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AHHOTaums

Lleab. OnpeaeAnTb 3xoKapAamMorpauieckme BapmMaHTbl (PEHOTUMMUYECKMX MPOSIBAEHUI aMUAOUAHOM Kapanomuonatun (AKMI) y naumeHToB ¢
Pa3AMYHBIMK TMMAMU AMUAOMAO3A.

Matepuanbl u mMetoabl. B nccaeaoBarnme BKaloueHbl 54 nauueHta ¢ AKMIT: 27 — ¢ aMMAOMAO30M AETKMX Liereil UMMYHOTAOOYAMHOB, M3 HUX
15 (56%) — My>XU4uHbI, MeanaHa Bo3pacTta — 63,0 roaa [56,5; 67,0] 1 27 nauMeHToB C TPAHCTUPETUHOBLIM aMUAOUAO30M — 20 (74%) My>X4uMH,
meamaHa Bospacta — 73,0 roaa [65,5; 78,5]. [NpoBeaeHbl OLleHKa CTaHAAPTHBIX IXOKaPAMOrpaduyecKmnx napamMeTpoB 1 aHaAU3 rAoHaAbHOM Npo-
AOAbHOM AehOPMALIMK AEBOTO Xeayaouka (AXK) B obenx rpynnax.

Pesyabtatbi. Cpean nauveHtoB ¢ AKMIT BCTpeuaanch caeayiolune peHoTmnbl: runeptpodudeckuit heHotun (D), couetaHue runeprpoduuec-
KOro u pectpukTuHoro erotunos (MD+PD), couetaHme rnneptTpodMHeckoro, pecTpMKTMBHOIO (heHOTUMOB U dppakumu Bbibpoca (DB) MeHee
50% (FD+PD®+DB<50%) 1 naumeHTbl, UMeIoLLME MUHUMAAbHbIE CTPYKTYpHble u3meHeHust. [Mpu TO+PO+DB<50% onpeseAsiAucb AOCTOBEPHO
6OAbLIME MOKA3aTEAM TOALMHBI 3aAHeN cTeHkM AXK (p=0,025), OTHOCUTEALHOM TOALMHBI CTEHKM (p=0,010), B CBOIO 04epeAb rAo6aAbHast MPOAOAb-
Hast Aedpopmatinst AXK okazarack Huke (p=0,001). BbisiBAEHbBI 3HaUMMbIE OTAMUMSI B pa3mepe npasoro npeacepams (p=0,036), ypoBHE CUCTOAM-
4ECKOro AABAEHMs B A€rovHoi aptepuu (p<0,001) 1 HaAMUMM YTOALLEHUS CBOOOAHOM CTEHKM MPaBOro xeAyaouka (p<0,007) B rpynne [O+PO.
[NopaxeHue KAanaHoB cepALla valle BCTpeyaroch y naumeHTos ¢ ATTR AKMIT.

3akauenne. [MpoaHaAM3MPOBAB 3XOKapAMOrpamMueckue AaHHble MaLMEHTOB, Mbl OMPEAEAMAM PA3AMUHbBIE (DEHOTUIMUYECKME TPOSIBAEHUS!
AKMTIT 1 psiA KOPPEASILMOHHBIX CBSI3EM MEXAY IXOKapAMOrpadhmueckMmMm XxapakTepucTMkamm B 3aBUCMMOCTH OT THMa aMMAOMAO3a. AaAabHelillee
U3ydeHue 3XOKapAMOrpapuueckux rnokasareAein y naumMeHToB C Pa3sAMUHbIMU TUMAMM aMMAOMAO3A MOXET ObiTb MEPCNEKTUBHbIM AASI PAHHEMN
AnarHoctnkn AKMIT n, Kak CAEACTBME, Ha3HAYEHUSI CBOEBPEMEHHOIO AeHEHUS.
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Echocardiographic features of amyloid cardiomyopathy phenotypes in patients
with different types of amyloidosis

Olga Ya. Chaikovskaya®, Marina A. Saidova, Svetlana V. Dobrovolskaya, Anastasia A. Shoshina,
Svetlana N. Nasonova, Igor V. Zhirov, Sergey N. Tereshchenko

Chazov National Medical Research Center of Cardiology, Moscow, Russia

Abstract

Aim. To determine the echocardiographic variants of phenotype presentation of amyloid cardiomyopathy (ACM) in patients with different types
of amyloidosis.

Materials and methods. The study included 54 patients with ACM: 27 with light chain amyloidosis (15 [56%] males; the median age
was 63.0 [56.5; 67.0]) and 27 patients with transthyretin amyloidosis (20 [74%] males; the median age was 73.0 [65.5; 78.5]). Standard
echocardiographic parameters and the left ventricular (LV) global longitudinal strain in both groups were evaluated.

