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CvHopowm [layHa — reHetnyHa MyTauis, WO XxapakTepusyeTbCs Toncomieto 21 xpoMocomu. CUHAPOM Y GinblWIOCTI BUNAOKIB MNOEAHYIOTECA
3 IHWIMKM BPOOXXEHNMI BaflaMin OpraHiB Ta CUCTEM, TakOX Y Ljel KaTeropii NauieHTiB KOHCTaTyeTbCs MIABULLEHWI PUSKK PO3BUTKY aBTOIMYHHIX
3axBOpIoBaHb. CrHapom akTveauji Mmakpodaris (CAM) — NOTEHUINHO CMepTENbHE 3aXBOPIOBAHHS, SKe BUKINKAETCS HAAMIPHOIO akTUBaALEI0
Makpodaris 1 T-niMdOoLMTIB, O NPU3BOAUTE A0 CUCTEMHOI 3ananbHOi peakuii. TpurepHum Gaktopom possutky CAM moxe OyTn Oyab-aka
HDeKUia, NpUaHaYeHHs MearKamMeHTO3HOro NikyBaHHs abo 3amiHa npenapatiB. OCHOBHVUMM KIIHIYHMI CUMATOMaMV CUHAPOMY € NXOMaH-
ka, renatocnneHomMerania, niM@aaeHonatia, BUpaxeHa UMToneHis Ta koarynonaria. KniHiYHi nposisy MoxyTe 6yTV 03Hakamu gk OCHOBHOMO
3axBOPIOBAHHSA, Tak i no4arkom possutky CAM. [iarHoctyBaHHAa CAM yTpyaHEHe BHACNIAOK BIOCYTHOCTI YiTKMX KNACUYHX AIarHOCTUYHMX
KpuTepiis, 0CO6AMBO B NaLEHTIB i3 CUCTEMHIMI 3axBoptoBaHHsSMK. JlogaTtkosi nabopatopHi peaynstati npyu CAM BkloHaloTb NiABULLEH NI
piBEHb TPUMILEPWAIB, NakTaTaAeriaporeHasn Ta GepuTtrHy B c1mpoBatuji. CBoedacHe AiarHOCTyBaHHA Ta paHHE TepaneBTVYHE BTPYYaHHSA € 3a-
NMOPYKOIO 3anobiraHHs akTeauji CUHOPOMY.

MeTa — onucartu KNiHi4YHUIA BUNaaoK naLieHTku i3 cuHaApoMomM JayHa, B AKOI flikyBaHHA CMCTEMHOIO iAjoNatnyHOro apTputy YCKNaaHnnocs
pP03BUTKOM CAM, L0 BUKVKANO TPYAHOLL] AjarHOCTYBAHHS HA PaHHiX eTanax NpPosiBy CUMHAPOMY Ta HETUMOBKUM MOro NepebiroMm.

KniHiyHnia BUNnapoKk. is4vHka 8 pokis i3 CMHAPOMOM JlayHa Ta CUCTEMHUM idionaTnyHM apTpUTOM NEPIOAMYHO NXxOMaHmna A0 Gebpus-
HUX LMbP, Mana BucKun Ha Tynyoi Ta KiHLiBKax, B aHalisax KpoBi KOHCTaTyBaMCst TPOMOOLMTONEHIA, NiABULLEHWI piBeHb GepuT1HY Ta acnap-
TaraMiHoTpaHcdepasu, Lo BkalyBano Ha po3suTok CAM Ha Tni iMyHOCYNpPecuBHOI Tepanii.

BUCHOBKM. JlikyBaHHA CUCTEMHOIO I0BEHINBHOIO iOioNarnyHOro apTpuTy B NaLEHTKM i3 CMHAPOMOM [layHa yCKnagHunocs po3sutkom CAM,
1110 MaB HETUNOBI KAiHIYHI NPOsABK Ta NabopaTopHi NOKasHMKW. BrleonmncaHnii KNiHiYH1iA BUNaaok € NprkKnaaoM A0BroTpMBaIOro AiarHOCTUY -
HOMO MOLLYKY, LLO BIATEPMIHYBANO MNPU3HAYEHHS NIKYBaHHS.

JocnioxeHHs BUKOHaHO BiANOBIAHO 40 NPUHUMNIB [enbCiHCLKOI Aeknapauii. Ha npoBeaeHHA A0CNIOXEHb OTPMMAaHO iHbOPMOBaHy 3roaly 6ate-
KiB ANTUHN.

ABTOPU 3aABNAI0Tb MPO BiACYTHICTb KOHMAIKTY IHTEPECIB.

