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Y nepLuiit YacTUHi CTaTTi ONUCAHO PiAKICHWMIA BUNAJOK Ae6oTy i nepediry HoBeHINbHOro AepMatomiosnTy. Y apyriit 4acTuHI NpoBeAeHO NOPIBHANBHO-KNIHIYHWIA aHani3
pesynbTaTiB BNACHOMO CMOCTEPEXEHHS 3 iHLIMMY aHANOrHHUMM NOBILOMAEHHAMM.

OcHOBHa yBara 30Cepe/)keHa Ha aTturnoBMX BapiaHTax MO4aTKy 3axBOPHOBAHHSA, 30KPEMA O03HAKaX BUPKEHOTO IHTOKCWKALAHOrO CUHAPOMY, remopariyHo-
HEKPOTUYHOTO BWCMMY, aHacapk, YPKEHHs POTOBOI MOPOXHMHW Yy BUMAAI CTOMATUTY Ta BUPA3KOBO-HEKPOTWYHOTO rMOCUTY. [0Ka3aHO TPYAHOLL PaHHbOI
[iarHOCTUKI XBOPOOW Ha TNi BiLCTPOUEHOI MaHidhecTallii NaTorHOMOHIYHIMX LUKIPHWX NPOSBIB Ta BiACYTHOCTi JOCTOBIPHIUX 03HAK MiONATUYHOrO CUHAPOMY. Bu3HaveHo
KNiHiK0-nabopaTopHi 0CO6AMBOCTI aMioNaTU4HOro HOBEHINbHOrO AepMaToOMio3nTy 3i CTIMKUM YPXKEHHAM LUKIpW. [pefcTaBneHo Tpu AvdepeHLinoBadi nnaxHu-
pekomeHzaLii daxisui MMiBHIHHOAMEPUKAHCHKOTO anbsiHCY AWUTAYOr0 apTpUTy Ta PEBMATONONYHUX LOCNIMKEHb Y NeAiaTpii CTOCOBHO NiKYBaHHS XBOPUX, Y KOTPUX
HiKOMM He 6YN0 YPaXXeHHS M'S30BOi TKAHWUHM Ta TUX, Y KOr0 KSiHiYHi NPOSiBM MionaTii cnocTepiranucs TinbKu B nepLui MicsiLi Xsopoou. MpocTexeHo cy4acHi TeHaeHLiT
[0CATHEHb Ta NPOrannH WoAo Knacudikauji, AiarHOCTUKM Ta NikyBaHHA Pi3HMX (HOPM OBEHINIbHOMO AEpPMATOMIO3UTY. Ha OCHOBI Ornfady Ta aHanidy HaykoBuX
ny6nikaLlii BUCBITAEHO MOXNNBI MPOTHOCTUYHI HACIAKM amionaTUYHOT (hOPMM 3aXBOPIOBAHHS Y AiTel.

[locnimKeHHs BUKOHaHI BiANOBIAHO A0 NpUHLMNIB enbCiHCbKOT [leknapadii. MpoToKon A0CNiMKEHHS YXBaneHUi JIoKanbHUM eTUYHAM KOMITETOM 3a3Ha4eHoi y poboTi
YCTaHOBW. Ha npoBefeHHs A0CTifKeHb 6yN0 OTPUMAHO iH(DOPMOBaHY 3rofly 6aTbKiB AUTUHN.

ABTOpM 3aABNAKOTH NPO BifCYTHICTb KOH(IIKTY iHTEPECiB

Knio4oBi cnoBa: 10BEHINbHUIA AepMaTOMiO3UT, OBEHINbHUIA aMionaTuiHUIA AepMaToMio3uT, aTunoBKiA nepebir, BUPa3KoBO-HEKPOTUYHMI FOCKT, aHacapka, ncopias,
NiKyBaHHS.

Debut and course rare of juvenile dermatomyositis.
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The first part of the article describes a rare case of the onset and course of juvenile dermatomyositis. In the second part the comparative clinical analysis of results
of own supervision with other similar reports is carried out.

The main attention is focused on atypical variants of the onset of the disease, in particular signs of severe intoxication syndrome, hemorrhagic-necrotic rash, anasar-
ca, lesions of the oral cavity in the form of stomatitis and ulcerative-necrotic glossitis. The difficulties of early diagnosis of the disease on the background of delayed
manifestation of pathognomonic skin signs and the absence of reliable features of myopathic syndrome are shown. Clinical and laboratory characteristics of amyopath-
ic juvenile dermatomyositis with persistent skin lesions have been defined. There are three differentiated plans-recommendations of the Childhood Arthritis and
Rheumatology Research Alliance for the treatment of patients who have never had muscle damage and those who have had clinical manifestations of myopathy only
in the first months of the disease. Current trends in achievements and gaps in the classification, diagnosis and treatment of various forms of juvenile dermatomyositis
have been observed. On the basis of scientific publications the possible prognostic consequences of the amyopathic form of this disease in children are highlighted.
The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee of partici-
pating institution.

The informed consent of the patient was obtained for conducting the studies.
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[le610T M TeYeHne peaKoro HOBEHUILHOr0 AepMaTOMUO3UTA.

Yactb Il: KnMHMYEecKUin aHanu3s co CPaBHUTENIbHO-AHANMUTUYECKUM 0630[)0M nuTepartypbl

M.W. Peiimaep, A.b. BonocsHko, 0.5. CuHosepcbka, J1.9. Vsanuwwmk, HO.W. Anekceesa.

V1BaH0-DPpaHKOBCKMIA HALMOHANBHBIA MEULIMHCKMIA YHUBEPCUTET, YKpauHa

B nepBoil 4acTu CTaTby ONMCAH PeaKuid cry4vai [e6toTa 1 Te4eHUs FOBEHWUIbHOIO epMaToMMo3nTa. Bo BTOPOIA 4acTi BbINOMHEH CPABHUTENbHO-KIMHUYECKNIA aHNN3
pe3ynbTaToB COOCTBEHHOrO HAOMIOAEHNA C APYrUMIA aHATIOTUYHBIMIA COOBLLEHNAMU.

OCHOBHOE BHUMAaHMEe COCPEJOTOYEHO HA aTUMUYHbIX BapWaHTaxX Hadana 3a60NeBaHNsi, B YAaCTHOCTM MPWU3HAKAX BbIPKEHHOTO VHTOKCUKALMOHHOTO CUHAPOMA,
remMopparnyecKu-HEKPOTUHECKON CbiMK, aHacapku, NOPaXeHWs POTOBOW MOOCTA B BUAE CTOMATUTA U A3BEHHO-HEKPOTUYECKOro rnoccuta. MokasaHo TpyaHocTu
paHHeil OMarHoCTUKW 60/e3HM Ha (DOHE OTCPOYEHHOW MaHWUecTaunu NaTOrHOMOHMYHBIX KOXHbIX MPOSBMEHWA W OTCYTCTBUM [OCTOBEPHbIX MPU3HAKOB
muonarnyeckoro cuHgpoma. 0603Ha4eHbl KNUHNKO-N1abopaTopHble 0COBEHHOCTM aMUONATUHECKOr0 HOBEHUBHOMO AEPMaTOMIUO3UTA C YCTONYMBBLIM NOPaXEHNEM
KoXu. lpeacTasneHbl Tpu AuddepeHLpoBaHHbIe niaHa-pekoMeraaLmm cneynanictos CeBepoamMepukaHCcKoro anbsiHca AeTCKOro apTpura 1 peBMatonornyeckux
1CCef0BaHNIA B NEAVATPIN MO NIEYEHUIO 60SIbHBIX 683 NOPKEHNA MbILLIEYHOV TKaHW U TeX, Y KOr0 KIWHUYECKNe MPOSBIEHNA MUONATUI HAabNofannch TONbKO B
nepeble MecAubl 60ne3HN. pocnexeHbl COBPEMEHHbIE TEHAEHUMN AOCTVMXKEHWIA U NPO6GENoB B Knaccuhukaumy, OWArHOCTUKE W JIEYEHUU PasfinyHbiX hopm
IOBEHUNIBHOTO iepMaToMno3unTa. Ha ocHoBe 0630pa W aHanu3a Hay4HbIX My6auKaunin OCBELLEHbl BO3MOXHbIE MPOrHOCTUHECKME MOCNEACTBUA amMUONaTU4ecKoin
thopmbl 3TOr0 3a60/1€BaHUS Yy AETeil.

liccnenosanne 6b1n0 BLINOSHEHO B COOTBETCTBUU C MPUHLMNAMI XenbCUHKCKOM [leknapauuu. MpoTokon uccnefosBaHns 6bin 04006peH JToKanbHbIM 3TU4ECKUM
KOMUTETOM y4pexaeHus. Ha nposefieHue UccnefoBaHnin 6b110 nony4eHo MHHOPMUPOBAHHOE COriacue poauTenei, Pe6EHkKa.

ABTOpbI 328BNISIOT 06 OTCYTCTBUM KOH(DNINKTA NHTEPECOB.

