttisa — 37,6°C. /luxan-
Hs BijibHe yepes3 Hic. [lepkyTopHO Han JiereHsIMU
SICHUH JiereHeBUI 3BYK. AYCKyJbTaTUBHO B JieTe-
HAX JKOPCTKE ANXaHHH, 9acTOTa AUXAJbHUX PYXiB
(Y/1P) — 20 3a xBusmny. Mexi BiIHOCHOI cepIieBoi
TYTOCTI pO3IIUPEHi BIpaBo. ToHU cepiist pUTMiuHi,
SICHI, CUCTOJIIYHUN TIIyM HAJ[ YCI€I0 IJISTHKOIO cep-
1. Yactora ceprieBux ckopouenb — 140 ynapis 3a
xpusmny. JKuBit M'sakuii, focTynHuii /s rianboKoi
nasbrianii. [ledinka Buctynae Ha 2 cM i3-11i71 Kpato
pebepHoi myru, cenedinka He 30iibireHa. MeHiH-
reasibHi o3Haku BiacyTHi. DYHKINS ceYOBUIIIEH-
HsI He TIopylieHa. BUMIOposKHEHHST Ma€ TeH/IEHIIIT0
IO 3aTBEPIHHS.

Y 6iddinenni oumuny obcmedncerno: y KIHIYHO-
My aHaizi KpoBi — tpombormromnenis (79 T /)
i HeWTpodisb03 3a PaxyHOK TAJTUIKOSIAEPHUX
dopm (14%).

Y 6Gioximiunomy 0ocuioxcenni TOMIIbHO BUILIN-
T Taki nokasuuku: C-peakrusauii 6i10k (CPB) —
13 wmxr/cm3 (mopma — <10 mkr/cm3), Jjakrar-
nerigporenaza (JIIT) — 116 Ox/am3 (Hopma —
195-349 Ox/nm3).

[TpusHayeHo aHTHOIOTUKOTEPAIIIO MPOTATOM
18 ni6, He3iHTOKCHKAIIiTHY, MPOTH3AAJbHY Te-
parmito. AJsie cTaH [IUTHUHU 3aJUIIABCS TSKKUM,
6e3 TO3UTHBHOI AnHaMiku. [IpogoBIKyBaja JIuxo0-
mauuTi 10 39°C, 36epiranacs B'sIicTbh, cIadKiCTh,
BucHIl. JIUTUHY OTJISIHYTO TeMaToJIoToM. 3arepe-
YEHO XPOHIYHWI MI€0JIeKO3, OHKOTeMaTOJIOTiuHi
3aXBOPIOBAHHS.

Y nynxmami xicmkogozo mo3ky: DYHKINSA dep-
BOHOTO TIAPOCTKAa 3HWKEHA, TPAHYJIOIUTapPHUI

Puc. 3. Bucun Ha Tyny6i Ta KiHLI,iBX

[apocTOK 6e3 TaTOJOTIYHUX 3MiH, (DYHKI[A Me-
rakapiorUTapHoro mapocTka 6e3 0coOJUBOCTEN.
[IpoBeneno cniparvro-xomn’iomepuy momoepagiio
opeanie zpyonoi ma uepesHoi NOPONCHUHU: 3MIHU
B JiereHsx 3a paxyHok BBC. TpaxeanbHuii 6poHx
npaBopyd, abepaHTHa TpaBa MiAKIOUNYHA ap-
Tepis, A0AATKOBA JIiBa BepXHs IOPOKHUCTA BEHA,
sKa JIPEHYETHCSI B KOPOHAPHUI cuHyc. Bucoke Biji-
XOJIKEHHsT BepXHboI GprzkoBoi aprepii. ITomipHa
JimMbazeHonaris aXBOBKX 1 31lyXBUHHO-000J0BUX
mimpatuaanx BysmiB. IlomiphHa remaromerasis.
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Tabauys 1

