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YPaMenns Cepueso-cyquuHol cucmemu
Npu CUCMEMHUX HEKpOMU3YBanbHUX BAaCKyAImax

MpogposxenHs. Moyatok y N2 2 <\

3a nanumu po6otu M. Faurschou et al. (2009), ocobu
i3 I'TIA matotb nigpuinennii pusuk CC-noniit yHacaigok IXC
TOPiBHSIHO i3 3araJIbHOIO TOMYJISILIE. YTIpomoBx 2482 mnatti-
€HTO-POKiB BUSIBJICHE 3HAYHE MiJIBUIIIEHHS CITiBBiTHOIIEHHS
CITOCTepEXXyBaHMX Ta O4iKyBaHMX nofiit BHacinok IXC — 1,9
(95% A1 1,4-2,4), a TakoxX iMOBIpHOCTI BUHUKHEHHST IM
y xBopux Ha I'TIA — 2,5 (95% 11 1,6-3,7) [24].

lmemist Miokapaa MoXe pO3BUHYTUCSI BHACTIJOK HEKPO-
THU3YBaJbHOIO BACKYJIITy, TPOM003Y, oK1103ii KA [56, 88].
VY 35-piuHoro nauierTta 3 IM npu nnpoeaeHHi KI' (puc. 2)
OyJIO0 BUSIBJICEHO OKJIIO3i10 AucTaabHoro Bigaiay IIMIIT
JIKA i ToMy BUKOHAHO iMITJIaHTAllil0 CTEHTAa B 1UCTaJlb-
Huii Bigaia [IMILT JIKA. Oxpim Toro, crioctepirajiucs
MHOXMWHHI OKJIt03ii IPiOHUX CYNUH yHACHi0K BACKYJITY
i TpoM003y Ta reMoAMHAMiYHO He3Havyllla aTepoCcKJIepo-
THYHAa OJsika [56].

3ajyyeHHs y MaTOJOTIYHUI MPOLeC eHI0KaAPAY MOXe
MPU3BOAUTHU 10 po3BUTKY Ban cepus [55]. [1pu I'TIA vac-
Tille BUSIBJSIIOTh Q0pTaJIbHY HETOCTATHICTb, Pijillle — HEO0C-
TaTHICTb MITPaJIbHOTO KJIallaHa; a0OpTaJbHUI i MiTpaIbHUI
CTEHO3 € yXe piakicHumu [55, 71]. 3a naHMMU TOCTiIKEeH-
Ha y nauienTis i3 T'TIA B nepion pemicii y 9% oci6 ®B JILLI
<50%, aopTabHY perypriTariiro croctepiraiau y 28 % mpotu
7,5% y xonTposbHiii rpymi (p=0,03) [121]. o MexaHi3MiB,
110 BilMOBiJaJIbHi 32 PO3BUTOK MATOJIOTII KJIaMaHiB cepiis,
BiIHOCSITh IMOTOBILIEHHS CTYJIOK, ixHIO nepdopauiio i pop-
MYBaHHS Ha CTYJIKaX KJIallaHiB YTBOPEHb, 1110 iMITYIOTb BeTe-
taitii (vegetation-like lesions) [54, 96]. G. Singh et al. (2014)
onucanu y 47-piunoro xsoporo Ha I'TIA BUHUKHEHHS aop-
TaJbHO1 HEJOCTATHOCTI Ta A0PTATbHOTO CTEHO3Y BHACIIIOK
YTBOPEHD Ha CTYJIKaxX KianaHiB. OQHaK CJIif BIIMITUTH iXHil
perpec Mmpu MpoBeIeHHI iIMyHOCYIIpeCUBHOI Teparrii [96].
Bcynepeu uum nanum, C. Lacoste et al. (2011) npencta-
BUWJIM BUITIaJIOK aOPTaJbHOI peTypriTaliii, ssika morpedyBaja
XipypriuHoi Kopekiiii uepe3 Hee(eKTUBHICTh iMyHOCYIIpe-
cuBHOI Teparii [55]. M. Dupuy et al. (2009) onucanu po3-
BUTOK TSXKKOI MiTpaJibHOI HEAOCTATHOCTI 3 repdopallieio
MepenHbOl CTYJIKM i HACTYITHUM MPOBEAEHHSIM Xipypriu-
HOTO BTpyuyaHHS [22].

