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KJIHIYHUA BUNAAOK
WBUAKOMNPOIPECYIOHOIO
YCKJIAAHEHOIO
CENMNCUCOM IOBEHIJIbBHOI'O
AEPMATOMIO3UTY

Y crartTi npeacraBieHoO BUNanoK LBUAKOMPOrPeCcy4oro tOBEHJIbHOro
AEepMaToMio3nTy y Mianitka, Lo YCKIaAHMBCS Cencucom 1a rnepgopadli-
€10 ABaHaausaTunasaoi kuwku. fornpy 3acTocyBaHHSI Cy4acHUX METOAIB Ji-
KyBaHHSI, BKJ1lO4ar04m iMyHOOBIOJIOriyHy Tepanit, netasibHiCTb cepes Ta-
KMX nawjieHTIiB 3a/1MLLIaEeTbCs JOCUTb BUCOKOIO (6113bko 3% ). LiarHoCTUYHI
TPYAHOLL, TSXKUV MionaTu4yHUi CUHAPOM B AE€00Ti 3aXBOPIOBAHHS, nepe-
PUBaHHS JliKyBaHHS Ta PO3BUTOK BTOPUHHOIO iMyHOAEDILUNTY Ha T/1i aHTU -
B-nim¢pountapHoi Tepanii, ctanu Kao4oBUMU pakTopamMm HECrpUsTiv-
BOIo rnPorHo3y. BuceitneHo TvnoBi noMusku T1a npobaemMy BeAeHHS natli-
EHTIB i3 TSXKUM riepebiroM I0BEHI/IbHOro 4epMaToMio3nTy, MiaKpecsieHo
BaXJINBICTb MOHITOPUHIY iIMyHHOro ctatycy Ta 6e3nepepBHOro KOHTPOJIO

SIBaHO-PpaHKiBCbKMNI
HaLuioOHaIbHWA MeaNYHUN
yHiBEpPCUTET

Knroyosi cnoBa: aitn,
IOBEHINIbHUM AEPMATOMIO3UT,
JIETAJIbHICTb, YPaXEeHHS
LLIJTYHKOBO-KULLIKOBOIO TPAkKTY,
imyHobGionoriyHa Teparnis.

tOBeHINbHMI fepmaTomiodunT (FOAM) — ue cuctem-
He ayTOiMyHHe 3aXBOPIOBAHHS 3 MY IOBEHINTbHUX iaio-
NaTUYHUX 3anajibHMX MIONaTin, WO CYNPOBOAXKYETLCS
CUMETPUYHMM YPaKEHHSIM NPOKCUMalbHUX M’A3iB, Xa-
pakTepHMM ypaxXeHHsIM LLKipKY Ta BackynonaTieto. KOAM
€ HanNOLUVPEHILLOO GOPMOIO IOBEHINTbHUX idionaTny-
HMX 3ananbHNX MIONaTiN, i pa3om 3 TMUM — Op¢daHHO
naTonorieto i3 3axgoptoBaHicTio 1:250 000-500 000 ai-
Ten. CepepHir Bik ebtoTy 5—14 pokiB, Npu LIbOMY fjBya-
Ta XBOPIOTb YacTile, Hix xnonui (2-5:1) [5].

JoseneHo, wo B natoreHesi OAM BaxnvBe 3Ha-
YEeHHS BifirpaloTb reHeTUYHI HakTopu: BUABIIEHI aco-
uiauii 3 anenamm HLA-DQA1*0501, HLA-DQA*0301,
HLA-DRB1*0301 reHiB ronoBHOro KOMMaeKcy ric-
TOCYMICHOCTI, a TaKOX MyTauii B MEBHUX FEHAx, LLO
KOAYITb NPOMOTOP dakTopa HEKPO3Y NYXIUH-QA,
iHTepnerkiH-1B, aHTaroHicT peuenTopa iHTepnenki-
HYy-1 IHTPOH, pPerynaropHuii dakTop iHTepdEepoHy 5,
MaHO0303B’A3yBasIbHNN NEKTUH, XEMOKIHOBUI JliraHm,
21, noaibHuin no pocdoninasm C 6iNok ToLLO, AKi Npu-
3BOASATb A0 PO3BUTKY MEHETUYHO-ACOoLiNnOBaAHMX Ba-
piaHTie tOAM [3]. EnireHeTU4Hi YMHHUKW, Taki §K iH-
dekuinHi areHTun (Bipycn Kokcaki, rpuny, renatuty B,
nMapBOBIpPYC, CTPENTOKOKU rpynun A, Tokconiasmm ta
6openii), BakuyHu, ynbTpadionetose BUNPOMIHIOBaH-
HS Ta Aeski nikapcbki 3acobu, MOXyYTb BUCTYNaTK Ba-
roMmmmn Tpurepamm po3sutky O4M [3].

ﬂiKyBaHHH Ha BCix eTanax BeeHHs Taknx XBOpux.

[Hiarnos KOJM BcTaHOBIOETLCSA Ha NigcTaBi Kia-
cndikauinHUx KpuTepiiB €EBPONENCLKOro anbsaH-
Cy peBmMaTonoriyHmx acouiauinn (European Alliance
of Associations for Rheumatology — EULAR) / Amepu-
KaHCbKOro Kkonenxy peematornoris (American College
of Rheumatology — ACR) (2017), siki MOXYTb BUKO-
pPUCTOBYBaATUCH SIK 3 ypaxyBaHHAM pe3ynbTaTiB 6io-
ncii M’a3iB, Tak i 6€3 UbOoro, i PO3LiHIOITLCS K 6iNbLL
cneumndiyHi NOpiBHAHO 3 KpuTepiasmu 3a Bohan and
Peter (1975), ocobaMBO 3a HasiBHOCTI pe3ynbTaTiB
Gioncii m’asiB [7]. AndepeHuiiHnii giarHo3 B ANTSA-
YoMy Ta NianiTKOBOMY BiLi nepeadadvyae BUKTIOHEHHS
M’S130BOiI AUCTPOGIi, METAOONIHHMX 3aXBOPIOBaHb, Bi-
PYCHMX MiO3U1TIB TOLLO. [Tpy BCTAHOBNEHHI AiarHO3y
IO4M ycim nauieHTaMm HeobXiAHO NPOBOOUTU CKPU-
HIHI Ha iHTepCcTULianbHe YpaXKeHHs nereHb 3a Jono-
MOroto KOMM’t0TepHOoi Tomorpadii Ta geskux Giomap-
KepiB y cMpoBaTLi KpoBi (Hanpuknag 6inok Kpebc poH
neH JlynreH-6) [3]. Lle € Bkpaih HeobXiaHMM, OCKifb-
KV NALEHTN 3 IHTEPCTULIaNIBHUM YPaXKEHHSAM NereHb,
TSKKOKO MioNaTieto (40 3HEPYXOMIIEHHS), FeHepani3o-
BaHUM HabpsikoMm, Aucdarieto, BackynonaTieto LWyH-
KOBO-KMLWKOBOro TpakTy (LLIKT) (cunbHui 6inb Ta Kpo-
BOTEYA), YPAXKEHHSIM CEPLA Ta LLEHTPasIbHOI HEPBOBOI
cucTtemMm NoTpebytoTb BiNbLU arpeCMBHONO NiKyBaH-
HA [2]. Tepania CUCTEMHMMUN FNIOKOKOPTUKOCTEPOI-
namun (FKC) i poci 3annwaeTbcst OCHOBOIO NiKyBaHHS
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IOM. PaHHe Ta arpecunBHe NikyBaHHSA BUCOKMMMW [,0-
3amu KC (BkoHaoym nynbCc-tepaniio) y NOEAHaHHI
3 iHWMMK iIMyHOCYNpecaHTamMu (MeToTpekcar, LIMKIOo-
docdhamig, umknocnopuH A, mikodeHonaty mopeTnn)
3aCTOCOBYETHLCS TAKOX NPU THKKUX Ta QYSIbMIHAHT-
HUX BUNagkax. Y nauieHTiB i3 pedpakrtepHum IOOM
[00aTKOBO BMKOPUCTOBYETLCSH Tepanis BUCOKMMU
(cynpecopHMMN) 003aMU BHYTPILUHBOBEHHOIO iMy-
HOrnobyniHy Ta NpM3HavyalTbCH IMyHOBIONOriYHI 3a-
cobu, nepeBaxHo aHTU-B-nimdbounTapHi npenapaTtu
(puTyKCMMab), iHribiTopn dakTopa HEKPO3Y MYXJIMH,
iHriGiTopn AHyc-KiHa3. OCTaHHIM HaJAETLCHA NepeBa-
ray Bunagkax 3 HasiBHICTIO «reHeTu4Hux» 0 M [3, 8].
OcTaHHIMK pokamMu ang nikyBaHHsS xBopux Ha tOAM
NMPOMNOHYETbLCS ayTonoriyHa TapretHa CAR T-kniTuHHA
Tepanis, Npu SKin NauieHTy BBOASATbCS BNacHi Moaun-
dikoBaHi T-nimpouunTKn, Ki € TPOMHUMK 00 BAACHUX
B-nimdouuris [6].

MpoTe He3Baxakun Ha BCi Cy4acHi LOCATHEHHS
y NiKyBaHHi, netanbHiCTb XxBOpunx Ha tOOM 3anunwa-
€TbCS LOCUTb BUCOKOK Ta CTAaHOBUTb 613bk0o 3%
Bunagkie [12]. CborogHi 3’acoBaHo, W0 HECNPUAT-
nnBui nepebir 3axBOPIOBAHHSA Ta 3POCTAHHSA PU3N-
Ky CMEPTHOCTI y nauieHTis 3 fOAM 3ymMoBniOIOTH 3a-
TPUMKa BCTAQHOBNEHHSA AiarHO3y Ta BiACTPOYEHUN
MoYaToK JNiKyBaHHS, NoraHa NPUXmMabHICTb 40 NiKy-
BaHHSA, BUPAXEHUN MIONATUYHUIA CUHAOPOM Mig, Yac
MaHidecTauii xBopobu, NOBTOPHI iIHPEKLiNHI 3aXBO-
PIOBAHHS B MepLli poku Bif, AebloTy 3axBOPIOBAH-
HA [12]. HanyacTiwmmmn 6e3nocepesHimMmum npuymrHa-
My cmepTi npu KOAM € BackynonaTuyHi yCknagHeH-
HA 3 6oky LLUKT (npu nepdopauii LLUKT 33,3-38,0%
BMNaakiB netanbHi [13, 14]) Ta ypaXeHHs nereHb
(28,9% yciei neTanbHOCTI NPOTAromM 2 Mic BiJ, MOSBK
pecnipaTtopHux cumnTomis [11]). o MeHwWw YacTux
npu4mnH cmepTi npn IOOM HanexaTb Nporpecyyunin
mMiokapauT (14,0-55,0% netanbHux Bunagkis [10])
Ta iIHTEPKYPEHTHI iHdeKLii (cencmnc Ha Tni iIMyHOCY-
NpecuBHOI Tepanii CTaHOBUTbL 6113bko 1% B CTPyK-
Typi netansHocTI npu KOAM) [12].

