KAPAIOJIOrIA

MPAKTUKA

Heo6xigHo 3a3HaUYnTH, 1110 BIPOIOBX
OCTaHHIX pokiB giarHocTuka AC rokpauu-
J1acsl, 0cOOJTMBO 3a HAIBHOCTI TaKOi ITATOJIOTi1
cepueBo-cyauHHOI cucteMu, sk CH30®B JILL
Ta a0pTAJIbHUI CTEHO3, 3aBASIKW MPOrpecy
y Bi3yastizallii cepiisi, 30KpeMa exoKapio-
rpadii (ExoKI'), MmarHiTHO-pe30HaHCHI i1
tomorpadii (MPT) ta cumHTUrpadii cepus,
SIKi ToroMaraloTh 1iarHOCTYBAaTH 11€ 3aXBO-
proBaHHs 0e3 Giorcii. OKpim LIbOTr0, 3aBASIKU
PO3pO0JIEHHIO HOBUX MEPCTIEKTUBHUX METOMIB
JlikyBaHHS AL-aMinoigo3y, TpaHCTUPETUHO-
Boi (ATTR) kapaiomiomnatii Ta amiioigHO1
HeMpoIarii TaKoxX IigBUIIuIacs eheKTUB-
HICTb JTiKyBaHHS. TakoX cJ1im qomaTH, 1110 HUHi
CIIOCTEPIra€ThCs 3pOCTaHHS IMOIIMPEHOCTI
MyTalliii B a¢ppoaMeprKaHIIiB Ta TOKpaIy-
Jlacsl iiarHocTHKa craakoBoi ¢opmu ATTR-
aMiJIoino3y yepe3 JOCTYIMHICTh TEHETUYHOTO
TECTyBaHHSI.

BrnacHe, BUsIBIIeHHsI eKCTpaKapaialbHUX
03HaK aMiyioino3y, BUCOKA KJIiHIYHA Migo3pa,
JIeTaJIbHUI aHaMHe3 Ta 00CTEXXEeHHSI 3a I0T0-
MOT'0I0 METOIIB i3 Bi3yali3alli€lo € BaxXJIMBUMU
quist niarHoctuku AC [3].

CBoeuacHa giarHoctuka AC Ha paHHili cTa-
IIii 3aXBOPIOBAHHS TAKOX MAa€ BUpIllIaIbHE
3HAUEHHS, OCKIJIbKU YMOKJIUBIIOE 3aCTOCY-
BaHHSI IIIMPOKOIO CIEKTpa BapiaHTiB JiKy-
BaHHS, AKi MalOTh CIIPUSITAUBUI BIJIUB
Ha BUXKMBAHICTh i/a00 3a1100iratoTh MOTEH-
LIITHO HEe3BOPOTHII BTpaTi (hi3MUHOI (PYHKIIIT
Ta siKkocTi XuTTs [75]. Kpim Toro, micist Helio-
JIaBHiX TepaneBTUYHUX iHHOBALIill aMioigo3
BX€ HE BBaXKAETbCSI HEBUJIIKOBHUM 3aXBO-
proBaHHM [50].

Merto1o poboTH € aHaJIi3 Cy4acHOI HAyKO-
Boi JliTeparypu, ipucBsueHoi AC a1 mokpa-
LIEHHS AiarHOCTUKM Ha paHHi cTaii 3aXBo-
PIOBaHHSI, OCKIJIbKM CBOEYACHE BCTAHOBJICHHS
JliarHO3Y i TpU3HAYeHHS BiTIOBIIHOTO JIiKY-
BaHHS Ma€ 3HAYYLIMI BIUIMB Ha BUXKUBAHICTh
i SIKiCTb XKUTTS TAKUX MALIEHTIB.

CHUCTeMHMI aMiioino3 — e IUPOKU
CIIEKTp 3aXBOPIOBAHb, SIKi € HACTTIZIKOM HeTpa-
BWIbHOT'O 3ropTaHHs OiJIKiB, 1110 arperyroTh
y B-ckiamuacri aminoinHi ¢iopunm. 3okpema,
ineHTU(iKOBaHO MOHAA 35 aMiJIOITOre HHUX
OiJIKiB-TIOTIEPETHHUKIB, SIKi TPU3BOMASATH 10 PO3-
BUTKY 3aXBOPIOBAHHS, LTSI SIKOTO XapaKTepHi
TMO3aKJIITMHHI BiIKJIa]aHHST HEPO3UMHHUX aMi-
JIoimHUX (hiOpU y pi3HUX TKAHMHAX i OpraHax,
110 CTIPUYMHSIE TIOpYIIeHHS (PYHKIIii opra-
HiB [11, 45]. OckinbKu pi3Hi OiIKK-ONepe -
HUKU MOXYTb MPU3BECTU A0 YTBOPEHHS
aMiJIoinmy, Tic/sl BCTAHOBJIEHHS AiarHO3Y aMi-
JI01103 HEOOXiTHO BUKOHATH TUITyBaHHSI aMi-
JIOIY, aKe 11e Ma€ BUpilllaibHe 3HAUSHHSI 111
edekTrBHOrO JikyBaHH [45]. HomeHkmatypa
CHUCTEMHOTI'0 aMiJIOi03y MiCTUTb JIITEpY «A» —
amiJoin, 3a sIKoIo Iine abpesiaTypa Oijika, SIKui
HEeMpaBUIbHO 3ropTaeThbes [75].

AC € TSKKUM TIPOrpecyrounm iHdinbTpa-
TUBHUM 3aXBOPIOBAHHSIM, CIIPUUYMHEHUM
MO3aKJIITHHHUM BiIKJIagaHHSIM OiNKiB (aMi-
JIOiTHUX (hiOpMI) y ceplli i3 MaTOrHOMOHiIY-
HOIO TiCTOJIOTIYHOIO BJIACTUBICTIO 3€JI€HOTO
MOJBIHOTO CBITJIO3AJIOMJIEHHS Y MOJISIpU -
30BaHOMY CBITJIi Ticiisl (papOyBaHHSI KOHTO
yepBoHUM [15, 39]. Ak Binomo, AC moxe
PO3BMBATHUCS BHACIIIOK TeHETUYHUX MyTaLliit
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AMinoigo3 cepus

CepueBa HegocraTtHicTb (CH) — Lle cMHAPOM, KM NepeBaKHO BPAXKAE NiTHIX NALieHTIB | € oAHi€I0 3 OCHOBHMX NPUUMH
rocnitanisauii y Bikogin rpyni sip 65 pokie [18, 62]. Monpu Te, wo aminoipnos cepus (AC) BBaXKaETbCS PigKiCHUM
30XBOPIOBAHHSM, OCTAHHI AAHI CBiAYATBL NPO Te, Lo HOro HEAOOLIHIOIOTb SIK NPUYMHY NATONOrIi Cepus, OCKibKU BOHO
BUSIBUNIOCS HEAOCTATHBO AiarHocroBaHolo npuumnHoto CH [29, 58]. BapTto 3ayBaxuTu, wo AC acouiioBaHui 3i SHaAUHUM
piBHem 3axBoploBaHocTi Ta cmepTHOcTi [30, 65]. 3a aaHUMM ocTaHHIX gocnigkeHb, AC HeAOCTATHBO AIGrHOCTYETLCS

TG NnepeBaXaAE 3a Takoi naronorii cepus, sk CH 3i 36epexeHoro ppakuicio Bukuay (CH36DB) nisoro wnyHouka

(JILL), T)KKui aopTanbHMii cTeHo3 i rinepTpodiuna kapaiomionaria (TKMIM) [50]. ik 3asHauaiots pocnigHuku, AC,

LLLO PO3BUBAETLCS 30 TPAHCTMPETUHOBOrO aminoifosy aukoro tTuny (ATTRwt), pikcyiotb y 13% nauienrie is CH36®B JILL
Ta 'y 6-15% oci6 3 aoptanbHum cteHo3om [28, 17, 63].

(3a cnagkoBux opm) abo HaAOYTUX MpPHU-
yuH [25]. BinknaganHsa aminoigHux ¢idopun
B iHTEpCTUIIiT MiOKapJa MPU3BOAUTH 0 PO3-
BUTKY AC, 1J151 IKOTO XapaKTepHMil pPO3BU-
TOK pecTpMKTHUBHOI Kapaiomiomnartii (PKMIT)
a6o 'KMII, a Ha mi3HiX cTadisIX MOXe TaKOX
TTopyITyBaTucs cucrofiaHa dhyHkitist I [65,
75, 19, 30]. SIx Gyn0 3a3HaYeHO BUIIIE, BiIOMO
noHazn 35 OiJIKiB, 1110 arperyoTh SIK aMiJIoif
in vivo, oiHaK, JulIe AeB’ATh aMiJIOITHUX
OiNKiB MOXYTb BiIKJIanaTUCsl B iIHTEPCTUILiT
Miokapaa, 3ymoBiwwuu AC, i3 SIKUX
IBa HAWMOIIMPEHilli TUIM aMinoizo3y
HalyacTille MOXYyTh npu3Boautu a0 AC,
10 CTAaHOBUTH MoHax 98% miarHOCTOBa-
Horo AC [11, 15, 75, 25]. e AL-aminoinos,
3a SIKOTO aMiJoinHi GidpuId MiCTITh JIerKi
JIAHLIIOTY MOHOKJIOHAJIbHUX iIMYHOTJIOOYJTiHiB,
110 BUPOOJISIIOTLCS TIPU TJ1a3MOKJTITUHHUX
3axBoproBaHHsX i ATTR-aminoinos, 3a sskoro
B aMinoinHuXx (idbpuaax HassBHUI OiloK
tpaHctupetuHy (TTR). ATTR-aminoinos
MOXe pPO3BHMBATUCS Y IBOX BapiaHTax: CIajl-
KOBUI TPaHCTUPETUHOBUHN aminoinos
(ATTRv-aminoino3) abo TpaHCTUPETUHOBHUI
aminoinos aukoro tumy (ATTRwt-aminoino3)
3aJIeXKHO BiJl TOTO, Y ineHTU(diKOoBaHa MyTa-
uis reHa TTR [15, 75]. TTR, Bimomuit Takox
SIK TIpeaibOyMiH, TPaHCTIOPTHUI OiIOK TUPO-
KCUHY Ta peTUHOJY (BiTaMiH A), 1110 BUpOO-
JISIETHCS TIEYiHKOIO (OpraH, SIKMii epeBaxkHO
BiIMOBiga€ 3a MPOAYKILil0 LIMPKYJIIOYOTO
TTR), cymiuHHUM CIUIETIHHSM i IITMEHTHUM
emitesnieM ciTkiBku. [lesiki hopmu aminoino3y
(AApoAl, AApoAll, AApoAlV, AB2M, AFib,
AGel) BUHUKAIOTB AyXe PilKo, a BTOPUHHUI
aminoino3 (AA-aMinoinos), aKuii € Hacmia-
KOM XpOHIUHMX 3aMaJIbHUX Ta iHOEKIiHHUX
3aXBOpIOBaHb HUHI (iKCyloTh HabaraTto
pinire, Hix panirre [25].

