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Ypa)XeHuq cepueso-cyquuxol cucmemu
Npl CUCMEMHUX HeKpomu3ysanwHux Backynimax

CucremHi HekpoTusysanbHi Backynitu (CHB) — reteporeHHa rpyna 3aXBOpIOBaHb, OCHOBHUMMU
mopdonoriyHMMM NPOIBAMM AKUX € 3ANASIEHHS Td HEKPO3 CTiIHKM CYyAAUH, d CNEKTP KAiHiYHUX 03HAK
3aN1eXXuTb Bif TMNY, PO3Mipy, Nokanizauii ypaXKeHUX CyAMH i TIKKOCTI CynyTHIX 3ananbHUX NOPYLUEHb.
HesBaxaroum Ha pesiki cninbHi xapakTepucTukmy, ixXHi BiAMiHHOCTI 6ynu 4iTKO BM3HAYEHI 3 Yacy po3po6ku
cucrem knacudikauii Ta TeCTyYBAHHS HO AHTUHENTPOodiNnbHI uMTonnasmarmuHi anturina (AHLLA).
Bysnukoewuii noniaprepiit (BM) i AHLLA-acouiitoBaHi Backynitn (AHLLA-CB) — mikpockoniuHuii nosiaHriir
(MMA), rpanynemaros i3 nonianriitom (IMA), a6o rpanynemaros BereHepa ta eosuHodinbuuii ITA (EFMA),
a6o cuHapom Yapra — CTpocca € akTyasnbHOIO NPo6s1eMolo KNiHIYHOT MeaULIMHM Yepes TSKKICTb nepe6iry,
TPpyAHOLLi AiarHOCTUKY, WBUAKY iHBANigu3aLilo T BUCOKY CMepPTHICTb XBOPUX.

CHB y 6inblocTi BUMAAKIiB XapaKTepU3YIOTbCS He-
cnelr@iyHiCcTIO KJIiHIYHOT KapTUHU Ha paHHiX cTamisix
i CKJIaJHICTIO CBOEYACHOT M1iarHOCTUKU, 1110 MPU3BOAUTH
JIO 3aTpUMaHHS JIiKyBaHHS Ta MoripiieHHs nporHosy. Hespa-
JKalouM Ha Te 1110 KJIiHIYHO 3HAYMMi YpaXKeHHs ceplisl HevacTi,
cepiieBo-cynuHHi (CC) ycKnanHeHHS € IPOBITHUMU MPUYMHA-
MM CMepTi NalieHTiB i3 cucteMHumu Backyititamu (CB) [120].

MynbTucucTeMHi 3amnainbHi 3axBopioBaHHs (AHLIA-CB)
3 YPAXKEHHSIM CyIMH MAJIOTO Kaliopy MPU3BOASATH 10 301IbILIEH-
H{ 3arajJibHOI CMEPTHOCTI Y 2,6 pa3a cepeli XBOPUX MOPiBHSIHO
3 momyssaiero (95% nosipunii intepsan [A1] 2,2-3,1) [27]. T1a-
TOJIOTisI CEpLIsl BU3HAYAETHLCS SIK He3alexXHUI (pakTop pu3MKy
JIeTaJIbHOTO HaciaKy B oci0 i3 CHB [36]. Le minTBepaXyoTh
JaHi JOCiIKeHb, 3a SKUMHU NpUOIU3HO y 50% malieHTiB
3 EI'TIA i I'TIA nmpuunHoo cMepTi 6yna xBopoba cepis [33, 75].

Enigemionozisa

CHB y nonynsii 3yctpivatotbes pinko (Big 9 no 77 punan-
KiB Ha 1 muH HaceneHHs ) [112]. LllopiuHa 3axBOpIOBaHICTh
na AHIIA-CB cranosuts 9,5-16 BumakiB Ha 1 MiTH HaCeJIEHHS:
Ha I'TIA npunanae 2/3-3/4 HoBux Bunankis AHIIA-CB [40].
3a nanumu pocraimkeHHs A.J. Mohammad et al. (2009), 3a-
xBoproBaHicTh Ha ['TIA ckmangana 9,8, MITA — 10,1, ETTIA
i BIT — 0,9 Ha 1 MytH HaceJIeHHS BifmoBigHO [69].

Busnayenns CHB

CHB knacuikyoTbesl BiIIOBIIHO A0 MEPEBAXKHOTO TUITY
ypaxeHux cyauH: ipu BIT y matonoriyHuii mpoiiec 3aiyva-
I0ThCS 3E0LTBILIOTO CYIMHU CEPENHBOTO Kaliopy, mpu MPA,
I'TTIA Ta EI'TIA — npi6HOro, BU3HaUYeHHs SIKUX HaBeAcHE
y Tabnuii 1 [44].

Emiono2ia i namo2enes

Erionoris i marorene3 CHB GararodakropHi i 10 KiHIIs
HE BCTAHOBJICHI. Y JeaKUX BUIIaAKaX Ma€ 3HAUCHHSI BipyCHa
abo OakTepianbHa iHekitis [34]. Y po3sutky AHLIA-CB Bini-
IpaloTh POJIb EKOJIOTIYHI (pakTopH, iH(PEKLIIAHI areHTH, TeHeTHY-
Ha CXWJIbHICTB, TPUIMaHHS JTiKapCchKUX 3aco0iB [58, 107, 115].
Heo0xinHo minKpecIuTy, 110 y MaToreHe3i BaxkIMBe Miclie IMoci-
JatoTh iMyHHi dakTopu [42]. Kpim Toro, po3sutok ETTIA moxe
OyTH CIIPUUMHEHUIA BIUIMBOM aJIlepreHiB, MeauKaMeHTiB [107].

Binomo, 1o EI'TIA — aBToiMyHHE 3aXBOpIOBaHHSI, MaTO-
reHe3 SIKOTO OB’ sI3aHUi 3i 3MIHEHOI0 iIMyHHOIO peakli€lo
opraHizmy, HasiBHicTIo AHLIA Ta iH(inbTpaliieto akTMuBOBa-
HUMU €03MHODiIaMU TKAaHUH 13 MOIIKOIKEHHSIM TPaHyJIbO-
BaHMMM OiJIKaMU; iXHiii Habip KOHTPOJIIOETHCS XEMOKIiHAMU,

sK-To eotakcuH-3 i CCL17 [42, 87, 97, 107]. BII uacro ne-
penyoTh BaKIIMHALLiSl, iIHCOJISLSI, MPUWMAaHHS JIiKiB, MOJIOTH,
BipycHa iH(eKIIist, 30KkpeMa Bipyc remartuty B [106].

OCHOBHI KNiHIYHi nposBu

CHB matoth KiiHiYHi i1 maToMo@oJIOriuHi 0COOIMUBOCTI:
s I'TIA, MITA, ET'TIA nputamaHHa HasiBHICTb Y CUPOBATLI
kpoBi AHLIA 3i crietmdiunicTio 10 Mienonepokcraasu (MIT10)
abo nporeinaszu-3 (I1P-3) [44, 78], mo Hetumnoso wis BIT [78].
Hna EI'TIA i MITA xapaktepHa riponykuis AHLIA 3i cieru-
diunictio no MII10O, a mna I'TIA — mo I1P-3 [9, 17]. CinbHoIO
MopdororiyHoto o3Hakoo AHIIA-CB € HekpoTu3yBabHUI
BACKYJIT i3 BiICYTHICTIO UM HE3HAYHOIO KiJIbKiCTIO iMyHHUX
JIETIO3UTIB, 3a SIKOTO y MaTOJOTIYHUIA TTPpoLieC 3a1y4aroThCs
MepeBaXKHO CYIMHU APiOHOTO Kamiopy (Kamiisipu, BEeHyIH,
apTepiou i1 aptepii aApiOHOTO Kaiopy), acolliiioBaHi 3 aHTH-
TiJJaMM, X04a He y BCix mauieHTiB BusBisiorb AHIIA [44].
ITpu BII ypaxaloTbcst apTepii cepeHboro i ApibHOro Ka-
niopy (3a BigcyTHOCTI rmoMepynoHedputy). OCHOBHI Kiti-
Hiuni nposssu CHB HaBeneni y Tabamui 2 [36].

