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NIKAPIO-NPAKTUKY

AHTUCUHTETA3HUN CUHOPOM:
OCOBJIUBOCTI AIATHOCTUKMU
TA JNIKYBAHHSA

AnTucnHTeTasHnii cuHapom (ACC) — ue BiAHOCHO piaKknii CUMITOMOKOMIT-
JiIekc HeBinoMmoi etionorii, sknii € HaibinbL TSXXKUM NATANOM NOoJ1iMIO3n-
Ty/aepmaromiosuty (NMM/M). ACC acouitoeTbCsi 3 HasIBHICTIO cneungiy-
HUX iMYHOJIOTIYHNX MAPKEPIB y CUPOBATL KDOBI — AHTUCUHTETA3HNX aHT-
Tin (aHTN-Jo- 1) Ao amiHoaumn TpaHenopTHux PHK-cuHTeTas, yHKUis ikux
nosisirae B KaTanizi npouecis, NoB’a3aHuX i3 6i1KoBUM CUHTE30M. KnikiyHniA

nepebir xapakTepn3yioTbCs1 TOCTPUM oYaTkoM, HasisHicTio NMM/M, iHTep-
CTULIIAHNM YDaXEHHSIM JIEreHb, CUHAPOMOM PeliHo, noniapTpanrieo. Hase-
JAEHO KNiHiuHI crioctepexeHHst sunanky ACC.

AHTUCUHTEeTa3HU cuHapomM (ACC) — kniHiko-
naboparopH1MiA CUHAPOM, LU0 BUSIBASIETLCA Y AEAKMX
XBOPMX 3 iiOMaTUYHOIO 3ananbHOoIo MionaTielo (noni-
mioautom — MM abo nepmatomiosantom — AM). MM
i IM — ayTOiMyHHi 3aXBOPIOBaHHSA CKEJIETHUX M’A3iIB
i3 NepeBaXXHUM YPaXXE€HHSIM NnonepevyHo-CMyracTmx
M’A3iB i3 PO3BMTKOM CUMETPUYHOI cnabkocTi npo-
KCUMaJIbHMX M’'A3IB i BTATHEHHAM Y NaTONOri4YHUIA
npouec nepwugeprUy4HOi HEPBOBOI CUCTEMU — Hane-
XaTb A0 CUCTEMHUX 3aXBOPIOBaHb CMNOAYYHOI TKAHU-
HU Ta 06’eAHYIOTLCA CMiNbHKMM TEPMIHOM — igiona-
TuyHa 3ananbHa Mionartia (I3M) (AHTenasa O.A. n co-
aBT., 2009).

[aHi ctaTuCcTUKKM cBig4aTh NPO pPiCT 3axBOpIOBa-
HocTi Ha [IM/IMM y BCcboMy CBiTi, ane ocobaneo Le ik-
cyeTbes B [MiBoeHHin €Bponi NOPiBHAHO i3 MNiBHiYHOIO:
Tak, BigHOCHa NOLWMPEHICTb LMX XxBopooO B IpnaHaii cta-
HoBuTb 0,08, a B 'peuii — 0,56 (Hengstman G. et al.,
2000). Y cepeaHbOMY 4acToTa PO3noBCiomxeHHs MM/
M B nioacbkivi nonynsuji ctaHoBuTb Big, 2—10 BUNaa-
KiB Ha 1 MH HaceneHHs, y CLLUA — 5,5 Ha 1 MnH Hace-
neHHs. Mikn 3axBOpIOBaHOCTI NpunaaaloTb Ha AOPOC-
nnx oci6 50-niTHbOro Biky Ta aitei Bikom 10-15 po-
KiB i3 CMiBBiAHOLIEHHAM XIHOK Ta YonosikiB — 2-3:1
(Mielnik P. et al., 2006). BinaHa4eHo, Lo B 0ci6 i3 M/
MM yacToTa 3n0AKICHMX HOBOYTBOPpEeHb y 12 pasiB
BULLA, HiX Y 3arabHiii nonynsiuii, B 3B'A3Ky 3 YMM
BOHM NoTpebyloTb peTenbHOro 06CTeXeHHs 3 NPUBOAY
MONUTMBUX HOBOYTBOPEHb MOJIOYHOI 3a/103U1, NEreHb,
LLAYHKOBO-KMLLKOBOIo Tpakty (HacoHos E.J1., Haco-
HoBa B.A., 2008).

