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ApTpuTi y AMTAYOMY Billi PO3BMBAIOTLCS HE MMLLE NMPKU PEBMATUYHWNX 3aXBOPKOBAHHAX. barato cOMaTuyHWUX XBOPO6 MOXYTb [4e6I0TyBAaTM MOSBOIO apTpuTy
4N apTpanrii AK HecneundiYHOro NposBy 3aXBOPKOBAHHS. APTPUT MOXKe 6YTU TaKOX NMPOSBOM PiAKICHOrO reHeTNYHOro 3aXBOPOBaHHA. CKNafHICTb y AiarHo-
CTWLi LIMX XBOPO6 Moniarae y Tomy, Lo AUTUHA HE MOXKE CamMOCTINHO BUCIOBSOBATM CKapril. TOMY KMiHIYHWUIA OrNsg € BKpail BRXMBUM.

VY CTatTi ONUCAHO OCHOBHI MPUHLMY KNiHIYHOTO aHanisy Ta AiarHoCTUKM apTpUTiB y AUTA4OMY BiLli. HaBeleHO 3aXBOPIOBAHHA, AKI HANYACTILLE iX CIPUYNHSAIOTb:
pEBMaTUYHi, OHKONOrIYHi, FreHeTUYHI Ta MeTaboni4Hi. [ng npoBefeHHs paLioHanbHOr0 aHanidy xsopo6, L0 NPOABASIOLTCA apTpUTaMu, MOXHA NPOBOANTH
AVepeHLiiHy AiarHoCTUKY, aHanidyto4n nepebir Xsopobu 3a TakuM NPUHLMNOM: AUMEPEHLiiHA AiarHoCTUKa XBOPO6 i3 NepCUCTYIOYUM apTpuToM; Ande-
peHLuianbHy AiarHOCTKA XBOPOO, AKi NPOABAAIOTLCA apTPUTOM Ta MOB'A3aHI 3 IHLINMYU OpPraHHUMW/CUCTEMHUMI MaHidpecTauiamm; apTpuT abo 6inb y cyrno-
6ax He3anasbHOro NoXomKeHHs. MepcucTyroyMm abo XPOHIYHUM apTPUTOM BBXAETbCA 3ananeHHs Cyrnoba, ke TPUBae NoHafg LWiCTb TWXKHIB. pU4nHOK0
MOXYTb BYTM XBOPOOMW, NOB'A3aHi 3 iHG)eKLiel0, HEONNACTUYHUMY NPOLIECaMK, 3anabHUMI XBOPO6aMU Ta Capkoino3omM. OHKOMOTiYHI Ta CeNTUYHI apTpuUTH €
3aXBOPIOBAHHAMMN, SIKi CNifl HEraHO BUKKOYATK Y [iTeil 3a HABHOCTI apTpuTy. Lie Tak 3BaHi «xBOpo6W, NO3HAYEHi Y4epBOHMMI NpanopusmMi», ki NoTpebytTb
HEBIJKNaZHOro TepaneBTUYHOr0 pearyBaHHs. HallyacTiliow NpUYNHOK 3ananbHOr0 apTpuTy y AiTel € toBeHiNbHUIA igionatnyHui aptput (t0IA). HasBHicTb
apTpuUTy TPMBAMICTIO MOHAZ WICTb TWXHIB Y AiTeit 4O 18 pokiB, npu4mMHa SKOro He 3'ACOBAHA, € NIACTABOK A8 BCTaHOBNEHHS AiarHo3y HOIA. [lo xsopo6,
AKi NPOABNAOTLCA aPTPUTOM Ta NOB'A3aHi 3 IHLWMMW OPraHHUMU/CUCTEMHUMI MaHidpecTauiamu, Hanexatb cucteMHuin FOIA, cucTeMHi aBTOIMYHHI XBOpo6u
Ta aBTO3anasnbHi 3axgoptoBaHHs. 10-20% piTeil ckapXxaTbCA Ha XPOHiYHi 260 PeLnanBHI M'A30BO-CKeNeTHI 6011 He3ananbHOro NOXOLKEeHHS. HaiivacTiwow
iX NPUYNHOIO € TinepmoBiNbHICTb Cyrno6iB, WO € HACNILKOM HAAMIPHOMO fiana3oHy pyXiB Ta 4aCTo CNOCTePiraeTbes y 340p0BNX AiTel. TePMiH «CUHAPOM rinep-
MOGifIbHOCTI Cyrno6iB» BXWBAETHCA 3a YMOBW HASBHOCTI rinepMo6inbHOCTI Cyrno6is, WO CYNnpoOBOMKYETHCA M'S30B0-CYyrno60oBUMM 60nsMU, AKi HEe MatOTb
iHWOi npuynHK. «boni pocty» cnoctepiraloTbes y 6-49,4% Aiteit Bikom Big 4 1o 14 pokis.

BuacHuii fiarH03 3aXBOPIOBAHHS, L0 CNPUYUHSE aPTPUT, JA€ MOXKJIIMBICTb NPU3HAYNTI NPABWIbHE NiKyBaHHA Ta NOMNEPEaMTM PO3BUTOK HACMIAKIB XBOPO6U.
ABTOp 32s1BNISiE NPO BiACYTHICTb KOHAAIKTY iHTEPECIB.

Knto4osi cnoBa: apTputu, AudbepeHLianbHa AiarHoCTKa, AiTW, 3aXBOPIOBAHHS, 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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AunddPepeHumanbHaa guarHocTuKa apTpuToB y AeTemn

AE. boiiko

KHI JbBOBCKOro 0611aCTHOrO COBETa «3anaaHOYKPauHCKNIA CNeLnanin3npoBaHHbIid ATCKNA MEANLIMHCKMIA LEEHTP>, T. JIbBOB, YKpauHa
JTbBOBCKMNIA HALMOHAMNbHbI MEAULMHCKIIA YHUBEPCUTET MMeHN [aHuna Fanuukoro, r. JbBoB, YKpauHa

ApTpuTbI B AETCKOM BO3PACTE Pa3BMUBAOTCS HE TOMbKO NPK peBMATUYECKUMUX 3a60neBaHuaxX. MHorme comatmyeckine 60ne3Hn MoryT fe60TUpoBaTh nosBe-
HWEM apTpuTa NN apTpanri Kak Hecneumguyeckoro NposBeHns 3a60nesanuns. Takke apTpuT MOXET ObITb NPOSBIEHNEM PELKOr0 FeHEeTU4EeCKOro 3abone-
BaHNsA. CNoXHOCTb [NArHOCTUKN 3TUX 6ONE3Heil 3aKIo4aeTcs B TOM, YTO Pe6EHOK He MOXET CaMOCTOATENIbHO BbIPaXaTh XKanobbl, NO3TOMY KIMHUYECKNIA
0CMOTP SBASAETCH KNIOYEBLIM B AUArHOCTUKE 3a60NEBAHNS.

B cTaTbe 0nucaHbl OCHOBHbIE MPUHLMNbI KIIMHUYECKOr0 aHanu3a u AUarHoCcTuKy apTputos Y AeTeld. [peAcTaBneHbl 3a60/1eBaHuUs, KOTOPbIE 3a4aCTYH0 ABNAOT-
CA WX MPUYUHON: PEBMATMYECKME, OHKOMOTMYECKMe, FeHeTUYeCKMe N MeTabonmyeckue. [ns npoBefeHUs paumnoHanbHOr0 aHanuia 60e3Hell, KOTopble
NPOSABASIOTCA apTPUTaMI, MOXHO NPOBOAUTL AU(EPEHLMANbHYI0 ANArHOCTIKY, aHANN3UPYa Te4eHne 60Ne3HIN N0 TaKOMy NPUHLMNY: AnddepeHumanbHas
AnarHocTika 601e3Hel ¢ NepecUCTUPYIOLLMM apTPUTOM; AnddepeHunanbHas AUarHocTuka 60/1e3Hei, KOTopble NPOABAAIOTCA apTPUTOM U CBA3AHbI C ApYri-
MU OPraHHbIMW/CUCTEMHbIMW MaHUEeCTaLumaMmU; apTpuT uan 60Nb B CYCTaBax HEBOCMANUTENBHOTO NPOUCXOXAEHNA. [1epCUCTUPYIOLLMM UK XPOHWUYECKNM
apTpUTOM CYMTAeTCS BOCMANEHNe CycTaBa, KOTopoe Anutcs 6onee LWecTu Hefenb. MpuynHOi MoryT 6biTb 60M1E3HN, CBA3aHHbIE C MHAEKLMeN, HeonnacTinye-
CKUMM npoLieccamul, BOCNANNTENbHLIMU 3260M1€BaHMAMU U CapKoUA030M. OHKOMOTNYECKIMe U CEeNTUYECKUEe apTPUThl ABNAKOTCS 3a60NeBaHUSIMU, KOTOPbIE
CneflyeT HEMELIEHHO UCKNI0YATh Y feTeil Npu Hann4mm apTputa. 370 Tak HasblBaeMble «60Me3HN, 0603HAYEHHbIE KPACHbIMU (hnaxkamu», TpebyloLime 6e3-
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0TNarareflbHOro TepaneBTUYecKoro pearnpoBanns. Hanbonee 4acToil NpUYUHOIA BOCNANUTENBHOMO apTpUTa y AeTell ABNAETCS OBEHUIbHbIA UAMONATUYECKNI
apTpuT. Hanuyne aptpmTta Npojo/KUTENbHOCTbLIO 60Mee LWeCTH Hefenb y AeTeil 4o 18 neT, npuynHa KOTOPOro HEeW3BECTHA, ABMSETCA OCHOBAHWEM ANns ycTa-
HOBMEHWS ANarHo3a HBEHUILHOMO nanonatuyeckoro aptputa (FOWA). K 601e3HsM, KOTOpble MPOSBAAOTCS apTPUTOM W CBSA3AHbI C APYTMMI OpraHHbIMU/Cu-
CTEMHbIMI MaHuhecTaunamMn, npuHaanexar cuctemubiin FOVIA, cuctemHble ayTOMMMYHHbIE 60/1€3HN 1 ayToBOCNanuTenbHble 3a6onesanns. 10-20% peteit
XKanylTCs HA XPOHUYECKNE NN PELIMANBMPYIOLLME MbILLIEYHO-CKENETHbIe 60N HEBOCMANUTENBHOIO NPONCXOXAEHNS. Hanbonee 4acToi X Npu4NHON ABNA-
eTCA rMnepmMo6UnbHOCTL CYCTaBOB, Kak CnefCcTBMe U3GBITOYHOrO Anana3oHa ABVXXEHNI, KOTOpas 4acTo HabnoaaeTcs y 340p0OBbIX AeTel. TepMUH «CUHAPOM
rNepmo6uIbLHOCTM CYCTaBOB» YNOTPEONAETCS NPU HANNYUW TUNEPMOBUIBHOCTM CYCTaBOB, CONPOBOX/RAIOLLEACS MbILLEYHO-CYCTABHbIMU BONSMU, HE UMEt0-
LUMMN Bpyroi npuynHel. «bonn pocta» HabnopatT y 6-49,4% peteli B Bo3pacte oT 4 go 14 nert.