3a paHuMn nonepenHix AocnigxeHb, BUSBNE-
HO Aekinbka GpakTopiB BUCOKOrO PU3NKy CMEPTHOCTI
Bif, ycknagHeHb 3 60ky LLIKT: Taxkuin MmionaTuyHui Ta
LIKIPHWIA CUHAPOM B AeOIoTI (3i WKIpHUMN BUpasKa-
MU), HU3bknii (< 15) iHOEKC Macu Tina, NO3UTUBHI QHTU-
HykneapHi Ta aHTu-NXP2-aHtuTtina [13]. HanyacTiwe
nepdgopaLdis BiadbyBaeTbCs y ABaHAAUATMNANIA KALLLL
B nepuwi 10 mMic nicns BCTAHOBNEHHS AiarHO3y y naui-
EHTIB, AKi 3 NPMBO4Y BMCOKOiI aKTUBHOCTI 3aXBOPKOBAH-
HS OTPUMYIOTb Bucokono3osy NKC-tepaniio [13, 14].
Mepwumm cumntomamu nepdopadii LUKT npn KOOM
€ NPOrpecyoynin 6inb y XXMBOTI Ta NiABULLIEHHS TEMME-
patypwu Tina [13].

3 MEeTOI0 aHani3y TMNOBUX MOMWIOK TAKTUKN BEAEH-
HS Ta NlikyBaHHS HAaBOAMMO CMOCTEPEXEHHS BMNaaKy
TSHKKOro weuakonporpecytodoro FOAM y nignitka, wo
yCKagHMBCS cencmncom ta nepgopadieto LLIKT.

Ha onuc kniHiYHOro Bunagky oTprMaHo iHpopmo-
BaHy 3rofy 6aTbkiB nauieHTa.

Xnonuuk A., 15 pokis. 3 aHaMHe3y XnUTTs BioOMO,
wo anTtmHa Big Il BaritTHOCTI, HapOoOXXeHWI Big, HECNO-
pioHeHoro wnoby. Y poauHi cnbcem (cTaplua cecTpa

Ta Monoawnin 6pat) nauieHTa 3goposi. PisnyHMin po3-
BWUTOK BiAMoOBiAaB BiKOBi HOPMi. 10 akTyanbHOro eni-
30y CEPMO3HNX Ta XPOHIYHMX COMATUYHNX 3aXBOPIO-
BaHb He MaB. LLlenneHui BigNoBigHO 00 KaneHaaps
BakuMHaLii. 3 5-piyHOro Biky cnocTepiraBcst HEBPO-
JIOroM 3 NpuBOAY ENINIENCii 3 aTOHIYHMMIN Hanagamu.
B aHamMHe3i NpninoMm KislbkOX NPOTUCYOOMHUX npena-
paTiB, Ha YacC aKkTyasibHOrO 3BEPHEHHSA NpuUiMaB aena-
KiH Ta namMoTpuaXuH. NepebyBaB Ha AUCNAHCEPHOMY
0o06niky y ncuxiatpa 3 nprBoAy 3aTPUMKM NMCUXIYHOTO
po3BuUTKY. HaB4aBcS iHKNO3MBHO. HaBMYkn camoob-
C/TyrOBYBaHHS PO3BUHYTI.

3axBopiB rocTpo, konm Ha 3-Tio 4oby nicns ekc-
TpakLuii 3yba 6aTbKu BioMITUIM YTBOPEHHS HAOPSKY Nig,
rnpasMM OKOM Ta NOSIBY BUCUMY B AiNSHLI NepeHiccs.
3a MicueM NpoXunBaHHS BkasaHi cMMNTomMu 6ynmn po3-
LiHEHI 9K iHdeKLUiHOo-anepriyHa peakuis. NpnsHadveH-
HS aHTMBioTMKOTEpanii (LedTpiakCOH BHYTPILLHBOBEH-
HO NPOTAromM 5 AHiB) Ta 04HOPA30BE BBEAEHHS AeKca-
MeTas30Hy ycnixy He mano. MNpuenHascs Oinb B AiNSHL
rpPyaHOI KNITKM Ta B HUXHIM YaCcTUHI CNVHK, CTana 3a-
TpyaHeHot xopa. 26.07.2024 p. autmnHa rocnitani-
3oBaHa B O6nacHy gutady KiiHiyHy nikapHio (O4KJT)
3a MicueM NpoxmBaHHs (puc. 1).

Puc. 1. 3MiHu Ha wkipi 06nmnyys y nauieHTa A. Ha MOMEHT MaHidecTauii
XBOPOOM (7-i1 A€Hb 3aXBOPIOBAHHS)

3aranbHuiA CTaH npu rocnitTanisadii po3uiHoBaBcs
SIK cepenHbOi TAXKOCTI, 3a 3aXBOPIOBAHHAM — ONMX-
ye A0 TAXKOro. utrHa ornsHyTa KOHCUASpHO negia-
TPOM, KapAiopeBmMaTosioroM, epMaTosiorom, anep-
ronorom. HasBHa kniHiYHa cuMmnTomMaTtumka noTpeoby-
Basia LOOBCTEXEHHS 3 METOIO BUKJ/IIOYEHHS iIHCEKTHOI
aneprii, napaHeon1acTUYHOro CUHAPOMY, MOCTKOBIA-
HOr0 CMHAPOMY Ta FOCTPOI 3ananbHOi MionaTii. Y npu-
rmanbHomy BigainenHi O4KJ1 3adikcoBaHo reHepa-
nizoBaHWIn Hanag, CyaoMm, 3 NpuUBOAY SKOro naujieHTa
Oyno rocnitanisoBaHo y BiAAiNEeHHS aHecTe3ionorii Ta
iHTeHCUBHOI Tepanii. YHepes 2 oHi nepeBeaeHniny pe-
abiniTauinHe BipgineHHsa. Mig yac o6cTeXeHHdA B 3a-
rasibHOMY aHani3i KpoBi BiAMiYE€HWI MOMIPHWIA TENKO-
umto3 (10,7 I'/n), WBMAKICTb OCiAAHHS EPUTPOLNTIB
(LLUOE) 10 mm/roa. Y 6ioximiyHOMY aHaniai — nigsu-
LLIEHHS PiBHA TpaHcaMiHa3 (anaHiHamiHOoTpaHcdepasa
(AnAT) BTpuui BULLLE 32 HOPMalbHI 3HAYEHHS, acnap-
TatamiHoTpaHcdepasa (AcAT) — B 10 pazis 6inbLue),
aKTUBHICTb KpeaTuHpocdokiHazn (KPK-MB) —
288 Oa/n (Hopma oo 25 Oa/n), BMicT C-peakTUBHOIO
6inka (CPB) — 12 mr/n (Hopma oo 6 mr/n), nigsu-
weHHs piBHa [-anmepy go 1190 Hr/mn (Hopma no
500 Hr/mn), NoKasHWKK KoarynorpamMmm B Mexax Hop-
mu. MNMpoBeneHa peHTreHorpadia opraHiB rpyaHoi
KNiTKN 3MiH He BusiBuna. MNpoaoBXeHo Kypc aHTuOI-
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oTukoTepanii (uedasoniH i3 amikayMHOM), Npu3Ha-
YyeHo iHDY3iNHY Tepanito. MpoTarom HacTynHMx 2 aid
BigMiyanacs nosiea BMpaxeHoi 3aranbHoi cnabkoc-
Ti, 60NI0 y M’A3aX, 3axUTyBaHHSA Npu xoasbi, niasu-
LeHHS TeMnepaTypwu Tina o cyodebpunbHux umdp.
3 30.07.2024 p. BiaMiyeHi 36inbLIeHHs HabpsiKy 00-
n4y4, nosiea HabpsiKy M’ KMX TKaHWH Wni (puc. 2).

Puc. 2. MNporpecyBaHHs 3MiH Ha Wkipi 06anyys y autunm A., 15 pokis
(11-74 peHb 3aXBOPIOBAHHSI).

3a gaHmm komn’'toTepHoi Tomorpadii (KT) ronos-
HOIrO MO3KY, OPraHiB FPyAHOI KNITKN, YePEBHOI MOPOXK-
HVHM Ta Manoro Ta3a 3 BHYTPILLHbOBEHHNM KOHTpAacC-
TyBaHHAM Big, 31.07.2024 p., 03HaK HEOMIACTUHYHOIO
npouecy He BUSIBAEHO. 3a pe3ynbTaTtaMn ybTPasBy-
KoBOro gocnigxeHHs (Y3/[1) cepus — rigponepuvkapa,
(nepukapaianbHUiA BUNIT NO 3a4HiN CTiHUI A0 12 MM,
no nepegHii — 3 MM, Ha BepXiBUji — 6 MM).

3 02.08.2024 p. — 36inblUEHHSA BUPAXEHOC-
Ti Mianrii Ta M’a30B0i CNabKOCTi: XION4YMK HE MiIr ca-
MOCTINHO MIAHATY FONOBY, PYKM Ta HOMM, NOBEPHY-
Tnucsa B Nixkky. O6’€KTUBHO: reNioTPONHUIA BUCU i
306inblIeHHA Habpsaky napaopbiTanbHO, NosBa Na-
nyn [OTTpoHa, ciTyacTe niBeao Ha KiHLjiBKax Ta Ty-
ny6i, apTo3HMIN cTOMATUT Ta FiHriBIT. MNManbnaTopHO
M’S131 KiHLIBOK LLiNbHI Ta 6ontodi. MapakniHivyHo: nia-
BULLEHHS akTuBHocTi KOK (no 17 310 Oa/n), piBHA
AcAT (po 527 Og/n), AnAT (po 106 Og/n), nakratae-
rinporeHasu (J14I) oo 839 Oa/n. Ha nigcTaBi kniHiy-
HMX Ta nabopaToOPHUX OAHUX OAUTUHI BCTAHOBJIEHWUI
niarHos KO4M.

