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AL-aminoifos HaneXxuTb A0 CUCTEMHOIO TUMY 3aXBOPIOBaHb i XapaKTepU3yeTbCs arperawi€to HernpaBunbHO 3rOPHYTOro Nerkoro
naHutora iMyHornoGyniHy, nepeBaXxHO B cepLi Ta HUPKaX, BUK/TMKalOYM OpraHHy HeoCTaTHICTb. Y L CTaTTi ONUCyeTbCs KIiHiu-
HUI JOCBIf, BeAEHHS NauieHTa 3 aMinoifo3om cepus, acouifioBaHMI 3 MHOXUHHOIO MienloMoto. [liarHo3 aminoifgosy I'pyHTY€eTbCs
Ha BMCOKOMY iHAeKCi KniHiYHOT nigo3pu. Ha Xxanb, Ha paHHiX cTagisax nepebir xBopo6u yacTo € 6e3CMMNTOMHUM [,0 NPOrpecyBaHHs
aX A0 Ni3HbOI cTagil, i HaBiTb TOAi CUMNTOMN MOXYTb ByTU AyXKe HecreundivHUMKU. TPUBaNUM Yac A0 BCTAaHOBIIEHHS AiarHO3Yy, 4acTo
Ginble 1 poky, € YacTuM (PaKTOPOM He3a[0BINbHUX pe3ynbTaTiB NikyBaHHA. CNoBinbHEHUN Nepebir 3aXBoploBaHHSA y GinbLuocTi
BUNaaKiB Nnpu3BoanTb A0 (atanbHUX HACTiAKiB, OCKiNbKM NePBUHHO NaLiEHTU He 3BepTatoTbcs A0 NpodinbHUX daxiBuiB. 3acTiiHa
cepLeBa HeOCTaTHICTb Ta cepLeBa apuUTMisi € HacTUMU NMPUYNHaAMKU CMepTi Big, NepBUHHOI0 CUCTEMHOIO aMinoifo3y, NPUYMHOK
48-65% cmepTen € cepLeBO-CyAVHHI NposiBU. BinbLl TouHe po3nisHaBaHHs AL-aminoifgosy kappaionoramu go3BoNsi€ NPU3HAYNTU
sikomMora paHille nikyBaHHs i noninwuTy noro pesynsratu. TpaguuiiHe NikyBaHHS NaLi€HTIB 3 MHOXUHHOIO Mienomoto Ta AL-
aminoigosom BktoYae KoMGiHaLiO fekcameTasoHy 3 6opTesomibom Ta umknogochamigom. TpaHCNIAHTALIA reMOMNOeTUYHUX
CTOBOYPOBUX KIiTUH MiCNA NPUnoMy BUCOKUX 03 MendanaHy ctana Lwe ogHUM BapiaHTOM fiKyBaHHS, Lo cripuse pemicii. Mpep-
CTaBneHo KNiHIYHUI BUNAaJ0K CBOEYACHOT MOBHOT AiarHOCTUKM i NiKyBaHHS1 KOMGIHALLT LMX ABOX 3aXBOPIOBaHb, y pe3ynbraTi 4Yoro

y Navji€eHTa JOCArHyTO NOBHOT reMaToNoriyHoT Ta YacTKOBOT OpraHHOT BifgnoBifi 3a 0CHOBHUM 3aXBOPIOBAHHSIM.

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

KJIIHIYHUA BUNAOOK

3 orIsgny Ha piIKiCHICTh MATOJIOTI1, IPAaKTUYHUI iHTepecC mpeji-
cTaBJIsie KJTiHIYHWI BUTIaNoK maitieHTa B., 1959 poky HapomkeHH,
sgkuit Briepine B TpaBHi 2020 p. 3BepHYBCst 10 HamioHaibHOTO
iHCTUTYTY (bTM3iaTpil i mynmbmonosoril imeHi ®.I'. AHoBCHKOTO
3i cKapramu Ha 4acTy 3a[IMIIIKY i palTOBY BTpaTy CBiIOMOCTI, Y pe-
3yJIbTaTi IKO1 OTPUMAaB CWJILHUI 3a0iii TTpaBoi IMTOJIOBUHU TPYIHOIL
KJIiTKM. Ha ornsimoBiil peHTreHorpami opraHiB IpyaHO1 KJIiTKU
(OTI'K) Gyso BusiBJIeHO 301TBIIICHI JTiBi BiIiTN cepiis i TpaBOOIYHII
eKCyIaTUBHUI IJIEBPUT.

XBoporo OyJIo HaITpaBJIeHO Ha KOHCYIbTalio 10 HalrioHamb-
HOTO iHCTUTYTY CepLIeBO-CYIMHHOI Xipyprii imeHi M.M. AMocoBa,
ne 3a pesyabratamu exokapmaiorpadii (Exo-KI') minTBepaunocs
301UIbLIEHHS i PO3IIMPEHHSI JIiBUX BilIiTiB ceplis, YIIUIbHEHHS CTY-
JIOK Ta iH(inbTpalis miokapaa. OgHaK CKOpOYyBaJIbHA 30aTHICTh
MioKkapa jtiBoro 1utyHouka (JILL) mpu oMy 36epiraiacst Ha piBHi
55%. Kapniosior Brepiiie 3amigo3puB AiarHo3: rineprpodiyHa
Kapaiomiornarist, HeoocTpykTuBHa hopMa (?), aminoinos ceprsi(?).
A TaKOX y MaIli€HTa 3apeECTPyBaJIU IIEPCUCTYIOUY (hopmy DiOpuIs -
1i1 mepeacepab i Mojicepo3uT. XBOPU OTpUMAaB CUMIITOMAaTUYHY
Tepariilo, i 1oro HarIpaBUJIA Ha JOOOCTEKEHHSI.

Yepe3 2 TUX MalieHTa y BaXKOMY CTaHi TOCIiTajai3oBaHO
B MiCBbKY KJIiHIYHY JTikapHI0. [IprBomIOM IS LILOTO CTajia parToBa
BTpaTa CBiIOMOCTI. 3 MiI03p0I0 Ha aMiJIoin03 ceplisi XBOPOTo Ha-
TMpaBUJIM Ha MarHiTHO-pe3oHaHCHY ToMorpadito (MPT) cepus
3 B/B KOHTPACTYBaHHSIM IpernapaToM ragooyTpoay.

MPT-03HaKM KapaiaJlbHOTO aMiJIOiZ0o3y IMiATBEPAMUINCS
3a 03HaKaMU HasIBHOCTi KOHLIEHTPUYHOI OiBEHTPUKYJISIPHOI rinep-
Tpodii 6e3 muaraiiii, rimepTpodii MiXKrepeacepaHOI IeperopoaKu,
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TEHJCHLIII 10 IUJIaTallil mepeacepab, MOTOBIICHHS CTYJIOK KJIaraHiB
i CTIHOK Tmepencepb.

