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YpaxeHHs1 cepus npu nNaTtonorii CACTEMHOIo xa-
pakTepy € YHHUKOM, L0 CYTTEBO YCKNaAHIOE nepe-
6ir OCHOBHOIO 3aXBOPIOBAHHS Ta CTBOPIOE TPYOHOLL
B NPOLLECI NiKyBaHHS. 3a1eXHO Bif, HO3010rii, Kapaiasnb-
Ha ANCPYHKLLIS MOXE MaTV 3BOPOTHUIN Ta NEPMaHEHT-
HUI xapakTep i3 yHKUiOHaNbHUMKM abo X CTPYKTYp-
HUMM nopyweHHamu. Cepen xBOpo6 NOAIOPraHHOro
XapakTepy 3i 3HaYMMUMW HacnigKkaMmn gns cepLeBo-
CYOMHHOI CUCTEMU BapTO BUAINTU LENOHYBAHHA He-
PO34MHHOro dibpunsipHoro 6inka — aminoigy. CTyniHb
ypPaXeHHs cepus Ta, BignoBigHO, MPOrHO3 AJ19 XBOPO-
ro MOXyTb CYTTEBO BiApPiI3HATLCS BiANOBIAHO OO0 TUMy
aminoifosy. Bimomo noHap 30 npoTeiHiB, CIPOMOXHMX
TpaHchOopMyBaTUCH B aMifnoif, NpoTe Tifibkn 9 i3 HUX
CMNPUYKUHIOKTb KapaianbHy ancdyHkuito [1]. 3okpema,
TUNOBOIO TOYKOIO AenoHadji 6inka Tuny AA — noxigHo-
ro roctpodasHoro NPoTeiHy A, € HUPKK Ta NLLE Y Pia-
KICHMX BUNagkax — TKaHUHKM cepud. B ocTtaHHi gecatm-
nitTra yactka AA-aminoigosy, SKuii e Ha3nBakTb BTO-
PUHHUM BHACNIA0K MOro MaHidecTauii Ha TNi XPOHIYHMX
3anasnbHMX 3aXBOPIOBAHb, MPOrPECUBHO 3MEHLLYETHCS
3aBASKM 3POCTaHHIO ePEKTUBHOCTI NiKyBaHHS NEPBUH-
HMX NPOBOKYO4KMX nNpouecis. B uinomy noHan 98% Bu-
naakis kapaianbHOro aminoifosy CrpUHMHEHO HAKOMM-
YEHHSIM NePEeBaXHO iIMYHOMTOOYNiHIB NErKMX NaHLLIOTIB
(AL — Big aHrn. light chain amyloidosis) Ta, MEHLLOO Mi-
poto — TpaHcTupeTury (ATTR — Big aHrn. transthyretin
amyloidosis). TpaguuinHo AL-aminoigo3 BBaxatoTb
PiaKICHMM 3aXBOPIOBAHHSIM, BTIM OCTaHHI AOCAIOKEHHS
LUBMALLIE BKA3YKOTb HA MOFO HEOOCTATHE BUSIBNIEHHS [2].

MaTtoreHes. B ocHOBI po3BUTKy AL-aminoigosy
NEXNTb KJIOHANIbHA €KCNaHCia nAa3dmMaTuYHUX KITiTUH
KICTKOBOIO MO3KY i3 rinepnpoayKLi€to Terknx naHLo-
rie nambaa (A), abo kanna (k), o MoXe BigmMidaTucs
AK Ha TNi MHOXMHHOI Mienomu (MM), Tak i 6e3 Hei. Ki-
HETUYHO HecTabinbHi Ta YyTNMBI OO eHA0NPOTEeOoNi3y
aMiNoiAOreHHi Nerki NaHLury BiflbHO PO3NagaTbCs
Ha dparMeHTu, SKi MPOAOBXYIOTb LIMPKYISLLIIO KPOBO-
06irom Ta HakoNM4yTbCA B TkKaHuHax [3]. MNpu gocar-

ZAOMUMX acriekTiB naToreHesy, HoBauivi B 4iarHOCTUL Ta J1iKyBaHHI XBOPUX
Ha AL-aminoifo3s i3 ypaxeHHsIM cepusi. BUCBITIeHO MOXIMBOCTI METOAIB
Bigyani3auii ans anepeHuiviHoT giarHOCTKY aMizioigHoi kapaionarii Ta iH-
woi narosorii i3 peHoTunom rineptTpodii miokapaa. lNpoBeaeHo aHai3 4o-
3B0JIEHOro 06CsAry KapAioTpPonHOI Tepanii Ans ctabinidawii ctaHy XBopo-
ro 'y CBIT/li NepPCreKTuB 3aCTOCYBaHHS NaTtoreHeTU4YHoro JlikyBaHHs1 rnapa-
rpoteiHemii. PO3ryisHyTO nepcrieKTuBHI nigxoav Ao Ttepartii CUCTEMHOro
AL-aminoino3sy i3 ypaxyBaHHsIM CTaAii 3aXBOPIOBAHHS T MOXJ/INBI HAarpsim-
kv IT yaockoHaneHHs. HaBeaeHo BigoMmi LLuKaav rnporHo3yBaHHS TPUBAasIoCTi
XKUTTS TaKUX XBOPUX Ta KJIKOYOBI YAHHUKU Oro rMPOLOBXEHHSI.

HEHHI KPUTMYHOI MacuK Ta B yMOBax B3aeMOil i3 no-
KanbHUMKU dpakTopamMu (rniko3amiHorfnikaHamu, Ko-
nlareHoMm, npoTeasamm, MeTanamm Ta iH.) BigMiyaloTb
NOpPYLLEHHS arperawji Ta yTBOPEHHS HEPO34YMHHMWX OJli-
romepis [4]. He3sanexHo Big noxoaxxeHHs Ginka-npe-
Kypcopa, amMinoigHi 4eno3nT MOXHa OxapakTepuay-
BaTU SIK CTPYKTYpPY HecrneumdiyHo 3B’A3aHUX puUria-
HUX HepoaranyxeHux ¢gidbpun giameTpom 7,5-10 HM,
Lo yTBOpIOOTh 6eTa-wap [5]. OpraHoTpOnHICTbL ami-
noigy nos’a3aHa i3 paoom GakTopis, BKAOYAKHM N0-
KaJbHY KOHLIEHTpaLLito BinkiB, 3HUXEHWUM pH, HasiIBHICTIO
®ibpwun Ta, BiporigHo, BapiabenbHICTIO reHHOro Nofi-
Mopd@iamy [6]. Y Bunagky AL-aminoigosy TMnoBUMm Mi-
LIeHAMM € cepLe Ta/abo HUPKMK, WO MOXe NOEaHYBa-
TUCS 3 YPaXKEeHHSM LLKipU, KNLWEYHUKY, apTepin, nepm-
depuryHOi HEPBOBOT CUCTEMM, CITM30BUX 0OONOHOK Ta
iH. [lernoHyBaHHS aminoigy B Mo3akniTMHHOMY MPOCTO-
pi Miokapaa npmM3BoanTb A0 NPOrPecmnBHOro 6iBEHTPU-
KYJISPHOrO 3pOCTaHHS TOBLUMHWU NOro CTIHOK, BTPATH
TKaHMHaMM HOPMaJbHOT apxiTeKTypu Ta QyHKLIT, Nos-
BW PECTPUKTUBHOIO TUMY HAMOBHEHHS Ta SMEHLLEHHS
CcepLeBoro Bukmay. Ha nonatok Ao CyTo MexaHiqyHUX
NnopyLUeHb HAKOMUYEHHS NaTONOrYHUX QIOPU YAHUTD
BUPAXKEHUN LINTOTOKCUYHUI BNAuB. MNpedibpunapHi
KapoioTPOMHi Nerki NaHuorM, BNANBaK4YM Ha PeaoKc-
6anaHc KapaioMiouunTiB, 3yMOBIOOTb MiABULLEHHS
KOHLEHTpaLi BHYTPILLHbOKTITUHHNX PEAKTUBHUX HOPM
KMCHIO, aKTMBYIOTb arnonTo3 Ta BilbHOpaauKasbHi Npo-
uecwu [7, 8]. Y cepii ekcnepMMeHTiB NigTBEPOXEHO
BMJIMB aMiNoigOreHHNX NPOTEIHIB Ha PO3BUTOK 1i30CO-
ManbHOI AUCOYHKL,T, NTOPYLUEHHS KabL,iEBOrO rOMeO-
cTasy Ta, BpewTi, 3arnbenb knitnH [9]. BogHovac iH-
OyKLUiS nerkuMmn naHuoramm p38-miToreHakTMBoBaHOI
NPOTEIHKIHA31 NOCUITIOE TPAHCKPUIILLIO HATPINypeTny-
HOro nenTuay Tuny B Ta KapaioTOKCUYHICTL 3aXBOPIO-
BaHHs [10].