BpaxoByoun TSXKICTb CTaHy Ta WBMUAKICTb 36isb-
LLUEHHSI BUPAXEHOCTi cumnTomaTukm, 5-7.08.2024 ta
12-14.08.2024 p. npoBeaeHa komMbiHOBaHa Nyfbc-
Tepania (1000 mr meTunnpepaHidonoHy ta 1000 mr
umknodocdaminy), BBEAEHO NPUINOM NPEOHISONOHY
1,5 mMr/kr/no6y nepopanbHo. CTaH ANTUHM B AMHAMI-
Ui 3 HE3HAYHMM MOKPALLLEHHSAM: 3MEHLLMNCS HabpsaK
M’a3iB, epuTeMa LLKipu, HE3HAYHO 3pociia pyxoBa ak-
TUBHICTb.

327.08.2024 p. cTaH XBOPOro NOBTOPHO MOripLLMB-
cs: nosiea GebpUNbHOI TIMXOMaHKKN, 3aULLKK, pi3ke
MPUrHiYeHHs1 KOBTa/IbHOI O Ta KallibOBOro pedieKkcis.
29.08.2024 p. y 3B’A3KY 3i 36i/bLLEHHAM BUPAXEHOC-
Ti NPOSBIB AecaTypauiji nepeBefeHVA Y BiaOiNeHHs iH-
TEHCMBHOI Teparnii. BBe4eHO BHYTPILLHBOBEHHO iMYHO-
rnobyniH B 0o3i 0,8 r/kr macwu Tina. CtaH 6e3 cyTTeBOI
MO3UTUBHOI AVMHAMIKK. BpaxoByumn TSXKUA WIBUA-
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KO mporpecytounii, pedppakrtepHuin oo tepanii 'KC
Ta uMTocTaTMkamu nepebir 3axBOPIOBaHHS, yxBane-
HO KOHCUISIPHE PIiLLEHHSA NPOo iHTEHCU®IKaLio Tepanii
3a XMUTTEBUMU NokasdaHHAMK. 05.09.2024 p. nauieHTy
BBeAeHo putykcnmab B fo3i 1000 mr. CtaH nauieHTta
3aNMLWABCH TSXKUM 3a PaxyHOK BUPaXEHOro miacrte-
HIYHOrO CUHAOPOMY, ONXaNbHOI HEAOCTATHOCTI TAXKOrO
CTYMEHS, IHTOKCUKALINHOro cuHapoMy. besnepepsHo
npoBoamnacs anapartHa Ta 6POHXOCKOMiYHa caHallis
OpOHX0anbBEONSAPHOro anapaTty. foayBaHHS NPOBO-
OWI0CA Yepes HasoracTpasibHUM 30HL.

11.09.2024 p. 3a HanonsiraHHAM 6aTbkiB NepeBe-
nenun B HOCJT «OXMATOUNT» (m. KniB) y Bigainex-
HS IHTEHCMBHOI Tepanii. MNpu HaaxXOOoXKEHHI 3aranb-
HUN CTaH ANTUHU PO3LIHEHO 9K BKPan TAXKUINA Yepes
AnxanbHy HEAOCTATHICTb Ta BUPAXEHUA MionaTuy-
HUI cuHpgpoM. CaMOCTINHI pyxu BiACYTHI, BigMmiva-
nacs MiHiManbHa pyxoBa akTUBHICTb B ANCTaNIbHUX
Bioainax kiHuiBok. CaMOCTiIMHO He KallnisaB, He KOB-
TaB. Ha wkipi — cityacTe niseno, Habpsik nig, npa-
BMM OKOM. Ha cnm3oBii 060N0HL poTa — MHOXMUHHI
adTn, riHriBiT, xennit. JuxaHHa CNOHTaHHE 3a y4ac-
TIO AOMNOMIXKHUX M’43iB 3 N0Aa4eto KNCHIO 14 f1/xB ve-
pes3 macky, caTypadis kncHio (Sp0O,) — 69-79%. Bin-
Mivanucsa NPUrayLeHiCTb CepLEBUX TOHIB, Taxikapais
130-150 yA./xB, BUCNYXOBYBABCSI CUCTONIYHUNA LLUYM
Ha BepxiBUi cepus, apTepianbHuii Tuck (AT) — 130—
140/75-80 MM pT. CT. XKUBIT LOCTYNHWUI ANS FANGOKOI
nanbnauii, NnedviHka Ta cenesiHka He BUCTynanm 3-nij,
KpaiB pebepHux oyr.

BinCyTHICTb TMMOBMX LWKIPHMX NPOSIBIB HA MOMEHT
ornaay y BiAAiNEHHI IHTEHCMBHOI Tepanii npu3eena
00 OYMKW MPO HETOYHICTb NOMNepenHbLOoro AjarHo3dy
IOOM. Y nnaHri ondepeHrLuinHOi AiarHOCTUKM po3rnsaa-
NNCS BPOOXKEHI MionaTii Ta MiTOXOHAPIabHI 3aXBOPIO-
BaHHS. Ha yac npoBeaeHHs ondepeHLInHoi giarHocTu-
kv 6yn0 TMM4YacoBo BigMiHeHO cuctemHy 'KC-Tepanito.
Y BioAineHHi iHTEHCMBHOI Tepanii NaLieHT OTpMMyBaB
aHTnbakTepianbHy, NPOTUrpPMOKOBY Tepanit, remo-
TpaHcoysii 3a NOKa3aHHAMMU.

MapakniHiyHO B AMHaMili: NiABULLLEHHS Nekoum-
TO3y (Bo 14T /n), nosira aHemii (remornobiH 98 r/n),
Ta nignweHHa LWOE (30 mm/roa) Ha Tni TeHAeHuii
[0 HopMani3auii nonepeaHbo BUSBNEHUX BiOXiMiy-
Hux BigxuneHb (AnAT 29 Opn/n, AcAT 36 Oa/n, AT
372 0p/n, KOK 337 o/n, deputnn 955,7 mkr/n, CPb
37,9 mr/n). ImyHorpama: imyHorno6yniH G — 8,85 r/n,
IgA— 1,90 r/n, IgM — 1,21 r/n. ImyHOUuuTOdNYyOpPUME-
TPUYHE OOCNIOXEHHS: BIACYTHICTE B-nimdpountapHoi
cybnonynsauii (abconoTHa Ta BiAHOCHA KiNbKiCTb
B-nimdouuTie gopisHioBanu 0,0), 3By>KeHHS cybnony-
nauii T-nimpouuTis (0,27-10%/n npn Hopmi 0,44-2,74),
T-nimdouuTtie-xennepie (0,10-10°/n npn Hopmi 0,27—
1,98), 3HMXeHWI iIMyHOperynaTtopHui iHaekc (ao 0,55).

3a gaHumun mynbtTucnipanbHoi KT: cybToTanbHa
KOHCONigauis napeHxiMm HMXKHbOI YacTKU NiBOi nere-
Hi i3 HasIBHICTIO «NOBITPSIHOI BpoHxorpadii», Ha okpe-
MUX PIBHAX NPOCBITM OPOHXIB MIiCLSIMUN HE MPOCTEXY-
Banucs; B 6aszanbHuUX Bigainax npaBoi nereHi BusBnie-
Hi NapeHxiMaTo3Hi GIBPO3HI TAXI, B NapeHxiMi 060x
NereHb OiNSHKN YLWiNbHEHHS 32 TUNOM «MaToOBOrro
ckna». KT m’asiB: rinotTpodia 3 ainsgHkamu Habpsiko-
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BO-iH®INbTPATUBHOIro xapakrepy. Y CiaHU4HMX Ta no-
NepPeKoBmX M’a3ax — AiNAHKN HEPIBHOMIPHOI KasbL-
dikauii (puc. 3).

Puc. 3. [lingHkun kanbumoikauii m’a3ie 3a gaHumm KTy gutubun A., 15 po-
kiB (1,5 Mic 3aXBOpIOBaHHS).

11.09.2024 p. y 3B’A3KY i3 MPOrpecyHoI0 anxab-
HOIO HEOOCTATHICTIO X/I0N4YMKa NeEPEBESEHO HA BEH-
TUNAUi0 NereHb Yepesa iHTybauiliHy TpyoKy; caHy-
Basiacs BenmKa KiibKiCTb FTHIMHOr0O MOKPOTUHHS.
3 12.09.2024 p. I'KC BigmiHeHi. 26.09.2024 p. yepe3
HeedEeKTUBHICTb CaMOCTINHOINO OMXaHHS Haknage-
HO TPaxeoCTOMYy, YEPES Ky MPOAOBXYBanacs LTyy-
Ha BeHTunsAuia neredb. 30.09.2024 p. BioHOBNEHE ca-
MOCTIliHE ANXaHHS 3 NoJayelo KUCHIO 3—4 n/xB, nicns
4Oro AUTUHA LLE Y TAXKOMY CTaHi nepesegeHa oo ne-
[iaTpUYHOro BiaaiNeHHs.

Ha MOMEeHT nepeBefeHHS yTpMMyBanacs anxanb-
Ha HepJocTaTHICTb | CT. (WacToTa anxaHHa 24/x8, SpO,
97%), yacToTa cepueBux ckopoyeHb 125 ya./xs, AT
123/63 MM pT. CT., NOBHA 3HEPYXOMIJIEHICTb, aTpPO-
disa M’asiB, adoHig, MiHiManbHa epuTeMa Ha 06nYYi,
Onawku FOTTpoOHa, MOYEPBOHIHHS HABKOJIOHIrTbOBUX
BanuKiB (puc. 4), chopmyBanmncs TPODiyHI MOPYyLLUEH-
HS B OiNSHUj Kynpuka, BiAMiYeHi no3uLinHi nepude-
PUYHI HAOPSAKN KiHLiIBOK, MosiBa KOHTPAKTYpP B KOJiH-
HUX, NiIKTbOBUX, MPOMEHEBO-3amn’ACTKOBMX Cyrfiobax
Ta ApibHUX cyrnobax Kncten. XapyyBaHHs 6yf0 30H-
OOBUM, OUXaHHS CaMOCTINHE Yepes3 TPaxeoCTOMiYy-
HYy TPyOKYy.

Puc. 4. Eputema Hap n’scTkoBo-panaHroBumn cyrnobamu, rinepemis
OingHIrTbOBUX Bannkis y AUTUHYM A., 15 pOKIB (2 MiCSILLi 3aXBOPIOBAHHS)

MapakniHiyHO B AMHaMILL: BUSIBNIEH] iIMyHOTr OBy NiHN
knacy G oo S1-6inka SARS-CoV-2 (1776,1 OE/mn) Ta
SARS-CoV-2-1gG (252,2 BAU/mn), aHTuTina oo ABO-
cnipanbHoi AHK HeraTuBHi, BUSIBNEHI NOrpaHnyHi 3Ha-
YEHHSI aHTUTIN MiIO3MUTHOro nNpodinto — aHtn-MI-2 Ta
aHTU-TPHK-aHTuTin (He3Baxakwynm Ha nonepenHto
arpecusHy 'KC Tta imyHOCynpecuBHy Tepaniio).

