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CEPLS: CYMACHUMN CTAH
NMPOBJIEMU

Ornsg nitepatypu MPUCBSIYEHO aHai3dy CyHaCHUX OaHuX LLOAO HUHI Bi-
JAOMUX acrekTiB natoreHesy, HoBawuivi B AiarHOCTULI Ta JliKyBaHHI XBOPUX
Ha AL-aminoifos i3 ypaxxeHHsIM cepLsi. BUCBIT/IEHO MOX/IMBOCTI METO/AIB
Bi3yani3auii Ans andepeHUiriHOI AiarHOCTUKY aMisloiaHOI kapaionarii Ta iH-
Loi narosorii i3 peHoTurnom rinepTpodii miokapaa. lNposeaeHo aHani3 4o-
3B0OJIeHOro obcsry kapaioTpornHoi Tepanii ans crabinidauii ctaHy XBopo-
ro y CBITJli NepcrekTuB 3aCTOCyBaHHS NaToreHeTnYHoro J1ikyBaHHs rnapa-
npoteiHemii. Po3rnsHyTO nepcrnekTuBHI niaxoam Ao Teparnii CACTEMHOro
AL-aminoinoay i3 ypaxyBaHHSIM CTaii 3aXBOPIOBaHHS Ta MOXJINBI HArpsiM-
KW i yaockoHaneHHs. HaBeaeHo Biaomi LLKaav rnporHo3yBaHHS TPUBAsIOCTI

pe3oHaHCHa ToMorpadgis cepus.

YpaxeHHs cepuda npy naTtonorii CUCTEMHOro xa-
pakTepy € YYHHUKOM, L0 CYTTEBO YCKJIAAHIOE Nepe-
6ir OCHOBHOIO 3aXBOPIOBAHHS Ta CTBOPIOE TPYAHOLLL
B MPOLLECI NikyBaHHS. 3aneXHo Bif, HO30/10rii, Kapajanb-
Ha UCPYHKLiSI MOXe MaTu 3BOPOTHUIN Ta MEPMAHEHT-
HWI xapakTep i3 PyHKUioOHaNbHUMKM ab0o X CTPYKTYp-
HUMW nopyLleHHsMK. Cepef XxBopob MoJsliopraHHOro
XapakTepy 3i 3HaYUMUMM HacnigkaMmun Ois CEPLLEBO-
CYAMHHOI CUCTEMM BAPTO BUAINUTY AEMNOHYBAHHS HE-
po34umHHOro ¢ibpunsapHoro 6inka — aminoigy. CTyniHb
yPaXeHHs cepus Ta, BiANOBIAHO, MPOrHO3 415 XBOPO-
ro MOXYTb CYTTEBO BiApPI3HATUCSA BiANOBIAHO A0 TUMY
aminoigoay. Binomo noHan 30 NpoTeiHiB, CIPOMOXHMX
TpaHchopMyBaTUCH B aMinoif, NpoTe Tifbkn 9 i3 HUX
CMPUYKNHIOTb KapaianbHy ancgyHkuito [1]. 3okpema,
TMMNOBOIO TOYKOIO AenoHauii 6inka Tmny AA — noxigHo-
ro roctpodasHoro NPoTeiHy A, € HUPKK Ta inwie y pia-
KICHMX BUNagKax — TKaHUHW cepust. B ocTaHHi gecaTtu-
niTTa yacTtka AA-aminoigoasy, k1 Le Ha3nBaKTb BTO-
PVIHHUM BHACNIA0K MOro MaHipecTauii Ha TNi XPOHIYHUX
3anasnbHMX 3aXBOPIOBaHb, MPOrPECUBHO 3MEHLLYETHCS
3aBAAKN 3POCTAHHIO e(PEKTUBHOCTI liKyBaHHS NEPBUH-
HMX NPOBOKYOYMX NpoLecis. B uinomy noHan 98% Bu-
najkis kapAianbHOro aminoigo3y CnpUYNHEeHO Hakonum-
YEHHSIM NepeBaXHO iIMyHOrN0OYiHIB Nerknx NaHuoris
(AL — Big anrn. light chain amyloidosis) Ta, MeHLLOI0 Mi-
poto — TpaHcTupeTuHy (ATTR — Big aHrn. transthyretin
amyloidosis). TpaanuinHo AL-aminoigo3 BBaxarTb
PiAKICHMM 3aXBOPIOBAHHSIM, BTiIM OCTAHHI A0CNIOXKEHHS
LUBMALLIE BKA3YOTb Ha MOro HEAOCTATHE BUSIBNEHHS [2].

MaTtoreHe3s. B oCcHOBi po3BuUTKy AL-aminoinosy
NEeXNTb KJIOHaNbHA €KCMNaHCisa naasdmaTUyHUX KITiTUH
KICTKOBOIO MO3KY i3 rinepnpoayKLieto 1erkmx naHLo-
rie nam6aa (A), abo kanna (k), Wo Moxe BigmiyaTmcs
SIK HA TNi MHOXWHHOI Mienomn (MM), Tak i 6e3 Hei. Ki-
HEeTWYHO HecTabinbHi Ta YyTAMBI OO eHO0NPOTEeOoNi3y
aMinoigoreHHi nerki AaHur BifibHO Po3nagaloTbCs
Ha dparMeHTu, ki MPOAOBXYIOTb LIMPKYNSLLIO KPOBO-
06irom Ta HaKoNMYyTbCA B TKaHKHax [3]. Mpu gocar-

XKUTTS TakKX XBOpUX 1a KJTI040BI YUHHUKYN FIOrO MPOAOBXEHHS.