st BIT xapakrepHi ypaskeHHsI WIKipy (ypItypa, MigiKip-
Hi BY3JIMKM, CITYACTE JIiBe0, HEKPO3U), epudepuuHUX Hep-
BiB (MOHOHEBPUT MYJIBTUILIEKC), BACKYJIT Me3eHTepiaTbHIX

Ta6n. 1. BusHauenns CHB
BU3HAYEHHS

CHB

HekpoTtusysanbHe rpaHynemaTtosHe 3ananeHHs
PecnipaTopHOro TPaKTy (BepXHiX/HUXKHIX

AMXQNbHUX WASXIB) | HEKPOTU3YBAMbHMM BACKYNIT,

140 BPAXAE CYAWHM APIBHOTO i cepesHbOro Kanibpy
(kaninspu, BeHynu, aptepionu, apTepii, BeHu).

YacTo po3BUBAETLCA HEKPOTUYHUI FNOMEPYNOHEDPUT

rMmA

EosuHodinbHe, HekpoTU3yBanbHe rpaHyneMaTosHe
30aNANEHHs PECnipaTOPHOro TPAKTY

TQ HEKPOTU3YBANbHUH BACKYNIT CyAWH ApibHoro/
cepeaHboro Kanibpy, ki 4aCTO NOERHYIOTLCS 3 ACTMOIO
Ta eosanHodiniero. AHLLA yacriwe susHayatoTs y pasi
PO3BMTKY rnomepynoHedpUTy

EFMA

HekpoTusysanbHui Backynit i3 MiHiManbHoo
KiNbKIiCTIO YM BiACY THICTIO IMYHHMX 1eNO3MKTiB,

NPM IKOMY YPAXQIOTbCS FONIOBHUM YHHOM ApiBHI
CyAMHM (Kaninspu, BeHynu 4u apTtepionm), piako —
aptepii Manoro/cepeaHboro kanibpy, B KAiHivHiMH
KAPTHHi NepeBaxaloTb roMepynoHedpuT i nerexesi
kaninsaputu. [paHynemaTosHe 3ananeHHs BiACYTHE

MNA

HekpotuaysanbHuit Backynit cepeaHix/apibHnx

BM aptepii 6e3 rnomepynoHedpuTy YU BAckyiTy
aptepion, kaninspie 6o BeHy”, WO He ACOUIMOBAHMM
3 AHUA

Mpumitka: ARANTOBAHO 30 AAHMMM MiIXHAPOAHOT KOHCEHCYCHOT KOHepeHuUil
y M. Yanen-Tinn, CLUA (2012) [44].

Ta6n. 2. OcHoBHiI KniHiuHi nposeu CHB
Mokasuukn BM, n (%) MMA, n (%) EMMA, n (%) TMA, n (%) CHB, n (%)

KinbkicTb nauiextis 349 (31) 218 (20) 230 (21) 311 (28) 1108 (100)
Bik, poku (cep.) 52 50 53 53,5
3aranbHOKNIHIYHI CUMNTOMM 322 (92) 200 (92) 206 (89) 272 (88) 1000 (90)
JIOP-oprauu 15 (4) 34 (16) 136 (59) 262 (84) 447 (40)
Jlerenesi nposeu 2(1)* 99 (45) 222 (96) 243 (78) 566 (51)
LUkipHi cumnTomm, Habpsik 173 (50) 101 (46) 111 (48) 100 (32) 485 (44)
Odranbmonoriyni nposisu 32(9) 13 (6) 19 (8) 97 (31) 161 (15)
CC-nposeu 68 (19) 52 (24) 83 (3¢) 41 (13) 244 (22)
YpaxeHHs WayHKOBO-KMLIKOBOTO TPAKTY 131 (38) 55 (25) 64 (28) 35(11) 285 (2)
Kpeatutit (>150 mkmons/n) 41 (12) 83 (38) 6(3) 76 (24) 206 (19)
CumnTomu 3 60Ky cedoCcTaTeBoi cMCTEMM 177 (51) 162 (74) 64 (28) 211 (68) 614 (55)

MNporteinypis 77 (22) 141 (65) 39(17) 171 (56) 428 (39)

Mikporemarypis 55 (16) 140 (64) 36 (16) 163 (53) 394 (36)

Mporteinypis Ta/uu rematypis 101 (29) 158 (72) 54 (23) 192 (62) 505 (46)
Hepeosa ccrena 278 (80) 135 (62) 172 (75) 110 (35) 695 (63)
(ueHTpanbHa uM nepudepuyHa)
Mpumitka. * He nos’ssaro 3 Backynitom.
ApgantosaHo 3a Five-Factor Score (2009) [36].

3n0peB 4. _YKpaiHu

CyIWH, apTepiajibHa TirepteHsist (Al') BHACTimOK BacKyJIiTy
HUPKOBUX apTepilt i 3aXBOPIOBaHHS CEpPLEBO-CYAUHHOI CHC-
temu (CCC) [63, 93]. s MITA mputaMaHHi TIOMepYIIO-
HepUT, MypIypa, 10 NaJIbIIYEThC, JIETeHEBI iH(iNETpaTH
a6o remoparii. EI'TIA xapakTepu3y€eTbcsi TaKUMU KJTiHIYHUMU
CTaHaMM, SIK OpOHXiaJbHa acTMa, YpaxkeHHs MepudepuyHol
HEPBOBOI CHICTEMH, ITI0 CIIOCTEPIraloTh OUTBIT HiX Yy 2/3 maiti-
€HTIB, CKEJIETHO-M’5130Bi CHMIITOMM i 1LIKipHa BUCUINKa — Y 1/2,
TaToJjIorist HUpOK — y 1/3, 3acTiiiHa ceplieBa HEAOCTaTHICTh
(CH) —y 15-30% Bumnankis [63]. Binminanvu pucamu ETTIA
Bin iHmux AHLIA-CB € HasBHiCTh OpOHXiaJIbHOT acTMHU,
€031HO(iIiT Ta 30iIbIIeHHS KiJIbKOCTi €03MHOMIIIB Y TKAHU-
Hax [9, 14]. ITpu I'TIA BUSIBISAIOTb YpaXKe€HHS BEPXHiX I1UXab-
HUX TUIsIXiB (v 70-90% BUTIAOKiB — MMATOIOTII0 TTOPOKHIHI
HOCa i CHHYCHUTH), HIDKHIX TUXAJIBHUX LUISIXiB — y 45-87%
XBOPHX (JIeTeHeBi iHMITBTpaTH, TUIEBPUT), HUPOK — y 11-85%
(rmomMepynoHedpPUT i3 pO3BUTKOM TepPMiHAJIBHOI HUPKOBOI
HenocratHocTi) Ta CCC [78]. 3a naHUMU TTPOCIIEKTUBHO-
ro pociimkeHHs (97% oci6 i3 MIIA, 2,3% — I'TIA, 0,7% —
EI'TIA), ypaxeHHs HUPOK JiarHOCTyBaiu y 72% Nalli€HTiB,
nereHb —y 67,4%, cyrino6is —y 26,5%, cepus —y 19,7%, ne-
pudepruHoi HepBOBOi cuctemu — y 17,4%, mkipu —y 10,6%,
LEHTpaIbHOI HEPBOBOI cucTeMn — Y 9,8% [94].

CHB i ypaxenns CGC

VY nauienris i3 CHB onucani pi3Hi ceplieBo-CyIMHHI 3aXBO-
proBanHs (CC3), 1110 HeCTIpUSTIMBI 1 porHosy [35, 71, 78].
3okpema, CH e mprurHoto cMepTi y 25% xBopux Ha EI'TIA [98].
3rinHO 3 MAHWMMU PETPOCTIEKTMBHOTO OCIIDKEHHS, 32 JIOTIO-
MOT010 perpeciitHoro aHanizy Kokca BUXXMBAHOCTI BUSIBJICHO,
110 B oci6 3 AHLIA-CB nigsuiienuii puzuk CC-mofiii mopis-
HSIHO 3 TAKMMH i3 XpOHIYHOIO XBOPOOOIO HUPOK: BiTHOILIEHHS
mrancis (BIL) 2,23; 95% 11 1,1-24,4 (p=0,017) [72].