BpaxoByo4yn 3aTpuMKy CTaTteBoro PO3BUTKY, BU-
3HAYeHi PiBHi CTaTeBUX FOPMOHIB (TECTOCTEPOH
<0,025 Hr/mn, nponaktuH 29,19 Hr/mn, donikyno-
CTUMyO4MiA ropMoH 0,445 mMOg/mn, nioTeiHI3yto-
ynii ropMoH <0,1 MMOa/mMn), XN0NYMK KOHCYNbTOBA-
HWI eHO0KPMHONOroM (NPaBoBIYHNI NAxXOBUIA KPUM-
TOPXi3M, BTOPUHHWUI TiNOroHagn3m).

3a faHUMK MarHiTHO-pe30HaHCHOI Tomorpadii
(MPT) ronoBHOro Mo3Ky Ta LUKNi: 3MEHLLEHHS 06’eMy
BEJINKMX MiBKYJIb TA MO304Ka, BEHTPUKynoaunaraLis
6e3 03HaK NOPYLUEHHS NiIKBOPOAMHAMIKW, apaxHOi-
OanbHi KICTW 3a4HbOI YePENHOI AMKWN, ANPY3HUI Ha-
OpsK M’a3iB CNMHKU Ta Wwui. [0nKoBa eNeKTPOHENPO-
Miorpadis: HasgBHICTb MiONATUYHOIO TUMY YPaXEH-
HS ANDY3HO (HU3bKOAMMNITYAHI MOTEHLIam, MeHLLE
100 MkB (ripy HopMmasibHuX 3Ha4eHHsix 300—-600 MkB),
3Ha4YHO yKOpPOo4eHi o 5 Mc, rnosigasHi), BiIopMideHa Hen-
ponaTis ManoroMinKOBMX HEPBIB Ta paanKynonartis
KPW>XKOBWX BioAiNis.

MiTtoxoHapianbHUA reHOM 6YB OLHEHUIA METOLOM
CEKBEHYBAHHS HOBOrO MOKOJHHA: MyTaLii HE BUSB-
neHo. Kapiotun: 46, XY. BussneHri myTaii B reHax $o-
natHoro o6bMmiHy (anenbHuin nonimopdiam 677CT Ta
1298AC reHa MTHFR B reTepo3MroTHOMY CTaHi).

Micnsa 1 mic BiomiHM TKC-Tepanii B AnHamiui napa-
KNiHIYHO nigBuULLEeHHS TpombounTosy (oo 593 I'/n),
LLIOE (mo 74 mm/ron), dbeputnny (oo 2775,3 mkr/n),
npu ubsomy KOK (254 Op/n) Ta CPB (6,3 mr/n) 6ynn
NigBULLEHI HE3HAYHO.

BpaxoByoun HAABHICTb Y ANTUHM FOCTPOI0 TSXKKOro
MionaTMYHOrO CUHAPOMY (TOTaslbHa M’A30Ba CNabkiCTb
[0 3HEPYXOMJIEHHS, MiaJTrii, OM1C CTaHy M’s13iB 3a Ornisi-
nowm B OJKJ1, BiaCyTHICTb NOBIAOMIEHHS PO HAsSIBHICTb
M’S130BMX MOPYLLUEHb 3 PAHHLOI O BiKY, CUHAPOM MiOfii-
3y 3 MakcumasbH1UMM 3HaveHHaMn KPK 17 310 MO/n
3 104asbLUIOK0 NO3UTUBHOK OVHAMIKOIO Ha TNi NiKyBaH-
He (FTKC, unmTocTaTtmnkun, AOBEHHUN IMyHOroBYNiH, pu-
TyKCuMab), yTpMMaHHS 3anasbHuX 3MiH 3 60Ky ckeneT-
HUX M’a3iB 3a gaHumm MPT Ta KT, xapaktepHummn oa-
HUMW eNeKTPOoHepomMiorpadii Yepes 2 Mic Bif, NoYaTky
'KC-Tepanii); HasBHICTb TUMOBUX LWKIPHUX 3MiH Y BU-
rnagi nepudepmnyHnx Habpskis, NO3UTUBHOINO CUMII-
TOMYy [OTTpOHA Ta renioTponHoi epuTemMn 3 NO3NTUB-
HOIO AMHAMIKOIO Ha TNi NPOTM3anabHOoi Tepanii; Hass-
HICTb 3MiH 3 BOKY CNM30BMX 060I0HOK, 3adiKCOBaHNX
B MEOMYHIN JOKYMEHTALLi 32 MiCLLEEM NPOXUBAHHS; BU-
ABJIEHHSA MiO3UTCNEUNIYHNX ayTOAHTUTIN; 3aTyHEHHS
LLKT (amcodaris), cepueBo-CyanHHOI cucteMn (Mio-
nepukapanT); OpraHiB AUXaHHA (YypaXKeHHs ropTaHi Ta
O3HaKM iIHTEPCTULIANbHOIrO YPaXkeHHS NiereHb 3a AaHn-
My KT), BUCOKOiI aKTMBHOCTI 3anasbHOro npowecy (nia-
BuweHi LLUOE, CPB, depnTuH, nenkounTtos), BUKJIO-
YEHHS IHPEKLINHOro Mio31TY Ta 311059KiICHUX HOBOYTBO-
PEHb, 3aXBOPIOBAHHSA ANTUHK po3rasgganocs sk l0AM
(ACR 2017 IIMs=15,4; w0 HaBiTb 6e3 ypaxyBaHHS aa-
HUX Bioncii M’A3iB BiANOBIAano 40CTOBIPHOMY AjarHo-
3Y) 3 HasBHICTIO BTOPUHHOIO iMyHO4Ee®ILUTHOrO CTa-
HY 3 NOPYLLUEHHSIM rYMOPasbHOI TaHKW iIMYHHOI BiANO-
BiOi (BHACNigOK OTPUMaHOi aHTU-B-KkniTMHHOT Tepanii,
o Bignoeigano ii epekTnBHOCTI). CynyTHIMKM gjarHo-
3aMu BU3HaHI 3aTpumMKa NCUXiHHOro, cTaTteBoro po3s-
BUTKY Ta HEYTOYHEHa eninencig.

YKPATHCbKWMN PEBMATOJIOTIYHWWM XYPHAJ o Ne 2 (100) » 2025



Bin npoBeneHHs Gioncii M’a3iB BUpILLEHO yTpuma-
TUCS, 3BaXKAlOUM Ha TAXKICTb CTaHy naujeHTa. Bpaxo-
BYIOYM aHaMHeE3 (3aTprMKa NCUXiIHHOro PO3BUTKY, eni-
NEenTUYHUIA CUHAPOM) Ta LLUBMAKO NPOrpecyoymnin xa-
pakTep KOAM, npoBeaeHO reHeTnYHe O0CHIAXKEHHS
(nakeT ayTo3ananbHNX, METABONIYHMX Ta HEBPOJIOTIY-
H1X 3axBOptoBaHb) B nabopaTtopii INVITAE, CLUA. Buss-
JIEHO OAVH NMaTOreHHWI BapiaHT y reHi CHDZ2, w0 aco-
LiioBaHMM 3 ayTOCOMHO-A0MiIHAHTHOIO eNiNenTUYHO
eHuedanonarielo, ska NoO4YNHAETLCA B ANTUHCTBI. Y 10-
CNigXEHHA YaCTKOBO BKJIHOYEHI reHu, sKi acoLinoBaHi
3 MOHOreHHuMmn KOM, myTaLin B HUX HE BUSIBIEHO.

MpoBeaeHa KopekLda NikyBaHHS 3rifHO 3 PEKOMEH-
pauigmu nikysaHHea FOOM ACR (2017) Ta HaujioHanb-
HOrO IHCTUTYTY 340POB’S | 4OCKOHANOCTI 4ONOMOIMn
(National Institute for Health and Care Excellence —
NICE) (2022). BigHOoBNEHO MPUIAOM METUANPEenHI30-
JIOHY B 0,03i 1 Mr/Kr Macwu Tina 3a NnpegHi30I0HOM, Ln-
knopocdamig 100 mr/nooby, HipeamniH 30 mr/oooby,
nposoamnacs kiHegdiotepanis. NpoaoBXeHO NPOTUCY-
OOMHY (ZenakiH, NaMOTPUOXMH), racTPONpPOTEKTOP-
Hy (OMenpasos) Ta aHTUriNnepTeH3NBHY (eHananpwun)
Tepanito. MocTynoBo BiaMiHEHa aHTUBIOTUKOTEparnis.

BpaxoByo4n HaAsABHICTb XPOHIYHOro acnipaLinHo-
ro CMHOPOMY, LLIO MEPCUCTYBAB Yy NaLuieHTa Ha Thi ro-
[yBaHHA Yyepes3 HazoracTpanbHUin 30HA, Ta OyB Of-
HMM i3 NPOBOKATUBHMX PaKTOPiB AMEPY3HOrO FHIMHOIO
€HA0BPOHXITY, YXBaNIeHO PilLEeHHS NP0 BCTAHOBNIEHHS
ractpoctomu (11.10.2024 p.).

3a paHumun dpibpoesodaroracTpoayoaeHOCKO-
nii (PEFAC), B npeninopuyHOMYy Bifaini no nepeaHin
CTiHUj Bi3yanisoBaHa fjinsiHka CnnM30oB0i 000NIOHKN fi-
amMeTpoM A0 2 CM 3 FMOOKNMN BUPA3KOBUMU BaAaMU
(ccpopmoBaHa TpbOMa BMpaskamMmu, AHO SKUX BUCTENE-
HO BinVM LynkuM GibprHOM). [1oAaTKOBO [0 NiKyBaH-
HS iHriGiTOpaMn NPOTOHHOT NOMMNK BBEAEHO 610KaTO-
puv ricCTaMiHHMX peLenTopiB Ta penapaHTu.