HEHHi KPUTMYHOI MacK Ta B YyMOBax B3aeMOgii i3 No-
KanbHUMN dakTopamm (rniko3damiHoraikaHamm, Ko-
nareHom, npoTteazamm, MeTasnamu Ta iH.) BigMivaloTb
NMOPYLUEHHS arperaduii Ta yTBOPEeHHS HEPO3YNHHUX OJli-
romepis [4]. HesanexHo Bia noxoaxeHHs Binka-npe-
Kypcopa, aMifioigHi 4eno3nTy MOXHA OXapakTepusy-
BaTU 1K CTPYKTYPY HecneumdiyHo 3B’ A3aHUX pUria-
HUX HepoaranyxeHux Gibpun giameTpom 7,5-10 HM,
Lo yTBOPIOIOThL BeTa-wap [5]. OpraHoTPOnHICTbL ami-
Noigy NoB’a3aHa i3 pagom GakTopiB, BKAKOYAKYM 10-
KasibHY KOHLIEHTpaLjito 6inkiB, 3HUXEHNUM PH, HAsIBHICTIO
¢ibpwun Ta, BiporigHoO, BapiabenbHICTIO reHHOro Noni-
Mopdiamy [6]. Y Bunaaky AL-aminoigosy TMnoBmumMm Mi-
LUEHsIMM € cepLe Ta/ab0o HMUPKMK, L0 MOXe NOEeaHyBa-
TUCS 3 YPaXXEHHAM LLKipW, KNLWEYHUKY, apTepin, nepm-
depryHOi HEPBOBOT CUCTEMU, CNU30BUX 0OOIOHOK Ta
iH. JlenoHyBaHHS amifioigy B N03akaiTMHHOMY NPOCTO-
pi Miokapaa Npru3BoAMTb 40 NPOrPeCcMBHOIO GiBEHTPU-
KYNSIPHOrO 3POCTaHHS TOBLUWHM MNOrO CTIHOK, BTpaTH
TKaHMHaMM HOPMaJIbHOI apXiTEKTYPU Ta PyHKLT, Nosi-
BN PECTPUKTUBHOIO TUMY HANOBHEHHS Ta 3MEHLUEHHS
cepueBoro Buknay. Ha nonatok oo CyTO MexXaHiqHUX
nopyLUueHb HAKOMNYEHHSI NaTONONYHNX DIBPUIT YUHUTL
BUPaXEHUN UUTOTOKCUYHWUI BNAKUB. MNpedibpunapHi
KapAioTPOMHi Nerki naHLUor, BNaveaym Ha peaoKc-
6anaHc kapaiomMiounTiB, 3yMOBJIIOIOTb NiABULLLEHHS
KOHLEHTpaLLi BHYTPILUHbOKTITUHHUX PeaKTUBHUX HGOpPM
KMCHIO, aKTMBYIOTb arnonTo3 Ta BilbHOPaAVKabHi Npo-
uecwu [7, 8]. Y cepii ekcnepmMeHTIB NigTBEPOXEHO
BMJIVIB aMifl0ig0reHHUX NPOTEiHIB HA PO3BUTOK 1i30CO-
MaJibHOI ANCPYHKLi, NOPYLUEHHS KanbLIiEBOro rOMeo-
cTasy Ta, BpewTi, 3arnéenb knituH [9]. BogHovac iH-
OyKLi nerknumMm naduoramm p38-mMiToreHakTMBOBaHOI
NPOTEIHKIHA3M NOCUJITIOE TPAHCKPUILLIO HATPINYpeTny-
HOro nenTuay TMny B Ta KapAioTOKCUMYHICTb 3aXBOPIO-
BaHHs [10].

KniniyHi acnekTun. KniHiyHi nposiBn aminoigosy
MO>XHa PO3MOAINUTY Ha KapAjasibHi Ta ekCTpakapiaib-
Hi. 3BaXkatoyn Ha 4aCTO HM3bKY CNELM@IYHICTb OCTaH-
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nornapn HA NPOBNEMY

HiX, CaMme CMMMTOMOKOMIIEKC YPaXeHHSA CEPLEBO-CY-
OWNHHOT CUCTEMM 3MYLLIYE XBOPOTrO BNepLle 3BEPHYTUCH
Do nikaps. TpmBanui Yac HaKONUYEHHSA aminoigy B Tka-
HUHaxX CepLis MOXe MaTu NaTEHTHUI Nepeoir i3 pizkum
306iNbLUEHHSIM BUPaXKeHOCTi MPOSIBIB Nig BNAMBOM Oyab-
SIKOro MPOBOKYHYOrO YNHHMKA. Knacnu4HO KNiHIYHOIO
KapTUHOI MaHidecTaLii KapaianbHOro aminoigosy €
PO3BUTOK PE3NCTEHTHOI A0 NiKyBaHHSA 3aCTiMHOI cep-
LeBoi HegocTaTHocTi (CH) no manomy Ta BefIkoMy Ko-
Jlax KpoBOODBIry, NPUYOMY 03HaKM NPABOLLTYHOUYKOBOI
JekoMneHcau,ji YyacTto 6yeaioTb nepBuHHUMK [11]. Ha-
OpsiKOBUM CMHAPOM Yy BuNaaky AL-aminoinody moxe
OyTu K CEpPLLEBOIrO I'eHesdy, Tak i BHacigoK rinoanboy-
MiHEMIi Ta NPOTEIHYPIi Ha T/ aCOLINOBAHOIO YPaXxeH-
HS HUPOK. Ha ni3HiX cTafisix 3axBOpIOBaHHSA BUABSIOTb
HaKOMWYEHHS BUNOTY B NepukapaianbHin, nnesparb-
Hi, YePEBHIN NOPOXHNUHAX aX A0 PO3BUTKY aHacap-
K1. Arperauis aminoigy B CTPyKTypax NpoBigHOi cuc-
TEMM cepud, a TakoxX ancdyHKLUia niBOro nepencep-
[0S € Tpyrepamm apuTMOreHesy, Lo Mae Hacniakom
nekomneHcaujo CH ta TpomboeMOb0nivHi ycknagHeH-
HA [12]. Y CBOIO Yepry, HEBENNKUI CEPLLEBUIA BUKNL,
Ta 3MiHU B perynsujii ToHycy nepudepunyHnx apTepin
3YMOBIOIOTb 3HMXKEHHS apTepiasibHOro TUCKyY Ta no-
raHe camornovyTTsa XBopux. NNPOrHOCTUYHO HECNIPUAT-
JINBOIO O3HAKOIO BBAXAIOTb MOSABY CUHKOMAJIbHUX CTa-
HIiB y 3B’A3KY 3 0OMEXEHHSM OLiHIOBaHOI TpuBasoc-
Ti XUTTA Takmx nauieHTiB 4o 1 poky [13]. OcHOBHOO
NPUYNHOIO CMEPTI XBOpmX Ha AL-aminoigos e nporpe-
cyBaHHs1 CH, TPOMBOreHHi yCKNaZiHEHHS, XXUTTEBO3a-
rpoXXyBasibHi apuTMIii Ta panTtoBa KapaiasbHa CMepPTb.

AL-aminoigos € CUCTEMHNM 3aXBOPIOBAHHSAM, B KJi-
HIYHI KapPTUHI 9KOro XapakTepHUM € YPaKEHHS HU-
pPOK Ta HeDPOTUYHUI cuHAPOM (58% Bunagakis) [14].
Jlo opraHiB TMNOBOro AenNOHYBaHHSA NapanpoTeiHiB Ta-
KOX Hanexartb CTPYKTYpu nepudepuryHOi Ta aBTOHOM-
HOI HEPBOBOI cncTemu (23% Bunaakie), neviHka (16%
BUNAAKIB), M’SKi TKAHUHW, CYONHW, LLUSTYHKOBO-KMLLIKO-
BUI TPaKT. 3a3HA4YeHi MOPYLUEHHS CIIPUYMHIOTh NOSI-
BY NOCTIMHOiI BTOMU, PO3/1aAN MOTOPUKN KNLLEYHUKY,
3MEHLUEHHSA Macu Tina ta nepudepuyHi Herponaril.
36inblIeHHs B 06’eMi s131Ka (Makpornocis) € naTto-
rHOMOHIYHOIO O3HAKOIO aMifoigo3y, MPOTe YacToTa Ta-
KX BMnagakKiB He nepesuitye 10%. JocnTb cneundiu-
HUMW 3MiHaM1 BHACNIAOK MiKPOCYOVHHOIO YPaXeHHs
MOXYTb ByTV remoparii Ta neTexianbHUN BUCUM HA LLIKi-
pi, NEpPEBAXHO BEPXHbLOI YAaCTUHW Tina Ta ronosu [12].