VY niteparypi € naHi Mpo po3BUTOK MOPYLIEHHST pUTMY [5]
i IpOBITHOCTI ceplist, 30KpeMa, 0ioKaa HixkoK myuka [ica
Ta AB-0si0Kaj, SIKi BAHUMKAIOTh K HACJIiIOK I'paHyjemMa-
TO3HOTO 3amajeHHs i3 3aJyyeHHsIM AB-By3sia uu myuka
lica [47]. G. Suleymenlar et al. (2002) onucanu MoBHY
AB-01okany 3 MiATBEpPIKEHHSIM 3amalieHHS] y AiISHIL
AB-By3na npu nposeaeHHi KT, MPT ta nepdy3siiiHoi cuuH-
turpadii [99]. Takox y JjitepaTypi HasBHi BiTOMOCTI MpoO
3BOPOTHUI PO3BUTOK TMOpPYILIEeHHS TpoBimHocTi mpu ['TIA
M BILIMBOM iMyHocynpecuBHoro JjikyBaHHs [30, 85]. Cain
3a3HA4YUTH, 110 ONKCcaHO MOBHY AB-610Kany 3 iMIiaHTali-
€10 TUMYACOBOTO Kapaioctumyiaropa [57]. € moBizoMieH-
HSI TIpO BUNAAKU BUHUKHEHHs nipu [ TIA mionepukapauty,

Puc. 2. Bani KT 35-piuHoro nauienra 3 MA: okniosis gucranbHoro
siaainy MMLUT JIKA Ta nepLuoi giaroHanbHoi rinku

Mpumitka: Crpinkamu BKa3aHi Micus ok03ii.

Apanrosaro 3a M.N. Lazarus et al., 2006 [56].
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IuIaTaliiiHol KapaioMiomnaTii Ta MepuKapaIuTy 3 MOBHOIO
AB-6nokanoto. Y Bcix nux nauieHTtiB BusBiasuin AHLIA
3i cneuudivnictio no ITP-3 [90].

[Ipu I'TTA MoOXIMBUIA pO3BUTOK MioKapauTy. Tak, omuca-
HE BUHUKHEHHS TOCTPOTO MiOKAPUTY i3 MO3UTUBHUM eheK-
TOM iMyHoOcyIpecuBHOI Teparii [73]. S. Arous et al. (2016)
MpeICTaBUIN BUMAAO0K (HiOpOIIIaCTUIHOTO €HIOKAPIUTY
i1 MioKapauTy, TpinoTiHHS nepeacepab Ta Tskkoi CH y xBo-
poro Ha I'TTA 3 Hopmanizaui€to cucroniuyHoi Gynkiii JILT
ITicJIst iIMyHOCYITPEeCUBHOTO JIiKyBaHHS [5].

3a nanumu ExoKI, G.H. Oliveira et al. (2005) crocte-
piraju BMIIIT y TIOPOXKHMHY Mepukapaa B nauieHTis 3 ['TIA
y 19%, narosoriio kianaHis cepist — y 15%, mopyiueHHs
pyxy criHok JIL —y 65%, sumxenns @B JILI —y 50% [75].
Pesynbraty iH110oro BUnpoOyBaHHs npu nposeaeHHi MPT
nokasaju 3miHu y 61% oci6 3 I'TIA: y 26% niarHOCTOBaHO
nepukapaut, y 13% — sukennss ®B JII, ay 29% — Bor-
HUIIIEeBE YpaKeHHS MioKapaa. ABTOpPH 3a3HavaloTh, 110 BU-
sIBJIeHHS 3a nornomoroo MPT maroJorii ceplist Ha paHHiX
cTajlisiX pO3BUTKY Ma€ MPOTHOCTUYHI Hacainku [81].

V niTepaTypi € JaHi 11010 3pOCTaHHSI PUBUKY TPOMOO-
eMmOoniuHux nomiit y xsopux Ha I'TIA, onqHak iXHIO yacToTy
He 3’sicoBaHO. 3a pe3yjbTaTaMu poOOTH 3aXBOPIOBAaHICTh
Ha TpoMOO3M MMOOKUX BEH i TpoMOOEMOOTit0 JiereHeBO1
aprepii (TEJIA) cranoBuna 7,0 Ha 100 mamieHTO-pOKiB
(95% 11 4,0-11,4) [66].