CBOEBPEMEHHbIN AnarHo3 3a6051eBaHNSA, BbI3bIBAIOLLErO apTPUT, NO3BONAET HA3HAYUTb NPABULHOE NIEYEHNe U NPeaynpeanTL Pa3BuTIe NOCNEeACTBUA 60E3HN.

ABTOp 329B/15€T 00 OTCYTCTBUN KOH(IMKTA MHTEPECOB.

Kntoyesble cnosa: aptpuTsl, AnddepeHumanbHas anarHocTnka, AeTu, 3a605eBaHns, fieqeHue.

AprI/ITI/I y IUTSYOMY Billi pPO3BUBAIOTHCS
He TIJTbKU TPU PEBMATUIHUX 3aXBOPIOBAH-
Hsx. [Toyarok 6GaraTboX COMAaTHYHUX XBOPOO MOKe
neOTYyBaTH TIOSBOIO ApPTPUTY YU  apTpaJrii
K HecneluGivHOTO TTPOSBY 3aXBopioBaHH4. Kpim
TOrO, apTPUT MOXKe OYyTH IPOSIBOM PIiJKiCHOTO
TeHeTUYHOTO 3aXBOpIoBaHHs. CKJIAHICTD MOJISATAE
y TOMY, IO IUTHHA He MOXKe CaMOCTiiHO chopMmy-
JIIOBATU CKapry, TOMY KJIIHIYHUI OTJISL CTA€ KJIIO-
YOBUM Y JIIarHOCTHIL 3aXBOPIOBAaHHS. Y TIporieci
nudepeHIiagabHol JIarHOCTUKU CJIJT BUKJIIOYATH
iH(eKIiitHi, OHKOJIOTIuHI, MeTaboJiyHi, a TaKOoX
3amajibHi XBOPOOW JAUTSYOTO BiKy. Y YaCTHHU
HAIIEHTIB YpaKeHHs CYTJI00iB Ma€ He3amajabHe
TOXO/KEHHS. 3 METOIO TTPOBE/ICHHST PaIlioHAIbHOTO
aHaJi3y XBOPOO, sIKi MPOSIBJSIIOTBHCS apTPUTAMHU,
MO’KHA TIPOBOAMTH JM(hEPEHITIATbHY J[IaTHOCTUKY,
aHaJIi3y10un 1epebir XBopoOu 3a TAKKM HPUHI[UIIOM:

1. JIudepeniianpia miarHoCTUKA XBOPOO i3
MEPCUCTYIOUNM apTPUTOM.

2. Jludepentiianbha IiaTHOCTHKA XBOPOO, sKi
MIPOSIBJISTIOTBCSI APTPUTOM Ta TIOB'SI3aHi 3 THITUME
OpPraHHMMU/CUCTEMHUMU MaHi(ecTaIissMuU.

3. Aprpur abo 6iib y cyriobax HesanaabHOTO
MTOXOJI’KEHHSI.

1. JludepenniaibpHa AiarHOCTHKAa XBOPOO
3 IePCHCTYIOYHUM apTPUTOM

[Tepcucryounm abo XpOHIYHUM apTPUTOM BBa-
JKAETHCST 3allJIeHHsT CYTJI00a, sike TPUBAE MOHA]
et THKHIB. [IpuanHO0 MOKYTH OyTH XBOPOOH,
MOB's13aHi 3 1H(DEKITIEI0, HEOTIACTUYHUMU TIPOITe-
caMu, 3armaJIbHUMHU XBOPOOAMU Ta CAPKOiZI030M.

OHKOJIOTIYHI Ta CeNTHYHI apTPUTH € 3aXBO-
PIOBAaHHSIMU, SKi CJIiJi HETAWHO BUKJOUATH Y [li-
Teil 3a HagBHOCTI apTputy. Lle Tak 3BaHi «XBOPO-
61, Mo3HA4YeHi YepBOHUMH IPALOPISAMU»>, SIKI
noTpebyITh HEBIAKJIAAHOIO TEPAreBTUYHOTO
pearyBaHHS.

Y 5% pmiteit roctpa JimdobiacTHa JIeiKeMis
1ebI0Ty€e 3 XPOHIYHOTO apTPUTY, MEPEBAKHO aCH-
MeTpuaHoro. Cepejl iHIITMX CUMIITOMIB CTIOCTepiTa-
I0Th TapsyKy, HiuHi 6OJIi y KiCTKax Ta BUSBJISAIOTH
3MiHu y remorpami. Taki oHKoJiOoriuHi XBOpoOH,
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SIK ocTeocapkoMa, capkoma IOinra ta Heiipobiia-
CTOMA, MOKYTb MPOSIBJISTUACSA OOJNSMHU Y KiCTKaX,
aprpasrismMu Ta aptputamu. IliKk 3axBoproBaHHS
Ha HaiOiIBII TTOMNPEHY 3JI0SIKICHY MyXJIMHY Kic-
TKHM OCTEOCAapKOMY IPUIIAJIa€ HA JPYIUil 1eCATOK
JKUTTS 1 Bpakae repeBakHo MeTadisu ANCTAIbHO-
ro BiJIiTy CTErHOBOI KiCTKU Ta MPOKCUMATbHUX
BIJI1iJIIB BEJIMKOTOMIJIKOBOI 1 MaJIOTOMIJIKOBOI
KiCTOK, a TaKOX 171e90B01 KicTku. Capkoma fOQinra
ypakye y 30—-40% Bunaakax miadizu JA0BTUX
KICTOK HWJKHIX KIiHI[IBOK Ta y Osusbko 10% —
BEPXHIiX KiHIiBOK. [TprbM3HO y uBepTi BUITA/IKIB
y XBopux 3i capkomoio FQinra ypaskaioThcst Ta30Bi
KicTkH, xpebiti ta pebpa. Y 6ausbko 10% xBOpux
B’Ke€ HA MOMEHT BCTAHOBJICHHS [[iaTHO3Y BUSBJIS-
IOTb METACcTa3u y KiCTKOBOMY MO3KY.

CentuyHuii apTpUT PO3BUBAETHCSI BHACIIOK
neHerparii iH(QEKIINHOr0 YMHHUKA y CUHOBI-
AJIBHUIM TIPOCTIP reMaTOreHHUM IILISIXOM, ab0 6e3-
rocepefiHbO BHACHIIOK TEHETPYI0UOoi TpaBMU
y cyrz000Buil IpocTip, abo AK YCKIAJAHEHHS [IPH
Xipypriunomy BTpydamHi y 1eit cyriob. Kuiniumu-
MU O3HAKaMU € TapsyKa, MPOSIBU 3arajibHOI iHTOK-
CHIKAIlii, Taki sIK Hy/J0Ta, He3/ysKaHHs 1 OiJ1b ToJ10-
Bu. Hailyacriiie crioctepiraioTb ypaskeHHsI OJ{HOTO
cyrioba. SIK mpaBUJIO, PO3BUBAIOTHCS apTPUTH
BEJIUKKUX Cyra00iB. Binb B ypaxkeHomy cyriobi
€ HeCTEePITHNM, 10 00OMEeKYE TTaCUBHI Ta aKTUBHI
pyxu. Taka cumrroMaTika MOTpedy€e MPOBEEHHST
HEBIIKJIQJIHOI MYHKINT cyroba AJist IiarHocTuy-
HOTO JIOCJI/PKeHHS CUHOBIaJbHOI PIAMHA 3 ITUTO-
JIOTIYHUME OOCTEKEHHSIMKM Ta JIJIST BUSIBJICHHS
noreHiiitHoro 30yaHuKa. MeTtoau Bisyasizaiii
JIOTIOMATaloTh y JIiarHOCTHUIl CENITUYHOTO TIPOIIeCy.
Tpamutiiina pentreHorpadis He Ma€ TIEePIIOYEProO-
BOIO 3HAUEHHS /ISl JIIaTHOCTUKU CEelNTUYHOTO
apTputy. TUIIOBUMM PaHHIMU TPOSIBAMU CENTHY-
HOTO Ipoiiecy y cyriobi € Busisentst Ha MPT amin
y KICTKOBOMY MO3KY, CyOXOH/pabHO, HasBHICTbH
BUIIOTY Ta MOTOBIIEHHS CHHOBIAIbHOI 000TOHKH.

XBopo6a Jlalima — cuCTEeMHUI KJIIOBUI
6opesios, cupuunnenuii Borrelia burgdorferi,
IO TepeHOoCATbCS KJilamMu. APTPUT PO3BU-
BA€ETHCS 1ICJSI TOIBU MITPYIOUOi €PUTEMHU.
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Ax npasuio, crocTepiraloTh MOHOAPTPUT BeJIU-
Koro cyrioba. KimacuuHoro € HassBHICTh apTPUTY
KOJIIHHOTO cyryioba 3 JAOMiHYBaHHSIM HaOPSIKY
ypaskeHoro cyrjaoba 6e3 abo 3 MiHIMaIbHOIO HOTO
KOHTpakKkTypoio [4]. 3anmajbHuil mporiec Moxe
CYNPOBO/KYBAaTUCS ~ KepaTUTOM, pijlie
yBeitoM. [lyisi miaTBep/sKeHHsT 11arH03y MOKHA
BUKOPHCTOBYBATU CEPOJIOTIUHI 00OCTeREHHS,
OCKIJIbKH TiJIBUIIEHUI TUTP aHTUTIJI CIIOCTepira-
€TBCS B yCIX BUITQJIKaX.

PeakTuBHUii apTpUT — 11€ APTPUT, SKUI PO3BU-
BAETHCA M1 yac abo TicJist mepeHeceHol iHpeKIiii-
HOI XBOPOOHW Ta TPUBAE BiJl OHOTO /10 YOTHPHOX
TUKHIB. Haluacriie peak TMBHUI apTPUT PO3BU-
BAEThCS Y BEJIUKHUX Cyrio0ax HUKHIX KiHIIIBOK
Ta € aCUMETPUYHUM. PeakTUBHOMY apTpuTy IpH-
TaMaHHi 1103aCyrI000B1 IIPOSIBY, TaKi SIK KOH TOHK-
TUBIT, ypeTput Ta iHmi. Bugsnenns HLA B27
Y XBOPUX HA PEAKTUBHUIN apTPUT HE € JIIarHOCTHY-
HUM MapKepoM, OJHAK CJIYKUTh MPEANKTOPOM
BaKKOCTI T1epebiry apTpuTy Ta PHU3HKY HOTO
xpownizaitii. /[0 peakTUBHUX apTPUTIB HAJEKUTH
MOCTCTPENITOKOKOBUYM apTPUT, AKU, Ha BIIMIHY
BiJl apTpUTy IPU TOCTPil PeBMATUUHIN Tapsulli,
€ HEMITPYIOYNM, 3 TONIKO[KEHHIM BEJIUKUX
Ta ApiOHUX cyrno6iB, iHOMI cyrio6iB xpebTa.
[Tpu oMy 1MOKa3HUKHU TOCTPOI (has3u 3armajieHHs
HE3HAYHO IIiJIBUIIEHI Ta BUSBJSIOTH I[TO3UTHUBHI
AQHTUTIJIA JI0 CTPENTOKOKOBOI iH(EKINiT 3 BUCIBaH-

