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norngana HA NPOBNEMY

NAPAHEOMJIACTUYHI
CUHAPOMMUW B PEBMATOJIOTII

BucBitnoeTbcsi npobiema BTOPUHHUX PEBMATOJIONYHYIX MPOSIBIB 3/105IKiC-
HUX NyXJIMH PI3HOI npupoau Ta aokanidadii. OnucaHo KaiHiYHI nposiBu, mMe-
XaHi3Mu po3BUTKY, 0COBIMBOCTI Tepariii napaHeoniacTM4HOro CUHAPOMY:
rinepTpogiyHOi ocTEOAPTPONATII, PEBMATOIA0NOAIOHOrO CUHAPOMY, aMislo-
[gHOro apTpuUTy, BTOPUHHOI nogarpu, peBMaTuyHoOI nosimiasrii, Agepmaro-
MIiO3UTY/MONIMIO3UTY, MiaCTEHIYHOIro cuHApomy JlambepTa — IToHa, nasib-
MapHoOro acuynTy vi apTpuTy, CUHAPOMY NaHIiKyiTy Ta apTpuTy, By3/71yBaToi

epuTemu, e03MHOPIIbHOro acLUmnTy, CKIepPoaepMOnoai6HOro CUHAPOMY,
rnapaHeoriacTU4Horo BackyJsity, napaHeoniacTuyHoOro akpasjbHoro Bac-
KYJIIPHOrO CUHAPOMY, CUHAPOMY PeriHo, BOB4akornonibHoro CUHAPoMy,
CUHAPOMY CUMMATUYHOI pe@dIeKTOPHOI ANCTPOQII.

MapaneonnactuyHuii cudapom (MHC) — kniniko-
nabopaTopHUIA NPOSIB 3N0SKICHOT MYXJIMHU, 3yMOBJIEHNI
He 1i IOKaTbHM Y1 METaCTaTMYHUM POCTOM, a Hecneuy-
diYHMMN peakuisiMm 3 BOKY PiSHMX OpraHiB i cuctem abo
€KTOrMYHO0 NMPOAYKLEID MNYXNHO BI0IOTNYHO aKTUBHNX
PEYOBVIH.

Mepwa 3ragka npo MNMHC patyetbcsa 1890 p., konm
dpaHuy3bkuii nikap M. Auche BnepLue onmcas 3B’A30K
Mi>K 3/T0SIKICHOIO MYXJ/IMHOIO Ta Po3agammn y nepudepuny-
Hil HepBOBIli cucTemi (Santacroce L. et al., 2012).

MHC BuHMKaloTb Yy 8% n0Oen 3 OHKOMOMYHUMIN 3a-
XBOPIOBAHHAMMW, HalivacTile — npu ApiGHOKNITUHHOMY
paky fiereHi, MofIo4YHOI 3a1103U, NMPY FNHEKONOMYHNX MyX-
JIMHax Ta 3N05IKiICHNX HOBOYTBOPEHHSIX KPOBOTBOPHOI CMC-
Temu. NMHC MoxyTb nepenyBaTti NOSIBI MyXJIMHW, BUSIBISA-
TUCS NPY HASIBHI NMyx/WHI 200 Npy PO3BUTKY ii peLamnBY.
3aBucnosntoBaHHsAM €.M. Tapeesa, NMHC HecyTb B opra-
Hi3Mi «CTOPOXOBY PYHKLIjIO» AK MAPKEPW MYXJIMHHOMO NPO-
LLecy, WO HaspiBae.

Mpn MHC MoxyTb ypaxxaTucs Oyab-sKi opraHu/ Ta cuc-
TEMU, afie HanyacTilwe — eHO0KPUHHA, HEPBOBA, KPOBO-
TBOPHA CUCTEMMU, LLIKIPA, Cyrnobuv Ta M’a3u.

MatoreHe3 po3suTky NMHC 3anuwiaeTbes Ao KiHUA
He BuBYeHnM. V. Racanelli Ta cnisaBTopm (2008) 3anpo-
MOHYBaIN TPU MOXJTUBUX MEXAHI3MU NOro PO3BUTKY:

e MHC Ta 3noskicHa nyxaMHa sk peaynbTar fji Chifib-

HOIO MPOBOKYOHOIro pakTopa (Bipyc TOLLO);
¢ MHC po3BmBaeTbCA 6e3rnocepeaHbo AK BiAMnoBiab
Ha NPOAYKYBaHHSI MYyXJIMHOO 3anaJlbHUX LIUTOKIHIB;
e [MHC sk peakuis rinepyyTMBOCTI Ha Yy>XOpiaHi Gin-
KW, LLIO eKCMpecye Ta BUPOOSIsiE MyxnHa.

Yactnmum cepen NMHC e peBMaTonorivyHi Macki OHKOMO-
riYHNX 3aXBOPIOBaHBb. Lle pisHOMaHITHI CMHAPOMM Ta CUMI-
TOMOKOMIJIEKCH, LLIO MaIOTb CNifibHi pych 3 ANQY3HUMU
3aXBOPKOBAHHSIMM CMOJSTYYHOI TKAHWHW, META0OMIYHUMM
apTponaTiaMu Ta iHWMMM 3aXBOPIOBAHHSMN KICTKOBO-
M’a30B0i cuctemu (Jlasosckuc W.P., 1981; Nerep 1.,
1986; Aeopeuxunii KO.C., 2000; depeBsaHkuH KO.C., Tepe-
weHko K0.A., 2003). Ix aHaniay npucesyeHuii Lei ornsg.

CYrJlos0OBUA CUHOPOM

ApTpuTamM NyXJIMHHOIO FreHe3y NpuTamMaHHi rocTpuni
Mo4YaToK, aCUMETPUYHE YPOKEHHS BEPXHIX YW HUDKHIX KiH-

uiBoK. Mpu LbOMY CyrnoboBuii CUHAPOM MOXE MOEAHY-
BaATMCS 3 iHLUMMK NapaHeorniaCTUYHMMM NPosiBaMu (ce-
PO3UT, NMMXOMaHKa, YPaXkKeHHS LLIKipU, 3CyBM labopaTtop-
HUX NOKA3HKIKIB).

3asBuyan cyrnobosuii NMHC nepenye giarHocTuui
3M105IKICHOI MYyXJIMHU Ha AeKiflbka MiCALIB ([0 2 POKiB) um
3’ABNAETbCS NpU peuyamsi Heonna3amm (boptHaa T.H.,
2010).

FNneptpodiyHa ocTeoapTponaria (FOA) (xBopoba
IM’epa Mapi — bambeprepa)

BBaxaeTbCa HAMbINbLL TUMOBUM Ta HaCTUM MPOSIBOM
[MHC uiei rpynun. MpubnnaHo 90% BunagkiB Ujei NnaTono-
rii € napaHeonnacTM4HNMM. ICHyEe Takox nepBrHHA MOA,
LLLO MA€E Ha3BY NaxiaepmMoriepiocTos.

"OA xapakTepu3yeTbCsl MOTOBLLEHHAM ONCTaSIbHUX
danaHr nanbLiB pyk abo Hir 3a TMnom «bapadaHHKX na-
NINYOK» Ta 3MIHW HIrTiB 3@ TUMOM «FOANHHUKOBUX CKe-
neupb». B 0CHOBI 3aXBOPIOBAHHS fieXaTh SBMLLLIA NEPIOCTU-
Ty Ta HOBOYTBOPEHHS KiICTKOBUX CTPYKTYP. [NposBiseTsCcA
CUNbHUM NeKy4Mm 60eM y KicTKax KiHUiBOK, 0cobnm-
BO BEPXHiX, HAOPSIKOM i TYropyXOMICTIO Cyriio6iB nasb-
LB, M’A30BOIO CNAOKICTIO, LMNIHAPUYHMM PO3LLMPEHHSM
OVCTaNbHOI TPETUHM KIHLLIBOK, LLIO 3YyMOBJIEHO PO3BUTKOM
LLiIbHOrO HABPSIKY TKAHWH i3 MOYEPBOHIHHSM LLIKIpW Ta Mic-
LLeBUM NiABULLIEHHAM TemMnepaTypu Tina. Moxnmsi LKip-
Hi NPOSBU Y BUINSAAj MOPYLUEHHS DYHKLT LUKIPHUX 325103
(akHe, rineprigpos, cedbopes); orpydiHHSA pUc 00NYYS,
UMAIHOPWYHI FOMISIKU (CTOHOBA HOMa), MTO3 BEPXHIX MOBIK,
ckiandacta naxigepmida. CuHoBiasnbHa pigyHa Mae He3a-
naJsibHUIA XapakTep.

Ocob6nuBocTi NnapaHeonnacTn4Hoi FTOA — CUNbHUIA
Oinb y KicTKax Ta LUBWAKO NPOrpecyoynin nepebir, XBopo-
0a 4acTo CYNnpPOBOMXKYETLCS MHEKOMACTIEIO.

PeHTreHonoriyHoO BUABNSAOTL NEPIOCTasNbHI HaLla-
pyBaHHA Ha fgjadizax, YyacTile — Y KiCTKax nepenniivys
Ta rOMISIKM, YPaXkeHHs1 3a3Bu4ar CMMeTPUYHI. B aHaniai
KPOBI 4aCTO MPUCKOPEHA LIBUAKICTb OCiAaHHSA epuUTPO-
uuTiB (LUOE), nigBuwLeHa KOHLUEHTPALLS KICTKOBOI dpak-
wji ny>cHoi docdatasu (JId), Toai sk pemaToigHNin dhak-
Top (P®d) 3a3BMyali BiOCYTHIN.

lMaroreHe3s. BeaxatoTb, LLIO PO3BUTOK NPOoridepaTns-
HUX MNPOLIECIB Y ANCTaNbHMX Bigaisiax KiCTOK MOB’A3aHUIN
i3 Mirpavieto Tyam MerakapiounTis, WO 30aTHi CEKPETYBa-
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nornan HA NPOBNEMY

TV POCTOBI HakTopU (CyanHHMIN enaoTenianbHUN GakTop
pocty (VEGF), TpombouuTapHuin paktop pocty (PDGF),
TpaHchopmyrouni dakTop pocty (TGF)-B,), npoctarnax-
OWH E,, 6panKiHiH, siki B HOPMI iIHAKTUBYIOTLCS B JIEMEHSIX.
Bci BuLLE3a3HaYeHi peqyoBMHM NPU3BOASATL A0 MICLEBOI
akTuBaLji eHgoTeniafbHUX KAITUH, a TakoX NiABULLYIOTb
aKTUBHICTb $ibpobnacTiB Ta ocTeobnacTiB. Baxnmeum
Y PO3BUTKY BTOPUHHOI TOA BBaXXatOTb CMPOMOXHICTb IMyX-
JIHO BUAINATY FOPMOHOMNOAi6HI pevoBuHm (VEGF TOLLO)
(Collinson F.J. et al., 2004).

OA acoUlOETLCA 3 TaKUMK NMYyXITMHAMW: ME30TENIO-
mMa nneepu — 50-60%, 6poHXoreHHMI pak nereHi — 10—
20%, meTacTaau y nereHsx ia NyxavH iHWyX Jokanisawin,
MeTacTasu y KiCTKax i3 MyxXJIMH HUPOK, Ha30hapuHreasib-
Ha KapuuHoma, pabagomiocapkoma, nimdorpaHynemMa-
TO3, TMOMA; NIeOMiOMa CTPaBOX0Ay, OCTEOreHHa cap-
Koma, pibpocapkoma.

FOA maitke HIKoIM He PO3BMBAETLCS NMPW APIOHOKII-
TUHHOMY paky nerexi (Masypos B.U., 2008).

CumnTomm napaHeonnacTuyHoi FOA 3a3Buyan 3HN-
KatoTb MNP yCriLLHOMY NiKyBaHHi NyxanH1. CuMnToMaTtiy-
He Ta NaToreHeTUYHe JiKyBaHHS BKJIIOUYAE 3aCTOCYBAHHS
bicdhocdoHarTiB, oniaTHUX aHaNbreTUKIB, HECTEPOIOHNX
npoTmaananbHux npenaparie (HMN3M1), iHridiTopie (dak-
TOp Hekpody nyxnivHu (PHM)-a), redeTunHidy (iHribiTop
peuenTopa enigepmanbHoro dakrtopa pocTy), iHribiTo-
pie VEGF Ta nokanbHy npomeHeBy Tepanito (Pelosof L.C.,
Gerber D.E., 2010).

