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nNOrnaa HA NPOBNEMY

NAPAHEONJIACTU4HI
CUHAPOMMW B PEBMATOJIOTII

Bucsitnioetscs npobnemMa BTOPUHHNX PEBMATOJONYHNX NPOSIBIB 3/105KiC-
HUX NYXJIMH PI3HOT npupoau Ta nokanisadii. OnnucaHo KniHiuHi nposisu, Me-
XaHi3mMun pO3BUTKY, 0COONMBOCTI Teparnii napaHeonnacTU4HOro CUHAPOMY:
rinepTpo@iyHOi ocTeoapTponarii, peBMaToigonoaibHOro CUHAPOMY, aMino-
IAHOro apTputy, BTOPUHHOI nofarpy, pesMaTudHoi noniMianrii, gepmaro-
MIO3UTY/NONIMIO3NTY, MiacTeHiyHoro cuHgpomy Jlambepra — Itona, nanb-
MapHOro pacuunTy i apTpUTy, CUHAPOMY NaHIKyNiTy Ta apTPUTY, BY3/1yBaTO!

eputTemu, e03nHOQPiNLHOro acunTy, CKIepoaepMonogiOHoro CUHAPOMY,
napaHeonnacTUYHOro Backynity, NnapaHeonnacTMyHOro aKpasibHOro Bac-
KYNISIPHOrO CUHAPOMY, CUHAPOMY PeliHO, BOBYakonogibHoro CUHOpoMy,
CUHLPOMY CUMMNATUYHOT pedreKTOPHOI AucTpoQii.

MapaHeonnactwynuni cuHapom (MHC) — kniHiko-
nabopatopHWiA NPosB 3N0SKICHOT MYX/IMHW, 3yMOBIIEHWIA
He il NOKaIbHUM 4YM METACTaTUYHMM POCTOM, a HECNeum-
dbivHMMKM peakuisaMm 3 60Ky PisHNX OpraHiB | cuctem abo
€KTONIYHOIO NPOAYKLIEI0 MYXJIMHOIO 6i0N0riYHO aKTUBHUX
PEYHOBWH.

Mepwa 3rapka npo NHC patyeteca 18390 p., konu
¢dpaHuysbkuii nikap M. Auche BnepLue onucas 3B’A30k
MDK 3/T0SIKICHOIO NYXJIMHOIO Ta po3nagamu y nepudepuy-
Hill HepBOBI cucTemi (Santacroce L. et al., 2012).

MHC ByHukatoTb Yy 8% nioaeii 3 OHKONOrYHMMK 3a-
XBOPIOBaHHSAMM, HaluacTille — npy ApiGHOKNNITMHHOMY
paky nereHi, MOSIOYHOI 3a5103U, MPU MHEKOSIOTNYHUX MyX-
JINHaX Ta 3M10AKICHNX HOBOYTBOPEHHSAX KPOBOTBOPHOI CUC-
Temu. MHC MoxyTb NepenyBaT NOsIBi NyX/IMHW, BUSIBNS-
THCA NPW HasBHI NyxnmHi abo npwn po3BUTKY il peumamBsy.
3asucnoenioeaHHsaM €.M. Tapeegsa, NHC HecyTb B opra-
Hi3Mi «CTOPOXOBY DYHKLIO» K MapKepu MyXJIMHHOIO NPo-
LIECY, WO Has3piBae.

Mpu NMHC moxyTb ypaxkatucs 6yab-siki opraHn Ta cuc-
TeMu, aUle HanyacTie — eHAOKPUHHA, HePBOBA, KPOBO-
TBOPHA CUCTEMM, LLKIpa, Cyrnobun Ta M’a3u.

MatoreHe3 po3suTky NMHC 3annwaeTbes Ao KiHUA
He BuB4YeHUM. V. Racanelli Ta cnisaBTopm (2008) 3anpo-
MOHYBaNM TP MOXJTMBUX MEXAHI3MW MO0 PO3BUTKY:

e [THC Ta 3nosikicHa Nyx/1MHa sIK pe3ynsTaT gji Cnifb-

HOrO NPOBOKYIOYOIro ¢akropa (Bipyc TOLLO);
e [MHC po3BuBaeTsca 6e3nocepeHbo K BiOnoBiob
Ha NpoayKyBaHHA MYyX/IMHOIO 3aMasibHUX LUTOKIHIB;
¢ [MHC sk peakuist rinep4yTAInMBOCTI Ha Yy>KopiaHi 6in-
K1, L0 eKCrpecye Ta BUpobnsie nyxivHa.

Yactmmu cepen, INHC e peBMaTonorivyHi Mackm OHKONO-
rYHUX 3aXBOPIOBaHb. Lie pisHOMaHITHI CMHAPOMM Ta CUMIN-
TOMOKOMIJIEKCH, LLIO MAIOTb CMiNbHi pycy 3 andys3HuMn
3axBOPIOBAHHSIMW CMONYYHOT TKAHMHW, MeTaboNMHUMK
apTponarisiMy Ta iHLIMMW 3aXBOPIOBAHHSAAMU KiCTKOBO-
M’s30BOi cuctemu (Jlasosckuc U.P., 1981; Werep 1.,
1986; Aeopeuxuii 10.C., 2000; OepesiHkumH 10.C., Tepe-
wenko I0.A., 2003). ix aHanisy npucBsMEHWiA el ornaa,

CYrnos0OBWA CUHAPOM

ApTpUTaM NyXIIMHHOIO reHesy NpuUTamMaHHi rocTpuin
NMoOYaToK, aCUMETPUYHE YPAKEHHS BEPXHIX YN HKHIX KiH-

uiBoK. Mpuy uLOMY CyrnoGOBWIA CUHAPOM MOXE NOEAHY-
BaTUCH 3 iHLLMMW NapaHeonacTU4HMMKU NPosiBamu (ce-
PO3UT, NMXOMaHKa, YPaKeHHS LLKIpK, 3cyBu nabopatop-
HX MOKA3HUKIB).

3assunyaii cyrnobosuii NMHC nepenye piarHoCTULI
3/105KICHOT NYXJIMHW Ha AeKinbka MicauB (00 2 pOoKiB) 4m
3'ABNSETLCH NPY peunauvsi Heonnasmu (boptHasa T.H.,
2010).

MnepTpodiuHa ocTteoaprTponaria (FTOA) (xsopoba
IM’epa Mapi — bambeprepa)

BeakaeTbcs HaNBINbLL TMMIOBMM Ta YACTUM NPOSIBOM
MHC ujei rpynn. MpubnuaHo 90% Bunapakis Wiei naTono-
rii € NnapaHeonnacTM4HNMM. ICHye Takox nepBuHHa MOA,
LLO Mae Ha3BY 1axigepmMonepiocTos.

FOA xapakTepu3yeTbCsl NOTOBLUEHHAM ONCTaIbHMX
danaHr nanbuiB pyk abo Hir 3a Tunom «6apabaHHmx na-
JINYOK» Ta 3MIHWM HIrTiB 32 TUMNOM «rOOUHHUKOBUX CKe-
neub». B OCHOBI 3aXBOPIOBaHHS NIEXATL ABULLA NEPIOCTU-
Ty T2 HOBOYTBOPEHHS KiCTKOBUX CTPYKTYD. NposiBnsieTLC
CUNbHUM neky4uM 6onem y KicTkax KiHUiBOK, 0cobnun-
BO BEPXHiX, HABPSIKOM i TYTOPYXOMICTIO Cyrnio6iB nasb-
LiB, M’A30BOIO CNabKicTIO, LNIHAPUYHUM PO3LLUMPEHHSM
AVCTaNbHOI TPETUHU KiHLIBOK, LLIO 3yMOBJIEHO PO3BUTKOM
LLNBHOO HABPSIKY TKAHWH i3 MOYEPBOHIHHAM LUKIPW Ta MiC-
LIEBMM MiABULLIEHHSIM TeMnepaTypu Tina. Moxnmei Lwkip-
Hi NMPOsBY Y BUIMAA NOPYLUEHHS PyHKUIT LUKIpHUX 3an03
(axHe, rineprippo3, cebopes); orpybiHHA puc 06n4Ys,
LMNiHAPWYHI FOMINKV (C/IOHOBA HOra), MTO3 BEPXHIX MOBIK,
cknapyacTa naxigepmisi. CUHoBianbHa pigvHa Mae He3a-
nanbHUA xapakTep.

OcobnueocTi napaHeonnacTU4HOT FTOA — CUNbHWIA
6inb y KicTKax Ta LUBUOKO NPOrpecyloymin nepebir, xsopo-
6a 4acTo CYynpPOBOMKYETLCA MHEKOMACTIEIO.

PeHTreHonoriyHo BUABNSIOTL NepiocTanbHi Hawa-
pyBaHHA Ha gjagisax, yacTile — Y KiCTkax rnepenrivys
Ta roMifiku, ypaskeHHs1 3a3Bnyaii CUMeTpuYHi. B aHanisi
KPOBi YaCTO NMPUCKOPEHa LBWAKICTb OCiAaHHA epuUTpo-
uutis (LUOE), ninpuLLieHa KOHLEHTPaUjS KiCTKOBOI dpak-
uji my>xHoi pocdatasm (JId), Toai sk peBMaToigHWi pak-
TOp (P®) 3a3BMuaii BiOCYTHIlA.

IMarorene3s. BeaxaloTs, LWO PO3BUTOK NponidepaTns-
HWMX NPOLECIB Y ANCTaNLHUX Biaainax KicTOK NOB’A3aHWiA
i3 MirpaLielo Tyay MerakapioumTiB, WO 30aTHI CekpeTyBa-
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nornapg HA NPOBNEMY

TV POCTOBI haKTOPU (CYANHHWIA eHpoTenianbHuiA dakTop
pocty (VEGF), TpomboumtapHuii paktop pocty (PDGF),
TpaHchopMytoumii pakTop pocty (TGF)-B,), npoctarnaH-
IvH E,, 6panykiHiH, siki B HOPMi IHAKTUBYIOTLCSI B NIETrEHSIX.
Bci BULIE3a3Ha4eHi peHOBMHU NPU3BOASTL A0 MICLLEBOI
aKTuBaLii eHaoTeniaNbHUX KIITKH, a TakoX NiABULLYIOTL
akTuBHICTb ¢ibpobnacTiB Ta octeobnacTis. Baxumeum
Y pO3BUTKY BTOPUHHOI FOA BB2XAIOTH CMPOMOXHICTL NyX-
JIVHOIO BUAINSATW ropMmoHonoaibHi pevoBuHu (VEGF ToLLIO)
(Collinson F.J. et al., 2004).

"OA acoLiloeTsECA 3 TakMMK NYXJIMHAMKW: ME30TeNIo-
ma nnespn — 50-60%, 6poHxoreHHUIA pak nereHi — 10—
20%, MeTacTasun y iereHsx i NyxnuH iHWKX JIoKani3aLlii,
MeTacTasm Yy KiCTkax i3 MyxuH HAPOK, Ha3odapuHreab-
Ha KapuuHoMa, pabaomiocapkoma, nimdorpaHynema-
TO3, TMIMOMa; SIeiioMioMa CTpaBoXoAy, OCTeOreHHa cap-
Koma, ¢pibpocapkoma.

F'OA maitke HikonM He po3BMBAETLCA NPW APIGHOKNI-
TUHHOMY paky nereHi (Masypos B.W., 2008).

CvmnTomm napaHeonnactudHoi FOA 3a3Bunyain 3HU-
KaIOTb NPW YCMILUHOMY JliKyBaHHi myxnnHu. CumnTomMaTuny-
He Ta naTtoreHeTW4He NiKyBaHHs1 BKIIOYaE 3aCTOCYBaHHSA
6icdocdonaris, oniaTHMX aHaNbLreTMKIB, HECTEPOIOHNX
npotusananbHyx Npenaparis (HMN3MM), iHribiTtopis (¢ak-
TOp Hekpo3sy nyxnuHu (PHM)-a), redpeTunHiby (iHribiTop
peuenTopa enigepMaribHoro gakropa pocTy), iHribiTo-
pie VEGF Ta nokansHy npomeHesy Tepanito (Pelosof L.C.,
Gerber D.E., 2010).