OCHOBHWMM KJiHiYHMM nposiBom TM/OM € cume-
TPWUYHa M’30Ba cnabkiCTb NPOKCMManbHUX Bioainis
KiHUIBOK, renioTponHuia Bucun, napaopbitanbHuii Ha-
OpsK, apTPUT, a TaKOoX JIYLLEeHHs1 Ta TPILLMHW Ha LUKipi
OONOHEN 3a TUMOM «pykU MexaHika» (AHTenasa O.A.
1 coaBT., 2009). Mpw ypaxeHHi M’A3iB FNOTKW, ropTaHi
Ta BEPXHbOI TPETUHU CTPABOXOAY PO3BUBAIOTLCH ANC-
TOHiA Ta ancoaria. 3anyyeHHs y npouec Mixpebtep-
HUX M’a3iB Ta aiadparMn NPpU3BOAUTL A0 3HUXEHHS
€KCKYpCii FpyAHOI KNITKU Ta eKcnipaTopHOI 3a0MLLKW.

Etionoria NMM/OM poci HeBigoma. BnnvB HKM3-
K1 $pakTopiB 30BHILLIHLOIO cepenoBuLLAa HA PO3BU-

TOK iIMYHHUX MOPYLIEHb B iHAUBIAYMIB pO3rnanacTb-
CSl 3 Pi3HMM CTyneHeM JoKa30BOCTi. HasaBHICTb reHis
HLA-B8/DR3, HLA-B14, HLA-B40 po3rnaaaerbCs siK
CXWIbHICTb A0 po3suTky NMM/OM i rinepnpoaykuii Mio-
3nTcneungiyHNX ayToaHTUTIN. TakoX 06roBOpIOETLCSH
ponb BipycHoi iHdekuii (a came ECHO-BipyciB, BipyciB
Kokcaki), nigByLLIEHI TUTPW aHTUTIN A0 AKX BUSIBNEHI
y xBopwux Ha IMTM/AM. HeogHO3HauHa ponb TaKOX yib-
TpadioneToBoro onpomiHeHHs (HacoHos E.J1. (peg.),
2005; AHtenaBa O.A., HacoHosB E.J1., 2013).

OcHoBolo natonoriyHoro npouecy npu NM/0OM €
3anasibHa KiiTMHHa Ta NepusackynspHa iHginbTpauis
ckeneTHUx M’agie T-, B-nimpountamn. Y cknagi KnitmH-
Horo iHginbTpaTy nepeBaxaioTb CD8*-, CD*-, CD28-
nimdounTu, a TakoX Makpodarm, nnasMaTuyHi, AeH-
ApwuTHi KnitnHu (Greenberg S., 2009).

JNabopaTHO-iHCTPYMEHTaNbHUMWN NOKa3HNKaMU
M'S1I30BOI0 NOLUKOAXKEHHS € PiBEHb Y CUPOBAaTL,i KpO-
Bi kpeaTnHdocdokiHasn (KPK), anbaonaau, nakrar-
nerigporeHasu (J14I') Ta 3MiHM Ha enekTpomiorpadii,
SIKi xapakTepHi ons 3ananbHoi mionarii. MigBrweH-
HA piBHA KPK Moxe 6yTn 3Ha4HO BUPakKeHUM, No-
Haa 50 pa3siB NOPIBHAHO 3 HOPMOIO. 3a3BuYaii piBHi
acnapTataMmiHoTpaHcdepasmn (ACAT) Ta anaHiHaMi-
HoTpaHcdepasun (AnAT) TakoX NiaBMLLYIOTLCH (AH-
Tenasa O.A. n coasT., 2009; AHtenaBa O.A., Haco-
HoB E.J1., 2013).

ACC € He3anexHolo ¢opMOoI0 3aXBOPIOBaAHHA Mpy-
nm MM/0M, skuii xapakTepuayeTbCs HAsSIBHICTIO ay-
ToaHTUTIN Ao rictnann-tPHK-cuHteTasmn (aHtn-Jo1l-
aHTUTINA) Ta Pe3NCTEHTHICTIO A0 Tepanii rIoKOKOPTU-
koinamu (F'K) (HacoHos E.J1. (pen,. ), 2005).