HSIM TIHOTO 30y/IHUKA 13 3iBa. VY 11i€i KaTeropii XBo-
PUX PU3UK YPAKEHHS CepIlld € He3HAUHWM.
lFocTpa peBmaTHuHa rapsiyka — Iie 3alajbHe
3aXBOPIOBAHHS, SIKE € YCKJAJHEHHSIM, 3yMOBJIE-
HUM CTPEeNTOKOKOBOIO iH(pekIien rpynu A
y cxumbHUX 0ci6. Haitbinbin BakKKUM yCKJIa[HEH-
HAM TOCTPOI CTPENTOKOKOBOI iH(EKIli € peBMa-
truHa xBopoba cepit (PXC) 3 ypakeHHSM #OTO
KJIalraHiB. 3a3Buyail MaHigecTaillis rocTpoi peBma-
trnaHoi rapssuku  (I'PI) posBuBaetbcsa uyepes
10—21 nens micas nepeHeceHoro CTPENTOKOKOBO-
ro dapumnrity. e y 1944 p. /Ixonc (T. Duckett
Jones) chopmysoBaB JiarHOCTHYHI KpUTEPIi, SIKi
HOJIIAIOTh Ha BeIUKi Ta Masti. HagsHicTb kapauty,
aprputy, xopei CijeHrama, MIiTpyouoi epuTeMu
Ta TAMKIPHUX BY3JIUKIB HAJEXATh /10 BEJUKUX
kputepiiB. o Manux AiarHOCTUYHUX KPUTEPiiB
I'PT BigHOCATD /BA KJIIHIYHI IPOSBU — apTPaJITiio
i Tapsg4yky Ta /IBa [[IaTHOCTUYHI TlapaMeTpu —
T IBUTIIEHHS TTOKAa3HUKIB TOCTPOi (pa3u 3amajseHHs
i 3noB:keHHa PR iHTepBasmy Ha esekrporpadiuHo-
My obcreskenHi. Aptputu BusBAsSIOTH Y 70%
BunaakiB xpopux Ha ['PI. Ypaxkyorbcs noonuno-
Ki BEJUKI Cyrj00M, MOKe PO3BMBATUCS IIOJap-
tput. [l ypaskennst cyrno6is mpu ['PT tumoBum
€ KOPOTKOTPUBAINH (/10 KiJIBKOX TOIMH) MIirpyto-
YUl APTPUT 3 BUPAZHUM OOJBOBUM CHHIPOMOM.
Y 2015 p. Komiter 3 mocipkeHHsT peBMaTHy-
HOI JINXOMaHKH, eHJ0KapaAuTy Ta XBopobu Kasa-
Tabruys

MepernanyTi kpuTtepii A)xoHca [5]

A. ins BCiX rpyn nauieHTiB 3 nonepeaHbLOI0 A0BEAEHOI0 HAsBHICTIO CTPENTOKOKOBOT iHdeKuii rpynu A

[iarHo3: noyaTkoBa 'PI"

2 OCHOBHI KpuTepii a0 1 OCHOBHWIA NAtOC 2 Marni Kputepii

HiarHoa: peunausHa P

2 OCHOBHi KpuTepii a6o 1 ocHoBHUI | 2 Mani a6o 3 mMani kputepii

B. OcHoBHi kpuTepil

Kapgut® Kapgut®
o KniHiyHui Ta/abo cyoKniHivHWA o KniHiuHuin Ta/abo cyOKniHiYHWIA
Aptput Aptput

e Jluwe noniaptput

o MoHoapTput a6o noniapTput
o [ToniapTpanria*

Xopes

Xopes

Eputema mirpytoya

Eputema mirpytoya

MigLwKipHi BY3nunku

MigLKipHi By3nuKku

C. Mani

KpuTepii

Monynauji HU3bKOro PU3MKY*

Monynauji cepegHbLOro Ta BUCOKOro PU3MKY

lNoniapTpanris

Mowoaptpanis

lapsyka (>38,5 °C)

lapsuka (>38 °C)

LLIOE >60 mMm BnpopoBx nepLuoi roauHun ila6o CRP>3,0 mr/an®

LLIOE >30 MM BnpopoBx nepLuoi roguHun i/ao CPB>3,0 mr/gn®

MopoexeHHs PR-iHTepsany 3 ornsgy Ha BiKOBi 0COGIMBOCTI
(AKLLO KapAWT He € OCHOBHUM KpUTEpIEM)

MopoexeHHs PR-iHTepsany 3 ornagy Ha BikOBi 0COBIMBOCTI

(FKLLO KapaAWUT HE € OCHOBHUM KpUTEPIEM)

Ipumimxu.

1. TPT — rocrpa pemartnuna rapsiuka; CPB — C-peakrusnuii 6iox; IITOE — mBuKiCTh OCIIaH st epUTPOIUTIB.
2. HusbkuM pusukoM € rpynu i3 3axsopioanictio na TPT <2 na 100 000 zgiteii mkisibHoOTo Biky ab0 MOIMPEHICTIO PEBMATUYHOTO 3aXBOPIOBAH-

na cepug <1 ma 1000 nacenenns Ha pik.

3. CyOrJIiHIYHUIT KapANT CBIYUTD PO eXoKapaiorpadhiyHuil BaIbBYIIiT.

4. IomiapTpaniriio ciif posrisaTi K OJUH i3 BEJMKNX KPUTEPIiIB y Ipylax CEepPeAHbOTO Ta BUCOKOTO PU3UKY ICJIS BUKJIIOYEHHS 1HIINX
npuunH. K 1 B nomepeaHix Bepcisix KpuTepiiB, Mirpyloda epurema i HiAMKIPHI BY3JUKU PIIKO € «CaMOCTIIHUMU» BEJUKUMU KPUTEPIIMU.
Kpim Toro, cyrio60Bi PosiBU MOJKHA PO3IJISIIATH TINbKK Y BEMMKUX a00 MaluX KPUTEPIsX, ajne He B 000X.

5. 3nauennss CPB mae Oyt nonaz Bepxuio Mexy jgaboparoproi nopmu. Kpim toro, ockinbku IITOE mosxe possusarucs B xoai I'PT, caia Buko-

puctoByBaru 1ikosi 3Hayenns [IIOE.
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caki Panu i3 cepueBo-CyAMHHUX 3aXBOPIOBAHb
AmepukaHcbkoi acomianii kapaiosorie (AAC)
(American Heart Association (AHA) Committee
on Rheumatic Fever, Endocarditis, and Kawasaki
Disease of the Council on Cardiovascular Disease)
ony06JIiKyBaB OHOBJIeH] KpuTepil J[sKomHca 11 miar-
Hoctuku ['PT, fKi BpaXOBYIOTb Cy4YacHY erijieMio-
JIOTIIO TIHOTO 3aXBOPIOBAHHS Ta PE3yJbTaTH JIOT-
ILUIEPiBChbKOI exokapaiorpadii A IiarHOCTUKH
kapauty [5]. Komiter AAC BBaskae, 1110 icHye auc-
nporopiist y riaobansHomy posmogini TPT/ PXC.
Ha cborojiHi BUCOKHKI piBeHb 3aXBOPIOBAHOCTI Ha
ITI0 XBOPOOY 3yCTPIYaEThCST B KPaiHaX i3 HU3bKUM
i cepesiHiM piBHEM noxoxay. HatomicTs y Kpainax i3
BUCOKMM PpiBHEM [I0XO/[iB 3aXBOPIOBaHICTb Ha
I'PT/PXC € Hu3bKOI0 3 HagBHICTIO JIUIIIE TEPio-
JMIMYHUX ClajaXiB 1bOTO 3aXBopioBaHH4. /liarHoc-
TUYHI KpuTepii HaBeeHi y TabJIuIIi.

IOBeHiIbHUI iTiOMATHYHMIT apTPUT € Hali-
YaCTIlol MPUYNHOIO 3alMajJbHOTO apTPUTy Yy
niteri. HasgBHicTh apTpuTy TPUBAIICTIO TOHAT
ITICTh THKHIB Y JliTel 710 18 poKiB, IpUYKMHA TKOTO
He3'sicoBaHa, € 111ICTaBOoIO JIJIsl BCTAHOBJIEHHS Jiar-
o3y IOIA. l'ereporenny rpymy XBopux i3 JliarHo-
3oMm IOTA po3nisigioTh Ha OKpeMi TpyIin,/BapiaHTH
nepebiry 3ajesKHO Bijl KJIiHIYHUX Ta jabopaTop-
Hux 1posiBiB. Ha IpyHTI KJIIHIYHUX MPOSBIB XBO-
pobu yupoaos:k Iepmux imectu micsnis ILAR
Bu3Hauymusia 7 kareropiii/Bapiantis IOIA. Cucrem-
Huii BapianT IOIA miarHOCTYIOTH 32 HagBHOCTI
nepcuctyiodoi rapssuku 39°C i BuIe TpUBATICTIO
6iJsbIlle TBOX TH/KHIB, apTPUTY OJHOTO i Oisbiie
cyrJo0iB BIPOJOBK 1 Gijibllie MIECTH THIKHIB Ta
HasgBHICTIO O/IHOTO 3 TaKUX IIPOSIBIB, SIK BUCHII,
JimMdaienonaris, MmepuKapauT, rernaTocaeHoMe-
ranig. IlomiapTpuT 3 Bifi'€MHUM peBMaTOITHUM
daxropom (PD) — aprput 3 ypaskeHusim 5 i 6ib-
1ie cyryio6iB YIIpOIOBK MepIiinx 6 MicsIiB XBOPO-
6u 3a BigcyTHocti IgM P®D, a 3 Mmo3UTUBHUM peB-
MaToiTHUM (haKTOPOM — Iie BapiaHT CePOIIO3UTHUB-
Horo mnomiarpukysaspHoro IOIA. Oumiroaptpur —
Bapiant nepebiry IOTA 3 aprputom 4 i meniie
cyrJs100iB BITPOIOBIK 6 MiCSIIIB Bijl TIOYATKY XBOPO-
6u. EHTesnuT-aconiiioBaHOMy apTpUTY IPUTaMaHHI
HasIBHICTb apTPUTY 3 €HTE3UTOM Ta /IBl 3 HACTYII-
HUX O3HakK: cakpoineit; HagBHicTh HLA B27;
cimeitnnii anamues o0 HLA B27-acoriftoBannx
3aXBOPIOBAaHb y 0CIO MEPIIOro i APYroro CTyIeHs
CIIOPIJIHEHOCTI; TOCTPUM IPUMONUKIIT; TTOYATOK
apTpUTy y XJIoN1iB micss 6 pokis [13].