Kniouosi cnoBa: crHapom [layHa, CUCTEMHWI I0BEHINBHNIA iOjONaTUYHII apTPUT, CUHOPOM akTvBaLji 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

ungapom J[layna (C/l) — renernyna

aHOMaJisd, SKa BUHUKAE BHACJIIOK TPU-

comii 21 XpoMOCOMHU Ta € HAUTIOMUPEHi-
MI0I0 TEHETHMYHOIO TPUYMHOI i1HTEJEeKTYaJbHOI
HeslocTaTHOCTI [9] 13 3arajibHOIO MOMIMPEHICTIO B
CIIIA 13,0 [7], B €Bpori 10,1, B Ykpaini 12,59 [3]
Ha 10 000 sxuBonapoxernx y 2016 p., 3rizgHo 3 11o-
myaniianmMu peectpamu [7]. Lleit xpomocomumit
nedeKT CIPUYNHSIE TeTepOTeHHUN (PeHOTHTI, TKII
BKJIIOYAE aTIaHTOAKCIabHy HeCcTabilIbHICTh, BPOJI-
»keni Baju cepiist (BBC), rimotupeos, remaTtosioriy-
Hi po3Jiajii, Peru/IMBHI HMEKIIT Ta miBUIIEeHU]
PU3NK PO3BUTKY aBTOIMYHHUX 3aXBOPIOBAHb.

ABTOIMYHHI 3aXBOPIOBaHHS BUHUKAIOTH YHa-
CJIIJIOK IMCPETY IS IMyHHOI CUCTEMH, 1110 TPU3BO-
JIUTH JIO THiBUNIEHHS PiBHS TIPO3ANAJbHUX I1-
TOKIHIB, aJlallTUBHUX TIOPYIIEHb PETYJSIil iIMyH-
HOi cuctemu [5]. BBakaerbcs, 10 MiABUIIEHHS
YacTOTH aBTOIMYHHUX 3axBopioBaHb 1ipu C/ mosic-
HIOETHCSI 3MiHEHOIO TYMOPAJIbHOI0 a00 KJIITHHHOTO
IMYHHOIO (DYHKIIi€10, MyTAIli€I0 B TeHi aBTOIMYHHO-
ro peryssitopa (AIRE), posramosanomy B 21q22.3
JUJIAHI, KU € paKTOpoM TPaHCKPUIIIi Ta Gepe
y4yacTh B IMYHHiN peryJdllii; 3MiHaMU B PeryJis-
1ii Tpo- i MpoTu3anajbHUX UTOKIHIB. Ile Takox
IMOBipHa TPUYMHA ITiIBUIIEHOTO PUSUKY PO3BUTKY
3aIaJIbHOTO apTPUTY ab0 apTPUTY, acOIiHOBAHOTO
i3 C/I (A-DS), sikmii crioctepiraerbest B ocio i3 Tpu-
comieio 21 xpomocomu [5].

Hocaifzkenns, mpucBIYeHi KOHKPETHO apTpu-
Ty npu CJI, oomexeni. o chOTO/HI 3alUIIAIOTH-
ca auckyTabenbHUMK uTaHHd, mo A-DS e Tieo
camoi0 XBOpo0OIo, 10 i IOBEHIJIbHUN imiomaTny-
auii aprput (IOIA), abo 11e pisHi Ho3010TiUHI hop-
Mmu [4].

Bispmicty mamienTiB i3 A-DS matots mosiap-
TUKYJIIpHE 3axBopioBatHs (1'saTh a6o Oljble Cy-
r7106iB 3 apTPUTOM HAa MOMEHT BUSIBJIEHHSI 3aXBO-
PIOBAHHSI) 3 arpECUBHUM TEPeOIroM, ypasKeHHSIM
KiCTOK 1 Cyr7i06iB Ha MOMEHT BWSIBJIEHHS, TPU
IIbOMY pEeBMaTOiIHNI (haKTOp Ta AHTUHYKJeap-
Hi antutiia (ANA) HeratusHi. IcHye ckiagHicTh
y miarnoctyBaHHi A-DS, ockimbku Hemae mpoTO-
KOJTiB I[O/I0 CKPUHIHTY a00 MOHITOPUHTY 3aIlajib-
HOro apTputy B 0ci6 3 A-DS [5].

Miarno3 IOTA — 1e cykynHicTh pisHuX (hopm
apTPUTIB HeBizoMoi eTiosorii, sAKi Ae6ITYIOTh
y giTelt BikoM /10 16 pokiB i TpuBatoTh OHA 6 THIK-
HiB [2]. 3rizno 3 EAMOHTOHCHKOIO MiKHAPOIHOIO
Jgiiroto acoriamnii peematosioris (ILAR) 2001 poxy,
IOTA BkifOYa€ MATHTIA:  OITOAPTUKYJISAPHUN

(qotrpu abo MeHIe cyriao6iB 3 apTPUTOM Ha
MOMEHT  JIIarHOCTYBaHHA), MOJIaPTUKYJISAPHUI
(1’stTh 260 Gijibiie cyrI06iB 3 apTPUTOM Ha MOMEHT
JIIaTHOCTYBaHHS ), CUCTEMHUIN (apTPUT i3 JIUXO-
MaHKOIO TPUBAJICTIO 2 TWXKHI, IO BiJI3HAYAETHCS
MIO/HS, CYTIPOBO/IKYETHCS KJIACUYHUM BUCHUTIOM,
jgimdajieHonarieo, TrenaTocIieHOMerasien abo
CEPO3UTOM), apTPUT, TOB'SI3aHUN 3 EHTE3UTOM
(apTpur Ta eHTe3UT 200 APTPUT YK EHTE3UT i3 Ha-
SBHICTIO BOX 200 OlJiblle 3 TAKUX KPUTEPIiB: Oijb
Yy KPHKOBO-KJIYOOBUX 34I€HYBaHHSX, 3arajibHi
CUMIITOMU B HUZKHIN YaCTUHI CIIMHU, TTO3UTUBHUM
HLA-B27, cimelinuii aHamMHe3 3aXBOPIOBaHHSI,
nos’ss3annit 3 HLA-B27, roctpuii nepesiHiii yBeir,
apTPUT y XJIOTIIB Ticss 6 POKiB) i TIcopiaTUUHMI
apTput (apTPUT ILTIOC TIcopia3 abo 03HAKHU 1copias,
TaKWi IK JAaKTUJIT, OHIXOJI3KC HIrTiB abo poany
HEPIIOro CTyIeHs 3 Ticopiazom) [5].

