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ApTpuUTK Y AUTAYOMY BiLli PO3BMBAIOTHCA HE NULLIE MPU PEBMATUYHINX 3aXBOPHOBAHHAX. barato comatnyHux XBopo6 MOXyTb [e6H0TyBaTV NOABOK apTPUTY
4n apTpanrii K HecnewunivHOro NpPOosiBY 3aXBOPIOBAHHS. APTPUT MOXE BYTW TaK0oX NPOSIBOM PifKICHOTO reHETUYHOTO 3aXBOPIOBaHHS. CKNagHicTb y AiarHo-
CTWLi LMX XBOPO6 nonisirae y Tomy, L0 AUTHA HE MOXXEe CaMOCTIiiHO BUCMOBAOBATI CKapri. TOMy KNiHIYHMIA OrNsg € BKpaii BOXIMBUM.

Y CTatTi ONUCAHO OCHOBHI MPUHLMNM KNIHIYHOTO aHanNi3y Ta 4iarHOCTUKW apTpUTIB Y AUTAYOMY BiLli. HaBejeHO 3aXBOPIOBAHHS, AKi Han4acTiLLe iX CNPUYUHAKTH:
peBMaTWYHi, OHKOMOTIYHI, FeHeTUYHi Ta MeTaboniyHi. [N NpoBeAeHHs paLiOHaNbHOMO aHanidy XBopoob, Lo NPOSBASIOLTCA apTpUTaAMU, MOXXHA NPOBOAUTM
AncdbepeHLLinHy AiarHOCTMKY, aHanidyto4un nepebir Xsopobyu 3a TakUM MPUHLMMNOM: AMEpeHLiiiHa AiarHoCTKa XBOpOG6 i3 NepcUCTyO4YMM apTpuUTOM; Aude-
peHuianbHy fiarHocTuKa XBopo6, sKi NPOABNAOTLCA apTPUTOM Ta MOB'A3aHI 3 IHWKUMU OpPraHHUMW/CUCTEMHUMI MaHichecTauismu; apTput abo 6inb y cyrno-
6ax He3ananbHOro MoXoMKeHHS. epcucTyoynM abo XPOHIYHUM apTPUTOM BBAXKAETbCA 3ananeHHs cyrnoba, Ake TPUBAE NOHAL LUICTb TUXHIB. [pu4uHo0
MOXYTb 6YT XBOPOOW, NOB'A3aHI 3 iH(IEKLIiE, HEONNACTUYHUMU NpoLecamu, 3ananbHUMI XBOpo6aMu Ta Capkoigo3oM. OHKOMOTIYHI Ta CEeNTUYHI apTpUTK €
3aXBOPIOBAHHAMN, AKi CAifl HEraitHO BUKNKOYATY Y [iTeN 32 HASBHOCTI apTpuUTy. Lie Tak 3BaHi «xBopo6M, NO3HAYEHI YEPBOHMMM NpanopuaMmn», ki NoTpeoyTb
HEBIAKNaAHOro TepaneBTUYHOr0 pearyBaHHs. HanyacTillol NPUYMHOK0 3ananbHOr0 apTpUTy y AiTel € toBeHiNbHMIA igionatnyHnii aptput (KOIA). HassHicTb
apTPUTY TPMBANICTIO MOHAZ, LWICTb TWXKHIB Yy AiTeit A0 18 pokiB, Npu4mHa AKOro He 3'AcOBaHa, € NiACTABOKO Ans BCTaHOBNEHHS AiarHo3y HOIA. [Jo xsopo6,
AKi NPOABNAKTLCA aPTPUTOM Ta MOB'A3AHI 3 IHLINMI OPraHHUMWU/CUCTEMHUMY MaHidecTalismm, Hanexarb cucteMHuii OIA, cucteMHi aBToiMyHHI XBOpoOY
Ta aBTO3ananbHi 3axBoptoBaHHs. 10-20% [iTel ckapXaTbC Ha XPOHIYHI a60 peunanBHI M'A30BO-CKENEeTHI 60Ni He3ananbHOro NOXoMKeHHs. HaitvacTilwown
iX NPMYKUHOIO € riNepMOBINbHICTb Cyrno6is, LLO € HACNIAKOM HAAMIPHOTO [jiana3oHy PyXiB Ta YacTo CNOCTEPIraeTbCsa y 3A0POBUX AiTel. TEPMiH «CUHAPOM rinep-
MOGiSIbHOCTI CYrf06iB» BXMBAETLCA 32 YMOBU HAABHOCTI rinepmMoO6inbHOCTI Cyrno6iB, L0 CYNpPOBOLKYETHCA M'A30BO-CYrn060BUMI 6ONIAMU, SKi HE MaOTb
iHWoOi npu4nHK. «boni pocty» cnoctepiratotses y 6-49,4% fitei Bikom Bif 4 go 14 pokis.

ByacHwit fiarHo3 3axBOPOBaHHS, L0 CPUYUHAE apTPUT, AAE MOXINBICTb MPU3HAYUTI NPABUIbHE NiKYBAHHS Ta NONepeauT PO3BUTOK HACMiAKIB XBOPOOM.
ABTOp 324BJIIE NPO BiACYTHICTb KOHMNIKTY IHTEPECIB.

Kntoyosi cnosa: aptputi, AudepeHuianbHa giarHoCTuKa, AiTh, 3aXBOPHOBAHHA, NiKYBaHHS.
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Arthritis in children develops not only in patients with rheumatic diseases. Many somatic disorders make their debut with arthritis or arthralgia as a non-spec-
ific manifestation of the disease. Arthritis can be a manifestation of some rare genetic diseases. The child is not yet able to express his or her complaints
which makes the diagnosing process more complicated. The key to correct diagnosis is clinical examination.

This article describes basic principles of clinical examination and diagnosis of arthritis in children as well as diseases that cause them in most cases, such
as rheumatic, oncological, genetic, and metabolic. Differential diagnosis is a way to rationally analyze the diseases, which manifest themselves with arthritis.
The course of the disease is to be analyzed the following way: differential diagnosis of diseases with persisting arthritis; differential diagnosis of diseases,
which manifest themselves with arthritis and are associated with different manifestations in organs and systems; non-inflammatory arthritis or joint pain. Joint
inflammation, which lasts for over 6 weeks, is considered to be persistent or cronic arthritis. It may be caused by different diseases associated with infection,
neoplastic processes, inflammatory diseases or sarcoidosis. Oncological and septic arthritis are so called red flag diseases, which need to be treated immedi-
ately. The most common cause of inflammatory arthritis in children is juvenile idiopatic arthritis. Arthritis of unknown origin in children under the age
of 18 that lasts for over 6 weeks is a reason for diagnosing juvenile idiopathic arthritis. The diseases which manifest themselves with arthritis and are associ-
ated with manifestation in different organs and systems are systemic juvenile idiopatihc arthritis, systemic autoimmune diseases and autoinflammatory
diseases. 10-20% of children have complaints about cronic or reoccurring non-inflammatory muscle and bone pain. It is most commonly caused by joint
hypermobility as a consequence of excessive movement range and is often observed in healthy children. The term joint hypermobility syndrome is used when
joint hypermobility occurs and is accompanied by muscle and joint pain that have no other cause. Growing pains are observed in 6 % to 49.4 % of children
in the age of 4 to 14 years.

Timely diagnosis of disease caused by arthritis, makes it possible to assign the correct treatment.
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AunddepeHumnanbHas guarHocTuka apTpuToB y aeten

AE. boiko

KHM JbBOBCKOr0 0611acTHOr0 coBeTa «3anafHoyKpPaUHCKNIA CNeLmanin3anpoBaHHbIi ATCKUA MEAULIMHCKIIA LEeHTP», . JTbBOB, YKpanHa
J1bBOBCKMNIA HAUMOHANbHbIA MEANLMHCKMIA YHUBEPCUTET UMeHN [aHuna fanuukoro, r. JbBoB, YkpanHa

ApTpuTbI B IETCKOM BO3pACTe Pa3BMBAIOTCA HE TOMLKO NpU peBMaTYecKMMuX 3a6onesannsx. MHorne comatnyeckue 601e3Hn MOryT f1e610TMpoBaTh NosBIe-
HWEM apTpuTa NN apTPANTUM KaK Hecneynhu4eckoro NposBieHns 3abonesanuns. Takxxe apTpuUT MOXXET 6biTb NPOABNEHNEM PELKOr0 FeHEeTU4ECKOro 3a6one-
BaHNsA. CNOXHOCTb AMArHOCTUKM 3TUX BOMNE3Hell 3aK4aeTcs B TOM, YTO PEBEHOK He MOXET CamOCTOATENbHO BbIpaXaTb Xanobbl, N0O3TOMY KIMHUYECKMIA
0CMOTP BAAETCA KNKOYEBbIM B AUATHOCTUKE 3200/1€BaHUA.

B cTarbe onucaHbl 0CHOBHbIE MPUHLNMBI KIMHUYECKOrO aHanu3a 1 AnarHocTuKI aptputoB y feTeid. NpescTaBneHbl 3a601eBaHUA, KOTOPbIE 3a4aCTy0 ABNAKOT-
CSl MX MPUYMHON: PEBMATMYECKNE, OHKOMOrUYecKMe, reHeTuyeckue U metabonuyeckue. [ns npoBefeHUs PaLMOHANLHOTO aHanu3a 60e3Hel, KoTopble
NPOSBASAIOTCA apTPUTAMU, MOXXHO NPOBOANTL A EPEHLMANbHYI0 AMArHOCTIKY, aHANN3Npys Te4eHne 60Me3HM N0 TaKOMy NpuUHLMNY: anddepeHLmnanbHas
JMarHocTnka 60ne3Heil C NepCUCTUPYIOLLMM apTpuUToM; AU depeHLanbHas guarHocTuka 60e3He, KoTopble NPOABNAOTCA apTPUTOM W CBA3AHBI C APYrU-
MW OpraHHbIMU/CUCTEMHBIMU MaHUECTaLAMK; apTpUT unu 60/b B CyCTaBax HEBOCMANUTENLHOTO NPOUCXOXAEHNS. [TepcUCTUPYIOLLUM UK XPOHUYECKIM
apTPUTOM CHMTAETCA BOCMAseHNe CycTaBa, KOTOPOe ANUTCs 60Mee LWecTn Hefenb. NMpuinHon MoryT 6biTh 60N1E3HM, CBA3AHHbIE C MH(DEKLMEN, HeonnacTuye-
CKUMW MpoLeccamin, BOCNANMTENbHbIMYU 3a60M1eBaHNAMU 11 Capkonzo30M. OHKONOTMYECKNE 1 CENTUYECKE apTPUTbl ABASAKOTCA 3a60NeBaHNAMU, KOTOPbIE
cnedyeT HEeMEANEHHO MCKMI0YaTh Y AeTel MPU Hanu4Mn apTpuTa. 910 TaK Ha3biBaeMble «60Ne3HU, 0603HAYEHHbIE KPACHBIMY thnaxkami», TpebytoLme 6e3-
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oTnaraTefbHOro TepaneBTNYeCKOro pearpoBaHus. Hanbonee 4acTon NpUYMHON BOCNANUTENIbHOTO apTpuTa y AeTeil ABNSETCS OBEHUNbHbIA MANONATNYECKMI
apTpuT. Hanuywe apTputa NpOAOMKUTENLHOCTbIO 60Mee WecTu Heaenb Y AeTeil 40 18 NeT, NpuynHa KOTOPOro HEM3BECTHA, ABNAETCH OCHOBAHNEM /s yCTa-
HOBMEHNA AMarHo3a H0BEHUNbHOro nanonartuyeckoro aptputa (FOWA). K 601e3HAM, KOTOpble MPOABAOTCA apTPUTOM U CBA3aHbI C APYrIMU OPraHHbIMU/Ch-
CTEMHbIMI MaHWecTaumamm, npuHaanexar cuctemHblii KOUA, cuctemMHble ayTOMMMYHHbIE 60NE3HN 1 ayToBOCNanuUTenbHble 3abonesaHus. 10-20% peten
XKANytTCA Ha XPOHWYECKINE UK PELIMANBUPYIOLLNE MbILLIEYHO-CKENETHbIE 607U HEBOCNANNUTENBHOMO NPOUCXOXAEHNS. Hanbonee 4acToi X NPUYNHON ABNS-
eTCA rMnNepmo6ubHOCTL CYCTaBOB, Kak CeAcTBMe N36bITOYHOM0 Anana3oHa ABWKEHWIA, KOTOpas 4acTo HabnlAaeTcs y 3A0P0BbIX AeTeil. TepPMUH «CUHAPOM
rMnepmMo6uIbHOCTYM CYCTaBOB» YNOTPEONSETCA NPYU HANMMYNN TMNEePMOBUABHOCTU CYCTaBOB, COMPOBOX/AAIOLLENCS MbILLEYHO-CYCTaBHbIMI 60NAMU, HE UMEIO-
LUMMK JpYroi npuynHbl. «bonu pocta» HabnogaoT y 6-49,4% fetei B Bo3pacte oT 4 fo 14 ner.