ApTpHuT, OB 'A3aHMI i3 3aNaJbHUM 3aXBOPIO-
BAHHAM KHUIIIEYHUKA, e HeiH(eKminHuHI
apTPUT, SIKKMiT PO3BUBAETHC Hepe ab0 Ha TJIi XBO-
pob6u Kpona, HecrenugiyHoro BUPasKoBOro KoJii-
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Ty ab0o HeaudepeHIiiioBaHOTO KOJiTy. ApTpuT
y IUX BHIQJKaX € M03acyrJI000BUM IPOSIBOM
3aIaIbHOTO 3aXBOPIOBAHHS KHIlEYHUKaA. Takuii
aApTPUT CJIIJT TT1/I03PIOBATH, KOJIH TIAIlIEHT BiJICTAE Y
TeMIlaX POCTY, Ma€ XPOHIUHY jiapeio (4acoMm
3 JoMiIIKaMu KpoBi), ab0 Taki MO3aKUIIKOBI IIPO-
sIBM, SIK BY3JIyBaTa epuTeMa, raHrPeHOo3Ha Iiojiep-
Misl, TepiaHaJibHi BUPa3Kku, MposgBu adTO3HOTO
CTOMATUTY. SIK IpaBuUJIo, y 1IUX XBOPUX BUSIBJIS-
I0Th aHeMilo, a MOKa3HUKHU roCTpoi (as3u 3arajieH-
HS € BHUCOKMMH Ta He KOPEJIOIOThb 3 BaXKKICTIO
aptputy. [HKOJM apTpuT € MHnepiuuM IIPOsSIBOM
3amajbHOTO 3aXBOPIOBaHHA KumieuHuka. [luis
MaJIeHbKMX TIAIlIEHTIB i3 3aMaJbHUMU 3aXBOPIOBa-
HUMHU KUIIeYHUKA TUIIOBOIO € HASIBHICTb KOPOTKO-
TPUBAJIUX apTPUTIB BEJUKHUX Cyryao0iB, MosiBa
SIKMX KOPEJIOE 3 BAXKKICTIO YPAsKeHHS MIJIYHKOBO-
KUIIKOBOTO TpakTy. [lyist miteil crapmioro BiKy
XapakTepHe YpaKeHHsI CYTJI00iB OChOBOTO CKe-
gera. IToyarok cyro60BOTO CHHIPOMY y [iTeil
CTapIIOTO BiKYy IPOSIBISAETHC IepudepuuyHuMu
apTpUTaMHU OZHOTrO 4K Oijible CyrJa06iB HUKHIX
KIHI[IBOK 13 HACTYIHUM PO3BUTKOM YpaKeHHS
KYJIbLIOBUX, CAaKpOlIeaJbHUX Ta Cyrao0iB IoIe-
PEKOBOrO Bimiay xpebTa. Y IMX XBOPUX YacTO
BusBsaioTh HLA B27 i3 BUCOKUM PU3UKOM TIPO-
rpecyBaHHsI XBOPOOM 3 MOJAAJBIIAM PO3BUTKOM
aHKiy03yto4uoro crionuiity [10].

XpoHiyHUi MYJIbTH(OKAJIbHHII OCTEOMIEIIT
(XMO) € 3zamagpbHUM 3aXBOPIOBAHHSM KiCTOK
i3 TepeBaKHUM ypaskeHHIM MeTadi3iB JTOBTUX
TpyOuactux Kicrok. XMO MOYMHAETHCS 3 MOSIBU
Hecrernrdiuaoro 60110, HAOPSIKY Ta 0OMeKEeHHSs
pyXiB. Y 4YacTMHU XBOPHUX IIOYATOK € TOCTPUM:
3 MOSIBH JIOKAJTBHOTO HAOPSIKY M'SIKUX TKaHUH,
NPUJIETJIUX JI0 KiCTKH, 1110 MOKe iMITyBaTH HasiB-
HicTe apTputy. XMO MOXKe CympOBOIKYBATUCS
apTPUTAMHU IHIINUX CYTJI00IB Ta 9aCTO aCOIIOETHCS
3 IHITUME XBOPOOAMU, TAKMMU SIK TICOPia3, 3aIasib-
Hi 3aXBOPIOBAHHS KUIIEYHNKA, TaJIbMapOILJIaHTap-
HUI TIyCcTyab03. Y mnaitietiB ctapiuioro Biky XMO
€ yactuHoo (genorurry SAPHO (cunosiir, akwe,
MyCTYJTh0O3, TITepOCTO3 i OCTEIT) 3 GOPMYBAHHIM
KJIACUYHOI CTIOH/TAJIONATII.

Jns capkoimo3dy IUTSYOTO BIKY TUIIOBUM
€ BHSBJIEHHSI HEKa3e03HOI0 TPaHyJbOMaTO3HOTO
3anajieHHd y TKaHMHaX pi3HuX opraiB. [liTu
710 5 POKIB MOXKYTh MaT MOHOTeHHY (hopMy cap-
KOIJIO3HOTO apTpuTy, a y MiJITKIB — 1Ie TpaHy-
JIbOMATO3HUN apTPUT JIOPOCJIOTO THUIlly. ApTpuT
MOke OyTH KOMITOHEHTOM MaHidecTallii paHHBOTO
novatky capkoinosy (early onset sarcoidosis
(EOS) rta cunppomy bioay — 3axBoproBaHHSI
3 JIOMiHAHTHUM TUIIOM YCHAJIKyBaHHS 1 HasBHICTIO
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mytariii y NOD2-reni. Kinacnunoro kminigHOTO Tpi-
/1010 PAaHHBOI'O MOYATKY CapKOiZI03y Ta CUHIPOMY
Bnay € rpanynabomaTo3Hmii nepMaTuT, apTpUT Ta
xpoHiuHuit yBeiT. CuHapom biay moumHaerbes
Y PAaHHBOMY JUTSYOMY Billi 3 TIOJIIaPTPUTY 3 TEHOCH-
HOBIITOM 13 ypaskeHHsIM TepudepuyHuX Cyrio0iB,
30KpeMa MTPOMEHEBO-3all SICTHUX, KOJIHHUX, TOMiJ-
KOBO-CTYITHEBMX Ta TPOKCUMAJIBbHUX MikK(baIaHro-
BUX CYIJI00iB. ¥ IIUX XBOPHX JIysKe BUPAKEHUIT TEH-
JIOCUHOBIIT. ¥ OisbIIocTi XBOpHX i3 XxBopoboio Biay
PO3BUBAETLCA 3a/HINl YBEIT i3 MOTEHIIWHOIO 1HBO-
JIIOTTEI0 B TAHYBEIT 3 MyJIbTU(OKATLHIM XOPioiu-
TOM, SIKMii € OiJTaTepHAIbHIM Ta Ma€ MOTaHMUil TIPOT-
HO3 II0/I0 BTPATH 30pYy. Y TIOJOBUHU NAIIEHTIB BUSI-
BJISIIOTh CHUCTEMHE 3allaJieHHsI 3 IIOIIKO/KEHHSIM
BHYTPIITHIX OPraHiB, 1110 BKJIIOYAE HASBHICTD Tapsiy-
KH, ciaoa/ileHiTy, JiMGaeHiTy, BACKYJITY BETUKIX
CYZIMH, TJIOMepYIoHeDpUTY a00 IHTEPCTUIHIATEHOTO
HepUTY, THTEPCTUIIAIBHOTO TOIIKO/KEHHS Jie-
reHb 1 apTepianbHOI Tineprensii [14].

Y nauTuHU, XBOPOI HA MEPCUCTYIOUUN apTPUT,
YacTO BUHUKAE HEOOXiAHICTH 3amepevyeHHs: mep-
BHHHOTO iMyHoaedinuty. 30KpeMa, y XBOPHUX
i3 TIepBUHHUM 1eIiIUTOM KOMIIJIEMEHTY € TIpe-
JIUCTIO3UITIS 10 PEIUINBHUX iH(MEKITi, BPOIKEHOT
aHrioe/leMu Ta aBTOIMyHHMX MaHiecTarliii, cepen
SIKUX HafyacTile ONMMCyoTh MOAIOHI 10 CUCTEM-
Horo 4depBoHoro BoBuaka (Clq, Clr/s, C2, C4).
Cepen iHIMUX aBTOIMYHHUX IPOSIBIB AepinuTy
KOMILJIEMEHTY € AUCKOITHUI BOBUAK, IePMATOMIO-
3uT, remopariunnii Backyuit Hlenneitna—I'enoxa,
MeMOpaHOTIpoTihepaTUBHUN TIOMepyIoHehPUT
ta BackyJsiT. /ledextn y B-manmi imyHiTeTy
(cesnextuBHU nedinmuT IgA, X-3uerniena aramma-
riobyJstinemis, napriaapauii gedimur 1gG 2 i/abo
[gG4, rinep-IgM cunApOM) XapaKTepusyOTbhCS
MpogBaMMU XPOHIYHOTO ApPTPUTY, TeMOJITUYHOI
aHeMil, aBTOIMyHHUX IUTOIIEHIl, renaTury, yBei-
Ty, fiabeTy Ta 3aMmajbHOTO 3aXBOPIOBAHHS KHUIITEY-
HUKa. Y MaI[i€HTIB i3 Ba;KKUM KOMOIHOBaHUM iMy-
Hozedirurom (SCID), 110 00'€iHy€ reTeporeHHy
TPyTy 3aXBOPIOBAaHb 3 MONIKOYKEHHSIM KJITHH-
HOTO Ta TYMOpaJbHOTO iMyHiTeTy, ¥ 5—-30% BH-
ABJISIOTh aBTOIMYyHHI (peHoMenu [11]. ABTOiMYyH-
Huil mimponposideparusauii curgpom (ALPS)
e nedexkrom y Fas/Fas-ligand nuisxy 3 panaiMun
ABTOIMYHHUMHU TIPOSIBAMHU Ta O3HAaKaMu JiMpo-
mpoJtihepaTuBHOTO CUHPOMY, IO YaCTO CYTPO-
BO/UKYETHCS ~ aBTOIMYHHUMHU  ITUTOTEHISMU.
¥ namientiB 3 IPEX-cunapomom (iMmyHoaucpery-
JISITTiST, TIOJTieHIOKPUHOTIATISI, eHTepoIaTis, X-34el-
JieHe 3aXBOPIOBAHHSA) PO3BUBAIOTHCS 3allaJibHi
3aXBOPIOBAHHS 3 PAHHBOTO JUTSYOTO BiKYy. ABTOI-
MYHHa MOJIieH/JOKpUHOTIATIg-KaHAU03-eKTO/1ep-

116

masnpHa auctpodis (APECED) xapaktepusyeTs-
€4 KJIACUYHOIO MATOTHOMOHIYHOIO KJIIHIYHOIO TPi-
aJ1010; XPOHIYHUM KaHINI03, TilloTapaTUPeEOiIn3M
Ta XxBopoba Anmicona. Cunzapom Bickorra—
Ounpuua xapaTepusyeTbCs TPiaol0 CUMITOMIB,
TAKUX, SIK €K3eMa, TPOMOOIUTOIIEHisT 3 MaJiMu
posmipaMu TPOMOOITUTIB, PENMINBHI iH(pEKIiiTHi
3axBoploBaHHs. YacrtoTa aBTOIMYHHMX IPOSIBiB
y IUX XBOPHUX CTaHOBUTH Om3bko 30-70%,
cepell AKUX HaluacTilie 3yCTPIYa€eTbCSI BAaCKYJIT
Ta apTpuT. ABTOIMYHHI (PeHOMEHU € TUIIOBUMHU
JUIST 3arajibHOrO BapiabesbHOTO iMyHOAEMIIHUTY,
M0 XapaKTepPU3YEThCS PENUIUBHUMU CUHOITYJIb-
MOHaJIbHUMU iHbeKIisaMu [3].