PeematoigonoaioHuii cCMHAPOM

MigBULLLEEHNIA PIBEHb BUABIIEHHS HEOM1A3M Y XBOPUX
Ha peBmaroigHuin apTpuT (PA) npeacTaBieHo B AEKINTbKOX
pocnimkeHHsx. Mpu upomy 06roBOpOETLCS POJb 6asmc-
Hoi Tepanii npu PA (LMTOCTaTUKW) Y PO3BUTKY HEOMJ1a3M,
AKi MOXYTb BUHMKATW Yepes AeKisibka POKiB 3aCTOCYBaH-
HA umx npenapartis. OgHaK LWBMAKONPOrPeCyynin ap-
TPUT, CXOXMIA Ha PA, Moxe ByTn paHHIM NposiBOM Npu-
XOBaHOI MyXJIVHW.

CninbHum ansa PA i peematoiponogjbHoro NMHC e pos-
BUTOK CMMMNTOMIB BIPOAOBX Bif, AEKINbKOX TUXKHIB 40 Kiflb-
KOX MicauiB. Ha nepLunii nnaH, BUXOAsiTb Taki MPOsiBU, 9K
HabPSIK M’ IKNX TKaHWH, OOMEXEHHS PYXITMBOCTI ypaxe-
HWX CYrno0iB Ta paHKOBa CKYTICTb. XapakTepHMW € O3Ha-
KW XPOHIYHOr O 3ananeHHs: aHeMisi, npuckoperHs LLIOE,
C-peakTmBHuii 6inok (CPB).

XapakTepHUM 15t pPEBMATOIA0NoAibHOro CMHAPOMY €
Mi3HI NO4aTOK 32XBOPIOBAHHSA, aCUMETPUYHE YPaXKEHHS
CyrnoobiB, nepeBaxHe ypaxkeHHs! Cyrno0iB H/KHIX KIHLJBOK,
YHUKHEHHS 3aU1y4EHHS 00 NPOLECY KUCTEN Ta 3an’aCTKiB
PYK, PEHTTEHOOrNYHO — BiACYTHICTb y3ypaLlii Ta 3a3Bu-
yai — BigcyTHiCTb PP. OgHak Bigomo, wo P®d BusBns-
€TbCs Yy 5—25% XBOPUX HA COMIAHI MyX/IMHN Ta MOXE CSI-
ratn 50% npu nimponponidepaTnBHIX 3aXBOPIOBAHHSIX.
HasaBHICTb aHTUTIN NPOTY LIMKJTIYHOIO LUTPYNIHOBOIO Nen-
Tnay (A-LILIM) He xapakTepHa A5t peBMaToifonoaioHOro
noniapTputy (Racanelli V. et al., 2008).

lMaToreHes 3axBOpPIOBaHHA HEBIJOMUIN. BuByaeTbca
ponb pakTopa akTMBaLyi TPOMOOLIMTIB Y PO3BUTKY 3a3Ha-
YeHoro cTaHy. Tak, y pocnimkeHHi J.M. Bennett ta cnisas-
TopiB (1976) NPOCTEXYETLCSA 3B’A30K MiXK MiABULLEHUM
piBHEM dakTopa akTuBaLli TPOMOOLUMTIB Ta PO3BUTKOM
NyXnHW. BBaxkaeTbCs, WO gpakTop akTMBaLji TPOMOOLIM-

TiB YTBOPIOE iMYHHI KOMMJIEKCU | OCIOAE HA CUHOBIaNbHIM
00O0J0HLL, BUKJIKAIOHYN acenTUYHe 3anasieHHs.

ONckyTyloTbCA Taki MexaHi3Mu: NepexpecHe peary-
BaHHS MiX NYX/IMHHUMW aHTUreHaMn Ta CUHOBIAJ/IbHOIO
00O0JOHKOI0; PYMHYBaHHS «@aHTUAPTPUTMYHOIO» Bap’epa
MYXJIMHOKO 41 IMYHHOIO BigMOBIOAK0 HA NYX/MHY; ayTo-
IMYHHWIA pEeHOMEH, NOB’A3aHWI i3 NimdoumTamu rinepn-
1a30BaHVX NiM@PaTUYHMX BY3iB B OTOYEHHI MYX/IUH.

PeBmatoigonoaibHuin cUHAPOM 3a3BMYaii BUHUKAE
3a 8-12 mic oo maHidecTaLji Heonnasmm M acoLjloETb-
CS1 3 PIBHOMAHITHUMM NyXTMHAMW: OPIOGHOKNITUHHMM pa-
KoM nereHi (Zupancic M. etal., 2008), ageHOKapLMHOMOLO
TOBCTOI KMLLIKW, HAZArOPTaHHWM MJI0CKOKTITUHHUM PakoM;
aeHOKapLMHOMOH SIEYHMKA; HEAPIOHOKIITUHHO KapL-
HOMOIO; PaKOM MOJIO4HOI 31031 BIBCAHOKITITUHHOIO Kap-
LIMHOMOIO, TYOYNIFIPHOIO aAEHOKAPLIMHOMOIO LLTYHKA, BE-
PEeTeEHONOAiGHOI0 KAPLMIHOMOIO.

Tepania nauieHTiB i3 NoNiapTPUTOM NMONsrae B NikyBaH-
Hi, CNPSIMOBAHOMY Ha MPUXOBaHy NMyxnavHy. BioHoBneH-
HS CUMMTOMIB apTPUTY CBigYNTb MPO PELMOVB NYXSINHN
(Zupancic M. et al., 2008).

AminoigHuia apTpuT

CuctemHuin AL-aminoigos xapakreprsyeTbCsl IaTosno-
riYHVIM BigKNaAaHHSIM Ierkvx kanma- 4 namoaa-naHLo-
riB iMyHOrNoOGYiHY B Pi3HMX OpraHax (4acTilie — y HUp-
Kax Ta cepuj). AMinoigHa napaHeonaacTuyHa noniap-
TponaTis XxapakTepu3yeTbCA BiOKNaAaHHAM y Cyrnobax
B,-MikpornobyniHacoLiMoBaHOro aminoiay, Lo He € xa-
pakTepH1M onsa cuctemHoro AL-aminoigoasy.

KaptuHa noniaptputy gyxe cxoxa 3 PA. Tuno-
BUMW € OBOOIYHE ypaXeHHS MIe4oBUX, KOMIHHUX,
npomMeHe3an’aACTKOBMX CyriobiB, 3a3BM4ar BigHOCHO 6e3-
6onicHe. HYactMun KNiHIYHUMM 03HaKamMu € KaprnasbHU
TYHENIbHUI CMHOPOM, NiALIKIPHE BioKIadaHHsa aminoigy,
MaKpOorocia, kapaiomionaris, Hedgponartid. XapakrepHa
BiACYTHICTb P® Ta HopMaribHi piBHI 3anasibHUX peakLiii
(LLUOE, CPB). CvnHoBianbHWI BUNIT HE3amnaibHOro Xapak-
Tepy BkAoYae aminoigHi aeno3ntm (Katoh N. etal., 2008).
MigTBEPANTM OjarHO3 MOXXHA 32 I0NOMOr 00 0OCTEXEHHS
KiCTKOBOIO MO3KY (M1a3mMOoKIiTUHHA ANCKPasid), eNeKTpo-
dopesy nnasmm KpoBi Ta ceui (binok beHc-xxoHca), 6io-
ncii cnHogianbHoi 06onoHku (Faruk S.0., 2012).

MaToreHes nepBnHHOrO AL-aminoino3dy mae 6arato
CNiNIbHOrO 3 NATOreHe30M MHOXUHHOI MIEIOMU, WO Xa-
paKkTePU3YETLCH NPOAYKYBAHHSM aHOMaSTbHMMW KITOHaMM
niasMaTUYHUX KNITUH KICTKOBOIO MO3KY aMinoigoreHHNX
iMyHOrnoGyniHis. [esiki aMiHOKNCNOTY BapiabenbHMX insi-
HOK JIEMKMX JIAHLLIOTIB LX iIMyHOrTI0BYiHiB 3aimMatoTs He-
3BUYHY NMO3ULI0 (TpaHchopMaLis y B-CKPy4yBaHHS), LLIO
BU3HA4aEe CXUIbHICTb 00 (pibpunoreHesy.

Y XBOPUWX Ha NEPBUHHUIM aminioifo3 BMICT niasmartmy-
HUX KJITWH Y KICTKOBOMY MO3KY niasuLlennin oo 5-10%
(npw HopMi 10 4%,a Npy MIENOMHIN XBOPObI — >12%).
MnaamartuyHi KNiTMHY NPOAYKYIOTb NEBHUNM NPEBao0-
YW TUM IMYHOTTOBYIHIB, LLO BUSIBASIETLCS MPY iMyHOTIC-
TOXiMiYHOMY papOyBaHHi. J1erki MOHOKJIOHaUTbHI JTaHLIIOT
nambaa- 4m Kanna-idoTony BUSIBNSIOTLCS B CEYi Y/ KPOBI,
aJie BMICT iX HVDKYMIA, HiXXK MPU MIENOMHI XxBOpOOi (3axa-
poea E.B. n coarr., 2002).

AminoigHa apTponaria acoLOETLCS 3i MHOXUHHOO
Mienomoto, xBopoboto BanbaeHcTpema, B-kniTmHHUMM
nimpomamm.
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MHOXnHHa Mienoma Ta AL-aminoinos3 MaroTb AesKi 0 -
HaKOBI XapaKTePUCTNKN HA FEHOMHOMY PiBHI, a came, ak-
TmBaujs D1 reHa uMKniHy (KUCIni saepHuin Binok akTme-
HonponipepyoHmx KNiTMHU), Lo 3ymosneHo 11:14 xpo-
MOCOMHOIO TpaHcoKaLieto. Bucokogososy ximioteparito
Ta TPaHCrIaHTaLiio ayTONOri4YHNX KIITUH nepudepuy-
HOI KPOBI 41 KICTKOBOIO MO3KY BBaXKalOTb €DEKTVBHUMM
Yy NiKyBaHHI LIMX 3axXBOPOBaHb. [1poTe Ha CcboroaHi Tepa-
Mist LMX ABOX 3aXBOPIOBAHb BUKIMKAE TPYAHOLLL 1 NOoTpe-
Oye OOBroTpMBaSIOro JliKyBaHHS Ta KOHTPOJIO. B ocTaHHi
POKM BNPOBaAYKEHHA HOBUX areHTiB 3MiHMIO CTPATET IO Jli-
KYBaHHS LLLOO0 naniaTMBHOI Teparnii Ha KNiHiYHe oay>XaH-
H8 (Suzuki K., 2012).

BtopuHHa noparpa

KniHi4HO 3aXBOPIOBaHHS NPOSIBASIETLCA CUMATOMaMU
nogarpu i PO3BMBAETLCA BHACAIAOK MiABULLIEHOIO PiBHA
CEeY0BOI KMCNOTU B KPOBI. Bnnabko 10% 3aranbHoi Kifb-
KOCTi 3aXBOPIOBaHb Ha NoAarpy € BTOPUHHUMN.

BTopuHHa napaHeonnacTnyHa rinepypukemisa pos-
BMBAETLCS BHACNIAOK rineprnpoaykLjii Ce40BOi KUCOTH,
LLO € Pe3ysibTaTOM NPUCKOPEHOro MeTaboniamy NypuHiB
npv po3nagj KNituH.

BigMiHHOCTSIMI BTOPUHHOI NOAArpuv €: 0AHaKoBUIA Pi-
BEHb 3aXBOPIOBAHOCTI Cepen, HOJOBIKIB i XXIHOK, MOXUAWIN
BiK NOYaTKy 3aXBOPIOBAHHS, FOCTPI Hanaay He xapakrep-
Hi, paHHS NosIBa TO(PYCIB, aCOLLIIOETLCS 3 MOLLKOAYKEHHSM
HMPOK, 0CTeoapTpo3om (Konshin V., 2009).

MpUYMHOKO BTOPMHHOI NapaHeoniacTUYHOI nogarpu
€ nimponponicpepaTnBHi Ta MIENOAMNCMNIACTUYHI 3aXBO-
proBaHHS.