Mema pnocnijpkeHHd — OIHMCATH KJIIHIYHUN
punanok namieutku i3 C/1 i cuctemunM IOIA, axnii
YCKJTQJIHUBCS CUHAPOMOM aKTuBallii Makpodaris
(CAM), gk mpuKJIaz TPUBAIOTO /iaTHOCTUYHOTO
TIOIIYKY Ta CKJIQJHOCTI 160y Tepartii Ta mpuBep-
HYTH yBary Jikapis 10 po0JieMu JiarHOCTyBaHHs
CAM Ha paHHIX eTamax HOTO PO3BUTKY.

Hocaijzkenna BUKOHAHO 32  MPUHIUIIAMEU
Tenncincbkoi gexmaparii. Ha mpoBemenns moci-
JUKEHb OTpUMaHO iH(opMoBaHy 3romy OaTbhKiB
JIATHHMU.

Kiiniyauii BUnagok

JliBumHka, BiKOM &8 POKIB, TOCIiTalTi30BaHa
3i ckapramu Ha auxomanky 38,5°C, cyxuii KaleJib,
61T y sKUBOTI /10 iHDeKIiitHOTO BiamiteHHs Komy-
HAJIbLHOIO HeKoMepliiinoro mignpuemcrsa «O0-
JIACHA KJITHIYHA ANTAYa JiKkapHs» KipoBorpazcbkoi
obmacuoi paau (KHIT KOK/IJT KOP).

Anamnes ocumms. JIuTHHA CIOCTEPITAETH-
cd  TefiaTpoM BiJi HAPO/KEHHd 3 J[larHO30M
«C/l. BBC: Bropunnuii gedekt mixnepeacepaHoi
neperopoaku (JIMIIIT) — denectpoBana mixime-
pezcep/iHa ieperopozika. /logarkosa JiBa BepXHS
MOPO’KHKUCTA BEHA, 0 IPEHYETHhCS B KOPOHAPHUIA
cunyc. AGepaHTHaA IIpaBa MiAKIIOYNIHA apTePist».
KoncynsroBana KapaioXipyproM, Ha MOMEHT
OTJISIy OllepaTUBHA KOPEKIliS BaJi He TOKa3aHa.
3 2017 p. crmocTepira€Tbcsl €HJOKPUHOJIOTOM i3
niarHo3oMm «limoTupeoss.

Anamnes 3axsoprosanus. 3axpopina 10.01.2021,
KOJIU BIIEpIIie 3'sIBUJIacs rapsyka Ta BUCHII HA TY-
ay6i. CiMeitHuM JrikapeM BCTaHOBJIEHWH JiarHO3
«Joctpa  pecmipaTopHa  BipycHa  iH(EKIIis».
Ha tani wmemmukamenTosnoi tepamii  (anTubak-
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TepiajbHa Teparis, >KapoO3HUKYBaJIbHI Iperapa-
THW) 3araJbHUM CTaH TIOJIMIIWBCS, TeMIlepaTypa
Tija HopMasisyBasacs, ajge 30epiraBcsi BUCHIL
Yepes 7 1i6 (17.01.2021) miBunHKa 3HOBY TIOYasa
JINXOMAHWTH, 3aTaJbHUN CTaH TIOTipIINUBCS: TIOCHU-
JIsiacsl 3arajibHa cJIabKicTh, BUCUIT Ha TysyOi Ta
06smyui, GebpuibHa JIUXOMaHKa. Y KJIIHIYHOMY
aHasi3i KpOBI KOHCTaroBaHa TPOMOOIUTOIEHIs
(66 I'/a). PexomenjoBana rocriTaiisaris 10 iH-
dekIiitHOro Bi/IiIeHHS.