3aranbHui aHani3 kpoBi 5.08-14.09
NoKas K Aaral 5 og 9.08 15.08 27.08 1.09 5.09 14.09
femornoobiH, r/n 108 15 17 101 91 90 102
Eputpountu, T/n 3,9 4,5 4,3 3,9 3,5 3,5 4.1
Tpombouutn, ['/n 18 46 50 81 63 86 103
Jenkountn, I'/n 12 22,5 18,4 13,5 28,5 21,4 34,5
LUOE, mm/rop, 17 16 13 30 19 20 10
ManuykoagepHi, % 16 12 24 5 38 23
CermeHtosaepHi, % 58 755 58 80 54 67 73
EosnHodinu, % 2 4 4 3 2 1 1
JlimpounTn, % 22 4 8 6 1 16 2
Monountn, % 7 4 6 6 2 8 1
BnacTtHi kKniTnHW 3 5:100

3BanHiHHs mysbostoro sapa Th6-Th7 mixxpeb-
1eBoro jncka. KoHcyabroBano hTusiaTpoM, 3arie-
pedeHo TyOepKyIbo3 JiereHb i Xxpeora.

BpaxoByioun ckapru, aHaMHe3 3aXBOPIOBAHHS,
faHi 1abopaToOpHUX Ta IHCTPYMEHTAJIbHUX JOCJIi-
JUKEeHb, IarHOCTUYHI KpuTepii (mMiaABUTIEHHS
TeMriepaTypu Tia (monaa 5 7i6); mosiBa BUCHITY
Ha MIKIipi B AUISHIN Tysryba Ta KiHIIIBKax; HaOPsK
JI0JIOHb, MiZOIIOB Ta Iyl i3 HACTYIIHOIO iXHBOIO
rinepeMi€io; «IMOJYHUUHUI» A3UK, SKUU BUTJISA/IaB
OJMCKYYUM Ta sICKPaBMM i3 YEPBOHUMHE TLISIMA-
MU, epuTeMa CJIM30BOI POTOTIOTKH; 30iJbIIeHHS
JiM(baTUIHUX BY3JiB, TEPeBaKHO MIHUHHUX) JIH-
THHI BCTaHOBJIEHO KJIHIYHUU miarHo3 «CuHIpoM
Kasacaki. HemudepeniiitioBane 3axBopioBaHHS
CIIOJIYYHOI TKAHUHU?».

OrpumyBaia JKyBaHHS IMyHOIJIOOY/IHOM
y 71031 2 T/KT oHOPa30Bo. BigzHaueHo MIBUIKY
MO3UTUBHY JMHAMIKY, HOJIIIIEHHS 3arajJbHO-
ro craHy, ImKipa ymcra, OJijga, TemiepaTypa Tijia
HOpMaJli3yBaJjiacsd, [UTUHA cTaja aKTuBHOIWO. [[iB-
YUHIN TPU3HAYEHO per 0s MeTinpesn y 1031 1 Mr/Kr
i3 TIOCTYIIOBUM 3HUIKEHHSIM JI03U.

Jlutuna mepebyBasa B MeIMKAMEHTO3HI
pemicii 3 Gepesnst mo TpaBenb 2021 poky, y dasi
6e3MeIMKaMeHTO3HOI peMicii — 3 TpaBHS 10 cep-
nenb 2021 poxy.

02.08.2021 OGarbku JIBYMHKHM  3BEPHYJIHCS
no KHIT OK/IJI KOP 3i ckapramu Ha paHKoO-
By CKyTiCTb 10 3 roaut, HaOpsK, Oilb, 3HUKEH-
HS aMIUTYIH PYXiB TOMIJTKOBUX CyTJI00iB, He-
MOKJIUBICTh CAMOCTIMHO XOJUTH Yy 3B’SI3Ky 3
BUPA3HUM OOJBOBUM CHHAPOMOM, JIMXOMaHKOIO
37,6°C GisbIne BOX TUIKHIB, MEPIOAUIHUN MaKy-
JIO-TIAIYIbO3HII BUCHIT Ha 00OJmuyi, TysryOi, KiH-
miBkax. Ha MOMeHT oOCTeKeHHS BU3HAYEHO TaKi
MapKepH 3alaJbHOTO MPOIleCy: MBUIKICTh OCi/IaH-
usa eputporutiB (IIIOE) — 42 mMm/ron, CPb —
48 mxr/cm3, heputur — 1020 Hr/MII, IPOKATBITN-

ToHiH — 0,13 Hr/MJI. ¥YIBTPa3BYyKOBE JIOCJIIPKEHHS
cyrs100iB: TEHOCMHOBIIT TOMIJIKOBUX CYTJI00iB.