Yacrora ypaxenHss CCC HaBeneHa y tabauui 3. Jlo mato-
JIOTIYHOTO MPOLIECY MOXYTh 3aTy4aTUCS BCi CTPYKTYPH CEpLIsL:
erikapi, MioKkapa, epyuKap/, eHIoKapa, KOpOHapHi apTepil
(KA), nipoBinHa cucteMa cepug [63, 78]. Pi3Hi, moTeHIIiitHO
Hebe3neuHi st xuTts ypaxeHHss CCC niarHOCTyI0Th y naili-
eHriB i3 CHB, sik-0T MiokapauT, eHaokapauT, epukapaur, Al
KOPOHAPMUT i3 pO3BUTKOM CTEHOKApil Ta iHpapKTy MioKapna
(IM), xnamaHHi Bagu ceplsl, peCTpUKTHUBHA i aujaTalliiiHa
KapIioMionarisi, MopyuieHHs1 pUTMY i MPOBITHOCTI ceplisi, par-
TOBa ceplieBa cMepTh, 3actiiiHa CH [35, 63, 71, 77, 78, 108].

Y peTpocreKTUBHOMY JOCTiIXKEHHI 3a y4acTio 72 Malli€eHTiB
i3 BITi MITA y 17% BusiBneHe ypaxkeHHS CepIld ITil Jac BCTa-
HoBJieHHsT AiarHo3y CB [2]. 3a pe3ynsraTamu S5-pivHOro BU-
npodyBaHHs the European Vasculitis Study Group (EUVAS),
y 13,8% oci6 i3 I'TIA (11,7%) ta MIIA (16,1%) cioctepiranu
taki CC-nogii, sik IM, iHCYJIbT, 20pTOKOpPOHAPHE LIYHTYBaH-
Hsl, IEpKyTaHHe KOpoHapHe BTpy4yaHHs1, cMepTh Big CC3. He-
3anexxHuMu aerepmiHantamMu CC-nofiit Oyau: cTapiinii Bik,
JiacTosiuHa apTepiajibHa rinepTeHsist Ta HasgBHicTh AHIIA
3i crrenudiunictio go ITP-3 [100].

Heo0xinHo 3a3HaunTy, 1110 Ha 30inbineHHsT CC-noaiit mpu
CB BIuIMBaloTh, 30KpeMa, CUCTEMHE 3aIajeHHs Ta eHI0TeTi-
anbHa auchyHkuis [84]. 3a naHumu nocaimkeHHs B. Terrier
et al. (2014), B sskoMy cepeHiii epiof] CriocTepeKeHHS! CKJIaB
7,1£2,6 poky, y 42 nauienti i3 CHB (20 — I'TIA, 9 — ET'TIA,
8 — MIIA, 5 — BII) Taxi Benuki CC-nonii, sk IM, iHCyJIbT,
apTepiajibHa peBacKyJsipu3allisi, FOCHiTati3allist i3 IpuBOaY
HecTabilbHOI cTeHoKapii Ta/abo cMepTh BHacainok CC3
Manu Micue y 18,9% Bumazakis. 3okpema, 5-piuni (9,5%)
ta 10-piuHi (26,8 %) nokasuuky Benmukux CC-Tomiit 3HaYHO
nepeBUIIMIN ovikyBaHuii 10-piunnii CC-pusuk 3a ppeMiH-
reMchKor mKanoio (9%). HasgBHICTb aTepoCKIepOTUIHUX
OsoK y yepesHiit aopri (BLI 7,09; 95% M1 1,07-17,4;
p=0,03), oxxupinnsl, iHgekc macu Tija >30 kr/m? (BIII 4,91;
95% 11 1,72-152; p=0,01) Ta BUCOKUII pPU3UK, BU3HAUYCHUI
Ha ocHOBi National Cholesterol Education Program / Adult
Treatment Panel 111 (BII 5,02; 95% 11 1,17-27,4; p=0,03),
acouioBaHi 3 Benukumu CC-nopisimu. BapTo 3ayBaxuru,
mo 'K i 6inbminii BMicT C-peakTMBHOTO OiIKa He IMiABUIILY-
BajIu BiporigHocTi po3putky CC-momiii y 1iii koropti [105].

MpoaosxeHHs Ha Hacr. crop.\
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3a jaHuMu Komn’oTepHo-Tomorpadiunoi (KT) aHrio-
rpacii, momipHuit cteHo3 KA (20-69%) susiBinenuit y 29%
mauienTiB 3 ETTIA ta 23% — i3 I'TIA, Bupasumii creHo3 KA
(=270%) — y 24 i 13% BinnoBigHo. 3a pe3yIsTaTaMu KOPOHa-
porpadii (KTI'), momipuuii creHo3 KA BinzHayanu y 14% oci6
3 EI'TIA ta 27% — i3 I'TIA, BupasHuii — y 29 i 36% Binmo-
BimHo [38]. CreHoKapmiro Oyiio BinMmiueHo y 19,6% xBopux,
IM —y 5,9%, mionepukapout — y 9,8% [61]. 3a maHuMm
iHIII01 pOOOTH, TIATOJIOTIIO CepLst BUSBISUIN Y 54% nNallieHTiB
3 AHIA-CB npu nipoBeeHHI MarHiTHO-pe30HAHCHOI TOMO-
rpadii (MPT) i3 misHiM migcuieHHsaM ragosidieM (y 14% —
i3 CUCTEMHUMU 3aXBOPIOBAHHSIMM CHOJYYHOI TKAHUHU).
Haii6inpiny mommpeHicTh ypaxkeHHSI Ceplisl OTpPUMAaHO B OCi0
3 ETTIA (67%) cepen ycix xsopux Ha AHLIA-CB nopiBHsI-
Ho 3 Takumu i3 ['TIA — y 30%, MIIA — 33%. V¥ naiiieHTiB
3 AHIIA-CB y 16% crnioctepiranu creHokapmio, y 46% —
3amumiky, y 25% — 3miHu Ha enektpokapmiorpami (EKT),
y 16% — Bumir y nmepukapmi [32].

OCKiJIbKM MAaTOJIOTisl ceplisl € CUIbHUM NMPEeIUKTOPOM
CC-cmeprHocrTi, ycim nauieHTam 3 AHLIA-CB pekomeHn0-
BaHe 00CTEeXXEHHS UISl paHHBOTO BUsIBJIEHHS ypaxeHHs1 CCC
He3aJIeXHO BiJ HassBHOCTI cuMIIToMiB uu 3MiH Ha EKT [38].
V 3B’513Ky 3 TMM, 1110 Ju1s ypaxkeHHss CCC yacTo npuTamaH-
HUIi 6e3CMMNTOMHUIA nepedir (MpUHAWMHI Ha paHHIX cTa-
nisix), B oci6 i3 CHB mouinsHo npoBoautu EKT, exokapmio-
rpadio (ExoKT'), a 3a morpebu — MPT cepust, KopoHapHY
anriorpadito (KI') rouro [38, 78]. Lle miaTBepaxxeHo pe3yJib-
tatamu pobotu A. Brucato et al. (2015), 3a aKuMu ypaxkeH-
Hst CCC cnoctepiranocs maiike y 40% nauientis 3 ETTIA
3a BiacyTHOCTI cumiToMiB i 3MiH Ha EKT, 1110 y3romxyerbest
3 JAHWMH iHIIOTO JoCTimkeHHs [9, 61]. 3a romomoroio MPT
i3 KoHTpactyBaHHIM Ta MPT-anriorpadii y 38,2% oci6
i3 CHB BusiBneHo 6e3cumnromHuy natojiorito CCC: y yo-
TUPbOX nailieHTiB i3 MIIA Ta y nBox — i3 BII BusiBsieHi dy-
3udopmHi aHeBpu3mu KA, a exrasii KA —y 87,5% i3 MITA
iy 18% — I'TTA. Hekpo3s miokapna MaB mictie y 12,5% xBo-
pux Ha MITA iy 33% — EI'TIA [61]. J. Marmursztejn et al.
(2013) moBimomuau, mwo y 25% nauientis 3 AHIIA-CB,
B SIKMX Oy/IM BincyTHi cuMmnToMu Ta 3Minu Ha EKT, 3a nomo-
Moroto MPT i3 mi3HiM MigCUIeHHSM rajo/liHieM Bil3HAYMIU
3MiHH, III0 CBiMYMIIH ITPo ypaxeHHs Miokapmaa [60]. Le min-
KpeCJII0€ HarajlbHy MOoTpeOy B IMPOBEACHHI 1iarHOCTUYHUX
TECTIB [/Is1 BUSIBJIEHHSI M1aTOJIOTii CePIIs.

