https://doi.org/10.26442/00403660.2024.04.202677

@) BY-NC-5A4.0] [MEPEAOBAS CTATbS

IKCIIEPTHBIN LEHTP MO AMIWION03Y CepALia: pealni M NePCIeKTUBbI

C.H. HacoHoga, M.B. )Kupos™, A.A. lLowwuna, KO.M. Ocmonrosckas, A.A. AHerec, O.4. Yaikosckas,
C.B. Aobposoabckast, B.b. Cepruerko, M.A. Camnaosa, C.H. Tepeuwenrko, C.A. bonuos

DOIrbY «HaumnoHaAbHbI MEAULIMHCKMIA MCCAEAOBATEABCKMI LIEHTP KaPAMOAOTMM MM. akaa. E.M. YazoBa» MuH3apasa Poccun, Mocksa, Poccus

AHHOTaums

LleAb. OueHnTb 0CO6EHHOCTHM AMArHOCTUKM aMUAOUAHOM Kapanomuonatun (AKMI), andydrepeHumasbHOM AMarHOCTUKM Pa3AMUHbBIX TUMOB amu-
AOMAO32 U UX KAMHMYECKME MPOSIBAEHUs! B YCAOBMSIX pabOThl IKCMEPTHONO LIEHTPA MO AAHHOM NpobAEME.

Matepuaabl M metoabl. [MpoBeaeH aHaau3 150 cAydaeB oOpalleHus B IKCMEPTHbIM LEHTP Mo amuAouaody cepaua DIy «HMULIK
M. akaa. E.M. YazoBa» ¢ noaospeHunem Ha Haamume AKMIT. Y 63 naumeHTtoB amarHoctupoBaHa AKMIT, u3 Hux 25 (39,7%) — XKeHLMHbI,
38 (60,3%) — My>XXUMHbI, CPEAHWI BO3PACT KOTOPbIX coCcTaBUA 64,1+1,5 roaa. Y 36 (57,1%) nauneHToB TMnNupoBaH AL-aMUMAOMAO3 (QMUAOUAO3
AETKUX LIeNnen MMMYHOTAOBYAMHOB), ¥ 25 (39,7%) — ATTR-aMUMAOMAO3 (TPAHCTUPETUHOBBIN aMHUAOUAO3), ¥ 2 (3,2%) — AA-aMMAOMAO3 C Nopaxe-
HUEM cepALla (PeaKTUBHbIM CUCTEMHbIA aMUMAOUAO3, BbI3BaHHbIM runepcekpeLmeit o-rnobyAnHa). [NpoBeaeH aHaAM3 KAMHMYECKUX MPOSIBAEHUI B
3aBMCUMOCTU OT TUMA AMMAOMAO3A, AAHHBIX AABOPATOPHBIX U UHCTPYMEHTAAbHBIX METOAOB AMArHOCTUKM.

Pe3yAbtatbi. B 60AbLIMHCTBE CAyYaeB, B HacTHOCTH y 53 (84,1%) NauMeHTOB, aMUAOMAO3 MaHUECTUPOBAA B BUAE MPU3HAKOB MOPaXKEHMUs! CepA-
ua. CpeAn KapAMaAbHbIX MPOSIBAEHWI HanbOAee YacTo BCTpPeYaAuCh oabliika (95,2%), obuas cAabocTb (93,7%), OTEKM HUKHMX KOHEYHOCTEN
(76,2%). AAst NOATBEPXKAEHUSI AMArHO3a, HECMOTPSI HA BbICOKYIO TOYHOCTb METOAMKM CMEKA-TPEKMHI 3XOKapAMOrpadum U MarHUTHO-PE30HAHC-
HOM TOMOrpadhuM CEPALIA C TAAOAMHUEM, B PEAKMX CAY4YasiX HEOOXOAMMO MpPOBEAeHUE HBUOMCUM (HANPUMEP, NMPU COUYETAHUU KAMHUUYECKUX NPU-
3HAKOB HECKOAbKMX TUMOB aMMAOMAO3a). broncus nopaxeHHoro opraHa BbinoAHeHa 31 (49,2%) nauveHTy. OT onpeaeAeHus TUna aMmMAOMAO3a
3aBUCUT CTPATErUsl AAABHENLLETO NATOreHeTYeCKoro AedeHusi. CBOGOAHbIE AETKME LIEMNM BbiIBAEHbI B 57,1% CAy4aeB, UTO NO3BOAMAO YCTAHOBMTD
Anarto3 AL-ammaomnaosa. Y 17 (38,6%) naumMeHTOB MO AaHHBIM CLUMHTUIPachmu Mrokapaa ¢ " Tc-nupodocatom 0OHapyKeHbl MPU3HAKK, CO-
orBetcTBylowme ATTR-AKMIT, 4to npu oTpuuaTeAbHOM pe3yAbTaTe UMMYHOXMMUUYECKUX UCCAEAOBAHUI MO3BOASIET HEMHBA3MBHO MOATBEPAUTH
NPUBEAEHHbIN AMArHO3.

3akauenne. AKMIT — 3a6oaeBaHMe € KpanHe HEOGAATrONPUSATHBIM NMPOrHO30M. [10OBbILIEHME MH(POPMMPOBAHHOCTU CMELIMAAMCTOB B OTHOLLEHUM
AKMI siBASIETCS! BAXKHOM 3aAayeit 3ApaBooxpaHeHus. [1py CBOEBPEMEHHOM AMArHOCTUKE MaToreHeTnyYeckas Tepanus MOXeT OblTb HayaTa B paH-
HUE CPOKM, YTO MO3BOAUT YAYULIMTb KQ4e€CTBO XM3HU U NPOrHo3 naumeHtos ¢ AKMIT.

KAloueBble CAOBA: aMUAOMAHASI KAPAMOMMOMATHSI, TPAHCTUPETUHOBBIA AMMAOMAO3, aMUAOUAO3 AETKMX LIETEN MMMYHOIAOOYAMHOB, SXOKapAMO-
rpadmsi, CUMHTUIrpadmst MUOKapAa
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EDITORIAL ARTICLE
Expert Center for cardiac amyloidosis: reality and perspectives
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Chazov National Medical Research Center of Cardiology, Moscow, Russia

Abstract

Aim. To evaluate the features of diagnosis of amyloid cardiomyopathy (ACMP), differential diagnosis of different types of amyloidosis and its
clinical manifestations.

Materials and methods. Were analyzed 150 cases of patients who consulted at the Expert Center for Amyloidosis with suspicion of the presence
of ACMP. 63 patients were diagnosed with ACMP: 25 (39.7%) — women, 38 (60.3%) — men, with an average age of 64.1+1.5. 36 (57.1%)
patients had AL-amyloidosis (immunoglobulin amyloid light-chain amyloidosis), 25 (39.7%) — ATTR-amyloidosis (transthyretin amyloidosis),
2 (3.2%) — AA-amyloidosis with heart failure (reactive systemic amyloidosis caused by hypersecretion of a-globulin). The analysis of clinical
manifestations depending on the type of amyloidosis, data of laboratory and instrumental methods of diagnosis is carried out.