OkpeMi NoBIAOMNEHHSI NPO CBOEPIAHNI KOMMNNEKC
y xBopux Ha NMM/OM i3 cnHTe3aom mioantcneundiy-
HUX ayTOaHTUTIN NOSIBUANCH Y APYriA NonoBUHI XX CT.
(HacoHoB E.J1. n coaBT., 1995). AytoaHTuUTiNa BUSBNS-
nu B cupoBsaTuj kpoBi y 50% sunapkis. Jinwe y 1990 p.
C. Marguerie Tta cniBaBTopu onucanu 29 naujieH-
TiB i3 roctpum noyarkom NMM/AOM, deHomeHOM Peir-
HO, apTPUTOM, IHTEPCTULINHUM 3aXBOPIOBAHHAM Ne-
reHb (13J1), 3a4MLLIKOI0, TMXOMAaHKOI0, B IKUX Oynn BK-
sBneHi aHtn-Jo1-, aHTn-PL7-, aHTn-PL12-aHTnTiNna
(Marguerie C. et al., 1990). Ha cborogHi Bigomi Taki

YKPATHCHKWWA PEBMATONOTIMHUA XYPHAN = Ne 2 (56) » 2014



NIKAPO-NMPAKTUKY

AHTUCUHTETa3Hi aHTUTINa: aHTu-Jo1, aHTKU-Ha, aHTK-
treonil-tRNA-PL7, aHTtu-alanil-tRNA — PL12, aHTu-
isoleucyl tRNA-OJ, aHTu-glycyl-iRNA — EJ-aHTuTina
Ta iH. (Tzioufas A.G., 2001). 3 Hux HaibinbW BUBYE-
HUMM € aHTU-JO1-aHTUTINAG, WO CTAHOBAATL HNU3bLKO
75% yCiX aHTUCUHTETA3HUX aHTUTIN Ta BUSIBASIIOTLCS
y 20% nauieHTiB i3 NMM/OM. dyHkuja amiHoauun PHK-
CUMHTEeTa3 nonsirae B katanisi NPoLECiB 3B'A3yBaHHA
OKpeMux amiHokncnoT i3 BianosigHolo T-PHK, ski 6e-
PYTb yd4acTb Y cuHTE3i NnpoTeiHie (Medsger T., Oddis C.,
1994).

3a ocTaHHi poKKM NiATBEPIKYETHCS BUCOKA YacToTa
I3J1 Ta Mi03UTY B OCI6 3 aHTUCUHTETA3HUMM aHTUTINA-
Mu. CuHTE3 aHTN-SAE-, aHTu-MDAS-, aHTK-p155/140-,
aHTU-TIF-1g- Ta aHTN-Mi-2-ayToaHTUTIN acoLiloETb-
cA i3 ANdY3HUM yPaXEHHSIM LUKipU YA PO3BUTKOM
napaHeonnacTuyHoro npouecy (Gunawardena H.
etal., 2009). Came TsxXKICTb ypaXXeHHs OMXanbHOI CUC-
TeMuy nauieHTis i3 NM/OM Bu3Havyae NporH03 3axso-
pioBaHHS. IHTepec no ACC saymMoBneHuii ocobnmBocTa-
Mu iioro nepebiry, cknagHicTio AiarHoCTUKM i Tepanii.
Hasoanmo cnoctepexeHHs xsopoi 3 ACC.

