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AHTUCUHTETA3HUUA CUHOPOM:
OCOBJINBOCTI AIATHOCTUKHA
TA JIIKYBAHHA

AHTUCUHTETa3HW cuHapom (ACC) — Le BiIHOCHO pPiakuyi CUMITOMOKOMIT-

JIEKC HEeBIiAoMOI eTiosnorii, Skuvi € HarONbLL TSXXKUM MigTUrnoM rosiimiosn-

Knio4oei cnosa:
aHTUCUHTETa3HWI CUHAPOM,
rnoJsliMIO3UT, aHTUCUHTETA3Hi
aHTUTINA.

Ty/nepmaromiosunty (MNM/IM). ACC acouitoeTbCsl 3 HAsIBHICTIO crieumnid-
HUX IMYHOJIOIMYHUX MapKEPIB Y CUPOBAaTLi KPOBi — aHTUCUHTETa3HUX aHTU-
Ti1 (aHTU-Jo-1) go amiHoauwn TpaHcrnopTHux PHK-cuHTeTas, yHKUIsS KX
riosisirae B katasiai npoueciB, NoB’sa3aHuX i3 6inIkoBUM CUHTE30M. KniHidHW

rnepebir xapakTepu3yrTbCsl FOCTPUM MoYaTkoM, HasiBHicTo [M/LIM, iHTep-
CTULIVIHUM YPaXXeHHSIM JiIereHb, CUHAPOMOM PeriHo, noniapTpasrieto. Hase-
JEHO KJiHIYHI criocTepexeHHs: Bunaaky ACC.

AHTUCUHTETa3HUN cuHgpom (ACC) — kniHiko-
nabopaTopHUI CUHOPOM, LLO BUSBASETHCS Y AEAKMX
XBOPUX 3 iAioMaTMYHOIO 3anasibHOK MionaTieto (nosi-
mMiosutom — MM abo gepmartomiosntom — M). MM
i IM — ayToiMyHHi 3aXBOPIOBaHHA CKENETHUX M’ A3iB
i3 MepPeBaXHUM YPaKeHHSM MonepevyHo-CMyracTunx
M’A3iB i3 PO3BUTKOM CUMETPUYHOI cnabkocTi npo-
KCUMasnbHUX M’A3iB | BTATHEHHAM Y NaTOJOrIYHNN
npowec nepndepmn4HoOi HEPBOBOI CUCTEMU — Hae-
XaTb 00 CUCTEMHUX 3aXBOPIOBAHb CMOJTy4HOI TKaHU-
HU Ta 00’€OHYIOTLCA CMilbHUM TePMiHOM — igiona-
TnyHa 3ananbHa mionaTia (I3M) (AHTenasa O.A. n co-
aBT., 2009).

[aHi cTaTucTukn ceig4aTb NPO PICT 3axBOPOBA-
HocTiHa IM/IMM y BCbOMY CBITi, ane 0cobamBo Le }ik-
cyeTbcsa B lNiBaeHHIM €Bponi NOPIBHAHO i3 [MiBHIYHOIO:
Tak, BiAHOCHA NOLLUNPEHICTb LX XBOpOo0b B lpnaHaji cta-
HoBuTb 0,08, a B 'peuii — 0,56 (Hengstman G. et al.,
2000). Y cepegHboMy YacToTa po3rnoBcoakeHHs MM/
M B noacbkin nonynsuji ctTaHoBUTh Bia, 2—10 Bunaa-
KiB Ha 1 MIH HaceneHHs, y CLLUA — 5,5 Ha 1 MH Hace-
neHHs. Mikn 3axBoOpOBAHOCTI NpUNagaloTb Ha 40POC-
nnx oci6é 50-niTHLOro Biky Ta aiten Bikom 10-15 po-
KiB i3 CMiBBiAHOLIEHHAM XiHOK Ta yonoBikiB — 2-3:1
(Mielnik P. et al., 2006). Bin3Ha4yeHo, Wwo B 0ci6 i3 M/
MM yacToTa 3/109KiICHUX HOBOYTBOpPEHb Yy 12 pasiB
BMLLA, HIX Y 3arafbHin nonynsauii, B 3B’93Ky 3 4MM
BOHW NOTPEOYIOTb PeTesIbHOro 00CTEXEHHS 3 NPUBOAY
MO>JTIMBUX HOBOYTBOPEHb MOJIOYHOI 3aN031, NIereHb,
LLYHKOBO-KMLIKOBOro TpakTy (HacoHos E.J1., Haco-
HoBa B.A., 2008).