Ob6’exkmuenuii. cmamyc na MoMenm z0cnima-
Ji3auii: 3aralbHUN CTaH TSKKUN, BUMYIIEHE I10-
goxennga (puc. 1, 2). B'saua, aetuT 3HUKEHWH.
Ha wikipi ob6muyuusy, Tysay6a, BepXHiX 1 HMIKHIX
KIHI[IBOK — MakKyJIO-TIallyJIbO3HUII BUCHUII C-
KpaBO-4epBOHOTO Kobopy (puc. 3). O6mmuus
HaOpsikJie, B JIJIAHII KYTKIiB poTa TPilUHH,
ry6u rirrepeMoBaHi, SI3UK MaJIUHOBUHN, YKPUTHII Oi-
suMm HastboToM. [lomianenomeranis nepudepruannx
giMmpatnaanx By3miB. Cam30Ba pOTOBOI MTOPOKHNU-
HU poskeBa. Temmepatypa Tima — 37,6°C. [luxan-
H4 BisibHe uepe3 Hic. [lepkyTopHO Haj JiereHAMU
SICHUH JiereHeBUM 3BYK. AYCKyJbTaTUBHO B Jiere-
HSIX JKOPCTKE JINXaHHS, 4aCTOTa UXAJbHUX PYXiB
(Y/IP) — 20 3a xBusmny. Mexi BiIHOCHOI cep1ieBoi
TYIOCTI po3iupeHi BiipaBo. TOHU ceplist pUTMiuHi,
SICHI, CUCTOJIIYHMI IIyM HaJ| YCI€I0 IIISHKOIO cep-
1. YacTora ceprieBux ckopouenb — 140 yznapis 3a
XBUJINHY. JKUBIT M'SIKUT, TOCTYITHWI 7151 TIHOOKOT
naspnarii. [ledinka BucTynae Ha 2 cM i3-1ij Kpaio
pebepHol ayru, cejesinka He 30iibiieHa. MeHiH-
reasibHi o3Haku BiacyTHi. DyHKINS cedoBUIIEH-
Hd He TopylieHa. BUmopoxxHeHHS Ma€ TeHIEHTTiI0
IO 3aTBEPiHHS.

Y 6idodinenni oumuny obcmednceno: y KIHIYHO-
My aHaizi KpoBi — tpomboruronetist (79 T /)
i HelTpodisbo3 3a PaxyHOK IAJIUYKOSIAEPHUX
dbopm (14%).

Y 6Gioximiunomy docuioxcerni TOMIILHO BUILIN-
T Taki nokasuukmn: C-peakrusauii 6110k (CPB) —
13 wmkr/cm3 (Hopma — <10 wmkr/cm3), jakrart-
nerigporenaza (JIA) — 116 On/am3 (nopma —
195-349 On/nm3).

[TpusHayeno aHTHOIOTUKOTEPAIIIO IIPOTATOM
18 nib, me3iHTOKCHUKAIiTHY, MPOTH3ATAIbHY Te-
pamifo. Ajie CTaH AWTHUHU 3aJUIIABCS TSKKUM,
6e3 1mo3uTUBHOI AuHaMiku. [IpooBKyBaia JUX0-
manuTu 10 39°C, 36epirasacst B’'iIicTh, CJ1abKiCTh,
BUCHIL. /[UTUHY OIJITHYTO TeMaToJIOrOM. 3arepe-
YeHO XPOHIYHUN Mi€IOIENKO03, OHKOTeMaTOJIOTIUHi
3aXBOPIOBAHHS.

Y nynxmami xicmkogozo mo3ky: HyHKINS dyep-
BOHOTO T1apOCTKA 3HMIKEHA, TPaHyJOIUTAPHUI
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Puc. 1. BumylueHe NoNoXeHHs nauieHTa

Puc. 2. CtaH Ha MOMEHT rocnitanizauji

Puc. 3. Bucun Ha Tyny6i Ta KiHLiBKax

mapocTok 6e3 TMaTOJOTIUYHUX 3MiH, (DYHKIS Me-
rakapioluTapHoOro MmapocTka 6e3 0coOJUBOCTEN.
[IpoBeneno cnipanvro-xomn’romepny momoepaghiro
opeanie zpyonoi ma uepesnoi NOPONCHUHI: 3MIHU
B JiereHsix 3a paxyHok BBC. Tpaxeanmbuuii 6poHX
npaBopyd, abepaHTHa TIpaBa MiAKIIOYNYHA ap-
Tepisd, 0/IaTKOBA JiiBa BEPXHSA MOPOKHUCTA BEHA,
sKa IPEHYEThCS B KOPOHAPHUTT cunyc. Brucoke Bif-
XO/KEHHST BepXHbOI OpuskoBoi aprepii. IlomipHa
JiMmcaieHonaTist TaXBOBUX 1 3/[yXBUHHO-000I0BUX
gimbarnuaux BysaiB. [lomipHa remaTomerasris.
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Tabnuys 1
3aranbHuii aHania kpoei 5.08—-14.09
T
NoxasHm Aatal 5 og 9.08 15.08 27.08 1.09 5.09 14.09
remorno0iH, r/n 108 115 17 101 91 90 102
Eputpounti, T/n 3,9 45 43 39 3,5 3,5 41
Tpombouutn, I/n 18 46 50 81 63 86 103
Jlenkoumtn, I'/n 12 22,5 18,4 13,5 28,5 21,4 34,5
LUOE, mm/roa, 17 16 13 30 19 20 10
MannykoaaepHi, % 16 12 24 5 38 23
CermeHToanepHi, % 58 75,5 58 80 54 67 73
EosnHodinm, % 2 4 4 3 2 1 1
Nimdpouytn, % 22 4 8 ¢ 1 16 2
MoHoumntn, % 7 4 6 6 2 8 1
BnacTHi KNiTnHW 3 5:100

3BarHinHs my bno3Horo siapa Th6-Th7 mixkxpeb-
1eBoro aucka. KoncyasroBano TusiaTpoM, 3arre-
pedeHo TyOepKyIbO3 JiereHb i Xxpeora.