XBopa LU. xiHo4oi cTaTi BikoM 57 pokiB 3Bep-
Hynacb 3i ckapramu Ha 3aranbHy cnabkictb, 6inb
Yy M’fi3axX BEPXHiX Ta HMXHIX KiHLIBOK, NigBULLEHHSA
Temnepartypu Tina o 37,5 °C, 3aguLlKy npu He3Ha-
YHOMY i3MYHOMY HaBaHTaXEHHI, Kawenb, apTpan-
rilo, CXyoHeHHs Ha 5 Kr NPOTArOM OCTaHHbLOrO Mics-
us. 3axsopina rocTpo, B aHaMHe3si BiACYTHi KNiHi4HO
3HaYylli 3aXBOPIOBAHHS, B TOMY 4YUCHi iH)eKLinHOoT
NnpPUpoau, a TakoX onepartuBHi BTPyd4aHHsA. MpoTta-
romM OCTaHHIX OeKiflbkOX POKiB crocTepirascsa ¢o-
TogepmaTut. Manutb npoTtarom 20 pokis 4o 10 um-
rapok Ha geHb. XBopa HOPMOCTEHIYHOT TinobynoBu,
3pict 168 cm, Maca Tina 62 kr. NMpu 06’ ekTUBHOMY
ornsgi Big3Havyanu HasiBHICTb BACWNAHD Y AiNsHLUI oe-
KONbTE Ta HA PO3rMHasLHI NOBEPXHI KNCTEN epuTe-
MaTO3HOIro xapakrepy. AKTUBHA Ta NacMBHA Pyxnn-
BiCTb cyrno6iB y noBHOMy 06c¢s3i, nanbnawis cyrno-
6i 6e36onicHa, HabpsKy NepiapTUKYNSIPHUX TKAHWH
Hewmae. lNMaronorii BHyTPIiLLHIX OpraHie He BUSIBNEHO.
YactoTa auxaHHa 18/xB, nynbc 75 ya./xB, apTepi-
anbHuit Tuck (AT) — 110i 70 mm prt. cT. MNMpu nado-
paTopHOMY oB6CTexXeHHi: epuTtpounTn — 4,5-10'%/n,
TpomGouutn — 320-10%/n, neitkouptnn — 8,7-10%/n,
remornobin (Hb) —136 r/n, wBMOKicTb ocinaHHA epu-
TpouwuTie (LUOE) — 34 mMm/roa, KOK — 275 Oa./n
(Hopma — 0o195 Oga./n), ACAT — 44 Op./n, AnAT —
48 Op./n, C-peaktuBHuii npoteiH (CPIMN) — 22 r/n, aH-
TUHyKneapHi antutina (ANA) — 1:320, aHtn-ds-JHK-
aHTUTIN — He BUsIBNEHO. Ha peHTreHorpami opraHis
rPyAHOI KNiTKU KiHIYHO-3HA4YMMKUX 3MiH HE BUSsIBNe-
HO. 3a pe3ynbTatamm nposeaeHoi cniporpadii pyHk-
LLifl 30BHILLHBLOr0 AUXaHHs He nopylweHa. Enekrpomi-
orpadisa nokasana 3HWKEHY €/IEKTPUYHY aKTUBHICTb
M’AAI30BUX BONOKOH. 3rigHo 3 peaynbTatamMm exokapai-
orpamm (exoKrl), ynbTpasBykOBOIro AOCHiIOKEHHS na-
Tonorii 3 60Ky opraHiB YepeBHOI MOPOXHUHN, CepLs
He BusaBneHo. MNMauieHTui giarHoctoBaHo MM Ta npu-
3Ha4eHo K 40 Mr/poby (0,75 Mr/kr) npoTarom 2 Mic
i3 N04aNbLWMM NOCTYNOBUM 3HUXKEHHSIM 03U, & TAKOX
meToTpekcat 15 mr/Tnx, doniesa kncnora 5 mr/Tux.

Y cepnHi 2011 p. nicns nepeHeceHoi rocTpoi pec-
nipaTopHOI BiPYCHOI iHdeKL|i y nauieHTk1 Hapocna
3aguLika, Taxikapaia, m’asosa cnabkicTb, 3’aBUNUCS
OCMUMNICTb rosIocy Ta NPOAYKTUBHUA Kawens. Bia-
3Hayanu nigBuLLIEHHA Temnepartypu Tina go 38,5 °C.
06’eKTMBHO Big3Ha4eHO eputemy OTPOHA Hap nnec-
HOdanaHroBuMu Ta NPOKCUManbHUMU MixkdanaHro-
BUMM cyrnobamu KUcTeid, eputemy B AinsHui o614y
Ta AeKkoJibTe PO3IUTOro Xxapakrepy, peHomeH PeiiHo,
AT — 100/60 MM pT. CT., nynbCc — 76 yAa./xB. AyCcKynb-
TaTUBHO BUCNYXOBYBaacs Kpernitavis B HUXHIX Bioai-
nax nereHb. Mpu nabopatopHOMY 0BCTEXEHHI BUSIB-
neHo niasuiLeHHs pisHa KOK no 795 Oa./n (Hopma —
24-195 Ogp./n), AnAT — 165 Op./n, ACAT — 156 Og./n,
nar — 609 Oa./n (Hopma — 225-450), LWUOE —
45 mm/rog, CPIT— 44 r/n, a TakoX 3HWKEHHS reMOro-
6iHy 0o 114 r/n. BusiBneHo niaBULLIEHUI TUTP peBMaTo-
inHoro dakTopa (P®d) 1:64, ANA — 1:160 Ta aHTK-JO-
aHTutina-1— 80,2 Oa./mMn (Hopma — 0o 25,0 Oa./mn).
3a gaHumMmu komn’loTepHoi Tomorpadii (KT) opraHis
rpyaHoi knitku BusHavanucsa audysHi iHTepcTuuiin-
Hi 3MiHW B HWXKHIX Bigajnax nereHb Ha PpOHi 3HUXKEHHS
npo30pocCTi, CAMNTOM «MaroBOIro CKNna».