AA-aMiJi0ifno3 MOXXHA MPUITYCTUTH Ha TTif-
CTaBi aHAMHE3Y XPOHIUHMX 3aMaJlbHUX 3a-
XBOPIOBaHb, IK-OT PEBMATOINHUI apTpUT,
CTIOHIUI0APTPUT, 3aMalibHi 3aXBOPIOBAaHHS
KWIIIeYHUKa, XpOHiYHi iH(eKIIii Ta ciMeitHa
cepen3eMHOMOpPChKa JuxoMaHka [75].

Ak Oyso 3a3HaYEHO, YaCTOTa ypaKeHHS
CeplId € Pi3HOIO i 3AIEXUTD Bifl TUITY aMiJIOII03Y.
3okpema, 2021 p. BumaHo rosnoxeHHst Pobovoi
TPYIIH i3 3aXBOPIOBaHb MiOKap/a Ta IiepuKapaa
11100 TiarHOCTUKH i JIiKyBaHHSI aMiJIOifo3y
Cepls, 3TiIHO 3 IKMUM YpaXKeHHs ceplist mpu AL-
aminmoinosi csirae 70%, ATTRwt-aminoinosi —
100%, ATTRv-aminoinosi — 30-100% (3anexuthb
Bin MyTatiii), AA-aminoinosi — 5% [23].

Enigemionozia

TouHa MolMpeHicTh aMisioifo3y, 30KpemMa
i AC, HeBizoma [59]. 3a nTaHMMU TOCTIIKEHHS],
nposeaeHoro y IlBewii, 3axBopioBaHiCTh
Ha HEeCIaaKOBUIA aMijioino3 craHoBuaa 8,29
Ha MiJIbIIOH JIIOMMHO-POKIB Ta 3,2 — Ha MiJlb-
WMOH JIoAMHO-pOKiB u1st AL-aminoinosy, yac-
Tite B oci0 BikoM >65 pokiB [32].

Pesynbsratu aHasizy CBiToITB PO CMEPTh
y Benukiii bpuTanii 3acBimuniu, 1o 3aXBoplo-
BaHICTh Ha aMiJI0i03 CTaHOBUJIA TPUOIU3HO
1 Ha 100 000 HaceneHHs, sIKUit OYB MPUIUHOIO
cmepti B 0,58 Ha 1000 HaceneHHs [54].

3a gaHUMU 0OCepBaliiiHOro MpocIeK-
TUBHOTO 6araToleHTPOBOIO AOCHiIXKEHHS

the PREVAMIC Study, npoBeneHoro B Icnanii
(3a yuacTio 453 maiieHTiB BikoM >65 poKiB
i3 CH i TOBIIMHOIO MiXIITYHOYKOBOI IIepe-
TOpoaKy ab0 3aAHBOI CTIHKY >12 MM), TIOIIK-
penicts AC cranosmia 20,1%. Y 84,6% oci6
BcraHoBieHO ATTR-AC, ay 2,2% — AL-AC,
a 3a pesyasratamu gociimkeHHs the AC-TIVE
study mommpeHictb AC (ATTR abo AL) csarana
29%, i3 Hux y 82,3% malieHTiB BUSBJIECHO
ATTR-AC, ay 17,7% — AL-AC |60, 42].

Tak, 3a pe3ynbraTaMu OLJISIIY i MeTaaHali3y
31 gocnimkeHHs, A. Aimo et al. 3a3Ha4nIu,
10 noirpeHicTb AC rpu BAKOHAHHI CLIMHTH-
rpadii KiCTOK 3a eKCTpaKapAiaIbHUX 3aXBO-
proBaHb (I’ SThk JOCTiIKeHb) Oyna 1% (95% mno-
Bipumii intepBan, 1 0-1%); y nauieHTiB
i3 CH36®B JILI (uricthb mocnmimkeHs) — 12%
(95% 11 6-20%); CH 3i 3Hmxenow (CH3H-
®B JIIII) a6o momipHO 3HMKEHOIO (PPAKILIEIO
BuKuAy (nBa pociimkenns) — 10% (95% 11
6-15%); MopyIeHHSIMH TTPOBITHOCTI, IO TI0-
TpeOyBaJIM iMILJIAHTALLil KapJiOCTUMYJISITOpa
(omHe nocmimkennst) — 2% (95% 1 0-4%);
TSKKUM a0pTaJIbHUM CTEHO30M (CiM TOCTi-
mxeHb) — 8% (95% NI 5-13%); TKMII (nBa
nocuimxenns) — 7% (95% J1 5-9%); npu
XipypriuHoMy BTpy4YaHHi 32 KapnajbHOTO
TYHEJIbHOTO CUHAPOMY (TpU JOCTiIKEHHS) —
7% (95% N1 5-10%) Ta 3a mTaHWMMU ayTOIICii
JIITHiIX 0Ci® (YOTUPU AOCHIIXKEHHS) —
21% (95% A1 7-39%). Y 3HaYyHOI YaCTUHU
nauieHTiB miarnoctyBanu ATTR-AC, a cepen-
Hill BincoTtok nauieHTiB 3 AL-AC cTaHOBUB
1o 18% [1].

Ha AC uacriire XBopitoTh Y0JIOBiKH, OTO
MOLIMPEHICTh Y XiHOK — 9-13% BUManKis,
OITHAK € JaHi 1110J10 BUIIO1 MOLIUPEHOCTI —
10 30% (peTpoCneKTUBHE HOCIiIXEHHS,
npoenene y IIBenii) Ta 39,9% (p=0,019)
3a pe3yIbTaTaMy BUITPOOYBaHHSI, IIPOBEIE-
Horo B Icmanii [14, 34, 35, 60]. 3a naHuMn
JIOCTiIKEHHSI, cepeaHiii Bik manieHTiB 3 AC
KonuBaBcs Bin 74 1o 90 pokiB, a BiICOTOK
4oJtoBiKiB caras 50-100% [1].

Bimomo, 1o nommpenicts AT TRwt-amino-
1mo3y 3pocrae 3 BikoM. Tak, 3a JaHUMMU ayTO-
nciit mauieHTiB BikoM >80 pokiB, y 25%
BUSIBJIEHO Aeno3uty aminioiny ATTRwt y mio-
Kapmiiy 13-19% i3 CH36®B JILI [70, 28].
Pesynbratu iHIIOro JOC/iIKeHHST 3aCBi TN,
10 y MatieHTiB >65 pokis 3i CH36®B JIII
HOLIMPEHICTh aMiJIOITHOI KapaiomiomnaTii
cTa”HoBwJa mpuHaiiMHi 29% [10].

¥ po6oti S.F. Mohammed et al. ckopu-
roBaHa 3a BiKOM i CTaTTIO MOLIUPEHICTh
ATTRwt-aminoino3y Oysa BULIOIO y MALiEHTIB
i3 CH36®B JIIII, Hix y rpymmi KOHTpoJo (Bi-
HolueHHs 1rancis, BII 3,8;95% 11 1,5-11,3;
p=0,03). Cepen mauienTin i3 CH36®B JIIII
noMipHe abo BaXKKe iHTepCTULiaIbHE BiaK/Ia-
nanHsg ATTRwt, sk etiomorii CH36®B JIIII,
cnoctepiranu y 5% nauieHTis (i3 Hux 80% —
YOJIOBIKM), a 3 HE3HAUHUM iHTEPCTULIATbHUM
Ta/ab0 Pi3HOTO CTYMEHs TSKKOCTI BiIK/TalaHHS
B iHTpaMypaJIbHMX KOPOHAPHMX CYTHHAX —
y 12% nauienris [43].

Kpim Toro, y 16% maitieHTiB, IKMUM BUKO-
HaJIi TpaHCKaTeTePHY iMIUIAHTALLiI0 A0pTaslb-
HOTO KJIallaHa yepe3 TSLKKUM aopTalbHUM
CTEHO3, 3a JOIOMOTOI0 cLMHTUrpadii JiarHoc-
tyBanu ATTR-aminoinos [17].

I.B. Moct6ayep

Cnin tTakox 3ayBaxutu, 1o R.K. Patel
et al. y cBoili pobOTi He BUSIBUJIU Y MALIIEHTIB
3 ATTR-AC reHaepHuUX BiIMiHHOCTE 11010
KJIiHIYHOTO (DEHOTUITY, TPOTPECYBAHHS 3aXBO-
pIOBaHHS Ta IporHoay [51].

Mamodizionoziq

3a AL-aminoino3y aucperyjiboBaHU
KJOH TJIa3MaTUYHUX KIJIiTUH BUPOOJISIE
Kara (K) Ta istM6aa (A) Jierki JaHIIOr'Y MOHO-
KJIOHAJIbHUX iMyHOTIJIOOYJIiHIB, SIKi MalOTh
CXUJIbHICTb JI0 HEMPaBUJIBLHOTO 3rOpTaHHS,
arperatlii Ta BiiKJIagaHHS B iHTepCTULIil Mio-
Kapna. Cepen ypaskeHMX CUCTEM Y1 OpraHiB —
ceplie, HUPKHU, MevYiHKa, HepBOBa CUCTEMa
(30KkpemMa, BereraTMBHA HEPBOBA CUCTEMA),
IIIJTYHKOBO-KMIIIKOBUI TPakKT i M’sIKi TKa-
HuHu. G. Merlini et al. po3rsaaors AL-AC
SIK «TOKCUYHO-iH(MiNbTpaTUBHY» Kap.io-
MiomarTilo, 1110 PO3BUBAETHCS 3a YUACTIO TBOX
OCHOBHUX MEXaHi3MiB:

1) iHTepCTULIiaTbHOTO Ta/ab0 MEPUBACKY-
JIIPHOTO BinKjaamaHHs ¢iopun aminoiny,
110 MPU3BOAUTH A0 PYWHYBaHHS apXiTeK-
TypU TKAaHUH, MiKpOCYIUHHOI AUCHYHKILIT
¥ pO3BUTKY illleMil MioKapaa i cTeHoKapIil
Ta MPUTHIYEHHSI CKOPOUEHHS YU po3ciad-
JIEHHSI MioKap/a;

2) PSIMOTO TOKCUYHOTO BILJIMBY Ha Kapio-
MiOLIMTH YaCTKOBO Yepe3 CUTrHasizailio p38
MiToreH-akKTMBOBaHOI rpoteinkiHazu (MAPK).
InTepcTuLianbHe BigKaagaHHS aMiJIOiTHUX
diopun cnpuunnsie po3putok PKMIT i CH,
a npsiMa KJIiITUHHA TOKCUYHICTb Bil0YBa€ThCS
yepes MiJIBUIIEeHY NPOYKIilo aKTUBHUX (hOopM
KHUCHIO Ta aronTo3y KapaioMiouuTiB [41].

Sk 3a3Hauatots D.A Brenner et al., npsima
TOKCUYHICTh aMiJIOIIOTe HHUX JEeTKUX JIaH-
1I}OTiB MOHOKJIOHAJIbHUX iMyHOTJI00YJTiHiB
BHACJIiIOK aKTHBallil OKCUJAHTHOTI'O CTpe-
Cy TOB’s13aHa 3 MOILIKOIKEHHSIM MioKap/a,
SIKE YaCTO € HEMPOMOPLIMHUM BiKJIalaHHIO
aminoiny [13]. Lle MoXe TTOSICHUTH TSIKKY
Ta nporpecytouy CH y naiieHTiB i3, 31aBa-
Jiocst 0, 1erkuM abo MOMipHUM ypaKeHHSIM
cepus. Kpim mporpecyrouoi CH, 3HauHa yac-
TUHA Malli€HTIB TOMKUPAE PANTOBO, MEPEBAKHO
yepes eJIeKTPUIHY aKTUBHICTh 0€3 Imyibey [24].