KnroyeBble CoBa: I0BEHNbHbI IepPMATOMUO3NT, OBEHWUIIbHBIA aM1ONATUHECKMIA IePMATOMMO3NT, aTUNYHOE TEYEHNE, I3BEHHO-HEKPOTUHECKIIA [MOCCUT, aHacapka,
1ncopuas, neveHme.
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Y mepmriii 9acTUHI CTATTI OMMCAHO KJIIHIYHUN
BUIIAJIOK PIKICHOTO /1€0I0TY 1 TIepebiry 1oBeHiIb-
Horo gepmatomiosury (F0J/IM). Moro Busnayamn-
HUMU PUCAMU CTAJIH:

® [IOYATOK 3aXBOPIOBAHHS, SKUH XapaKTEePU3y-
BaBCcd KJIIHIYHUMHU TPOIBAMU BUPaKEHOI
IHTOKCHUKAIIi1l, CTOMaTUTY, BUPA3KOBO-HEKPO-
TUYHOTO TJIOCUTY, aHACAPKW, TOJIapTPUTY
Ta HA OINH MiCAIb BIZICTPOUEHUX TUTIOBUX
ypaskeHb IIKipH;

e xpoHiunuii amiomarnunuii nepebir I0M
(IO/IMam) BIPOMIOBIK CEMU POKIB CIIOCTEPE-
SKEHHST;

e TIPUEIHAHHS Yepe3 /IBa POKU MPOCTOl hopMu
nicopiasy (psoriasis vulgaris).

Omnucanuii KIHIYHWIA BUMAL0K MOTPeOyBaB
BUPIMIEHHSA O/[pa3y KiIBKOX BaXKJIWBUX IiarHO-
CTUYHO-JIIKYBAJIbHUX NMUTaHb. B OCHOBHOMY BOHU
CTOCYBAJIUCS:

e TPYAHOIIIB PAaHHBOI IIaTHOCTUKH;

e 11pobJIeMH CTIIKOI PE3UCTEHTHOCTI MIKIPHUX
npossis IOJIM 1o 6a3ucHOro HPOTUPEB-
MATUYHOTO JIKYBaHHS, MBUJKOTO PENUIUBY
BMPa3KOBO-HEKPOTUYHOTO YPAKEHHS f3MKa
y BUTIQJIKYy HOTO BifIMiHH; Bi/ICYTHOCTI ampo-
GOBaHUX Ta Y3TOJKEHUX CXEM JIKYBaHHSI
TaKUX BUTIAJIKIB;

e KOMOPOILHOCTI 3 TICOPia3oOM.

[ocmipkeHHsT BUKOHAHI BiZITOBIIHO /10 TTPUH-
nuniBs  Tenbcincebkol  [exkmapariii. IIpoToxos
NOCTiKEeHHS yXBajleHni JIOKaabHUM eTUIHUM
KOMITeTOM 3a3HaueHoi y Po6OTi yCTaHOBH.
Ha mnposemenHs mociikeHb GyJI0 OTPUMAaHO
iHbopmoBany 3romy 6aTbKiB IUTHHU.

Tpyanomi panHpoi giarHocTuku. Pesysbratn
MacimTabHUX aHATITHYHUX JOCTIIKEHb 3aCBiIay-
10Th ¢akT 3anizuizoi giarmoctuku KO/M npak-
TUYHO Yy BCIX perioHax CBiTy: HaBiThb y BHUITQJKY
TOCTPOTO TIOYATKY BCTAHOBJICHHS IIarHO3Y MOJKe
TPUBATH KiJibKa MiCAIliB, a IPU MOCTYIIOBOMY —
i kimpka pokiB [8,28,34]. ¥ mepiomy BUIIAIKY
HAWYaCTIIMUMI TPUINHAMHI BiICTPOYEHO] /TiaTHO-
CTUKM € HETHUIIOBi KJiHIYHI NPOABU PaHHBOTO
IOIM 3 mominyBaHHSM O3HaK Hecmeru@igyHOI
IHTOKCUKAIT1 91 TMATOJIOTIYHUX 3MiH 31 CTOPOHH
IHIIIMX OpraHiB i1 cUcTeM, y APYyroMy — MOBiJbHE
HAPOCTaHHSI IIPOKCHMAIbHOI M'SI30BOi CabKOCTI
Jla€ yac /IS afiafTallii Ta 3aJUINaEThCS MaJoTo-
MITHUM 4K JUId JiTell, Tak 1 s 0aTbKiB. 3BUYali-
HO, TII0 BUPIIIIATbHOTO 3HAUEHHS T1i (hakTopu Haby-
BalOTh TIJBKU 32 YMOBH BiJICYTHOCTI BJIACTUBUX
JI7IST 1IOTO 3aXBOPIOBAHHS MIKIPHUX YPaXKeHb.

Y ommcanifi KIHIYHIA KapTWHI Majla Micle
O/lHA 3 TaKWX JIarHOCTUYHUX cuTyariil. Jlominy-

BaHHSI BIIPOJIOBIK MEPITIX YOTUPHOX THKHIB XBOPO-
6M O3HAK IHTOKCHKAIIil, TeMOPAriyHOrO BHUCHUILY 3
HEKPOTUYHUMHU eJIeMeHTaMu, ahpTO3HOTO CTOMATH-
Ty Ta BUPA3KOBO-HEKPOTUYHOTO TJIOCUTY TIOTPEDY-
BAJIO YMMAJIO Yacy Ta 3yCWJib Ha ANepeHIliitHy
nmiarHocTuky — Bepudikysatu FO/IM 3a ymoBu Bij-
CYTHOCTI Ypa)KeHHS IIKIpU Ta MIiONATUYHOTO CUH-
JIPOMY, Ha TOH vac, 6yJ10 BKpail mpobaeMaTnaHO.

Cuinp 3a3HauMTH, 10 Yy HAYKOBiH JiTepaTypi
OTMCaHI YUCJIEHHI BUIAJIKU TEPBUHHUX IATOJO-
rivnnx 3min npu IO/IM y poToBiii mopoxHUHi,
30KpeMa TeJsieaHTioekTasii sdceH, BUPa3KOBO-
adrosznoro cromaruty, riarisity [7,35]. Bimomo
TaKOK 1 MPO BUNAJOK KAJTBIMHO3Y S3WKa, TIPOTE
PO MOKJIMBICTh BUPa3KOBO-HEKPOTUYHOTO TJIO-
CUTY He TOBiIOMISI0CH [22].

Pazom 3 TM, BUHMKHEHHS BUPa30K MOKJINBE
y GLIbII AUCTATIBHUX BiJI/IaX MLIYHKOBO-KUIIKO-
BOTO TPaKTy, 30KpeMa B IMIJIYHKY, TOHKOMY
i ToBcTomy kutiedruky |3,37,43]. Dirypye takox
HOBIZIOMJIEHHSI TIPO ABOOIYHI BUPA3KU TOJOCOBUX
3B'I30K Y [MIOPOCJIOTO TIAI[iEHTA 3 IBOMICAYHOIO
icTopi€to amionatTuaHoro AepmaTomiosuty (/IMa)
[41]. A mpaBuio, 11€ BiAGyBaeThCst y TOCTPIi hasi
3axBopioBannd. /[legka amasnoris 3 HaBeleHUMH
BUIIE BUIAQIKAMHU € 1 B HAIIOMY KJIIHIYHOMY OIIUCI:
3 OfHOTO OOKY, BHPA3KOBO-HEKPOTUYHHN TJIOCHT
y XBOPOTO BUHHK Yy TOCTPOMY TMEpPiofli XBOpoOH,
a3 inmoro — FO/IM 1porikaB y Hboro 6e3 Gy b-sIKIxX
03HaK MTPOKCUMAJIBHOTO M 'SI30BOTO yPAsKEHHS.

CTOCOBHO MiONATUYHOTO CUHJPOMY, TO IpH-
CKIIIMBUHM JIarHOCTUYHUI TIOIIYK Yy I[bOMY
HampsIMi Bce-TakW TIpoBoAWBCA. Kiimiuno BusHa-
YUTH CIa0KICTh M'SI3iB UM IXHIO GOJIIOYICTh Y XBO-
poro GyJi0 HEMPOCTO: MEPEITKOA0I0 boMY Oyin
BiK marfierTa (5 pokiB i 10 micariB), BupakeHa
IHTOKCHKAIlisI 3 JIMXOMaHKOI, HaOpsKJIiCTh
MANIKIpHO-KMPOBOI KJIITKOBUHM Ta 3amlajbHi
3Minmn y cyrnobax. BomHouac, 10 1misiectipsiMoBa-
HUX JIOCJIJPKEHb CIIOHYKQJIW O3HAKU CHUCTEMHOTO
3aMmaJbpHOTO TIPOIlECY Ta Pe3yJbTaTH OKPEMUX
GioxXiMiYHUX Ta IMYHO(DEPMEHTHUX TOCII/KEHD:
HaiibisbIna yBara Oyja 3BepHEHA Ha IiABHUIEHHS
piBHS rocTpodasHUX MOKA3HUKIB Ta 301/IbIIeHHS
aKTUBHOCTI asaHinaminoTpaHcdepasu (AJIT) —
OJIHOTO 3 KJIIOYOBUX (DEPMEHTIB, OIiHKA SKOTO
(OKpiM IHIIIOTO) € CKJIAT0BOIO /IJII BUSHAHHS (haKTy
samasnbHoi Mionatii [1]. OcobamBo TypbOyBasio
301/IbIIIEHHST KOHIIEHTPaIlii aHTUHYKJI€apHUX aHTH-
TLJI, MO ABAJIO BaroMi MiZICTaBU TyMaTH TIPO iCHY-
BaHHS SKOICh HEBiIOMOI ayTOIMYHHOI MTAaTOJIOTI.