Results. In most cases, 53 (84.1%) patients, amyloidosis manifested as signs of heart failure. Among cardiac manifestations, shortness of breath
(95.2%), general weakness (93.7%), lower limb edema (76.2%) were the most common. To confirm the diagnosis, despite the high accuracy of
the speckle-tracking echocardiography and magnetic resonance imaging of the heart with gadolinium, in rare cases a biopsy is required (e.g. there
is a combination of clinical signs of several types of amyloidosis). Biopsy of the affected organ was performed in 31 (49.2%) patients. The strategy
for further pathogenetic treatment depends on the determination of the type of amyloidosis. Free light chains of immunoglobulins were detected
in 57.1% of cases, which allowed diagnosis of AL-amyloidosis. In 17 (38.6%) patients myocardial scintigraphy with *™Tc-pyrophosphate showed
signs of ATTR-amyloidosis, which with a negative result of immunochemical studies allows non-invasive diagnosis of it.

Conclusion. ACMP is a disease with an extremely adverse prognosis. Raising the awareness of specialists about ACMP is an important goal.
With timely diagnosis, pathogenetic therapy can be started early, which will improve the quality of life and prognosis of patients with ACMP.

Keywords: amyloid cardiomyopathy, transthyretin amyloidosis, immunoglobulin amyloid light-chain amyloidosis, echocardiography, myocardial
scintigraphy
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BeeaeHue

IToBBIlIeHHOE BHMMaHMe K IpobieMe aMUION03a Ceprlia
(AC) 06yc1OB/IeHO CTEAYIOLMMI KIFOUYeBbIMI MOMEHTAMIL:

1) coBepIIeHCTBOBAHME METOOB AMATHOCTHUK, TO3BOJIAIO-
VX HEMHBA3MBHO He TONBKO YCTAaHOBUTD JVATHO3 aMMJION-
Hot Kappunomuonaruyu (AKMII), HO U onpefmenUTh TUII aMU-
noupo3a (HampuMep, MOSBJICHNE TEXHOIOTUY CIIEK/I-TPEKVHT
sxokappuorpadum — 9xoKI, akTuBHOe BHeIpeHME B Py TUHHYIO
KIMHIYECKYIO IPaKTUKY TOMOTpadUUeCcKUX U PagMOHYKINA-
HBIX METOJOB [JVIarHOCTVKMA);

2) npusHanue AC 3HAYMMOI HEJOOLCHEHHON IPIYIIHON
XpoHMYecKoit ceppevnoit HegocrarouHoctn (XCH) ¢ coxpa-
HeHHoI1 ppakiueit Boi6poca (PB) 1 aopTanbHOrO CTEHO33;

3) HosB/IeHMEe HEePCIeKTUBHBIX METOMOB J€4YeHMs aMUIO-
M[{03a JIETKMX IleTell MMMyHOrnmooymmHoB (AL-amuaonnosa)
u TpaHcTupetnHoBoro ammnaongosa (ATTR-ammunongosa) [1].
ATTR-AKMII MOXXHO pasfienTh Ha HaC/IeACTBEHHYIO POpMY,
BO3HMKAIOIIYIO BCIEACTBNME MyTallMM B TeHe TPAaHCTUPEeTUHa
(TTR) - ATTRh, u guxwuit Tun — ATTRwt, npu KoTopom MyTa-
s He UAeHTUPUUMPOBAHA, 4 OTIOXKEHE aMUION/A TIPONC-
XOIMT BBUJY BO3PACTHBIX HAPYIIEHUII CeKpellnu TeTpaMepoB
TTR nevenbio [2].

B nHacrosiiee BpeMs u3BecTHO 6osee 36 GenKoB-mpepiie-
CTBEHHMKOB aMMWIOUJA, U3 HUX II0 ME€HblIeil Mepe 17 MOryT
IIPUBECTM K PasBUTMIO CUCTEMHOTO IIOpaKeHUs OpraHos [3],
a Taxke 9 TUIIOB GeNKOB-IIPEIIECTBEHHNKOB aMIION/a, 00-
JTAAIOIIUX CBOCTBOM (OPMUPOBATH JEMO3UTHI B MHTEPCTH-
1y Mrokappa. HekoTopble U3 HUX AB/SIOTCS KpaiiHe peIKIMU
(AApoAl, AApoAll, AApoAlV, AB2M, AFib, AGel), B pepkux
CIyYasx HOpaXKaeTcsl Cepplie IpM PeaKTMBHOM CUCTEMHOM
ammmonpiose (CA), BBISBAaHHOM THUIIEPCEKpeLueil a-rmobymm-
Ha, T.e. npu AA-ammnonpose. C AL- n ATTR-amunongosom
acconyuposansl 98% crnydaes AKMII [4]. [TopaskeHue ceppira
ABJIAETCA OCHOBHOM Npu4MHOil cMepTHOCTY npu CA HesaBu-
CUMO OT TuIIa amumouga [5].
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Kmmunueckne nposisnenns CA Bapyabe/bHbI U 3aBUCST OT
Tuma 6e/IKa-TIpeJIIeCTBeHHIKA AMIION/A ¥ OPTAHOB, BOB/ICYEH-
HBIX B [TaToTorndeckuit nporecc [1]. Kinaccndeckoe mposisnenue
AKMII - passutne XCH c coxpanennoi ®B. ITo mepe nporpec-
cupoBaHys 3a00/1eBaHMsl HAOMIOJAETCSI TAKXKe IPOrPeCcCUBHOE
cukerne OB neBoro xenynouxa (JUK) ¢ pasButuem Tspxenoit
XCH. Bo MHOrUX CTy4asix OTMeYaeTcs IopakeHye MPOBOAILel
CUCTEeMBI Cepflla C PasBUTUEM aTPUOBEHTPUKYIAPHOI, CUHO-
aTpMa/bHOM WV BHYTPIDKENTy[OUKOBOil Omokazsl. Hepenko
nepsbiM npossnenreM AKMII ABnsAo0TCA HapylleHMa puUTMa
cepaua (HPC), kax HampKenygoukoBble (GuOpuALus/Tpemne-
TaHUe MpeCcepAuit), TaK U XKeTyI04YKOBBbIe [6].

OKCcTpaKapayanbHble CUMIITOMBI IIPY CYCTEMHOM aMMIO-
VIHOM IIOPQKEHUM HeCIenu(uIHbI, OFHAKO VX BBISBICHNE
CIIOCOOCTBYeT MOCTAaHOBKe AMarHosa. IIpy mopakeHUM movex
MOTYT Hab/IIOfiaThCsl HeCeNeKTUBHAsI IPOTENHYPYSL, IPU3HAKY
HedpoTndeckoro cuHapoma. IIpy comyTCTByIOLIIEM IHOpaKe-
Hyn nepudepudeckoit HepsHoit cucrembl (ITHC) 3auactyio
AMATHOCTYUPYIOT IIONMHENPOIAaTHI0 KaK BEPXHUX KOHEYHO-
creit (BK), Tak n moxunx (HK), koTopas mpeuMyIecTBeHHO
Bcrpevaerca npu ATTR-ammnonpose. ¥ 10-15% BosHuKaeT
OmmatepanbHbll cMHApoM KapnambHoro KaHama (CKK), ko-
TOPBIiT HepelKo TpebyeT xupyprudeckoro nedenns [7]. B uc-
cneposanuy B. Sperry u coasT. (2018 1.) ycTaHOB/IEHO, YTO U3
98 manyeHTOB (CpefHMIT BO3pacT — 68 meT, 51% — My>K4nHbI)
y 10 (10,2%) mo HAaHHBIM TMCTOIOTMYECKOTO MCCIIEHOBAHUS
oisaBiieH amunong (7 — ATTR, 2 — AL, 1 — HeM3BeCTHBIN TUII).
Y 2 maumeHTOB BbIsAB/IeHbI MyTauuu B reie TTR, y 2 npu 06-
cnepoBanny ayarHocrtuposaHa AKMII, 3 601bHBIM MHALVN-
poBaHa naroreHetnydeckas tepamus (I1I'T) 8, 9].