TpaHncTupeTun (npeanbOyMiH) € TeTpa-
MEpPHUM OiJIKOM, 1110 MiCTUTh YOTUPU OJIHA-
KOBi CyOOIMHULI], ajie YOMY HATUBHUI (TOOTO
reHeTuuHO HopMmanbHUi) TTR crae kine-
TUYHO HECTAOITbHMM i arperye, HesICHO, aJie
1LIeil mpoliec MoB’sI3aHMIi i3 BikoM (SIK TIpa-
BUJI0, TTicas 60 pokiB). SIK 3a3HaYeHO BUIIIE,
ATTR-amii0in03 € HaC/liIKOM MTPOTPECYI0UOro
BiIKJTalaHHS aMiJIOIMY B iHTepCTHUIIIT MioKapra
Ta MPU3BOIUTH 10 po3BuTKy PKMIT [68].

HaxkonuueHHst aminoiny B iHTepCTULIiATb-
HOMY [TPOCTOPi 3yMOBJTIOE PO3BUTOK JiaCTOJi4-
Hoi IMcdYHKIi, TOPYLIEHHSI OOMiHY KaJIbILi10
Ta KJIiITMHHOTO MeTab01i3MYy, a TAKOX YNHUTD
KapAioTOKCUYHMI BIIMB, 110 MPU3BOIUTD
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0 HAOPSKY Ta MOIIKOMXKEHHS KapaioMio-
uwmriB [30].

AwmisoinHa iHGiTBTpallis Bpaxae Bci ceplieBi
CTPYKTYPH i CIPUUMHSIE PO3BUTOK, 30KpeMa
CH, nopy1iieHHST puTMY Ta TIPOBIIHOCTI Ceplis,
KapaioeM0oJiit, TUCGYHKIIiIO KTanaHiB, iepy-
KapiaJlbHOTO BUTIOTY, a BiIKJIaMaHHS! aMiJIoimy
B iIHTpaMypaJIbHUX KOPOHAPHUX CYTMHAX MOXe
BUKJIMKATH illIeMil0 MioKapaa i po3BUTOK
MIKpOBACKYJISIPHOI CTEHOKAp/Iii Ta € IPUYNHOIO
3HAYHOI 3aXBOPIOBAHOCTI Ta CMEPTHOCTI [43,
44, 50, 52, 65, 76].

Kniniuni o3naku

AMin0ino3 Moxe BpaXkaTH pi3Hi OpraHu
i CUCTEMHU 3 PO3BUTKOM PiZHOMAHITHUX KJTi-
HIYHUX O3HAaK, SIKi pigKo € crieuupiyHUMHU,
110 MMPU3BOIUTD 10 YCKJIAAHEHD i 3aTPUMKHU
B miarHocTuili [73]. OgHak BapTo A0OAaTH,
1110, KpiM ypaxkeHHs cepiis, i AL-aminoi-
JI03y XapaKTepHa HedpomaTisi, TpoTeiHypis,
BereTaTMBHA AMCHYHKILis, OJIiHepomnaris,
MaKpOTIJIOCisl, CHOHTAHHI CUHIIi, YPaXKeHHS
nevinku; ATTRwt-aMisioino3y — Kaprnajib-
HUI TYHEeJbHUI CUHAPOM, CTEHO3 XpebeT-
HOTO KaHajly ONepeKoBOro Bijiaily, pO3puB
cyxoxwis Oirerica; ATTRv-aminoinosy —
noJliHeipornaris, OpTocTaTUYHA riMOTeH3is,
TMOMYTHiHHS CKJIOMOIiOHOTO TiJla, TaTOJIOTis
LITYHKOBO-KUIIIKOBOTO TpakTy [25].

VYpaxxeHHS ceplis 32 aMiJIOino3y Ha paHHIX
CTaMisIX MOXe OyTH HE3HAUHMM i 0€3CMIITOM-
HuM [27]. BracHe, paHHi KJIiHiYHi CHMIITOMU
000x dopM aminoinosy (AL-AC i ATTR-AC)
He € crieluGiyHIMUI, TOMY paHHS JiarTHOCTUKA
€ I0BOJIi BaXKO10, MOTpeOy€e KOHCYIbTalliit
O6araTbox (axiBiliB i 6araTto yacy, 4acto
1o BukoHaHHS ExoKI' mocBimueHum Kapmaio-
norom [30]. dust AL-aminoino3y um ATTR-
aMinoino3y xapakTepHUM € po3BUTOK AC
i3 cumnroMamu yu o3Hakamu PKMIT a6o
T'KMII, 110 criocTepiraloThes Ha Mi3HIX CTamisIx
3axBopioBaHHs [27, 29, 30].

Ak 3a3Hauatoth J.N. Nativi-Nicolau et al.,
nauieHtu 3 ATTR-aminoino3om MoxyTh MaTu
KJTiHiYHi 03HaKX 200 CUMIITOMM Kapiomiora-
Tii UM MPOTrPeCyroYOi MoTiHeHpoIaTii pa3om
i3 CUMIITOMaMU YpaXkeHHsI OTTOPHO-PYXOBOTO
arnapary Ta O3HaKaMu BEreTaTUBHOI TUCHYHK-
wii. ATTR-aminoino3 cia po3misinaTi y naiti-
€HTiB i3 KapaiansHuumu (CH, Gpanuapurmii,
diopunaiis nepencepan (PIT), mopyiieHHs
TMPOBIHOCTI CEPIIsl, HASIBHICTb LITYYHOTO BOMisI
PUTMY), HEBPOJOTIYHUMU MPOsIBAMM (ITOJTi-
HeWporaTisi, M’sI30Ba C1a0KiCTb, TPYIHOIL ITiJT
Yac Xoab0U, MadiHHS) Y1 03HAKAMM YPaKeHHSI
OTOPHO-PYXOBOTO amaparty (KapnajlbHUi
TYHEJIbHUI CUHAPOM, Oijib y CIIMHIi, CTEHO3
MOIIePEKOBOT0 BiIiTy XpeOTa, po3prB CyX0-
XU Gilierica (Tak 3BaHuil cumntom Popeye),
OiJTb y TUTEYax, KoJIiHax i crerHax abo Xipypris,
trigger finger), aBTOHOMHOIO IUCHYHKIIIE€IO
(opTocTaTnyHa riMmoTeH3is1 / HeMePeHOCUMICTh
aHTUTINEePTEe3UBHUX MperapariB, XpOHiUHA
Tiapesi / 3aKpert / 3HWXKEHHSI MacH Tila, epeK-
TUJIbHA TUCHYHKILiST), 0COOIMBO 3a HAsSIBHOCTI
CUMIITOMIB MYJIETUOPTaHHOTO ypaxkeHHs [48].

E. Gonzalez-Lopez et al. 3ayBaXyi0Tb,
mo ATTRw-aminoino3 yce yacriiie BU3Ha-
€TbCs puurHOI0 HeaposyMinoi CH30MB JILH
y JIITHIX MAalli€HTIB i3 AUJIaTaIli€I0 TIepecepib,
HE3HAYHOIO MiTPaJIbHOIO a00 TPUKYCIiNATbHOO
perypritamieto, ®I1 ta/abo mopymeHHIMNA
nposigHocTi cepst [28]. AC Ha paHHIX cTamisix
nposBisgeTbest CH36®B JIII, a Ha 6inbi
mi3Hix —Moxe pospuBatucst CH3u®B JIIII,
3a3BMYai i3 TimepTpodi€lo TiBOro ITyHOYKA
(TJII) [19, 30].

Y nonoxenuax Po6ouoi rpynu Acoriarii
cepleBOi HeIOCTaTHOCTI €BponeiichKOro
ToBapucTtBa Kapaiosnoris (€TK, 2019) 3za-
3HAY€HO, 1110 OCHOBHUM KJIiHIYHUM MpPO-
sBoM PKMIT € CH36®B JIIII 3 o3HakaMu
Ta CUMIITOMaMU MpaBo- / IiBOOIYHOI 200
6iBeHTpuKynsgpHoi CH, a CH3a®B JII
MOXe CIIoCTepiraTucs Ha Mi3HiX CTamisax
PKMII [64].

D.A. Brenner et al. Texx HaroJ1oUyOTh
Ha TOMY, 1110 ypaXKeHHsI Cepilsi € OCHOBHUM
BHU3HAYaJbHUM YMHHUKOM CMEPTHOCTI
3a AL-aMminoino3y uepes 3HUKEHHS CKOPOT-

JBoCTi MioKkapma Ta TpaHcdopmarii CH30MB
JIII y CH3u®B JILI [13].

3a pesynsratamMu poootu R. Ruiz-Hueso
et al., AC oy npuunHoio CH y koxHoro
IT’SITOTO TAllIEHTA i 1€ 3aXBOPIOBAHHSI CJIif
BMKJTIOYATH Y JIiTHiX oci6 i3 CH i I'JILII, He-
3a5Ie3KHO BifI cTaTi Ta pakuii Bukumy JILI [60].

JlaHi iHIIOTO MOCHiAXEeHHS 3aCBigIYunIN,

o y 31% martienTiB 3 ATTR-AC BuHUMKAM
CHsu®B JII [2].
IToniGHi naHi oTpuMany iHII JOCTiTHUKY,

ne no TpetuHu oci6 maau CH3u®B JIIII,

a K. Lindmark et al. y poGori, sika oxoruttoBaa

JIITHIX TanieHTiB, cnocrepiraan CH y 50%

Bunaakia [3, 37].
J.N. Nativi-Nicolau et al. akLIleHTYIOTb
Ha TOMY, 1110 1O O3HAK i CUMIITOMiB, SIKi yMOX-

JIMBIIOI0TH 3anigo3peHHs ATTR-aminoinosy

i3 KapioMionaTi€lo, HaJeXaTb:

e CH i3 nepeBaxkaHHSIM O3HAK HEJOCTAT-
HOCTI MpaBUX BiIAiliB ceplisd (HanmpuKiIa,
aHOPEKCisl, NUTYHKOBO-KUIIIKOBI po3Jaiu,
HaOpsIKK, 301IbIIIEHHST MacH TiJia).

e CH30®B JIIII, 0coba1BO y Y0JIOBIKiB.

e HenepeHocuMicTh iHTiOITOPIB aHTiOTEH-
3UHMepeTBOpIoBabHOTO hepmeHTy (IATID),
O6ioKaTopiB penienTopiB aHrioTeH3UHY 11
(BPA), BPA+inri6iTop Henpuiziny (ARNI)
abo OeTa-aIpeHOOJI0KATOPIB.

o Hesposymisi nepencepaHi aputMii, mopy-
IIEHHS MPOBIIHOCTI ceplis a00 HEOOXiMHICTh
IMILUTaHTAaLlil KapiOCTUMYJISITOpA.

e M’s130BO-CKeNEeTHI CHHAPOMM abo0 Mpo-
LIelypy B aHaMHe3i 3 MPUBOAY KapIaabHOTO
TYHEJIbHOTO CUHAPOMY; CTEHO3Y KaHaJly More-
PEKOBOTO BiIiTy XpeOTa; CIOHTAHHOTO AUC-
TaJIbHOTO PO3PUBY CYyXOXUJLUIS Oilierica; abo

ornepallii Ha MJIe40BOMY, KOJTIHHOMY UM Ta30-
CTerHOBOMY cyryiobax [48].