JlikyBaHHsS1 BTOPUHHOI noaarpu npu imgonponidepa-
TUBHUX 3aXBOPIOBAHHSIX NOSSIrae y A0CArHEHHI 3BUYaNHO-
rO PIBHSA KNITUH Y NepudepuyHiii KPOBI Ta LOCATHEHHS pe-
MICii LLLOOO OCHOBHOIO 3aXBOPIOBAHHS, KOPEKLIii PiBHS Ce-
YOBOI KUCIOTU Y KPOBI.

M’i30BU CUHOPOM

PeBmaTtuyHa nonimianria

Pesmartun4Ha nonimianrisi xapakTepuayeTbCst M’ A30BUM
©onem i cnabkicTio NNeYoBOro i Ta30BOro MNosicy, paHKo-
BOIO CKYTICTIO y LMX rpyrnax M’s13iB, LLO TpmBae noHas, 1 roa,
3a3Buyali y noger noxunoro Biky. JlabopaTopHi 3MiHM
BKJTI0HAIOTb @HEMIIO XPOHIYHOIO 3anasieHHs, NiaABULLEHY
LLIOE. MNpw Gioncii M’s13iB HE BUSIBASIE HIAKVIX 3MiH, M’130Ba
cuna Ta pesynbTaTy enekTpomiorpadii — He 3MiHeHi.

Mprban3Ho 15% BMNaOKiB LbOro CTaHy acoLLKOKOTHCS
3 HasIBHICTIO MraHTOK/ITMHHOIO apTEpIiTy, TOAI 1K 3B’A30K
3 0oHKonatonorieto € cripHum (Saad E.R. etal., 2014). MNpo-
Te J.E. Naschitz (2001) Bnajnse oekinbka atmnoBux 03Hak,
LLIO MOXYTb CBIAYNTM MPO HAsIBHICTb 310SKICHOI MYXJIMHU:
Bik MonoaLe 50 pokiB; 0OMexXeHe Y acCUMETPUYHE ypa-
>eHHs1 TMnoBux 30H; 100 < LLIOE < 40 mm/roa; cnabka ym
HenoBHa BiANoBiAb Ha MOKOKOPTUKOIAN B HU3bKNX [0-
3ax; joBrotpusatodi cumntomum (Racanelli V. etal., 2008).

[MaToreHes ULOro CMHAPOMY HEBIOOMWI, ane npu-
nyckatoTb posib iHTepnelikiHy (IL)-1, ®HIM-a, nonimop-
dism IL-6.

HanyacTiwmmMm HeonnacTUYHUMKU 3HaXigKamm
npv peBMATUYHIN NoAiMianrii € MiENOANCTINIACTUYHI Ta Mi-
enonponidepatrBHi cuHapomMn. CnopaanyHnM € 3B’A30K
i3 MyX/IMHAMM MOJIOYHOI 3a5103U1, KULLIEYHWKY, HUPOK, Nne-
penMixypoBoi 3a5103u. OnmcaHui BUNnaaoK A00posikicHOI

nornan HA NPOBNEMY

KaBEPHO3HOI FrEMaHrioMm NeviHkn, acouinoBaHoi 3 ped-
pPaKTePHOIO A0 NiKyBaHHS PEBMATUYHOO NOIMINTIELD.

JlikyBaHHS Npy NapaHeonIaCTUYHIN PEBMATUYHIN No-
niMianrii TakoX NONArae y 3HULLEHHI NyXJIMHHOIO KJIOHY.
Kpim Lporo, y nikyBaHHi 3aCTOCOBYIOTb CEPEAHI Ta BUCOKI
n03u rnkokopTukoiais, HIM3I (3 06epeXxHicTo), MeTo-
Tpekcar, iHribitopn @HM-a (Saad E.R. et al., 2014).

3ananbHi igionaTuyHi mionatii

Lle rpyna cucteMHmx 3axBOpIOBaHb, LLO BKJTIOYAE Aep-
Maromioaut (OM), nonimioaut (IMM) Ta Mio3nT i3 BKIIIO-
YEHHSIMW.

BuaBneHHa 3109KiCHOro HOBOYTBOPEHHS AK Mpu-
4ymHu MM BMCOKOMMOBIPHE B NepLUi 3 POKM Bif, MOMEH-
Ty BCTAHOBJIEHHS OjarHO3y He3asIeXHOo Bif, CTaTi Ta BiKy,
X04a iCHYIOTb AaHi, LLIO HaMBULLMIM PU3VK CMIOCTEPIraeThb-
cs B ocib Bikom 45-74 poku (Sandhu N.P. et al., 2011).
Y mMarixe Y% naujieHTiB 3i BCTAaHOBIEHMM AiarHO30M «aep-
MartomiosnT» BUHMKAE Heonnadma (Trallero-Araguas E.
etal., 2012). MpnbnmsHo 10-25% Bunaakis M € napa-
HEONAaCTUHHUMM.

[na napaHeonnactuyHoro M 6inbLu xapakTepHi 3a-
rasibHi CUMNTOMW; BiACYTHICTb (peHOoMeHa PeliHo, wena-
KW NOYaTOK MiO3nTy, BULLMIA piBeHb LLIOE (48 mm/rog,
npotn 25 mm/rog nNpu nepsuHHOMY M), BULWNIA pi-
BeHb kpeaTuHdocdokiHazn (KPK) (2840 Oa/n npo-
1 1346 On/n npu nepsuHHomy M) (Pelosof L.C.,
Gerber D.E., 2010).

ICHYOTb NabopaTopHi Mapkepw, ki 3yMOBIIIOIOTb HO-
BOYTBOPEHHS. Lle aHTuTino anti-p155/140, aHTUreHom
[O159 IKOro € TPpaHCKpUnuinHuin dakTop nepepadi (TIF)-1y
(Lundberg I.E., Zong M., 2011). Llein mapkep Ma€e BUCOKY
cneumdivHicTb (95,9%) Ta yyTAmBICTb — 78%. KniHiyHK-
MU O3HaKamMu1 No3nTUBHOCTI 3a anti-p155/140 BBaxalOTh:
TUNOBWIA LLKIPHWIA BUcKun (V-noaibHuii Bucun, reniotpon-
HWIN BUCUN Ta 03HaKy OTTPOHA) i BIACYTHICTb iHTEPCTU-
LNHOT NMHEBMOHII. KpiM TOro, CyTTEBOIO LLKIPHOIO O3Ha-
KOO € NoBa3yya eputema, y GinbLLIOCTI NaLieHTiB Bia3Ha-
YyaloTb M’30BY CnabKiCTb Ta NiasuLLLEeHni piBeHb KDK
(Ohashi M. etal., 2010).

MapaHeonnacTnyHmin M acoLLOETLCS 3 NyXJIMHaAMIN
SIEYHKKIB, MOJIOYHOI 3a/1031, NepeaMixypoBOi 3a5103U, Ne-
reHb, KOIOPEKTASIbHMM PaKOM, HEXOAXKKIHCbKMMM NiMEO-
Mamu; Ha3ogaprHreanbHO KapLMHOMOLO.

Tepanis napaHeonnactuyHoro M ta MM mae 6yt
cnpsiMoBaHa NpoTu NyxavHu. Jogatkosa iMyHOCynpe-
CVBHa Tepanis, Ky 3aCTOCOBYIOTb MPY HENapaHeonaac-
TnyHux M T1a MM, moxe 6yTn KopucHoto. Lia Tepania
BKJIIOYAE MIIOKOKOPTUKOIAM, a3aTionpuH, METOTPeEKCar,
LIMKJIOCTIOPWIH, MikodeHonaty ModeTus, iMyHOrooyni-
HW BHYTPILLHBbOBEHHO. JTikyBaHHS MY NyxX/IMHI 3yMOBJIOE
3HUKHEHHS M. Peunaye [IM cBig41ThL NpO peumaye nyx-
nmHu (Sandhu N.P. et al., 2011).

MiacTeHiuyHuii cuHgpom JlamGepta — IToHa

Hesponoriyni MHC cnovatky onnucyBanncs 9k HEBPO-
JIOTiYHI CUHAPOMM HEBIOOMOI ETIONOTi, LLLO BUHMKAIOTb Ha-
nepeaoaHi AiarHOCTVKY MPYXOBAHOI NyXIMHU. 3a OCTaH-
Hi B2 AECATUPIYYS BiAKPUTO H13KY HEBpONoridHmX MNMHC,
NOB’A3aHNX 3 aHTUTINaMM, CNPSMOBAHMMM NPOTU aHTU-
reHiB, LLLO eKcrnpecye NyxJinHa (OHKOHEBPaUIbHI aHTUTINA).
BoHu Tpannaotbea gocuTb piako (y 1% XBopurx OHKOO-
riYyHOro Npodinto).
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MiacTteHiyHnin cuHapom Jlambepta — ltoHa (MCJI)
NMPOSIBNSIETLCA Y BUMNSAI NPOKCUMasIbHOI M’A30B0i cnab-
KOCTi B H/XHIX KiHLiBKax. CnabkiCTb MOXKe OXOrnsoBatu i
iHLWI rpynv M’q13iB (iHoAj NoTpebye LUTY4HOT BEHTUNSALi ne-
reHb (LUBJT)). MoxyTb BUSBASTUCS NTO3, OpTasibMOrie-
ris, Annnonis (MeHLL BUpaXkeHa, HXX npy MiacTeHii gravis),
aBTOHOMHI MOPYLLEHHS (CyXiCTb Y POTi Ta 04aX, HEYITKICTb
30pY, IMMOTEHLjd, 3anop, 3MEHLLEHHSI MOTOBUAINIEHHS, OP-
TocTatnyHa rinoteHais) (Vedeler C.A. et al., 2006).

LiarHocTurka BktoYae enekTpodisionoriyHi gocni-
I)KeHHs1 Ta BU3Ha4veHHsa aHTuTin (Anti — P/Q — type
VGCC), ki HasiBHi y 85% naujeHTiB. Lli aHTUTINa HasiBHi sk
npw nepeuHHoMy MCJ1I, Tak i B acouiauji 3 myxnmHoto. Mi-
LEeHb LUyX aHTUTIN — BUCOKOMOPOroBi MOTEHLian3anex-
Hi kanbujesi kaHanun (P/Q-type), Wwo 3HaxoaaTbcs y npe-
CUHanNTU4HIN membpaHi. Y naujenTi i3 MCJ1l 3nosikicHi
KIMITUHW MICTSITb @HTUMEHU, LLO IMITYIOTb NOTeHLUian3a-
JIEXHI KanbLEBI KAHAM 1 IHOYKYIOTb MPOAYKLIO aHTUTIN
(Stickler D.E., 2013). BusiBneHHsi uyx aHTUTin nepenba-
Yyae HasIBHICTb NMyXJIMHW Y BinbLue Hix 50% Bunaakis, Hai-
yacTille — APiOHOKMITMHHOIO paky nerexi. Maiike 100%
napaHeonnactuyHoro MCJIl acoujtoeTbCsa 3 aHTUTINAMM
MPOTN BMCOKOMOPOrOBMX MOTEHLaN3aNexXHNX KanabLiie-
BUx kaHanie, 90% nepsuHHOro MCJ1l Takox € No3uTmnB-
HUMM 3a UmMn aHTuTinam (Verschuuren J.J. et al., 1998).

Takox npunyckaeTbcs ponb HLA-B8 y po3BuUTKY nyx-
AmHn npy MCJL. 3nosikicHi nyxnnHn, BusisneHi 'y 141 na-
uienta 3i MCJ1I (Wirtz P.W. et al., 2002), acouitotoTbcs
3 TaKMMU NyxJIMHaMW: NyxivHW nerexbs (112), apidHokni-
TUHHWUI pak (95), nimdoma (7), nerikemis (6), kapumHomMa
nepeaMixypoBoi 3an103u (3), kapumHoma rnotkm (3), kap-
LIMHOMAa MOJIOYHOI 3a/103M (2), KapLMHOMa XXOBYHOMO Mi-
xypa (1), pextanbHa ageHokapumHoma (1), kapumHoma
BepxHboLLEenenHoi 3anoau (1), anoskicHa Tumoma (1),
aHriobnacTtoma (1), metactasm B fiMmdaTnyHMX By3nax,
NepBUHHO HEBIAOMI (3).