Y xBopux 3i cungpomom /li [lxxopxi (mesnertis
22 ql1) omnmcyioTh XPOHIYHUN AECTPYKTUBHUU
aptput, ipu cunapomi Tepuepa (45XO reHorui)
€ acoTfiaiisg 3 MOJIapTPUTOM, a y TMAIli€HTIB i3
cuagpomoM /[layna (Tpucomis 21 xpomocomn)
MO’KE PO3BUBATUCS MOJIapTPUT, MOAIOHUI 10
FOTIA, Ta ncopiazononiOHmii apTpuT.

Y nmaiienTiB, XBOPUX Ha MYKOBICIIU03,
MOXYTb PO3BUBATUCS €301 PEIUJANBHUX
apTPUTIB OJTHOTO UM JIEKITBKOX CyrI00iB TprBaJii-
cTro 1—2 THIKHI, 110 TOB'I3aHO 3 XPOHIUHOO OaKTe-
piiiHOWO iHbeKIiE€ y JereHdaX. BropunHa rinep-
TpoiuHa apTPOTATisi PO3BUBAETHCS Y 5% MAIiEH-
TiB 13 MYKOBICITU/I030M [2].

2. MudepeHiiajibHa qiarHOCTUKa XBOPOO, SIKi
MPOSIBJISIOTHCS aPTPUTOM Ta MOB'A3aHi 3 IHINUMH
OpraHHMMH,/CHUCTEMHUMU MaHidecTaiissMu

Cucremumii IOIA (clOIA) e aBrozanajbHUM
3aXBOPIOBAHHSM, 110 XapaKTePU3YEThCS TTiliioMa-
MU Tapsiuku 10 (heGpUIbHUX PIiBHIB, SIKi CYIIPOBO-
JUKYIOTBbCS BUCHUIIOM, apTPAJITISIMU YU apTPUTOM,
a TaKOK CUCTEMHUMU TIpostBaMu. TurmoBumu j1abo-
paropaumu niposisamu clOTA € selikoruTos, ane-
Mig, TpomboiuTos, migsuiienusa pisais IITOE
i CPB, rinepdeputnnemisi. ApTpUT 4acTo € cume-
TPUYHUM, SK TIPAaBUJIO, PO3BUBAIOTHCS ApPTPUTU
KOJIIHHUX, TOMIJIKOBO-CTYITHEBUX Ta IPOMEHEBO-
3aI1 sICTKOBUX CyryioOiB. OHAK MOKYTDH ypasKaTH-
Cs1 KyJIBINOBI, PIOHI CyT/I00M KUCTEN PYK Ta MIHii-
HOTO Bi/Ti/Ty XpeOTa.

Y XBOpPHX Ha CHCTEMHi aBTOIMyHHi XBOPOOH
apTPUT YacTo € iX JiarHOCTMYHOIO CKJIQJ0BOIO.
Haityacrinie apTput crnocrepiraloTb y IHalli€HTIB
13 CHCTEMHUM YePBOHUM BOBYaKOM. binb, pankoBa
CKyTiCTh, HaOPsIKIiCTH cyrsiobiB Haramye IOTA
3 JerkuM mepebirom. OpHaK perebHMIT aHasi3
yCiX KJIHIYHUX MPosBiB y marienTiB i3 CUB nae
MOKJIUBICTh BUSBJSATH TIPosiBU (peHOMeHY PeitHo,
dhorocencubimizaiio, adrosumii cromatut [13].
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Tomy Bcim mnaiieTam i3 HasIBHICTIO apTPUTY CJIiJT
MIPOBOUTH CEPOJIOTIUHI 0OCTEKEHHSI JIJIS MiATBEP-
mokenHs um 3anepedenns CUB. Pigkicammm
cyriobosumu Manidecrarismu CUB e nedopmis-
uuit aprput JKakky (Jaccoud's deforming arthritis)
ta pymyc-aprpur (Rhupus), sxuii xapakrepusy-
€TbCS 3TUHAJIBHUMH KOHTPAKTyPaMH Ta MTO3UTHB-
HICTIO 32 PEBMaTOITHUM (haKTOPOM.

JlepMaTOMiO3UTy TIpUTAMAaHHUI PO3BUTOK
HeZlehOPMIBHOTO, HEJECTPYKTUBHOTO TIOJIiapTPH-
Ty, IKUI ypaka€e BeuKi Ta Masti cyrmobu [13].

Y marienTiB i3 BOTHHIIEBOIO CKJIEPO/IEPMIi€EI0
ApTUKYJISIpHI TPOsiBU posBuBaioThes y 40%
BUIMA/KIB, OJHAK TUIIOBUM € PO3BUTOK CYTJI000-
BUX KOHTPAKTYP, SKi € BTOPUHHUMU JIO IOILIKO-
JUKEHHS TIKIpU Ta MiIITKIpHOT KaiTKoBUuHA [13].

Habpsak kucreii pyk, ¢enomen Peiino —
KJIACUYHI TIposiBu 1ovaTKy XxBopoou Illapma, 3mi-
MIAHOTO 3aXBOPIOBAHHS CIOJYYHOI TKAHUHU, CEPO-
JIOTIYHUM MapKepoOM SIKOTO € TMO3UTUBHI aHTUTIJIa
1o U1-nRNP (pubonyxieonporeiny U1) [13].

MoHoreHHi aBTO3amajbHi XBOPOOH Xapakre-
PU3YIOTHCS MEPIOUYHOIO TAPSIKOIO 31 CUCTEMHMU-
MU TIPOSIBAMU Ta TTPOSIBAMU XPOHIYHOTO apTPUTY.

CimeiiHa cepeJ3eMHOMOPCBbKa  rapsiuka
(CCr') (Familial Mediterranean Fever (FMF))
ollKcaHa IepIIoio cepejl yCiX aBTo3anaJlbHUX CUH-
npomiB y 1949 p. Myrartiga rena MEFV inentudi-
koBana y 1997 p. Ilpuumnoto possutky CCI
€ HasiBHicTh MyTanTHOTO rea MEFV (MEditerra-
enian FeVer), po3milieHOro B KOPOTKOMY ILIeyi
16-1 mapu xpomocom. XBopoba Ma€ aBTOCOMHO-Pe-
LECUBHUI TUII YCIIQJIKyBaHHSI; TeTEPO3UTOTH 1HO/I
MaloTh KJIIHIYHY cuMIToMaTHKY. /[e0roT 3aXBOpIo-
BaHHs y 50% BUIAKIB BiOYBAETHCSA 10 5 POKIB,
y 75-89% — no 20 pokis. Kiiniuni nposiBu cimeii-
HOI cepel3eMHOMOPCHKOI TapsadKu: TMepiogndHa
rapstaka (CympoBOIKYEThCS aPTPUTOM, CEPO3UTOM,
GOJISIMU Y SKUBOTI Ta TPY/AHIH KJITIN ); MIKipHI 3MiHN
y BUTJISAII €PU3UTIEIIONTHOI epUTeMu, MiaJrii; Terna-
TOCTIJICHOMETaJIid; Pi3HI HEBPOJIOTIYHI Ta TICUXOHE-
BpoJstoriuni 3minn. [aTepBan mix Hanmagamu CCI —
Bil [HIB 70 TWXKHIB, iHOml MicdamiB. Ilamientam
9aCcTO TIOMUJTKOBO TIPOBOJISATD AllEHIEKTOMITO, SKITIO
BYACHO He BUSIBJSIOTH iHIIAX IPOSIBIB XBOPOOH,
HaAIPUKJIA/, MOJiCEePO3UTY, TJIEBPUTY, NTEPUKAP/I-
Ty, MOHAPTPUTY, HAOPSKY KaJUTKH, €PUSUTIETION-
Horo Bucwuiy. Ilix yac mamamy, a y Oinbrmocti
MAIliEHTIB — 1 Mi’K HamazamMu, TocTpoa3oBi MOKa3-
Hukn nosutuBHi. HaiiBaxkunm yckuagerasim CCT
€ Po3BUTOK AA-amisioifiody 3 ypPasKeHHSIM HUPOK,
IIKT, nmedinku, cees3inKu.

linep-IgD-cunapom (HIDS) — asTocomuo-
periecBHE 3aXBOPIOBAHHS, 3yMOBJIEHE MYTAITIEI0
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reHa, 1Mo Koaye (depMeHT MeBaJoHaT-KiHa3y.
Tnep-IgD-cuaapom crioctepiraeTbest y pAaHHbOMY
aATsIdoMy  Bitti, ne6ior — g0 10-piuHoro BiKy.
Yuepmie 3axBopioBaHHs omnucaHo B 1984 p.
y HIeCTU TAaHChKUX TAI[IEHTIB, AKi MaJIU TPUBAJIUI
aHaMHes ITOBTOPHUX TillepTepMiil HEeSICHOTO reHe3y
ta migsuitenuss IgD (Gigbme 100 Mo/muir).
[1e 3yMOBWIIO TIEPIITYy HAa3BY XBOPOOU — <«JIaHChKa
rapguka». [inep-IgD-cunapom Tpanisgerbes
yacTille y JIaHIliB, TOJIaH/AIB, ¢panitysis. [Ipu-
YUHOIO € MyTallid TeHa, 10 BiINOBI/Ia€ 32 MEBAJIO-
Hat-kinazy (MVK) na xpomocomi 12q24. Onnnm
i3 MexaHi3MiB PO3BUTKY IIbOTO 3aXBOPIOBAHHS
€ TIOSIBA HATIA/IIB i3 HArpOMa/IKEHHIM MeBaJIOHO-
Boi kucyoru. [ligsumenns IgD € enienomenom.
Y xniniuHiil kaptuni rinep-IgD-cunapomy nomi-
HYIOTh PEIIUIUBHI TapsguKu TPUBAIICTIO 4—6 [HIB,
muitna giMmdagenonaris, 6ojai B KUBOTI, 6ol
TOJIOBU, HYZOTA, apTPaJIrii i apTPUTH, BUCHIIH,
OpaJibHI Ta reHiTaJbHI BUPA3KH, relaTOCILIIEeHOMe-
rajis, MO3UTUBHI Jgabopatophi roctpodaszosi
MOKa3HUKHU, sIKi MiX HamajaMu XBOPOOHM 3HAXO-
JIAThCS Y MekaX HOpMU. MeBajloHOBa alujypist
Ta rinep-IgD-cuHapOM penpeseHTyIoTh /iBa M10JI10-
CH KJIIHIYHOTO CIeKTPa OJIHOTO 3aXBOPIOBAHHSI.
JlabopaTopHa /iarHOCTHKA TOJISITAE Y BUSIBJIEHHI
mijBuIieHHs piBHg [gD (HemocTiiiHO), TiBUTIIEH-
HS KIJIBKOCTI MEBAJIOHOBOI KHUCJIOTH Yy cedi Tif
yac TirneprepMiyHUX HANAIiB.