Nlia2nocmuka

V¥ pa3i mino3pu AC cBoevacHa qiarHoCTKa
1IbOTO 3aXBOPIOBAHHS Ma€ BEJIMKE 3HAUEHHS,
OCKIiJIbKM BMKMBaHiCTh MALli€HTIB 3HAYHOIO
MipOIO 3aJIEXXUTD BiJl PAHHBOTO MOYATKY JIiKY-
BaHHsI, ocobnuBo 3a AL-aminoinosy [25].
30KpeMa, y KOHCEHCYCi eKCIlepTiB AMepu-
KaHCBHKOTO KoJiemxy Kapaionori (ACC, 2023)
1[0/I0 KOMTUIEKCHOI MYJIBTUAMCUUTLUTIHAPHOT
nonomoru nauieHTam 3 AC HaBeieHO Kap-
NiajbHi Ta eKCTpakapaiaaibHi CUMIITOMU,
1o BKasytotb Ha AC (tabm. 1) [75].

Tak, 3a monoxeHHssMu Pobouoi rpynu €TK
(2021) i3 3axBOproBaHb MiOKap/ia Ta epukapaa
1010 AiarHOCTUKM Ta JIikyBaHHs AC po3pi3-
HSTIOTh JIBi OCHOBHI (ha3u giarHocTuku AC:
MiI03pU Ta BCTAHOBJEHHS IiarHo3y (TaKoxX
OXOIUTIOE BilMOBiAHE TUITyBAaHHS aMiJIOiYy,
110 € BKPaii BaXXJIMBUM JIJIs1 IPOBEIEHHS CIIe-
nudivHoro gikyBaHHs). OTXe, 3aIMiT03pUTH
AC HeoOXigHO 3a HassBHOCTI eKCTpaKap/iaib-
HHX Y¥ KapIiaJbHHUX «4€PBOHMX MTPAITOPLIiB»
aminoinosy (tab6h. 2). Ckpuninr Ha AC peko-
MEH/IOBAHO BUKOHYBATH B pa3i TOBUIMHU CTi-
Hok JIII >12 MM i HasiBHOCTI >1 03HaKU 3 Ha-
BeIEHMX Ha PUCYHKY |, 0COOIMBO y MAlIiEHTIB
BiKOM >65 pokiB [25]. ¥ pasi maroJiorii cepus
32 HAsSIBHOCTi TaKMX 3aXBOPIOBaHb, K IUC-
Kpa3sis maa3MaTUIHUX KJIiTUH, He(pOTUY -
HUI cUHIpOM, nepudepryHa HeliponaTis
a00 XpOHIUHUI CUCTEMHMU 3aMabHUIA CTaH,
CJIiJT BUKJTIOUATH aMiJIoigo3, 0COOIMBO 3a Ha-
SIBHOCTI BiITIOBIIHUX Pe3YJIbTaTiB Bizyasizallii
cepus. 30inblIeHHST TOBIIMHU CTiHKY HETA-
snsaroBaHoro JILI € xapakTepHOIO 03HAKOIO
AC i moTpebye MmomanbIoro 00CTeXKeHHS,
SIKIIO 1Ii JaHi BUSIBJIEHO Y JIITHIX MaIli€HTiB
i3 Takolo naroJioriero, sk CH30®PB, TKMII

-

.

* CH y nauienTis >65 pokis

* AopTanbHui cTeHo3 y nauienTis 265 pokis

* [inoTeH3is Y4 HOPMOTEH3IS Y PaHilLe rinepTeH3MBHUX NALEHTIB
* CeHCOpHi NOpyLEeHHs, GBTOHOMHA AUCHYHKLis

* MNMepudepunuyna Herponaris

* binatepanbHui kKapNanbHUM TyHENbHUIA CUHAPOM

nOTO.BLueHHﬂ * Mporeinypis
CTIHKM +>13 | * CuHui Ha wKipi
JIW >12 Mm * Po3pus cyxoxunns biuenca

* CybenpokapaiansHe abo TPAHCMypanbHe NOCMAEHHS Ni3HBOTO CUrHANY
raponiHito Y 36inblweHHs ekcTpauenionspHoro ob’'emy

* 3MeHwWweHa No3R0BXHs aedopmauis 3i 36epexeHUM NaTepPHOM BEPXiBKM
* 3HuxeHunn BonbTax komnnekcy QRS sigHocHo iHaekcy Macu Miokapaa

* Mcesposybeub Q Ha EKT

* MNopyLweHHs aTPioBEHTPUKYASPHOI NPOBIAHOCTI

* MoxnuBui CiMenHUI aHaOMHE3

Puc. 1. Ckpuninr Ha AC

Agpantosaro 3a P. Garcia-Pavia et al., 2021.

Tabnunus 1. O3HaKM, Wo BKasyloTs Ha AC

Cepuesi nposiBu

Mo3acepuesi nposisn

Kniniyui

JInxomaHka
Cumntommn CH
CimeHuit anamHes CH

M’azeso-ckenetHi

OBob6iuHMIM KAPNANbHUM TyHENbHUI CUHAPOM
CreHos nonepekosoro / wuitHoro Bigainy xpebra
CrnoHTaHHMIM po3puB cyxoxunns biuenca

3amiHa kynbwoeoro abo koniHHoro cyrnoba

EKT-o03Haku
MopyweHHs nposigHoCTi cepus / KapaiocTMMynsTop
o

lMceBpoinpapkTHUM naTepH

HesignosigHictb Bonstaxy QRS go crynens 36inbweHHs

Hesponoriuni

MepudepuuHa Henponaris

Henponaris B civeiiHOMy aHOMHe3i
BeretatueHa aucoyHkuis

HenepeHocuMicTb CyAMHOPO3LWIMPIOBANBHUX
QHTMriNepTEH3UBHUX 3acobis
OpToCcTaTMyHA rinoTeH3is

natepHoMm Bepxisku (apical sparing pattern)

OudysHe cybenpokapaiansie abo TpaHcMypanbHe
Ni3HE NOCUNEHHS CUTHANY ragoniHilo 3a aaHumu MPT
cepus 3i 36inbweHHsM dpakuii nosakniTuHHoOro 06’emy

ToBWMHK cTiHku JILL 30 panumu Bizyanisauii lactponapes
HetpumanHs ceui
EpektnnbHa gucodyHkuis

Bisyanizauis

36inbweHHs TowmMHM cTinku JILL

Hiacroniuna aucdyHkuis 2-i cragii abo suwe

AHoManbHa no3poexHs gedopmauis 3i 3bepexeHnm Hupkosi

Hedpotnunuit cuuapom

JlabopatopHi gaHi
Crilike He3HAYHE NiABULLEHHS TPONOHIHY
MigsunweHrHs pisHs BNP uu NT-proBNP

Apantosano 3a Writing Committee; M. M. Kittleson et al., 2023.

Mpumitkn. BNP — Mo3skosmsi HaTpitypetnunni nentug, NT-proBNP — N-repminanshuit nponentug BNP (NT-proBNP).

KAPAIOJIOIIA

MPAKTUKA

abo0 TSXKKUHN CTEHO3 a0pTU, HacaMmmepen
cepell THX, XTO ITPOXOAUTh TpaHCKATeTePHY
IMILTAHTALLi 10 a0PTAJTBHOTO KJIaraHa, OCKiJIbK1
ATTR-aminoigos oyno BusiBieHo 'y 7-19%
MAalli€HTIB i3 BUILIE3a3HAYEHUMU KIIiHIYHUMU
CLIeHapisIMU Ta MOXJIMBICTIO HEiHBa3MBHOI
niarnoctuku AC [17, 20, 28]. Tak, 3a faHuMu
po6otu G. Fabbri et al. y 4-16% naiiieHTiB
3 20pPTAJIbHUM CTEHO30M OYJIO TIarHOCTOBAHO
ATTRwt- aminoinos [23].

Y noBcaKaeHHI KapaioIoriyHiil MpakTUIL
JiarHOCTUYHI MPOLIEAYPU MAIOTh OXOILTIOBATH
OLIiHIOBaHHSI CepLIEBUX MapKepiB. Mo3KoBuUI
Harpiitypetnunuii nentua (BNP), N-tepmi-
HanpHUi nponentug BNP (NT-proBNP)
i tponoHiH T (TnT) € HaMOiABII JOCTiTXKE-
HUMU OioMapKepamu ypaxkeHHsI cepiis 3a AC,
SIKi BUKOPUCTOBYIOTh TAKOX i TSI BU3HAUESHHS
nporHo3sy [21, 71].

Ananiz EKT i3 xapakTepHUM HU3bKUM
BoJIbTaxkeM 3y011iB KoMriekcy QRS i riceBmo-
iH(apKTHUMU 3MiHaAMU He € I0CTaTHbO YyT/IM-
BuMHu o3HakamMu AC [46]. 3okpeMa, HU3bKHIA
BOJIBTaX 3y011iB Komriekcy QRS 3a HasiBHOCTI
TJI BignosinHo 1o nanux ExoKI € xapak-
TEPHUM IS aMiJIOIIHOT Kapaiomionarii, ajie
BuHUKae y <50% manienris [30].

Crig gogaTu, 110 paHHIO JiarHOcTUKy AC
3HAYHO TOJIETIIYIOTh TaKi METOIM Bi3yaJti3allii,
gk ExoKT Ta ciekn-tpekinr ExoKI. 3a aHa-
T3y nedopmatiii y xBopux Ha AC criocrepi-
rajqu nmopyiueHHs aedopMallii B 6a3aIbHOMY
Ta cepeaHboMy cermeHTax JILI mopiBHsAHO
3 BepXiBKOBUMU. lle Tak 3BaHe BepXiBKOBE
30epekeHHs, SIKe 4acTo (PiKCYIOTh Y XBOPUX
Ha AC, Ma€ BUCOKE IiaTHOCTUYHE i TPOTHOC-
TUYHE 3HaYeHHS [69)].

S. Barros-Gomes et al. migrBepauiu,
1o crieka-Tpekinr ExoKI HaitTouHiie Ha-
JlaBaJia 10AaTKOBY IMIPOTHOCTUYHY iH(hopMallito
1IOJI0 CMEPTHOCTI BiJl yCiX MPUYMH MOPiBHSHO
3 iHIMMHU KiiHiYyHUMU, ExoKT'- i ceposnoriu-
HUMU MOKa3HUKaMH [7].

Y. Nakao et al. BUBYaayu 3HAYEHHS IS
ckpuHinry AC ExoKI'-nmapameTpu necopmatiii
3 BUKOPUCTAaHHSIM BiTHOCHO 30€peXKeHOro Ia-
tepHy BepxiBku (RASP) y mauienTis i3 [JILLI,
y 18% i3 Hux miarHoctyBaau AC. byno BcTa-
HoBJIEHO, 1110 RASP npoaeMoHcTpyBaB Haii-
Oisblly OJATKOBY TMiepeBary JJisi CKpUHIHTY
AC miopiBHSIHO 3 06a30BOI0 MOJIEJIIIO i Taka
OlIiHKA € TTOTEeHLiHO KOPUCHOIO JIJIsT CTpa-
Tudikalii pu3nKy Ta MEHEIDKMEHTY TIAlliEHTIB
i3 IJIL [47].