Y 1bOMy KOHTEKCTi 0 yBarum OpaBCsT TaKOK
HEeJIeCTPYKTUBHUI apTPUT TOMIJTKOBO-CTYITHEBUX,
KOJIIHHUX Ta JIKThOBUX CYra06iB. Piu y Tomy, 1110
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Ha TOI Yac BeJMKI GaraToHaIlioHAIbHI KOTOPTOBI
nocaijkenHs kiaiHigaoi kaptuan I0/IM BcTano-
BUJI MOJKJIMBICTH ypakeHHsI CyTJI06iB (apTpu-
Ty /aptpasrii) y 20—-98% rakux xsopux [20,31,37].
Opnnak, HOpMaJIbHI TOKAa3HUKHU €JIeKTPOMiorpaMu
(EMT) ta kpearundocdokinasu (KDK), orpuma-
Hi y XBOPOTO, He JTaBJIN ITiJICTaB BBasKATH 11ei Jiar-
HO3 Biporigaum. Came Tomy 6ioTicist M'si31B, pe3yJib-
TaT gIKOI € OAHWM 3 BHU3HAUYATBHUX KPUTEPiiB
nepmatomiosuty (JIM) A. boxana Ta /[)x. I[lerepa,
He TIPOBOJINJIACS Yepe3 BiZICYTHICTh MPAMUX O3HAK
ypakeHHS M'g430BOI TKaHWUHU (32 BUHITKOM
nigsuienoro pisus AJIT) [4,5].

[lilicHo, 9K i Ha MOYaTKy 3aXBOPIOBaHHS, TaK
i Io/laJIbIie ceMUPivHe CIIOCTEPEKEHHST He BUSIBU-
JIO y TaiiedTa Oyab-AKUX J1abopaTOPHO-IHCTPY-
MEHTAJbHUX 3MiH TPOKCUMAJIbHUX M S3iB KiHITi-
BOK Ta IIIUI, 10 TTOMITHO BUPI3HSIOCS 3 KIACUIHOI
kainigHoi kaptuau IO/IM. Y naykosiii jgitepaTypi
TaKUi Tepebir XBopoOW 3HAWIIOB CBOIO Ha3BY
K <«amiomatnyauii». Ileit Tepmin Brepuie 6yJio
3aIPOIIOHOBAHO aMepuKaHChbKUM BueHuM llipco-
"oM y 1979 p. a5 onucy pigKicHOTO 3aXBOPIOBAH-
HSI IIKIPU B IOPOCJINX, 1110 MA€ TaKi K IMIKIPHI CUM-
MITOMH, 9K i kaacuunuit /IM, mpote e Mae miomna-
TUYHOTO cUHIApoMY [29]. Y okpeMy K HO30JI0OTiU-
Hy OAMHUINI0 amionaruuuuii mepebir JIM OGyio
odiIlifHO BUOKPEMJIEHO TiIbKKA depe3 25 pPOKiB
(2004 p.). Lle cramocs na 119 wmixkHapomHomy
KOHTpeci €BPONEHCHKOTO HEHPOMYCKYJIHHOTO
mentpy (European Neuromuscular Centre
(ENMC)) [13]. Toai 6yJ10 BU3HaHO, 110 1€ TaKUI
JIM, saKuil XapakTepu3yIloTh THIIOBI /I XBOPOOU
3MIHM IIKIpH 3a BiACyTHOCTI 00'€KTHBHOI cJad-
KOCTi, HOPMaJIbHUX JabOPaTOPHUX IOKa3HUKAX
«M'130BUX» (depMeHTiB Ta HOpMaiabHoi EMI,
a M's;30Ba 6iOIICis, SIKIIO BOHA 3po0JieHa, He Po3-
KpuBa€ Oy/b-IKOTO IHIIOTO (heHOTUITY XBOPOOU.

Y 2017 p. exciepTut €BpOTMENCHKOI JIITH MTPOTH
peBMaTU3My Ta AMEPUKAaHCBKOI KOJIETii peBMaTo-
goriB (EULAR/ACR) posrysiHyin kiacudikaliio
AM Tta IO/IM cminpHO i TaKoK BUOKPEMUJIHN
amionatuyHuii JIM 3-IIOMIXK IHIINX i7[ioMaTUYHUX
3aMaJbHUX MiOTIATIi Ta BU3HAIN HOT0 (DEHOTHUITIYU-
HY CaAMOCTIWHICTh 5K y MiTel, TaK i B JTOPOCITHX,
MpOTe He MIMIIIN BUCHOBKY IIO/IO JIarHOCTUYHUX
kputepiiB 1iei ¢dhopmu 3axBopioBanug [19].
BaxauBum € Te, mo TPUHHATI pekoMeHaIii
no3BoJisitoTh giarHoctyBatu JMa um IO/IM
(IO/IMam) y maiiedTiB i3 MAaTOTHOMOHIYHUM
MIKIPHUM BUCHUIIOM (€3 ypaxyBaHHs laHuX Gioricii
M'g31B: BOHA PEKOMEH/IOBaHA TLJIBKU TUM, Y KOTO €
KJIIHIKO-1a00paTOpHi 0O3HAKK ii0MaTHYHOIO Mio-
rnatudHoro cuuzapomy [19].

3aBepiiyoun KOpoTkuii orisiz nepediry FOIM
6e3 ypaskeHHsI MyCKyJIaTypH Ta MOPiBHIOIOYHN HOTO
3 OTPUMAHUMU HAMU JJAHUMH, BiZIKPUTAM 32JIATIIA-
€TbCA BAKJIMNBE MUTAHHSA: BPAXOBYIOUM BCe-TaKu
HAagBHICTb y Malli€HTa CTiHKOro, 3JaTHOrO [0
penUANBY, 3aMalbHO-HEKPOTUYHOTO YPasKeHHS
sa3uka, To — 1e 1OIM amionaruunuii, JO/IM rimo-
aMionaTUYHUN (BPaxXoBYIOUM MiABUIIECHY aKTUB-
micts AJIT y nebioti 3axBoproBanus [21,32]), un
e SKUCh iHIUN (heHOTUIl XBopoou? 3 AesIKO0
aHaJoTI€EI0 B I[bOMY CEHCI MOXHA PO3TIAAaTh
TTOBIJIOMJIEHHSI HOPBE3bKMX PEBMATOJIOTIB Ta Kap-
JIIOJIOTIB TTPO 130JIbOBaHE MOPYIIEHHS 31 CTOPOHU
IHIITOTO TOTEPEIHO-TTOCMYTOBAHOTO M S30BOTO
oprany — cepis: y 59 MailieHTiB 3 TPUBAJICTIO
xBopobu Bix 2-ox go 38-mm pokiB (Mexiana
crioctepexenass — 16,8 pokiB) Ta BUCOKOIO aKTUB-
HICTIO Ha 11 TTOYaTKY 3 MOAJIBIINM MepeBaKaHHAM
IMIKIPHUX ypaskeHb 6e3 M'sI30BO1 y4acTi, BUSBJIEHO
JOCTOBIPHO O1JIbIILY, Y MOPIBHSHHI 3 KOHTPOJIBHOIO
IPYIOIO, KiJIbKICTh 0Ci0 i3 03HaKaMu CHUCTOJIYHOI
Ta AiactosivHOl AUChYHKINI MioKapjaa JiBOTO
nuryHouka [39].