Jlo MOMeHTY HamxomkeHHs B HalioHalbHUIT iHCTUTYT
paky (HIP) nis nikyBaHHSI OCHOBHOTO 3aXBOPIOBaHHSI, a came
aMioimo3y ceplisd, acoliiioOBaHOIO 3 MHOXWHHOIO Mi€JIOMOIO
(MM), muHyj0 2 Mic. 3 aHaMHe3y BilOMO, 1[0 HalIepIIuMu
repeaBiCHUKAMU aMiIoino3y 3 YpaXKeHHSIM ceplisd Oy/Iu BigdyTTs
nepeboiB y poOOTi ceplisl, 3aAuIKa i BUITaIKU BTPATU CBiTOMOCTI
3’IBUiIMCs y mauieHTa me B KBiTHI 2020 p. [liarHo3 aminoino3y
IPYHTYETbCSI HA BUCOKOMY iHIEKCi KJIiHiYHOI Migo3pu. Ha xaib,
repedir XBOpoOHM YacTo € 6€3CMMITOMHMM 0 PO3BUTKY ITi3HBOL
CTajlii 3aXBOPIOBAHHS, i HABITb TOMIi CAMIITOMU MOXYTb OyTH JTy>Ke
HecTreuMiYHIMU.

VYxe min yac 3BepHeHHs 10 HIP y mauieHTa criocrepiranacst
aHacapka, HaOpsIKM Ha HOTaxX JI0 TOMiJIKOBOCTYITHEBOTO CYIjio0a
(puc. 1 a, b).

Ha MoMeHT rocritaizailii Oyra HassBHa IepuopoiTaabHa Imyp-
ypa, a TAKOX CIOCTepiraarcst KpOBOBWIMBY Ha MEePeaHil BepXHilt
TPETHHI TPYIHOI KIITKHU (puc. 2).

[Tin yac nomaTkoBOro o0CTeKEHHS, 3TiAHO 3 MiXKHAPOIHUMU
KpUTepiaMU giarHOCTUKU AL-aminoino3y, BUSBICHO 30iJIbIIEHY
KiJIbKICTh TJIa3MaTUYHMX KJIITUH Yy KiCTKOBOMY MO3KY, BUCOKMI
piBeHb JIETKMX JIAHLIOTIiB iMYHOTJIOOYJIiHIB Y CUPOBATIi KPOBIi
Ta ceui, a TaKoX crieli@iyHi MapKepu aMiJioino3y, OqHaK BaXKKUX
JIAHIIIOTiB B CMPOBATIIi KPOBi i ceui He BusABIeHO (Tads. 1) [1-2].

JliarHOCTMKa CUCTEMHOIO aMiJIoifo3y 3a3BMYali BUMarae ric-
TOJIOTIYHOTO MiATBEPIKEHHS, KOJIM T yac apOyBaHHS KOHTO
YepBOHUM BUSIBJISIIOTH BiIKJIaIeHHSI aMiJIOiN03Y, SIKe Bi3yali3yeThCsl
y BUIJISIZE 3€JIEHOTO TIOABITHOTO TIPOMEHE3aIOMIICHHSI TTPU TIepe-
[JISIIi B KPOC-MOJISIPU30BAHOMY CBITIi.
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Puc. 1. MauieHT B.: a — Habpsikun Ha Horax o FOMiNIKOBOCTYr -
HEeBOro cyrnoba nif 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 000TOHKM
IIIOKU, 3a pe3yJbTaTaMM SIKOi i OyJIO BCTaHOBJIEHO miarHo3 AL-
aminoinosy (puc. 3).

1151 BU3HAYEHHST 00CATY YpaKeHHSI CEpLEBOro M’siza aMi-
JIOITHUMHU CTPYKTYpaMHU i OLIHKM ¢(PEeKTUBHOCTI IPOBEACHOIO
JIIKyBaHHSI IIbOMY XBOPOMY 3 03HAKOIO PECTPUKTUBHOI KaplioMio-
naTii OyJI0 TPOBeACHO PaNiOHYKIIIIHE JOCTIIKEHHSI — IJIaHApHY
cuuHTurpadiro tina (Infinia Hawkeye, 2,0 M3B) Ta onHO(GOTOHHY
eMiciifHy KoM 1oTepHY ToMorpadito rpynHoi kinitku (puc. 4 a, b).

J171s1 BUSIBIIEHHSI TIATOJIOTIUHOI (hiKcallii B TUISTHII ceplist BU-
KOPHUCTOBYIOTH pamiodapMIIiperiapar i Ha IiacTaBi BUMipIOBaHHS

TaGnuusa 1. JlabopatopHi nokasHuku nauieHTa B. Ha Beix eTanax nikyBaHHs

nokasHuka R (cniBBinHomenHst ROI 0/1) BcTaHOBIOIOTh iHTEH-
CHUBHICTb ypa>KeHHSI TOCTiI>KYBaHOI TiIJISTHKU.

Mo nikyBaHHs koediunieHT HakonuueHHs: R=ROI 0/ROI
1 y mauieHra craHoBuB 1,25, 1o Biamosinano 1-my cTyneHio
ypaxeHHs (puc. 4 a) i XapaKTepHO UIsl aMiJIOITHUX CTPYKTYp —
sterkux JaHioriB. [TokazHuk ROI 0 — kinbkicth ramma-KayHTi,
OTPUMAHOI BiJl TUISIHKY ceplLisl (BKa3aHO CTPiIKoI0), mokazHuK ROI
1 — kinbkicTh raMma-KayHTi, OTpMMaHOi Bill KOHTpaJlaTepaabHOL
NISTHKY cepug (puc. 4b).

ITicns nikyBaHHSI BUSIBJICHO 3HMXKEHHS KoedillieHTa HaKOMu -
4yeHHS pagiodapmmpenapary B AUTsHII cepiis 1o 1,13, 1o Biamo-
Bilae 3HAYHOMY MOJIIMIIEHHIO CKOPOUYBaJIbHOI (DYHKIIIT ceplis.

Ha nincrasi nepepaxoBaHUX BUILE pe3y/IbTaTiB JOCHIIKEHHS
naulieHTy BcTaHoBUIM AiarHo3: MM, tuny IgG/lambda, 11 cranis
3a ISS. Bropunuuit cucremuuit AL-aminoino3 3 ypaxkeHHsIM
cepus, 111 cramis.

CynyTHi 3aXBOpIOBaHHSI: iepcuctyioua hopma hiopuisiiii re-
pencepab, Taxicuctoaiuauii Bapiant, CHA2DS2-VASc — 2b. HAS
BLED — 3b. EHRA III cr. lineproniuna xBopo6a II crynensi,
3 cT., pusuk 4 (nyxe Bucokuii). Cepuena HenoctatHicTh (CH) I1A
cr. ['ocTpe monikomkeHHsT HUPOK, cramist [T AKIN.

3a pillleHHSIM KOHCUJIiyMY TUIaH JIIKYBaHHSI CKJIafaBcsl 3 TIpo-
BegeHHs 6 kypciB I[TXT 3a cxemoro VCd (6opTe3oMi6 + LMKIIO-
docdamin + nekcamerazoH) 3 MOAATBIIOI AYTOJOTIUHOIO TPaH-
CIUTAHTALII€I0 TeMOMOETUYHUX CTOBOYpoBUX KIiTHH (ayToCKIIK)
MpU IOCSATHEHHI MO3UTUBHOIO pe3yabTary JikyBaHHs. [licias
6-T0 KypCy Y XBOPOTO TOCSTHYTO IMOBHY FeMaTOJIOTiYHY BifIMOBib
i YaCTKOBY OpraHHY BillMOBi/lb 3TiAHO 3 KPUTEPISIMU aMioino3y.