C nmavanma XXI B. 4nCl0 AMarHOCTMPOBAHHBIX crydaeB AC
yBemmumBaeTcsa. Ilo MaHHBIM aMepMKaHCKOTO MeTaaHasn3a,
BKmovasiuero 121 122 nanyenta ¢ AKMII, 3a 2000-2012 rr. pac-
npocrpaneHHocTb AKMII yBemmumace ¢ 18 yenosek (95% mo-
BepuUTe/bHBII MHTepBan — IV 17,5-18,5) Ha 100 ThIC. HaCeNIeHNsT
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Tabanua 1. Ctpykrypa naumentoB ¢ AKMIT no Bo3pactHbim
KaTeropusim

Table 1. Structure of patients with amyloid
cardiomyopathy (AC) by age categories

Aébc. (%), n=63

Bo3spacT, OMHBIX J1eT

30-39 2(3,2)
40-49 4(6,3)
50-59 10 (15,9)
60-69 28 (44,4)
70-79 14 (22,2)
Crapuie 80 5(8)

10 55 (95% [V 54,3-56) Ha 100 ThIC. Hacemenus; p<0,01. ITepud-
Has 3a6071eBaeMOCTb cpefy 38 254 ImpoaHamM3MpOBaHHBIX CIIy-
4YaeB 3a AHAJIOTMYHBII IIEpPUOJ, BpeMeH! yBemmamaach ¢ 8 (95%
W 7,5-8,2) no 16,6 (95% IO 16,2-17,1) Ha 100 ThIC. HaCe/IeHMs
B rog; p<0,01 [3]. Tem He MeHee peanbHas paCIIPOCTPAHEHHOCTD
AC Bce emie OCTaeTcsi HEJOOLCHEHHON B OOl ITOMY/ISILIMIL
OdmianpHble faHHDIE 110 3200/IEBAEMOCTH 1 PACIIPOCTPAHEH-
Hoct AKMII B Poccniickoit @efepanyi OTCYTCTBYIOT.

ITpuHMMas BO BHMMaHUe pacTyIlyio 3aboneBaeMoctb AC
B MMPe, KOTOpas XapaKTePU3yeTCsA KpaliHe BRICOKOM CTENIEHDIO
JIeTa/IbHOCTY, CO3[aHBl CIeNVAAM3MpPOBAHHbIE 3KCIIepTHbIE
aMIIOMIHBIE LIEHTPbL. B HacTosIee BpeMst Of06GHbIE LEHTPBI
cymectByioT B CIIIA, Tepmanun, ABctpun, Vicnanun, Vispaure,
Ipeunu, ABcTpanuu, Benuko6puranun. B 2021 r. B Poccniickoit
Qefiepaliny CO3[aH NMEPBLIN U MOKA e[MHCTBEHHBIN B CTpaHe
AkcneptHbiil neHTp o AC (DIJAC) Ha 6asze OIBY «HMMUIL]
kappuonoruy uM. akaj. E.V. Yasosa». YacroTa BeIABIAEMOCTH]
AKMII B 3KCIIepTHBIX YIPEKAEHNUAX BBIILIE, YTO 00YC/IOBIEHO
HEeCKO/IbKMMIY NIPUYMHAMMU:

1) HampaB/IsIOTCS MALVEHThI ¢ KOCBEHHBIMY IPU3HAKAMMU
AKMIT;

2) IEHTPBI OCHALEHBI BHICOKOKBA/IM(UIVPOBAHHBIMU Ka-
ApaMy 1 COBpeMEHHBIM 000pYAOBaHUEM, YTO MTO3BOJIAET AUA-
THOCTMPOBATb ¥ TUIIMPOBATh aMUION[I03.

MaTepMaAbl U METOABI

B 9IIAC ®I'BY «HMMUII xappnonorun um. akag. E.V. Ya-
30Ba» 3a YKa3aHHbI IIEepUOJ HAmIpaBleHbl 152 manueH-
Ta ¢ nopo3penreM Ha AKMIT: 59 (38,8%) - B 2021-2022 rr,,
93 (61,2%) - B 2022-2023 rr. B Teyenne 1-ro roma paboTel
SITAC 4uCIo CaMOCTOATENbHO 0OPATHBIINXCS TTAIIEHTOB CO-
ctaBuio 35 (59,3%), cnenuanucramu HanpasieHst 22 (37,2%),
ataxxe AKMII saroo3penay 2 (3,3%) 60MbHBIX, HAXOJAIINX-
¢4 Ha craunonapHoM nedernun B PI'bY «HMMUII kappuonorun
um. akap. EVI. HazoBa» B CBA3M ¢ MHBIMYU 3a060/IeBAaHNMAMU CepP-
Ie4HO-COCYAUCTON CUCTEMBL. B TeueHme 2-ro roga 4mcio ma-
LIM€HTOB, HAIlpaB/IeHHBIX BpPayaMI-KapAyolIoTaMy U BpadaMu
[IEPBIYHOTO 3BEHA, YBEMNYMIOCH 50 54 (58%), 4ncio 60MbHBIX,
y>Ke HaXOfIAIIMXCA Ha CTAl[MOHAPHOM JIeYeHNUY 110 MHBIM IIpU-
quHaM, — 10 5 (5,3%), YMCII0 CaMOCTOSITENIBHO 00PAaTUBIINXCS —
10 34 (36,5%) 4enoBex.

Kpowme Toro, Habmofaercs pacumpenue reorpagum obpa-
meHunit B OLIAC, B 4acTHOCTY NOCTYMNAIOT MAI[MEHThbI U3 Peru-
onoB LenrpanbHoit Poccun, FOsxnoro @enepanproro, Cubup-
CKOro, [la/lbHEBOCTOYHOTO OKPYTOB.

B SIIAC obpaua/ych/HanpaBieHbl TAMEHTbI, MEOLye
IIpM3HAKM, KOTOpbIe MOIYT yKasblBaTb Ha Hammume AC, Takue
KakK TurepTpodus Mmokappa =12 MM, HapylleHNe JYacTONN-
4ecKoi AUCQYHKUMM 10 PECTPUKTMBHOMY THUIY IO HaHHBIM
9xoKI, aBnennsa XCH, npusnaku nomuuesiponaruy BK wm HK.
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Pe3yAbtarnbl

Bce 152 yenoseka ¢ nogospennem Ha AKMII TimatenbHO
006cCIefloBaHbl B COOTBETCTBUY C CYIIECTBYIOIUM KacKaJHbIM
anroputMoM AuarsocTuku AKMIL, us nux y 87 puarnos AKMII
He TOATBep)XAeH. VIM [MarHoCTMPOBaHbI MHbIE 3a00/IeBaHNS,
B YaCTHOCTU: MilleMudecKas OomesHb ceppua — 37 (42,5%),
runeprpodpuydeckas KMII - 14 (16,1%), cTeHO3 yCTbs a0PThI
yMepeHHOI/ TsKenoit creneHn — 23 (26,5%), IMmepToHnYecKoe
cepaue — 13 (14,9%). Ipyrux nHuibTpatnBHLIX 3a60/1eBaHMIT
v 60jIe3Helt HaKOIIEHVsI B TaHHOI IPYIIe He BBISABJIEHO.

