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Cardiac Amyloidosis:
Internist and Cardiologist Insight

Pestome

AMUI0MA03 cepaLa (aMUNOMAHAN KapAVOMUONATUA) — NOpPaXeHUe cepALa, 06yC/0B/IEHHOE BHEK/IETOUHBIM OT/IOKEHUEM aMuiounaa. B page cy-
4aeB MOXET BbITb JIOKa/IbHOE MOpaXKeHWe CTPYKTYp CepALa, HanpuMep, NpeACepAWii, Yalle NopaXeHue CepALa ABAAETCA HYaCTbO CUCTEMHOM (reHe-
pa/sn30BaHHON) NAaTONIOrMK. B 3aBUCUMOCTM OT 6e/Ka-NpejLIecTBeHHWKA aMUIOMAA BbIAENAIOT 36 TUMOB aMMI0UA03a, CPEAU KOTOPbIX — Hac/ea-
CTBEeHHble 1 NpuobpeTeHHble popMbl. AMMNONA03 cepALa HEO6XO4MMO AMArHOCTUPOBATb Kak MpY BbIBAEHUM aMUIOUAHON MHUABTPALMU NpU
3H/AOMVOKapAManbHOM 6MOMNCKM, TaK U MPU YTONLLEHUN CTEHKM IEBOTO XKeNyA0UKa >12 MM B OTCYTCTBUM apTepuasibHON MMMepTEH3UN UK APYTUX
NPUYUH AN PasBUTUA TMNEPTPOPUU SIEBOTO XKe/lyA04Ka NPU BbIBNEHUM aMUIoVAa BHECEpAeYHO oKanmnsaumn. Cepalie yalle BCero nopaxaeTcs
npu AL-, ATTR-, AA-, AANF-Tunax amunongosa. CKpMHMHroBoe o6cnes0BaHMe Ha aMUIONA03 HEO6XOAUMO MPY XPOHUYECKOW CepAEYHON HegocTa-
TOYHOCTM HEACHOM 3T1oNOrMM (0CO6EHHO C COXpaHEeHHOM ppaKumeli BoIBpPOCa 1€BOrO MesyA0UKa), pedppaKTepHOii K Tepanuu, B COYETaHUM C Npo-
TeUHypUel N XPOHUYECKOIN 60/1e3HbIO MoYeK 4-5 cTaguu; ngmonatTnyeckon GpUbpPUANALUM NpesCepANIA U HAPYLLEHUAX MPOBOAUMOCTU, YTONLEHNUN
CTEHKU /IeBOrO XKe/y/l04Ka HeACHOW 3TUO/IOMUM, HAaIMYUKM HU3KOTO BOJIbTaXKa 3y6LI0B NpY 3/1eKTpoKapAMorpadum, Heo6bACHMMON apTepuasibHOM
TUMOTEH3WU U JIETOYHON rnnepTeH3un. CKPUHMHE Ha aMUIOUA03 JO/MKEH BKNIOYATh KaK HEMHBA3MUBHbIE METO/bI, B T.4. 31eKTPOPOpe3 M UMMYHODUK-
caumio 6e/1IKOB KPOBM 1 MOYM, UCC/IeA0BaHUE Ha CBOGOHbIE IerKue Lienu MMMYHOr106ynnHoB amMbaa v kanna, *“Tc-DPD-cumHTUrpaduio, reHeTuye-
CcKoe TecTpoBaHue (Mpy NOAO3PEHNM Ha HAaCNeACTBEHHbIE BapyaHTbl aMUIONA03a), TaK U MOPPONOTUYECKOE UCCeA0BaHME BUONTATOB PasNNYHOM
JoKanm3saLmm ¢ okpackoit KOHro KpacHbIM U MONApU3aLMOHHON MUKPOCKOMUENA.
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Abstract

Cardiac amyloidosis (amyloid cardiomyopathy) is a disease damage to the heart caused by extracellular amyloid deposition. In some cases, there
may be local damage to the structures of the heart, for example, the atria; more often, heart damage is part of a systemic (generalized) pathology.
Depending on the amyloid precursor protein, 36 types of amyloidosis are described, among which hereditary and acquired forms are distinguished.
Cardiac amyloidosis is diagnosed 1) in the case of the amyloid infiltration in the myocardial bioptates or 2) in the case of non-cardiac amyloid
deposition and the left ventricular wall thickening >12 mm without arterial hypertension and other reasons. The heart is most often affected in
AL-, ATTR-, AA-, AANF-types of amyloidosis. Cardiac amyloidosis should be considered in patients with a heart failure with an unclear etiology,
especially with preserved left ventricular ejection fraction, refractory to treatment, with proteinuria and CKD 4-5, in patients with idiopathic atrial
fibrillation and conduction disturbances, in patients with left ventricular wall thickening of unclear etiology, low ECG voltage, unexplained arterial
hypotension and pulmonary hypertension. Screening for cardiac amyloidosis should include non-invasive methods such as electrophoresis and
immunofixation of blood and urine proteins, the free light lambda and kappa chains of immunoglobulins, 99Tc-DPD scintigraphy, genetic testing
(if hereditary variants of amyloidosis are suspected), as well as a histological examination of biopsy samples stained with Congo red and polarizing
microscopy.

Key words: cardiac amyloidosis, amyloid cardiomyopathy, chronic heart failure with preserved ejection fraction, atrial fibrillation, left ventricular
hypertrophy, chronic kidney disease, albuminuria, nephrotic syndrome
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AT — aprepuanbuas runiepronust, VATID — unruburopsr anrnorensunnpespaiaiortero pepmenta, MKA — uMianTupyeMble KapAnoBep-
repbi-pedubpurraropsr, KMIT — xapanomumornarus, AJK — aesbiit sxeaypouek, MPT — marnurho-pesonancuas romorpacus, HITBIT — me-
CTEPOUAHBIN IPOTUBOBOCIIAAUTEABHBIA Tipernapat, 19T — mnosurponno-smuccuonnas romorpadus, PHK — pubonykaennosas kucaora,
TTP — rpancruperun, OB — ppaxius soi6poca, XCH — xporndeckas ceppednas Hepocraroanocrs, XCHe®B — xponuteckas ceppednast He-
AOCTATOYHOCTH C COXpaHEeHHOM (pakiueit Bbiopoca, IKI — saexrpokaparorpamma, IxoKI — sxokapaunorpadust, NT-proBNP — N-konuesoit
IIPEAIIIECTBEHHIKA MO3TOBOTO HATPUIYPETIIECKOTo haKTopa

BBepenue

AMUAOUAO3 IIPEACTABASIET COOOM TPYIIITY 3a00NCBAHUI,
KOTOPBIE XapPaKTEPU3YIOTCA BHEKACTOTHBIM OTAOKECHU-
eM creruduieckoro rankoriporenpa (amunompa) [1].
AMunonpAHAS MHPUABTPAITIA TKAHEH 1 OPTaHOB MOYKET
IIPUBOAUTh K YBEAMYEHUIO UX Pa3MEpPOB, MOBPEKAC-
HUIO/TUOEAM KAETOK M HAPYIIEHUIO UX (DYHKIMOHU-
posanus (2, 3]. KamHudeckas kaptuna pasHooOpaszHa
U 3aBUCUT OT TOTO, B KAKHUX OPraHax OTKAAQABIBAETCS
aMHUAOUA 1 HACKOABKO Hapymaercs ux ¢ynxomsa. He-
CMOTPsI Ha TO, YTO aMHAOHAO3 HEPECAKO BCTPEYACTCS
B KAMHUYECKO MPAKTUKE, K COMKAACHUIO, 9Ta IIpobAe-
Ma ocraBAeHA 06e3 BHUMAHUSA CO CTOPOHBI Pocchitckmx
HAYIHBIX OOIIECTB, TIEPUOAMMECKIX UBAQHUI U Bpadet,
KOTOPBIE, AQKE HECMOTPS HA CBOU OIIBIT M BBICOKYIO

KBaAM(UKALMIO, HE AMArHOCTHPYIOT aMHUAOUAO3, TE€M
6onee KapamaabHBIN. B parnHOM 0630pe OCBAIIEHB! BO-
[IPOCBI  COBPEMEHHON KAACCU(PHUKAIINY, KUHAYECKON
KapTUHbI, ANAaTHOCTUKU U BEACHUS IAIIMEHTOB C aMU-
AOMAO30M CEePALIA.

Khraccupukanus amuaronposa

B zaBucumMocTr 0T GEAKA-TIPEAITIECTBEHHUKA aMUAOUAA
B HACTOSIIEE BPEMsI BBIACASIOT 36 TUIIOB aMUAOUAO3A
(Tabauia 1) [4].

C KAMHMYECKOU TOYKH 3PEHUSI BBIACASIOT NOKAAbHBIE
U cucreMHble (reHepaAr3oBaHHbie) (POPMbI AMUNOUAO-
3a: AOKaAbHBIE XapaKTEPU3YIOTCS BOBACYCHUEM OAHOTO
opraHa, CUCTEMHBIE — MHOITMX OPTaHOB U CHUCTEM [9].
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Tab6anya 1. Kaaccugpurayns ammarondosa [4]
Table 1. Classification of amyloidosis [4].

Bearok-npeapmecTBeH- Cucremuniii(C), Tglp;b?gfzg)
HUK/MecTo npopyKnuu npu | Aokaapusbiii (N)/ ’
Tun/ / S i (S HACAEACTBEH- OpraHbl, KOTOPBIE HOPAKAIOTCS/
T cucreMHBbIX popmax ystemic (S) sari(TE) Fi i
Precursor protein/place of its | and/or localized e (16 Grr
synthesis in systemic forms (L) hegeditary (H)
Bce oprambl, KpOMe [EHTPAABHON HEPBHOMN
QP?MK_]I;ZF;ﬁz T;:OB (Iq)/xocTHniii cucrempl (LTHC), mouTu naTorHoMOHUTHbI
AL Moar}l ¥ g C,A/ I, H/ repropGuTaAbHAs ITypIlypa U MaKPOTAOCCU s/
A and x-immunodlobulin lidht SHI A H All organs, usually except CNS, macroglossia
. g g and periorbital purpura are almost
chain/ Bone marrow pathognomonic
A Tsaskeanie nenu Ig/ C,A/ I/ Bce opramnsi, kpome [THC/
Immunoglobulin heavy chain S,L A All organs except CNS
ChIBOPOTOIHBIIN aMUAOUA
AA A (SAA-6er0Kk) / ievenn/ C/ 11/ Bce opramsl, kpome ITHC/
Serum amyloid A (SAA-protein) / S A All organs except CNS
liver
Cepatie (GOAbLIIE y MY>KIUH) CYXOKUAMS,
TpancTuperun AuKuii/edenn/ C/ I/ CBA3KU, CMAHOBUAAbHAst 000A0UKa/
Transthyretin, wild type/liver S A Heart mainly in males, Lung, Ligaments,
ATTR Tenosynovium
Toancruoeri Ilepudepuuaeckas HepBHasA cucTeMa, B TH.
MpTaHTHiHZ/nequb/ C/ H BereTaTUBHAas, CEPALIE, TAa3a, MArKas
Y . . . S U TTay TUHHAs1 060AOYKHM TOAOBHOTO Mo3ra/
Transthyretin, variants/liver PNS, AN, heart, eye, leptomen
AccolnnpoBaHHBLI € FEMOANAANZOM: OIIOPHO-
-MUKPOIAOOYAUH AUKUIL/ C/ I1/ ABUTaTEAbHBIN armapar/
2 P Y: 2
B,-Microglobulin, wild type S A Hemodyalisis associated: Musculoskeletal
Ap,M System
. AcconMMpPOBaHHBIN C TEMOAMAANZOM:
ﬁziMV.[KpOFAO6y.AHH MyTaHTHMH/ < H BereTaTMBHAsg HEPBHAS CrcTEMa/
B,-Microglobulin, variant E Hemodyalisis associated: ANS
AGel Tencoaun/ C/ H Tlepudepudeckas HepBHAs cUCTEMa, POroBuLia/
Gelsolin, variants S PNS, cornea
Cepalie, 1iedeHb, 104KH, riepudeprdeckas
HEPBHAS CUCTEMA, SMIKI, TOPTaHb, KOKa/
AApoAl  Anorunonporen A I c/ H Heart, liver, kidney, PNS, testis,
Apolipoprotein A I, variants S Tevagriv (Gl v
skin (C terminal variants)
Anoannonporenn A 11/ C/ Touxu/
AdpoAll Apolipoprotein A 11, variants S H Kidney
Anoaunonporenn A IV/ C/ I/ TTouku/
AfpoALV Apolipoprotein A 1V, variants S A Kidney
Anoaunonporeunn C I1/ C/ Tlouku/
AfpoCIl Apolipoprotein C II, variants S H Kidney
Anoaunonporenn C 11/ C/ [Mouku/
AfpoCIII Apolipoprotein C I1I, variants S H Kidney
Awnzorjun/ C/ Tlouku/
Alys Lysozyme, variants S H Kidney
AeNMKOIMTapHbIN
ALECT2  xemorakcuyueckuii pakrop-2/ CS/ 11/ Ei(()iqnim/
Leukocyte Chemotactic Factor-2 y
. Dubpunoren a/ C/ [Mouxu/
Affib Fibrinogen a, variants S H Kidney
ncratun C/ C/ Tlepudeprdaeckas HepBHag ccTeMa, KosKa/
ACys H s 2
y Cystatin C, variants S PNS, skin
. ABriPP/ C/ IITHC/
Abri ABriPP, variants S H CNS
ADanPP/ A/ ITHC/
Lo ADanPP, variants L L8 CNS
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Tabanuya 1. [Oxonuanne]
Table 1. [The end].

Benrok-npepniecreeH- Cucremuniii(C), Tg{pﬂi?glz;[_)
HUK/MecTo npopyknuu npu | Aoxarpasrii (A)/ ?
Tun/ . HACAEACTBEH- OpraHsbl, KOTOPBIE IIOPAKAIOTCS/
T cucTeMHBIX popmMax/ Systemic (S) &
yee |[p . . . uwit (H)/ Target organs
recursor protein/place of its | and/or localized -
synthesis in systemic forms (L) he(:editary (H)
B-6enok pukuii/ A/ I/ ITHC/
Ap Ab protein precursor, wild type 1L A CNS
B-6enok BapuaHTHBII/ A/ H I[THC/
Ab protein precursor, variant 1L, CNS
- . A/ 11/ ITHC/
AaSyn a-Synuclein L A CNS
A/ I1/ LTHC/
Atau Tau L A CNS
—— n o o Rpenmiera ko garasues
Prion protein, wild type L A CJID. fatal insomnia
APrP Bbonesub Kpenrideanpa-Axoba, Goresnnb
[IpuoHoBbiit 6eAOK BapuaHTHbIHA/ A/ Tepermanna-lrpayceacpa-Illeitnkepa,
P . . P H dararpHas nHCOMHUSA, NIepudepruIecKas
Prion protein variants L HepBHas cicTeMa/
CJD, GSS syndrome, fatal insomnia, PNS
Acal IpokaabiuroHu/ A/ I1/ Onyxoab n3 C-KAETOK IIIUTOBUAHOM SKEAE3bI/
(Pro)calcitonin IL A C-cell thyroid tumors
OCTPOBKOBBIT aMUAOUAHBII A Iy Ocrposku AaHrepranca, UHCyAUHOMA/
AIAPP roaunenTup/ L A Islets of Langerhans,
Islet amyloid polypeptide Insulinomas
IIpeacepaHnbIit HaTpuTypeTUIeCc- . .
AANF xunit ierrua, (ANF) / peacepams/ A/ I/ I/ISOJ\VI/IpOBa.HHLII/I aMUAOUAOS IIPEACEPAUIT/
. . . . I A Cardiac atria
Atrial natriuretic factor / atria
o Tovaon v T
Prolactin L A aging pituitary
Alns WNucyaun/ A/ I1/ ArporeHHpIlt B 06AACTU UHBEKITUI/
Insulin IL A latrogenic, local injection
ASPC Beaok cypdakranra aerkux/ A/ 11/ Aerkue/
Lung surfactant protein L A Lung
Tarexrun 7/ A/ I1/ Koxa/
AGalT Galectin 7 L A Skin
Kopreonecosi/ A/ Iy OpOroBeBIIIit SIUTEANIT, BONOCSHbIE
ACor Corneodesmosin L A porruyar/
Cornified epithelia, hair follicles
AMed Nakraprepun/ A/ I1/ CeHUAbHBIE U3MEHEHUS A0PThI/
¢ Lactadherin 11 A Senile aortic media
Aker Keparosnureann/ A/ I/ Porosuria/
Kerato-epithelin L A Cornea
ALa Nakrodeppur/ A/ I/ Porosuna/
¢ Lactoferrin IL A Cornea
OAOHTOrE€HHbBI aMeAOOAACT-
AOAAp  ACCOHMUPOBAHHbIi nporenn/ A/ 11/ OpOHTOTEHHBIE OITyXOAM/
Odontogenic ameloblastassociated L A Odontogenic tumors
protein
ASemt Cemenoreann 1/ A/ I/ CeMeHHbIE TTy3bIPbKI/
Semenogelin 1 IL A Vesicula seminalis
AEni Audypsurni/ A/ I/ Arporennpiit/
n Enfurvitide L A Tatrogenic
ACatK Karercun K/ A/ I1/ O11yX0Ab-accOlUMPOBaHHbBIH/
4 Cathepsin K IL A Tumor associated

Abbreviations: ANS — autonomic nervous system, CJD — creutzfeldt Jakob disease, CNS — central nervous system, GSS — Gerstmann-Strafussler-Scheinker, PNS — peripheral

nervous SyStC‘ln
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Ol'[p CACNECHNE aMUNONIAO3d CEPALTA

AMUAOMAO3 cepalla (aMUAOUAHYIO KaPAUMOMUOIIATUIO)
HEOOXOAMMO AMArHOCTHPOBATH MIPU BBIIBACHUN aMUAO-
UAHOU MHPUABTPAITNY TTPU SHAOMUOKAPAUAABHOI OU-

OIICHU VAU TIPU BBIIBACHMM aMHUAOVAQ BHECEPACTHOMN
AOKAAM3AIUK W YTOAIIIEHUM CTEHKH AEBOTO JKEAYAOUKA
(AJK) >12 MM B OTCyrCTBUM apTepPUANbHOM TUIICPTEH-
sun (Al') Al APYTHIX TIOTEHITMAABHBIX [IPUYHH PA3BU-

Ta6anya 2. Ocnosrvle munvt amurondosa c nopascennem cepdya [2,7]
Table 2. Main types of amyloidosis with cardiac involvement [2, 7]

Tt rurieprpodun K [6].