V¥ ciyni 2021 p. npoBeaeHO BUCOKOA030BY XiMioTeparniio
3 noganbinoo ayroCKITK. Takox maiieHT 3 MOMEHTY MOYaTKy
Kypcy crielindigHOro JIiKyBaHHS i 10 CbOTOIHI 3HAXOMUTHCS TIij
HAaISIIOM Kap/1ioyiora i OTpUMYye MpoGiTaKTUIHY aHTUAIyPETUUHY
i KapaioJoriyHy Teparito.

Ha nanuiit MOMEHT XBOpUIi 3HAXOAUTHLCS B PeMicii i HAaCTYITHUIA
Bi3UT IJIs1 OL[IHKM e(PEeKTUBHOCTI JIIKyBaHHS 3alUIAHOBAHO Ha +
100-ii neHb.

OBroBOPEHH4A

AMIJIOI03 HAJIEXHUTh 10 TPYIHU PiIKICHUX 3aXBOPIOBaHb, 1110 Xa-
PaKTepU3YETHCS MO3AKIITUHHUM BiIKJIAIEHHSIM HEePaBUIbHO
3rOpHYTUX OiTKOBUX BiOpMII.

3axBopIoBaHicTh Ha AL-aMiji0ino3 B 3aXiTHUX KpaiHaX CTaHO-
BuTh | Bumamoxk Ha 100 000 Hacenenus. ¥ Crnonyyenux Illtatax
peectpyeTbes 1275—3200 HoBuX BuMaaKiB Ha pik. [1lopiyHa yacTka
HOBHUX BUTAIKiB AL-aMinoino3y craHoBUTH 78 %. 3riqHo 3 JaHUMU
HarnionanbHoi opranizaiiii 3 pinkicHux 3axBopioBaHb (National
Organization for Rare Disorders — NORD), mopiuno B CILIA
peectpyoThes 6a1n3bKo 4000 HOBUX BUMAAKIB 3aXBOPIOBAHHS
Ha aMioino3 jerkux jJaHuoris (AL), 1o cTaHOBUTb TPUOIU3HO
8—12 oci6 Ha 1 mutH [3—5]. He3Baxkaroun Ha 3HaUHY CMEPTHICTBb Bill
aMioino3y, myoJTikalliii CTOCOBHO JaHOTO 3aXBOPIOBAaHHS TOCUTh
masio. Hampukian, ¢iHCbKi KoJjieru MoBiloOMIISIIOTh, IO CMEPT-
HICTb Bi AA-aMisIoino3y, 110 YCKJIaIHIOE PEBMATOITHUI apTPUT,
cTaHOBUTh 9—24%. [6] B icmaHcbkoMy 9-piuHOMY JOCTIIKEHHI
y MAILi€HTIB 3 peBMAaTOiIHUM apTPUTOM 3apeecTpoBaHo 17%
cMepTel, sIKi moB’s3aHi 3 amizoino3oM. [7] HaBmaku, B iHIIKMX
TOCIIDKEHHSIX CMEPTHICTD BiJl BTOPUHHOTO aMijioino3y Oysa Ha-
Garato Hik4yot 2—7% [8].

YacToTa 3aXBOPIOBAHOCTI Ha aMijioino3 y €Bpori 3HAYHO
Hukua. Hanpukiian, B AHIIIT Ha 1 MJTH 0cib BimMivaloThest 10 3 BU-

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

Moka3Huku 1o 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 naHur B ceui
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. bionTtat cnr3oBoi 060/10HKN LWOKK (@, b — ntomiHecueHTHa, ¢ — nonsipuaauiiida, d—f — iMmyHodnoopecueHTHa MiKpOCKo-
nis). leno3uTun aminoiay y BNacHiii nnacTuHL ciM3oB0oi 00010HKM (@) | CTiHKax KPOBOHOCHMX cyauH (b, ¢). CymicHe 3 aeno3utamm
aminoigy CBIiTiIHHA Nerknx naHuiorie namoéaa (1+) y BnacHii nnacTuHL i CTiHkax KPOBOHOCHWX CYAWUH, BIACYTHICTb CBITIHHS Nerkmx
naHutorie kanna i AA-npoTeiny (d—f). MacwTtabHa niHilika — 50 Mkm

nankiB AL-aminoinos i 1 Bunagox AA-tumy. CTaTUCTUYHI daHi
LIBeuii MmoxxHa nmopiBHATH 3 naHuMu AHTIIT (3:2) [9].

Ha xxanb, B YKpaiHi cTaTUCTHKA 1010 3aXBOPIOBAHOCTI Ta IT0-
mupeHocTi AL-aminoino3y BinCyTHsI.

V 3B’s13Ky 3 MOJIMIIeHHSIM MaTepiaJlbHO-TeXHIUHOI 6a3u
JliKapeHb i MiABUILEHHIM KBajtidikauii sikapiB Ha cbOronHi
B YKpaiHi moyajy IpoBOIUTH CBOEYACHE JOOOCTEXKEHHSI MALIIEHTIB
Ta ixJlikyBaHHs1. OHaK He TPOBOAMIIMCS PETPO- a0 MPOCTIEKTUBHI
TOCTIiIKEHHSI 1010 IIOTO 3aXBOPIOBAHHSI i, BiANIOBIAHO, OITyOJTi-
KOBaHi JaHi MaJIOYMCEJIbHI, BpaXOBYIOYM TaKOX Te, 110 XBOpoba
Ma€ YIOBUIbHEHUI XapaKTep.
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BuninstioTs aMizioino3 JeTKuX JaHIIOTiB iMyHOT100yaiHy (AL),
amiioino3 Oiika aminoiny A (AA), CiagKoBUit TPAHCTUPETUHOBU I
(Hereditary ATTR amyloidosis) i aminoino3 aukoro tumy (Wild-
type ATTR amyloidosis) (ta61. 3). Lli Tumm amiioino3y BUHUKAIOTh
y pe3yJbTaTi BIUIMBY TeHETUYHMX (PAKTOPiB, 3aMajJbHUX 3aXBO-
proBaHb i Biky BinnosigHo [10]. JlokanizoBanuit AL-aminoino3
BiIMIYalOTh PifKO, BiH CTAaHOBUTH MPUOIN3HO 7—8% BUMAIKiB
aminoinosy [11].