Results. Among patients with ACM, the following phenotypes were reported: hypertrophic phenotype (HP), a combination of hypertrophic and
restrictive phenotypes (HP+RP), a combination of hypertrophic, restrictive phenotypes and ejection fraction (EF) less than 50% (HP+RP+EF<50%),
and patients with minimal structural changes. In patients with HP+RP+EF<50%, significantly greater thickness of the LV posterior wall (p=0.025)
and the relative wall thickness (p=0.010) were found; the LV global longitudinal strain was lower (p=0.001). There were significant differences
in the size of the right atrium (p=0.036), the systolic pressure in the pulmonary artery (p<0.001), and the presence of a thickening of the free wall
of the right ventricle (p<0.007) in the HP+RP group. Involvement of the heart valves was more common in patients with ATTR ACM.
Conclusion. After reviewing the echocardiographic data of patients, various phenotypic presentations of ACM and several correlations between
echocardiographic characteristics depending on the type of amyloidosis were determined. Further study of echocardiographic parameters in
patients with various types of amyloidosis may be promising for early diagnosis and proper treatment of ACM.
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Beeaenne

AmvumonpHas xappuomuomnarus (AKMII) - undunprpa-
TUBHAasA KapAMOMUOIATHA, XapaKTepusyIolascsa BHEK/IETOY-
HBIM OT/IO>KeHUeM GUOPUIIT aMIIONfa B MUOKapie.

VizBectHO 6ormee 30 GeIKOB-NPeEAIIECTBEHHUKOB aMION-
na [1], Tem He Menee 6omee 95% AKMII npuxogurcs Ha aMmu-
JIOMTO3 JIETKUX Iieneil MMMYHOrIOOyIMHOB (AL-amMunonmos)
U TpaHCTUpeTHHOBbII ammnouno3 (ATTR-ammmonpos) [2].
B cBow ouepenp ATTR-AKMII mpencraBieHa Hac/meqCTBEH-
oM TunoM (ATTRh) u guxmm tumom (ATTRwt), koTopslit
00YC/IOB/IEH OT/IOXKEHNMeM aMIIOW/a BBUAY BO3PACTHBIX Ha-
PYLIEHUIT CeKpeLuy TeTpaMepoB Oe/Ka TPaHCTMPETVHA Ile-
4eHbio [3]. OgHAKO HE3aBMCKMMO OT OefKa-IpeflIeCTBeHHIKA
aMIJIONJA TIOpaXkeHue Cepylia ABIAETCA OCHOBHONM IPUYMHO
cmeptHOCTH Tpu AKMIT [4]. B oTcyTcTBME criennduyecKoro
JIeYeHNs] MefjiaHa BBDKMBAEMOCTH COCTAaB/seT MeHee 1 ropa
mst AL-amumonposa [5,6] u ot 2 5o 3,5 roga — [yisi pasinyHbIX
dopm ATTR-amunongosa [7, 8].

OTcyTCcTBUE XapaKTepHBIX KIMHUYECKMX IPOABIEHNUI 3a-
TPYAHsIET CBOeBpeMeHHYI0 AnarHoctuky AKMIL

«30/I0TBIM CTAaHAAPTOM» B BBLIB/IEHNN AMIJIONAA OCTAIOTCS
MHBa3MBHbIE AMarHoCcTHYecKue metomuku [9]. OpHako mpoBe-
IeHue SH/IOMMOKApAVaIbHON OMOINCUM CONPOBOXKHAETCSA BbI-
COKIM PMCKOM PasBUTIA OC/IOKHEHUIL, a TaKxKe TpebyeT BbICO-
KOTEXHOJIOTMYHOrO 060pPY/OBaHNs ¥ BBICOKON KBa/MM(UKALUN
CIIeIVIa/TUCTOB.

IInpoKo MCHONb3YIOTCA HeVBasVMBHbIE aITOPUTMBI IVarHO-
cruxn u TunmposBanuss AKMII ¢ ncrionp3oBaHMeM CLMHTHATPA-
¢buu MMoKappa ¢ 0CTeOTPONHBIMY pajodapMitpenaparamu [10],
OJIHAKO JIAHHBIII METOJ, OCTYIIEH He BO BCEX JIEUeOHBIX LIEHTpPAX.

TpancropakanbHas sxokappuorpadus (9xoKI') ocraerca
6e30MacHOIL, JOCTYIIHOI M IIMPOKO PaclpOCTPaHEHHOI Me-
TOJMKOIL, o3BosnAwueil 3anofo3putb AKMIIL. B To ke Bpe-
Ms XapaKTepHble sXoKapauorpaduyeckue npusHaku AKMII
00/TaaI0T HEeJOCTATOYHOI CIIe(PUIHOCTHIO, 0COOEHHO IIpK
MIHVMAQJIbHBIX CTPYKTYPHO-(DYHKI[MOHA/IPHBIX W3MEHEHN-
ax [5,11].

JlonoMHMTEIbHOE UCIIONb30BaHIe TeXHOIOTMH CIIEK/I-Tpe-
kuHT 9x0KI' (GLS) nmosBonseT BHIABUTD XapaKTepHYIO KapTH-
HY B BIJie CHIDKEHMS IPOROJIbHOI edpopMaryuy 6a3anbHbIX 1
CPeIHUX CeTMEHTOB jeBoro xenygouka — JDK (6megno-romy-
6011 1 pO30OBBIN LIBET) C COXpaHEHHOI fedopMalueil Bepxy-
IIEYHBIX CErMeHTOB (KPACHBIII [IBET), YTO SIB/SIETCS OOrtee 4yB-
CTBUTENbHBIM M crenyuynbiM npusHakoM AKMII (puc. 1),
HO COIYTCTBYIOILIlee HapylIeHMe BHYTPIIKETyLOYKOBON IIPO-
BOZIMMOCTH B BUJje IIOJIHOI O/IOKa bl JIEBOI HOXXKM ITy4Ka [vica
VUM Haj4ye 30H HapyIUeHNUs JTOKaIbHOM COKPaTMMOCTY MO-
TyT MacKMpOBaTh TMIMYHYIO KapTuHY fiedopmannu [11,12].