Tun/ Boapacrt/ TIoa/ Aa6o§ai€$§]if:;l;lznme/ Aeuenue/
Type Age, years Gender e Treatment
AL >50 aer M >JK/ IloslieHne cBOGOAHBIX AAMOAA Xumunorepanus
M>F  wnAwmKamma Iieren B CbIBOPOTKE TpancriananTasa CTBOAOBBIX KACTOK
C aHOMAABHBIM COOTHOIIIEHUEM y psipa HaIMeHToB/
(nopma 0,26-1,65) Chemotherapy
M-TpapMEHT B CBIBOPOTKE KPOBU Stem cell transplantation in selected
u/uau Mmoue patients
CHIKEHMIE HOPMAAbBHbBIX
MMMYHOTAOGYANHOB
IIporennypus/
Increase of free lambda or kappa
chains in serum with an abnormal
ratio (norm 0.26-1.65)
M-gradient in serum and/or urine
Decreased normal immunoglobulins
Proteinuria
AuxkuinATTR/ 60-80 aer M:JK Her/ 1.ITopaBrenue cunresza TTR
ATTRwild >250:1/ No (TpaHCIIAQHTALINS TICYCHM;
type M:F «bIKAIOYaTeAr rena TTR)
>250:1 2.Crabuauzauus TTR (rapamupuc,
HacaeacrBen-  3aBucut oT MyTarnm: 50-72% M Her/ gl/gbﬂmHHSaA’ seaeHl 1alt, AG10)
upit ATTR/ ans V1221 60-65 aer No - ACHICHACIIIE AMIAOHATDIX
. bubpuAn (AOKCUTTUKANH €
Hereditary y appoaMeprKaHIICB; o o .
ATTR 20-30 aer 5 TTopryraam, TaypypCOAC30KCHXOACBOI KICAOTOM,
MOHOKAOHAABHbBIH aHTUTEAA)/
IIsenmn, I'perun, va Kurpe; . e
1. Suppression of TTP synthesis (liver
>40 aer B BeankoGpurannn/ . .
. L transplantation; TTP gene «switchesy)
Depends of mutation: R -
. . 2. Stabilization of T'TP (tafamidis,
V1221 in afroamericans — . .
. diflunisal, green tea, AG10)
60-65 years; 20-30 years in L
3. Cleavage of amyloid fibrils
Portugale, Shweden, Greese, ; . .
. . (doxycycline with taurursodeoxycholic
Kipr; >40 years in Great . R,
L acid, monoclonal antibodies)
Britain
AA Yepes 20-30 retT HaAnIMA M=K/ Tlosbuuenne COJ, C-peakrusHoro AedeHue OCHOBHOIO 3a60AEBAH IS
Xp. BOCITAAUTEABHOTO M=F 6eaka, 6eaka SAA B KpoBu IHurocrarnkn
zabonreBanus/ [porennypms/ MOHOKAOHAABHbIEC AHTUTEAQ
20-30 years after the onset Increased ESR, C-reactive protein, AnmMeruacyabdorenp
of the chronic inflammatory SAA protein in the blood dupopusar
disease Proteinuria Terrapun
CraTuHbl
Dubpunnekc/
Treatment of the underlying disease
Cytostatics
Monoclonal antibodies
Dimethyl sulfoxide
Eprodisate
Heparin
Statins
Fibrillex
AANF ITosxunsie/ > 3K/ Her/
Oderly >F No
AB2M ITarmenTsr, oayvatorme IToBbiieHME ypOBHA

AEYCHUE I'EMOANAAN30M,
a TaK’Ke C TAKEAON
npeppuarusztoit XbI1/
Hemodyalisis patients and
severe predyalisis CKD

B2-MuKporaoGyAnHa B KPOBY,
aHTUTEAd K HEMY/

Increase in the level of
B2-microglobulin in the blood,
antibodies to it

Ipumeuanne: K — xenmmusr, M — mysxanasr, CO9 — ckopocts ocepanms sputporntos, XBIT — xporntdeckas 60Ae3Hb TOMCK

Note: F —women, M — men, ESR — erythrocyte sedimentation rate, CKD — chronic kidney disease
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Cepptie nopakaercs nipu cucreMaoM AL-) ATTR-) AA-
AP2m-, AApoAl-ammnronpose u nroxkansHom AANF-
amunaoupo3e ripepcepanii (Tabaura 2) [1].

CaMbIMU 9aCTHIMU THUTIAMU aMUAOUAO3A C [IOPAKEHUEM
cepata sasiorcst AL- (70-80% amunomposa ceparia),
ATTR- (15-25%) u AA-amunounpo3s (2-7%) [5, 6].

ANUAEMUONOTU S

Ao HepaBHEro BpEMEHU aMUAOMAO3 PACCMATPUBAACI
Kak pepKoe 3a60AEBAHME, AMATHO3 9aCTO YCTAHOBAVIBAN-
cs Ha ayroricnn. ITo pannasmv Harmmonanssoro Ientpa
Ammnonpoza (National Amyloidosis Centre), pacripo-
CTPAaHEHHOCTh aMUAOMAO3a B Beanko6purannn cocras-
aser 0,8/100 000 nacenenms [8]. Cpean maruenToB cu-
cremsr Medicare (HarpoHanbHas IIPOrpaMMa MEAVUIINH-
ckoro crpaxoBarusi) B CIITA, rocrimrarnsypoBaHHBIX
B CBA3U C XPOHUYECKON CEPACTHON HEAOCTATOTHOCTHIO
(XCH) B 2000-2012rr., OTMEYeH 3HAYUTEABHBIA POCT
pactpocrparertoctu (ot 8 po 17 na 100 000 werosek
B rop) u 3aboaesaemoctu (ot 18 po 55 na 100 000 geno-
BEK B I'OA) aMHUAOMAO30M CEPALIA, HAMOOAEE 3aMETHBIN
rocae 2006r [9].

K coxanenuio, crarncTuka 1o aMUAOMAO3Y Ha CamTe
DepeparbHOM  CAYKOBI  TOCYAAPCTBEHHON  CTaTUCTH-
kn (www.gksru) ve npeacraBaena. B I'bY3 I'Kb nm.
B.M. byarosa A3M 3a niepuop ¢ 2008 1o 2017 rr. BbI-
SBASIEMOCTD aMUAOMAO03a Obina Husko, B 2018-2019 rr.
cocrasuna 30-53 ra 100 000 4erosexk B rop [10].

AL-aMmunaoupo3

AlL-aMuAOMAO3 pasBUBAETCA B PE3YABTATE BHEKAETOU-
HOTO OTAOKeHUsI GubpuA), 06Pa3ZOBAHHBIX MOHOKAO-
HAaABHBIMUW ACT'KUMU LETIAMU I/IMMyHOI‘AO6y]\I/IHOB (FaM-
Ma-TAOOYAMHOB; HanboAee 9acTo AIMOAQ, PEKe Karla),
CEKPETUPYEMBIX MTATOAOTHMIECKAM KAOHOM TTAQ3MaTHYC-
CKUX KACTOK an B-anmbormros (2, 11]. AL-aMrnonpo3

[IPUHAANECKAT K TPYIIE MOHOKAOHAABHBIX TI'aMMO-
naruit [6, 12]. MoHOKAOHAAbHBIE TaMMOIIATUN 9acTO
BcTpedarorcs y Auig crapiie 50 Aet, 4To 06bACHACT Lie-
Aeco06pa3HOCTh CKPUHUHTA Ha HAAWMYHE TaMMOIIATUN
B AQHHOI BozpactHom rpyrie. OAHAKO HAAUYMUE MOHO-
KNOHAABHOI TaMMOIIATUM HE BCETAA CBUACTEABTBYET 00
AL-aMmaonpo3e, oHa MOKET TipucyTcTBoBaTh y 40% Ta-
menTos ¢ ATTR-amunoupozom [2, 13-15].
DopMuposaHre aHOMAABHOIO KAOHA MAA3MATUYECKIX
1An B-KAETOK B KOCTHOM MO3re Ha3blBACTCS [TAA3MOKAC-
To4HOM uAu B-aumdonurapHon auckpasueinr [5]. Bee
GOABHBIE C TINA3MOKAETOIHBIMU AMCKPA3UAME 1 AnMDO-
rpoangepaTUBHBIMU 3a00ACBAHISIMU BXOAAT B IPYIIILY
pucka Al-amunromposza [5]. V Hux takke HEOOXOAUM
ckpuHUHT Ha AL-amMmnonpos. [1pu dopmmposarmm aHo-
MAaABHOTO KAOHA KAETOK BHE KOCTHOTO MO3Ta MOKET Pas-
BUBATHCS AOKAABHBIN aMUAOMAO3 (aMUAOMAO3 TPAXEH,
GPOHXOB, TOPTAHIU, MOYEBOTO ITy3bIpst 1 Ap.) [D, 16].
AMmnronpo3 cepatia ormMedaor y 33-60% 6oapabix AL-
amunaovpozom [6]. lpm Al-amunompose ceppedHas
HEAOCTATOYHOCTh PAa3BUBAETCSI OTHOCHUTEABHO PAHO,
y 22% GoabHBIX yiKe B pAeGtore Gonesnu [5]. [Topaskerne
ceparia ripu AL-aMrAOMAO3€E TTOYTH BCETAA IIPOUCXOAUT
Ha (OHE TTOPAKEHUS APYTUX OPraHOB, Yallle BCEro —
[I0YEK, a TAKKE COCYAOB, IteprbepruIeCcKON HEPBHO CU-
CTEMBI, [IEICHU, >KEAYAOTHO-KUIIIETHOIO TPAKTA, MITKIX
tkaretii [2]. soanpoBanHOe BOBAEHIEHME CEpALTa BCTPE-
qaercs MeHee, 4eM B 5% caydaes [6]. V 11% Goabmbix
¢ AL-aMMNAOMAO30M B MOMEHT IIOCTAHOBKU AMArHO3a
HaOAIOAAETCSI OPTOCTATUYECKAs TUTOTeH3M [D].

ITpu AL-aMunonpoze ¢ mopakeHUEM Cepalia TIPOTHO3
xy:xe, veM ripu AT TR-amunonposze, HecMOTPST HAa MEHB-
ree yeamdenue Maceot UK. [pu AL-amunonpose cepa-
11a ¢ KAUHUKON XPOHUYECKON CEPACTHON HEAOCTaTO4-
nocrbio (XCH) 6e3 AedeHus AeTarbHBIX MCXOA HACTYIIA-
€T B CPEAHEM B TeueHNEe O MECAIEB ITOCAE TTOSBACHIS
cumirromaTuru [17]. TTopaskerne cepaiia — OCHOBHOM
[IPEAUKTOP HEOAArOIPUATHOTO TIPOTHO3a, TSKECTh T10-
pPaKEHISI BAMSIET HA BBIOOP TEPAIIEBTIMECKOM CTparte-
run [6] (Pucyrok 1).

Pucynox 1: A. [lepnoponmarvuvie KpogouAUANNA PASANIHOI 0aHOCTIN (<TAA3A NAHObL, (TAA3A CHOTIA).

b. [opascenne cepdya B. Ilopascenne nowku npu amurondose, Maxponpenapamol; 60105t 00sem 0ero3nmos amuronda
00b4HO TPUBOONITL K YIAOTIHEHNIO TUKAHM, TLOPANCCHHBLIL OPTAH ILPHOOPEIACT HCCATLOBAIILLIN OTEHOK, (BOCKOBOTLY UAMN
«carvrolit» eud (u3 apanea Cmenanogoit E.A.).
Figure 1: A. Periorbital hemorrhages of the different ages («panda eyes», «raccoon eyes»). B and C. Damage of the heart and
the kidney in the patient with amyloidosis, macropreparations. Large volume of amyloid deposits leads to the tissue compaction
usually. The affected organ acquires a yellowish tint, cwaxy» or «greasy» appearance (photos from the archive Dr Stepanova E.A.).
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ATTR-amuaroupo3

Tpancruperunossiii amunronpos (ATTR) obycrosacu
OTAOKEHNEM aHOMaAbHOTO GeAka TpaHcTupernHa [15).
Tpaucrupernn (TTR) — aro Gerok-tiepeHOCTUK TH-
pokcuna (T'4) u KoMITAEKCa PETHHOACBS3BIBAIOIINT Ge-
NOK/BUTaMUH A, mipectaBasieT coboit TeTpaMep (cocTo-
UT U3 YEThIPEX OAMHAKOBBIX cyObeaunuir). Okoro 95%
TPAHCTUPETUHA CUHTE3NPYETCS B IIeICH, MeHee D% —
B COCYAHCTOM CITACTCHUHN TOAOBHOT'O MO3Ta U ITUI'MEHT-
HOM 9IUTEeANN ceTdaTky raas. Menee 1% rpancrupern-
Ha [TIEPEHOCUT THPOKCUH B CBIBOPOTKE YCAOBEKA, OCHOB-
Hasl 9aCTh HIPKYANPYIOIIETO TPAHCTUPETUHA SIBASETCS
necsszannoin [18, 19].

Boiaeastror ceMelHbI (MyTaHTHBIN, HACACACTBCHHDIN,
C AyTOCOMHO-AOMHHAHTHBIM TUIIOM HACACAOBAHII
C HETIOAHOM TICHETPaHTHOCTBIO, 0OYCAOBACH MyTaIlEH
B I€HE, KOAMPYIOIIEM CHHTE3 TPAHCTUPETHHA) M CTap-
Jeckuil (e 0GYCAOBACH MYTALIVSIMU, B @HTAOS3BIMHON
AATeparype HazbiBaeTcst (AMKuit Turn («wild typer), «6o-
AesHb Anbrreiimepa cepatiar) ATTR-amunounpos, mpu

KOTOPOM HET MyTal[ill B TeHe TpaHcTupeTuta. B oGoux
CAydasix IPOUCXOAUT PACIIap TeTPaMepoOB TPAHCTUPE-
TUHA A0 MOHOMEPOB, KOTOPbIE 06AAAAIOT AMUNOUAOTCH-
Hocrbio [5].

«QAuxunn turp ATTR-amunonpoza dare BerpedaeTcs
y MykamH crapiie 65 aer. Cpeawn amrg crapire (5 aer
pPaCIipOCTPAaHEHHOCTh — cocTapasier  1-3%,  crapiie
80 rer — 20-30% [6], cpean naruenros ¢ XCH — 11-
13,3% [20], AereHepaTUBHBIM A0PTAABHBIM CTEHO30M —
16%, cuHAPOMOM KaprarbHOro Kanara — (-8% (Tabau-
ua 3) [15, 21].

CaMbIM TAAQBHBIM TIPOSIBACHUEM SIBASICTCSI BOBACUCHIC
CepALia C Pa3BUTHEM KaPTUHBI PECTPUKTUBHON UAU TH-
nieprpoduaeckoit kaparomuoratrn (KMIT) u cepped-
Hoit Hepocrarodoctr (CH), HapyiiieHU prurMa 1 1po-
BoauMocTH [6]. Hacro corpoBOsKAAETCS CHHAPOMOM 3a-
ISICTHOTO KaHana [6].

Hacaeacrsennnin AT TR-aMnnaona03 Berpedaercs peske,
7-9% Bcex cayaaes ammaonposa [6], 40 000-50 000 ana-
HOCTHPOBAHHBIX CAydaeB B Mupe [15]. HepaBame wnc-
CACAOBAHMS ITOKA3bIBAIOT HAAMYKME HACACACTBEHHOTO

Ta6anya 3. Pacnpocmpanennocms ATTR-amurondosa [19, 21, 22, 57-59]

Table 3. Prevalence of ATTR amyloidosis [20, 22-26]

I'pynna 06caep0BaHHBIX 6OABHBIX/

YacTora AOKa3aHHOTO
ATTR-amuaounposa/

Tun ATTR-amMmuroupo3sa/

Patient group Frequency of proven Type of the ATTR-amyloidosis
ATR amyloidosis
Adpoamepuraniipt/ 3 49% Hacaepcrsennnrit Vall1221le/
Afroamericans e Hereditary Val122Ile
Hacenenue Cesepo-3amapa Mpranaun/ 1% Hacaepacrsennniii Thr60Ala/
Population of Northwest Ireland ? Hereditary Thr60Ala
XCHc®DB c¢ roamuuort creaku AK >12 v/ 13.3% Auknit ATTR-amunronp03/
CHFpEF with LV wall thickness >12 mm e Wild AT'TR-amyloidosis
XCHu®B ¢ roammnoit crenku AJK >12 mm/ "% Auknit ATTR-amunronpo3s/
CHFrEF with LV wall thickness >12 mm ’ Wild ATTR-amyloidosis
XCH (P®D, ITentp Aamazosa)/ 46% Hacaepcrsennniit AT TR-aMmunronp03/

CHF (RF, Almazov's centre)

Tuneprpoduueckas KMIT/
Hypertrophic cardiomyopathy

AopTarbHBII CTEHO3, KOTOPBIM BBIIIOAHEHO TPAHC-
KaTeTepHas UMIIAAHTALINs A0PTAABHONO KAaaHa/
Aortic stenosis in patients with the transcatheter aortic
valve implantation

AopTranbHBIN CTEHO3 Y AUL] >65 AeT, epeHecmx
MPOTE3NPOBAHNE A0PTAABHOIO KAAraHa/

Aortic stenosis in persons > 65 years in patients with
the aortic valve replacement

Hapyenus niposopuMocTy, TpeGyioline yeraHoBKN
neiicmexepa/

Conduction disturbances requiring the installation of
a pacemaker

[TarmeHTsI ¢ KapIaAbHBIM TYHHEABHBIM CHHADPOMOM/
Patients with carpal tunnel syndrome

Awuria crape 75 aet/
Older 75 years old

Awuria craprie 80 aer/
Older 80 years old

5%, y auy crapuie 55 aer — vy 7,6%)/
5%, older 55 years — 7,6%

20-30%

Hereditary AT TR-amyloidosis

Hacaepcrsennniit AT TR-amunronpo3/
Hereditary AT TR-amyloidosis

He onipepenen/

16% NA

He ornipepenen/

0% NA

29 Avxkunit ATTR-aMmuaonpo3/
? Wild ATTR-amyloidosis
O6a tumna/

8% Both types

ITouru Bce ¢ puxum AT TR-amMuaronpo3on/

1-5% Almost all with wild AT'TR-amyloidosis

Awnxkuit ATTR-aMmuaonpo3/
Wild AT'TR-amyloidosis

TIpumeuanne: XCHc®B — xponutdeckas ceppedHas HEAOCTATOYHOCTD € COXpaHeHHOM (pakiueit BoiGpoca aesoro skeaypouka, XCHHDB — xpornueckas ceppeunas

HEAOCTAaTOYHOCTH C HU3KOM li]paKTIVICVI BHGPOCE\ AEBOI'O JKEAYAOTKa

Note: CHFpEF — chronic heart failure with preserved left ventricular ejection fraction, CHFrEF — chronic heart failure with low left ventricular ejection fraction
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OB3OPHBIE CTATbHU

ATTR-amuronpo3a y 5% MariueHToB ¢ TUIIEPTPOdIHc-
ckoit Kappumomuoriatuent [22]. Ilpuanna passurus na-
caepcreerHoro ATTR-aMuaonpo3a — mMyrariuu B reHe
U 3aMeHa aMUHOKUCAOT B MOAEKYAE TPAHCTUPETUHA.
Ha ceropssiiiianin perb BoisiBAeHO Goaee 120 pasamd-
HBIX MyTalnil B reHe TpaHcruperuna, 110 3 koropbix
aMUAOUAOTrEHHDI [26]. MyTaruuy mpuBoAsIT K AUCCOLIU-
alu TeTpaMepa TPAHCTUPETHUHA Ha MOHOMEPBI (pe-
CTabMAM3AINN), KOTOPbIE CKAOHHBI K HETIPAaBUABHOMY
cBopauuBanuio (GoAAMHTY) U arrperanuu ¢ 06pazosa-
HIEM TOKCHYHBIX aMHUAOMAOTCHHBIX I1POMEKYTOYHBIX
11popyKToB [18, 19, 27]. BoABIITMHCTBO MAIUEHTOB SBASI-
I0TCS TETEPO3UTOTAMHU, TI0ITOMY B OPraHU3ME NUMEIOT He
TOABKO MYTaHTHBII, HO €I1]¢ M HOPMAAbHBINT HEMYTAHT-
HbIA TPAaHCTUPETUH.

®enorun nacaepcrsentnoro ATTR-aMuaonpoza MoKeT
OBbITH IIPEMMYII[ECTBEHHO HEBPOAOTMHMECKUM, UAU TIpe-
MMYITIECTBEHHO KaPAMOAOTTIECKNM, MAM CMEITAHHBIM.
Ilpu camon wacro Berpedarorerica myraun Vall221le
(o6Hapyskena y 3-10% adpoamepukaniies) ipeobrapaer

Kappuoaormiaeckas cummromaruka. Myrarua Val30Met
Jale TIPOABASETCA aMUAOUAHOU ITOAMHENPOIIaTUEN,
HO IIpY TTIO3AHEM HavaAe MOKeT MaHUpECTPOBaTh Kap-
anomuornatueit. Myrarust Thi60Ala (oGHapyxena y 1%
naceaenus B Cesepo-3anaptoit Mpaanauu) xapakrepu-
3y€TCsI CMEITaHHBIM KapANOHEBPOAOTUYECKUM (DEHOTHU-
oM B coderanuu ¢ nopaxennem ;KKT [28-33].
Crpunnar vHa ATTR-aMuronp03 HEOOXOAUM Y TTOXKU-
ABIX IALMEHTOB ¢ KamHu4decku ssHoit XCH, ocoben-
HO TIpU XPOHUYIECKOU CEPACTHON HEAOCTATOTHOCTHU
C COXPaHEHHOM (paKIment BhIOPOCA ACBOTO >KEAYAQU-
ka (XCHc®DB) (6es aprepuansron runeprensuun (AT)
B aHAMHe3¢), TUIIEPTPO(UIECKO, PECTPUKTUBHON Kap-
AVIOMHOITATHEN, ACTEHEPATUBHOM a0PTaAbHOM CTEHO3€
U TOAIMHE MEKKEAYAOIKOBOM Tieperopopku (Trk)
>12 mm y manmenros ¢ XCH, runieprpodueckon, pe-
CTPUKTHUBHON KapAMOMHUOIIATHEH, AET€HEePaTUBHOM
a0pPTanbHOM CTEeHO3e M ToAmmHe creHoK /UK >12 MM
6e3 ABHBIX IIPIHMUH AN TUIIEPTPODUH ACBOTO JKEAYAOU-
ka (IAJK) (TaGauma 4).