KniniyHi acnekTn. KniHiyHi nposBn aminoigosy
MO>XHa PO3MOAINIUTY Ha KapAjanbHi Ta ekcTpakapaiasib-
Hi. 3BaXkalo4y Ha 4aCTO HU3bKY CNELN@IYHICTb OCTaH-
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HiX, CaMe CUMMNTOMOKOMIJIEKC YPaXEHHS CEPLLEBO-CY-
JVHHOI CUCTEMU 3MYLLIYE XBOPOIrO BNepLUE 3BEPHYTUCS
00 nikaps. Tpyeanuin Yac HaKONMUYEHHS aminoiay B TKa-
HUHaX cepLs MOXe MaTu NaTEHTHUIA Nepeodir i3 pisk1Mm
306iNbLUEHHSIM BUPaXKeHOCTi MPOSIBIB Nif BMIMBOM Oyab-
KOO NMPOBOKYK4YOro YHHMKA. Knacn4HOIo KNiHIYHO
KapTMHOI MaHidecTauji KapaianbHOro aminoigosy €
PO3BUTOK PE3MCTEHTHOI A0 NiKyBaHHSA 3aCTiNHOI cep-
ueBoi HegocTaTHocTi (CH) no manomy Ta BeIMkomy Ko-
Nlax KpoBOOOBIry, NPUYOMy 03HaK1 NPaBOLLTYHOUYKOBOI
nekomMneHcadiiyacto 6yBatoTb nepBuUHHUMMK [11]. Ha-
OpSAKOBUI CUHAPOM Yy BUNaaky AL-aminoigosy Moxe
OyTU K CepLUeBOro reHesy, Tak i BHacnigok rinoansoy-
MiHeMii Ta NpPoTeiHypii Ha TNi aCOLIMOBaHOI0 ypaxeH-
HSA HUPOK. Ha ni3HiX cTafisx 3axBOptOBaHHA BUABIIAIOTb
HaKOMWYEHHS BUNOTY B MepUKapAaianbHii, nnespasib-
Hil, YepEeBHIl MOPOXHMHAX ax OO PO3BUTKY aHacap-
K. ArperaLuis aminoigy B CTPykKTypax rnpoBigHOi cuc-
TEMU cepLs, a TaKoX OUCHYHKLIA NiBOro nepencep-
[0S € TpUrepamuv apuTMOreHesy, WO Mae Hacnigkom
nekomneHcauito CH ta rpom6oem60niyHi yCcknagHeH-
HA [12]. Y cBOlO Yepry, HEBENUKNI cepueBuUin BUKUL,
Ta 3MiHU B perynsauii TOHycy nepudepuyHnx aptepin
3YMOBJIIOIOTb 3HVXKEHHS apTepiasbHOro TUCKY Ta Mno-
raHe caMornovyTTs XBOpUX. [IPOrHOCTUYHO HECPUAT-
JINBOIO O3HAKOI BBAXKAIOTh MOSABY CUHKOMAJIbHUX CTa-
HiB y 3B’A3KY 3 OOMEXEHHSIM OLLiHIOBAHOT TpMBaoC-
Ti XUTTA Takmx nauieHTiB o 1 poky [13]. OcHOBHOWO
MPUYNHOIO CMEPTI XBOpMX Ha AL-aminoigos € nporpe-
cyBaHHSA CH, TDOMBOreHHi yCKNagHEHHS, XNTTEBO3a-
rpoXyBaJsibHi apuUTMIii Ta panToBa KapaiasibHa CMepTb.

AL-aminoifnos € CUCTEMHNM 3aXBOPIOBAHHSM, B KJli-
HIYHI KQPTUHI IKOr0 XapakTEPHUM € YPAKEHHS HU-
pPOK Ta HePPOTUYHUI cuHApPOoM (58% Bunaakis) [14].
Jlo opraHiB TMMNOBOIro AenOHYBaHHS NapanpoTeiHiB Ta-
KOX Hanexartb CTPYKTYpu nepudepunyHOi Ta aBTOHOM-
HOi HepBOBOI cncTemu (23% Bunaakie), nediHka (16%
BMNAAKIB), M’ SKi TKAHUHW, CYANHN, LUYHKOBO-KUNLLIKO-
BUM TPaKT. 3a3HayeHi NOPYLLUEHHS CNPUYNHIOTE NOs-
BY MOCTIAHOI BTOMU, PO3/1aAn MOTOPUKM KALLEYHUKY,
3MEHLUEHHS Macu Tina Ta nepmdepuryHi Herponarii.
36inbLIeHHs B 06’eMi A3mnka (Makpornocisa) € nato-
FHOMOHIYHOIO 03HaKO0 aMinoifosy, NpoTe YacToTa 1a-
Kux Bunagkis He nepesuiLye 10%. JocuTb cneumdiy-
HMMW 3MiHaMM BHACNIA0K MiKPOCYOVHHOIO YPaXXeHHS
MOXYTb OyTM remoparii Ta neTexianbHWiN BUCUM Ha LLKi-
pi, NnepeBaxHO BEPXHbOI YacTUHW Tina Ta ronosu [12].

AiarHocTuka. lNpouec BepundikaLlii 3axsoptoBaHHA
YMOBHO PO3A4iNg0Th Ha eTan nigo3pu Ha AL-aminoigos
Ta NiaTBEPOXEHHS AiarHo3y. pu NepBUHHIN OuiHL
BPAxXOBYIOTb aHAMHES3, KJliHIYHI NPOosiBM, OaHi Hecne-
LUMdivHMX nabopaTopHUX Ta IHCTPYMEHTASIbHUX METO-
niB 06CcTexXeHHs. 3 40BOJIi BUCOKOI MMOBIPHICTIO aja-
rHO3 aminoifo3y cepusa BOAETLCA 3anNifA03puTKn 3a pe-
3ynbtatamu exokapgiorpadii (exoKr).