IIle omHUM piAKICHUM KJIHIYHUM IPOSIBOM,
KU BUHUK Y XBOPOTO HA TPETHOMY TH>KHI 3aXBO-
pioBaHHs, Oy/ja IOMipHa TOTaabHAa HAOPAKJIICTDH
MK PHO-KUPOBOI KJIiTKOBUHU. CUMIITOM, SIKIH
nHaranaye anacapky, npu IO/IM € goBosi pigkicHuM
i 32 MOOIMHOKUMHU HaYKOBUMU CIIOCTEPEKEHHAMU
JIIATHOCTYETBCS TLIBKM HA TIOYATKOBUX eTarax
miei xBopobu [2,25,38,46]. OCHOBHI BHCHOBKH,
3/iiicHeHi 3a pesyJbTaTaMi IUX CIIOCTEPEKeHb,
€ HEONHOPIAHUMHU, TPOTE Y IBOX OCHOBHUX
HanpAMKaxX BOHMW MNPUHAWMHI aKIeHTOBaHI: 3
ofiHOrO GOKY, reHepasli3oBaHuil HAOPSIK y 1e6Ti
IO/IM € mpearKTOpOoM TSKKOTO mepebiry 3axBo-
PIOBaHHS i BUMara€ HeTaliHOI Ta arpecUBHOI Tepa-
mii [2,25,38,46], a 3 inioro — Takuii mposiB 3a Biji-
CYTHOCTI OYEBUHUX TPUYNH HOTO PO3BUTKY Ta
TUTOBUX IIKIPHUX TPOABIB MOKHA PO3IJIAATH
SK HUMOBIPHY [OJATKOBY [ialHOCTUYHY O3HAKYy
3axBopioBaHHs [2,38]. ¥V misiomy, onrcane KJIiHiu-
He CcIIoCcTepekeHHs  IMiATBEPANJIO HaBejeHi
MPUIYIIEHHS: TOKPANIEHHS 3arajbHOTO CTaHy
XBOPOTO BJAJIOCS JIOCATTH JIUIIE 32 JTOTIOMOTOIO
BUKOPUCTAHHA BUCOKHX JI03 CHUCTEMHMX TJIIOKO-
KOPTUKOIIIB 1 MeTOoTpeKcaTy, a IXHE TpuBaje
BUKOPUCTAHHSA Y MOJAAJBIIOMY He TIPU3BEJO 0
HoBHOI peMmicii xBopoou. Boznovac, HaBiTh BOJIO-
MT0YN BIATIOBIAHUMU 3HAHHSIMHU TIPO MOKJINBICTH
HaOPSKY IANIKIPHO-KUPOBOI KJIITKOBUHHM B 1€0I0TI
IO/IM, ocobimBO 3a yMOBHU HOTO aMiONaTHYHOTO
nepebiry Ta 1e i /10 MOSIBU XapaKTePHUX MIKiPHUX
MPOSIBiB, 3aIiIO3PUTH 1le 3aXBOPIOBAaHHSA BKpail
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ckanno. O4eBUIHO, TaKy Ka3yiCTUYHY KJIHIUHY
MaHidecTallito MOJKHA OIIHUTHU TLIBKUA PETPOCTIEK-
TUBHO T KJHINUCT ¥ TAKUX BUTMAIKAX MTPAKTUIHO
He MA€ MIAHCIB KOPEKTHO BepU(DIiKyBaTH TPUIUHY
BUHUKHEHHS 1TbOTO CUMITTOMY.

Besmue3aux TpyAHOIIIB y paHHINA AIaTHOCTHUIT
IO/IM y mamoro mnaiieHTa 3aBHaja 3aTPUMKA
MTOSIBY TUTIOBUX TITKiPHUX O3HAK, SKa CKJIAJNA MTPU-
O6JIMBHO Micslb. Y IIJIOMY, TaKa CUTYyallisl Ipu
IO/IM € nmaBHO BifioMOIO i, SIK y’Ke 3ra/lyBajiocs,
BOHA MO’Ke TPUBATHU KiJibKa POKiB. Tak, 3a faHUMU
35 1eHTPIB aMepPUKAHCHKOI TIe/IiaTPUIHOI peBMa-
TOJIOTil IPU NEPBUHHOMY 3BEpPHEHHi /10 Pi3HUX
CTIETTIaJIICTIB Ta 3 PISHUX TPUYNH, Cepefl TUX, KOMY
misHinie 6yJsi0 BeTanosseHo aiarnos IO/IM, naro-
THOMOHIYHUI JJIs1 XBOPOOU BUCHII KOHCTaTOBAHO
Tinbku y 44% Bunanakis [34].

Pa3oMm 3 TuM, BUpa3Kku MIKipU Ta IXHE HACTYITHE
pyOIOBaHHS  PEECTPYIOTHCS  JOBOJI  4acTo:
3a pesyJbTaTaMH MIMPOKOMACIITAOHOTO MiKHA-
ponnoro pocrijkenass 490 xBopux nHa IO/IM
(248 — B €Bpori ta 242 — y JlaTuHCBKiNT AMepuiti) —
nofibHi ypasxkeHHs miarHocroBaHo y 195 (44%)
narienTiB [31]. Tpoxu iHNI MOKa3HWKH, TPOTE
3 HabaraTo MEHIIOIO KijIbKicTio BUOIPKH, OTpuMa-
HO 3 iHmuX mKepes. Hanpukiaz, 3a 1aHuMu yHi-
BepcuTeTchkoi JikapHi M. Ocao (Hopseris)
peTpoCIeKTUBHUH aHami3 60-Ti XBOPUX i3 movaT-
KOM 3axBopioBaHHs /10 18 pokiB (MefiaHa criocre-
peskenus: — 16,8 poky), Bupasku mikipu Oysm
y 40% marientiB, a HAKOIMYYBaJIbHE YTBOPEHHS
pyo6itiB uu arpocii mikipu miaraocroBano y 63%
[37]; 3a manmmu HartionasbHOTO peectpy 151 xBo-
poro "Ha IO/IM y Benukiit bputanii ta Ipmammii
BUpasku 1mkipu Oyim y 23% oberesxenux [20].
[IBumie 3a Bee, i po36IKHOCTI MOKHA TTOSICHUTH
PI3HOIO TPUBAIICTIO XBOPOOU Ta 4acOM CIIOCTEpe-
JKEHHS, a, MOJKJTIBO, 1 reorpahivyHO-eTHIYHUMU OCO-
OJIMBOCTSIME KPaiH, /i€ TPOBOIINCS TOCTIIKEHHSI.

OxpeMo pUBEPTAE yBary MoYeproBicTb BUHU-
KHEHHS BUCUIIAHb Y XBOPOTO: CIIOYATKY BOHU
3'aBunncs HaJ PO3TUHAIBHUMU TIOBEPXHSAMU
KOJIHHUX Ta JIKTbOBUX CYrJo0iB, mi3Hiine —
HaJl PO3TUHAILHIMU TIOBEPXHAMU 1T IcCHO-hasiat-
TOBUX 1 MPOKCUMATBHUX MiK(paTaHTOBUX CYTJIO-
6iB kutuik (o3Haka ToTpoHa), a 1ie mi3Hime 3mi-
HUBCS KOJIp TMOBiK (TeMioTpOmHUI BUCHIT). AHa-
Jioriuny nocaifosHicts Bucuiy ipu I0IM (y T.4.
[O/IMam) 6yJi0 BCTAaHOBJIEHO CIIJIBHOIO TPYTIO0
(haxiBItiB y ramysi gepmartosiorii, memiaTpii Ta pes-
maroJsiorii 3i mrary Ilencisbanis (CIIA) [30].
BaxsuBumMm € Te, 110 aBTOPH OCJIIPKEHHS TaKOXK
KOHCTATYBaJIM B TAKUX BUTIA/IKAX 1 TICOPIaTHIHUN
BHCHII, IKWIA [[iarHOCTOBaHO HUMHU y 25% obOcTe-

JKeHUX XBOpUX. TakuM 4uHOM, 11i JaHi Bigpa3y 3a
TPbOMa BaroMUMU O3HAKAMW — TIOCJIiJIOBHICTIO
BUHUKHEHHS BUCHITY, HASBHICTIO TICOpia3y Ta Jiar-
HocroBanum lIO/[Mam 1ijiKoM cIiBHazamoTb 3
nepebiroM XBopoOHU B ONMMCAHOMY HAMU BUIIAJIKY.

Cituacre miBeno, ske MaHiecTyBaso Ha 1TOYaT-
Ky XBOPOOU i1 MPOJIOBKYE YTPUMYBATHCST IO 1[HOTO
Yacy, HUIEKUTH /10 HEYACTOTO KJIIHIYHOTO TIPOSBY
IO/IM. IToomHOKI CBiTUeHHS y HAYKOBIi JliTepary-
pi BKa3yioTh Ha MOXKJIUBICTb OTO MOSIBU B /1€0I0Ti
3aXBOPIOBAHHS YW TPU BUHUKHEHHI YCKJIQIHEHB,
a IHO/Ii — 1 Ha TIPOTHOCTUYHO TSKYUH 1epebir 3ax-
BoproBanus [10,33]. Y misomy, 11i 1aHi TAaKOXK CITiB-
najfaloTh 3 1epebiroM XBopoOuW B ONMUCAHOMY
BUIAJIKY Ta OTIOCEPETKOBAHO T /ITBEP/KYIOTh HaBe-
JIeHEe HaMU CTIOCTEPEKEHHS.

Jlani 1Ipo MOKJIMBICTH BUHUKHEHHS B 1e0M0Ti
IO/IM remopariuyHoro TerexialbHO-eKXiMO3HOTO
BUCHTTY (3 TOOAMHOKWM HEKPO30M) Ha TiJi B
JIOCTYITHIH HaM JliTepaTypi He 3HANICHO.

