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0. O.BbYTKO

AucraHuinHe HOBYAHHS

/XAPKIBCbKMA HOLOHAOABHUI YHiBEepCcuTeT iMeHi B. H. KapasiHa, Xapkis, YkpaiHa/

Aminoipos cepusa

Pe3lome

Y CTATT BUCBITAEHI OCTOHHI HOYKOBI ACHI LLLOAO KAIHIKW, AIQrHOCTUKM TO CYHACHOTO AIKYBAOHHSI OMIAOIAO3Y
cepus. OCOBAMBA yBAra MPUAIAEHA OCOBAMBOCTSIM KAIHIYHOTO nepebiry Ta BIAMIHHOCTI B AIQrHOCTUL 11 AiKy-
BOHHI PIi3HKX TUMIB CEPLLEBOrO AMIAOIA03Y, HOCAMNepeA AL-aMIAOIA03Y TO TPAHCTUPETUHOBOIO AMIAOTAOS3Y.
BMCBITAGHI HOMCYYACHILLI AIQTHOCTUYHI TECTU, SIKi 30CTOCOBYIOTBCS 30AAST BUSIBAEHHST 3OXBOPIOBAHHSI, TO HOBI
AIKYBAABHI 30C0O0M, 5IKi MOXKYTb ©YTM 3ACTOCOBAHI AAS PI3HUX TUMIB OMIAOIAO3Y.

KAIO4OBi CAOBQ: OMIAOIAO3 CEPLS, CEPLIEBA HEAOCTATHICTb, AL-OMIAOIA03, TTR-aMIACTAC3

AMIACIAO3M — LIE POAMHA 30XBOPKOBAHb, MPU SIKMX HEMPABUABHO
3ropHyYTI BIAKM-NONEPEAHNKM ArPEryOTb 3 YTBOPEHHSIM AMIACIAY TA
BIAKAQAQIOTLCS B TKAHUHOX OPraHI3MY.

AyXe CEPNO3HOID, AAE HEAOCTATHBO PO3NIZHAHOK GOPMOIO
LIbOrO 30XBOPIOBAHHS € cepLeBui aminoiao3 (CA), npu SkoMy AMino-
iA BIAKAQAQETLCS Y MO3AKAITUHHOMY MPOCTOPI MIOKAPAQ, LLO MPU3BO-
ANTb AO MOTOBLLEHHS TA 30IAbLLIEHHS YXOPCTKOCTI CTIHOK LLUAYHOUKIB i3
PO3BUTKOM CcepLieBoi HeaocTaTHOoCT (CH) Ta nopyLueHb cepueBoro
pUTMY. PO3BIHYTUIN AMIACIAO3 CepLst Bi3IOAOTIYHO XAPAKTEPUNIYETHCS
SIK PECTPUKTUBHA KapAiomionaris.

OcHOBHI eTionoriuHi TMNK
cepueBoro aminoigosy

CiMmenHun a60 BAPiAHTHUI TPAHCTUPETUHOBUI (ATTRY, hATIR a6o
ATTRmM,) NOB’S1I30HMIN 3 MYTALLSIMW reHa TpaHcTUpeTuHyY (TTR);

AVKNIA TN TPAHCTUPETUHOBOIO aMIAOiTA03Y (ATTRWH), v Atoaen
MOXMAOTO BiKY, CAPUYNHEHNIM BIKOBUM BIAKACAQHHSIM AMIAOIAY, LLLO
YTBOPIOETLCS 3 HOPMAABHOTO BIAKQ TRAHCTUPRETUHY, KU TPAHCTOP-
TYE TMPOKCWH TA PETUHOA.

NepBuHHUIA (ALTUN, AMIAOTAO3 A€TKUX ACHLLIOTIB iIMYHOTAOGYAIHY)
— 4ACTO CYMPOBOAXKYE MIEAOMHY XBOPOOY;

BTopuHHMI (AATMN), BUKAMKAETLCS BIAKAOAQHHSIM CUPOBATKOBO-
ro aMinoiAY A, KU € 3ANAABHUM BIAKOM, LLLO YTBOPIOETLCS B YMOBAX
XPOHIYHOIO 3AQMAAEHHS], PO3BUBAETLCST HO TAI XPOHIYHUX IHPEKLINHUIX,
THIMHKX QB0 MYXAMHHMX 3OXBOPRIOBOHb;

I30AbLOBAHMI AMIAOTAO3 NEPeACEePAb — BVKAVNKAETLCS BIAKAOAQH-
HSIM AMIAOTAY, YTBOPEHOTO 3 MEPEACEPAHOIO HATPINYPETUYHOTO
nentmay.

ATTR aminoipos

TpaHcTHpEeTMHOBMIN (ATTR) AMIACIAO3 — Lie 3OXBOPRIOBAHHSI, CNpU-
YMHEHE AHOMOABHMU GIBPUACMMU, LLLO YTBOPIOKOTECS 3 TPAHCTUPRETU-
Hy (TTR), BIAKQ, KU BUPOBASIETLCST TOAOBHUM YMHOM MEYIHKO, SIKi
QArperytoTb i BIAKAOAQKOTHCS B TKAHWMHAX TA OPIAHAX.

Kapaiomionaria € nowmpeHnm nposisom ATTR aminoiaoay (ATTR-
CA) i NoB’9130HA 3 OCOBAMBO HM3bKOK OYiKYBAHOK TPUBAAICTIO XKNTTS

(2-6 pokiB MiICAS BCTOHOBAEHHSI alarHosy). ATTR-CA MOXe BUHUKATU
BHACAIAOK arperadji HopmMaabHOro TTR amkoro iy (ATTRwt) abo
BHACAIAOK PIBHOMAHITHUX reHeTNUYHMX BApiaHTiB TTR (ATTRV; TAKOX
BiAOMUM 1K cnaakosun ATTR a6o hATTR). hATTR nepeAQ€eTbCs ayTo-
COMHO-AOMIHOHTHM LUASIXOM i3 Di3HOK NEHETPAHTHICTIO. Aesiki Bapi-
QHTM 3A3BMYAN MPU3BOASTE A0 CA, TOAI SIK iHLLI 303BMYAIN MPU3BOASTH
A0 noaiHemponarii (MH), xoua npoger CA i [TH MoxyTb 36iraTmcs.

MepBUHHMI (MienOMANoOB’A3aHUMNA, IErKNUX
navuorie imyHorno6yniny, ALtun)

AMIAOTAO3, MPU IKOMY BHOCAIAOK 3MiHU QYHKLT MAQ3MOTUYHUX
KAITVH HEBIAOMOTO reHe3y B Pi3HUX OPraHOX BUMAAQE AMIAOIA, NPeA-
CTOBAEHUN GPArMEHTAMM AETKMUX AQHLIKOTIB iIMyHOIAOBYAIHY AOMOAQ
i Kanna.

B-KAITMHHQ reMATOAOTYHA 3AOSIKICHA MYXAVMHA MHOXWHHOT MIEAO-
MW MOAIBGHAO A0 AL-OMIACIAO3Y TM, LLO BOHO TAKOX SIBASIE COBOIO
KAOHOABHY €KCMOHCItO, QA€ HABAHTAXKEHHST MAQ3MATUYHUX KAITUH
NPV MHOXXUHHIN MIEAOMI, 51K MTPOBUAO, BULLLE, O BIAKAQAQHHS AMIAOIAY
€ HE3BUYAMHOK KAIHIYHOKO O3HAKOO. [MpoTe npubAmnsHo Bia 10 A0
15 % NALIEHTIB i3 MHOXXNHHOK MIEAOMOIO TAKOYK MAKOTb AL-OMIAOTAO3,
a 10 % B1naakie AL-amMiACiAO3Yy MOB’ S13AHI 3 MHOMMHHOKO MIEAOMOIO.

Mon ALOMIACIAO3I HONYACTILWLE YPOXKAKOTLCS CepLLE TA HUPKM.
AMIAOIA 303BNYAN BIAKAOACQETHCS MiXK M’ S130BUMM BOAOKHAMMU MiO-
KApPAQ T NEPUBACKYASIPHO, pPialle PO3TALOBYETHCS B CTIHKAX
CYAVH, O NPU3BOANTb AO ATPOdIT MiodIBpUA. CepeaHs TPUBAAICTb
SKNTTSI MALIEHTIB 3 YPOXKEHHSIM CepLst CKAOACE 1 pPiK Bia MOYATKY
BUSIBAEHHs CH.

AA aminoipos

BiAkom-nonepeAHNKOM BTOPUHHOMO AMIAOIAO3Y € CUPOBATKOBUM
aminoia A, 30NAAbHUI BIAOK. BTOPUHHMIN AMIAOTAO3 HOMYACTILLE BUHM-
KOE B KOHTEKCTI XPOHIYHOTO 3ANAABHOIO MPOLLECY, TAKOTO SIK PEBMO-
TOIAHUM QPTPUT, A60 B YMOBAOX XPOHIYHOTO iHPEKLLIMHOTO 30XBOPIOBAH-
HS$1, TOKOTO SIK TYGEPKYAbO3, BPOHXOEKTATUYHA XBOP OO A60 MPOKA3a
(XO4O OCHOBHE 3AMAAbHE 3OXBOPIOBAHHS HE € OO0B’ 13KOBMM). 3 LiiET
MPUYNHY BTOPUHHNM OMIAOTAO3 PIAKO 3YCTRIMOETLCS B PO3BUHEHMX

0. O. bytko, e-mail: Belostozkaja@hotmail.com
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KPAiHOX. KpimM TOro, BTOPUHHNM AMIAOIAO3 3A3BUYAN BPOXKAE HUPKM,
A YPOOKEHHST MIOKAPAQ TPAMNASIETLCS PIAKO.