KopoHapur € pinkicHMM, ajie TSLKKUM KITiHIYHUM ITPOSIBOM
CB, 1110 Bpaxae cyanHU MaJIoro i cepeHbOTo Aiamerpa [23].
Crig BigMIiTUTH, 110 3a pe3yJbTaTaMU aBTOIICiii KOPOHAPUT
BusiBiieHnit y 50% xsopux Ha BIT [91]. 3ananenns KA mpus-
BOAMTD JI0 OKJII03ii, CTEHO3Y, TPOMOO03Y, TUCEKIIii, KOpOHa-
pocnazMy Ta (popMyBaHHS aHEBPU3MHU, 1110 MOXE CIIPUYH-
HutH po3BuTok IM [19, 29, 47, 56, 78, 88, 114]. CBocuacHa
JiaTHOCTHMKA i paHHE JIiKyBaHHS TmoKokopTukoinamu (I'K)
Ta iHIIMMU IMyHOCYTIPECMBHUMU TIperapaTaMu y KoMOiHallii
3 aHTUAHTIHAJILHOIO TepaIli€lo 3a3B1uaii e()eKTUBHI Ta 3HU-
XytoTb yactoty CC-ycknaaHeHb [47].

Heo0OxigHo 3a3HauYuTH, 110 MPUYMHOIO MATOJIOTIi cepls
y nauieHTiB i3 CB, 3okpema CHB, Moxe Oyt npucKopeHuit
PO3BUTOK atepockiieposy. Tak, B ocio 3 AHIIA-CB y 2-4 pa3u
TMiIBUILIEHUIA BITHOCHUI PU3UK PO3BUTKY illIEMiYHOI XBOPOOU
cepus (IXC) mopiBHSIHO 3 KOHTPOJIbHOMO rpymoo. [Tpuisu-
IIeHHI PO3BUTOK aTepOCKIIePO3y BUHUKAE BHACTIIOK CUCTEM-
HOTO 3anajieHHsI Ta IMyHHUX MOpYLIeHb He3aJIeXKHO Bil HasiB-
HocTi kacnyHux akropiB CC-pusuky [15]. G. Chironi et al.
(2007) Bigmituiu, mo CHB acolitoeTbest 3 BULIUM PU3UKOM
cyOKJIiHiuHOrO atepockieposy [13]. Lle miaTBepmKyoTh gJaHi
nocnimkeHHs B. Terrier et al. (2014), 3a skumu nattienTy i3 CHB
MaloTh Y 2-3-pa3u OUIBLILY BipOTiIHICTh IPUCKOPEHOTO PO3BUTKY
arepockieposy [105]. Kpim toro, Tepamist 'K mMoxe cripusiti
LIBUALIOMY BUHUKHEHHIO atepockieposy Ta IXC sk 6esroce-
PEeIHBO, TaK i OMIOCEPENKOBAHO 32 PAXyHOK 3POCTAHHS YaCTOTH
1yKpoBoro giadety Ta AI' — Binomux ¢paktopis puszuky IXC.

[Tpu CHB miokapauT crioctepiraioth y 25-70% malieHTiB,
SIKMI PO3BUBAETHCSI BHACIZIOK HEKPOTU3YBAJTbHOTO BACKYJTi-
Ty i3 3amajJbHOIO iHMIIBTpallielo, (POPMYBaHHIM TPAHYIbOM,
a nipu ETTIA — it indinsrpauii eosunodinamu. [lepuxkapaut
niarHocroBaHuit y 22% unankax ETTIA, 8% oci6 i3 I'TIA
ta 0-27% — i3 BI1 [63].

Ha nymky C. Pagnoux et al. (2005), ypaxkeHHSsI eHIoKap-
Jla BBaXaeThes pinkicHUM mpu CB. OyHKITIOHATBHI CepIieBi
IIyMM a0o0 MAaToJIorisl KJalaHiB, 110 He acolliiioBaHa i3 CB,
CKJI/IalOTh MEPeBaXKHY OLIbIIICTh BUSBIIEHUX BUMaAKiB. [1po-
Te crietrdiuHe ypaxkeHHsI KJIanaHiB ceplisi MOXe MPU3BOAM-
TU 0 BUHUKHEHHS KJIalTaHHMX Baj cepud [78]. € maHi npo
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Ta6n. 3. Yacrota ypaxkenns CCC npu CHB

CB Yacrora, %
Ay 6-44[32, 53, 54, 63, 71]
MMA 10-33 [28, 32, 103]
EFMA 16-92[20, 32, 33,74, 92, 101, 102]
BM 33-66 [65, 83]

BMCOKY YacCTOTY PO3BUTKY KJIalTaHHUX Bajl Cepllsl, 30Kpema,
y xBopux Ha EI'TIA [74].

V¥ nauienriB i3 CHB M0XyTh po3BUBaTUCS MOPYILIEHHS
PUMTMY i IPOBIAHOCTI Ceplisl — MTOBHA aTPiOBEHTPUKYJISIP-
Ha (AB) 6iokana cepiist Ta 610KaaK HixKOK myuka [ica, BHac-
JIiIOK MiOKapauTYy, iliemil Ta ypaxXeHHsI TPOBiJHOT CUCTEMU
cepus. Yacrinie y maToforiyHMii MpolLiec 3a1y4aeTbCsl CUHY-
coBuii, piguie — AB-By3oa [78].

JaHni perpocnieKTMBHOro nociiaxkeHHs Y. Allenbach et al.
(2009) 3a yuactio 1130 oci6 i3 I'TIA, MII, EI'TIA i BII mo-
Kaszanu, o nauieHTu 3 AHLIA-CB maoTh BULIMi pU3uK
BEHO3HUX TpoMboeMbostiii (ckopurosane BIII 2,88; 95% 1
1,27-6,50) mopiBHstHO 3 Takumu i3 BIT (p=0,01). 3a cepeaniit
repiof crocrepexkeHHs 58,4 Mics1sl BeHO3HI TpoMO0oeMOoJTil
BUsIBIIEH1 y 6,5% xBopux: 2,5% — i3 BII, 8,2% — EI'TIA, 8% —
IMAi7,6% — MIIA [4].

JlereHeBa rinepreH3ist 3yCTpivaeTbCsl PiKo, MPUIOMY
JINILIe TOOAMHOKI BUTTAAKK omucaHi y nauieHTiB i3 BI1. Inomi
JIeTeHeBa TiNnepTeH3is Moxe OYyTU HACTiIKOM KOHCTPUKTHUB-
HOT'O MepUKapAUTY, ypaxkeHHsI JIereHiB Ta/ab0 peCTPUKTUB-
HOi Kapaiomiomnarii, 3actiitnoi CH [78].

Eo3unodinbhuii 2panyneMamo3s i3 nonian2iimom

[Tpu ET'TIA y naTonoriuHuii rpoliec 3aaydaroThCs Pi3Hi op-
ranu yu cucremu. Tunosi kiiHiuHi o3Haku EI'TIA Bkitouaotsh
OpoHXialbHY aCTMY, CUHYCUTH, MUHYIIIi JIETeHEBi iHGIbTpa-
T Ta HeBpoOMarii, eo3uHobiIiI0 KpoBi (dacto >1500/MM, abo
>10%), a ypaxeHHS cepIls € OCHOBHOIO TIPUYNHOIO 3aXBOPIO-
BaHOCTi Ta cMepTHOCTi nauieHTiB 3 EI'TIA [9, 59].

