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AL-aminoifo3 HaneXmTb A0 CUCTEMHOrO TUMY 3aXBOPIOBaHb i XapaKTepU3YyeTbCA arperawli€lo HenpasubHO 3rOPHYTOrO JIerkoro
naHutora iMmyHornoGyniHy, nepeBaXKHO B cepLi Ta HUPKaX, BUKI/IMKalO4/ opraHHy HeoCTaTHICTb. Y L CTaTTi onucyeTbes KNiHiu-
HWI JOCBIA, BeAeHHS NaLieHTa 3 aMinoifo3om cepus, acoLiioBaHUN 3 MHOXXMHHOIO MienoMolo. [liarHo3 aminoifosy rpyHTyeTbcs
Ha BMCOKOMY iHAeKCi KniHiYHOT nigo3pu. Ha Xanb, Ha paHHiX cTagisax nepebir xBopo6u YacTo € 6e3CMMNTOMHUM [0 NPOrpecyBaHHs
aX A0 Ni3HbOI cTagil, i HaBiTb TOAi CUMNTOMM MOXYTb ByTU AyXKe HecreundivHUMKU. TPUBaNUM Yac A0 BCTAaHOBIIEHHS AiarHO3Yy, YacTo
Ginblie 1 poky, € YacTUM (PaKTOPOM He3a[0BINbHUX pe3ynbraTiB NikyBaHHA. CNoBiNbHEHUN Nepebir 3aXBopioBaHHSA y GinbLuoCTi
BUNAaAKiB NpU3BOAUTb A0 (aTanbHMUX HacNiAKIB, OCKiNbKM NePBUHHO NaLLiEHTU He 3BepTatoTbcs A0 npodinbHUX ¢axisLiB. 3acTiiHa
cepLieBa HeloCTaTHICTb Ta cepLieBa apuUTMisi € YaCTUMU NPUYNHAMU CMepTi Bifi NTePBUHHOIO CUCTEMHOIO aMinoifo3y, NPUYNHOI
48-65% cmepTen € cepLeBO-CyAVHHI NposiBU. BinbLl TouHe po3nisHaBaHHs AL-aminoifgosy kapgionoramMmu go3Bossie NPU3HAYNTU
siIkomMora paHille nikyBaHHS i noninwuTy noro pesynsratu. TpaguuiiHe NikyBaHHS NaL€HTIB 3 MHOXXUHHOIO Mienomoto Ta AL-
aminoigo3om BktoYae KOMGiHaLLiO fekcameTasoHy 3 6opTtesomibom Ta umknodochamigom. TpaHCNNAHTALIA reMONOeTUYHNUX
CTOBOYPOBUX KIITUH Micns NpyUiioMy BUCOKUX A,03 MesndanaHy cTana Le og4HUM BapiaHTOM fiKyBaHHS, Lo cripusie pemicil. Mpep-
CTaBieHO KJiHIYHUI BUNAA0K CBOEHACHOT MOBHOT AiarHOCTUKM i NiKkyBaHHSl KOMGiHALLT LX JBOX 3aXBOPIOBaHb, Y pe3ynbraTi Yoro
y Nauji€HTa AOCArHyTO NOBHOT reMaTonoriYHoi Ta YaCcTKOBOT OPraHHo| BiANoBifi 32 OCHOBHMM 3aXBOPIOBAHHSIM.

KniouoBi cnoBa: aminoinos cepus; nerki naHurory; gapatymyman,; MHOXMHHA Mi€s1oMa; KOHIO 4epBOHUIA.

KJIIHIYHUA BUNAOOK

3 orIsaay Ha piKiCHICTh MATOJIOTIT, MPAaKTUYHUI iHTepecC Mpe-
CTaBJIsIe KITiHIYHMI BUNanoK rnauieHTa B., 1959 poky HapomxkeHHs,
saxuii Briepine B TpaBHi 2020 p. 3BepHYBcsl 10 HamioHaabHOTrO
iHCTUTYTY (bTM3iaTpii i mynbmoHosorii iMmeHi ®.I'. AHOBCbKOTO
3i CKapramMu Ha 4acTy 3aIMILIKY i parTOBY BTpaTy CBilIOMOCTI, Y pe-
3yJIbTaTi IKOI OTPUMAaB CWJILHUI 3a0iii TTpaBoi IMTOJIOBUHU TPYIHOL
kiTku. Ha ornsimoBiii peHTreHorpaMi opraHiB TpyaHOI KIITKU
(OI'K) Gys10 BUsIBJIeHO 30UTBIICHI JTiBi BIIIN ceplis i TpaBOOIYHMIA
eKCYIaTUBHUIA TIJICBPUT.

XBoporo 0yJIo HaImpaBJIeHO Ha KOHCY/IbTalilo 10 HalrioHanb-
HOTO iHCTUTYTY CepLIeBO-CYIMHHOI Xipyprii imeHi M.M. AMocoBa,
ne 3a pesyibratamu exokapaiorpadii (Exo-KI') migrBepauiocs
301TbLICHHS i PO3IIMPEHHS JIIBUX BiIIiIiB ceplis, YIIIIBHEHHS CTY-
JIOK Ta iHdinbTpaliist Mmiokapaa. OqHaK CKOpouyyBaJibHa 31aTHICTh
Miokapa jtiBoro 1utyHouka (JILL) mpu oMy 36epiraiacst Ha piBHi
55%. KapmioJor Brepiie 3amifo3puB AiarHo3: rineprpodiuna
Kapmaiomiomnatist, HeoOCTpyKTUBHA (hopma (?), aMinoino3s ceprisi(?).
A TakoX y nallieHTa 3apeecTpyBaiv epcucTyouy hopmy hiopus-
uii mepencepab i nosicepo3ut. XBopuii OTpUMaB CUMIITOMAaTUYHY
Tepariilo, i 1Ooro HarIpaBUJIA Ha JOOOCTEKEHHSI.

Yepes 2 TUX MallieHTa y BaXXKOMY CTaHi rocmiTaji30oBaHO
B MiCbKY KJIiHiYHY JiKapH1o. [IprBoIOM IS LILOTO CTajia parnToBa
BTpaTa CBimoOMOCTi. 3 TiI03pOI0 Ha aMiIoifo3 ceplisi XBOPOTo Ha-
MpaBWIM Ha MarHiTHO-pe3oHaHCHY Tomorpadiio (MPT) cepus
3 B/B KOHTPACTYBaHHSIM IpernapaToM ragooyTpoay.

MPT-03Haku KapaiaJbHOTO aMiJIOino3y MiATBEPIUIUCS
3a O3HaKaMU HasIBHOCTi KOHLIEHTPUYHOI GiBEeHTPUKYJISIPHOI Timep-
Tpodii 6e3 nunarariii, rimepTpodii MiXKmepeacepaHoi IeperopoaKu,
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TEHJEHLI1 10 IUIaTallii mepeacepab, MOTOBIICHHS CTYJIOK KJIaraHiB
i CTIHOK Tepencepb.