Eninpemionoria

3aranoM aMiAOIAO3 cepus € PIAKICHAM 3AXBOPKOBAHHSIM.
[MOoLMPEHICTb 3AAEXKINTB Bip ETIOACTYHOIO TUMY. BAM3bKO 10 % BUNAAKIB
MHOXXMHHOI MIEAOMM MOXKYTb MOTV AL-aMIAOTA03, i Bip 50 A0 70 % 3 HIX
MOXYTb MATU YPOXKEHHS1 cepust. PiYyHQ 3AXBOPIOBAHICTb HAO
AL-aminoip0o3 ctaHoBuUTb 1 Ha 100 000.

Yepes noHaa 100 reHis TTR, BiAMOBIAQABHMX 301 3AXBOPRIOBAHHSI,
TOYHA NOLUMPEHICTb CiIMENHOro (CNAAKOBOrO) AMIAOIAO3Y HEBIAOMA.
3riAHO 3 OAHUM AOCAIAYKEHHSIM, MOLLMPEHICTb OAHOTO 3 reHiB TTR V122|
ctaHosuAa 0,0173 B adpoamepukaHCbkii koropTi 3 14 333 ocib.

Crapeunn aminoipn03 € HAWMOLWKMPEHILWMM TMNOM CEepPLLEBOro
AMIACIA03Y, 3 OLiHKOMM nowmnpeHocTi >10 % y naujieHTiB ctapLue 60
POKIB, Y SIKUX YOCTO AIGFHOCTYETHCS CEPLIEBA HEAOCTATHICTH i3 30e-
pexeHoo dpakLieto Buknay (CH36DB).

MpuHaMHI 10 % NAUJEHTIB 3i CTEHO30M AOPTU MOXKYTb MATU OMi-
AOip03 ATTRw, i npuHammMHi 10-15 % nauieHTiB Bikom >65 pokis i3 cep-
LIEBOIO HEAOCTATHICTIO 3i 36eperKeHO GPAKLIED BUKMAY MOXYTb
MATM OMIAOTAO3 CepLisl.

Marodisionoria

BiAKAQAGQHHS OMIAOTAY MOYKE MPKU3BECTN AO 30XBOPIOBAHb CEPLS
Pi3HMM cnocobamu. MpamMa IHTEPCTULLIAABHA IHDIABTPALLISI MPK3BO-
AMNTb AO 3BIAbLLEHHS TOBLLMHM CTIHKW LUAYHOUKIB, YXOPCTKOCTI LUAYHOY-
KiB | IX TOAQABLLIOT AIQCTOAIMHOT ANCOYHKLIIT. Mo AL-QMIACIAC3I OMIAO-
iA MOYKE BIAKAQAQTNCS B APTEPIOAQOX, LLLO MPU3BOAUTL AO CTEHOKAPAIT
abo, piaKko, IHOGAPKTY MIOKAPAQ. AMIAOIAHA IHDIABTPALLS B NepeAce-
PASIX MOXE MPU3BECTU AO IHTEPCTULLIAABHKMX 3MiIH NepeACepAb,
CTBOPIOIOYM CTRYKTYPHUM CYOCTPAT AAST QIBPUASILLT nepeacepAb.
HaBIiTb 3a BIACYTHOCTI diGpUAsILi nepeacepAb OMINOIAO3 Nepeace-
PAb NIABULLYE PU3NK MEPEACEPAHOTO TPOMBO3Y TA TPOMOOEMOOAII.
AerKi AQHLLIOM TAKOYX MOXKYTb BUKAVKATY MPSIME MOLLKOAMKEHHST KAITUH
MIOKAPAQ Yepes aKTVBHI GOPMU KUCHIO.

130AbOBAHMIN AMIAQIAO3 MEPEACEPAD BUKANKAETLCST AMIAOIAOM,
YTBOPEHMM i3 NEPEACEPAHOIO HATPINYPETUYHOTO NEMTUAY.

MopdonoriuHi 3miHm npm aminoinosi

YPOKEHHS CepList TPANASIETLCS NPW BCiX GOPMAX AMIAOIA03Y. Ha
ceKuii MiokapA NAuUIEHTIB 3 AMIAOIAO30M CepLst AYXKe LAbBHUIA HO
AOTUK | MOrOHO PO3TArYETLCS, MOPOXHUHW LUAYHOYKIB YACTILLE HE
PO3LWMPEH B0 PO3LUNPEHI HE3HAYHO, MPW BUPOXKEHIN AMIAOIAHIN
iHOIABTP AL MIOKAPAQ CTIHKM CepLst NOTOBLLEHI. AMIAOIAO3 HEPIAKO
BPOXKAE MEPUKAPA, KAQMAHM TA KOPOHAPHI apTepii, TPAMNASIETHCS
TAKOYK 3AAYHEHHS MAMIASIOHUX M’ 913iB TO EHAOKAPAC NEPEACEPAD.

Kniviuna kapTMHa aminoinosy — nposeu CH

MepBUHHUMM CEPLEBNMI NMPOSIBAMU MOXKYTb BYTU:
* 30AMLLKA MPY Gi3VYHOMY HOBAHTOYKEHHI;
° CepLeoduTTs;

Ne 2 (268) / 2023

e OiAb Y TPYASIX;

e NepeAHENPUTOMHICTb | CUHKOME.

Y NALEHTA MOXKYTb CMIOCTEPIrATUCS ICKPABI CUMMTOMM CEPLLEBOI
HEeAOCTATHOCTI, TAKI §IK 30AMLLKA Y CMOKOI, OPTOMHOE, NMAPOKCU3MOAbL-
HO HIYHA 30AMLLKA, HOBPSIKN HUKHIX KIHLIBOK i 3GIiAbLUEHHS YKXMBOTAO
BHOCAIAOK ACLMTY. YOCTO Y XBOPWX MPEBAAIOIOTL CYMMTOMW MPABO-
6i4HOoi CH a60 Ha Mi3HiX CTAAISIX BIBEHTPUKYASIPHOT CH.

Kniniuna kapTmHa aminoigosy —
iHLWIi cMcTEeMHI ypaXkeHHs

CuyMnToMM BYAb-SIKOT HEMPOMNATIi — B TOMY YNCAI BEreTaTnBHOI
ANCOYHKLIT Y BUTASIAT OPTOCTATUYHOI rinoTeHsii (HenepeHoCHMICTb
riNOTEH3MBHMX MPENAPATIB);

e ABOCTOPOHHS NepiopbIiTAAbHA 3MIHO KOABOPY QG0 NypnypPa;

* AVICMENCIS], HYAOTQ, 30MOP, POHHE BIAYYTTS HOCUYEHHS BHOCAI-

AOK YPOYKEHHST LUAYHKOBO-KMLLIKOBOTO TRAKTY;

o 36IAbLLEHHST S131KQ;

° TEMATOMETTAIS TA LUAYHKOBO-KMLLKOBO KPOBOTEYQ;

o CUHAPOM 30N’ SICTKOBOrO KAHAAY;

e 3BY>KEHHSI MOMEPEKOBOro CrIMHHOMO3KOBOTO KAHAAY;

* PO3PUB CYXOXKMAAS AUCTOABHOTO BiLlenca;

* ePEKTUABHO ANCOYHKLLS.

KAiHIYHI nposiBK, 9Ki HAWYQACTIWE ChnocTepiratTbcs npu
AL-aMIAOIAO3I, BKAIOYAIOTb MAKPOTAOCIKO/3BIAbLLEHHST MiALLEAENHOT
30A03M BHACAIAOK YPOXKEHHST M’ IKUX TKOHWH, | NepIOpBITAAbHY Nyp-
nypy T4 KOAryAOnaTitd BHACAIAOK HOBYTOro Aediumty daktopa X.
HaBnaku, NposiBn NopyLeHb ONMOPHO-PYXOBOTrO ANAPATy, TAKI §K
PO3PUB CYXOXKMNAAS BiLlenca Ta CTEHO3 XPebTa, HOMYACTILLE CBIAYATb
npo ATTR aminoipo3. CucteMm OpPraHie, HA siki BNAMBAE K AL, TOK i
ATTR aminOiAO3, BKAKOYAKOTL cepLe, LUAYHKOBO-KULLIKOBUA TPAKT i
HEepPBOBY CUCTEMY.

CyXOXMABbHI 3MiHK Npur ATTR AMIAQIAO3I BUHMKAKOTb HA 5-9 pokiB
PAHiLLE, HiXXK cepuesi cuMnTomm (TABA. 1).