PeBmatoigonogiGHnii cuHapom

MigBULLIEHWIA piBEHb BMSIBIIEHHS HEOMTA3M Y XBOPUWX
Ha peBMaToigHuii apTpuT (PA) NpeacTaBneHo B ASKINLKOX
nocnimkeHHsx. Mpu usoMy 06roBoploeTsCs ponb 6asuc-
HOi Tepanii npy PA (LMTOCTaTUKK) Y PO3BUTKY HEOMJIA3M,
SIKi MOXYTb BUHUKATW Yepes OeKi1bKa POKIB 3aCTOCYBaH-
HS1 uMx npenaparis. OgHak LWBMOKONPOrpecyioyYnin ap-
TPWUT, CXOXUiA Ha PA, moxe ByTn paHHIM NPOsIBOM MNpu-
XOBaHOI MyXNMHW.

CninbHum ans PA i peemartoiponogjéHoro NMHC € pos-
BUTOK CUMIMTOMIB BNPOAORX Bifl AEKINLKOX TW>XKHIB [0 KiSlb-
KOX MicsiliB. Ha nepLumii nnaH, BUXoaaTh Taki NposiBum, siK
HabPsK M’AKMX TKAHWH, OOMEXEHHS1 PYXNTUBOCTi ypake-
HWX CyTNO6IB Ta PaHKOBA CKYTICTb. XapakTepHUMM € 03Ha-
KW XPOHIYHOro 3ananeHHs: aHemis1, npuckoperHs LLIOE,
C-peaktuBHuii 6inok (CPB).

XapakTepHum 151 peBmaToigonogibHoro cuHapomy €
Mi3HilA NO4aTOK 3aXBOPIOBAHHS, aCUMETPUYHE YPAXKEHHS
cyrno6iB, NepeBaxkHe ypaXeHHs! Cyrno6iB HYDKHIX KIHLIBOK,
YHUKHEHHS 3a1y4eHHs 4O NpoLLecy KUCTeli Ta 3an’scTkiB
PYK, PEHTIEHOJI0MYHO — BiACYTHICTb Y3ypaulijii Ta 3a3Bu1-
yan — BigcyTHicTbL P®. OpgHak Bigomo, wo PO Busens-
€TbCa Y 5-25% XBOpWX Ha CONigHI NYXJ/IMHK Ta MOXe CS1-
ratm 50% npwu nimgonponipepaTMBHNX 3aXBOPIOBAHHSIX.
HasiBHiCTb aHTUTIN NPOTU LMKNIYHOI O LMTPYNIHOBOIO Nen-
Tray (A-LILMN) He xapakTepHa anist peBmaToigononibHoro
noniaptpuTty (Racanelli V. et al., 2008).

MaTtoreHes 3axBopioBaHHA HEBIOOMWIA. BuB4aeTbCs
ponb pakTopa akTuBaLji TPOMBOLMTIB y pO3BUTKY 3a3Ha-
YyeHoro cTaHy. Tak, y gocnimkenHi J.M. Bennett Ta cnieas-
TopiB (1976) NPOCTEXYETLCA 3B'I30K MiX MiOBULLEHUM
piBHeM dakTopa akTmMeauji TPoMBouUTIB Ta PO3BUTKOM
NyxnuHW. BBaxkaeTbes, WO dakTop aktueauii tpomboum-

TiB YTBOPIOE iMYHHi KOMIMIEKCH | OCiOa€ Ha CUHOBIaNbHINA
0B0NOHL, BAKIMKAIOHM acenTUYHE 3anaieHHS.

OMCKyTYIOTECS Taki MexaHi3MK: NepexpecHe peary-
BaHHA MiXX NYX/IMHHUMW aHTUFEHaMKU Ta CUHOBIANILHOIO
0B0N0HKOIO; pyiHYBAHHS! «aHTMAPTPUTUHHOMO» Bap’epa
MYXJIMHOIO YU IMYHHOIO BignoBiaalo Ha NyxXuHy; ayTo-
iMyHHWIA HEeHOMEH, NOB'A3aHwiA i3 nimdouuTamm rinepn-
nasoBaHuXx NimbaTUYHKX By3SiB B OTOYEHHI MYX/IVH.

PesmaToinononi6Huii cMHopOM 3a3Bryali BUHUKAE
3a 8-12 mic po MaHigecTauji Heonnasmm i acoLLIOETb-
€A1 3 PI3HOMaHITHIMMW NYXJIIMHaMN: APIGHOKNITUHHUM pa-
KOM niereHi (Zupancic M. etal., 2008), aneHoKapUMHOMOIO
TOBCTOI KALLKW, HAArOPTaHHUM MJIOCKOK/TITUHHAM PaKoM;
aeHOKAPUMHOMOIO IEHHUKA; HEAPIGHOKMITMHHOIO KapLUy-
HOMOIO; PaKOM MOJIOYHOI 3aJ103U; BiBCAHOKJITITMHHOIO Kap-
LIMHOMOIO, TyBYNSIPHOIO 84EHOKAPLMHOMOIO LLUITYHKA, BE-
peTeHonomjbHOoIO KAPLIMHOMOIO.

Tepanis nauieHTiB i3 NoNiapTPMTOM NoJSIAIrae B JlikyBaH-
Hi, CMPAMOBAHOMY Ha NPUXOBaHy NyxnHy. BigHOBNEH-
HS1 CUMMTOMIB apTPUTY CBIOHYMTL NP0 PeuuavB NyxXinHA
(Zupancic M. et al., 2008).

AminoigHni apTpur

CvcreMHmii AL-aminoifos xapakrepuayeTeCs NaTono-
rYHWM BigKIa0aHHAM Nerkmx Kanna- 41 1amo6aa-naHLo-
riB imyHornoByniHy B pisHX opraHax (4acTiue — y HAp-
Kax Ta cepui). AMinoigHa napaHeonnactn4Ha noniap-
Tponartisi XapakTepu3yeTbCS BioKNagaHHaM Yy cyrnobax
B.-MikpornoByniHacoLioBaHOro aminoigy, WO He € xa-
pakTepH1M ansi CUCTEMHOIo AL-aminoinosy.

KapTuHa noniapTpuTty ayxe cxoxa 3 PA. Tuno-
BUMU € ABOGIYHE ypaxeHHs Mie4voBUX, KOJIiIHHUX,
NpOMeHe3an’ ACTKOBUX CyrnoBiB, 3a3sun4ali BigHOCHO 6e3-
6onicHe. YacTmm KniHiMHUMM O3HAKaMK € KapnasnbHWiA
TYHENbHWIA CMHAPOM, NiOWKIPHE BigKnadaHHs aminoigy,
Makpornocis, kapaiomionarisi, HegponarTia. XapakrepHa
BiOCYTHICTb PM Ta HOpManbHi PiBHI 3anasibHUX peakujit
(LLIOE, CPB). CvHoBiasnbHMiIA BUNIT He3anaJibHOro Xapak-
Tepy Bko4ae aminoigHi openosutn (Katoh N. et al., 2008).
MNigrBepanTU AjiarHO3 MOXHA 32 JOMOMOrolo 06CTEXEHHS
KiCTKOBOIO MO3KY (M1a3MOKIIITUHHA AMCKPA3if), eN1eKTpo-
¢opesy nnasmu kposi Ta cedi (6inok beHc-IxoHca), 6io-
ncii cuHosianbHOoi 06010HKM (Faruk S.0., 2012).

MaroreHes nepBuHHOro AL-aminoinosy mae barato
CNifIbHOrO 3 NaTOreHe30M MHOXUHHOT MIETOMW, LLIO Xa-
pakTepusyeTLCH NPOAYKYBaHHSIM aHOMasIbHUMU KSTIOHaMM
nAasmMaTUYHKX KIITUH KICTKOBOIO MO3KY amisfioigoreHHux
imyHorno6ynitie. lesiki amiHokMcnotv BapiabenbHx ains-
HOK JIerkux IaHLOrB LMX iMyHornobyniHie 3aiiMaioTb He-
3BUYHY NO3uLLIO (TpaHchOopMauis y B-CKpydyBaHHS), LLIO
BM3HA4a€e CXMIbHICTb 00 PibpunoreHesy.

Y XxBOpWX HA NEPBUHHWUIA aMiNnoino3 BMICT NaszmaTny-
HWX KNITUH Yy KICTKOBOMY MO3KY NigBvLieHnin 0o 5-10%
(nNpu HopMi 8o 4%,a Npy MiENOMHIN xBopoGi — >12%).
MnasmartnyHi KNiTMHW NPOAYKYIOTL NEBHWIA NPeBanioio-
Yumid TMN iIMyHOrNOBYNIHIB, LLIO BUSIBASIETLCS MPU iMYHOTIC-
TOXiMiYHOMY bapByBaHHi. JIerki MOHOKIOHaSbHI TAHLIOMM
naM64a- 4M Kanna-isoTony BUSIBASIIOTECS B CEYi YW KPOBi,
asie BMICT X HVDKUMIA, HDX NPy MiENOMHIA xBopoGi (3axa-
posa E.B. n coast., 2002).

AMminoigHa aptponarisi aCoLIlOETECA 3i MHOXWHHOIO
Mienomolo, xsopo6oio BanbaeHcTpema, B-niTUHHUMN
JniMmpomamu.
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MHOXu1HHa Mienoma Ta AL-aminoino3 mMatoTb aesiki oa-
HaKOBi XapakTEPUCTUKM HA FTEHOMHOMY DiBHi, a came, ak-
TmBaujs D1 reHa umkniHy (kucnuid spepHuii 6inok aKTme-
HonponidepyloHmnx KnitnHn), Wwo symosneHo 11:14 xpo-
MOCOMHOIO TpaHcnokaLielo. BUcokoao3oBy xiMioTepanilo
Ta TpaHCMaHTaujio ayTONorivyHUX KNiTUH nepudepny-
HOi KPOBIi YY1 KICTKOBOIO MO3KY BBaXaIOTb €heKTUBHAMU
Y NiKyBaHHi LX 3aXBOPIOBaHb. lpoTe Ha CboroaHi Tepa-
Mis WX AIBOX 3aXBOPIOBaHb BUKNMKAE TRYAHOLL A NoTpe-
6ye [OBroTPMBAJIONO NiKyBaHHSA Ta KOHTPOMIO. B OCTaHHI
POKW BNPOBaaKEHHS HOBUX areHTiB 3MiHUNO CTpaTerilo fi-
KyBaHHS! LLOAO naniaTMBHOI Tepanii Ha KntiHiYHe oayXaH-
He (Suzuki K., 2012).

BropuHHa nopgarpa

KniHi4HO 3axBOPIOBaHHS MPOSIBASIETLCH CUMITTOMaMMI
nogarpuv i pPO3BMBAaETLCH BHACNIAOK NIABULLEHOTO PIiBHS
CE4O0BOI KUCNOTU B KPoBi. Bnnabko 10% 3arasbHOI Kinb-
KOCTi 3axXBOPIOBaHb Ha NOAArpy € BTOPUHHUMM.

BTopuHHa napaHeonnacTnyHa rinepypukeMisi pos-
BUBAETLCS BHACILOK rineprnpoaykuii ce4oBOi KUCNOTH,
LLIO € Pe3ynbTaTOM NMPUCKOPEHOr0 MeTaboniaMy NypuHIiB
npyv po3nagj KiTnH.

BigMiHHOCTSIMW BTOPUHHOI NOZArpw €: 0aHaKOBWiA pi-
BEHb 3aXBOPIOBAHOCTI cepen, YONOoBIKIB i XXiHOK, NOXUIUIA
BiK NOYATKY 3aXBOPIOBAHHS, FOCTPI HANAAM HE XapakTep-
Hi, paHHs nosiBa TOPYCiB, aCOLIOETHCH 3 NOLLKOAKEHHSIM
HUPOK, ocTeoapTpo3om (Konshin V., 2009).

MpYYMHOIO BTOPUHHOI NapaHeoniacTUYHOI nogarpy
€ nimdonponidpepaTMBHi Ta MiENOANCNIACTUYHI 3aXBO-
PIOBaHHS.