Crenyet oTMeTUTb, uto uctopndeckn AKMII orHOCHIACh
K PeCTpPMKTVMBHOI KapAMOMMOIIATUY, TIOf, KOTOPOJ MOHMMa-
10T C/Iefyomyii GeHOTHUIN: [UUIaTalys [TONOCTeN 000X TIpen-
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Puc. 1. XapakrepHas kaptuHa
cnekA-Tpekuur IxoKrl npu
AKMIT1 B BHA€ CHmKeHHs
TA0GAABHO MPOAOALHOM
Aecpopmaummn 6azarbHbIX

M cpeanmnx cermentoB AXK
(6A€AHO-TOAYDO# M PO30BbIH
LBET) C COXPaHEHHOM
Aecpopmaumeit BepxyLIeHbIX
CerMeHTOB (KpacCHbIi LBeT).

Puc. 2. Kaptuna cneka-
Tpexkuur IxoKrl npu

TKMI1. Onpeaeasietcst
CHMXeHMe rA06aAbHOM
NMPOAOALHOM AedhopMaLIm
AXK Kak B 6a3aAbHbIX, TaK U B
BEPXYLUEYHbIX CEerMeHTax.

Fig. 2. Pattern of
echocardiography speckle-
tracking in a patient with
HCM. A decrease in LV
global longitudinal strain
was found in both basal and
apical segments.

Fig. 1. Typical pattern of
echocardiography speckle-
tracking in a patient with
amyloid cardiomyopathy
(ACM) with a decrease in
the global longitudinal strain
of the basal and middle
segments of the LV (pale blue
and pink) with preserved
strain of the apical segments
(red).

cepauii, BBIpa)kKeHHOe HapyIleHNe AMacTOMNYeCKOl QYHKINI
[0 PECTPUKTMBHOMY THITYy ¥ HOPMajbHasl TOMIIMHA CTEHOK
xemynoukos [13, 14]. Oguako gt AKMII 6ormee xapakTepHO
CUMMeTpHUYHOe yTomieHre cTreHok JDK u mpaBoro xenypmodxa
(ITX) B coueTaHMyu ¢ MpU3HAKaMM PeCTPUKIINYU U IPOTPecc-
pyroleil cucrommdeckoit gucdynkumu [14, 15], uro tpebyer
npoBefeHus fuddepeHIanbHON AMAaTHOCTUKY C TUIIEPTPO-
¢duvecknm denorunom (I'®), a uMeHHO: rUNEPTPOPUIECKOI
kapguomuonarueitr (TKMII), aopranpubiM creHozoM (AC), ap-
TepuanbHOI runeprensueit. Ha puc. 2 npencrasneHa KapTuHa
crexn-TpeknHr IXoKT y manuenrta ¢ TKMIL

Takum 06pasoM, aKTyaJbHBIM OCTaeTCHA OIpefeleHNe
9xoKI-BapuaHToB (eHoTMIMYecKux mpossrennii AKMII y
MALMIEHTOB C PA3IMYHBIMY TUIIAMY AMIJION/032.

MaTepMaAbl U METOADI

B mpocnexkTuBHOE MCClIefOBaHMe BK/IIOYEHbl 54 MalyeH-
ta ¢ AKMIT: AL- u ATTR-tuna (ATTRwt u ATTRh dopmax).
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TabAmua 1. XapaktepucTuka rpynn naumeHTos ¢ AC

Table 1. Characteristics of groups of patients with aortic

stenosis

AL ATTR p(<0,05)
EzlLfESHTOB 27 27
i’é?’é%““’ 15 (56) 20 (74)
Bospact,mer 63,0 [56,5; 67,0] 73,0 [65,5; 78,5] 0,006
WONIL, Ma/M? 42,0 [34,8;46,1] 47,0 [42,9; 54,0]
g”nflf;f“’ 19,0 [16,522,5] 22,0 [20,0;250] 0,029
KIIP, cm 4,3[3,9;4,7] 4,5 [4,2;4,8]
KCP,cm 3,0 [2,5; 3,3] 3,0 [2,6; 3,3]
TMKIL, cm 1,45 [1,3; 1,6] 1,65 [1,5; 1,8] 0,009
T3C/DK,em 1,45 [1,3;1,5] 1,60 [1,451,8] 0,003
oTC 0,68 [0,58;0,77] 0,72 [0,63; 0,83]
VCIDK, n 13 17
OBIDK,% 550 [51,0;59,5] 56,0 [50,0; 60,0]
DOB<50%, n 4 5
Eﬁ{ 3{ ‘fl cre 17 16
ﬁﬁ};‘;\.’a 38 [35,8; 43,1] 38 [37,0; 44,0]
GLS, % -10,8 [-8,0;-11,5]  -11,0 [-6,9; -14,0]
TunmanbIn
naTTepH 27 22 0,038
GLS, n

Ilpumenanue. JlaHHbIe TIpEfiCTABNEHbl B BUZle MENVAHBI M MHTEPKBap-
TWIBHOTO pasmaxa — Me [Q25; Q75], uncima maiueHToB — abc. (%);
nOJIIl - uHAeKCMpOBaHHBIT 00beM jeBoro mpexcepanst, KJIP — koxed-
HbIi1 iacTommdeckuit pasmep, KCP — koHeuHblit cucTomM4IecKuii pasmep,
TMIKII - tomumua MexokenyaoukoBoit eperopopku, OTC (2xT3CIDK/
KIP), O]1 - nuacTomryeckas mucdyHKIVA, TUIIMYHbIA HarTepH GLS - 6a-
3a/IbHO-ANMKA/IbHBII IPajieHT fieopMarim.