EKT y xBopux Ha aminoipgos

AN OMIAOTAO3Y XQPAKTEPHA:

e HM3bKOBOALTHAO EKI, LLLO CTOHOBUTL HEBIAMOBIAHICTD i3 BUPOXKE-
HOO rinepTpodietd CTIHOK Ha EXOKI, 9Ka XapaKTEpPHA AAS
iHbIABTP AL MiOKaPAQ AMIACIAOM. HOSIBHICTL rinepTpodii AiBOro
LUAYHOYKA HO EKT He BUKAIOYAE AMIACIAOS;

o MOXXYTb BU3HAYATUCS NCEBAOIHPAPKTHI 3MiHM Y BUTASIAI MTATOAO-
riyHMx 3y6LiB Q (puc. 1);

o «[1iBHIYHO-30XIAHE» CMPSIMYBAHHST CEPLIEBOI OCI (MO3UTVBHI R B AVR)

MopyweHHs pUTMY Y XBOPUX HO aMinoifgos

MauieHT 3 aMIAOIAO30M CeplLisl B OCHOBHOMY MAKOTb CUMMATOMM
cepLeBoi HEAOCTATHOCTI, MPOTE YACTO 3YCTPIHAKOTLCS APUTMIT Ta
30XBOPKOBAHHS MPOBIAHOT CUCTEMM.

Qicpnaguia nepeacepab (Pr1) crnoctepiraeTses y 70 % NALEHTIB
HO MOMEHT BCTOHOBAEHHS AIQrHO3Y, | TALLIEHTU 3Q3BYAM MAKOTb KOHTP-
OAbOBOHY YACTOTY CEPLIEBMX CKOPOYEHb, CMIPUYMHEHY CYMYTHIM
30XBOPIOBAHHSIM MPOBIAHOI cucTeMU. TOOMBOEMBOAIYHNT PU3NK
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Ta6nuusa 1. XapakrepHi kniHiYHi NPOsBM Pi3HUX TMNIB aMinoigo3y

AucraHuinHe HOBYAHHS

ATTR)

3a3BUYAI CUHYCOBMIT PUTM

Moxe MaTH nepeacepaHoO-LLTYHOYKOBI
apuTMmii

Mepuwmi/ apyruit ctynite abo nporpecyioya
AB-6nokapa

Tsxka apTepianbHa rinoTeHsis npu
BUKOPUCTAHHSI iHriGiTopis AMD

Hepinko ypaxenHs cyamn

MepencepaHo/ wnyHOUKOBI ApUTMI
Mepwwuit/ apyruit ctynive AB-6nokapu
Yacro notpibeH kapaiocTumynsTop
Myrtauis Val30Met

Binbwe nopyweHs
nposigHocri, Hix hATTR
(bi6punsauis nepeacepasb)
Mepwmit/ apyruit cryniHe a6o
possuHena AB-6nokapa

Tun aminoipy AL hATTR ATTRwt AA (BTOpMHHMIA)
Binok- MoHoknoHankHi nerki nauworu MyTOBAHMM TPAHCTUPETHH HopMmanbHuit TpaHcTpeTHH Aminoin A cuposatku
nonepeaHuK
Cratb Yonosikn (>60 %) Yonosikn (76-86 %) Yonosiku (90 %) O6wupsi crari
Tunosui Bik >50 pocis >50 pocis >65 pokis > 20 pokis
Cepuesi nposieu Mpasoctoponns CH36PB (taxua, Hix Mpasocroponns CH36PB Mpaeocroponns CH36PB Heuacro, ane moxe

6yTH NOTOBLLEHHS
CTIHKM LINYHOYKA 3
npasobiynmum CH

ExctpakapaianbHi
I'IPOSIBM

MoniopranHe ypaxeHHs
HedppoTuunuit cunapom (Haiuacriwe)
lenatomeranis/ cnneHomeranis
Mepiop6itanshi cnuHui («Oui nanan»)
Makpornocis

Ouctpodis HirTie

MNipwenenHa sanosa 36inbweHa
Mepudepuuna i BeretatusHa Helponaris
YpaxeHHs ronoBHOro Mo3ky He
BinbyBaeTbes

CuHapoMm 3an’scTKoBOro KaHany

3anexwuTs Bif KOHKPETHOI MyTauii

MoxyTs nepesaxatu 3MiHm 3 6oky cepus,
abo Heeponaris, a60 3MilIAHWI BapiaHT
Moxe MaTi ceHcoMoTOpHI NoniHeponarii,
abo BeretatMeHy Heiiponarito.

Moxe ekntouatn HupkH (piako),
odTanbMonoriuHi ypaxeHHs (3miHu
cKnonopi6Horo Tina), Ta 3anyYeHHs OnopHo-
pyxoBoro anapary (cMHApOM 3an’scTkoBOro
KQHAY, PO3PUB CYXOXMIb, MOMNEPEKOBMMA
creHo3 xpebeTHoro kaHany)

Sk npasuno, isonboBaHa
Kapaiomionaris
CuHppom 3an’scTkoBoro
KaHany

Monepekoeuii creHos
xpebeTHoro kaHany

OCHOBHMIN XPOHIYHMHA
3ananbHUit npouec

OCOBAMBO BUCOKMI Y MALEHTIB i3 DI, | ToomEu B ABOMY MepeACepAi
CMNOCTEPIrAAUCS HABITb 301 BIACYTHOCTI KAIHIYHO AlarHoCcToBAHOT P,

YacTo tpanastotbest AB-O6A0OKOAM HO piBHI AB-BY3AQ TA PO3rAAY-
>KeHb nyyKka lMca (AUCTAABHUIA TUM), | YOCTO NOTPIOHI NOCTINHI KAPAI-
OCTUMYASITOPW. BUKOPUCTAHHS IMIAQHTOBOHUX KOpPAIOBEPTEPRIB-AEDI-
OPUASITOPIB Y Lt MOMYASILLIT € CynepeYyAnBIM.

Exokappiorpadis npu aminoinosi cepus

AMIACIAO3 3013BNYAN MPOSIBASIETLCS TAKMMM O3HAKAMM:
 POHYABO3HNIA, MOTOBLLEHWI, IHPIABTPOBAHNIA TA MNEPTPOPOBAHUN
MioKaPA 0OOX LLAYHOYKIB PI3HOT EXOr€HHOCTI, TOBLUMHA >12 MM;

o 3MEHLLEHHS MOPOXKHWHM ALLL;

* MOTOBLLEHHSI CTIHKN NepPEeACEPAb, PO3LLVPEHHS MEPEACEPAb,
MOTOBLLEHHS MibKNepeACepAHOI MEPETUHKI;

* FEHEePAAI30BAHE MOTOBLUEHHST CTYAOK KAQMAHIB 6€3 MOMITHOro
OBMEXKEHHS! X PYXAMBOCTI. AMIAOIAHO IHDIABTPALLIST CepLEBMX
KAQMOHIB 3013BMYAIM MOB 1I30HA 3 PEryPriTALED MITOAOABHOIO TQ
TPUKYCMIAQABHOTO KAQMAHIB;

* OMIAOIAO3 CEPLISI TAKOYK MOXKE CYMPOBOAYKYBATUCS AOPTAABHNM
CTEHO30M;

® 3HVKEHHS YAQPHOTro 06 emy AL — 3HUMKEHHST XBUAVMHHOTO
06’eMy KpOBOOOIry;

° DECTPUKTUBHUIA TUM AIQCTOAIYHOT AMCOYHKLIT, E/A>2 060 HOBITb
3, 3HO4YHE MipABULLEHHS E/e’;

e HOSIBHICTb PIAVHM B MOPOXHWHI NIEPUKAPAQ;

e CUICTOAIYHO GYHKLiSI NIEPEBAMKHO HE MOPYLUEHA, OAHAK Npu
NPOrpeCcyBAHHI 3OXBOPIOBAHHS MOXKE CMOCTEPIraTCS 3HUKEH-
H$1 CKOPOTAMBOCTI MIOKQPAQ.

Cnexn-TpekiHr ExoKr

[Mpu cepLeBOMy AMIAOIAO3I BIASHAYAETLCS TUMOBA EXOKAPAIO-
rpAdiYHA KAPTUHA AHOMAOABHOI TAOBAABHOI MO3A0BXKHBOT A€DOPMa-
Lii 3 HOSIBHOKO AHOMOABHOK 6A3AABHOKO QYHKLEKD T 36EepPEXXEHOIO
ANiKAAbHOO GYHKUIED. LIS KAPTUHA MOXKe ByTH KAIoYEM AO AlQrHOC-
TUKW, KOAV iHLLI eXOKAPAIOTPAdivHi AQHI € HE3HAYHUMK OO0 BIACYTHI
(puc. 2, 3).

Puc. 1. EKT geox xeopux 3 aminoigosom cepus
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Puc. 2. ExoKTl xBopoi Ha aminoinos cepus



ISNN 1997-9894

udinal (Endo)

5 0140164/

Puc. 3. Moka3sHuKM NO3[0BXKHLOrO CTPElHY Y XBOPOI HA AMINOIA03
(36epexeHnit anikanbHUM CTPENH | 3HAYHO 3HWMXKEHMIM CTPENH Ba3anbHUX
i cepepHix Bigainis)

JlabopaTtopHi AaHi — 3aranbHi 06CcTe)XXeHHs

Y KAIHIYHHOMY QHQOAI3I KPOBI MOXKE BUSIBAITCS 30iAbLLIEHHS LLIOE.