NikyBaHHA naujeHTiB i3 MCJ1l mag 6yTn cnpsiMoBaHe
MPOTWX HEOMNa3MM, OCKISIbK CNadKiCTb Ta iHLLIi HEBPOJIO-
riYyHi NPOsIBM 3a3BMYan 3HMKaOTb NPU ePeKTUBHIA NPO-
TUNYXJINHHIM Tepanii BNpoaoBX 6—12 mic. Tunosum ni-
KYBaHHSIM Y LIbOMY pasi € 3aCTOCYBAHHSA LMCMIATUHY
Ta eTono3uay. TakoX MOXHa 3aCTOCOBYBATU MIOKOKOP-
TVKOIAM, a3aTiONPWH, NePEVBaHHSA MNia3Mm KPOBI Ta iMy-
HornoGyniHn BHYTpPiLLHBOBEHHO (Chalk C.H. et al., 1990;
Stickler D.E., 2013).

LWKIPHUA CUHOPOM

ManbmapHuia pacumT i apTpuTt

Hedopmauia KNCTi npy CMHAPOMI NasibMapHOro dac-
LTy TaapTPUTY PaHille onncyBasiacs Sk AePEB’HA KUCTb
(Denschlag D. et al., 2004).

KniHiYHMMKM 03Hakamu € BonicHNIN HABbPSIK 060X KMC-
TEeW, WO PO3BMBAETLCH BHACILOK 3anafieHHs L0J0H-
HOI dacLyi, CyXOXMIbHKX Mixs, APIOHNX cyrnobiB KACTI Ta
nasibLiB (YacTile N’aCTKOBO-(anaHrosi Ta NPOKCUMaTIb-
Hi MibxcdpanaHrosi cyrno6u). Mpm upoOMy 3rHabHI KOHTP-
aKTypu pO3BMBaOTLCS AyXe WBKAKO (Azar L., KhasnisA.,
2013). XapakTepH1M € MOTOBLUEHHS AOIOHHOI dacLiji, LLO
nasibnyeTbes, BinartepasnbHi By3NMKN Ta NMOTEMHIHHS [10-
pcanbHOi NOBEPXHI A0M0Hb Ta nanbujB (Santra G., 2009).
YacrTiwe uen cnHapoM BUSIBASAIOTb Y XXIHOK BikOM cTapLue
55 pokiB. JTabopaTopHi MoKasHUKW (ayTOaHTUTING, FOCTPO-

dazoBi 6inkun, PPO) — HeiHpopmMaTMBHI. PEHTreHoNorivHO
MaTosIOris YacTO He BU3HAYaETLCS, MOXe ByTn nepiapTn-
KyNsipHa OCTEOMNEHis.

JndepeHuinHy aiarHOCTUKy NPOBOASATH i3 KOHTPaK-
Typoto [iontoitpeHa, PA, cknepoaepMmieto, e03nHOMDINb-
HUM bacumToM (ED), crumnatryHoto pednekTopHOo anc-
Tpodieto (Qureshi A.A., Saaverda A., 2011).

MexaHi3am po3BUTKY CUHLAPOMY MasibMapHOro ¢ac-
LUMTY Ta MONiapTpPUTy HE BUBYEHUI, asle NPUNyCKaeTbCA
ponb pibporeHesy, HakTopiB POCTY CroSy4YHOI TKAHNHW
((TGF)-B, dakTop nponidepadii pibpodbnacTis), nopy-
LLIEHHS B rOPMOHaJIbHOMY CTaTyCi Ta ayTOIMyHHUMX peak-
L (B GionTaTax dacuiin 6ynn BUSIBNEH A,ENO3UTU iIMYHO-
rno6yniHis) (Mahoney K. et al., 2014).

CviHgpom nanbmapHoro dacumty Ta noniapTpuTy
ACOLLIOETBCS 3 TaKUMU MYXJIMHAMM: KapLIMHOMA SIEYHU-
Ka, pak KNLLIEYHWKY, NiOLWIyHKOBOI 3aU1031, aAeHOKapLIm-
HOMa LUYHKA, NIEreHi, LMK MaTku, rematonimpatig-
Hi nyxnrHn. Onucanuii BUnaagok NnasibMapHoOro pacumuTy,
O PO3BUHYBCS Ha (POHI 3aCTOCYBaHHS MPOTUTYDEPKY-
NbO3HOI Tepanii (etioHamin) (Haroon M., Phelan M., 2008).

HasiBHICTb LibOro CUHAPOMY BU3HAYaE HECMIPUSTANBUN
MPOrHO3, OCKINbKM YaCTO aCOLIOETLCS 3 METACTA3YHHNMM
nyxamHamu. Cneumd@iyHoro NikyBaHHsI LibOro CTaHy NokKm
LLIO HEMAE, OAHAK OMNMCAaHEe YCniLLHE NiKyBaHHAM NyXJIMHN
3i BMEHLLEHHSIM BUPAXKEHOCTi 260 3HNKHEHHSIM CUMMTO-
MiB pacumty (Haroon M., Phelan M., 2008).

CviIHOpPOM NaHiKyniTy Ta apTpuTy

KniHiYHO naHikyniT NposIBASIETLCA Y BUrNSAj 60MICHMX
BY3/1iB HA HVDKHIX KIHLLIBKAX, piaLle — Ha pykax, Tynybi abo
CNWHI. Ha Wkipi Hag, By3namu MOXyTb YTBOPIOBATUCS BU-
pasku, 3 IK1X HaCTO BUAINSETLCA MacnsHUCTa cybcTaH-
LLiS1 >)KOBTOrO KOJIbOPY. MOXJIMBI NPOSBMN Y BUrISOj apTpUTy
yn aptpaurii (Chee C., 2009). XapakTepHuin noniapTpuT,
3 YPaKEHHSM MaJlvx Ta BENMKMX Cyrniobis, oaHak onvca-
Hi BUNaaKn MOHO- Ta ofiroapTpuTy. HanyacrTiwe ypaxa-
I0TbCS FOMISIKM Ta KOMiHHI cyrnodu. CrHoBianbHa pianHa
Mae He3anasibHUI XapakTep, MICTUTb Kpani Xupy, Lo
YTBOPIOIOTLCS B PEe3ynbTaTi HEKPO3Y XMPY CUHOBIASb-
HOi 060J10HKM. XapakTepHUMM paajorpadidHMM 3HaxXia-
KamMu € AnPY3Hi BOrHMLLIA OCTEONIZY Ta KiICTKOBI ypaXkeH-
HS 32 TUMNOM «3’iAEHUX MiNo», 3BYXXEHHS CyrnoboBoi
LLIAIMHX Ta NepPIoCTUT (HE3aKOHOMIPHO). MoXxnmBi nneBs-
ponepukapauT, nuxomaHka, eo3mHodinia (Goldman L.,
Ausiello D.A., 2007). [cTONOrYHO AiNSIHKM XXMPOBOro He-
KPO3y MICTATb NPUMaPOMNOAIOHI XXMPOBI KNITUHK, WO Xa-
pakTePHO AJ151 LIbOr0 3aXBOPIOBAHHS.

HariBigoMmiLLIOKO TEOPIEKD PO3BUTKY MNAHIKYITY € y4acTb
Y MPOLECi NaHKpeaTU4HUX depmMeHTiB: ninasu, ocdo-
punasu, Tpuncury, docooninasm A, Ta aminasu. Tpun-
CVIH MiABULLYE MPOHMKHICTb MIKPOLIMPKYSATOPHOr O pycna,
LLLO 03BONISE Ninagi Ta aminiasi MPOHNKATU Y XXMPOBI YacT-
KM BILOQ/IEHMX OPraHiB Ta M’ IKUX TKaHWH, BKJTIOHako4m CU-
HOBIaUTbHY 0O0JIOHKY Ta KICTKOBMIA MO30K, a TaKOXX riaporii-
3yBaTW HENTPASIbHNIA XUP Y FNiLEepnI Ta BiflbHI XKUPHI KUC-
JI0TU 3 PO3BUTKOM HEKPO3Y Ta 3ananieHHs (Mahajan S.K.
etal., 2012). MoxnnBo, NPOLLEC 3yMOBJIIOE JIOKasIbHE Nia-
BULLEHHSI B CYrn00ax BifIbHUX XXUPHUX KUCIOT 3 akTuBaLy-
€10 NINONITUYHNX NaHKPeaTUYHNX pepMeHTIB Ha MeMbpa-
HaX KJITUH, SKi IHILJIOIOTb MApoNi3 TPUrNiLepuaiB Y BislbHI
XKUPHI KNCAOTW. MOTiM BifIbHI XXMPHI KUCNOTU MOXYTb NPO-
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HUKaTN y cyrnob i BUKMKaTu roctpuii aptput (Narvaez J.
etal., 2010).

Lleln cuHapom Moxe BUHMKATK B OyOb-AKOMY BiLli, ane
HaMBINbLL TUMNOBMMW € NALEHTX YOJOBIYOI CTaTi cepe-
HbOIO BiKY, SIKi 3/TOBXMBAIOTb asikoronem. ACOLLOETLCA
i3 3aXBOPIOBAHHAMU NiALLITYHKOBOI 351031y 2—3% BUNaa-
KiB: FOCTPUM Ta XPOHIYHUM NaHKPEeaTUTOM, KapLUHOMOIO
MigwayHKOBOI 3a/103U1, KicTaMy NigLWyHKOBOI 3a5103U,
MOCTTPaBMaTUYHM NaHKPeaTUToOM, CUHAPOMOM MakpO-
daranbHOoI akTMBaLi, aHOManigsMu NiALTyHKOBOI 3a51031.

JlikyBaHH4, nepLu 3a BCe, CrpsiMOBaHe Ha HopmaJiza-
Lito pyHKUi NigwyHKOBOI 3an03u. Baxxnnee nposeaeH-
Hs1 aHTMOakTepianbHOI Tepanii Ak NpodinakTka BTOPUH-
HOI IH®EKLU]i, OCKINbKY BUCOKOIO € BIPOriAHICTb PO3BUTKY
Cerncucy y Umx nawieHTiB. IHLwi nikyBasibHi 3axoam BKIoYa-
IOTb MPUIHIYEHHST NAaHKpeaTU4HOI CTUMYSALT (CcoMartoc-
TaTWH NigWKIpHO) Yn Nnasmadepes, ogHak JOCBIL Takoi
Tepanii HegoCcTaTHIN. 3aCTOCYBaHHS MIOKOKOPTMKOIAIB
Ta HM3MM y nikyBaHHI LLKipHKX Ta cyrnoboBMX NposiBiB BU-
aBunoca manoedekTreHUM. LLi npenapati MoxXyTb niue
3MEHLLNTU BUPAXKEHICTb MPOSIBIB, | HE ICHYE A0KA3IB, LLIO Lij
npenapaTty 34aTHi BMEHLUUTY TPUBaNICTb 3aXBOPIOBAHHS
(Narvaez J. etal., 2010).

ByanyBata eputema

Byanysata eputema — HanpO3nOBCIOMKEHILLNIA KIiHi-
KO-MaToIOri4yHNIM BapiaHT naHikynity. TMNoBMM NPOSBOM
XBOPOOU € CUMETPUYHI, BOSIOYI, EPUTEMATO3HI, rapsyi
BY3111 po3mipamu 1-5 cmy giameTpi um Oinblue, 3a3Bnyari
PO3MiLLeHi binaTepasibHO, Ta BGNALLKN Ha KICTOYKaX, FOMif-
Kax i KoniHax, Wo 3’ABNA0TbCSA panToBo. By3nm MOXyTb
31MBaTUCh. IHOA] ypasKeHHS MOXKYTb PO3MOBCIOKYBATUCS
Ha cTerHa, po3rvHasibHi NOBEPXHI PyK, LUNIO Ta HaBiTb 06-
nunyys. Y nebioTi 3aXBOPIOBaHHS By3J1M ICKPaBO-HEPBOHI,
JeLlo NpUnigHATI HAL, LKIPOH, asle Yepes Kiflbka AHIB BOHM
CTatoTb MI0CKMMIM Ta HabyBatoTb LjaHOTUHYHOT O YK ione-
TOBOO KOJIbOPY. Mi3HiLLEe BOHM CTatOTb XXOBTVMM ab0 3ene-
HUMK. Bucnn 3a3Bmnyai TpyBae BIPOA0BX 3—6 TvX. YTBO-
PEHHA BMPA30K HE XapakTepHe OJ15 LbOro 3axsopioBaH-
H$1, 2 BY3/IMKM 3arotoloTbest 6e3 aTtpodii Ta pyoLtoBaHHS.