BpaxoBytoun ckapru, aHaMHe3 3aXBOPIOBaHHS,
maHi abopaTopHUX Ta iHCTPYMEHTAJIBHUX JIOCJTi-
JUKEHb, JIaTHOCTWYHI  KpuTepii  (TiBUIIEHHS
TeMreparypu Tisa (moHaja 5 i0); mMOsiBa BUCHITY
Ha IIKipi B AlAAHIN Ty/ry6a Ta KiHIiBKax; HaGpsK
JIOJIOHD, THAOMIOB Ta ryd i3 HACTYIHOIO IXHBOIO
rifepeMi€lo; «IMOJyHUYHNIY SI3UK, SIKUU BUTJIS/IaB
OJMICKYYUM Ta SICKDaBUM i3 YEPBOHUMHE TLIsSIMa-
MU, epUTeMa CJIU30BOI POTOTJIOTKU; 30iJIbIIEHHS
JiMGMATUYHUX BY3JIiB, MEPEBAKHO TMUHHUX) JI1-
TUHI BCTAHOBJIEHO KJIIHIUHWE MiarHo3 «CuHapOM
Kasacaki. HemudepentiiiioBane 3axBopioBaHHS
CIIOJTYYHOT TKAHWUHU?».

OTpumyBasia  JIiKyBaHHS  iMyHOTIJIOOYJIiHOM
y 71031 2 T/KT oHOpPa30Bo. BinzHaueHo MIBUIKY
MO3UTUBHY JWHAMiKy, TOJIMIIEHHS 3arajbHO-
ro cramy, mKipa umcra, OJiga, Temmeparypa Tijia
HOpMaJsi3yBajacs, IUTUHA cTaja aKTUBHOMWO. /[iB-
YUHIN TPU3HAYEHO per 0s MeTinpen y 031 1 Mr/Kr
i3 IOCTYIIOBUM 3HUKEHHSM J[O3U.

JlutnHa nepebyBaja B MeIMKAMEHTO3HIi
pemicii 3 6epesnst o TpaBetb 2021 poky, y dasi
6e3MeIMKaMeHTO3HOI peMicii — 3 TpaBHS 110 cep-
neHb 2021 poxky.

02.08.2021 Oarbku [IBYMHKH  3BEPHYJIHCS
mo KHIT OKIJI KOP 3i ckapramm Ha paHKO-
BY CKyTiCTb [0 3 rojauH, HaOpsK, Oi/ib, 3HUKEH-
HS aMIUITYAX PyXiB TOMIJKOBUX CYIJIOOiB, He-
MOKJIUBICTh CAMOCTIHHO XOJAUTH Yy 3B’SI3Ky 3
BUPa3HUM OOJIOBUM CHHIPOMOM, JIIXOMAHKOIO
37,6°C GisbIilie IBOX THIKHIB, TIEPIOANIHIIT MaKy-
JIO-TIANyJIbO3HUI BUCHIT Ha 06Jiydi, Tyrybi, KiH-
miBkax. Ha mMoMeHT oOCTe)KeHHsT BU3HAYEHO TaKi
MapKepu 3alajbHOTO IIPoIlecy: MBUAKICTD OCi/IaH-
ua eputporutiB (IIIOE) — 42 mm/rox, CPb —
48 Mxr/cm3, peputia — 1020 HT/MIT, TPOKATBITN-

ToHiH — 0,13 Hr/M. YIBTpa3sByKOBe JAOCTIIZKEHHS
Cyr06iB: TEHOCHHOBIIT TOMIJIKOBUX CyT/I00iB.

BpaxoBytoun ckapru, aHamMHe3 3aXBOPIOBaH-
HsT Ta JlaHi 0O6cTesKeHb BCcTaHoBIeHO miario3 «C/JI.
BBC. Cucremuuii 10BeHIIbHUAH iZ[iOIaTUIHUN ap-
Tput (clOIA): muxomanKa, MKIpHUI CUHAPOM, ap-
TPUT FOMIJIKOBUX CyT100iB, renaTomeraiis, giMda-
nenomaris. [lopymenns hyHKIIT 2-T0 CTyTIeHS ».

3TiTHO 3 Mi)KHAPOIHUMW CTaHAApTaMU BeleH-
ust mamientiB 3 clOIA (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 mnpusHaueHO JIiKyBaHHS:
BHYTPIlTHBOBEHHO (B/B) Tormmizymadb 12 mr/kr
1 pas Ha 100y mpotsirom 2 trkHiB [8]. Ha Tii Te-
pariii cTaH AMTUHU MOJITIIIUBCS, TeMIIepaTypa 3HU-
3unacs 10 36,6°C, nutrHa mmoyasia CaMoCTIiiTHO XO-
JIATH, 3MEHIIUBC HAOPSK Cyr100iB. Y MoKasHUKaxX
kposi: HIOE — 6 mm/rox, CPb — neratuBamii.