Cunapowm, acomiiioBanmii i3 perenropamMu a0
¢daxropa Hexkposy nyximH (TNF-receptor-asso-
ciated periodic syndrome-TRAPS), ¢ aBrocom-
HO-/IOMiHAHTHUM 3aXBOPIOBAHHSM, 3YMOBJIEHUM
myTaiieio reia TNFRSF1A, mo mictuthest Ha
KOpOTKOMY Tijiedi 12 mapm XpoMocomu 1 KOaye
pertenitop 1 tumy s dhakTopa HEKPO3Y MyXJIUH
(OHII). Yuepme TRAPS onucanuit B ipiamnji-
cokifi cim'i. Ilisuime #oro Oys0 BUSBIEHO
B adhpoaMepUKaHIIiB, SITOHIIIB i MEITKAHIIIB cepe/l-
3eMHOMOpPCbKoro Oaceiiny. CepezHiil Bik mmoyaTky
3aXBOPIOBAaHHA — 3 POKMU, HAIAU TapsTYKU TPU-
BaloTh 5—6 TwkuiB. Ilix uyac Hamamy rapsuxku
criocrepiraioTh 6o y M'si3ax, 601 y JKUBOTI, BUCK-
nu, mapaopOiTanibHUil HAOPSK i KOH IOHKTHBIT,
HICEBIONEMIONIT. Y 25% BUMAJKIB PO3BUBAETHCS
aMiJ101/103 HUPOK 1 IMEYiHKH, 1[0 MOKE MaTH JIeTaJlb-
He 3aBepiieHHs. Y J1abopaTOpHUX 0OCTEKEHHSIX
BUSIBJISAIOTH TIO3UTUBHI TOCTPO(A30Bi MOKA3HUKU —
nigsumienns [IIOE, CPB, ¢ibpunoreny, dheputu-
HY, HEUTPODIIBHUT JIEHKOIIMTO3 i TPOMOOIIUTOS.

Kpionipun-acoiiiiioBaHi nmepioiuyHi CHHIPOMH
(Cryopyrin-Assotiated Periodic Syndromes —
CAPS) o0'ennyorh ciMeiiHy XO0JIO0OBY KpO-
nuB'sHKy, cuHapoMm Maxkia—Benca (Muckle-
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Wells—Syndrome) ta CINCA-cunapom (Chronic
Inflammatory Neurological Cutaneous Articular
Syndrome).

CAPS 3ymosisieni myraiieio B NLRP3-reni
(CIAS1-ren) na xpomocomi 1q44. Tun ycnaz-
KyBaHHS — aBTOCOMHO-JIOMiHAHTHUH. Yci Tpu
cungpomu i3 rpynu CAPS xapaxrepusytoTbes
PaHHIM TOYATKOM, PENUIANBHUMHU €I1i30/IlaMu
rapsuky, ypPTUKapPHUM BHUCUIIOM, HIMPOKUM CIIeK-
TPOM ypa)keHHs1 cyrsio0iB — BiJ apTpajriii 1o
PEINBHOTO i IEPCUCTYIOUOTO apTPUTY.

CINCA-cunapoM € HaliBaxkuoio ¢HopMoIio
CAPS-cungpowmis. [l CINCA-cuaIpOMY THTTOBI
eTmi30/I1 TapsSTYKU, «KOPENOIiOHOT0» BUCHILY, XPO-
HiuHe ypaKeHHsI Cyrio0iB i3 TUIOBUMHU 3MiHAMU
Y BUTJISIII BKOPOYEHOTO pocTy MeTadizis Ta ermridi-
3iB M0Brux tpyOdYacTuxX KicTOK. XBOpPi MaioTh
neBHi 0cOOJMBOCTI OYyHIOBM: CiAJIOBUAHMIL Hic,
OIIyKJIe 4O0JI0, HUKHI Ta BepXHi KIHIIBKM eI
BKOPOYEHI Ta MOTOBIIEHI, BI/IMIYAETHCS 3aTPUMKA
pocty. CrocTepiraioTb CHUMETPUYHI apTPUTH
KOJIIHHUX, TOMIiJIKOBO-CTYITHEBUX, JIKTbOBUX
i MpoMeHeBO-3aI' ICTKOBUX CyryIo6iB. Y BCiX XBO-
PUX CIOCTEPITAETHCS TOIMIKOKEHHS HEPBOBOI
CHCTEeMHU BHACTIZIOK XPOHIYHOTO aCEeNTUYHOTO
MEHIHTITY, PO3BUBAETHCA HEWPOCEHCOPHA TJIYXO-
Ta, CIIACTUYHA AUILJIETIs i ernienTudopMHUI CUH-
JIpOM. Y TIOJIOBUHU XBOPUX BUABJIEHO XPOHIYHUI
nepegHiil yBeiT 1 MPOTPeNiEHTHY BTpaATy 30PY
yepe3 arpodiio 3opoBoro Hepsa. CrioctepiraioTh
3amajbHi 3MiHN y CKJIOTOAiOHOMY Tisti. [TigBuren-
HS BHYTPINTHbOYEPENTHOTO THCKY IPU3BOIUTH
J10 TII3HBOTO 3aKPUTTS BEJUKOTO TiM's9Ka, (hopmy-
BaHHA Tizpotedarii. Haftyactinmum daraipaum
VCKJIaJIEHHSIM € PO3BUTOK aMijIoifo3y 0OaraTbox
OpraHiB.

Jlume 'y 65—75% XBOpUX 3i CHHIPOMOM
Maka—Beaca BugBiagl0TH MyTallilo y TeHi
NLRP3, y iHmux XBOpUX € JoTernep HeBioMi
MyTallii, 1o NnpusBOAATH a0 aktwBamii [L-1p.
Hnst cunnpomy Maki—Besica TUTIOBUMMY € Hamaan
TapsuKy TMICJS MPOBOKAIil XOJOAOM i BUCOKUMU
TeMIIepaTypaMu, CTPECOM, OTHOYACHO 3 apTPUTOM
i KOH'IOHKTMBITOM. Y XBOpUX 31 CHHIPOMOM
Maxsi—BeJsica yacTo po3BUBA€ETHCSI HEMPOCEHCOP-
Ha TyXoTa. TUIOBUM € PO3BUTOK Hamajy rapsiy-
KU, M0 CYTPOBOKYETHCSA KPOIUB'THKOIO, M s130-
BUMK CYIJ000BUMU OOJISIMHM aK 10 PO3BUTKY
apTPUTIB MX CyrI06iB. TUIIOBUM MOIIKO/KEH-
HsIM O4Yel € PO3BUTOK KOH IOHKTHUBITY, OJHAK
B OKPEMUX BHUIIa/IKaX MOKEe PO3BUBATHUCH eIliCcKJIe-
pUT Ta yBeiT. ¥ XBOpUX 31 cuHAPOMOM Maki—
Besica cnoctepiraiorbesi MirpeHenoioHi roJoBHi
6omi. Hamaam rapsayku  CYIMPOBOIKYIOTHCS
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MOSIBOIO MO3UTUBHUX JabOpaTOPHUX MapKepiB
3anasieHddg. HasgBHICTD HOCTIMHO HIABUIIEHUX
roctpoda3oBUX IMOKAa3HUKIB acolliiioBaHa 3 pU3n-
KOM PO3BUTKY CUCTEMHOTO aMiJoifo3y, KOTpUil
po3BUBAETHCS MPUOIN3HO Y 20% Nalli€HTiB.

CimeitHa X0J10/10Ba KPONHMB'AHKA TTPOSIBJISIETD-
Cs eIi30/laMy TapsiyKu U apTpaniriii i BUCUIIOM,
HOMIOHUM /10 KPOTWB'SIHKW, 10 TPOBOKYETHCS
BILIUBOM XoJiofty. Ilepuri nposiBu 3axBoproBaHHS
3'IBJSIIOTBCS TCJIST HAPO/PKEHHsT ab0 BIIPOOBK
neprux 6 micaiis xutts. [Topisasano 3 CINCA-
CHUH/IDOMOM KJIiHIYHA KapTuHa € Jermnioto. Ha mep-
WM TJIaH BUCTYNA€ KJIHIKA NPOBOKOBAHUX
XOJIOJIOM YPTUKAPHUX i MaKyJIOTAITYJIIPHIX TeHe-
pasi30BaHUX BUCHIIIB, M0 CYITPOBOJKYIOTHCS
cBepOiHHAM Ta BimuytTsiM meuii. Cepex iHImuNX
KJIIHIYHUX TPOSIBIB CIIOCTEPIraloThCsl KOH TOHKTU-
BIT, Hamaju IIOTOBU/IJEHHS Ta BTOMHM, T'OJIOBHI
60J1i, BiUYTTS cHpard i 3alaMOPOYEHHS TOJOBU
[8]. TIpu srabopaTopHOMY 0OCTEKEHH] BUSIBIISIIOTH
MMO3UTHUBHI TocTpodasoBi mokasauku. OpHAK ami-
JI0i7103, mopiBHsHO 3 iHmuMu CAPS-cunapomamu,
CIIOCTEPITAETHCA PIJIKO.

[iarnoctuka CAPS-cunapoMiB TPYHTYETHCS
Ha TUIIOBIN KJiHIYHIN KapTUHI, JaHUX CIMEHHOro
aHaMHe3y Ta BuABJeHHI myTaiii y reri NLRP3.
YacTuM € po3BUTOK CIIOHTAaHHUX MyTalliil. Biacyrt-
Hictp myTariii y reri NLRP3 y 50% Bumnazkis cBiz-
YUTh PO TOKU IO HEeBiJloMi MyTallil Ta iHIII
npuunHHi hakTopy Ha 1sAxy akrtusaiii [L-1p.

Cunnpom PAPA (PAPA syndrome (pyogenic
sterile arthritis, pyoderma gangrenosum, acne))
€ 3aXBOPIOBAHHSM, CIIPUYNHEHUM MYTAILI€I0 TeHa,
mo koaye CD2-3B"a3ytounii npotein 1 (CD2BP1)
a6o PSTPIP1. 3axBoproBatHst MaHiecTye 3 1io-
TeHHOTO TaHTPEHO3HOTO KICTO3HOTO aKHe Ta
MOTEHHOTO TAHTPEHO3HOTO CTEPUIIBHOTO aPTPUTY.
[TposiBu apTputy 3'dBJASIOTHCS BXKE Y PAHHBOMY
JIMTSIYOMY Billi — TIOMIKO/KeHHsT 2—3 cyrao0iB
i3 PO3BUTKOM 3HAYHOTO CUHOBIITY Ta JECTPYKILii
XPAIIa, 10 HAra/[y€ CeNTUYHUN apTpuT.

DIRA (Deficiency IL-1-Receptor Antago-
nist) € aBTOHOMHO-PEIeCUBHUM 3aXBOPIOBAHHAM
i3 HezmocTaTHiCTIO aHTaronicta perenTtopa [L-1.
3axBOPIOBAHHSI PO3BUBAETLCS Bifipa3y Micys
HApO/KEHHS 3 MYyJIbTU(MOKAIBHOIO OCTEOMIEITY,
MepioCcTUTY, TYCTYAb0O3y HA TJi MOCTIHHO TiJ[BU-
HeHNX rocTpoda3zoBUX MOKA3HUKIB. ¥ pakeHHS
IIKIPY y BUIJISA 3TPYINOBAHUX JAPIOHUX IYCTYJI
abo TeHepasi30BaHOTO TyCTyIb03y. KicTKOBI
MONIKO/IKEHHST TTPOSBJISIIOTHCS OCTEOJI30M, eridi-
3apHOI0 GATIOHHOIO TPAHC(HOPMAITIEIO AUCTATHHUX
i IPOKCUMAJIBHUX BiI/IIB JJOBIMX KiCTOK, pebep
Ta KJIIOYUIl. XBOPi 3 UM PiJIKICHUM 3aXBOPIOBAH-
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HSM MalOTh XOPOIIY Bi/ITIOBi/Ib HA 3aMiCHY Tepartio
pekomOiHanTHIM aHTaronictom IL-1 (aHakiHporo).