VY 63 maumeHTOB, HAXOOMBILIMXCS Ha CTALMOHAPHOM WK
aMOy/1aTOpHOM 06CTeoBaHNy, HOATBepXKAeH fuarHo3 AKMIT
(AL, ATTR, AA), u3 Hux 25 (39,7%) - >xkeHuuusi, 38 (60,3%) -
MY>K4YMHbI, CPEHNIT BO3PACT KOTOPBIX cocTaBuI 64,1+1,5 roga.
Bospact camoro monoporo manyenta ¢ AKMII cocraBun
37 net, camoro noxusoro — 87. CrpyKTypa IalueHTOB 110 BO3-
PACTHBIM KaTerOpusIM IIpefCcTaBIeHa B Ta0. 1.

Cpenu Bcex mnopaTBepxfeHHbIXx cinyyaeB AKMII y 36
(57,1%) maumenTos TunuposaH AL-amunonnos, y 25 (39,7%) -
ATTR-amunonpos, y 2 (3,2%) - AA-aMuIonzos ¢ mopaxe-
HieM ceppua. Kpome Toro, 60/1bHBIM ¢ AMATHOCTUPOBAHHOI
ATTR-AKMII BBIIIONTHEHO MOJEKY/IAPHO-TEHETUYECKOe MC-
CTIefiOBaHMe C IIe/IbI0 BBIAB/ICHN A TATOTeHHbIX MM YCITOBHO Ma-
TOreHHBIX BapuaHToB B rere TTR. Tak,y 16 (64%) 4enoBek pna-
rHocTupoBad ATTRh-amunonnos. PogcTBeHHNKaM mpobanpa
1-J1 IMHUM POFICTBA PeKOMEHJO0BAHO MPOBefieHIe MOTIEKYIIAp-
HO-TEHETUYEeCKOTO JICCIefloBaHNA ¥ 1abOpaTOPHO-MHCTPY-
MEHTA/TIbHOTO 00C/IeOBaHMsI HpU OOHAPYXXEHUM MYTALN.
Y 7 4enoBex (metu, Oparhsi/cecTphl MPOOAHOB) BBIAB/ICH aHA-
JIOTVYHBI BAPMAHT MYTallMN, OFHAKO B HACTOsAIee BpeMs HI
Y OIHOTO U3 HUX IPU3HAKOB aMWIOMIHOTO IOPa)KeHNUA cepaLa
He OOHapy»XXeHO. BceM HOCHMTensM MyTanuy peKOMEeHIOBAaHO
AVICTIaHCepPHOE HAOTIIOfieHIIe C Lie/IbI0 KaK MOXKHO OojIee paHHe-
ro BeisaBneHus AKMII npu manudectaunm GeHOTUINIECKUX
nposiBnenuit. Y 9 (36%) manmentos ¢ ATTR-ammmonposom
myTanyA B reHe TTR He HalifieHa, YTO ITO3BOINIIO YCTAHOBUTD
nuarno3 ATTRwt-AKMIT.

CorlacHO TNpOBEfleHHOMY aHanmmu3y B 0ojiee MOJTIOZOM
Bospacte MaHubectupyer ATTRh-AKMII (mepuaHa BO3-
pacra KIMHuYeckoi MaHudecraunn — 59 net; p=0,049). Ox-
HaKo cpefy manueHToB ¢ AA- u AL-aMunonzsosoMm fmuarHos
yCTaHaBIMBAeTCA CTATUCTUYECKM 3HAYMMO paHblIe, 4eM Yy
6ompubix ¢ ATTR (MeguaHbl Bozpacta cocTaBuau 46 et u
62,5 roga; p=0,021 u 0,026 coorBercTBeHHO). Hammenpuimit
CPOK MeXJy KIMHMYeCKol MaHudecranueil 3aboneBaHusa
M HepBUYHON IIOCTAHOBKOJM [uarHosa HaOIIomaeTcs Ipu
AL-ammnonpose (1 rog; p=0,026), 4T0 B 60/IbLINHCTBE CTyda-
eB 00yC/I0B/ICHO HeOIaronpuATHbIM IIPOTHO30M U OBICTPBIM
[IpPOTpeccUpoBaHMeM OCHOBHOTO 3a00/ieBaHMs C Pa3BUTUEM
tskenoit XCH (Ta6m. 2).

AMMIONK03 KIMHNYECKN MaHU(peCTUPOBAI B BUfE: IPK-
3HaKOB IopakeHus ceppua (ssnexnit XCH, nepe6oes B pabo-
Te cepylia, HapyIleHniI IPOBOJUMOCTH cepaua) — y 53 (84,1%)
[AIlVIeHTOB; HEBPOJIOTMYECKO CUMITOMAaTUKM (TIONMMHEpo-
natuu BK u/mmn HK, CKK) -y 7 (11,1%); nopaxeHns mmo4ex
(MaccuBHOI NPOTEMHYPUM, XPOHMYECKON IIOYEYHOIl Hefo-
craTouHoCcTH) - ¥ 3 (4,8%). XapakTepuctuka febroTa 3abore-
BaHUA B 3aBYICMMOCTY OT TMIIA aMIJIOUZO3a IpeCTaBlIeHa B
TabI. 3.

SAsnennsa nomuueiiponatun BK n/mmm HK, CKK un nnble
HEBPOJIOTMYECKIe TIPOsIBIEHNsI Hanbojee 4acTo Habmofamy B
ne6ore ATTRh. AL-amMmmonsos B GOBIIMHCTBE C/Ty4aeB Ma-
H1decTNpoBal B BUfie KapAMalbHbIX NposseHuit. [Ipy AA-
ammtonpiose B 100% cryvaeB HabMIOAANI0Ch TOPaXKeHNe TTOYeK
B Ie610Te 3a00/1eBaHms.
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TabAnua 2. Bo3pactHble xapaktepuctukm naumeHtos ¢ AKMI1 B 3aBucumocTu or TMna

Table 2. Age characteristics of patients with AC by type

Tun AKMII, meguana (IQR)
BospacTHble XapaKTepUCTHKI TPy P
AL ATTRh ATTRwt AA
=0,016*
Bospacr Manudecrauui saGonesan, 60,5 (55-67,5) 59 (52,5-65)  75(65-75) 45,5 (36-55) b
IIO/THBIX JIE€T pATTRh—ATTth:O’O49*
p=0,007*
BospacT nepBuYHOIL MOCTAHOBKY _ .
MATHOSA, TOTHBIX TeT 62,5 (56-69) 63 (57,5-68,5)  75(67-79) 46 (37-55) P annrrra=0-021
pAL—ATTth:0’026*
CpoK ¢ MOMeHTa TOSIB/IEHNA TIEPBBIX p=0,006*
CMMIITOMOB {0 TIEPBUYHOII IIOCTAaHOBKY 1(0,9-2) 2 (1,5-6) 2 (1-5) 0,9 (0,7-1) .
IVArHO34, IIOJHbIX JIET pAL-A’I‘TRh:O,Ol 1

* 3nech 1 fanee B TaOJ. 5: pasmudmsA MoKasaTeneil CTaTUCTUYeCK) 3HaYnMbl; p<0,05.