MikpocKoniyHuii nonianziim

Hanux mono MITA HenocratHbo, aaxe paHine MITA
knacudikybanu sik BIT [3578]. Ypaxennss CCC maioth
Mmicue y 10-20% nawmienris i3 MIIA [2, 28, 103]. OgHak
€ BiIOMOCTI PO BUIILY YAaCTOTY IATOJIOTI1 ceplis, 3a SKUMU
y 34,1% oci6 i3 MIITA criocrepiramu AL y 17,6% — CH,
y 10,6% — nepukapmut iy 2,4% — IM [35]. 3rinHo 3 pe-
3yJbTaTaMM iHIIOIO AOCIIAXEHHS 3a y4yacTIO ITalliEHTiB
3 AHLJA-CB, Ginbimicts skux crpaxnaina Ha MITA (97%),
nepuKkapaut 0yB y 46%, ypaxkeHHs Miokapna — y 34,6%,
MOPYILIEHHSI pUTMY ceplst — y 3,8% Ta HeIOCTaTHICTh
aopTasbHOTO KjamaHa — y 3,8% [94]. 3a gaHuMu po6o-
™ J.K. Ahn et al. (2012), 3-nomix 55 mauieHtis i3 MITA
narojorito CCC cnocrepiranun y 18,2%, AT —y 16,4%,
kapaiomionariio i CH — y 3,8%, nepukapaur — y 3,6%,
IM —y 1,8% [3]. IIpote IM MoOXe OYTH MOITUPEHIIINAM,
sk i mpu BII Ta inmmux CB 3 ypaxkeHHSIM CyAUH ApiOHOTO
kaniopy [78, 111]. ¥ nanienTa i3 MI1A onucanuii IM ne-
pennboi ctinku JIII gk panniii nposs MITA. 3a naHumu
KT BusiBneni oxmwosis [IMILA, cteH03 oruHanbHOI Tij-
ku JIKA Tta I[TKA [51]. ¥V nitepatypi HaBeieHWII BUIIaJOK
¢aranbHoro IM i3 po3Butkom roctpoi CH, a 3a naHumMu
KT Bin3HayeHuit MiHiManbHUIi aTrepockiepo3 KA [111].
H. Kobayashi et al. (2011) Haganu pe3yabTaTu CIoCTepe-
JKeHHs 3a 78-piuHoto nmaiieHTKolo i3 MITA, B sikoi 3a goro-
Moroto KT-aHriorpadii miarHocTOBaHO aHEBPU3MY JiaMeT-
poMm 14 mm y micui 6idpypkauii JIKA. ITpu nposeaenni KI'

Puc. 3. Aani Kl 31-piuHoi nauieHTku 3 BI: MHOXXUHHI aHeBpU3mMK
cros6ypa JIKA, MMLLT JIKA, oknio3is oruHanbHoi rinku JIKA
Mpumitka: Aganrtosaro 3aJ. Wietal.,, 2010 [114].

BUSIBIIEHO cakyisipHy aHeBpu3My JIKA i cteHo3u Tphox KA,
y 3B’SI3Ky 3 YUM BUKOHaHe a0PTOKOPOHAPHE IIYHTYBaHHS,
asrogoM i crentyBanHsa JIKA (y pinanui anespusmu) [52].

V nmauieHTiB i3 MIIA onucaHi HeZOCTaTHICTh A0PTAIbHOTO
KJ1anaHa, eKCyJIaTUBHUI MepUKapAuT i HaBiTh TaMITOHAIA
cepls, MMOPYIIEHHST CePLIEBOr0 PUTMY (CYIIPaBeHTPUKYJISIPHA
Ta HecTiliKa IITyHOYKOBa Taxikapis) [49, 51, 95. 103].

Byanukosuii noniapmepiim

Ax Oyno 3azHaueHo Buile, a1 BIT xapakrepHi ypa-
JKEHHS CepenHiX/npiOHuX apTepiit 6e3 rIomMepyIoHedpr-
Ty Y1 BacKyJiTy apTepios, KamiJisipiB abo BEHYI i BiICyT-
Hicte AHLIA [44].

s BIT xapakTepHe ypaxkeHHsI HUPOK (CyIMHHMIA TUII ra-
tosorii). [Tpu BIT ¢ibpuHoinHMIT HEKPO3 Y MOEAHAHHI 3 TOC-
TPUMU YW XPOHIUHUMU 3aniajibHUMU iHGiabTpaTamMu i ¢id-
pO30M (3aJIexKHO BiJl CTalii Mpouecy) MOXYTh TPU3BOIUTHU
JIO TIOTOBIIEHHSI CTIHOK, CTeHO3Y, TPOMOO3y, TruceKIilii a0o
yTBopeHHI0 aHeBpu3M KA [65]. Ing BIT xapakTepHe ypaxkeH-
H$I HUPOK (CYIMHHUIA TUI NATOJIOTIT), IIUTYHKOBO-KUIIKOBOTO
TPaKTYy, IKipx, HEPBOBOI CUCTEMHU, CYIJI00iB, M SI3iB i pinKo —
nierenb [93]. IMaromorito CCC crniocrepiraors y 33-66% ma-
mieHTiB i3 BIT [65, 83]. OgHak clix 3a3HaYMTH, 1110 YacTOTa
ypaxeHHss CCC konuBaeTbes Bin 10% y KTiHIYHUX BUITPOOY-
BaHHSX 110 78 % 3a JTaHUMM TiCTONIOTITHOTO JOCTIIKEeHHS [ 78].
Vpaxennst CCC € HeCrIpUSITAMBUM ITPOTHOCTUYHUM (haKTO-
pom (BIII 2,47; 95% M1 1,3-4,8) ipu BII, 1m0 He acomiitoBa-
Huii i3 HBV-indexuiero [8].