JlikyBaHHs1 BTOpUHHOI nogarpy npuy nimconponidepa-
TUBHWX 3aXBOPIOBAHHSIX NONArae y A0CSrHEHHi 3BUHaiiHO-
ro piBHSA KIITKMH Y NneprdepryHii KPOBi Ta AOCATHEHHS pe-
MICii LLOAO OCHOBHOIO 3aXBOPIOBAHHS, KOPEKLi piBHS Ce-
YOBOT KUCJIOTU Y KPOBI.

M'SI30BUA CUHAPOM

PeBmaTuuHa noniMianris

PeBmaTunyHa nonimMianrisi xapakrepusyeTbCsl M'530BUM
6onem i cnabkicTio NNEYoBOro i Ta30BOrO MosiCy, PaHKO-
BOIO CKYTICTIO Y LIMX rpynax M’a3iB, LLO TpMBae noHaa 1 roa,
3a3Buyaii y niogei noxunoro Biky. JlaGopaTopHi 3MiHK
BKJIOYAIOTb aHEMIIO XPOHIMHOIO 3anasieHHs, NiaBULLEHY
LLIOE. Mpw 6ioncii M’a3iB He BUSBSISIE HISIKX 3MiH, M'i30Ba
cuna 1a pesynstaTtn enekrpomiorpadgii — He 3MiHeHi.

MNpr6nr3aHo 15% BUNAOKIB LIbOrO CTaHy aCOLLIOIOTHCS
3 HasiIBHICTIO MraHTOKITMHHOIO apTePIiTy, TOAI 5K 3B’A30K
3oHkonaTonorieto € cnipHum (Saad E.R. etal., 2014). INpo-
TeJ.E. Naschitz (2001) Buainsie fekinbka atunosux o3Hak,
LLO MOXYTb CBiAHMTH NMPO HAsIBHICTb 3M0AKICHOT MyXNTMHW;
Bik Monoawe 50 pokis; obmMexeHe Y1 acuMeTpu4He ypa-
XeHHs Tunosux 3oH; 100 < LLOE < 40 mM/rop; cnabka yu
HenoBHa BiAMoOBiAb Ha rMOKOKOPTUKOIOU B HU3bKUX A0-
3ax; gosrotpuealodi cumntomu (Racanelli V. et al., 2008).

MaToreHe3 UBOro CUHOAPOMY HEBIOOMWIA, asie Npu-
NycKaloTb posb iHTepnerkiny (IL)-1, ®HM-a, nonimop-
¢iam IL-6.

HaAyacTiluMMn HeonnacTU4YHUMMK 3HaxigKkamMu
Npw PEBMATUYHIA nonimMiaurii e MienogmcnnacTyHi Ta mi-
enonponicdepatueHi cuHapoMn. Cnopagr4HUM € 38’A30K
i3 MyXNUHaMM MOJIOYHOI 3aJ1031, KALLEYHWKY, HAPOK, Ne-
peaMmixypoBoi 3a103u1. OnrMcaHuii BUNagok aobposikicHOT

nNOrnaa HA NPOBNEMY

KaBepPHO3HOI reMaHrioMu nedviHku, acouiioBaHoi 3 ped-
PaKTEPHOIO A0 NiKyBaHHA PEBMATUYHOIO MOAIMIaUITIEID.

JlikyBaHHs1 Npr napaHeonnacTU4Hii peBMaTu4HiiA no-
NiMianrii TakoX Nonsirae y 3HULLEHHI NMYXJIMHHOMO KJIOHY.
Kpim uboro, y nikyBaHHi 3aCTOCOBYIOTb CEPeaHi Ta BUCOKi
no3u rnokokoptukoiais, HM3I (3 obepexHicTio), MeTo-
Tpekcar, iHribitopn PHIM-a (Saad E.R. et al., 2014).

SananbHi igionamuHi mionatii

Lle rpyna CMCTEMHUX 3aXBOPIOBAHD, LLIO BKITIOHAE Aep-
maTomiosuT (M), nonimiosut (MM) Ta mio3uT i3 BKIIO-
YEHHsIMI,

BusiBneHHs 31105KICHOro HOBOYTBOPEHHS SIK NMpu-
ynHu MM BUCOKOMMOBIPHE B NepLui 3 poKw Bif, MOMEH-
Ty BCTAHOB/IEHHS AjarHO3Y HE3aUIeXHO Bifl CTaTi Ta Biky,
X04a iCHYIOTb AaHi, WO HAUBULLIMIA PU3NK CNIOCTEPIraEThb-
cs1 B 0Ci6 BikoM 45-74 poku (Sandhu N.P. et al., 2011).
Y maike % naujeHTiB 3i BCTAaHOBNEHUM AiarHO30M «aep-
MaToMio3nT» BUHUKAE Heornnaama (Trallero-Araguas E.
et al., 2012). MpubnnaHo 10-25% eunaakis M € napa-
HeoNNaCTUYHNMM,

Ins napaHeonnacTuiHoro M 6inblLu xapakTepHi 3a-
raUlbHi CMMNTOMM; BiACYTHICTb peHoMeHa PeirHo, weua-
KWIA NoYaTOK Mio3uUTy, BULLMIA piBeHb LLIOE (48 MM/ron
npotn 25 mm/rog npu nepsuHHOMy M), Buwwmia pi-
BeHb kpeaTuHdocgokiHasn (KDK) (2840 Op/n npo-
™ 1346 Opn/n npn nepnHHomy M) (Pelosof L.C.,
Gerber D.E., 2010).

IcHy10Tb NabopaTopHi MapkepK, siki 3yMOBJTIOIOTb HO-
BOYTBOPEHHS. Lle aHTKTiNnO anti-p155/140, aHtnreHom
0151 AKOr0 € TpaHCKpUNuUiiHWiA dakTop nepepadi (TIF)-1y
(Lundberg l.E., Zong M., 2011). Lieit Mapkep Mae BUCOKY
cneumdiyHicTs (95,9%) Ta YyTmBICTb — 78%. KniHiYHK-
MU O3HaKaMK NO3NTUBHOCTI 3a anti-p155/140 BBaxaloTh:
TUNOBWIA LLKIpHWIA BUcUN (V-NoAjibHWiA BUCKN, renioTpon-
HWIA BUCUN Ta 03Haky FOTTPOHA) i BiOCYTHICTL iIHTEPCTH-
LifAHOI NHeBMOHii. KpiM TOro, CyTTEBOIO LLKIPHOIO O3Ha-
KOIO € NoB3y4ya epuTemMa, y 6inbLUIOCTI NauieHTiB Bia3Ha-
yaloTb M’A30BY cnabkicTb Ta niasunweHuin piseHs KMOK
(Ohashi M. et al., 2010).

MapaneonnactrnyHuiA IM acoujioeTbCs 3 NyxnMHamMim
SIEYHWKIB, MOJIOYHOI 3a/103U1, NepeaMixypoBoi 3an03u, e-
reHb, KOJIOPEKTATbHUM PaKOM, HEXOAXKKIHCbKUMUN iMO-
Mamu; Ha3odaprHreanbHOKI KAPLMHOMOIO.

Tepanisa napaHeonnactuyHoro IM ta MM mae 6ytn
cnpsiMoBaHa NpoTu nNyxnuHw. Jlopatkosa iMyHOCynpe-
CUBHa Tepanis, Ky 3aCTOCOBYIOTb NPY HenapaHeoniac-
TnyHux M 1a MM, moxe 6yt koprcHolo. Lis Tepanis
BKJTIOYAE MTIIOKOKOPTUKOIAN, a3aTionpwuH, MeToTpekcar,
UMKNOCMOPWH, MikodeHonaty modetnn, iMmyHornobyni-
HW BHYTPILLHBOBEHHO. JlikyBaHHS MPU NyXNMHI 3yMOBAIOE
3HUKHeHHS1 M. Peuyavs [IM CBigHMTL NPO peLmamB Nyx-
JnwmHm (Sandhu NL.P. etal., 2011).

MiacTeHiuHuiA cuHapom JflambGepTa — IToHa

HeeponoriyHi MHC cnoyaTtky onucyBasvcs sik HeBpO-
JIOri4YHi CUHOPOMW HEBILOMOI ETIONONI, LLIO BUHUKAIOTbL Ha-
nepeaoaHi AiarHOCTUKM NPUXOBAHOI MyXTMHK. 3a OCTaH-
Hi ABa AECATUPRIHYSA BiKPUTO HU3KY HeBpooridHux MNMHC,
MOB’A3aHUX 3 aHTUTINIaMK, CrIPSIMOBAHMMW NPOTU aHTK-
reHiB, LLIO eKCNpecye NyxnuHa (OHKOHEBPASTLHI aHTUTING).
BoHu1 TpannsioTeest 4OCUTL Piako (y 1% XBOpPUX OHKONO-
riYHOro npodinio).
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MiacTeHivHuWiA cuHapom Jlambepra — ItoHa (MCII)
NPOSIBNSIETECA Y BUMTISAI NPOKCUMAILHOT M’S1I30BOI Crnab-
KOCTi B HVXHIX KiHLiBKax. CnabkicTb MOXe OXoruioBaTt i
iHLLi rpyny M’s3iB (iHoai noTpe6bye LUTy4HOI BeHTUNSALi ne-
retb (LLIBJT)). MoxyTb BusiBRsiTMcs NTo3s, odrasibMorie-
ris, aynnonis (MeHLW BUpaxeHa, HXK Npw MiacTeHii gravis),
aBTOHOMHI MOPYLUEHHSA (CYXIiCTb Y POTi Ta 04ax, HEYITKICTb
30pY, iIMMOTEHLfA, 3anop, 3MEHLLIEHHS TOTOBUAINIEHHS, Op-
TocTaTnyHa rinoteHaisn) (Vedeler C.A. et al., 2006).

JAiarHocTuka Bknioyae enekrpodisionoriyHi gocni-
IDKEHHS Ta BU3Ha4YeHHsA aHtuTin (Anti — P/Q — type
VGCC), siki HasiBHi y 85% nauijeHTiB. Lli aHTUTING HasiBHI fik
npw nepsuHHoMy MCJI, Tak i B acoujauii 3 nyxnamHoto. Mi-
LLIEHb LIUX aHTUTIN — BMCOKOMOPOroBi NOTEHLaI3a1eX-
Hi kanbuiesi kaHaum (P/Q-type), Wo 3HaxopaTLes y npe-
CUHaNTUYHIK MembpaHi. Y naujeHTis i3 MCJ1l 3noskicHi
KNiTUHA MICTATb aHTUIeHU, Lo iIMITYIOTb NOTeHLian3a-
NexHi kanbUjeBi KaHaM A IHAYKYIOTb NPOAYKLIO aHTUTIN
(Stickler D.E., 2013). BusiBneHHsi LMX aHTUTIN nepeaba-
yae HasABHICTb MyXWHK Y Ginblue Hbk 50% BUNapkiB, Hait-
yacrTile — ApiGHOKNITUMHHOIO paky NereHi. Maitke 100%
napaHeornactudHoro MCJIl acouiioeTbea 3 aHTUTINaMmn
NPOTHU BUCOKOMOPOrOBUX MOTEHLJAISAIEXHUX KaUbLLE-
BuX kaHauiB, 90% nepeuHHOro MCJIl TakoXx € No3nTmnB-
HUMM 3a UMK aHTuTiINnam (Verschuuren J.J. et al., 1998).

Takox npunyckaeTbes ponb HLA-B8 y po3BuTKy nyx-
JmHn npy MCJII. 3noskicHi nyxnuHK, Businexi y 141 na-
uieHta 3i MCJ1l (Wirtz P.W. et al., 2002), acouiioioTbcst
3 TaKUMIN MyXJIMHAMK: MyXIMHK nieredb (112), api6Hokni-
TUHHWIA pak (95), nimdoma (7), neiikemisi (6), kapumHOMa
nepenmMixypoBoi 321031 (3), kapumMHoMa roTku (3), kap-
LIMHOMA MOJIOYHOI 3aJ103M (2), KapLUMHOMA XXOBYHOIO Mi-
xypa (1), pekranbHa ageHokapuuHomMa (1), kapuyHoma
BEPXHbOLLENEenHoi 3a103m (1), anosikicHa Tumoma (1),
aHriobnactoma (1), MeTactasu B NliMpaTUHHUX BY3nax,
NEepPBUHHO HEBIAOMI (3).