OCHOBHUM KJiHiYHUM nposisoMm MM/OM € cume-
TPpUYHa M’a30Ba cnabkiCTb NPOKCUMAaNbHUX BiaAiNiB
KiHLBOK, renioTponHuii Bucun, napaopbitanbHuii Ha-
OpsSK, apTPUT, @ TaKOX NIYLLEHHS Ta TPRILMHM Ha LKipi
[OJIOHEN 3a TUMOM «pPykn MexaHika» (AHTenasa O.A.
1 coasT., 2009). Mpun ypaxeHHi M’a3iB rNOTKKN, FOpTaHi
Ta BEPXHbOI TPETMHU CTPABOXOQy PO3BMBAIOTLCS ANC-
TOHiA Ta ancdaria. 3any4yeHHa y npouec Mixpebep-
HUX M’A3iB Ta AiadpparMu NpmM3BOAUTb 00 3HUXKEHHS
€KCKYPCii FpYAHOI KNITKM Ta eKCNipaTOPHOI 3aULLIKA.

Etionoria NMM/OM poci HeBigoma. Bnnne HN3-
KN akTopiB 30BHILHLOIrO CepenosuLLa Ha PO3BU-

TOK IMYHHUX NOPYLUEHb B iHOMBIAYMIB PO3rNana€Th-
CS 3 Pi3HUM CTyrNneHeM A0Ka30BOCTI. HasBHICTb reHis
HLA-B8/DR3, HLA-B14, HLA-B40 po3rnsaaaetbcsa sk
CXUNBHICTb 0 po3BuTky NMM/OM i rinepnpogykuii mio-
3nTcneumdidyHnX ayToaHTUTIN. Takox 06roBOPOETLCS
posib BipycHOI iHdekKu;ji (a came ECHO-BIipyciB, BipyciB
Kokcaki), NigBuLLeHi TUTPY aHTUTIN 00 SKUX BUSIBNEHI
y xBopux Ha NMM/OM. HeogHO3Ha4yHa poJib TaKOX YJb-
TpadionetoBoro onpomiHeHHs (Hacoxos E.J1. (pea.),
2005; AnTenasa O.A., HacoHos E.J1., 2013).

OcHoBolo naronoriyHoro npouecy npu NMNM/OM €
3anasibHa KiTUHHA Ta NnepmBackynspHa iHdinbTpauis
ckeneTHmx Mm’azis T-, B-nimdouutamn. Y cknagi KnituH-
Horo iHdinbTpaTy nepesaxatoTs CD8*-, CD* -, CD28-
nimoounTn, a TakoxX Makpodaru, nnazmaTuyHi, 4eH-
apuTtHi knituHn (Greenberg S., 2009).

JNNabopaTHO-iHCTPYMEHTaNbHUMUK NOKa3HUKaMMN
M’S1I30BOIr0 NOLLUKOOKEHHS € PIBEHb Y CMPOBATL,i KPO-
Bi KpeaTnHdocookiHazm (KPK), anbponasum, nakrar-
nerigporenasm (J14IN) Ta 3miHu Ha enekTpomiorpadii,
SKi XapakTepHi Anga 3ananbHOoi mionaTii. MiaBuLeH-
HS piBHA KPK mMoxe ByTn 3HAYHO BUPaXEHUM, MO-
Hapn 50 pasiB NOPiBHAHO 3 HOPMOIO. 3a3BMYai PiBHI
acnaprtatamiHoTpaHcdepasn (ACAT) Ta anaHiHaMmi-
HoTpaHcdepasn (AnAT) Takox NiaBULLYIOTbCS (AH-
Tenara O.A. n coasTt., 2009; AHTenaBa O.A., Haco-
HoB E.J1., 2013).

ACC € HezanexHo GopMOI0 3aXBOPIOBAHHSA rpy-
nn NMM/OM, 9Knin xapakTepu3yeTbCA HASIBHICTIO ay-
TOaHTUTIN oo rictngun-tPHK-cnHtetasm (aHtn-Jol-
aHTUTINA) Ta PE3NCTEHTHICTIO [0 Tepanii FIIoKOKOPTU-
koigamu (I'K) (HacoHos E.J1. (pean.), 2005).