Bigyanizauis: exoKl Ta MmarHiTHoO-pe3oHaHCcHa To-
morpadgis (MPT). TunoBMMn 3Haxiokamum Knacu4Hoi
yNbTPa3BYKOBOI AiarHOCTUKN Cepus Ha TaK 3BaHin
rinepTpoddiyHin cTaaii kKapAianbHOro aminoigosy € cu-
MeTpPUYHE NOTOBLLLEHHS CTIHOK 000X LLIYHOYKIB, NOs-
Ba rinepexoreHH1X BK/II0YEHb 32 TUMOM «3€PHUCTOCTI»,
PO3LUMPEHHS MOPOXHUHKM Nepeacepab Ta AiactosiyHa
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ancoyHkuida. MNMopylieHHs penakcadii 1iBoro WwiyHouY-
Ka BiAPI3HAIOTBCS 3a51eXHO Bif, CTYMEHS YypaXeHHs Ta
NporpecyoTh Big, ANC@YHKLIT 1-ro Tuny B 4e6I0Ti XBO-
pobu 0o nceBooHOpPManisaLji Ta pecTPUKTUBHOIO TUMY
HaMOBHEHHS Ha Ti NigHix cTagisx [15]. KnanaHHmi ana-
paT cepugsl, ik NpaBwuIo, NOTOBLLEHNN 6e3 03HaK cTe-
HO3yBaHHS 41 perypritauji. Y pasi BiACyTHOCTI XBuUfi
TPaHCMITPanbHOro KPOBOTOKY A KOHCTaTYIOTb KOHT-
pakTUIbHY OUC@YHKLiO NiBOro nepeacepas. 3acto-
CyBaHHS cnekn-TpekiHr exo-KI nae amory Baromo
PO3LWMPUTN AiarHOCTUYHI MOXNMBOCTI MmeToay. Ha-
BiTb Ha paHHiX eTanax 3axBOpOBaHHA Npu 36epexe-
Hin ppakuii Bukmuay nisoro wnyHo4ka (J1LL) y nauieHTis
i3 KapajianbHMM aminoigo3omM BU3HavYalTbcs 0Co0M-
BOCTIi perioHapHOoi CKOPOTAMBOCTI Miokapaa. Li 3miHn
MaloTb cneundiyHnii xapakTep Ta NoB’A3aHi i3 pPi3HOIO
IHTEHCUBHICTIO iIHINbTPALLT TKAHWH CepLsa NaToNoriy-
HUM BinkoMm. Tak, anikanbHU NO300BXHil CTPEnH 3a-
JINWAETLCA YMOBHO 36€epeXeHM YNpoaoBX BCbOro
3axBOPIOBaHHSA, ToAi Ak Aedopmaliis cepegHix Ta 6a-
3aNbHUX Big4iniB CyTTEBO 3HUXYETbLCHA HaBITb HA OO-
cuMnToMHoMmy eTani. OujiHka BepxiBkOBO-0a3anbHOro
rpagieHTy nedopmadii € iHCTpYyMeHTaNbHUM JjarHoc-
TUYHUM KPUTEPIEM aminoino3y cepus Ta 6epeTbes
[0 yBaru npu NpoBeAeHHI audepeHLuinHoi aiarHoc-
TnKn (Tabn. 1).

MPT cepug i3 3aCTOCYBaHHAM NapamMarHiTHUX ra-
OONIHINBMICHMX BHYTPILLHbOBEHHUX Npenaparie gae
3MOry i3 BUCOKMM MOKA3HUKOM YYyTAMBOCTI Ta cne-
UM@IYHOCTI giarHOCTYyBaTU HAKOMUYEHHS MaToaoriy-
HUX Mac B TkaHMHax [16]. Y 3B’A3Ky 3i 34aTHICTIO ami-
noigy 3B’A3yBaTncs Ta 3aTpuMyBaTu rafoniHinBMIC-
Hi NpenapaTu Takoro poay 06CTEXEHHS € KOPUCHUM
11 BAKJTIOYEHHS iHLIMX XBOPO6 HakonuyeHHs. OcinaH-
HS1 KOHTPACTHOI PEYOBUHW NPU KapaiasbHOMY amifno-
ino3i BiadyBaeTbCsA NepeBaxHO cybeHaokapaianbHO
i MOWVPIOETLCA B HANPSAMKY A0 enikapaa y Mipy npo-
rpecyBaHHsi XxBopobu [17]. HakonnyeHHs ragoninito
B TKaHWHax nepeacepab € 0COOMMBICTIO amionoigHoi
Kapaionartii Ta BKpan pPiakiCHUM SBULLEM MNPU IHLLINX
xBopoOax. 3a HasABHOCTI Nig03pun Ha PaHHIO CcTagio
3aXBOPIOBAHHS — LUE A0 NOSBU 03HAK HAKOMUYEHHS
KOHTpacTy npu MPT-gocnigXeHHi, po3wmnpuTn gia-
FHOCTUYHI MOXMBOCTI METOLY Aa€ 3MOry pexum T1-
kapTyBaHHa [18]. Y mocnigxeHHi 3a y4acTio XBOpUX
Ha aminoigHy kapaionarito ouiHka MPT-gaHnx 0eMOH-
CTpyBana, LU0 3POCTaHHSA NOKa3HMKa MPEKOHTPACTHO-
ro T1 >1,044 mc Ta dpakuii no3akniTMHHOro 06’emy
(PMNO) >0,45 6ynm mapkepamm aiarHo3y Ta He3anex-
HUMW NPEeaNKTOpPaMm CMEPTHOCTI (BIAHOCHUN pu-
3uk 5,39 Ta 3,84 BignosiaHo) [19]. 3pocTtaHHa PO
npv aminoigosi cepus Bia3HaA4YaeTbCA Ha caMUX PaH-
HiX CTafigx 3aXBOPIOBAHHSA Ta 3yMOBJIEHE NMO3aK/TiTUH-
HOIO flokanizauieto QibpUNAPHNX BiaKNaOEHb, a TaKoX
3aMiCHMM $iBPO30YTBOPEHHAM BHACiA0OK 3arndeni
kapaiomiounTis. PO 300poOBOro cepus CTaHOBUTb
6113bko 0,25, Toai aK Npy ypaxeHHi oro aminoigom
NPOrpecrBHO 3POCTaE NapanesibHO TPMBASIOCTI XBO-
pobu oo >0,40 npuv NosiBi CUMMTOMIB.

| nOCi 3010TMM CTAaHAAPTOM Bepudikauii kapaianb-
HOro aminoigo3y 3anuiialTbes 6ioncis TKaHWH cepus
Ta rictonoriyHnii aHania. Btim, 6e3nocepeaHini 3abip
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Tabnuug 1