3rigHo 3 gjiarHocTUYHUMKM kpuTepismu NMM/OM
(tabn. 1) nauieHTui giarHoctoBaHo MM i3 ACC, iH-
TepcTuuianbHe ypaxeHHs nereHb (Tanimoto K. et al.,
1995). [liarHo3 AepmMaTononimio3uTy BBaXKAETbCS 00~
CTOBIPHUM 32 HasIBHOCTI NEPLUOi O3HAKW Ta MiHIMyM
6y Ob-sIKMX YOTUPLOX i3 NpeacTaBieHMX 03Hak. Yytnu-
BiCTb iX CTaHOBUTbL 94%, cneundidHicTe — 90%. Y kni-
HiYHIA KapTWUHI 3aXBOPIOBAHHSA Y LIET naujeHTkn Bynn
HasiBHi kpuTepii 1-8.

Tabnuys 1
RiarnocTuyni kputepii MM/AM (Tanimoto K. et al., 1995)

z

HasBa kpurepiio

L
=

YpaxenHsi Lwkipu

NpokcuMansHa M’30Ba cnabkicts

NipsuweHHs akweHocTi KOK

Mianris npu nanbnauii 4 cnoHTaHHW#A Ginb

MNepBuHHI M'A308Bi 3MiHK Ha enekTpoMiorpadii

Antutina Jo-1 (ricruaun-TPHK-cunTeTasa)

Heepo3auBHUiA apTPMT 4u apTpanris

O3Haku CHCTEMHOTO 3ananeHHs (nuxoMatka, CPIl, LOE)

MopdonoriyHi 3MiHm, siki BiANOBILATL 3ananbHii Mionartii
MpoBeneHa nynbc-Tepania: MeTUNNpPEenHI30N0H
no 1r npotarom 3 gHie, unknodocdan 1000 mr —
1 oeHb ABOMa Kypcamu 3 iHTepBanom 4 Tux, nosa
K nigppuweHa oo 50 mr/poby; unnpodnokca-
umH 800 mr/noby — 7 OHiB, aneHOpPOHOBA KMcnoTa
70 mr/noby, mikopeHonaty modetuny 500 mr/ooby
i3 NOCTYNOBUM NigBULLEHHAM 8031 0o 2 r/noby.
Ha ¢oHi npoBeaeHoi Tepanii Bia3HaYann HapOCTaHHS
M’AI30BOi CUJIW, BMEHLLEHHS 3aIULLIKN, BHUKHEHHS1 OCU-
MAOCTi FONOCY, 3HAKHEHHS KaLwio, Hopmarnisavis piBHA
K®K. NaujeHTka noBepHynacsa oo pobotu.