Ta6n. 4. Mposeu EFMA enpoposx
TPUBANIOro Nepioay cnocrepexXxeHHs

Mposeu EFMA npu tpuBanomy cnocrepexenHi | n=150 (100%)
JIOP-opratm 140 (93,3)
MapaHazanbHuit cUHyCHT 115 (76,7)
3ananenHs cnm3oBoi 060n10HKM HOCa 87 (58)
HasanbHi noninu 66 (44)
YpaxeHHs cepeaHbOro Byxa 18 (12)
KoHcTuTyuinHi cumntomm 117 (78)
MepugepuyHa HepBoBa ccTeMa 115 (76,7)
MoHoHeeput 84 (56)
MoniHesponaris
CeHcopHa 112 (74,7)
MotopHa 96 (64)
JlereHi (6e3 6poHxiansHoi acTmu) 92 (61,3)
Mirpytoui ininbTpati (3a saHnumm pentrenorpadii) 87 (58)
EosuHodinbHa iHinbTpauis (3a aanumu BAJ) 47 (31,3)
AnbeeonspHi remoparii (3a gaHumu bAJT) 15 (10)
KposoxapkaHhs 9 (6)
Bysnuku (30 aannmu pentrenorpadii/KT) 10 (6,7)
MneepanbHui Bunit 11 (7,3)
Cyrnobu ta M’sau 92 (61,3)
Aptputi/aptpanris 77 (51,3)
Mianris 49 (32,7)
Mioaut 20(13,3)
LWkipa 74 (49,3)
Mypnypa 52 (34,7)
Eputema 26 (17,3)
JNlisepo 4(2,7)
Cepue 70 (46,7)
Mepukapaur 43 (28,7)
MopyweHHs pUTMy cepus 34 (22,7)
CH 31(20,7)
CreHokapais 11 (7,3)
Koponapwur (3a aanunmu KT) 4(2,7)
LUnyHkoBO-KMLIKOBMMA TPAKT 43 (28,7)
Hupku 28 (18,7)
Mporeinypis (>1 r/a) 5(3,3)
[nomepynoHedput 8(5,3)
LHC 23(15,3)
IHcynbT/BaCKYNIT (30 AAHKMMM aHriorpadii) 13(8,7)
LleHTpanbHe ypaxeHHs yepenHux Hepeis 10(6,7)
EosnHodinis y cnuHHOMO3KOBIM piguHi 3(2)
Meuxos 2(1,3)
Oui 18(12)
Enicknepur 13(8,7)

Mpumitku: BAJT — 6poHxoanbeeonspHuit nasax. bynu spaxosaHi nuwe npossy,
nos’s3ai 3 ETTIA, To6T0 sK10 NPUYNHHO-HACNIAKOBMH 3B'330K BYB fOBEAEHNM

a60 Byxe AMOBIDHMM Yepes3 BUKIIOHEHHS IHWMX MOXIMBMX npnumH. Ockinbku geski
AiarHoCTMYHI NpoLieAypu NPOBOAMAM Y KOXHOIO NALiEHTA (HANPMKAQA, 06CTEXEHHS
JIOP-opratis), a iHwi — nuwe y pasi nossu cumntomis (KI), nesHi nposien MoxyTs
6yTH HegoOLiHeHI.

AgantosaHo 3a F. Moosig et al., 2013 [70].

Sk 3a3HavyeHo Buie, ETTIA BBaxkaeThcs 3aXBOPIOBAHHSIM,
o acoriioBade 3 AHLIA. 3anexHo Bix IXHbOT HAIBHOCTI
4y BimcyTHOCTI po3pi3HstoTh ABa miatunu ETTIA: AHLA-
no3utuBHUii i AHLIA-HeraTuBHMIA, 1110 MOXE CBiTUUTH IIPO
Ppi3Hi MaToreHeTUYHI MeXaHi3MU PO3BUTKY xBopobu [87, 91].
AHIIA-HeraTuBHICTb OonKcaHa K (aKkTop PU3MKY I1aTOJIO-
rii cepus [109]. Y AHLIA-NI03UTMBHUX NALIEHTIB ypaXKeHHS
OpraHiB BiIOYBa€eThCS BIACHE BACKYJIITOM, YacTillle pO3B1Ba-
I0ThCS ITypITypa, 110 MaJbITYETHCSI, MHOXKWHHWI MOHOHEBPUT,
CEepIOBUIHUI TTOMEPYJIOHEDPUT, aTbBEOJSIPHI reMoparii,
ay AHIJA-HeraTuBHUX — KapaioMionarist Y4 MiOKapIuT, eK-
CYIAaTHBHMIA TUIEBPUT i IEPUKAPIUT, TOJiMo3 Hoca. OcTaHHi
MPOSIBY PO3BUBAIOTHCS BHACIINOK iH(LIBTpallii TKAaHUH €03K-
Ho(ilaMK 3 HACTYITHUM BUAJIEHHSIM BHYTPIIIHbOKJIITHHHUX
(epMeHTIB, 1110 TPU3BOASTH A0 MOIIKOIKEHHSI TKAHUH [59].

ITpu matromopdonoriYyHOMY NOCTIKEHH] TUTIOBOIO € Ha-
SIBHICTb HEKPOTU3YBaJbHOT'O €03UHOMITBHOIO BaCKYJIiTy,
M03aCyAMHHUX €03MHOMIIBHUX TPaHY/IbOM Ta iHPinbTpail
TKaHMH eo3uHodinamu [14, 50]. 3a pesynbratramMu D0CIi-
mxeHb FE Moosig et al. (2013), OpoHxianbHY acTMY BigzHauanu
v 92,7% manuieHTiB, eo3nHOodinito B Kposi >10% — vy 89,3%,
y TKaHMHaX — 63%, eKCTpaBacKyJIsIpHi rpaHy1boMu — y 16%.
V tabnuui 4 HaBeneHi nposisu ET'TIA npoTtsirom nepiofy cro-
CTEepEeXEeHHS: ypaxkeHHs nepudepruyHOi HEPBOBOI CUCTEMU
Binmivanu y 76,7% xBopux, cepus — y 46,7%, KOHCTUTYLIi-
asbHi cuMiitoMu —y 78% [70].

IMTarosorist CCC po3BuBaeThest mprban3Ho y 16-92% ocib
3 ET'TIA, xapakrepHa miss AHLIA-HeraTuBHOro BapiaHTa
i acorifoBaHa 3i 3Ha4HOIO eo3uHOdTieo [9, 16, 20, 25, 33,
70, 74, 87, 97, 101]. Le niaTBepIXyIOTh AaHi AOCiIKEHHS
R.M. Dennert et al. (2010), 3a skumu ypaxenHs1 CCC 0yJo
BusiBieHe y 23% AHLIA-no3utuBHux i 74% AHIIA-Hera-
TUBHUX MatieHTiB [20]. 3amy4eHHs y TaTOJOTiYHUI TTpoliec
ceplisi KOPEITIOE 3 TipIIMM MTPOTHO30M, € BaXJIMBUM MPEIUK-
TOPOM CMEPTHOCTi Ta OCHOBHOIO MPUYMHOIO JIETaTbHUX HAC-
JinkiB, 3o0kpema y 50% xsopux Ha EI'TIA [9, 16, 25, 60, 116].

o maronoriunoro npouecy npu EI'TIA moxyTb OyTtu 3a1y-
YyeHi Oyzb-s1Ki cTpykTypu cepu [9]. ¥V nauientis 3 ETTIA Busig-
JISIIOTh: €03MHOMITbHUI MiOKapIUT, IEPUKAPANT, MTOPYIIEHHS
PUTMY i TIPOBITHOCTI Cceplisi, KOPOHAPUT, CTeHoKapito, IM,
IaTalliifHy Ta peCTpUKTUBHY KapaioMioIaTii, eHgoMioKapi-
albHUI (PiOPO3, BHYTPIILIHEOCEPLICBUI TPOMOO03, HEAOCTATHICTh
knamaniB cepu, Al panrroBy cmepts, CH [9, 20, 25, 60, 74].

3a manumMu podotu J. Vinit et al. (2010), y 22,6% nauieH-
TiB miarHoctyBanu IXC, matosnorito KiamnaHiB (y 2/3 Bumaz-
KiB — HEIOCTaTHICTb MiTpaJIbHOTO KJianaHa, 1/4 — cTeHo3
aopTaIbHOTO KiamnaHa), y 19% — nepukapaur, y 48% — CH,
y 32% — mopyweHHs: puTMy cepus, v 22,6% — HopyleHHs
npoBigHocTi cepus iy 3% — ennokapaut [109]. Hero pi3-
HSITbCS pe3yJIbTaTH JOCIIKEHHS, 32 IKUMU (DiOpUIISILIiIO I1e-
peacepnb Binmivann y 18,1% xBopux, nepukapaut —y 45,4%,
CH —y 27,2%, xapaiorennuii mok —y 9%, IM —y 18,1%,
kapuiomionariio i3 CH —y 27% [12].