30% nauieHTiB 3 BIiepliie BCTAaHOBJICHUM AiarHo3oM MM MaioTh
MPUXOBaHi BiIKJIAJECHHS aMiJIOiIy B KiCTKOBOMY MO3KY 0e3 ypa-
KeHHS BHYTpilHix opraxis [12]. Lli BinkiageHHSI MOXKYTb He MaTU
HISIKOTO BiIHOILIEHHSI 10 3BMYAITHOTO Mepediry i CMMITOMAaTUKKA
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Puc. 4. MauieHT B., cumHTUrpadivHi 03HaKN ypaxKeHHs cepus
aminoigHMMM BKIKOYEHHAMU: @ — A0 NiKyBaHHSA, b — nicna
6 kypcis MXT

MM, ajie cMMIITOMaTUYHUI aMiJIOi03 B KiHIIEBOMY MiICYMKY
MOXe pO3BUHYTUCH Y 12—15% Takux nauieHTis [13].

[Mpu6au3sHo y 8% manieHTiB 3 AL-amizoino3om Moske OyTH Ha-
siBHA CyIyTHSI MM 3 03HakaMu aKTUBHOTO 3aXBOPIOBAHHSI 3TiTHO
3 CRAB-kpuTepisimu (TinepKaablieMisi, HIPKOBa HEJIOCTaTHICTb,
aHeMisl, ypaxkeHHSI KicToK) [14].

[TepBuHHuit AL-aMinoino3 piako TpaHC(HOPMYETLCSI B aK-
TuBHY MM [15]. ¥V mauieHTn 3 MOHOKJIOHAJBbHOIO raMManaTi€io
HeBu3HaueHoro reHedy (MGUS) BinMivaloTh y BiciM pa3iB BULLIUI
BIIHOCHUIA pU3KK PO3BUTKY AL-aminoino3sy [16].

[Tpu AL-aminoino3i i MM BUSIBISIIOTH NATOJOTiYHO 3MiHEHI
TJIa3MaTUYHI KJTITUHY i3 3aralbHUMU TeHETUYHUMU abepaltisiMu
i 4aCTKOBO 30iratoTbcsl KJIiHIYHI CUMIITOMH, BCE XK LIE MOXe OyTH
IIBa OKpeMUX 3axBopioBaHH. /1o Toro X AL-aminoino3 Mae Bim-
MiHHMIA Big MiesloMu Ipodiib ekcrpecii reHiB i MPOrHOCTUYHUX
dakropis [17].

Tabnuus 3. XapakTepucTuku pisHUX TUMIB aminoifosy
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NATOFEHE3. KPUTEPIi BCTAHOBJIEHHS!
DIATHO3Y

Ha crorozHi Biomo 6isbiie 36 pisHUX OUIKiB-TIONEepeTHUKIB
aMiJIoiny, KoXeH 3 SIKMX Ma€ TPOITi3M 0 Pi3HUX OpraHiB-Mille-
Heii [18].

CTpyKTypa aMiloioy yTBOPIOEThCS TP B3a€EMOIIl 3 KapKac-
HUMM OiKaMu, TAKUMU SIK TJIIKO3aMiHOITIKaHU, aMiTOiqHUIA
0ioK cupoBaTKuU Ta aroJinonporeinu [19]. ¥V kinueBomy pa-
XYHKY YTBOPIOEThCSI aMOp(He HEpO3UMHHE BiIKIaleHHs, CTiliKe
10 pyUHYBaHHSI.

JliarHO3 BCTaHOBJIIOETHCSI HA TiJACTaBi iMyHOTiCTOXiMiYHOTO
TOCTiIKeHHST OioTicii ypakeHOTO OpTraHy/TKaHUHU. AMINOITHI
BiIKJIaAeHHsI 3a3BUYaii MOXYTb OyTH ineHTU(diKoBaHi mpu 6io-
TCii ypaxXeHnX opraHiB, HEiHBa3UBHIll «CKPUHIHTOBIil» Giorcii
BilIaloTh aJIbTepHATUBY, BKJIIOUAIOUM acripaT abJoMiHaJIbHOTO
XKUPY, 110 MOXKe ineHTH(DIKyBaTH BinkiaaeHHs aminoiny y 60—80%
MalieHTiB i3 cucteMHUM AL-aminoino3om, i piaiie — 3 TUTIOM
ATTR [20].

bioricist cepus € HalGIIBIIT TOYHUM 1i1arHOCTUYHUM JOKa30M
aMiJIoigHOI KapaioMiomnarii, i, SIKIIO IiarHo3 He MiATBEPIKYEThCS
OiorIci€lo iHIIOI TKAHWHU, TTPOBOASITh €HAOMIOKapAiaabHy 6i0-
TICil0, SIKa € Ge3IEeYHOI0 i BiTHOCHO MPOCTOIO ITPOLIEAYPOIO IS
KBaJTi(hiKOBaHOTO crieliaicra.

[Tpu cucTeMHOMY aMiT0imO3i TTOTIepe AHUKM JIETKUX JIAHIIIOTIB
iMyHOIJIOOYJiHY (HaillyacTime JasM0/1a-i30TUIT) TPOIYKYIOThCS
B KiCTKOBOMY MO3KY. Jlaj1i IMUpKyJTI0I0Yi JIETKi JAHIIOTY BimKiama-
IOTBCSI MPAKTUYHO B Oy/Ib-5IKill TKAHWHI, 1110 TTPU3BOIUTD J10 IHC-
(yHK11ii Oprany i B MOgaJbIIOMYy — CHCTEM OpPTaHiB.

Yu He HAWBaXJIMBILIUM UISI MiATBEPIKEHHSI 1iarHO3y, TUITY
aMiloimo3y Ta CTamiloBaHHS 3aXBOPIOBAHHS € BU3HAYeHHS 0io-
MapKepiB CepLEeBOTO i pEHAIBHOTO YpaXXeHHsI B KpoBi (N-KiHLIeBUii
npoHatpiitypetnanuii nmentun tur-B (NT-proBNP), tpononin
T i/a6o I) i B ceui (mo6oBa MPOTEIHYpisT), a TAKOXK MPOBEACHHS
IHCTPYMEHTAJTbHUX METO/IB NOCTiKeHHs (exokapaiorpadii, MPT
3 KOHTPACTOM ralo0yTPOJIOM) i TeHETUYHUX TECTiB.

AMUJ10IA03 CEPLA

PanHniii kapmianbHMIT aMiJIoino3 — cepifo3Ha AiaTHOCTUY-
Ha npob6ieMa. KnacuyHi o3Haku «mpaBo6iyHoi» CH MoxXyTh
He MPOSIBJISITUCH TOTU, MTOKU CeplieBe 3aXBOPIOBaHHSI He Oyie
JIEKOMITEHCOBAHUM. YpaxkeHHsI ceplisi € OCHOBHOIO MPUYMHOIO
CMEPTi IMPHY CUCTEMHOMY aMiJIOifno3i, He3aJIe3KHO Bif ITaTOreHe3y,
110 JICKUTh B OCHOBI ITPOAYKILii aminoiny [21].