Y nuctonagi 2011 p. nauieHTka 3HOBY 3BepHynacs

B KJiHiKy 3i ckapramu Ha cepuebuTTs, BXKICTb 3a rpy-
AWHOIO, 3aQULLKY NPU HE3HAaYHOMY Bi3NYHOMY HABaH-
TakeHHi. [loza MeTunnpeaHi3onoHy Ha ueid MOMEHT
craHosuna 34 mr. Ha EKI™ giarHoCTOBaHO CUHYCOBUIA
pUTM, Taxikapailo i3 4acToTOI CEepLEeBUX CKOPOYEHb
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96-110ya./xB. Aenpecii cermeHTa ST He 6yno. Beptu-
KasibHe NOJNIOXEHHS eNeKTPUYHOT oci, HernoBHa 61okana
npaeoi Hixkn nydka lMica. MNpu npoBeaeHHi exoKI™ pia-
rHOCTOBaHO 3HWXEHHSA dpakLii BUKMAY NiBOro LLAYHOU-
Ka 0o 56%. CuctoniyHnin TUCK Y lereHeBi apTepii —
25,6 MM pT. cT. I3 nabopaTopHmx o6cTeXeHb Bi3Have-
HO Aesike NiaBULLEHHS PiBHA TPOMNOHIHY T 00 2,7 MKr/n
(Hopma — <2,3 mkr/n), KOK — no 330 Op./n (Hop-
ma — 24-195 Oga./n), AnAT — 65 Oa./n, AcAT —
68 Op./n, NAr — 230 Oa./n (Hopma — 225-450),
Hb — 134 r/n, LUOE — 25 mm/rop, PO — 1:34, ANA —
1:110, aHTn-Jo-anturina-1 — 60,8 Oa./mn (Hopma —
00 25,0 04./mn), CPIN— 24 r/n. Y ainaHui M’ AKX TKa-
HWH Nepeanniyys y NauieHTKN BUABNEHI KanbUMHATH,
Byno 3anino3peHo HEKOPOHAPOreHHE YPaKEHHS Mio-
Kapaa, y 3B'A3Ky 3 UMM MNPUAHATE PiLLIeHHA NMPo Mnpo-
BeAEHHA MarHiTHO-pe3oHaHCHoi Tomorpadii (MPT)
cepus, Ha SKili BUsiBNEeHi 03Hakn Andy3Hoi 3ananbHoi
iH®INbTPauji Miokapaa, rONOBHUM YMHOM Y AinsHLUj fi-
BOrO LLIyHO4Ka. HeratmBHOI AuHaMiku 3 60Ky nereHb
He Big3Ha4eHo.

BpaxoByo4m CcTaH XBOPOi, BiQHOCHY PE3UCTEHT-
HiCTb 0O NPOBeAEHOI Teparii, NauieHTLi npu3aHave-
Ho putykcumab B go3i 1000 mr (375 Mr/m? noBepxHi
Tina) B 0-i Ta 14-1 peHb i3 iHTepBanioM y 24 Tux. He-
pe3 3 mMic nicns nepLoro BBeAEeHHA npenapary AuHa-
Mika nepebiry 3axBoploBaHHS PO3LiHEHA AK NO3UTUB-
Ha: BigOynacs Hopmanisaujs pisHa KOK go 25 Op./n,
AnAT — pno 44 Op./n, AcAT — po 350p./n, LLUOE —
15 mm/roa, PO — 1:32, ANA — 1:40, CPIM — 12 r/n.
Bin3HaueHo HopManizauilo TMTPiB aHTU-JO-aHTHTIN —
904./mn.Y 2013 p. naujieHTka NpoaoBXyBasia JlikyBaH-
HA puTykcnmMabom y nosi 750 Mr Ha 1 BBegeHHs. CTaH
3anuwascs cTabinbHUM. Ckapr Npy NI1aHOBOMY OrNsi-
ni He npep’ssnsana. NMpoaoBXyeTbCA Tepania Mikode-
Honatom modetunom 1,5 Mr/ooby, MeTUnnpeaHiso-
NOHOM — 8 Mr/ao6y.

HasepeHwnin KNiHiYHWA NpyUKnag NoegHYe HAsABHICTb
CHMMMTOMOKOMIJIEKCY, XapaKTEPHOro Ans KNnacHuyHoO-
ro ACC. OgHak Ha no4yaTtky 3axBOpPIOBaHHSA 3HUXEHHA
M’S30BOI CUIWN, YPEKEHHS LUKIpW, NiABULLLEHHS PiBHSA
depmMeHTiB 3a BiCYTHOCTI aHTU-JO-aHTUTIN NOEOHY-
BaJIOChb i3 BiAHOCHOIO PE3NCTEHTHICTIO A0 NiKyBaHHS.
3rigHo 3 paHuMK nitepaTypu, M’a3oBa cnabkicTb ne-
penye po3BuTky I3J1 nnwe y 12-31% nauienTiB i3 ACC,
Togj sk 13J1 yacTo nepenye PO3BUTKY MiO3UTY B 37—
56%. OpgHO4YaCHUIA PO3BUTOK MIO3UTY Ta NaToNOrii ne-
reHb BiasHa4aoTb y 50% xsopux (AHTenasa O.A., Ha-
coHoB E.J1., 2013). YacToTy iHLIKX KNiHIYHUX MaHidec-
Tauit HaBegeHo y Tabn. 2 (Tziofas A.G., 2001).