BpaxoByloun ckapru, aHaMHe3 3aXBOPIOBaH-
H4 Ta JlaHi oOcTekeHb BCTaHOBJeHO piarHo3 «CJ1.
BBC. Cucremnuii 1oBeHIJIbHUH iioMaTUIHUIN ap-
tpuT (clOIA): tMxoManKa, MKipHUIT CUHIPOM, ap-
TPUT TOMIJIKOBUX CyT/I00iB, rermaTomeratis, JiMda-
nenonatid. [lopymrensst GpyHKIl 2-ro cTyieHs .

3rilHO 3 MIKHAPOJHUMU CTaH/AAPTAMU BeJeH-
Hg marientiB 3 clOTA (2021 American College
of Rheumatology Guideline for the Treatment
of Juvenile Idiopathic Arthritis: Therapeutic
Approaches for Oligoarthritis, Temporomandibular
Joint Arthritis, and Systemic Juvenile Idiopathic
Arthritis), 27.08.2021 mnpusHayeHO JIiKyBaHHS:
BHYTPilIHbOBEHHO (B/B) TOImMIizymab 12 mr/kr
1 pa3 na n00y nporsirom 2 TskHiB [8]. Ha Tt re-
parii cTaH AMTUHU TOJIIIIUBCS, TEMIIePaTypa 3HU-
3mtacsa 10 36,6°C, nuTrHa movyajaa CaMOCTITHO XO-
JIMTH, 3MEHIITMBCST HAOPSIK CyTI06iB. Y MOKa3HUKax
kposi: [IIOE — 6 mm/ron, CPb — HeratuBHwMii.

3 Bepecua 2021 poxy mno sunenb 2022 poky
HalienTka oTpuMyBasa Torumrizymad 12 mr/xr
1 pas Ha 2 TzKHI, mepedyBaia B MeAMKaMEHTO3HIi
pewmicii.

05.08.2022 Garbku 3BepHYJHUCS 10 JiKapHi 3i
CKapraMu Ha TIOTipIIEeHHSI CTaHy AUTUHU (JIUXO-
MaHKa, crabkicTh, Bucun Ha Tyny6i). Ha moment
rociitaiisailii — 3arajJbHUi CTaH JUTUHU TSKKUM.
B'suta. Camocrtiiito we xoautb. [kipa Giiga, Ha
TyJIyOi ApiOHOTOYKOBA TeMOpariYHa BUCUIIKA, CHH-
1 i1 ourMa, macto3HicTs 0bmaust. Cyriobu 308-
Hi He 3MiHEHI, aMIUTITy/[a PyXiB y MOBHOMY 00CSI3i.
[TanpnyioTbed  NepeHBOIUIHI,  3aIHBOIINIHI,
MaxXBOBi, MiKOJIHHI JiM(MATHIHI BY3JU PO3MIPOM
3x4 MM, ipu nasibnaiiii 6e3601icHi, M’ IKO-e/1acTuy-
HOI KOHCHCTEHIIi1, He CIasHi MisK co600 Ta 0TOUy-
founMu TKaHnHamMu. CiM30Ba pOTOBOI MOPOKHUHU
poskesa. Temneparypa tizia — 36,8°C. SI3uk oOkJa-
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Tabnuys 2
BioximiyHuI aHani3 KPoBi
S Aara 8.08 17.08 25.08 9.09
AnariHtpacdepasa (AJTT), O/am? 43 54 99 129
AcnaptartpaHcdepasa (ACT), O4/am3 54 102 226 99
CPB, mkr/cm3 Herar 6 24 24
nAar, 04/om3 2958 5748

JeHuit 6iMM HaIbOTOM. J[MXaHHs Yepes Hic Bijib-
He. Y JleTeHdX TUXaHHS JKOPCTKEe, XPUTIA He BUCJTY-
xoBytoTbest, Y/IP — 25 3a xBusuny. [lepkyropho
JgereHeBuil 3Byk. CepiieBa AisJIBHICTD PUTMiUHA,
CUCTOJIIYHUN HIYyM Y BCIX TOYKAX ayCKyJbTallil.
JKusiT M'siKkuii, HOCTYIHMN rAMOOKIN Majblallil.
[Teuinka BuCTyIAE 3-1ij Kpaio pebepHOIO AyTu Ha
1 cm, cenesinka He 36iabieHa. MeHiHTeaIbHI 3Ha-
ku HeraTuBHi. CeyoBuiieHHd He nopylleHe. Bu-
ITOPOKHEHHSI 31 CXUJIBHICTIO JI0 3aKPEIliB.