Exo-KTI Ta MPT-kpuTepii HeiHBa3UBHOro Ta iHBa3MBHOrO (ricTONOriYHO NiATBEpAXEHU eKcTpaKkapAianbHU aMinoifno3) niaTeepaXeHHs
aminoifosy cepus

Exo-KI
MoToBuieHHst cTilkn JILL >1,2 cm Hes’scoBaHoro reHesy + 1 a6o 2
1. HasiBHi 03Haku >2 (a, 6, B):

a) piactoniyHa gucdyHkuisa 2 abo binblue cTagii;

) 3HUXEHHS NOKA3HMKIB TKAHWHHOTO [ONMAEPY S', €' Ta WBWAKOCTI XBU-
nia (<5 cm/c);

C) 3HUXEHHS robanbHOro No3aoBxHLOro cTpeiiny JILL (abconiotHe 3Ha-
YeHHst <—15%).
2. MynbTunapameTpuyHa wkana (>8 6anis):

a) BigHOCHa ToBLWMHa cTiHok JILW (MLLUMN+T3C)/KAP JILL >0,6 (3 6anu);

6) sonnnep E/e’weuakocti xaunb >11 (1 6an);

B) CEKTK <19 mm (2 6anu);

r) abCcoMoTHE 3HaYeHHs rN06anbHOro N0340BXHLOr0 CTpeiiHy <—13%
(1 6an);

1) cucToniyHe CniBBIAHOLIEHHS MO30BXHBLOIO anikanbHo/6a3anbHoro
cTpeiiny >2,9 (3 6amm).

MPT
MPT-o03Haka (a Ta 6 HasiBHi):

a) andy3He cybennokappianbHe, abo TpaHCMypabHe HAKOMUYEHHS KOHT-
pacty;

6) aHOMasbHa KiHeTIKa rafioniHito;

c¢) ®MNO >0,40% (BUCOKOBIPOriAHO, ane He AiarHoCTUYHO).

MLUM — mixwnyHoukosa neperopoaka; KAP JILL — kiHueBoaiacToniyHmii po3mip nisoro wayHouka; T3C — ToBWMHA 3aaHbOT cTiHku; CEKTK — cuctoniyHa

€KCKYPCig KiibList TDUKYCMiAANBHOTO Knanaxa.

3paskiB Miokapaa € 3axo4oM ManofoCTyNnHUM Ta BU-
KOHYETbCH N1LLE B NOOAVMHOKMX BUCOKOCHMELiani3oBa-
HUX LeHTpax. Y padi HeMOXJIMBOCTI NPOBEAEHHSA EHO0-
MiokapgianbHoi 6ioncii BCTaHOBNEHHS AjarHo3y [o-
nycTMme 3a A0NoOMOrol KoMOiHOBaHUX iHBA3MBHUX/
HeiHBa3MBHUX KpuTepiiB. pynoto daxisuiB 3anpono-
HOBaHO HayKOBO-0OIPYHTOBaHUIA AiarHOCTUYHWIA Nia-
Xi, Ha OCHOBI AaHuX BUCOKOCcneundiyHUX MeToaiB Bi-
3yanisauii y Bunagkax rictonoriyHo nigrsepakeHoro
aminoipgoay HekapaianbHoi nokanizauii [20] (tabn. 1).

licTonoridHe nigTBepaxeHHs Ta 1abopaTopHa Aia-
rHocTmka. 3 TOYKM 30pYy HAYKOBOI CMiSIbHOTU, ONTU-
ManbHUM Migxonom ans sepudikauii giarHody AL-
aMminoifgoay € rictonoriyHe nigrBepoKeHHS HasiBHOCTI
BiIKNaAEeHHs 0eno3uTiB y bionTaTtax TkaHuH (Tabn. 1).
B skocCTi npuaaTHMX Ans aHanidy 3paskiB BUKOPUCTO-
BYIOTb BioNTaTN BUOVMO YPaXKEHNX OPraHiB Ta TKaHU-
HW NOTEHLINHO MOXIMBOT NoKani3auii aminoigy (cnu-
30Ba 000JIOHKA LLIOKU, NPSAMOT KMLLIKW, CAIVHHI 3a5103W,
niaWwKipHUN Xnp Tain.) [21, 22]. MNpu mikpockoniyHoMy
OOCNIAXXEeHHi aMinoigHi 4eno3nT MatoTb BUrAS4, No3a-
KNITUHHUX Mac POXEBOro KOJIbOPY Ta HabyBatloTb Yep-
BOHOr0 3a6apBJIEHHS NiCNs 00POOKM KOHFO-4EPBOHUM.
Mopanblwe ooCnimKEHHS BKIIOYEHb B NONAPU30BAHOMY
CBITNi Aae 3Mmory nobaynTu 3eNieHe NoagiHe NpoMeHe-
3a/IOMJIEHHS, WO 3yMoBfieHe B-DibpunapHO0 CTpykK-
Typoto 6inkiB. BogHoyac 6e3nocepenHe NiaTBepaxKeH-
HS1 NATONIOMYHOIrO HAKOMNYEHHS MOBUHHO CYNMPOBOOXKY-
BATUCS BU3HAYEHHSIM TUMY Ta NOXOOXKEHHS BiNKOBUX
CTPYKTYp. Ha cyyacHomy eTani ons TunyBaHHA amino-
ioHMX BigKNaAeHb BUKOPUCTOBYIOTb iIMYHO-E/IEKTPOHHY
MiKPOCKOTMito, Mac-CnekTpOMETPIt0, BU3HAYEHHS MO-
CNiJOBHOCTI aMiHOKMCIOT, NPOTEOMHUIA aHani3 nicng
nasepHoi Mikpoaucekuii [22]. Okpim 6e3nocepeaHbo-
rO BMBYEHHS MCTOMOri4YHMX 3pasKiB abo Npm HEMOXN-
BOCTi OTPMM@HHSI OCTaHHIX, JOCTAaTHbO YyTANMBUM Ta
cneyndiyHMM METOOM AjarHOCTMKM AL-aminoinosy €
OLiHKa BMICTY LIMPKYJIOIO4YMX MOHOKIOHA/IbHUX napa-
NpoTEiHIB nerkux naHyorie A 1a K [23]. BuaHavyeHHs
KOHLEHTpaL,ii Nerkmx A1aHLoriB Mae He nimule giarHoc-
TWUYHY LIHHICTb, ane 1 € BanigoBaHM METOLOM KOHTPO-
110 ePEKTMBHOCTI NATOreHETNYHOr O JliKyBaHHSA. Ha Bifl-
MiHy Big, MM, B ymMOBax siIKOi BUSIBASIIOTb BEJIVKY Kiflb-