3 BepecHa 2021 poxy no Jswunenb 2022 poxy
HamieHTKa OTpuMyBaja TommMAisymab 12 mr/kr
1 pa3 Ha 2 TuzKHI, IepebyBajia B MeMKaMEeHTO3HIi
peMicii.

05.08.2022 Garbku 3BepHYJIUCA A0 JiKapHi 3i
CKapramMy Ha TOTIPIIEHHsST CTaHy JUTUHU (JIUXO0-
MaHKa, ciabKicTh, Bucum Ha Tyayo6i). Ha moment
rocritasiisaiiii — 3araJbHUH CTaH UTUHU TSKKUAM.
B'sura. Camocrtiitno ne xoauts. IIkipa 6uina, Ha
Ty/1y0i Api6HOTOYKOBA TeMOpariyHa BUCUIIKA, CHH-
1 iz ourMa, nactosuicts 06anyuds. Cyriaobu 308-
Hi He 3MiHeHI, aMIUTITy/Ia PYXiB y MOBHOMY 00CSI3i.
[TanprytoTbest  TIEPEHBOITNIHI,  33IHbOIINIIHI,
MaxBOBI, MAKOJIHHI JiM(MAaTUUHI BY3J1 PO3MiPOM
3X4 MM, 1IpH naJIbaliii 6e360J1iCHi, M'IKO-eJ1acTH-
HOI KOHCHUCTEHILil, He clasiHi MizK co600 Ta 0TOUY-
ounMu TKaHnHaMu. Cin30Ba pOTOBOI TOPOKHITHI
poxkesa. Temmnepatypa tima — 36,8°C. SI3uk oOkIa-
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Tabnuys 2
BioximiuHM aHani3 KPoBi
T

R Aata 8.08 17.08 25.08 9.09
AnaniHtpacdepasa (AJ1T), OL1/oms3 43 54 99 129
AcnaptartpaHcdepasa (ACT), O1/am3 54 102 226 99

CPB, mkr/cm3 Herar 6 24 24

nAar, o4/nm3 2958 5748

JIeHHit 6iuM HaaboTOM. J[MXaHHs yepe3 Hic Bijb-
He. Y JieTeHgIX JUXaHHs KOPCTKE, XPUTTU He BUCJTY-
xoBytoTbest, Y/IP — 25 3a xBusuny. [lepkyropho
JeredeBuil 3ByK. CepiieBa AisS/IBHICTD PUTMivHA,
CUCTOJIIYHUI IIYM Yy BCiX TOYKaxX ayCKyJIbTallil.
JKusiT M'sikuit, MOCTyIHUN TMOOKIN Masbiallil.
[Teuirka BUCTYIA€E 3-Ti/ Kpalo pebepHOIO JAyru Ha
1 cMm, cesesinka He 30iiableHa. MeHiHTeabHI 3HA-
ku HeraTuBHi. CedoBUIeHHS He mopyIieHe. Bu-
MTOPOKHEHHSI 31 CXUJIBHICTIO /10 3aKPEIIiB.

Y sazanvnomy ananisi kposi (3AK): amewmis,
criiika TpoMOOIUTOIIEHIs, JEHKOIUTO3 13 Tmajiny-
KOSI/IEPHUM 3CyBOM yJiiBo. [ligBuineHi piBHi TpaHc-
depas, JIT, CPB (tabu. 1, 2).

Jutuny orssgHyTo rematosioroM. IIposese-
HO CMEPHAIbHY NYHKUII0: TIPU BUCOKIN KITBKOCTI
KJITUHHUX €JIEMEHTIB y Ipernaparax KiCTKOBOTO
MO3KY — PO3IIUPEHHS IPaHyJIOMUTAPHOTO MAPOCT-
Ka KPOBOTBOPEHHS 3 TIOMIPHO BUPAKEHUMU O3HA-
Kamu jeredepartii. Epurpoigauii mapocrok 36e-
pEXEeHU, MerakapiolUuTapHUN Jello 3BY:KeHUH
3 O3HaKaMM Auciioesy. BizHocHa KinbKicTb Osact-
nux kiaitun 0,4%.

Jabopamopis ~ meduunoi  zememuxu  6i0
12.08.2022: nanux 1mpo XpOoHIYHUI Mi€100IaCTHUI
JIefiKo3 Ha 11eli yac HeMae.

Exoxapoioepagiune  docniomcenns 08.08.2022.
Bucnosox «BBC: sropunnuit [IMIIIL. [lomatko-
Ba BEpXHS IMOPOXKHUCTA BEHA, SdKa [IPEHYETbCS
B pO3NIMpeHuil KopoHapHuii cunyc. ligponepu-
kapa. Hesnaune 306ibllleHHS [paBUX BiIiIiB
ceplisl, He3HAYHA TPUKYCITIIATbHA HEIOCTATHICTD.
liapoTopakc?s.