YacToTa po3BUTKY MepUKAPIUTY CTAHOBUTH 15,1-45,4%
[12, 16, 33, 74, 87]. T. Yano et al. (2015) BBaxkaloTh, 110
TOCTPUI TEPUKAPAMUT i3 HEBEJIUKUM MepUKapAiaTbHUM
BUIIOTOM € TUnoBuUM IpossBoM EI'TIA, xoua iHomi criocre-
pira€eThCsl 3HaUHWI NepuKapaiaJibHUi BUMitT. Tak, aBTOpu
onucaJli BUMaa0K PO3BUTKY TAMIIOHAIU CEPIIS K MEPIIO-
ro nposisy EI'TIA [116]. 3a pe3ynbratraMu BUIPOOYBaHHSI
R. Sablé-Fourtassou et al. (2005), nepukapauT BUSIBICHU
y 25% oci6 3 EI'TIA, npudomy B 36% — y AHIIA-Hera-
TUBHUX, a B 7% — AHIIA-no3utuBHMX XBopux. Y AHLIA-
HEeraTUBHUX MAlli€HTIB i3 IEPUKAPAUTOM BUIIIT Y TOPOXKHU-
Hy TiepuKapa criocTepiranm y 88%, cepell SKMX TAMITOHAIY
cepus —y 31,8% [87].

Miokapaut — onuH i3 posiBiB ypaxeHHs1 cepiist ipu ETTIA,
110 BUSIBIISIIOTH ¥ 13,5% namientis 3 ETTIA [33, 82]. [1pu eo-
suHo(dinbHOMy EIl'TIA-acouiiioBaHOMY MiOKapauTi 10Bro-
CTPOKOBUIA TPOTHO3 HECTIPUSTAUBUIA [59]. V fioro po3BUTKY
BaXKJIMBY POJIb Billirpae eo3uHodiibHa iH(IBTpallist Miokapaa
3 BUBLJIbHEHHSIM i3 TpaHyJl IIpU AeTpaHyIsiii eo3nHODiIiB
€03MHOMUIBHOTO KaTiOHHOTO 0ijika, BEJIMKOTO OCHOBHOTO
6inka romo [37]. HeoOxinHO BimMiTUTH, 1110 pO3BUTOK MiO-
KapAauTy NoTpedy€e aKTUBHIIIIOIO iMyHOCYIIPECUBHOTO JIiKY-
BanH# [9, 70]. L. Qiao et al. (2016) aiiinumm BUCHOBKY, III0 YAM
Mosoaiuii Bik oci6 3 EI'TIA, TM BMIla YaCTOTa BUHUKHEH-
H$l YCKJIaIHEHb MiOKapAauTy Ta ripuiuii nporHos. Ianientu
3 ypaxkeHHSIM Ceplis 3a3BUYaii MaloTh B aHAMHE31 TSIKKY acTMYy,
KIHKM CTapllli 32 YOJIOBIKiB, 30UIbIIIEHA KiIbKICTh €03MHOMDINIB
CBiIUUTH IMpo noteHwiiiHuii giarno3 EI'TIA (y pasi 30iiblieH-
Ha 10 20% eo3nHOMIIIB BigMivaroTh iH(MLIBTpalLifo MioKapaa
eosnHoGinaMn), a HeratuBHUM cratyc AHLIA acouiiioBanuit
i3 3axBoproBaHHaMU cepiis npu ETTIA [82].
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Crig 3a3HauuTH, 1110 ypaxeHHs1 KA pigko giarHOCTYIOTh
OPUXUTTEBO, HA BIAMiHY Bill JaHUX aBTOIICii, 3a IKMMU
y 60% Binmivatots kopoHaput [39]. I1pu nmpoBenerHi KI'
y nauieHTiB 3 EI'TIA BUSIBISIIOTH KOpOHApocHa3M, CTEHO3,
0KJTI03i10, TpoM003, exTazii KA [19, 29]. OnucaHi Bunagku
panroBoi cepleBoi cmepTi B ocib 3 ET'TIA, rocrporo kopo-
HapHoro cuHapomy (I'KC), BazocrnactTuuHoi cTeHoKapil
[12, 19, 21, 29, 92, 109]. TKC Moxe po3BuBaTUCS BHACTi-
JIOK KOPOHApUTY, KOpoHapocmasMy, TpoM60o3y KA [29, 104].
3a ganumu gocraimkerHs A.F. Cereda et al. (2017), po3BuTok
IM BinzHavanu y 18,1% xsopux Ha ET'TIA [12]. HeobxinHo
3ayBaxuTu, 1m0 IM Moxe nepebdiraTu aCUMIITOMHO, TOMY
obcTexxeHHs 3 MeToto BusiBieHHs1 marojiorii CCC e 000B’s13-
KOBMM Y Oyab-sIKOro TailieHTa 3 migo3poto Ha EI'TIA [25].

VY nitepatypi € nmoBimomiieHHs npo po3BuTokK I'KC,
10 YCKJIaTHUBCS (DiOpUIISILIiE€I0 HUTYHOUKIB, 3yTMHKOIO CEP-
14, a mpo nposeneHHi KI' BusiBieHuit kopoHapocmnasm rne-
penHboi Mix1TyHoukoBoi riiku (ITMIIT) niBoi KA (JIKA)
ta ripaBoi KA (ITKA), 1110 MUHYB TTic]isl iHTpaKOpPOHApHOTO
BBe/IEHHS HiTporiinepuny [6]. KpiM Toro, onucanuii po3-
Butok I'KC 3 eneBauieto cermenta ST, 110 ycKagHUBCS
KapaioreHHUM 110KoM sk nepiium nposisoM EI'TIA. ¥V na-
uieHTku 3a gaHumu KI' (puc. 1) BUsIBIEeHUIA MHOXUHHUI
cnasM KA (ITMIIT JIKA, nepioi giaroHaabHOi, TpOMiXHOT
rinok, I[1KA, 3anaboi MixkiuryHoukoBoi rinku [TKA). ITicns
iHTPaKOPOHAPHOT'O BBEIEHHS BeparaMily Ta HiTporJiuepu-
Hy 3Ha4HO 3MeHIuuBcs creHo3 [TKA, a [TMIIA Ta ii rinok —
He3HayHO, TOMY MIPOBEIEHO iIMILJIAHTALLIO EIOTUHT-CTEHTIB
y IIMIIT JIKA i nepiy aiaroHanbHy rinky JIKA. I1pote
Ha TJIi TpUiIMaHHS HIiTpaTiB TPUBAJOI Aii Ta aHTArOHICTiB
KaJbllil0 Y Mali€HTKX BiAMiYaJM CTEHOKap/ilo, siKa Mpoi-
mia micas npusHayeHHs K [7].

VY nitepatypi HasiBHi TOBiTOMJIEHHS PO aTePOCKIEPOTUY-
He ypaxeHHsI KA 3 pozButkoM IM. OgHak 10CIiTHUKY 3a3Ha-
4aloTh, 1110 HEBIIOMO, 1110 € Mpu4ynHO IM — atepockiepo3
KA uu nmoenHaHHS OCTaHHBOTO 3 KopoHapuToM [31]. ¥V ma-
uieHTiB 3 EI'TIA BusiBieHe 3poCTaHHs CyporaTHUX MapKepiB
CC3, takux sik eHpoTeNianbHa IMcYHKILisA, 301bIIEHHS iH-
JIEKCY MacH Tijla i 3MiHeHi 3Ha4eHHsI TOMiJTKOBO-I1JIEYOBOTO
ingekcy [18, 26, 89].

VYpaxenHs eHnokapay cnocrepiraiots ipu EI'TIA y Bu-
TJIs1 €03MHOMDITBHOTO EHAOMIOKAPAUTY, eHIOMiOKapIiaib-
Horo (iopo3y 3 hGopMyBaHHSIM BHYTPillITHbOIILITYHOYKOBUX
TpoMbGiB [9, 16, 74]. 3a nanumu T. Neumann et al. (2009),
vy 59% oci6 3 EI'TIA miarHocTyBanu eo3nHOGMITbHUN eH-
JOMioKapIuT, a y 9% — BHYTpillTHbOCEpIIEBi TpoMOU [74].
Ilicnsa npusnauenus 'K i nuuknodocdaminy B nauieHTiB
3 eHIoMioKapaiaabHUM (piOpo30M criocTepiraiu Mmo3u-
TUBHUI KJIiHiuHUI edekT [76]. HeoOXigHO BiamiTuTH,
110 eHIOMiOKapauT / eHaoMioKapaiaabHui (hibpo3 i3 BHY-
TPIilIHBOCEPLEBUM TpOoMO030M (rpubn3Ho y 10% xBopux)
a6o kapmiomionatist (1o 20% MalieHTiB) acollilfoBaHi 3 BU-
COKUM piBHeM eo3uHo(pinii, BizcyTHicTio AHIIA i moTeH-
iifHO ripmuM porHo3oM [9, 16, 74].