IIpoGiema CTIKOI PE3UCTEHTHOCTI IKIPHUX
npossis FO/IM 10 6a3ucHOro NpoTHPEBMATHY-
HOTrO JiKyBaHHsI. BiacHe, CTiliKicTh HIKipHUX
npossiB IO/[M, moctiitHe icHyBaHHS JiBemo,
ITBU/IKE BiJIHOBJIEHHS BUPA30K MIKIPU 3 HACTYII-
HUM YTBOPEHHsIM PyOIiB Ha TJi Ge3nepepBHOTO
MTPOTUPEBMATUYHOTO JIIKYBAHHS CTAJNO OJHIEIO 3
HAHOILIBIINX TPoOIeM Y BUOOPI TAKTUKN BEIEHHS
naifienra. 3 1€ MeTo 6yJI0 HaBiTh 3aIIPOIIOHO-
BaHO KOpOTKo4acHy (OJM3bKO 5 MicsIiB) KOMOi-
HAIIifo JIIKapChKUX 3acO0IB 13 3aCTOCYBAHHSIM ITi/l-
TPUMYIOUOI /103U METWJIIPEHI30/I0Hy (4 MT Ha
no6y), merorpekcaty (0,4 MT/KT OMH pa3 Ha THXK-
JIeHb) Ta, PEKOMEHIOBAHOTO y BUTIA/IKaX 3HAYHOTO
YPasKeHHsI MIKipH, TiIPOKCUXJIOPOXiHy (5 Mr/Kr
omvH pa3 Ha 100y) [8,40], oaHak 11e He MPU3BEIO
JI0 iICTOTHOTO KJIIHIYHOTO TTOKpaIIeHHs. Y HalllOMy
BUIMAAKY Halle(eKTUBHIIINM TeparmeBTUIYHUM
3ac000M BUSBUJIOCS 301/IbIIEHHST [[03W METHJI-
npexanizonony a0 0,75-1,0 MT/Kr 3aJeskHO Bif
IHTEHCUBHOCTI BUCHUIY BIIPOMOBXK 1—2 MicsiiB
i3 HACTYIHUM CepeIHIM TEeMIIOM 3MEeHIIEeHHSIM
JI031 JI0 MiITPUMYIOUOI.

Bsarami, mpobsema BificyTHOCTI e(heKTUBHIX
cxeM JiikyBauHsa IO/JIM 3i cTiiKUMHU TIKIpHUMEI
nposiBaMu Ge3 KJIIHIYHO 3HAYMMOTrO ypaskeHHS
M'sI31B € IIUPOKO BiZIOMOIO, BOHA Y4acTO 0OrOBOPIO-
€TbC, TPOTe HUHI €MHOI [yMKH 3 11bOTO TPUBOLY
Hemae [14,17,40,44]. Ony6uikosani y 2010 p. ana-
JITWYHI JIaHi CTOCOBHO JIKyBaHHS IOBEHIJTHHOTO
IO/IM na Bciit reputopii [liBHiuHOT AMepukn [40]
MTOKa3yIOTh, 110 y BUTIA/IKY TOPITiTHOTO aMioTaThy-
HOTO mepebiry XxBopobOu mepeBakHa OiJbIICTD
OTMMTAHNX AMEPUKAHCHKUX Ta KAHAJIChKUX JIIKapiB
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3aCTOCOBYBAJM BUCOKI /103W TJIOKOKOPTHUKOI/IIB
(Bumte 1,5 Mr/Kr) Ta cepefHi 03U METOTPEKCATY
(Biz 10 10 20 mr/m* /T aens). [pu oMy 6JH3b-
KO JIBOX TPETHUH PECIIOH/IEHTIB KOPUCTYBAJIUCH
KOMOIHAIl€I0 IMX [perapartiB y [OEIHAHHI
3 TIAPOKCUXJIOPOXIHOM, a O/lHA TPETUHA 3aCTOCO-
ByBaJIa T1/[POKCUXJIOPOXiH Y BUTJISI MOHOTEPAITii.

Y 2017 p. daxiBii miBHIYHOAMEPUKAHCHKOTO
ANBIHCY JAUTSYOTO apTPUTY Ta PEBMATOJOTIUHIX
nocaimxens B nemiarpii (Childhood Arthritis and
Rheumatology Research Alliance, CARRA),
MpUKMaloun JI0 yBaru Te, 1o:

e CTIMKUU BUCUI € BA)KJIMBUM JJIS ITAI[IEHTA Ta
YacTO MPU3BOAUTH /10 TTOPYIIEHHS MOTO TICH-
XOCOITIaJTbHOTO CTAaTyCy Yepe3 3MiHy 30BHIIII-
HbOTO BUTJISITY, TIOCTIHY 3aTrpo3y TOCUJIEH-
Hs1  00JI0, 3HWKEHHS (DYHKIIIOHATHHUX
MOKJIUBOCTEM, TOIIIO;

® Ha JIaHUIl 4Yac BIJICYTHI 3araJbHONPUNHATI
epexTuBHI MeToauku JikyBanuga O/M
3 TIepeBAKHUM HIKIPHUM YPasKeHHSIM.

Posragnynu Ta npuilHSAIM TPU KOHCEHCYCHI
KJIIHIYHI TIJIaHW MeIUKaMEHTO3HOTO JIIKYBaHHSI
oJlpa3y /s JIBOX IiATPYIl XBOPUX, B IKUX 3aXBO-
pIOBaHHS Ha JaHUI yac MpOTiKae 6e3 3anydeHHs
M'g30B01 TKaHWUHN, TOOTO aMiOTIaTUYHOI, KIIHIYHO
amionatuyHoi Ta rinoamionarnynoi hopmu 10 M
[14,17]. [lo mepimoi miATpyy BBIHIIIN MAIIEHTH,
B SIKUX y /1€0I0TI XBOPOOHU MPAKTUYHO He Y10 Mio-
MMAaTUYHOTO CUHPOMY, a TIJbKU crelrudivHi ypa-
JKEeHHS IIKiPH; 10 IPYTOIl — TAIliEHTH, ¥ AKUX Oyim
TOETHAH] 03HAKU YPaKeHHS M 's3iB 1 MIKipU, BOHU
OTPUMANN TEBHUN KYpC MPOTUPEBMATUYHOTO
JIIKyBaHHS, 1O TPU3BIB 0 MOBHOTO (YN Maiixke
TMOBHOTO) HIBEJIOBAaHHS MPOSIBIB MiOTATUYHOTO
CUHJIPOMY, ajie Y HUX yTPUMYBAJTHUCS CTIUKI MTKip-
Hi postBU Oiibiiie 3-0X MiCSIIiB.

Y pesyabrati, nas xgopux Ha IOM mepiiroi
miarpynu KoucopitiyMm CARRA mimanom A peko-
MEH/Iy€E BUKOPUCTAHHS TIJIBKU TiIPOKCUXIOPOXi-
Hy 5 Mr/kr/mno0y (Makcumym 400 Mr); miaHOM
B — rigpokcuxmopoxiny B Tiil JKe /031 Ta MeTO-
tpekcary 0,15—1 mr/kr (Mmakcumym 40 Mr) omaun
pa3 Ha TWXKJEHb, a mmanoM C — TiPOKCUXIOPO-
XiHy, METOTpeKcaTy B TUX Ke /103aX Ta KOPTUKO-
CTEpOi/liB y TepepaxyHKy /g IPeaHi30J0Hy
1-2 mr/kxr/mo6y (Makcumym 60 mr) [17].

Boanouac, mig marmieHTiB Apyroi MmMATpymnu
mwian A mepenbadae 3acTOCYBaHHSI BHYTPIIIHBO-
BEHHOTO IMYHOTJIOOYJIiHY B /1031 2 T/Kr (Makcu-
MyM 70 T), TOTIM KOKHI 2 TVOKHI 3 pasw, misHilre —
moMicsid; miran B — wmikodenomat modernn
10 mr/kr/moby (makcumym 1500 wmr); a mrax
C — nWKJOCIOpPUH He MeHire 3 Mr/Kr/moby

(6inbII BMCOKI 103U MOXKYTh 3aCTOCOBYBATHCS
Ha PO3CYyJ JIKYHUOTO JiiKaps 3 BiJIIOBIIHUM
MOHITOPUHTOM apTepiaTbHOTO TUCKY Ta (YHKITI
Hupok) [14]. Ha mowarky JsikyBaHHS JiKap
Mozke oOpaTu OyAb-IKUI TJIaH JIiKyBaHHs, BPaxo-
BYIOUM TIPU IIBOMY TSKKICTh HIKIPHUX ypasKeHb.
Y nopanbiomy Bin obupae mian B abo C 3anex-
HO BIiJl TOPIIZHOCTI XBOPOOM 0 IPOIIOHOBAHOIL
auMm Tepamii. [llompaBaa, HeoOXigHWiT TepMmiH,
y KU CJIiJI TPOBOAUTU 3MiHY MeIMKaMEHTO3HOI
Teparii He 3a3HAYEHWT | TAKUM YMHOM 3JIUTIAETD-
¢S HEBIZIOMUM CKiJTbKU BiH MOKe TPUBATH.