TabAnua 3. Xapaktepucruka Aebiora 3a6oreBaHus
B 3aBUCMMOCTH OT TMIa aMMAOMAO3a, abc. (%)

Table 3. Characteristics of the onset of the disease are
presented depending on the type of amyloidosis

Tle610T Tun AKMII
saGonesanus AL ATTRh ATTRwt  AA
Hesponoruye-

CKasg CUMIITOMa- 1(2,8) 5(31,3) 1(11,1) 0(0)
TUKA

Kapauaybibie 34(94,4) 11(68,7) 8(88,9) 0 (0)
HPOSBIEHNA

INopaxenne

HOUeK 1(2,8) 0(0) 0(0) 2 (100)

JuarHoCTMKa aMUIOUI03a BK/TIOYAET 3 OCHOBHBIX dTarla:

1) nogo3peHne Ha Hamnuye 3abomeBaHust (KOMIUIEKCHBII
aHa/M3 KOCBEHHBIX JIAHHBIX, KOTOpbleé MOTYT yKa3blBaTh Ha
aMIIONJI03, HATNYNe KKPACHBIX (IIATOB»);

2) HOATBep)KeHue Hann4usi 3a60/1eBaHms (CIEKI-TPEKMHT
9x0KI, MarHnTHO-pe3oHaHCHas1 ToMorpadus cepiua ¢ KOH-
TpacTMpOBaHNMEM TafOMMHUEM, TUCTONTOTMYECKOe JICC/IeN[0Ba-
HIle OMONTATOB B IO/LIPU30BAHHOM CBeTe C OKpackoit KoHro
KpacHBIM);

3) ycTaHOBJIEHMe THIIA aMUIONA03a (MMMYHOXMMIYeCKIe
VICC/IE{OBAHMISI CBIBOPOTKY KPOBY/MOYM, CUMHTUTPAGIS MIO-
Kapga (CM) ¢ #*™Tc-nmupodocdarom (PYP), muMmyHormcroxmn-
MUYeCKOe MCCe[OBaHNe OMONTATOB C MaHENbI0 AHTUCHIBOPO-
TOK K Oe/IKaM-IIpefiIecTBeHHIKaM aMIION/IA).

IIpoananusupoBaHa 4acTOTa BCTPEYAEMOCTM Pa3TMYHbIX
cumntoMoB 1 npusHakos 1pu AKMII (Ta6mn. 4). Cpeny kapam-
a/IbHBIX IIPOSIBIEHNIT Harbomee 4acTo BCTPEYAIOTCs TaKue He-
crienuyHble CUMIITOMBI ¥ IIPU3HAKM, Kak ofbIlKa (95,2%),
obmwasa cmaboctp (93,7%), orexu HK (76,2%). ITo maHHbBIM
peHTreHorpaduy OpraHoB I'PYyHHOI KIeTku B 68,3% ciydaes
BBIABJIEHBI IIPM3HAKYM BEHO3HOTO 3aCTOA B JIETKNX, ¥ 57 (90,5%)
IIAIVeHToB 13 63 fuarHoctuposana XCH.

Cpenu sKcTpaxkapAMaabHbIX NposABneHuit 87,3% mnauyeH-
TOB IIPE'bABIIAIN XKa/TOObI Ha YYBCTBO OHEMEHMs1/IIapeCTe3nn
KOHEYHOCTeif, 4TO cBUAieTeNbCcTByeT o BobnedeHun ITHC, y
65,5% BbLABNEHO NopakeHue BereratusHoit HC B Bupe TeH-
JOeHLUMM K apTepua/ybHO}M TMIIOTOHMUM, YTO B 3HAYMTENIbHON
Mepe OrpaHMYMBaeT BO3MOXXHOCTYM CUMIITOMAaTMYECKON Te-
pamuu. B 60 (95,1%) cmyyasx u3 63 [UarHOCTMPOBAHO COMYT-
CTBylOIllee TIOpakeHNe Io4YeK B Buje mporenHypun (50,7%)
VLU XPOHMYECKOIt 6071e3HN modex (44,4%).
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Opuum n3 «kpacHbix ¢aaroB» AKMII sBrsieTcst cToiikoe
MOBBIIIIEHVE TIJIAa3MEHHON KOHIIEHTpalyyi MO3TOBOTO HaTpuil-
yperudeckoro ropmora (NT-proBNP) u tpornonnHa npu oT-
CYTCTBMU OCTPOTO OYaroBOIO IIOPaKeHNS MUOKappa. Tax,
menuaHa KoHieHTpauuu NT-proBNP cocraBmma 6101 (2139-
8632) mr/mi, MemuaHa KOHIEHTpaLMy TPOIOHMHAa - 97,8
(34,1-221) nr/mn. CraTUCTNYeCKN 3HAYMMBIX PA3NYMil IPU
CPaBHEHMH pPacCMATPUBAEMBIX aOOPATOPHBIX MapKepoB B
3aBUCUMOCTH OT THUIIa aMUIONJ03a He monydeHo (p=0,076 u
0,123 cooTBeTCTBEHHO). [laHHBIe IPENCTAaB/IeHBI B TAOIL. 5.

Bcem maryeHTaM BBINOTHEHDI CTaH[ApTHbIE PyTMHHbIE VIC-
cnefoBanyusA. Ilo JaHHBIM 37€KTPOKapAMOrPaMMbl KOCBEHHbI-
mu npusHakamyt AKMIT aBnsanuch HU3KUI BOTBTaXK KOMIUIEK-
coB QRS (n=41, 65,1%), «tceBnonHdapKTHbIit» nartepH (n=40,
63,5%). KomidecTBeHHBIM KpUTepyeM HU3KOTO BOJIBTaXKa KOM-
mnekcoB QRS sABnAnach ammntyfa Bcex QRS B OTBeleHMAX KO-
HeuHocrell <5 MM (cymmapHo RI+RII+RIII<15 mm). [TpusHaku
04aroBO-pyOLOBBIX MOpaXKeHWit Hambosee 4acTo ObUIM JIOKa-
JIM30BAHBI B IIepefHe-Tleperopofgo4Hoit obmactn (52,5%), pexe
COOTBETCTBOBAIM IepefHell nokammsaumu (22,5%). Jlumsb y
4 (10%) genoBeK aHAMHECTMYECKM MMENUCh JaHHBbIE O TlepeHe-
CeHHOM MH(APKTe MIOKapHa /MO0 O reMOAVHAMIIECKN 3HAYV -
MOM IMOpayKeHN! KOPOHAPHBIX apTepuil 10 JAHHBIM KOPOHApO-
aHrnorpaguu, COOTBETCTBYIOLVX 30HAM PYOLIOBBIX IIOPAXKEHUIL.

Y 44 (69,8%) naunentos ¢ AKMII guarHoctuposanst HPC.
Haunb6onee yacteim HPC sBnsinace dubpunnsanus npegcepanii,
BosiBiieHHas y 20 (31,7%) marueHToB, B 55% CIydaeB — Mapok-
cus3masnbHas Gopma, B 45% — nocrosHHas. Y 14 (22,2%) 6omb-
HBIX PErMCTPUPOBAIICH >KM3HEYTPOKAIOINE JKeTyHLOYKOBbIe
HPC, gro y 3 (21,4%) 4enoBex moTpe6OBaO MMIUIAHTALVN
KappuosepTepa-nedubpuATOpa.

Hapymennusas npoBOgMMOCTM CepAlla  BBIABIEHBl Y
39 (61,9%) uenoBek. Hanbornee 4acTo auarHocTupyemas maro-
JIOTVIsI IPOBOJSIIEN CUCTEMBI — BHYTPIDKETYZOYKOBasi 6/10Ka-
ma (49,2%), pexxe — aTpUOBEHTPUKY/IsApHas 6mokama (34,9%).
VIMnmaHTanma aneKTpPOKapAuanbHOM CUCTEMBl BBIITOJTHEHA
BHocnenctsun y 3 (7%) manyenros (puc. 1).