VY xBopux Ha BII BigzHavyaioth Al, KOpOHAPUT i3 PO3BUT-
KoM creHokapaii un IM, 3actiiiny CH, nopyuieHHsT puTmy
Ta MPOBIIHOCTI ceplsi, 30KpeMa uepes ileMiro Miokapjaa,
i panToBY CepIIEBY CMEPTh, Pijillie — MEPUKAPAUT, MiOKAP/IHT,
JQuartaliiHy Kapaiomionarito [63, 76-78, 93, 114]. Xapaxktep-
HuM nposiBoM ypaxxeHHss CCC nipu BII € AT, 110 BUHuKae
BHACJIIOK 3aJTyYeHHS y ATOJIOTIYHUU MpoLiec apTepiii HUpoK
i BusiBnsietoes y 10-34,8% Bumnanxis [63, 77, 80, 108].

Koponapurt BusiBistiors y 50% sunankis BIT [63]. ITporte,
HE3BaXaluM Ha JOBOJIi BUCOKY MOMIMPEHICTh ypaxkeHHs: KA
y mauienTis i3 BI1, creHokapairo Bigmivanu y 2-18%, a mia-
THOCTOBaHUI npukutteBo IM —y 1-12% [61, 78]. 3minu
nowmkomxkeHux KA BkiovaloTh (GopMyBaHHSI aHEBPU3M,
BHYTPIlLIHbOCYIMHHUI TPOMOO3, OKJII03i10, CTEHO3, JUCEK-
1Ii10, SIKi MOXYTb OYTH TPUUMHOIO po3BUTKY IM [45, 63, 114].
MHOXWHHI aHEeBpU3MU BUMBISAIOTh ¥y 60-80% XxBopux
Ha BII [45]. Cain 3ayBaxkutu, 110 ripu BIT 3minu KA MoxyTh
MaTH BUIJISII «HAMUCTUH Ha HUTL» («beads on a string») [65].
VY nesikux BUNankax npu ypaxkeHHi apTepiit Majgoro Kauiopy
mig yac nposeaeHHs KI' 3miH He BigzHaueHo [67].

J. Wi et al. (2010) onucanu po3sutok IM y 31-piuHoi
Mali€HTKU, Ka IMOCTyuIa 3 00JeM y TPYIHil KJTiTHi, 110
TpuBaB noHaa 30 XB i BAHUK Yy CTaHi crokoto. Tpu Micsi
tomy giarHoctoBaHo Al 3a nanumu KI' BusBieHi MHO-
KMHHI BeJuKi aHeBpu3mu ctoBoypa JIKA, IIMIIT JIKA
i okmo3zig OI' JIKA Ta KpUTUYHUI CTEHO3 AUCTAJIbHOTO
cermeHnTa I[IMIUI JIKA i 3aaHb0O1 MiXIIUTYHOYKOBOI TiJl-
ku [TKA (puc. 3). Oxpim Toro, nipu npoBeacHHi MPT cy-
JIMH FOJIOBHOTO MO3KY MaJy Miclie HeBeJMKi aHEeBPU3MU,
KT-anriorpadii — Masi aHeBpu3MU JIiBOT HUPKOBOI apTepii.
[Ticng imyHocymnpecuBHOI (IpeAHi30J10H i HuKIohochamin)
i cranmaptHoi Teparii IM ctan xBopoi nokpaimuscs [114].

VY qniTeparypi € MOBiIOMJICHHS IIPO PaNITOBY CMEPTh Y Ia-
uieHTiB i3 BIT sk Hacnaigok kopoHaputy [103]. 3a naHUMU
aBroriciii 37 oci6 i3 BI1, y 81,1% BusBIIeHUI NeCTPYKTUBHO-
MPOAYKTUBHUM BACKYJIT, IO BpaXae Miokapi, emikapn
Ta apTepii HeBeJMKOro Kajiopy. HaitnmomupeHimumu 3mi-
HaMU Yy TOCTPiii ¢ha3i OyB MmaHapTepiiT 3 iHTpamioKapaiaib-
HUMMU, NEPUBACKYISIPHUMU JiMGOLUTAPHUMHU Ta MAKPO-
(aranpHuMu iHdinsrparamu. Y 30% BUManKiB BigMidaau
By3/1MKH B310BX KA. 3a xpoHiuHoro nepediry BIT mana mic-
1Ie rinepIuiasis iHTMMK BHACIIIOK Mposticdhepallii KIIiTUH eH-
nporeito. Y 16,7% xBopux criocrepiraiun okiosio KA yepes
npoJidepalito iHTUMU, GiOPO3 Ta yTBOPEHHST TPOMOIB, MiCIsT
yoro po3BuHyBcs IM. YpaxenHs cepiist ipu BI1 Bkitouaio
rineptpodiro JILI yHacnigok penoBackynsipHoi AI'y 70,3%
BUIAIKIB, iHTEPCTULIIANTBHII MiokapauT 6yBy 10,8% [120].
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V nauienri i3 BII nepukapaut BUsSBIsIOTH pigko [77].
3aydeHHs y MaToJOTiUHMI TIpoliec TiepuKapaa Bil3HaUeHO
y 0-5% oci6 i3 BI1, a 3a JaHuMM aBTOIICiiT — Y TPETHHI BUITAI-
KiB [78]. 3a pesyasratamu podotu C. Pagnoux et al. (2005),
TTOPYILEHHS PUTMY (TIepeBasKHO CYNPaBEHTPUKYIISIPHi) Ta ITPO-
BimHOCTI ceplis crioctepiraim y 2-19% xBopux Ha BIT [78].