JIlo MOMeHTY HanxoaxeHHs B HalioHalbHUIl iHCTUTYT
paky (HIP) nist nikyBaHHSI OCHOBHOT'O 3aXBOPIOBaHHSI, a caMe
aMinoimno3y ceplis, acolliiioBaHOTO 3 MHOXWHHOIO Mi€JTOMOIO
(MM), munyz0 2 Mic. 3 aHaMHe3y BilloMO, 1[0 HalIepIINMU
nepeaBiCHUKAMU aMiIoifo3y 3 YpaXkeHHSIM Ceplis Oy BiddyTTs
1epe6oiB y poOOTi ceplist, 3anUIlKa i BUTIAIKW BTPATH CBiIOMOCTI
3’gBUJIMCS y nauieHTa me B KBiTHI 2020 p. [iarHo3 aMijioinosy
IPYHTYETbCSI HA BUCOKOMY iHIEKCi KJIiHiYHOI Mimo3pu. Ha xkanb,
repedir XBOpoOHU YacTo € 6€3CUMMITOMHMM [0 PO3BUTKY ITi3HBOL
cTajiii 3aXBOPIOBAHHS, i HABITh TOMIi CUMIITOMH MOXYTb OYTH JTyKe
HecrneupiYHUMU.

Ve min gac 3BepHeHHs 1o HIP y mamieHTa crocrepiramacs
aHacapka, HaOpsIKM Ha HOTax /10 TOMiJIKOBOCTYITHEBOTO Cyrjioda
(puc. 1 a, b).

Ha MoMeHT rocmitaizaiiii Oya HassBHa iepruopoiTaabHa Imyp-
Iypa, a TAKOX CIIOCTEPirajaucst KpOBOBWIMBY Ha MEpeIHiii BEpxHiii
TPETHHI IPyaHOI KJITKU (puc. 2).

[lix yac momaTKOBOro OOCTEXKEHHS, 3TiTHO 3 MiXKHAPOIHUMU
KpUTEPiSIMU AiarHOCTUKU AL-aminoino3y, BUSIBJIEHO 30iJblIEeHY
KIJIbKICTh TJIa3MaTUYHMX KJIITUH Yy KiCTKOBOMY MO3KY, BUCOKMIA
piBeHb JIETKMX JIAHITIOTiB iMYHOTIJIOOYJIiHIB y CUPOBATIi KPOBi
Ta ceyi, a TaKoX criendivHi MapKepu aMiJIoino3y, OJHaK BasKKUX
JIAHLIIOTiB B CMPOBATLi KPOBI i ceui He BusiBaeHo (tad. 1) [1-2].

JliarHOCTMKa CUCTEMHOTIO aMiJIoifo3y 3a3BUYali BUMAarae ric-
TOJIOTIYHOTO MiATBEPIKEHHS, KOJIM T yac apOyBaHHS KOHTO
YEePBOHWM BUSIBJISIIOTH BiIKJIaICHHS aMiJIOi103Y, SIKE Bi3yalli3yeThCst
Y BUIJISIII 3€JIEHOTO MOABIiTHOTO MPOMEHE3aJIOMJICHHS IIPU Tepe-
IJISITI B KPOC-TOJISIPM30BAHOMY CBITIi.
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Puc. 1. MauieHT B.: a — Habpsikun Ha Horax Ao FOMINIKOBOCTYr -
HeBOro cyrnoba nig 4ac 3sepHeHHs fo HIP; b — BiacyTHicTb
HabpskiB Ha Horax nicns 6 kypcis noniximioTepanii (MXT)

Puc. 2. KpoBOBUAMB Ha nepenHii BEPXHi TPETUHI rpyaHOi
KNITKM Nif, Yac 3BepHeHHst oo HIP

INamienty B. Oymo nmpoBeneHo 6iorciio CIM30BOi 000IOHKM
IIIOKM, 3a pe3yJibTaTaMU sIKOi i OyJI0 BCTaHOBJIEHO aiarHO3 AL-
aminoinosy (puc. 3).

J11s1 BU3HAYEHHST 00CATY YpaKeHHsI CEpLEBOro M’siza aMi-
JIOINHUMU CTPYKTYpaMu i OLLiHKU e(heKTUBHOCTI MPOBEIEHOTO
JIIKYBaHHSI IbOMY XBOPOMY 3 03HAKOI0 PECTPUKTUBHOI KapaioMio-
naTii OyJI0 TPOBeACHO PaliOHYKIIiIHE JOCTIIKEHHSI — TIJIaHApHY
cuuHTturpadiio tina (Infinia Hawkeye, 2,0 M3B) Ta 0nHO(GOTOHHY
eMiciiiHy KoM’ 10TepHY ToMorpadito rpyaHoi Kiaitku (puc. 4 a, b).

J171s1 BUSIBIIEHHST TIATOJIOTIYHOI (hiKcallii B TUISTHIL cepiist BU-
KOPUCTOBYIOTh pafiodapmipenapar i Ha MmiactaBi BUMiploBaHHs

TaGnuusa 1. JlabopatopHi nokasHuku naujieHTa B. Ha Bcix eTanax nikyBaHHs
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nokasHuka R (cniBBinHomenHst ROI 0/1) BcTaHOBIOIOTh iHTEH-
CHUBHICTb ypaKeHHSI TOCTiI>KYBaHOI TiISTHKU.

Jlo nmikyBaHHs KoedinieHT HakonmueHHsT R=ROI 0/ROI
1 y manienra cranosuB 1,25, mo Bianmosinano 1-my cTyneHo
ypaxXeHHs (puc. 4 a) i xapaKTepHO IJIs1 aMiJIOITHUX CTPYKTYp —
sterkux JaHioriB. [Tokasnuk ROI 0 — kinbkicTh TamMa- KayHTi,
OTPUMAHOI BiJl TUISIHKY ceplisl (BKa3aHO CTPiIKoI0), mokazHuK ROI
1 — kinbKicTh raMma-KayHTi, OTpuMaHOi Bill KOHTpaJaTepaabHOL
IISTHKM cepiist (puc. 4b).

[Ticns nikyBaHHSI BUSIBJIEHO 3HMKEHHSI KoedillieHTa HaKoMu-
YyeHHs paaiodapMnpernapaTy B AUISIHII cepus g0 1,13, 1o Biamo-
BiJla€ 3HAYHOMY TOJIITIIEHHIO CKOPOUYYBaJIbHOT (DYHKIIiT ceplist.

Ha nincraBi nepepaxoBaHUX BULIE Pe3YJIbTaTiB JOCIiIXKEHHS
MalieHTy BCTaHOBWIM AiarHo3: MM, tumy IgG/lambda, 11 cranis
3a ISS. BropunHmii cucteMHuit AL-aminoino3 3 ypaxeHHsIM
cepu, 111 cranis.

CynyTHi 3aXBOpIOBaHHS: epcucTyioda hopMa (iopuIsiii rme-
pencepnp, Taxicuctoniuauii Bapiant, CHA2DS2-VASc — 2b. HAS
BLED — 3b. EHRA III cr. I'ineptoniuHa xsopo6a II ctynens,
3 cT., pusuk 4 (myxe Bucokuii). Cepuesa HenoctatHicTh (CH) ITA
ct. ['ocTpe monkomkeHHs HUpOoK, cramist 11 AKIN.

3a pillleHHSIM KOHCUJIiyMy TUIaH JIIKYBaHHSI CKJIafaBcsl 3 TIPo-
BeseHHs 6 kypeiB ITXT 3a cxemoro VCd (6opTe3oMi6 + LIMKIIO-
docdamin + nekcamerazoH) 3 MOAATBIIOI AYTOJOTIYHOIO TPaH-
CIUTAHTALIIEI0 TeMOTOETUYHUX CTOBOYpoBUX KIiTHH (ayToCKITK)
MpU ITOCATHEHHI MO3UTUBHOIO pe3yabTary JikyBaHHs. [licas
6-ro Kypcy y XBOPOTO JOCSTHYTO MTOBHY FeMaTOJIOT YHY BiAMOBiIL
i YaCTKOBY OpPTraHHYy BilllTOBib 3TiTHO 3 KPUTEPISIMU aMisIoino3y.