Y GioXiMIYHHOMY AOCAIAXKEHHI KPOBI — ANCAPOTEIHEMIS Y BUTASIAI
rinoaAbOYMIHEMIT T NIABULLEHHS a2- | YTAOBYAIHOBUX GPAKLA.

Y KAIHIYHOMY QHOAI3I Ceui BUSIBASIETbCS BUPCHKEHA NPOTEIHYPIs —
NPV YPOXKEHHI HNPOK.

Y XBOpWX HO AMIAOIAO3 CMOCTEPIrAETLCS MEPCUCTEHTHE MiABU-
LLLEHHS1 cepLeBMX BioMapKepIB:

e MipBULLLEHHST hsTNT (nocTinHe niasueHHs1 >0,03 Hr/MA);

e 3HAYHe niaBuLLEHHS BNP, NT-proBNP (4acTto >3,000 rr/mA), Hesi-

cTaBHe 3 TsdkKicTio CH.

o ANOBOPATOPHI AQHI — cneumdidHa AlarHOCTMKA AL-OMIAOTAO3Y

o 30AAS BUKAKOYEHHST AL-QMIAQIAO3Y OLLIHIOIOTHCST:

o KOHLIEHTPALLS BIABHUX AETKX AQHLLIOTIB Y CUPOBATL K oBi (SFLC);

* IMYHO®IKCALLIMHWIM eAeKTPOdOope3 CUPOBATKM T ceui (IDE).

AHOAI3 sFLC BUMIpIOE BIAHOCHY MPOMOPLIKD AETKMX KAMMA- TA
ASIMOAQ-AQHLIOTIB (3 MOHOKAOHOABHICTIO, IKO MepeABaYaETLCS Yepe3
AQHOMOAbHE criBBiaHOLLEHHS <0,26 abo >1,65), Toai sk IOE ouiHoe
HASIBHICTb MOHOKAOHOABHOTO GIAKQ B CUPOBATL KPOBI 60 ceui.
YyTAMBICTb CUPOBATKOBOO IQE CTAHOBUTL >90 %. BUMIPIOBAHHS CUPO-
BaTKOBOro IPE, IOE ceui Ta BIABHUX ASTKNX AQHLIOTIB CUPOBATKM CTA-
HOBUTb >99 % YyTAMBICTb A0 AL-QMIAQIAO3Y.

MPT cepus 3 KOHTPACTYBAHHSAM
raponiHiem (CMR)

CMR He € cneumdivHOK AAS AIArHOCTUKM AMIACIAO3Y. NepeBaroto
CMR € ii yHIKOABHAO 3AQTHICTb AQBATU XAPAKTEPUCTUKY TKAHWHW, LLLO
AO3BOASIE ANDEPEHLLIIOBATM OMIAOIAO3 BiA HEAMIAOIAHMX PO3ACAIB
MOTOBLLEHHS CTIHKM.

CMR HeobXiAHA, KOAV NIAO3PIOETECS IHPIABTDATUBHA KAPAIOMIO-
naris, aAe AMIAOTAO3 MEHLL BIPOTAHNI, HAMPUKAGA, Y XBOPVIX i3 O3HAO-
KOMM IHLINX IHDIABTO ATUBHYIX/3AMAABHMX 30XBOPKOBAHb OGO PECTPUK-
TUBHOI KQPAIOMIONATIi, BKAKOYAKOUM CAPKOIAO3, FEMOXPOMATO3 A60
xBopoby Pabpi, rineptpodiyHy kapaiomionarTito (MKMIM), miokapAnT
a60 KOHCTPUKTVBHM NEPUKAPANT.

Tunosi MPT-3HAXiAKK NpK aMIAOTAO3I cepugt:

* ANDY3HE CYDEHAOKAPAIOABHE QB0 TPAHCMYPAABHE MOCUAEH-

H$1 Mi3HbOTO rAAOAIHIO (LGE);
® HU3bKNM CUTHOA KPOBI, SIKUA HA3MBAETHCS «TEMHOIO KPOB' 1O»;
e NIABULLEHHSI HOTUBHOTO T1 4ACY PO3CAQBAEHHS i TOCTKOHTOACT-

Ne 2 (268) / 2023

HOrO MO3AKAITMHHOrO 06°eMy (ECV) — BiapI3HSIE AMIAOIAO3S BiA
[KMIM T aOpPTAABHOTO CTEHO3Y. KapTyBAHHS T1 MOE NOTEHLIAA
CTEXNTN 3A MPOrPEeCyYBAHHSIM 30XBORIOBAHHSI.

CuuHTurpadia miokappaa 3 TexHewiem

CumHTUrpadis MiokapAd 3 IHAMKATOPAMM KICTOK: 99m TexHeLto
nipodocdaty (99mTc-PYP), 99m texHeuito 3,3-andochoHo-1,2-npo-
MOHOAIKAPBOOHOBOI KNCAOTK (99MTc-DPD) i 99m TeXHELLIO MAPOKCU-
MeTnAeHAndocHoHaTy (99mTc-HMDP) Ma€e BUCOKY YYTAMBICTb | Cnie-
UMdIYHICTb AA ATTR-CM

Paaiotpencep 99mTc nipodocdar AOKaAizye aoenoadnt TTR ami-
AOIAY B CepLi Ta AONoOMarae po3pisHsatn ¢opmm AL i TTR-amiAoia03y
cepugsl. ATIR NOKA3y€ NOFAMHOHHS LUUX IHAMKATOPIB MioKapAoMm, AL
He BUSBASIE )XOAHOIO NMOTFAMHAHHS, HOBITb 30 HASIBHOCTI YPOXKEHb
cepusl. Lii XapaKkTepUCTMKn AO3BOASIKOTb AIKAPRSIM BiaPI3HUT AL BiA
ATTR.

CupHTMrpadis AOMOMArae PO3PI3HNTU HA PAHHIX CTaAISIX ATTR-CM
AO TOrO, §IK CMOCTERIrAETLCS 3BIAbLLEHHST TOBLLMHWN CTIHK QB0 3HW-
YKEHHS1 BOALTODKY HA EKT.

OujHka ATTR-CM 30 AOMOMOTOK CUMHTUNPAIT KICTOK BUKOHYETh-
C$1 HAMIBKIAbKICHVM Q60 KIABKICHUM MiaAXOACGMU. HOMIBKIABKICHO OLHKO
BKAIOYOE MOPIBHSIHHS CEPLIEBOro Ta PeBEPHOro 30XOMNAEHHSI:

e CTYniHb 0 — O3HAYAE BIACYTHICTb CEPLEBOro T HOPMAABHE

pebepHe 30XONAEHHS;

® CTYNiHb 1 — CepLIEBE 3OXOMAEHHS MEHLLE, HDK pebepHe;

® CTYNiHb 2 — CEPLIEBE AOPIBHIOE 3AXOMNAEHHIO pebep;

® CTyniHb 3 — CepLiEeBE 3AXONAEHHS BiAbLLE, HbX pebepHe 3ax0-
MAEHHS1 3 AETKUM/BIACYTHIM 3AXOMAEHHSIM pebep.

ATTR-OMIAOTAO3 AIQrHOCTYETLCS NPK 2-3 CTyNEeHi 3OXOMNAEHHS
paaioTpencepa.

KiABKICHMM QHAAI3 BKAKOYOE MOPIBHSIHHS CEepeAHIX MOKA3HMKIB, LLO
BM3HAYAIOTLCS AIASIHKOIO IHTEPECY, PO3MILLEHOK HAA CeEPLEM, i
MOPIBHSIHHSIM 3 AIASTHKOI IHTEHCUBHOCTI MOAIBGHOIO PO3MIPY, PO3MiLLLE-
HOK HOA KOHTPAAQTEPAABHOK YOCTUHOIO MOYAHOIKAITKA.

CupHturpagdis 99mTc-PYP € aiarHocTryHoo ans ATTR-CM, Ko
CniBBIAHOLLEHHS CepLLE/KOHTPAAQTEPAABHA MPYAHAO KAITKO >1,5 Yepes
rOAVHY i >1,3 Yepes 3 roAVHN.

Bioncia

Y AESTKUX CUTYALLiSIX AASI BCTOHOBAEHHS AIQrHO3y MOYKe 3HOAOOW-
TNUCS EHAOMIOKAPAIOABHA Bioncist:

e MO3UTUBHE CKAHYBAHHS1 99MTC-PYP i AOKQ31 ANCKPASii TAQ3MO-
TUYHKX KAITUH 30 AOMTOMOTOO IDE CMpOBATKM/Cedi a60o AHAAIZY
BIABHUX AETKMX AQHLLIOTIB CUPOBATKN AAST BUKAKOYEHHST AL-CM
(ockinbkn AL-CM i ATTR-CM Ay»Kke PiAKO MOXKYTb BUHUKAT PA30M
B OAHOTO MALIEHTA, TOK LLIO NALIEHTA 3 MIATBEPAYKEHOIO BioNCiEtD
AL-CM, 0COBAMBO SIKLLLO BOHWM CTAPLLOTO BiKY, TAKOX MOXYTb
MOTU HOKAQAEHI BIAKAOAQHHS ATTRwt-CM);

o HEraATMBHE 060 CYMHIBHE CKAHYBAHHS 99MTc-PYP, He3Bavkatoum
HQO BUCOKY KAIHIYHY MIAO3PY AAS NiATBEPAXKEHHS ATTR-CM;

¢ HEAOCTYMHICTb CKOHYBAHHS 99mMTc-PYP.