AiarHocTuka. Npouec BepudikaLlii 3axBoprOBaHHS
YMOBHO pO34iNnd0Tb Ha eTan nigo3pw Ha AL-aminoigos
Ta NiATBEPOXKEHHN AiarHo3y. MNMpn NepBMHHIN OLIHLI
BPaxoBYIOTb aHaMHE3, KiHiYHI NPOsBU, AaHI Hecne-
LUMOivHMX NabopaTopHUX Ta iIHCTPYMEHTAIbHUX METO-
niB 06CcTEeXeHHs. 3 A0BOJi BUCOKOK MMOBIPHICTIO Aia-
rHO3 amifoigo3y cepus BAAETLCS 3anifo3puTy 3a pe-
3ynbTatamu exokapgiorpadii (exoKr).

Bizyanizauisi: exoKI Ta MarHiTHO-pe30HaHcHa T0-
morpadgis (MPT). TunoBMMKn 3HaxigkaMmu KiacuyHoi
YNbTPa3BYKOBOI AiarHOCTMKM CEPLS Ha TaK 3BaHin
rinepTpodivHilv cTagii kapaianbHOro aminoigosy € cu-
METPUYHE MOTOBLLEHHS CTIHOK 000X LLUYHOYKIB, NOsi-
Ba rinepexoreHHnX BKII0YEHb 33 TUMOM «3€PHUCTOCTI»,
PO3LUMPEHHSA MOPOXHUHY NEPeACcEPab Ta AiacTonivyHa

ancodyHkuisa. MNMopyleHHa penakcadii 1iBoro WwiyHou-
Ka BiOPISHAIOTLCS 3aJIEXHO Bif, CTYNMEHS YPAXKEHHS Ta
NpPOrpecyoTh Big AMcOYHKLUIT 1-ro Tny B AebtoTi XBO-
pobu 0o ncesaoHopMarnisaji Ta pecTpUKTUBHONO TUMNY
HaMoOBHEHHS Ha ii NigHix cTagiax [15]. KnanaHHui ana-
paT cepugs, Sk NpaBuio, NOTOBLUEHNN 6€3 03HAK CTe-
HO3YBaHHSA 4K perypritayji. ¥ pasi BiaCyTHOCTI XBUJIi
TPaHCMITPaNbHOro KPOBOTOKY A KOHCTATYIOTb KOHT-
pakTUAbHY AUCOYHKLiO NiBOro nepeacepas. 3acTto-
CyBaHH$ criekn-TpekiHr exo-KI gae amory Baromo
PO3WNPUTW AiarHOCTUYHI MOXINBOCTI meToay. Ha-
BiTb HA paHHIX eTanax 3axBOPIOBAHHS NMpu 3bepexe-
Hin ppakuii Bukmuay nisoro wnyHouka (J1LU) y naujieHTis
i3 KapianbHUM aminoino3oM BU3HavYatTbCcs 0cobaun-
BOCTIi perioHapHoi CKOPOTAMBOCTI Miokapaa. Lli 3miHn
MatoTb cneumdidyHnI xapakTep Ta NOB’A3aHi i3 Pi3HOI0
IHTEHCUBHICTIO iIHQINbTPALLi TKAHVH CepLd NaToaoriy-
HUM BinkoMm. Tak, anikanbHUM NO340BXHIl CTPenH 3a-
JIMLLAETBCS YMOBHO 36epexeHnM ynpogoBX BCbOro
3axBOPIOBAHHS, TOAji 9K Aedopmalis cepeaHix Ta 6a-
3aNbHUX BiAAiNiB CYTTEBO 3HUXYETLCS HaBITb Ha O0-
cumMnToMHoMy eTani. OuiHka BEPXiBKOBO-6a3abHOro
rpagieHTy gedopmadii € iHCTPYMEHTaNIbHUM fjiarHoC-
TUYHUM KPUTEPIEM aminoinosy cepus Ta 6epeTbcs
00 yBarv npuv npoBeaeHHi andepeHuinHoi giarHoc-
VKK (Tabn. 1).

MPT cepus i3 3aCTOCYBaHHAM NnapamarHiTH1UX ra-
DONIHINBMICHMX BHYTPILLHbOBEHHMX Npenaparis nae
3MOry i3 BUCOKUM MOKa3HUKOM 4yTIMBOCTI Ta cne-
UM@IYHOCTI AiarHOCTyBaTXU HAKOMWYEHHS NaTosOoriy-
HUX Mac B TkaHMHax [16]. Y 3B’aA3Ky 3i 3gaTHICTIO ami-
noigy 3B’A3yBaTncd Ta 3aTpPMMyBaTW rafofiHiiBMiC-
Hi MpenapaTn Takoro poay 06CTEXEHHS € KOPUCHUM
0151 BUKJTIOYEHHS iHLIMX XBOPOO HakonmnyeHHs. OcinaH-
HSl KOHTPACTHOI PEYOBMHWM NpUY KapAjiasibHOMY amino-
ino03i BinOyBaETLCH NEPEBAXHO CybeHAoKapaianbHO
i MOWVPIOETLCA B HANPSIMKY A0 enikapaa y mMipy npo-
rpecyBaHHs xBOpobu [17]. HakonuyeHHs ragoniHito
B TKAQHWHaX Nnepeacepdb € 0COONMBICTIO aMioNoiaHOT
Kapgaionarii Ta BKpan pigkiCHUM SBULLEM NPW IHLINX
xBopo6ax. 3a HasABHOCTI MiZO3PN Ha PaHHIO CTagito
3axBOPIOBAHHA — e 0 NOSBM O3HAK HAKOMUYEHHS
KOHTpacTy npun MPT-gocnigxXxeHHi, po3wmputun gia-
FHOCTUYHI MOXJIMBOCTI MeTOAY Aa€ 3MOry pexum T1-
kapTyBaHHs [18]. Y mocnigXeHHi 3a y4acTio XBOpUX
Ha aminoigHy kapaionatito ouiHka MPT-gaHnx 4eMoH-
CTpyBana, Lo 3POCTaHHA NOKa3HMKa MPEKOHTPACTHO-
ro T1 >1,044 mc Ta ¢ppakuii no3akniTMHHOro 06’emMy
(PMNO) >0,45 6ynn mapkepamMmu aiarHo3y Ta He3anex-
HUMW NPeaUKTOPaMn CMEPTHOCTI (BIiAHOCHUA pu-
3uk 5,39 ta 3,84 BignosigHo) [19]. 3pocTtaHHa P10
npv aminoigosi cepus BiA3HAYaETbCSA HA CaMuX PaH-
HiX cTafigx 3aXxBOPIOBaHHA Ta 3yMOBJIEHE MO3aK/IiTUH-
HOIO Nokanizaujieto GibpUNAPHUX BioKNaAEHb, a TAaKOX
3aMiCHUM (piBPO30YTBOPEHHAM BHACNiAOK 3armbeni
kapaiomiouunTie. PO 300pOBOro cepusi CTaHOBUTb
6nun3bko 0,25, Toai 9K Npu ypaxeHHi oro aminoigom
NPOrpecrMBHO 3pOCTa€E napasnesibHO TPUBANOCTi XBO-
po6wu o >0,40 npu NOSIBi CUMMNTOMIB.