V ciuni 2021 p. mpoBeIeHO BHCOKOI030BY XiMioTepamiio
3 noganbinoio ayroCKITK. Takox mali€eHT 3 MOMEHTY TOYaTKy
Kypcy crenindigHOro JIiKyBaHHS i 10 ChbOTOIHI 3HAXOMUTHCS TTij
HArJISII0M Kapaiosaora i OTpuMYye MpodilaKTUUHY aHTUIIYPETUIHY
i KapIioJoriyHy Tepariilo.

Ha nanuii MOMEHT XBOpHil 3HAXOAUTHLCS B peMicii i HacTynmHui
Bi3UT IIs1 OLIHKY e(PeKTUBHOCTI JiKyBaHHS 3aIlJIJaHOBAHO Ha +
100-i1 neHbp.

OBroBOPEHHS

AMLJIOI03 HAJIEKUTB 0 TPYIH PiIKiCHUX 3aXBOPIOBaHb, 1110 Xa-
PaKTepU3YETHCS MO3AKIITUHHUM BiKJIaIeHHSIM HETPaBUIbHO
3rOpPHYTUX OLTKOBUX (hiOpUI.

3axBoproBaHicTh Ha AL-aMijioino3 B 3aXimTHUX KpaiHaX CTaHO-
BuTH | Bumnanok Ha 100 000 HacenenHs. Y Crnonydyenux LlltaTax
peectpyeTbes 1275—3200 HoBuX BumaakiB Ha pik. [1lopiyHa yacTka
HOBMX BUTIATKIB AL-amiioino3y ctaHoBUTh 78 %. 3TilHO 3 JaHUMU
HauionanpHoi opranizauii 3 piakicHux 3axsoptoBaHb (National
Organization for Rare Disorders — NORD), mopiuno B CILIA
peectpytoThes 6au3bko 4000 HOBUX BUMAAKIB 3aXBOPIOBAaHHS
Ha aMiJIoino3 JIerkux JlaHUoriB (AL), 1110 CTAHOBUTb NPUOIU3HO
8—12 oci6 Ha 1 mutH [3—5]. He3Baxkaroun Ha 3HaUHY CMEPTHICTB Bilt
amiioino3y, nmyosikalliii CTOCOBHO JaHOTO 3aXBOPIOBAHHSI JIOCUTh
Mano. Hanpuknan, GiHCbKi Kosieru nopiioMsiioTh, 1O CMEPT-
HiCTb Big AA-aMinoino3y, 110 YCKJIaaIHIOE PEBMATOIAHUIA apTPUT,
cTaHOBUTh 9—24% [6]. B icnaHcbkoMy 9-pidHOMY JOCTIIKEHHI
y MAILi€HTIB 3 peBMaTOiIHUM apTPUTOM 3apeecTpoBaHo 17%
cMepTeit, sIKi MoB’si3aHi 3 aminoino3om [7]. HaBmaku, B iHIIMX
JOCJTIKEHHSIX CMEPTHICTb BiJl BTOPMHHOI'O aMijioino3y OyJsia Ha-
6arato Hizk4oto 2—7% [8].

YacToTa 3aXBOPIOBAHOCTI Ha aMinoino3 y €Bpomi 3HaYHO
Hk4a. Hanpukian, B AHTIT Ha 1 MUTH Ocib BigmiyaroThbest 10 3 BU-

Micnsa 3 kypciB cneundiynoro ni- Micnga 6 kypcie cneundiyHoro ni-

Moka3Huku [lo nikyBaHHS
KyBaHHS KyBaHHS
NT-proBNT 4200 nr/mn 2293 nr/mn 2911 nr/mn
TponoHiH | 0,17 Hr/mn <0,1 Hr/mn <0,1 Hr/mn
AHani3 Ha nerki naHutorv B cupoat-  Kanna — 15,8, naméga — 1050, cnis- Kanna — 9, Kanna — 25,3, nambaa — 15,6, cnis-
Lli KpoBi BifHOWeHHS: 0,02 nambna — 24, cnisBigHoleHHs: 0,38 BifHOWEHHS: 1.62

He BusiBneHo
12 mr/n
47%

AHania Ha nerki naHurm B ceyi
B,-MikpornobyniH
MnasmaTnyHi KNiTUHN

He BusiBneHo He BusiBneHo
4,51 mr/n 2,62 mr/n
2% 0,4%
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Puc. 3. biontat cnn3oBoi 060/10HKM LLOKK (2, b — nloMiHecLeHTHa, ¢ — nonsipusauiiiia, d—f — imyHodnioopecueHTHa MiKpocko-
nis). leno3uTun aminoigy y BNacHiii NnacTuHLI cM30B0oi 000/1I0HKM (@) | CTiHKax KPOBOHOCHMX cyauH (b, ¢). CymicHe 3 geno3ntamm
aminoigy CBITIHHSA nerkux naxuoris nasméaa (1+) y BnacHin nnacTuHL i CTiHKax KPOBOHOCHMX CYAVH, BiACYTHICTb CBITiIHHS IErkmX
naHutoris kanna i AA-npoteiHy (d-f). MacwTtabHa niHilika — 50 Mkm

nankiB AL-aminoino3 i 1 Bumagok AA-tumy. CTaTUCTUYHI IaHi
LlIBenii MoxxHa MOpiBHATH 3 faHuMM AHTIIT (3:2) [9].

Ha xanb, B YKpaiHi cTaTUCTHKA 100 3aXBOPIOBAHOCTI Ta ITO-
mupeHocTi AL-aminoino3y BiIcyTHsI.

'V 3B’513Ky 3 OJIIMIIEHHSIM MaTepialbHO-TEXHIYHOI 0231 JTiKapeHb
i TIMBUIIIEHHSIM KBaJTichiKallii JIikapiB Ha ChOTOIHI B YKpaiHi rmovaim
TMPOBOAMTH CBOEYACHE TOOOCTEKEHHS MaLliEHTIB Ta IX TiKyBaHHSs1. Of1-
Hak He TIPOBOIWIIUCS PeTPO- a00 MPOCIEKTUBHI JOCIIIKEHHS 1010
1IbOT'0 3aXBOPIOBAHHSI 1, BIIITOBITHO, OITy0JIiIKOBaHi TaHi MaJIOUMCeTb-
Hi, BpaXOBYIOUH TaKOX Te, 1110 XBOp0OOa Ma€ yIoBiIbHEHU I XapaKTep.

Buninstiors aMinoino3 Jerkux JJaHIIoriB iMyHor1o0ysiny (AL),
aminoinos 6inka aminoiny A (AA), ciaaKoBUM TPAaHCTUPETUHOBU I
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(Hereditary ATTR amyloidosis) i aminoino3 auxoro tumy (Wild-
type ATTR amyloidosis) (ta6u1. 2). L1i Tumm aminioino3y BAHKKAIOTh
y pe3ysbTaTi BIUIMBY F€HETUYHHUX (DAKTOPIB, 3aMmajbHUX 3aXBO-
proBaHb i Biky BimmoginHo [10]. JlokamizoBanuii AL-aminoino3
BiIMIYalOTh PifKO, BiH CTAHOBUTH MPUOIM3HO 7—8% BUMAIKiB
aminoinosy [11].