Ormpefenenne TUIA TPOBOAUIOCH COITIACHO JIEVICTBYIOILEMY
anropurtmy auarsoctuku AKMIL

Ha sTame AmMarHOCTMKM BceM IaIlMeHTaM BBINOMHSANACH
TpaHcTopakanbHas OxoKI Ha ynbTpasByKoBOM ammapare
9KCIIEPTHOTO YPOBHA C MCIONb30BaHMeM pgardumka M5S-D B
IIO/IOKEHNY TIALIMEHTA JIeXa Ha 1eBoM 60Ky. OxoKI' BbimonHe-
Ha C CMHXPOHM3alLlMell 37eKTPOKAPAMOTrPaMMbl NP YacTOTe
Kagpos 50-80 B cekyHAy B craHjapTHbIX 9xoKI-mocrymax,
B u M-pexxumax ¢ ucnonpsosanueM PW, CW, Tkanesoit Muo-
KapAuaabHOI AOMIUIeporpaduu C MOCIEAYOLUUM pPacieToM
¢dpakuuu Beibpoca (OB) DK mo metopy Cumncona (biplane) n
rnobanbHOI pogobHoit feopmannu (GLS) mrokappma JDK.
V306paxkeHns 3aIMChIBa/INCh B InbpoBoM dopmare 1 aHATIN-
3MPOBAJIICh C UCIONIb30BAHMEM IIPOTPAMMHOTO 0ObecIedeHus
EchoPAC PC (GE Healthcare, CIIIA).

Bce 9xoKI-usmepenns, BK/IOYas OLeHKY KIAallaHHOTO all-
mapara, anaimus GLS JIK u onpenenenne ¢peHOTHIIOB, ITpOBefe-
HBI COITTAaCHO COBpeMeHHbIM DX0KI- 1 KTMHMYeCcKM peKOMeH-
mauyam [14, 16, 17].

CrartucTuyeckmii aHamM3 JAHHBIX MCCIENOBAHMA BbINON-
HEH ¢ YICII0/Ib30BaHMeM IIPOrpaMMHoOro obecnedennst IBM SPSS

TEPATTEBTUYECKMM APXMB. 2025; 97 (4): 315-321.
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Puc. 3. PacnpoctpaHeHHOCTb heHOTUMOB CPeAn NMaUMeHToB
c AKMI, %.

Fig. 3. Prevalence of phenotypes among patients with ACM, %.

Statistics 26. OmmcaTesibHas CTaTUMCTUKA HENPEPBIBHBIX Iepe-
MEHHBIX IIPEJICTAB/IEHA B BUJEC MEMAHbI I MHTEPKBAPTU/ILHOTO
pasmaxa [Q25; Q75]. C 1enbio OLieHKM B3aMMOCBA3U MEXTY IIe-
PEMEHHBIMM IPOBOM/ICS KOPPENALMOHHbI aHanus CriupMeHa,
I/1S OIPefieNIEHNs PAsINIMil IBYX He3aBUCUMBbIX KONMYECTBEH-
HBIX NI€PEMEHHBIX UCTIONb30BAIUCh KpUTepuii MaHHa—YUTHM U
kputepuii IInpcona («xm-KkBafipar»). 3a ypoBeHb CTaTUCTUYe-
CKOJ 3HaYMMOCTM IIpMHMManu sHadenue p<0,05.

Pe3yAbtarnbl

XapaKTepucTUKa TPyNI MaIMeHTOB IpefcTaBleHa B
tabm. 1. [Tanuents! B rpynne AT TR-aMnmonpgosa okazamuco
TOCTOBEPHO CTaplle, MMenU OONbUIYIO IIOMafb IIPaBOTO
npenceppus (II1) u Tommuay crenok muokapaa JDK. ITagn-
eHTBI ¢ AL-aMMIon030M Yallle MMeIu TUIIMYHBIN MaTTepH
HapymeHusa GLS.

Bripenensl ocHoBHBIe DXOKI-penorunsr AKMIT:

1) I'D - yronmenne creHok JDK n HapyuieHe auacromnde-

cxoit dynxumu JDK 1/2-11 creneny;

2) coueTaHre TIHUMEPTPODUIECKOTO U PECTPUKTUBHOTO
¢denotunos (I'O+PP) - yronuenne crenok /DK u Ber-
paKeHHO€e HapyLIeHNe ANACTOMNYEeCKON QYHKIMM MIO-
kapga JDK no pectpuktusHOMY THITY;

3) coueTaHMe TUNEPTPOPUIECKOTO, PECTPUKTUBHOTO e-
Hotunos u @B menee 50% (I'P+PDO+DPB<50%);

4) manmeHTHl, MMEIIe MIHUMA/IbHbIE CTPYKTYpPHbIE 13-
menenusa (MCIN).

PacnipocTpaneHHOCTD (deHOTHUNIOB Y MaryeHToB ¢ AKMII

IpefcTaBeHa Ha puc. 3.