| poci 3on0TMM cTaHaAPTOM Bepudikauii kapaianb-
HOro aminoigo3y 3anuwarTbes 6ioncia TKaHUH cepus
Ta ricronoriyHmii aHanis. Btim, 6e3nocepenHili 3abip
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norngan HA NPOBNEMY

Tabnuus 1

Exo-KI Ta MPT-kpuTepii HeiHBa3UBHOro Ta iHBa3MBHOIO (riCTONOriYHO NiATBEpAXEHUI eKCTPpaKapAianbHUA aMinoifnos) niaTeepaXeHHs
aminoino3y cepus

Exo-KI'
MoToBuieHHs cTiHkn JILL >1,2 cm Hes’scoBaHoro reHesy + 1 a6o 2
1. HasiBHi 03Haku >2 (a, 0, B):

a) piacToniyHa gucdyHkuis 2 abo binble cragii;

0) 3HUXEHHS NOKA3HMKIB TKAHWHHOTO JONNAEpy S', € Ta WBMAKOCTI XBU-
nia (<5 cm/c);

C) 3HUXEHHS rN06anbHOro No3A0BXHLOTO cTpeiiHy JILLI (abcontoTHe 3Ha-
YeHHs <—15%).
2. MynbTnapameTpuyHa wkana (>8 6anis):

a) BigHoCHa ToBLwyHa cTiHok JILU (MLLIN+T3C)/KAP JILL >0,6 (3 6anm);

6) monnnep E/e’wsuakocti xgunb >11 (1 6an);

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

r) abcomoTHe 3HaY€eHHs rMobanbHOro No3A0BXHLOTO CTPeliHy <—13%
(1 6an);

1) cUCTONIYHE CNiBBIAHOLIEHHS MO3L0BXHLOIO anikanbHo/6a3anbHoro
cTpeitHy >2,9 (3 6anm).

MPT
MPT-03Haka (a Ta 6 HasiBHi):

a) andysHe cybeHpokapaiansHe, abo TpaHCMypasnbHe HAKOMNYEHHS KOHT-
pacry;

6) aHOManbHa KiHeTVKa rafioniHito;

¢) ®MNO >0,40% (BUCOKOBIPOriaHO, ane He AiarHOCTUYHO).

MLUM — mixwnyHoukosa neperopopka; KAP JILL — kiHueBoaiacToniyHuii po3mip nisoro wayHouka; T3C — ToBWwMHA 3aaHbOI cTiHkK; CEKTK — cuctoniyHa

€KCKYPCig KifibLs TPUKYCNIAANBLHOTO Kianaxa.

3paskiB Miokapaa € 3axo40M ManofoCTyNHUM Ta BU-
KOHYETbLCA NMLUe B NOOANHOKMX BUCOKOCMELiani3oBa-
HUX LeHTpax. Y pasdi HEMOXIMBOCTI NPOBEAEHHS €HAO-
MiokapaianbHoi 6ioncii BCTaHOBNEHHSA AiarHo3y Oo-
nycTumMe 3a JONOMOrol KOMBIHOBAHUX iHBA3MBHUX/
HeiHBa3MBHUX KpuTepiiB. pynoto ¢axisLiB 3anpono-
HOBaHO HayKOBO-0OrPYHTOBaHMI AiarHOCTUYHWIA Nifl-
Xig, Ha OCHOBI AaHuX BUcokocneundiyHnx MeToaiB Bi-
3yasnizauji y Bunagkax riCtofioriyHo nigTBepaXKeHOro
aminoigo3dy HekapaianbHoi nokanisauii [20] (tabn. 1).

FicTonoriyHe nigTBEpaKEHHS Ta nabopaTopHa aia-
rHocTmka. 3 TOYKW 30pYy HAYKOBOI CRiIbHOTU, ONTU-
ManbHUM NigXo4oM Ang Bepudikauii giarHo3dy AL-
aminoinoady e rictonoriyHe nigTBepOXKEeHHA HAsBHOCTI
BiZIKNaAEeHHs 0eno3uTiB y bionTaTtax TkaHuH (Tabn. 1).
B akocCTi npupaTHMX A8 aHanidy 3paskiB BUKOPUCTO-
BYIOTb BioNTaTN BUOVMMO YPaXXeHUX OpraHiB Ta TKaHu-
HM MOTEHLINHO MOXIMBOI Nokanidauii aminoigy (cnu-
30Ba 000JI0HKA LLLOKU, NPSAMOT KMLLIKW, CIIMHHI 3211031,
NigWKipHUA XMp Tain.) [21, 22]. MNpu MikpockonivHOMY
OOCNIOXKEHHI aMinoigHi 4eno3nT MatoTb BUrNaa, no3a-
KNITUHHUX Mac POXEBOI0 KONIbOPY Ta HabyBaloTh Yep-
BOHOr0 3a6apBIeHHS Nic/isi 0OPOOKM KOHFO-4EPBOHUM.
Mopanblue ooCcnimkKeHHs BKIIOYEHb B MO PU30BaHOMY
CBIiTNi Aa€ 3Mory no6aynTu 3ef1IeHe NoagifiHe NPOMeEHe-
3aJIOMJIEHHS, WO 3yMoBJieHe B-DibpunsapHOO CTPyK-
Typoto 6inkiB. BogHoyac 6e3nocepeaHe NingTBepaKEH-
HS NATOJIOMNYHOrO HAKOMNYEHHS MOBUHHO CYNPOBOAXKY-
BaTUCS BU3HAYEHHSM TUMY Ta NOXOMAXEHHS BiNKOBUX
CTPYKTYp. Ha cyyacHomy eTani Ana TMnyBaHHA amino-
iOHWX BigKNaaeHb BUKOPUCTOBYIOTb iIMYHO-E/TEKTPOHHY
MiKPOCKOTMIit0, Mac-CneKkTPOMETPIl0, BU3HAYEHHS MO-
CNiAOBHOCTI aMiHOKMCOT, NPOTEOMHUIA aHani3 nicns
nasepHoi Mikpoamceku,ii [22]. Okpim 6e3nocepeaHbo-
rO BUBYEHHS MCTONOrYHMX 3pa3kiB abo Npu HEMOXJIU-
BOCTi OTPMMAaHHS OCTaHHiX, OCTATHbO YYT/IMBUM Ta
crneundivyHMM METOO0M AjarHOCTUKK AL-aminoinosy €
OLjHKa BMICTY LMPKYJIIOI0HYMX MOHOKJTOHAIbHUX Napa-
NPOTEIHIB nerkux naHutoris A 1a Kk [23]. BuaHa4veHHs
KOHLLeHTpaL,i Ierkmx naHuoriB Mae He nvile giarHoc-
TUYHY LLIHHICTb, ane i € BanigoBaHMM METOLOM KOHTPO-
N0 ePEeKTUBHOCTI NATOrEHETNYHOr 0 NiKyBaHHS. Ha Big-
MiHy Big, MM, B ymMOBax iKOi BUSIBASIIOTb BENVKY Kislb-