[HOiITBPTPpaTUBHMI TTPOLIEC TPU3BOAUTD A0 ITOTOBILEHHS CTIHKKA
JIBOX LIUTYHOUKIiB 3 KOHIEHTPUYHUM PEMOJISJIIOBAHHSIM iX Ta HU3b-
KUM cepleBuM BUKUIoM. [Tofasbiiie miaBUILIEHHSI TUCKY B TIepe/i-
cepasiX MOoB’si3aHe 3 [uiarallieio nepeacepab. IHTpamiokapaianbHi

YpaxxeHHsi 0OCHOBHMX Op-

CneundiyHi xapakre-

Tun Binok-nonepeaHuk . LiarHocTuka JlikyBaHHS
raHis pUCTMKM
Aminoipno3 nerkux  Aminoig nerkoro naH-  Hupkm ImyHodikcauis binka cupo-  Ximiotepanis CniBBigHOWEHHS
JNIaHUIOriB, NEPBUH-  Ljora Cepue BATKM Ta cevi TpaHcnnaHTauis YONOBIKM:XIHKM — 3:2

LlenTpanbHa HepBOBa cuctema
[acTpoiHTECTMHANbHA MyXIUHA

(LUNYHKOBO-KMLLKOBMIA TPAKT)
Meyinka

Mienorpama (5—10% nnas-
MaTUYHUX KNITUH)

bioncis migwkipHoi XnpoBoi
KNiTKOBUHN

CTOBOYPOBUX KITITUH

10—15% nos’a3aHo
3 MHOXMHHOK Mi€No-
MOI0

LWikipa Bioncis kicTkoBOro Mosky
Aminoigos 6inka Awminoig A Hupku - JlikyBaHHS OCHOBHOTO -
aminoigy A 3aXBOPIOBAHHS
CeHianbHuit cuctem- Cnaakosuin TpaHcTupe- Cepue 99m cumHTurpadis Tc-DPD - CniBBIfHOLIEHHS
HWiA aminoipos TWH, aminoigo3 anko-  TYHeNbHWUA CUHAPOM 3an’acT  [eHeTUYHe JOCTIIKEHHS 4onoBikn:xiHku — 20:1
ro Tuny TPaHCTUPETUHY

JliHinHI eHpokapaianbHi Bif-

KNafieHHs
CnapkoBuii TpaH- TpaHcTupetuH, myto-  Cepue 99m cumHTUrpadia Tc-DPD  TpaxcnnaHTauis -
CTUPETUHOBMIA aMi-  BaHWii MMeuvinka [eHeTnyHe JoCniaXeHHS NeviHKm
n0ipo3 (ayTocomMHO- LleHTpansHa abo nepudepny- TPaHCTUPETUHY Tadawmigic
AOMiIHAHTHWIA) Ha HepBoBa cucTemMa
I30nboBaHuit amino- HatpiiypeTuynnii nen- - - - 3pocTaHHs 3aXBOPIOBa-
ipo3 nepeacepab  Twa nepencepab HOCTI 3 BiKOM Ta Y XiHOK
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CYIWHU YacTO iH(MILIBTPYIOTHCS aMiJIOIIOM, 10 BUKIMKAE 3HUKEH-
Hs nepdysii miokapaa [22].

YacTo nopyuy€eThbest MpoBiHA CUCTeMa ceplist, 110 PU3BOIUTD
0 PO3BUTKY MepeacepaHoi aputmii (piopusiist, TpimoTiHHS
a0o0 mepencepaHa Taxikapmisi) i 3aTpUMKU aTPiOBEHTPUKYJISIPHOL
MPOBIAHOCTI.

3 ypaxyBaHHSIM XapaKTepy 3aXBOPIOBAHHSI, BIICYTHOCTI CIeII1~
(biYHMX MAaTOrHOMOHIYHMX CUMIITOMiB XBOPOOM, MPOBiJIHE MiclLie
B AiarHOCTULII aMioino3y cepus 3aiimae exo-KI' i mormiepexo-
Kapaiorpadis (monmiep-exo-KI') [23].

3rigno 3 nanumu C. Rapezzi i criiBaBTOpIB, OLIIHKA pe3y/IbTaTiB
exo-KI 3ay1exxuTsb BiJ TUIY aMiJioino3y i, 0TXe, CTYIEeHs ypaKeHHsI
LITYHOYKIB cepus [24].

Binomo, 1110 exorpacdiuyHa OLiHKA € CXOXKO0I0 MiX TUIIaMU
ALiATTR-aMinoino3om, Xo4 iM i TpuTaMaHHi IesKi BiTMiHHOCTI.
Hanpuxnan, rineprpodist JiBoro 1uTyHOUKa, SIK MPaBUJIO, € CU-
MeTpuuHoIo npu AL-aminoinosi, a mpu ATTR cnoctepiraeTbest
acMMeTpUYHA CUTMOBM/IHA TirepTpodist meperopoaku [25].

ATTR-Tum xapakrepu3y€eTbcsl 3HAUHUM 301IbIIIEHHSIM Macu
JIIBOTO IIJTYHOYKA B MOPIiBHSIHHI 3 TaKOO MpaBoro [26].

Kpim toro, y nauieHTiB 3 WtATT-TUIIOM BigMidaioTh OiJIbII
BUPaKeHe 301bIIeHHS] MAaCH JIiBOTO IILTYHOYKA i OiJIblIe 3HUKEHHST
(pakiii BUKUAY JIiBOro IITYHOYKA.

Ha xanb, Ha MOYaTKOBMX eTanax 3aXxBOPIOBaHHSI, TIPU MPO-
BeneHHi exo-KI', mocuTh 9acTo poOJISITh ITOMMIKOBUI BUCHOBOK
MPO HasIBHICTh y MallieHTa TinepTeH3UBHOIO ceplsi abo MposiBiB
rinepTpodivHoi igionaTnuHoi Kapaiomiomnarii. Came Ha eTarti Kiti-
HiYHOI MaHidecTalii aMizoino3y, po3BUTKY MPOsIBiB pedpakTepHOI
CH moTpi6HO 3aMMCTIOBAaTUCS PO HEBIAMOBIAHICTh KIIIHIYHMX
MPOSIBiB MpPU TiNepTeH3MBHOMY ceplli, TinepTpodiuHiil iziona-
TUYHIi KapaioMionarii i coHorpadiuHiil KapTUHI aMiJIOITHOTO
ypaxeHHs cepiis [34].

3 orsioy Ha To#t (hakT, IO aMiJoimo3 ceplsl € IPOSIBOM pe-
CcTpUKTHMBHOI Kapaiomionarii (PKMIT), BiH coHorpadiuyHo MmaTuMe
CYKYITHi O3HaKHU: €XO-CUMIITOMU PECTPUKTUBHOI TeMOAMHAMIKU
ceplis i MioKapaiaibHO1 IMChYHKIIIT 3 BJaCHE €X0-0CO0IMBOCTSIMU
aminoinosy [35].