Y sazanvnomy ananisi xposi (3AK): anemis,
cTiiika TPOMOOIMTOIIEHIsI, JIEHKOIUTO3 i3 Hajnd-
KOsIIepHUM 3cyBOM yJiBo. IlizBuiiieni piBHi TpaHc-
depas, JIJAT, CPb (tabum. 1, 2).

[lutuny orsgHyTO TematosioroM. IIpoBeme-
HO CMEepHAaIvbHy NYHKUiI0: TIPU BUCOKIN KLIBKOCTI
KJITUHHUX eJIeMEHTIB y TIpernaparax KiCTKOBOTO
MO3KY — PO3IIUPEHHS IPaHyJIOIUTAPHOTO MAPOCT-
Ka KPOBOTBOPEHHS 3 TIOMiPHO BUPAXKEHUMU O3HA-
Kamu zeredepaii. Epurpoigamii mapocrok 30e-
peXeHUM, MerakapiolMTapHUU JIeN0 3BYKEHU
3 O3HaKaMM Jucroedy. BigHocHa KibKicTh 6racT-
nnx kaitnd 0,4%.

Jabopamopiss ~ meduunoi  zememuxu  6id
12.08.2022: nanux npo XpoHiYHMUI Mies001acTHAI
JIeHIKO3 Ha 1ell yac HeMae.

Exoxapdiozpagiune docrioncenns 08.08.2022.
Bucnosox «BBC: Bropunnmii [IMIIII. /lomatko-
Ba BepXHsS IOPOXKHUCTA BeEHA, sKa [PEHYETHCS
B po3uIMpeHuil kKopoHapHuii cunyc. liaponepu-
kapa. Hesnaune 30iblienHst mpaBuX BimiiiB
ceprisi, He3HAUYHA TPUKYCITiIaTbHA HEOCTATHICTD.
Tigporopakc?».

3 13.08.2022 putwHa 3HOBY MoOYaja JHUXOMa-
nutu. Crocrepirazacsa rinepeMis  1migHe6IHHUX
nykok, y 3AK — manmmukosiiepHuii 3CyB BIIBO.
[TpusHaueHo aHTUOIOTUKOTEPAITIO, ajie CTaH JAUTH-
HY OyB Ge3 MOJIIIIIEHHS, TIPOAOBKYBAJa JUXOMa-
Hutu 10 38,2°C.

18.08.2022 npoBesieHO peHTreHOTpaMy OpraHiB
rpyznHol mopokHuHHM. KapTtuna He BuUKJOYaTa
crierrdiuHol mHeBMOHIT (TyOepKyIb03? JTIeiiK03?)
i3 peaKlIli€lo MIeBpr Ta BHYTPIIIHLOTPYAHUX JIiM-
(hatmunnx By3miB (puc. 4).

BpaxoBytoun RO-kapTuHy, IOSIBY CTOMATHTY,
BisiMiHeHO 11ehOTaKCUM, a MPU3HAYEHO B/B MEPO-

Puc. 4. PentreHorpadis opraHis rpyaHoi KniTku

nereMm 20 mMr/Kr Ta Mikamin 2,5 mr/kr i3 18.09.2022
110 24.09.2022 (7 zi6).

[Tomimepasna JsaHIIOTOBA Ppeakilid 0 BHY-
TPIMIHBOKIITUHHUX iH(ekKi#, renatutis B ta C,
Parvovirus: neraTusHi.