KiCTb PIBHMX LIMPKYIOIOYMX NAPanpOTEIHIB, y 611M3bKO
MONIOBMHM XBOPUX HA aminoigo3 enekrpodopes-Tect
€ HeraTuBHUM. 3aCToCyBaHHS iIMyHOQIKCaLlii cMpoBaT-
KM KpoBi Ta/abo ceyi 3Ha4MMO niaBuLLYE AiarHOCTUY-
HY CMPOMOXHICTb MeToay Ta B 6inbLu Hix 90% Bunaa-
KiB JO3BOJISE NiATBEPANTU HASIBHICTb @HOMaJIbHOIO
CMiBBIAHOLLIEHHS A/K Nerkmx naHutorie [24]. BuseneH-
HS LIMPKYJIOI0YMX IEFKMX JIAHLLIOTIB B YCiX BUNAAKaX Mae
noeaHyBaTmcs 3 6ioncieto KICTKOBOrO MO3KY /151 OLLiH-
K1 CTYyNeHs AMcKpasii naasmaTmyHoro nyny. Y pasinep-
BMHHOIro AL-aminoigosy Yactka nnasMaTuYHNX KITiTUH
KiCTKOBOIro MO3KY CTaHOBUTb 61113bko 5—10% (Makcu-
ManbHo 20%), Toai 9k ana MM Ui 3Ha4eHHs € 3Ha4YHO
BULLMMU [25]. BpaxoBytouu, wwo B 61m3bko 10% MM Ta
iHWIi rammanarii cynpoBOAXYIOTbCH GEHOTMNOM ami-
0803y, BU3HAYEHHS HaCTKM KNOHAbHUX NaasmaTuny-
HUX KJITUH KICTKOBOIrO MO3KY Ma€ BUpillanbHe 3Ha-
YeHHs o515 BUOOPY TakTUKKM NiKyBaHHS Ta OLiHKM NPO-
rHogy [22, 26].

3Baxatloum Ha Te Wo kappaianbHa ANCHYHKLUIA €
daKkTopoM HeraTuBHOro nepebiry cuctemHoro AL-
aminoigosy, B NPakTUKy CNOCTEPEXEHHS TaKMUX XBO-
puvXx BBEOEHO MOHITOPUHI PiBHIB BUCOKOYYTIIMBOIO
TponoHiHy Ta N-KiHUEBOro nMponenTuay Hatpinype-
TnyHoro ropmoHy (NT-proBNP Big anrn. N-terminal
prohormone of brain natriuretic peptide). Aucnpo-
nopuinHe NigBULLEHHS LMX MOKa3HUKIB BiGHOCHO Mpo-
aBiB CH Ha eTani NnepBMHHOr0 CKPUHIHIY BiAHOCATb
[0 Tak 3BaHMX YEPBOHMX NpanopLiB, WO CBiA4aTb
npo 3aslydyeHHd cepus B NaTONOriYyHMin npouec. Boa-
HoYac 3HMXEHHS KOHLLeHTpAaLji kapaianbHux Giomap-
KepiB y npoueci nikyBaHHs B6inbLu Hixx Ha 30% € kpuTe-
piem Bionosiai Ha nikyBaHHs, Binobpaxae epekTmB-
HICTb 3aCTOCOBYBaHOI Tepanii Ta NO3NTUBHY AVHAMIKY
nepebiry xgopobu [27].

PyTnHHa oujHKa 3aranbHOro aHaniay Kposi, Gioxi-
Mi4HMX MOKA3HWUKIB, ENEeKTPOITIB, NEPEBAXHO BUKOHY-
€TbCSA 4711 MOHITOPUHIY CTaHy XBOPOro, B4aCHOIo pe-
aryBaHHs Ha Ti 4Yn iHLWI NOPYLLIEHHS B NpoLueci Tepanii
Ta HE Mae 3Ha4YMMOT OjiarHOCTUYHOI LiHHOCTI.

JlikyBaHHg. Ha cydacHOMYy eTani 3arasibHONPUNHA-
TUM NigX040M A0 Teparnii kapaiansHoro AL-aminoinosy
€ DocsAIrHeHHs 6anaHcy Mixk edbekTUBHOIO KOPEKLED
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nposeie CH Ta ximioTepanii, cnpsiMOBaHOi Ha NPWIHi-
YEeHHS aMinoifOreHHOro Naa3MaTUYHOro nysny.
JlikyBaHHS1 cepueBoi HegocTaTtHOCTi. CnekTp me-
ONKaMeHTO3HUX 3acobiB kapaionoriyHoro npodi-
o gns Bnamey Ha nepebir CH € Bkpali 0bMexeHnM,
LLIO MOB’A3aHO SIK i3 MAaTOreHeTUYHNMM 0COBINBOCTS-
MW 32XBOPIOBAHHS, TaK i 3 TSXKICTIO CTaHy CaMoro na-
uieHTa. 3arafbHOMPURHATUMK NpenapaTamn nepLuoi
NiHii € NeTNbOBI AjypeTuKY Nig, peTesibHUM KOHTPOIEM
aiypesy, apTepiasibHOro TUCKY Ta esIEKTPOITIB y CU-
poBarui KpoBi. B AkoCTi 4ooaTKoBOi Tepanii MoXnu-
BE 3aCTOCYBAHHS1 aHTArOHICTIB afibOCTEPOHY B He-
BUCOKMX 403axX 3 METOK A0JATKOBOro AiypeTn4HOro
edeKTy Ta NPUrHiHeHHSA peHiH-aHrioTeEH3UH-anba0-
ctepoHoBoi cuctemu (PAAC). JlikyBaHHS iHri6iTO-
pamMu aHrioTEH3MHNEPETBOPIOBAILHOIO GEPMEHTY
Ta 6nokatopamm PAAC 3a3Bmyaii NoraHo NepeHoCuTb-
CS1 XBOPUMMU, LLIO NOB’13aHO i3 BKPa HEBUCOKUM piB-
HEeM apTepiasbHOro TMCKY. 3acTocyBaHHsA 6nokaTo-
piB B-aApeHOPELLENTOPIB € ANCKYCINHMM, 3BaXalouun
Ha MOXJMBICTb iHQINbTPALIi amMinoigomM cUMMNaTUYHOI
CUCTEMU cepus Ta Pi3KOro norambieHHs rinoTeHsii.
3 Uj€T X NPMYNHN 3aCTOCYBaHHSA B10KaTOPIB KasbLiie-
BUX KaHaniB € NpoTunokasaHum [28]. 3saxatoum Ha ae-
MOHYBaHHS aminoify B TKAHUHAxX nepencepnb 1a 3Mi-
HY iX KOH®Irypauii BHacnigok giactoniyHoi ANCcehyHK-
uii JILU, po3BUTOK apUTMIYHMX YCKNALHEHb € YacTUM
ABULLEM. Y Takmx BUMagKax nokasaHuMm € meguka-
MEHTO3Ha Tepanis amiogapoHOM Ta, BiporigHo, iMn-
NaHTaLis pUuTMOpPErynioBasibHUX BHYTPILLHbOCEPLLE-
BUX MPUCTPOIB. JlikyBaHHS AUTOKCMHOM He 3acTOCO-
BYIOTb Y 3B’S13KY i3 BMCOKOI YaCTOTOK HEOQYiIKYBAHOIO
HaKOMMYEeHHS NpenapaTy Ta NnoripweHHaM nepebiry
3axBOpIOBaHHA. NpoBeaeHHs TpaHcnaaHTauji cepus
MOXE BUKOHYBATMCS XBOPUM JiMLLE 32 YMOBU edek-
TMBHOrO 3aCTOCYBAHHS XiMiOTEPaNeBTUYHNX 3aCO0IB
Ta MOBHOI0 YCYHEHHS NPOAYKLii NaTonoriyHmx 6inkis.
3 iHWOoro 60Ky, NPUrHiYeHHS CUHTE3Y NIErKMX NaHL0-
riB CynpOBOOXKYETbCS KNiHIYHVM NOKPALLAHHSAM CTaHy,
noctynosum perpecom CH Ta 3Hmxye noTpeby B xipyp-
riyHOMy BTpy4aHHi. Y Bunagkax kapaioTpaHcnnaHTauii
SIK CAMOCTIMHOro 3axo4y B YMOBHO KOPOTKUI nepios,
Bii3HAYalOTb MOBTOPHE HAKOMWUYEHHS amMinoify B TKa-
HMHaxX CepLs i3 MOBHUM PELUVANBOM CUMMTOMATUKN.
lMatoreHetn4Ha Teparis. OCHOBHOW NpPo6/eMoto
edeKTNBHOIro 3aCTOCYBaHHS XiMioTepaneBTUYHUX 3a-
co06iB € ix noraHa NnepeHoCUMICTb Ha MNi3HIX cTadiax 3a-
XBOPIOBaHHA. [aLieHTV i3 NOLWMpPEHNM NPOLLECOM Mo-
TpebyloThb LLUBWAKOI Ta MOBHOI BiANOBIAj HA JliKyBaHHS,
O CKNafHO 34INCHNUTY 6e3 3aCTOCYBaHHS JOCTATHIX
no3, abo 3a BiACYTHOCTI edekTy Big 06paHoi cxemMu.
JOCsAArHeHHAM NMOBHOI reMaToS1I0ri4YHOI BiANoBiai Ha Ni-
KYBaHHS1 BBaXatloTb aOCONOTHE NPUIHIYEeHHS NpoayK-
Ui nerkmx naHUoriB, TOAj IK 3HMXKEHHS iX KOHUEHTpaLji
Ha BinbLu Hixx 50% BBaXkatoTb HaCTKOBUM ycrixom [29].
B uinomy ontTManbHi LLaHCK Ha CTiKy PeMIicito i3 Hop-
mManidauieto PyHKLji cepLs MaloTb NaLIEHTN BIKOM MO-
nopue 65 pokis (Mpy HEOOTAXEHOMY aHaMHe3i) i3 piB-
HAMU NT-proBNP <5000 Hr/n, dyHKUIOHaNbHUM Kna-
coM CH 3a kpuTepismu Helo-Mopkebkoi acouiadii
cepus (NYHA) < ll, dpakuieto Bukuay J1L >45%, cuc-
TONIYHUM apTepianbHUM TUCKOM > 90 MM pT. CT. (CTOS-