CoHorpacivHi XapaKTepUCTHKHU aMiJI0i03y Ceplisi BKIIIOYAlOTh:
30iJIbIIIEHHSI KiHLIEBOTO 1iaCTOIIYHOTO ITOTOBIICHHST MiXKIILITY -
HOYKOBOI Meperopojiku Oijbiie 12 MM 3a BiICYTHOCTI iHILIKX
npuuuH TinepTpodii Miokapaa (aprepiajibHa TinmepTeH3isd,
aopTajbHMit cTeHOo3) (puc. 5, 7, 8, 9);

iH(IIBTpaTUBHE TOMOT€HHE MIOTOBLICHHS, IH(UIBTpaLlist aTpio-
BEHTPUKYJISIPHUX KJIATMaHiB, 1110 CYITPOBOKYETHCS PO3BUTKOM
perypriTatii;

nudy3He iHDITbTpaTUBHE MOTOBLIEHHS iHIIMX CTIHOK KaMep
ceplst, BKJIIOYAIOYM TEPEeIHIO CTIHKY MPaBOTo ILIYHOYKA,
MiXIIepeacepaHoi neperopoaku (puc. 7, 8, 9);

XapakKTepHUI OJUCKYyUYUM «CallbHUI», 32 TUTIOM «MaTOBOI'O
CKJIa» €XO-CUTHAJI 3a paxyHOK aMiJIOiIHOI iH(piIbTpallii Mio-
Kapza (pvc. 9);

nuiaTauis nepeacepab, HEBIAMOBINHICT 1X MOPOXHUHAM
IUTYHOUKIB (MaJICHbKi OPOXHWHY IUTYHOUKIB 32 BEJIMKHUX
po3mipiB nepeacepab) (puc. 10);

JUJIaTallisi TOPOXKHUCTUX, MTEYiHKOBUX i JIeTeHEBUX BEH, HasIB-
HiCTb BUIbHOI PiIMHY B IIepUKap/Ii, IIeBpaJIbHUX TOPOXKHUHAX;
(puc. 7, 11, 12);

3HUXKEHHSI IIBUIKOCTI KPOBOTOKY B IEUiHKOBUX BEHaX Ha BIM-
xy (puc. 11) i peBepcis miacTOTiYHOTO MOTOKY Ha BUIUXY,
BiactuBi PKMIT;

y 6araTbOX BUITAJKAaX 3HIDKEHHS III00AIbHOI (YHKIII1 MioKapaa
(dpakuisg Bukuay JIL), nopyuieHHs: AiacTonaiuyHoi (GyHKIT
(Y TSKKUX BMUITaIKaX — PECTPUKTUBHUI THUIT OiaCTOJIIHOL
KpuBoi) (puc. 9, 10).

TakuM YMHOM, OCHOBHHUMU COHOTpaiyHUMM acrieKTaMu
MpU aminioinosi ceplist mia yac mpoBeaeHHs1 exo-KI' 3 momruiep-
exo-KI' € Bu3HaueHHS AiacToJiuHOI TUCHYHKIIIT (MOpYILICHHS
peJakcallii, rceBaoHoOpMaizallis, peCTPUKTUBHUI TUI KPUBOI)
3 [epepaxoBaHUMU BUILle MOPMOIOTIYHUMU MOPYILIEHHSIMHU i O3Ha-
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Dist B 15.9mm

Puc. 5. CoHorpama cepus. KopoTka BiCb Ha OCHOBI MiTpasib-
Horo knanaHa. CoHorpadivyHo BM3HA4at0TbCS iIHDINbTPATUBHO
noToBLLeHi (6inbwe 12 Mm), rinepTpodoBaHi, 3 aBULLAMN
aminoigHoro 6navcky cermeHTiB miokapaa J1LL

DistA 51.9mm ___|DistB 46.7mm ___|DistC £2.3mm ___|DistD 52 Imim

Puc. 6. CoHorpama cepus. AnikanbHa 40TMpbOXKamepHa
no3uuis. CoHorpadiyHO BM3HaA4YaTbCH aCMMETPUYHO PO3-
LUMPEHi, ounaToBaHi nepencepas (nise i npase)

Puc. 7. CoHorpama cepus. MNapactepHanbHuin goctyn. Co-
HorpadiyHO BM3HAYalOTbCs rinepTpodoBaHi OiNAHKN MiX-
LLSTYHOYKOBOI Meperopogkn, 3aaHboi cTiHkm JILLU, miokapaa
npasoro wyHo4yka (MLU). Mo 3agHin cTiHui J1LL Bu3HavaeTbes
rinoexoreHHa ginsHka oo 10 MM, nepukapamt

Kamu iHdinprpatuBHoi PKMII, BracTuBuMM iii MOpYILIEHHSIMU
LIEHTPaJIbHOI TeMOIMHAMIKH, TIOPYIIEHHSIM KPOBOTOKY B JIeTCHE-
BUX i TEUiHKOBMX BEHaX.
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Puc. 8. CoHorpama cepus. MNapactepHanbHuin goctyn. Co-
HorpadiyHO BU3Ha4aloTbCA rinepTpodoBaHi OinsHKM Miokapaa
ML, po3wmpeHHst nopoxkHWHK MNLL. Mo nepeaHin cTiHui ML Bn-
3HAYaETLCS MiNOEXoreHHa AinsHka, nepukapanT

Puc. 9. CoHorpama cepus. NapactepHanbHUIA OCTYnN.
CoHorpadiyHo Bn3HavaloTbCs rineptpodoBaHi AiNSHKN
MiXLLTYHOYKOBOI NEPEropoaKkn, 3aaHbOi CTiHKM NiBOrO LWy-
Houka, miokappga M. Mo 3agHin cTiHui JILL BM3HavaeTbCa
rinoexoreHHa fginsHka, nepukapanT. 3HMXeHa rnobanbHa
ckopoTnunea dyHkuis miokapga JILU, dpakuia sukuay JILL —
46%, rinokiHeais.

Kpim exokapaiorpadii, icHye 111e OAMH MeTO. Bidyasizaliii —
KapTyBaHHsI MarHiTHOro pe3oHaHcy. JlaHuit MeTO1 103BOJISIE
JIETaJIbHO TOCJTiI)KYBATH iIHTEPCTU LI/ MiOKap/ia Ta OLIIHUTU XapaK-
TEpHi 3MiHM 3 ITi3HIM MiABUILIEHHSIM piBH ragoiiHiio (ITPT) [27].

3a monomoroto [TPI" He MOXHa pO3Pi3HUTU TUITK aMiJIOiI03y
AL i ATTR, ajie BOHO MOXe€ IOIIOMOITH B paHHbOMY BUSIBIIEHH1
HaKOMWYEHHsI aMiJioino3y B cepLieBOMY M’sI3i 10 MOSIBU SIBHOT
rinepTpodii JIiBOTO IIJTyHOUKA.

[ToBigomusiiocs mpo neKijbKa pi3HUX MOJeJeil MOCUIeHHS
npu Bisyanizauii [TPI", mpoTe HaiOIBII TOIIMPEH] PO3MOIiIICH-
HS BKJIIOYAIOTh INI00AJIbHI cyOeHI0KapiaibHi i TpaHCMYpabHi
3Minu [28].

Byno BusiieHo Takox, 1o cyoennokapaiaabHuii [TPI e nepe-
BaXKalouMM KOMITOHEHTOM ITpyu AL-aminoinosi, Tomi ik TpaHCMYy-
pasibHuMii yacTile BiamivaiotTh npu ATTR-Tumni [29].