"oCTpuin NoYaToK By3/1yBaTOI EPUTEMM CYMPOBOAXKY-
ETbCS JINXOMaHKOI0, CNIabKiCTO, apTpaUrieto, kalunem, ro-
NIOBHUM O0onem, 60/1eM Y XUBOTI, ONIIOBaHHAM, Aiapecto.
LLIKipHi NposiBM MOXXYTb AOMOBHIOBATU €NICKNEPUT i drik-
TEHYASIPHUIN KOH' FOHKTUBIT. HevacTMm KiiHiSHMMK Nposi-
BamMU € flimdaaeHonaris, renatocnaeHoMeranisi, iieBpuT.

[lna napaHeonnacTyHOI By3/1yBaTOi EpUTEMU Xapak-
TEPHOIO € TPUBAICTb 3AXBOPIOBAHHS MOHAA, 6 TVXK, MOX-
MBI peumamem Ta cnadka eianosiap Ha Tepanito (Wafa C.
etal., 2013).

Y natoreHes By3/1yBaTOi epuTeMM, HaniMOBIPHiLLE, 3a-
Jy4eHi IMyHHI KOMIMIEKCH, LLO BiAKIaAa0TbCS BCEPeanHI
Ta HABKOJI0 BEHYJ CMOMYYHOTKAHUHHUX CEMT MiALLKIPHO-
ro >upy. Takox 0O6roBOPIOETLCS POJIb BiSlbHUX paaukanis
KUCHIO, 5iKi BUPOBISIOTECS akTUBOBaHMMM HEMTPOdINamm
i NOLUKOOKYHOTb TKaHMHW. HacTka KNiTUH, LLIO MPOAYKYOTb
BifIbHI paayvikanm KUCHIO, Y XBOPUX Ha By3/yBaTty epute-
My NPSIMO 3aJ1IEXMTb Bifl, TSHKKOCTI XBopobu (Requena L.,
Requena C., 2002).

Byanysara eputema acoujtoeTbCA 3 KapLUMHOMOIO na-
paLumTonoaibHoi 3ano3n (Hamzaouia A. etal., 2011), nim-
dorpaHynemMaTo30M, HeXOAXKKIHCLKO NiIMpOMOL0, Nen-
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KO30M, renaToLentoNIsipHOK0 KapLMHOMOIO, KapLMHOMOMO
wmiikn matku (Faruk S.0., 2012).

JlikyBaHHS Ipy NapaHeonnacTUYHIN By3/yBaTii epuTe-
Mi CNpAMOBaHe Ha NiKyBaHHA 3N109KICHOT MyxnvHW. [yxe
BaXIMBWUM Y Tepanii € MNOCTiIbHNIA PeXMM. Takox 3acTo-
coBytoTb HIM3I, kanito rioava, pigle — rioKOKOPTUKOI-
Ou; feski nauieHTy BianosigaTb Ha 3aCTOCYBaHHS KOJIXi-
LMHY; BiA3HAYEHO MO3UTUBHNIM edeKT 3aCTOCYBaHHS Tif-
pokcuxnopoxiHy (Wafa C. etal., 2013).

EosunHodinbHuii pacumnt (xeopoba LLlynbmaHa)

E® — cknepoaepmMonofibHni CTaH, L0 aCOLitOETLCS
3 eo3uHodinieto, rineprammMarnobyniHeMieto Ta NPUCKO-
penHam LLIOE. MoynHaeTbes 3a3B14ai panToBO 3i CKYyTOC-
Ti, HABPSKY Ta iHAYypaLLi HalrvacTiLe Nnepeanniy s Gopmy-
BaHHAM «JIMMOHHOI KipKu». MOXJMBUIA MOMIPHWI MIO3UT
4M APTPUT, CUHAPOM KaprasibHOro kaHasy, Lo 3yMOBNe-
HUIA CKIepoaePMONoaibHMM ibpPO30M (IHAYPALLIVHI LLKIP-
Hi BNSALWKM 3POCTAOTLCA 3 NPUIErNMMU M’a3amm). 3rv-
HaUuTbHi KOHTPaKTYpPU — Ni3Hs o3Haka ED.

JNabopatopHi 3MiHM Npu ED Bkto4atoTb €03MHOMINIIO,
NonikAoHaIbHY raMManartito iMyHornobyniHis IgG, IgM un
IgA, npuckopery LLOE. lNcTonoriyHo ckneposy nignsrae
nepwma, rinogepma, 4acTkoBo ¢ibpo3yoTbes cenTtu, dpac-
uis 3 npunernumMm m’a3amm (Sharon E., 2003).

Y 1974 p. Shulman B13Ha4MB KpUTEPIi, LLO BiAPI3HS-
toTb EXD Big, cknepoaepmMii: YHUKHEHHS! YpaskeHHs! LLKipW
nanbLiB, NEPEBAXAHHS YPaOXKEHHS dacLji, HiXX LUKipW, Bi-
CYTHICTb PeHoMeHy PeliHo (Lebeaux D., Sene D., 2012).

Y natoreHesi ED HapaeTbCs Bevke 3Ha4YEeHHs akTu-
BaLji MOHOHYKJ1IEQPHUX KITITUH NepudepmnyHOI KpoBi, siKi
NPOAYKYIOTb BEJIMKY KiNTbKICTb LMTOKIHIB, 0c00nmBO IL-5,
iHTepdepoHy (INF)-y, TGF-8.

IL-5 akTnBYE MOIOAI €03MHOMINN, CTUMYJIIOE iX XEMO-
Takeuc, pict, andepeHuiauito. INF-y akTmBye TKaHVHHI Ma-
kpodaru 1a T-KNiTuHNW.

Y TKaHMHax KiHLEBMMU KIiITUHaMn — edpekTopamm ¢i-
Opo3y € pibpobnacTn. PibpodIACTM AEMOHCTPYIOTH Nif-
BULLEEHWI piBeHb TGF-B Ta MaTpnyHOi pUOOHYKIEIHOBOI
kncnotu (MPHK) konareHry | Tuny. Takox NpunyckaeTsca
posb IL-6, 10 BNAiNnseTbcsa Npy aerpaHynsLii e03MHodi-
NiB i € NOTY>XXHUM CTUMYSIATOPOM NPOAYKLLT KOnareHy. IHLLi
OOCHIOHNKN MPUNYCKaloTh POJib NEPOKCUOMAHIaHaNC-
MyTasu i TkaHnHHOI NpoTeiHasu (TIMP)-1 (Henning P.M.
etal., 2012).

E® acoujioeTbes 3 MienonposnidpepaTMBHUMM NyXJIMHA-
MU: FOCTPUM MIENOMOHOLIMTAPHUM IENKO30M, XPOHIHHUM
NiMPOLNTAPHNUM NENKO30M, ariacTUHYHOK aHEMIEIO, Pia-
KO — MHOXWHHOIO MIENIOMOI0, B-KNITMHHOIO NiMPOMOIO,
XBOPO0OOI0 XomxkKiHa, T-KNiTUHHOO Jlimpomoto. ConigHi
NyXMHU He € YacTolo npuymHoto EXD. Lle pak MonoyHoi
3as103u1, XopioigasbHa MenaHomMma 3 MeTacta3amMi B KiCT-
Kax, paK nepeamixypoBoi 351031, OPOHX0IEereHEBUIA pak
(Jacob S.E. etal., 2003).

Tepanis napaHeonnacTuyHoro E®, nepw 3a Bce,
cnpsiMoBaHa Ha 60poTLOY 3 MYXJIMHOMO. IHWKMK MeToaa-
MU NiKyBaHHS € 3aCTOCYBaHHS rOKOKOPTUKOIaiB (0,5—
1 Mr/kr/noby) ik MOHOTepanis Y B KoMbiHauji 3 umToc-
Tatvkamm, nynbc-Teparnis MeTUInpPeaHi3ooHoM. MeTo-
TpekcaT y KOMOiHaLLi 3 MHOKOKOPTUKOIAaMM € Tepanieto
nepLuoi AiHii Npy He3aaoBINbHIM BIANOBIAI HA 3aCTOCY-
BaHHS MOHOTepanii rakokopTkoigamn (Lebeaux D.,
SeneD., 2012).
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CxknepopgepmMonopioHi cuHgpomMmu (cknepogep-
misa, POEMS-cuHgpom, cuHapom BepHepa)

Cknepoaepmisi — ayToiMyHHe 3aXBOPIOBaHHS, LLIO 3a-
3BUMYal Bpakae 0Cib cepeaHbOoro Biky Ta CTapLLe i xapak-
TepunayeTbes GibPO3yBaHHAM LUKIPW Ta 6araTbOx OpraHis,
BKJTHOHAIOHM IEreHi, M’31, KPOBOHOCHI CYAMHU, HUPKW. Di-
P03 3aryCKaeTbCA TPbOMA BUAAMM aHTUTIN NPOTK: 1) cy-
60amHnuj A PHK-nonimepasu il (RPC 1); 2) Tonoisomepa-
3un l; 3) ueHTpomepHoro npoteiHy B (Williams R., 2013).

Pak sik nprymnHa ckiepoaepMii He € PiAKICHUM SBULLEM.
[HTepBas Mixk BUSIBNIEHHAM LIX ABOX XBOPOO cArae Bif, po-
KiB 0 AecaTupiy. OgHak iCHyE BUHATOK. Y XBOPUX i3 HasiB-
HicTio aHTuTiN NpoTn PHK-nonimepasu [l npomixxok mMix
[iarHOCTMKOIO paKy Ta CKJlepoaepMii CTaHOBUTb 4 POKW,
3a HagBHOCTI aHTUTIN NPOTK TornoidomMepasu | Y aHTu-
LIEHTPOMEPHUX aHTUTIN Liel iHTepBas HabaraTo AOBLUUIA.
A. Rosen ta cnisaesTtopu (2010) BUSBMAN, LLLO 3pa3KM MyX-
JIH Big, nauieHTiB, no3nTtneHnx 3a PHK-nonimepasoto lll,
MatoTb 4iTki reHeTudHi gedektn POLR3A-reHa, akuii ko-
nye PRC1 cy6oamHumuto PHK-nonimepasnlil. Y aHtn-PHK-
nonimepasa lllI-no3nTrBHMX NaUEHTIB 3i CKIIEPOAEPMIEID
BUSIBNEHO YHIKanbHUA T-KNITUHHWIA cyOTMN, WO pearye
cneundiyHo 3 PHK-nonimepasa lll-enitonom. Omxe, Taka
ayToiMyHHa PEaKTMBHICTb MOSICHIOE NPOTUMYXIUHHY iMYH-
HY BiZNOBIAb, L0 CNPsSIMOBaHa NPOTY NYX/IMHN i3 cOMaTny-
Hoto myTauieto B POLR3A. TakvM YMHOM, BiaOyBaeTLCSA Ne-
pexpecHa iMyHHa BianoBiab. 3 oaHoro 60Ky, Lie 6opoTeha
MPOTU NYXJ/IMHW,a 3 IHLIOro — PO3BUTOK CKI1EPOaEpPMOrO-
nibHoro aytoimyHHoro ctaHy (Goldsmith L., 2014).

[MTyxnmHM, Siki aCOLLIIOKOTLCS 3i CKIIEPOAEPMIEID: pak e-
reHi, CTpaBoxoay, opodapuHreasisHi NyxmHU, Hemena-
HOMHI paKu LLKIPW, NEPBUHHI NYXJIMHW NEYiHKM, MOJIOYHOI
31031, reMaTosoriyHi NyxvHu. BuasneHo, Wo ycniwHe
NiKyBaHHS NMYXJIMHU 3YMVHAE NPOrpecyBaHHs CUCTEMHOI
cknepoaepmii y umx xgopux (Shah A.A., Rosen A., 2011).