JikyBanHsA naujeHTiB i3 MCJ1l mae 6yt cnpsiMoBaHe
NPOTUN HEOMNA3MU, OCKINbKU CnabkicTb Ta iHLLi HEBPOO-
riYHi NPOsIBM 3a3BMYaiA 3HUKAIOTL NP ePEeKTUBHINA Npo-
TUNYXJIMHHIA Tepanii BnpoaoBx 6—12 Mic. Tunosum ni-
KYBaHHAM Yy LIbOMY pasi € 3aCTOCYBaHHS LLUCMIATUHY
Ta eTono3uay. Takox MOXHa 3aCTOCOBYBATU MIOKOKOP-
TUKOIAW, a3aTioONPWH, NEPENUBaHHA MNIa3MKU KPOBI Ta iMy-
HOrno6yniHM BHYTPIiLIHLOBEHHO (Chalk C.H. et al., 1990;
Stickler D.E., 2013).

LIKIPHWA CUHOAPOM

NManbmaphuia dbacumT i apTpuT

Hedopmauia kucTi npr cUHOPOMI nauibMapHoro gac-
LIMTY T2apTPUTY paHilLie ONMCyBanacs sk AepeB’siHa KUCTb
(Denschlag D. et al., 2004).

KniHiuHnMuM o3Hakamun € 6onicHWiA Habpsak obox kKnc-
Tel, WO PO3BMBAETLCA BHACNIAOK 3anasieHHA OONOH-
HOI dacLji, CyXOXMNbHWX NiXB, APIOHUX cyrno6iB KMCTI Ta
nasbLUiB (4acTille N’AcTKoBO-dasiaHrosi Ta NPOKCUMaUIb-
Hi MbkdanaHrosi cyrnobu). Mpu UbOMY 3rMHaSIbHI KOHTP-
aKTypy pO3BUBAIOTLCA AyXe LWBMAKO (Azar L., KhasnisA.,
2013). XapakTepHuUM € NOTOBLLEHHA OONOHHOI dhacLyji, o
nasbnyeTbes, GinarepasibHi By3nvMKn Ta NOTEMHIHHA O0-
pcasibHOI NoBEPXHI A0NOHBL Ta NasnbLis (Santra G., 2009).
Yacriwwe ueit CHOPOM BUSBNIAIOTH Y XXIHOK BIKOM CTapLue
55 pokiB. JTaBopaTopHi NOKA3HUKM (ayTOaHTUTING, rOCTPO-

¢da3osi 6inkn, PPO) — HeiHdopmMaTyBHI. PEHTreHONoMYHO
NaTosIorisi HaCTO HE BU3HAYAETLCS, MoXe ByTu nepiapTn-
KynsipHa OCTEOMeHis.

AndepeHuiiiHy AiarHOCTUKY NPOBOOATD i3 KOHTpaK-
Typoio AionioitpeHa, PA, cknepoaepMieio, e03mHodinb-
HuM pacumToM (ED), cumnatmnyHoio pednekTopHo amuc-
Tpodieio (Qureshi A.A., Saaverda A., 2011).

MexaHi3m po3BUTKY CUMHAPOMY MaJibMapHOro ¢ac-
LIMTY Ta MoniapTPUTY HE BUBHEHWIA, &€ NPUMYCKAETLCS
ponb ¢ibporeHesy, ¢akTopiB POCTY CrOMY4HO! TKRHUHA
((TGF)-B, dakTop nponicdepadii ¢pibpobnacris), nopy-
LLUEHHA B FOPMOHAJIbHOMY CTaTycCi Ta ayTOIMyHHUX peak-
LA (B GionTaTax ¢acuiii 6ynm BusiBneHi 4eno3nty iMyHo-
rnobyniHis) (Mahoney K. et al., 2014).

CvHApOM nanbMapHoro dacumty Ta noniapTpuTy
acoLJloETECA 3 TaKUMU MYXJIMHAMU: KapUUMHOMAa SEYHN-
Ka, paK KULLIEYHWKY, NiaLUTYHKOBOI 3211031, aOeHOKapLUm-
HOMa LLYHKA, IereHi, LUIMAKN MaTKu, remMartonimeparnu-
Hi nyxnnHK. OnMcaHnii BUNanoK nasibMapHoro gacumty,
IO PO3BUHYBCH Ha (OHI 3aCTOCYBaHHS NPOTUTYOEpKY-
NbO3HOi Tepanii (eTioHamiag) (Haroon M., Phelan M., 2008).

HasiBHiCTL LIbOro CUHOPOMY BU3Ha4YaE HECMPUATIIMBUIA
MPOrHO3, OCKINbKM HaCTO aCOLLIOETLCA 3 METACTa3yIo4MMMI
nyxnuHamu. CneumndivHoro nikyBaHHsA LOro CTaHy MNoku
LLO HEMAE, 0AHaK ONMcaHe yCiLLHE NiKyBaHHAM MyX/IMHA
3i 3MEHLLEHHAM BUPAXXEHOCTi @60 3HUKHEHHSAM CUMITO-
miB pacumty (Haroon M., Phelan M., 2008).

CuvHOpOM NaHiKyniTy Ta apTpuTy

KniHi4HO NaHiKyniT NPOABNAETLCA Y BUrnsaj 6onicHUX
BY3J1iB Ha HWDKHIX KiHLIIBKaX, pifLue — Ha pykax, Tyny6i abo
cnwHi. Ha wikipi Hag, By3anamu MoXyTb YTBOPIOBATUCS BU-
paskuy, 3 SIKMX 4aCTO BUAINAETHCA MacisHACTa CybCTaH-
LLis XXOBTOrO KOJ1b0py. MOXAMBI NpOsSiBU Y BUTNSIAi apTpUTy
un aptpaJrii (Chee C., 2009). XapakTepHuii noniapTpuT,
3 YPaKEHHAM MasiuX Ta BeIMKuX cyriobiB, ogHak onuca-
Hi BUNaik1 MOHO- Ta oniroapTputy. HaiuacTilie ypaxa-
IOTLCS FOMINKU T2 KOJiHHI Cyrnobu. CuHOBianbHa pigyHa
Mae HesanaJibHAA XapakTep, MICTUTb Kpani Xupy, Lo
YTBOPIOIOTLCH B PE3yNbTaTi HEKPO3Y XUPY CUHOBI&UTb-
HOi 06010HKW. XapakTepHUMU pagiorpadivHUMKN 3Haxia-
KamMun € AMdy3Hi BOrHULLA OCTEONI3Y Ta KICTKOBI ypaXKeH-
HAl 32 TUMNOM «3'IAEHUX MINIO», 3BY>XEHHS1 Cyrno6oBoOi
LLiSIMHX Ta NepiocTUT (He3akOHOMIPHO). Moxnuei Nnes-
ponepukapauT, IMxoMaHka, eosmHodinis (Goldman L.,
Ausiello D.A., 2007). lNicTonori4yHo AinsHKW XXUPOBOro He-
KPO3y MICTATb NMPUMaponoAibHi XMpOoBi KNiTWHK, L0 Xa-
pakTepPHO 4715 LibOro 3axXBOPIOBAHHS.

HaiiBinOMILLIOIO TEOPIEI0 PO3BUTKY NaHIKYNITY € y4acTb
y nNpoueci naHkpeaTniHMx depmeHTiB: ninasu, ¢ocdo-
punasu, TpuncuHy, ¢ocdoninasun A, Ta aminasu. Tpun-
CMH NiaBULLIYE NMPOHMKHICTL MiKPOLIMPKYNSITOPHOO pycna,
LLLO A 03BOJIAE NliNasi Ta aminasi NPOHMKATU Y XXMPOBI 4acT-
KU1 BinganeHux OpraHis Ta M’ AKUX TKAHWH, BKITIOYAIOYU CU-
HOBIaUIbHY 060JIOHKY Ta KICTKOBWIA MO30K, a TAKOX Maponi-
3yBaTW HEATPaUTbHUIA XXMP Y MILLepUn Ta BiflbHi XXMPHI KUC-
JIOTU 3 PO3BUTKOM HEKPO3Y Ta 3anasieHHst (Mahajan S.K.
etal., 2012). Moxnmeo, NpoLeC 3yMOBIIOE JTIOKaJIbHE Nia-
BULLIEHHS B CYrno6ax BiNbHUX XXMPHUX KUCIOT 3 aKTUBAaLLj-
€10 NINONITUYHMX NaHKpeaTUHHUX epMeHTiB Ha Membpa-
Hax KIITUH, AKi iHILIOIOTb rigponia TpurniuepuaiB y BiNbHi
YKWPHI KNCNOTW. [OTIM BiNbHI XXWMPHI KUCIOTU MOXYTb NPO-
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HUKaTW y cyrno0 i BUKnnkaTv roctpuii aptput (Narvaez J.
etal., 2010).

Llei cuHapoM Moxe BUHUKaTK B Byab-sKoMy BiLl, ane
HalGinbLL TMNOBUMM € NALLEHT YONOBIYOI CTaTi cepen-
HBLOIO BiKY, fIKi 3/IOBXUBAIOTb &UIKOrOfieM. ACOLLIOETLCS
i3 32XBOPIOBaHHAMM NiALLTYHKOBOI 3a1031Y 2—-3% Buynaa-
KiB: FOCTPMM Ta XPOHIYHMM NaHKPEeaTUTOM, KApLMHOMOHOD
NiAWNYHKOBOI 321031, KiCTaMU NiALLTYHKOBOI 3a51031,
NOCTTPaBMAaTUYHUM NMaHKPEATUTOM, CUHAPOMOM Makpo-
daranbHOT akTMBaLii, aHoMani M1 NiALLTYHKOBOI 321031,

JikyBaHHs1, nepLu 3a Bce, CNpsiMoBaHe Ha HopMani3a-
uito dyHKUIT NiaInyHKOBOT 3aU1031. Baxknmee npoBeneH-
Hs1 aHTMBakTepianbHOI Tepanii ik NPogiNaKTka BTOPUH-
HOI iHeKLi, OCKiNbKM BUCOKOIO € BiPOMigHICTb PO3BUTKY
cencucy y umx navieHTiB. [HLi nikyBanbHi 3axoav BKToYa-
I0Tb NPUIHIYEHHS NaHKPeaTUYHOI CTUMynSLIi (comaToc-
TaTWH NigWKIPHO) Y1 nNnasmMadepes, oaHaK AOCBIL TaKoi
Tepanii HeaoCTaTHIN. 3acToCyBaHHA MMIOKOKOPTUKOIAIB
Ta HMN3M y nikyBaHHiI LWKipHKX Ta cyrno6oBmx NposiBiB BU-
sBunocs manoedektuesHUM. Ll npenapatyi MOXyTb nviue
3MEHLLNTU BUPAXKEHICTb NPOSIBIB, | HE iCHYE A0KA3IB, LLIO Lj
npenapaTty 30aTHi 3BMEeHLLUTN TPUBANICTb 3aXBOPIOBAHHS
(Narvaez J. etal., 2010).

Byanyeara eputemMa

ByanysaTa epurema — HalApO3nOBCIOAKEHILLMIA KITiHi-
KO-NAaToIOriYHUIA BapiaHT NaHikyniTy. TMNOBUM NPOSIBOM
XBOpPOOUW € cUMeTpuyHi, 6Gonioyi, epuTemMaTtosHi, rapsui
BY3/M poamMipamu 1-5 cmy giameTpi 4um Ginblue, 3a3Buyain
po3miLLieHi GinaTepanbHo, Ta HNSLLIKM Ha KICTOUKAX, FOMi-
Kax i koniHax, WO 3’ABSKOTLCA PanToBO. Byann MOxyTb
3/MBATUCh. [HOA] YPaXKEHHS MOXYTb PO3MOBCIOLKYBATUCSH
Ha CTerHa, Po3rMHasibHi NOBEPXHi PyK, LUMIO Ta HaBiTb 06-
nnyys. Y 0ebioTi 3aXBOPIOBaHHS BY3/N SICKPABO-4EPBOHI,
JeLlo NpUnigHATI Ha LWKIPOIO, aUle Yepes KiNbka AHIB BOHU
CTaloTb NNIOCKMMM T2 HaByBaIOTb LIAHOTUYHOIO YU dione-
TOBOIO KONLOPY. Mi3HiLLIE BOHW CTal0Th XOBTUMM aB0 3ene-
HUMW. Bucmn 3a3Bryain Tpmeae BNpoaoBx 3—6 Tmx. YTBO-
PEHHS BUPA30K HEe XapakTepHe ANs oo 3aXBOPIOBaH-
HS1, @ By3/IMKN 3arotoloTbest 6e3 atpodii Ta pybLioBaHHs.