A Bourgarit et al. (2005) BinmivyatoTb, 1110 KapioMionaTist
acouiifoBaHa 3 BUCOKMM pusnkoM cMeprti (BI 3,54; 95%
M11,2-10,7) npu BI1, sixuit nop’13anuit i3 HBV-indexkiiieto
ta ETTIA (BI, 3,59; 95% 11, 1,6-7,3) [8]. CepueBi mrymu
BUSBISIOTH y 28-39% manieHTis i3 BI1, ogHak y GiibIIoCTi
BUTAIKiB BOHU QyHKIiOHaNbHI. [IpoTe € moBimoMIeHHS
PO PO3BUTOK MiTpasibHOI Ta/ab0 TPUKYCIiAaJlbHOI HEA0C-
taTHOCTI B 0ci0 i3 BII [78]. 3a naHuMu J1itepatypu KOpoHa-
put 3 IM ta AT (yHaciigok BacKyJliTy HUPKOBUX apTepiii)
€ OCHOBHUMU NpuurHamMu BunukHerHst CH nipu BIT [67].

Niaznocmuka CHB

Jns niarnoctuku ypaxkeHHs cepist mpu CHB 3actocoByroTh
saranbHOKIiHIYHI nocmimkenHs, EKT, ExoKT, MPT, KT, KT-/
MPT-anriorpadiro, KI, mo3autpoHHo-emiciiiHy ToMorpadito
(TTET) [20, 52, 59, 62, 65, 78, 101]. PekoMeH10BaHE OOCTEXECH-
Hs mono AHLIA, ane ciin matu Ha yBasi, 1110 IXHSI HasiBHICTb
He € 000B’SI3KOBOIO It BcTaHOBeHHS niarHo3y AHILIA-CB
[20, 59]. Ak 6yno 3a3HayeHo Bunie, AHLIA 3i cnienmdiuHicTio
10 MITO xapaxrepHi it ETTIA i MITA, a HasiBHICTh aHTUTIJ
no [MP-3 — uia TMA[9, 17, 87, 97]. 3a ntaHMMuM BUIIPOOYBaHHS
A. Brucato et al. (2015), AHLIA BusBistrors y 40-60% maiiieHTiB
3 EI'TIA, iepeBaxkHo 3i crienudiunictio 1o MITO [9].

[To3uTuBHI pesynbratu OioICii € BUpilIaTbHUMMU Yy Jdia-
raoctuli AHIIA-CB (piBeHb 10Ka30BOCTi 3; CTYIiHb J0Ka30-
Bocti C; cuia pekomeHnariii 81%). Ticrosorivni naHi, Taki
SIK HasIBHICTb MaJIOIMyHHOTO TJIOMepyJioHepuUTy (pauci-
immune glomerulonephritis) 200 HEKpPOTU3yBaJbHOTO Bac-
KYJIiTy B Oyab-sIKOMY OpraHi, IMIIAThCS 30JI0TUM CTaHIAp-
tom jutst niarHoctuku AHIIA-CB [117].

Pobouoro rpynolo i3 3axBoproBaHb MioKap/a Ta nepukapaa
€Bponericbkoro ToBapuctsa kapaiosoris (ESC) pospobiie-
HUI aJITOPUTM J1iaTHOCTUKU i TaKTUKW BEIEHHS MPU ypa-
JKeHHi Miokapja y Mali€HTiB 3 iMyHO-0MocepeIKOBaHUMU
3axBoproBaHHsaMU (103), 3okpema EI'TIA i I'TIA (puc. 4) [11].