BcTraHoBneHO, 1110 HAsIBHICTh CUMIITOMATUYHOI Kapaio-
MiomaTii KOpeJllo€ 3 HeCITPUATIUBUM MTPOTHO30M, PO3BU-
TOK SIKOI € He3aJlexKHUM (DaKTOpOM pU3UKY cMepTi [16, 36].
Takox 1eil KJIiHIYHUI cTaH — MPUYMHA CMEpPTi Maiixe
y 50% manientiB 3 EI'TIA, mo motpedbye KoMOiHOBaHOI
tepanii 'K i uutocratukamu (3azpuuail nukiaobocdami-
noM) [34]. Kapmiomionaris npu ET'TIA Moxke po3BuBaTucst
BHACJIIOK illIeMii MioKapaa, acolilioBaHOI 3 BaCKYJIiTOM
emikapnianbHux KA Ta aprepiit aApidbHOro kaniopy miokap-
Jla 44 ioro iH¢inbTpalii eo3uHodinamu, iHKonu 3 hopmy-
BaHHSIM (piOpo3y i pimie — rpaHyJeMaToO3HOTO YPaKeHHS
miokapna [39]. Anani3 oocrexxeHHst 112 xBopux Ha ETTIA
MOKa3aB, 110 KaplioMioMNaTiio 3HAYHO YacCTillle CIIoCTepiraan
y AHIIA-HeratuBHuUX nauieHTiB [78]. 3a JaHUMM OOCTin-
xxeHHs S. Sable-Fourtassou et al. (2005), kapaiomiomnarito
niarHoctyBaiu y 24% ocio 3 EI'TIA: B AHLIA-HeratuBHMX
nauieHtis — 33%, AHLA-niosutusaux — 9% [87].

V¥ nauienriB 3 ET'TIA BUSIBISIOTh HEIOCTATHICTh MiTpaJib-
HOTO0, a0pTaJbHOTO Ta TPUKYCIigaabHOro KiamnaHiB [20].
Lle nminTBepaXyloTh pe3yabratu gocaimkeHHs T. Neumann
et al. (2009), 3a skumu y 73% xBopux Ha EI'TIA miarHoc-
TOBAHO HEJNOCTATHICTh KJIanaHiB (MiTpanbHOro —y 27,3%,
aoptanpHoro — y 13,6%, tpukycmigaibHoro — y 31,8%)
TMOMIipHOTO i TSIXXKOro ctyneHs [74].

ITpu EI'TIA MOXyTh BUHMKATH HaAILTYHOUYKOBI/IIUTYHOY-
KOBi TIOPYIIIEHHSI PUTMY i ITPOBITHOCTI ceptist (Y 3% BUTIAIKIB),
30KpeMa 0J10Kajia J1iBoi YM MpaBoi Hixkku mydka [ica [12, 19,
20, 33, 74, 101]. OncaHuii BUMagoK pO3BUTKY MOHOMOP(MHOT
LIUTYHOYKOBOI TaxikKapii y 66-piuHOI MaIliEHTKY SIK TIepIInit
cumnToM EI'TIA. Bin wikaBuii 111e i TMM, 1110 CeplieBi POsIBU

3n0pQB A’ YKpaiHu
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Puc. 1. Bani KI': mHOXMHHMI KopoHapocnasm KA, pokanbHi creHosun MMLLT JIKA (A), MKA (B)

Mpumitku: Crpinkamm BKa3aHi BinSHKM KOPOHAPOCNA3MY.
Apantosano 3a A.Y. Bitar et al., 2016 [7].

SIBJISITM COOO0 OCHOBHI KJIiHIYHI CUMITTOMU 3aXBOPIOBAHHSI,
a 3MiHU B IHILIKUX opraHax Oyiu c1abo BupaxeHumH [10].

VYV nauienris 3 EI'TIA 3acriitny CH giarHocTyroth y 15-30%
BUMNAJKIB, IKa € MPUINHOI0 cMepTi B 25% [77, 98]. 3a manu-
Mmu pobotn W. Szczeklik et al. (2011), dpakuis sBukumy (DB)
niBoro nutyHouka (JILI) BusiBuiacs y cepeiHbOMY HUKYOIO
B oci0 3 EI'TIA B nepion pemicii mopiBHSIHO 3 KOHTPOJIbHOIO
rpymoio (p<0,05), ay 35% xBopux ®B JILI 6yma <50% [101].

Pesyneratu Bunpo0ysadHs T. Neumann et al. (2009) cBin-
9ath, mo mpu nposeaeHHI ExoKT y 50% martieHTiB crocte-
piranucs nopyueHHs cucroniuHol pynkiuii JIL [74]. 3rinHo
3 TaHVMH iHIIOTO JOCITiMKeHHS, 3a joriomMororo ExoKTI ta/a6o
MPT cepiist BUSIBIISIM perioHapHi MOPYLLIEHHS CKOPOTIMBOCTI
JII, Bumit y mopoxHuHy nepukapaa (y 20% BUmajiKiB) i BHY-
TPIIIHBOCEPLIEBHIA TPOMGO3 [9, 16].

Y 3HavyHoOi yactTuHM XxBopux ypaxeHHs CCC Moxe OyTu
acuMmnToMHuM [25]. Lle y3romkyeTbes 3 pe3yibTraraMu po0o-
™ S. Yune et al. (2016), 3a sxumu y 87,5% nauienris 3 ETTIA,
B KOTpUX OyJIM BiZICYTHi CUMIITOMU MATOJIOTii CEPLIsl, BUSIB-
JieHi 3Minu nipu nposeneHHi MPT cepus [119]. 3okpema,
sk BKasytoTh T. Miszalski-Jamka et al. (2013), npu6ausHo
B 81,8% oci6 3 EI'TIA y epio KJTiHiYHOI peMicii Maiu Miciie
3minu Ha MPT cepus. Li pesyasraTu cBimyaTh, 1110 y Mepion
peMicii yacToTa ypaxkeHHsI cepls € J0CTaTHbO BUCOKOIO, OfI-
HaK CJIiJ BIIMITUTH MaJly KiJIbKicTh xBopux (n=11) [68].

3a manumu BurnpoOyBaHHs1 R.M. Dennert et al. (2010),
y 62% mnauienTiB 3 ETTIA BUsIBIEHO MATOJIOTIO CEPLS MO-
piBHSIHO 3 3% y KoHTpOoJBHIl rpymi (p<0,001) i3 KIiHIYHIMHI
cumnroMamu — y 26 ta 3% (p=0,009) BiamoBigHo, 3MiHAMK
Ha EKT —y 66 Ta 3% BimnosizHo (p<0,001), a mpw nipoBeaeH-
Hi ExoKI' — y 50 ta 3% BimnosinHo (p<0,001), MPT cepus
(perioHapHe MOPYILIEHHSI CKOPOTJIMBOCTI CTiIHOK, (DOKaTbHU
$i6po3 Tomio) — y 62% xBopux. BincyTHICTH CHMITTOMIB 2060
3miH Ha EKT He BuKIt0uano ypaskeHHs ceplis, aake 3MiHU OyJ10
Bim3HaueHo y 38% IMX Malli€HTiB TTin yac BUKOHaHHST ExoKT
g MPT ceprs. Ha EKT 3miau 3yous T Ta/abo maTtonoria-
Humii 3yoens Q miarHoctyBamu y 50 Ta 6% BUNAAKiB BiOOBITHO
(y KOHTpOJIBHIl rpyti B 3% — 3minu 3yous T). Okpim Toro, Bid-
Miyanu ¢idpusLiio nepeacepab, 6J0Kaau MpaBoi YK JiBOi HixX-
kU yuka ['ica, a mpu mpoBeieHHi XOITePiBCbKOTO MOHITOPUHTY
EKT — Hecriiiky IUTyHOUKOBY Taxikapito. 3a BUKOHaHHs Exo-
KT mucdyskiiro JII 6yo miarHoctroBaHo y 34% narienTis [20].