[oCTpMiA NOYaTOK BY3/1yBaTOi €PUTEMM CYNPOBOKY-
€ThCH IMXOMAaHKOI0, CnabKicTIo, apTpanrieto, KaLLinem, ro-
noBHUM Bonem, 6oneM y XKMBOTI, GNIOBaHHSAM, diapeelo.
LLIKipHi NposiBU MOXYTb AOMOBHIOBATU €MICKNEPUT i rik-
TEHYNSIPHWIA KOH'IOHKTUBIT. He4aCTUMM KIiHiYHUMK Npost-
Bamwu € nimdageHonaris, renarocrnieHoMerarnisi, inespuIT.

[ns napaHeonnacTU4YHOI By3/1yBaTOi €PUTEMM XapaK-
TEPHOIO € TPUBANICTb 3aXBOPIOBAHHSA NOHaA 6 TX, MOX-
NuBi peumaveKM Ta cnabka Bignosigb Ha Tepanito (Wafa C.
etal., 2013).

Y naToreHes By3/yBaTOi epuTeMM, HaniMOBIPHiLLe, 3a-
Jy4eHi iMyHHI kKoMMNekcw, WO BigKNaoaloTLCA BCepenyHi
Ta HABKOJ10 BEHY/ CMOAYYHOTKAHWHHWX CENT NiALLKipHO-
ro xmpy. Takox 06roBopioeTLCA POJb BifIbHUX P2AUKANIB
KNCHIO, 5IKi BUPOOSISIIOTLCA aKTMBOBAHUMW HEATPODdinamm
i MOLLKOMKYIOTb TKAHWMHW. HacTka KIITWH, WO NPOAYKYIOTh
BiNTbHI p2OVKann KUCHIO, Y XBOPUX Ha BY3/TyBaTy epute-
My MPSIMO 3aU1EXXMTb Bif, TSKKOCTI xBOpoOu (Requena L.,
RequenaC., 2002).

Byanyearta eputema acoLjloETECA 3 KApLIMHOMOIO Na-
pawmTonoaibHoi 3anoan (Hamzaouia A. etal., 2011), nim-
dorpaHynemaTo3omM, HEXOMKKIHCEKOI iMOMOI0, nei-
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KO30M, FrenaToLenioNspHOIO KAPLIMHOMOID, KAPLIMHOMOIO
wmiikm matku (Faruk S.0., 2012).

JlikyBaHHs1 npy NapaHeonnacT1YHIN By3nyBaTiii epuTe-
Mi CNPSIMOBaHE Ha NiKyBaHHS 3/10AKICHOI MyxnuHKW. [lyxe
Ba2XK/IMBUM Yy Tepanii € NOCTiNIbHUIA pexxuM. Takox 3acTo-
coBytoTb HIN3M, kanito iogua, piawie — rnoKoKOPTUKOI-
OW; OesiKi nauieHTV BionoBiaaoTh Ha 3aCTOCYBaHHS! KONXi-
LIMHY; Bifl3HAYEHO NO3UTUBHWIA e eKT 3aCTOCYBaHHA rig-
pokcuxnopoxiHy (Wafa C. et al., 2013).

Eo3uHodinsHuii pacuut (xeopoba LLlynsmaHa)

E® — ckneponepmonoaibHuia cTaH, Lo acoLjloeTLCA
3 eo3nHodinieto, rineprammarnobyniHeMielo Ta NPUCKo-
peHHsm LLIOE. MouynHaeThes 3a3Bryali panToBo 3i CKyToC-
Ti, HaBpsAKyY Ta iHAYpaUii HaYacTiLe nepeanni i3 GopMy-
BaHHAM «JIMMOHHOI Kipkn». MOXNBWMiA NOMIPHWIA MIO3UT
M apTPUT, CUHAPOM KapNanbHOIO KaHasy, LU0 3yMOBJ1e-
HWIA cknepoaepmonoaiéHM dibpo3oM (iIHaypaLLiAHi LLIKIP-
Hi GnSILLIKK 3POCTAOTLCA 3 MPUNENUMUN M’I3aMK). 3ru-
HaJ1bHI KOHTPAKTYpPY — Mi3Hs 03HaKa ED.

JNabopaTtopHiamiHv npu ED BrnovaloTs €03MHODInNIIo,
NONIKNOHaJTLHY ramMmanariio imyHornoGyniuie IgG, IgM um
IgA, npuckopeny LIOE. lMcronorivHo cknepo3y nignsrae
hepmMa, rinoaepma, 4acTkoBo (ibpoayloTbes centu, pac-
i 3 npunernumn m’a3amm (Sharon E., 2003).

Y 1974 p. Shulman BU3Ha4MB KpUTEPIi, LLO Biapi3HaA-
toTb ED Big cknepopepMii: YHUKHEHHS! YPaXKEHHS! LLIKIpW
nansLUiB, NEPEBaXXAHHA YPaKEHHA dacLLi, HX LLKIpW, Big-
CYTHICTb (peHOoMeHy PeiiHo (Lebeaux D., Séne D., 2012).

Y natoreHesi E(P HapaeTLCs Benuke 3HaYeHHs! aKTu-
BaLji MOHOHYKNEapHUX KIITMH nepmndepruiHoi KpoBi, sKi
NPOAYKYIOTb BEJIUKY KiNbKICTb LUMTOKIHIB, 0cO6nmMBO IL-5,
iHTepdepoHy (INF)-y, TGF-B.

IL-5 akTwBYE MONOA} €03NHOMDINN, CTUMYIIIOE IXXEMO-
Takcuc, pict, andepeHuiadito. INF-y aKkTMBYE TKAHUHHI Ma-
kpodarv Ta T-KnituHu.

Y TKaHWHaX KiHLEBUMU KITITUHaMN — edexTopamu @i-
6poay e pibpobnactn. PibpobnacTn AEMOHCTPYIOTL Nif-
BULLEHWIA piBeHb TGF-B Ta MaTpuyHoi pnboHyKeiHoBoi
kucnotu (MPHK) konareny | Tuny. Takox npunyckaeTbes
ponk IL-6, Wo B1ainseTbCs Npy gerpadynsuii eo3nHoodi-
NiBi € NOTY>XHAM CTUMYIATOPOM NPOAYKLji konareHy. IHLi
AOCAIAHVKN NPMNYCKAIOTL POJb NePOKCUaMaHraHanC-
MyTasm i TkKaHMHHOI npoTeiHaau (TIMP)-1 (Henning P.M.
etal., 2012).

Ed acoujioeTbes 3 MienonponidepaTMBHUMN MyX/MHa-
MW: FTOCTPWM MIEJIOMOHOLIMTAPHMUM IEIAKO30M, XPOHIHHUM
NiMpouUTapHUM NENKO30M, annacTUYHOI0 aHEMIEID, pia-
KO — MHOXWHHOIO MIENOMOI0, B-KNiTMHHOIO NiMdOMOI0,
xBopo6oio XomxkkiHa, T-knitMHHOW nimgpomoio. ConigHi
NyXNUHK He € YacTolo NpuumHolo EXD. Lie pak MonouHoi
31031, XOpioiganbHa MenaHoMa 3 MeTacTa3amu B KicT-
Kax, pak nepeamixypoBoi 3a/103u, GpoHxonereHeBuii pak
(Jacob S.E. et al., 2003).

Tepania napaHeonnactuyHoro E®, neplu 3a Bee,
cnpsiMoBaHa Ha 60poTbOy 3 NYXANHOIO. IHWMMK MeToaA-
MW JliKyBaHHS1 € 3aCTOCYBaHHS! MOKoKopTukoigiB (0,5—
1 mMr/kr/no6y) sik MoHoTEpanisa Y1 B KoMGiHaLji 3 UMTOoC-
Tatmkamu, NynbC-Tepanis MeTUINPEaHi30NoHOM. MeTo-
Tpekcart y komBiHauji 3 FIIOKOKOPTUKOiAaMM € Tepanieio
nepLUIoi NiHii NP HE3aO0BINbLHIN BiANOBIAji HA 3aCTOCY-
BaHHs1 MOHOTEpanii riokokopTukoigoamm (Lebeaux D.,
Sene D., 2012).
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CxnepogepmonogibHi cuHapomu (cknepogep-
mia, POEMS-cunapom, cunapom BepHepa)

Cknepoaepmist — ayToiMyHHe 3aXBOPIOBaHHS, LLIO 3a-
3BU1YalA Bpaxae 0Cib cepeaHLOro Biky Ta cTaplLUe i xapak-
TepuayeTbes Qibpo3yBaHHAM LUKipY Ta 6araTbox OpraHis,
BIJTIOHAIOHM NIEreHi, M’ 131, KPOBOHOCHI CyIMHW, HUPKW. (Di-
6p03 3anyckaeTbCsl TPbOMa BUAAMW aHTUTIN NPoTU: 1) Cy-
6oamHnui A PHK-nonimepasu il (RPC 1); 2) Tonoisomepa-
3u |; 3) ueHtTpomepHoro npoTteiHy B (Williams R., 2013).

Pak sik npydmHa cxnepogepmii He € PigKiCHNM SIBULLIEM.
IHTepBaN MK BUSIBJIEHHSIM LMX OBOX XBOPOO carae Bia po-
KiB 0o gecsatupid. OgHak iCHye BUHSITOK. Y XBOPUX i3 HasiB-
HicTio aHTKTIN NpoTu PHK-noniMepaswu Il npoMikok Midxx
DiarHOCTMKOIO Paky Ta CKieponepMii CTaHOBUTL 4 POKK,
3a HasBHOCTI aHTUTIN NPOTK ToMNoI3oMepasu | Yn aHTu-
LIEHTPOMEPHWX aHTUTIN LielA iHTepBan HabaraTo AOBLUMIA.
A. Rosen Ta cniBaBtopu (2010) BUSIBUNK, LLLO 3PA3KM IMTyX-
JIVH Big, naujeHTiB, No3anTneHmnx 3a PHK-nonimepasoio i,
MaloTb YiTki reHeTu4Hi aedextn POLR3A-reHa, akuiA Ko-
noye PRC1 cy6oonHuuio PHK-nonimepasulll. Y aHTu-PHK-
nonimepasa llI-noanTMBHVX NawuieHTiB 3i CKnepoaepMieto
BUSIBNIEHO YHIKaNbHWIA T-KNiTUHHWIA Cy6TWN, WO pearye
cneumdivHo 3 PHK-nonimepaasa lll-enitonom. Omke, Taka
ayToiIMyHHa PEaKTUBHICTL NOSICHIOE NPOTUMNYXTUHHY iMyH-
HY BiNOBiAb, LLIO CNPSIMOBaHA NPOTH MYX/IMHW i3 COMaTUY-
Holo myTaujeio B POLR3A. TaknM YMHOM, BinByBaeTLCS Nne-
pexpecHa iMyHHa Bignosigb. 3 ogHoro 6oky, ue 6opots6a
NPOTH MYyX/IMHA,a 3 iHLLIOrO — PO3BUTOK CKIIEPOAEPMONNO-
nibHoro ayToiMyHHOro ctaHy (Goldsmith L., 2014).

MyxnmMHwK, ki acOLLI0I0TLCA 3i CKIIEPOAEPMIEID: pak Jie-
reHi, cTpasoxoay, opodapuHreansHi NyxXnyMHU, Hemena-
HOMHI PaKu LLKIPpWY, NEPBWHHI MyXIMHU NEYiHKKW, MOJIOHYHOI
3a1031, reMaTosoriyHi nyxnnHW. BusaeneHo, o ycniHe
JiKyBaHHSI NyXJIMHA 3YTIMHSAE NPOrPECYBaHHA CUCTEMHOI
cknepoaepmiil y umx xeopux (Shah A.A., Rosen A., 2011).