Okpemi NOBIAOMIIEHHS MPO CBOEPIAHNIA KOMMIEKC
y xBopux Ha MM/OM i3 cuHTe3zom miosmtcneundiy-
HUX ayTOAHTUTIN NOSABUAMCH Y APYrin nonoBuHi XX CT.
(HacoHoB E.J1. n coaBT., 1995). AyTtoaHTuTina BUABNS-
nn B cupoBaTui kposiy 50% sunagkis. Jlnwe y 1990 p.
C. Marguerie Ta cniBaBTopu onucann 29 nauieH-
TiB i3 roctpum noyvatkom NMM/OM, deHomeHom Pein-
HO, apTPUTOM, IHTEPCTULINHMM 3aXBOPIOBAHHSAM Jie-
rexb (13J1), 3agMLLKOIO, TMXOMAHKOIO, B IKUX Oy BU-
aBneHi aHtn-Jol1-, aHtTn-PL7-, aHTnu-PL12-anTuTina
(Marguerie C. et al., 1990). Ha cborogHi Bigomi Taki
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aHTUCUHTETA3HI aHTUTINa: aHTu-Jo1, aHTmn-Ha, aHTu-
treonil-tRNA-PL7, aHTtu-alanil-tRNA — PL12, aHTu-
isoleucyl tRNA-OJ, aHTu-glycyl-tRNA — EJ-aHTuTina
Ta iH. (Tzioufas A.G., 2001). 3 HUX HaNbINbLI BMUBYE-
HUMM € aHTU-Jo1-aHTuTINa, WO CTaHOBATL OIN3bKO
75% yCiX @aHTUCMHTETA3HUX aHTUTIT Ta BUSBJISIOTLCS
y 20% nauieHTiB i3 MM/AM. ®yHkujis amiHoaumn PHK-
CMHTETa3 nofdrae B Katanidi Nnpouecis 3B’A3yBaHHS
OKpeMumx aMiHOKMCNOT i3 BignosiaHoto T-PHK, ski 6e-
PYyTb y4acTby cUHTE3i npoTeiHiB (Medsger T., Oddis C.,
1994).

3a 0CTaHHi poKU NiATBEPOXKYETLCS BUCOKA YacToTa
I3J1 Ta Mio3uTy B 0Ci6 3 aHTUCUHTETA3HUMUW aHTUTINA-
Mu. CnHTe3 aHTn-SAE-, aHTn-MDAS-, aHTn-p155/140-,
aHTu-TIF-1g- Ta aHTK-Mi-2-ayTOaHTUTIN aCOLIOETb-
Cs i3 AMPY3HUM YyPaAXKEHHSAM LWIKIPU YU PO3BUTKOM
napaHeonnacTuM4yHoro npouecy (Gunawardena H.
etal., 2009). Came TSXKICTb ypaXXeHHS AMXanbHOI CUC-
Temun y nauienTis i3 MM /M B1n3Havyae NnporHo3 3axeo-
ptoBaHHS. IHTepec 0o ACC 3yMoBfeHMIN 0COBNNBOCTS-
MW oro nepeobiry, CKNagHicTio AiarHOCTUKM 1 Tepanii.
HaBoammo cnocTtepexeHHs xsopoi 3 ACC.