[maBHBIM 06pasoM BcTpeyanoch coderanne [O+PD (43%)
(puc. 4) u T (30%) (puc. 5). Y 1 (1,8%) manmeHTKn IpUCyT-
cTBOBa/ UCTMHHO P®, XapaKTepusyowmiicss auaaTanmein mo-
JIOCTelt TIpeficepAnit, BBIpa)KeHHBIM HapyIIeHeM JacTonmde-
ckoit Gpynkumy myokappa JUK o pecTpUKTMBHOMY TUITY IPU
oTcyTcTBUM yToMueHus:A cteHok JDK 6omee yem 1,2 cM (puc. 6).

Pacnipepienienvie GeHOTUIIOB B 3aBUCUMOCTI OT THUIIA aMU-
JIOV03a IPEeACTaBIeHO B TAa0I. 2.

TakuM 006pa3oM, HOCTOBEPHBIX PaslIn4uil B paclpepere-
HUY OCHOBHBIX PEHOTHUIIOB He BBISBIICHO.

B rpymnme ATTR-ammnonposa Habmogancs caydail c
9xoKI-nposBneHnAMy, He YKIAABIBAIOLIIVMICA HU B OfVH U3
IpefCTaBIeHHbIX (PEHOTHUIIOB, YTO OOYC/IOB/IEHO HAINYNEM Y
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TabAnua 2. PacnipeaereHne BapMaHTOB (DEHOTUMMYECKMX
NposiBA€HUH B 3aBUCUMOCTHM OT TUNa aMMAOHMAO3A

Table 2. Distribution of phenotype variants by the type
of amyloidosis

TabAnua 4. TlopakeHue KAANaHOB CepALIa B 3aBUCMMOCTH
OT TUMa AMMAOMAO32

Table 4. Involvement of the heart valves by the type
of amyloidosis

AL,ab6¢c. (%) ATTR,ab6c¢c. (%) p<0,05 AL, ATTR,
PO 1(3,7) 0 abe. (%) aoc.(%) P00
I 8 (29,6) 8(29.,6) - AC 0 5 0,009
[ O+PD 12 (44,4) 11 (40,7) -
MurtpanbHad

T O+PD+DB<50% 4(14,8) 5(18,5) - HEOCTATOYHOCTD 2 7 0,035
MCU 2(7,4) 2(7,4) -
HIT* 0 EY) wooirammocs, 2 5 -
ITpumeuarue. HII — HexapaKTepHble IIPOSIBICHNUA.
Tabanua 3. IxoKI-napamerpebl npu pasAnyHbIX heHoTHMNaX Y nauneHToB ¢ AKMI
Table 3. Echocardiographic parameters in patients with different ACM phenotypes

Io Io+PP TO+PP+PB<50% MCHI
Yucno manuenTos, abe. (%) 16 23 9 4(7,4)
nOJIII, M/ 42,5 [37,1; 48,5] 46,1 [43,4; 53,4] 46,7 [37,0; 50,8] 31,2 [23,2; 42,9]
TIIT, cm? 18,7 [17,1;21,0] 22,5 [20,8; 24,3] 23,0 [19,0; 25,6] 15,5 [7,5; 27,9]
KIP, cm 4,5 [4,0;4,7] 4,4 [4,0; 4,5] 4,1 [3,8;4,4] 4,7 [3,6; 5,6]
KCP, cm 2,9 [2,6; 3,3] 2,9 [2,6; 3,0] 3,4[2,9; 3,6] 2,6 [1,9; 3,2]
TMXKIIL, cm 1,6 [1,51; 1,69] 1,6 [1,46; 1,67] 1,6 [1,4;2,1] 1,1 [0,8; 1,4]
T3CIDK, cm 1,55 [1,44; 1,61] 1,57 [1,45; 1,7] 1,6 [1,5; 1,8] 1,1 [0,8; 1,3]
OTC 0,67 [0,63; 0,78] 0,72 [0,65; 0,83] 0,80 [0,74; 0,90] 0,47 [0,27; 0,67]
YCIIX, abc. (%) 6(37,5) 17 (73,9) 7(77,7) 0
CJIJIA, MM pr. cT. 35,0 [30,3; 40,6] 45,0 [40,9; 47,0] 46,0 [36,2; 49,3] 31,0 [23,1; 36,8]
DB JIK, % 58,5 [54,7; 59,9] 56,0 [54,6; 58,2] 42,0 [34,2; 45,3] 56,0 [51,5; 56,2]
GLS, % -11,3 [-9,9; -12,9] -10,4 [8,0; 11,1] -6,3[-5,1;-8,1] -15,1 [-11,8; -19,5]
Turryssit marrepH GLS, abe. (%) 15 (93,7) 22 (95,6) 9 (100) 2 (50)

Puc. 4. Kamunveckuit npumep 1. MNauneHt A. ¢ AL-ammnaonaosom tbeHotuna FO+PD: a, b — GUBEHTPUKYASIDHOE YTOALLEHKE
CTEHOK CO CneundmMyeckoi «CBETSIENCsI» CTPYKTYPOM, AMAATaLIMSI MOAOCTEN NMPEACEPAUIA; C — PECTPUKTUBHOE HApyLUEHUE
amactoandeckon dyHkumm AX (E/A>2); d — xapakTepHbii naTTepH HapyLleHus TAOGaAbHOM NMPOAOALHOM aedropmatiun AXK B

BuAe 6GazaAbHO-aNMUKAAbLHOIO rpaAneHTa.