PFAPA-cunapom (Periodic Fever, Aphtous
stomatitis, Pharyngitis and Adenopathy syn-
drome) Mae HeBCTaHOBJIEHY €TIOJIOTiI0 i TUIIOBY
KJIHIYHY KapTUHY — I[epPioJMYHY Tapsuky,
apuHTiT, IMITHAWTT JiMdageHiT, ahTO3HNIT cCTOMA-
tut, aprpairii. /[is PFAPA-cunapomy xapakrepHi
PeLUANBHI €301 TapSIIKU TPUBAJIICTIO 3—6 AHIB
KOXHI 2—6 TwxkHiB. /[[iarHO3 TPYHTYETbHCS
Ha CYKYIHOCTI KJIIHIYHUX JaHux (MepiogndHa
rapsuka, abTO3HUI CTOMATUT, MUITHA JiM(agIeHo-
natisi, hapuHriT), MOYATKY /10 S-PIYHOTO BiKYy TIpU
3amepedeHHi iHQEKINH BepXHIX AUXaJbHUX
HIISXIB 1 IUKJIIYHOI HelTporenii. MapuHrit €
HaWyacTilUM CUMIITOMOM, SIKMH CYHPOBOKYE
Hanazyn Tapsukn y xsopux 3 PFAPA. Cromarut
XapaKTepPU3yEThCs JAPIOHUMK BUpPa3KaMu, SKi
3'SIBJISTIOTBCST B JIEHD Trapsiuyku abo Tepesn Hero
Ta caMmocTiiitHO TosAThes. Iligmenemnosa Jsimdbane-
HOTIATisl 3'ABJSETbCA 1] Yyac Halajy Tapsyku, a
IiCJIs1 Hel perpecye.

Y1Ipo/I0B:K OCTAHHIX POKIiB OIMCAaHi HOBi aBTO3a-
nanpHi cuagpomun — DITRA (Deficiency of the
IL36 Receptor-Antagonist) ta CANDLE (Prote-
asome associated autoinflammatory syndromes).
DITRA € piskicHUM KUTTEBOHEOE3NEYHNM 3aXBO-
PIOBaHHSIM, 1[0 TIepebirae 3 BUCOKOIO TillePTePMI€I0,
MYJbTUCUCTEMHUM 3alaJIEHHSIM Ta YPakKeHHSIM
MIKipKU y BUTJISAA Ay3HOI TinepTepMii Ta 1mcopia-
somomibanM myctysabo3om. st CANDLE xapak-
TEpHi rapsuka, (hioseToBi TISIMU, apTPUT, TMAHIKY-
T, minoauctpodis 06mdysd Ta 600U MIO3HT.

3. Aprpur a6o 6ib y cyriodax He3anajabHOTO
MOXO/I’KEeHHS

Y 10-20% piteil € ckapru Ha XpoHiuHi abo
PENMINBHI M's30BO-CKeJIeTHI GO0JII He3amaJIbHOIO
noxopkerHs. HailyacTiimoio NpUYMHOIO € rinmep-
MOOLIBbHICTh CYrI006iB. [inepMobGiIbHICTD CyTIIO-
6iB € HACJIZIKOM HAsSIBHOCTI HAaZIMIPHOTO Jialla3oHy
pyxiB Ta crocrepiraerbest y 10—15% 3mopoBux
miTel, a TEePMiH <«CUHAPOM TinmepmMoOiabHOCTI
cyrI00iB> BKUBAETHCS 32 YMOBH HAsIBHOCTI TiTep-
MOOIJIBHOCTI CyTJI00iB, 10 CYITPOBOIKYETHCS M'sI-
30BO-CyI/I000BUMU GOJISIMHU, SIKi HE MalOTh iHIIOI
npuunni [6].

CuHzipoM TinepMoOiTbHOCTI cyTa06iB MOsKe
OyTv TOB'sI3aHUI 31 CIAJKOBUMHU PO3JajaMu
CIIOJTyYHOI TKAHWHM, a TEPMIH <«I00POSKICHUIT»
BUKOPUCTOBYETHCS Ha BiJIMiHY BiJl GiJIbIN cepiios-
HUX Ta TOTEHIIIHO HeOe3MmeYHuX I SKUTTS
CUHJIPOMIB, Takux sk cuHzapoMm Ehlers—Danlos,
curapom Marfan i cunzpom Loeys—Dietz.
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OCHOBHUMMY CKapraM¥ JiTell i3 rimepMoOiibHi-
CTIO CyrJIo6GiB € Oib, KM MOYNHAETHCS TCIIsI
(hizuaHOTO HABaHTAXKEHHS, K ITPABUJIO, JIOKATI3Y-
€ThCsl y cyriobax HUKHIX KiHIIIBOK ITi/l 4aC XO/Ib-
6w, IigBUIIEHA BTOMJIIOBAHICTh, «TPiCK» Y CYIJIO-
6ax, MOJKe OyTH HAasiBHICTH MPUITYXJIOCTI Cyrioba
BIIPOZIOBK [IEKITBKOX TOAWH UYMW [HIB, MOXYTh
PO3BUBATHCSI BUBUXU YU IJABUBUXU CYIJIOOIB Ta
6isb y crivHi. Y TUTTKIB i3 CHHIPOMOM TirepMo-
6iJTbHOCTI CYTJI06IB MOKYTH PO3BUBATHUCS T103aCY-
r1060Bi TIPOSIBU: 3arop, Jiapes, MOCTypajibHa
Taxikap/lis, OPTOCTaTUYHA HElIePEHOCUMICTD, 110s1Ba
CHUHIIIB 1 CTPUiB HA IIKIiPi, IIBU/IKA BTOMJIIOBAHICTb.
Jlist miarHOCTUKYM CHHIPOMY TinepMoOiTbHOCTI
cyr106iB BUKOPUCTOBYIOTH «Beighton tests.

Tepmin «00i pocty» OyB BBejleHUI Y Tiejiia-
TpuuHy mnpaktuky y 1823 p. dpaniyspkum
aikapem  Mapcenem  {romanom  (Marcel
duChamp) a1s ommcy HaifyacTimUX y AWTSYNN
MPaKTHUIl OOJTIB HE3ATATBHOTO TIOXO/KEHHST Y HIK-
HIiX KiHIIBKaX, [0 PO3BUBAIOTHCS Y JIOMIKIIBHOMY
Bili. Xoya IaTOTeHETHYHOTO IOSICHEHHS OOJIiB
KIHI[IBOK y ziTeil He OyJsi0 3HAlIEHO, 11ell TepMiH
3anumuBces y npaktuii [9]. Y momanbmiomy
B JIIKApCHbKY MPAKTUKy OyB BBEeJEHHUN TepPMiH
«100pOSKicHI igionaTuyHi MapoOKCU3MaIbHI Hiu-
Hi OoJii KiHIIBOK y auTssdoMmy Bimi» (Benign
idiopathic paroxysmal nocturnal limb pains
of childhood), oxtak uepes cknaanicTh hopmy.ro-
BaHHs 1lefl TepMiH He NpukuBcs. «boui pocTys»
criocrepiraioth y Big 6% mo 49,4% miteit Bikom
Bin 4 1o 14 pokis. HaltyacTtimnow ckaprotw y HUX
€ BeuipHi abo HiYHI 60JIi y HUJKHIX KiHITIBKaX, 0C00-
JIMBO IIiCJISI JAHS 3 IHTEHCUBHUMHU (DI3MIHUME
HaBaHTaxkeHHaMu. [lamienTw yvacto mnpokuma-
I0ThCSI BHOUI Yepe3 Oijib y KiHI[IBKaX, Hamaz 00JIio
MO:Ke TpuBaTh Bijl 20 XBUJIWH JI0 I€KiJIBKOX TOAUH
i3 94acTOTOIO BiJl JIEKIJTbKOX Pa3iB HA TWXKAEHDb /10
OJIHOTO pa3y Ha Micsilh. OiHAK TPUHITUTIOBOIO BiJl-
MiHHICTIO «00JIiB POCTY» BiJl IHIIMX MIPUYUH OO0
y KIHITIBKaX € BiICYTHICTb IIMX CKapr BIIPOJOBK
JIHSI, HOPMaJIbHi IaHi KJIHIYHOTO Ta J:abopaTopHO-
ro obcreskerHs. YacTo y 1ux JiTeil J0AaTKOBO BUSIB-
JITIOTHCST O3HAKM TinepMobibHOCTI cyrmobis [15].

IMaxigepMonepiocTo3 3a3BUYaill BUSIBJISAIOTH
Yy XJIOTMYMKIB-TI/JIITKIB Y BUTJISA/I TTOTOBIIEHHS
NaJIBINB PYK 1 HIT, iepearivys i romisiku. Kpim
TOTO, MOXYTb BUSBJATA MIiHIMAJbHUU BUIIIT
y cyrinobax, € 03Haku OrpyOiHHS puc 00JMYYs,
Ha/IMipHa KupHicTh mKipu. [le ayrocomHO-710-
MiHAHTHE 3aXBOPIOBaHHS, BUKJIUKAHE MYTaIlisIMU
B reni SLCO2A1 [7].