Tabnwun 2
YactoTa Alesakux kniHiYHMX MaHidecTauli

KniHiuHuii cHmnTOoM MowmpeHicTb, %

Miosur >90
1311 60
Aptput 50
®deHomeH PeifHo 40
JluxomaHka 20
«Pyka MexaHika» 30

3rigHo 3 AaHMMIK niTepaTypur, MiOKapauT HasBHUIA
y 20-30% xBopwux Ha M Ta iHKONM BU3HAYa€E NPOrHO3
3axsopioBaHHs (Zhang L. et al., 2012). HaltyacTilummm
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nposiBaMn ypaxkeHHA Miokapaa y xsopux Ha OM/IMM e
NMOPYLLEHHS pUTMY Ta MPOBIAHOCTI, & TAKOX 3HUXEHHS
ioro ckopoTHOI ¢yHKL]i, Ak 6yno i y BULLIeHaBeAEeHO-
MY KNiHiYHOMY BUNaaKy. MNpwv MopdonoriyHoMy fochi-
IDKEeHHI xapakTep 3MiH y MioKapai CXOXWIA Ha ypackeHHs
CKeJIETHUX M’A3iB Ta NPOABNSETLCA AIMPOLMTAPHOIO
iHdinbTpaLuien, BOrHUWAMWN HEKPO3Y M'A30BUX BOJIO-
KOH (Zhang L. et al., 2012). TaxkiCTb ypakeHHs Miokap-
[a 3a3BM4al KOPENIOE 3 BUPAXKEHICTIO MIO3UTY, 3 IKUM
nos’a3aHe niasuuieHHs KOK (Axinte C.1. et al., 2012).
BaxnuBillMM € HasiBHICTb O3HaK NOPYLUEHHA CUCTO-
NiYHOI 4m giacTonivHoi dyHKUji Miokapaa 3a AaHUMK
exoKI (Bazzani C. et al., 2010; Zhang L. et al., 2012).
MpoTe Ha cyyacHOMYy eTani MeToaoM BUGOpPY BBaXKa-
10Tb MPT, fika no3BONSE AiarHOCTYBaTU NOTOBLLEHHS,
3anasnbHy iHQINbETPaLio, AinSHKY HAOPAKY B ypakeHUxX
ninsHkax (Goenka A.H. et al., 2014).

LiarHocTnyHi kpuTepii ACC, onybnikosaHi B 2011 p.
J. Solomon Ta cniBaBTOpamu, BpaxoByBaiv HasiBHICTb
AHTUCUHTETA3HUX aHTUTIN B NOEAHaHHI 3 2 abo 1 Be-
nukuMm 1a 1 Mmanum kputepiamin (1abn. 3) (Solomon J.
etal., 2011).

Tabnuuna 3
RiarHocTuuni kputepii ACC
Benuki kputepii
131 (He noB’a3aHi 3 ¢paKTOpaMy 30BHILIHLOTO CepeaoBuILa, NPOdeCiiHO
LiSNBHICTIO, NPHAOMOM NliKapCbKux 3acobiB)
MM a6o M

Mani xpurepii

Aptput
®deromeH PeifHo
«Pyka MexaHika»