22.08.2022 B anastizax KpoBi 36epiracTbcs TpOM-
6ormronenist (21 T/i). 23.08-24.08.2022 BBemeHO
TPOMOOKOHIIEHTPAT.

[IpoBeneno komir'torepHy Tomorpadiio 3 Kow-
Mpacmyeannam opeanie zpyonoi Kiimku, uepes-
HOT NOPONCHUHU, MAN020 MAa3a: TBOOIYHMUI Masnii
rizporopakc. [igpomepwkapa. 3MiHU B JereHsx
obymossieni BBC, cyanH i pecriparopHUME 110-
pylieHHsIMU. AHOMaJIii PO3BUTKY: TpaxeaJbHUN
O6poHX IpaBopydy, abepaHTHA [IpaBa MiAKIIOYNYHA
aprepisa (a. Luzoria), nojaTkoBa JiiBa BEpXHS 110-
POKHHCTA BeHa, sIKa JPEHYEThCS B KOPOHAPHUI
cunyc. Bucoke BiXo/yKeHHST BEPXHBOI OPUIKOBOI
aprepii. HeBenuka simdoameHonaris maxBoBUX,
OpPMKOBO-000I0BUX 1 31yXBUHHO-000M0BUX JIiM-
(hatnunux By3siB. [lomipHa remaTomerastis. 3Bar-
HiHHS MyJI61103HOTO siipa Th6-Th7 mizkxpebiieBoro
nucka (puc. 5).

[utuny ornsguyro drusiarpom: C/I, BBC. Cu-
cremunii IOIA. Jlanux mpo TyOepKy/bO3 JiereHb
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i xpebra Ha 11eii yac He BUsIBJIeHO. PeKOMeH10BaHO
JUIs 3aTiepedeHtst Ty6epKyIbo3Hoi iHdeKIii mpose-
CTU KBaHTU(HEPOHOBUI TECT: HETATUBHUI.

VY npoieci o6cTeRKeHHS 3allepedeHo OHKOTeMa-
TOJIOTIYHI 3aXBOPIOBAaHHS, iHMEKINHI 3aXBOPIO-
BaHHS, CUHIPOM CHCTEMHOI 3allaJbHOI BiATOBI/I,
TyOEpKYJIbO3 JIEreHb i XpeOTa.

Cran AWTUHU 3aJuINaBcs TKKUM. TpuBasa
JIUXOMAaHKa, TPOMOOIUTOIEHIs, TiZiponepuKap,
BsLTiCTh, c1abKicTh. BpaxoByroun HasiBHICTH y [IH-
tuHu clOIA, 3ami/103peHo yCKIaHeHHS Ha TJ1i iMy-
HocynpecuBHoi Teparii — CAM.

riggo 3 2016 Classification Criteria for
Macrophage Activation Syndrome Complicating
Systemic Juvenile Idiopathic Arthritis y mariienris
i3 rapsaukoio, gki xBopiioTh Ha clOIA, miarnocty-
10Tb CAM, sIKI110: HasiBHI Oy/1b-5TKi IBa 3 TAKKX I10-
Ka3HWKIB: pepuTH — >684 Hr/MJI, TPOMOOITUTH —
<181 I'/a, ACT — >48 Opn/n, tpurminepugu —
>156 wmr/mn, dibputnoren — <360 wmr/ma [7].
Y HaBe/leHOMY KJIIHIYHOMY BHUIIQJIKYy HAIliEHT MaB:
rapstuky (38,2°C), beputun — 1651 ur/mir, ACT —
226 Ox/xn, rpombonut — 18—81 T/

BpaxoBytouu TpuBasy INXOMaHKY, IT1/IBUIIEHU
piBeHb GepUTHHY, TPOMOOIIUTOIIEHI0, 301/IbIIIEHHS
ACT, JIAI, remartocrieHoMerasuiio, BCTAHOBJIEHO
niarno3 «CuHApPOM akTUBallii MakpodariB mpu
clOIA. C/I. BBC: sropunnwuii JIMIIII. /lonarkoBa
BEPXHS MMOPOKHUCTA BEHA, sIKa JAPEHYETHCS B PO3-
ImMupeHnii kKopoHapHuii cuHyc. CepiieBa HeJ0CTaT-
HicTh 1—2-r0 cTyTIEHS>.