AMIAOIA AEMOHCTRYE SI6AYYHO-3EAEHE MPOMEHENEPEAOMAEHHS

npw GapByBAHHI KOHFO YEPBOHUM, SIKE MPOTAIAQETLCS MiA MOASIPU-
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3ALIMHM MIKPOCKOMOM. NpgMa eHAOMIOKAPAIGABHO BIOMCisl MOXXe
arocsaratm mamke 100 % YyTAMBOCTI, SIKLLO Mia YAC npoueAypmu Gioncii
OTPUMYIOTb MiHIMYM 4 3pA3KMN.

IMyHoricToxiMmiyHe GapOYBAHHST 3 BUKOPUCTAHHIM CneLmdidHMUX
QHTUTIA MOYKE PO3PIBHAT TUMU AMIAOTAO3Y.

OAHAK MACCNEKTPOMETPIS MEPEBEPLLYE iIMyHOMCTOXIMIKO MpU iAEH-
TMOIKALLT AMIACIAHOTO VMY 3 YYTAMBICTIO TA cneumdIYHICTIO MOHOA 98 %.

[MiaTBEPAXKEHHST AlQrHO3Y AL OMIAOIAO3Y BUMArae MoLlyKy AMC-
MAQ3ii IAQ3MOTUYHUX KAITVH.

TOHKOrOAKOBQ ACHIPALLsl YHSPEBHOIO XKMPY AETLLIA TO 6e3neyHila,
Hi>k Bioncist MiOKapPAQ AASI BUBHAYEHHST OMIAOTIAO3Y. AAE BPAXOBYHOUM
HW3bKY YYTAMBICTb, BIONCIi SKUPOBOT TKOHUHU HEAOCTATHBO AAS BUKAKO-
YeHHs ATTR-CM.

Miakasku go giarHocTuKu
ATTR aminoigosy - kniHika

O3Hakm NpaBobivyHOT CH (HANPUKAGA, FENATOMETrAAIs, ACUMIT i
HOBPSIKU HMKHIX KIHLIBOK):

o CH 3i 36epexxeHoto GPAKLIEIO BUKMAY, OCOOAMBO Y HOAOBIKIB;

o HemnepeHoCcUMICTb iHriGiTopis ANP abo 6eTa-6A0KATOPIB;

e ABOCTOPOHHI CUHAPOM 3AM’ SICTKOBOIO KAHAAY;

e MOMNEPEKOBUM CTEHO3 XPEBETHOTO KAHAAY;

* DO3PUB CYXOXMAAS BiLlenca;

* HE3PO3YMIAQ NepUdGEPUYHA HEMPONATIS (HOMPUKACA, BTPATA
PO3PIZHEHHS TEMNAQ/XOAOAY), OCOBAMBO SIKLLLO BOHA MOB’ 13QHA
3 BEreTatMBHOK ANCOYHKLUIED (MOCTYPAABHA riNOTEH3Is, 3MiHO
BUMOPOXKHEHD);

* HE3PO3YMIAI MepeACeEPAHI ApPUTMIi QB0 3AXBOPIOBAHHS MPOBIA-
HMKOBOI CUCTEMU/HEOBXIAHICTE KAPAIOCTUMYASITOPA.

Miakasku go giarHocTuKu
ATTR aminoigosy - Bisyanisauia

[MOrAMHAHHS MIOKAPAQ HA 306paxkeHHi PYP/DPD a6o HMDP:

o «HDIABTPATUBHUN GEHOTUM» (HAMPUKACA, BIBEHTPUKYASIPHAO
rinepTtpodisl, NEPUKAPAICABHWM BUMIT, MOTOBLLEHHST KAQMAHA,
MOTOBLLUEHHST MbKNepeACEepAHOI MEPEropPOAKMN);

o ANDY3HA CYOEHAOKAPAIOQABHO AB0 TPAHCMYPAABHO LGE a6o
niasmLLLeHa dpakuis ECV Ha MPT cepug;

o 30epeXeHHs1 BePXIiBKM NpK 300 AKEHHI MO3AOBXKHBOI Aedop-
MalLji;

o HM3bKA GPAKLST CKOPOYEHHST MIOKAPAQ;

* DECTPUKTMBHE HOMOBHEHHS AL i3 MOTOBLLEHHSIM CTiHKM L.

Kom6iHoBaHi nigkasku

CH i3 HE3PO3YMIAMM 3BIABLLEHHSIM MOTOBLLEHHS CTiHKM ALL i HEpPO3-
wmpeHum ALLL

o KOHLIEHTPWYHE MOTOBLLIEHHST CTiHKI ALLL, MOXXAMBO, 3 HEHOPMOAbL-
HKM CMiBBIAHOLLEHHSIM BOABTADKY QRS A0 TOBLLUMHM ALLL;

o MPUrHIYEHHS NO3A0BXKHBOT GYHKLIT ALL, HE3BOXKAKOUM HO HOP-
MOAbHY OB;

e QOPTAAbHWI CTEHO3 i3 NOTOBLLEHHSM (1L, 0COBAMBO $IKLLO
MAPOAOKCOAbHWNM HN3bKNN MOTIK/HN3bKNA TROAIEHT
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AucraHuinHe HOBYAHHS

JlikyBaHHA aminoifgosy cepusa

Ta6bnuusa 2. JlikyBaHHS pisHMX TUMIB aMinoigo3y

Cneuudiune
nikyBaHHs AL-
aminoiposy

JlikyBaHHS
cepueBuX NpossiB

CneuundiuHe nikyBaHHs
ATTR-aminoiposy

Ankino3msHii
areHTu

Tepanis CH
Liypetnku

Cra6inizaropu
TeTpamepy TTR

CnipoHonaktoH Mendanan CenexrusHi — Tadamipic
bb/IAM®/APA/APHI Linknodocdamin Hecenektushi — [ipnynican
(3 oBepexHicTio) Crepoigun BrOKYBAHHSI CUHTE3Y
InriGitopn H3KTr22 InriGitopm myrtoBaHoro TTR
TpaxcnnauTauis cepus nporeacom TpaHcnnaHTauis neviHku
MopyweHHs putmy Bopresomi6 FnywHukm rexis:

BB (Hesenuki nosu) Kapdizomib * Mani intepdepytoui PHK —
Iurokcuu lkcazomib MaricipaH, Bytpicipan
Amiopapox ImyHoTepanis * AHTMCMMCRIOBI

PY A6nsuis Napatymymab oniroHykneotMam —

KO TpaHcnnaHTauis IHoTepceH

MopyweHHs KiCTKOBOro MO3Ky Berpapauis
nposigHocTi ImyHOMOAynaTopm | aminoigHMX BOIOKOH
Meiicmekep Tonigamig Jokcrupmknin

CRT Jlenaninomip, 3enenuit yan

AHTHKOArynsuis Momanigomia
Anrtaronictu sitaminy K

HOAK

Kypkymin
Taypoypcogeokcuxonesa
kucnota (TUDCA)
Anri-TTR(PRX004)

JlikyBaHHS cepueBUxX CMMNTOMIB

Alypetvkm

Alypetkm € NepLLOO AIHIEKD MEANKAMEHTO3HOTO AikyBAHHS1 CH.
YacTo Ui naujeHT NoTpebyoTb BUCOKMX AO3 AlYPETUKIB AAS BMEHLLIEH-
H$1 CUCTEMHOTO TQ AETEHEBOTO 3ACTOK, OCOBAMBO B MOMYASILLT 3 TK-
KOO AIQCTOAIYHOKO ANCPHYHKLIEID QB0 CUCTOAIMHOKO AMCOYHKLLIED.

NiKYBOHHS AlyPETUKAMM CAIA MPOBOANTM 3 OOEPENKHICTIO, YHUKAM-
T€ HOAMIPHOTO Alype3y 3 3HAYHUM 3HVKEHHSIM NePEeAHOBAHTOYKEHHS]
TA noripLeHHsIM GyHKUji HUPOoK! Y MALEHTIB 3 BEreTATUBHOK AUCPYHK-
Li€to, WO Npu3BOAUTb AO OPTOCTATUYHOI MNOTEH3II, FOAOBHMM YMHOM
y AL Ta ATTRV AlYPETUKM CAiA 30CTOCOBYBATH 3 OOEPENHICTIO.

bera-6baokaropu

BB noraHo nepeHocatb XBOpi 3 peCTPUKTMBHOK KM, B TOMY YACAI
3 AMIAOIAO30M. BB MOYKYTb YOCTO MPU3BOAUTU AO HN3bKOTO CEPLIEBO-
rO BUKMAY, BTOMU, MOPYLLUEHb MPOBIAHOCTI, NOTEH3Ii TA HABITb CUHKOMNE
MPU 30XBOPIOBAHHI 3 PECTPUKTUBHOIO GI3IOAOTIEID, A€ CepLEBUM
BUKA CUABHO 30AEXKUTB BiA YHOCTOTU CEPLIEBNX CKOPOYEHD. | HOBMAKY,
MOLUMPEHNM CLLEHAPIEM, SIKUIA MOBUHEH BUKAVKOTU KAIHIYHY MiAO3PY
Ha CA, € pO3BUTOK AMBOKOI riNOTEH3Ii Ta BTOMU MICAS NOYATKY BB.