KiCTb PI3HUX LIMPKYIOIOYMX NApanpoTEiHiB, y 611M3bKO
MONIOBMHM XBOPUX HA aminoigo3 enekrpodopes-TecT
€ HeraTmBHMM. 3aCTOCYBaHHS iMyHO®IKCaLlii cMpoBaT-
K1 KpOBi Ta/abo cedi 3Ha4MMO NigBULLYE OiarHOCTNY-
HY CMPOMOXHICTb MeToAy Ta B 6inbLu Hix 90% Bunaa-
KiB A0O3BONISIE NIATBEPANTN HAABHICTb aHOMAaJIbHOrO
CNIBBIOHOLUEHHS A/K nerkux naHuoris [24]. BussneH-
HS LIMPKYITOI0YNX NIEFKMX IAHLOTIB B YCiX BUNMaZKax Mae
noeaHyBaTUCA 3 6iONCiE0 KICTKOBOrO MO3KY )15 OLLiH-
KM CTYNEeHs AMcKpasii nnazmaTn4Horo nyny. Y pasinep-
BUHHOrO AL-aminoigo3y YacTtka nnasmMaTuyHnX KNiTuH
KiCTKOBOIr0 MO3KY CTaHOBUTL 6111n3bko 5—10% (Makcu-
MasnbHO 20%), Toai ak ansa MM uj 3Ha4eHHS € 3HAYHO
BuLMMK [25]. Bpaxosyioun, wo B 65113bko 10% MM Ta
iHWIi ramMmmManarii CynpoBOAXYIOTbCS GEHOTUMOM aMi-
1101003y, BU3HA4YEHHSA HaCTKW KITOHASIbHUX MiasdmaTuy-
HUX KJITUH KICTKOBOrO MO3KYy Ma€ BupillanbHe 3Ha-
YeHHs 419 BUOOPY TaKTUKKN NiKyBaHHS Ta OLLiHKM MPO-
rHo3sy [22, 26].

3Baxalum Ha Te Wo KapaianbHa OANCHYHKLUIA €
dakTopoM HeraTuBHOro nepebiry cuctemHoro AL-
aminoigoay, B NpakTuUKy CNOCTEPEXEHHS TaKUX XBOPUX
BBELEHO MOHITOPVHI PiBHIB BUCOKOYYT/IMBOIrO TPOMOHi-
Hy Ta N-KiHLLEBOIro NponenTmnay HaTpinypPETUYHOr O rop-
MOHy (NT-proBNP Big, anrn. N-terminal prohormone
of brain natriuretic peptide). AncnponopuinHe nigsu-
LLEHHS LMX NOKa3HWUKIB BiAHOCHO npossiB CH Ha eTani
NEPBUHHOIO CKPUHIHTY BIAHOCATL 40 Tak 3BaHMX Yep-
BOHWX NPanopLiB, LLLO CBig4aTb NPO 3a/y4EeHHS cepus
B NaTONOri4YHKM Npouec. BoaHo4ac 3HMXEHHSA KOHLEH-
Tpauii kapaianbHux 6ioMapKkepiB y NPoLEeCi NiKyBaHHS
6inbL Hix Ha 30% € KpuTepiem BiANOBIAI HA NiKyBaH-
HS, BinoOpaxae ePeKTUBHICTb 3aCTOCOBYBaAHOI Tepa-
nii Ta NO3NTUBHY AVHaMIKy nepebiry xsopobwu [27].

PyTunHHa oujiHka 3aranbHOro aHanidy kposi, 6ioxi-
MiYHWNX MOKA3HWKIB, €NEKTPOJITIB, MEPEBAXHO BUKOHY-
€TbCS 411 MOHITOPUHIY CTaHy XBOPOro, B4aCHOIo pe-
aryBaHHS Ha Ti YM iHLWI NOPYLUEHHS B NpoLeci Tepanii
Ta HEe Ma€ 3HAa4YMMOI AiarHOCTUYHOI LIHHOCTI.

JlikyBaHHS. Ha cydacHOMYy eTani 3arasnbHONPUNHA-
TUM NiAX0A0M A0 Tepanii kapaiansHoro AL-aminoigosy
€ DOCSArHeHHs 6anaHcy Mix e(eKTUBHOIO KOPEKLEID
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nposeis CH Ta ximioTepanii, cnpsiMOBaHOi Ha NPUrHi-
YEHHS aMiNoiAOreHHOro NIasMaTuyHOro nysny.
JlikyBaHHS1 cepLeBoi HegocTaTtHocTi. CnekTp me-
OMKaMEeHTO3HUX 3acobiB kapaionoriyHoro npodi-
o onsa BnamnBy Ha nepebir CH € Bkpali obMexeHnMm,
L0 NOB’A3aHO §K i3 NaToreHeTUYHMMU 0COBNMBOC-
TAMW 3aXBOPKOBAHHS, TaK i 3 TAXKICTIO CTaHy CamMoro
naujieHTa. 3arajbHONPUINHATUMIW NpenapaTamMu nep-
LLOI NiHIT € NeTNbOBI AiypeTnKu Mig peTeNbHUM KOHTP-
onem aiypesy, apTepianbHOro TUCKy Ta enekTponi-
TiB y cupoBsarTLi KpoBi. B gkoCTi nonaTtkoBoi Tepanii
MOXJIMBE 3aCTOCYBAHHS aHTAroHICTIB anbA0CTEPO-
HY B HEBMCOKMX 03ax 3 METOIO A04aTKOBOro Aiype-
TUYHOro edekTy Ta NPUrHIYEHHS PEHIH-aHMOTEH3VH-
anbpocTepoHoBoi cuctemm (PAAC). JlikyBaHHS iHribi-
TOpamMu aHrioTEH3MHNEPETBOPIOBASIBHOIO (PEPMEHTY
Ta 6nokatopamu PAAC 3a3Buyai noraHo nepeHoCUTb-
CS1 XBOPYIMU, LLLO MOB’A3aHO i3 BKPAN HEBMCOKNM PiB-
HEM apTepiasbHOro TUCKY. 3acTOCyBaHHs 6a0KaTo-
piB B-agpeHopeuenTopiB € OUCKYCINHUM, 3BaXaloyn
Ha MOXJMBICTb iHQINbTPaLUii amMinoigoMm cuMnaTU4HOI
CUCTEMU cepus Ta pPi3Koro NornnéneHHs rinoTeHsii.
3 Ui€i XX NpnYMHM 3aCcTOCYyBaHHS 610KaTOPIB KanbLje-
BUX KaHaiB € NpoTunokasaHum [28]. 3saxatoum Ha ae-
MOHYBaHHS amifioiny B TKAHMHax nepencepnb 1a 3Mmi-
HY ix KOH®Irypauii BHacnigok iactonivyHoi ancdyHk-
uii JILU, po3BUTOK apUTMIYHMX YCKNAAHEHb € YacTUM
ABULLEM. Y Takmx BUMNagKax nokasaHuMu € megvika-
MEHTO3Ha Tepanisa aMmiogapoHOM Ta, BiporigHo, iMn-
NaHTauis puTMOpPErynioBanbHNUX BHYTPILLHbOCEPLE-
BUX NPUCTPOIB. JlikyBaHHS ANTOKCMHOM He 3aCTOCO-
BYIOTb Y 3B’S13KY i3 BMCOKOI YaCTOTOK HEOUiKYBAHOIrO
HaKOMUYEHHS NpenapaTty Ta noripweHHaM nepebiry
3axBoploBaHHSA. MNMpoBeneHHa TpaHcnnaHTaujii cepus
MOX€e BUKOHYBATUCS XBOPUM NuLLE 3a YMOBU edek-
TMBHOrO 3aCTOCYBaHHS XiMiOTEPaneBTUYHNX 3aC00IB
Ta MOBHOIO YCYHEHHS MPOAYKLi NaToNoriyHmx Binkis.
3 iHWOoro 60Ky, NPUrHIYEHHSI CUHTE3Y NIErKnX NIaHLLIo-
riB CyrnpoOBOAXKYETLCA KNiHIYHMM NOKPALLL@HHAM CTaHy,
noctynosum perpecom CH Ta 3Hmxye noTpeby B xipyp-
riYHOMY BTPYyYaHHi. Y BunagKkax kapaioTpaHcnnaHTawii
SIK CAMOCTIMHOIo 3axo4y B YMOBHO KOPOTKUI nepiof,
BiA3HA4alO0Tb MOBTOPHE HAKOMMYEHHS aminoigy B Tka-
HMHaX CepLS i3 MOBHUM PELVAVBOM CUMMTOMATUKN.
lMatoreHeTnyHa tepanis. OCHOBHOK NPObaEMOIO
edEeKTUBHOIr0 3aCTOCYBaHHS XiMiOTEPANEBTUYHMX 3a-
co0biB € ix noraHa NepeHoOCMMICTb Ha MNi3HiX cCTagisx 3a-
XBOPIOBaAHHS. MaLieHTn i3 NOLWMpPEeHM NpoLecoM no-
TpeObyioTb LWBUAKOT Ta NOBHOI BiANOBIAj HA NiKyBaHHS,
L0 CKNIAZHO 34iCHNTN 6e3 3aCTOCYBaHHS AOCTATHIX
003, abo 3a BiACYTHOCTI edekTy Big, 06paHOi cxemu.
LocsarHeHHs M NOBHOI reMaToNIorivyHOI BiANOBIAji Ha Ni-
KYBaHHS1 BBaXaloTb aOCOMOTHE NPUIHIYEHHS NPOaYK-
LT Nerknx NaHuoris, TOAi 1K 3HVXKEHHS iX KOHUEHTpaLii
Ha 6inbLu HiXX 50% BBaXXaOTb YHACTKOBUM ycnixom [29].
B uinomy onTuManbHi LLaHCK Ha CTiKY PEMICIIO i3 HOP-
manisauieto yHKLUii cepus MaTb NALEHTU BiIKOM MO-
nopawe 65 pokis (Mpy HEOOTAXEHOMY aHAMHESI) i3 piB-
HAMN NT-proBNP <5000 Hr/n, dyHKLIOHaNbHMM Kna-
com CH 3a kputepismu Helo-Mopkebkoi acouiauii
cepus (NYHA) < ll, dpakuieto sBukngy J1LL >45%, cuc-
TOMIYHUM apTepianbHUM TUCKOM > 90 MM pT. CT. (CTOS-