XBopa L. xiHo4oi cTaTi BikoM 57 pokiB 3Bep-
Hynacbk 3i ckapramm Ha 3aranbHy cnaokicTb, Oinb
Yy M’a3ax BEPXHIX Ta HUXHIX KiHLIBOK, MiABULLEHHS
Temnepatypu Tina go 37,5 ‘C, 3aguiuKy npu He3Ha-
YHOMY PiI3NYHOMY HaBaHTAXEHHI, Kallenb, apTpas-
rit0, CXyOHEHHS Ha 5 KF NPOTAromM OCTaHHbOI0 Micsi-
us. 3axsopifa rocTpo, B aHaMHE3i BiACYTHI KMiHIYHO
3HauvyLli 3axBOPIOBAHHA, B TOMY YUCi iHPeEKLUinHOI
nPUPoOAK, a TakoX ornepaTuBHi BTPyYaHHSA. MpoTa-
rOM OCTaHHIX OeKisibKOX POKiB crnoctepiraBcs o-
TopoepmMatut. Manntb npotarom 20 pokiB ao 10 yn-
rapok Ha AeHb. XBopa HOPMOCTEHIYHOI TiNoOyaoBu,
3picT 168 cm, maca Tina 62 kr. MNpu 06’EKTUBHOMY
orngani Big3Havyanu HasiBHICTb BUCMNAHb Y AiNSHLUi oe-
KONbTE Ta Ha PO3rMHanbHili MOBEPXHI KNCTEN epuTe-
MaTO3HOro xapakTtepy. AKTUBHA Ta NacMBHA PyxXn-
BiCTb cyrnobiB y noBHOMY 06Cs3i, nanbnadis cyrnio-
6iB 6e360nicHa, HabpsIKy NepiapTUKYASPHUX TKAHWH
Hemae. NMaTonorii BHYTPILWHIX OpraHis He BUSIBJIEHO.
YacTtoTa anxaHHa 18/xB, nynbc 75 yn./xB, apTepi-
anbHUiM Tnck (AT) — 1101 70 mm pT. cT. MNpn nabo-
paTopHOMY 06CTEeXeHHi: eputpountn — 4,5-10'%/n,
Tpombountn — 320-10°%/n, neikountn — 8,7-10%/n,
remornob6iH (Hb) —136 r/n, WwBMAKiCTb OCiaaHHs epu-
TpouuTiB (LLOE) — 34 mm/rop, KOK — 275 Op./n
(Hopma — 00195 Op./n), ACAT — 44 Op./n, AnAT —
48 Op./n, C-peakTnBHU npoTeiH (CPIM) — 22 r/n, aH-
TUHykneapHi aHtutina (ANA) — 1:320, aHtn-ds-AHK-
aHTUTIN — HEe BUSIBNIEHO. Ha peHTreHorpami opraHis
rPYAHOI KNITKM KMiHIYHO-3HAYMMUX 3MiH HE BUSIBNE-
HO. 3a pe3ynbTaTamMmu NpoBeaeHoi cniporpadii pyHk-
LList 30BHILLUHLOIO AMXaHHS He nopylieHa. EnekTpomi-
orpadiga nokasana 3HUXeHY eNleKTPUYHY aKTUBHICTb
M’SI30BMX BOJIOKOH. 3rigHO 3 pe3ybTatamMm exokapmi-
orpamu (exoKI'), ynbTpa3ByKoOBOIro 4OCAIOKEHHS Nna-
TONOrii 3 60Ky OpraHiB YepeBHOI MOPOXHUHU, CepUs
He BuaBNeHoO. MNauieHTui giarHoctosaHo MM Ta npu-
3Ha4veHo 'K 40 mr/poby (0,75 Mr/kr) npoTsarom 2 mic
i3 NoganbLLMM NOCTYMOBUM 3HMKEHHAM 03U, a TaKOX
MeToTpekcaTt 15 Mr/Tnx, dponiesa kucnota s mr/Tnx.

Y cepnHi 2011 p. nicnga nepeHeceHoi rocTpoi pec-
nipaTopHOT BiPYCHOT iHdeKLUii y nauieHTKn Hapocna
3aauLlka, Taxikapaisa, M’a3oBa cnabkicTb, 3’ABUNUCS
OCUNMICTb rOIOCY Ta NPOAYKTUBHUI Kawenb. Bia-
3HaYanu nigBuLLEeHHA Temnepartypu Tina oo 38,5 °C.
O6’ekTUBHO Big3Ha4yeHo eputeMy FoTpoHa Hap niec-
HOdanaHroBMMKM Ta NPOKCUManbHUMU MidKdanaHro-
BUMU Ccyrnobamm KUCTEN, epuTEMY B AiNSHL 06m144s
Ta OeKOoNbTe PO3NUTOro xapakrepy, peHoMmeH PeinHo,
AT — 100/60 mm pT. CT., NynbC — 76 yA./xB. AyCKy/ib-
TaTUBHO BUCYXOBYBasacs KpeniTaLis B HUXHIX Bigmdi-
nax nerexb. Npu nabopaTtopHOMY OOCTEXEHHI BUSB-
neHo niggueHHs pisHa KOK no 795 Oa./n (Hopma —
24-1950gp./n), AnAT — 165 Oa./n, AcAT — 156 Og,./n,
nar — 609 0a./n (Hopma — 225-450), LLUOE —
45 mm/ron, CPINM— 44 r/n, a TakoX 3HMKEHHSA reMOrJio-
6iHy 0o 114 r/n. BusisneHo nigguLLEHNA TUTP peEBMATO-
inHoro ¢paktopa (P®d) 1:64, ANA — 1:160 Ta aHTU-JO-
aHTtuTina-1— 80,2 Oa./mn (Hopma — oo 25,0 Oa./mn).
3a paHmmun komn’iotepHoi Tomorpadii (KT) opraHis
rPYAHOI KNITKM BU3HaYanucs audysHi iHTepcTuuin-
Hi 3MiHW B HUXXHIX BigAinax fereHs Ha GOHi 3HMXKEHHS
NPO30POCTi, CAMNTOM «MaTOBOIrO CKJia».