POEMS-cuHapoM — pigkicHe MyNbTUCUCTEMHE
ypaxeHHs: P — polyneuropathy (noniHeiiponaris), O —
organomegaly (opraHomeranisi), E — endocrinopathy
(enpokpuHonaris), M — monoclonal gammapathy um
M-protein (MOHOKNOHanbHa rammanaria), S — skin
abnormalities (ypaxxeHHs Lwkipu). 3aranbHi CUMMTOMM
BKJO4AI0Tb Nporpecytody cnabkicTb pyk i Hir (pyxoBa
Ta CeHCopHa Helponaris), 36iNbLUeHHs NeYiHkY Yu/Ta ce-
nesiHku, 36inbLueHHs nimdaTnyYHKX BY3niB, KapajoBacky-
JISPHI NposiBu, 6onicHy ajiapelo, NOTEMHIHHA LUKIpK (rinep-
nirmeHTaujio), peHomeH PeiiHo, aHrioMW, NOTOBLLEHHS
LLKIpW Ta HaaMIPHWIA PICT BONoCcA (rinepTprxos), NoToB-
LWEHHs KiHueBux danaHr nanbujB. HalyacTiwon eHpo-
KPWUHHOIO NMaToOorielo € rinOroHaam3aM i MHEKOMACTIS, Lo
PO3BMBAIOTLCA BHACTIOOK 3HVDKEHHS PIBHS TECTOCTEPOHY
a60 nioBULLIEHHS1 BMICTY NponakTuHy. EHOOKpUHHI npos-
BW BKJII0HAI0Tb TAKOX MNOTUPEOIAN3M, MOPYLLIEHHS BYTJ1e-
BOAIHOIO 0B6MiHY, HQAHUPHWKOBY HENOCTATHICTb, MNOKasb-
uiemito (Chan J.L. et al., 2006). BaxnmMBrMMM 03HaKamMu €
HabpsiK 30pOBOro Hepea (naninegema), saTpUMKa piay-
HU (HabpsikK, NNeBpPUT, acLMT), OCTEOCKNIepo3, TPOMBO-
LIATO3 YM NOAILUMTEMIA. Y AEAKUX NaLiEHTIB MOXe pO3BU-
BaTWCS PECTPUKTUBHA NIEreHeBa NnaTtoJorisi, iereHeBsa ri-
nepTeHsis, cnabkicTb AMXanbHUX M'S3IB.

Y KpOBi Ta cedi XBopux BusIBNSIETLC M-NpoTeiH, Wwo 3a-
3BUYali cknapaeTbes 3 nerkux nadujorie IgA Ta IgG. Onu-

CaHNiA BUNAAOK BUSIBIEHHS TifTbKM BAXKKUX NaHLoriB IgA
6e3 HasIBHOCTi aHOMaIbHUX NIErKUX JTAHLIONB.

MexaHiam po3BUTKY CUHOPOMY 00 KiHUSA HEBIOOMMIA.
Bin3HaueHo nioBueHHs pieHiB IL-1B Ta -6, PHO-a. Ll
LIMTOKIHK, a TakoX ocTeoBnacm, makpodaru, MyxinHHI
KINITUHW (BKJIOHAKOHU MIa3MaTUYHi KNiTMHK), Merakapio-
LMTHU/TPOMBOLMTIM NiaBULLYIOTL Npoaykuilo VEGF, skuii
NPWU3BOAMTb A0 NIABULLEHHS MPOHMKHOCTI CYAWH, OTXE,
3’aBnseTbcs HabpsK, NiABULLYETLCS €HOOHEBPaNbHUIA
TUCK.

Takox MOXnMBa aeMieniHisauis, OCKinbku MieniH nig-
JaeTbca 4ji uMTOKIHIB Ta komniemeHTy (Dispenzieri A.,
2012).

Y ¢popMyBaHHi aHrioM MPUIYCKaeTLCs PoSb repnec-
BipycCy ntogvHn 8-ro tuny (HHV-8).

POEMS-cvHOpOM acOLIOETLCA i3 rPyno MOHOKIIO-
HaNbHMX ramMmanartii abo niasMakniTMHHUX OUCKPasiia.
MigTBEpIKEHMIA 3B'A30K 3: OCTEOCKIEPOTUYHOIO MIENO-
MOIO, MOHOKJIOHA/ILHOIO raMManarieio HEICHOMO reHe-
3y, makpornobyniHemieto BanbaeHctpema (M-kanna-
napanpoTeiHeMmis). 3B’A3KY 3 KNaCU4HOK MHOXMUHHOHO Mi-
€JI0MOIO He BiA3Ha4eHO.

Ycnix nikyBaHHSA MaieHTiB i3 CUHOPOMOM 3a/1EXUTb Bif,
JikyBaHHS1 NPV CYMYTHIA NnasmarkniTMHHIA guckpasii. binb-
LWiCTb NaujeHTiB NiKytoTLCA KOMBIHALIEIO KOHCEPBATUBHOT,
Xipypri4Hoi Ta an’toBaHTHOI Tepanii. Ha cborogHi ocHo-
BHMMM NpenapaTamm B JlikyBaHHI LpbOro CTaHy BBaXXAIOTb
IIOKOKOPTMKOIAW, UMTOCTATUKMN Y HU3bKUX A03aX i TPaH-
cnnaHTauilo ctoB6ypoBKX KIiTUH nepudepryHOi KPOoBi.
OnuncaHuii BUNaaoK yCniluHOro nikyBaHHs 6eBaumsyma-
60omM npu niogpueHomy piBHi VEGF. OgHak, HaBiTb SIKLLIO
nnasmoumMTOMa AACTb XOPOLLYY BiANOBiAb Ha NlikyBaHHA —
nauieHT noTpebye NoAanbLLOro CrocTepPeXXeHHs Ta Niky-
BaHHS, OCKifIbkW desiki NposiBu (HeBPONOrivHI aedektu,
YPaXEHHS LLKIPY) MOXyYTb ByTH CTIKMMM.

CuHAapoM BepHepa — CNaakoBe ayTOCOMHO-peLe-
CUBHE 3axXBOPIOBaHHS, LU0 NPU3BOAUTL A0 NepenyacHo-
ro CTapiHHA Ta NiABULLIEHOMO PU3WVKY PO3BUTKY 3M10SIKICHMX
HOBOYTBOPEHb 4K iHLLMX 3aXBOPIOBaHb 3 MNOYATKOM Y My-
6epraTHOMY BiLj. FONOBHUMN O3HAKaMW LbOro CUHAPO-
My e: GinatepanbHa karapakTa, LWKIPHi 3MiHW, NOB’si3aHi
3 BIKOM (3MOpPLUKM Ha 06144i Ta 3MEHLLIEHHS! M’I30BOMO
TOHYCY, NOTOBLLIEHHS Ta OrpyBIHHS LLKipW, NTaxonoaiéHe
061144s), OXKUPIHHSA 32 HONOBIHUM TUMOM, HUSLKWUIA 3PICT,
paHHE NOCUBIHHA YX BUNAaZjHHA Boioccs (Npuban3Ho
y 20 pokiB), CiMEHI BUNaaKu 3aXBOPIOBAHHS, NO3UTUBHUA
24-rogyHHIA CE4OBWIA TECT Ha MiauypOHOBY KMcnoTy. lo-
JATKOBUMM O3HaKaMU € LIyKpOBUiA iabeT 2-ro Tuny, 3Hn-
XXEHHS1 PEepPTUNBHOCTI, OCTEONOPO3, Pak, PaHHiIl arepo-
CKJEPO3, rHYCaBiCTb rofiocy, nnacka crorna (Kudiow B.A.
etal., 2007).

MpuuanHoo xBOPOOU € MyTaLjs, LLIO BUHUKAE Y JIOKY-
ci WRN RECQL2-reHa, sikmin kogye rpyny OHK-renikas
(6epyTb yyacTb y npouecax penapadji Ta pennikauji). Jo-
cnipxeHHs $ibpobnacTiB XBOPKX NOKA3aI0 3MEHLLEHHS
noTeHujany noginy B KynbTypi KNiTMH (BOHM BUYEPNYIOTb
CBil1 nponideparuBHMiA NoTeHUjan y 3-5 pasiB wBuaLLe,
HDK KNITMHW 300POBUX OOHOPIB), 10-kpaTHe 36inbLUeHHS
Temy CrOHTaHHUX MyTaUjiA, & TAKOX LLIBUAOKE 3MEHLLUEHHS
JOBXWHK TenomepHux noetopis (Huang S. et al., 2006).

Mpu cuHapomi BepHepa onucaHi Taki BMay paky: re-
MaTOJIori4YHI Heonnasmm (neiikosr abo MienogucnnacTd-
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Hi CMHOPOMM), KAPLIMHOMA LLMTONOAIGHOT 3a103U1, MEHIH-
rioMa, MenaHoMma, iHLLIi 3NOsIKICHI HOBOYTBOPEHHS LLIKIpW,
CapkoMa M’sIKuX TKaHWH, 0CTeoCapKoMa.

CneumndivHOro NikyBaHHS MPU LIbOMY 3aXBOPIOBAHHI
He icHye. 3aCTOCOBYIOTb TifIbKM CUMNTOMATUYHE JliKyBaH-
Hs (Janniger C.K., 2013).

Y 2010 p. 6yno nokasaHo, L0 3aCTOCYBaHHs BiTami-
Hy Cy reHHO-MoamdIiKOBaHMX MULLIET i3 XBOPO6OIO BepHe-
pa3anobirae nepea4acHOMY CTaPiHHIO Ta iHLLIMM TKAHWH-
HUM NopyLieHHsM. Bitamii C Hopmanisye piBeHb NF-kB,
nigBuLLye penapaTtueHi npouecn (Massip L. et al., 2010).

CYAUHHUA CUHAPOM

MapaxneonnacTU4HWIA BACKYJIIT

CyaviHHi ypaxeHHs npy NMHC Bko4aloTe BaCKynimu:
nekounToknacTuaHuin Backynit (JILB), nypnypy LUen-
nsiHa — MeHoxa (ML), Byanukosuii noniaptepiit (BrA),
ANCA-acoujinoBaHwuii Backynit — AAB (rpaHynemartos
i3 noniaHriitom (BereHepa), MiKpOCKOMIYHWIA NMoAiaHriiT
Ta e03uHOGINLHWUIA rPaHyNemMaroa3 i3 NoniaHriiTom (CuHA-
pom Yapmxa — CTpocc)); CyanHHWI akpanbHU CUHOPOM
Ta cuHapom PeiiHo.

3NOSIKICHI MYXTMHA MOXXYTb CYTIPOBOAXYBaTUCS BESNU-
KOIO KiNbKIiCTIO Pi3HOMaHITHUX BACKyJOMnaTiid, O Bpaxa-
I0Tb SIK BEHW, TaK i apTepii 6yab-akoro kanibpy, ane 4yacri-
LLEe YPaxaloTbCs CyanHU Manoro kaniopy (J/1LB). Cnisic-
HYBaHHSA BACKYJITIB Ta NMyX/IMH BiA3HA4YAETLCA OYXKE PIOKO
i cTaHoBUTL NPMBAM3HO 5% ycix BackyniTiB. Ocob6nMBOC-
TAmu MHC BackyniTiB € XpOHYHKWI 260 NepCUCTYIOHWIA Ne-
pebir, pe3anCTeHTHICTL A0 Tepanii, 0co6MMBO Y toAei No-
XWMOro Biky. YacTilwe Backynitu acouilolioTLes 3 remaro-
JIOriYHUMM, HIX i3 conigHMMM nyxnuHamm. Y CBOIO Yepry,
HaNMOLUMPEHILUMMK CONOHNMUN NYXJTMHAMM, LLIO aCOLLit0-
I0TLCA 3 BACKyJliTaMu, € pak JiereHi (HeopPiGHOKNITUHHWIA),
nepeamixypoBOi 3aS1031, TOBCTOIO KNLLEYHWKY, MOJTIOHYHOI
31031, a TaKOX KapUMHOMa HUPOK. 3a3Buyaii CUMITO-
MW BaCKyJliTy 3HUKAIOTb MPW YCMILULHOMY NiKyBaHHi Myxnn-
HW, a peLMaMB BaACKYJITY CBIIHMTL NPO peumauB abo npo-
rpecyBaHHs Heonna3mu (Solans-Laque R. et al., 2008).