4n), piBHeM TPOMNoHiHY T <0,06 Hr/mn, LWBUAKICTIO KAy~
6oukoBoi dinbTpauii >50 mn/xs [30].

OcTaHHIMN JeCATUAITTAMN TAKTUKA JiKyBaHHS CUC-
TeMHOro AL-aminoigo3y nporpecnuBHO €BOJTIOLLIOHY-
Basia Big KoMbiHauii gekcameTa3oH-mendanaH/um-
knodocdamin oo kpaTHO Binbll edekTUBHUX BOp-
Te3oMibBMiCHUX cxeM. lMepLinii B Knaci iHribitopis
npoteacoM — 60pTE30MIb, Y CXeMi Lumknodocma-
Mig-6opTe3omib-gekcametadoH (CyBorD) wurpoko
3aCTOCOBYETbLCS Y JliKyBaHHI Takmx MaLi€HTIB, HABITb
Ha OCTaHHIX CTafigax 3axBopiOBaHHSA. AcouiioBaHi No-
OivHi edekTn 3 6OKY CEPLLEBO-CYAMHHOI CUCTEMU HE €
4aCcTUM SABULLEM, 30KpEMaA Yy XBOPUX i3 CUCTOMIYHO
ancoyHkuieto Ta CH Ha ctapTi Tepanii [31]. JocTaTt-
HbOIO €DEKTUBHICTIO 3 TOYKN 30PY AOCATHEHHS remMa-
TONOrYHOI BiAMNOBIAI XapakTepU3yTbCH KOMMIEKCHI
cxeMu 6opTe3oMmiby i3 fekcameTa3oHoM Ta mendana-
HOM/NeHani AoMIfoM, L0, BTiM, MOEAHYETLCS i3 BiNnbLU
BUPaXEHOIo KapaioTokcmyHicTio [32]. HoBumu npe-
naparamu Liei X rpynun € kapgin3omié Ta ikca3omio,
AKi 3apekomeHayBanu cebe y BMNagKax pe3ncTeHT-
HOCTi/peLmnanBYBaHHS NMpu NlikyBaHHI 60pPTE30MiGOM.
CxBaneHi YNpaBniHHAM 3 KOHTPOJIIO 33 Xap40BUMU
npoayktamu i nikapcbkumm 3acobamum CLLUA (Food ang
Drug administration — FDA) onga tepanii MM imyHO-
perynaTtopHi npenapaTu (Tanigomia, neHanigomia, no-
MiNigOMIT) € NepCrnekTUBHUM HanpPsMKOM LLBUOKOMO
NPUrHiYeHHS CMHTE3y NapanpoTeiHis. [poTe, 3Baxa-
1041 Ha BiNnbL NowKnpeHi NobivHi edpekTn 3 6oKy cep-
LLEBO-CYOMHHOI cMcTeMn Ta BigMiHHUI Big MM Tepa-
NeBTUYHUI iIHOEKC, HeOOXiAHMMN € Nepernsad, MoXun-
BUX PEXUMIB [,O3YBaHHS Ta BiflbLL PETENBHNIA KOHTPOJTb
cTaHy xBopwux [33]. BigHOCHO HOBMM Ta 6araToobius-
I04MM Migxoaom B Tepanii AL-aminoigo3dy € BnpoBa-
I>KEHHS MOHOKNOHaNbHUX aHTUTIiN Ao MM-kniTuH. Jo-
KNiHIYHI BUNPOOYBaHHA NPOAEMOHCTPYBaIN 30ATHICTb
MOHOKJTOHaJTbHUX @HTUTIN iHOYKYBaTW 3arnbesb KNOoHY
MAa3MaTUYHUX KNITUH LUJISIXOM KOMMJIEMEHT3aNeXHOoi
LUMTOTOKCUYHOCTI, aHTUTINI03anexHoro ¢darounTtosy,
AHTUTINO3aNneXHOi oNocepeaKoBaHOi UUTOTOKCUYHOC-
Ti, NPAMOro anonTo3y Ta MoAyNsuUii EH3MMHOI aKkTUB-
HocTi. [peacTaBHUK Knnacy — aapaTymymab BXe OOBIB
3Ha4Hy ePEeKTUBHICTb Y NiKyBaHHI MEPBUHHOIO aminoi-
N03Yy Ta OLHIOETLCA paxiBLUAMM 5K 3aci0, L0 30aTHUIA
3MiHUTK NPOrHO3 Nepebiry xsopobu [34, 35]. Y pocni-
mxeHHi ANDROMEDA komnnekcHe nikyBaHHsS gapa-
Tymymabom Ta CyBorD Baromo 36ibLuyBano 4acTky
MOBHOI reMaTosorivyHoiI Bignosigi (Ha 15%), a Takox
BignoBiai 3 6oky cepus (Ha 35%) i HMpoK (Ha 27%) no-
piBHsHO i3 CyBorD B skocTi MmoHOTepanii [36].