94

3a mportokosiom JgikyBaHHs clOIA, yckaan-
Henoro CAM [6], npusHaueHO MyJIbC-TEPATIiIO
COJIyMEZIPOJIOM i3 po3paxyHKy 16 mr/kr Ne3; moTim
MeTinpes 2 Mr/Kr Ha 06y 3 MOCTYTIOBUM 3HUKEH-
Ham 1031, CTaH JUTUHU TOJIMIIUBC, cTaaa OiibIi
AKTUBHOIO, HAaOpsSIKiB HEMa€, He JINXOMaHUTh,
BUCHILYy Hemae. B anasizax KpoBi — IIO3UTHBHA
JIMHAMIKa 3 MiZABUIIEHHSIM PiBHS TPOMOOIMUTIB 10
103 I'/n, auTuHY BUNKMCAHO 751 TTPOAOBKEHHS
JIIKyBaHHSI 32 MiCIIeM ITPOKUBAHHS.

3 Gepesns 2023 poky nepebyBae B MeAUKaMEH-
To3uiil pemicii. OtTpumye Tormnizymad — 12 mr/kr
1 pa3 Ha 2 TUIKHI, MeTiTpe — 4 MT Ha 100Yy.

OO6roBopeHHsI Ta BUCHOBKH

Y 10% xBopux 3 clOIA possuBaetbcss CAM,
ajie Bizomo, 110 ¥oro vacrora, ska He BigoOpa-
JKA€EThC B KIHIYHIN npakTuili, qocsrae 30—40%
[10]. CAM mnposiBiisieTbCA y BUTJISI BTOPUHHO-
ro reMaaronuTapHOro JiM@OTiCTIONUTO3Y, IO
MPU3BOIUTD JIO TiIeP3anajabHOTO CTAaHY B PE3YJIb-
TaTi OCHOBHOTO IUTOKiHOBOTO TTopMmy [1]. Tpu-
repHUMU (HaKTOpaMu PO3BUTKY BUIIEOTTHUCAHOTO
CUHIPOMY MOJKYTb OyTH iHMeKIIil, Jiku (acmipuH,
HEeCTEepOIHI NpoTH3anaibHi 3acobu, Nnpenaparu
30JI0Ta, MeToTpekcaT i 6jokaropu Gakropa He-
KpO3y IyXJMHM) Ta ixHi mobiuni edexTH, 3MiHa
npemnapary abo o4aToK 3acTOCYBaHHs 06iojoriu-
Hux mpemapatis [10].

OcHoBHuMu KiiHivHUMH o3Hakamu CAM e:
Ge3repepBHa BUCOKA TeMIIepaTypa, TermaToCIIeHo-
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Meradis, gimMmdazieHonariss, KpoBoTeui, TUCHYHKITT
IIEeHTPAILHOI HEPBOBOI CUCTEMH; JAOOPATOPHUMM:
IUTOIIEHIsT, 3MiHA piBHA TpaHcdepas, Koarymio-
natig, 3umwxkenHs [IOE, rineprpuriinepumemis,
rinmoHaTpiemisi, TinoanbOymiHemist, rinepdepuru-
HeMis; TICTONATOJOTIYHUMU: TeMadaroinnuTo3 Ma-
kpodaris y KicTKOBOMY MO3KY [2,8].

Buieonmcanuii nmaii€eHT MaB Tapsuky, ITi/[BU-
menuii eputuH, nigsuinenas pisag ACT, 3Hu-
JKEeHHSI KIJIbBKOCTI TPOMOOIUTIB.

OTsxe, OCTATOUHNI AiarHO3 BCTAHOBJIEHO 3Ti-
HO 3 KpuTepigMu €BPOMENCHKOI JiTh TMPOTH PeB-
MaTtusMy/AMepUKaHChbKOTO KOJIKY peB-
marosorii  (EULAR/ACR) 2016 poxy, uepes
4 TWKHS THCJS OCTaHHBOI rocmitamsarnii. Tpym-
HOIII JIIarHOCTYBAaHHSA BUKJWKAJIW TEPIi MPOIBU
3aXBOPIOBAHHSA: BSJIiCTh, BUCHI, BiJICYTHICTh JIN-
XOMaHKH B TIEPII [Hi, TOsiBa rapsTuku Ha 8-My 100y
(13.08.2022). B ananizax KpoBi — He XapakKTep-
i gt CAM nigsuiiiennd IHHTOE Ta selikonuros,
y kictkoBomy Mo3Ky 3a 09.08.2022 — BigcyTHiit

REFERENCES/JIITEPATYPA

remagdaroruTo3 Makpodaris, 110 He /1aJI0 3MOTH 3a-
migozput CAM.