nornap HA NPOBNEMY

yn), piBHeM TPOMoHiHY T <0,06 Hr/mn, LWBUAKICTIO KNy~
6oukoBoi dinbTpauii >50 mn/xs [30].

OcTaHHIMM JeCATUNITTAMN TaKTUKA NiKyBaHHS CUC-
TeMHOro AL-aminoigo3y nporpecrBHO €BOOLOHY-
Bana Big KoMbiHauii gekcameTa3oH-mendanaH/um-
knodocdamia 0o kpaTHO Binbll epekTUBHUX Bop-
Te30Mi6BMICHUMX cxeM. MNepmin B knaci iHribitopis
npoteacom — 6opTe30Mib, y cxeMi uuknodocma-
Mig-6opTe3omib-gekcametasoH (CyBorD) wupoko
3aCTOCOBYETLCS Y NiKyBaHHI TakMX NauieHTiB, HaBiTb
Ha OCTaHHIX CTafisgx 3axBOPIOBaHHSA. ACOLiioBaHi No-
OivHi ecpekTn 3 6OKY CEpLUEBO-CYANHHOI CUCTEMU HE €
4acTUM FABULLEM, 30KpEMA Y XBOPUX i3 CUCTONIHHOO
ancoyHkuieto Ta CH Ha ctapTi Tepanii [31]. JocTaTt-
HbOK ePEKTUBHICTIO 3 TOYKM 30PY AOCATHEHHS rema-
TONOriYHOI BiANOBIAj XapakTepn3ylTbCs KOMMIEKCHI
cxemMun 6bopTe3omiby i3 fekcameTa3doHoOM Ta mendana-
HOM/NeHaniAoMIaoM, LLLO, BTiM, NMOEAHYETLCS i3 BiNbLL
BMPaXXEHO KapAaioTokcuyHicTio [32]. HoBuMu npe-
napaTtamu Uiei X rpynu € kapdin3omid Ta ikcazomio,
AKi 3apekomeHayBanu cebe y BMNagkax pe3ancTeHT-
HOCTi/peunamByBaHH:A NMpu NikyBaHHI 60pTE30MIOOM.
CxBaneHi YnpaBniHHAM 3 KOHTPOJIIO 3a Xap40BUMU
npoaykTamu i nikapcekumm 3acobamum CLUA (Food ang
Drug administration — FDA) gnsa tepanii MM imyHoO-
perynaTopHi npenapatu (Tanigomia, neHanigomig, no-
MinigoOMIT) € NepcrnekTUBHUM HanpPsMKOM LLIBUOKOTO
NPUrHiYeHH CMHTE3Y napanpoTeinis. [poTe, 3Baxa-
04K Ha BinbLU NoLIMpeHi NobivHI edpekTn 3 BOKy cep-
LLeBO-CYOMHHOI cucTemm Ta BigMiHHUI Big, MM Tepa-
NeBTUYHUI iIHOEKC, HEOOXiAHVUMW € Nepernsaa MOX/n-
BUIX PEXUMIB [,O3YBaHHS Ta BiNlbLL PETENBHNIA KOHTPOJTb
cTaHy xBopwux [33]. BinHOoCHO HOBMM Ta 6araTtoobius-
Io4MM nigxogom B Tepanii AL-aminoigo3y € BnpoBa-
I>KEHHSI MOHOKNOHANbHUX aHTUTIN A0 MM-kniTuH. Jo-
KNiHi4YHi BUNPOOYBaHHSA NPOAEMOHCTPYBaIN 30ATHICTb
MOHOKJTOHaTbHUX @HTUTIN iHAYKYBaTW 3arnbesb KIIOHY
NAa3MaTUYHUX KNITUH LLISXOM KOMMIEMEHT3aNeXHOi
LMTOTOKCMYHOCTI, aHTUTII03aNEXHOro paroumtoay,
AHTUTINO3aNeXHOoi oNocepeaKoBaHoOi LMTOTOKCUYHOC-
Ti, APSAMOro anonTo3y Ta MOAYNSLii EH3MMHOI aKTUB-
HocTi. [peacTaBHMK Knacy — gapatymymao BXe OOBIB
3Ha4YHy ePEKTUBHICTb Y NliKkyBaHHI NEPBUHHOIO aminoi-
[03Yy Ta OLIHIOETLCA paxiBLSAMU 5K 3aCi6, L0 3AaTHUIA
3MiHUTM NPOrHo3 nepebiry xsopobu [34, 35]. Y nocni-
keHHi ANDROMEDA komnnekcHe nikyBaHHs gapa-
Tymymabom ta CyBorD Baromo 36inbliyBano 4acTky
MOBHOI reMaTtosoriyHoi Bignogiai (Ha 15%), a Takox
Biano.iai 3 6oky cepus (Ha 35%) i HMpoK (Ha 27%) no-
piBHAHO i3 CyBorD B sakocTi MmoHoTepanii [36].