ITlirmenTHuii BitoHoxysipauii cunosiit (IIBHC)
€ PIAKICHUM 3aXBOPIOBAHHSAM, IO XapaKTepu3y-
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€TbCSI HASIBHICTIO TillepBaCKyJSPHOI Tpoidepa-
TUBHOI CHHOBiaJIbHOI 000JOHKKM (MicTUTh Oara-
TOSIZIEPHI TiTaHTCHKI KJIITUHU, MaKpodaru i reMo-
CUIEpUH) Yy cyriobi, CYXOKWJIbHI 06O0JIOHI
i 6ypci. TIBHC moxe Gyt maudy3HuM, KOJIU
BCSI CHHOBiasbHa 00OJIOHKA B CyIJI00l ypaskeHa
abo sokamizopana. [IBHC — 1e, ax mpasuio,
MOHOAPTHUKYJISIPHE 3aXBOPIOBAHHS, X0Ya OIMCaHi
BUIAKK ypakeHHsT 6araThox cyriobiB. 3azBuyaii
ypasKaloThCs BeJMKI Ccyrjao0Ou, Haiiyacrinie —
KOJIIHHI, TJIEY0Bi Ta KYJIbINOBI, OAHAK OY/b-SIKUIi
CUHOBIaNIbHUI Cyr00 MOKe OyTH 3ajlydeHuil 10
natosioriynoro npotecy. Kuiniuai gani [IBHC
3aJ1e5KaTh Bijl MiCIISl Ta XapaKTepU3yoThCs MOB1JIb-
HUM T0YaTKOM OOJII0 3 HE3HAYHUM OOMEKEHHSIM
pyxiB y cyrio6i. IIpu 1poBeeHHi apTpoIeHTe3y
CHHOBia/IbHA PifilHA € KOPUYHEBOrO aO0 YEPBOHO-
ro xoabopy. IIlo cTocyeTbca Bizyadmizariiii,
TO Pe3yJbTaTu peHTreHorpadii ypakeHoro cyrio-
6a MOKyTb OyTH HOpPMaJbHUMHU ab0 BUSBUTU
HecrelivyHi 3MiHHM, Taki, SIK IiJBUIEHA IIiJIb-
HICTb M'AKUX TKaHWH, BTOPUHHA TI0 BiJ[HOIIEHHIO
710 CMHOBiaTbHOI TinepTpodii, i BUMiT. ¥YabTpaco-
Horpadis Moke BUSBJISITH CUHOBIATBHY TillEPTPO-
hifo i HAsIBHICTH BHYTPIIIHBOCYTJIO00BOI pignHU,
ajie pe3yJbTaTh IbOr0 OOCTEKEHHsI He € CIie-
tudivanmu. MPT € MmeTozom BUGOpY Jist iarto-
cruku  [IBHC.  3o06paskenns  3a3Buuail
JIEMOHCTPYIOTh CHHOBIQJIbHY Macy 3 HU3BKOIO
iHTeHcuBHICcTIO curHasy Ha T1- i T2-3BaskeHnx
peskumax obcreskenns. /[iarHo3 miATBEIKYIOTH
IIJITXOM MTPOBEIEHHSI TICTOOTTYHOTO 00CTEKEHHST
6ionTaTy CMHOBIaJbHOI OOOJIOHKU 3 BHSIBJICHHSIM
$i6po3HOI cTpOMM 3 GaraTOsSIIEPHIUMHU TITaHTChKI-
MU KJITMHAMHM, KCAHTOMaTO3HUMM KJITUHAMU,
BUSIBJIEHHSM BHYTPIITHbOKJITUHHOTO 1 IO3aKJIi-
TUHHOTO TeMocuaepuny. Bubip mikyBawus —
CUHOBEKTOMIZ.

3a HasgBHOCTI y jiTed, miTiTKiB a60 MOJIOAMX
JIOpPOCANX HaOpsKy cyraobiB abo oOMeKeHUX
PyXiB y cyriobax 3a BiZICyTHOCTI KJIIHIYHIX O3HAK
3armajieHHs CJiji pO3TJSAaTh MOKJIUBUN 1iaTHO3
MYKOIIOJicaXapuao3y. MyxkomoJricaxapumos
(MIIC) € rpynoto piIkicCHUX reHEeTUYHUX PO3Ja-
niB  raikosaminoraikany ([FAT), Buxkiaukanuii
nedIilUuTOM aKTUBHOCTI crenudivHoTo J1i30C0-
MaJIbHOTO (pepMeHTY, HeOOXiTHOTO /ISt Aerpaanii
I'AT. 11i 3axBopioBaHHS NMPU3BOASATH 0 HAKOTTH-
JeHHST TJIIKO3aMIiHOTIIKAHIB y Ji3ocoMax OirbIno-
CTI KJIITHH, IHIYKYIOUM IIpOrpecyioye ypaskeHH:
KJITUH 1 mojgiopranHy HepoctaTHicTh. MIIC,
B OCHOBHOMY, YCHAJIKOBYIOTbCSI ayTOCOMHO-pele-
cuBHnM 1igxom. MIIC II tuny mae X-3uerniennii
TUn ycnaakyBanus. Baskki dopmu MIIC, nanpu-
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KJaj, cuaapoM XapJiepa (Bakka ¢opma MIIC 1),
IIPOSBJISIOTBCS. BXKE€ Y PAaHHbOMY JUTSYOMY Billi
PO3BUTKOM Ba)KKHX COMATUYHUX i HEBPOJIOTTYHUX
npogsiB. [Ipu menu Baxkkux (opmax, Takux sk
cungpom Illeite (arenyiioBana ¢gopma MIIC T)
KJIIHIYHI [IPOSIBU MOXKYTb PO3BUBATUCS TTi3HillIe, a
MAIEHTH MAlOTh HOPMAJIbHUI iHTEJIEKT, BiICYTHI
nposiBu aucMopdii obmyaust. CreseTHi i cyrmo6o-
Bi aHOMAJIil € XapaKTepHUMK O3HaKaMK OaraThoX
turis MIIC. Ckyrictb cyro6iB i KOHTpaKTypH,
10 Po3BUBaOThCs uepes indinprpartiio Al curo-
BiaJbHOI 000I0HKH, € yacTuM 1posssoM MIIC, gki
MOXKYTh IMITyBaTh PEBMATOJIOTIUHI 3aXBOPIOBAH-
Hd, Taki gk peBmatoigauii aptput i IOTA. Kap-
MAJIBHUN CUHPOM PIJIKO 3yCTPIUAETHCS Y AUTUH-
CTBi, TOMYy HOro BUSIBJIEHHSI y IUTUHU TIOBUHHE
cnonykatu Jsikaps 3amizosputu MIIC. Yacto crio-
CTepiraloThb iHII CKeJIeTHI aHOMaJslil y XBOPUX 3
MIIC: cruromeni Tija XpeOIiiB, OZOHTOIHA TilO-
1713151, TOpaKo-11oIepeKoBuii Kihos, BecJ0moAioHi
pebpa, BeJIMKMIT Yepell i3 OTOBIEHHAM HOro Bepx-
HbOI YACTUHMU, AUCIJIACTUYHI TOJOBKU CTETHOBOI
KICTKH 31 CIUTIOIEHOI0 areTadyJIolo i coxa vara.

Y maiienTiB MOXYTb BUSABJSATUA aTJIaHTO-OCHO-
BY HecTaOiIbHICTB 13 IiIBUBMXOM, II[0 MOJKE CITPH-
YUHATH CTUCHEHHS CIIMHHOTO MO3KY 3 HEBPOJIO-
TYHUMU YCKJIQIHEHHSIMY, 3a3BUYAl, CIIACTUIHUN
terpanapes. Cuiz s3amigosputu MIIC 3a HasgBHO-
CTi MOLIKO/PKEHHS CYII00iB He3alaJlbHOrO Xapak-
Tepy 3/ab0 ojHi€ abo Oisblie TaKUX O3HAK,
SIK TIOMYTHIHHSI POTiBKH, IIIyM Yy CEpIli, ITYIIKOBA
abo maxoBa TpUrKa, CHHIPOM KapHaJbHOTO TYyHe-
JII0, PEIUIUBHI pecripaTopHi Ta/abo ByIIHI
indexiii. /liarnoz MIIC rpyHTY€ETHCST HA BUMIpIO-
BanHi piBHga ['Al' y ceui (CKpMHIHTOBWI TecT)
3 HACTYITHUM BU3HAUYEHHSIM aKTUBHOCTI (hepMeH-
TiB y ¢ibpobaacTax, jgedKonuTax, miasmi abo
cuposatiii. /liarHO3 MiATBEP/KYIOTh MPOBE/EH-
HSIM TeHeTUYHOTO obcTexkenHs [12].

XBopooa Mapbepa € piakicHUM JHi30COMaTb-
HUM PO3JIaJIOM, 1110 BUHUKA€E BHACJIIOK YCIIaJIKO-
BaHoro sedinuTy (hepMeHTy KUCJIOl IiepamMi/ia3u
(rera ASAH1) i HakoITUYeHHs JIiTT IHOTO cyGeTpa-
Ty 1epaminy y kiaitunax. Xsopoba Mapbepa mae
HEOJMHOPIAHWI XapaKTep, KJiHIYHI TPOSBU
MOKYTb OyTH Bil BAKKOTO (heHOTHUITY 3i TermaToc-
neHoMmerasieto, ypaxkenusam [{HC Ta serenn, m's-
30BOIO TIIOTOHIETO | TPUBAJIICTIO KUTTS TIPUOIUZHO
OJIMH PiK /10 TOMIPHOTO (PeHOTHUTTY, SIKUH 3a3BUYAIL
BKJIIOYAE TMPUIYXJICTh CYTJI00iB, KOHTPAKTYpPH,
HiIKIpHI BY3JIMKK Ha cyrjao6ax, IIKipi ToJoBu
Ta/ab0 xpebTa i He3BUYANHUI 3aXPUILINAI TOJIO0C.

Cunzapom Camptodactyly-Arthropaty-Coxa
vara-Pericarditis (CACP) — 1e piakicue ayTo-
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COMHO-PeIleCBHE 3aXBOPIOBaHHS, BUKJINKaHE
MyTalisiMu B reti npoteoryikany 4 (PRG4), akuii
Koaye Oisok my6punmua. Myramnii rena PRG4
MPU3BOATH /10 CUHOBIAJIBHOI TiTlepriiasii i BTpaTtu
MacTHJIBHOT (DYHKIIIT J06puinHy. Y TaIlieHTiB
i3 CACP uacrto momuikoBo giarnocTyeThest FOIA.
Kamnrogaktuimisi criocTepiraeTbcsi B HeoHATa T b-
HOMY TIepiojii, B TOW 4Yac K apTpoIarisi po3BHU-
BA€ETHCS B MEPIII POKU KUTTs. Y MaIli€HTIB HAsBHI
3rUHaJIbHI Jlepopmaliii MPpOKCUMaJbHUX MixK(a-
JIAHTOBUX CYTJIOOIB 3 MEPUAPTUKYJISIPHUM TOTOB-
IeHHsIM, 301/IbIIeHi y po3Mipax BeJUKi Cyriaoou,
SK TpaBuJIo, KoJiinai. CuHOBiabHE TTOTOBIIEHHS,
3a3BUYail, He MMOB'sI3aHe 3 GOJMIOYICTIO CYTIO0IB.
[HIIMME TTpOsiBAMU XBOPOOU € 0OMEKEHHsT PyXiB
y KyJbIIOBUX CyTJI00ax i, B [eSKUX BHIAIKaX,
MOTOBIIEHHS TlepuKap/a 3 BunotoM. udepenti-
amisi 3 IOIA moxsirae B Tomy, 1O y XBOPUX
Ha CACP e HopMasibHi 3amajbHi MapKepw,
i AIliEHTH He pearyTh Ha MPOTU3alajibHi Iperna-
patu. PentrenoJioriuna KapTuHa € TUIIOBOIO: COXA
vara 3 KOPOTKOIO HIUKWKOIO CTETHOBOI KICTKH,
3 HAgBHICTIO y CTETHOBIH KiCTII BHYTPIITHBOKICT-
KOBUX KicT [1].

IIporpecyioua nceBaopeBMaToiIHa AUCTIIA3isA
(Progressive pseudo-rheumatoid arthropathy
of childhood (PPAC) — piznkicHa ckesieTHa uc-
IJ1a3isd, sfKa XapaKTePU3YETLCS IPOrpecyioyoio
He3anaJabHOI0 apTpoIaTiefo, 10 BIJIWBAE Ha-
caMIiepesil Ha CyrJIoOOBUU XPsIIil. 3aXBOPIOBAHHS
Ma€ ayTOCOMHO-PeTleCUBHE YCIAIKyBaHHS i BUK-
sukane myrtaiisimu B WISP3 reni (Wnt1-inayxo-
BaHWil curHaibHUN nuisx Oinka 3). Kuiiniunoro
03HAKOI0 3aXBOPIOBAHHS € CKYTiCTh Ta OiJb
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