Cuijt HaroJI0CUTH — aBTOPaAMU KOHCEHCYCHOTO
pitiieHHsT Gpajucs 10 yBaru TiIbKK JierKi hopMu
IOAM 3 TUMOBUMHU IMKIpHUMHU TposiBaMu 0Oe3
CYNIYTHBOI JIMOAUCTPO(Dii, KaJbIIMHO3Y, BUPA30K
MIKipY Ta KJIIHITHOTO ypakKeHH BHYTPIITHIX Opra-
HiB [14,17], a 3a3naueni pekomMeHaIlil BijgoOpaska-
I0Th TIJIbKU MOKJIUBI TAXO/U 10 JIKYBaHHS TaKO-
ro IO/IM i He mOBUHHI BBA)KATUCSI CTAaHAAPTOM.

3TiJIHO BUKJIAJEHUX PEKOMEHJIAIliil OMucaHui
XBOPUI HAJIEKUTD JI0 TIEPIIIO] MiATPYIN Ta OTPUMYE
JIIKYBaHHSA 3 BUKOPUCTAHHSIM [[BOX TIpENapaTiB
(mman B). 3actocyBaHHS Y HbOTO TPHOX ITPENapariB
(mman C) BIIPOAOBK S MICSIIB He TIPU3BEJIO 10 3Ha-
YUMOTO TIOKpAIeHHs i Oyio Biaminere. 3Bakaioun
Ha BUKJIIOUHY CTIMKICTb YpaKeHHS IIKIPU Ta CXUJIb-
HICTh 10 TEPIOAUYHOr0 3arOCTPEHHS XBOPOOM Ha
T/l TIPAKTUYHO Oe3repepBHOI Oa3ucHOI Teparil,
BUHUKAE K MIHIMyM [IBa 3alUTaHHS: YU JiHCHO
3azHadeHi CARRA TtepameBTnyHi miaxoan € edex-
TUBHUMU Y BCIX BUIAAKaX Oyib-sKuX (opmam
IO/IM, uu Bce-Taku i30JbOBaHE YpaskeHHS THIINAX
MTONePeYHO-TIOCMYTOBAHUX M '43iB  (HAIPUKIA,
ceprig [39]) Ta, SIK B OoNMCAaHOMY B 1IbOMY KJIiHIY-
HOMY BWHNAAKY, YPaKeHHS SA3WKa, HAJIEKUTD
10 iHMmIo1, me Giibir yHikaabHol hopmu O] Mam
g JIM Tta 1morpebye SIKOroch iHIIOro, YUMOChH
MOIM(IKOBAHOTO TEPATTEBTUYHOTO TTIXO/Y.

Komop6inuicts 3 mcopiasom. Besnepeuno,
KJIHIYHA CHUTyallid y XBOPOro YCKJIAJIHUJIACSI
komopOinnicTio FO/IMam 3 mpocTtoo (Gopmoio
ncopiazy. Crouatky 1ie OyJi0 3yMOBJIEHO YHCTO
JarHOCTUYHOIO TIPOOJIEMOTO: TI0sIBa Ha TPETHOMY
POIIi BiJi IOYATKY XBOPOOU YUCTIEHHUX OJISIIIKOIIO-
MiOHUX CPIGJSICTUX JIyCKATUX BUCHUIIAHb, JIOKAJIi-
30BaHMX Ha BOJIOCHCTIN YaCTWHI TOJOBHU, TYJyOi
Ta KiHIIBKaX, SIKi CYIIPOBOKYBAJIUCS HE3HAYHUM
cBepbeskeM, CIIPUYMHIIIA HUBKY 3allUTaHb CTOCOB-
HO 1XHBOI ominku. Pid B ToMy, 110 Ha TON 4ac BKe
OyJI0O BiZIOMO PO MOJKJMBOCTI IapajiebHOTO
nepebiry IOJIM/IOAMam//IM Ta 1copiasy
a60 BUHUKHEHHS TPU IMX 3aXBOPIOBAHHSIX
ncopiasonogibHoro sucumy [6,12,16,30,36]. 11i Ta
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OIJIBIN TTi3HI HAYKOBI MOBIZOMJIEHHSI IIPO MOMIOHI
Bunazku [11,23,26,45] warosonyioTh Ha cepiios-
Hill mpobiemMi mBuaKOI Bepudikaiii giarHosy
Ta HEMUHYYIH TOTPebi MIKANCIUILUTIHAPHOTO TTi/-
X0y y crpobi ii

cKyIamacda mpu audepentiarii BUCAITY i B HAIIOTO
XBOPOTO: JIUIIE TiCHA CIIBIIPAIls AUTIUNX Kap/io-
PEBMAaTOJIOTIB, 1epMaTOJIOrIB, IMYHOJIOTIB Ta MOP-
(hosoriB 103BOMMIIA KOHCTATYyBAaTH Y HBOTO CIIiBiC-
HYBaHHSI IBOX 3aXBOPIOBAHb.

BoaHouac 31 BCTaHOBJIEHHSIM [IarHO3Y TIOCTAJIO
MMUTAaHHS TaKTUKU BefleHHd mairienTa. Ciri 3a3Ha-
YUTHU, 110 TICOPia3 y HbOTO BUHUK HA TJIi IIPUHOMY
MEeTOTPEKCATy, IKAHN PO3TIANABCH i TeTlep PO3TJIsi-
MAETBCSA, 9K OWH 31 CTAaHAAPTIB JIKyBaHHA Ili€l
wenyru [18,24]. OuveBumHO, MO MajuW parliio
aMepuKaHchbKi BYeHi 3 Uwmkaro (mrat lmminoiic,
CIIA), oxapakTepu3yBaBIIX KOMOPOiAHICTH
IO/IM Ta mcopiady moABiiTHOIO HETPUEMHICTIO,
3a3HAYMBIINA TIPU I[LOMY BUHUKAIOYI TMTPOTUPIYUS
y 3arajbHOMY Ta MeIMKaMeHTO3HOMY JIiKyBaHHi
nux ABoX 3axBopioBanb [16]. Ilutanus 3ammima-
€THCA BIIKPUTHUM [0 1IHOTO Yacy.

CrocoBHo mporHo3dy. Ornucanuii NaIieHT He
30BCIM BI/ITIOBI/Ia€ €KUM JIiTEPATYPHUM JTaHUM
PO BiIHOCHO CIIPUATIMBUNA mepebir Ta MpoTHO3
I0/IMawm [9,21]:

e [I0-TIepIIe: HOro icTopiss XBOpoOM 3acBiguu-
Jia, 110 BiMOBa Bix 6a3MCHOTO MPOTHPEBMa-
TUYHOTO JIIKYyBaHHS HEOJIMIHHO TIPU3BO/IMJIA
JI0 TIBUKOTO (BIPOIOBK OTHOTO-ABOX MicCs-
1[iB) BiJIHOBJIEHHS O3HaK HecreupivHol
IHTOKCHKaIlll, BUPA3KOBO-HEKPOTUYHOTO
TJIOCUTY Ta MIKIPHUX BUPA30K HaJ KOJIHHU-
MU i1 JIIKTHOBUMU CYTTI00AMU 3 TIOCHJIEHHSIM
IHTEHCUBHOCTI TUTIOBUX INKIPHUX IPOSBiB

REFERENCES/JITEPATYPA

i IJBUINEHHSAM TIOKa3HUKIB TOCTPOi (hasu
3aMaJIbHOTO MPOIIECY );

® 110 JIpyTe: IOBTOCTPOKOBUH IIPOTHO3 3aJIHIIA-
€THCA HEBIZIOMUM. ICHYIOTH [laHi TIPO TAXKKI,
HIBUIKO-TIPOTPECYoUl YCKJIAJIHEHHS aMiora-
tuynoro /IM 3i croponu jerenp [15,27]
Ta MOXKJIUBICTh MAaJirHI3aIlli y AOPOCTIOMY
Bitli [42]. OkpiM TOTO, y YaCTUHU TaKUX XBO-
pUX y IOJAJIbIIOMY PO3BUBAETLCS KJIACUY-
nuit /IM 3 ycima o3Hakamu 3anaJjbHOI MioTia-
Tii, a iXH4 yacTKa Moske csaratu 26% [32].

BucuoBku

1. JliarHocTrKa TOCTPOTO T0BEHITBHOTO JIEpMaTO-
MIO3UTY 3 aTUTIOBUMHU KJITHIYHUMHU TTPOSIBAMHE Ta Bijl-
CTPOYEHUM YPayKEHHSIM IITKIPU MOKE CTaTH CKJIAJl-
HUM 3aBaHHsAM. li CYTTEBO YCK/IATHIOBATHME aMio-
MaTUYHUHN 91 TinoamMionaTHaHIiA epebir XBOPOOH.