30% mariieHTiB 3 Briepiiie BECTAHOBJICHUM AiarHo3oM MM MaroTh
MPUXOBaHi BiIKJIaIeHHSI aMiJIoiny B KiCTKOBOMY MO3KY 0e3 ypa-
JKEeHHSI BHYTpIIlTHiX opraHiB [ 12]. Lli Bink1aneHHsSI MOXXYTh HE MaTh
HISIKOTO BiTHOIIEHHS 10 3BUYATHOTO Iepebiry i CMMIITOMaTUKU
MM, aje CUMNTOMAaTUYHUI aMiioino3 B KiHLIEBOMY IiICYMKY
MOXe pO3BUHYTUCH Y 12—15% Takux nauieHTis [13].
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Puc. 4. MauieHT B., cumHTUrpadivHi 03HaKM ypaxeHHs cepus
aminoigHMMM BKIKOYEHHAMU: @ — A0 NiKyBaHHSA, b — nicna
6 kypcis MXT

[Mpu6au3sHo y 8% manieHTiB 3 AL-amizoino3om Moske OyTH Ha-
siBHa cynyTHsI MM 3 03HaKaMu aKTUBHOTO 3aXBOPIOBAaHHS 3TiTHO
3 CRAB-kpurepisiMu (rinepKaibliieMisi, HUPKOBa HEOCTATHICTb,
aHeMis, ypaXkKeHHS KicToK) [14].

[lepBunHuMit AL-aminoigo3 pinko TpaHC(HOPMYETLCS B aK-
TBHY MM [15]. ¥ namieHT” 3 MOHOKJIOHAJILHOIO TaMMarnaTi€lo
HeBu3HaueHoro reHesy (MGUS) BinMiuaioTh y BiciM pa3iB BUILINI
BIIHOCHMI1 pU3UK pO3BUTKY AL-aminoino3sy [16].

ITpu AL-aminoino3i i MM BUSIBASIIOTH MATOJIOTiYHO 3MiHEHi
MJIa3MaTUYHI KJIITUHY i3 3aralbHUMU T€HETUYHUMU abepauisiMu
i 4YaCTKOBO 30iratoThCsl KJIiHIYHI CUMITTOMM, BCE XK 1€ MOKe OyTH ABa
OKpEeMUX 3aXBOproBaHHs1. /10 Toro 3k AL-amiioino3 Mae BiaMiHHUI BiX
MieJToM1 TIPOiJIb eKCTIpecii TeHiB i MPOrHOCTUYHMX (hakTopiB [17].

NATOFEHE3. KPUTEPIi BCTAHOBJIEHHS

AIATHO3Y

Ha choromHi Bimomo Gisbiiie 36 pisHUX GUTKIB-TTOMEPETHUKIB aMi-
JIOiNy, KOXKEH 3 SIKMX Ma€ TPOITi3M 10 Pi3HMX opraHiB-milenei [ 18].

Tabnuus 2. XapakTepucTuku pisHNX TUMIB aminoifo3sy
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CTpyKTypa aMilIoioy YTBOPIOEThCS TP B3a€EMOIIl 3 KapKac-
HUMM OiTKaMM, TAKUMU SIK TJIiKO3aMiHOTJIIKaHU, aMiJIOITHUIA
0iJIOK cupoBaTKMU Ta armoJimnonporeinu [19]. ¥V kiHueBomy pa-
XYHKY YTBOPIOETbCSI aMOp(He HEpO3UMHHE BiIKJIaJeHHSs, CTiliKe
10 pyUHYBaHHS.

JliarHO3 BCTAHOBIIIOETHCSI Ha TTACTaBi iMyHOTiCTOXiMiYHOTO
TMOCTIKEeHHST OioTicii ypakeHOTO OpTraHy/TKaHUHU. AMIJOIIHI
BiIKJTAIEHHST 3a3BUYail MOXYTb OyTH ineHTH(diKoBaHi pu Giomncii
ypaXKe€HUX OpraHiB, HEIHBa3UBHIill «CKpUHIHIOBil» Gioricii Bigma-
I0Th aJbTepHATUBY, BKJIIOUYAIOUM acIipaT abgoMiHAIbLHOIO XUPY,
110 MOXKe iTeHTU(hIKyBaTH Bigk1aaeHHs aMmintoiny y 60—80% mnatieH-
TiB i3 cucteMHUM AL-aMinoino3om, i pimmre — 3 Turmom ATTR [20].

Bioricist cepiis € HaMGIIBII TOYHUM IiaTHOCTUYHUM JOKA30M
aMiJIOifHOI KapaioMionarii, i, SIKIIO 1iarHO3 He MiATBEPIKYEThCS
Oiorci€elo iHIIOI TKAHWUHU, MPOBOASTh €HAOMiOKapAialbHy 0io-
Tcilo, sika € 6e3MeYHOI0 i BiTHOCHO MPOCTOI0 MPOLIEAYPOIO IS
KBaJTi(hiKOBaHOTO CIlelialicTa.

[Tpu cucteMHOMY aMiI0imO3i TTONepeAHUKM JIETKUX JIAHIIIOTIB
iMyHOI00YJIiHY (HaityacTilie JsiMOaa-i30TUIT) TTPOAYKYIOThCS
B KiCTKOBOMY MO3KYy. Jlajii IMpKyJTIo04i JIETKi TaHLIOTH BiKIaaa-
IOThCSI TPAKTUYHO B OyIb-sIKiil TKAHWHI, 1110 TPU3BOAUTD 10 TUC-
(yHKIIii opraHy i B oAaJbIlIOMYy — CUCTEM OPTaHiB.

Yu He HAWBaKJIMBIIIUM IS MTATBEPIKEHHS TiarHO3y, TUITY
aMiJIOINo3y Ta CTa/lifoBaHHSI 3aXBOPIOBAHHS € BU3HAUYEeHHS 0io-
MapKepiB CepLIEBOTO i peHAIBHOTO YpaxkeHHsI B KpoBi (N-KiHLIeBUi
npoHarpiitypetnunuit nentun tun-B (NT-proBNP), Tpornonin
T i/a6o 1) i B ceui (moGoBa MpOTEiHYpist), a TAKOXK MPOBEACHHS
IHCTpyMEHTAJIbHUX METO/iB TOCTiIXKeHHS (exokapaiorpadii, MPT
3 KOHTPACTOM rafo0yTPOJIOM) i TeHETUUHUX TECTIB.

AMIN10I003 CEPLA

PanHiii kapmiaabHMII aMioino3 — cepiio3Ha AiaTHOCTUY-
Ha npobiema. KimacnuHi o3Haku «mpaBo6iuHoi» CH MoxXyTh
HE TIPOSIBJISITUCH TOTH, TIOKU CeplieBe 3aXBOPIOBaHHS He Oymie
NIEKOMITEHCOBAHUM. YpaxkeHHsI ceplisi € OCHOBHOIO MPUYNHOIO
CMepTi MPU CUCTEMHOMY aMiJIOifo3i, He3aJeXKHO BiJ MaToreHesy,
10 JIEXXUTb B OCHOBI MPOAYKILil aminoiny [21].

[HOITBPTPaTUBHMI TTPOIIEC TPU3BOAUTD A0 ITOTOBILEHHS CTIHKKA
JIBOX IIUTYHOUKIB 3 KOHIEHTPUYHUM PEMOJICITIOBAHHSIM iX Ta HU3b-
KUM ceplieBUM BUKUIOM. [Togasbliie minBUIIeHHS TUCKY B ITepe-
cepasiX MOoB’si3aHe 3 [uiarallieto nepeacepiab. [HTpamiokapaianbHi
CYIMHU YacTO iH(DLIbTPYIOTHCS aMiJIOIIOM, 1110 BUKIUMKAE 3HUKEH -
Hs1 iepdy3ii miokapmaa [22].