Tunosuit komnoneHT [1PT mae uytinuBicts 85—90% s miar-
HOCTHMKHU ceplieBoro aminoinosy. Bizyanizauis ITPI" takox Moxke
BUKOPHUCTOBYBATHUCS JIJISI MOHITOPUHTY IPOTPECYBaHHs 3aXBOPIO-
BaHHS y Mipy MporpecyBaHHs aMiJoinHO1 iH}iIbTpallii, 10 10~
3BoJisie [1PI cimy>kutn He3aaeXXHUM ITPEeAUKTOPOM ITporHosy [30].

ISSN 2410-2792

Puc. 10. CoHorpamma cepus. AnikanbHa YoTMpboxkamepHa
nosunuisa. PECTPUKTUBHUI TMN AiaCTONIYHOT TPaHCMITpasnbHOI
KpuBOi. E >A, 3i 3Ha4HMM 30iNbLUEHHSIM aMniTyAun (LUBNAKO-
CTi) xBuni E, i CKOPOYEHHAM 4acy PaHHLOrO YMNOBISIbHEHHS
AiacTonivyHoro noToky (dt)

24 Dmm

[oista

25.3mm

Puc. 11. CoHorpama neyviHkOBMX BEH, HMXXHBbOI MOPOXHUCTOI
BEHW. BU3Ha4aeTbCa annaToBaHa HYKHS MOPOXKHUCTA BEHA 3 Bi-
CYTHIM KONabyBaHHSIM Ha BAMXY, LLIO CBiAYWTb NMPO MiABULLEHHS
TUCKY B NpaBux Bigajinax cepus, ssuLLie aekomneHcadii CH

EnnomiokapaianbpHa 6iomcist Oyia 30JI0TUM CTaHIAPTOM IS
MiITBEPIKEHHSI CEPLIEBOTO aMiJIoino3y, OMHAK padioOHyKJIiTHA
curHTUrpadisi 3 BAKOPUCTAHHSIM MiueHOoro 99m-texHelrito ctana
BUCOKOUYTJIMBUM i IIy>ke CIelu(iYHUM METOIO0M iarHOCTUKHU
cepueBoro aminoinozy ATTR-tumy.

A. Castano, M. Haq Ta cniiBaBropu 10Beju, 1110 CTYIMiHb MO-
MJIMHAHHS MioKapa KOPeJIIo€ i3 3araibHOI0 CMepTHICTIO [31].

IcHYIOTh TPM OCHOBHI YacTO BUKOPUCTOBYBaHi iHIWKATOPH,
taki gk: "Tc-mivennit nipodocdar (PYP), 3,3-nudocdono-
1,2-npomanankapooHoBa kuciaora (DPD) i rinpokcumeruneH-
nudochonar (HMDP), npuyomy *"Tc-PYP € HaitbiabiI yacTo
BUKOPUCTOBYBaHMM iHauKaTopom y CIIA.

Ha nanuit MOMeHT HeBimoMo, YoMy B ceplli, ypaxkeHoMy ATTR,
criocrepiraerbest Oibiie nmorHanHs ¥ Tc-PYP.

0O.B. Suhr ta ciBaBTOpY NPUITYCTWIIN, 11O 1Ie# (PaKT, MOKIM -
BO, TIOB’sI3aHM 1 3 OLJIBIII BUCOKMM BMICTOM KaJIbllil0 200 CKJIaIoM
aminoigHux ¢iopun npu ATTR y nopiBHSIHHI 3 IHIIMMU TUTIAMU
aminoinosy [32].

[ManieHTam 3 MO3UTUBHUM PE3yJbTaTOM CKaHYBaHHS
PmTc-PYP 6e3 MOHOKJIOHAJIbHUX OLJIKIB Y KPOBI i ceui Moxe OyTr
BcTaHOBJIeHO miarHo3 ATTR 6e3 TKaHMHHOTO MiATBEPIXKEHHS,
BPaXOBYIOUH Lie, CMIELM(bIYHICTb i MPOrHOCTUYHA L[iHHICTb LILOTO
MeToay cTaHoBUTh >98% [33].
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104.1mm

lume A &

Puc. 12. CoHorpama nnespanbHUX MOPOXHUH. Y Npasii nnes-
panbHin NOPOXHWHI BU3HAYAETLCS BiNlbHA pignHa 06’eMOM
0o 450 cm®, Lo CcBig4YnTb NPO OEKOMMEHcaljilo cepLeBo-Cy-
OVHHOI cuctemmn, po3suTtok CH

LIiHHICTh LILOTO DOCTIMXKEHHS IIOJISITAE B MOXKJIMBOCTI [mia-
THOCTYBAaTH1 aMijioino3 6e3 TKAaHMHHOTO MiATBEPIKEHHS B OKPEMUX
BUIIamKax, Kojau y nauieHTiB icnye CH, exo-KI" abo kapTyBaHHS
MAarHiTHOTO Pe30HAaHCY, sIKi BKa3ylOoTh Ha aMiJIoif03, a TAKOX Cep-
1eBe MOTJIMHAHHS 2-T0 a00 3-TO CTYIEeHS MPU PamdiOHYKIiTHOMY
CKaHyBaHHI Ta BiICYTHICTb MOHOKJIOHAJbHOTO OiJIKa.

JIIKYBAHH4A

EdekTrBHICTb JIIKyBaHHS 3aJIEKUTD Bill CBOEYaCHOI JiarHOCTH -
KH. 3a OCTaHHi TPU ACCATUIIITTS pe3yJbTaTh JiKyBaHHsI MM 3Ha-
YHO MOKPAILMIKCS i TOB’SI3aHO 1IE B TIEPIITY Yepry i3 3aCTOCYBaHHSIM
TapreTHUX MpernapariB y KoMOiHallil 3 Ximiornpenaparamu abo 6e3,
3 TIOIAJIBIIOI0 KOHCOJTimyouoto Teparieto i ayroCKITK. JlikyBaHHST
nauieHTiB 3 AL-aminoino3om BKJIIOUA€E KypCcH Teparlii, aHaJaoTiuHi
TUM, sIKi 3ACTOCOBYIOTBCS ISl MALi€HTIB 3 MM.

Jlo cbOoromHi oNTUMaJIbHOIO KOMOiHalli€elo Tepamnii nmepioi
JIHIT 11T Mali€eHTiB 3 BIleplle BCTAHOBJICHUM aiarHOo30M AL-
aminoino3y 6yB pexuMm VCd (6opre3zomib-nukiodochamin-
JeKcaMeTa3oH).

CxeMa Teparii gapatymyMma6-60opTe3oMib-1nkiodochamis-
nekcamerta3oH (Dara-VCd) Briepinie 3apeecTpoBaHa YpaBiHHIM
3 KOHTPOJIIO 32 XapYOBUMM MPOAYKTAMMU i JIiKapCbKUMM 3acoba-
mu CILIA (Food and Drug Administration — FDA) Ha nmoyaTky
2021 p. 3a pesyabratamu gociimkeHHss ANDROMEDA i peko-
MEHIOBaHa ISl Tepallii MmepInoi JiHii I JiKyBaHHS MaLli€HTIB
3 IepBUHHUM AL-aminoigo3zom.