2. JlikyBaHHs XBOpPUX Ha IOBEHIJIbHMII amiorna-
TUYHUH JePMAaTOMIO3UT 3i CTIMKUMU TIKipHUMH
[POSIBAMU 3aCHOBAHO HA JIAHUX OCOOUCTOTO JIOCBi/LY
[IPAKTUYHUX JIKApiB Ta KOHCEHCYCHUX PillIeHb eKC-
TEPTIB — YCTAJIEHUX 3araJibHOTPUNHATIX MijKHA-
POJIHUX ITPOTOKOJIIB Ha CbOTO/IHINIHII JIeHb He iCHYE.

3. Krinika 10BeHIIBHOTO [€PMATOMIO3UTY,
KOMOPOIZHOTO 3 IHIIMMHU COI[aJbHO 3HAYMMUMMU
3aXBOPIOBAHHAIMU, 30KpeMa I1COPia3oM, € MaJOBi-
JIOMOIO, a TaKTHUKa BEJCHHS TaKWX TAITiEHTIB Ta
TepaneBTUYHI MiIXOAU [0 iXHBOTO CYMICHOTO
JIKyBaHHsI He PO3POOJIEHi.

4. JlOBTOCTPOKOBUII TIPOTHO3 aMiOMaTHIHOI
(hopMU IOBEHIIBHOTO JIEPMAaTOMIO3UTY, OCOOJIMBO B
MOEIHAHH] 3 THITMMU IMyHOKOMITETEHTHUMU XBOPO-
GamH, B T.4. ICOPiIa30M, OCTATOYHO He 3'sICOBAHMUIL.

Aemopu 3a561510mMb NPo GI0CYMHICMb KOHPLIK-
my inmepecie

1. Bereghnoy VV, German OB. (2016). Myopathic syndromein pediatric car-
diorheumatogy, criteria of differential diagnosis (lecture). Sovremennaya
pediatriya. 8(80): 84—89. [BepexHuii B.B., lfepman 0.5. (2016). Miona-
TUYHWIA CUHAPOM Y OUTSYIA KapaiopeBMaTonorii, Kputepii andepeHuin-
Hoi pjarHocTykm (nekuis). CoBpemenHast neauatpus. 8(80): 84—89]. doi
10.15574/SP.2016.80.84.

2. Barsell A, Librizzi J. (2015). A 5-Year-Old Girl with Fatigue, Diffuse
Edema, and Weakness. Pediatr Ann. 44(11): 475—476. https://doi.
org/10.3928/00904481-20151112-04.

3. Besnard C, Gitiaux C, Girard M et al. (2019). FRI0309 Severe abdominal
manifestations in juvenile dermatomyositis. Annals of the Rheumatic Dis-
eases. 78: 836. https://ard.bmj.com/content/78/Suppl_2/836.1.

4. Bohan A, Peter JB. (1975). Polymyositis and dermatomyositis (first of two
parts). N Engl J Med. 292: 344-347. https://www.nejm.
org/doi/full/10.1056/NEJM197502132920706?url_ver=239.88-
20038&rfr_id=ori:rid:crossref.org&rfr_dat=cr_pub%3dpub med.

5. Bohan A, Peter JB. (1975). Polymyositis and dermatomyositis (second
of two parts), N Engl J Med. 292: 403—407. https://www.nejm.org/doi
/full/10.1056/NEJM19750220 2920807 ?url_ver=239.88-2003&rfr_id=
ori:rid:crossref.org&rfr_dat=cr_pub%3dpub med.

6. Cao H, Parikh TN, Zheng J. (2009). Amyopathic dermatomyositis or der-
matomyositis-like skin disease: retrospective review of 16 cases

with amyopathic dermatomyositis. Clin Rheumatol. 28: 979—984.
https://doi.org/10.1007/s10067-009-1152-9.

7. Dourado MR, Filho TJS, Salo T. (2017). Oral signs in juvenile dermatomy-
ositis. J Oral Diag. 2(1). doi: 10.5935/2525-5711.20170027.

8. Enders FB, Hofer M. (2011). Juvenile dermatomyositis in Western
Switzerland  Pediatr Rheumatol. 9(1): 52. doi.org/10.1186/
1546-0096-9-S1-P52.

9. Gerami P, Walling HW, Lewis J et al. (2007). A systematic review of juveni-
le?onset clinically amyopathic dermatomyositis. BJD. 157(4): 637—644.
https://onlinelibrary.wiley.com/doi/full/10.1111/j.1365—
2133.2007.08055.x.

10. Gertner E, Rosenbloom MH. (2016). Susac syndrome with prominent
dermatological findings and a prompt response to intravenous immuno-
globulin, steroids, and rituximab: a case report. J Med Case Reports.
10: 137. https://doi.org/10.1186/s13256-016-0917-4.

11. Gil B, Merav L, Pnina L et al. (2016). Diagnosis and treatment of clini-
cally amyopathic dermatomyositis (CADM): a case series and literatu-
re review. Clin Rheumatol. 35: 2125—2130. https://doi.
org/10.1007/s10067-015-2928-8.

12. Haroon M, Devlin J. (2009). Gottrons's papule in amyopathic dermato-
myositis mimicking psoriasis. Clin Rheumatol. 28: 1245—1246.
https://doi.org/10.1007/s10067-009-1244-6.

50 ISSN 2663-7553 Cyuacua nexiatpis. Ykpaina 5(109)/2020



Yntante Hac Ha cawuTi: http://med-expert.com.ua

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

Hoogendijk JE, Amato AA, Lecky BR et al. (2004). 119th ENMC international
workshop: trial design in adult idiopathic inflammatory myopathies, with the
exception of inclusion body myositis. Neuromuscul Disord. 14: 337—345.
https://www.nmd-journal.com/article/S0960-8966(04)00040-9/abstract.
Huber AM, Kim S, Reed AM et al. (2017). The Juvenile Dermatomyositis
Research Committee of the Childhood Arthritis and Rheumatology Res-
earch Alliance. Childhood Arthritis and Rheumatology Research Alliance
Consensus Clinical Treatment Plans for Juvenile Dermatomyositis with
Persistent Skin Rash. J Rheumatology. 44(1): 110—116. https://doi.
org/10.3899/jrheum.160688.

Ichiyasu H, Sakamoto Y, Yohida C et al. (2017). Rapidly progressive intersti-
tial lung disease in a patient with anti-MDA5-positive amyopathic dermato-
myositis. Respiratory Medicine Case Report. 20: 51—54. https://jour-
nals.lww.com/jpho-online/Abstract/2010 /04000/ Juvenile_
Dermatomyositis_as_a_Paraneoplastic.4.aspx.

Kim NN, Lio PA, Morgan GA et al. (2011). Double Trouble: Therapeutic
Challenges in Patients With Both Juvenile Dermatomyositis and Psoriasis.
Arch Dermatol. 147(7): 831—835. doi:10.1001/archdermatol.2011.49.
Kim S, Kahn P, Robinson AB et al. (2017). Childhood Arthritis and Rheu-
matology Research Alliance consensus clinical treatment plans for juve-
nile dermatomyositis with skin predominant disease. Pediatr Rheumatol.
15(1). https:// doi.org/10.1186/s12969-016-0134-0.

Leman J, Burden D. (2001). Psoriasis in Children. Paediatr Drugs. 3:
673—680. https://doi.org/10.2165/00128072-200103090-00005.
Lundberg IE, Tjarnlund A, Bottai M et al. (2017). European League Aga-
inst Rheumatism/American College of Rheumatology classification crite-
ria for adult and juvenile idiopathic inflammatory myopathies and their
major subgroups. Ann Rheum Dis. 76(12): 1955—1964.

McCann LJ, Juggins AD, Maillard SM et al. (2006). The Juvenile Derma-
tomyositis National Registry and Repository (UK and Ireland) — clinical
characteristics of children recruited within the first 5?yr. Rheumatology.
45(10): 1255—1260. https://doi.org/10.1093/rheumatology/kel099.
Mamyrova G, Kishi T, Targoff IN et al. (2018). Childhood Myositis Heterogenei-
ty Collaborative Study Group, Features distinguishing clinically amyopathic
juvenile dermatomyositis from juvenile dermatomyositis. Rheumatology.
57(11):  1956—1963. https://academic.oup.com/rheumatology/artic
le/57/11/1956/5054648.

Maritsi D, Leahy CA. (2010). Juvenile dermatomyositis with tongue
calcinosis and poor growth. Arch Dis Child. 95(12):
997. https://adc.bmj.com/content/95/12/997. citation-tools.

Markovic A, Schuster V, Simon J?C, Kunz M. (2019). Erythematous
scaling lesions of the face, dorsal fingers, elbows, and knees together
with symmetrical muscle weakness in a child. Clin Case Reports. 7(7):
1347—1349. https://doi.org/10.1002/ ccr3.2219.

Mentery A, Cordoro KM, Davis DMR et al. (2020). Joint American Acade-
my of Dermatology-National Psoriasis Foundation guidelines of care for
the management and treatment of psoriasis in pediatric patients. JAAD.
82(1): 161—201. https://doi.org/10.1016/j.jaad.2019.08.049.