YacTo nopyuyeThesi MPOBiIHA CUCTEMA Ceplisl, 10 TPU3BOIUTH
IO PO3BUTKY TMepencepaHoi aputmii (hiOpuisitis, TpIimoTiHHS
abo repeacepaHa Taxikapist) i 3aTpPUMKU aTPiOBEHTPUKYJISIPHOL
MPOBiTHOCTI.

YpaxxeHHsi 0OCHOBHMX Op-

CneundiyHi xapakre-

Tun Binok-nonepeaHuk . LiarHocTuka JlikyBaHHS
raHis PUCTUKMN
Aminoino3 nerkux  Aminoig nerkoro naiH-  Hupkm ImyHodikcauis binka cupo-  Ximiotepanis CniBBigHOWEHHS
JNIaHUIOriB, NEPBUH-  Ljora Cepue BATKM Ta cevi TpaHcnnaHTauis YONOBIKM:XIHKM — 3:2
HUMN LlenTpanbHa HepBoBa cuctema Mienorpama (5—-10% nna3-  cto6yposux knitud  10—15% nos’a3aHo
[aCTPOIHTECTUHANbHA NYXIMHA MATUYHUX KNiTUH) 3 MHOXMHHOKO Mi€No-
(LuNyHKOBO-KMILKOBWIA TPaKT)  bioncis miALKipHOi XnpoBoi MOI0
[eyinka KNiTKOBUHN
Likipa Bioncis kicTkoBOro Mosky
Aminoigos 6inka Awminoig A Hupku - JlikyBaHHS OCHOBHOTO -
aminoigy A 3aXBOPIOBAHHS
CeHianbHuii cuctem- Cnapkosuil TpaHctupe- Cepue 99m cumHTurpadia Tc-DPD - CniBBIfHOLIEHHS
HUI aminoipos TWH, aminoigo3 anko-  TyHeNbHWUA CUHAPOM 3an’aCT  [eHeTUYHe JOCHIIKEHHS 4onosikn:xiHku — 20:1
ro Tuny TPaHCTUPETUHY
JliHinHI eHpokapaianbHi Bif-
KNafieHHst
CnapkoBuii TpaH- TpaHcTupetuH, myto-  Cepue 99m cumHTUrpadia Tc-DPD  TpaxcnnaTauis -
CTUPETUHOBMI aMi-  BaHWii MMevinka [eHeTnyHe JOCniaXeHHS NeviHkm
n0ipo3 (ayTocoMHO- LleHTpansHa abo nepudepny- TPaHCTUPETUHY Tadawmigic

AOMiHaHTHMIA)
I30nboBaHuUI amino-

iinos nepeacepas

Ha HepBOBa cuCTEMa
HatpiiiypeTuynnii nen- -

Tna nepeacepnb

3pocTaHHs 3aXBOPIOBa-
HOCTI 3 BiKOM Ta Y XiHOK
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3 ypaxyBaHHSIM XapaKTepy 3aXBOPIOBAHHS, BiZICYTHOCTI CTIEI1-
(hiYHMX TATOTHOMOHIYHUX CUMIITOMIB XBOPOOU, IMPOBIiIHE Micile
B JiarHOCTHIII amiioino3y cepiist 3aiimae exo-KI i mormiepexo-
kapmiorpadis (momrutep-exo-KI') [23].

3rinHo 3 nanumu C. Rapezzi i criiBaBTOpiB, OlliHKA pe3y/IbTaTiB
exo-KI 3aexuTs Big TUMy amiioino3y i, 0Txe, CTyIeHs ypaKeHHsI
IIJTYHOUKIB cepist [24].

Bimomo, 1o exorpagiyHa OIiHKa € CXOXO0I0 MiX THUIIaMU
AL i ATTR-aminoino3oM, xou iM i MpUTaMaHHi 1es1Ki BiTMiHHOCTI.
Hanpuxnan, rineprpodist JiBOro nutyHouka, sik MpaBuiIo, € CU-
MeTpuyHolo npu AL-aminoinosi, a npu ATTR crnocrepiraerbcest
acuMeTpHUYHa CUTMOBUAHA TinepTpodis meperopoaku [25].

ATTR-Tum xapakrepusy€eTbcsl 3HAUHUM 30iTbIIIEHHSIM Macu
JIIBOTO IIJIYHOYKA B IIOPIBHSHHI 3 TAKOIO IpaBoro [26].

Kpim Toro, y nanienTiB 3 wtATT-Tunom BinMivaroTh OibIx
BUpakeHe 30UIbIIEHHS MACH JTiBOTO ILITYHOYKaA i O1TbILIe 3HVDKEHHS
bpakliii BUKUIY JiBOTO ITYHOUKA.

Haxasb, Ha TOYaTKOBUX €Tarax 3aXBOpIOBaHHsI, PY MPOBEACHHI
exo-KI', nocuth 4acto podasiTh MOMUIKOBUI BUCHOBOK PO HASIB-
HICTb y Halli€HTA TiTIePTEeH3UBHOTO CEePIIST a00 MPOSIBIB rirmepTpodiyHOL
imonaTryHOI KapaioMionatii. CaMe Ha eTarti KJTiHiYHOI MaHidecTalii
aMioino3y, po3BUTKY MposBiB pedpakTepHoi CH norpioHO 3a-
MMCITIOBATUCS TIPO HEBIAMOBIIHICTD KJIIHIYHMX MIPOSIBIB TIPH Tirep-
TEH3WBHOMY cCeplli, rinepTpodivHiil inionaTuyHiii Kapaiomionarii
i coHorpadivyHiit KapTHHi aMiToiTHOrO ypaxkeHHs ceplis [34].

3 orsioy Ha To#l (hakT, IO aMiloimo3 ceplisl € IPOSIBOM pe-
CcTpUKTUBHOI Kapaiomiomnarii (PKMIT), BiH coHorpagiyHo MaTuMe
CYKYITHi O3HaKU: €XO-CUMIITOMU PECTPUKTUBHOI TeMOIMHAMIKHI
ceplis i MioKapaiaibHO1 IMChYHKILIT 3 BJaCHE €X0-0CO0IMBOCTSIMU
aminoinosy [35].

CoHorpadiyHi XapaKTepUCTUKU aMiJIOII03Y Ceplisi BKIIOYAIOTh:
301JTbIIIEHHS KiHIIEBOTO AiaCTOiYHOTO MOTOBIIEHHS MixKIILTYy-
HOUYKOBOI Meperopoaku Oiypiie 12 MM 3a BiICYTHOCTI iHIINX
Mpu4rH TinepTpodii Miokapaa (aprepiajiibHa TillepTeH3is,
aopTajbHMii cTeHo3) (puc. 5, 7, 8, 9);

iH(DITBTpaTHBHE TOMOTEHHE ITOTOBIIECHHS, iHDIIbTpallist aTpio-
BEHTPUKYJISIPHUX KJIaMaHiB, 1110 CYITPOBOIKYETHCS PO3BUTKOM
perypriTartii;

nudy3He iHDITbTpaTUBHE MOTOBIIEHHS iHITUX CTIHOK Kamep
ceplls, BKIIOYAIOUU MEePeHIO CTIHKY MPaBOTO IITYHOUKA,
MixXIIepencepnHoi neperoponku (puc. 7, 8, 9);