3 13.08.2022 nutmHa 3HOBY Toyaa JUXOMa-
autn. Crocrepirasacst rinepemist 1miaHEOIHHUX
nyxkoK, v 3AK — mammuxosiiepHuil 3cyB BIIBO.
[TpusnadeHo aHTHOIOTUKOTEPAIIiIO, a/le CTaH J[UTH-
HU OyB 6e3 MoJIiIIIeHH s, TIPOAOBKYBaJa JIMXOMa-
autu 10 38,2°C.

18.08.2022 mpoBeneHo peHTreHOTpamMy OpraHiB
Tpy/AHOI TIOpokKHWHU. KapTwHa He BUKIOYaTa
crieruivHol MHEBMOHIT (TyOepKyI603? JIeitko3?)
i3 PeakIli€elo MIeBpyu Ta BHYTPIIHOTPY/IHUX JIiM-
dartnunux By3JsiB (puc. 4).

BpaxoBytoun RoO-KapTuHY, MOSBY CTOMaTUTY,
BijiMiHEHO 1TehOTaKCUM, a MPU3HAYEHO B/B MEPO-

Puc. 4. PentreHorpadis opraHis rpyaHoi KniTkmn

nerem 20 Mr/Kr Ta Mikamin 2,5 mr/kr i3 18.09.2022
1o 24.09.2022 (7 ni6).

[Tonimepazna JaHIOrOBA peakxiisi /10 BHY-
TPIIHBOKIITUHHUX iHGeKIi#, rematutiB B ta C,
Parvovirus: neratusHi.

22.08.2022 B aHastizax KpoBi 36epira€Tbest TpOM-
6ouuromnenisa (21 T/x). 23.08-24.08.2022 BBeneHo
TPOMOOKOHIIEHTPAT.

[Tposeneno komiroTepHy TOMOrpadio 3 KoH-
MPaAcMy6anHsIm opeanie zpyonoi KIimKu, uepes-
HOT NOPONCHUNU, MAN020 Ma3a: NBOOIYHWIT Mainii
rizporopakc. [igponepukapa. 3MiHM B JieTeHSIX
obymossieri BBC, cyanH i pecripatopHuUMH 110-
pylieHHAMHU. AHOMaJTii PO3BUTKY: TpaxeaJbHUI
O6poHX MpaBoOpyY, abepaHTHA MPaBa MiJAKIIOYNIHA
aprepist (a. Luzoria), mojatkoBa JiBa BEPXHS T10-
POKHUCTA BeHa, sKa JAPEHYETbCS B KOPOHAPHUI
cuHyc. Bricoke BiZIXO[KEHHSI BEPXHBOI GPHUIKOBOI
aprepii. HeBemmka simdoazeHonarTiss 1maxBoBUX,
GpUKOBO-000/I0OBUX 1 3[yXBHHHO-000I0BUX JIiM-
(patnunux By3siB. IlomipHa remaTomerasis. 3Bar-
HiHHs Ty 1b1103HOTO0 siipa Th6-Th7 miskxpebiieBoro
mcka (puc. 5).

[utuny ornguyro ¢grusiarpom: C/[, BBC. Cu-
cremanii FOTA. /lanux mpo TyOepKyJIbo3 JiereHb
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CLINICAL CASE

i xpebra Ha 11€eil yac He BUsIBIEHO. PeKOMeH10BaHO
JUTsI 3aTiepedeH st TyOepKyJIbo3HO1 iH(eKIii mpoBe-
CTU KBaHTU(EPOHOBUH TECT: HETaTUBHUIA.

Y mporieci 06cTexREHHS 3amepedyeHo OHKoreMa-
TOJIOTIUHI 3aXBOPIOBaHHSA, 1H(EKINIHI 3aXBOpIO-
BaHHS, CUH/IPOM CHUCTEMHOI 3alajbHOI BiATOBI/II,
TyOEpKyJIbO3 JIereHb 1 XpeOTa.

CraH JIWTWUHU 3aJUIIABCA TSKKUM. TpuBaja
JIUXOMaHKa, TPOMOOIUTOIEHIsT, TiZiporieprKap/,
B'sLTIiCTh, c1abKicTh. BpaxoByioun HasiBHICTD y /11-
turau clOTA, 3ammiio3peno yckaajHeHHS Ha TJI iMy-
HocytpecuBHOI Teparii — CAM.

3rizro 3 2016 Classification Criteria for
Macrophage Activation Syndrome Complicating
Systemic Juvenile Idiopathic Arthritis y namienris
i3 rapsiukoro, ki xBopitoTh Ha clOIA, miarHocTty-
10T CAM, sKI110: HasiBHI Oy/b-SIKi IBa 3 TAKKX I10-
Ka3HUKIB: (hepuTiH — >684 Hr/Mi1, TPOMOOIITH —
<181 I'/n, ACT — >48 Opn/n, tpuriinepuim —
>156 wmr/ma, ¢ibputnoren — <360 wmr/ma [7].
Y HaBeseHOMY KJIIHIYHOMY BUTAJIKY TIAI[IEHT MaB:
rapsuky (38,2°C), peputun — 1651 ur/ma, ACT —
226 On/n, tpomborru — 18—81 T'/u1.