Fig. 4. Clinical case 1. Patient A. with AL-amyloidosis of the HP+RP phenotype: a, b — biventricular thickening of the walls
with a specific "luminous" structure and atrial cavity dilation; ¢ — restrictive impairment of LV diastolic function (E/A>2);
d — a typical pattern of impaired LV global longitudinal strain with a basal-apical gradient.

HalleHTa COIYTCTBYIOLEN NIIeMIIecKoll O0MesHN cepala u
30HOJI HAPYUIEHNA IOKa/IbHOJ COKPATVIMOCTM.
9xoKI-mapamMeTpsl Ipy pasIM4HbIX GEHOTUIIAX Y HAIVeH-
toB ¢ AKMII npexncraBienst B Ta0MI. 3.
IIpn ¢penorumne I'O+PO+PB<50% ompenensinuch KOCTO-
BepHO OosblLIVe MOKasaTenu TOMUHbL 3agHeit crenkn JDK —

318 TERAPEVTICHESKII ARKHIV. 2025; 97 (4): 315-321.

T3CJIIXK (p=0,025), OTC (p=0,010), B cBOIO Ouepens GLS JDK
OKasazachk JOCTOBepHO Hipke (p=0,001).

BoisiBiieHbl 3HauMMble oTmuns B pasmepe IIIT (p=0,036),
YPOBHE CHUCTOIMYECKOTO [aB/IEHVs B JIETOYHON apTepuy —
CIJIA (p=0,001) n yrommenun cBobomnoit ctenku IDK -
YCIDX (p=0,007) B rpynme [O+PO.

TEPATIEBTMYECKMM APXMB. 2025; 97 (4): 315-321.
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Puc. 5. Kanmnnueckuii npumep 3. INauneHT M. ¢ AL-ammaronaozom [D: a—c — BbIpakeHHOEe yTOALLEHME CTEHOK Mmnokapaa AX
C XapakTepHbIM MaTTEPHOM HapyLleHKst TAODAAbHOM MPOAOAbHOM Aedropmatimmn AXK.

Fig. 5. Clinical case 3. Patient M. with HP AL-amyloidosis: a-c

a typical pattern of impaired LV global longitudinal strain.

— pronounced thickening of the LV myocardial walls with

Peak Systess Siram

Puc. 6. Kanunueckuii npumep 4. MNaunenTka A. ¢ AL-aMUAOMAO30M UCTUHHO PD: a—C — AnAaTaLmst MoOAOCTelN 060MX
NPEACEPAUIA, PECTPUKTUBHOE HAPYLIEHUE AMACTOAMUECKOM (PyHKUMKM MUoKapaa AXK, cteHkn muokapaa AXK<1,2 cMm. MatTtepH
HapyeHmst rAo6aAbHOM NMPOAOAbHOM AecpopMaLmm AXK, COOTBETCTBYIOLLMIA AMUAOMAO3Y CEpALIA.

Fig. 6. Clinical case 4. Patient A. with true RP AL-amyloidosis: a—c —

both atria dilation, restrictive impairment of LV diastolic function

(E/A>2), the LV myocardium wall <1.2 cm. Pattern of impaired LV global longitudinal strain, corresponding to cardiac amyloidosis.

"wi’ w

Au\ ’ b et }

W w w‘

Puc. 7. Kamnnueckuit npumep 2. Maunentka X. ¢ ATTRh-ammronaozom perotrna FO+PO+DB<50% 1 nopaxeHuem KaanaHos
cepaua: a—d — BbIpaXXeHHOEe yTOALLEHMe cTeHOK Muokapaa AX 1 DK, HapylueHne anactoanueckoi thyHKLMM Mrokapaa AX

Mo PecTPUKTUBHOMY TuMy (E/A>2), yTOALLEHME CTBOPOK MUTPAABHOIO M TPUKYCMMAAABHOIO KAQMaHOB, TUMUYHbINA MaTTePH
HapyLeHust TAoGaAbHOM NPOAOALHOM AechopmaLinm AXK, OB AXK 42%.

Fig. 7. Clinical case 2. Patient X. with ATTRh-amyloidosis of the HP+RP+EF<50% phenotype and heart valve involvement:
a-d — pronounced thickening of LV and RV walls, restrictive impairment of LV diastolic function (E/A>2), thickening of the
mitral and tricuspid valve leaflets, a typical pattern of impaired LV global longitudinal strain, LV EF 42%.

bonpumucTBO manyenTos us rpynmsl I'®, TO+P® u Bce
nanyeHTsl ['O+PO+®B<50% umenn XapaKTepHYI0 KapTUHY
Hapymenus GLS JDK.

JlononHuTenpHO B 06€NUX IPYINax IPOaHaIM3UpPOBAHO Ha-
Ny4Me HOpaXKeHNs K/IAIIaHOB CepALia, pe3y/IbTaThl IpefCTaBIe-
HBI B Ta0I. 4.

ITopa)keHMe KIallaHOB JJOCTOBEPHO 4Yallle BCTPEYanoch
y nanuentoB ¢ ATTR-amunonnosom. Ilpu geranpHOM aHa-
NMM3e MOATPYIIBI ONpefesANoch MPeVMYLIeCTBEHHO WU30-

TEPATTEBTUYECKMM APXMB. 2025; 97 (4): 315-321.