3rigHo 3 giarHoCcTUYHUMUK KpuTtepiamm NMM/OM
(tabn. 1) nauienTui giarHoctoBaHo MM i3 ACC, iH-
TepcTuuianbHe ypaxeHHs neredb (Tanimoto K. et al.,
1995). [liarHo3 AepmMaTononiMio3uTy BBaXKaeTbCH 00-
CTOBIPHMM 32 HasiBHOCTI MepLloi O3HaKN Ta MiHIMyM
OyOb-SKMX YOTUPLOX i3 NPeaCcTaBNeHNX 03Hak. YyTnm-
BiCTb iX cTaHOBUTbL 94%, cneumdivHicTb — 90%. Y kni-
HIYHI KapTUHI 3aXBOPIOBAHHSA Y LIEi nauieHTkn 6ynu
HasBHi kpuTepii 1-8.

TaGnuua 1
LiarHocTuyni kputepii MM/AM (Tanimoto K. et al., 1995)

N2

a/n Ha3ea kputepito

—_

YpaxeHHs Lwkipu

lpokcumanbHa M’30Ba cnabkicTb

MinBuuieHHa akTneHOCTI KOK

Mianris npu nanbnawii 4 cnoHTaHHWii Ginb

lepBuHHI M’130Bi 3MiHU Ha enekTpomiorpadii

Antutina Jo-1 (rictugun-TPHK-cuHTeTasa)

Heepo3ausHuii apTpuT 4u apTpanria

03Haku CMCTEMHOrO0 3ananeHHs (nuxomatka, CPI, LWOE)
MopdonoriyHi 3MiHu, SKi BifNOBIfAOTL 3ananbHii Mionarii

W oo N o U~ Wi

NMpoBeneHa nynbc-Tepanis: MeTUINPeaHi300H
no 1r npotarom 3 gHiB, unknodocpan 1000 mr —
1 neHb ABOMa Kypcamu 3 iHTepBasiom 4 Tux, Ao3a
NK nipBnweHa oo 50 mr/goby; umnpodnokca-
umH 800 mr/poby — 7 pHiB, aneHgpoHoBa KMcnoTa
70 mMr/poby, mikodpeHonaty mopetuny 500 mr/ooby
i3 NOCTYNOBUM MiABULWEHHAM 003U 00 2 r/oo0by.
Ha ¢doHi nposeaeHoi Tepanii Big3Ha4anm HapoCTaHHA
M’S1I30BOI CUJIN, BMEHLLUEHHS 3a4MLLKN, SHUKHEHHS OCU-
MAOCTI FOSI0CY, 3HUKHEHHS KaLLIo, HopMari3aLlid piBHA
K®K. MauieHTka noBepHynacs 4o podboTtu.