CBOEBPEMEHHbIN A1arHo3 3a60neBaHus, BbI3bIBAIOLLEr0 apTPUT, NO3BOMSET HA3HA4UTb NPABUILHOE NeYeHne U NPeLynpeanTb PasBUTUE NOCAEACTBUIA BONE3HN.

ABTOp 3a1BNSIET 06 OTCYTCTBIM KOHCDMNKTA MHTEPECOB.

Kniouesble cnosa: apTpuThl, AucdbdepeHLmanbHasn AMarHocTinka, 4etn, 3a601eBaHus, NeveHne.

PTPUTH Yy JIUTSYOMY Billi PO3BUBAIOTHCS

He TIJIbKU TIPU PEBMATUYHUX 3aXBOPIOBAH-
Hsx. [ToyaTok 6araThoX COMAaTHYHUX XBOPOO MOXKe
neOI0TYBATH MOSIBOIO apTPUTy YK apTpadrii
K HecnelniyHOTO MPOABY 3aXBOpIoBaHH:. Kpim
TOrO, apTPUT MOKe OYTH TPOSIBOM PiAKiCHOTO
TeHeTUYHOTO 3aXBopioBaHHA. CKIIAIHICTD MTONATAE
y TOMY, 110 IUTHHA HE MOKE CAMOCTIHO c(hopMy-
JIFOBATU CKApTU, TOMY KJIHIYHUN OIJISI] CTAE KJIO-
YOBUM Y JIaTHOCTHIl 3aXBOPIOBAaHHSA. ¥ TIpoIieci
nugepeHIliaaTbHOl IIarHOCTUKU CJIijT BUKJTIOUATU
iHdeKiiHi, oHKOJIOTIuHI, MeTaboMiuHi, a TaKOX
3amajbHi XBOPOOM IMTSIYOTO BiKy. Y YaCTHHU
MAIEHTIB ypaskeHHsI CyrJo0iB Mae He3arajabHe
TTOXO/IKEHHS. 3 METOIO TIPOBEIEHHS PaIliOHATBHOTO
aHaJIi3y XBOPOO, SKi IIPOSBJIAIOTHCS apTPUTAMHU,
MO’KHA TPOBOAUTH MU(DEPEHITaAIbHY iarHOCTHKY,
aHaTi3y0un epebir XBOpoOU 3a TAKUM TIPUHITATIOM:

1. Jludepeniianbia aiarHOCTHKA XBOPOO i3
TTEPCUCTYIOUYNM apTPUTOM.

2. TudepeniiiaibHa AiarHOCTUKAa XBOPOO, SIKi
MPOSIBJIIIOTHCS apPTPUTOM Ta TOB'sI3aHl 3 THIIUMU
OPTaHHUMMY /CUCTEMHUMHI MaHidecTaiiaMu.

3. Aprput a6o 6iab y cyrnobax HesamaabHOTO
TTOXO/KEHHS.

1. JMudepeHnunianpua aiarHOCTHKAa XBOPOO
3 IEPCUCTYIOYHM apTPUTOM

[Tepcuctyiounm abo XPOHIYHUM aPTPUTOM BBa-
JKAETHCS 3aMajleHHsT Cyrioba, sike TPUBAE TOHA/
mricTh THKHIB. [IpUYNHOI0 MOKYTH Gy TH XBOPOOH,
MOB'sI3aHi 3 IHQEKIII€10, HEOTJIACTUYHUMHU TTPOITe-
CaMH, 3aMaIbHIMHI XBOPOOAMU Ta CAPKOIZ030M.

OHKOJIOTIYHI Ta CENTHYHI apTPUTU € 3aXBO-
PIOBAHHAMMU, $SIKi CJIiJl HerallHO BUKJOYATH y JIi-
Teil 3a HaABHOCTI apTputy. lle Tak 3BaHi «XxBOPO-
61, Mo3HAYEHI YEPBOHUMH MPAMOPISAMU», SIKi
noTpebyIoTh HEBIIKJIAJAHOTO TEPANEeBTUYHOTO
pearyBaHHsl.

Y 5% mireit rocrpa JimdobaacTHa JeiKeMist
nebI0Ty€e 3 XPOHIYHOTO apTPUTY, TTEPEBAKHO aCH-
MeTpudHoro. Cepest iHNIMX CUMIITOMIB CTIOCTepiTa-
I0Th TrapsAYKy, HiuHi 60JIi y KicTKaX Ta BUSABJISAIOThH
3Minu y remorpami. Taki oHKosoriuui XBOpoOH,
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K ocTeocapkoma, capkoma IOiHra ta Heiipobiia-
CTOMa, MOXKYTH TIPOSIBISITUCS OOJISIMH Y KiCTKaX,
aprpajirismMu Tta aprputamu. Ilik 3aXBOPIOBaHHSI
Ha HalOIJIBIN MOMKUPEHY 3JI0AKICHY MyXJIUHY Kic-
TKU OCTEOCAPKOMY TIPUIIQJIA€ Ha JAPYTUH MeCATOK
JKUATTS 1 Bpaskae rmepeBakHo MeTadi3n AUCTAIbHO-
TO BIJUIITy CTETHOBOI KiCTKM Ta TTPOKCUMAJBbHUX
BI[JI1JIIB BEJMKOTOMIJIKOBOI 1 MaJIOTOMIJIKOBOI
KICTOK, a Tako3k T71e40Boi Kictku. Capkoma fOQinra
ypaxkye y 30-40% sunaakax maiadisu moBrux
KICTOK HMIKHIX KiHIIBOK Ta y Osmsbko 10% —
BEPXHIX KiHIIBOK. [TprOIn3HO y UBEPTi BUITAIKIB
y XBopux 3i capkomorio FQinra ypaxaioTbcst Ta30Bi
KicTku, xpebii Ta pebpa. Y 6;m3bko 10% xBopux
B’Ke Ha MOMEHT BCTAaHOBJIEHHS /[1aTHO3Y BUSIBJIS-
I0Th METaCTa3!n y KiCTKOBOMY MO3KY.

CenTuyHMii apTPUT PO3BUBAETHCS BHACJIIOK
meHeTpallii iHGEKIIHHOTO YMHHWKA Yy CUHOBI-
QJIHUI TIPOCTIP FeMAaTOreHHUM MLISIXOM, 200 6e3-
Mocepe/lHbO0 BHACJIIOK TEHETPYI0Yol TpaBMU
y cyrsoboBwuii mpocTip, abo K yCKJIaJHEHHs [IPH
XipypriuHomy BTpyuamHi y neii cyrino6. Kimiuiumm-
MW O3HAKaM¥ € TapgJKa, MPOSBU 3arabHOl iHTOK-
cUKallil, Taki SIK HyZ0Ta, He3/ysKaHHs 1 OiJIb TOJI0-
Bu. Haifuacriiie crioctepiraioTh ypaskeHHs OJHOTO
cyrioba. Sk mpaBuWiio, PO3BUBAIOTHCS APTPUTH
BeJIMKKUX Cyro0iB. Binb B ypaxkeHoMmy cyriobi
€ HECTEPITHUM, 1[0 0OMEKY€E MaCHBHI Ta aKTHBHI
pyxu. Taka cumnromMaTika HoTpedye MpoBeIeHHS
HEBIJIKJIQHOI TyHKII cyrioba Ui AiarHOCTHY-
HOTO JOCTII;KeHH CUHOBIAIBHOI PIIUHU 3 ITUTO-
JIOTIYHUMU OOCTEKEHHSMU Ta JIJisi BUSIBJICHHS
noreHIiiiHoro 30yaHuka. Mertoau Bisyasisariii
JIOTIOMArafoTh Y MIarHOCTUIN CENTUIHOTO TIPOIIECY.
Tpanuitiiina peatrenorpadisi He Ma€ TepIIOYEPro-
BOTO 3HAYEHHS /I JIaTHOCTUKHU CEMTUYHOTO
apTpuTy. THUTIOBUMU paHHIMU MPOSBAMU CENTUY-
HOTO TIpoliecy y cyrio6i € Bussiennst Ha MPT 3min
y KiCTKOBOMY MO3KY, CYOXOHAPAJbHO, HAsIBHICTDH
BUIIOTY Ta TIOTOBIIEHHSI CHHOBIAILHOI OOOJIOHKH.

XBopo6a Jlaiima — cucTeMHMI KJIiIIOBUI
6openios, cupuunHenuii Borrelia burgdorferi,
IO MePeHOCAThCI KJinaMu. APTPUT PO3BU-
BAETbCA TIiCASd TOSBU MITPYIOUOl EPUTEMU.
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Ax mpaBusio, crocTepiraioTb MOHOAPTPUT BEJIH-
Koro cyrsioba. KiiacuuHotwo € HasiBHICTh apTpUTy
KOJIIHHOTrO cyroba 3 JAOMiHYBaHHSIM HaOPSKY
ypaskeHoTo cyrioba 6e3 abo 3 MiHIMaJIbHOO HOTO
KOHTpaKTyporo [4]. 3amanbHuii npoiec Moxe
CYTIPOBOJ/IXKYBaTUCS KepPaTUTOM, pijlie
yBeiToM. s miATBep/sKeHH iarH03y MOKHA
BUKOPUCTOBYBATH CEPOJIOriYHI 06CTEKEHHS,
OCKITBKY TABUINEHUN TUTP aHTUTIJ cIIOCTepira-
€TBbCS B yCIX BUTIAJKaX.