3a nanumu MPT, xapakrepaum mist AC
€ HasIBHICTb NU(PY3HOTO CyOeHI0Kap/Iiaab-
Horo nocuJieHHs curHany ragoiiHio (LGE),
a BiIKJIaJaHHS aMiJIOigHUX (hiOpUI y MioKapai
TPU3BOJUTD A0 301IbIIEHHS MO3aKIITUHHOTO
006’emy (ECV). TurnoBuit natepn LGE 0yB cyT-
TEBO OB’ I3aHUIA i3 BUILIOIO0 CMEPTHICTIO [6].

PapioizoTronHi MeTonu HaTenep € OCHOB-
HUM MeToaoM nmiarHoctyBaHHSI ATTR-AC
i3 3aCTOCYBaHHSIM Padioi30TOILy TeXHELIil0
(Tc)-99m ta iHAMKATOPIB, SIKi KTACUYHO BUKO-
PUCTOBYIOTbD ITiJl YaC JOCIiIKEHHS CKeJIeTy:
3,3-nmudocdono-1,2 mponaHoguKapOOHOBA
kucnota (DPD); mipodocdar (PYP); i metnn-
eHaudocdoHona kuciora (MDP). ITpocrora
300pakeHHS i BUCOKaA crieudiuHicTh (Maitke
100%) nnst ATTR-AC € TiepeBaraMu CIIMHTH -
rpadii. CbOroHi 3aCTOCOBYIOTh HaTiBKiJlb-
KiCHY Bi3yaJIbHY OLIiHKY 3a 4-0aJIbHOIO IIKAJIO0
Mepymxuni (0-3) [53].

[To3uTpoHHO-eMiciiiHa ToMorpadist 3 BUKO-
pucTaHHSIM pagioiHgukaTtopa Pittsburgh
Compaund-B (PiB) € e onHuM peKoMeH-
JIOBAaHUM METOAOM OOCTEXEeHHSI, 1110 A0TO-
Mara€ BUSIBUTH YpaK€HHS ceplisl Ha paHHii
CTafii 32 OCHOBHUX THITiB aMiToino3y (3i 100%
TouHicTO Ut AL-aminoinosy) [57].

Nliaznocmuyni kpumepii
AC miarHOCTYIOThCS Y pa3i, KOJIU aMilo-
inHi GiOpunm BUABAAIOTH ¥ cepui. HuHi

poaosxeHHs Ha Hacr. crop.\
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Mouarok Ha cTop. 24 \

3aIlpONOHOBAHO iHBa3MBHi Ta HEIHBa3UBHi
nmiarHocTUuHiI Kputepii AC.

Kpurepii iHBa3MBHOI 1iarHOCTUKU 3aCTO-
coByI0Tb 3a BCix popm AC, Toxi sk aist ATTR-
aMiJIoino3y peKOMEHI0OBAHO JIMIIIe HEeiHBa3UBHi
KpUTepii.

Jlo xpuTepiiB iHBa3uBHOI AiarHocTUKU AC
HaJleXaTh:

e TIO3WTHBHI pe3y/ITaTy Ha aMijioirn (3a dap-
OyBaHHSI KOHTO YepBOHUM) 3a IaHUMU €HJIO-
MioKapiaabHOi Giorcii un

e TiATBEPMXKEHHS BiIKJIagaHHS aMiJIOiny
3a eKCTpaKap/iaabHOI 0ioIIcii Ta HasIBHOCTI
ExoKT-xpuTepiiB (3a BiiCyTHOCTI anbTepHa-
TUBHOI TIPUYMHU 301IbIIEHHS TOBILIMHU CTiHKU
JILIT) / MPT-kputepiiB AC (taba. 3) [25].

C1in TakoX 3a3HaYMTH, 1110, XO4a 30JI0TUM
CTaHIApTOM JJIs BUBHAUEHHSI TUITY aMiJIoimy
CBOTO/IHi € MaC-CIEKTPOMETpisl, OHAK, iIMyHO-
TiCTOXiMit0 200 iIMYHOEJIEKTPOHHY MiKPOCKO-
Til0 3a3BUYail BUKOPUCTOBYIOTb JUISI TUTTYBaHHSI
aminoiny B criertiajizoBaHux eHTpax [38].

Jlo HeiHBa3MBHMX JiarHOCTUUHUX KPUTEPiiB
ATTR-AC Hanexartb:

e 24y 3-11 CTYMiHb NOIJIMHAHHS MiOKapIOM
pamioakTuBHOro iHaukaropa (99mTc-mipo-
docdar, 99mTc-3,3-audocdoHo-1,2-npona-
HoxMKapOoOHOBa Kucjora abo 99mTe-rimpo-
KcuMeTuleHaAnpochoHaT) 3a JaHUMU
cuuHTUrpadii +

e ExoKI'-/MPT-kpurepii +

e KJIOHAJIbHA TUCKPa3isi — aHasli3 CUpPOBATKU
KpoBi Ha BiJTbHi Jierki fanioru (FLC) / enextpo-
(bopes cupoBaTKOBUX OUKIB 3 iMyHODiIKcalli€lo
(SPIE) Ta enexkrpocdope3 Ginka cedi 3 iMyHO-
(dikcariero [25].

ITicna mintBepmkerHst ATTR-AC pekomeH-
JIOBAHO MTPOBECTY F'eHETUYHE KOHCYJIETYBaHHS
i TecTyBaHHsI AJisl OLIiHIOBAaHHSI HAsIBHOCTi
myTtauiii TTR pis nudepenuiiitHoi giarHoc-
tuku ATTRwt-aminoinosy i AT TRv-aminoinosy
[25]. 3a ;qaHMMU TIPOCTIEKTUBHOTO OAraTOLIEHT-
POBOTO OCHTiKeHHsI, 3acTocyBaHHs RASP
abo komOiHauii >2 iHmux ExoKI'-«uepBo-
HUX nparopiiiB» AC, 32 BAHSITKOM TOBILIMHU
MIXTIEpEeACEePIHOI TTEPETOPOIKU, 3aCBITUMIU
TiaTHOCTIYHY TOYHICTh >70% [42].

Hudepeniianbia giarnoctuka AC € ckiaa-
HOI0, TOMY 11O L€ 3aXBOPIOBAHHSI HEMAE CTELM-
(iunnx cumnroMis [73]. 3a HasiBHOCTI TJILLI
nudepeHIialIbHUI JiarHO3 OXOILIIOE TaKi
3aXBOPIOBAHHS UM CTaHU, SK: apTepiaibHa
rineprensiss, [KMII, aopranbHuil cTeHO3,
«CUHJPOM aTJIETUYHOTO CepIIsi», XBOpoba
®a6pi Ta AC. M. Beneyto et al. 3acBimuninm,
1o y nauieHtis i3 I'JIHI >15 MM aminoino3
€ HaifyacTilloro ii mpuurHoIo [9].

Nlixysanng aminoigy cepus

3rigHo 3 KoHceHcycom ekcnepTiB AMe-
PMKaHCBKOTO KOJIemIXKy Kapaiosoris (2023)
KOMITOHEHTH MYJIBTUANCLUILTIHAPHOTO CIO-
cTepexxeHHsI 3a naiieHTamu 3 AC nependavarotb
TPY KPOKU:

Kpok 1 — cniBnpalisl Mix Kapaiojoramu
Ta ¢haxiBLIMU 3 amisioino3y. Po3mnizHaTu Kiti-
HivyHi migka3ku (Tab:1. 2), sIKi MOXYTh BKa3y-
Batu Ha AC Ta po3IoyaTu AiarHOCTUYHUI
aJITOPUTM, IMITJIEMEHTYBATH CTPATETiio JiKy-
BaHHS i BU3HAYUTU MOXKJIMBOCTI AJI51 CITiBIIpalli
3 (paxiBlIeM 3 aMiJI0IT03Yy.

Kpok 2 — cniBripaliisl Mixx kapaiojoramu
Ta iHmMMHU axiBusgMu. PosmizHaTu ekcrpa-
KapfiajabHi O3HaKM Ta, SIK i KOJIKU MOTPiOHO
HaJaroAuTU MiXKIMCUUILTIHApHY CHiBIIpa-
110 JUTSI JTIKYBaHHS TAKUX MAlliEHTiB (TacTpo-
€HTepOJIOTisl, FeMaToJIorisl, HedpoJiorisi, repi-
aTpisi, HEBPOJIOTisl, OpTOINEAUYHA Xipypris,
MEHEeKMEHT 00JT10, peaditiTaltis).

Kpox 3 — 3p0o3yMiTH mepemKkoaun as
HaJIeXXHOI JOTIOMOTH, MalOyTHI HampsIMU
MYJBTUAUCLUIIIHAPHOI JOMOMOTIY Ta He-
BMpIllIeHi MUTaHHS TIPY JIiKyBaHHI MAIliEHTIB
i3 AC. I[TigBUIIUTY TOCTYITHICTh €(DEKTUBHOTO
JIIKYBaHHS aMiJioifo3y (00i3HaHICTh Y rpyrax
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Tabnunus 2. «4epBoHi npanopui» AC Ta ekcTpakapaianbHOro aminoigosy
Tun «YepBoHi npanopui» Tun aminoiposy
Exctpakapaianshui aminoigos
Monixenponaris ATTRy, AL, AA, AGel
OusasToHOMIs ATTR, AL
CuHUi Ha wiipi AL
3MiHa Konbopy WKipy AApoAl
Enacronisuc AGel
Makpornocis Al
Kniniuni [nyxota ATTRwt
[Bo6iuHMi KAPNANBHUM TyHENbHUN CUHAPOM ATTRv, ATTRwt
Pospwue cyxoxunns binenca ATTRwt
CreHo3 nonepekosoro Bigainy xpebra ATTRwt
BinknapanHs B cknoeugHoMy Tini ATTRv
[patyacra anctpodis porieku AGel
Cime/Huit aHamHes ATTRv, AApoAl, AApoAll
Hupkoea HegocTaTHicTb ﬁ’lz\ A/:\,I\,?/:poAl, AAPOA"’
Jla6opatophi poAlV, ABZM, AFib
MporteiHypis AL, AA, AApoAl, AApoAll, AFib
Kapaianshi
Kninisni Li::e'r:if::Huu6;nueop[::_r:z;ie:3iﬂ, SKLLO B AHAMHE3I ATTR, AL
MceepoindapkTHa kKapTMHA Yei
EKT Husbkuit / sHMxeHni BonbTax komnnekcy QRS Yei
Ao cTyneHs oA JTLL
MopyLwweHHs aTpioBeHTPUKYASPHOT NPOBIAHOCTI Yei
Henponopu,iﬁnc? nigenwexni piseHs NT-proBNP Yei
Na6oparopi no supaxeHocti CH
Crilike NifBMILEHHS PIBHS TPONOHIHY ATTR, AL
3epHUCTHIA «BancKy Mit» MioKapg, Yei
36inblueHHs TOBLYMHM CTIHKM Npasoro wayHouka | Yci
ExoKF MoToBwWeHHs kKnanaxis Yci
MepukappaianbHui Bunit Yei
3.MeHLIJeH0 Mo3A0BXHS aedopmauis Yei
3i 36epexeHUM BEPXiBKOBUM NATEPHOM
CyGeHAQKapAiaane Ni3HE NOCUNEHHS CUTHANY Yei
raponiio
MPT MNigeuweni HaTUBHI 3HaYeHHs T1 Yei
36inbleHHs No3akniTMHHOro 06'emy Yeci
AHOMaNbHA KiHeTMKA ragoniHio Yci
Aganrosaro 3a P. Garcia-Pavia et al., 2021.

pusuky: CH36®B JI1II, aopTanbHuUii CTEHO3,
apoamepurKaHIli) Ta IEPCIEKTUBY MaiiOyTHIX
METO/IiB JiKyBaHHS [75].