Cungpom axtmBailii MakpodariB — TsKKe
yekamanuenus teparii clOIA, sike Ge3 srikyBaHHS
MPU3BOJUTD /10 JIeTaJIbHOTO HacHiAKy. Takuii ctan
BUMAara€ CBOEYACHOTO BCTAHOBJIEHHS [[iarHO3Y Ta
Bi/IIOBIZIHOTO JIIKYyBaHHST [IJIsT 3a100ITaHHST KITTE-
3arpo3imBuM Hacaigkam [10].

[TamienTn, gKi OTPUMYIOTH JIIKYBaHHS iMYy-
HOOIOJIOTIYHUMY TIperiapaTaMu, 30KpeMa TOIUJIi-
3yMaboM, MOKYTh MaTu aTunosi cummromu CAM i
Jab0paTopHi 3MiHNU, SKi YCKIAAHIOIOTE IIarHOCTYy-
BanHsa CAM y xBopux Ha clOIA [2].

Bumeonucanunii KIiHIYHUN BUTIAJ0K € TIPUKJIA-
nom po3Butky CAM mix vac mikyBanug clOIA 3
HETUIIOBUM TIOYATKOM i JJaOOPATOPHUMU TTIOKA3HH-
KaMH, 110 OYJI0 PO3IIHEHO K TPOSIBU OCHOBHOTO
3aXBOPIOBAHHS Ta MOTPEOYBAIO TPUBAJIOTO iarHO-
CTUYHOTO TIONIYKY.

Aemopu 3a5681510mv PO GIOCYMHicMv KOHDIIK-
my iHmepecia.

1. Bagri NK, Gupta L, Sen ES, Ramanan AV. (2021, Dec 15).
Macrophage Activation Syndrome in Children: Diagnosis
and Management. Indian Pediatr. 58(12): 1155-1161. Epub
2021 Mar 26. doi: 10.1007/s13312-021-2399-8. PMID:
33772536; PMCID: PMC8732159.

2. Boyko Ya. (2019). Juvenile idiopathic arthritis. Lviv: Svit.
[Boiiko 9. (2019). KOBeHinbHWIA igionatnyHWiA apTpuT. JIbBIB:
CaiT].

3. De Graaf G, Buckley F, Skotko BG. (2021, Mar). Estimation of
the number of people with Down syndrome in Europe. Eur J
HumGenet. 29(3): 402-410. Epub 2020 Oct 31. doi: 10.1038/
s41431-020-00748-y. Erratumin: Eur JHumGenet. (2022, Oct).
30(10): 1199-1200. PMID: 33130823; PMCID: PMC7940428.

4. Foley CM, Deely DA, MacDermott EJ, Killeen OG. (2019,
Jun 3). Arthropathy of Down syndrome: anunder-diagnosed
inflammatory joint disease that warrants a name change. RMD
Open. 5(1): e000890. doi: 10.1136/rmdopen-2018-000890.
PMID: 31245048; PMCID: PMC6560675.

5. Jones JT, Kitchen J, Talib N. (2022, Mar 14). Down Syndrome-
Associated Arthritis (DA): Diagnostic and Management
Challenges. Pediatric Health Med Ther. 13: 53-62. doi: 10.2147/
PHMT.S282646. PMID: 35311022; PMCID: PMC8932915.

6. Onel KB, Horton DB, Lovell DJ, Shenoi S, Cuello CA,
Angeles—Han ST et al. (2022, Apr). 2021 American College
of Rheumatology Guideline for the Treatment of Juvenile

Idiopathic Arthritis: Therapeutic Approaches for Oligoarthritis,
Temporomandibular Joint Arthritis, and Systemic Juvenile
Idiopathic Arthritis. Arthritis CareRes (Hoboken). 74(4):
521-537. Epub 2022 Mar 1. doi: 10.1002/acr.24853. PMID:
35233986; PMCID: PMC10124899.