Y omHamiui yepes 1 MiC CTaH ANTUHW XapakTepu-
3yBaBCH BUPAXEHOI NO3UTUBHOIO OMHAMIKOIO MiO-
NaTMYHOro CUHAPOMY. MauieHT TpMBano cCaMOCTINHO
yTpPMMyBaB rosioBy, nepesepTaBcs 3 60ky Ha BiK, Ci-
0aB 3 NigTPMMKOIO Ta cmaiB 0o 3—4 rof Ha AeHb, Bep-
TUKanisyBaBcs B A4OMNOMiIXHOMY npucTtpoi Ao 30 xB
2-3 pa3n Ha OeHb, NigHIMaB Pykn 00 PiBHS Nie4yen,
rpaB Ha TenedoHi, HapidaB caMOCTIHO OpyKTK. Bia-
HOBMBCS ronoc. MNoBHICTIO perpecyBann Habpsiku Ta
YLLiNIbHEHHS M’ A3iB. YTpUMyBanucs nepiognyHa epm-
Tema B [insHui Wik, eputema FoTTpoHa, «Mapmypo-
BiCTb» LLKipW. 3a AaHMMM 1abopaTopHOro 06CTEXEH-
HS1, 36epiranucs aHemis (96 r/n), rinepdeputnHemis
(734,3 mkr/n), 3umn3unncsa LWOE (mo 13 mm/r), AnAT
32 0p/n, AcAT 23 Opn/n, AT 237 On/n, KOK 36 On/n,
CPbB HeratmBHWIA, 4OCTATHIN piBEHb CMPOBATKOBUX
iMmyHorno6yninis (G — 7,38 r/n, A— 1,32r/n, M —
0,44 r/n) npn ogHoYacHin BiacyTHOCTI B-nimdounTtis
B nepudepunyHil KpoBi.

OcKkinbkn Npy KOHTPOJIBHI enekTpoeHuedanorpa-
&ii naTonorii He BUsiBNeHo, Oyna MiHiMi3oBaHa NpoTu-
CcyfooMHa Tepanis.

3a paHumu MPT onopHO-pyxoBOro anapary B ovi-
HaMmiLi, BiAMIYEHU OCTEOHEKPO3 rosliBOK CTEMHOBMUX
KICTOK, aTpodiyHi Ta 3anasbHi 3MiHKN M’A3iB (andy3-

NNIKAPKO-NPAKTUKY

He MiABULLEHHS CUrHany Ha T2-pexXuMmi Ta XxapakTepHi
O3HaKW NepuUMyCKySIIPHOrO HabpPsKy, siKi € TUMOBUMU
A9 3ananbHUX mionaTin) (puc. 5).

Puc. 5. 3miHn Ha MPTy gutuan A., 15 pokis (A, B — akcianbHi T2-3BaxeHi
300paxeHHs Ta T2-3BaxeHi 300paXeHHS 3 NPUTHIYEHHSM XUpy — Au-
Y3HMIA riNepiHTEHCUBHWIA CUrHan Bif, BUAUMNX M’a3iB; C — KOpOHasb-
Huit PDFS — nudy3He nifBuLLEeHHs curHany Big Buanmux m'a3is; D — ca-
ritanbHuin T2-3BaXeHN pexum — AMGY3HUIA FiNepiHTEHCMBHUIA CUrHan
Bifl BUANMUX M’I3iB CMIMHM (3 MiC 3aXBOPIOBAHHS).

3a paHnMm peHcuTomeTpii — ocTeonopo3s
(Z-score Total body — -2,4 SD), 3 npnBOAY LbOro
npu3HayeHe nikyBaHHsA bicdocdhoHaTammn (30MeH-
JpPOHOBA KMUC0TAa).

Ockinbky 3a JaHUMK HiYHOI nonicomHorpadii Bu-
SIBJIEHO HASIBHICTb CMHAPOMY arHoe-rinornHoe cepea-
HbOIO CTYMNEHS TSXXKOCTI, NauieHTy Nepioan4HO NpoBO-
Annacs HeiHBa3nBHA BEHTUNSALLS NlereHb.

Mpwn noBTOPHOMY GaKkTEPIONOrYHOMY A0CHIAXKEH-
Hi MOKPOTUHHSA BUABNIEHO Pseudomonas aeruginosa,
TOMY Kpim caHauii iHTy6auiiHoi TpybKkm 4,04aTKOBO 3a-
CTOCOBYBaNN MicLIEBY aHTUOaKTepianbHy Tepanito (Ko-
NICTUH).

305.11.2024 p. BiaMivyanocs 36iNnbLLIEHHS BUpaXxe-
HOCTI epuTeMn Ha 064U 3 MOSIBOKO AECTPYKTUBHUX
NiNsHOK Ta AuceMiHoBaHOi epuTeMu Ha Tyny6i 3i ceep-
o6exeM (puc. 6), He3HadHe niasuweHHs JIA 349 On/n,
3 NpMBOAY 4YOro A0 Tepanii AoaaHi XiHoniHOBI 3acobu
Ta TONiYHI NpenapaTtn TakposimMycy.

— ¢34

Puc. 6. Mporpecia 3miH Ha wkipi y autunm A., 15 pokis (4-i micaub 3a-
XBOPIOBAHHS)

27.11.2024 p. npoBeAeHO KOHTPONbHE EeHO0-
cKoniyHe pocnigxeHHsa: 3a gaHumm AEFAC HaBko-
J10 raCTPOCTOMMU Ha CNN30BIli 060N0HLi HallapyBaH-
HS FHOIO, CM30oBa 060JIOHKA LUYHKA Y BCiX Bigainax
rinepemoBaHa, Habpskna, B NPenisiopuyHoOMY Biagini
no nepeaHin CTiHui HasBHa rNnboka BMpa3koBa Baaa
po3MipoM A0 2,5 cMm, AHO SKOT BUCTENeHo Binnm uyn-
KM @ibpuHOM, cnnaoBa 060NI0HKA LMOYNINHM OBa-
HaAUATUNANO0T KULWKK i3 MHOXUHHMMUW BUpaskamm
po3mipom oo 3 mMm. NpoBeaeHi 3amiHa racCTpoCcToMMU,
Kopekuis Tepanii (3MiHa iHribiTopa NPOTOHHOT MOMMN
3 oMenpasosly Ha e3oMenpasos, A0AaHO0 aHTubakTe-
pianbHy Tepanito (uedTasmanm / agibakram). 3a ga-
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HUMK BpoHxockonii, 36epiraBcsa ANQY3HUIA ePO3MB-
HO-remMopariyHunn rHiINHWK eHQOOPOHXIT. AnTHHA He-
0HOPa30BO KOHCY/IbTOBAHa Xipyprom.

Y 3B’A3KYy 3 BUMPaXEHO iMyHOCYMpEeCI€lo 3a pe-
3ynbTaTamu ouiHKM cybnonynsauin nimooumTie KpoBi Ta
NepCcUCTEHLIEI IHDEKLIMHMX YCKNaaHEHb MPOOOBXEH-
HS1 iIMyHOBi010riYHOI Tepanii BUpILLEHO BIATEPMIHYBaATH.

3a HanongaraHHaM 6aTbkiB y cTabiflbHOMY CTaHi
10.12.2024 p. xnon4mK BUNNCaHWM Nif, CNOCTEPEXEHHS
peBmMaTosiora 3a mMicuem npoxmnsaHHa. 3 11.12.2024 p.
auTnHa nepebyBana Booma nif, CnocTepeXeHHsAM Ci-
MEWHOro nikaps.

326.12.2024 p. 3arafbHWin CTaH ANTUHM PI3KO MO-
riplwmecs: nigBvLmMnacsa temnepartypa Tina oo cyo-
debpunbHUX UMGP, BUHUKNM ONtOBaHHS, aiapes, 6inb
Y X1BOTI. BTiM No MeauyHy gonomMory 6atbku 3BepHY-
nmcsa ax 30.12.2024 p. 3a TSXKKICTIO CTaHy rocnitTaniso-
BaHWI Yy BiAOiNEHHS iIHTEHCUBHOI Tepanii. [lpoBoanBcs
OVHaMIYHUI MOHITOPWHI PEBMATONOrOM Ta Xipypramu.
CTaH ANTUHU 3anmiuaBcs cTabinNbHO TSXKKMM 3 OMiHY-
BaHHSIM 601bOBOro abgoMiHaNbLHOrO CUHAPOMY, hop-
MYBaHHSIM AMHAMIYHOI KMLLKOBOT HenpoxigHocTi. MNa-
pakniHiyHo: nerikonexisa (2,6 I'/n), ninpnweHHs LLIOE
(66 mm/ropn), rinonpoTteiHemia (47 r/n). 3a paHnMn
Y3/ ta KT opranis 4epeBHOi NopoxHuHM (O4I1), ne-
PEKOHANBUX AAHUX LLOAO FOCTPOI XipypriYHOi naTosno-
rii He BCTAHOBJIEHO.

3a HanonsgraHHam 6aTbkiB 31.12.2024 p. nauieHT
nepeenerHnii y HOCJ1 «OXMATONT» 3 piarHo3om «u-
HaMi4yHa KMLLKOBA HenpoxigHicTe? FocTpuin aneHam-
umt?». Mpwn noctynnerHi 31.12.2024 p. TemnepaTtypa
Tina 36,8 °C, yactoTta cepuesux ckopo4veHb 120 ya./xs,
AT 100/70 mm pT. CT., yacTtoTa guxaHHsa 32/xB, SpO,
97% 6e3 noTauji kKucHto. MNpu ornaaj ckapkuecs Ha Binb
B AiIFHL raCTPOCTOMM Ta NPAaBi 3AYXBUHHIN AiNSHL,.
OO6’€eKTUBHO 3aranbHUIA CTaH OUTUHN TSXKNIA 32 paxy-
HOK 60/1bOBOro abaoMiHanbHOro cuHapomy. Ha ob6nuny-
yi eputema. JuxaHHa 4epes TpaxeoCcToMy epekTVBHE,
KiNIbKiICTb MOKPOTUHHSA NOMipHAa. AyCKybTaTUBHO M-
XaHHS1 NPOBOAMNIOCS HaA, BCiMa iereHeBUMU NONSMU.
KnBIT NOMIpHO NigayTUin, CUMETPUYHUIA, MPW Nasnbna-
Lii 6oNouniA B MicLL BUXoOy racTpoCTOMMU, HabpsK i no-
YePBOHIHHS LLKIPW HABKOJIO YCTHA raCTPOCTOMMU. Y NiBii
30YXBUHHIN OinsHUj nanbnyBaancs NneTni TOBCTOro Ku-
LUEYHMKY, NePEnOBHEHI LWiNbHMMM KaOBUMW MacamMu.
Y npagit 3ayXBUHHIN AiNgHUi BiaMiYeHi 6inb npu rnu-
60kiln nanbnadii, cnabkonosnTUBHI CUMMTOMM NoApPas-
HEeHHS o4epeBUHU. Y Npoekuii ninpebep’s cnpasa —
kpenitaujs. CTyn caMOCTiNHWIA, PiaKMIA, CBITIO-KOPWY-
HEeBOro Kosibopy. BnoBaHHA He Byno.