Tab6anya 4. Kniown dnarnocmuxn (noxazanus oaa nposedenna ckpunnnra) ATTR-amurondosa [14]

AnaMHes/dusnKarbHBIE

AaHHbIe BU3yaAU3alTIN

Kanauko-mHCTpyMEH-

AaHHBIE TanrbHBIE AAHHBIE
» TDKCH nesicHOM 9THOAOI UM » Haxkonaenue nzororios PYP, DPD nuan HMDP » CH c Heo6bscHUMBIM
» XCHc®B, 0co6eHHO y My>KIUH B MUOKapAE Ipu CLmHTUT padumr yroamenneM crenkn AJK
» Henepenocumocts u-ATlD nan » Ilpusnaxku cummerpuanon rumeptpodum AJK 6€e3 ero AmAaTaln

B-apperobrOKaTOPOB
» KapriaabHbIN TYHHEABHBINT
CUHAPOM (ABYCTOPOHHUIT) >
CreHo3 I103BOHOYHOI0 KaHAAA
PaspsiB cyxoskmans 6urierca
Heob6psacanmas nepudepudeckas >
HelponaTus (yrpara
TEIIAOBOI/XOAOAOBOIL
9yBCTBUTEABHOCTH, IIOCTYPaAbHAL
[UIIOTEH3MU I, HEYCTOMYUBBII CTYA)
» Heob6mwscHnMble ipepceppHbIe
HapyIIEHU pUTMa
11 IIPOBOAMMOCTH, B T.
TPEOYIONINE YCTAHOBKY BOAUTEAS
puTMa

Y VYV V
A7

YV VYV

(1 IDK) B oTCyTCTBIYM 20pTaABHOIO CTEHO3a UAK >
AArTeAbHOCYIeCTBYoer Al

WNudurbrparusabiil heHOTUIT (ABYXIKEAYAOTKOBAS
rurepTpodus, epUKapAUaAbHBINI BBIIIOT, YTOAILCHME
CTBOPOK, MEXXIIPEACEPAHO [IEPETOPOAKLI)

AnddysHoe cy6aHAOKAPANANBHOE AT

TPAHCMYPAABHOE TI03AHEE HAKOIIACHUE TaAOAMHIS >
VAV YBEANICHUE BHEKACTOIHOrO 06beMa ripu MPT
Hapyrenue mmpopoabHom cokparnmoctu (apical

sparing on longitudinal strain imaging) >
CHIKEeHME COKPaTUMOCTHI

PecTpuKTHBHBIN THIT AMACTOANYIECKON ANCHYHKITAN
CHukeHne Boabraska 3y6ros Ha KT

IIceBponHbaPKTHBIN TATTEPH [IPU OTCYTCTBII
HapYIIEHUN NOKaAbHOM cokparuMocTu rpu IxXoKT

Konnenrpudieckoe
YTOAIIIEHUE CTCHKIU

NAJK, BosMozkHO,

C HECOOTBETCTBUEM
BoabTaka QRS roanune
crenkn AJK

CHMKeHMe IIPOAOABHOM
dyurum AJK, HeemoTpst
na Hopmaabhyio OB AJK
AOpTarbHBIN CTEHO3

C YTOAII[CHUEM CTECHKN
ITK, ocob6ento ¢ HU3KuM
IPAAMEHTOM AABACHUS

Ipumeuanune: \JK — aesbiit skeaypouek, IDK — npasbiit skeaypouek, IDKCH — nipaBoskeaypoukosas ceppedtas Hepocratrodsocts, CH — cepaednas HeAOCTaTOYHOCT,
OB — ¢ppakuus spi6poca, XCHcDB — xponnteckas ceppeanas HEAOCTaTOIHOCTD € COXPAHCHHOM (pakimeil BBIGpOca ACBOTO KEAYAOIKA,
DPD — %mtechnetium-3,3-diphosphono-1,2-propanodicarboxylic acid; HMDP — hydroxymethylene diphosphonate; PYP — technetium pyrophosphate

Table 4. Diagnostic keys (indications for screening) ATTR amyloidosis [14]

Anamnesis/physical examination |

Imaging

Clinico-instrumental data

> Right ventricular heart failure of » Accumulation of PYP, DPD or HMDP isotopes in the » HF with unexplained
unclear etiology myocardium during scintigraphy thickening of the LV wall

» CHFpEF, especially in men > Signs of symmetric LV (and RV) hypertrophy in the without dilatation

» Intolerance to ACE inhibitors or absence of aortic stenosis or long-term hypertension » Concentric thickening
beta-blockers » Infiltrative phenotype (biventricular hypertrophy, of the LV wall, possibly

> Carpal tunnel syndrome (bilateral) pericardial effusion, thickened leaflets, atrial septum) with a mismatch between

> Spinal stenosis » Diffuse subendocardial or transmural late accumulation QRS voltage and LV wall

» Ruptured biceps tendon of gadolinium or increased extracellular volume on MRI thickness

> Unexplained peripheral neuropathy > Apical sparing on longitudinal strain imaging » Decreased longitudinal LV
(loss of heat / cold sensitivity, pos- » Decreased contractility function despite normal
tural hypotension, unstable stool) » Restrictive type of diastolic dysfunction LVEF

> Unexplained atrial rhythm and > Reducing the ECG voltage » Aortic stenosis with RV wall
conduction disturbances, incl. » Pseudoinfarction pattern in the absence of violations of thickening, especially with

requiring pacemaker installation

local contractility during echocardiography

low pressure gradient

Note: LV — left ventricle, RV — right ventricle, HF — heart failure, EF — ejection fraction, CHFpEF — chronic heart failure with preserved left ventricular ejection fraction,
DPD — *“"technetium-3,3-diphosphono- 1,2-propanodicarboxylic acid; HMDP — hydroxymethylene diphosphonate; PYP — technetium pyrophosphate
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[TpoAOAKMTEABHOCTD  KUBHU — [IPU  (AMKOM  TUIIE»
ATTR-amMuaoMpO3a TIOCAE  AMArHOCTMKM/Manugecra-
uum ceppedroit nepocrarodnocru (CH) cocrasaser
2-6 aer [15]. ITpu nacaepcreennom ATTR-amunroupoze
[IPOrHO3 3aBUCUT OT MYTAIUK U OTIPEAEASICTCST BOBAEHUE-
HUEM CepALIa.

AA-aMuAOHuAO3

AA-aMrnoMp03  (pEaKTUBHBIN, BTOPWUYHBIN aMUAOU-
AO3) PasBUBAETCH IIPU XPOHUIECKUX BOCIIAAUTEABHbIX
3a00AEBAHUAX, KOTOPBIC OOBITHO CAOKHO ITOAAAIOTCS
KOHTPOAIO [5, 6]. AA-aMmnomp 06pasyeTcst 13 ChIBOPO-
TOYHOTO TIpepriecTBeHHIKa SAA (serum amyloid A) —
ocTpodazoBoro 6eAKa, IIPOAYLIPYEMOro IIEICHBIO B OT-
Ber Ha Bocriaaerue [1, 4, 5]. [Tockoabky SAA akruBHO
[IPOAYIIUPYETCS CMHOBUAABHOM OOOAOYKOM CYCTABOB,
AOTIOAHUTEABHBIM (DAKTOPOM PUCKA aMUAOUAO3A SIBASI-
ercss MaHubecTays BOCITAAUTEABHOTO 3a60AeBaHIIS
cycraBHbIM cuHApOMOM [1, 4, 5].

Ao6oe  XPOHUYECKOE BOCIIAAUTEABHOE 3aboAeBa-
HHME MOMKET pacCMaTpUBarThcs Kak (dakTop pucka

Ta6anya 5. Aymosocnarnmervnoie 3aboresanns [60, 61]
Table 5. Autoinflammatory diseases [60, 61]

AA-amunonposza. Cxpunuar Ha AA-aMHUAOMAO3 CAe-
AYET TIPOBOAUTH IIPU XPOHUIECKUX CEPOTIO3UTHBHbIX
U CEePOHEraTUBHBIX ITOAUAPTPUTAX (PEBMATOUAHOM
apTPUTE, AHKUAOZUPYIOIEM CIIOHAUAOAPTPUTE, IOBE-
HUABHOM XPOHUYECKOM apTPUTE, TICOPUATUIECKON
apTponatuu, CMHApoMe Pertrepa 1 Ap.), XpOHUYIECKIX
BOCIIAAMTEABHBIX 3a00A€BAHUSX KUIIETHUKA (GONe3-
Hu KpoHa, SI3BEHHOM KOAMTE), XPOHUYIECKUX HarHo-
eHUsIX (OPOHXOIKTATUIECKON GONE3HH, OCTCOMUEAN-
Te U Ap.), TYOCPKyAE3E, 3AOKAICCTBCHHBIX COAMAHBIX
OTIYXOASIX, Ay TOBOCITAAMTEABHBIX 3a60AeBaHMsX (Tab-
auta 5) [5].

Ana npodunraxruku passurng AA-aMUAOMAO3a HEOO-
XOAUMO aACKBATHOE AEYEHME OCHOBHOIO 3a0G0AEBAHUA
(5, 34]. ITpu or1eHKe pricKa pasBUTHS U IIPOTPECCUPOBa-
H1s1 AA-aMMAOMIAO3a HEOOXOANM KOHTPOAD 3a YPOBHEM
SAA, C-peakrusroro 6enka, peppuTrHa, KaAbrPaHyAN-
Ha (CBIBOPOTOTHBIN MapKep HEMTPODUABHON aKTUBHO-
cru S100A12) [5].

[Tpu AA-amMmraomnp03e Yalle BCero nopaskaioTcs OYKN
¢ passuTHeM HeGPOTUIECKOTO CUHAPOMA M/UAM I110-
YEIHON HEeAOCTaTO9HOCTH. Cepalie MopaskaeTcss PEAKO
(v 2-3% marmenros) [6)].

MoHoreHHbIe/
Monogenic
Iloaurenusie/ Ten, B koTopom
Polygenic Haszsanue natororun/ L uMeerca
Pathology Hacm?AOBaHym/ MyTaI.II/IfI/
Inheritance type A gene with
a mutation
Tleproanteckas 60Ae3Hb (CeMerHas CPEAN3EMHOMOPCKas
AP/
Amxopapka)/ AR MEFV
Periodic illness (familial Mediterranean fever)
Ocreoaprpur T'uniepummynorroGyansemus D ¢ iepropnaeckum AP/
IToparpa AMXOPAAOIHBIM CUHAPOMOM/ AR MVK
Ilcespomoparpa Hyperimmunoglobulinemia D with periodic febrile syndrome
Capronpos TleproAUIECKI CUHAPOM, ACCOIMUPOBAHHBIH C PEIIEIITOPOM
Yaroparas opurenma dakropa nekposa ornyxoaeit a (TRAPS)/ ADN/ TNFRSFIIA
Boaesrn Tumor necrosis factor a receptor-associated periodic syndrome AD
HAKOIIACHUS (TRAPS)
Arepockaepos u pp./
Osicoamisits Cemeiinas XOAOpOBast KpariupHuia/ AN/
Coult Familial cold urticarial AD
Pseudogout Cunppom Makna-Yaanca (cemernHas Hedporarus
Sarcoidosis € KpalMBHULIEN U TAYXOTOI1)/ Ap/
Erythema nodosum Macle-Wells syndrome (familial nephropathy with urticaria and AD NLRP3
Accumulation deafness)
diseases (nan CIAS?)
PO, G, MyABTUCHCTEMHOE BOCIIAAUTEABHOE 3a60AeBa11}Ae ‘
neonaraabHoro Bozpacra (Neonatal Onset Multisystemic AD/
Inflammatory Disease — NOMID), uau XpoHUIECKIIA AD

HEMPO-KOXKXHO-cycTaBHon cuuppoM Acreit (Chronic Infantile
Neurological Cutaneous and Articular syndrome — CINCA)

Ilpumeuanne: AP — ayrocomHo-perjeccusHbiin, A\ — ayrocomuo-pomuHanTHbin. MEFV, uan nupun, — Mediterranean fever/cpeansemuomopckas anxopapka, MVK — mevalonate
kinase/mesaronarkunasa, TNFRSF1A — tumor necrosis factor receptor superfamily 1A/ cynepcemeiicrso penenropa 1A pakropa nekposa onyxoan, NLRP3, uan kpuonnpun, —

Nod-nopo6muerit perenirop cemerncrsa NALP, ocrosron kommonent NLRP3-nndaarmmacon, pacrosnaeT MOACKyAsApHbIE GparMeHThI, aCCOLMIPOBaHHEIC ¢ TToBpexkacHueM (DAMP;
KPUCTAaANBI MOIEBOI KCAOTHI, MuToxoHApranbHas AHK, $100 6eakn u pp.) man marorenamu (PAMP; Aumonoancaxapyabl, IenTHAOTAMKAHDI, HYKACHHOBBIE KICAOTBI OaKTepuii)

1 MHUIMKPYIOIIHE IIPOLECC BOCTIAAEH M A

Note: AR — autosomal recessive, AD — autosomal dominant, MEFV — Mediterranean fever, MVK — mevalonate kinase, TNFRSF1A — tumor necrosis factor receptor superfamily
1A, NLRP3 — Nod-like receptor family NALP, the main component of NLRP3-inflammasome, recognizes molecular fragments associated with damage (DAMP; uric acid crystals,
mitochondrial DNA, $100 proteins, etc.) or pathogens (PAMP; lipopolysaccharides, peptidoglycans, bacterial nucleic acids) and initiating the process of inflammation
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AANF-amuaroupo3s

AANTF mnpeacrasaser co6OM AOKANABHBIN aAMUAOU-
AO3 € TIopakeHUeM Tpepcepamnit. Yarne paspupaercs
y HOKUABIX JKeHInH (crapiie 80 aAer), MoKeT BeTpe-
9aThCsl Y GOAEE MOAOABIX ITAIMEHTOB C aHOMAAUSMU
KAaraHoB uan Gubpuansiuein peacepauit (35, 36].
BeAKOM-TIpeATeCTBEHHUKOM SIBASIETCST TIPEACEPAHBII
Harpunyperudecknii entup (ANF). O6Hapykusaer-
CSl TIPEMMYITIECTBEHHO Ha ayToricuu. [lprxknsHeHHO

AMArHOCTUPYETCS KpallHe PEAKO M3-3a pUcKa 1epdo-
paLIIU IIPEACECPANS TIPU DSHAOMHOKAPANANBHON G1OII-

cuu [6)].

Kanmunueckasn KapTHHa
AMHAOMIAO3A

V 6oABIIMHCTBA GOABHBIX € aMUAOUAO30M UMEETCS T10-
AnopranHoe nopakenue (Pucynok 1, TaGaura 6).

Tab6anya 6. Bosmoscnvie npoasaennsa amurondosa [6, 45]
Table 6. Possible manifestations of amyloidosis [6, 45]

Kaumnan- BoBaeuyeHME CEPAEIHO-COCYAUCTOM
0 IR Oco6ennocru/
yeckas cucreMbr/
. Features
KapTuHa/ Involvement of the cardiovascular system
Clinical
X AeBO-, IPaBOKEAYAOUIKOBAS NAT OABIIIIKa, YAYIIIbE
picture

OUBEHTPUKYASPHAS CEPAETHASI HEAOCTATOMHOCTD/
Left, right ventricular, or biventricular heart failure

TIpecunkorie/cuHKOIIE, OPTOCTATUYECKAS
runoToHus/
Presyncope / syncope, orthostatic hypotension

Cunppom crenokapauu, uHGapKT MUoKappa/
Angina pectoris syndrome, myocardial infarction

TTpusHakm HEAOCTATOIHOCTH TPUKYCITUAAABHOTO
1 MUTPAABHOIO KAalaHa/
Signs of tricuspid and mitral valve insufficiency

Hapyuienus purma/
Rhythm disturbances

Hapymenus nposoaumocru/
Conduction disorders

Bueszamnnas ceppednas cMepTh/
Sudden cardiac death

ChabocTh, yTOMASEMOCTD
Cepanebruenue
Hab6yxanmue 1mennubx BeH
ITaronrormaecknit 111 ron
Orekn

lerraromeranms
I'maporopaxc
T'mpponiepukapp

Actiat/

Shortness of breath, choking
Weakness, fatigue
Heartbeat

Swelling of the neck veins
Pathological III tone
Edema

Hepatomegaly
Hydrothorax
Hydropericardium
Ascites

OG6YCAOBACHBI HU3KUM CEPACTHBIM BEIOPOCOM, HAPYIIICHUSMU PUTMA
Y IIPOBOAMMOCTU, aMUAOMAO30M HEPBHDBIX CIIAETEHUIN COCYAOB/
Caused by low cardiac output, rhythm and conduction disturbances,
amyloidosis of the nerve plexuses of blood vessels

OG6yCAOBACHBI aMUAOMAHOM MHPUABTPALIUEN KOPOHAPHBIX COCYAOB/
Caused by amyloid infiltration of coronary vessels

O6yCAOBACHBI aMUAOUAHON MHPUABTPATIAECI KAATITAHOB
1 [I0AKAAQIIaHHBIX CTPYKTYp/
Caused by amyloid infiltration of valves and subvalvular structures

V 50% nanuenron

Yarre Bcero GpuOPMANALIMA HPEACEPAUIT
HapsxeaypoukoBble TaXMKapAUn

Peske sKeaypOUKOBBIE TAXUKAPAUT

CHHAPOM ITPEKACBPEMEHHOTO BO30YKACHUS KEAYAOTKOB/
In 50% of patients

Most often atrial fibrillation

Supraventricular tachycardia

Less commonly, ventricular tachycardia

Premature Ventricular Excitation Syndrome

Arpuosenrpuryaspras 6aokapa Cunoarpuanrbaas GA0Kapa
Baokapa Hoskek nyuka Fnca/

Atrioventricular block Sinoatrial block

His bundle branch block

Beaeacrsue apurmuii,
9AEKTPOMEXaHUIECKOIT AUCcolnarum/
Due to arrhythmias,

electromechanical dissociation
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Tabanya 6. [T1podorscenne]
Table 6. [Continuation].