OaHak goCArHeHHs NOBHOI reMaTos10riyHol BianoBi-
[iHa OOoHi XiMioTepaneBTUYHOT O NiKyBaHHA He 3aBXau
CYNpOBOOXYETLCH peabcopObLieto naTonoriyHoro 6in-
Ka i3 opraHiB-milleHel. 3Baxatoun Ha ue, O0CNiaHN-
K1 O0K1a[aloTb 3HAYHWX 3yCWUIb 4SS NOLUYKY 3aco0biB
BMN/IMBY 6e3nocepenHbo Ha aMinoigHi Gidpunn abo x
nepeLuKoaXaHHs ix arperadii. BunpobysaHHs edek-
TUBHOCTiI MOHOKJTOHaJTbHUX aHTUTIN 4O CMPOBATKOBOIO
aminoigHoro P-KOMMOHEHTY (MpOTeiHy nnasmu KpoBi,
LLLO 3B’A3YETLCS 3 yCiMa BugamMu aminoigy, Hesanex-
HO BifL, MPEKYPCOPY) AEMOHCTPYBAJIM XOPOLUi Pe3YJib-
TaTn, BTiM OyNn o4acHO 3aBepPLLEHI Y 3B’3KY 3i 3HAY-
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HOM KifIbKICTIO Ta TaXKicTio HeBaxaHux asuwy, [37].
BopaHouac 6aratoobiusitodi 4OCNiAXKEHHA BeAyTbCH
B HanNpsIMKy 3actocyBaHHsa npenapaty CAEL-101 —
MOHOKJ/TOHANIbHUX aHTUTIN Ao AL-aminoigHux ¢idpun.
Y pnocnipxxeHHsax ¢pa3u 1a/6 nokasaHo ix 34aTHICTb
3B’A3yBaTNCS i3 NATONONYHUMM BiNlkaMu i3 NogasbLLIOK
aKTKBAaLLiED ONOCepeaKoBaHoi peuenTtopom Fcg onco-
Hi3auii Ta npoTteonidy. Ha etani dasm 2 gocnioxeHo
NnPOaEeMOHCTPOBaHO 6e3rneky 3acoby Ta BUCOKY Bifl-
noBiab 3 OOKy opraHiB-milleHen (67% 3 6oky cepus
Ta/abo HMpok) [38]. Ha ubomMy eTani akTMBHO BMBYa-
10Tbcst MoxnmBocTi CAEL-101 B kombiHauii i3 CyBorD
Ons nikyBaHHS peunamBytodoro AL-aminoinosy abo x
CK1agHUX MOro BUNaaKiB.

Pan ximioTepaneBTuYHMX 3aco0biB, SKi BXe 3ape-
KoMeHayBanu cebe gk edpekTUBHI areHTu NikyBaH-
H MM, € NOTEHLNHO 3aCTOCOBHUMM ang Tepanii AL-
aminoigogdy. 3esaxatoum Ha BCL,-3anexHictb (MiTo-
XOHApPIaNbHU aHTUANONTOTUYHUIA NMPOTEIH) 9Kk MM,
Tak i AL-aminoigo3dy, JocnigHnKaMmn posrasgaTbed
MOXJIMBOCTI BEHETOKNakcy (iHribiTopa 3B’A3yBaHHS
BCL, i3 npoanontoTu4yHMmMK Ginkamm) sik 3acoby Te-
panii octaHHbOro [39]. Takox O4iKyETbCA MPOBEAEHHS
BUNPOOYBaHb KNITMHHOI Ta iIMyHHOI Tepanii, cnpsiMoBa-
HOI Ha aHTUreH Jo3pisaHHA B-knitnH [40]. JocnigHnkn
MOBIAOMAAIOTb NPO OOMHNYHI BUNAaKM e(PEeKTUBHOCTI
nepLloro B CBOEMY KJaci iHribiTopa Hyk/ieapHOro ekc-
MOPTHOr0 NPOTEIHY — CenliHekcopy, WO, BiporigHo, ne-
penye npoBeeHHo Ginblu MaclTabHUX A0CNiAXEHb
B MabyTHboMy [41].

AyToTpaHcnnaHTaLis cCToBOYpPOBUX K/TiTVH. TpaHc-
nnaHTauis reMonoeTnYHNX cToBOypoBux KnitH (T CK)
e 3 1980-x pokiB 3aCTOCOBYETLCS AJ151 NiKyBaHHS XBO-
pux Ha MM Ta AL-aminoigos. Metoto TICK € npurHi-
YEeHHS NaTONOriYHOrO Nyay B KiICTKOBOMY MO3KY, 3aMi-
LLEeHHs1 abepaHTHNX BOTHULL, CTOBOYPOBMMU KIITUHAMW,
3HUXKEHHS NMPOAYKLi LMPKYTOIYNX TEFKNX NaHLLIO-
riB Ta BUXig, aminoigHux gibpun i3 ypaxeHnx opraHis.
TICK gk camMocCTilnHa onuia Ta B KOMMJIEKCI i3 XimioTe-
panieio CynpoBOOKYETLCA BiNbLU BUPAXKEHOI Ta CTil-
KOO remMaTosIoriyHo BignoBiaa, a TakoXx 3BOPOT-
HMM PO3BUTKOM KapaianbHOi ANCHYHKLUIT 3i 36iNbLLEH-
HAM TPUBANOCTI XUTTS XBOpux [42-44]. 3a paHnmm
Fuchida Ta cnieaBTOpiB, 6113bk0 77% XBOpUX Ha AL-
aMinoifgos B NOCTTPaAHCNAaHTaLMHMI Nepiod aocsara-
JI MOBHOI 200 Ay>XXKe XOPOLLIOi reMaTosorivyHoiI BignoBi-
Oi, 1o NoeagHyBanocs 3i 3pOCTaHHAM S-PivyHOT BUXMBA-
HocTi 0o 70% nponikoBaHux [45]. BogHo4ac ypaxeHHs
cepus Ta iHWNX XXUTTEBO BAXJ/IMBUX OPraHiB 3HA4YMMO

3BYXXYE KOJIO NMOTeHLUiMHO npuaatHux o TICK naui-
€HTIB. [lepeBaHTaXXeHHA PigMHOI0, apuUTMiIl, riNOTEH-
3ia € yactumm nobivHumm edektamm TICK Ta BaxKo
NepeHOCAaTbCHA TakKUMU XBOPUMK. Tak, 3a JAHUMUN rpy-
nu Mayo, He 6inblue 25% naujeHTiB 3 AL-aminoigo3om
nignagaoTb Nig kpuTtepii 3actocyBaHHA TTCKy 3B’A3ky
i3 BUCOKOIO CMEPTHICTIO B NPOLECI NTiKyBaHHS Ta BiACYT-
HICTIO 3HAYMMOTO KNiHIYHOro edekTy Ha Mi3HiX eTanax
3axBoptoBaHHs [46]. OgHak y pasi nigTBepAXeHHs 3a-
XBOPIOBAHHSA Ha paHHi cTagii abo X B yMOBax Hea0-
cTaTHbOI remaTtonoriyHoi Bignosigi TFCK sanuwaeTb-
CS NpUKNagHoO Ta ePEKTUBHOIO TEPANEBTUYHOK MO-
nanbHicTio [47].