MutaHHs wopno nikysanna NMM/OM npoaoexye 3a-
nnwatrcs aktyanbHUM. OCHOBY NikyBaHHSl CTAHOBNSTb
K, wo npmnaHavaoTbCa B 403i He Hkye 1 Mr/kr/noby
npoTtarom 2,5-3 Mic i3 noaanbLUUM NOCTYNOBUM 3HU-
XXEHHAM 003K A0 nigrpumysansHoi. lNposeneHi ync-
NEeHHi AoChiAXEeHHA cBigyYaTb NPoO NO3UTUBHY AU-
HaMmiKy Ta LWBWAOKICTb AOCArHEHHS pPeMicii Nnpn paH-
HbLOMY 3aCTOCYBaHHi iMyHOCYNnpecuBHUX 3acobis,
Takux ik meToTpekcat (0,3 Mr/kr/Tnx), asaTionpuH
(2,5 Mr/kr/po6y), umknocnopuH (3 mMr/kr/po6y), Mo-
deTnny MikodeHonat. BeegeHHs unknodochaminy
(1 r/mM? noBepxHi Tina) WoMicA4HO — Npenapat Bu6o-
py npwu I3J1 (HacoHos E.J1., HacoHosa B.A., 2008; AH-
Tenasa O.A., HacoHoB E.J1., 2013). PaHHE npn3HayeH-
HA Tepanii acoLjil0ETbCA 3i CNPUSTAMBILLMM NPOrHO30M.
3a 0CTaHHi pOKU 3’ ABMAUCS MOBIAOMIEHHA NPO yCniLu-
He 3acTocyBaHHSA 6ionoriYyHUX Npenaparis, a CamMe puy-
Tykcumaby npu ACC, ocob6nmMBo — pe3nCTeHTHOMY
Do nikyBaHHs nepebiry (Arkfeld D., 2008).

HeogHoO3Ha4yHa PoAb aHTU-JO-aHTKTIN. 3 OQHOro
60Ky, iX NigBULLIEHWIA TUTP CBIOYMTBL NPO TAXKWUIA Nepe-
6ir, HeCNPUATNINBUIA NPOrHO3 3aXBOPIOBAHHS, & 3 iHLLIO-
ro — € NpeaukKTopoM afeKBaTHOI BignoBiaj Ha aHTK-
B-kniTvHHY Tepaniio (Sem M. et al., 2009). OaHi nite-
paTtypu cBigyaTb NPo rMO3UTUBHUIA edekT i TpusBany
peMmiciio Npn 3acToCcyBaHHi pUTYKCMMaby y Taknx XBo-
pux (Brulhart L. et al., 2006; Arkfeld D., 2008).

Takmm ynHom, ACC cTaHOBWUTbL BENMKMIA iHTEpec
LNs pEBMAaTONOriB, NOB’A3aHUIA i3 TpyaHOLWAMU Aja-
FHOCTUKMU Ta JliKyBaHHS.
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AHTUCHUHTETA3HbLIA CUHAPOM:
OCOBEHHOCTWU OAMATHOCTUKMW
W NEYEHURA

IO.H. Cupenko, I'.A. Mpoyerko,
H.C. Boivyyx

Pesiome. AHTUCHMHTETa3HbIA cuHAPOM (ACC) —
OTHOCUTEJILHO PELKNI CUMITTOMOKOMI1/1IEKC HEU3-
BECTHOW 3TUOJI0rNn, KOTOPbIN ABNISETCs Hanbosee
TSKEJIbIM NOATUMOM MOSIMMUO3UTa/AEPMATOMUO-
auta (NMM/OM). ACC accouuupyeTtcs ¢ Hanmyu-
eM crieunuyecknx UMMYHOI0TMYECKUX MapKe-
POB B ChIBOPOTKE KPOBU — aHTUCUHTETAa3HbIX aH-
Tuten (aHtn-Jo-1) Kk aMmuHoauunn TPaHCNOPTHLIM
PHK-cuHTeTasam, QyHKuMSa KOTOPLIX 3aKI04aeT-
CA1 B KaTa/143e rpoLeCCOB, CBA3AHHBIX C 6€/IKOBbIM
CUHTE30M. KIMHUYeCcKoe TedeHne XapaKkTepuanpy-
€eTCH OCTPLIM HavasioM, Hasmmynem INM/LM, nHrep-
CTULIMOHAJTLHBIM MOPAXKEHNEM JIEMKUX, CUHAPOMOM
Peiino, nonuaptpanrueii. lpusogntca KinHuYe-
ckoe Habniogernune cay4as ACC.

KniouyeBble CNOBa: aHTUCUHTETA3HbIA CUHAPOM,
NOJIMMMO3NT, 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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