JlikyBanHs1 AC OXOTLTIOE 1Ba HANTPSIMU:

1. JlikyBaHHS i TpodiTakTrKa yCKIaqHEHb.

2. [TpunuHeHHs a60 YIMOBITLHEHHS Bifl-
KJIaJaHHS aminoiny yepes crieudiyHe JiKy-
BaHHS [25].

Jlikysanus yckaaouens i Cynymmix
3aX80PI0BAHD

[TinTpumyroue nikyBaHHS xBopux Ha AC
HalliJleHe Ha Teparilo TaKuX YCKJIaJaHEeHb,
gk CH, nepencepaHi Ta IUTyHOUKOBi apyUTMii,
MOPYIIEHHS TTPOBITHOCTI ceplld, illeMiuHa
XBOp0oOa ceplis, TPOMOOEMOOJTil Ta aA0pTaTbHUIA
cTeHo3 [45, 56, 61]. BapTo 3a3HaunTH, 110 TaKi
npenapatu, sik IATID, ARNI, B-anpero6io-
KaTopy He peKOMEH/I0BaHi 3a MPOrpecyoyoro
YPaXKEHHSI ceplisl, OCKUTbKY iX TO0iuHi eheKTH
(apTepianbHa TirmoTeH3is1, HUPKOBAa HEIOCTAT-
HICTb, IOPYILIEHHS MPOBITHOCTI) MEPEBUILYIOTh
nepeBaru npusHadyeHHs [33]. 3acTocyBaHHS
JIUTOKCHHY, 0JI0KaTOPiB KaJIbLIIEBUX KaHAJIIB,
0COOJIMBO HEAUTIAPOTIPUANHOBUX, CIIiJl yHU-
Kartu uepe3 iXHIO MOTEHIIHY TOKCUUHICTb [72].

Cneyugiune (x6opobomoougikyroue) niky-
BaHHS aminoioosy cepus

1li iHTepBeHL1lii cripsiMOBaHi Ha MPOIIEC Bil-
KJIaaHHS aMiTOiTy i Ha 3MEHIIIeHHSI IPOIYKIIii

OiiKa-TIonepeTHUKA aMiIoiny abo YTBOpEHHS
aminoinHux (hidpr i BMEHIIeHHST TIrapsl iH-
dinbrpariii aminoigHuM Ginkom [25, 67, 67].

AL-aminoidos

Tepanist AL-aminoino3y 6a3yeTbcsi Ha METO-
Jlax JiKyBaHHSI MHOXWHHOI Mi€JIOMHU, s1Ka
€ OLIbLI MOIIMPEHNUM 3aXBOPIOBAHHSIM IJ1a3Ma-
TAYHMX KJTUH. BTiM, OCKiIbKY y TIALIIEHTIB
3 AL-aMiJioi030M HasiBHE MYJIbTUOPTAaHHE
YPaXXEHHSI 3 PO3BUTKOM OpraHHOi TucdyHK-
1Iil, y HUX CIIOCTEpPiraloTh MOraHy nepeHocu-
MICTb IIpenapaTiB i MiABUIIEHY TOKCUYHICTb
JIIKyBaHHSI, 1110, Ha XaJib, MOXe TTPU3BECTU
10 (paTanbHUX HacmiaKiB. OTXe, JTiKyBaHHSI Ma€
30alaHCyBaTH JOCSTHEHHS IIBHAKOTO Ta 3Ha-
YYILOTO 3MEHIIEHHS KiTbKOCTI IUPKYTIOI0UMX
JIETKUX JIAHLIIOTiB iMyHOTJI00YJTiHiB 32 MaKCH-
MaJIbHOTO 3a0€e3MeueHHs 0e3MeKu MalieHTa.
Lt mimxim HaliKpallie JOCSATAETHCS 3a JOIIOMO-
TOI0 MYJIBTUAMCUUTUTIHAPHOTO TAXOY i3 3aI1y-
YyeHHsM (haxiBLiB CyMXKHUX CIeLiaTbHOCTeH,
30KpeMa OHKOTeMaToJIora Ta Kapjiiosiora, sIKIlo
MOXJIMBO, TO TAaKMX MALIEHTIB CJIill CKEPOBY-
BaTH JI0 CrellianizoBaHuX LeHTpiB [45, 30, 75].
Sk 3a3Hauae npo Takuii miaxig i M. Nuvolone
et al., nikyBaHHs AL-aminoino3y € oco011MBo
CKJIAJIHMM, OCKIJIbKU Tependayae MpoBeAeHHS
MPOTUITYXJIMHHOI Teparlii TeMaToJIOTiYHOTO
3JI0SIKiICHOTO 3aXBOPIOBAHHS, 1110 Oe3Ioce-
PEIHBO CIPUYMHSIE TTOTipIIeHHST (QYHKIIIT

0araTbOX OpraHiB, 4acTO y JITHIX IMAalliEHTIB
3 iHIIMMU CyMyTHIMU MaTOJOTisIMU Ta TOJTi-
(dapmakoteparieto. L yHikanbHa cuTyalist
€ TIPUYMHOIO TiABUILIEHOT YYTJIMBOCTI Malli-
€HTIB JI0 3aCTOCYBaHHSI JIiIKApChKUX 3aCO0iB.
3a mepeBeeHHS JOCBIAY JiKyBaHHS MHO-
KMHHOI Mi€JIOMM 200 iHIINX B-KIiTMHHUX
3JI05IKICHUX HOBOYTBOpeHb Ha AL-aMiioino3
HEeOoOXiTHO KOPUTYBAaTU NO3yBaHHS / CXeMU
Teparlii Ta BXUTHU clieliaibHUX npodigak-
TAYHUX 3axo/iB. JIikyBaHHS nanieHTiB 3 AL-
aMiJIoino30M Mae OyTH alarToOBaHUM JI0 py-
3UKY, iHAMBiIyaJTbHOTo NpodiIto MallieHTa,
3BaXKal04M Ha TUII i CTYIIiHb YpaXKeHHSI OpraHiB
i MOXJIMBY CYITyTHIO MaTosiorito (45, 49].

OCKiJTbKY IOCTYITHO JIeKiJIbKa KJaciB edek-
TMBHUX IIpenapaTiB, BUOip TeparneBTUYHUX
3ac00iB TAKOX 3aJIEXKUTBh Bi ipodito 6e3neku
oKkpemMoro npemnapaty [49].

Mii kapaionora y cnetiudbiuHOMY JIiKyBaHHi:

e OLIiHUTH CTaH Ceplisl MallieHTa 1j1s moyar-
KOBMX T€MaTOJIOTIYHUX CTpaTeriii, 30Kpema
O3S ayTOJIOTIYHOI TPAHCILIAHTALlii CTOBOY-
POBUX KJIiTUH;

e BCTaHOBJIEHHSI HEOOXiTHOCTI TPAHCILIAH-
Tallii ceplis;

* MOHITOPUHT CTaHy CeplLid il yac XiMio-
Teparmii [25].

K 3a3HaYeHO BUIIlE, OCHOBOIO Teparii
3aJIUIIIAETHCS BITMB HA KJIOH TUIa3MaTUUHMX
KJIITUH JUIs1 3BMEHIIIEHHST a00 TPUMMHEHHS
MPOAYKIIii aHOMaJIbHUX JIETKUX JaHIIOTiB
iMyHor100y:1iHiB. [l1st AL-aminoinosy nosene-
HOIO CTpATETI€l0 JIIKyBaHHS € XiMioTeparisi,
MOTEHLiIIHO MOEAHAHA 3 TPAHCIIJIAHTALIE0
AyTOJIOTIYHMX CTOBOYPOBUX KJIITHH [67].

e mikyBaHHS 3ajTy4ya€ TaKi 3aco0H, SIK iHTi-
GiTopu rpoTeacoM, iIMyHOMOIYJISITOPH, aJIKi-
JIyI04i areHTU, MOHOKJIOHAJIbHI aHTUTIIa
Ta BUKOPUCTAHHS ayTOJIOTIYHOI TpaHCTUIAHTALTi
CTOBOYpOBUX KJIITHH [12, 49].

3a TaHUMU HEIIONABHLOTO PETPOCTIEKTUB-
HOTO JOCITiIXKEHHSI, KOMOiHallis 60pTe30Miby,
JIEKCaMETA30HY Ta aJIKiIyIouoro areHTa oysia
T0OB’s13aHa (ITicist 6araTo()akTOpHOTO KOPUTY-
BaHHSI) 3i 3HWXKEHHSIM CMEPTHOCTI MAlliEHTIB
i3 cumnroMHoto CH BHacrinok AC 3a AL-
aminoinosy (BP 0,209; 95% /11 0,069-0,636;
p=0,006). Taka acoriaitist 30epirayacs Imicst
TMOAAIBILIOr0 KOPUTYBAHHSI KOMITOHEHTIB CTaliit
3a Meiio [67].

ITonpu Te, 110 Cy4acHi METOAM JIiIKYBaHHS
MaloTh MOTEHILiaJl IJ1s1 KOHTPOJIIO 3aXBOPIO-
BaHHS Ta MOKpalleHHs BUXXMBAaHHS, BOHU
HEe MOXYTb CIIPUSTU PErpecy NeMO3UTiB aMi-
JIOIAY JIETKUX JIAHIIOTiB iMYHOTJI00YJIiHiB
B OpraHax. 3oKpema, IIpOBOISITHCS KIiHIYHI
JOCITiKEeHHS BIUIMBY MOHOKJIOHAJIbHUX aHTH-
tim (NEODO001, CAEL-101), siKi 3B’s13y10TbCSI
3 aMioiTHUMU (hibpuIaMK B OpraHi Ta MaloTh
paHHIO e()eKTUBHICTS [12].

Tpancmupemunosuii aminoioos

Ha cboroaHi € HOBi, €(beKTUBHi, TapreTHi
TepareBTUYHI OITLIii IJIsT JIIKyBaHHSI MAILliEHTIB
3 ATTRwt-aminoino3zom i ATTRv-aminoi-
no3oM. PaHHs niarHocTHKa HEOOXiaHA ISt
CBOEYACHOTO JIiIKyBaHHS HEBPOJIOTIUHUX,
CEepIIEBUX Ta iHIIMX CUCTEMHUX CUMITOMIB,
OCKiJIbKM TaKa Teparisi e(peKTUBHillIa Ha paH-
HiX cramisix 3axBoptoBaHHs [55]. EdexkTuBHi
METOJIU JIIKyBaHHSI 3MEHIIIYIOTh TPOAYKIIitO
mytoBaHux TTR (TpaHcraHTallist mE4iHKM)
Ta ynHATh BIuuB Ha TTR 3aranom (reHoMHa
caiileHcepHa Tepartist) a0o cTabilizyloTh IUp-
kymotouy mosiekyay TTR (crabinizaropn),
3arobirarouu ix Aucolliallii Y1 po3IerIeHHIO
Ha aminoigoreHHi ¢pparmeHTu [25, 75].