ITo mannbM Ox0KI' kputepmammu AKMII sapnsiorca sep-
HUCTOCTb MMOKAp/ia, YTONIIeHNe MeXKeTyLO4KOBOI Iepero-
pomku (MIKIT) u/mnn sapueit crenku JDK (3CIDK)>12 mm,
HapyIleHUs: AMACTONNYECKON QYHKIMM [0 PeCTPUKTUBHOMY
tuny. Kpome Toro, onennsanu ®B JDK, cuctonmyeckoe fase-
HI€e B JIETOYHOI apTepuy, HaIM4Ne CTeHO3a YCThsA a0pTHL. Bcem
MaIYIeHTaM BbITIO/IHeHa cIleKI-TpeKuHT IXoKI ¢ orieHKoi r1o-
6a/IbHOII IIPOROTBbHON feopManmy MIUOKapHa.

Hanbonee pacnpocTpaHeHHBII — PeCTPUKTUBHBII (eHOo-
TUI, HAaOII0MABIINIICS y 83% mnanueHToB, u3 HuX 8,6% umenn
®B<40%, mpu stom TonmmyHa creHok JIXK 6blra yBemiyeHa.

TEPATIEBTMYECKMM APXMB. 2024; 96 (4): 321-329.
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Tabanua 4. Yactota BCTpe4aemMOCTH KapAMaAbHBIX M IKCTPAKapAMaAbHBIX MPOSIBAEHMI aMHMAOMAO3a, abc. (%)

Table 4. Prevalence of cardiac and extracardiac manifestations of amyloidosis

CHMIITOMBI AL, n=36 ATTRh,n=16 ATTRwt, n=9 AA, n=2 Bcero, n=63
Kapouanvhuie
Oppiika 36 (57,1) 15 (23,8) 9 (14,3) 0(0) 60 (95,2)
O6mas cna6ocTb 34 (54) 16 (25,4) 8 (12,7) 1(1,6) 59 (93,7)
OuryieHne epe6oes B paboTe cepplia 15 (23,8) 5(7,9) 1(1,6) 0(0) 21 (33,3)
O6MOpOYHBIE COCTOSHNS 7 (11,1) 1(1,6) 3 (4,8) 1(1,6) 12 (19,1)
ITpeno6MOpOYHBIE COCTOSHUS 6(9,5) 1(1,6) 0(0) 1(1,6) 8 (12,7)
Orexn HK 29 (46) 12 (19,1) 7 (11,1) 0 (0) 48 (76,2)
Actur 4(6,3) 3 (4,8) 0(0) 0 (0) 7 (11,1)
BeHO3HBII 3aCTOI B IETKUX 27 (42,9) 9 (14,3) 7 (11,1) 0(0) 43 (68,3)
Hannune XCH 34 (54) 14 (22,2) 9 (14,3) 0(0) 57 (90,5)
Jasstmye 601 B o61macTu cepaia 10 (15,9) 3 (4,8) 5(7,9) 0(0) 18 (28,6)
Sxcmpaxapouanvrole
CHIDKeHMe MacChl Tena 13 (20,6) 2(3,2) 0(0) 1(1,6) 16 (25,4)
IMopaxenne ITHC 28 (44,4) 26 (41,3) 1(1,6) 0(0) 55 (87,3)
IMonuuesiponarns BK 6 (9,5) 10 (15,9) 0(0) 0(0) 16 (25,4)
IMonuuestponarust HK 10 (15,9) 11 (17,5) 1(1,6) 0(0) 22 (35)
OcHmIocTh 11 (17,5) 2(3,2) 0(0) 0 (0) 13 (20,7)
CKK 1(1,6) 3 (4,8) 0 (0) 0 (0) 4(6,4)
Hopancernue secemamuenoii HC
Tunoronus 26 (41,7) 10 (15,9) 4(6,3) 1(1,6) 41 (65,5)
IMopakeH1e opraHa 3peHus 5(7,9) 3 (4,8) 4(6,3) 1(1,6) 13 (20,6)
Inayxoma 0(0) 0(0) 0(0) 0(0) 0(0)
Crne3oTeueHne 1(1,6) 1(1,6) 0(0) 0(0) 2(3,2)
CocynucTble USMEHEHUs 3 (4,8) 1(1,6) 4(6,3) 1(1,6) 9 (14,3)
CyxocTb I71a3 1(1,6) 1(1,6) 0(0) 0(0) 2(3,2)
IMopakeH1e MATKUX TKaHel 20 (31,7) 1(1,6) 0(0) 0(0) 21(33,3)
TeMopparnveckue BbIChIIAHNA, 12 (19) 1(1,6) 0(0) 0(0) 13 (20,6)
HepropouTanbHas mMypypa
Makpornoccus 8(12,7) 0(0) 0(0) 0(0) 8 (12,7)
[MoparxeHne movYeK 36 (57) 12 (19) 11 (17,5) 1(1,6) 60 (95,1)
Xponnyeckasi 6071€3Hb II0OYEK 13 (20,6) 8(12,7) 7 (11,1) 0(0) 28 (44,4)
C2-cragun 3 (4,8) 3(4,8) 1(1,6) 0(0) 7 (11,2)
C3a-cragun 5(7,9) 3 (4,8) 3 (4,8) 0(0) 11 (17,5)
C36-crammu 5(7,9) 1(1,6) 3 (4,8) 0 (0) 9 (14,3)
C4-cragun 0(0) 1(1,6) 0(0) 0(0) 1(1,6)
C5-cragun 0 (0) 0(0) 0(0) 0(0) 0(0)
ITporennypus 23 (36,5) 4(6,3) 4(6,3) 1(1,6) 32 (50,7)
IMTopaxeHue XenyToYHO-KUIIEYHOTO TPAKTa 10 (15,9) 3 (4,8) 0(0) 1(1,6) 14 (22,3)
Tnapes 5(7,9) 3 (4,8) 0(0) 1(1,6) 9 (14,3)
3amopsl 5(7,9) 0(0) 0 (0) 0(0) 5(7,9)
ITopaskeH1e [bIXaTeNbHOl CUCTEMBI (IIEBPbI) 5(7,9) 0(0) 0(0) 0(0) 5(7,9)

Y 6% mnanueHToB omnpemensaaM runeprpoduuecknii deHo-
Tun 6e3 SABHBIX IIPM3HAKOB PECTPUKLINY, Y 6% — codeTaHue
ATTR-AC c aopTanbHBIM CT€HO30M OT YMEPEHHOI [0 TsXKe-
TIOif CTeIleHM TKeCTV. MUHMMambHbIe CTPYKTYpHBIE M3Me-

TEPATTEBTUYECKMM APXMB. 2024; 96 (4): 321-329.

HEHM:A BBIAB/IEHBI ¥ 3%, a HOCUTENAMM MYTaHTHOTO I'eHa, 6e3
KJIMHIYECKUX TPOSIBIEHUI, ABIAIUCDH 2%.