Y nuctonagi 2011 p. nauieHTka 3HOBY 3BEPHYacs
B KJ1iHiKY 3i cKapramMmm Ha cepLedunTTs, BaXKiCTb 3a rpy-
LNHOI0, 3a4MLLIKY NPU HE3HAYHOMY DiZNYHOMY HaBaH-
TaXeHHi. [lo3a MeTunnpeaHi3oNioHy Ha Len MOMEHT
ctaHoBuna 34 mr. Ha EKI™ giarHOCTOBaHO CMHYCOBUIA
pUTM, Taxikaphilo i3 4aCTOTOK CepLEBUX CKOPOYEHb
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96-110yn./xB. enpecii cermeHta ST He byno. BepTtu-
KaJsibHe NOJIOXXEHHS eNIEKTPUYHOI OCi, HENoBHa 6r1okaaa
npa.oi Hixkn nyyka lNica. Mpu npoBeneHHi exoKI gia-
FHOCTOBaHO 3HWXXEHHA dpaKkLyii BUKMAY NiBOro LLTYHO-
Ka 0o 56%. CucToniyHni TUCK y NEreHeBil apTepii —
25,6 MM pPT. CT. I3 nabopaTopHMX 0OCTEXEHD Bia3Ha4ve-
HO Oesike NiABULLLEHHS PIBHSA TPOMOHIHY T 40 2,7 MKr/n
(Hopma — <2,3 mkr/n), KbK — pno 330 Oa./n (Hop-
ma — 24-195 Op./n), AnAT — 65 0Opa./n, ACAT —
68 Oa./n, NAr — 230 Opa./n (Hopma — 225-450),
Hb — 134 r/n, LLUOE — 25 mm/roa, P® — 1:34, ANA —
1:110, anTn-Jo-aHtutina-1 — 60,8 Oa./mn (Hopma —
0o 25,0 Og./mn), CPM— 24 r/n. Y oingHui M’ akmx Tka-
HWH Nepeannivyys y NauieHTKM BUSBNEHI KanbLUMHATA.
Byno 3anino3peHo HEKOPOHAPOreHHE YPaXXEHHS Mio-
Kapaa, y 3B’A3Ky 3 YAM NPUNHATE PiLLEHHS NPO Npo-
BEOEHHA MaArHiTHO-pe3oHaHCHOT ToMorpadii (MPT)
cepus, Ha AKiih BUABJIEHI 03HaKn andy3HOI 3ananbHOi
iHINbTpauii Mmiokapaa, FONOBHUM YAHOM Y AiNgHUI i-
BOrO LUSTYHOYKA. HeraTtueBHOI AnHamikm 3 60Ky nereHb
He BiA3Ha4yeHo.

BpaxoBytoun ctaH XBOPOi, BiAHOCHY PE3UCTEHT-
HICTb 0O NPOBeOEHOi Tepanii, NauieHTui Npu3Haye-
HO puTykcumabd B po3i 1000 mr (375 Mr/m2 noBepxHi
Tina) B 0-1 ta 14-1 geHb i3 iHTepBanom y 24 tnx. Ye-
pe3 3 Mic nicna NepLuoro BBEAEHHS npenaparty AnHa-
Mika nepebiry 3axBOpPIOBaHHS PO3LIHEHA SIK MO3UTUB-
Ha: BigOynacsa Hopmanisauis pisHa KOK go 25 Oga./n,
AnAT — po 44 Op./n, AcCAT — no 350ga./n, LLUOE —
15 mm/roa, PO — 1:32, ANA — 1:40, CPIM — 12 r/n.
BinsHaveHo HopmManisauio TUTPIiB aHTU-JO-aHTUTIN —
9 0p./mn.Y 2013 p. nauieHTka NpoaoBXyBana flikyBaH-
HS puTykCcuMabom y 0o3i 750 mr Ha 1 BBegeHHa. CTaH
3anuwascs cTabinbHuUM. Ckapr npy N1aHOBOMY OrNisi-
i He npen’asnana. MNpoaoBXyeTbCsa Tepania Mikope-
HonatoMm modetunom 1,5 mr/ooby, MeTunnpeaHiso-
JIOHOM — 8 Mr/no0y.

HaseneHuin KniHiYHW Npuknag noeaHye HagBHICTb
CUMMTOMOKOMMJIEKCY, XapakTEePHOro s KINaCUyHO-
ro ACC. OgHak Ha noyaTky 3axBOPIOBAHHA SHUXKEHHS
M’S1I30BOI CUJIN, YPAXKEHHS LLKIPW, MIABULLEHHS PIBHSA
depMEHTIB 3a BiACYTHOCTI aHTU-JO-aHTUTIN NMOEOHY-
BaNoOChb i3 BIiAHOCHOK PE3NCTEHTHICTIO A0 JliKyBaHHS.
3rigHo 3 gaHumu nitepatypu, M’sa3o0Ba cnabkicTb ne-
penye po3suTky I3J1 nuwe y 12-31% nauienTis i3 ACC,
Toni sk I13J1 yacTo nepenye Po3BUTKY Mio3nTy B 37—
56%. OgHo4YaCHWIN PO3BUTOK MiO3UTY Ta NaTonorii ne-
reHb Big3HavatoTb y 50% xBopux (AHTenasa O.A., Ha-
coHoB E.J1., 2013). HYacToTy iHWWX KNiHIYHMX MaHidec-
Taui HaBegeHo y Tabn. 2 (Tziofas A.G., 2001).