MexaHi3Mm, 3a AKMM MYXJIMHU BUKITUKAIOTb BACKYSIT, YiT-
KO He BMBYeHUiA. OaHaK NPUNyCcKaTb, WO MyXMHHI aH-
TUreHU MOXYTb YTBOPIOBATU iMYHHI KOMIIEKCH, K Bifl-
KNagaloTbCsl Ha CTiHKaX CYAMH | NPOBOKYIOTL ayTOIMYHHY
BiONOBIAb NPOTU CYAMH XassiiHa. TakoXx He BUKITIOYAETb-
CS1 MOXJIMBICTb MYXJ/IMHHOT eMBONIT YA BTOPrHEHHS MyX-
JINHW Y CTPYKTYPY CYOMH. LIMTOKiHM, WO NpoayKyloTh-
CS1 MXJIMHOIO, TAKOX MOXYTb 6paTu y4acTb y naroreHesi
(Kathula S.K. etal., 2010).

KombiHaujs JILB i3 nyxnuHolo cTaHoBUTL 5%, BUSIB-
NIAETLCA 3a3BM4ait y nioaei Bikom ctapiue 50 pokis, rip-
LUMIA NPOrHO3. YacTiwe acouiloETLCA i3 reMaToNoriYHN-
MU (75%), Hix i3 conigHumm nyxnuHammn (Wong S.F. etal.,
2012). Y nitepatypi onucaHi Taki BUoy NyxnuH: Me3oTte-
nioMa nneBpu, CKBaMO3HOKITITUHHA KAPLMHOMA NereHb,
XPOHiYHWIA NimdoumTapHuii neiikos (Lulla P.et al., 2011),
nimbomun, MienoamcnnacTU4HUin cnHapom (3-5%), Bo-
JIOXaTOKNITUHHUIA Neiko3, aAeHOKAPLMHOMA LUYHKA
(Mebazaa A. et al., 2010), kapunHOMa HUPKK, 3OEHOKAP-
LIMHOMA NnepeamixypoBoi 3a1031, aaeHOKapLUUHOMa MO-
JIOYHOI 381031, enigepmMoiaHa KapUUHOMA, Pak eHaoMe-
Tpilo, MHOXUHHa Mienoma (Peterlin P. et al., 2011).

nNOrnaa HA NPOBNEMY

MporHos napaHeornnactuyHoro J1LUB, nepw 3a Bce,
3aNeXu1Tb Big MOXJMBOCTI €DeKTUBHOI Tepanii CyryTHLOI
NYXMHKU. AKWO paguKanbHe NikyBaHHS MyXIMHU HEMOXX-
JInBe — 3aCTOCOBYIOTb MOHOTEPANIIO MIIOKOKOPTUKOIAA-
MK abo B NOEAHAHHI 3 LMTOCTaTUKaMMI. JleTanbHi BUNag-
KM 4aCTiLLe aCOLIOIOTLCS 3 MyXMHHOIO NPOrPECi€ln, aHdK
i3 BaCKyniToMm.

IOna NI napaHeonnacTUHHOT NPUPOAY XapakTepHi
noYaTrok xBopobm y Bilj ctapLue 40 pokis, HoJI0BIHa CTaTb,
ypaxeHHs cyrnobiB Ta BiACYTHICTE NonepeaHLoi iHdek-
uii npwn oebioTi.

ICHye pekinbka rinoTes po3BuTKY NapaHeonIaCTUHHOI
ML, 3mMeHweHHs eniMikaLii iMyHHUX KOMMNNEKCIB, Hag-
MipHa npopykuis iMyHornoGyniHiB, Lo MoXyTb 6e3noce-
pPenHbO pearyBaTy i3 CyaMHHOIO CTIHKOO, a TakoX ¢pop-
MYBaTU iMyHHI KOMIMNEKCH in Sifu YA UMPKYIIOKOY iMyHHI
KOMIIEKCH, AIKi BiOKNaaaloTLCA Y CTIHKaX CyamH. Takox
MOXNUBA NepexpecHa peakList iMyHHOI CUCTEMU MK MyX-
JIMHHUMM aHTUreHaMM Ta KIITMHAMKU 3A0POBOrO eniTenito.

MHC ML acouitoeTbCa 3 TakMMU MyXNTUMHAMMU: NTiMGO-
Ma, MIENOAUCIINACTUHHNIA CUHAPOM, MHOXWHHA MIENOMA,
pak NpsiMoi KMLLKW, PaK MOJIOYHOI 3251031, pak BpoHxa,
paK HUPKK, pak NnepenmMixypoBoi 351031, LLIBAHOMA, pak
LLUTYHKA, PaK TOHKOro kuwevHuky (Fox M.C. et al., 2008).

JNikyBaHHsa BKIOYAE 32CTOCYBAHHS MHOKOKOPTUKO-
iniB, aHTUMaNAPIMHMX NpenapariB Ta iHrGITopIB kanb-
unHeBpuHY. OfHaK BBaXXAETLCS, WO UMTOCTATUYHA Te-
panist npu MNLUM 6e3 cynyTHLOro JlikyBaHHS MyXJIMHA He-
edexTmneHa (Podjasek J.O. et al., 2012).

CumnTtomMu napaHeonnactu4Horo BlA € Takmmm X,
fIK i y nauieHTie 6e3 CynyTHLOro OHKOMOMYHOr0 3aXBOPIO-
BaHHs. OaHaK xapakTepHUM € nodatok BIA vy Bilj ctap-
we 60 pokiB, 100% ypaXeHHs! LLKipU, XPOHIYHO-peLu-
OVBHWIA nepebir BaCKyniTy, noraHa BiAnoBiAb HA LUTO-
CTaTuU4Hy Tepanito.

IHTepBan Mix no4aTkom BINA Ta BUSBAEHHAM NyXJIMHA
CTaHOBUTL Bif, AEKINbKOX MicsILB A0 2 POKIB. $K i Npw iH-
LUMX MapaHeoruIaCTMHHKUX BaCKysliTax, 4acTille BUSBNISIKOTb
remMaTtoorivHi MyXIMHU: MHOXWHHY MIENIOMY, HEXOLDKKIH-
CbKy NiMcbOMy, MIENOANCNIACTUHHWIA CUHAPOM, piawe —
CONMAHI NYX/IMHW: pak LWAYHKA, pak jiereHi, aHrioMatoigHy
¢ibpoaHy (Racanelli V. et al., 2008).

AAB napaHeonfacTMyHOI NpUpoay BUSIBNSIIOTL Hag-
3BUYAMHO PIOKO, aCOLLIOOTECA 3: FeMaTOIONHHUMM MyXJn-
HaMm, pakoM TOBCTOI kuwikm (Watts R.A., Scott D., 2012),
KapLUUWUHOMOIO NIEreHi, LLTyHKA, HUPKK, NepeamixypoBoi 3a-
J1031, renatouenonspHOI0 kapumHOMOLO (Diez-Porres L.
etal., 2005), HegndepeHLUitoBaHO a0eHOKAPLIMHOMOL
cepenocTiHHA (Rimoldi L., 2012). BackyniT 3HMKae npu ni-
KyBaHHi uMknogocoamiaom, roKOKOPTUKOIAMM Ta MPr
xipypriyHOoMy BupaneHHi nyxnuHn (NavarroF. etal., 1994).

MapaHeonnacTn4HuWii akpanbHUi# BAaCKYNAPHUIA
cuHppom (MABC) — ¢eHOMEH, LLIO PiaKo BiA3HA4YaETh-
€Sl Ha P OHi 3N0SIKICHUX HOBOYTBOPEHD | XapaKTepU3yeTLCH
PO3BUTKOM ¢peHOMEHY PEHO, raHrpeHuy nanbLiB, BUPas-
KYBaHH$! KiHYMKIB NaU1bLB, NiHIMHUX MiOHIMMEOBUX remMopa-
rinTaakpocneposy (KimJ.W. etal., 2003). BepxHi kiHLjBKW
ypaxaloTees Y 94% Bunagakis, HKHI — y 30%.

O3HakaMu, Lo BiapI3HAIOTL LI CTaH Bif, NEPBUHHOMO
PEBMAaTOJIOriYHOrO NPOLIECY, € BiK NOYATKY 3aXBOPIOBAH-
Hs1 cTapiue 50 pokiB, aTUMNOBE YPaXeHHs nasnbliB, 0aHA-
KOBa 4acTOTa BUABNIEHHSA SK cepep, HOO0BIKiB, Tak i cepepq,
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XiHOK, cnabka BinoBiab HA 3aCTOCYBAHHS [IIOKOKOPTU-
KOifliB Ta BA30AUNIATUBHNX areHTiB.

MporHo3oBaHUMN MeXaHi3Mamim PO3BUTKY LIbOTO CTa-
Hy € BigKIagaHHs iIMyHHMX KOMMIEKCIB, LLIO MICTATb IMyX-
JIMHHI aHTUIreHW, Y CTiIHKax APIGHWX CYAWH i3 nocninos-
HWM PO3BUTKOM iLLEMIl; NyxMHHA iHdINbTPaUia LWIMAHOMO
CrneTiHHA Ta BUAINIEHHS] BA30OKOHCTPUKTOPHUX PEYOBUH;
6e3nocepenHs iHBasia eHOOTENII0 MXJIMHHUMUA KIITUHA-
MU Ta rinepceHCUTMBHA peakLijsi; aKTuBaLljsi KoarynsiLii Ta
TPOMGOLIMTIB.

3azeuyaii NMNABC nepenye BUSIBAEHHIO NYXJIMHA
3a 1-38 mic (y cepegHbomy — 10 mic). Possutkom MABC
CYNPOBOMKYIOTLCS HacTilLe conigHi nyxawmHn (41%): ape-
HOKAPLIMHOMM LLUTYHKOBO-KULLIKOBOIO TPAKTY, aieHOKap-
LIMHOMA JIereHi, pak ie4H1Ka, paxk Tifia MaTku, enigepmoin-
Ha KapuuHoma ronosu Ta Luni (Bachmeye C. et al., 2013);
18% remaTonoriYyH1x 3axXBopIOBaHb: NiMOMa, Neiikemis,
nnasmoumTomMa.

NikysanbHi 3axoom, cnpsmoBsaHi npotn MABC, Bknio-
YaloTb 3aCTOCYBAHHSA MIOKOKOPTUKOIAIB, NMpocTaumKi-
HY BHYTPILLHBOBEHHO, HU3LKOMOJIEKYJIAPHOIO rernapuHy,
aueTuncaniuMIoBOi KMCIOTH, JIOKAILHO HITPOriLepuHy
Ta 6nokaTopiB KabLIEBUX KaHaniB. OaHaK HaNAieBiLLOIo
Tepanieto npv NMABC 3annwaeTbes yenilHe NikyBaHHS
nyxnmHn (Kopolovich D.M. etal., 2013).

MapaxeonnacTu4HMii cuHapom PeiiHo (MCP)

O3HakamMy napaHeonnacTU4HOI eTioNorii cMHapoMy
PeitHO € panToBuiA, LULBUOKO NPOrpecyloynii No4aTok 3a-
XBOPIOBAHHS, TSHXKKE aCUMETPUYHE YPaXKEHHS NasbLiB,
piBHa 4acToTa YpaXeHHs K YOJIOBIKIB, Tak i XXiHOK, CTap-
LUKIA BiK BUHUKHEHHSI CUMMNTOMIB, BiACYTHICTL flabGopa-
TOPHWX 3MiH, HeoGTsDKeHWin aHamHe3 3 6oky Tpomboem-
6oniyHmnx 4n/Ta cMCTEeMHUX 3axsopioBaHb (Morrone A.
et al., 2007). KaninapockoniyHi 03Hakun, siki BUSIBASIIOTb
npwu NCP, He Bigpi3HAIOTLCS Bif, 3MiH Y kaninspHoMy pychi
npy peBMaTU4HUX 3axXBopIoBaHHsAX (Lambova S., Muller-
Ladner U., 2013).

MporHo3yeTbes AeKibka MexaHi3MiB PO3BUTKY OMri-
TaNILHOI iLWeMii Ha OHI 3NOAKICHOT NYXNMHK: 1) iHAaYKUiSA
Ba30CnasmMy: CUMMaTU4Ha rinepaxkTuBHICTL; kpiorno6yni-
HeMist; iIMyHHI KoMnnekcy; 2) iHaykuis emM60ni4HOro CUH-
OpOMYy: BaCKyiT; CTaH rinepkoarynsuji; aHtudocdoninia-
Hi aHTUTINA; KAXEKTUYHUIA eHOOKAPAUT.