IlopaskeHue HEPBHO cUCTEMBI/
Damage to the nervous system

BrisiBasiercsiy 17% 6oapabix AL-aMuAOMA030M, y MHOTHAX
MaMeHTOB C HACAEACTBEHHBIM aMHUAOHUA030M/
Itis detected in 17% of patients with AL-amyloidosis,
in many patients with hereditary amyloidosis

[Iporpeccupyoras cuMMeTPUIHAS AUCTAABHAS
CEHCOMOTOpPHAS TOAMHEpoTIaThs/

Progressive symmetric distal sensorimotor
polyneuropathy

dpekTuabHas AUCHYHKIVSA, UMITOTEH IS/
Erectile dysfunction, impotence

3apepskka Moun, AUChYHKIIMSI MOIEBOTO 11y3bIpst/
Urinary retention, bladder dysfunction

Hapyuenus noroorpeaenus/
Sweating disorders

TyHHEABHBIN CUHAPOM/
Tunnel Syndrome

OG6ycaoBAEHA AereHepal el MUEANHOBOM 000AOYKM HEPBOB, @ TaK-
K€ KOMIIPECCHUEN HEPBHBIX CTBOAOB OTAOKEHUAMMN aMUAOUAA 1 UIIIE-
MUEN B PE3YABTATE AMUAOMAHBIX ACITO3UTOB B CTEHKAX COCYAOB.
Cuauana HapyiaeTcs 60AeBast U TeMIlepaTypHast, 3aTeM — BUOpariu-
OHHAs U [O3NULIMOHHAS 1YBCTBUTEABHOCTD, I03AHEE IIPUCOCAMHSIOT-
cs1 ABUTaTEAbHbBIC HapyllleHnsA. PanHne cuMIrroMer — rapecresny,
My<dUTEABHBIC Au3ecTes3nu (oHeMenws). Hipkmue konednoctn BoBae-
KaIOTCS 9ale BepXHNUX, HapyIIacTCs CIOCOOHOCTD TIEPEABUTAaThCS/

It is caused by degeneration of the myelin sheath of nerves, as well as
compression of the nerve trunks by amyloid deposits and ischemia as

a result of amyloid deposits in the walls of blood vessels. First, pain and
temperature are disturbed, then vibration and positional sensitivity,
later motor disturbances join. Early symptoms are paresthesias, painful
dysesthesias (numbness). The lower limbs are involved more often than
the upper ones, the ability to move is impaired

O6ycaoBaeHa AMCYHKITUEHR BET€TATUIHON HEPBHOM CUCTEMbI/
Caused by dysfunction of the autonomic nervous system

MosKeT OCAOKHATHCS PELIUAUBUPYIOLLEN MOUeBOIT nHpeEKIIMEr/
May be complicated by recurrent urinary infection

OG6ycaoBaeHbl AUCYHKIIMEN BErETaTUIHOM HEPBHOI CUCTEMDbI/
Caused by dysfunction of the autonomic nervous system

V 20% Bcex marjneHTOB, paHHUI IIPHU3HAK; GOAU U [TAPECTE3UN

B [-IT naabliax KMCTH € OCTENEHHOM aTpodueit MbIIi TeHapa/

In 20% of all patients, early sign; pain and paresthesia in fingers I-I11
of the hand with gradual atrophy of the thenar muscles

TacTpoMHTECTUHAABHBIE IPOSIBACHU S/
Gastrointestinal manifestations

Ha6aopatorcsay 70% 60ABHBIX C aAMUAOUA030M/
Observed in 70% of patients with amyloidosis

Aucdarus/
Dysphagia

Tommnora, psora/
Nausea, vomiting

Pannee maceimenne/
Early satiety

Wsbassaenus, neppoparus ;KKT, kposorevenus/
Ulceration, gastrointestinal perforation, bleeding

Xponnueckas pnapest, MarbaGcopOLms/
Chronic diarrhea, malabsorption

Tsskeable 3a110pbt/
Severe constipation

YepepoBaHUe 3a110POB U [IOHOCOB/
Alternating constipation and diarrhea

[Ipermmaopraeckas 06CTPYKITNSA KEAYAKA,
MeXaHUYECKas KUILEeTHasA HEIIPOXOAUMOCTD/
Prepiloric obstruction of the stomach, mechanical
intestinal obstruction

HenpeanamepeHHoe cHUKeHUE Beca/
Unintentional weight loss

Makporaoccusi/
Macroglossia

O6ycaoBaeHa MHPUABTPALIMEN aMUAOUAOM ITUIIIEBOAA/
Caused by amyloid infiltration of the esophagus

AMunroupnas MHGUABTPALIA TUIIIEBOAA MOXKET IIPOSABAATHCS
aucdaruert skeayaka 1 KuriedHuka/

Amyloid infiltration of the esophagus may manifest as dysphagia
stomach and intestines

O6ycAoBACHBI MHPUABTPALIMEN CTEHKN KUIITKY AMUAOUAOM,
AuchYHKIIMEN BEreTaTUBHON HEPBHOM CUCTEMbI/

Caused by infiltration of the intestinal wall with amyloid, dysfunction
of the autonomic nervous system

Beaeacrsue MaababeopOimu, BereTaTusHoM AucyHkimm/
Due to malabsorption, autonomic dysfunction

ITarornomonnvna ars AL-amunronposa, ormedaercs y 15% narmen-
TOB, 00YCAOBACHA BBIPAKEHHON MHMUABTPAIIUEN A3BIKA AMUAOUAOM.
YacTo BUAHBI OTIIEYaTKN 3yOOB Ha GOKOBBIX ITOBEPXHOCTAX A3bIKA,
aHoMaAbHast pOHALIMS, 3aTPYAHEHMS TAOTAHUS, PEIU, AbIXAH U/
Pathognomonin for AL-amyloidosis, observed in 15% of patients, is
due to pronounced infiltration of the tongue with amyloid.

Often visible are imprints of teeth on the lateral surfaces of the tongue,
abnormal phonation, difficulty in swallowing, speaking, breathing
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Temaromeranms, xorecras; peAKo
BHYTPUIICICHOTHASA IIOPTaAbHASA IUIIEPTCH3NA,
BBIPAKCHHAS JKEATYXa, IIeIeHOTHA A
HEAOCTATOYHOCTH, [eIeHOTHAAs KoMa/
Hepatomegaly, cholestasis; rarely intrahepatic

portal hypertension, severe jaundice, hepatic failure,

hepatic coma

[Tpu AA- 1 AL-aMmuronp03e opaskeHue rneveHn HabAIAAIOT
npakruaecku 8 100% cayuaen/

In AA and AL amyloidosis, liver damage is observed in almost 100%
of cases

Ilopaskenue cereseHkn/
Spleen involvement

Crinenomeranms/
Splenomegaly

TurnocriaeHn3M/
Hyposplenism

CrioHTaHHbIT pa3pbIB CEAE3EHKM/
Spontaneous rupture of the spleen

MakpOoCKONNIECKH CEAE3EHKA MOKET BBITASIACTD KaK «CaroBasty
(aertozuTer aMraomAa B AMMQOUAHBIX POAAMKYAAX) UAW «CAABHASD
(Auddysnoe oraoxkenue ammuronpa)/

Macroscopically, the spleen may appear as «sago» (amyloid deposits
in lymphoid follicles) or «sebaceous» (diffuse amyloid deposits).

MosKeT IPUBOAUTH K TPOMGOITUTO3Y, TpoMbo3aM/
May lead to thrombocytosis, thrombosis

Pepko/
Seldom

Hedponarus/
Nephropathy

ITpu AA-amunroupo3se mouku nmopazkaorcsay 100%,
npu AL —y 80-90% nanuenros/
In AA amyloidosis, the kidneys are affected in 100%,
in AL — in 80-90% of patients

AApOyMUHYpUS, TIPOTEUHYPUS, HEPPOTUICCKNI
cuHppOM/
Albuminuria, proteinuria, nephrotic syndrome

AsoTeMus, rovYedHas HEAOCTATOIHOCTD/
Azotemia, renal failure

Veeanuenue pasmepos rnovuek/
Increased kidney size

XpoHndeckas 6OAC3HD MOUEK/
Chronic kidney disease

Ocrpoe nospeskpeHue rnouex/
Acute kidney injury

[Tpu nedporrueckoM CUHAPOME 4acTO HAOAIOAAETCA AePULIAT
anrurpomouna 11 ¢ mossermeHneM prucka TpoM60308/

In nephrotic syndrome, antithrombin III deficiency is common,
with an increased risk of thrombosis

CoxpaHseTcs pAasKe IIpU Pa3BUTUN TEPMUHAABHOM [TOYETHOM
HEAOCTATOYHOCTH/
It persists even with the development of end-stage renal failure

IlopaskeHuE ABIXaTEABHO CUCTEMBI/
Respiratory system damage

Yamie ormeuaercs npu AL-amuaoupose/
More common in AL amyloidosis

OXpUIIAOCTb UAU U3MEHEHME TEMOpa roroca/
Hoarseness or change in tone of voice

Kareas, opbiiika/
Cough, shortness of breath

PerraAMBIPY IOt IAEBPAABHBII BBITOT/
Recurrent pleural effusion

OGyCAOBACHBI OTAOKEHUEM aMUAOMAA B TONOCOBBIX CBSI3KAX/
Caused by the deposition of amyloid in the vocal cords

O6yCAOBAEHBI OTAOKEHNEM aMUAOKAA B AABBEOASPHBIX
neperopopkax/
Caused by the deposition of amyloid in the alveolar septa

O6yCcAOBAECH aMUAOMAO30M IIAEBPBI, HE 3aBUCUT OT 9P PEKTUBHOCTH
AEYEHUS OTETHOTO CUHAPOMA, HEPEAKO COACPKUT MTPUMECH KPOBH/
It is caused by amyloidosis of the pleura, does not depend on the
effectiveness of the treatment of edematous syndrome, often contains
an admixture of blood

ITopaskeHHE OIIOPHO-ABUTATEABHOT O
annapara/
Loss of the musculoskeletal system

Bosuukaer peako,y 5-10% 60oapHBIX
AL-aMHUAOMAO30M, CBA3AHO C OTAOXKEHHEM aMUAOUAA
B KOCTSX, CyCTABHOM XpsIIlie, CHHOBUY, CBA3KaX
¥ MBIITIIax/

It rarely occurs, in 5-10% of patients with
AL-amyloidosis, it is associated with amyloid
deposition in bones, articular cartilage, synovia,
ligaments and muscles

CHHAPOM 3aIIACTHOIO KaHaAQ, IIPOABASETCS
MHTEHCHUBHBIMIN 60/\HMVI nu l‘lapeCTeiﬂ/IHMVl

B [-II] maabIax KMCTH € aTPO(UEN MBI
renapa/

Carpal tunnel syndrome, manifested by intense
pain and paresthesias in fingers I-I1I of the hand
with atrophy of the thenar muscles

OGYCAOBACH CAABACHUEM CPEAMHHOIO HEPBA aMUAOHAOM,
OTKAAABIBAIOIIIMMCA B CBA3KAX 3a11AcThA. Berasasgior y 20% 60AbHBIX
AL-aMuaonpozom/

It is caused by compression of the median nerve by amyloid, which is
deposited in the wrist ligaments. Detected in 20% of patients

with AL-amyloidosis
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IceBporurieprpodust (runeprpodrpoBaHHbI
MBIIIEYHBIN PEAbE ITPU CHUKEHU U MBIIIETHON
CHABI) AU aTPOQIS MBIILIL], 3aTPYAHEHIE
ABUKEHMIT, GOACBOI cUHAPOM/
Pseudohypertrophy (hypertrophied muscle relief
with a decrease in muscle strength) or muscle
atrophy, difficulty in movement, pain syndrome

A10M6aAbHBIA CIIMHAABHBIN CTEHO3/
Lumbar spinal stenosis

PaspbiB ronosku Gurierca/
Ruptured biceps head

Ilopaskenue Koxu/
Skin lesions

Ha6amopator mourn y 40% 6oababix AL-aMmuaoupozom/
Observed in almost 40% of patients with AL-amyloidosis

[Tepnop6urarbuas mypirypa («rraza €HOTay, (raasa
maHAbLD)/
Periorbital purpura («raccoon eyes», ¢panda eyes»)

[Tarryasl, GAAIIKY, Y3EAKH, ITY3bIPbKOBBIC
BBICBITTAHU S, MHAYPALIAA KOXKI, AHAAOT I HAS
CKAEPOACPMHUYICCKON, HAPYIICHUS TN MCHTALIII
(0T BBIpAKEHHOTO YCUACHHA AO TOTAABHOTO
anbOUHM3MA), anrorenus, Tpoduaeckue
HapyIIEeHNs, HapyIIEHUS TOTOOTACACHST/
Papules, plaques, nodules, vesicular eruptions,
induration of the skin, similar to scleroderma,
pigmentation disorders (from pronounced
intensification to total albinism), alopecia, trophic
disorders, perspiration disorders

BosHUKAIOT IIpY MaACHIIIEM HAIIPSKCHUH (KALLCAb, HATY KIBAHILE),
PE3YABTAT XPYTIKOCTH COCYAOB/

Occur at the slightest stress (cough, straining), the result of vascular
fragility

Apyrue KAMHUYECKUE TPOsABAECHU S/
Other clinical manifestations

[TomyTHEHME CTEKAOBUAHOTO TEAQ,

[IPUBOASAIIIEE K ITOCTEIICHHOM [TOTEPE 3PCHUS;
HEIIPOXOAMMOCTD CAC3HOI'O KaHAAQ, TIPUBOASAIICE
K XPOHHUYECKOM OTKPLITOYTOABHOM IAQyKOME,
KepaTnuT, aHOMaAbHBIE KDOBEHOCHBIE COCYABI

B rAasy/

Clouding of the vitreous humor leading to gradual
loss of vision; obstruction of the lacrimal canal
leading to chronic open-angle glaucoma, keratitis,
abnormal blood vessels in the eye

Kaxexcns/
Cachexia

[TopaskeHue HIUTOBUAHOI KEAE3BI C PA3BUTUEM
KAMHUYECKON KapTUHBI TUTIOTHPEO03a/

The defeat of the thyroid gland with the
development of the clinical picture of
hypothyroidism

[TopaskerHue HaAIIOIETHUKOB C PA3BUTUEM X
HEAOCTaTOIHOCTH/

The defeat of the adrenal glands with the
development of their failure

Aumdapenonarust/

Lymphadenopathy

Cunppom Illerpena/

Sjogren’s syndrome

TeMopparnieckuit CHHAPOM, KPOBOTEICHSL/
Hemorrhagic syndrome, bleeding

TTpu AL- u ATTR-Tumnax/
With AL and ATTR types

M3-3a mopakKeHNA KEAYAOTHO-KHUIIICIHOIO TPAKTa, BEreTATUBHOMN
AnchyHKIMN ¢ TPOPUIECKUMM HAPYLIEHUAMN/

Due to lesions of the gastrointestinal tract, autonomic dysfunction
with trophic disorders

Omnucano ripu AL-amunaouposze/
Described in AL amyloidosis

Yaure ipu AA-amuaoupose/
More often with AA amyloidosis

OGyCAOBACH OTAOKCHIEM aMUNOUAA B COCYAUCTOI CTCHKE,
MHOTAQ B COMETaHNM € AePUITATOM (PAKTOPOB CBEPTHIBAHUA

(X, peske V uan I1X)/

Caused by the deposition of amyloid in the vascular wall,
sometimes in combination with a deficiency of coagulation factors
(X, less often V or IX)
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AKIY/ Cumkenne Boabraska 3yoros na KT

ECG ITceBponndpapKTHBIA marrepH/
Reducing the voltage of the ECG teeth
Pseudo-infarction pattern

AxoKI/ Vroamenue crenku AJK (>12 mm) y nanuenrtos 6es - Hecnienuduambtii npusnak/
ECHO Al 1 a0pTarbHOrO CTEHO3a B aHAMHE3€, MHOTAQ Nonspecific trait

c yroamennem crenku TK/

Thickening of the LV wall (> 12 mm) in patients

without hypertension and a history of aortic

stenosis, sometimes with thickening of the RV wall

3€pHMCTOCTD AU CBEYEHUE MUOKapAA/ V 26% nauenros/

Grainy or glowing myocardium In 26% of patients

Coxpanennas OB AJK/ Cuuxenne OB AJK na mospuux crapusax saborepaHus/
Preserved LVEF Decreased LVEF in the late stages of the discase

HopMaabHBI AN yMEHBIIIEHHDBIT 00'EM ITIOAOCTH
AK/
Normal or reduced volume of the LV cavity

Awnacronndeckast AUCHYHKIIHSL, PECTPUKTUBHBII THIT
TPAHCMUTPAABHOTO TIOTOKA P AOTITIACporpadum/
Diastolic dysfunction, restrictive type of transmitral

flow on Doppler
Auaaraiys AEBOro rpeacepaus/ I'To Mmepe niporpeccupoBanms 3a60A€BaHNA — AMAATAIIAA 060MX
Dilation of the left atrium npepcepauii/

As the disease progresses, dilatation of both atria

VroalieHne MeXIIpeACepAHOM 1ePEropoOAKH,
aTPUOBEHTPUKYAAPHBIX KAQTTAHOB/
Thickening of the interatrial septum,
atrioventricular valves

He6oabI110€ KOAMYECTBO JKUAKOCTH B ITIOAOCTH
nepukappa/
A small amount of fluid in the pericardial cavity

OrHoIIEHNE alTMKaABHOM K TIPOAOABHOM
aedopmarun (apical sparing regional longitudinal
strain pattern> 2:1) mau ornomenne OB AJK

K rA06anbHOM 11pooabHOIT pedopmanu (LVEF to
global longitudinal strain ratio >4)

MPT/ Auddystoe TpaHCMyparbHOE UAU

CMI Ccy6aHAOKaPAMAABHOE IT03AHEE YCUACHYE
rapornnus (LGE) 8 AJK, TIK/
Diffuse transmural or subendocardial late
gadolinium enhancement (LGE) in LV, RV

VeuaeHHOE MHOKAPAMAABHOE HAKOIIACHUE IIPH
T1-B3BEIIEHHBIX U300paKEHUAX/
Enhanced myocardial uptake on T1-weighted images

VBeanuenHas Gppaxiima sKCTPaIieANOAAPHOTO
o6bema (06brano >0,4)/
Increased extracellular volume fraction (usually> 0.4)

HeBO3MOKHOCTD IIOAABUTH CUTHAA MUOKAPAA IPK
PSIR (phase-sensitive inversion recovery)/

Failure to suppress myocardial signal during PSIR
(phase-sensitive inversion recovery)

Cuuntu-  [loBbleHHOE HAKOIIAEHUE U30TONA B CEPALLE/
rpadus/ Increased accumulation of the isotope in the heart
Scinti-

graphy

Nabopa- AMCIIPOIIOPIIMOHAABHO BBICOKHE 3HAYCHU A
TOpPHBIE NT-proBNP, xponunueckoe He3HaIUTEABHOE

AaHHBIE/  TIOBBIIIEHME TPOIOHWHA TTpy HopMaabHOT KT/
Labora- Disproportionately high NT-proBNP values,
torydata  chronic mild troponin elevation with normal ECG

MonokAOHaAbHAS raMMOTIaTUst/ [Tpu AL-amunounpose/
Monoclonal gammopathy AL amyloidosis
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Auddepenrimarbias AMAIHOCTUKA CEMETHOTO M HACAEACTBEHHOTO
ATTR-amMmurounpo3za/
Differential diagnosis of familial and hereditary ATTR amyloidosis

T'enern- Myranun npu HacaeacrsenHoM ATTR- u ap.
gJeckoe BHUAAX aMUAOUA03a/

Tectupo-  Mutations in hereditary ATTR and other types
BaHUue/ amyloidosis

Genetic

testing

Buoncus/ 30A0TOM cTaHAAPT AUATHOCTUKY, TIO3BOASIET
Biopsy IUCTOAOTUYECKU BEpU(UITMPOBATD 1 TUITNPOBATH

amMuronp/
The gold standard of diagnostics, allows for
histological verification and typing of amyloid

ITopaskenue cepana

KAMHUYECKAA KAPTHHA

Kamnndeckas KapruHa aMHAOMAO3a CEPALIA HECIIell-
ndryna. CHavanra MOABAAIOTCA Karo0bl Ha CAAOOCTD,
YTOMASIEMOCTD, CHIDKEHHE IIePEHOCUMOCTH (u3nte-
CKUX Harpy3ok, CepprieGuenre, OABIIIKY Ipu (pu3n-
YECKOI Harpyske, 3aTeM — B [IOKOE, YAYIIIbE 110 HOYaM
[15]). Ha mo3apHuX crapmsix 9acTo pasBUBAaeTCs I1PABO-
skeaypoukoBast CH (orekn HIDKHEX KOHETHOCTEH, rera-
TOMETaAusi, aCIIUT, THAPOTOPAKC, TMAPOIIEPUKAP)A, aHA-
capka). Oco6ernocroio CH cayxur eé pedppakrepHOCTD
K Tepartmmn.

3a11op03pUTh PasBUTHE AMUAOKAO3a HEOOXOAMMO Y I1a-
nuenToB ¢ Al' B anaMHese, y KOTOPBIX CO BDEMEHEM HOp-
MaAm30Banoch A\ 1 MOABHUAACH HEIIEPEHOCUMOCTD MH-
rbrUTOPOB AHIMOTEH3NHIIPEBpariaoiiero GepMenHTa
(MATI®D), anraronucros perentopos anrnorersuna 11

1AM OeTa-appeHOONOKATOPOB, OOYCAOBACHHAA PA3BUTH-
€M TUIIOTOHUM.