Mitchell JP, Dennis GJ, Rider LG. (2001). Juvenile dermatomyositis
presenting with anasarca: A possible indicator of severe disease activity.
J Pediatr. 138(6): 942—945. doi: 10.1067/mpd.2001.113363.

Montoya CL, Gonzalez ML, Ospina FE et al. (2017). A Rare Case of Amy-
opathic Juvenile Dermatomyositis Associated With Psoriasis Successful-
ly Treated With Ustekinumab. JCR: Journal of Clinical Rheumatology.
23(2): 129—130. doi: 10.1097/RHU.0000000000000430.

Nandy A, Ga?ni S, Sore P. (2018). Rapidly progressive interstitial lung dis-
ease in a patient with anti-MDA5-positive amyopathic dermatomyositis.
Scand J Rheum. 47(4): 334—335. https://www.tandfonline.com/doi/cited-
by/10.1080/03009742.2017.1369155?scroll=top&needAccess=true.
Okong'o LO, Esse M, Wilmshurst J et al. (2016). Characteristics
and outcome of children with juvenile dermatomyositis in Cape Town:
a cross-sectional study. Pediatr Rheumatol Online J. 14(1):
60. https://doi.org/10.1186/512969-016-0118-0.

Pearson CM. (1979). Polymyositis and dermatomyositis. In: Arthritis and
Allied Conditions (McCarty DJ, ed.), 9th edn. Philadelphia: Lea and Febi-
ger: 742—761.

Peloro TM, O.Fred Miller OF, Thomas F, Hahn TF Eric D.
Newman ED. (2001). Juvenile dermatomyositis: A retrospective review
of a 30-year experience. JAAD. 45(1): 28—34. https:// doi.
org/10.1067/mjd.2001.113686.

31

32.

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44.

45.

46.

Ravelli A, Trail L, Ferrari C et al. (2010). Long-term outcome and progno-
stic factors of juvenile dermatomyositis: A multinational, multicenter
study of 490 patients. Arthritis Care Res. 62(1): 63—72.
https://doi.org/10.1002/acr.20015.

Rider LG, Nistala K. (2016). The juvenile idiopathic inflammatory
myopathies: pathogenesis, clinical and autoantibody phenotypes, and out-
comes. Journal of internal medicine. 280(1): 24—38. https://doi.
org/10.1111/joim.12444.

Robazzi TCMV, Bulhoes C, Chaves L et al. (2017). A case of severe
cutaneous involvement on initial clinical presentation of juvenile derma-
tomyositis. Rev Argent Reum. 28(3): 33—37. http://revistasar.org.ar/
revistas/2017/n3/6_caso_clinico.pdf.

Robinson AB, Hoeltzel MF, Wahezi DMet et al. (2014). Clinical Characte-
ristics of Children With Juvenile Dermatomyositis: The Childhood Arthritis
and Rheumatology Research Alliance Registry. Arthr Res. (66): 404—
410. https://doi:10.1002/acr.22142.

Ruparelia P, Verma O, Shah V, Shah K. (2018). Juvenile dermatomyositis —
a case report with review on oral manifestations and oral health
considerations. Intational Journal of Orofacial Myology. 44: 52—61.
https://web.a.ebscohost.com/abstract?direct=true&profile=ehost&scope=
site@authtype=crawler&jrnl=073501208AN=142035268&h=Ic0YUyjo2zow
wligIRAPrzH2xvCmlagfd9YvhvfEUINTEDjBOYzBI7JluaeY6wsmLpxonQcgk8
42CY6980PZV9g%3d%3d&crl=c&resultNs=AdminWebAuth&resultLocal=
ErrCriNotAuth&crlhashurl=login.aspx%3fdirect%3dtrue%26profile%3deh
0st%26scope%3dsite%26authtype%3dcrawler%26jrnl%3d07350120%2
6AN%3d142035268.

Pavlovi? MD, Ze?evi? RD, Zolotarevski L. (2004). Psoriasis in patients
with dermatomyositis. Military Medical Review. 61(5): 557—559.
doi: 10.2298/VSP0405557P.

Sanner H, Gran J-T, Sjaastad | et al. (2009). Cumulative organ damage
and prognostic factors in juvenile dermatomyositis: a cross-sectional
study median 16.8 years after symptom onset. Rheumatology.
48(12):  1541—1547. https://academic.oup.com/rheumatology/
article/48/12/1541/1787359.

Saygi S, Alehan F, Baskin E et al. (2008) Juvenile Dermatomyositis
Presenting With Anasarca. Journal Child Neur. 23(11): 1353—1356.
https://doi.org/10.1177/0883073808318544.

Schwartz T, Sanner H, Gjesdal O et al. (2014). In juvenile dermatomyosi-
tis, cardiac systolic dysfunction is present after long-term follow-up and
is predicted by sustained early skin activity. Ann Rheumatic Diseases. 73:
1805—1810. http://dx.doi.org/10.1136/annrheumdis-2013-203279.
Stringer E, Bohnsack J, Bowyer SL et al. (2010). Treatment Approaches
to Juvenile Dermatomyositis (JDM) Across North America: The
Childhood Arthritis and Rheumatology Research Alliance (CARRA) JDM
Treatment  Survey. J Rheumatology. 37(9): 1953—1961.
https://doi.org/10.3899/jrheum.090953.

Sugimori Y, Yamashita H, Yorifuji H et al. (2018). A Case of Clinically
Amyopathic Dermatomyositis With Hoarseness Due to Vocal Cord
Necrosis. Journal of Clinical Rheumatology. 24(1): 50—51. https://jour-
nals.lww.com/jclinrheum/Citation/2018/01000/A_Case_of_Clinically_A
myopathic_Dermatomyositis. 13.aspx?sessionEnd=true.

Tansley SL, Betteridge ZE, Gunawardena H et al. (2014). Anti-MDAS5
autoantibodies in juvenile dermatomyositis identify a distinct clinical phe-
notype: a prospective cohort study. Arthritis Res Ther. 16: R138.
https://doi.org/10.1186/ar4600.

Vardeh H, Magro CM, Cynthia M et al. (2016). Gastrointestinal Pathology
Associated With Dermatomyositis: Presentation of 3 Cases and a General
Review. A.J.S.P.. Rev. & Rep. 21: 293—300. https://journals.
Iww.com/pathologycasereviews/Abstract/2016/11000/Gastrointestinal
Pathology Associated_With.8.aspx.

Walling HW, Gerami P, Sontheimer RD. (2010). Juvenile-Onset Clinically
Amyopathic ~ Dermatomyositis. ~ Pediatr-Drugs.  12:  23-34.
https://doi.org/10.2165/ 10899380-000000000-00000.

Xing Y, Xie J, Jiang S et al. (2019). Co-existence of Juvenile dermato-
myositis and psoriasis vulgaris with fungal infection: A case report
and literature review. JCD. 18(5): 1560-1563. https://doi.
org/10.1111/jocd.12869.

Zedan M, El-Ayouty M, Abdel-Hady H et al. (2008). Anasarca: not a
nephrotic syndrome but dermatomyositis. J Pediatr. 167(7): 831-834.
doi: 10.1007/s00431-008-0716-z.

Binomocrti npo aBTOpiB:

Peiitmaep Muxaiino Mocunosuny — k.mes.H., foL. kad. neaiatpii IsaHo-®parkiscskoro HMY. Anpeca: M. lsao-DpaHkisckk, Byn. KoHosansug, 132. https://orcid.org/0000-0002-9737-410X.
BonocsHko AHapiit BoraaHoBuy — a.mef.H., npod., 3aB. kad. nepjatpii IsaHo-Pparkiscekoro HMY. Agpeca: M. IBaHo-DpaHkiscbk, ByN1. KoHosanbLs, 132. https://orcid.org/0000-0003-2306-9804.

ka Onbra Bor

https://orcid.org/0000-0003-1072-3782..
IBannLwmH Jlecs SpocnaeisHa — K.Meq,H., fou, kad. neaiatpii IBaHo-Pparkiscbkoro HMY. Anpeca: M. IBaHo-PparkiBebk, By, KoHosanbug, 132. http://orcid.org/0000-0003-2350-3375.
Anexceesa Onis IBaHiBHa — K.Mef,.H., foL,. kacdenpw neajatpii IBaHo-PpaHkiscskoro HMY. Anpeca: M. IBaHo-PpaHkischk, Byn. KoHosanbus, 132. https://orcid.org/0000-0002-6279-9992.

CrarTs Hapgiiiwna fo pepakwii 13.01.2020 p.; npuitHsita 4o apyky 29.05.2020 p.

ISSN 2663-7553 Modern pediatrics. Ukraine 5(109)/2020

— A.Mef.H., npod., 3aB. kad. AUTAHMX XBOPOO NiCNSANMIOMHOI OCBiTH IBaHO-PpaHkiBckkoro HMY. Anpeca: M. IBaHo-DpaHkiBebk, By, KoHosanbLs, 132.

51