IMoni6Hi nani orpumanu # iHuni gociainHuku. Tak, y pasi
BiZICYTHOCTi CMUMNITOMiB i 3Hauyiux 3MiH Ha EKT ypaxeH-
Hs ceplst BusiBun Maiixe y 40% nattienris 3 ETTIA, Tomy
BciM XxBopuM HeobxigHo Oyso npoBoautu ExoKI, a 3a mo-
kazaHHsIMU — MPT cepuis, KT, ennomiokapaiaibHy Gioricio
tomo [9]. ¥V mocrimkeHHi, mo BKIovano 96 oci6 3 ETTIA,
78-micsiuHa BuXKMBaHICTh ctaHoBmIa 90 Ta 30% 3a BimcyT-
HOCTI i1 HAsSIBHOCTi CUMIITOMATUYHOTO YpaXkKeHHS ceplLisl Bill-
MOBIAHO, MiAKPECIIOI0UM BaxKIUBICTh BUSIBJIEHHS MATOJIOTIi
cepls Ha paHHIX cTamisx BackyJity [33].

[panynemamo3 i3 nonianziimom

I'TIA — e CB, mo acouiitoBanuii 3 AHIIA ta BorHuIeBu-
MU, HEKPOTH3YBAJIbHUMU, TPAHYJIEMaTO3HUMU YPaKEHHSIMU.
I'TIA 3a3Buyaii po3BUBa€ThCs y 40-piuyHUX MALIIEHTIB, i HAil-
yacTillle y MaToJoriyHuii mmpoiiec 3ainydaiotbes JIOP-opra-
HH (92%), Hupku (TioMepynoHedpuT — y 77% BUTNAAKiB)
Ta opraHu auxaHHs (85%) [48].

VpaxeHHs ceplis criocTepiraioth y 6-44% ocio 3 TTIA
[32, 53, 54, 71]. Ha nymky G. Pugnet et al. (2017), naTtojo-
rig cepud nipu I'TIA, iIMOBipHO, HEJIOOLIIHIOETHCS, OCKITBKYU
yacTo ii epeodir € cyokmiHiuHuM [81]. 3a JTaHMMU TIpoCTeK-
TUBHOTO AOCHiIXeHHs, B 62% mauienTis 3 ETTIA tay 46% —
I'TIA y cranii pemicii BusiBistiu narosoriro CCC 3a moromMo-
roio EKT i ExoKI mopiBHsiHO 3 20% y KOHTpOJIBHIl IpyIIi
(p<0,001 Ta p<0,014 BinmoBinHO), 3a pe3yabraTamu MPT
cepus —y 66% xsopux Ha ETTIA Tay 61% — I'TIA. Ha nona-
TOK, B 0cib 3 ypaxeHHsM cepud (3a nanuMu EKT i ExoKT)
crioctepiraiau miapuileHHs 3araabHoi Ta CC-cmeprHOCTi [38].

Y nepion 3 1957 o 2005 pp. rpyna gocnigHukis L. Guillevin
et al. (2011) npoBena BUunpoOyBaHHsI, sike BKItodyano 1108 ma-
nieHTiB i3 CHB, 3 Hux 311 xBopux Ha I'TTA. YpaxeHHs ceplist
niarHocToBaHO B 13% oci6 i3 I'TIA, a 3a TOTTOMOTOI0 MYJIBTH -
BapiaHTHOTO aHaJli3y BUSIBJIEHI HECTIPUSTIIMBI MPOTHOCTUYHI
(dakTopu, IK-TO BiK, HUpKOBa HemocTaTHicTh Ta CH [36].
3a JaHUMU KJTiHIYHOTO JIOHTITYAIMHATBHOTO MYJIBTULIEHTPO-
BOTO KOTOPTHOTO JOCiIXKEHHSI i/l KEPiBHULITBOM HayKOBOTO
KOHCOPIIiyMy 3 BaCKYJITiB, Y SIKOMY B3sUIM Y4acTb 517 nauieH-
TiB i3 T'TIA, maronorito CCC giarHocToBaHO TiJIbKK Y 3,3%,
JIO TOTO X He BUSIBJIEHO 3B’SI3KY 3 BUIIOIO YaCTOTOIO Pelly-
JIMBY YU 30iIbIIEHHSIM CMepPTHOCTI [64]. 3a pe3ynsraramMu
MeTaaHaJli3y YOTUPbOX €BPOMNMENCHKUX KIIiHIYHUX BUMPOOY-
BaHb, 110 BKJIOYAJIO 535 XBOPUX i3 Brieplle BCTAHOBICHUM
niarno3oM AHIIA-CB, 3 sikux 53% ctanosunm ocoou 3 I'TIA,
ypaxxerHst CCC mato micue y 5,7% BUTIAIKIB i aCOL{I0BATIOCS
3 MiABUIIEHUM pU3KKOM peruausy [110].

Haiiuactime npu I'TTA BUSIBASIIOTH EPUKAPAUT Ta KO-
poHapur (y 50% BunankiB — ypaxkeHus CCC), ajre Takox
OIKMCaHi MiOKapAUT, eHIOKAPIUT i3 (popMyBaHHSIM Baj, cep-
s, TTOPYIIEHHS MPOBITHOCTI i1 pUTMY ceplis, TUjaTaliitHa
Kapmiomiomnarisi, CH [64, 66, 78]. [lelo BiTMiHHVMM € JaHi
nocnimkeHHs L. McGeoch et al. (2015), 3a skumu nepuxap-
IUT MiaTHOCTYBaJU y 35% BUMAIKiB, KOpoHapHT — y 12%,
Kapaoiomiomnariio — y 30%, mopyIleHHsI pUTMY CepLs Ta ypa-
JKEHHS KiarnaHiB — y 6% [64].

[MepukapauT € XxapaKTepHUM TIPOSIBOM YpaxkKeHHSI Cepiis
npu I'TIA, sikuit yacTo Mae acMMNTOMAaTUYHUI niepeOir [54].
Yacrillie BUMIT y MOPOXXHUHY NepUKapa MOMipHUA, ajie iH-
KOJIM MOX€e OYTH MAaCUBHUM i MPU3BOAMTHU O PO3BUTKY TaM-
noHanu cepud [118]. VY niteparypi € naHi mpo BUHUKHEHHS
nipu ['TIA KOHCTPUKTUBHOTO nepukapauty [41].

3a TaHMMM aBTOIICiif KOpOHAPUT BigMivaioth y 50% xBo-
puXx, IKUH y OIIbIIOCTi 3 HUX 0€3CMMIITOMHUIA, ajie MOXe
MPU3BOAUTHU 10 po3BUTKY IM i creHokapmii [88]. [TaTonoriyni
3MiHu KA manu Micue B ycix Bunagkax I'TIA, ane cnig Bia-
MiTUTH Manty BUOipKy nauieHTiB (n=11) [120]. 3a pe3ysbra-
tamu pocnimkeHHs O. Zimba et al. (2018), npu npoBeaeHHi
ABTOIICili BUSIBICHUIA 1ECTPYKTMBHO-NIPOAYKTUBHUIA BACKYJTIT,
110 BpaxXae apTepii ApiOHOTO KaJliopy, apTepioiv Ta Kamiasipu
Miokapaa. B rocrpiit cranii I'TIA BinzdHaueHO 3MiHU CTiHKU
CYAMH Bil MyKOITHOTrO HAOPSIKY 10 (hiOPUHOITHOTO HEKPO3Y.
XpOHIYHi MOMIKOMIKEHHS XapaKTepU3yBaIuCs rinepriiasieto
iHTUMU, PiOpPO30M, TiaiHO30M CYIMH 3i 3BY>KEHHSIM IXHBOTO
npocBiTy. HaiinommpeHimmm ypaKeHHSIM iHTepCTUIaTbHO-
ro MaTpUKCy Miokapaa 0ys0 Mmo3acyauMHHe IpaHyJIeMaTo3He

3anajeHHs [120].
[MpoposxeHHs y HacTynHoMy HoMepi \