3a gaHumum ornsaoBoi peHtreHorpadii OYIN — nin-
wkipHa emoisema; 3a gaHumun Y3, — BinbHa piavHa
B YepeBHI NOPOXHWHI He BidyanidyeBanacs. [Npu pede-
PEHTHIN ouiHui HapgaHoi KT BiaMiyeHa HasiBHICTb MOBIT-
ps B 3a04€PEBUHHOMY MPOCTOPI, NPOEKLi MiaLWayHKO-
BOi 3251031, N03aAy AyoAeHYM Ta B OpUXi HABKOJIO CY-
OWnH. YepBonoaibHuii BigpocTok OyB y TMMNOBOMY MiCLL
Ta HE MaB 3MiH.

01.01.2025 p. o0 03:00 3aranbHUIA CTaH AUTUHN
Pi3KO NOripWnBCS, AUTUHA CTana HeAOCTYMNHO OJ1s
NPOAYKTUBHOIO KOHTaKTY, arpeCcuBHOIO, 30YAXEHOIO,
36inbLIyBanacs BUpPaxXeHiCTb abaoMiHanbLHOro 60-

JIbOBOIr0 CUHAPOMY, OUXAHHA YTPYAHUNOCS, BioMive-
He 3HVXEHHS caTypauii KncHio 0 90%. Ha noBTOpHin
peHTreHorpadii BUsiBneHi atenekrasu ereHb, nig ni-
BUM Kynosiom giadparmMm — HasBHICTb BiflbHOrO rasy
B YEPEBHIl MOPOXHWHI.

0 12:00 01.01.2025 p. — CONOPO3HUI CTaH, rpu-
Maca 60110 Ha 06AnYyi, 3Ha4YHe 36iNbLUEHHS XMBOTA,
BiAICYTHICTb NnepucTanbTukun. 1o CTOMI y BENVKIl Kislb-
KOCTI Bigxoamnm 3710BOHHI BUAITIEHHSA HACUYEHOr o 3e-
neHoro konbopy. Kpenitauis (nigwkipHa) — no BCin
NoOBepPXHi XmMBoTa. g Yac TpaHCNOPTYBaHHSA 3 METOIO
NPOBEAEHHS NOAANbLLIOr0 0OCTEXEHHS BigMiYeHa 3y-
nunHka cepuesoi aisnbHocTi. O 13:00 po3noyaTo cep-
LLeBO-CYAMHHY peaHimMaL,iio, peaHiMaLlifHi 3axo4am npo-
Tarom 45 x8 BusiBunucs HeedektmesHumm. O 13:45 KoH-
cTaToBaHo BionoriyHy cMepTb.

MpoBeneHo ayToncito nauieHTa A. 3 KNiHiYHMM fia-
rHo3om HOM. Pe3ynbTtaT ayTOMNCIMHOrO AOCIOKEHHS
ricTonoriyHMx npenaparie 0CTaTO4HO NigTBEPAUNN dia-
rHO3 0EPMATOMIO3UTY, KU MPOSIBASBCS HE JINLLIE TAX-
KVM YpaXKeHHSIM CKEeNEeTHUX M’A3iB Ta LWKipwu (puc. 7, 8),
ane i MHOXVUHHUMMW YPaXKeHHSIMU BiCLLepasibHUX OPraHiB
(puc. 9, 10), Wwo cBia4MIo 3arasioM rpo HaZBUCOKY aKTVB-
HICTb @yTOIMYHHOIO 3anasibHOro NPOLLeCy i, BiANOBIOHO,
NpPOo NpaBubHE i Cy4acHe 0OPaHHS TakTUKM NiKyBaHHS!.

3adikcoBaHi TakoX ATPOreHHi 3MiHX 3a TUMOM
naTtoMop@o3y BHACNiAOK BTOPUHHOIO iMyHOA4ediLu-
Ty (Benimdpartnsauisa cenesiHkm Ta nimpaTn4HmNX By3-
niB — puc. 11), 9kuin Npn3BiB 40 PO3BUTKY CENTUYHO-
ro NPOLECY 3 BiACYTHICTIO aAeKBATHOT NepmndoKanbHOI
3anaJsibHOi peakLji 3 nepeBaxaHHAM HEKPO3IiB 3 KOJ10-
HisMK 6akTepint B HUX (puc. 12). O3Hakn imyHoaedi-
LMTHOrO CTaHy 6yfiv NOB’A3aHi 3 BUKOPUCTaHHSAM BU-
COKOJ,030BOi iIMyHOCYNPECUBHOI Ta iMyHOBIONOTiYHOI
Tepanii npenapartamu, Lwo 6e3nocepenHbo NPUrHivy-
I0Tb KNITUHN F'YMOPAasbHOI TaHKM iIMYyHHOI BiANOBIA;.

V3 (b | "1‘.-"

s o TRA

Puc. 7. ®parmeHT M’s3a cTerHa 3 BorHuwamn gpparmeHtatii, nisucy,
rnnbyacToro po3nagy Ta noBHOI AECTPYKLIi M’930BIUX BONOKOH 3 BTpa-
TOI0 NONEPEYHOT CMYracToCTi, AUCTPOPIHHUMM 3MiHAMM 3 IBULLAMN He-
Kpo3y, nepudokanbHUM iHTEPCTULiaNbHUM HABPSKOM 3 MOOAMHOKMMU
nimdoumnTamMn Ta KanbLmHaTaMn M’930B1X BONOKOH y AnTuHM A., 15 po-
KiB (3a LlaHUMK ayToncii)

Puc. 8. ®parmeHT wkipyn 3 atpodieto Ta cybatpodieto enigepmicy, fes-
opraHisaLieto Ta Gi6po3oM COCOYKOBOrO LWapy fepmu, cybatpodieto npu-
[NaTkiB aepmu, HabpskoM Ta ileckBaMalLlieto eHA0TENi0 MiKPOLMPKYASTOP-
HUX CYAMH, NEPUBACKYNSIPHO NOOANHOKI NiMpoumTh y antnHm A., 15 po-
KiB (3a LaHUMu ayToncii)
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Puc. 9. ®parmeHT Miokapaa 3 HepiBHOMIPHUM iHTEPCTMLLANbHAM HAOPS-
KOM, KapgiomiounTi B enikapAiasibHii 30Hi PO3AineHi npoLlapkamu Xmpo-
BOi TKaHMHN, BOTHULLEBA GparmMeHTaL,isi M’ 130BMX BONOKOH. BigmiyatoTbes
retepoTonis sAep Ta BUPaxXeHa AUCTpodia KapaiomioLuTie, MicLsIMM 3 BOT-
HULLAMM Kapgjoniaucy. Y NpucTiHKOBMX TPOMOAX MiX naningpHUMu M’13amm
NOOANHOKI KONOHii 6akTepiit (autuHa A., 15 pokis, 3a AaHUMuK ayToncii)

Puc. 10. ®parMeHT ABaHA[UATUNANOT KULIKM 3 HEKDO3OM EniTeNiio, Mo-
MipHOI0 NEeKOLMTAPHOIO iHGINbTPALLIEl0 Y 30Hi OpPYHHEPOBMX 3a03 Ta
M’130BOMY Luapi, B APiOHNX cyauHax Tpombu, Le3opraHisauis Ta HeKpo-
TWUYHI 3MiHM Yy M’S13aX, HA CEePO3Hiil 060M10HL HaknaaaHHs GibpuHy (aun-
TuHa A., 15 pokiB, 3a gaHumMu ayToncii)

Puc. 11. Jenimdpartusauis T- i B-3anexHux 30H B niMpaTnyHOMy By3ni
(A) Ta cenesinui (Bb) y autunn A., 15 pokis, 3a gaHumMun aytoncii

Puc. 12. Kononii 6akTepiii B napeHximi nereqb y gutunm A., 15 pokis,
3a JaHNMK ayToncii

BcTaHOoBNeHMn 3aK/Il04HUIA NATOrICTONOriYHUIA
AjarHo3: oCHoBHe 3axBoptoBaHHs — KO[M 3 ypaxeH-
HAM M’'a3iB, LWKipwn, LLIKT, nereHb. YcknagHeHHs — cen-
CUC (CUHBLOT HINHO-KNIEBCIENBHWNIA): HEKPOTUYHNIA EHTEPO-
KOJIT, BOTHMLLIEBA HEKPOTUYHA MHEBMOHISI 3 KOJTOHISIMI
GakTepiit. Mepdopallis CTIHK1 ABaHAAUATNANON KULLIKW.
DiBGPMHO3HUIN NEPUTOHIT. XPOHiYHi BUPa3KM NiIOPUYHO-
ro sigainy wnyHka. lNineptpodia miokapaa nisoro Lwy-
Houka. Juctpodis miokapaa, neyviHku, HUPOK. HabyxaHHs
roIOBHOro MO3ky. beanocepeaHbLol0 NPUYNHOKIO CMEp-
Ti naujieHTa cTaB CUHAPOM NOMIOPraHHOT HeOOCTATHOCTI.

OBroBOPEHHSA

AHania nepebiry xsopobu B onnMcaHoMy BUNaaKy BUSI-
BMB OEKIiNbKa CNiPHMX MOMEHTIB, AKi NPU3BOAMN 0 3a-
TPUMKM TepaneBTUYHNX pilleHb. NepLio4yeproBo 3Bep-

JIIKAPIO-TIPAKTUKY

Tano Ha cebe yBary Te, L0 He3BaXaloun Ha HasBHICTb
y naujeHTa 03Hak 3anasibHOi MionaTii — rOCTPOro TAXKO-
ro MiONaTU4YHOro CUHAPOMY, BIACYTHOCTI MOBIAOMJIEHHS
NPO HAsABHICTb M’A30BVIX MOPYLLEHb 3 PAHHBLOT O BiKY, CUIH-
OpoMy Miofii3y, BUSIBIIEHHS 3anasibHNX 3MiH 3 BOKY cke-
neTHnx m’a3is 3a gaHnmn MPT T1a KT, enekrpoHenpomi-
orpadii, HaSBHOCTiI TUNOBUX LLKIPHUX 3MiH Ta YPaXXEHHS
C/IM30BUX 0O0JSIOHOK i BHYTPILLIHIX OPraHiB, BUSBIEHHS Mi-
0o3nTCNELMOIMHNX ayTOAHTUTIN — NPOLOBXYBaBCs Ande-
PEHLINHO-AJarHOCTUYHWI NOLUYK LWOAO BPOOKEHUX Mi-
OnaTUYHMX CUHAPOMIB, 3yMOBJIEHVX BPOLKEHNUMU MiO-
natisMm, XxBopobamm HEPBOBO-M’A30BOr0 3’€IHAHHS Y
MITOXOHAPIANIbHOI NATONOrIi, SKi MOXYTb PO3rNgaaTmcs
Yy OUTUHW B IKOCTI AndepeHLinHoro aiarHo3y i3 3anasb-
HUMM MIONATIAMU, BPaxXOBYIO4M HASIBHICTb 3aTPUMKM NCU-
XIYHOr0 PO3BUTKY B @HaMHe3i (Tabnnug).