Ta6nuusg 2
YacTtoTa geskux KniHiyHux maHidecrauiii

KniHiyHuih cumntom MowmwmpeHictb, %

Mioaut >90
1311 60
Aptput 50
®eHomeH PeiiHo 40
JluxomaHka 20
«Pyka mexaHika» 30

3rigHo 3 gaHMMK niTepaTypu, MiokapauT HasiBHUIA
y 20-30% xBopux Ha JM Ta iHKONM BU3HA4Ya€e NPOrHo3
3axBoptoBaHHs (Zhang L. etal., 2012). HanyacTiwnmun
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nposiBaMn ypaxeHHs miokapaa y xsopux Ha AM/MM e
NOPYLLUEHHSA PUTMY Ta MPOBIOHOCTI, 8 TAKOX 3HMKEHHSA
MOro CKOPOTHOI PYHKLIT, K OyN0 i y BMLLEHABEAEHO-
MY KJiHiYHOMY BMnaaky. MNpu mopdonoriyHomMy JoChi-
[DKEHHI xapakTep 3MiH y Miokapi CXOXUIN Ha YPaXKeHHS
CKEeNeTHUX M’'A3iB Ta NPOABAAETLCS NIMPOLUTAPHOLO
iHpiNbTPaLuien, BOrHMLLAMN HEKPO3Y M’A30BUX BOJ10-
KOH (Zhang L. etal., 2012). TsxXKiCTb ypaxeHHst Miokap-
[la 3a3BKY4am KOPEJIOE 3 BUPAXKEHICTIO MIO3UTY, 3 IKUM
noe’asaHe nigpuwleHHs KOK (Axinte C.1. et al., 2012).
BaxnumBiwmmM € HasiBHICTb O3HaAK MOPYLLUEHHHA CUCTO-
NiYHOI 4Yn giacTonivyHOi PyHKLUIT Miokapaa 3a AaHUMMU
exoKI (Bazzani C. et al., 2010; Zhang L. et al., 2012).
lMpoTe Ha cyyacHOMYy eTani MeToaoM BMOOPY BBaXa-
toTb MPT, sika O3BONSE AiarHOCTYBATM MOTOBLUEHHS,
3ananbHy iHPINbTPALLO, AiNSHKY HAOPSKY B ypaKEeHUX
ninsHkax (Goenka A.H. et al., 2014).

[LiarHocTtnyni kputepii ACC, ony6nikoBaHris 2011 p.
J. Solomon Ta cnieaBTOpamMu, BpaxoByBasin HASBHICTb
AHTUCUHTETA3HMX aHTUTIN B NOEAHAHHI 3 2 abo 1 Be-
nmkum 1a 1 Mmanum kputepiamu (tabn. 3) (Solomon J.
etal., 2011).

TaOnuus 3
DiarHocTuyHi kputepii ACC

Benuki kputepii
1311 (He noB’3aHi 3 GpakTopamu 30BHILIHBLOTO CepenoBuLLa, NPOdECIHOI0
LiSNbHICTIO, NPUIIOMOM Jikapcbkux 3aco6iB)
MM a6o IM

Mani kpurepii

Aptput
DdeHomeH PeitHo
«Pyka mexaHika»

MnTaHHa wopno nikysaHHa NMM/OM nponosxye 3a-
nmwaTtucs aktyanbHUM. OCHOBY NiKyBaHHSA CTAHOBNSATb
'K, Wwo npmnaHayaTbes B 003i HE HXXYe 1 Mr/kr/ooby
npoTtarom 2,5-3 Mic i3 noganbLmnM MNOCTYNOBUM 3HU-
XEHHAM O031 A0 NiagTPpUMyBanbHOiI. [poBeaeHi Ync-
JNIEHHI [OCNIOXEHHS cBigYaTb NPO NMO3UTUBHY OWN-
HaMiKy Ta WBMAKICTb AOCSArHEHHS PEMICii Npu paH-
HbOMY 3aCTOCYBaHHi iMyHOCYNnpecuBHUX 3acobis,
Takux 9Kk metoTtpekcat (0,3 mr/kr/Tux), azaTionpuH
(2,5 mr/kr/po6y), unknocnopuH (3 mr/kr/noby), mo-
deTnny mikodpeHonat. BeegeHHs uuknopocohaminy
(1 r/m2 noBepxHi Tina) WomicayHo — npenapat BUOO-
py npwu I3J1 (HacoHos E.J1., HacoHoBa B.A., 2008; AH-
Tenaa O.A., HacoHoB E.J1., 2013). PaHHE Nnpu3HayeH-
HSA Tepanii aCoLil0ETLCS 3i CIPUATANBILLMM NPOrHO30M.
3a 0CTaHHi poKkuM 3’ ABUINCSA MOBIAOMJIEHHS MPO YCiLl-
He 3aCTOCYBaHHS BiosIoriYHMX NpenaparTis, a came pu-
Tykcumaby npun ACC, 0cobnnBo — pPe3nCTEHTHOMY
Do nikyBaHHs nepeobiry (Arkfeld D., 2008).