PeakTuBHMI apTPUT — 11€ aPTPUT, KU PO3BU-
BAETHCS T/ Yac abo MicJIst mepeHeceHol iHheKIiii-
HOI XBOPOOU Ta TPUBAE BiJl OJHOTO JI0 YOTUPHOX
TIokHiB. Haituacrinme peakTUBHUI apTPUT PO3BU-
BAa€ThCSl Y BEJUKHUX CYrJI006aXx HUKHIX KiHIIBOK
Ta € aCUMEeTPUYHUM. PeakTUBHOMY apTpUTY MPU-
TaMaHHi 1103acyr1000B1 IPOSIBH, TaKi K KOH TOHK-
TUBIT, ypeTpuT Ta iHmi. Bussrenns HLA B27
Y XBOPHUX Ha PEAaKTUBHUI apTPUT HE € iaTHOCTUY-
HAM MapKepPOM, OJHAK CJIYKUTh TPEIUKTOPOM
BaXXKOCTI mepebiry apTpury Ta PHU3UKY HOTO
xpomisarii. /o peakTHBHUX apTPUTIB HAJIEXKUTH
MTOCTCTPENTOKOKOBUI apTpPUT, AKUH, Ha BiIMIiHY
BiZl apTpPUTy IpU TOCTPill peBMaTUYHIN rapsuiii,
€ HeMITpylo4uM, 3 TIOIMKOKEHHAM BEJTUKNX
Ta JApibHUX cyriobiB, iHOAI cyriobiB xpebra.
[Ipn mpoMy moxkasHUKM TOCTpOi ha3u 3amajieHHS
HE3HAUHO MIiABUINEHI Ta BUABJIAIOTH ITO3UTHUBHI
AHTUTIJIA IO CTPENTOKOKOBOI iH(eEKIii 3 BUCIBaH-

HSM 1IbOTO 30y/IHUKA i3 3iBa. Y 1ii€l kaTeropii XBo-
PUX PU3UK YPaKEHHS CepIlsd € He3HATHUM.
lFoctpa peBmarmuna rapsguka — Iie 3amnajbHe
3aXBOPIOBaHHS, SdK€ € YCKJIAJHEHHSM, 3yMOBJIE-
HUM CTPENTOKOKOBOK iH(deKIiero rpynu A
y cxuabHEX 0ci6. HailbibIn Ba)KKIUM yCKTaJHEH-
HSM TOCTPOI CTPENTOKOKOBOI iH(peEKIli € peBMa-
tryHa xBopoba cepist (PXC) 3 ypaskeHHSIM HOTO
KJamafiB. 3azBuyaii MaHidecTallis TocTpoi peBMa-
tuyHoi rapsukn (I'PI) posBuBaernca uepes
10—21 mens micasa TepeHeceHoro CTPENTOKOKOBO-
ro ¢dapunrity. Ille y 1944 p. /Ixxonc (T. Duckett
Jones) cchopmyroBaB jiarHOCTUYHI KpUTEPIi, SIKi
MOJTINIATOTH Ha BesTnKi Ta Masti. HasgBHicTs kapauTy,
aprputy, xopei CifeHrama, Mirpyrouoi epuTeMu
Ta MiIIKIDHUX BY3JIMKIB HaJeKaTb /10 BEJIUKUX
kpuTepiiB. /o Manux AiarHOCTUYHUX KPUTEPIiB
I'PT BigHOCATH 1B KJIIHIYHI IPOSIBU — apTPAJITiO
i Tapguky Ta JBa iaTHOCTUYHI TapamMeTpu —
Mi/IBUIIIEHHS] TIOKA3HUKIB rocTPoi (ha3u 3arajieHHst
i 3noBxkeHHs1 PR inTepBay Ha enextporpadiuno-
My oOcTexeHHi. ApPTpUTH BUSBIAIOTH y 70%
BUMAAKiB xBopux Ha ['PI. ¥ paxyoTbcs mooanHo-
Ki BeJWKi CyrjoOM, MOKe PO3BHUBATHCS IOJiap-
tpurt. s ypaxkenns cyrno6is npu I'PT tunosum
€ KOPOTKOTPUBAJIUH (ZI0 KiJTbKOX TOAUH) MITPYIO-
YKii apTPUT 3 BUPA3HUM GOJBOBUM CHHIPOMOM.
Y 2015 p. Komiter 3 pocaizkeHHsT peBMaTHY-
HOI JINXOMaHKHM, eHA0KapaAnuTy Ta xBopobu Kasa-
Tabnuys

MepernaHyTi kpuTepii AxoHca [5]

A. ing BCiX rpyn nawieHTiB 3 nonepeaHbOI0 A0BEAEHOI0 HASBHICTIO CTPENTOKOKOBOT iHdeKLii rpynu A

[HiarHo3: novaTtkoBa PI"

2 OCHOBHI KpuTepii a60 1 0CHOBHUIA NAtoC 2 Mani Kputepii

[iarHos: peunpgvsHa Pl

2 0CHOBHI KpuTepii a6o 1 0CHOBHUMIA | 2 Mani a6o 3 mani KpuTepii

B. OcHoBHi kpuTepii

Kappur® Kapant®
o KniHiuHwii Ta/abo CyOKNiHivHWIA o KniHivHnit Ta/abo cyoKmiHIYHMIA
ApTput ApTtput

o Jlnwe noniapTput

o MoHoapTpuT a6o noniapTput
o [ToniapTpanris*

Xopest

Xopest

Eputema mirpytoua

Eputema mirpytoua

MMigLwKipHi BY3nuKku

MMigLWKIpHI BY3nnKu

C. Mani

KpuTepii

Monynauii HU3LKOro PU3NKY?

Monynsauii cepegHbLOro Ta BUCOKOrO pUSUKY

lMoniapTpanris

MoHoapTpanis

lapsyka (>38,5 °C)

lapsyka (>38 °C)

LLIOE >60 mm BnpogoBx nepLuoi roguHum i/a6o CRP>3,0 mr/gn®

LLIOE >30 mm BnpogoBxX nepLuoi roguHu i/fa6o CPB>3,0 mr/an®

MoposxeHHs PR-iHTepBany 3 ornsay Ha BikoBi 0CO6/IMBOCTI
(AKLLO KapAuT He € OCHOBHUM KpUTEPIEM)

MopoexeHHs PR-iHTepBany 3 ornagy Ha BikOBi 0COGNMBOCTI
(AKLLO KapawWT He € OCHOBHUM KpUTEPIEM)

IIpumimxu.

1. T'PT — roctpa peBmaruuna rapsuka; CPB — C-peaktusnuii 6i0k; IIHOE — mBuaKicTs oCiIaHHsa epUTPOIUTIB.
2. HusbKkuM pusukom € rpym i3 saxsoprosatictio Ha [PT <2 na 100 000 aiTeii mkisbHOTO Biky a00 MOIMUPEHICTIO PEBMATUYHOTO 3aXBOPIOBAH-

Ha cepig <1 Ha 1000 HaceseHHs Ha PiK.

3. CyOkIIiHIYHUIT KapAUT CBIUUTD PO exOKapiorpahiuHuil BaJIbByIiT.

4. IlomiapTpasrito cJiji po3ryisafaT SK OJUH i3 BEJUKUX KPUTEPIIB y TPyHaxX CepelHbOr0 Ta BUCOKOTO PUBUKY ITiCJS BUKJIOYEHHS iHIITNX
npuunH. K i B 1ormepeaHix Bepcisix KpuTepiiB, Mirpyoua epuremMa i MiiIKIPHI BY3JUKU PI/IKO € «CaMOCTIMHUMUY» BEJTMKUMU KPUTEPisIMHU.
Kpim Toro, cyri060Bi IposiBU MOKHA PO3IJISAATH TIILKH Y BEAMKUX a00 MAJIMX KPUTEPIsX, aje He B 060X.

5. 3nauenns CPB mae OyTu oHas BepxHIo Mesky Jabopatoptoi Hopmu. Kpim Toro, ockinbku IITOE moske possusarucs B xoxi ['PT, ¢t Buko-

pucroByBaru 1ikosi 3HaueHHs [TOE.
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caki Pagm i3 ceprieBo-CymMHHUX 3aXBOPIOBAHD
Amepukancbkoi acomianii kappuiosioris (AAC)
(American Heart Association (AHA) Committee
on Rheumatic Fever, Endocarditis, and Kawasaki
Disease of the Council on Cardiovascular Disease)
onyOurikyBaB oHOBJIeHI KpuTepii JIKoHca st iar-
noctuku ['PT, gki BpaxoByIoTh cydacHy emiziemMio-
JIOTIIO0 I[bOTO 3aXBOPIOBAHHS Ta PE3YJIbTATH JOII-
TIepiBChKO1 exokapmiorpadii Mg AiarHOCTUKHI
kapauty [5]. Komiter AAC BBakae, 1o icuye auc-
nporopiiis y raobanbHomy posnoxiai [PT/ PXC.
Ha cporoani Bucokuii piBeHb 3aXBOPIOBAHOCTI HA
1[I0 XBOPOOY 3yCTPIUAEThCs B KpaiHax i3 HUBbKUM
i cepenrim piBHEeM noxoay. HaTomicTs y kpainax i3
BHUCOKUM pIiBHEM JOXO/IB 3aXBOPIOBAHICTbh Ha
I'PT/PXC € Hu3bKOIO 3 HASABHICTIO JIUIIE TIE€PiO-
MUYHUX CITalaXiB IIbOTO 3aXBopioBaHHA. JliarHOC-
TUYHI KpuTepii HaBeeHi y Tab i,

IOBeHibHMIT iglONATHYHUI apTPUT € Hali-
YacTilolo NMPUYMHOIO 3alajJbHOIO apTPUTY Y
npiteil. HagaBuicTb apTpuTy TPHBAJICTIO IOHAJ
ITCTD TVOKHIB Y f1iTelt 1o 18 pokiB, mprunHa SKOro
He3'sicoBaHa, € Ii/[CTaBOIO /11 BCTAHOBJIEHHS Jliar-
Ho3y IOIA. I'eteporenny rpyiy XBOpHX i3 /liarHo-
3oMm [OIA pospainsafoTs Ha okpemi TpyTu/BapianTu
nepebiry 3ajie)kKHO BiJl KJIIHIYHUX Ta J1abopaTtop-
HUX pogBiB. Ha IpyHTI KJIiHIYHUX IIPOSBIB XBO-
pobu ymnpomosxk mepmux mectu Micsaiis ILAR
Bu3Haumia 7 kareropiii/BapianTtiB IOIA. Cucrem-
unii Bapiant IOIA miarHOCTYIOTH 32 HAasSBHOCTI
nepcuctyiouoi rapsuku 39°C i Buille TPUBAIICTIO
GiJIbllie ZIBOX THIKHIB, apTPUTY OAHOIO i Gisbiine
cyrs06iB BIPOIOBIK 1 Gijiblile IMIECTH THIKHIB Ta
HasIBHICTIO O/IHOTO 3 TaKUX IPOSIBiB, SK BUCHII,
JiMdbajieHonaTiss, TepuKapanT, TernaTociaeHoMe-
ramig. IlomapTputT 3 Bif'€eMHUM pPeBMATOITHUM
dakropom (PD) — aptpurt 3 ypaxkeHnusm 5 i 6iib-
1re cyrio0iB YIPOIOBAK MePInX 6 MiCsIiB XBOPO-
6u 3a Bigcytrocti IgM P, a 3 mo3UTHBHUM peB-
MaTOITHUM (haKTOPOM — I1€ BapiaHT CEPOITO3UTUB-
Horo nogiatpukyasgpuaoro IOTA. OmiroapTpur —
BapianT mepebiry IOIA 3 aprputom 4 i memiie
cyrJ06iB BIPOIOBK 6 MiCAIIIB BiJ MOYaTKy XBOPO-
6u. EHTe3uT-acoIiiioBaHOMY apTpHUTY TIPUTaMaHHi
HasIBHICTh apTPUTY 3 €HTE3UTOM Ta JIBi 3 HACTYII-
HUX O3HaK: cakpoineir; #Hagsuictb HLA B27;
ciMernunil anamues oo HLA B27-acomiiioBannx
3aXBOPIOBaHb Y OCI6 MEPIIOTO i APYroro CTyneHs
CTIOPITHEHOCTI; TOCTPUH 1PUAOIUKIIT;, MOYATOK
apTpUTY y XJIOMIIIB micst 6 pokis [13].