IAM® Ta BPA

3acTtocyBaHHs IAMNP Ta BAOKATOPIB peLenTopiB AHMOTEH3NHY I
nepeBaKHO obMexkeHe y nauieHTiB 3 CA Yyepes ACOoLMOBAHY Bere-
TATMBHY AMCOYHKLLIIO 3 OPTOCTATUYHOLO MIMOTEHSIEO.

XO4a OCTAHHI AOCAIAXKEHHS MOKA3AAM KOPUCTb iHFMBITOPIB HATRIN-
30AEXKHOTO KOTPAHCMOPTEPRA IOKO3K-2 (iHribitopun H3KTI-2) ang CH
3i 36epexeHoo OB i € TeopeTNYHA KOPUCTb, HEAOCTATHLO AOKO3IB
LOAO iX edeKTMBHOCTI (A60 LLKOAM) NPW AMIAOTAO3I cepLgl.

AurokcuH

ToaANLIMHO AUFOKCUH BYB NPOTUNOKA3AHWM NMpn CA Yepes PaHHI
MOBIAOMAEHHS PO TE, LLO BiH 3B"913YETbCS1 3 AMIAOIAHMM GIBPUAAMM,
O MNPU3BOAMTb AO NIABULLIEHOT TOKCUYHOCTI B LMt MONyAsILji. HepaBHE
AOCAIAKEHHS, OAHAK, MPUALLAO AO BUCHOBKY, O AMTOKCUH MOMXE
o0BepexxHO BMKOPUCTOBYBATUCS Y xBOopKx i3 CA. Ha OCHOBI CBOIX
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BMCHOBKIB GBTOPW 3AMPOMOHYBOAM 3ACTOCYBOHHS AUTOKCUHY B HUXKYMX
A03ax (0,125 mr/p06y abo MeHLLE) TA 3 YACTVM KOHTPOAEM KOHLIEH-
Tpauii npenaparty (Uinb AnrokcrHeMis 0,5-0,8 Hr/MA) pa30oM i3 peTenb-
HUM MOHITOPWHIOM QYHKLLT HAPOK | EAEKTPOAITIB.

AHTUKOQIrYASTHTHQ TEPQrisi

MauieHtn 3 CA MQAOTb BUCOKY YOCTOTY BHYTPRILLHbOCEPLIEBMX
TPOMB03iB, OCOBAMBO 3 TMMOM AL, HOBITb 301 HOSIBHOCTI CUHYCOBOIO
PUTMY Ta 36epeXeHOi CUCTOAIYHOT GYHKLLT, MMOBIPHO, Yepea MoraHy
PYHKLIO NepeacepAb (LLO BUHAYAETLCS TSIKKOKD AIACTOAIYHOKO
AMcoyHKuieto ALL Ta npsmMoto iIHGIABTPALLIEKO CTIHKM AIBOFO NepeAce-
PAS), WO NPU3BOANTE AO EMOOAII TA BUCOKOI CMEPTHOCTI.

Y koropTi naujeHTis 3 ATTR-CA 1a O He BUSIBUAN 3B’ 513KY MiXK OLLIHKOKO
CHA2DS2-VASC i HOSIBHICTIO TPOMOY BYLLKA AIBOrO NepeaAcepAst Ha
TPAHCE30PAreAAbHIN EXOKAPAIONPAMI. TAOKMM YUHOM, OHTUKOOMYASIHT
naujeHtam iz CA 1a Ol peKoMeHAYETbCS HE3AAEXKHO Bia 6any CHA2DS2-
VASC. KpimM Toro, nepea KapAioBEPCIEtO HEODXIAHA TPAHCE30dAreaAb-
HQO exoKapAiorpadis AAS BU3HAYEHHST TOOMOY BYLLKO AIBOTO Nepeace-
PAS, HE3OAEXKHO Bip, TOVMBAAOCTI QHTUKOATYASILLIT MEpea MPOLLEAYPOIO.

AMINOIAO3 cepLsi TQ QOPTAAbHMKM CTeHO3 (AC)

CynytHst natonorist AC 1a ATTRwt CA € MOLLIMPEHOIO Y AITHIX NaALyj-
€HTIB | MAE TipLLYy KAIHIYHY KOPTWHY TO NPOrHO3, HA BiAMIHY BiA i30AbO-
BaHOro AC, §KLLO iX He AIKyBATU. ABA HELLLOACBHIX AOCAIAMKEHHS
MPOAEMOHCTPRYBAAM, LLLO TOAHCKATETEPHA IMAAQHTALLS AOPTAABHOTO
KAanaHa (TAVI) 3HOYHO MOKPALLYE PEIYALTAT MPU 060X AOPTAABHKX
3AXBOPIOBAHHSIX, TOA] SIK MEPUMPOLLEAYPHI YCKAOAHEHHS T CMEPTHICTL
OYAM MOAIBHI AO I30ALOBAOHOIO CTEHO3Y QOPTU, LLIO CBIAYUTL MPO Te,
LLLO HE CAIA BIAMOBASITU MALLIEHTAM i3 MOABIMHM 30XBOPKOBAHHSIM B TAVI.

ToQHCIAQHQTLLiSI CEPLIST MW CEPLIEBOMY QMIAOIAO3I

KoHceHcyc excneprtis ACC 2023 3 BEAEHHS CEPLLEBOTO AMIAOIAO3Y
MPOMOHYE HACTYMHI KPUTEPIT AAS BU3HOYEHHS MALIEHTIB 3 PO3BUHEHOIO
CH, axmm Moxke ByT1 3anpOnOHOBAHA TRAHCTIAQHTALLS cepust (TAOA. 3).

Ta6nuusa 3. Kniviudi nokasnuku cragii D/ poseuHeroi CH, nos’ssani
3 aminoigo3om cepus (agantoearo 3 pekomenaauin ACC 2022
3 BefieHHs xBopux Ha CH 3i amiHamu)

Kniniuni nokasuukm cragii D/poseuHeHoi CH,
noB’s3aHi 3 aminoino3om cepus

MosTopHi rocnitanisauii abo BiaeiayBaHHs BiaAineHHs HeBigKNaaHOT AonoMorK
3 npusoay CH 3a ocranhi 12 Micsuis

Ne 2 (268) / 2023

[MPOTUNOKA3AHHST AAST TOAHCOAGHTAUT cepus Y xBopux HaO CA
BU3HAYQIKOTLCST CTYNMEHEM BUPOXKEHHST MO3AKAPAIOABHVX YPOXKEHD
(TabA. 4).

CneuundiuHa Tepanis
aMminoifosy nerkux naHuiorie

[MepLLOoO AHIEKD AiKyBAHHST AL MPOTArom KiAbKOX pOKIiB ©yAM AAKI-
AYIOUi QreHTn, TaKi K MeAPOAAQH i LMKAODOCHaMia Y KOMOIHALLT 3i
CTEpPOIiAOM (AEKCAMETA30HOM) Y CXEMAX AIKYBAHHS, K MeAda-
AQH-AEKCAMETA30H 60 LUMKAODOCHAMIA-AEKCAMETAZOH.

Biakputts 6opTe3omiby CTAAO PEBOAIOLLEID B AiIKYBAHHI B AOCSITHEHHI
LLIBUAKOI TeMATOAOTYHOI BIAMOBIAI Y MALJEHTIB 3 AL 3 MOBHOIO BIAMOBIAAIO Y
42 % naLjeHTis, sIki OTPUMYBAAM GOPTE3OMIG, MEADOACH | ASKCOMETA3OH,
MOPIBHSHO 3 19 % y rpyni 6e3 6opTe30MIBY B AiyBAHHI. HaM4aCTiLLE BUKO-
PUCTOBYBOHMM AiKYBOHHSIM NEPLLOI AiHii € KOMBIHALIS TOBOX MPENAPATB
— umrkAodochamiay, OBOPOTHOrO IHMBITOPA NPOTEACOM BOPTEIOMIO i
CTepoiamn, Taki sk aekcameTaszoH (CyBorD) i3 3aCTOCYBAHHSIM LLIOTUKHSI.

IMyHOMOAYASITOPU

IMYHOMOAYAIOBOABHI 30CO6U, BKAKOHAKOUM TAAIAOMIA, AEHOAIAOMIA,
i TOMOAIAOMIA, MOKA3AAM 3HAYHI NEPEBAr y NALEHTIB i3 pedpakTep-
HUM AL-aMIAOIAO30M, Ui NpenapaTt 3HMKYIOTb PE3UCTEHTHICTb AO
QAAKIAYKOUMX QreHTiB.