Yacro pasBmBaerca oprocraTUdecKka I'MIIOTEH3MA 3a
CYET CHIDKEHUS CEepACIHOro BBIOpOca 1 AUCHYHK-
MM BEreTaTUBHOW HEPBHOW CHUCTEMBI (aMHUAOMAO3a
HEPBHbBIX CIAETEHUI COCYAOB). B TSKEABIX CAydasx
OPTOCTATUYECKAs TUIIOTEH3US COIIPOBOKAAETCS CUH-
KOITaAbHBIMU cocTOHMAMU. OOGMOPOKH, & TAKKE CEPA-
1ie6eHms, MOryT ObITh 0OYCAOBACHBI TAKKE HAPYIIIEHH-
AMU PUTMA CEPALIA U TIPOBOAUMOCTU: GUOPUANALINET
PEACEPANTN, HAAKEAYAOIKOBOU, PEKE JKEAYAOIKOBOM
TaXUKapAUEH, CUHAPOMOM IIPEKAECBPEMEHHOTO BO3-
OY>KACHUS JKEAYAOTKOB, CHOATPUAABHBIMU U aTPUO-
BEHTPUKYASIPHBIMU OAOKAAAMU, CHHAPOMOM CAAB0CTH
CHHYCOBOTO y3Aa [6].

Hepeako o6HapyKUBatoT OOGCTPYKITMIO MTPOCBETA WH-
TpaMypanbHbIX BETBEM KOPOHAPHBIX apTEepUil, IIpU-
BOAAIIYIO K MILIEMUY, BIIAOTH AO Pa3BUTHA MH(papKTa

1 aVR

I

aVL

V4

Vi r H Vs “r—

3113 aVF
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Pucynox 2. IKI naynenma ¢ amurondozom cepdya (u3 aprnea agimopos)
Figure 2. ECG of a patient with cardiac amyloidosis (photos from the archive of authors)
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MHOKapAa [37]. droMy MOKeT CIIocOGCTBOBATH [TOBbBI-
IIIEHNE prICKa TPOMO006PA30BAHNS, A TAKKE ACHUITUT
anturpombuna 1 pu Hed porudeckom cunppome [6].
CaMbIMU 9aCTBIMU TIPUMUHAMY CMEPTH ITPU AMUAOUAO-
3e cepata saasiores pedpaxrepuas XCH, napyrrrenva
pUTMa, IPOBOAUMOCTH, IACKTPOMEXAaHUIECKAs AMCCO-
uwmarst [6].

INEKTPOKAPAUOTPADUA

V 46-66% 1arimeHToB ¢ aMUAOUAO30M Ha IAEKTPOKap-
avorpamme (JKT') BBIABAAIOT CHUIKEHVE BOABTA)KA 3y0-
1os komiaekca QRS (<0,5 MB B orBepeHUsAX OT KOHEd-
nocreit n/uan <1,0 MB B peKopAMarbHBIX OTBEACHUSIX,
Pucynok 2) [6].

XapaKTepHbIM CINTAETCA COMETAHNE HU3KOTO BOABTAKA
na JKI' m yToaleHns cTeHOK cepalia Ipu 9XOKapAU-
orpabun (IxoKT). TTpu srom Harmame va KT mipu-
snakoB runeprpodun K He nckaroTaer aMruaonp03a
ceparia [15]. V psipa GOABHBIX MOSKHO YBUAETH KOMITAEKC
QS 110 KpanHenm Mepe B ABYX T'PYAHBIX OTBEACHMAX
(arceBponHbapKTHBIN TIATTEPH») [5], nHBepcuio 3ybiia
T mau penipeccuio cermenTa ST B G0OKOBBIX I'PYAHBIX OT-
BEACHUSX, Y4CTO [IPU OTCYTCTBUN HAPYIIIEHUI AOKAAb-
Hom cokpatrumoctu ripu IxoKI.

XOATEPOBCKOE MOHUTOPUPOBAHUE KI'

Xonreposckoe monmropuposanne K[ Moxer BbI-
ABUTDH OIU30AbI HAPYILIEHUN PUTMA, IIPOBOAUMOCTH,
CHIDKEHUE BapHaOEABHOCTH CEPACIHOIO PUTMA, [TO
CBUAETEABCTBYET O AMCHYHKITUM aBTOHOMHON HEPBHOM
cucrembt [6)].

IXOKAPAHOTPADUA

IIpu BU3yaAn3upPyIOIINX METOAAX MCCACAOBAHIIS TIPU
aMUAOMAO3E CEPALIA BBIABASETCS KapTUHA PECTPHUK-
TUBHON VAW THIIEPTPODUIECKON KapAMOMUIOIIATII
(KMIT) [5].

IxoKI' mpmsnakamm ammnompHont KMIT aastorcs
CUMMETPUIHOE YTOAI[EHUE CTEHOK AEBOTO JKEAYAOH-
Ka (>12 MM) 6€e3 IPUYUH AMT pa3BUTHS TUTIepTPOobUn,
HOPMAaABHBIN pazMep 1 00beM AJK Bo BpeMs AnacTonsl,
yBEAMMEHHE pasMepa BO BPEMsS CUCTOABL Vlcrioan3o-
BaHUE TePMUHA (TUIEPTPOMOUS MUOKAPAA» B AAHHOM
cayaae Hexoppekrao [6]. I[lpu Al' toammna crenkm
K >15 MM peako Berpedaercs. [loatomy rpu yroa-
IIEHUHM CTEHOK CEPALIA HESCHOM 9THOAOTUH, TOAIIIUHE
crerok /UK >15 MM paske Ha pone Al HecoorBeTcTBUM
MEXKAY TOAIIMHOUM CTeHOK n BoAbTakeM QRS ma IKI
HEOOXOAMMO 3aIT0AO3PUTH AMUAOUAO3 Ceparia [2].
Tarxe AN aMUAOKMAO3A XaPAPKTEPHO YTOAITIEHUE MEXK-
IIPEACEPAHON TIEPETOPOAKU, AUDQPY3HBIN AN AOKANB-
ubiit ruriokunes /UK (Pucynoxk 3) [38].

Dpakius Beiopoca (PB) AJK wacro mopmanbHast, HO
MOJKET CHIDKATBCA 10 MEpe IIPOrpeccrpoBaHms 3a6one-
BaHUs. JEPHUICTOCTh UAM CBECUCHNE MHOKAPAA BCTPEa-
ercs y 26% GOABHBIX, 0OYCAOBACHA GOABITIEN 3XOTCHHO-

CTBIO ACTIO3UTOB AMUAOMAA 10 CPABHEHUIO C HOPMaAb-
HbIM MUOKapaAoM [, 38].

AASL aMHAOMAO3A THUITUYHBI HAPYIIEHUS TTPOAOABHOMN
COKPATUMOCTH, 0COOEHHO 0a3arbHBIX cerMeHTOB /UK.
XapakrepHbl HapyIIEHUST AMACTOAMYECKON (YHKITNN
AEBOTO JKEAYAOUYKA OT ACTKOTO HAPYIIICHUS PeAAKCAIINN
AO TSIKEAOM PECTPUKIIUL, AUAATALIUA TIPEACEPAUIA [6].

ADAMOVICH

14:08:38 04.06.2018

41199
LV MASS-I
263.1g/m*

CHF comp,Popov V.A_,,, SEQUOIA
ID: S67054.1285092345
Study Cardiac

LVEgpow VA, CHF comp

I

64 45dB 3-/+1/1/2
H4.25MH2
aCardiac
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HR= 92bpm
Sweep=50mm/s

160mm

Pucynox 3. Tpancmopaxarvrnas xoKI naynenma

¢ amurondosom cepdya. A. Ymorwenue cmenox

26070 JICeAY00UKA, LAPACTIEPHANGHAA TLOSUYMA TL0
0AMHHOTL 0CU, 6 8epaHert wacmu — B-pescum, 6 nudcrei
yacmu — M-pescum. b. Pecmpurmmsnviit mun
ONacmoAnteckoit ducymxymm, mparcmMumparvhvii
TOMOK, UMTLYAbCHOBOAH08AsA Jonmaeporpagua (n3 apxnea
Pesnux E.B.)

Figure 3. Transthoracic echocardiography of a patient
with cardiac amyloidosis. In the upper part, there is a
thickening of the walls of the left ventricle, B-mode, apical
four-chambered position. In the lower part, restrictive

type of diastolic dysfunction, transmitral flow, pulse wave
Doppler (photos from the archive Dr Reznik E.V.)
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MAsL aMMAOMAO3A TAKKE XapaKTEPHO YTOAIIEHUE CBO-
GOAHOM CTEHKU MTPABOTO JKEAYAOUKA U €10 AUCHYHKITHS,
a TakKe YTOAIEHUE CTBOPOK KAAIAHOB C PETYPrUTA-
nuen Kposu. Jaire pasBUBACTCS MUTpPAAbHAs U TPU-
KyCIIMAAQABHAs HEAOCTaTodHOCTh. Y 50% maruenTton
UMEETCS BBITIOT B ITOAOCTU TIEPUKAPAA, B PAAC CAYIAEB
MOJKET Pa3BUTHCS TAMIIOHAAA cepalia [6)].

Oraeapnbie nokazatean IKI u IxoKI nmeror HU3Ky0O
“IyBCTBI/ITCAbHOCTb n CHCL[I/I(I)I/I‘IHOCTB HpI/I AMUAOUAO3€C
cepatia. NOCTOBEPHO AMAarHOCTUPOBATH AMUAOUAHYIO
KMIT ¢ nmomornpio IxoKI' neanss [6].

MPT cepania

Ilpu marauTHO-pesonancuon tomorpadun (MPT)
cepALia y HMAJMeHTOB ¢ aMUAOMAO30M BBIABAACTCSA CHM-
MeTpuIHOE yToArTieHne creHkn AJK, garrie Bcero 6e3 06-
CTPYKLIMM BBIHOCAILIETO TPAKTA, MHOIAA — YTOAILIEHNE
ripasoro skeaypouka (ITK), pmnararmst ripeacepamit. [Tpu
HCCAEAOBAHMM € KOHTPACTHPOBAHUEM B OTCPOUCHHYIO
asy xapaxrepHo puddysHoe ropakeHue BceX CerMeH-
TOB JKEAYAOUKOB, MHOTAA — Tipepcepantt (Prcyrok 4).

Hakorinenue 1artie Bcero uMeer cyGIHAOKAPAMAABHBII
MAW TPAHCMYpPaAbHbIA xapaxrep. Ilpu arom cucronn-
geckas Gyukiusa K coxpanena [39, 40]. Hosas me-
roprka T1-kapTrHpoBaHUs MUOKapAA ITO3BOASIET GOoAee
TOYHO KOAMYECTBEHHO OIEHUTH [TOPAKEHNE MUOKAPAA

IIPU aMUAOHMAO3E, a TAK)KE BBIIIOAHUTH PACICT 0O'beMa
HAKOIIACHMS aMUAOMAA B MEKKACTOYHOM IIPOCTPAH-
CTBE, UTO SBASICTCA MapKEPOM TSKECTH TedeHUs 3a60-
A€BaHUS (@MHUAOMAHOTO OGPEMEHM») U KOPPEAUPYeT
¢ BbKMBaeMocTbio nareHTos [41]. Hecmorpst Ha Goab-
myio TtoqHocts, MPT He Mo)ker GbITH HCITOAB30BaHA
KaK €AMHCTBEHHBIN METOA AMArHOCTUKUA aMUAOMAO3A

cepata [15].

CHI/IHTI/IFPALDI/IH " IIO3UTPOHHO-
OMUCCUOHHAA TOMOI'PADUA

Hexoropsie M30TOIbI aKTUBHO TTOIAOIIIAIOTCS CEPALIEM
npu ATTR-ammaompo3e, Toraa kak mpu AL-aMmuronpose
He IOIAOIIAIOTCA BOOOIE UAW ITOTAOIIAIOTCA B MUHU-
MaAbHBIX KOAWYECTBaX [2]. DTO 1MO3BOASIET AMATHOCTH-
posath ATTR-KMIT Ha panuux crapmsx (Tabauta 7).
[Tosurponno-smuccronnass Tomorpadus (I19T) mo-
3Boasger oTANGGEPEHIINPOBATD AMUAOHAO3 OT IIATONO-
TUU CepALTa Apyron atrororum [15].

BroOMAPKEPBI

V 60ABHBIX C aMUAOMAO30M HEOOXOANMO OIIPEACASTDH
yposuu tpornionnaa T/ m  N-koHIleBoro tpeprie-
CTBEHHMKA MO3TOBONO HATPUIYPETUYECKOTO haKkropa
(NT-proBNP) [6]. NT-proBNP 6oaee 1800 wr/a, Tporio-

Pucynox 4. MPT cepduya y 60avmuix ¢ amunrondroi xaponomuonammes.

A-B. Memoduxa kuno-MPT, Onacmoaa, 6e3 esedenna xonmpacmmoro npenapama. Y naynenma Hada0aemca
Konyenmpuyeckas runepmpopua muoxapda AK, ne ceasannan c dpyroi namororueii cepoya. I'-E. Memoduxa MPT
¢ konmpacmuposarnuem ¢ omepotennyio pasy (LGE). Augppysnoe cybandorapinarvroe konmpacmmposanne o 6cex

cermenmax muoxkapoa AJK (us apaunsa Yemwxcannna A.B.)

Figure 4. MRI of a patient with cardiac amyloidosis (photos from the archive Dr Ustyuzhanin D.V.)
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nun T Goaee 0,025 Hr/MA ABAAIOTCS HECTIELTUPUMHBIMI,
HO CaMbIMU MH(GOPMATUBHBIMU Ha CETOAHSAITHUI ACHb
[OKa3aTeNIMM TSDKECTU aMUAOMA03a cepatia [5]. Ypo-
Beb N'T-proBNP <332 Hr/A mpakTiaecku MCKAIOYaeT
Harmane amunronpnonn KMIT Tlpu nioBenmenun tpo-
nounta 1 N'T-proBNP 6e3 coorsercTByionux mpuans

HEOOXOANMO MCKAIOYUTE aMUAOMA03 cepatia [15]. Cuu-
skerne ypoBas N'T-proBNP — kaparoaoruaeckuit kpu-
Tepuit orBeTa Ha Teparuio u pemuccun (TaGaura 8) [6].
HepaBHo 6bIAO [MOKA3aHO AMArHOCTUMECKOE 3HAYCHUE
HOBOIO GHOMapkepa — IUPKYAUPYIOIIET0 PETHHOA-
cessbiBatorero rmporeuna 4 [15].

Tab6anya 7. Padnonsomonwv: 0as eusyainsaynn TTR-amuronda 6 cepduye
[Maurer, M.S., et al., Expert Consensus Recommendations for the Suspicion and Diagnosis of Transthyretin Cardiac
Amyloidosis. Circ Heart Fail. 2019, 12(9): p. ¢006075].

Table 7. Radioisotopes for Imaging TTR-Amyloid in the Heart

MeTop, MecTto Ha- LT I gy
Papmo- Busyaamsa- | xomnreunus TP KOTOPOM
nzotomn/ - naoroma/ | PAKanAnBacTcH Ileasr npuMeHeHnst/ Oco6ennocru/
Radio- e . uzoron/ Imaging Capability Considerations
Imaging Mechanism R
tracer Modalit of Uptake Amyloid Subtype
y P Uptake
W30TOMbI, HAKATIAUBAIONIAECSH B KOCTAX, B IEPBYIO OUY€pEAb ucnoabayomuecs 8 CIITA/
Bone avid tracers primarily used in the United States
EIIGRIRVI T[IC/ODIKT / Kocru/ ATTR-KMI1/ AnarHocruka, B TOM TUCAE He6oabIm0e HaKOIIACHYE TIpT
Planar/SPECT  Bone tracer ATTR-CM panmsis/ AL-amMuaomnpo3e, MeHbIIIEE —
Diagnostic; possibly early npu ATTR-KMIT/
detection Some uptake in patients with

AL amyloidosis, less than ATTR
amyloidosis

M30T0MBI, HAKAIIANBAIOIINECS B KOCTSX, B IIEPBYIO OY€PEAD UCIIOAB3yomuecs 3a npeperamu CIITA/
Bone avid tracers primarily used outside the United States

“90m
W Te-DPD  T1C/ODIKT /
Tc-HMDP  Planar/SPECT

Kocru/
Bone tracer

ATTR-KMI1/
ATTR-CM

AuarHocTuka, B TOM YMCAe
panuss/

Diagnostic; possibly early
detection

He6oab110e HaKomAeHME 11PN
AL-amunoupose, MeHbliiiee —
nipu ATTR-KMIT/

Some uptake in patients with
AL amyloidosis, less than ATTR
amyloidosis

AMHUAONA-CBA3BIBAIOLINE PAAMON3OTOIBI/
Amyloid-binding radiotracers

1C-PIB 1197/
PET
BF-paop- TI9T/
Gerarmp PET
BF-baop- 1971/
6erabeH PET
8F-NaF I19T/
RN

Aero3uTs
aMuAouAd/
Amyloid
deposits

Aerios3nrbl
amMunroupa/
Amyloid
deposits

Aemo3uTh
aMuAOuAd/
Amyloid
deposits

Kocrn/
Bone tracer

ATTR-KMII,
AL-amMmuroupo3/
ATTR-CM, AL
amyloidosis

ATTR-KMIT,
AL-aMmaonpo3/
ATTR-CM, AL
amyloidosis

ATTR-KMIT,
AL-amMmunroupo3/
ATTR-CM, AL
amyloidosis

Beposrho,
ATTR-KMII/
Equivocal
ATTR-CM

Bo3MoKHO KOAMYECTBEHHOE
OIIPEAEACHHUE AMUAOUAQ,
MOHUTOPUPOBAHUE TEICHUS
3a6oneBaHmnA/

Possibly quantitation of amyloid
burden, disease monitoring

BosMorkHa paHHAA AMATHOCTHKA,
KOAMYECTBEHHOE OIIPEACACHUE
aMHUAOMAQ, MOHUTOPUPOBAHUE
TedeHns 3aboneBaHms/

Possibly early detection, quanti-
tation, and disease monitoring

BosMoskHa paHHSS ANarHOCTHUKA,
KOAMYECTBEHHOE OIPEACACHUE
aMUAOMAQ, MOHUTOPHUPOBAHNE
redenus saboresanms/

Possibly early detection, quanti-
tation, and disease monitoring

BosMoskHa paHHAS AMATHOCTHKA,
KOAMYECTBEHHOE OIIPEACACHIC
aMUAOMAQ, MOHUTOPUPOBAHIE
redeHuns 3aboreBanus/

Possibly early detection, quanti-
tation, and disease monitoring

Koporknit iepuop,
TTOAYBBIBEACHU S, AOPOTOI
Mn30TOII, l’lOXO)K[/[l;I Ha 130TOII
ara ODIKT/

Short hali-life, expensive isotope
relative to SPECT tracers

Aoporoi n30ToI1, OXOKUI Ha
nsororr aast ODIKT/
Expensive isotope relative to
SPECT tracers

Aoporort n30ToII, TOXOKU Ha
nsotror aas OPIKT/
Expensive isotope relative to
SPECT tracers

Her nakonaenus mpu AL-
aMHAOMAO3€, BO3MOKHO,
nakonaenue ripu ATTR-KMIT/
No uptake in patients with AL
amyloidosis, equivocal uptake in
patients with ATTR-CM

Ipumeuanne: [IC — naanapuas cunarurpadus, ODIKT (SPECT) — opHodoroHHas sMuccnonHas komibiorepHas romorpadus, [T (PET) — nosurponnas (AByxdoroHHast)
amuccnornas romorpadus; U Te-HMDP (“"technetium hydroxymethylene diphosphonate) — mewenmsiit *"rexuernmem ruppomerurct pudocdonar; "C-PIB (MC-Pittsburgh compound

B) — meacnnoe '™

yraepopom ITurcbyprekoe coepmnenne B; F-NaF — meaenupiit *"dropom propup narpus; " Tc-PYP (*"technetium pyrophosphate) — medenubiit " rexuaenmem

nupodocdar; " Te-DPD (*"technetium-3,3-diphosphono-1,2-propanodicarboxylic acid) — meqernas “"rexuennem pndocdono-nponanopnkapsonosas kucrora; ATTR-KMIT —
TPAHCTUPETUHOBAS aMUAOMAHAS KaparoMuonarus, “F-daopGerarmp — “F-florbetapir, ¥F-bropberaben — ®F-florbetaben; " Te-PYP wacro ncroassyercs B CIHA, " Tc-HMDP —
8o Qpannuu, " Te-DPD — B BeankoGpurarun n Mraaun, Meskpy co60it OHM He CPaBHUBAAMCD
Note: The tracers *"Tc-MDP and *"Tc-aprotinin are not recommended. "'C-PIB indicates Pittsburgh compound B; *F-NaF, sodium fluoride; *"Tc-DPD, *"technetium-3,3-diphosphono-
1,2-propanodicarboxylic acid; *"Tc-HMDP, hydroxymethylene diphosphonate; " Tc-PYP, technetium pyrophosphate; 1231, iodine-123; AL, amyloid light chain; ATTR-CM, transthyretin
amyloidosis with predominant cardiomyopathy (either wild-type or hereditary); PET, positron emission tomography; and SPECT, single-photon emission computed tomography.
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Ta6anya 8. Cmadun amurondosa cepdya [14, 44, 62]
Table 8. Stages of cardiac amyloidosis [14, 44, 62]