ApTpuT, OB'sI3aHMI i3 3aMaJbHUM 3aXBOPIO-
BaHHSIM KHIIEYHUKA, — Il HeiHDeKIiinnui
apTPUT, IKUI PO3BUBAETHCA iepe]] a0 Ha TJI XBO-
pob6u Kpowna, HecnenndiuHoro BUpasKoBOro KOJIi-
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Ty abo HeandepeHIiioBaHOTO KOJITY. ApPTPUT
y WX BUMAAKAX € T03aCyTrJ000BUM IMPOSBOM
3aMaJIbHOTO 3aXBOPIOBAHHS KUIEUHUKA. Takuit
aApPTPUT CJIiT Mi03PIOBATH, KOJIN TAIIEHT BiJICTAE Y
TeMIlaX POCTy, Ma€ XPOHiYHYy jaiapeio (dacom
3 JIOMillTKaM¥ KPOBi), ab0 Taki MO3aKHUIITKOBI MPO-
SBU, SIK By3JlyBaTa epUTeMa, TaHTPEHO3HA Tojiep-
Mis, TiepiaHaJibHI BUPa3KH, MPOSIBU a(TO3HOTO
cToMaTuTy. SIK TIpaBUsIO, Y TUX XBOPUX BUSIBJIS-
I0Th aHEMil0, a MOKa3HUKU rocTpoi hasu 3arajieH-
HS € BUCOKMMM Ta HE KOPEJIOI0Th 3 BaXKKICTIO
apTputy. lHKOMM apTpPUT € TepIuM TTPOSTBOM
3aMajJbHOTO 3aXBOPIOBaHHSA KuiledyHuka. /[luaa
MaJICHbKUX IAIIEHTIB i3 3allaJlbHUMU 3aXBOPIOBa-
HUMU KUTIIEYHUKA TUTTOBOTO € HASIBHICTh KOPOTKO-
TPUBAJIUX aPTPUTIB BEJUKUX CYri00iB, mMosiBa
SKUX KOPEJIOE 3 BAXKKICTIO YPaKeHHS MLJIYHKOBO-
KUITKOBOTO TpakTy. [lyia miteit crapiuioro Biky
XapakTepHe YpasKeHHsI CyIJIo0iB OChOBOIO CKe-
sera. ITogaTok cyrsi000BOTO CHHIPOMY Y JiTei
CTapIIoro BiKy NTPOSABISETbCA TepudepuuHUMU
apTpUTaMU OZHOTO 4K OiJbIle CyrJa06iB HIKHIX
KIHI[IBOK i3 HACTYIHUM PO3BUTKOM YpaKeHHS
KYJIBIIIOBUX, CAKPOiJ€aIbHUX Ta CYrJI00iB more-
PeKOBOTO Biamiay xpebTa. Y IHMX XBOPHUX 4YacTO
BusiBJIstioTh HLA B27 i3 BUCOKUM PU3MKOM IIPO-
rpecyBaHHs XBOPOOM 3 MOMAJBIIMM PO3BUTKOM
aHKinozyiodoro cronauiity [10].

XpoHiyHuit MyJabTH(POKAIbHUHI OCTEOMIEIIT
(XMO) € 3anajapHUM 3aXBOPIOBAHHSM KiCTOK
i3 IMepeBaKHUM ypakeHHsIM MeTadis3iB 10BTUX
Tpy6uacTux Kictok. XMO MOYNHAETHCS 3 TOSBU
HecrnenndivHoro 60J0, HaOPSKY Ta 0OMEKEHHS
PyXiB. ¥ 4YacTMHU XBOPHUX TIOYATOK € TOCTPUM:
3 MOSIBU JIOKAJIbHOTO HaOpSKYy M'SIKMX TKaHUH,
MIPUJIETIINX 0 KiCTKH, IO MOKe iMITyBaTH HasB-
HicTh aptputy. XMO MoKe CyNnpoBOKYBATHCS
apTPUTAMU IHIIMX CYTJI06IB Ta 4aCTO ACOIIOETHCS
3 IHIIIMMU XBOPOOAMU, TAKUMH STK TICOPia3, 3armasib-
Hi 3aXBOPIOBaHHS KUIIEUHUKA, TATbMaPOILIaHTap-
HUH MyCTyJIb03. Y MaIlieTiB ctapmoro Biky XMO
€ yactunoto ¢denornity SAPHO (cunoBiiT, akne,
MyCTYJIbO3, TIlIepocTo3 i ocTeiT) 3 hopMyBaHHAM
KJTACMYHOI CIIOH/TAJIOTIATI].

[usi capkoio3y aMTSAYOrO BIiKY THUIIOBUM
€ BUSBJICHHS HEKA3€03HOTO TPAaHyJIbOMATO3HOTO
3anajieHHd y TKaHWHaAX pisuux oprauis. litm
JI0 5 POKiB MOJKYTh MaTH MOHOTeHHY (hopMmy cap-
KOIZIO3HOTO apTpuTy, a y MTITKIB — Ie TpaHy-
JIbOMATO3HUI apTPUT OPOCJOTO THUITY. APTPUT
Moske OyTH KOMIIOHEHTOM MaHidecrariil paHHbOTO
noyaTky capkoigosy (early onset sarcoidosis
(EOS) Tta cungpomy biay — 3axBopioBaHHS
3 IOMIHAHTHUM THUIIOM YCHAJKyBaHHS 1 HASBHICTIO
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myTariii y NOD2-reni. Kimacnamaoio KIiHIYHOTO TPi-
aJI0I0 PAaHHLOTO TOYATKY CapKOI/I03y Ta CUH/POMY
bnay € rpanynibomaTo3HWI J€epMATHUT, apTPUT Ta
xponiyauii yBeit. Cunzapom bisay mounmnaerbcs
Y PAaHHBLOMY JIMTSYOMY Billi 3 IOJIIAPTPUTY 3 TEHOCH-
HOBIITOM 13 ypaKeHHsIM TneprdepudHx Cyrao6is,
30KpeMa TIPOMEHEBO-3all ICTHUX, KOJIIHHUX, TOMiJI-
KOBO-CTYITHEBUX Ta TIPOKCUMATBHUX MiK(DaJaHTO-
BUX CyTJI00iB. Y 1IMX XBOPHX JIy’Ke BUPAKEHUI T€H-
JIOCUHOBIIT. Y GisbIOCTi XBOPUX 13 XBOp0Oo1o Biiay
PO3BUBAETLCS 3a/[HIll yBEIT 13 MMOTEHIIIIHOI 1HBO-
JIIOIIEIO B TIAHYBEIT 3 MyJIbTU(hOKATBHIM XOPiOiin-
TOM, SIKMH € GilaTepHAIBHUM Ta MA€ MOTAHUIN [POT-
HO3 TIOZI0 BTPATH 30PY. Y TIOJIOBUHM TAITiEHTIB BUS-
BJIAIOTH CHCTEMHE 3allajleHHSI 3 TOIIKOKeHHAM
BHYTPIIIHIX OPTaHiB, [0 BKJIIOUAE HASIBHICTb rapsiy-
KH, clasoaieHiTy, JiMbaieHiTy, BACKYJIITy BETUKIX
CyuH, rioMepysionedputy abo IHTEpPCTUIHATHHOTO
HedpuTy, IHTEPCTUITIATBHOTO TONTKOKEHHS Jie-
TeHb i apTepianbHoi Tineprensii [ 14].

Y nuTtuHU, XBOpPOl HAa NEPCUCTYIOUUIT apTpUT,
YacTO BUHUKAE HEOOXIAHICTH 3alepedyeHHsT mep-
BHHHOTO iMyHOJedinury. 30Kpema, Yy XBOPHUX
i3 MepBUHHUM 1e(DIIUTOM KOMILIEMEHTY € TIpe-
MUCTIO3UTIiS 10 PENNANBHUX iH(MEKITIH, BPOIKEHO1
aHrioe/leMu Ta aBTOIMYHHUX MaHicdecTalliii, cepes
AKUX HaifyacTiiie onucyoTh MoAiOHI 10 cUcTeM-
Horo yepBoHoro BoBuaka (Clq, Clr/s, C2, C4).
Cepesi iHIMMX aBTOIMYHHUX MPOSBIB AedinuTy
KOMILJIEMEHTY € INCKOIHUI BOBYAK, IEPMAaTOMIO-
3uT, reMoparigyauii Backyit lenneitna—I'enoxa,
MeMOpaHONpoJihepaTuBHUN TJIOMEPYIOHEPPUT
ta BackymdiT. [ledextn y B-nantmi imynitery
(cenextuBnuii gedinut IgA, X-3uernena aramma-
rio0yriHeMis, mapuiaabanil gedimur 1gG 2 i/abo
[gG4, rimep-IgM cungpOoM) XapaKTepU3yIOThCS
pogBaMU XPOHIYHOTO apTPUTY, TEeMOJITUYHOI
aHeMii, aBTOIMYHHUX IUTOIEHiH, TeMaTUTYy, yBei-
Ty, MiabeTy Ta 3aMaJIbHOTO 3aXBOPIOBAHHST KHIITEY-
HUKa. Y MaIi€HTIB i3 BaKKUM KOMOIHOBAaHUM iMYy-
Hozxedinutom (SCID), 110 06'€IHY€E TeTEPOTeHHY
IPyIy 3aXBOPIOBaHb 3 IMOMNIKO/KEHHSAM KJiTHH-
HOTO Ta TyMOpPaJbHOTO iMyHiTeTy, vy 5-30% BuU-
ABJSIOTH aBTOIMyHHI heHOMenu [11]. ABToiMyH-
Huii Jgimdonposidepatusauii cungpom (ALPS)
€ nedexrom y Fas/Fas-ligand nuisxy 3 panaiMun
ABTOIMYHHUMHM TIPOSIBAMU Ta O3HAKaMH JiMQo-
posrichepaTUBHOTO CUHIPOMY, II[O YACTO CYIPO-
BO/UKYETBCS ~ aBTOIMYHHUMH  IIMTOTEHIIMU.
Y namientis 3 IPEX-cunapomom (iMmyHOIUCPETY-
JISATTiS, TIOJTIeHJOKPUHOTIATIS, eHTeponaTis, X-34er-
JieHe 3aXBOPIOBAaHHSI) PO3BUBAIOTHCS 3alabHi
3aXBOPIOBAHHS 3 PAHHBOTO JIUTSIYOTO BiKy. ABTOI-
MYHHA TIOJieHIOKPUHOTATII-KaHAN103-eKTOIep-
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masbha auctpodis (APECED) xapakrepusyern-
€S KJIACUYHOIO MTATOTHOMOHIYHOIO KJIIHIYHOIO TPi-
aJI010: XpPOHIYHUI KaH/1/I03, TilonapaTupeoiiu3m
ta XxBopoba Apnmicona. Cunzapom Bickorra—
Ouiipyya XapaTepusyeTbesl TPiaJol0 CUMIITOMIB,
TaKWX, SK €K3eMa, TPOMOOIMTOIEHIs 3 MaJUMU
posMipamy TPOMOOLUTIB, PeluANBHI iHMeKIiiH
3axBopioBaHHA. HacToTa aBTOIMYHHMX IIPOSBIB
y IMX XBOPUX CTaHOBUTH 6ausbko 30-70%,
cepen AKUX HaWvacTille 3yCTPIYa€eThCS BACKYJIT
Ta apTpuT. ABTOIMYHHI (PeHOMEHU € TUIIOBUMHU
JUIST 3arajibHOTO BapiabesbHOTO iMyHOmEDIIUTY,
IO XapaKTEePU3YEThCS PEMUIUBHUMU CUHOIYJTh-
MOHaJIbHUMH iH(pekisgmu [3].