ANiKYBOHHS1 LIUMM Or€HTAMM MOXKE MPU3BECTU AO 3HAYHNX FTEMATO-
AOTIYHUX MOBIYHMX edEKTIB, MEPEBAHTONKEHHS] NAPOCOABOBUM PO34N-
HOM TA NIABULLIEHHS CEpLIEBIX BiIOMApPKEPIB.

IMyHOTEpPAnis

Aaparymymab — Le AOACBKE MOHOKAOHOABHE QHTUTIAO IgG1 , sike
HALIAEHO HO MOBEPXHEBMIN AHTUIEeH CD38 NAQ3MATUYHKX KAITUH | 3apa3
€ BODKAUBUM KOMMOHEHTOM AiKYBOHHS MHOXUHHOI MiEAOMMU.
AQpaTyMyMad ePeKTVBHO 3HULLLYE KAOHAABHI MAQ3MOTUYHI KAITUHK 3Q
AOMOMOTOK AHTUTIAO3AAENKHOT KAITUHHOI LIUTOTOKCUYHOCTI, KOMMAEMEHT-
30AEKHOI LMTOTOKCUYHOCTI TA AMNOMTO3Y Yepes NepexpecHe 3LLMBAHHSI.

Ta6nuusa 4. EkctpakapgianbHi NpoTMAOKA3aHHS A0 TPAHCNAHTALT cepus
npu aminoigosi cepus

ExcTpakappianbHi npoTMnokasaHHs
A0 TPAHCMAHTALii cepLs NpU aminoigosi cepus

HeobxiaHicTb BHYTpPilUHbOBEHHOT iIHOTPOMNHOI Tepanii

Criviki cumntomu -1V dpyrkuionansroro knacy sa NYHA, Hessaxatoum Ha Tepanito

CuneHo 3umxeHa disuuna spathicts (nikosuit VO, <14 mn/kr/xs abo
<50 % nporHo3oBaHoro, 6-XBUAMHHA TECTOBA AUCTAHLs xoasbu <300 M abo
HEMOXUTMBICTb NpoiT |1 KBApTAn Ha piBHIl NOBEPXHI Yepes 3aauLKy abo BToMy)

Hewopasrs notpeba y 36inblieHHi 403K AiypeTHKie Ans NiATPMMKM cTaHy 06’ emy,
yacro pocaraioun aoboeoi eksisaneHTHoi o3 pypocemigy >160 mr/poby abo
BMKOPMCTOHHS LOAATKOBOI Tepanii METONA30HOM

PedbpakrepHuit kniHiuHmMi 3acrin

Mporpecytoye noriplerHs dyHKuii HUpok abo nediHku

MoripwetHs npasobiuoi CH abo eTopuHHOI nereHesoi rinepreHsii

Yactuit CAT <90 mm pr. cT

CepueBa kaxekcis

Criiika rinoHaTpiemis (HaTpiit cuposatku <134 mexs/n)

PedpakrepHi abo peumamBHi WYHOYKOBI APUTMI; 4aCTi pO3psiAM IMINAHTOBAHOTO
kappaioseptepa-aedibpunstopa

Kpuxkicts — @eHotun cnabkocti >3 kpurepii:
CnabkicTb, NOBINbHICTb, BUCHAXEHHS, HU3bKA (i3UYHA OKTUBHICTb, HEHABMMCHA
BTPATA BAru

BeretatueHa Helponaris
TAXKMI CMMATOMATHM4HMIT opTocTas, wo notpebye migoapuHy Ta/abo apokenponu

MepudepuuHa Herponaris
CHUMNTOMM AOCKT CEPitO3Hi, W06 0BMEXMTH NepecyBaHHs

3QXBOPIOBOHH5| LTYHKOBO-KMLLUKOBOIO TPAKTY
Mogudikoeanmit IMT <600 kr/m?
LLnyHKOBO-KHMLIKOBi KPOBOTEYI, NOPYLUEHHS BCMOKTYBQHHS

3aXBOPIOBAHHS HUPOK
Mporeinypis >500 mr/poby

l'emartonoriyHe 3aXBOPIOBAHHS

Jlerki naHuiorn He pearyioTe Ha Tepanito
Liutorenetnka eucokoro pusmnky
MHoxuHHa Mienoma

3aXBOPIOBAHHS NereHb
CHUMNTOMATHYHE ypPaXKEHHS NereHb (NNeBpanbHUiA BUMIT, ypaXeHHs NnespH,
NApeHXiMaTo3Hi By3nMKkM)
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CneuundiuHa Tepanis
TPAHCTUPETUHOBOrO AMINOiIfO03Yy

LLini Tepanii BKAtOUQKOTb:

e BUPOOHMUTBO TTR (TPAHCAAQHTALLSI MEYIHKW, TAYLLUHUKA FTEHIB);

o Ancouiauito TTR (cTabinizatopn TTR);

o OUNLLEHHS TTR 3 TKAHMH (NOopYLUEHHS TTR).

o Crabinizauis Tetpamepy ToQHCTUPRETUHY

Tadamipic € HEBEAMKOIO MOAEKYAOLD, SIKA iHFIByeE aAmMcoujiaLito
TeTpamepis TTR WASIXOM BUBIPKOBOTO 3B’ S13yBAHHS 3 ABOMAO 3Q3B/YAMN
HE3AMHATVIMM CAUTAMM 3B’ S13YBAHHST TUDOKCUHY TETPAMEPY TA KiHe-
TUYHO CTaBIAIZye TeTpamepu TTRwt i TTRv, NpUrHidyto4m aminoiaoreHes.

CraHoMm Ha 2022 pik Tadamiaic € EAVHNM CXBOAEHUM MNPENAPATOM
YAPABAIHHS 3 KOHTPOAIO 30 XOPYOBUMK NMPOAYKTAMM Ta Aikamy CLLA
(FDA) Ans AiKyBAHHSI cepLeBOro aminoiaoay ATTR. Y 2018 pouj 6yno
MPOBEAEHO BAraToOLIEHTPOBE MiXKHOPOAHE MOABIMHE CAiNe NAdUe-
B0-KOHTPOABOBAHE AOCAIAKEHHS da3sn 3 — ATTR-ACT. Y nepBrHHOMY
QHAAI3I MiA 4aC NOPIBHSIHHS CMEPTHOCTI BiA YCIX MPUYMH | HACTOTU
rOCniTaAi3aL|iin, MOB’13AHUX i3 CEPLLEBO-CYAMHHVIMM 3OXBOPIOBAHHSIMU,
MbK rpynamm Tadpamiaicy (264 nauieHt) i nAaue6o (177 nauieHTis),
Tadamiaic MPOAEMOHCTPYBAB HMXKYY CMEPTHICTb BiA YCIX MPUYMH
(29,5 % NpoTn 42,9 %), HidXK NAQLEDO, | HMKUYMIA PiBEHB rOChiTAAI3ALi 3
CepLEBO-CYAVHHVIMM 3AXBOPIOBAHHSIMA 3i 3HVXKEHHSIM PU3NKY 32 %.

AnpayHican

ANDAYHICOA € HECTEPOIAHKM MPOTU3AMNAABHM MPENAPATOM,
KM 3B S13YETLCS 3 AIASIHKAMM 3B’ 513YBAHHST TUPOKCUHY HA TTR, 3ano6i-
ratoun amcouiauii tfetpamepy TIR i yTBOPEHHIO AMIACIAHMX GIBPUA.
OAHAK BUKOPUCTAHHST AUDAYHICOAY € CYNEepPEYAMBIM, BPOXOBYIOUM
BiAOMI HOCAIAKN XPOHIYHOTO MPUrHIYEHHST GEePMEHTIB LIMKAOOKCUreHa-
31, BKAKOYOIKOYM LUAYHKOBO-KMLLKOBI KPOBOTEYI, HUPKOBY AUCOYHKLLIO,
3ATPUMKY PIAVHN TO AINEPTEHSIIO, SIKi MOXKYTb NOrpLLUT crmnTomu CH.

[purHiHeHHs1 CUHTE3y MyTALIHOIO TOQHCTUPETUHY

1. ToOHCNAQHTALLSI NeYiHKM

Binbwa YactHa TTR BUPOBASIETLCS MEYIHKOK, TOMY OTOTOMIYHA
TPAHCNAQHTALS nediHky (OTIM) Mo)e BYyTM MOXXAMBKM BAPIOHTOM
AIKYBOHHSI AASI MPUMMHEHHS BUPOOBHNLUTBA ATTRV.

2. [eHeTUYHeE AiIKyBOHHS (TEHETUYHI TAYLLHNKIAY

MatncnpaH Ta ByTtpicipaH

Mana iHtepdepytoda PHK - Lie KAQC ABOACHLIFOTOBUX HEKOAYHOUMX
MonekyA PHK, LLO npaLoioTs 30 AOMOMOroto LAsXy PHK-iHTepdepeHLii.
BiH nepeLukoaxae ekcnpecii cneupndiyHMX reHiB i3 KOMNAEMEHTOPHM-
MU HYKAEOTUAHVMUM MOCAIAOBHOCTSIMU, AETPOAYIOUM MECEHAXKEPHY
PHIC nicAs TpaHCKpunLii, 3anoGiraioum TPAHCASIL.