7. Presson AP, Partyka G, Jensen KM, Devine OJ, Rasmussen
SA et al. (2013, Oct). Currentestimate of Down Syndrome
population prevalence in the United States. J Pediatr. 163(4):
1163-1168. Epub2013Jul23.doi: 10.1016/j.jpeds.2013.06.013.
PMID: 23885965; PMCID: PMC4445685.

8. Ravelli A, Minoia F, Davi S, Horne A, Bovis F, Pistorio A et al.
(2016, Mar). 2016 Classification Criteria for Macrophage
Activation Syndrome Complicating Systemic Juvenile
Idiopathic Arthritis: A European League Against Rheumatism/
American College of Rheumatology/Paediatric Rheumatology
International Trials Organisation Collaborative Initiative.
Arthritis Rheumatol. 68(3): 566-576. Epub 2016 Feb 9. doi:
10.1002/art.39332. PMID: 26314788.

9. Roizen NJ, Patterson D. (2003, Apr 12). Down's syndrome.
Lancet. 361(9365): 1281-1289. doi: 10.1016/S0140-
6736(03)12987-X. PMID: 12699967 .

10. Shimizu M. (2021, Dec). Macrophage activation syndrome in
systemicjuvenileidiopathicarthritis. ImmunolMed. 44(4):237-
245.Epub2021May 13.doi: 10.1080/25785826.2021.1912893.
PMID: 33982649.

Binomocri npo aBropis:

IBaHoOBa BikTopis rpvnroplaua — aCUCTEHT Kad) nepjatpii, HeOHATONOTI Ta AUTAYMX IHd)EEKLLIVI OHMY. Agpeca: M. Jlumar [JoHeubka 06nacTb,

Byn. MNpuBok3ansHa, 27. 3aB. BigaineHHs neaiatpis N2 2 KHIM «O6nacHa kniHidHa auTtaya nikapHa Kiposorpaacekoi o6nacHoi paam».

Anpeca: M. KponvBHULbKIWIA, BYI. I'IpeoﬁpaerCbKa 79/35 https //orcid.org/0000-0003-0240-508X.

XanueHkoBa [lap’a CepriiBHa — nikap-nezaiatp, Autaunii kapaiopesmaronor, a.¢inoc., Ao, 3aB. kad. ne;uanu HeoHaTonorii Ta auTaumx iHbekuin AHMY.
Appeca: M. Jluman [loHeupka 0651acTb, Byn. MprBok3ansHa, 27. https //orcid. org/OOOO 0002 5965 9905

LWvwkaHoBa Hatans BaneHTuHiBHa — acucTeHT kad. neaiatpii, HEOHaToNOrii Ta AUTAYUX iHDEKLIN, LLHMY Apnpeca: M. JlumaH, [loHeupka 06n1acTb,

Byn. MpuBok3ansHa, 27. Jlikap-imyHonor autauunin KHIM «O6nacHa kniHivHa autaya nikapHs KipoBorpaacbkoi 061acHoi paau».

Apnpeca: M. KponueHuubkuii, Byn. MNpeobpaxeHcbka, 79/35. https://orcid.org/0000-0002-6056-9501.

A3106a Onekciii OnekcaHapoBUY — acucTeHT kad. neajaTpii, HeoHaTonorii Ta auTaunx iHdekuin AHMY. Agpeca: m. Jluman, JoHeubka 061acTb,

Byn. MNpuBok3ansHa, 27. Jlikap-negiatp KHM «O6nacHa kniHivHa autaya nikapHa Kiposorpaacekoi o6nacHoi pagu». Agpeca: M. KponuBHULBKWIA,

By”. MpeoGpaxkeHcbka, 79/35. https://orcid.org/0000-0002-5853-8319.

Jincenko Cranicnae CepriitioBuy — nikap-iHTepH-negjarp KHM «O6nacHa kniHivHa amTaya nikapHsa KipoBorpazacbkoi 061acHoi pagun».
Appeca: M. KponueHuubknii, Byn. MNMpeobpaxeHcbka, 79/35. https://orcid.org/0009-0006-3455-2374.

CrarTsa Haginwna no pepakuii 08.04.2024 p., npuiinsata oo apyky 09.09.2024 p.

ISSN 2663-7553 Cyuacna nexniatpisa. Ykpaina 5(141)/2024

95