OpHak JoCArHeHHs NoBHOI remMaTos10ri4HOI BianoBi-
Ai Ha POHI XiMioTEPaNEBTMYHOIO JTIKYBaHHS HE 3aBX AN
CYNpPOBOAXYETLCHA peabcopObLjeto naTonoriyHoro Gin-
Ka i3 opraHiB-mMileHen. 3saxalyn Ha ue, A0CNigHU-
KM O0K1afaloTb 3HAYHWX 3yCUIb 415 NOLYKY 3aco6iB
BMJIMBY 6€3nocepenHbo Ha amMinoigHi gibpunmn abo x
nepeLuKoayKaHHs ix arperadii. BunpobysaHHs edek-
TUBHOCTiI MOHOKJIOHaJTbHUX aHTUTIN1 [0 CUPOBATKOBOIrO
aminoigHoro P-KoMNoHeHTy (NpOTeiHy naasmMm KPOBi,
L0 3B’A3YETLCA 3 yCiMa BUAaMm aminoiny, Hesanex-
HO BiJ, NPeKypcopy) AEMOHCTPYBaAM XOPOLUi pesyib-
TaTW, BTIM OyNM J0MACHO 3aBEPLLEHI Y 3B’A3KY 3i 3HAY-
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HOI KiNIbKICTIO Ta TAXKiCTIO HebaxaHux asuw, [37].
BonHouac 6aratoobiusodi 4OCNiOXEHHS BEAYTbLCS
B HanpsiMKy 3acTocyBaHHs npenapaty CAEL-101 —
MOHOKJIOHaNbHUX aHTUTIN Ao AL-aminoigHunx ¢idpun.
Y pocnigxeHHsx ¢a3m 1a/6 nokasaHo ix 34aTHICTb
3B’A3yBaTMCS i3 NATONOrYHUMM BiNkamm i3 NoAANbLLOKO
aKTvBaLlielo 0rnocepenKoBaHoi peuenTopom Fcg onco-
Hi3auii Ta npoTeonidy. Ha etani ¢a3un 2 gocnigkxeHb
npoaeMoHCcTpoBaHO 6e3neky 3acoby Ta BUCOKY Bif-
noBiab 3 60Ky opraHiB-mileHen (67% 3 BoOKy cepus
Ta/abo HMpokK) [38]. Ha upomy eTani akTMBHO BMBYa-
toTbcs MoxnmBocTi CAEL-101 B kombiHauii i3 CyBorD
Ons NikyBaHHS peuuavBytodoro AL-aminoinosy abo x
CKJ1aJHUX MOro BUNaaKis.

Psan ximioTepaneBTUYHUX 3ac00biB, SKi BXe 3ape-
KomeHayBanu cebe gk ePeKTUBHI areHTn ikyBaH-
Hs MM, € NOTEeHLUiNHO 3acTOCOBHUMM Ois Tepanii AL-
aminoigogdy. 3saxato4m Ha BCL,-3anexHicte (MiTo-
XOHAPIaNbHUN aHTNaNONTOTUYHUI NPOTEIH) 9Kk MM,
Tak i AL-aminoigo3sy, AoCnigHMKaMn po3rnsagalnTbes
MOXJIMBOCTiI BEHeTOKNaKCy (iHribiTopa 3B’A3yBaHHS
BCL, i3 npoanontoTu4HumMn Ginkamu) sk 3acoby Te-
panii ocTaHHbOro [39]. TakoX O4iKyETLCS NPOBEAEHHS
BMNPOOYBaHb KNITUHHOI Ta iIMyHHOI Tepanii, cnpsiMoBa-
HOI Ha aHTUreH go3pisaHHsA B-knituH [40]. JocnigHukn
NoBIAOMASIOTb NPO OANHUYHI BUNaaKu eeKTUBHOCTI
NMepLLIoro B CBOEMY Kaci iHribiTopa HykfieapHOro ekc-
MOPTHOrO NPOTEIHY — CENIHEKCOPY, LLLO, BIPOrigHoO, ne-
penye npoBeaeHHo Binbll MacwTabHUX OOCHiaXEeHb
B MalibyTHboMy [41].

AyToTpaHcnaaHTaLis CToBOYPOBUX KIITUH. TPaHC-
niaHTaLis reMonoeTnYHMX CToBOYPOBUX KNiTUH (TICK)
we 3 1980-x pokiB 3aCTOCOBYETHLCS AJ151 NiKyBaHHS XBO-
pux Ha MM Ta AL-aminoinos. Metoto TICK € npurHi-
YeHHS NaTONOriYHOro NyJsy B KICTKOBOMY MO3KY, 3aMi-
LLLeHHS aBepaHTHNX BOMHULL, CTOBOYPOBMMU KIITUHAMMU,
3HMXXEHHA NMPOAYKLIT LMPKYIIOYNX NEFKUX NTAaHLIO-
riB Ta BUXiZ, aMinoigHmnx ibpwun i3 ypaxeHnx opraHis.
TICK sk camocTiliHa onuia Ta B KOMMJIEKCi i3 ximioTe-
parieto cynpoBOaXY€ETbCS OiNbLL BUpPaXeHoto Ta CTil-
KOIO remMaTosIoriyHOo BiAnoBigal0, a TakoX 3BOPOT-
HUM PO3BUTKOM KapAianbHOi AMCPYHKLT 3i 36inbLLIEH-
HAM TPUBANIOCTI XUTTS XBOpUX [42-44]. 3a gaHnmun
Fuchida Ta cnisaBTopiB, 65113bko 77% XxBOpUX Ha AL-
aminoifnoa B NOCTTPAHCMAAHTALIMHMI Nepiog agocara-
JI1 MOBHOI 260 AyXXe XOPOLLOi reMaTonorivyHoi Bianosi-
[i, Lo NOEgHYBANOCS 3i 3pOCTAHHAM S-PiYHOT BUXMBA-
HocTi 0o 70% nponikoBaHux [45]. BooHo4ac ypaxeHHs
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cepus Ta iHLWKX XXUTTEBO BaX/IMBUX OPraHiB 3Ha4MMo
3BY)XXYE KOJIO MOTEHLUiMHO npuaatHux ao TICK naui-
€HTiB. [lepeBaHTaXeHHA PIAVHOI0, apUTMiIl, FiNOTEH-
3ia € yacTmu nobiyHumun edpektamm TICK Ta Baxko
NEPEeHOCATbLCHA TaKUMU XBOPUMUW. Tak, 3a JaHUMWN rpy-
nn Mayo, He BGinbLue 25% naujieHTis 3 AL-aminoigo3om
nignagatoTb Nig kpuTepii 3actocyBaHHA TITCKy 3B’A3ky
i3 BUCOKOIO CMEPTHICTIO B NPOLECi NiKkyBaHHSA Ta BiACYT-
HICTIO 3HAYMMOTO KNiHIYHOro e eKTy Ha Ni3HiX eTanax
3axBOploBaHHSA [46]. OoHak y pasi niaTBepaXeHHs 3a-
XBOPIOBAHHSA Ha paHHili cTagii abo X B ymMOBax Heao-
CTaTHbOI remartonoriyHoi Bignosiai TICK sannwaeTb-
CS1 NPUKNAAHO0 Ta ePEKTUBHOIO TEPANEBTUHYHOIKO MO-
banbHicTio [47].