MammcnpaH - e Maaa iHTepdepytoda PHI, iHKANCYAbOBAHA B AiMiAHI
HOHOYOACTUHKM, SIKA MPUTHIYYE sk TTRY, TOK i TTRWT, HOLJAIOKOUMCb HO MEYiH-
Ky, SIKQ BUPOBASIE MOHAA 95 % TTR MICAS BHYTPILLHBOBEHHOrO BBEAEHHSI.

Summary
Heart amyloidosis
O. O. Butko

Kharkiv National University named after V. N. Karazin,
Kharkiv, Ukraine

Crarrs HagiMwna e peaakuio: 13.03.2023

Crarrs npoiwna peuensysanns: 20.03.2023
Crarrs npuitHsita go apyky: 27.03.2023
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The article highlights the latest scientific data
on the clinic, diagnosis and modern treatment of
cardiac amyloidosis. Particular attention is paid to
the peculiarities of the clinical course and differ-
ences in the diagnosis and treatment of various
types of cardiac amyloidosis,
AlL-amyloidosis and transthyretin amyloidosis. The

AucraHuinHe HOBYAHHS

IHOTEepCeH

IHOTEPCEH € AHTUCMNCAOBUM OAIFTOHYKAEOTUAOM, SIKMA IHOKTUBYE
cuHTes gk TTRv, Tak i TTRwt, 3 nepLummy NO3NTUBHUMK AOKA3AMMU B
HEBEAMKOMY OAHOLIEHTPOBOMY AOCAIAXKEHH.

AerpaaaLisi QMIAOIAHMX BOAOKOH

AQHI AOCAIAXKEHD HO TBAPUHAX MOKA3AAM, WO TETRALUMKAIHM,
OCOBAMBO AOKCULIMKAIH, 3AQTHI PYMHYBATV AMIAOIAHI TTR BIAKAQACQHHS
B MOAEASX TOAHCTEHHMX MULLEN TTRV, ByAYYM NOTEHLNHUM NPEnapO-
TOM AAST AiKKYBAHHST OMIAOTAO3Y.

IHLLI AOCAIAXKEHHS MOKA3AAM, WO 3B’ S13yBAHHS AOKCULIMKAIHY 3
TAYPOYPCOAE30KCUXOAEBOIO KNCAOTOK (TUDCA), >KOBYHOKO KUCAO-
TOIO, §IKY BBOASITE MOAEASIM MULLEN TTRV 3 BIAKAOACHHSIM OMIAOIAY, €
ebEKTUBHILLMM, HDK BYAb-SIKNM OKPEMUIA MPENAPAT, Y 3HOYHOMY 3HU-
YKEHHI BIAKAQACQHB TTR.

AesKi AOCAIAYKEHHST MOKA3AAN, LLO MOAIGEHOA EniranokaTexiH
rOAQT, HAMMOLLUMPEHILLMIA KATEXIH Y 3€AE€HOMY YA, MOXKE BUKOPUCTOBY-
BATUCS AAST MPODIAQKTUKIM TA AiKYBAHHST 3GXBOPKOBOHb, MOB’SI30HNX 3
YTBOPEHHSIM AMIAOIAHNX GIGPUA, OCKIABKI BiH 3B’ 13YETHCS1 3 POZYMHHUM
TIR i IpUrHiYye arperajito OAIroMepIiB TA YTBOPEHHS AMIAOIAHMX GIGPUA.

In vitro pynHiBHMKN TTR (AOKCULMKAIH 3 TAYPOYP30AE30KCUXOAE-
BOO KMCAOTOIO 60 eniraAOKATEXIH-3-TAAQT Y 3eAeHOMY Yali) MOKA3a-
AV TAPHI PE3YABTATH, OCKIABKM BOHW TEOPETUYHO NEPELLKOAXKAIOTL
BIAKACAEHHIO AMIAOIAY B YPOXKEHKX OPTAHAX. OAHAIK KAIHIYHI AQHI MO
X BUKOPWCTAHHSI OOMEXKEHI i Lii areHTn BiAbLIe HE PEKOMEHAYIOTLCS
SIK CTAHAQT AIKYBAHHS].

AoAQTkoBa iHpopmMaList. ABTOP 3QSIBASIE MO BIACYTHICTb KOHOAIK-
Ty iHTEPECIB.
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AucraHuinHe HOBYAHHS

TecToBi NUTAHHSA AJ1I9 CAMOKOHTPOJIIO

1. B 9KOMY OpPraHi nepeBakHO YTBOPIOETLCS GIAOK TPAHCTUPETUH?

Q) cepue;

©) HUPKK;

B) NMeYiHKa.

2. Mpu SIKi reMATOAOTIYHIN 3AOSIKICHIN MYXAMHI MOXe TPANAITUCS
AMIAOTA03?

) MHOXXMHHCO MIEAOMHAO XBOPO6Q;

©6) NIMPOAENKO3;

B) XBOPOOA XOAXKKIHA.

3. AMIAOTA03 MOXKE PO3BUBATUCS BHACAIAOK YCbOrO, OKpPiM:

Q) XPOHIiYHI iIHGEKLjNHI 3aXBOPKOBAHHSL;

©6) rinepTOHIYHA XBOPOGQ;

B) CUCTEMHI 3OXBOPIOBAHHSI.

4. 9Ky BOAY cepus HOMYACTILLIE CYNPOBOAXXYE OMIAOTAO3 Y XBO-
PUX NOXUAOTO BiKY?

Q) CTEHO3 AereHeBol apTepii;

©) AOPTAABHWUM CTEHO3;

B) MiTPQABHMIN CTEHO3.

5. 5IKi 3MiHM 3 60KY CNOAYYHOT TKOHUHWU HONGIABLL XAPAKTEPHI AAS
aMminoip03y?

Q) CUHAPOM KOPMNOABHOTO KOHAAY;

©6) CUHAPOM ANCNAQ3IT CMOAYYHOT TKOHWHW;

B) [PO3PWB AXIAOBOTO CYXOXMAASI.

6. AAS OMIAOTAO3Y XAPOKTEPHI TAKi MPOSIBU PO3ACAY HEPBOBOIT
cUcTeMu, oKpim:

a) nepudepmnyHa HEMPONATIS;

©) BeretatmBHa AUCOYHKLLS Y BUTASIAI OPTOCTATUYHOI MiNOTEH3II;

B) YPQYKEHHSI FOAOBHOTO MO3KY.

7. 9Iki 3miHu EKI HOMXApAKTepHiLLi AAS CepL,eBOoro amMmiAoipo3y?

Q) rinepTpodist MiOKAPAQ AIBOrO LUAYHOYKA;

©6) NCeBAOIHOAPKTHI 3MIHW Y BUTASIAI MIATOAOTIYHMX 3yOLLB Q;

B) Nniaom cermeHta ST.
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8. 9Ki 3MiHM 3ycTpiyaloTbCs HO cnekA-TpekiHr ExoKl npu ami-
AOTA03I?
Qa) AHOMOAbHO TAOBAABHA MO3A0BXKHST AebopMALlisl 3 HASIBHOO
QAHOMOABHOK 6A3AABHOIKO QYHKLIEIO TA 36EPENKEHOO AMIKAAL-
HOO PYHKLIED;
6) AHOMAABHA TAOBAABHO MO3AOBXKHST A€DOPMALLiST 3 HASIBHOO
QAHOMOABHOKO AMiIKAABHOIK GYHKLLEKD TO 36epeXKeHO 6A3AAb-
HOO PYHKLIED;
B) 36epeXkeHa AOBAAbHAO MO3AOBXKHST AebopMaLlis.
9. 9Ki AQGOPATOPHI TECTU 30CTOCOBYIOTLCS 3AAAS BUSBACHHS
AL-aminoipo3sy?
Q) KAIHIYHMI QHOAI3 ceui;
6) IMyHODEPMEHTHIIM QHAAI3 CUPOBATKM;
B) IMyHO®IKCALNHNM eAEKTPOPOPE3 CUPOBATKM TA CEui.
10. Y BUSBAEHHI IKOro TUMNY AMIAOIAO3Y AIGrHOCTUYHOIO € CLMH-
TUrpadist MiokapAa 3 TexHeuiem?
a) AL-aminoiaosy;
6) TPAHCTUPETUHOBOTO AMIAOIAO3Y;
B) AA-OMIAOIAO3Y.
11. 9ke npoMeHenepeAOMAEHHSI AEMOHCTPYE AMIAOTA npu
$ap6yBAHHI KOHrO YepPBOHUM?
Q) BAQKUTHE;
0) poxese;
B) SIODAYYHO-3ENEHE.
12.Y sKOoMy BUNGAKY XBOPUM HO AMIAOTAO3 30CTOCOBYIOTb AHTU-
KOQryASHTHY Tepaniio?
a) PiBpUAsILS nepeACepAb TA 2 BAAU AAS HOAOBIKIB | 3 BAAK AASI
YKIHOK 3a kanow CHA2DS2-Vasc;
0) dPibpuAaLIa NnepeacepAb 6e3 YPAXYBAHHS BAAIB 30 LLKOAOD
CHA2DS2-Vasc;
B) YCi NepepaxOBaHi.