Menuana OB JIXK cocrasuna 53 (42-60)%. [Ipusnaxn yton-
mwenyss MUKII n/mmm 3CJDK BoraBnens! B 95,2% ciny4daes. Menn-
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Tabanua 5. CpaBHeHHe nAa3MeHHON koHUeHTpaumuu NT-proBNP 1 TponoHnHa B 3aBMUCMMOCTHM OT THIA aMUAOMAO3A,

meamaHa (IQR)

Table 5. Comparison of plasma concentrations of NT-proBNP and troponin by type of amyloidosis

JIaGopaTopHble IOKa3aTenu,

AL, n=36 ATTRh, n=16 ATTRwt, n=9 AA,n=2 4
/M
NT-proBNP 6815,5 (3295-10 680,5) 2514 (754,1-5755,5) 3270 (1321-8556) 4423,5 (215-8632) 0,076*
TpononuH 154 (48,5-299,9) 37,9 (23,4-130,3) 94,2 (41,3-165)  198,2 (32,4-364)  0,123*

m PeCTpUKTUBHBIN (heHOTHIT
Tneprpoduyeckuii heHoTHIT
AopTasibHblil CTEHO3
MuHMMAIIBHBIE CTPYKTYPHBIE H3MEHEHNUS

¥ HocuTenu MyTaHTHOTO TeHa

Puc. 1. Hau6oaee pacnpoctpanenHbie IxoKr-cheHoTunbl
y naumneHToB ¢ AKMI, %.

Fig. 1. The most common echocardiogram phenotypes
in patients with AC, %.

ana tomuuubl MOKIT u 3CJIDK cocraBuna 16 (14-18) mm. Ha-
PYLIEHMA AMACTONMNYECKON AMCHYHKUUM Ompene/sm B 95,2%
cnydaes. JlerouHyro runepreHsuio Habmoam y 85,7% maryen-
TOB, CpefjHee 3HaYeHNe CUCTONNYECKOTO ABJIEHNMS B JIETOYHOI
aptepun coctasuio 40,5+11 mm pr. cT. (95% IV 37,8-43,3).

ITo manHbIM crieKn-TpekuHT DX0KI onpeneneHo cHIKeHMe
rro6anpHoi npoponbHoit gedopmaryu (Global Longitudinal
Strain — GLS) u BbIAB/IeHa XapaKTepHasa KapTWHA B BUfe CHIM-
xeHnsA pedopMmanym 6a3anbHBIX M cpegHux cermeHTos JDK
(6remHO-roMy60It M PO30BBIL I[BETa) C COXpPaHEHHOI medop-
Maluell BepXyLUIeYHbIX CErMEHTOB (KPaCHBIil IIBET), UTO AB/IA-
€TCs1 YYBCTBUTENbHBIM 1 crieny¢uyaHbiM npusHakom AC [10].
TunnyHas KapTHHA IpeICcTaB/IeHa Ha puc. 2.

OpHako 10 [JaHHBIM MeTaaHaau3a, IPOBENEHHOTO
T. Yingchoncharoen u coasr. [11], GLS siBisteTcst 3aBUCUMOIL
OT M3MEHEHVs IOCTHATPY3KM [TePEMEHHOIL.

HoBbIM HeMHBa3UBHBIM METONOM aHa/M3a JaBIeHUA-Jie-
dopmarun JDK sBisieTcst oleHKa MHEKca I106anbHOM pabo-
oI (Global Work Index - GWI) muokappa JDK. [JaHHBI 1TOKa-
3aTe/Ib BK/IIOYAET B Ce6s1 paboTy, COBEPIIEHHYIO MIOKAPIOM OT
3aKPBITHA 0 OTKPBITHSI MUTPAIbHOTO KIAMIaH4, M IMEET XOPO-
IIYI0 MEXOIepaTOPCKyI0 BOCIPOM3BOAMMOCTD [12], 4To oco-
6€HHO BaXHO IIPU AMHAMMIYECKOM HAOMIOfEHMN IAL[IEHTOB C
aMITONI030M, HAXOMSIMXCS Ha CIIEL[U(IIECKOIT Tepanmi.

ITpu AC obHapyxeHa HocToBepHas koppemanusa GWI c
NT-proBNP, pacueTHOI cCKOPOCTbIO KITy6OUKOBOI GUIBTparny,
BBICOKOYYBCTBUTE/IbHBIM aHAM30M KPOBM Ha TPOIOHMH I.

ITpenMyIieCTBOM UCIIONTB30BAHS JAHHOI METOAVKI SIBJLS-
eTcs1 To, 4To B cpaBHeHun ¢ GLS orjenka GWI u nHpexca oTHO-
IIeH1st pabOTHI aNMKaIbHOTO K 6a3anbHOMY cerMeHTy (Apical-
to-Basal work ratio - AB work ratio) nmeeT mporHocrudeckoe
3HAa4YeHMe, IPeNCKas3blBasg KaK PUCK HeOMATONPUATHBIX Cep-
Ie4HO-cOCyRUCThIX cobbituit (Major Adverse Cardiovascular
Events - MACE), Tak U CMepTHOCTb OT BceX IpuuuH [13].
ITapameTrppr GWI Taxoke MCHONB3YIOTCA HIA AMHAMUYECKOTO
Hab/mofeHNst 1 OLleHKM 3¢ (PeKTUBHOCTHU JTeUeHNs] MAI[VIEHTOB,
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GS=-6.6%

Puc. 2. Tunnunas kaptuHa cneka-Tpeknir IxoKI npu AKMIT.

Fig. 2. Typical pattern of speckle tracking echocardiography
in AC.

HAXOMSLIMXCS Ha crenududeckoir tepanuu [14]. BoissieHna
koppenAauua GWI ¢ yposHeM apTepuanbHOTO HaBJIeHUs, HU3-
KOe 3HayeHVe KOTOPOTrO CBs3aHO C GOJIblieil CMEPTHOCTBIO Y
manmenToB ¢ AC [15] (puc. 3).

VccnepoBanme mapaMeTpoB paboThl MIOKApPAA OTKPBIBAET
MEePCIeKTUBBI /I UX UCIIONb30BAHMUA MPU OLIEHKE TSDKECTH
COCTOSIHUS GONIBHBIX, BOSMOXKHON AnddepeHanbHON Ana-
THOCTHKM MexXAy pasmumdaapiMy ¢popmamu AC (AL u ATTR).
Tak, no mauubiM G. Palmiero u coasr. (2021 r.), rmo6anbHas
s ¢exTuBHOCTD paboTsl (GWE) 6bi1a HidKe y MALMEHTOB C
AL-tunom no cpaBHenuio ¢ nanyenramu ¢ ATTR-tunom, noa-
pasymeBast, 4TO AMCYHKLNMA MIOKapaa y manueHTos ¢ AL-AC
6b11a 6071€€ BBIpAXKEHHOIT [16].

Cpenn 60mpubix ¢ ATTR-THIIOM 4 maieHTa HaXOIWUINChH
Ha crenyduyeckoy Tepamuy TadaMUAVICOM ¥ IPOXONVIN
IuHamMudeckoe Habmomenue. [nHaMuka rokasateneit 9xoKI
IpefcTaB/AeT 0coOblit nHTepec. KnnHndeckuit mpuMep mpen-
CTaBJIEH Ha puC. 4.

MaruuTtHo-pe3oHaHCHass ToMorpadusa cepila ¢ KOH-
TpacTMpOBaHMeM IpoBefeHa y 42 (66,7%) manueHToB, B
90,5% cmy4aeB MMeMCh IPU3HAKU, XaPAKTEPHDIE [ AMUION -
mosa, B 9,5% — mpusHaku runeprpoduaeckoit KMIL.