Cmpamudikawia pusuxy

Jlns mpoBeneHHsI cTpaTudikauii pUu3uKy B Malli€HTIB
i3 CHB The French Vasculitis Study Group 2011 p. nepersi-
HyJia Tak 3BaHy 11’ strudakTopHy mkaiy (FFS) i 3anpononysa-
JIa T SITh MPOTHOCTUYHMX (hPaKTOPIB PU3UKY, YOTUPH 3 TKHX —
BiK >65 pOKiB, ypakeHHs ceplisi, IUTYHKOBO-KUIITKOBOTO
TPaKTy, IK-OT iH(ApKT, KpOBOTEUA UM MAHKPEATHUT, i MiIBU-
IICHHST KpeaTHHIHY B KpoBi >150 MKMOJIb/JT (KOXHUI OITi-
HIOEThCS B 1 0aJ1) — MOB’43aHi 3 HECTIPUSTIMBUM IIPOTHO30M.
BonHouac n’situii ynHHUK pu3uKy (ypakeHHs1 JIOP-opraHiB)
KOPEJTIOE 13 KpallluM MPOrHO30M (BifCyTHICTh — 1 6a). 3rig-
Ho 3 FFS (2009), cmeptHicTb nanienTis i3 CHB ynpomosx
m’saThox pokiB npu FFS=0 cknanmana 9% (p<0,005), npu
FFS=1 (HagBnwuii 1 i3 5 hakTopiB pusuky) — 21% (p<0,005),
mpu FFS>2 (2 a6o Ginbiire) — 40% (p<0,0001) [36].

Mpunuunu niKyYBanua

Hns ingykuii pemicii npu AHLIA-CB i HOBoMy ypaxeH-
Hi XXMTTEBO BaXKJIMBUX OpraHiB a00 pO3BUTKY Hebesneu-
HUX YCKJIaTHEHb PEKOMEHIOBaHE CYMiCHE 3aCTOCYBaHHS
I'K i nuknodocdaminy uu putykcumaoy. 3 1i€lo X METOI0
MIpHU MOIIKOIKEHHI OpraHiB, 1110 He 3aTPOXYE XUTTIO Ia-
1ieHTa, AOUIJILHO MPOBOAUTH KOMOiIHOBAaHE JIiKyBaHHS
I'K i meToTpekcarom abo MikodeHOoJIaTOM MO(ETUIOM.
Hnst nigtpumanHs pemicii npu AHILIA-CB npusHavaiotsb
koMbiHauito 'K y HU3bKMX J03aX Ta a3aTiONPUH, PUTYKCH-
Mab, metoTpekcar uu Moderus mikodgeHonar [117].

IMauientam 3 EI'TIA i ypaxkeHHSIM ceplisi peKOMEHI0Ba-
He npusHayeHHs Bucokux n03 I'K i nuknodocdaminy, aH-
TUAHTiHAJBHUX MpenapaTiB Toino [23, 47]. B oci6 3 ET'TIA
i KOpoHapoCNa3MoOM YacTO BiAMiYalOTh PE3UCTEHTHICTh
110 BazonuaaTaTopis, ajie no3uTuBHui edekt 'K [92, 104].
3rigHo 3 pekoMeHaauissmu EULAR (2016) momno MeHemk-
meHTy XxBopux Ha AHIIA-CB pexoMeH10BaHO MepioguIHO
ouiHoBatu CC-pusuk [117].

MenvkaMeHTO3He JIiKyBaHHS nauieHTiB i3 BIT 3anexuts
Bin TsKKOCTI 3axBoproBaHHs. [1pusHaueHHst 'K € ocHoBHOIO
teparnieto pu BII, 3a HasIBHOCTI MOKa3aHb MOXHa 3aCTOCO-
BYBATH iHIII iIMyHOCYIIpeCHBHi npemnapatu (1mkiodocdamin,
MeToTpekcar, azationpuH) [108]. CuMnroMaTuHe ypaXKeHHSsI
CCC npu BII norpebye arpecuBHOI iMyHOCYITPECUBHOI Te-
parii, 110 MOKPAIIy€ HECTIPUSTIMBUIA IIPOrHO3 XBOPUX [65].
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KapaianbHi yepeoni npanopui (>1) y nauiextie
i3 giarHoctoBanum 103:
30AMILIKA HescHOI eTionorii, cepuebuTTs 3/6e3 nigBuLLEHHS TPOMOHIHY,
CUHKONE, apuTMis, roctpa abo xponiuka CH, pantosa cepueea cmepts
3 yCNiWHOW peaHimMauielo, GynbMiHAHTHUIA HE3PO3YMInKM
KAPAIOreHHMM WOK

KappionoriuHa ouinka

Anamnes, o6ctexenns, TponoHiu, EKT, ExoKT, BNP/pro-BNP, MPT,
MET-KT, kateTepu3auis cepus, 30 MOXAUBOCTI GHTMKAPAIQNbHI QHTUTING

Bukniountu:
30XBOPIOBAHHS NepuKapaa, naronoriw knanaxis cepus, IXC,
nosacepuesi npuunnu (Hanpuknag, TENA)

KoHkpeTHui anroputm,
140 HAMPABAEHWH HA IHAMBIAYANbHMM BUNAAOK TA KNIHIYHO OPIEHTOBAHMM