POEMS-cuHapoM — pigKiCHE MYbTUCUCTEMHE
ypaxeHHs: P — polyneuropathy (noniHenponarisi), O —
organomegaly (opraHomeranisa), E — endocrinopathy
(enpokpuHonartisl), M — monoclonal gammapathy un
M-protein (MOHOKIOHaNbLHa rammanaria), S — skin
abnormalities (ypaxeHHs wkipu). 3aranbHi CUMITOMMN
BKJ1I04AOTb MPOrpecytody cnabkiCTb pyk i Hir (pyxosa
Ta CeHCopHa Herponarisi), 36iNbLLUEHHS NeYviHkK1 Y1/Ta ce-
NE3iHKN, 30iNbLUEHHS NiIMMATUYHNX BY3iB, KapAiOBaCKy-
NSPHi NposiBx, 60NICHY Aiapeto, MOTEMHIHHS LUKIpW (rinep-
nirmeHTaujio), oeHomeH PelHo, aHriomMu, NOTOBLLEHHS
LLKIpW Ta HAOMIPHWI PICT BOIOCCS (MiNepTprxo3), NOTOB-
LLIEHHST KIHLUEBUX danaHr nasnbui. HanyacTiwow eHao-
KPVHHOIO NaTosIOrieto € rinoroHaan3Mm i riHekoMacTisl, WO
PO3BUBAIOTLCHA BHACTIAOK 3HUXKEHHS PIBHA TECTOCTEPOHY
ab0 MiABULLIEHHS BMICTY NPONaKTUHY. EHAOKPUHHI Nposi-
BW BKJTIOHAIOTb TAKOX MNOTUPEOIAN3M, MOPYLLEHHS BYre-
BOAHOr0 0O6MiHY, HQAHVPHUKOBY HEO,OCTATHICTb, MNoKasIb-
uiemito (Chan J.L. et al., 2006). BaxxmBumm 03Hakamu €
Habpsik 30POBOro HepBa (naninegema), 3aTpruMKa piav-
HW (HaBpPsIKK, MNEBPUT, aCLIMT), OCTEOCKIIEPO3, TPOMOO-
LMTO3 YK noniumTemis. Y Oeskmx nauieHTiB MOXe PO3BU-
BaTUCS PECTPUKTUBHA JIereHeBa NnaToJsiorisi, IereHesa ri-
nepTeH3sis, crnabdkicTb AnXabHUX M’ a3iB.

Y KpOBi Ta cevi XBOpUX BUABNSETLCS M-NpoTeiH, Lo 3a-
3BUYal CkNnagaeTbes 3 nerkmx naduoris IgA ta IgG. Onu-

CaHWI BUNAA0K BUSIBIIEHHS TiflbkK BaXKKMX NaHUOrB IgA
6€e3 HasiBHOCTi aHOMaJTbHMX JIErKMX JTAHLIFOTIB.

MexaHi3M po3BUTKY CMHAPOMY A0 KiHLST HEBIAOMMIA.
Bin3HaveHo nigBuLleHHs piBHiB IL-1B Ta -6, PHO-a. Lli
LIMTOKIHM, @ TakoX ocTeobnact, Makpodaru, NyxanHHI
KNITUHW (BKJIOHAK0HM MIa3MaTuYHI KINITUHKWY), Merakapio-
UMTW/TPOMOOUMTY NiasuLLyOTh npoaykuito VEGF, akuin
NPU3BOAUTL A0 MiABULLLEHHSI MPOHUKHOCTI CYOVH, OTXE,
3’aBNFETbCA HAOPSK, NiABULLYETLCSA €HO0OHEBPAIbHUM
TUCK.

TakoxX MOXJIMBa AeMIENiHI3aLisi, OCKiINbKW MIENIH Mig-
[AeTbCs Aji UMTOKIHIB Ta koMmnnemeHTy (Dispenzieri A.,
2012).

Y popMyBaHHi aHrioM MpuUnyckaeTbLCA Posib reprec-
Bipycy noanHn 8-ro Tmny (HHV-8).

POEMS-crnHOpOM acoLjloETLCS i3 FPYMNoK MOHOKIIO-
HaJIbHUX rammanarTivi abo nnasMakNiTMHHUX ONCKPasiii.
MigTBEPIKEHUI 3B’A30K 3: OCTEOCKIEPOTUYHOIO MIENO-
MO0, MOHOKJIOHaJIbHOIO raMManaTielo HESICHOIO reHe-
3y, MakpornobyniHemieto BanbaeHctpema (M-kanna-
napanpoTeiHeMist). 3B’a3Ky 3 KIaCcMYHOK MHOXMHHOIO Mi-
€/10MOIO HE Bii3HAYEHO.

Ycnix nikyBaHHA NALEHTIB i3 CUHOPOMOM 3aU1eXKUTh Bif,
NiKyBaHHS NPy CYNyTHI MnasMakliTUHHIN auckpagaii. Bine-
LLICTb NALJEHTIB NiKyOTbCA KOMBIHALLIEIO KOHCEPBATUBHOI,
XipypriyHoi Ta af’toBaHTHOI Tepanii. Ha cborogHi OCHo-
BHMMW Npenapartamu B NlikyBaHHi LIbOro CTaHy BBaXKatOTb
rIOKOKOPTUKOIAW, UUTOCTATMKN Y HUSBbKUX J03aX | TPaH-
CrnyiaHTaLilo CTOBOYPOBUX KIITUH NnepudepnyHoi KPoBi.
Onncannin BUNaaoK ycrnilHOro JikyBaHHs GeBavumsyma-
©60oM npu nigsueHoMmy piBHi VEGF. OpgHak, HaBiTb SIKLLIO
naa3MoLmMToMa 4aCTb XOPOLLY BiAMNOBIAb HA NiKyBaHHS —
nauieHT NoTpebye NOAANLLLOIO CMIOCTEPEXEHHS Ta JTiKy-
BaHHS1, OCKi/IbKN AesKi NPOosiBM (HEBPONOTiyHI aedekTn,
YPXKEHHS LLKIPW) MOXYTb OYTU CTINKMMM,

CuHapom BepHepa — cnaikoBe ayTOCOMHO-peLe-
CVIBHE 3axXBOPIOBaHHS, LLIO NPU3BOAUTL 00 NEpeayacHo-
ro CTapiHHS Ta NiABULLEHOr 0 PU3KKY PO3BUTKY 3TI0AKICHMX
HOBOYTBOPEHb YU iHLLMX 3aXBOPIOBAHb 3 MOYATKOM Y My-
OepTaTHOMY BiLli. FONIOBHMMI O3HaKaMK LOr0 CUHAPO-
My €: BinarepanbHa KaTapakTa, LWKIPHi 3MiHW, MOB’A3aHi
3 BIKOM (3MOPLUKM Ha 06/INYYi Ta 3MEHLLEHHS M’I30BOIr0
TOHYCY, MOTOBLUEHHS Ta OrpyBiHHS LLKipW, MTaxonoaioHe
00448, OXKMPIHHA 33 HOJSIOBIYMM TUMOM, HU3bKUIA 3PICT,
PaHHE MOCUBIHHA Y/ BUNAAiHHSA BONoccs (MpuMbnn3Ho
y 20 pokiB), CIMENHI BMMaaKu1 3aXBOPIOBAHHS, MO3UTUBHWI
24-roAVHHNIA CEYOBUIA TECT Ha rianlypoHOBY KMCNOTY. J10-
[ATKOBMMM 03HaKaMU € LyKpOBUIA fjabeT 2-ro Tuny, 3HN-
XXEHHS GEepTUIbLHOCTI, OCTEOMNOPO3, Pak, PaHHI atepo-
CKJ1ePO3, MHyCcaBiCTb rosiocy, nnacka crona (Kudlow B.A.
etal., 2007).

Mpr4rHOO XBOPOOW € MyTaLlisl, LLIO BUHMKAE Y JTOKY-
ci WBRN RECQL2-reHa, sikunin kopye rpyny AHK-renikas
(6epyTb yHacTb Yy NpoLiecax penapadji Ta penikadii). Jo-
cnimkeHHs1 PibpobnacTiB XBOPUX MNokasasio 3MEHLLEHHS
noTeHujauty NoAiy B KyNbTypi KNITUH (BOHW BUYEPMYIOTh
CBili nponidepaTBHUIA NoTeHUian y 3-5 pagis WwBuaLle,
HI>XX KNITUHW 300POBUX A0HOPIB), 10-kpaTHe 30inbLUEHHS
TEMIY CMIOHTAaHHNX MyTaLlilA, 2 TAKOX LLIBUOKE 3MEHLLIEHHS]
LOBXVHKM TenomepHux noetopie (Huang S. et al., 2006).

Mpwn cunapomi BepHepa onvcaHi Taki BUAM paky: re-
MaTosIoriYHi Heona3mm (Nerko3r abo MIENOAMCNACTY-

YKPATHCbKWA PEBMATONOTIYHWUW XYPHAJ o Ne 4 (58) » 2014



Hi CMHAPOMM), KapLIMHOMA LLUMTOMNOAIOHOI 3251031, MEHIH-
rioma, MenaHoma, iHLLi 3N0SIKICHi HOBOYTBOPEHHS LLIKIPW,
capkoMa M’sIKnX TKaHWH, OCTe0CapkoMa.

CneundiyHoro nikyBaHHSA Npu LbOMY 3aXBOPIOBAHHI
He iCHye. 3aCTOCOBYIOTb TiflbKM CUMMTOMATUYHE JliKyBaH-
Hs (Janniger C.K., 2013).

Y 2010 p. 6yno nokasaHo, L0 3aCTOCYBaHHSA BiTaMi-
Hy Cy reHHO-MoaundikoBaHNX MULLIEN i3 xBOpOoOOto BepHe-
pa3anobirae nepea4acHOMy CTapiHHIO Ta iHLLIMM TKaHMH-
HUM nopyLleHHsaM. Bitamin C Hopmanisye piseHb NF-kB,
nigBunLye penapatreHi npouecu (Massip L. etal., 2010).

CYAWHHWUA CUHOPOM

MapaHeonnacTU4HUIA BacKyniT

CyauHHi ypaxkeHHs npu MNMHC BktoyaoTb BaCKynitu:
JNeKouMTOKIacTnYHUM Backynit (JILB), nypnypy LLeH-
nanHa — NeHoxa (MLUI), Byannkosuin noniaptepiit (BIA),
ANCA-acouinoBaHuin Backynit — AAB (rpaHynemaro3s
i3 nonianriitom (BereHepa), MiKpOCKOMiYHWIA NONIaHTriiT
Ta €031HOMINbHUI FPaHyNeMaToa i3 NosiaHriimtom (CUHA-
pom Yapmka — CTpocc)); CyanHHWIA akpasibHUIA CUHAPOM
Ta cmHapom PeliHo.

3N0SKICHI MyX/IMH1 MOXYTb CYNpPOBOKYBATUCH BENN-
KOIO KiNIbKiCTIO PI3HOMAaHITHMX BACKyJI0NaTin, WO Bpaxa-
I0Tb 1K BEHU, TaK i apTepii Oyab-aKoro kaniopy, ane 4yacTi-
LLe ypaxaloTbCs CyanHM manoro kaniopy (J1LB). Cnisic-
HYBaHHA BACKYJIITIB Ta MNyX/IMH BiA3HAYaETLCA Ay>Ke PiaKo
i cTaHoBUTL NPMBNM3HO 5% ycix BackyniTie. Ocobnmeoc-
Tamm NMHC BackyniTiB € XPOHiYHMIA 260 NEPCUCTYIOHNIA Ne-
pebir, pe3aNCTEHTHICTb A0 Tepanii, 0cobMBO y Ntoaei No-
XWJI0T0 BIKY. HacTille BaCKysiTM acoLlol0TbCH 3 reMaTo-
JIOMYHUMI, HiX i3 CONIAHMMN NyxJIMHaMn. Y CBOIO Yepry,
HaWMOLLMPEHILLVMW CONIAHNMN MYXSTMHAMMU, LLIO aCOLjio-
IOTbCSA 3 BaCcKyniTamu, € pak ierei (HeapiOHOKTITUHHWIA),
nepeamixypoBoi 3a1031, TOBCTOIO KNLLIEYHUKY, MOJIOYHOI
31031, a TakoX KapLMHOMa HUPOK. 3a3Buyai CUMMNTO-
MW BaCKySiTy 3HUKAIOTb MPW YCMILLHOMY fliKyBaHHI Nyx/v-
HW, @ PELIAMB BACKyiTy CBIAYNTL MPO peLmamBe abo npo-
rpecyBaHHs Heornna3mu (Solans-Laque R. et al., 2008).

MexaHi3Mm, 32 SK1MM NYXSTUHW BUKSTIUKAKOTb BACKYJIIT, YiT-
KO He BMBYeHMIN. OgHaK NpunyckaroTb, LLO MyXWMHHI aH-
TUreHn MOXYTb YTBOPKOBATU iIMYHHI KOMIMJIEKCH, SKi BiO-
K1aOaloTbCA Ha CTiHKaxX CYOMH i MPOBOKYOTb ayTOIMYHHY
BiONOBIOb NPOTU CYyOMH xassiHa. TakoX He BUKIIIOHAETb-
CSl MOXJIMBICTb MYX/IMHHOI eMOONIi YN BTOPrHEHHST MyX-
JIHW Y CTPYKTYPY CYyOMH. LIMTOKIHK, 1O NpoayKyioThb-
CS1 MYXJIMHOIO, TaKOX MOXYTb OpaTtu y4acTb Y NaToreHesi
(Kathula S.K. et al., 2010).