MMpOBaHHOE IIOpa)KeHME aOpTa/JbHOIO KIAalaHa B BUJe
cTeHosa ycTbs aopTol pu ATTRwt-Tume n couetanHoe 1mo-
pa’keHUe MMUTPaJbHOTO M TPUKYCINJAJIbHOTO K/IAllaHOB C
bopMupoOBaHMeM TAXKeNON HeJOCTATOYHOCTH Y Hal[eHTOB
ATTRh-tuma (puc. 7).

O6cyxaeHune
C mosiBfieHneM HOBBIX METOJOB CHeHI/I(i)I/ILIeCKOFO JI€4YeHud,
3(1)¢)6KTI/IBHOI‘O Ha paHHNX 3TaIlax 336OHeBaHI/IH, aKTya/IbHbI-

TERAPEVTICHESKII ARKHIV. 2025; 97 (4): 315-321. 3719



OPUTHMHAABHAA CTATbA

https://doi.org/10.26442/00403660.2025.04.203168

Puc. 8. Kamnnueckuit npumep 5. INaunentka K.

¢ AL-amnaounaosom m MCU. IMokazateab rAoBaAbHOM
npoaoAbHom aepopmaumu (GLSavg) 16,9% c otcyTcTBHUEM
6a3aAbHO-aMNMKAAbHOIO FPAAMEHTa, TOALLMHA CTEHOK
muokapaa AXK 1,1-1,2 cm.

Fig. 8. Clinical case 5. Patient K. with AL-amyloidosis and
minimal structure changes. Global longitudinal strain index
(GLSavg) 16.9% with no basal-apical gradient; LV myocardial
wall thickness 1.1-1.2 cm.

MU OCTAIOTCSI CBOEBPEMEHHas [MarHOCTMKA U OIpefie/ieHle
tuna AKMII.

B HacTosmee BpeMA C y4eTOM pacHIMpPeHNA JUArHOCTHU-
vecknx Bo3MoxkHocTeln AKMII Henb3si OmHO3HAYHO CBS3aTh
TOJIBKO C OZHMM 13 BapMAHTOB Kapayuomuonaruit [15].

CormacHo pesy/praTaM HaIller0 VCCIeHOBaHMs Hanboree
YaCTBIM BapMAHTOM B 00€NX IPyIIax MAIMEHTOB SB/ISETCS CO-
yeTanue I'®+P®, uTo, BEpOATHO, 0OYCIOBIEHO MATHOCTUKON
AKMII Ha TO3[HMX CTaAMAX, KOT/IA IOMIMO Y TOLIEHNS CTEHOK
JDX nponcxonut popMupoBaHme pecTpUKTUBHOM HaTOPU3NO-
norun [14, 18]. Y rpynnsr narmentos ¢ I®+PO+DB<50% oxa-
3aJIcsl HIDKe IOKasare/Ib IpomonbHOil fedopmanym JDK, uro
XapakTtepusyet TsoKenoe TedeHre AKMII u o faHHBIM /TUTepa-
TYPBI CONPSDKEHO € YXYALIeHNeM IIporaosa [12].

Hepenxo Bcrpevanca I'® AKMII, xapakrepusyoumuiicsa
yrommennem creHok JUK u IDK, npeumyectseHHO cuMMe-
TPUYHOTO XapaKTepa I, KaK IpaBUIo, C OTCyTcTBMeM SAM-ce-
HOMeHa 1 00cTpyKuyym BeiHOCsero Tpakra JDK. OpHako, yun-
TbIBasl Ha/IM4Me BBIPAKEHHOTO yTOJIIEHMA CTEHOK MMOKapha
JDK mipu PO, MOXXHO IPeRIONOXUTb, 4T0 I'D, B 0cobeHHOCTH
y naumentoB ¢ ATTR-amunonmosoM, IpefiecTsyeT CTafiuu
(dbopMupoBaHNs pecTPUKTUBHOI HaTodusuoornu [19].

CrnemyeT OTMETUTb, YTO TOJIBKO B TpYyIIe MalMEeHTOB
ATTR-ammunonposa, a umenHo ¢ ATTRwt-Tumom, onpenens-
7MCh caydan ¢ GopMUpOBaHMeM CTeHO3a YCTbA a0pThl. Mexa-
HusM, ceaspiBapoiii AC u ATTR-amumonmos, B HacToslee
BpeM: [I0 KOHIIa He n3BecTeH. C OffHOI CTOPOHBI, COBpEMEH-
Hble JAHHbIe CBUETENbCTBYIOT O TOM, UTO IIpefLIecTBeHHUKI
aMMJIONJja MOTYT OTK/IafblBaThbCA B TKAHAX K/IallaHA IyTeM
auddysnu depe3 SHTOTENNIT MENKUX COCYIOB 1 3aIeP>KIBATh-
Cs1 B TKaHAX K/IAlIaHa U3-3a OTCYTCTBU TMM(PATUIECKUX COCY-
noB [20]. C npyroit CTOpOHBI, B3aNMOJEIICTBIE MEX/Y MOHAMU
Ka/pIyusA U TeTpaMepaMy TPAHCTUPETVHA MOXKET ITOBBILIATDH
BOCHPUMMYMBOCTD OeIKa K IIPOTEONMUTNIECKOMY paciierie-
HUIO U 3aTeM K OT/IOKEHMIO aMIJIONAA Y MAlMeHTOB C KaJIbLIN-
HO30M a0PTaJIbHOTrO K/IamaHa [21].