XapaKTepHUI OJMCKYYNii «CalbHUIT», 32 TUTIOM «MaTOBOTO
CKJIa» €XO-CUTHAJI 332 paxyHOK aMiJIOIMHOI iH(pIbTpallii Mio-
Kapna (puc. 9);

nuiaTalisi nepeacepab, HEBIAMOBIAHICT X MOPOXHUHAM
LIIJTYHOUKIB (MaJIeHbKi IMMOPOXKHUHU LITYHOUKIB 32 BEJIUKMX
po3MipiB nepencepan) (puc. 10);

14.Tmm

14.7mm

Puc. 5. CoHorpama cepus. KopoTka BiCb Ha OCHOBI MiTpasb-
Horo knanaHa. CoHorpadiyHo BM3HA4YaTbCH iHDINbLTPATUBHO
noToBLLeHi (6inbwe 12 mm), rineptpodoBaHi, 3 aBuwaMN
aminoigHoro 65a1cky cermeHTiB miokapaa J1LL
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® nuaTallisi TOPOXKHUCTHUX, IEYiHKOBUX i IETEHEBUX BEH, HasIB-
HICTb BUIbHOI PiIMHU B ITepUKap/Ii, IJIeBPaIbHUX MOPOXKHUHAX;
(puc. 7, 11, 12);

® 3HITKEHHS IIBUIKOCTi KPOBOTOKY B TIEUiHKOBUX BEHAX Ha BN -
xy (puc. 11) i peBepcist 1iacTOJIYHOrO MOTOKY Ha BUIUXY,
ractuBi PKMIT,

® y 0araThbOX BUITAAKAaX 3HIDKEHHS TJI00aIbHOI (hyHKIIIT MioKapaa

(bpakuist Bukumy JIII), mopyiieHHsT AiacTodidYHOI (hyHKIIiT

(y TSDKKMX BUNAAKaX — PECTPUKTUBHUIA THUIl AiacTONiIYHOI

kpuBoi) (puc. 9, 10).

TakuM YMHOM, OCHOBHMMHU COHOIpaiyHUMM acreKTaMu
Mpyu aMinoinosi cepus mia yac nposeneHHs exo-KI™ 3 nornrmiep-
exo-KI' € Bu3HaueHHs miacTOJMiuYHOI AUCHYHKIIII (TTOpYIIeHHS
penakcallii, mceBaoHOpMaJisallisi, pECTPUKTUBHUIA TUI KPUBOI)
3 IepepaxoBaHMMU BUIIE MOP(OJIOTIYHUMHU ITOPYIIEHHSIMU i 03HA-
Kamu iHdinprpatuBHoi PKMII, BracTuBuMM iif MMOpPYyIIEHHSIMU
LIEHTPAJIbHOI FeMOAIMHAMIKH, TTOPYILLIEHHSIM KPOBOTOKY B JIere€He-
BUX i TIEUiHKOBMX BEHaX.

Kpim exoxkapmiorpadii, icHye 111e 0OIUH METOJ Bidyasi3aliii —
KapTyBaHHSI MarHiTHOTO pe3oHaHcy. JlaHuii MeToa T103BOJIsIE
NIEeTAJIHO TOCITIIKYBAaTH iIHTEPCTHUIII I MiOKap/a Ta OLIIHUTH XapaK-
TepHi 3MiHM 3 Mi3HIM MiABUILEeHHSIM piBH ragojinito (ITPT) [27].

3a noromoroio I1PI" He MoXXHa pO3Pi3HUTU TUITH aMiJIOIT03y
AL i ATTR, ane BoHO MOXe TOTIOMOTITA B pAaHHBOMY BUSIBIICHHI
HaKOMMWYEHHST aMiJIoigo3y B CEpLIEBOMY M’sI3i 10 IMOSIBU SIBHOI
rinepTpodii JIiBOTo 1LTyHOUKA.

Dista ___51.9mm __[DistB Distc ____523mm __JDistD 52 2mim

46.7mm

Puc. 6. CoHorpama cepus. AnikanbHa 4oTMpbOXKamMmepHa
no3uuisi. CoHorpadiyHO BM3HA4YaTbCA aCMMETPUYHO PO3-
LIMpeHi, AunaTtoBaHi nepeacepas (nise i npase)

Puc. 7. CoHorpama cepus. MNMapactepHansHuii goctyn. Co-
HorpadiyHO BM3HaAYalOTbCs rinepTpodOBaHi AiNSHKM MiX-
LLTYHOYKOBOI Meperopoaku, 3aaHboi cTiHkm JIL, miokapaa
npaBoro wnyHouyka (MLL). Mo 3aaHin cTiHui J1LL BM3HavaeTbCcs
rinoexoreHHa ginsiHka o 10 mm, nepmvkapamt
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Puc. 8. CoHorpama cepus. MNapactepHanbHuin goctyn. Co-
HorpadiyHO BU3Ha4atoTbCA rinepTpodoBaHi OinsHKM Miokapaa
ML, po3wmpeHHst nopoxxHWHK MNLL. Mo nepeaHin cTiHui ML Bn-
3HAYaETLCS MiNOEXoreHHa AinsiHka, nepukapanT

Limin mbim®

Puc. 9. CoHorpama cepug. MNapactepHanbHuii goctyn. CoHo-
rpadiyHO BU3HAYAOTLCSA rinepTpodOBaHi AiNSHKM MidKLLITYHOY-
KOBOIi NEPEropoaKn, 3aHbOI CTiHKM IBOrO LUTYHOYKA, Miokapaa
MMLLI. Mo 3aaHiv cTiHui JILU BU3Hava€eTbCs rinoexoreHHa ainsHka,
nepukapauT. 3HMXeHa rnobanbHa CKopoTMBa GyHKLS Miokap-
na JIL, dpakuis Bukuay J1LL — 46%, rinokiHesis.

TToBimoMJIsLIOCS PO AEKIbKA Pi3HUX MOJIE/IEH TTOCKIEHHS TIPU Bi-
gyanizauii [TPT, mpote HaitGibIL MOIIMPEeHi pO3MOALIEHHS BKITIOYAIOTh
J100aJTbHI CyOeHIOKapIialbHi i TpaHCMypasibHi 3MiHM [28].

Byro BusiBIIeHO TaKOX, 1110 cyoeHmokapaiansHuii [TPI e mepe-
Baxkal0OUYMM KOMIIOHEHTOM 1pu AL-aMioino3i, Tomi sIK TpaHCMY-
panbHUIT yacTine BigMivaoTh ipu ATTR-Tumi [29].

Tunosuit kommnoneHT [TPT mae uytauBicts 85—90% s miar-
HOCTHMKU ceplieBoro aminoinosy. Bisyanizaiis ITPI" Takox Moxke
BUKOPUCTOBYBATHUCS JUISI MOHITOPUHTY MIPOTPEeCyBaHHSI 3aXBOPIO-
BaHHS Y Mipy IporpecyBaHHsI aMioiqHoi iHdinbTpauii, 1o mno-
3Bostsie [1PT ciry>kuTi He3aiesKHUM TTpeTuKTOpoM TporHo3y [30].

EnpomiokapnianbHa Oiorcis Oyia 30JI0TUM CTaHZAPTOM IIJIst
MATBEPIKEHHST CEPLIEBOTO aMioimo3y, OMHAK padiOHYKJigHA
cUUHTUTpadist 3 BUKOPUCTAHHSIM MiueHOro 99m-TexHelito crana
BUCOKOUYTJIMBUM i Ayke crelu@iyHUM METOAOM AiarHOCTUKU
cepieBoro aminoinody ATTR-tumy.