MporHo3. IcHye gekinbka nigxoais OO NPOrHO3y-
BaHHs nNepebiry AL-aminoigosy 3 ypaxeHHsiM cepust.
lMpoTe yci BOHM 6a3yloTbCs Ha AaHNX 0OCTEXEHHS Na-
LieHTa B MOMEHT MaHidecTauii 3axsoptoBaHHs. He-
3BaXKato4um Ha OOHAAINAMBI pe3ynbLTaT HOBUX OOCHI-
DxeHb B chepi nikyBaHHA AL-aminoigody, HUHI XOAHI
i3 HUX He € BiZOOPaXXEHNM B afirOPUTMax OLLHKM NpO-
rHO3Y N9 L€l KaTeropii Xxeopux. 3arasom yci asTopu
CXOOATbCSA Ha AyML, WO OCHOBHUMMW NMPOrHOCTUYHU-
MW YYHHUKAMM € CTYMiHb YPAXEHHSA CepLd Ta KOHUEH-
Tpau,is LMPKYIOKYMX NErkKMUX aHLIOTIB. Y NO3ULiIMHOMY
DOKYMeHTi paxoBoi rpynm xBopob Miokapaa 1a nepu-
kapga €BpONencbKoro ToBapuCcTBa Kapaiosnoris 3a-
MPOMOHOBAHO aJIrOPUTM MPOrHO3yBaHHS TPMBANOC-
Ti XUTTS ang xsopux Ha AL-aminoigos (ta6n. 2) [20].

Y KOHTEKCTi OLLIHKM MPOrHO3Y Ha TNi JlikyBaHHS Binb-
WwicTb paxiBuiB CXMNAOTLCA A0 AYMKW LLOA0 NPOBia-
HOI PONi AOCArHEHHS MOBHOI FEMATOJIOMYHOI BiANOBI-
i Ta eniMiHauil UMPKYIOYNX Nerkux naHuorie. 3a-
3BMYal Taka ePeKTUBHICTb MOXe OyTn 3abe3neyeHa
Yy XBOPUX Ha eTani Nerkoro ypaKeHHsa opraHis-mille-
Hel Ha TNi 3aCTOCYBaHHSA MOBHOLLIHHNX 003 Ta HEOOXIf-
Hux 3axoAis [48]. Y upOMy CEHCi CBOEYACHE BUSIBIEHHS
AL-aminoigo3sy Ta npasuibHa gudepeHLinHa giarHoc-
Tuka HabyBalTb BUPILLIANIBHOMO 3HAYEHHS Ta KPUTNY-
HOT HEOOXiAHOCTI.

MipcymoBytoum, cnig 3azHaynTu, wo AL-aminoigos
3 ypaxeHHaAM cepus €, 6e3yMOBHO, CKJIaAHUM BU-
nagKkoM Anis fiikyBaHHS, BTIM HE MOXE po3rnagartu-
CS 9K BUPOK AJ1s nauieHTa. 3Baxal4ym Ha Hecrneuyu-
@IYHICTb KJIHIYHHOMO CMMNTOMOKOMIIEKCY Ha PaHHIX
eTanax xBopobu, BaxJIMBO MPOBOAUTU PO3LUMPEHE
ob6CTexeHHs Ta BUKJIIOYEHHS aMinoigHoi kapaionarii
Yy NauieHTIB 3 03HaKaMu AiaCToNIYHOI ANChYHKLji cep-

Tabnuus 2

MporHocTuyHa Wwkana ang xsopux Ha AL-aminoino3s

Kumar ta cnieasropu (Mayo)

Lilleness Ta cniaBTopu (BU)

Mapametpu:

BJIN piu. >18 mr/on
TponowiH T >0,025 Hr/mn
NT-proBNP >1800 nr/mn

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

Crapis 5-piyHa BUXMBaAHICTb, % Crapis MegiaHa BUXUBaHHS, Mic
1-wa (0 napameTpis) 68 1-wa (0 napameTpis) Hegigomo
2-ra (1 napametp) 60 2-ra (1 napameTp) 112,8
3-19 (2 napameTpu) 28 3-19 (2 napameTpu) 51,6
4-ta (3 napametpn) 14 3b (2 napametpu+ BNP >700 nr/mn) 12

BU — Llikona meguumHm BocToHcbKoro yHiBepcuteTy; BJIJT pisH. — pisHALS MiX 3any4eHUM i He3afiHUM BinbHUM Nerkum naduoramu; NT-proBNP —
N-KiHLEeBWIA NpoNenTuz, HATPiNypPETUYHOr0 rOpMOHY; BNP — MO3KOBWIA HATPIYPETUYHWIA NENTU,
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Lsi He3’ssicoBaHOro reHesy. CniBnpaus OHKoremaToso-
riB Ta kapaionoris/cimerHux nikapie 3abeaneyvye 6ara-
TOCTOPOHHIN Nigxig, 40 Npouecy AiarHOCTUKKM Ta iky-
BaHHS UIEi kaTeropii xBopux. JOCArHEHHS MeANYHOI
Hayku Ta nosiea dapmMaueBTUYHUX iHHOBALL 03BOS-
I0Tb €(PEKTUBHO MPUTrHIYYBATU CUHTES NTIErKMX NAHLUI0-
riB A Ta K 3a yMOBM CBOEYACHOI0 BUSIBNIEHHS Ta BTPY-
YyaHHs B Nepebir 3axBoptoBaHHA. B ymoBax cTabinb-
HOrO CTaHy NauieHTa natoreHeTnyHa Tepania Moxe
3aCTOCOBYBaTUCH B 40CTAaTHLOMY 00CA3, WO KPaTHO
niaBuLLye TepaneBTUYHY pe3dynbTaTuUBHICTb. Jocar-
HEHHS NOBHOI CTIMKOi reMaTOI0rYyHOI BigMoBiAi Ha Te-
panito Ta pe3opbuis aminoigHMX 4eN03nTIB B OpraHax-
MiLLeHsX € NepeayMOBaMm NPOLAOBXEHHSA TPMBAOCTI
Ta MOKPAaLLLEHHS SKOCTI XXUTTS 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
heartdamage. 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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