9Kk nokasaHo B TabnuLLi, 0cobaMBOCTI nepediry XBo-
pobuy ANTUHK Ta AaHi NPOBEAEHOr0 OOCTEXEHHS oapa-
3y CBiZYMIN HAa KOPUCTb 3ananbHoi mionarTii. MNpoTe nig-
03pa Ha BPOLKEHi MionaTii npm3Bena A0 nepepuBaHHs
'KC-Tepanii, WO BUKIMKaNO NOripLIEHHs1 NoAanbLLOro
nepebiry 3axBOPIOBaAHHS, NPOrPecyBaHHs BicLEepasb-
HUX ypaxkeHb, NoTpeby BCTAHOBJIEHHSI TPAXeoCTOMM Ta
ractpoctomu. OCTaHHE 3yMOBWII0 POPMYBaHHS OAAT-
KOBWX BXiAHNX BOPIT ANe iHPEKLMHUX areHTiB Y iMyHOC-
KOMMPOMETOBAHOI O MaujieHTa.

3 KOMOpPOBIOHMMM CTaHaMK Ta CTiliKo iMyHocynpe-
Ci€l0 NoB’A3aHe nojanblue BiATEPMIHYBAHHSA PilleH-
Hs1 PO NPOAOBXEHHS iIMyHOBIoNorivHOT Tepanii. 3a3Ha-
yeHe NOTEeHUjHO Lie Ginblue noripLuyBano BioaaneHun
NPOrHo3 nepebiry OCHOBHOI O 3aXBOPIOBAHHS Ta NPU3Be-
110 0O NPOrpecyBaHHs OECTPYKTUBHMX 3MiH B TKAHUHAX
BHaCNILOK NEePCUCTYIOHOI Backynonarii, Wwo dpopmysano
XMOHE KOJIO HE3BOPOTHMX YPaXXeHb BHYTPILLIHIX OpraHiB.

OnucaHi y XBoporo KiiHiYHI NPOsSiBU B TEPMIHANbHIN
cTagji xsopobu (6inb Ta rinepTepmisa 3 nonepeaHL0 BUSIB-
neHnM ypaxkeHHsaMm LLIKT Ta HasiBHICTIO BaCKyniTy 3a OCHO-
BHVM [jarHO30M, MOYEPBOHIHHSA HABKOJ10 raCTPOCTOMM)
TaiHCTPYMEHTasIbHI 3MiHM (HAsABHICTb NOBITPS Y BHYTPILL -
HiX MOPOXHMHaXx) NOTPeOyBanM HeraHoi iHTeHcudikavji
NiKyBaHHS Ta NPOBEAEHHA NanapoToMii 3 METOKO PEBI3ii
ctaHy O4I1, ska cBoevacHo He Byna BUKOHaHA.

HeobxiaHo BigMITUTH, O 0OCAT LUBUAKO OTPUMAaHO-
rO reHETUYHOrO OOCTEXEHHS (reHn GONaTHOro 0O6MiHY)
He CBiYMB Ha KOPUCTb BYab-SKMX BPOOYKEHMX MiOMaTilA.
Y noganbLLoMy OTPUMaHi pe3ynbTaTi BinbLl AeTaslbHO-
r0 FreHEeTUYHOI0 OOCTEXEHHS, SIKi BKIOHYAN 3HAYHY Kiflb-
KiCTb reHiB, LLIO NOB’s3aHi 3 MOHoreHHMK FOAM (a came
reHu, siki koaytoTb cyboanHuLo A, B 1a C pnboHyknea-
31 H2, SAM 1a HD nomeH, Wo MiCTUTb 1I830KCUHYKI1E0-
suarpudocoatTpudocoorigponady 1, Tpy ek30HyKea-
31 NePBUHHOI penapadii 1, iHTepdepoHCTUMYIbOBaHUI
reH 15, cyboamHunuto peuenTopiB anbda- Ta 6eTa-iHTep-
depoHy 1 Ta 2, peuentop ramma-iHtepdepoHy 1 1a 2, iH-
TepdepoHoBUIi perynaTopHuin paktop 7, Toll-nomibHui
peuenTtop 7, namiH A/C). MpoTe B 3a3Ha4eHuin nepenik
YBIVLLIM HE BCI BiAOMi CbOroAHi FreH1, acoLIinoBaHi 3 po3-
BuTKOM IOM. Y pasi BUSIBNEHHSI MyTaLLil B 3a3HA4YEHNX
reHax Morsia po3rnsaaTucst TapreTHa Tepanis iHridiTo-
pamu siHyc-kiHa3. O4ikyBaHHS pe3ysibTaTiB reHETUYHO-
ro AOCHIIKEHHSA TaKOX 3yMOBWIIO BIATEPMIHYBAHHS Te-
paneBTUYHUX PiLlEHb.
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NNIKAPKO-NPAKTUKY

Tabnuus
OudepeHnuinnnii giarHos mionaTtin
3axBoploBaHHs
XapakTtepucTuka Lo i i i -
P P 1ogMm MeTaboniyHi mionartii MITOXPHAP'.?MHI ),(B°p°6" H(’epsoso
Mmionarii M’5130BOr0 3’€fHaHHSA
Bik nebroty 5-14 pokiB, MOXAMBI NPosiBK Bin HapoaxeHHs 10 NposBiB Y AOPOC- Bin HAapoaXeHHs 40 Npos-  Big HApOAXEHHS A0 Npos-

B PaHHbOMY AUTUHCTBI JIOMY BiLl
l'eniotponHa eputema, nanynm /
eputema F0TTPOHA, ManspHUiA BU-
cun, ciTyacTte niseno, BUpasku
[pokcnmanbHe ypaxeHHs M’g3iB

nepeBaxae Haf, ANCTanbHUM

LUKipHi 03Haku

YpaxeHHs M’a3iB

KanbumHatm + -
YpaxeHHs nereb  + i
Aptputn + +
YpaxenHs CCC + +

IHwi TvnoBi npo-  Mianrii, reHepanizosaHi Habpsiku,
SBU deHomeH PeitHo

Pinko, HecneumndiyHi

[lepeBaxaHHs AMHAMIYHUX CUMNTOMIB Haf, CTaTUYHUMU (HENEPEHO-
CUMICTb Gi3MYHNX HABAHTAXEHb NPU HOPMANbHIN M’30Bii CUIi).
MoxnuBe npokcuManbHe ypaxeHHs M’a3iB ab0 gucTanbHe.

PeumnanBHiCTb, 3BOPOTHICTb, AEKOMMEH-
caujis nicng ronofyBaHHs, BUCOKOKaNo-

BiB Yy OPOC/OMY BiLli
Pigko, He cneundiuHi

BiB Y 1OPOC/OMY BiLli
Anoneuis, rinepTpuxos,
akpoujiaHos, rinep- yu
rinonirmeHTawjs
[luctanbHe ypaxeHHs
M’A3iB nepeBaxae Hap,

iHdekLUin, nepiognyHa rinornikemis

NPOKCUMANIbHUM
+ .
+ -
+ +
HuabkopocnicTb, TyroBy- — BupaxeHi gepopmadii
XicTb, peTuHoNaTisi, eHpo-  xpebra
PIHOrO XapyyBaHH$, XONOAY 4/ rOCTPUX  KPUHONATIs, atakcis, nTo3
JlaktaTaumnaos B Kpo- Hemae

CneundiyHi nabo-
paTopHi NOKa3HWKK

MiosutcneundiyHi aytoaHTutina

MeTaboniyHuii aumuno3, HU3bKWIA Y1 BU-
COKWIA piBEHb KAPHITUHY B Nia3Mi Kpo-

Bi, NOPYLUEHHS CMiBBIAHO-

Bi, AMkapbokcunbHa auuaypis, nediunTy LWeHHs nakTat / nipyBar,
cneundiyHnx GepMeHTiB (anbda-rnko- BUCOKWIA NakTaT B NIKBOPI
3upasu, pochodpyKTOKiHa3M i T.iH.)

NepudacumkynsapHa atpodis, Mi-
KPOiHpApKTK, NepuBackynspHuin/
€H[10-, NepuUMiIsianbHUin 3ananbHuii
iHdinbTpaT, 061 IMOBaHi Bakyori
IMpumitka: CCC — cepLeBo-CyanHHA CUCTEMA.

bioncis m’s3iB

BkntoueHHs rnikoreHy, ninigis;
Diesiki BULM CTPYKTYPHO HOPMabHi

HecneundiyHi 3miHun
3a TUNOM MiONaTUYHOTO
natepHy

PBaHO-4epBOHI BONOKHA;
yncnerHi MiodibpunspHi
MITOXOHAPIi

Y3aranbHIo4M BULLE3A3HAYEHE, BPAXOBYIOHN THX-
KiCTb 3arasibHOro CTaHy AMUTUHW, HAsBHICTb NEPBUHHO-
ro NoNiopraHHOro ypaXKeHHsl, arpecuBHOro nepeobiry
XBOPOOU, neTanbHUi BUNaaok 6yB NOTEHLUINHO nepe.-
6avyBaHM. OCOBNMBOCTAMM ONMCAHOIO BUNMaaKy Oynm
LUBNOKICTb PO3BUTKY CUMMNTOMATUKM | HASBHICTb CynyT-
HbOI reHeTn4HOoI naTosorii. OCHOBHUIN HEANIK BEAEHHS
naujeHTa — HegoCTaTHS Y3ro4KEHICTb Ajir MyNbTUANC-
LMAAIHAPHOI KOMaHAMW, HEA0OLHKA TAXXKOCTI CTaHy na-
LieHTa Ta 0OMEXEHHS NOFCTUYHUX MOXJINBOCTEN B CY-
YaCHUX YMOBAX.