Buomapkep/ ITopor (*)/
Biomarker Threshold (*)
Tporonun/ Tporionun T/ <0,035mkr/a (0,05 ur/ma)/
Troponin Troponin T <0,035mcg/1 (0,05 ng/ml)

Tporonun I/
Troponin I

hs-Tpornonun T/
hs-Troponin T

<0, mMxr/a/
<0,Amcg/1

<TTur/a/
<7Tng/l

MoO3roBbIil HATPUYPETUUECKUIT NT-ProBNP <332ur/a (3000 rir/ma)/
nenrup/ <332ng/1 (3000 pg/ml)
Brain natriuretic peptide - <100 11r/2/
<100ng/1
Mepuana BBI)KUBA€MOCTH, MECSIIEB
Crapus/ Omnpepenenne/ (% B Teuenne 4 ret*)/
Stage Definition Median survival, months
(% over 4 years*)
I Tponorun T, Tporionnn I, NT-proBNP mrxe 26,4 (57%)
HOPOTOBOTO YPOBHS1/
Troponin T, Troponin I, NT-proBNP < than
threshold
11 Waun Tporornu T BeIIiie T0poroBoro yposHs, 10,5 (42%)
uau TporionnH I Beiie moporosoro yposHs,
uau NT-proBNP Bbliiie 1oporosoro yposHs/
or Troponin T > than threshold,
or Troponin I > than threshold,
or NT-proBNP > than threshold
111 Tpororun T BeIIIE TOPOrOBOrO YypOBHA 3,5 (18%)
nan Tporonus I BeiIie moporoBoro yposus,
U NT-proBNP gbiiiie ioporosoro yposst/
Troponin T > than threshold,
or Troponin I > than threshold,
AND NT-proBNP > than threshold
Ipumeuanne: * — ang ATTP-ammaonposa; NT-proBNP — N-KoHIIEBOI IIPEAIIIECTBEHHIK MO3TOBOr0 HaTpuityperirieckoro nenrtupa (N-terminal of the prohormone brain natriuretic

peptide); hs — BeicokouysersuTeasnsiit (high sensitive)

AI/IaI‘HOCTI/IKa AMHNAOMAO3A
cepara

«30N0THIM CTAHAAPTOMY AMATHOCTUKM aMUAOMAO3A 5IB-
MIETCS TUCTOAOTMYECKOE MCCACAOBAHME C OKPACKON
KoHro KpacHBIM ¥ IIOCAEAYIOIIMM HMCCAEAOBAHUEM
B nioasipuzoBanHoM ceere (Pucynok 5). Ilpu cucrem-
HbIX GopMax aMHUAOMAO3A B KAIECTBE CKPUHUHTOBDLIX
OUOIICUIT MCCACAYIOT TTOAKOKHYIO SKMPOBYIO KAETIATKY
Y DHAOCKOIIMYECKUE OMOIITAThI JKEAYAOTHO-KUIIIETHOTO
TpakTa. B caydae oTpuiiaTeAbHOrO MAM COMHUTEABHOTO
pesyAbraTa CKPUHUHIOBOM GUOIICUU OCYIIIECTBASETCS
3a00p Mareprana M3 KAMHUYECKU [TOPaKEHHOTO opra-
Ha. 1yBcrBuTeabHOCTD GHoTICHN MUOKapaa 0KOA0 100%,
ITOACAMBUICTOTO CAOS IIPAMO KUITKK — (95-85%, CAIOH-
HBIX JKeae3 — 58 %, aGAOMUHAABHOI [TOAKO>KHO SKM PO-
Boit kaerdarku — (5% (79-100% npu AL-aMmunrompose,
y 06pastioe >700 mm?* — 100%). Yacrora TsKEABIX OC-
AOKHEHUH (B TOM 4ucAe 11epdopaliiu [paBoro KEeAy-
AOYKA, TAMITIOHAABI CEPALIA) TIPU DHAOMUOKAPAUANBHON
6uoricuu coctaBasieT 1%, B CBA3M € 4eM ee HEe HY)KHO
IIPOBOAUTH, ECA AMUAOUA, BBISSBACH B OMOIITATAX APY-
rom Aokaamsarmu [5).

[Tpu TIOATBEPKACHUM HAAWYUS ACTIO3UTOB aMUAOUAQ
B TKaHU HEOOXOAUMO TUTTMPOBAHKE aMUAOUAA C TTaHe-

ABIO aHTHUCBIBOPOTOK. Hamboaee adpdexrnsrbM MeTo-
AOM TUIMPOBAHUSA ABASIETCS UMMYHOTTICTOXUMITIECKOE
HCCACAOBAHIE, OCHOBAaHHOE Ha PEAKITUY aHTUTEA C G-
KOM-TIpEAITIECTBeHHUKOM [5]. Boaee HapeskHBIM, HO Me-
HEE AOCTYITHBIM METOAOM TUTTPOBAHUSA ABASETCA MACC-
CIIEKTPOMETPUsI, TIO3BOASIONIAs  UACHTU(DUITMPOBATH
KOHKPETHBIN 6eA0K [6].

Aunarnocruka AL amuarouposa
cepana

[Ipn nopo3pennm Ha AL-aMUAOMAO3 HEOOXOAUM CKPU-
HUHI Ha HaAWYMEe MOHOKAOHAABHOM I'aMMOIIATHU
u B-aumdonmrapHon MAM TTAA3MOKAETOYHOM AMCKpA-
sun (Pucynok 6). BbLiBUTD MOHOKAOHAABHYIO raMMO-
MaTUIO MOKHO C TIOMOIIIBIO dAEKTpodope3a U UMMYy-
Hodukcarun GEAKOB CBIBOPOTKU KPOBH U CYTOYHON
moun. HanGoaee 9yBCTBUTEABHBIN U HEAOPOTOU METOA
BBIIBACHUS MOHOKAOHaAbHOU rammoriatun — Freelite-
METOA KOAUYECTBEHHOW OIEHKU YPOBHS CBOOOAHBIX
Aerkux AIMOAA U Kallria Lernei UMMYHOIAOOYAUHOB [5].
[Tpn HaAMYMY MOHOKAOHAABHOM TaMMOITATUN HEOOXO-
AMMa TPETTAHOOUOTICUS C TIOATBEPKACHUECM HAAUIUS
NAa3MOKAETOuHOM/ B-Aumdormraproit AVICKPA3UNL.
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Pucynox 5. A. Maccusnuie denosumot amuronda ¢ nevenn, maxponpenapam. b. «Carvnaa ceresenxa», maxponpenapai.
B-H Muxpockonnieckaa kapmmuna amurondoda. Ars 0eno3nmos amurona xapaxmepra cnocoorociy K 080iHomy
AYHETPeAOMACHII0 W DUTPOIMY CO CBeteHIeM AGNOUHO-3eNeHOTO W HCEATLOBATILO-3eACHOTO 1BeTO8 TPU NCCALD08aHUM
oxpautennvir Konro xpacwwim npenapamos 6 noaapusosartom ceeme. Muxponpenapamot ¢ mxanwio newenn, okpacka Konro
kpacroim, X20: B — noaspusosanmiii céem, cxpewennvie noaapoudws, I' — ceemaoe nore. Muxponpenapamn ¢ mxarvio
cepdua: A. Cronaenns amoppruLx 303uHOPUABHOLE MACC 8 UHITLEPCTIUYNUN, OKPACKA TeMATOKCUANH F03MH0M, X 20.

E. Konrogpuavrole denosumut 8 unmepcmuymnnu, okpacka Konro kpacnuim, x20. 2K, F. Xapaxmeproe A6104n0-3ereH0e
ceeverne 0eno3nmos amuronda npu uccaredosann 8 TOAAPUI0BAHHOM CBelme, PA3HIN YTOA CKpeuusanns noaapondos, x 20
(u3 apxusa Cmenanosoii E.A.).

Figure 5. A. Massive deposits of amyloid in the liver, macropreparation. B. «Sebaceous spleen», macro preparation.

B-1 Microscopic picture of amyloidosis. Amyloid deposits are characterized by the ability to birefringence and dichrosis

with the glow of apple-green and yellowish-green colors when studying preparations stained with Congo red in polarized
light. Micropreparations with liver tissue, Congo red staining, x 20: B — polarized light, crossed polaroids, G — bright

field. Micropreparations with heart tissue: D. Clusters of amorphous eosinophilic masses in the interstitium, stained with
hematoxylin eosin, x 20. E. Congophilic deposits in the interstitium, stained with Congo red, x 20. F, I. Characteristic apple-
green glow of amyloid deposits when examined in polarized light, different crossing angle of polaroids, x 20 (photos from the
archive Dr Stepanova E.A.)
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6enka)

MpuU3HaKM MOHOK/NIOHa/IbHOW ramMmonaTuu:
¢ OTKAOHEHUe OT HOPMbI COOTHOLLEHUA CBOBOAHbIX 1AM6aa 1 Kanna ueneli (8 Hopme oTHowweHue 0,26-1,65)
¢ OTKNOHeHMe OT HOPMbI NPY UMMYHOdUKCauum 6€1KOB CbIBOPOTKU KPOBU U MOUM (B HOPME HET MOHOK/IOHANIbHOTO

Bce B Hopme XL

21l Hee nopmei,

TpenaHo6MOoNCUA C LUTOTEHETUKON U I

CumHTUrpadma gocTynHa

UMMYHOdeHOoTUNUpOoBaHuem, Guoncus
MKKK; npu oTpuuaTenbHOM pesynbrate —
6uoncua nopaxKeHHOro opraHa (cepaue,
NOYKH)

CumuHTUrpadus

Her

3Mb
¢ OKpacka KoHro KpacHbIM, NOIAPU30BaHHbIN CBET

¢ OkpacKka KOHro KpacHbim,

Scorel 23- ¢ TunupoBaHue C MOMOLLbIO MacC-CMEKTPOMETPUMU
NoNAPU3aALUOHHAA MUKPOCKOMUA iy WM UMMYHOTUCTOXMMUM
¢ TunupoBaHMe C MOMOLLLbIO Macc-
CMEKTPOMETPUM UK Ba
MMMYHOTUCTOXMMUM - e
| [eHeTUYeCcKoe TeCcTupoBaHue i'\; Amunnongos
Ba \l/ Her J/ Her cepaua -
AL, ATTR, Amunongos e /.
Ap.amunonaos cepaua <
u/mam MGUS ManoBepoATeH

Pucynox 6. Arropumm dnarnocmukn ammrondosa cepdya [15]

IKT — anexrpokapamnorpamma; IxoKI' — sxokapanorpadusa; MPT — marunrHo-pesonancHas Tomorpadus; IMB — supommokapanaspnas 6uoricus; ITKJKK — nopkosknas
sknposas Kaerdarka; MGUS — MoHokAOHaAbHaS ramMonatusa HeotipepeaenHoro sHadennsa; ATTR-AC — ATTR-amunonpos cepana, AC — aMuA0np03 cepala

Figure 6. Algorithm for the diagnosis of cardiac amyloidosis [15]

ECG — electrocardiogram; Echocardiography — echocardiography; MRI — magnetic resonance imaging; EMB — endomyocardial biopsy; SCF — subcutaneous fatty tissue; MGUS,
monoclonal gammopathy of undetermined significance; ATTR-AC — ATTR-cardiac amyloidosis, AC — cardiac amyloidosis

V 20% narnmenTos ¢ AL-aMUNOMAO30M MMECTCS COITYT-
CTBYIOITIAsi MHO>KECTBEHHAsI MMEAOMA B MOMEHT AMarHO-
CTHKH, ITO CBSI3aHO C MEHBIIEN BBLKUBAEMOCTHIO: 39%
u 81% B TedeHne 1 ropa MpU HAAMYUU U OTCYTCTBUH
COOTBETCTBEHHO. MASI MCKAIOYEHUS MHO>KECTBEHHOM
MHEAOMBI Y TIArMeHToB ¢ AL-aMraonp030M HEOOXOAM-
ma [19T. Heo6xopuMO OLIEHUTHh KAOHAABHOCTh M 3A0-
KaIeCTBEHHOCTD ITATOAOIMIECKOTO KAOHA KAETOK C II0-
MOII[BIO ITUTOTEHETUIECKOTO UCCACAOBAHNS M MIMMYHO-
dbenorunuposanms, a Take rposectn FISH-ananms
(fluorescence in-situ hybridization). Camas 4acras
nuToreHeTmIeckas anoMaaus rnpu Al-ammnonpoze —
TpancroKarus t(11;14), BbIBASIOITIACS TTPUOAMSUTEAD-
Ho y 40-60% naumenTos. Haamaue rprcomun, peareriin
17p nam anomanuu t(11;14) accormmposatbl ¢ HeGAAro-
[IPUSTHBIM TIPOTHO30M [42].

MAaTrHOCTHUKA
ATTR-amuarouposa

Ana anarsoctuku AT TR-aMmuaompo3a MOTYT MCITOAB30-
BaTbCsl cuuHTUrpadusi, opAHobOTOHHAS SMUCCUOHHAS
ToMOTpadusl C PABAUIHBIMU U30TOIIAMH, KOTOPBIE T10-
3BOASIIOT HEMHBA3UBHO C OYE€Hb BHICOKOM CITEIN(DUIHO-
crbio (>99%) 1 AoCTaTOIHON 1yBCTBUTEABHOCTBIO (86%)
[IOCTaBUTh AMArHO3 W TI03BOASIOT M30EKaTh 9HAOMUO-
KaparanpHom ovoricun [43-45]. Tlpeproxena Busyann-
Has TpexOaAAbHAs ITTIKaAQ OLICHKU PE3YABTATOB CLIUHTU-
rpaduu 1o HaKOIIACHUIO r30Tora B Muokapae: 0 — or-
CYTCTBHE HAKOIIAEHMS M30TOIa B MUOKappe, or 1 po 3
(grade) — yBeandeHume HakonaeHUs. Bbino 1okaszaHo,
gro ymepenHoe toraorerne 99mle-DPD (grade 1)

MoKkeT HabAopaThes Takke ripu AA- n AApoAl-amu-
AoMAO3e, TIpU puarHoctrposaHHoM AL- amumaompose
4aCTO MOKET OBbITh HE3HAYMTEABHOE HAKOIIACHUE M30-
rorta (grade 1 u 8 10% cayqaes — grade 2). Hennpasus-
Ho nocrasuth Auarto3 ATTR-amuronpoza Bo3MOKHO
1o DPD-criunrurpadum rnpyu yMepeHHOM U BbIPaKEH-
HOM HakorAeHnU nzororna (grade 2-3) ripu oTcyTcTBUN
[AA3MOKACTOYHON AMCKPA3UK 1 CBOOOAHBIX ACTKUX LI€-
ey IMMyHOTAOOYAUHOB. VI3MeHeHns npy cuHTUTpa-
¢bun nosBasiioTesa Ao naMeHeHnit pu IxoKI u moryr
paccMarpuBaTbes Kak paHHui npusHak ATTR-KMII
(Pucynoxk 7) [43-45].

buoricus  mopkoskHOM  Kaerdatkm  mpu ATTR-
aMUAOMAO3€ COIPSLKEHA C MUHMMAABHBIM PUCKOM OC-
AOKHEHUH, HO 00AapaeT IyBCTBUTEABHOCTBIO 45% 11pn
myranTHOM U 15% 11pu arkom turie AT TR-aMmaonpo3a.
IIpu orputiateAbHOM pes3yabTare GUOIICUN HEIIOPAKEeH-
HBIX OPTraHOB (ITOAKOKHOM KAETIATKH, KOCTHOI'O MO3ra)
u coxpansoniemca ropozpennn Ha ATTR-amuronpo3
cepalia IoKazaHa dHAOMUOKapararbHas 6uoricust [15].
[Tpu BbIsIBACHUM TIpU CIMHTUrPADUN UAM HCCAEAOBaA-
Hum 6uorraros rpusHakos AT TP-amMunonpo3a, caepyer
[IPOBECTU TeHeTHYecKoe Tectrposanue [15]. Y naruen-
TOB C XapaKTePHON KAMHUIECKON CUMITTOMATUKOM U Ce-
MEMHBIM aHaMHE30M AAS TTocTaHoBKU anartosza ATTR-
aMHUAOMAO3a AOCTATOYHO TOABKO MEHETITIECKOTO TECTH-
posanwst. Tounas nperTnduKayis MyTary moMoraer
OLIEHUTb IIPOTHO3 U A hekrnBHOCTD Teparmu (43, 46].
ATTR-aMrA0OMA03 CepATTa 9aCTO HE AMATHOCTUPYIOT UAU
OITTMO0YHO TTPUHUMAIOT 3a TUTIEPTPOPUICCKYIO UAU pe-
crpukrushyio KMIT nan XCHe®B neunssectroit atmo-
aorun. B Heart Failure Bridge Clinic (CIIIA) pazpa6o-
TAHbl ¥ BHEAPEHBI KPUTEPUH CKPUHUHTA HA aMUAOVIAO3
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ceppiia ipu XCHe®B, 1 aaropur™ €ro AMarHoCTUKu.

Kpurepnsmu cKpuHUHTa HA aMUAOHAO3 SIBASIFOTCSE:

1. Bozpacr 250 aer

2. Toarmna MexKeAyAOIKoBOI Tieperopopku (Tvkir)
>12 MM

3. Nupekc macca repa (MMT) <30 kr/m2

4. Huzxwur Boasrask Komnaekea QRS ma KT

IxoKapauorpadpusa
AneKkTpokapauorpadms

KnuHuyeckaa cumntomaTuka

IxoKkapanorpadus
BuoMapKepbl

MarHuTHO-pe3oHaHcHas Tomorpadus

M3oTonHaa cumHTUrpadms

buoncua

OpToneguyeckue npoasaeHUA

Cneunduyeckue TecTbl

5. lenrpanpHas van nepudeprdeckas HeHpoaTus,
CUHAPOM 3aIISICTHOTO KaHaAa

ITpu HaAmIMK >2 U3 ITUX KPUTEPUEB HEOOXOAMM AMa-

THOCTUYECKUN TTOUCK AASL MCKAIOUEHUS/ TIONTBEPIKAC-

Hust aMmuaonpo3a cepatia (Pucyrok 8). Ilpn ucrioanso-

BaHMM AQHHOTO aATOPUTMA AMUAOUAO3 CEPALTA ObIA Ara-

raocruposan y 15% nanmenros ¢ XCHe®B [47].