KombiHaujs JILB i3 nyxnmHoto ctaHoBUTb 5%, BUSIB-
NAETbCA 3a3BM4al y noaen eikom ctapue 50 pokiB, rip-
LM NPOrHO3. YacTiwe acoujiloeTbCA i3 reMaToNorivyHn-
MU (75%), HiX i3 conigHumMmn nyxnnHamm (Wong S.F. et al.,
2012). Y nitepartypi onvucaHi Taki Buam NyxinH: Me3oTte-
nioma naeBpm, CKBAMOSHOKIITUHHA KapLMHOMA JIEreHb,
XPOHiYHUI nimboumTapHuii nerikoad (Lulla P.etal., 2011),
nimpomu, mienogmcnnactniHmin cuHapom (3-5%), Bo-
JIOXaTOKNITUHHUIA NIeNKO3, afeHOKapLuyHOMA LLUJTyHKa
(Mebazaa A. et al., 2010), kapLMHOMa HUPKK, aAEHOKaP-
LMHOMa NepeaMixypoBOi 3a5103u1, afeHoKapLHOMa MO-
JIO4HOI 3251031, enigepmMoigHa KapumMHOMAa, pak eHaoMe-
Tpito, MHOXMHHA Mienoma (Peterlin P. etal., 2011).

nornan HA NPOBNEMY

MporHo3 napaneonnacTtuyHoro JILB, nepiu 3a Bce,
3aN1eXUTb Bid, MOXJIMBOCTI e(peKTMBHOI Tepanii CynyTHLOI
NYXJMHN. AKLWLO paamKanbHe NikyBaHHA MyXIMHM HEMOX-
JINBE — 3aCTOCOBYKOTb MOHOTEPANMIO MIOKOKOPTMKOIAA-
MM abo B MOEAHAHHI 3 LMTOCTaTUKaMW. JleTanbHi Bunaa-
KM YacCTiLle acoLjlotoTbCS 3 MYX/TMHHOIO NPOrPEeCieto, aHixk
i3 BACKyJTOM.

[na MM napaHeonnacTtmyHOi Nprupoay XxapakTepHi
no4YaTok XBOpoOwu y BiLli cTapLue 40 pokiB, HOMOBI4a CTaThb,
ypaxeHHs1 cyrnobiB Ta BiACYTHICTb NonepeaHboi iHpek-
Lii npv neobtoTi.

ICHye pekinbka rinote3 po3BUTKY NapaHeon1iacTNYHoOI
MLUT. 3meHLweHHs eniMiHaLii iIMyHHUX KOMIMEKCIB, HAA-
MipHa NpoaykLuis iMyHOrnobyniHiB, Lo MOXYTb 6e3rnoce-
pPeaHbO pearyBatu i3 CYAMHHOIO CTIHKOIO, a TakoX hop-
MyBaTW IMYHHI KOMMEKCW in Situ 4v UMPKYIOIOYT iMYHHI
KOMMAEKCH, SKi BiaKIaoatoTbCs Y CTIHKaX CyauH. Takox
MOXJIMBA NEPEXPECHA peakLis iMyHHOI CUCTEMU MiX MyX-
JIHHUMW @HTUreHaMmM Ta KNiTMHamMm 340P0BOr0 eniTeNnito.

MHC ML acoujloeTbCa 3 TakuMm NyxinHamm: nimgo-
ma, MiENOANCTINACTUYHMIA CUHOPOM, MHOXWHHA MIENIOMA,
pak npsiMoi KULLIKWX, pak MOJIOYHOI 3251031, pak BpoHxa,
pak HMPKK, pak NepeamixypoBoi 3as103u, LWBAaHOMA, pak
LUYHKA, pak TOHKOro kmwe4vHuky (Fox M.C. et al., 2008).

JlikyBaHHS BKJIIOHAE 3aCTOCYBAHHS MTIOKOKOPTUKO-
iaiB, aHTUMaNApINHKMX NpenapartiB Ta iHriGiTopiB Kasb-
uMHeBpUHY. OgHaK BBAXXAETLCS, WO LUMTOCTATUYHA Te-
panis npwu MLUI 6e3 cynyTHBOro nikyBaHHS NyXJIMHN He-
edektmBHa (Podjasek J.O. etal., 2012).

CumnTomu napaHeonnactuiHoro BIA € Takumin X,
K i y nauieHTiB 6e3 CyrnyTHbOro OHKOJIONYHOIr0 3aXBOPIO-
BaHHs. OgHak xapakTepHuM € noyatok BIA y Bili cTap-
we 60 pokie, 100% ypaxeHHs LKipU, XPOHIYHO-peum-
OVIBHWI nepebir BackyniTy, noraHa BignoBiab HA LMTO-
CTaTuyHy Tepanito.

IHTepBan Mmixk novyatkom BIMA Ta BUSBNEHHAM MyX/IMHN
CTaHOBUTb Bif, AEKINIbKOX MICALIB A0 2 POKiB. HAK i Npwn iH-
LLMX NAPaHEONIACTUYHMX BACKYITax, HacCTiLLle BUSBASIOTb
remMaTtosoriyHi NyXSIMHU: MHOXWUHHY MIENIOMY, HEXODKKIH-
CbKY NliMpOMY, MIENOANCTINACTUYHNM CUHOPOM, pigLue —
CONIOHI NYXJIMHN: paK LLNYHKA, paK fiereHi, aHrioMmaToigHy
@ibposHy (Racanelli V. et al., 2008).

AAB napaHeonnacTU4HOI NpMpoav BUSIBNSIKOTb Ha-
3BMYAHO PiaKO, aCOLLiOIOTLCA 3: FeMaTOIONYHUMM NyXJIN-
Hamun, pakom ToBCTOI kmikn (Watts R.A., ScottD., 2012),
KapLHOMOIO JIEreHi, LLNYHKa, HUPKKX, NepeamixypoBoi 3a-
11031, renaTouesntonapHoto kapumHomoto (Diez-Porres L.
etal., 2005), HegndepeHLINoBaHO aaEHOKaPLIMHOMO
cepepocTiHHg (RimoldiL., 2012). Backynit 3H1Kae npwu fi-
KyBaHHi upknopochamifiom, MoKOKOPTUKOIAaMK Ta npn
XipypriyHomMy BraaneHHi nyxnvHm (NavarroF. etal., 1994).

MapaHeonnacTUYHUIA aKkpasibHUA BaCKyNSPHUMA
cuHgpom (MABC) — dpeHOMEH, LLIO PiaKo BiA3HAYAETb-
€5 Ha POHi 3M105KICHMX HOBOYTBOPEHD | XapaKTepU3yeETbCS
PO3BUTKOM peHOMeEHY PENHO, raHrpeHy nasbLLB, BUpas-
KyBaHHS KIHYMKiB NasibLLiB, NiHIMHMX NIOHINMMbOBUX remMopa-
riviTaakpocnepogdy (Kim J.W. etal., 2003). BepxHi kiHLiBKM
ypaxaloTbcs y 94% Bunakis, HVDKHI — 'y 30%.

O3Hakamu,LLO BiAPI3HSAIOTb LIeV CTaH Big, NePBMHHOIO
PEBMATOSIONYHOIO NPOLIECY, € BiK MOYATKY 3aXBOPIOBAH-
Hs cTaplue 50 pokiB, aTUMOBE YPaXXeHHS NasibLLiB, 0aHa-
KOBa 4YacTOTa BUSIBIEHHS 1K Cepep, HOMOBIKIB, Tak i cepeq,
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XIHOK, crnabka BifnoBiab Ha 3aCTOCYBAHHSI MIOKOKOPTU-
KOIfjB Ta Ba3oaunaTMBHNX areHTiB.

IMpOrHO30BaHNMM MEXaHI3MaMK PO3BUTKY LibOro CTa-
HY € BiZKnagaHHs iMyHHUX KOMIMJIEKCIB, LLO MICTATb MyX-
JINHHI @HTUrEHW, Y CTiHKax ApPIOHMX CyauH i3 NocninoB-
HVIM PO3BUTKOM iLLEMIT; NyXJIMHHA IHPINbTPaLUis LUMAHOIO
CNNETIHHS Ta BUAIIEHHS BA3OKOHCTPUKTOPHMX PEYOBUH;
6e3nocepenHs iHBasis eHJoTenNito NYXIMHHUMK KIiITUHA-
MW Ta rinepCeHCUTMBHA PeakLLisl; akTuBaLis Koarynsuji Ta
TPOMOOLIMTIB.

3asBuyain NMABC nepenye BUSBAEHHIO MyXJTNUHA
3a 1-38 wmic (y cepeaHbomy — 10 mic). Possutkom NMABC
CYMNPOBOOKYIOTLCH YacTiLLe ConiaHi nyxnnHn (41%): ape-
HOKapPLUMHOMM LLNTYHKOBO-KMLLIKOBOIO TPAKTY, a0eHOoKap-
LIMHOMA NIEr€Hi, pak iE4H1Ka, pak Tina MaTku, enigepmoi-
Ha kapuvHoma ronosm Ta wui (Bachmeye C. et al., 2013);
18% remaTtonoriyH1x 3axBOpPOBaHb: iMdpoma, NeNKeMis,
naasMoumMToMa.

JikyBanbHi 3axoaun, cnpsamMosani npoTtu NABC, Bkto-
YaloTb 3aCTOCYBaHHS MIOKOKOPTUKOIAIB, MPOCTALMKITI-
HY BHYTPILLIHBOBEHHO, HN3bKOMOJIEKY/IIPHOMO renapuiHy,
aueTuncaniumnoBOi KUCNOTW, JIOKASIHO HITPOrNiLepuHy
Ta 6nokaTopiB KanbLUjeBMX kaHaniB. OaHaK HANOJEBILLOWO
Tepanieto npu NMABC 3anMwaeTbCs ycnilHe NikyBaHHS
nyxnmHu (Kopolovich D.M. et al., 2013).

MapaHeonnacTu4Huii cuigpom PeiiHo (MCP)

O3Hakamu napaHeonnacTUYHOI eTioNOrii CMHOPOMY
PeinHo € panToBuia, LLBUAKO MPOrPeCyoHni NoYaTokK 3a-
XBOPIOBAHHS, TSXKKE aCUMETPUYHE YPAXKEHHS nanbLyiB,
piBHa 4YacTOTa YPaXeHHS SK YOJOBIKIB, Tak i XIHOK, cTap-
LU BiK BUHMKHEHHS CUMITOMIB, BiACYTHICTb nabopa-
TOPHWUX 3MiH, HEOOTSXXEHNI aHaMHES 3 BOKY TPOMOOEM-
OOMiYHMX YM/Ta CUCTEMHUX 3axBoptoBaHb (Morrone A.
et al., 2007). KaningpockoniyHi 03HaKu, §Ki BUSIBISIOTb
npw NCP, He BiOpI3HAIOTLCA Bif, 3MiH Y KaningpHOMY pycrii
npv peBMaTnYHMX 3axBoptoBaHHsX (Lambova S., Muller-
Ladner U., 2013).

MpPOrHO3yeTbCa AeKinbka MeXaHi3MiB PO3BUTKY AMri-
TaNbHOI iLWeMii Ha POHI 3109KICHOI NyxnHK: 1) iHAYKUIS
Ba30Cna3My: CuMnaTimyHa rinepakTMBHICTb; KPIornooyri-
HeMist; iIMyHHI KoMnnekcy; 2) iHayKList eMOosiYHOro CUH-
[OpOMYy: BaCKyiT; CTaH rinepkoarynswji; aHtudocdoninis,-
Hi @HTUTING; KAXEKTUHHWIA EHO0KapanT.

PosBuTOK CHAPOMY PEMHO OnmMcaHmnii npm Takmx rnyx-
JIMHAX: KAPUMHOMA JTEreHi, LLIMYHKA, TOBCTOMO KULLIEYHUKY,
TOHKOIO KMLLIEYHWKY, NiALLTYHKOBOI 3251031, MaTKu, SeY-
HUKA, HNPKW, BEPXHBOLLIENIEMHOI Na3yXu, MOIOYHOI 3a/10-
31; MHOXVHHA MIENTOMA; MENaHOMa,; erkemis; nimpoma.