3okpeMa, criergiyHe papMaKkoIoTidyHe
sikyBaHHs ATTR-amifioino3y oxoruitoe cra-
Oinizyroui MoieKynu (TadaMific) i reHOMHY
caiiJieHCepHy Teparito (maTucipaH Ta iHoTep-
ceH) [25, 75].

Hwuni Tadpaminic € enuHuUM mpenapaToMm,
110 MTPOIEMOHCTPYBAB €(hEKTUBHICTb Y paHIO-
Mi30BaHOMY JOCJTIIKEHHI 32 yJacTIO MaliEHTIB
i3 ATTRwt-aminoinosom i AT TRv-aminoinozom
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Ta 3 KapaioMionariero, sikuii € 3aco00M BUOOPY
3 IIPUIAHSATHOIO OUiKyBaHOIO BIXKMBAHICTIO,
TOJi SIK TPU3HAYEHHS MaTUCipaHy MOXJIUBO
po3nisigaty y nauieHTiB 3 AT TRv-aminoigozom
3 YPaXXeHHSIM Ceplisl, IKUM MPU3HAYAlOTh
TEHOMHY cailfieHCepHY Tepartilo 3a CUMITTOM-
HOI HEBPOJIOTiYHOI TTATOJIOTi.

3a ATTRv-aMinoino3y TepaneBTUYHi Mif-
XOJIY 3aJIeXaTh Bill HASIBHOCTI KapioMionarii,
nosiHelponarii abo iXHboi KOMOiHaLi1. Y pasi
ATTRv-aminoinosy 3 KapaioMionariero Ta moJi-
HeliporaTielo peKOMEeHI0BaHUMU Tpernapa-
tamu € Tadamizic (I cranis noniHeliponarii)
ta natucipaH (Il cramis moniHeliponarii),
a TUJIBKU 3 TIoJIiHe#ipomnaTieo — tadamiic
(I cranist moniHeitponartii), maTMCipaH Ta iHO-
tepceH (II cranist monineipomnarii) [25].

Tadaminic 2022 poky OyB €IMHUM Iperia-
paToMm, cxBaJleHUM YTIpaBJIiHHSIM i3 KOHTPOJITIO
3a SIKiCTIO XapuOBUX MPOAYKTIB Ta JIIKAPChbKUX
3aco0iB CIIA (FDA) nist nikyBanHss ATTR-AC.
Bkazanuii npenapar jie K cTabiizaTop TpaHCc-
TUPETUHY, CIIOBIJIbHIOIOUYH 1OT0 AUCOIaIliio
i, BJ1acHe, yTBopeHHs (piOput i BinkiagaHHs
B ceplli. PaHHS fiarHocTMKa Ma€ BUpillabHe
3HAUYEHHS1, OCKiJIbKY TahaMifliC yMOBLIbHIOE
MporpecyBaHHsI 3aXBOpIoBaHH: [75].

Y pangomizoBaHomy gocaimkeHHi ATTR-
ACT 3acTocyBaHHs TadaMizicy acolitoBa-
JIOCS 31 3HIZKEHHSIM Ha 29,5% CMepTHOCTI Bin
ycix mpuuuH (BimHomeHHs pusnkis, BP 0,70;
95% 110,51-0,96) i rocmitaizariiii, moB’si-
3aHUX i3 CEPLIEBO-CYIMHHUMU 3aXBOPIOBAH-
nsmu (BP 0,68; 95% 111 0,56-0,81), a Takox
Ha 30-my Micsii npuitMaHHS Mperapary —
MoKpalieHHIM QYHKIIOHATbHOI 31aTHOCTI
(3a pe3ynbraTaMM TECTY 6-XBUIIMHHOI XOIb0OU,
p<0,001) Ta gakocti xurrst (KCCQ-0S,
p<0,001) mopiBHSIHO 3 M1a11€00.

Edextu Oynu mocTiltHUMU 17151 TTONIEPETHBO
BU3HAYEHUX IIATPYI, 30KpemMa cTpaTudika-
1ii 3a cratycoM ATTRwt vs ATTRv i [ a6o 11
dysakmionamsHM KitacoM (PK) CH 3a NYHA
npotu I11 @K, 3a BAHITKOM BUIIUX TTOKA3-
HUKIB rocriTtanizailii i3 cepleBo-CyIMHHUMU
3aXBOpIOBaHHSMU B yuacHUKiIB i3 CH 11T ®K
3a NYHA, siki orpumyBanu tagamizic [40].

[Mopanbiuii monepeaHii aHasi3 y J0CTi-
mxeHHi ATTR-ACT minTBepauB CrIpUSITIIMBUIA
edeKT 3acTocyBaHHSI Tachamizicy (He3alexkHO Bijl
tuny ATTR-aminoinosy) Ha 3HUXKEHHST CMepPT-
HOCTI, IOMTMIIeHHsT (DYHKILii ceplis i ToKa3HU-
KiB sikocTi xxuttd [31, 55].

Kopucts Oysia oueBuaHOIO 10 58 MicsiliB
Y IOBFOCTPOKOBOMY CIOCTEPEXKEHHI Malli-
€HTIB, SIKi TIOCTiiTHO OTpUMYBaX TacdaMisic,
MOPiBHSIHO 3 TUMU, XTO CIIOYATKy MPUIIMaB
mianedo, a motiM — tadaminic [22].

Tadaminic mae cipusTauBuii npodiab
no6iunux edexTiB. ¥ pocaimkeHHi ATTR-
ACT criocrepiraau mo6ivHi SIBUILA BifT JIETKOTO
JIO TIOMiPHOTO CTYIEHSI TSKKOCTI [40].

'V peanbHili MpaKTH1li MOHITOPUHT Oe3MeKn
He NOTpiOHMIA. I3 11i€l MpUYMHI OCHOBHUM YMH-
HUKOM JIJIs1 TOYaTKYy JIiKyBaHHSI € T€, Y OTPUMAE
MALliEHT 3HAYHY KOPUCTD (KJIiHIYHO 3HAYYIIA
XBOpo0a 6e3 KOHKYPYIOUOi CyITYTHBOI IATOJIOT i,
sIKa YUHUTD BILJIMB HA BUDKMBAHICTD) i UM TakKe
JIiKyBaHHS € 10cTyrTHUM. OCHOBHOIO TIEPEIIIKO-
JIOI0 € BUCOKa 1IiHa Ipenapaty [75].

Cepen iHIIUX MePernoH AJIsl TPU3HAYEHHS
Tadamigicy Moxe OyTH Opak JaHUX LIOIO MOITY-
JISILIT ALi€HTIB, SIKi OTPUMAIOTh TO3UTUBHUI
edexr nikyBaHHs. HasiBHa HeBU3HAYEHICTh
1oa0 e(eKTUBHOCTI TadhaMilicy Ha paHHIX
CTalisIX 3aXBOPIOBAHHS, HATPUKJIa] 0€3CUMIT-
TOMHUMX FT€HETUYHUX HOCiiB 6€3 KIJIiHIYHO
Bupa3zHoro AC abo THUX, XTO Ma€ JIOKaJIbHY
eKCTpakapiabHy MaToJIorilo, 30KpeMa Jemno-
3UTU aMiJIOILy, 1110 BUSIBJIEHI Mijl yac oneparii
Ha 3aIT’ SICTHOMY KaHalti [74].

Jlesiki malieHTH Ha Mi3Hill cTajii 3axBopIo-
BaHHS MOXYTb HE OTPUMATH MO3UTUBHUIA ePeKT
TIpM 3aCTOCYBaHHi TaaMiicy, Bl1acHe, sIK Ti,
1110 Oy BuKroueHi 3 nocimkeHHss ATTR-ACT,
30kpema ocobu i3 CH IV @K 3a NYHA Ta nipo-
rpecytouoto CH a6o noxuioro Biky (>90 pokiB),
X0ua MPU3HAYEHHS 1iif OMyJIsLii XBOpUX Mae
IPYHTYBaTUCS HA iHAUBIAYyaTbHOMY MiIXOMIi
3a CITTbHOTO OOTOBOPEHHSI Ta MPUIAHSTTSI BilTO-
BimHuUX pimeHsb [40].

IH1ma cTpareris, 110 oxoruioe Gapmako-
JIOTiYHE MPUTHIYeHHS eKCIpecii reHa TpaHC-
TUPETUHY 3a JOTIOMOTOI0 TIaTUCipaHy, Tpo-
JIEMOHCTpYBaia 0araToo0ilsitoui pe3yabraTu
100 3MEHIIEHHS HECTIPUATIMBUX HACTIAKIB
ypaxkeHHsI ceplisi MOPiBHSIHO 3 Tiauebo y mif-
rpyni nauieHTiB i3 ATTRv-AC.

YV paHaoMizoBaHOMY KOHTPOJIbOBAHOMY
IU1a1e00 MOABIMTHOMY CIIIIIOMY TOCTiIXXKEeHHI
OyJ0 MiATBEpAXEHO, 1110 y MauieHTiB 3 AC
3aCTOCYBAaHHS MaTUCipaHy MPU3BOIUIIO
110 3MEHIIEHHS CepeIHbOT TOBUIMHU CTiHKU
JIIII, rnobanbHOi MO3M0BXHBOI Aedopmaliii,
piBHs NT-proBNP Ta HecripusitiuBux cepiie-
BUX HACJIiIKiB IOPiBHSHO 3 MJ1alie0o Ha 18-my
Micsii cnocrepexeHHs. Lle cBigumio npo Te,
110 MaTUCipaH MOXe 3yIMMMHUTU 200 3yMOBUTU
perpec ceplueBUX NMPOsIBiB CMaIKOBOTO
ATTR-aminoinosy. CkopuroaHa yacrora
TOCIIiTaJTi3alii i3 MpUBOLY CepLEeBUX MPUIMH
i cMeprTi 3 ycix mpuuuH ctaHoBuu 18,71 10,1
Ha 100 mauieHTO-poKiB y rpynax mnjiaueoo
i marucipany Bignosigno (BP 0,54; 95% 11
0,28-1,01) [66].

V neaxkux Bunagkax ATTR-AC BuUKOHY-
10Th TPAaHCILIAHTALIi10 cepls i meuinku [30].
HwuHi fociaxyoThes Kijibka HOBUX CITONYK,
30KpeMa areHTH, 1110 CIPsSIMOBaHi Ha BUJA-
JIeHHS aminoinHux ¢iopun [25]. Takox Bia-
OyBalOThCs KJIiHiYHI BUTTPOOYBaHHSI i3 3aCTO-
CYBaHHSM crelr(pivHOTO MOHOKJIOHAJIBHOTO
antutina PRX 004, 1110 YMHUTH BIJIMB Ha PO3-
najg aminoiny [8].