Y xBopux 3i cuaapomom /li Jskopmxi (meserris
22 q11) omnucyioTh XPOHIUYHUI MECTPYKTUBHUIMA
aptpurt, ipu cuugpomi Tepuepa (45X O reHorur)
€ acolialliga 3 TOoJiapTPUTOM, a Yy TAIli€HTIiB i3
cungpomMom /layna (tpucomisi 21 Xpomocomm)
MO’K€ PO3BUBATUCI MOJIapPTPUT, MOMIOHUN 10
FOIA, ta nicopiazonoaioHmii apTpur.

Y naii€eHTtiB, XBOPUX Ha MYKOBIiCUH[03,
MOXYTh PO3BUBATUCS €Mi30N PEIUINBHUX
apTPUTIB OJIHOTO YU JIEKIIbKOX CYTJI06iB TPUBAJIi-
cTio 1—2 THIKHI, 110 [TOB'3aHO 3 XPOHIYHOIO OaKTe-
pitiHoto iH(exIti€lo y serensax. BropuHHa rimep-
TpodiuHa apTpoIaTist PO3BUBAETHCS Y 5% MAIli€H-
TiB i3 MyKOBicII1030M [2].

2. IudepenniaibHa AiarHOCTHKA XBOPOO, SAKi
MPOSIBJISAIOTBCSI aDTPUTOM Ta NOB'sI3aHi 3 iHIIUMHU
OpPraHHUMH/CHCTEMHUMH MaHi(ecTaiissmMu

Cucremunii IOIA (clOIA) e aBrozamampaUM
3aXBOPIOBAHHSM, 110 XapaKTepPU3YEThCS TTiIiioMa-
MU rapsuku 10 (HeOpUIbHUX PiBHIB, K CyIIPOBO-
JUKYIOTBCSI BUCHIIOM, apTPaJITisIMU YU apTPUTOM,
a TAaKOJK CHCTEMHUMHU TIposiBaMu. Tunosumu 1abo-
patopHumu rnposisamu clOIA € neiikonnTos, ane-
Mist, TpoMmOouuTo3, migsuineHHs pisHiB ITTOE
i CPB, rinepdepurunemis. ApTpuT yacTo € cume-
TPUYHUM, SIK IPABUJIO, PO3BUBAIOTLCS apTPUTH
KOJIIHHUX, TOMIJIKOBO-CTYITHEBUX Ta IPOMEHEBO-
3aM'AICTKOBUX Cyry06iB. OIHAK MOKYTH ypaXKaTH-
Cs1 KyJIBIIOBI, IPiOHI CyTI06M KUCTEH PyK Ta IIHii-
HOTO Biiny xpeoTa.

Y XBOpHUX Ha CHCTEMHi aBTOIMYHHI XBOPOOH
apTPUT YacTO € iX MIaTHOCTUYHOIO CKJIAIOBOIO.
HaityacTime apTpuT crocrepiraioTb y Talli€HTIB
i3 CHCTEMHUM YepBOHUM BOBYaKOM. bish, pankoBa
CKyTicTh, HaOpsikygicTh cyriobiB Haramye IOTA
3 sterkum tiepebirom. OHAK peTeNbHUN aHAI3
yCiX KJHIYHUX TPogBiB y maimienTiB i3 CUB nae
MOJKJIMBICTh BUSBJIATH IPOsiBU (heHOMeRY Peitro,
dorocencubimizamio, adrosuuii cromarur [13].
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Tomy BciM marrieTam i3 HasgBHICTIO apTPUTY CJIifT
IPOBOANTH CEPOJIOTIUHI 0OCTEKEHHS ISl I ITBEP-
mkenas 4u 3amepedennsa CUB. Pigkicnmvu
cyrinobosumu matidecrtariisivu CUB € medopmis-
uuii aprput Kakky (Jaccoud's deforming arthritis)
ta pymyc-aprpur (Rhupus), skuii xapakrepusy-
€ThCSI 3TUHAIBHUMK KOHTPAKTypaMU Ta MMO3UTHUB-
HICTIO 32 PEBMATOi/THUM (PAKTOPOM.

JepMaTomio3uTy TpUTAMaHHUN PO3BUTOK
HeieOpMiBHOTO, HEJeCTPYKTUBHOTO TMOJapTpH-
Ty, AIKWi1 ypaskae BeJIMKi Ta Masi cyriobu [13].

VY mnaii€eHTiB i3 BOTHHIIEBOIO CKJIEPOIAEPMIEI0
apTUKYJSIPHI NposiBu po3BuBatoThess y 40%
BUIA/KIB, OJJHAK TUIIOBUM € PO3BUTOK CYIJI000-
BUX KOHTPAKTYP, SIKi € BTOPUHHUMH JI0 TOIIKO-
JKEHHS TIKipU Ta MiAMKIipHOi KimiTkoBuHE [13].

Habpsik kwucreir pyk, denomen Peiino —
KJIACUYHI 1posiBy 11oyatky xsopoou lllapna, 3mi-
IITAHOTO 3aXBOPIOBAHHS CIIOJYYHOI TKAHWHM, CEPO-
JIOTIYHUM MapKepPOM SIKOTO € TMO3UTUBHI aHTUTIJIA
10 U1-nRNP (pubonykieonporeiny U1) [13].

MoHoreHHi aBrozanajbHi XBOPOOM XapakTe-
PUBYIOTBCS MEPIOUYHOIO TAPSTIKOIO 31 CUCTEMHU-
MU TIPOSIBAMU Ta TIPOSBAMU XPOHIYHOTO apTPUTY.

CimeiiHa cepea3eMHOMOpPCbKAa rapsyka
(CCr') (Familial Mediterranean Fever (FMF))
oTMcaHa MEePIIOI0 cepe]l YCiX aBTO3amaJIbHIX CUH-
npomiB y 1949 p. Myrarist rena MEFV ineatudi-
koBaHa y 1997 p. Ilpuumnowo posButky CCI
€ HasBHicTH MyTanTHOTO TeHa MEFV (MEditerra-
enian FeVer), po3aminieHoro B KOPOTKOMY ILjieyi
16-i mapu xpomocom. XBopoba Ma€ aBTOCOMHO-pe-
IIECUBHUI TUTI yCTIAIKyBAaHHS; T€TEPO3UTOTU 1HOII
MaloTh KJIHIYHY CUMIITOMATHKY. J[e6I0T 3aXBOPIO-
BaHHs y 50% BUIAAKIB BiAOYBa€ThCS 10 5 POKIB,
y 75-89% — mo 20 poxkis. Kainiuni mposiBu cimeii-
HOI cepe/I3eMHOMOPCHKOI TapsYKU: IepiouyHa
rapgyka (CympoBOKYETBCS apTPUTOM, CEPO3UTOM,
GOJISIMU Y JKUBOTI Ta IPY/HII KITITIN ); TIKipHI 3MiHK
Y BUIJISIJIL €PU3UIIEIIOIHOT epUTeMHU, MiaJIrii; Tera-
TOCTIJIEHOMETAJTisA; Pi3Hi HEBPOJIOTIUHI Ta TICUXOHE-
BpoJioriuHi 3mMinu. [HTepBan mix Hanagamu CCIT —
Bil JHIB 10 TWXKHIB, iHomi Micdamis. [lamientam
YacTO MMOMHUJIIKOBO TIPOBOJIATDH alleH/IEKTOMITO, AKIIO
BYACHO HE BHUSBJSIOTH iHIMUX IMPOSIBIB XBOPOOH,
HaIMPUKJIA, TIOJIICEPO3UTY, TITIEBPUTY, TTEPUKAP/IN-
Ty, MOHAPTPUTY, HAOPSIKY KaJUTKH, €PUIHIIEI0I]-
Horo Bucumy. Ilig yac Hamamy, a y Oijbrrocti
TAIEATIB — 1 MiJK HamagaMu, TocTpohasoBi MOKa3-
Huku no3utuHi. HaitBaxxuum yckinagenusm CCI
€ po3BUTOK AA-aMijoiflo3y 3 ypasKeHHSIM HUPOK,
HIKT, mieuinku, cese3inKu.

Tinep-IgD-cunapom (HIDS) — aBrtocomHo-
periecuBHE 3aXBOPIOBAHHS, 3yMOBJIEHE MYTAIlI€I0

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019

reHa, 1Mo Koaye (depMeHT MeBaJioHaT-KiHa3zy.
Tinep-IgD-cunapom criocrepiraerbes y paHHbOMY
auTsyoMy Bimi, aebior — o 10-piuHoro BiKy.
Ymuepme 3axBopioBanus omnumcano B 1984 p.
y HIECTU JAaHCHKUX TMAIi€HTIB, SIKi MaJu TPUBAJIUIN
aHaMHe3 ITOBTOPHUX TilTepTepMill HeICHOTO TeHe3y
ta migsumienns 1gD (6iapme 100 Mo/mir).
ILe 3ymMmoBMJIO TIEpINy Ha3BYy XBOPOOM — <«/IaHChKa
rapgukas. [limep-IgD-curapom Tpaniasgerncs
yacrile y JaHIliB, TOJATaH/IiB, ¢hpaHiysis. [Ipu-
YUHOIO € MyTallid I'eHa, 10 BiJI[IOBi/Ia€ 32 MeBaJIO-
Hat-kinazy (MVK) na xpomocomi 12q24. Onanm
i3 MeXaHi3MiB PO3BUTKY IbOTO 3aXBOPIOBAHHS
€ TIOSIBA HATAJ[iB i3 HArPOMA/KEHHSAM MEBAJIOHO-
Boi kucsiotu. IligBuniennst 1gD e emnicdenomenom.
Y kuiniuHill KaptuHi rinep-IgD-cunapomy nomi-
HYIOTDb PEIUINBHI TapIuKN TPUBATICTIO 4—6 MHIB,
muiiHa Jimdagenonarig, 60 B KUBOTI, 00
rOJIOBH, HYJOTA, apTpasrii i apTpUTH, BUCHIIH,
OPaJIbHI Ta TeHITaJMbHI BUPA3KHU, TeraToCIIIIeHOMe-
rajisi, Mo3uTUBHI JsabopaTopHi rocTpodasosi
MNOKA3HUKM, AKI MK HamaJaMu XBOPOOM 3HAXO-
IAThCcs y Mekax Hopmu. MeBasioHOBa anuypis
Ta rinep-IgD-cuHAPOM penpe3eHTyIOTh Ba I0JII0-
CH KJIHIYHOTO CIHEKTpa OMXHOTO 3aXBOPIOBAHHI.
JlaboparopHa JiarHOCTHKA IOJIATAE Y BUSIBJICHHI
migsutenns pisug [gD (HenoctiitHo), miABUIIEH-
HS KIJIBKOCTI MEBAJIOHOBOI KHUCJIOTH y Cedi TIif
yac TinepTepMiyHUX Haa/liB.