P03BUTOK CUHOPOMY PEAHO ONUCaHWIA NMPY TAKKUX MyX-
JIMHaX: KAPLUMHOMa JIEreHi, LLUTYHKA, TOBCTOMO KULLIEYHUKY,
TOHKOIO KMULLEYHUKY, NiOLWITYHKOBOI 32U103U1, MaTKK, SIe4-
HUKA, HUPKW, BEPXHBOLLIENENHOI NMasyxu, MOJIOHHOI 3aU10-
3U; MHOXMHHA MIEJIOMa; MeJTaHOMa; JIEAKeMIst; nimpoma.

Y nikyBaHHi 3aCTOCOBYIOTb Ba30AMNaTUBHI Npenapa-
Tn (6nokaTopu KasbLIEBMX KAHaUMIB, NPOCTaLMKIIH, HITpa-
TW), MIOKOKOPTUKOIAYN, HU3LKOMONEKYNIAPHWIA renapuH,
aueTMncaniumMnoBy KUCIOTY. 3a3Buyai cumnTomm MNCP
3HMKAIOTb NPY YCNLLHOMY JikyBaHHi myxnmMHu (Ashok D.,
Baguley E., 2008).

PEBMATOJ1OM4HI NMHC IHWOT nPUPOAU

Bos4akonoaiGHuii cuHapom

Bos4akonopgibHuii CUHAPOM BKIIOYAE NPOSIBA MOJi-
CEepo3uTy, cMHApPOoMy PeiiHO Ta HasiBHICTb aHTUSIAEPHUX
aHTUTIN Y gopocnmx nauieHTiB (Racanelli V. et al., 2008).

LUkipHi nposieu BoB4akonoAibHoro cuHapomy 3a-
3BUYall NPoABNSIIOTLCA Y BAMNNAAI NiAroCTPOro BOBYAKa,

npu sIKOMy 3’IBNISIIOTLCS NanyloCKBaMOo3Hi abo KinbLie-
nonjbHi eputemMartosHi nanynu Ta 6asaLwKK, Wo NyLwaThb-
cs1, He 3anmLuatodm nicnsa cebe pyoduis. 70-90% naujeH-
TiB BigMIi4alOTb HPOTOCEHCUTUBHI NPOSIBU HA PO3rvHaJIb-
HUX NOBEPXHSIX PYK, MJIEHEN, LUK, rPYAHOI KIITKN Ta CNYHMN.
CepornoriyHo y 70% nauieHTis Busiensiiots anti-Ro/SSA
Tay 35% — anti-La/SSB.

Ocobn1MBOCTAMM NapaHeonnacTU4HOIo MiArocTporo
LLKIPHOrO BOBYaKa € CTapLUMIA BiK PO3BUTKY 3aXBOPIOBAH-
HS1, PIBHOMIpHWIA po3nogin Mk o6oma cTaTamMu,

MiprocTpuin LLIKIPHWIA BOBYaK NOEAHYETLCS 3 TAKUMUA
NYXJIMHaMU: IEreHi, NeYiHKW, LLTyHKA, FOMI0BU Ta LUMI, MaT-
K1 T2 MONOYHOI 3a5103u, Nimdoma XomxkiHa (Evans K.G.,
Heymann W.R., 2013), meHiHrioma (Racanelli V. et al.,
2008). CumnTtomMun nonicepo3auTy, peHomMmeHy PeitHo Ta Ha-
SIBHICTb aHTUHYKJI@APHUX aHTUTINT aCOUJIOETLCS 3 PAaKOM
SIEYHMKA Ta MOJIOYHOI 3aJ103U1; BOSIOXATOKAITUHHUM J1ei-
ko3om (RacanelliV. et al., 2008).

3MEHLLEHHSI BUP2XKEHOCTI YN/Ta 3HUKHEHHS1 CUMIN-
TOMIB BOB4YakonoAibHoro CUHAPOMY CNocTepiraeTb-
CAl NPU YCNILWHOMY NiKyBaHHI MYXJTMHW, 3arOCTPEHH —
npv peumouBi MyxJnHN.

CuHapomM pedneKTopHOi CUMNAaTU4YHOT AUCTPO-
oii (CPCA)

CPCJA nposiBnsieTbCa y BUMsAj Pi3KOro, NeKy4oro Xpo-
Hi4HOro perioHanbLHoro 60110 Hacamnepe,y nyevax, py-
Kax, KUCTSX, NaibUsX, AONOHSIX. IHoAj 6inb BUHMKaE B 060X
Horax abo B 0AHOMY KOiHi 4K KyNbLLOBOMY cyrno6i; onum-
CaHi BUNaaKu 3aJTy4eHHs1 B NaToNori4HUiA npouec Tynyba
Ta 06nnyust. Lkipa Hap 3anydeHumin cyrnobamu Habps-
Kna, rapsiqa, 6anckyya, ayxe YyTnnea ao xosnoay i Tenna
(LLKipHa riNepPCeHCUTUBHICTD), MOXe 3MiIHIOBaTU KOJIP (ri-
nepemis, aenirMeHTaLjs1), NOTOBUAINEHHS.

Buainsaiots TPy cTagii po3BUTKY LIbOr0 3aXBOPIOBAHHS:

1. FocTpacTapia, konv 3’anacTbes 6inb,Habpsik, 3ana-
JIEHHS1, HA PEHTTEHI BUSIBNSIIOTL MJIIMUCTUIA OCTEONOPO3.

2. DvctpodivHa cTagjs, Konn 3’aBnsieTbes atpodis
LUKIpY Ta TKaHWH, KOHTPakTypu cyrnobis, andysHuin oc-
Teonopos.

3. AtpodivHa cTapisi. binb cTae MeHLWw BUPaXEHUM,
0co6nMBO NPU HE3HAYHMX AaKTUBHMX PyXax, HDK npu na-
cuBHux (Marshall A.T., 2000).

CepepHii Bik 3axsopioBaHocTi Ha CPCL, — 55 (27-
79) pokiB, 3aXBOPIOBaHHSA NPEeBanioe cepen XiHoK
(Mekhail N., Kapural L., 2000).

MexaHi3aM po3BUTKY 3a3Ha4€HOro CTaHy Ao KiHUA He-
BiOOMWIA. ICHYe Aekinbka Teopiii, 3rifHO 3 AKMMW BUHWKAE
HagMipHe noapasHeHHs Ta 36yakKeHHs HePBOBOT TKAHU-
HU (rinepakTMBHICTb CUMNaTUYHOI HEPBOBOI CUCTEMM)
i PO3BUTOK 3aNauibHOI peakLji (BUBINLHEHHSA HopaapeHai-
HY i3 MOCTraHrNioHapHWX HEMPOHIB CTUMYSTIOE BUBINIbHEH-
HS NpocTarnaHguvHiB). HalyacTiwe TpurepamMm € Tpasmu,
JereHeparuBHi apTpUTK LUV, NNeYeir, TYHENbHUA CUR-
POM, 3aCTOCYBaHHS1 MPOTUTYBEPKYNBO3HUX NpenapariB
(izoHia3ang), 6ap6iTypaTie, LUMKIOCNOPYHY, TaKposiMycy
(Shiel W.C., 2014). Binomi Bunaakm po3suTtky CPCL, sik
MHC. Y ubomy pasi npunyckaeTbesl NOAPa3HEeHHs Ckna-
JOBWX CMIMHHOIO MO3KY (3ip4acToro raHrnilo 41 nnieyvo-
BOro cnnetiHHA) abo nepudepuHHUX HEPBOBMX BOJIOKOH
rYMOPaJIbHUMUW NMYXITMHHUMK pakTopaMm, L0 3HMXKY-
I0Tb NOPIr YYyTMBOCTI NeprudepUHHNX MEXaHoPeLIenTo-
piB Ta NioBMLLYIOTE ePepPeHTHY CUMMNATUYHY iMIMTyECaLLIo.
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Moxa3oBuM y LBLOMY BUMaAKY € BiACYTHICTL iCTOpII none-
pepnHix TpasM 4m onepauiii (Mekhail N., Kapural L., 2000;
BalC.etal., 2012).

Y natoreHesi CPC/] BaxxnnBy ponb Bigjrpac BUAajneH-
Hs apeHo3nHTpugocdarasn (ATD), ska € KOTPAHCMI-
TepoM i3 HopagpeHaniHOM Ta HerponenTugom Yy pos-
BUTKY 600 Ta BUAINEHHI NpocTarnaHamHie. ATO moxe
BMPOOIATUCS KNITUHAMW MYXIIWMHK, LLIO MOXE MOSICHU-
T po3suTok CPC/] Ha paHHIX CTagjisx pO3BUTKY NMyX/TMHU
(Prowse M. etal., 1989).

Onmncani Bunagkn CPCJI, Wo acouiioloTLCsl 3 pakoM
MOJIOYHOI 3810341, CKBaMO30KTITUHHOIO K2PLIMHOMOIO J1e-
reHi (Mekhail N., Kapural L., 2000), pakom TOBCTOro ku-
LLIEYHUKY, PakoM sieyHukiB (80% — GinaTepasibHe ypa-
>KEHHS1 BEPXHIX KiHLIBOK), pPakOM BY/IbBM Ta LLUMIAKM MATKN
(ypakeHHs HVokHix KiHUBoK) (Mekhail N.,Kapural L., 2000),
paxkoMm NiaLyHKOBOI 3a51031, MIENOIAHUM NEVUKO30M.

JlikyBaHHsA nonsirae y 3aCTOCYBaHHI XipyprivyHoi CUM-
naTekTomii, 6Gnokaaym CUMNAaTUYHUX raHrniie, ryaHitmaom-
Hy (3anobirae BMBINEHEHHIO KOTPaHCMITEPIB). BinsHava-
€TbCH No3uTMBHA anHamika CPGJ, npw ycnilHOMY niky-
BaHHi nyxnnHu (Lachmann E. et al., 1996).
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NAPAHEONNACTUWYECKME CUHAPOMBI
B PEBMATOIOMNA

HN.A. Nannenxo, C.A. Pxynaii

Pesiome. Ocselaercs npobnema BTOPUYHBIX peB-
MaTosIOrM4eCKuX NpOosIBAEHNI 3/10Ka4eCTBEHHbIX
onyxosieii pasHoi npupoab! n nokanm3acu. Onunca-
HbI KITMHUHECKAE NPOSIB/IEHUS, MEXaHN3Mbl Pa3BU-
TUs1 1 OCOBEHHOCTY TEPANNN NaPaHEONIACTUHECKOro
CUHAPOMA: rUnePTPOGUHECKOr 0CTECAPTPONATAH,
peBMaTonaonoao6HOro CUHAPOMA, aMUIOUAHOIo
apTpuTa, BTOPUHHOM noaarpbl, PeBMaTUHeCKoH no-
JMIMUATNY, BepMaToMuo3nTa/NommMmnosnTa, Mma-
CTEeHU4eCcKoro cuHapoma Jlambepra — UiroHa, nanb-
MapHoro acumTa napTpnuTa, CUHAPOMa NaHHUKYIN-
Ta U aPTPUTA, Y3/10BATON 3PUTEMbI, 303UMHOQWILHOIO
¢acumta, cknepoaepmornogqobHoro CUHAPOMa, na-
PaHeonnacTU4ecKoro BacKy/imTa, napaHeonnactu-
4eCKOro aKpaabHOro BACKY/IIPHOrO CURAPOMA, CUH-
Apoma PeiiHo, BOI4aHO4YHONOA06HOrO CUHAPOMA,
CUHOPOMA PeIEKTOPHOU CUMNATUYECKOV pedriek-
TOPHOM AncTpoun.

KnmioueBbie ¢/I0Ba: NapaHeoniacTU4Yeck1i
CUHAOPOM, peBMaTosormyeckme 3abonesaHns,
3JI0KA4YECTBEHHbLIE OIMyXOnu.

RHEUMATOLOGICAL PARANEOPLASTIC
SYNDROMES

LA. Palienko, S.1. Dzhulai

Summary. In this article we have coveredthe 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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