Cuctonunyeckan aucoyHKuma
Hu3Kuit BonbTax Ha KM

CumnTOoMbI/Mpu3Haku XCH (ogpiwka, cnabocTb),
noAnHeponaT1u
[lnactonuyeckan AucdyHKUMA

MosblweHue TponoHuHa, HYM

YBenuyeHue BHEKNETOYHOro obbema,
andodysHoe nosgHee ycuneHue ¢ ragosiuHuem

Hakonneuue B Muokapae **™Tc-PYP,
$SmTc-DPD, %™ Tc-HMDP

Hakonneuue B Muokapae 11C-PIB,

18F_pnopbeTasupa, 18F-GetabeHa

OT1/10KeHna amuionaa s MUWOKapae

(OBYCTOPOHHWIA) KapnanbHbIi TYHHENbHbI CUHAPOM,
paspbiB roNoBKK 6ULLENCa, CTEHO3 NO3BOHOYHOTO KaHana
Hanuumne XpoHUYECKOro BoCNanuTeNbHOro 3abonesaHus, CBA3aHHbIE MapKepbl

Pucynox 7. Ilporpeccuposanne ATTR-amurondosnon kapduommonammn [14]

IKT — anexrpokapanorpamma; [THIT — moannenponarus, XCH — xponmieckas ceppeunas nepocraroanocts; 'C-PIB — indicates Pittsburgh compound B;

9 Te-DPD — “mtechnetium-3,3-diphosphono-1,2-propanodicarboxylic acid; *"Te-HMDP — hydroxymethylene diphosphonate; “*Tc-PYP — technetium pyrophosphate

Figure 7. Progression of ATTR-amyloid cardiomyopathy [14]

ECG — electrocardiogram; PNP — polyneuropathy, CHF — chronic heart failure; ""C-PIB — indicates Pittsburgh compound B;
9mTe-DPD — “mtechnetium-3,3-diphosphono-1,2-propanodicarboxylic acid; *"Tc-HMDP — hydroxymethylene diphosphonate; *"Tc-PYP — technetium pyrophosphate

Bospacr 250 net
Tmkn 21,2 cm

UMT <30 kr/m2
Huszkuii sonsrax KM

voawN e

. UenTtpanbHas/nepudepuueckan Hemponatua/
KapnanbHblli TYHHeNbHbIM CUHAPOM

22 KpUTEPMEB CKPUHUHIA HA AMUIONA03

v

l CBob6oaHble Kanna u nambaa uenu J

r— SE—— — _é—-".,“_, - —— - u - \,r~>> - -
OTKNOHEHWE OT HOPMbI: OTHOLWEeHKe <0,26 unm >1,65 ] ‘ Hopma ‘
1 o L -
NMmyHOoPUKcaLma 6eNKOB CbIBOPOTKU KPOBU U —>| 99Tc PYP CuunTtUrpadua
| moun (B HOpMe HET MOHOK/IOHa/IbHOTO 6enka)
SHAOMUOKapananbHaa Buoncua Ha aMunouao03
Mnu 99Tc PYP CuunHtUrpadma Score0 SEofel = Score2-3 =
3MEB ACH, 3MBAC-) =HeT AC HeT AC ATTRAC +
Macc-cneKTpomeTpua CraHpapTHas l Wi \L
Heonpeae
ANATMNUPOBaHKNA Teépanua CraHgapTHan NEHHO [eHeTHueCKoe TecTUpOBaHUe
Tepanua ANA onpegeneHunn
HacNeACTBEHHOTO MU
OUKOroTMna

Pucynox 8. Aaropumm dnarnocmuxu amuaondosa cepdya npu XCHcDB [45].

XCHc®B — xpoHuteckas CepACTHAs HEAOCTATOTHOCTD C COXpAaHEHHOM ppakiineit BriGpoca; IMB AC — sHaoMMOKapArarbHas GHOTICHS Ha aMUAOUAO3 CEPATIA;
9 Te-PYP — ""technetium pyrophosphate

Figure 8. Algorithm for the diagnosis of cardiac amyloidosis in CHFpEF [453].

CHFpEF — chronic heart failure with preserved ejection fraction; EMB AS — endomyocardial biopsy for cardiac amyloidosis; *"Tc-PYP — “mtechnetium pyrophosphate
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NAeuenne AMHUAOMAO3a

ITo COBPEMEHHBIM TIPEACTABACHUSM, TEPATIUs AIOOOTO
TUIAa aMUAOMAO3A ACAUTCS Ha [IATOPEHETUYECKYIO (aH-
TUAMUAOUAHYIO, HATIPABACHHYIO Ha YMEHBITIEHUE T1PO-
AYKITUM WAU BBIBEACHUE GEAKOB-TIPEAIIICCTBEHHUKOB)
U CUHAPOMaAbHYIO [5].

ITatoreHern4eckoe A€e4eHue
ATTR-amuaroupo3a

B nochepnne roppt 6bIA AOCTHUTHYT OTPOMHBIN YCIIEX

B AedeHnu ATTR-ammronposa. OcHOBHBIME HalIpaBae-

HIBSIMU TEPATTAN SIBASIIOTCST:

1. TTopaBreHME CHHTE3a TpaHCTUPETHUHA (TPaHCIIAAH-
Tariy IEeICH; (BBIKAIOTATEAN) TeHa TPAHCTIPETHHA)

2. Crabuamszarusi TpaHcTuperua (radpamupuc, pud-
Atonmsan, 3eaenbiit an, TTR-crabunansarop AG10)

3. PaciienaeHue  aMUAOUAHBIX  (UOPUAA  (AOKCHITH-
KamH/Taypaesokcuxoaepas kucora (TUDCA), MoHo-
KAOHAABHbBIH aHTUTEAA) [48].

TPAHCHAAHTAHI/IH IIEYEHH

MHoro AetT eArHCTBEHHBIM 9P GEKTUBHBIM CIIOCOGOM 3a-
MepAeHst TiporpeccupoBanus HacaepctBenHoro ATTR-
aMUAOUAO3a SBASIAACH TPAHCIIAQHTAIMS TICIEHU, B PE-
3yABTATE KOTOPOM BMECTO MYTAHTHOTO HAYMHAET CUHTE-
3UPOBATHCS MEHEE AMUAOUAOTEHHBIN AUKUH TPAHCTUPE-
TuH. 10-A€THSIS BBKMBAEMOCTD TIOCAE TPAHCIIAAHTATTAN
nieqenu pocruraet (0%. Ho mipu aToM gacro rmpoporska-
€TCS TIPOTPECCUPYIONIEE OTAOKEHUE aMUAOUAA B HEPB-
HOW CHCTEME U CEPALIE 3a CIET AMKOIO TPAHCTUPETUHA
[6]. Tpancrmnanrarms cepaua ripu aukom turie ATTR-
aMUAOMAO3a OYEHD PEAKO COTIPOBOKAAETCH TIOBTOPHBIM
HAKOTIAEHUEM aMUAOUAQ, OAHAKO, B CBA3H C TIPEKAOHHBIM
BO3pACTOM, MAIIMEHTOR K HEM Tipruberator peako [42].

CTABHAHU3ATOPBI TPAHCTUPETHHA

Crabuaunzatopsl TpaHcruperrta (trapaMupuc m ang-
AIOHM3aA) IIPEIBITCTBYIOT —ANCCOLIMAIINN  TeTpaMepa
TPAHCTUPETUHA, YTO IIPEIIATCTBYET OTAOKEHIIO aMUAO-
MAQ B TKAHAX.

TA®AMHUAMIC

Tadpamupuc tpepcraBasger cobO ITPOU3BOAHOE OEH-
30KCa30Aa, KOTOPOE CTaGUAM3MPYET TETpaMep TPaHC-
TUPETUH, 3aMEeAASA (POPMUPOBAHNE MOHOMEPA, Hellpa-
BUABHBIT (POAAMHT U amuaomnporenes. Iloarsepskaena
aoarocpouHas adpdekTuBHOCT U Ge30macHOCTh Tada-
MUANCA B OTHOILICHUY 3aMEANCHIUS [IPOTPECCUPOBAHIS
n yayarrenus BbepkuBaeMoctu manuentoB ¢ ATTR-
IIOAMHENPONaTUEN, C HACAEACTBEHHON TPAHCTUPETHH-
aMUAOMAHON Kapanomuoriatrenn n rtakke KMIT npu
koM turie» ATTR-amunronposa [49, 50]. Hasnauenue
rtahaMupnca CAEAYET PAacCMOTPETb Y OGOABHBIX C KAU-

nudecku sisHort XCH Beaepcrsue ATTR ammunaomposa
(KaK HACAEACTBEHHOIO, TaK U (AUKOTO») AASL YAYUIICHVSE
[1€PEHOCUMOCTY (HUBUIECKUX HATPY30K, YAYIITICHIS Ka-
YECTBA SKM3HU U CHYLKEHUS 9aCTOThI TOCIMTAAU3ALII
10 CEPACTHO-COCYAUCTBIM TIPUIUHAM U CEPAECIHO-COCY-
aucrort cmepraoctu [21].

AUDAIOHU3ZAA

Aundaonnsan — HECTEPOUAHBIN IIPOTUBOCIIAANTEABHBII
nperiapar (HITBIT) co crioco6HOCTBIO cCTaOUAUBIPOBATH
tpancruperud. [lokazaHo cHIpKeHue mporpeccuposa-
HUST HEFIPOIIATUM B TEICHIE ABYX ACT Ha (OHE ACICHII
AM(PAIOHM3AAOM 10 CPABHEHUIO C TIAALe60, a TAKKE YAyI-
1eHre Kadecrsa >xu3Hu. [lo6ounbie addextor pandaro-
HU3aNa Takue ke, Kak u y Apyrux HITBIT [49].

Bpikar0o9ATEAN TEHAATTR
(TRANSTHYRETIN PROTEIN KNOCKDOWN
(REDUCTION) AGENTS (GENE SILENCING))

Nuorepcen (inotersen) u natusupan (patisiran) ymMmeHb-
maroT Ha (5-81% CHHTE3 Kak AMKOrO, Tak 1 MyTaHT-
HOTO TPAHCTHPETHHA IIYyTCM pa3pylICHUA TPaHCTUPC-
runosot MPHK (unorepcen —1mocpepcrBoM sipepHOM
RNaseH1 (pu6onykaeaza H1), marupusan — mocpep-
crBoM nurornaasMarmieckoro PHK-nnAymposansoro
CaMA€HCHHIOBOTO KOMITAEKCA). ITO TPUBOAUT K 3a-
MEANCHUIO HAU  IIPEKPAIIEHUIO IIPOTPECCHPOBAHIL,
a TaKKe IOSBACHUIO HOBBIX HEBPOANOTHMYECKUX IIPO-
ABAeHUM. VIHOTEpCEH MOXKET HPUBOAUTH K PA3BUTUIO
TPOMOOIIUTOIIEHIH, KDOBOTEICHUE, TAOMepyAoHedpr-
Ta, CHIWKeHUIO PyHKOMU Iodek u nedeHu. [Ipodunrp
6€30I1aCHOCTU  laTHpU3aHa OGoree OAArOIPUATHBIN
[49]. On MokeT GBITH TIPErapaToM BbIOOPA Y TaIeH-
ToB ¢ hubpuararmeit npepcepanit (PTT), moaywarommx
AHTUKOATYASTHTHI [48].

AanrbpHennvie HAIIPABACHU S
VICCACAOBAHU TepaInuy
ATTR-amnarounpo3a

B Gyay1iieM 11enecoo6paszto CHIPKEHME CTOMMOCTH Tepa-
iy TadaMUAICOM, TIPOAOAKEHUE MCCACAOBAHMS AMb-
AIOHM3aAa, U3ydeHre KOMOUHAIINN TaypypPCOAC30KCHUXO0-
Aesort kKucnaotel (TUDCA) ¢ AOKCHUIIMKAMHOM, KOTOpast
OKa3bIBaeT BAMSTHUE HA Pa3pyIIeHNE aMUAOUAHBIX MACC,
M3y4eHME HOBBIX CEACKTUBHBIX CTAOUAM3ATOPOB TPAHC-
THpeTHHa (armraanokarexun-3raaar (epigallocatechin-
3-gallate — EGCG — karexun u3 3eactoro vast), AG-10,
CHF5074 (npomssopnoe HIIBIL ne 6Gaokmpyrorree
[IMKAOOKCUTEHA3y M HE WMMEIOIIee COOTBETCTBYIOIIX
10GOYHBIX 9P PEKTOB), H3YIEHUE MOHOKAOHAABHBIX
AQHTUTEA K HEIIPABUABHO CBEPHYTOMY TPAHCTHPETU-
ny (PRX004), Broporo IOKOACHUS «BBIKAIOYATEAET
(silencers) rena TtpancrupermuHa (AKCEA-TTR-LRx,
vutrisiran — ALNTTRsc02) [21], komOunaiuu crabu-
AM3aTOPOB U (BBIKAIOYATEAEID TeHA TpaHCcTupeTrHa [49)],




Apxub BHyTpeHHE MeAnumHEL ® No 6 o 2020

OB3OPHBIE CTATbHU

IlaTroreHeTn4eckoe AnedeHUue
AL-amuaoupo3sa

AASETIpERpAITieHIS CUHTE3a ACTKHX 11eI1er MMMYHOTAO-

OYAMHOB MCIOAB3YIOT [5, 51] pasandHbie xuMMoTepa-

MEBTUMECKUE TIPETaPaTh! (AAKUAUPYIOIIIIE areHTBI, CTe-

POUADBL, UIHITUOUTOP TIPOTEACOM — GOPTEZOMUO) U/UAK

MMMYHOMOAYAMPYIOIIINE [Iperaparbl B KOMOWHAIIII

C TPAHCIIAQHTALIMEH ayTOAOTUYHBIX CTBOAOBBIX KACTOK.

PesxuMbl Tepanny aHaAOTMYIHBI TE€M, KOTOPBIE MCIIOAB-

3yIOTCS TIPYU MHOKECTBEHHON MUEAOME, HO Kak IIpaBU-

N0, C UCTIOAB30BaHUEeM pekcamerasoHa [13, 51]. Meada-

AQH B COYETAHUM C IIPEAHM3OAOHOM MAM ACKCAMETA30-

HOM B GOABIIION AO3€ TOKE AAET XOPOIINI PE3yABTAT,

HO MOKET IIPUBOAUTH K Pa3BUTHUIO OCTPOTO AEHKO3a

nan Muenopuctinasum. [locae pocrikenus pemuccun

y 20% 60AbHBIX (63 TSHKEAOM KOMOPOUAHOM T1aTONO-

TUH) TIPUMEHSIOT BBICOKOAO3HYIO XMMHOTEPAITHIO C TI0-

CAEAYIOIINM BBEACHUEM ayTOAOTUYHBIX CTBOAOBBIX KAE-

tok kposu. [Tocaepyortiee Haznadenme pakropos pocra

MoOkeT 1puBoAUThH K ycunaeHuio XCH n runorensum.

Beeaenne cTBOAOBBIX KAETOK MOXKET ObITh aCCOLIUUPO-

BAHO C Pa3BUTUEM JKEAYAOIKOBBIX aPUTMUIT BCAEACTBUE

TOKCHYECKOTO BAVMSHUA KPHUOIIPOTEKTUBHOTO AMMETHA

cyapdoxrcnpa [51]. Hoeble mipernaparsr mkcazoMuo, Kap-

brA3oMUG UMEIOT PsiA TIPEUMYIIIECTB 110 CPABHEHUIO
¢ 60pTe30MUOOM, HO B HACTOAIIEE BPEMS MX AOKa3a-

TeabHas 6aza orpanundena [13).

AnTraMrAonAHBI 3(BdEKT TPOAEMOHCTPUPOBAA TaK-

JK€ AOKCULIMKAMH In vivo u in vitro. Ero po6asaeHue

K craHpapraon teparnuu rpu AL-ammnronposze cepatia

CHIDKAAO KPAaTKOCPOYHYIO AETaAbHOCTb. B Hacrosiee

BPEMsI TIPOBOAMTCST MEKAyHapopHoe nccaeposanme 11

(azpr, B KoTopoM cpanuBaerca 3¢GHeKTUBHOCTL OopTe-

3oMuba ¢ AOKCULIMKANHOM I10 CPABHEHUIO CO CTAHAAPT-

uot cxemott reparuu (NCT03474458) [48].

PHK-unrepdepupyrommit - mpemapar  (pecyBupar)

B nccaeposannn Il daser mpmBoAnna K TOBBIIIIE-

HUIO CMEPTHOCTH Y HalMeHTOB ¢ amMuaoupHon KMII

(ENDEAVOUR; NCT02319005), B cBsA3U ¢ 4eM UCCAE-

AoBaHMe ObINO IIpeKparreHo [48].

IIpy M3OAMPOBAHHOM IOPAKEHUN CEPALIAL Y MOAOABIX

MAJUEHTOB BO3MOKHA OPTOTONNYECKAs TPAHCIIAAH-

rarust ceparia (roposast BekuBaeMocth — 50-89,5%,

5-aerHsist BbiKMBaeMocTh cocrtasasier 20-65%), ripu

COYETAHNN C BHICOKOAO3HOIN XMMHUOTEPAITHEN (Top0Bast

BbDKMBaeMoCTb pocruraer (5%) [51]. Iokaszarums — po-

CTYDKEHHE XOPOIIEH TeMAaTOAOIMIECKON PEeMUCCUN, HO

coxpanenue tsuxenrort CH. Iporusorniokasanmsa — ana-

pest (rorepst Beca, MaababCOPOIINsT), BOBACUEHIE aBTO-

HOMHOI HEPBHOW CHCTEMbI, HAPYITIEHEe HYTPUTUBHO-

ro craryca, nopakerne yKKT, modek, pecrimparoproro

rTpakra [48].

Pexomenpyemas crparerus aedenus AL-KMIT Bxkaroua-

er 3 crynenu [48]:

1) HAYKIUSE XMUMUOTEPATTAN, KOTOPAsT B GOABIITMHCTBE
CAy9aeB BKAIOYAET 6OPTE30MUG-COACPIKAILINE CXEMBI,
HaIlpaBACHHBIC HA MHUHNMHU3ALINIO WUAW IIPEKpAllie-
HIIE TIPOAYKIIUN NEIKUX IIeTIer UMMYHOTAOGHHOB.

2) Tpacrinanranust cepatia depes, Kak IpaBuno, 6 me-
CAIICB AASl OOECIICYCHUA CEPACTHO-COCYAUCTON CTa-
OGUABHOCTU AASL BEICOKOAO3HON XUMUOTEPATIHIH.

3) BoicokoposHast reparnusi MeAdaraHOM € TTOCAEAYIO-
LIEN TPAHCIIAAHTAITNE!N ayTOAOTUYHBIX CTBOAOBBIX
KACTOK €lI1ie uepe3 6 MECALEB II0CAE BTOPO CTYIICHU.

HOBBIE IIPETTIAPATBI AA AEYEHUA AL-AMHUAOHAO3A

Naparymymab — MOHOKAOHaAbHOE aHTUTEAO K CD38
(knacrep auddepennmposku 38). V 129 naruenros
¢ pedpakrepubim AL-amunromposzom Ha doHe reveHUs
STUM TIPENAPaTOM OTMEYECH XOPOIIMI IeMaTOAOTHHe-
CKUIT OTBET 06€3 3HATUTEABHOTO TOKCUIECKOTO BAVSHIS
[42]. Bererornakc, uarn6urop BCL-2 (B-cell lymphoma
2 protein/niporent B-kaerounoin ammdomsr 2), Hepas-
HO Ha4aA [PUMEHATHCA [IPU MHOKECTBEHHON MHEAO-
Me, 0COOEHHO TTpu Haamauy myTarn t(11;14), koropast
takKe Berpedaercs ripu AL-ammaonpose [42].

IIaroremern4yeckoe rneueHUe
AA-ammuaounpo3a

[Tarorenernyeckas reparvss AA-aMUAOMAO3a BKAIOYA-
er B ce0s AedeHre OCHOBHOIO 3a00A€BaHUSA B COOTBET-
CTBUM C KAMHUYMECKUMM PEKOMEHAAIIMAMU U ACUCHUE,
HallpaBACHHOE Ha aMUAOMAHBIC OTAOKEHUSA. Y T1aITMEeH-
TOB ¢ UMeTTUMCI AA-aMUAOUAO30M TTUTOCTATUKH T10-
3BOASIIOT AOOUTHCS KAUHIYMECKOTO YAYYITICHUS, Y 9aCTh
AIIMEHTOB TIPEAOTBPAIIAIOT UAU 3aMEAAIIOT PA3BUTUE
IIOYETHON HEAOCTATOIHOCTU U YAYIIIAIOT IIPOTHO3.