BpaxoBytoun TpuBay IMXOMaHKY, i IBUTIIEHUT
piBeHb (hepUTHHY, TPOMOOIUTOTIEH O, 301/IbIIEHHST
ACT, JIAI, remarocrnjeHoMerajilo, BCTAHOBJIEHO
nmiarno3 <«CuHAapoMm akTWBailii Makpodaris mpu
clOTA. C/1. BBC: Bropunnuii JIMIIII. /lonatkoBa
BEpXHs MIOPOKHUCTA BEHa, sIKa JIPEHYETHCST B PO3-
mupeHnii koponapuuii curyc. CepiieBa HeJIOCTaT-
HicTh 1—2-T0 cTyTIEHS>.
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3a mporokosiom gikyBauHs clOIA, yckiman-
nenoro CAM [6], npusHaueHo IyJbC-Tepariio
COIYMeIPOJIOM i3 po3paxyHKy 16 mr/Kr Ne3; moTim
MeTirpe 2 Mr/Kr Ha 106y 3 TOCTYITOBUM 3HUIKEH-
HaM 1031. CTaH JUTHHY MOJIITIINBCS, cTaaa OiIbli
aKTUBHOW, HAOPSAKIB HEMae, He JUXOMaHUTD,
BUCHUIly Hemae. B anHamizax KpoBi — IO3WTHBHA
JMHAMIKa 3 MiJABUINEHHSM PiBHSI TPOMOOIUTIB 0
103 T'/n, auTuHY BUNKWCAHO ST TIPOJIOBXKEHHS
JIIKYyBaHHS 32 MicCIleM ITPOKMBaHHS.

3 6epesns 2023 poky nepebyBae B MeIMKaMeH-
To3Hil pemicii. Otpumye Tormnizymab — 12 mr/kr
1 pa3 Ha 2 TwKHI, MeTiTipe — 4 MT Ha 100Yy.

O6I‘OBOpeHH$I Ta BUCHOBKH

Y 10% xBopux 3 clOIA possuBaerbcsas CAM,
ajie BiJJOMO, 1[0 WOTO 4YacToTa, sKa He BizobOpa-
JKA€eThbCs B KJHIYHIN nipakTuili, nocsrae 30—40%
[10]. CAM mnposBiSIETBCS Y BUTJISI BTOPUHHO-
ro remMadaronUTapHOro JiM@OTricTiONUTO3Y, 110
IIPU3BOJIUTD JIO Iillep3anajgbHOTO CTaHy B Pe3yJib-
TaTi OCHOBHOTO IIMTOKIHOBOTO mitopmy [1]. Tpu-
repuuMu (akTOpaMu PO3BUTKY BHUIIEOTHCAHOTO
CUHIPOMY MOKYTh OyTH iH(eKIil, JiKku (acmipuH,
HECTEePOiHI MpoTH3aNaibHi 3aco0u, Tperaparu
30J10Ta, METOTpeKcar i Ojokatopu (axropa He-
KpO3y MyXJIMHW) Ta ixHi 1mobiuHi edekTn, 3mMiHa
npernapaty abo MoYaToK 3acTOCyBaHHsI OioJoriv-
Hux npenapatis [10].

OcHoBurMy KiaiHivHEME o3Hakamu CAM e
GesrepepBHa BUCOKA TEMIIEPaTypa, FernaToCIieHo-
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MeraJis, JgimbageHonaris, KpoBoTedi, UCHYHKITT
LEHTPaJbHOI HEPBOBOI CUCTEMU; JA0OPATOPHUMH:
IUTOTIEHis, 3MiHa PiBHSA TpaHcdepas, KoaryJo-
matisg, sawkenHs ITOE, rineprpurainepumemis,
rinmoHaTpiemisi, TinoanxpOymiHeMis, rinepdepuTu-
HEMisl; TICTONATOJOTIYHUMH: TeMadarouTo3 ma-
Kpodaris y KicTKOBoMy MO3KY [2,8].

Buiieonncanuii naiieHT MaB Tapsuky, Ii/[BU-
menuii peputuH, migsuinenasa piBag ACT, 3uu-
JKEeHHST KIJIbKOCTi TPOMOOITUTIB.

OTske, OCTATOUHUN J[IarHO3 BCTAHOBJIEHO 3Ti/I-
HO 3 KpUTEPisIMU €BPOMNENCHKOT JIITH MPOTH PEB-
MaTu3My,/AMepruKaHChKOTO KOJIEJIKY peB-
marosiorii  (EULAR/ACR) 2016 poxy, uyepes
4 TWXKHS TCJIsT OCTaHHBbOI rocmitamisainii. Tpyma-
HOMNII /[larHOCTYBaHHS BUKJIWKAJIW TIEPIIi MPOSIBU
3aXBOPIOBAHHS: B'SJIiCTh, BUCHUII, Bi/ICYyTHICTb JIN-
XOMaHKHM B IIEPIITi [[Hi, OsIBa rapsiyKy Ha 8-My 100y
(13.08.2022). B anamnizax KpoBi — He XapaxTep-
Hi a1 CAM nigsumenns HHIOE Ta nefikoruTos,
y kictkoBoMy Mo3Ky 3a 09.08.2022 — BizcyTHii
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