MporHo3. ICHye aekinbka nigxonis A0 NPOrHO3y-
BaHHS nepebiry AL-aminoifgosy 3 ypaxeHHsm cepus.
MpoTe yci BOHM 6a3ytoTbCs Ha AaHNX 0OCTEXEHHS na-
LieHTa B MOMEHT MaHidecTauii 3axsoptoBaHHs. He-
3BaXkaloyn Ha OOHaAINIMBI pesynbTaThi HOBUX A0CHi-
I>KeHb B cdepi nikyBaHHS AL-aminoigosy, HUHI XOaHi
i3 HMUX HE € BIGOOPaXEHVM B aNropmUTMax OLLIHKK NMpo-
rHO3y ANA Uiei kaTeropii xsopux. 3arasom yci asTopu
CXOOATbCA Ha AyMLU,, WO OCHOBHMMMW MPOrHOCTUYHU-
MW YYHHUKaMM € CTYMiHb YPAXXEHHS CepLs Ta KOHLEH-
Tpauis LMPKYIOYMX NEerkux NaHuoris. Y no3nuinHoMy
[OKYMeHTI paxoBoi rpynun xBopob Miokapaa Ta nepu-
Kapaa €Bponencbkoro ToBapucTBa Kapaionorie 3a-
MPOMOHOBAHO anNropuTM MPOrHO3yBaHHSA TPMBaNOC-
Ti XXUTTA Ana xBopux Ha AL-aminoigos (tabn. 2) [20].

Y KOHTEKCTi OLLIHKM MPOrHO3Y Ha Ti NikyBaHHS Binb-
WwicTb ¢axiBuiB CXMNAIOTLCA A0 AYMKU LWOO0 NPOoBia-
HOT PONi AOCSArHEHHSI MOBHOT reMaToJ10rivyHOT BiAMOBI-
i Ta eniMiHauii LMPKYIOYNX Nerkux naHuoris. 3a-
3BMYai Taka ePekTUBHICTb MoXxe OyTn 3abe3neyeHa
Yy XBOPUX Ha eTani Nerkoro ypaxxeHHa opraHis-mille-
Hel Ha T/ 3aCTOCYBaHHA MOBHOLLIHHKX 1,03 Ta HeoOXxia -
HUX 3axoaiB [48]. Y ubOMy CEHCi CBOEHYACHE BUSIBIIEHHS
AL-aminoinosy Ta npaBuibHa AndepeHLiiHa giarHoc-
Tka HabyBaloTb BMUPILLANBHOIO 3HAYEHHS Ta KPUTUY-
HOT HeOoOXigHOCTI.

MipcymoBytouu, cnig 3a3HaunTu, wo AL-aminoigos
3 ypaxeHHsIM cepus €, 6e3yMOBHO, CKIa4HUM BU-
nagkom Ans JiikyBaHHs, BTIM He MOXe po3rnsagaTu-
CS 9K BMPOK A5 nauieHTa. 3Baxar4ym Ha Hecneym-
®IYHICTb KJTIHIYHOMO CMMNTOMOKOMMJIEKCY HA PaHHIX
eTanax xsopobu, BaXMBO MPOBOAUTU PO3LUMPEHE
0bOCTeXEHHS Ta BUKJIIOYEHHST aMinoiaHoi kapaionaTii
y NauUiEHTIB 3 0O3HAKaMM AjaCToMIYHOI ANCPYHKLIT cep-
LS He3’AICOBAHOIO reHedy. CniBnpaws OHKOremMaTosno-
riB Ta kapaionoris/cimeliHnx nikapis 3abeanedvye 6ara-

Ta6nuus 2

MporHocTu4Ha wkana ans xeopux Ha AL-aminoigo3s

Kumar 1a cnisastopu (Mayo)

Lilleness Ta cniasTopu (BU)

Mapametpu:

BJ1J1 pigH. >18 mr/on
TponoHiH T 20,025 Hr/mn
NT-proBNP >1800 nr/mn

MapameTtpu:
TponoHiH | >0,1 Hr/mMn
BNP >81 nr/mn

Crapia 5-piyHa BUXUBaHICTb, % Cragis MegiaHa BUXUBaHHS, MiC
1-wa (0 napamertpis) 68 1-wa (0 napawmerpis) Hesigomo
2-ra (1 napamertp) 60 2-ra (1 napametp) 112,8
3-14 (2 napametpu) 28 3-19 (2 napameTpu) 51,6
4-1a (3 napametpu) 14 3b (2 napametpu+ BNP >700 nr/mn) 12

BU — LLikona meanumHn BocToHCbKOro yHiBepeuTeTy; BJIT pi3H. — pisHULS MiX 3anyyeHuM i He3afiiHUM BinbHUM Nerkum naHutoramu; NT-proBNP —
N-KiHLEeBIA nponenTng, HaTpiilypeTMyHOro ropMoHy; BNP — M03KOBWIA HATpilypeTuyHuii nentua,
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TOCTOPOHHIN nigxig A0 nNpoLuecy AiarHOCTUKK Ta Niky-
BaHHSA Ui€i kaTeropii xBopux. JOCArHEHHS MeONYHOI
Hayku Ta nosiea dapmMaueBTUYHUX IHHOBAaLLi J,03BONS-
I0Tb €(PEKTUBHO MPUTHIYYBATM CUHTES NIErKMX NaHLIO-
riB A Ta K 32 YMOBM CBOEYACHOIO BUSIBNIEHHS Ta BTPY-
YyaHHS B Nepebir 3axBoptoBaHHA. B ymoBax cTabinb-
HOrO CTaHy MauieHTa naTtoreHeTnyHa Tepania Moxe
3aCTOCOBYBATUCH B 4OCTAaTHbOMY 00CH3i, WO KPaTHO
niaBuLLYE TepaneBTUYHY pe3ynbTaTUBHICTb. JJocar-
HEeHHSA NOBHOI CTINKOI remMaToIoriyHo1 BignoBiaj Ha Te-
panito Ta pe3opOuis aminoigHMx 4eno3nTiB B OpraHax-
MiLLIEHSAX € NepenyMOBaMn NPOOOBXEHHSA TPUBASOCTI
Ta MOKPALLEHHS SKOCTI XXUTTH XBOPOrO.
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Abstract. The literature review is devoted
to the analysis of modern data on currently known
aspects of pathogenesis, innovations in diagnosis
and treatment of patients with AL-amyloidosis
with heart damage. The possibilities of imaging
methods for the differential diagnosis of amyloid
cardiopathy and other pathologies with the phenotype
of myocardial hypertrophy are highlighted. An analysis
of the permitted volume of cardiotropic therapy for
stabilization of the patient’s condition in the light
of the prospects for the application of pathogenetic
treatment of paraproteinemia was carried out. Attention
is focused on the therapeutic approaches to systemic
AL-amyloidosis depending on the stage of the disease
and possible directions for its improvement. Scales for
predicting the life expectancy of such patients and key
factors for its extension are given.
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