HeogHo3Ha4yHa posnb aHTU-JO-aHTUTIA. 3 0OHOro
OOKYy, iX MiABULLEHWIA TUTP CBIAYNTL NPO TAXKUIA Nepe-
Oir, HeCNPUATAMBUIA MPOrHO3 3aXBOPIOBAHHS, A 3 iHLLIO-
ro — € NPeanKTopoM afekBaTHOI BiAMOBIAi HA aHTU-
B-knitnHHY Tepanito (Sem M. et al., 2009). OaHi nite-
paTtypu cBig4aTb NPO NO3UTUBHUI edekT i Tpueany
peMICito Npu 3aCcTOCYBaHHI pUTyKCMMaby y Taknx XBo-
pux (Brulhart L. et al., 2006; Arkfeld D., 2008).

Takum ynHom, ACC cTaHOBUTb BENUKUIN iHTEPEC
ON9 peBMaTosoriB, NOB’A3aHni i3 TpyaHoLwamMu gia-
FHOCTMKW Ta NiKyBaHHS.
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AHTUCUHTETA3HbIA CUHOPOM:
OCOBEHHOCTU OAUATHOCTUKMU
N NEYEHNA

FO.H. CupeHko, I'.A. lpoueHko,
H.C. boiiuyk

Pe3iome. AHTUCHUHTETa3HbIN cuHapom (ACC) —
OTHOCUTEJIbHO PEAKUE CUMITTOMOKOMIT/IEKC HEU3-
BECTHOW 3TMOJIOMrNM, KOTOPBbIV SIBASIETCS] Hanbosiee
TSKEJIbIM 0ATUMNOM MNOJINMMUNO3NTE/EepPMaTOMMNO-
auta (MM/M). ACC accoummpyeTtcs ¢ Haam4u-
em crneunpu4eckux MMYHOJI0MM4ECKUX MapkKe-
pPOB B CbIBOPOTKE KPOBU — aQHTUCUHTETA3HbIX aH-
Tuten (aHTn-Jo-1) Kk ammHoauna TPaHCIOPTHbLIM
PHK-cuHTETaszam, yHKUMS KOTOPbLIX 3aK/IK0YaEeT-
Csl B Katam3e rpoLeccoB, CBSI3aHHbIX C 6€JIKOBbIM
CUHTE30M. KNMHNYeckoe TeyeHne xapakTepuavpy-
€eTCs OCTPbIM Hayasnom, Haandmem NMM/AM, nHTep-
CTULIMOHA/TbHBIM MOPaXeHUeM 1Erkux, CUHAPOMOM
PeriHo, nonvaptpasnrven. [NpuBoanTCs KIIMHUYe-
ckoe HabmoaeHue cnayydas ACC.

KnioueBble cnoBa: aHTUCMHTETa3HbIN CUHAPOM,
NoJINMMNO3NT, aHTUCUHTETA3HbIE aHTUTENA.

ANTISYNTHETASE SYNDROME:
DIAGNOSTIC AND TREATMENT
PECULIARITIES

Yu.M. Sirenko, G.O. Protsenko, N.S. Boychuk

Summary. The antisynthetase syndrome is a rare
disease of unknown etiology which is the most
severe subtype of polymyositis/dermatomyositis
(PM/DM). The hallmark of the disorder is the pre-
sence of serum antibodies which recognize the
aminoacyl-tRNA synthetases, which play a vital
role in protein synthesis. The clinical picture is
characterized by acute onset, presence of PM/DM,
interstitial lung disease, Raynaud’s phenomenon,
articular involvement. The clinical case with ACC
is proposed.

Key words: antisynthetase syndrome,
polymyositis, antisynthetase antibodies.
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