Cunzapom, acoiriiioBaHuii i3 peuentTopamMu 10
¢daxropa nexkpoady nyximH (TNF-receptor-asso-
ciated periodic syndrome-TRAPS), € aBrocom-
HO-IOMIHAaHTHUM 3aXBOPIOBAHHAM, 3YMOBJICHUM
myTainielo rera TNFRSF1A, mo wmictutrbest Ha
KOpOTKOMY Tiedi 12 mapum XpomMocomMu i KOmIye
perteritop 1 tumy g akrtopa HEKPO3Y MyXJIUH
(®HII). Ynepme TRAPS onucanuii B ipianj-
cpKiit cim'i. Ilisuime ioro OyJja0 BUSABICHO
B appoaMepuKaHIliB, SITIOHIIIB i MENTKAHIIIB CEPEJI-
3eMHOMOpPCHKOTO Gaceiiny. Cepe/Hiii Bik OYaTKy
3aXBOPIOBAHHSA — 3 POKH, HANaJW TapSYKW TPHU-
BaloTh 5—6 TwkHiB. Ilix yac wamamy rapsyku
criocTepiraroth 601 y M's13ax, 60JI y JKUBOTI, BUCH-
M, mapaopbitaabHUit HAOPSAK 1 KOH'IOHKTHBIT,
TICEBIONEIOMT. Y 25% BUNAJKIB PO3BUBAETHCS
aMiJI01103 HUPOK 1 TTIEUiHKH, IO MOKe MaTH JIETATTh-
He 3aBeplieHHs. Y J1abopaTOPHUX OOCTEKEHHSIX
BUSIBJISIOTH TO3UTHUBHI TOCTPO(a30Bi TOKA3HUKU —
nigsumenns IIIOE, CPB, ¢i6punoreny, dbepuru-
HY, HeUTPOMDIBHUIT JEHKOIUTO3 1 TPOMOOIIUTO3.

Kpionipun-acouiiioBaHi nepioguyHi CHHIAPOMHU
(Cryopyrin-Assotiated Periodic Syndromes —
CAPS) 006'enHyoTh CiMeliHy XOJIOM0BY KpO-
nuB'saHKy, cuHApoM Makia—Benca (Muckle-
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Wells—Syndrome) ta CINCA-cunapom (Chronic
Inflammatory Neurological Cutaneous Articular
Syndrome).

CAPS 3ymonneni mytamieio B NLRP3-reni
(CIAS1-ren) na xpomocomi 1q44. Tumn ycnaz-
KyBaHHS — aBTOCOMHO-JIOMIHAHTHUN. Yci Tpu
cungpomu i3 tpymum CAPS xapakTepusyoTbcs
pPaHHIM TOYAaTKOM, PENUJAUBHUMU €I1i30/[aMu
rapsSYKd, YPTUKAPHUM BUCHUIIOM, TIMPOKUM CIIEK-
TPOM ypaskeHHs1 cyrsiobiB — Bim aprpasriii 10
PEIUANBHOTO i IEPCUCTYIOUOTO apTPUTY.

CINCA-cunapoM € HaliBaxkuoio (HOpMOIo
CAPS-cunznpowmis. [l CINCA-cunapomy TUTIOBI
€T30/ TaPSIKH, «KOPEMOAiOHOTO» BUCHITY, XPO-
HiuHe ypakeHHsI CyTJI00iB i3 THIIOBUMHU 3MiHAMU
Y BUTJISIZII BKOPOUEHOTO PocTy MeTadisiB Ta errici-
3iB goBrux TtpybuacTux KicTok. XBOpi MaiTh
neBHi 0cOoOIMBOCTI OYZOBU: CIAJIOBUIHUI Hic,
OIlyKJIE YO0JI0, HUKHI Ta BEPXHI KiHIIBKU JeIl0
BKOpOYEHi Ta TMOTOBIIEHI, BIIMIYaETbCI 3aTPUMKA
pocty. CrocTepiraioTb CUMETPUYHI apTPUTHU
KOJIIHHNX, TOMIJKOBO-CTYITHEBUX, JiKTHOBUX
i MPOMeHEBO-3aI1' ICTKOBUX CYTJIO0iB. Y BCIiX XBO-
pUX CIIOCTEPITAETHCS TOMIKOKEHHS HEPBOBOI
CHCTEMW BHACTIZOK XPOHIYHOTO aCENTHYHOTO
MEHIHTITYy, PO3BUBAETHCSI HEMPOCEHCOPHA TIyXO-
Ta, CITACTUIHA JTUTLJIETid 1 ermienTudOpMHII CHH-
JIPOM. Y TIOJIOBUHU XBOPUX BUABJIEHO XPOHIYHUN
nepeHil yBeiT i NPOTPeJieHTHY BTpaTy 30py
yepe3 aTpodiio 3opoBoro Hepsa. CrocTepiraioTsb
3anajbHi 3MiHU y cKyonogionomy Tisi. [TigBuien-
HS BHYTPIITHbOYEPEIHOTO TUCKY IMTPU3BOIUTH
IO T3HBOTO 3aKPUTTS BEJIUKOTO TiM'sTUKa, (hOpMy-
BanHs Tigponedanii. Haftyactimum datambHum
YCKJIQJEHHAM € PO3BUTOK aMiJoizo3y OaraTbox
OpTaHiB.

Jlume y 65—75% XBOpUX 31 CHHIPOMOM
Makn—Besnca BuUABALAIOTL MyTallilo y TeHi
NLRP3, y iHmIUX XBOpUX € AOTeNep HeBioMi
MyTallii, mo MPU3BOAATH M0 akTusaiii IL-1f.
g cungpomy Maka—Besica TumoBuMu € Hamaan
TapsiuKy TiCJsd TTPOBOKAIIl XOJ0I0M 1 BUCOKUMU
TeMIlepaTypaMu, CTPECOM, OJTHOUACHO 3 aPTPUTOM
i KOH'IOHKTUBITOM. Y XBOPUX 31 CHUHAPOMOM
Maxisi—BeJica yacTo po3BUBAETbCI HEHPOCEHCOP-
Ha TJIyXoTa. TUTIOBUM € PO3BUTOK HAMAIY Tapsd-
KU, MO CYMPOBO/IXKYETHCSI KPOTUB' THKOIO, M 'SI30-
BUMU CYTJI000BUMU OOJISAIMU axk [0 PO3BUTKY
apTpUTIB 1UX CyrI06iB. THIIOBUM TIONIKO/KEH-
HSM OuYell € PO3BUTOK KOH'IOHKTUBITY, OJHAK
B OKPEMUX BUTA/IKAX MOXKE PO3BUBATUCH ETTICKIIe-
puT Ta yBeitT. ¥ XBOpHWX 3i cuHApomMoM Maki—
BeJica criocrepiratoTbesi MirpeHenoniGHi rosioBHi
6omi. Hamaagm rtapsyku CympOBOKYIOTHCS
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MOSIBOIO MO3UTHUBHUX JTabOpaTOPHUX MapKepiB
3anasieHHda. HagaBHICTh MOCTIMHO MIJABUIIEHUX
roctpoda3oBUX MOKA3HUKIB acOIlil0BaHA 3 PU3U-
KOM PO3BUTKY CHCTEMHOTO aMijoifo3y, KOTPHUi
po3BUBAETHCs MPHOM3HO y 20% TarieHTis.

CimeiiHa X0J100Ba KPOIIUB' SIHKA IIPOSIBJISIET-
cA emi30/laMU TapsAYKu ¥ apTpaiTiii i BUCHUIIOM,
HOMAIOHUM 10 KPOIMB'SIHKH, HIO IIPOBOKYETHCS
BILIMBOM XoJiony. llepimi mposgBu 3aXxBOpIoBaHHS
3'SIBJISIIOTHCST TCAS HAPO/UKEHHsT ab0 BIIPOIOBIK
nepmmx 6 Micsiis kutTs. [lopiBusgro 3 CINCA-
CUHIPOMOM KJIiHIYHA KapTHUHA € Jermoio. Ha mep-
HIM TJ1aH BUCTYIA€E KJIIHIKA ITPOBOKOBAHUX
XOJIO/IOM YPTUKAPHUX i MAKYyJIOMAMYISPHUX TeHe-
pasii3oBaHUX BHUCHIIIB, IO CYIPOBOKYIOTHCS
cBepOinHsiM Ta BimuytTsim reuii. Cepen iHImux
KJTIHIYHUX TPOSBIB CIMOCTEPITAIOTHCI KOH TOHKTH-
BiT, Hamajy IIOTOBUJIJIEHHS Ta BTOMH, T'OJIOBHIL
601, BiIUyTTs criparu i 3allaMOPOYEHHS TOJIOBU
[8]. TIpu maboparopHOMY 0OCTEREHH] BUSBJISIOTH
MO3UTHUBHI TocTpodazosi nokazuuku. OaHaK ami-
J10i7103, mopiBHsAHO 3 iHmMu CAPS-cunapomamu,
CITOCTEPITAETHCS PiIKO.

Jliarnoctuka CAPS-cuHAPOMIB IPYHTYETHCS
Ha TUMOBIN KIIHIYHIN KapTuHi, JTaHUX CIMeITHOTO
aHaMHe3y Ta BugBjeHHI MmyTarii y reni NLRP3.
YacTtuM € PO3BUTOK CIIOHTAHHUX MyTalliil. BijgcyT-
micTs MyTarii y rei NLRP3 y 50% Bumazakis cBiz-
YUTh TMPO TOKU IO HeBifjomi MyTallii Ta i
npuunHHI (hakTopu Ha MLIIXy akTuBarii [L-1p.

Cungpom PAPA (PAPA syndrome (pyogenic
sterile arthritis, pyoderma gangrenosum, acne))
€ 3aXBOPIOBAHHAM, CIIPUYNHEHUM MYTAIlI€I0 TeHa,
o koaye CD2-38'a3ytountii mpotein 1 (CD2BP1)
abo PSTPIP1. 3axBoproBaHHs MaHi(ecTy€e 3 1io-
TeHHOTO TaHTPEHO3HOTO KiCTO3HOTO aKHe Ta
MIOTEHHOTO TAHTPEHO3HOTO CTEPUIIBHOTO APTPUTY.
[IposiBu apTpuTy 3'dBASAIOTHCA BXKE Y PAHHBOMY
JIUTSYOMY Billi — MONIKOMKEHHS 2—3 CyTJI00iB
13 PO3BUTKOM 3HAYHOT'O CUHOBIITY Ta JECTPYKIIil
XpSIIa, MO HATAIy€ CENTTUYHIH apTPUT.