Y nikyBaHHi 3aCTOCOBYIOTb Ba3oauiaTUBHI npenapa-
T (6110KaTOPU KanbLJEBKMX KaHaB, MPOCTaLMKIIH, HITpa-
TN), FNIOKOKOPTUKOION, HU3bKOMONEKYNSPHUIA FrENapyiH,
aueTmncaniuunoBy KMCAOTy. 3a3suydan cumntomm MNCP
3HMKAIOTb MNP YCNiLUHOMY NikyBaHHi nyxninvHu (Ashok D.,
Baguley E., 2008).

PEBMATOJIOIYHI MHC IHWOI NPUPOAU

BosuyakonogioHuii cuHapom

BoB4akonoaibHuin CUHAPOM BKJIKOHAE NPOSBM NOSi-
CeposunTy, CUHAPOMY PelnHO Ta HasiBHICTb aHTUSIAEPHNX
aHTUTIN Y nopocnux naujeHTie (Racanelli V. et al., 2008).

LLIKipHi nposiBM BOBYakonoaibHOro CUHAPOMY 3a-
3BMYal NPOSBNAIOTLCS Y BUMISAI NiArOCTPOro BoBYaka,

npuy KoMy 3’ABNSIOTLCS Many/IoCKBaMO3Hi abo KinbLie-
noaibHi epuTeMaTosHi nanynu Ta GMaLWKK, Lo NyLaThb-
csl, He 3anuwwatoum nicns cebe pybuis. 70-90% naujeH-
TiB BiAMi4atOTb GOTOCEHCUTUBHI NMPOSIBM Ha PO3rvHasb-
HWX MOBEPXHAX PYK, MAEYEN, LN, FPYAHOI KIITKM Ta CMIUHA.
CeponoriyHo y 70% naujeHTiB BUsiBNSOTb anti-Ro/SSA
Tay 35% — anti-La/SSB.

OcobnMBOCTAMK NapaHeoNIaCTUYHOIO MiArocTPoro
LLIKIPHOIO BOBYaka € CTapLUMIA BiK PO3BUTKY 3aXBOPIOBAH-
HS1, PIBHOMIPHMIA PO3MOAiN Mixk 0bomMa CTaTaMMU.

MigrocTpuin WKipHWIA BOBYaK NMOEOHYETLCS 3 TakKMMM
MyXJIHAMW: JIETr€Hi, NEYiHKMN, LLTyHKA, rOJ10BU Ta LI, MaT-
K1 Ta MOJI04HOI 3a5103u, nimdoma XomkkiHa (Evans K.G.,
Heymann W.R., 2013), meHiHrioma (Racanelli V. et al.,
2008). CumnTomm nonicepo3nTy, deHomeHy PeliHo Ta Ha-
ABHICTb @HTUHYKJIEAPHWX aHTUTINT ACOLLIOETLCHA 3 PaKOM
SIEYHMKA Ta MOJIOYHOI 3aU1031; BONIOXATOKNITUHHM NEN-
ko3oM (Racanelli V. et al., 2008).

3MEHLLUEHHS BUPaXEHOCTi Yn/Ta 3HUKHEHHST CUMIM-
TOMIB BOBYaKOMOAIGHOr0 CUHAPOMY CMOCTEpPIiraeTb-
CH NP YCNiLWHOMY NiKyBaHHI NYX/IMHW, 3arOCTPEHHA —
npv peunaysi NyxJnHu.

Cvingpom pednieKTOpPHOI CMMMNAaTUYHOI AUCTPO-
¢ir(CPCA)

CPC[L nposiBnsieTbcs y BUMNSIAi Pi3KOro, NeKy4oro Xpo-
HIYHOMO perioHaNIbHOro DO HacaMnepen,y nneyax, py-
Kax, KNCTSIX, NasibLsix, A0NOHSX. IHOAI Binlb BUHMKAE B 000X
Horax abo B 04HOMY KOJliHi 4/ Ky/bLLIOBOMY CYrio6i; onu-
CaHi BUNaaKu 3aly4eHHs1 B NaTosoriyHmi npoLec Tynyba
Ta 065m4ys. LLikipa Hag, 3anydeHnmim cyrnobamm Habpsi-
Kna, rapsiqa, 6nmckyya, oyxe dyTnvea [0 Xosnody i Tenna
(LuKipHa riNepCeHCUTUBHICTb), MOXe 3MIHIOBaT KOIP (ri-
nepemisi, aenirMeHTaujq), NOTOBUANIEHHS.

Buainaiots Tpm CTagji po3BUTKY LibOr0 3aXBOPIOBAHHS:

1.[ocTpacTagjs, Konm 3’ aBNSeTbcs biNb,HabPsIK, 3ana-
JIEHHS1, HA PEHTTEHI BUSBASIOTb NIIMUCTUM OCTEOMNOPO3.

2. dnctpodivHa ctagis, konn 3’aBnsieTbes atpodis
LLKipW Ta TKAHWH, KOHTPaKTypu cyrnobis, ondysHuii oc-
TEornopos.

3. AtpodivHa cTagis. binb cTae MeHL BUpaxkeHnM,
0CO06/IMBO MPY HE3HAYHMX aKTUBHUX pyXax, HbX Npu na-
cuBHUX (Marshall A.T., 2000).

CepepnHiin Bik 3axBoptoBaHocTi Ha CPCL, — 55 (27-
79) pokiB, 3aXBOPIOBAHHSA NPEBaIlOE Cepen, XiHOK
(Mekhail N., Kapural L., 2000).

MexaHi3mM po3BUTKY 3a3HAYEHOr0 CTaHy [0 KiHUS He-
BiDOMUIA. ICHYE aekinbka Teopil, 3rigHO 3 AKUMW BUHUKAE
HaaMipHe noapasHeHHs Ta 30yaKEHHS HEPBOBOI TKaHW-
HU (riNepakTUBHICTb CUMMATUYHOI HEPBOBOI CUCTEMN)
i PO3BMTOK 3anasibHOI peakLi (BUBIIbHEHHS HOpaapeHai-
HY i3 NOCTraHrNiOHaPHNX HENPOHIB CTUMYJTIOE BUBISIbBHEH-
HS NpocTarfaHaviHie). HanvacTiwe Tpmyrepamu € TpaBsMu,
[ereHepaTtuBHI apTPUTK LIV, NeYEN, TYHENbHUIA CUHA-
pPOM, 3aCTOCYBaHHS1 NPOTUTYOEPKYILO3HNX Npenaparis
(i3oHia3np), 6apbiTypaTiB, LMKIOCMOPUHY, TakposiMycy
(Shiel W.C., 2014). Bigomi Bunaagku po3sutky CPC/L, sk
MHC. Y uboMy pasi NpunyCcKaeTbCA NOAPA3HEHHS CKIa-
[OBUX CMHHOMO MO3KY (3ip4acToro raHrito Yn njae4vo-
BOrO CM/eTiHHA) 260 nepndeprnyHX HEPBOBMNX BOSTOKOH
rYMOPJIbHUMU MYXJIMHHUMW DaKTOPaMU, O 3HUXKY-
I0Tb MOPIr YYTAMBOCTI NEPUPEPUHHNX MEXAHOPELIENTO-
piB Ta NiaBULLYIOTb ePEPEHTHY CUMMNATUYHY iMMYIbCALLIIO.
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MokazoBunM y LIbOMY BUMaOKY € BiACYTHICTb icTOpIi none-
penHix TpaeM ym onepauiri (Mekhail N., Kapural L., 2000;
Bal C. etal., 2012).

Y natoreHesi CPC/LL, BBy pOsb Bifirpae BUAiNEH-
Hs ageHo3uHTpudocdartasun (ATD), aka € KoTpaHCMi-
TEPOM i3 HopaZpeHasiiHOM Ta HenponenTaom Yy pos-
BUTKY OO0 Ta BUAINEHHI NpocTarnaHavHie. ATD moxe
BMPOOASTUCS KNITUHAMU NMYXJIVHU, WO MOXE NOSICHN-
T1 po3BuTOoK CPC/, Ha paHHixX cTagjsx po3BUTKY MNyXNHA
(Prowse M. et al., 1989).

Onucani Bunagkmn CPC/, o acoLjiioloTbCs 3 pakoMm
MOJ104HOI 3271031, CKBAMO3O0KJTITUHHOI KapPLIMHOMOIO Jie-
reni (Mekhail N., Kapural L., 2000), pakom TOBCTOro Ku-
LLEYHMKY, pakoM siedHukiB (80% — GinaTepasnbHe ypa-
YKEHHS1 BEPXHIX KiHLLBOK), pPakoOM BYJ/bBW Ta LLUMNKW MATKW
(ypakeHHst HXKHIxX KiHLiBoK) (Mekhail N.,Kapural L., 2000),
pakom MiagLyHKOBOI 3a51031, MIENOIOHVM JIENKO30M.

JlikyBaHHS nonarae y 3aCtoCcyBaHHi XipypridyHOi CUM-
naTekToMii, 6y1okaaM CUMNATUYHWX FaHriiB, ryaHitnam-
Hy (3anobirae BMBINbHEHHIO KOTPaHCMITEpIB). BinsHaua-
€TbCs No3uTnBHaA anHamika CPC/, npu ycnituHOMY fliky-
BaHHi nyxnnHKM (Lachmann E. et al., 1996).
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NAPAHEOMJIACTUYECKUE CUHAPOMbI
B PEBMATOJIO'MA

U.A. Nanunenko, C.N. [xkynan

Pestome. OcBelaetcsi npobsiema BTOPUHHBIX PEB-
MarosI0rn4eckmx npPosIBAEHUN 3/10Ka4€CTBEHHbIX
Oryxosevi pa3How npupoak! 1 aokamsaumy. Onvca-
Hbl KITMHUYECKUE MPOSIB/IEHWNS, MEXaHU3Mbl Pa3BU-
TUSI 1 OCOBEHHOCTY Tepariv rnapaHeoriaCTM4eckoro
CUHAPOMA: runepTPoOPUYECKO 0CTeoapTponaTu,
peBMaTougonogobHOro cUHAPoOMa, aMusIougHOro
apTpuTa, BTOPUYHOV roAarpbl, PEBMATUHECKOM M0-
JIMMWaIriv, 4epMaToMmo3nTa,/rmoJimmMmo3nTa, Mma-
CTeHn4eckoro cuHapoma Jlambepta — VitoHa, nasib-
MapHoro acuyuTa v apTputa, CUHAPOMA NaHHVKYJ -
Tau apTpuTa, y3/10BaToM 3pUTEMbI, 303UHOPUILHOO
¢acuuta, ckiepoaepmMornogobHoro cuHapoma, na-
paHeorn1IacTU4eckoro BackyJsmTa, rnapaHeoriaciv-
4YeCKOro akpasibHOro BacKyJsisipHOro CUHAPOMa, CUH-
Aapoma PeriHo, BO/14aHOYHONoA0OHOro CUHApoMa,
CUHAPOMAa PEPIEKTOPHOM CUMMATUYECKOV pegriek-
TOPHOU ANCTPODUN.

KnioueBbie cnoBa: napaHeonnacTUieCcKmin
CUHOPOM, PEBMATOSNIOrMYECKMNE 3a00NeBaHUS,
3/10Ka4eCTBEHHbIE OMyXou.

RHEUMATOLOGICAL PARANEOPLASTIC
SYNDROMES

I.A. Palienko, S.I. Dzhulai

Summary. In this article we have covered the problem
of presentation occult malignancy in form of secondary
rheumatologic diseases. Clinical features, pathophysi-
ology and therapeutic specificity of paraneoplastic: hy-
pertrophic osteoarthropathy, carcinoma polyarthritis,
amyloid arthritis, secondary gout, dermatomyositis
and myositis, Lambert-Eaton myasthenic syndrome,
palmar fasciitis and arthritis, panniculitis and arthritis,
erythema nodosum, eosinophilic fasciitis, scleroder-
ma-like syndromes, paraneoplastic vasculitis, para-
neoplastic acral vascular syndrome, Raynaud’s syn-
drome, lupus-like syndrome, reflex sympathetic dys-
trophy syndrome have been described.

Key words: paraneoplastic syndromes,
rheumatological diseases, malignant tumors.
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