Hemae IXC, Binommnx npuumnH ans KapAianbHMX 4epBOHUX Npanopuis

Kniniuna nigospa Ha ypaxeHrHs miokapaa npu 103
(Hanpuknaa, MiokapauT)

PosrnaHy 1 engomiokapaiansHy Gioncito (ricronoris, imyHorictonoris,
cneuiansHi 6apBHUKM, NOWYK iHPEKLiHHUX areHTis)

MynbTugucumnniHapHuii nigxipg
Bif, NOYATKY NiKYBAHHS | TPU HACTYNHOMY BEAEHHI,
BKJIIOYHO 3 KOHCYNbTALISMM KapAionora
CneuudiuHe nikyBaHHS:
iHAMBIAYaNi30BAHE TA HANPABEHE HA AOCSTHEHHS HOMHMXYOTO PiBHS
OKTMBHOCTI 30XBOPIOBAHHS, HANPHUKAA, CTPATEris TApreTHoi Tepanii

Puc. 4. YpaxxeHHs miokapga npu 103:
AiarHOCT"Ka W TOKTUKO BeAEeHHS
Mpumitka: Aganrosano 3a A.L.P. Caforio et al., 2017 [11].

€ nani, 1m0 aHriorpadiyHi 3MiHU MOXYTh perpecyBaTu
nicjist iMyHocynpecuBHOI Teparii [79]. OkpiM MeauKamMeH-
TO3HOTO JIiKyBaHHS, nmauieHTn 3 CHB i ypaxkeHHsaM ceplist
MOXYTb TTOTpeOyBaTU XipypriyHOTO YM iHTEPBEHILITHOTO
BTpYYaHHSI, 30KpeMa peBacKyJsipu3aliii miokapmaa [6, 7].
OnucaHi BUNaaKy iMIJIaHTalii KapaioCTUMYJISITOpa, aBTO-
MaTUYHOTO KapaioBepTepa-aediopuisitopa yu poBeIeHHS
TpaHcIaHTauii cepus [9, 21, 63].

Npo2uo3

3aranbHa BrKMBaHicTh naiieHTiB i3 CHB nokparnumnacs
3 1980 p. 3i 3MEHILIEHHSIM CMEPTHOCTI BJIaCHE Bijl BACKYJITY
(p=0,03) ta natonorii CCC (p=0,04). JletanbHi HacmiaKu,
TOB’s13aHi 3 BACKYJIiITOM, Ha CbOTO/IHI € PiIKiICHUMH, SIK i Ue-
pe3 iHdexiito, mo Bimodpaxae mporpec y gikyBanHi CHB
Ta yrpapliHHi To0iYHUMU epekTamu. 3a TaHUMU PETPOCIIEK-
TUBHOTrO aHami3y 2217 oci6 i3 CHB (BIT — 16,1%, I'TIA —
41,7%, ETTIA — 22,6%, MIIA — 19,6%), yacToTa BUTIAJKiB
cMepTi craHoBua 2,26 Ha 100 mamiento-pokis [43]. Xoua
koMmbiHoBaHa Teparisa 'K i nukiodochaminom nmoxkpaiiye
nporHo3 xBopux Ha CHB, y nesikux Bumaakax criocrepira-
10Th (yJIbMiHAHTHUM T1epeOir, i TaKi MalliEHTH TOMUPAIOTH
YIPOJIOBX TEPIIIOrO POKY ITiC/Ist BCTAHOBJIEHHSI IiarHO3Y [§].

3a pesysbraTamu iHILI01 poO0TH, 1- i 5-piuHa BUKUBaHICTb
y xBopux Ha CHB nopisnioBana 87,8 i 71,6% BignosinHo,
asie Oysa Hikuoto y takux i3 MITA (80 i 55%) nopiBHSIHO
3 I'TIA (951 83%, p=0,001), Xoua rpu IpoBeneHHi 6arato-
(hakTOpHOrO aHai3y Pi3HULIS BUSIBUJIACS HE3HAUYYLIOIO.
CTaHnapTM30BaHU KoedillieHT CMEPTHOCTI CTAHOBUB 2,77
(95% A1 2,02-3,71) [69]. BuxupaHicTs 42 mauienTis i3 CHB
0e3 Benukux CC-nopiii, sk-to IM, iHCynbT, apTepiajibHa
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Puc. 5. Buxxusanictb nauieHrie i3 CHB 6e3 senukux CC-nopin
3a merogom Kannana - Meiiepa
Mpumitka: Agantosaro 3a B. Terrier et al., 2014 [105].

peBackyJsipy3allisi, rocriTanizalisl i3 IpUBOAY HeCcTadiIb-
HOi cTeHOKap/ii Ta/a6o cMepTh BHacinok CC3, mokazaHa
Ha pucyHKky 5 [105].