DIRA (Deficiency IL-1-Receptor Antago-
nist) € aBTOHOMHO-PEIeCUBHUM 3aXBOPIOBAHHAM
i3 HemocTaTHiCTIO aHTaromicta perentopa I[L-1.
3axBOPIOBAHHSI PO3BUBAETHCS Biflpady IMicJs
HapOJIKEHHS 3 MYJbTU(HOKATHHOTO OCTEOMIETITY,
MepPiOCTUTY, MYCTYJIbO3Y HA TJIi MOCTIHHO TiBU-
HIEHUX TOCTPO(a30BUX MOKAZHUKIB. Y paKeHHS
MKIPU y BUTJISIAI 3TPYMOBAHUX JAPIOHUX TTyCTYJT
ab0 reHepasizoBaHOro Mmycrynbody. KicTkosi
MTONTKO/IPKEHHS IPOSIBIIAIOTHCS OCTE0i30M, ermidi-
3apHOI0 OAJIOHHOI0 TPaHC(HOPMAIIEID AUCTATBHUX
i IPOKCUMAaJIbHUX Bi/UIIIB OBIUX KiCTOK, pebep
Ta KJIIOYUIli. XBOPi 3 UM PiAKICHUM 3aXBOPIOBaH-
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HSIM MaloTh XOPOIITY BiITIOBI/Ib Ha 3aMiCHY Tepariio
pekombGinanTHUM aHTaronictom 11L-1 (anakiupoio).

PFAPA-cunapom (Periodic Fever, Aphtous
stomatitis, Pharyngitis and Adenopathy syn-
drome) mae HeBCTAHOBJIEHY €TIOJIOTIIO i TUIIOBY
KJIIHIYHY KapTUHY — TepPioAndHy TapgadkKy,
(papunriT, muitHuii griMmdazeHit, ahTo3HMIT cTOMA-
turt, aprpadrii. s PFAPA-cunapomy xapakrepHi
PENNINBHI €301 TapSIIKN TPUBATICTIO 3—6 IHIB
kokHi 2—6 TwkHiB. [liarHO3 TPYHTYETbHCSI
Ha CYKYITHOCTI KJIHIYHUX AaHux (TepiogudyHa
rapsuka, apTo3HUI cTOMATUT, MUiTHA JTiMbaseHo-
natisi, papuHriT), MOYATKY /10 5-PiuHOTO BiKy IpU
3amepeuedti iHQEKIIH BepXHIX AWUXaJbHUX
NUIIXiB 1 1UKJAiYHOI Helirporenii. Dapunrit €
HaWyacTilllUM CHUMIITOMOM, SIKUU CYIIPOBOKYE
nHaraan rapsykn y xsopux 3 PFAPA. Cromartut
XapaKTepPU3YEThCsT ApiOHUMU BUpPa3KaMu, SIKi
3'SBJISAIOTBCS B JIeHb Tapsuku abo 1epen Hero
Ta camocTiitHo rogatbed. Ilipmesnernosa mgimdae-
HoOmaTis 3'ABJISAETbCA IMiJl Yac HaNaJy Trapsuku, a
TTicJis Hel perpecye.

Y1posoBik ocTaHHIX POKIB OIKMCaHi HOBI aBTO3a-
nanbHi curgapomu — DITRA (Deficiency of the
IL36 Receptor-Antagonist) ta CANDLE (Prote-
asome associated autoinflammatory syndromes).
DITRA € pigkicHUM KUTTEBOHEOE3IIEYHUM 3aXBO-
PIOBaHHSIM, IO Tiepebirae 3 BUCOKOIO TiepTePMIEI0,
MYJbTUCUCTEMHUM 3allaJIEHHIM Ta yPaKeHHIM
IMKIpW Y BUTTAI AUy3HOI TimepTepMii Ta Tcopia-
sonoibnuM Trycrysbo3om. Jliast CANDLE xapak-
TEpHi rapsuka, (ioJeToBi TJISAMU, apTPUT, TAHIKY-
JiT, minoauctpodist 06amdys Ta OOIIOYNIA MiO3UT.

3. Aprpur a6o 6ib y cyrio6ax He3anajibHOTO
MOXO/IZKEHHS

Y 10-20% pmiteii € ckapru Ha XpOHiuHi ab0
peLuarBHI M'SI30BO-CKeJIieTHI 00/ He3anaJIbHOTO
MoxXo/KeHHs. HaifuacTiinoo npuynHoO € Timep-
MOOLIBHICTD Cyra00iB. TinepMobiTbHICTD CyTIIO-
6iB € HACJIIKOM HasIBHOCTI HaJMipHOTO J{ialasoHy
pyxiB Ta crnoctepiraetbes y 10—15% 3mopoBux
HiTel, a TepMiH <«CHUHIAPOM TrinepMoOiabHOCTI
CyrJI06iB» BXKMBAETHCS 32 YMOBHU HAsIBHOCTI TiTIep-
MOOIJIBHOCTI CYTJIO0IB, IO CYIPOBOAKYETHCS M'sI-
30BO-CYTJIO00BUMHU OOJIIMU, $IKi HE MaiOTh iHIIOI
npuanHm [6].

CuHApoM rinmepMob6iIbHOCTI CyriobiB MosKe
OyTH TOB'si3aHWiT 31 CHAJKOBUME PO3JIajaMu
CIIOJTIyYHOI TKAHUHH, a TEPMIH <«I0OPOSIKiCHUIT»
BUKOPHCTOBYETHCS Ha BiZIMIHY Bijl OiIbIIn cepitos-
HUX Ta TOTEHINHO Hebe3MmeuHuxX Iad SKUTTI
CcUHIAPOMIB, Takux sk cuHapoMm Ehlers—Danlos,
cunapom Marfan i cunzpom Loeys—Dietz.
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OCHOBHUMU CKapraMi JiTei i3 rirepmMo6iabHi-
CTIO CyTJI00iB € Oijib, SIKWl MOYMHAETHCS TTiCTIsT
(bizmuHOTO HABAHTAXKEHHS, IK TIPABUJIO, JTOKATI3Y-
€ThCS Y CYTI00ax HUKHIX KiHI[IBOK i Yac XOib-
Ou, TiBUILEHA BTOMJIIOBAHICTD, «TPICK» Y CYIJIO-
6ax, MOke OyTH HasBHICTH MPUIYXJIOCTI Cyrio6a
BIIPOZOBXK JAEKIJBKOX TOAWH YU OHIB, MOXYTh
PO3BMBATHCS BUBUXU YU MIABUBUXM CYri100iB Ta
6ib y criuHi. Y MiUTTKIB i3 CHHAPOMOM TiTlepMo-
OLIBHOCTI CYTJIO0IB MOKYTh PO3BUBATHCS 1103aCYy-
r1000Bi MPOSIBU: 3armop, jiapest, MOCTypajibHa
TaxiKap/iisd, OpTOCTATUYHA HETIEPEHOCUMICTh, TOSIBA
CHUHIIIB i CTPUIB Ha IIIKiPi, IIBU/IKA BTOMJIIOBAHICTb.
Jlist [iarHOCTUKYM CHHIAPOMY TilepMoOibHOCTI
cyr106iB BUKOPUCTOBYIOTH «Beighton test».

Tepmin «6oai pocty» OyB BBeleHMil y Ie/ia-
TpuuHy mpakTuky y 1823 p. dpannyspkum
gikapem  Mapcenem  [liomanom  (Marcel
duChamp) mas omucy HallyacTimmx y AUTSYAI
pakTHIli 6OJIB HE3AMaIbHOTO MOXOKEHHS Y HUK-
HIiX KiHITIBKaX, 1110 PO3BUBAIOTHCS Y JOIIKLIBHOMY
Bili. Xouya MaTOreHEeTUYHOTro IOsSCHEeHHd OO0JIiB
KIHIIIBOK Y JiTeil He OyJi0 3HAMIEHO, 1eil TepMiH
3anumuBed y upakTtuii [9]. Y mopanbiiomy
B JIIKAPCHKY MPaKTUKy OYB BBeJEHUI TepMiH
«I0OPOSIKICHI igionaTHyHi ITapoOKCU3MasbHi Hiu-
Hi 6o KiHIIBOK y auTsyomy Bimi» (Benign
idiopathic paroxysmal nocturnal limb pains
of childhood), oxHak uepes cxrannicTs hopmyJio-
BaHHSA 1€l TepMiH He TPUKUBcA. «bom pocty»
crioctepiraioTh y Bim 6% 0 49,4% miteit Bikom
Bim 4 no 14 pokis. Haftyactimoio ckaproio y HAX
€ BedipHi a60 HiuHi 60JIi y HUKHIX KiHIIIBKaX, 0c00-
JIUBO TiCJAg JHSA 3 1HTEHCUBHUMU (Di3UYHUMU
HaBaHTakeHHAMU. [lamieHTwn Yacto TpoKuia-
I0ThCs BHOYI yepes Oisib y KiHIliBKaX, Hamax 600
MoOske TpuBatu Bij 20 XBUJIUH /10 JICKITHKOX TOAMH
i3 9acTOTOIO BiZl EKITBbKOX pa3iB Ha THXKIAEHDb IO
OJTHOTO pa3y Ha Micstb. OIHaK TPUHITUTIOBOIO Bifl-
MIHHICTIO «GOJIIB POCTY» Bijl iHITUX IPUUYUH GO0
y KIHIIIBKaX € BIZICYTHICTh ITUX CKapT BIIPOIOBK
JTHsI, HOPMaJIbHI JIaHi KJIIHIYHOTO Ta JJabopaTopHO-
ro obcTeskeHHst. YacTo y IUX [iTei 101aTKOBO BHsIB-
JISTIOTHCSI O3HAKU TirtepMobibHOCTI cyrnobis [15].

IMaximepMonepiocTo3 3a3BUYAll BUSBJISIOTDH
Yy XJIOMYUKIB-TI/IITKIB y BUTJLAI TOTOBIIEHHS
MaJBIB PYK i HIr, nepeamiyus i roMigku. Kpim
TOTO, MOYTb BUSIBJSITU MIiHIMAQJIbHUUI BUIIIT
y cyrinobax, € O3HaKu OrpyOiHHS puC 06JIUYYs,
Ha/MipHa KMPHicTh MmKipu. Ile ayrocomHo-m0-
MiHaHTHE 3aXBOPIOBAaHHS, BUKJIUKAHE MyTallisIMHu
B reri SLCO2A1 [7].