I'pyna nocnimHukiB Ha youti 3 Giovanni Palladini, mponemoH-
CTPYBaJIM HE TUIbKM CTiliKy reMaToJIOTiyHy i OpraHHy BildIOBii,
aJie i 3a0BUILHY IIepeHocuMicThb pexkxumy Dara-VCd. PesynbraTu
JIIKyBaHHSI HEBEJMKOI KOropTH MauieHTiB (28 0cib) mokaszanu
BUCOKUI piBeHb 3araJlbHOTO IreMaTOJIOrIYHOTO Ta JYKe XOpPOILy
yacTKoBYy Bimnosini (96 i 82% sinnosinHo). Criiika opraHHa Bin-
MOBiab criocTepiranacs maiike y 50% matieHTis [36].

JIucKyTabeIbHUM 3aJUIIAEThCS MUTaHHSI TAaKTUKU Teparii
B pa3i BaKKOTo ypaXKeHHsI OpraHiB, OCKiIbKY MTPOBEIECHHSI arpe-
CUBHOI Tepallii CTa€ HEeMOXJIUBUM.

BUCHOBKU

IpencraBieHnit KIIHIYHUI BUMAA0OK MOKA3Y€E, SIK BasKJIMBO
BYACHO MPOBECTU 0OCTEXKEHHSI Malli€HTa i MPpaBUJILHO CKOPUTYBAaTU
JIIKYBaJIbHY TaKTUKY, HE3BaXKaloud Ha KOMOPOIIHICTh XBOPOTO
Ta PiIKiCHICTh MOeaHaHoOI nmaTtosorii. Teparmis mauieHTiB 3 AL-
aMiJIOinO30M CIIPSIMOBaHa Ha JIIKYyBaHHSI SIK OCHOBHOT'O 3aXBOPIO-
BaHHSI, TaK i HA 3HUKEHHST iIHTEHCUBHOCTI CYMyTHiX CUMIITOMIB.

KOH®NIKT IHTEPECIB
ABTOpM 3asIBJISIIOTH TIPO BilCYTHICTh KOH(TIKTY iHTEpECiB.
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IManieHT nmignucas iHGoOpMOBaHY 3roy Ha MyOJIiKallito CBOIX
JAHUX.
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BTOpu4HbIN cucTeMHbIN AL-amunonpos,
CBSI3aHHbIV C MHOXX€CTBEHHOW MNENOMOM:
KTMHUYECKUIA crlydan 1 0630p nutepaTypbl
T.O. Pyowk!, O.U. Hosocad?, JI.A. lllesuyk?, B.B. Kynouna’,
B.M. Henomuawuir*, A.A. lImuom?®, U.A. Kpavok?
"HaynoHanbHbIi Me ANLUHCKNUIA YyHUBEpPCUTeT
umeHnu A.A. Boromonbya, Knes
2HayunoHanbHWii UHCTUTYT paka, Kues
SHaumnoHanbHUii yHUBEPCUTET 34PaBOOXPaHEeHNs1 YKpauHbl
umenn I1. J1. Lynuka, Knes
*UncTutyT Hecpponorum AMH YkpaunHbi, Knes
SUHcTuTyT cepaua M3 YkpauHbl, Kues
Pesome. AL-aMMI0MI03 OTHOCUTCSI K CUCTEMHOMY THITY
3200J1eBaHUI U XapaKTepu3yeTcsl arperauueil HermpaBUabHO
CBEPHYTOU JIETKOI LI UMMYHOIJIOOY/IMHA, TIPEUMYIIECTBEHHO
B Cep/ilie M MTOYKax, BbI3bIBas OPraHHYIO0 HEAOCTAaTOYHOCTh. B 310l
CTaTbe OMUCHIBAETCS KJIMHUYECKMI OMBIT BeJACHMS MalMeHTa
C aMWJIOMA030M Cep/lia, aCCOUMMPOBAHHBIM C MHOXECTBEHHOM
MuesioMoii. JInarHo3 aMujaoOuI03a OCHOBBIBAETCSI HA BHICOKOM
MHIEKCEe KIIMHUYECKOro noao3peHus. K coxaneHuio, Ha paHHUX
cTagusix 00Jie3Hb YaCTO MPOTeKaeT OECCUMIITOMHO OO0 MPOrpec-
CUPOBaHUs 0 MO3IHEN CTaauu, U Jaxe CUMIITOMbl MOTYT ObITh
oueHb HecremudpuueckuMu. [IpogoKUTeIbHOE BpeMs IS
YCTaHOBJIEHUsI AMarHo3a, 4yacto oosiee 1 rona, siBJasSIeTCSl YaCThIM
(aKTOPOM HEYIOBJIETBOPUTEIHHBIX PE3YIbTATOB JIeUeHUsI. 3aMe/I-
JIeHHOE TeueHMe 3a001eBaHus B OOJIbILIMHCTBE CJIy4yaeB MIPUBOIUT
K (hbaTaJIbHBIM TTOCJIEACTBUSIM, TaK KaK IIEPBUYHO MALleHTHI HE 00-
paniarTcs K NpodWIbHBIM CIIelMalIicTaM. 3acToHasI cepaeyHast
HEIO0CTAaTOYHOCTb U CeplieuyHasi apuTMUS SIBJSIIOTCS 4acCThbIMU
NPUYMHAMU CMEPTU OT MEPBUYHOTO CUCTEMHOTO aMUJIOMI03a,
48—65% cMepTeii CIIy4aroTCs BCIEACTBUE CEPAECYHO-COCYIUCTHIX
nposieieHuii. bonee TouHoe pacrno3zHaBaHue AL-amuionaosa
KapauoJoraMu rMo3BoJIsSIeT Ha3HAYUTh JICUEHHUE KaK MOXKHO paHbIiIe
W YJIYYIIUTb €r0 pe3yabTaThl. TpaauliMoHHas Tepanus NalMeHTOB
C MHOXECTBEHHOI MUeIOMOi1 1 AL-aMMI0MI1030M BKITIOYaeT KOM-
OMHALIMIO IeKCaMeTa30Ha ¢ 60pTe30MUOOM 1 LIMKJI0(DochaMuIoM.
TpaHcnaHTaUMsT TeMOIIOATUYECKHUX CTBOJIOBBIX KJIETOK ITOCTIE
npreMa BBICOKUX 103 MeJidhaiaHa cTajia elle OJHUM BapUaHTOM
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JIEUEeHUsI, KOTOPOE IIPUBOIUT K peMuccun. [IpencraBieH KIMHU-
YECKMI Ci1ydyaii CBOeBPEMEHHOM MOJHOM IMArHOCTUKH U JIEYEHUS
KOMOMHALIMY 3TUX IBYX 3a00JIeBaHUI, B pe3yibTaTe 4ero y Ia-
LIMEHTA JOCTUTHYTHI TOJHBI IT€MaTOJOTMYECKUI U YaCTUYHBII
OpraHHBII OTBETHI IO OCHOBHOMY 3a00JIeBAaHUIO.

KuroueBbie ciioBa: aMWIona03 cep/ua; Jerkue Uemnu; rapary-
MyMa0; MHOXECTBEHHAasI MUEJIOMa; KOHTO KPacHBIN

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
4Institute 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, isa 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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