Kpowme Toro, y manmeHTos ¢ ATTRh-ammnongosom u deto-
tunoM I'@+P®P mocToBepHO 4alle MPUCYTCTBOBAIO MOPaXKe-

320 TERAPEVTICHESKII ARKHIV. 2025; 97 (4): 315-321.

HII€ MUTPAIbHOTO U TPUKYCIMAATBLHOTO K/IAIIaHOB ¢ pOopMUpO-
BaHMEeM TSDKeJIol HelOCTaTOYHOCTY — 3TO MOXKHO OOBACHUTD
TeM, 4To 6oJiee JIMTeIbHOE IPOrpeccupoBaHye 3ab0IeBaHs
B cpaBHeHun ¢ AL-aMnI0MI030M 1O3BO/IAET aMIIOUAY Mefi-
JIEHHO OTK/Ia[bIBaTbCs Ha K/IAllaHaX Cepplla U MOAKIAIaHHBIX
CTPYKTYpaX, 4TO IPUBOAUT K VX AycPyHKIuM [22].

MCHU (puc. 8) npucyrcrBoBanu y 2 manuertos ¢ ATTRh,
KOTOpble MMenu Oo/iee BbIPaXKEHHBIE SKCTPaKapAualbHbIE
IpOSIBIEHN, U Y 2 AIMeHTOB ¢ AL-aMIIon030M, [UarHocTu-
POBaHHBIM Ha HayaJIbHOI CTaauu 3a60/IeBaHNA.

bonpummmucTBO  maumentos u3 rpynn D, TO+PO,
TO+PD+®B<50%, xapakrepusosanuch Hapyuienuem GLS JDK
B BUAe 0a3a/bHO-alMKa/IbHOIO rpajueHta. OfHAKO OTCyT-
CTBME XapaKTePHOI KapTUHBI, BEPOATHO, CBA3aHO C BBIPAXKEH-
HBIM HapyUIeHUeM BHYTPIDKETYHLOYKOBON IPOBOAVMOCTY B
rpynme ['® 1 Ham4yMeM MOCTOSHHON MpefcepAHO-XKeTyJ0dKO-
BOJI ctumynAnuy us rpynmnsl [®+P®, yto B 11€710M cornacyer-
s C JaHHBIMM IUTepaTypsl [11, 12], Ho TpebyeT HanbHeriiero
U3Y4YeHU.

3akAloueHmne

ITpoananmusupoBas IxoKI-maHHble MAIVIEHTOB, BBHIABMIN
cepyloliue OCHOBHbIe peHOTUIIMYecKMe posBaeHrs AKMIT:
I'®, coueranne I'® u PP, a Taxxe coyeranue I'G n PO npnu
sHaveHVM PB<50%. [TopakeHne KIamaHOB cepalia OCTOBEP-
HO daie BcTpedanoch y manmentoB ¢ ATTR AKMII. IToxa-
sarenb GLS JIDK okasasncs JOCTOBEpHO HMKe y HMAallMEeHTOB C
[O+PO+®B<50%. JanmpHelilee M3ydeHME  Pa3AMIHBIX
IxoKI-nokasaTeneit y HaLMeHTOB C pasAMYHbIMU TUIAMU
aMIJIONI03a MOXKET OBITb IepCHEKTUBHBIM B IUIAHE PaHHe
nuarnoctukyu AKMII.

PackppiTiie mHTEpecOB. ABTOPHI [EKIAPUPYIOT OTCYT-
CTBJE SIBHBIX 1 IIOTEHIMA/IbHBIX KOH(INKTOB MHTEPECOB, CBS-
3aHHBIX C ITyO/IMKaliell HaCTOsIIEN CTAThN.
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Cnmcok cokpaueHni

AKMII - aMmunongHas KapAnoMuonaTus

AC - aopra/bHbII CTEHO3

I'KMII - runeprpodudeckas KapAnoMIONaTys
I'® - runeprpopudeckuit peHoTn

I - puacronnyeckas AuCHYHKIMA

nOJIIT - MHpEeKCUPOBAHHBI 06'beM JIEBOTO IIPeCePAus
KIIP — KOHeuHbII1 ANACTONNYECKIIT pa3Mep

KCP - KOHeYHbI1 CUCTONMMYECKUIT pasMep

JIK - neBbiit sxemypodex

MCH - MMHMMaJIbHbIE CTPYKTYPHbIE M3MEHEHUA
OTC - oTHOCUTENbHAS TOMIIVHA CTEHKN

TDK - npaBbiit xxenymoyex

I1IT - mpaBoe mpexncepane

P® - pecTpuKTUBHBIIT pEeHOTHIT

CIJIA - cucronmnyeckoe iaBjIeHMe B JIETOYHON apTepyum
T3CJIX - TommyHa 3a7Hel CTEHKM JIEBOTO JKeTyJouKa
TMIKII - TonuMHa MeXOKemyT04KOBOI IeperopogKu

YCIDK - yroneHne cBOOOIHOI CTEHKH IIPABOTO XKeMyZ04Ka
DB - ¢pakums Ber6poca

9x0KT - sxokapaunorpadus

AL-amMnionyios — aMuIoMi03 NIeTKMX Lierieit MMMYHOITIO0Y/IMHOB
ATTRh - Hac/IeCTBEHHBII TUI AMUION03A

ATTRwt — IMKMit TUIT aMUIONIO03a

ATTR-amMnnon03 — TPaHCTUPETUHOBDIN AMUIONT03

GLS - ro6anbHas npogonbHast e opMars
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