ITirmenTHuii Bitonoxy sipuuii cuHosiit (IIBHC)
€ PIAKICHUM 3aXBOPIOBAHHAM, IO XapaKTePHU3Y-
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€ThbCS HASABHICTIO TIMMEpBACKYJISAPHOI Tpoidepa-
TUBHOI CHHOBIaJIbHOI 000JIOHKK (MicTUTh Oara-
TOSIIEPHI TiraHTCHKi KJIiTUHU, Makpodaru i reMo-
cujepun) y cyraobi, CyXoKWIbHINH 000JOHII
i 6ypci. [IBHC wmoxe 6yru audysHum, Koiu
BCSI CHMHOBiaJbHa 000JIOHKA B Cyryiobi ypaskeHa
abo sokanmizosana. [IBHC — me, sk npasuJo,
MOHOAPTUKYJISIPHE 3aXBOPIOBAHHS, X04a OMHUCAHI
BUIAJIKN ypaskeHHsT 6araThox Cyrjao06iB. 3a3Buyail
ypaskaloThCsl BeJUKi cyrjobu, Haiidyacrime —
KOJIIHHI, TIJIEYOBi Ta KyJIBIIOBI, OJHAK OYAb-SAKUI
CUHOBIaJIbHIIT Cyr/I00 MOKe OyTH 3aJydeHuii 10
naroJsiorivHoro mpotecy. Koiniuni gani [IBHC
3a7esKaTh BiJl MIiCIIS Ta XapaKTePU3YIOThCS TTOBIJIb-
HUM [TOYATKOM 0OJII0 3 HE3HAYHUM OOMEKEHHSIM
pyxiB y cyriob6i. IIpu 1mpoBeseHHi apTpoIieHTe3y
CUHOBIaJIbHA PiUHA € KOPUIHEBOTO a60 YEPBOHO-
ro xoabopy. o cTocyeTbecsa Bidyadsizaiiii,
TO pe3yJabTaTu peHTTeHorpadil ypaskeHoro cyrio-
6a MOXYTh OyTH HOpPMaJbHUMH ab0 BUSBUTH
HecrienuivHi 3MiHU, Taki, K MiJABUIEHA TIiJIb-
HIiCTh M'KUX TKaHWH, BTOPUHHA 1O BiJIHOIIEHHIO
JI0 CUHOBia/IbHOI riniepTpodii, i BumiT. Y aprpaco-
Horpadis MoXKe BUSIBJISITU CUHOBIQJIBHY TillepTPO-
hifo i HasEBHICTH BHYTPIITHBOCYTI060BOT pinHY,
ajie pe3yJbTaTU I[bOTO OOCTEKEHHS HE € Clie-
mudivanmu. MPT € metogom BUGOPY It liarHo-
crukn  IIBHC.  3o0paxkenHsi  3a3Buyaii
JIEMOHCTPYIOTh CHHOBIQJIbHY Macy 3 HU3bKOI
inTencuBHicTIO curHamy Ha T1- i T2-3Baskennx
pesknmax obcrexenms. JliarHo3 MiATBEIKYIOTH
IJISIXOM TIPOBEIEHHSI TiCTOIOTIYHOTO 0OCTEKEHHST
GiomTaTy CHHOBIAJIbHOI OOOJIOHKHU 3 BUSBJICHHSIM
(}i6po3HOI cTpoMH 3 HaraTOSIIEPHUMU TiraHTCHKH-
MW KJIITHHAMW, KCAaHTOMAaTO3HUMU KJIITUHAMU,
BUSABJICHHAM BHYTPIIIHBOKIITUHHOTO 1 TIO3aKJIi-
TUHHOTO TeMocujaepuny. Bubip JikyBaHHS —
CUHOBEKTOMIS.

3a HasBHOCTI y AiTed, mMHTKIB a0 MOJIOANX
JHopocaux HabpsaAKy cyraobiB abo oOMeKeHUX
pyxiB y cyriobax 3a BiZICYyTHOCTI KJIIHIYHUX O3HAK
3alajieHHs CJIiJI pO3TJSaTi MOKJIUBUN /iarHO3
MYKOIOJIicaXapuao3y. Myxomnogaicaxapujos
(MIIC) € rpymnoro pifKicCHUX TeHETUYHUX PO3Ja-
niB raikozaminoraikany (I'Al), BukamkaHuit
nedinuTOM aKTHUBHOCTI cHenu@ivHOTO Ji30C0-
MaJIbHOTO (hepMEHTY, HeOOXiIHOTO ISt Aerpaartii
I'AT. 1Ii 3axBOpIOBaHHS MPHU3BOAATH A0 HAKOIIN-
YeHHs TJIIKO3aMiHOTJIIKaHIB y Jli30coMax OijIbIIo-
CTi KJITHH, iHIYKYIOYM IIporpecyioye ypasKeHHs
KJITUH 1 mosiopranny HempoctatHicts. MIIC,
B OCHOBHOMY, YCHAJKOBYIOTbCS ayTOCOMHO-PeTie-
cuBanM 1stxoM. MIIC 11 tumry mae X-3uensienni
Tun ycnaakyBanuda. Baxxki ¢popmu MIIC, nampu-
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KJaf, cuuaapoM XapJaepa (Baxkka ¢popma MIIC 1),
MIPOSIBJIIOTHCST BXKE€ Y PAHHBOMY IUTSIYOMY Billi
PO3BUTKOM BKKUX COMATUYHUX i HEBPOJIOTTUHUX
nposBiB. IIpn MeHm Bakkux dopmax, TaKUX SIK
cunzipom llleiie (arenyiioBana cdhopma MIIC 1)
KJIIHIYHI TPOSIBU MOKYTb PO3BUBATUCS IIi3Hille, a
MaIi€EHTH MalOTh HOPMAJIbHUM IHTEJNEKT, BiICyTHI
nposiBu ucMopdii o6smyust. CresietHi i cyrino6o-
Bi aHOMaUIii € XapaKTepHUMK O3HaKaMu OaraTbOX
tunis MIIC. CkyTicth cyriobiB i KOHTpakTypH,
110 PO3BUBAIOThCA Uepe3 indinbrparnio Al cuno-
BiaJIbHOI 0060JI0OHKH, € yacTuM 1posisom MIIC, saxi
MOXKYTb IMITYyBaTH PeBMAaTOJIOTiYHI 3aXBOPIOBAH-
Hd, Taki gk peBmartoigauii aptpuT i IOIA. Kap-
MaJbHUN CUHIPOM PiIKO 3yCTPIYAETHCSA Y AUTHH-
CTBi, TOMy WOTO BUSIBJIEHHSI Yy JUTWUHU TIOBUHHE
crorykatu gikapg 3amigo3putu MIIC. Hacto cmo-
CTEPiTaloTh iHII CKeJeTHI aHoMaJsii y XBOPUX 3
MIIC: crunonieni Tia XpeOiiiB, OZOHTOIHA Tilo-
IL1a31s1, TOPAKO-TIOIePeKOBUI Kihos, BecIomoaioHi
pebpa, BeJIMKUii Yepell i3 MOTOBIEHHSIM HOro Bepx-
HbOI YaCTWHMW, IUCIIJIACTUYHI TOJOBKU CTETHOBOI
KICTKH 31 CILTIOIIEHOI0 areTalyJIolo i coxa vara.

Y nami€eHTiB MOXKYTb BUSIBJIATU aTJAHTO-0ChO-
BY HeCTaOLIbHICTD i3 THIBUBUXOM, III0 MOJKE CITPH-
YUHSATH CTUCHEHHS CIIMHHOTO MO3KY 3 HEBPOJIO-
FYHUMU YCKJIQJHEHHSIMU, 3a3BUYAll, CIIACTUYHUI
terpamapes. Ciin 3amigosputu MIIC 3a masgsHO-
CTi TIOMIKOKEHHsI CyT/I00IB HE3aMaIbHOTO XapaK-
Tepy 3/ab60 opnie aGo Oiiblie TaKWX O3HaK,
K TIOMYTHIHHS POTiBKH, IITyM y CepIli, MyITKOBa
ab0 maxoBa IpHzKa, CHHIPOM KapIaJbHOTO TyHE-
JI0, PeNuAnBHI pecripaTopHi Ta/abo ByIIHI
indexiii. /liarnoz MIIC rpyHTY€TBCST HAa BUMIpPIO-
BauHi piBasg [Al y ceui (ckpwHIHTOBUII TecT)
3 HACTYITHUM BU3HAYEHHIM aKTWBHOCTI (pepMeH-
TiB y (hibpobmacrax, Jseiikonurax, miasMi abo
cuposarii. /[iarHo3 MiATBEpP/KYIOTh TPOBEIEH-
HSIM TeHETUYHOTo oOcTexeHHs [12].

XBopo6a Dapbepa € pinkicHUM Ji30cOMAIb-
HUM PO3JIAZIOM, TII0 BUHUKAE BHACJIZIOK YCITaIKO-
BaHoro ediruty (epMeHTy KHUCJOi IiepaMiasu
(rera ASAH1) i HakommuenHs JiinigHOrO CyOCTpa-
Ty mepaminy y kmitnHax. XBopoba Mapbepa mae
HEOJIHOPIIHUIT ~ XapakTep, KJIHIYHI HPOSABU
MOKYTh OYTH BiJl B)KKOTO (DeHOTHITY 3i TermaToc-
mieHomerasmieio, ypaxkeuusm [ITHC ta nerenn, m'si-
30BOIO IIIOTOHIEIO 1 TPUBAIICTIO KUTTS IIPUOIUZHO
OJIMH PiK 0 TOMIPHOTO (PEHOTUITY, SKWH 3a3BUYAl
BKJIIOUAE HPUIYXJICTh CYTJI00iB, KOHTPAKTypH,
HiIIKIPHI BY3JIMKK Ha cyriobax, IMKipi ToJOBU
Ta,/ab0 xpebTa i He3BUYANHWIT 3aXPUTLITAIN TOJIOC.

Cunapom Camptodactyly-Arthropaty-Coxa
vara-Pericarditis (CACP) — me piakicHe ayro-
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COMHO-PeIleCUBHE 3aXBOPIOBAHHS, BUKJIWKAHE
MyTaiisiMu B reri nporeormdikany 4 (PRG4), akuit
koxye Oimok JyOpunmu. Myranii rena PRG4
TIPU3BOIATH 10 CUHOBIAJIBHOI TiTlepIiasii i BTpaTu
MacTHiIbHOI (yHKIIT Jo6puiiuay. Y HaiieHTiB
i3 CACP gacto momuikoBo giarHoctyeTbes IOTA.
KaMnrosakTuirisi crocTepiracTbCsi B HEOHATAIb-
HOMY IIepioJii, B TOI 4Yac sIK apTpoliaTisi PO3BU-
BAETHCS B TTEPIIT POKU JKUTTS. Y TAIiEHTIB HAsIBHI
3TUHAJbHI zlepopmariii TpoOKCUMaJIbHUX MixKda-
JIAHTOBUX CYTJI00iB 3 MEPUAPTUKYJISPHUM TTOTOB-
IIEHHsIM, 301JbIIeH] Y po3Mipax BeJHKi cyrioou,
SK MpaBuio, KoyiHHi. CHHOBiaJIbHE TIOTOBIIEHHS,
3a3BHWUail, He TMOB'sI3aHe 3 OOJIOYICTIO CYTJIO0IB.
[HIMMU TIpostBAMU XBOPOOU € 0OMEKEHHST PyXiB
y KyJbIIOBUX Cyr/00ax i, B JAeSKUX BUIIJKaX,
TTOTOBIIEHHS TepuKapaa 3 BUMoToM. /[ndepentri-
arisi 3 IOIA mosgrae B Tomy, 10 y XBOpPHUX
na CACP e wopMmanpHi 3amajbHi MapKepH,
i IaIienTN He pearyioTh Ha MPOTHU3ATAJIbHI TTpera-
patu. PenTrenosioriuna KapTuHa € TUIIOBOIO: COXA
vara 3 KOPOTKOIO ITMWHKOIO CTETrHOBOI KiCTKH,
3 HAagBHICTIO y CTETHOBIH KiCTIi BHYTPIITHbOKICT-
KOBUX KicT [1].

IIporpecyioua nceBaopeBMAaTOiIHA TUCILIA3S
(Progressive pseudo-rheumatoid arthropathy
of childhood (PPAC) — piznkicHa ckejeTHa auc-
1Jia3isd, sKa XapaKTepU3yEThCS MPOTPECYI0UOI0
He3anaJbHOIO apTpolaTi€l, MO BIJIUBAE Ha-
camriepe]; Ha Cyri000BUil XpsIl. 3aXBOPIOBaHHS
Ma€ ayTOCOMHO-peIleCBHE YCIAJKyBaHHS 1 BUK-
sukade myTatisimu B WISP3 reni (Wnt1-inmyko-
BaHUN curHaapHUil nuisx Oinka 3). Kiiniunoro
03HAKOK 3aXBOPIOBaHHS € CKyTicTh Ta Oijib
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