A. Castano, M. Haq ta cniiBaBTOpM 10BeJH, IO CTYMiHb TO-
[JIMHAHHS MioKap/a KOpeJIIoe i3 3arajbHolo cMepTHicTio [31].

ICHYIOTh TPU OCHOBHI YacTO BUKOPMCTOBYBaHi iHIUKATOPH,
taki gK: *"Tc-mivenunit nipodocdar (PYP), 3,3-nudochono-
1,2-nponanaukap6oHoBa kuciora (DPD) i rinpokcumeTuneH-
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Puc. 10. CoHorpama cepug. AnikanbHa 4oTMpbOXKaMepHa
nosunuisa. PECTPUKTUBHWUI TMN AiaCTONIYHOT TPaHCMITpasnbHOI
KpuBoi. E >A, 3i 3Ha4HMM 30inbLUEHHSIM aMniTyaun (LUBNAKO-
CTi) xBuni E, i CKOPOYEHHAM 4acy PaHHLOrO YMNOBISIbHEHHS
AiacTtonivyHoro noToky (dt)

24 Dmim

Puc. 11. CoHorpama neyviHkOBMX BEH, HMXXHBOI MOPOXHUCTOI
BEHW. BU3HavaeTbCa annaToBaHa HYKHS MOPOXKHUCTA BEHA 3 Bi-
CYTHIM KONabyBaHHSIM Ha BAMXY, LLIO CBiAYUTb NMPO MiABULLEHHS
TUCKY B NpaBux Bigajinax cepus, ssuLLie aekomneHcadii CH

nudochonar (HMDP), npuuomy *"Tc-PYP € HaitbiabiI yacTo
BUKOPUCTOBYBaHMM iHauKaTopom y CIIA.

Ha nanuit MOMEHT HeBimoMO, YoMy B ceplii, ypaxkeHoMy ATTR,
criocrepiraerbest Oibiie norHanHs “mTc-PYP.

0O.B. Suhr ta ciBaBTOpY NPUITYCTWIIN, 11O 1Ie# (paKT, MOXKIM-
BO, TIOB’sI3aHM 1 3 OLJIbII BUCOKMM BMICTOM KaJIblil0 200 CKJIaIoM
aminoigHux ¢iopun npu ATTR y nopiBHSIHHI 3 IHIIMMU TUTTAMUA
aminoinosy [32].

[ManieHTam 3 MO3UTUBHUM PE3YyJbTaTOM CKaHYBaHHS
PmTc-PYP 6e3 MOHOKJIOHATIBHUX OLIKIB Y KPOBI i ceui Moxe OyTh
BcTaHOBJIeHO miarHo3 ATTR 6e3 TKaHMHHOTO MiATBEPAXKEHHS,
BPaXOBYIOUM 1i€, CMEM(bIYHICTb i MPOrHOCTUYHA L[iHHICTb L[LOTO
METOJy CTaHOBUTH >98% [33].

LliHHICTh 1IBOTO AOCIIIKEHHS TTOJISITA€ B MOXJIMBOCTI Jia-
THOCTYBAaTHU aMiJioif03 0e3 TKAaHMHHOTO MTiATBEPIKEHHS B OKPEMUX
BUMaaKax, Koiu y nauieHTiB icnye CH, exo-KI™ a6o kaptyBaHHS
MAarHiTHOTO pe30HaHCY, SIKi BKa3ylOoTh Ha aMiJIOif03, a TAKOX Cep-
1IeBe MOMIMHAHHS 2-T0 a00 3-TO CTYIEHs MPU PaTiOHYKITiTHOMY
CKaHYBaHHi Ta BiICYTHiCTh MOHOKJIOHAJIbHOTO OiJIKa.

JIIKYBAHHSA

EdexTuBHICTD JiKyBaHHS 3aJ€XUTh BiJl CBOEYACHOT Jia-
THOCTUKHU. 32 OCTaHHI TPU AECSITUIITTS Pe3yabTaTU JiKyBaHHSI
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104 1mm

Puc. 12. CoHorpama nnespanbHUX MOPOXHUH. Y Npasii nnes-
panbHin NOPOXHUHI BU3HAYAETLCS BiNlbHA pignHa 06’eMOM
0o 450 cm3, LWo CcBig4YnTb NPO OEeKOMMEeHcaljilo cepLeBo-Cy-
OVHHOI cuctemun, po3suTtok CH

MM 3HaYHO MOKPAIIMJIKCS i IMOB’SI3aHO 1Ie B MepIIy 4epry
i3 3aCTOCYBaHHSIM TapreTHUX IpenapaTiB y KOMOiHalii 3 XiMio-
npernaparamMu abo 6e3, 3 MOIaJIbIIO KOHCOJIILYIOUOI0 Tepalli€io
iayroCKIIK. JlikyBaHHs nalieHTiB 3 AL-aMijl0ino30M BKIIOYaE
KypcH Teparii, aHaJOTi4Hi TUM, SIKi 3aCTOCOBYIOTbCS JUIS Malli-
€HTiB 3 MM.

Jlo chOrofHi ONTUMAJIbHOIO KOMOiHalli€lo Tepallii mepioi
JIHIT U151 TIalli€eHTIB 3 BIleplle BCTAaHOBJIEHUM AiarHo3oM AL-
aminoimo3y 0yB pexum VCd (6opte3omib-umnkiodocdamin-
JIEKCAMETa30H).

CxeMa Tepariii tapatymyma6-60opTe3oMib-1inkiaodochamin-
nekcameTtasoH (Dara-VCd) Briepiie 3apeecTpoBaHa YpaBiliH-
HSIM 3 KOHTPOJIIO 32 XapYOBUMM MPOAYKTAMM i JIIKAPCHKUMU
3acobamu CIIIA (Food and Drug Administration — FDA) Ha mo-
yatky 2021 p. 3a pesynabraramu pociimkeHHs ANDROMEDA
i pekoMeHIOBaHa IS Teparlii Nmepuroi JiHil [JIs1 JiKyBaHHS
MNali€HTiB 3 epBUHHUM AL-aminoigozom.

I'pyna nocrinHukiB Ha youi 3 Giovanni Palladini, mpomemoH-
CTpYBaJIM HE TiJIbKM CTiiKy TeMaTOJIOTiYHY i OpraHHy BiIIIOBifi,
asie i 3a10BIbHY MepeHocuMicTb pexxumy Dara-VCd. Pesynbratu
JIIKYBaHHSI HEBEJMKOI KOropTH MallieHTiB (28 ocib) moxaszanu
BUCOKMI piBeHb 3araJlbHOTO IeMaTOoJIOTiYHOIO Ta JYXKe XOPOIIy
yacTKoBY Bianosimi (96 i 82% BinnosigHo). Crilika opraHHa Biji-
MOBiab criocTepiranacs maiike y 50% mauieHtis [36].

JlucKyTabebHUM 3aJUIIAEThCS MUTAHHSI TAaKTUKU Teparii
B pa3i BaXKKOTO ypaxkeHHsI OpraHiB, OCKiJIbKM TTPOBEIECHHS arpe-
CHUBHOI Tepallii cTa€ HEMOXJIUBUM.

BUCHOBKMHU

IIpencraBnenuii KIiHIYHUI BUIAagOK MOKa3ye, SIK BaXJIMBO
BYACHO MPOBECTU OOCTEXEHHS MALIEHTA i PABUIILHO CKOPUTYBaTH
JIIKyBaJIbHY TaKTHKY, HE3BaXKaloud Ha KOMOPOiAHICTb XBOPOIO
Ta pigKicHICTb moenHaHoi nartosorii. Tepamist mauieHris 3 AL-
aMiJIOino30M CIIPSIMOBaHa Ha JIIKyBaHHSI SIK OCHOBHOT'O 3aXBOPIO-
BaHHSI, TaK i HA 3HWKEHHST iIHTEHCUBHOCTI CYMyTHiX CUMIITOMIB.