BUCHOBKU

IOOM € TSXKUM PiaKICHAM MOTEHLINHO NeTaslbHUM
3axBOPIOBAHHAM B ANTSYOMY BiLli. TpyOHOLLi AndepeH-
LLMHOI AjarHOCTMKM Ta TMMYaCOBE NepPePUBaHHS NiKyBaH-
HS B ONMCaHOMY BMMNAAKy NPU3BENn A0 NPOrpecyBaH-
HS1 XBOPOOU, HEOOXIAHOCTI iIHTEHCUIKaLi, NOO0BXEHHS
TpUBaOCTi, HEOOXiAHOCTI 3aCTOCYBAaHHSA BUCOKMX 403
npoTM3anasnbHOi Ta iIMyHOCYNPECUBHOI Tepanii. TsXKnin
nepebir xeopobu Ta BUMyLLIEHA Noninparmasis 3yMoBu-
JIN PO3BUTOK i YNCNIEHHMX YCKNaOHEHb (cencuc, nepdo-
pauis 4BaHaoUATMNANOT KUMKW, HEKPOTUYHA MHEBMOHIS,
rinepTpodia miokapaa NiBoro WiayHo4YKa, ANCTPOMIYHI
3MiHW MiOKapaa, NEYiHKN, HUPOK), HECYMICHUX i3 XXUTTSM.

PesynbTatu ayroncii nigTsepamnm KniHiYHWA ajarHo3.
3a3HayeHi 3MiHM 6y MOTEHLLIMHO OYiKyBaHUMMU, OCKifb-
KW, 3a AaHUMW NoNepeaHixX AOCNiOHNKIB, Npu 3aCTOCy-
BaHHi aHTU-B-nimdountapHoi Tepanii centuiuemii onm-
caHi'y 10-20% xBopwux [4, 9]. OTprMyBaHa XBOPUM aH-
TrbakTepiasbHa Tepanis B TakMX CUTYyaLisiX HeAOCTaTHLO
edekTnBHa. 3a3Bryar HasiBHICTb BTOPMHHOMO iMyHOAE-
dIUMTY y NauieHTIB, SKi OTPUMYIOTb PUTYKCUMAOD, PEKO-
MEHAYETbCS MOHITOPYBATU LUASXOM KOHTPOJIIO BMICTY

iMyHOrno6yniHiB y cupoBaTtLi KpoBi [ 1], aki B onncaHomMy
BUMNaaKy Oynn goctatHiMK i He noTpebyBanu 3amicHOI
Tepanii. BpaxoBytoun gaHi aytoncii, Ginbll NOKa30BOI0
Oyna ouiHka cybnonynsauji nimbouuTie nepnudepunyHoi
KPOBI, WO MOXe ByTW 3anponoHOBaHO AN PYTUHHOMO
BUKOPUCTAHHS B NOOANbLLOMY.

CMUCOK BUKOPUCTAHOI JIITEPATYPU

1. Barmettler S., Ong M.S., Farmer J.R. et al. (2018) Associa-
tion of Immunoglobulin Levels, Infectious Risk, and Mortality With Rituximab
and Hypogammaglobulinemia. JAMA Netw Open, Nov 2; 1(7): e184169.
doi: 10.1001/jamanetworkopen.2018.4169. PMID: 30646343; PMCID:
PMC6324375.

2. Bellutti Enders F., Bader-Meunier B., Baildam E. et al. (2017)
Consensus-based recommendations for the management of juvenile derma-
tomyositis. Annals of the Rheumatic Diseases; 76: 329—-340.

3. Kobayashi I., Akioka S., Kobayashi N. et al. (2020) Clinical
practice guidance for juvenile dermatomyositis (JDM) 2018-Update, Mod-
ern Rheumatology, Volume 30, Issue 3: 411-423. doi.org/10.1080/143975
95.2020.1718866.

4. Roberts J.E., Faino A.V., Bryan M.A. et al. (2024) Hospitalised
infections and rituximab administration among children and adolescents with
systemic lupus erythematosus from 2009 to 2021: Lupus Science & Medi-
cine; 11: €001210.

5. Juvenile dermatomyositis (2021) Orphanet. www.orpha.net/en/
disease/detail/93672.

6. Kim H. (2025) Juvenile Dermatomyositis: Updates in Pathogenesis
and Biomarkers, Current Treatment, and Emerging Targeted Therapies. Pe-
diatr Drugs 27, 57—72. doi.org/10.1007/s40272-024-00658-2.

7. LeclairV., Lundberg I.E. (2018) New Myositis Classification Crite-
ria—What We Have Learned Since Bohan and Peter. Curr. Rheumatol. Rep.,
20: 18. doi.org/10.1007/s11926-018-0726-4.

8. Solignac M., Cabrera N., Fouillet-Desjonqueres M. et al.
(2024) JAK inhibitors in refractory juvenile rheumatic diseases: Efficacy, toler-
ance and type-l interferon profiling, a single center retrospective study, Jour-
nal of Autoimmunity, Volume 147:103248. ISSN 0896-8411, doi.org/10.1016/;.
jaut.2024.103248.

YKPATHCbKWMN PEBMATOJIOTIYHWWM XYPHAJ o Ne 2 (100) » 2025



9. McAtee C.L., Lubega J., Underbrink K. et al. (2021) Associ-
ation of Rituximab Use With Adverse Events in Children, Adolescents, and
Young Adults. JAMA Netw Open; 4(2): €2036321. doi:10.1001/jamanet-
workopen.2020.36321.

10. Mondal S., Barman P., Vignesh P. (2022) Cardiovascular Ab-
normalities in Juvenile Dermatomyositis: A Scoping Review for the Clinical
Rheumatologists. Front. Med. (Lausanne). Jun 24; 9: 827539. doi: 10.3389/
fmed.2022.827539. PMID: 35814777; PMCID: PMC9263083.

11. Abu-Rumeileh S., Marrani E., Maniscalco V. et al. (2023)
Lung involvement in juvenile idiopathic inflammatory myopathy: A systemat-
ic review/ Autoimmunity Reviews.Volume 22, Issue 10: 103416. ISSN 1568-
9972. doi.org/10.1016/j.autrev.2023.103416.

12. Singh S., Suri D., Aulakh R. (2014) Mortality in children with ju-
venile dermatomyositis: two decades of experience from a single tertiary care
centre in North India. International League of Associations for Rheumatolo-
gy (ILAR). www.researchgate.net/publication/264164291_Mortality in_chil-
dren_with_juvenile_dermatomyositis_two_decades_of _experience_from_a_
single_tertiary care_centre_in_North_India.

13. Xiangyuan C., Xiaoling Z., Guangchao S. et al. (2024) Juve-
nile dermatomyositis complications: navigating gastrointestinal perforations
and treatment challenges, a case report. Front Pediatr. Jul 12; 12: 1419355.
doi: 10.3389/fped.2024.1419355. PMID: 39070551; PMCID: PMC11272553.

14. Xu Y., Ma X., Zhou Z. et al. (2021) Gastrointestinal perforation
in anti-NXP2 antibody-associated juvenile dermatomyositis: case reports
and a review of the literature. Pediatr. Rheumatol., 19: 2. doi.org/10.1186/
512969-020-00486-x.

A CASE REPORT OF RAPIDLY
PROGRESSIVE JUVENILE
DERMATOMYOSITIS COMPLICATED
BY SEPSIS
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Abstract. The article presents a case report
of rapidly progressive juvenile dermatomyositis
(JDM) in an adolescent complicated by sepsis and
duodenal perforation. Despite the useof modern
treatment methods, including immunobiological
therapy, mortality among these patients remains
quite high (about 3%). Diagnostic difficulties, severe
myopathic syndrome at the onset of the disease,
interruption of treatment and development
of secondary immunodeficiency on the background
of anti-B lymphocyte therapy have become key
factors in the unfavourable prognosis. Typical
mistakes and problems in the management
of patients with severe JDM are highlighted,
the importance of monitoring the immune status
and continuous treatment control at all stages
of management of such patients is emphasised.

Key words: children, juvenile dermatomyositis,
mortality, gastrointestinal tract lesions,
immunobiological therapy.

OwnsHcbka OneHa AHaToniiBHa — JOKTOPKA MeanyHuX HayK, npodecopka, HavuioHanbHnin yHiBepcuTeT
OXOpPOHM 300p0B’a Ykpainu imeHi INM.J1. LLiynuka, kadenpa negjatpii, HEOHATONOT i, ANTAYNX IHDEKLLIMHWX XBO-
po0, imyHosorii Ta anepronorii; Y «BceykpaiHCbkunii LLeHTp MatepuHcTea Ta autiuHeTea HAMH YkpaiHn.
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CrenaHiok ipuHa CtenaHiBHa — nikapka-neaiatpuHa negiatpuyHoro BigaineHHs HACJ «OxmaranTs

MOS3 YkpaiHu.
ORCID ID: 0009-0003-3898-4703

PyneHko Ceprili MukonaioBu4 — kaHOMOAT MEAMYHUX HAYK, 3aBigyBay neajatpuyHoro eigaineHHs HACT

«Oxmaramt» MO3 YkpaiHu.
ORCID ID: 0000-0001-5935-3335

JleiiGlok HOnis BacuniBHa — nikapka-kapaiopeBMaTonormHs HedponoriyHoro BipaineHHs KHIM «IBaHo-

®dpaHkiBCbka 0b61acHa aUTaYa KiHIYHA NiKapHS».
ORCID ID: 0009-00072789-4234

LaTtposa Knaeajis MuxanniBHa — kaHgvgaTka MeAMYHUX HAYK, AOLEHTKa kadeapy Mopdonorii, KNiHIYHOI
naTonorii Ta cyaoBoi MeONUVHN, HaLiOHaIbHWIA YHIBEPCUTET OXOPOHM 340P0B’A YkpaiHu imeHi M.J1. LUynuka.

ORCID ID: 0000-0003-2916-5098

CaeocrTikoBa Hatanis JleoHigiBHa — nikapka-narosioroaHaToOMUHS, BiAAiNeHHs: ANTAY0i NaTooriYHOI
aHaToMii 3 BiAAiNIOM iMyHOTiCTOXiMIYHMX gochimkeHb HACT] «OxmaramTt» MO3 YkpaiHu.

ORCID ID: 0000-0003-1300-0248

Cno6oasiH Cepriii BonognmMmupoBuy — fiikap-peHTreHosor LeHTpy pagiosnorii HACJ «Oxmatout» MO3

YkpaiHu.
ORCID ID: 0009-0001-9637-5426

CuHoBepcbka Onbra BoraaHiBHa — [OKTOpKa MeaMYHUX Hayk, Npodecopka, 3asigyBayka kadenpu an-
TAYMX XBOPOO MiCNSAMMIOMHOI OCBITU IBaHO-PpaHKIiBCbKOro HaLioHaIbHOrO MEANYHOIO YHIBEPCUTETY.

ORCID ID: 0000-0003-1072-3782
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