Tabnuug 3. ExoKr- i MPT-kputepii ans HeiHBa3uBHOI Ta iHBAsMBHOI (aminoipos,
o niaTBepAXKEeHNI AOHMMU eKCTpakapaianbHoi 6ioncii) giarHocruku AC

ExoKT

Hesposymine notoswenns JILL (>12 mm) + 1 abo 2:

a. Oiactoniuna ancdyHkuis 2 cragii abo suwe

2. baratonapametpuuHa ExoKT-ouiHka >8 6anis:

b. Weuakicte xeuni E/e’ >11 — 1 6an
c. TAPSE<19 Mm - 2 6anu

1. XapakrepHi pesynstatu ExoKT (maiots 6yTi HassHi >2 3 0, bi c):

b. 3uuxeHa 3a AgaHMMM TKaHMHHOTO Aonnepa weuakictb xeuni s’, e’ ia’ (<5 cm/c)
B. 3MeHWweHHs robanbHoi no3aosxHboi aedopmauii JILL (abcontotHe 3HaueHHs < =15%).

a. BigHocHa ToBwuHa crinku JIL (MLUM+3agHs crinka)/KA 4 JIL >0,6-3 6anu

d. A6contoTHe 3HaueHHs rmobanbHoi no3aoexHboi aedopmauii JILL < - 13% - 1 6an
e. CniBBigHOLWIEHHS cUCTONIMHOI NO3A0BXHbOI AedopMauii BepXiBku Ao ocHoswu >2,9 — 3 6anu

MPT

XapakTepHi osHaku MPT (a i b matoTb 6y T HasBHi):

OudysHe cybeHpokapaiansHe abo TpAHCMypabHe Ni3HE nocuneHHs curiany ragonitito (LGE)

b. AHoManbHa KiHeTMKa ragoniHito

8. Mosaknitunuuit 06'em (ECV) >0,40% (cnnbHo nigTpuMye, ane AiarHoCTUYHO He CyTTERO)

CHUCTONIYHA EKCKYPCisl NAOLWMHM TPUKYCMIAANBHOTO KiNbLs.
ApantosaHo 3a P. Garcia-Pavia et al., 2021.

Mpumitkn: MLUIM — mixwnyHnoykosa neperopoaka; KA JILL - kinyeso-giactonivnmii giametp nisoro waynoyka; TAPSE -

3n0peB 4. _YKpaiHu

Mipoznos

VpaxkeHHs ceplis MOTipIly€e MPOrHO3 Maili-
€HTIB 3 aMisioigo3oMm [75]. HuHi 3arpomnoHo-
BaHO Pi3Hi METOIU MPOrHOCTUYHOTO OLiHIO-
BaHHs 3a AL-AC i ATTR-AC, ogHak dokyc
MepeMicCTUBCS Ha OaraTornapamMeTpruyHe Olli-
HIOBaHHSI, SIKE TPYHTYEThCS HA BUSHAYEHHI
GiomMapkepiB i cTanii Ha iXx ocHOBI. 3a Mpo-
THOCTUYHOIO OIiHKOIO cTafiit AL-aminoinoay,
3anpornoHoBaHomo B. Lilleness et al. (rmapa-
MEeTpH OILiHIOBaHHS: TporoHiH [>0,1 Hr/Mn
i BNP>81 nir/mi), meniana BizkuBaHocTi 3a 11
cranii (omuH rapameTp) craHoBua 112,8 mic.,
111 cranii (aBa mapameTpu) — 51,6 mic., I1Ib
(mBa mapametpu i BNP >700 rir/mim) — 12 mic.
[36]. BignmoBigHO 10 MPOTHOCTUYHOI OLIIHKHI
craniit ATTRv-aminoinosy i ATTRwt-ami-
noinosy 3a J.D. Gillmore et al. (mapametpu
OIIiHIOBaHHSI: PO3paXyHKOBA IIBUAKICTb KITy-
60uKoBOi (inbTpallii 3a popmyaoro MDRD
(Modification of Diet in Renal Disease)
<45 mn/x8/1,73 M> i NT-proBNP >3000 ir/m),
MeJliaHa BHXKMBAHOCTI TopiBHIOBaa: I cra-
Iist (HyJ1b mapameTpiB) — 69,2 mic., 11 cragist
(omuH mapameTp) — 46,7 mic., I1I cTagis (nBa
mapameTpu) — 24,1 mic. [26].

J. Rubin et al. Tex BUBYAIM BUXKUBAHICTh
nauieHTiB i3 AC 3anexHo Bin crazii. Cepennst
BuxkuBaHicTh 3 AL-AC i3 Tskkoto CH craHo-
BuIa 4-6 mic., a 3a ATTRwt-AC — 2-6 pokiB
6e3 nmikyBaHHs. Y pa3i ATTRv-AC meniana
BIKMBAHOCTI 3aJiexkajia BiJ MyTallii Ta cTamil
it carana 3-12 pokiB [59]. B.W. Sperry et al.
3ayBaXylOTh, 110 NailieHTH 3 AL-aminoinozom
3 YpaXXEHHSIM CepLisi MAIOThb TIOTaHWii MPOTHO3;
cepelHs BUXKUBAHICTh 0e3 JIiKyBaHHS cTa-
HoBma <6 Mic. [67]. Y monoxeHHi Po6oyoi
IPYIIY i3 3aXBOPIOBaHb MiOKap/a Ta IepuKapaa
€TK (2021) momo aiarHOCTUKM i JTiKyBaHHS
aMiJIoino3y ceplis 3a3HaueHo, 110 MediaHa
BMXMBAHOCTI ITiCJIs1 BCTAHOBJIEHHSI liarHO3Y
3a AL-amioino3sy craHoBuia 24 mic. (6 mic.
3a HagBHocTi CH npu giarHocTuui Ta 6e3
nikyBaHHsT), ATTRwt-aminoinosi — 57 wmic.,
ATTRv-aminoinosi — 31 mic. (Vall422lle),
69 mic. (He-Vall422lle) [25]. A. Castano
et al. minTBepauiu, mo namieHTu 3 ATTR-
aminoino3oM (oco0auBo 3 ATTRwt-aminoi-
JI030M) MaJI¥ BMIILY MeJliaHy BUXKMBAHOCTi —
24-66 wMic. nopiBHsIHO 3 AL-aminoinosom,
ajie, MOMNpPHU i faHi, MPOTHO3 JIUIIAETHCS
HecnpusTauuM [16]. Kpim Toro, migBu-
weHHs piBHiB NT-proBNP i Tponioniny T,
a TaKOX 301IbIIEHHS TO3aKJIITUHHOTO 00’ €My
3a t7anumMu MPT € cunbHUMU nipeAMKTOpaMu
ripiioi BUXXuBaHocTi 3a AL-aminoino3y [4].

Tax, 3a koHceHcycoM ekcriepTiB ACC (2002)
1100 KOMILJIEKCHOI MYJIBTUAUCIUTLIIHAPHOI
Jonomoru natieHtam 3 AC Kapionoru MatoTh:

1) 3HaTU KJiHIYHI 03HAKM, SIKi CBiIUaTh
npo aiarHo3 AC;

2) BUBHAUYUTH TiarHOCTUYHUI aJITOPUTM
AC, 30KpeMa CKpUHIiHT MOHOKJIOHAJIbHOTO
Oinka, cuMHTUrpadiio KicToK i/a00 reHeTYHe
TecTyBaHHs Ta/a0b0 OioTcilo;

3) yHUKaATH OiarHOCTUYHUX TTOMMWJIOK TTifT
yac CKPUHIHTY MOHOKJIOHAJIbLHOTO OijiKa,
cuuHTUrpadii KicTok Ta 6iomcii;

4) MpU3HAYUTH TUIaH JIIKyBaHHS 3 0COOJIH -
BOIO YBarolo 10 TpaauIiiHUX MpernapaTiB AJIst
nikyBaHHs1 CH Ta mopyliieHHsI puTMy ceplist;

5) po3mizHaBaTH I03aceplIeBi O3HAKY Ta IO-
TpeOy Y CBOEUaCHOMY 3BEpPHEHHI 10 (haxiBIIiB;

6) po3yMiTH HEBUPILLIEH] MUTAHHS Ta Maii-
OyTHI HaNIPSIMU TOCTTIKEHb Y il Tany3i [76].

BuchosKu

OTxe, niarHocTHKa Ta JikyBaHHs AC Kap-
IWHAJIbHO 3MiHUJIMCS 3a OCTaHHil yac. AC,
SIKUI paHillle BBaXKaBCs PiAKiCHOIO maTo-
JIOTi€10, HUHI IiarHOCTYIOTh YaCTillle BHACTi-
JIOK 3pOCTaHHS 3aXBOPIOBAHOCTi, 3aCTOCY-
BaHHS YiTKMX AiaTHOCTUYHUX TPOTOKOJIiB
i IOCSATHEHb y HeiHBa3UBHIil OiarHOCTMLII,
a TaKOX ITiABUILEHHS 00i3HAHOCTI JIiKapiB.

1151 Tema 0co6MBO aKTyasibHA TSI Kapio-
JIOTiB, 5IKi 11I0/I€HHO BUKOPUCTOBYIOTh METOIU

KAPAIOJIOIIA

MPAKTUKA

HeiHBa3MBHOI Bi3yaJi3allii cepiis i MaloThb
Mam’sITaTy Mpo 1ie 3aXBOPIOBAHHSI 3a IOAEHHOT
MPaKTUKU. 3BaXarouu Ha CUCTEMHUIA XapaKTep
aMijoino3y, HeoOXxiJHa B3aEMO/IiSI MixX eKC-
nepTaMu pi3HUX crielialbHOCTeM, 30KpeMa
KapHioJIoriB, He(pOJIOTiB, TeMaToJIOTiB, HEBPO-
JIOTiB, pajlioyIoTiB, TEPANeBTiB Ta iH.

JBOOIUHUMI KapnaabHWiA TYHEIbHUI CUH-
JIPOM, CT€HO3 TIOTNIEPEeKOBOI0 BiIily XpeOTa
a00 pO3pUB CYXOXXMJLIA Oillerca, siKi MOXYThb
CIToCTepiraTucst 3a 6araTo pokiB 0 ypaKeHHSI
ceplis, BBaXXalOTbCSl paHHIMU KIiHIYHUMU
CUMMTOMaMHU («4€PBOHUMM MPATOPILISIMU»)
3aXBOPIOBAHHS. YpaxkeHHs ceplis 3a AL-
aMminoigo3y a6o ATTR-aminoinosy € 3Hauy-
LIMM MPEIUKTOPOM HECTIPUSITIIMBUX HACTI/IKIB.
Panns niarHoctuka AC i BYUacHe cKepyBaHHSI
IO €KCIIEPTHOTO LIEHTPY € BAXJIMBUMM 32 LIi€T
MaTOJIOTi1, OCKIJILKM CBOEYACHE e(DEKTUBHE
JIiIKyBaHHSI TTOKPAILIYE BUXUBAHICTh, 3MEHIIIYE
CUMIITOMU 3aXBOPIOBAHHSI, YAHUTb 3HAUHUI
TO3UTUBHUI BIUIMB HA CTaH MallieHTa, QisnuHy
oro (pyHKIIiO Ta SIKiCTb KUTTS.
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