NAeuyeHnue, HampaBA€HHOE
Ha aMHUAOUAHBIE OTAOKEHUSI

TormanzyMab, MOHOKAOHAABHOE AHTUTEAO K MHTEPACH-
KUHY-0, OKazaroch 9(EKTUBHBIM B CHIDKEHUN YPOBHA
LPKyAUpYIoLero 6eaka SAA 1 KOHTPOAE [IPOrPeccrupo-
BaHMA aMHUAOMAO34 [1PU HEKOTOPBIX 3a00AeBaHMAX CyCTa-
BOB. Db deKT He 3aBUCHT OT OCHOBHOTO 3a60AeBaHws [34].
ArMETUACYABDOKCHUA ABAFETCH IIPOUZBOAHON MOAEKYABL
BHYTPUKACTOYHOIO AUIIONPOTENHA HU3KOM [TAOTHOCTH,
BbI3bIBAET pe3opOimio amuronpa [34]. Heobxoammo ero
HCIIOAB30BaHUE B BBICOKMX po3ax (He menee 10 r/cyr),
YTO OrPAaHUYEHO M3-3a KparHe HEeIIPUATHOrO 3araxa [9).
AMPoAU3aT — ITO HU3KOMOANEKYASIPHAST MOAEKYAQ, T10-
XOKasl Ha reriapaHcyabdar. KoHKypeHTHO cBs3bIBasch
€ TAMKO3aMMHIAMKAHAMH, OH MHTUOUPYET TTOAUMEPH-
3aIIMI0 aMUAOUAHBIX (DUOPUAA U TIPEAOTBPAIIIAET CTa-
OUAM3ALINIO OTAOKEHUIT aMuAouAa [52].

lerrapus Moxer 3aMeppsiTh riporpeccupoBanne AA-
aMUAOMAO3a, PA3PYITIas CTAOMAMIUPYIOTIINE CBSI3H MEXK-
Ay PAMKO3aMUHIAMKAHAMU U SAA B OTAOKCHUSX, AHANO-
TUYHO ATICTBUIO d1ipopnsara [53]. Crarunbl TakKe Mo-
I'yT OKa3bIBaTh ITOAOKUTEABHOE BAMUSHUE ITOCPEACTBOM
WHTUOMPOBAHUS TIyTHU M30MPEHONAA TIyTeM Crerdu-
4eCcKoM OAOKUPOBKU (apresurrparcdepaso [54).
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Dubpuarekec — HOBBIA IIperapar, CriocoOGCTBYIONUI
pesopbrmMm 1 paspyiieHuio amunroupa. Ero mpumene-
HME OIIPaBAAHO B KAU€CTBE AOIIOAHEHUA K TEPAIIUH OC-
HOBHOTO 3a00A€BAaHNS UAW K A€ICHUIO KOAXUITMHOM [5].

Hosnie TEPAIICBTUNYECCKUEC
MHUIIIECHN

R-1-[6-[R-2-carboxy-pyrrolidin-1-yl]-6-oxo-hexanoyl|
pyrrolidine-2-carboxylic acid (CPHPC) — neGoabimasis
MOAEKYAQ, CITOCOOHAsT CBSI3BIBATHCS C ABYMS CYObEAU-
HUIIAMU CBIBOPOTOMHOIO aMUAOUAHOTO P-KoMronenTa
(SAP), ymMeHbItast TeM caMbIM €0 CBIBOPOTOYHYIO KOH-
neHTpanmo. Y 31 manuenTa ¢ aMIAOMAO30M II0Ka3aHO
€ro IOAOKUTEABHOE BAMAHME Ha (YHKIUIO IT0YeK 6e3
3HAIUTEABHBIX TT000THBIX 3¢ dekToB [55].

Antureno k SAP, pesammzymal, 6e30riaceH 1 yMEHbIIIAeT
KOAMYECTBO aMUAOVIAA B TIEICHU, XOTS HE ITOKA3aA BAUSA-
HUSA Ha ACTIO3UTBI aMUAOMAA B CEPALLE U TTOUKax [42].

MomnokaonanbHble anTuTera K amunroupy (11-1F4), xo-
TOPBIE OIICOHU3NPYIOT PUOPUAABL K OOAETIAIOT MX YAA-
AEHUE, TIOKA3aAW [TOAOKUTEABHBIN KaPAUAABHBIN OTBET
y 8 n3 12 nipoaedeHHBIX TTAeHToB [56].

Ha mopensix Mpliiient mokasana BO3MOMKHOCTD [TOAABAE-
HuyA TpaHcKpuriu SAA-6eAKa AHTUCMBICAOBBIMU OAU-
TOHYKACOTHUAAMU, YTO IIPUBOAUAO K CHIKEHIIO YPOBHS
SAA B xposu na 50% ¥ 3HAYUTEABHOMY YMEHBITICHUIO
OTAOKEHUIT aMuAouAa [56]. Takske Ha MOAEASIX MbIITIEN
KAOAPOHOBASI KMCAOTA TIPOAEMOHCTPUPOBaAA BO3MOXK-
HOCTbH IIPOPUAAKTUKY M A€IEHVISI aMUAOVA03a [ 7.

CunappoManbHas TEpanus

CuHppOManbHas Tepanms aMUAOMAO3a HATIPABAECHA Ha
YMEHBIIIEHUE BBIPAKEHHOCTU CUMIITOMOB U TTPU3HA-
koB CH, AevweHre HapyIIEHNIT PUTMA 1 TIPOBOAMMOCTH,
KOPPEKIUIO apTEPUAAbHOM TUIIEPTEH3UU W TUTIOTEH-
sum u pp. (Tabaunma 9).

Tabanya 9. Cundpomarvnas mepannsa amuaondosa cepdya [58]

Table 9. Syndromic therapy of cardiac amyloidosis [63]

Kananyeckast
curyanus/
Clinical situation

AeKkapcTBEHHBIN npenapar/
Medicine

Ipumeuanne/
Note

3apeprKKa KUAKOCTH,
OTEYHBIN CUHAPOM,
OpPTONHOY/

Fluid retention,
edema syndrome,

[TeTreBoOI AMIYPETHUK, TACTO B COUC-
TAHNU C aHTATOHUCTOM MUHEPANO-
KOPTUKOUAHBIX PELIENITOPOB/
Aloop diuretic, often in combination
with a mineralocorticoid receptor

orthopnea antagonist
CyrpaBeHTpPHUKY- B-apperoGarokarop/
AAPHBIE APUTMUN B-blocker
(Ppubpuansus /
TpereTaHus PEA-
ceppii)/ . Amuopapon/
Supraventricular .

Amiodarone

arrhythmias (atrial
fibrillation / flutter)

Bepanamuna, puarunazem/
Verapamil, diltiazem

TurarenbHass TUTPALIUS AO3BL, TIPEAOTBPAIIEHNE TUIIOBOAEMUN/
Careful dose titration, prevention of hypovolemia

[TokaszaH TOABKO B CAy4ae TaXHMKapANH, B OOABIIIMHCTBE CAYIAEB CACAYET 13-
6erarn nz-3a YCC-0110CPEAOBAHHOTO TIOAAEPIKAHMS CEPAETHOrO BhIOpOCa/
Indicated only in cases of tachycardia, in most cases should be avoided due
to heart rate-mediated maintenance of cardiac output

Kaxk 11paBuno, Xoporo repeHocuTcs.
Crioco6eH MopAEPKIBATH CUHYCOBBII pITM/
Generally, well tolerated.

Able to maintain sinus rhythm

[TporuBorokasaHsl, T.K. GbICTPO PA3BUBAETCS TOKCUYECKOE ACHICTBUE 13-
3a CBA3BIBAHMS C aMUAOUAHBIMU GubpUAramMu/

Contraindicated, because toxic effect develops rapidly due to binding to
amyloid fibrils

Aurokcum/
Digoxin

HpOTI/IBOHOKaSaH B CBA3U C BOBMOKHOCTBIO 6bICTp0I‘O Pa3BUTUA TAMKO3UA-
HOU MHTOKCUKAIINU 13-3a CBA3bIBAHMA C aMUAOUAHBIMU (l)I/I6pI/I]\]\aMI/I/

Contraindicated due to the possibility of rapid development of glycosidic
intoxication due to binding to amyloid fibrils

AnTuKOaryAsSHTHAs TEpanus/
Anticoagulant therapy

Chaepyer HazHAUATD AAKE [PV CHHYCOBOM PUTME AN HU3KOI CyMMe GaANOB
o mikane CHA2DS2VASC u3-3a BBICOKONO prcKa TpoM0603a HpeAcepAnti/

Should be administered even with sinus rhythm or low CHA2DS2VASC
score due to high risk of atrial thrombosis

Varunenue
unrepsanra QT/
Prolongation of the
QT interval

Heo6x0anMo ¢ 0c06011 0CTOPOKHOCTHIO Ha3HAYATh IIPEaPaAThI, YAAM-
naomume naTepsan QT, ¢ TIIaTeAbBHBIM MOHUTOPUPOBAHUEM €O PO~
AONKUTEABHOCTH, B TM. aHTUIICUXOTUKU (PaAOIIEpUAOA, KBETUAIIVH,
ONAH3AINH), TPULIMKANICCKUE aHTUACIIPECCAHTBI (AMUTPUIITUAIH, HOP-
TPUIITUAHMH, I[UTAAOIIPAM), IPOTHBOPBOTHBIC CPCACTBA (METOKAOIIPDAMMUA,
OHAQHCETPOH), aHTUOMOTUKY (UIIPODAOKCALIMH, A30AbI)/

It is necessary with extreme caution to prescribe drugs that prolong the QT
interval with careful monitoring of its duration, incl. antipsychotics (halo-
peridol, quetiapine, olanzapine), tricyclic antidepressants (amitriptyline,
nortriptyline, citalopram), antiemetics (metoclopramide, ondansetron),
antibiotics (ciprofloxacin, azoles)
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OB3OPHBIE CTATbHU

Neuenue XCH

Ocuooit Aeuenns XCH 1ipu aMmnompose sSIBASIIOTCS
HU3KOCOAEBAsi AMETa, ITETACBBIC AMYPETUKHU (IIPEATTo-
YTUTEABHO C BBICOKOIM GMOAOCTYITHOCTBIO — TOPACEMU,
1 OGyMeTaHUA) M aHTArOHNUCTBI MUHEPAAKOPTUKOMAHBIX
penenrropos. ITpu tskenoit XCH u/uam nedpormde-
CKOM CHHAPOME 4acTo TpeOyioTcss GOABIINE AO3BI AU-
VPETUKOB AN MOAACPIKAHMS dyBoaeMun. OAHAKO 9TO
MOJKET IIPUBECTU K HEAOHAIIOAHECHUIO YMEHBIIICHHOIO
B pazmepe 1 purupHoro UK co cHIDKeHneM cepAeHOro
BbIOPOCA M PA3BUTHEM TUIIOTOHUN, TOAOBOKPY/KEHII,
06MOPOKOB U IPEPEHANBHOIO OCTPOTO ITOBPEKACHUS
rovek. B cBssu ¢ aruM KparHe Ba)KHO OIeHMBATH 6a-
AQHC MEKAY IMOCTYIIACHHEM M BBIBEACHIEM SKHUAKOCTH
U TITATEABHO TUTPOBATH AO3Y AMYPETUKOB [6].

Her orpeabHOM AOKazaTeAbHON Gasbl 110 IIPUMEHEHHUIO
unru6uTopos AITM, aHTaroHUCTOB PETIENTOPOB aHTU-
oreHsuHa 1I, aHTaroHNCTOB PerenTopOB aHIMOTEH3NHA
IT u uuru6uropos Herpuanszuba (APHUM) y GoabHbIX
€ aMHAOMAO30M CEPALIA. DT IIperiapaTbl MOTYT IIAOXO
[EPEHOCUTHCA BCACACTBUE PA3BUTHSA TUIIOTOHUM (BEPO-
ATHO, 33 CYET COITYTCTBYIOIEN AMC(HYHKIINN aBTOHOM-
HOW HEPBHOI CUCTEMBI), B CBSI3M 1eM raruenram ¢ XCH
Ha $oHE AMUAOKAO3a X HEOOXOAUMO Ha3HAYaTh € OOAB-
IO OCTOPO>KHOCTBIO U TIIIATEABHO TUTPOBATD AO3Y.
[TarpeHTBI ¢ aMUAOHMAO30M OOBIMHO ITAOXO MEPEHOCIT
6eTa-6A0KATOPBI, OCOOEHHO B BBICOKMX AO3aX U € arbda-
OGAOKHMPYIOIIIIM ACHCTBHEM, T.K. OHI YMEHBIIIAIOT 9acTo-
TY CEPACIHBIX COKPAIICHUI U, CACAOBATEABHO, CEPALCH-
HBIN BBIOPOC U aprepuanpHoe AaBicHue. Ha mosamnmx
CTaAMSAX MOTYT OBITh ITOAE3HBIMU KOMIIPECCHUOHHBIE
IYAKU Y MIAOAPUH.

HeanruppommpuAMHOBBIE AHTATOHUCTBI  KAABLIEBBIX
KaHaNOB (BepaliaMup, AUATHAZEM) IIPU aAMUAOUAO3E
[IPOTUBOIIOKA3AHBI B CBA3M C X HAKOIIACHIEM B aMHUAO-
MAHBIX CTPYKTYPAX, ITO MOKET IIPUBOAUTH K PA3BUTHIO
6AOKap Cepalia.

MexaHudaeckas MOAACPIKKA KPOBOOOPAIIIEHUST  T1PU
aMHUAOVAO3€ CEpPALIA TEXHITIECKN BBIITOAHIIMA, HO MMe-
eT HeBbICOKNM Kaace pekomenparmit (I1B). AByxaerHsist
BBDKMBAEMOCTb OOABHBIX C aMHUAOMAO30M CepAlla Ha
(orHe MexaHHMIECKOM MOAAEPKKH KPOBOOOPAIIEHIS
XyyKe, 4eM Ge3 aMUAOMA03a, HO Y HEKOTOPBIX OOABHBIX
MOYKET SIBASTHCS YCIIEITHBIM (MOCTOM K TPAHCIIAAHTA-
v cepata [5].

Aeyenue apuTMumn

M3-3a BO3MOKHOCTU aKKYMYASIITUM aMUAOUAOM TOKCH-
YECKOU AO3BI C PA3BUTHEM IMAPAAOKCAABHBIX PEAKIUN
GOABHBIM C aMUAOMO30M TIPOTUBOTIOKA3AHO Ha3HAve-
HUE CEPACTHBIX IAUKO3UAOB [5].

W3 anTHapuTMUYECKUX IPErapaToB AN BOCCTaHOBAE-
HUsI CUHYCOBOTO PUTMA [IPU [TapOKCU3ManbHOM dhopme
@TT npr aMMAOMAO3E OTHOCUTEABHO GE30TIACEH TOABKO
amropapoH. Crparterust KOHTPOASI pUTMA Y ATUX OOAb-
HbIX MOKET UMETb MEHbIIIEE 3HAYEHUE, YeM B OOIIen

HIOTIYASIIINH, ITOCKOABKY BKAAA TIPCACCPAUI B HATIONHE-
HIIE SKEAYAOYKOB MIHUMAACH A OTCYCTBYET.

V HEKOTOPbIX GOABHBIX M3-32 BBICOKOIO PHCKa (raTanb-
HBIX TaXUAPUTMUN TOKa3aHa abAAIUst U/MAM UMIIAAH-
rarus Kapanoseprepos-pedubpunrsropos (MKA). Aaw-
HBIC O PE3yAbTaTaX KaTeTePHOU abAaIiu IIPY aMUAOU-
Ao3e cepatia orparirdeHsl. OTAANCHHBIC PE3YABTATHI €€,
BEPOATHO, Xy)Ke, 4eM y 60AbHBIX 6e3 amrronpoza. Ecan
OXKHpaeMast IIPOAOAKUTEABHOCTh JKM3HN MeHee 1 ropa,
AMSI TIEPBUYHOM MTPOMUAAKTUKN BHe3armHOM cMepTr MK,
He peKoMeHAyeTcs. Buesariias cMepTb pu aMUAOUAHON
KapAMOMOIIATUN YaCTO 0OYCAOBACHA DACKTPOMEXAHITIC-
CKOH AMCCOLMALIEN, UTO TaKXe SBAACTCA apryMEHTOM
At otkasa ot ycranoBku VIKA y atnx 6oabHBIX. AAst BTO-
prraHoN ipoduaakTrky IKA ponskeH paccMaTprBaThes
WHAVBUAYAABHO Y TIALIMEHTOB C YAaCTOW HEYCTOMMHBOMN
VIAM YCTOMMUBOM JKEAYAOTKOBOM TaXNKaPAUEH.

V marnmeHToB ¢ TSHKEABIM aMUAOMAO30M CEPATTA TTOBBI-
IIIEH PUCK PAa3BUTHSA BHYTPUCEPACTHBIX TPOMOOB. TpoM-
603 AEBOTO IIpeACePAVA OBbIA BBIABACH Y 33% I1Al]EHTOB
¢ ATTR-KMII ripu upecrmiieBoptoin IxoKI, 6oabiimH-
CTBO M3 KOTOPBIX [IOAYIaAN aHTUKOATYASHTEI D). B cBsazm
C BBICOKM TPOMOOTHUMECKUM PHUCKOM TIPU aMUAOMAO3E
CepALIa CACAYET HA3HAYUTH AHTUKOATYASTHTHYIO TEPATTHIO
(BapdapmH MAK IIEPOPANBHBIE AHTUKOATYASIHTBI, HE SIBASI-
foruecst anraroavcramu Buramnta K). OHu rmokasambl
HE TOABKO TIpU BHYTpUCEpACdHbIX TpoMbosax, PIT (He-
3aBUCHUMO OT KoamdecTBa 6aanros 1o mkare CHA2DS2-
VASc), ripeaceppHbIX apUTMUSIX, HO M IIPU CUHYCOBOM
PUTME IIPU DXOKAPAUOrPAPUICCKUX IIPU3HAKAX Mexa-
HUYeCKON AMChYHKITIM AeBoro ripeacepanst [5]. [Tpu AL-
aMUAOMAO3€e HepepKo Berpevaercs pepurnt X dakropa
CBEPTBIBAHIIS, TEMOPPATUY, U ITOITOMY HAa3HAYATH AHTU-
KOAI'yASHTBI HEOOXOAMMO € OCTOPOsKHOCTBIO [5, 59, 60).

NAeyeHnmne HapyHIEeHUN
IIPOBOAVMOCTH

Baoxkappl cepamia, CHHAPOM CAAGOCTH CUHYCOBOI'O Y314,
XPOHOTPOTTHASI HEAOCTATOTHOCTh TACTO BCTPEIAIOTCS
TIpY aMUAOMAO3E CEPAIIA M TPEOYIOT UMIIAAHTAITIH TI0-
CTOSIHHOTO BopnTeAsl puTMa. IlocrosHHas mpaBoskeny-
AOYKOBAs allKaAbHAS KapANOCTUMYASAIINSA MOSKET TIPU-
BOAUTH K MEICKEGAYAOIKOBOM AMCCUHXPOHUU U AANb-
HEHMIIIEMY CHIDKCHUIO YAAPHOTO 0ObEMa U CEPACTHOTO
BbIGpoca. B cBA3u ¢ aTuM nipeariourenue otpaercs Ou-
BeHTpUKyAsdpHOU crumyastum. [lpu pazsurnum XCH
MOJKET OBITh YBEAWYMCH HIDKHUI ITPEACA YacTOTHI CTU-
MYASITIN AAS TTIOAACPSKAHIS CEPACTHOTO BbIGpOCa.

Neuenue OpTOCTaTI/I‘ICCKOﬁ
TUIIOTEH3NM

DASL A€UEHMST OPTOCTATUMECKONM TUITOTEH3UM PEKOMEH-
AVIOT Ha3HA4YCHUE MUHEPAAOKOPTUKOMAOB UAYM TAIOKO-
KOPTUKOMAOB ANSI TIOCTOSIHHOIO IIPUEMA, OAHAKO ITO
yBeAanduBaeT puck pekomrieHcarin CH [5).
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JakaoueHue

[Tonnmanme naroreHesa IMPUBEAO K yCIIeXaM B AUArHO-
CTUKE M ACICHUU BCEX (POPM aMHUAOUAO3A, B TOM UHCAC
aMUAOMA03a CepPALIA. AN CBOEBPEMEHHON AUATHOCTUKI
KparHe B)KHA KANHITYCCKAsA HACTOPO>KEHHOCTD KapAU-
OMOr'OB B OTHOIIICHUM BO3ZMOKHOCTU aMUNOMA03A CEPA-
na. CKpUHUHT Ha aMUAOUAO3 HEOOXOAUMO IIPOBOAUTH
nipu XCH wnesicHoit arnoaoruu, npronaruaeckoit OIT,
HAAMMUN HU3KOTO BoAbTaka 3yoOrioB IJKI, ocobenHO
B COMETAHNN C TOAIINHON MIOKapAA ACBOTO JKEAYAOUKA
12 MM u Goaee, TIPOTEUMHYPUN, XPOHUIECKON OOAE3HN
novek 4-5 cTapnd, apTepUAAbHOW TMIIOTEH3NN U Ac-
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