3a pesyabratamu gociuimkeHHs L. Guillevin et al. (2011),
3arajibHa CMepTHICTb cepea xBopux Ha CHB cxinamana 19,8%:
pu MIIA — 27,5%, BI1 — 24,6%, EI'TIA — 13,9% i I'TIA —
13,2% (p<0,001) [36]. Sk cBimuaTs O. Flossmann et al. (2011),
cMepTHicTb nanieHTiB 3 AHILIA-CB npotsiroMm cepeaHboro
Mepioay CIOCTePEXXKEeHHsI, 110 CKJIagaB 5,2 POKy, JOpPiBHIOBA-
71a 25%. OCHOBHOO IIPUUYMHOIO JIETATBHOTO HACIIIKY 3a ITep-
it pik y 48 % Oyna indexkiist, y 19% — akTUBHUI BaCKY.JIIT,
TTiCTIST TIepIIoTo POKY B 26% — marojorist CCC, y 22% — 37mos1-
KicHi 3axBoptoBaHHs Ta'y 20% — indexkuist; 1-, 2- Ta S-piuna
BIDKMBaHICTh cTaHOBWIA 88, 85 1 78% BimIMOBiTHO MTOPIiBHSIHO
3 PO3paXyHKOBUM MTOKa3HUKOM Y ITonysrsiii — 98, 97 1a 92%
BiIMOBINHO. 3arajbHUI KoedillieHT CMEPTHOCTI 3-MOMiX Ma-
nienTiB 3 AHLIA-CB cknanas 2,6 (95% 11 2,2-3,1) npu mo-
PiBHSIHHI 3 KOHTpoJibHOIO rpynoto (p<0,0001) [27]. Pi3ni
rnmokasHuku cMeptHocti xBopux Ha AHIIA-CB orpumani
3a manuMu pociimkedb: MEPEX — 51%, CYCAZAREM —
7,4%, CYCLOPS — 16,9% i NORAM — 11,6%. [1pnanHamu
JIeTaJIbHUX BUIAAKIB Oyiu BiaacHe Backysir (19%), iMmyHo-
cympecis (28,6%), cericuc (36,5%) [86].

3a ganumu pobortu S. Kamali et al. (2010), y nmauieH-
TiB i3 ['TIA BUXUBaHIiCTb ynpoaoBx 37 MicsliB ckianaia
77% [46]. BixuBanicts xBopux Ha EI'TIA 3 ypaxkeHHSIM
cepus npotsarom 10 pokiB craHoBmiIa 89%, BHACTIIOK YOT0O
yacTKa JeTaJlbHUX HACHiIKiB OyJa MOPiBHSHHOIO 3 TaKOIO
y 3arajibHiil momyisiii (cTaHAapTU30BaHM A TOKA3HUK CMEpT-
HocTi — 1,29). OaHak BUIlla CMEPTHICTb CIIOCTEPIraeThest
cepen oci6 i3 CH (cTraHgapTM30BaHMiT TTOKa3HUK CMEPTHOC-
Ti — 3,06; 95% M1 1,10-6,0) [70]. 3a pe3yasraTamMu BUIIPOOY-
BanHs J.K. Ahn et al. (2012), cmeptb ipu MITA acouiiioBaHa
3 o1liHKoI0 3a Birmingham Vasculitis Activity Score (BVAS)
>9 Ha MOMEHT JiarHOCTUKH, BiKOM >60 pOKiB, HasgBHICTIO
KapaioMionarii Ta iHTepCTULIIATbHOTO 3aXBOPIOBAHHS JIETEHIB.
BuxuBanicTb nauieHTis i3 MITA BpomoBxX OIHOTO i TPHOX
pokiB cknana 93,9 Ta 89,2% BinmosinHo [3].

3a TaHUMU PETPOCMEKTUBHOTO HOCiaxeHHs 348 ocibd
i3 BIT cmeprHicTs cranoBwuia 24,7%. be3peLnanBHa BIKU-
BaHiCTb MPOTSITOM IT’IThOX POKiB AopiBHIOBaNa 59,4% cepen
xBopux Ha BII, mo He acouitoBanuii i3 HBV-indexiiiero,
TTOPIBHSTHO 3 67 % Takux mauieHTiB i3 HBV-iHndexkitieto [80].

BuchoBku

Takum unHom, CHB € MynbTUCUCTEMHUMHU 3aXBOPIO-
BaHHSIMU, a ypaxeHHs CCC noripiiye NporHo3 naiieHTiB
i3 CHB. ToMy cBo€uacHa i1 paHHS AiarHOCTHKA MAaTOJIO-
rii cepud 3a0e3neuye paHHE MPU3HAUYECHHSI arPeCUBHOTO
iMYHOCYIIPECUBHOTO JIiIKYBaHHS, 1110 3HAYHO MOJIMIIUTh
nporHo3 oci6 i3 CHB.
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