KOH®JIKT IHTEPECIB
ABTOpPHU 3asBJISIIOTH PO BiICYTHICTb KOH(JIIKTY iHTepeCiB.

AOTPUMAHHS4 NPAB NALLIEHTIB | MPABU
BIOETUKHN

INauienT mignucas iHbOpPMOBaHY 3roly Ha ITy0JIiKallilo CBOIX
JMAHUX.
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BTopu4HbIN cucteMHbIN AL-amunnonpos,
CBSI3aHHbIN C MHO)>XeCTBEHHON MMUEeNIOMOW:
KIUHUYECKUNn cnyqal7| n 0630p nnTepartypbl
T.O. Pyowk', O.HU. Hosocad?, JI.A. Illesuyk?, B.B. Kynouna’,
B.M. Henomnawuir’, A.A. HImuom?®, U.A. Kpsauox?
'"HaumnoHanbHbIi MeANLNHCKNI YHUBEPCUTET
umeHu A.A. Boromonbya, Knes
2HayunoHanbHWii UHCTUTYT paka, Kues
SHauunoHanbHWii yHUBepCcuTeT 34PaBoOXpaHeHNs1 YKpanHbl
nmenn M. J1. Lynuka, Knes
*UHcTutyT Hecpponorum AMH YkpauHbi, Knes
SUHCcTUTYT cepaua M3 YkpauHbi, Knes
Pe3iome. AL-aMWiIon103 OTHOCUTCSI K CUCTEMHOMY TUITY
3a00J1eBaHUIl M XapaKTepU3yeTcsl arperauueil HeImpaBUIbHO
CBEPHYTO JIETKOI LIeMM UMMYHOIJIOOYIMHA, TPEUMYIIIECTBEHHO
B Cep/lIe ¥ ITOYKaX, BEI3BIBAsI OPTAaHHYIO HEAOCTaTOYHOCTD. B 310
CTaTbhe OIMMCBIBAETCS KJIMHUYECKUIA OTMBIT BEAEHUS MallMeHTa
C aMUJIOMIO30M Cepla, aCCOLMUPOBAHHBIM C MHOXECTBEHHOM
MuesnoMoii. JInarHo3 aMuaouI03a OCHOBBIBA€TCSI HA BHICOKOM
WHJIeKCe KIIMHUYECKOoTo rnmongo3peHus. K coxaneHuto, Ha paHHUX
cTaausix 00Jie3Hb YaCTO MPOTeKaeT OECCUMIITOMHO A0 MpOrpec-
CHPOBaHUS 10 TTO3MHEN CTaIuM, U AaXXKe CUMIITOMBI MOTYT OBITh
oueHb Hecrnenmuduyeckumu. [poaoKuTeIbHOE BpeMs IS
YCTaHOBJIEHHUSI MarHo3a, yacto 6osee 1 roga, sIBJISIETCSI YaCThIM
(aKTOPOM HEYIOBIETBOPUTEIHHBIX Pe3YIbTATOB JICUCHUS. 3aMe/I-
JIeHHOE TeueHMe 3a001eBaHus B OOJIbILIMHCTBE CJIy4yaeB MPUBOIUT
K (hbaTaJIbHBIM TTOCJIEACTBUSIM, TaK KaK IIEPBUYHO MALlMEHTHI HE 00-
paniatoTcs K npoduibHbIM ClieliMaIicTaM. 3acToiHasI cepAeyHast
HEJIOCTATOYHOCTb U CeplieuHasi apuTMUS SIBJISIIOTCSI YaCTbIMUA
OpUYMHAMU CMEPTHU OT MEPBUYHOTO CUCTEMHOIO aMUJIOMI03a,
48—65% cMmepTeii caydaloTcs BCIEACTBUE CEPAEYHO-COCYIMCTHIX
nposBiaeHuii. bonree TouHoe pacrno3HaBaHue AL-amMmuionmosa
KapaMoJioraMu Io3BoJisieT Ha3HAYMTh JIeYeHE KaK MOXKHO paHblie
W YIIYYIIUTD €T0 Pe3yabTaThl. TpaauiinoHHas Tepanys allieHTOB
C MHOXECTBEHHOI MuesioMoii U AL-aMUI011030M BKJIIOYAET KOM-
OMHALINIO JeKcaMeTa30Ha ¢ 00pTe30MUOOM U LIMKIIO(POCHAMUIOM.
TpaHcnaHTaLMsT TeMOTIOATUYECKUX CTBOJIOBBIX KJIETOK TOC/e
TpreMa BBICOKMX /103 MeJihaiaHa cTajia eile OIJHUM BapuaHTOM
JIeYeHUs1, KOTOpOe MPUBOAUT K peMuccuu. I1peacTaBiaeH KIMHU-
4ecKMi ciydyaii CBOeBpeMEHHOM MOJHOU TMarHOCTUKY U JIEYEHUST
KOMOMHAIIMK 3TUX ABYX 3a00JIeBaHUI, B pe3yJbTaTe Yero y rma-
LIMEeHTa TOCTUTHYThI MOJHBIA reMaTOJOTUYEeCKMI U YaCTUYHBIN
OpraHHbBII OTBETHI IT0 OCHOBHOMY 3a00JIEBAHMIO.
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Multiple Myeloma associated Secondary systemic
AL-amyloidosis: a case report and a literature
review
T. Rudiuk’, O. Novosad?, L. Shevchuk?, V. Kundina’®,
V. Nepomnyashchiy®, A. Schmid?’, I. Kryachok?
'National Medical University named after O.0. Bogomolets, Kyiv,
2National Cancer Institute, Kyiv
3Shupyk National Healthcare University of Ukraine, Kyiv
“Institute of Nephrology, National Academy of Medical Sciences
of Ukraine, Kyiv
SHeart Institute of the Ministry of Health of Ukraine, Kyiv
Abstract. AL-amyloidosis is a systemic type of disease
characterized by aggregation of improperly folded immunoglobulin
light chain, mainly in the heart and kidneys, causing organ failure.
This article describes the clinical experience of managing a patient
with cardiac amyloidosis associated with multiple myeloma. The
diagnosis of amyloidosis is based on a high index of clinical suspicion.
Unfortunately, in the early stages, the disease is often asymptomatic
until it progresses to the end stages, and even then, the symptoms can
be very nonspecific. Protracted time to diagnosis, often more than
one year, is a common factor in poor treatment outcomes. The slow
progression of the disease, in most cases, leads to fatal consequences,
since initially patients do not go to dedicated specialists. Congestive
heart failure and cardiac arrhythmia are common causes of death
from primary systemic amyloidosis, accounting for 48% to 65%
of the causes of death of cardiovascular manifestations. More
accurate recognition of AL-amyloidosis by cardiologists lets
prescribe treatment as early as possible and improve its results.
Traditional treatments of multiple myeloma and AL amyloidosis
include the combination of dexamethasone with bortezomib and
endoxan. Hematopoietic stem cell transplantation after high doses
of melphalan has become another treatment option that leads
to remission. Presented as the clinical report of timely complete
diagnosis and treatment of a combination of these two diseases,
as a result of which the patient achieved a complete hematological
and partially organ response to the underlying disease.
Key words: cardiac amyloidosis; light chains; daratumumab;
multiple myeloma; Congo red.
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