Y 31 (49,2%) manueHTa MMeNNCh IOKa3aHUA K IpOBefie-
HUIO Ouoncyuy (COMHMTENIbHBIE pe3y/IbTaThl MCCIEfOBAHMIA/
CoueTaHMe KIMHUYECKNX MTPU3HAKOB HECKOMbKMX TUIIOB aMU-
JI0MI03a, He TI03BOJIAIONIVEe YCTAaHOBUTD AMAarHo3). BuimonHeHa
6uoncus: cmsucroit obomouku (CO) HBeHaALATUIIEPCTHOM
kuiku (29%), muoxapaa (25,8%), CO mpsimoit kumku (22,6%),
MOKOXKHO-X1poBoit kretdatkn (16,1%), CO poToBoit moso-
ctu (3,2%), mouku (3,2%). AMUIOM/IHBIE TEITO3UTHI BbISABIECHBI
MIPaKTUYECKN BO BCeX cnydasx (96,8%).

IMocnegHuM, HO He MeHee BaXKHBIM ITAIOM UATHOCTU-
KU SIB/ISIETCS OIpefeeHre TUIa aMWIOUA03a, OT KOTOPOTrO
3aBucKuT crparterns ganpHernmeit [II'T. Ha manHOM 3Tame BbI-
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Puc. 3. Koppeasuns pucka MACE ¢ napamerpamu paboTbi
muokapaa [13].

IIpumeuanue. LVMWI (Left Ventricular Myocardial Work Index) -
uHpeKc rnobanbHoi ¢yrkumy JDK.

Fig. 3. Correlation of the risk of major adverse
cardiovascular events (MACE) with the parameters of
myocardial function [13].

HONHAETCA UMMYHOXMMMYECKOE UCCIel0BaHMeE, a Takke CM ¢
ocTeoTponHbIM paanodapmmpenaparom (POIT) - *"Tc-PYP.
CBob6opHbIe JIeTKMe LielM VMMYHOITIOOY/INHOB BbISABIICHBI B
57,1% ciry4aeB, YTO MO3BOINJIO B Ja/IbHENILIEM YCTaHOBUTD V-
arHo3 AL-ammmonmgosa.

Paguonsoronnoe nccrenoBanue *Ic-PYP BoimonHseTcs
B 2 peXXmmax: IVIAHapHOU cuMHTUTpaduM ¥ OFHOGDOTOHHOI
amuccronHol Tomorpadunu (O9KT). BBuay HOBU3HBI MCTIONb-
30BaHMA B MUPOBOIi NIPAaKTUKE JAHHOTO METOJA y MAlIEHTOB
¢ AKMII BaxxHOJ 3ajiadeli cTajaa pa3paboTKa ONTUMAIbHOTIO
IIPOTOKO/IA 3amUCU ¥ 0OpabOTKM PagMOHYKIMIHBIX MCCIIe-
MoBaHMIl. YCTAHOBJIEHO, YTO YK/IaJKa MallMeHTa JOIKHA OCy-
LIECTB/IATbCA He paHee yeM 4epe3 3 4 nocne nabekuyy POI,
IIOCKO/IBKY B 60Jiee paHHME CPOKM COXPAHAETCSA LUPKY/IALN
P®II B niyne KxpoBy, UMUTHUPYIOLIAA IPY IJIAHAPHOM UCCIENO-
BaHMM CUTHAJ OT MUoKappa. [IpuBeneHHbI PpeHOMEH B 60/b-
mreii Mepe BeIpakeH y naumeHTos ¢ XCH u ABnseTcsa yacroit
TIPUYMHO JIOKHOIIONIOKUTENbHBIX 3aKkmodennit. [Ipu nnanap-
HOM UCCTIefJOBaHMM OTMedaeTcsl LiellecoobpasHoOCTh cObopa He
MeHee 4eM 1 MJIH MMIIy/IbcoB B MaTpuny 128x128 mumkcen, 94To
obecreynBaeT 4eTKOE, HO JIMIIEHHOE 3ePHICTOCTI M300pasKe-
HUe, IPUTOJHOE [/IsI TOUHOTO MI3MepeHs IToKa3aTes «cepaLe/
KoHTprarepanbHas ctopoHa» (H/CI). Insa obecnieuenust mpu-
eMJIEMOJ JITUTENTbHOCTU UCC/IEJOBAaHNA PEKOMEH/YeTCsl BBO-
mutb POIT akruBHOCTBIO 20 MKn. ToMorpaduueckuit pexnm
MCCNIENIOBAHMsA NO/DKEH BK/IIOYaThb 32 MPOEKUMM B MaTpuly
64x64 nukcen. PekoMeHayeTca IpOBOAUTh TMOPUIHYIO BU3Y-
a/IM3aLMUIO0 C COBMEIEHMEM C JAHHBIMY KOMIIbIOTEPHOI TOMO-
rpadmu (KT) - pexxum O9KT/KT, T.K. TOZIbKO B 9TOM CIydae
yIaeTcs JOCTOBEPHO pasfieNINTb CUTHAJI OT CTeHOK MIOKapfa 1
OCTaTOYHOTO CUTHAJ/IA OT IIy/ia KPOBU.

CM un O9KT/KT Mumokappa BBIIONHEHH! ¥ 70 MaleHTOB,
B TOM 4ucie y 44 — ¢ KIMHUKO-AMATHOCTUYECKUMM IIPU3HA-
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Puc. 4. Kaptuna cnieka-tpekur IxoKI u pa6orsl Mmokapaa
npu AKMIT naunentkm K. ¢ AL-aMMAOMAO30M: a — AO AeYeHMs;
b — uvepe3 1 roa nocae AeveHus.

Fig. 4. Pattern of speckle tracking echocardiography
and myocardial function in AC of patient K. with
AL-amyloidosis: a — before therapy; b — 1 year after therapy.

kamu AC. Y 17 (38,6%) mo mauusim OIKT/KT BbIsBIEHSBI
npusHaky, coorsercTByonye ATTR-AKMII, uro npu orpu-
L[aTeZIbHOM pe3y/IbTaTe MMMYHOXVMUYECKUX JCCIeTOBaHMI
[03BOJ/IIeT HEMHBA3MBHO YCTaHOBUTDH Auarnos ATTR-AKMIL.
Y 2 manmeHTOB C TepMMHANbHON crajgueit AL-ammiaonposa
no manabiM CM ycranosnensr Grade 2 (1 ciayyait) n Grade 3
(1 cmyuait). PacripepienieHnie MTOrOBBIX JUATHO30B B 3aBUCHMO-
ctu ot pesynbratoB OIKT no Grade mpepcrasieHo B Tabm. 6.

OcnoBoi1 IIT'T AL-amnnonposa ABaAeTCS XMMUOTEpaINns.
Bce manyeHThI HallpaBJIeHbI B YUPEX/ICHISI TeMaTOIOIMIeCKO-
ro mpoduIst ISl Ha3HAYEeHNUS OITVMMATBHON CXeMbl TePAInil.
Xumnorepanus nposefeHa 26 (72,2%) u3s 36 maryeHToB. s
neyennss ATTR-ammnongosa B Poccniickoit Pegepanum B Ha-
CTosIIee BpeMs 3aperUCTPUPOBaH eAVHCTBEHHBIN IIpemapar —
crabunusarop Tpanctuperuta — tadpamuguc. III'T ATTR Ta-
damupucom pexomeHnznoBana 13 (52%) manmenTtam us 25. Bee
HalyeHThl ¢ AA-aMIIONZ030M B HAaCTOsIIee BpeMsI TOTy4aloT
VMMMYHOCYIPECCUBHYIO TE€PAIINIO.

O6cyxaenne

ITo maHHBIM MMPOBOI IUTEPATYPHI, B CHELMaIN3NPOBaH-
HBIX aMMIOM/JHBIX LEHTPaX YacTOTa BbISBIEHUs 2 Hamboree
yacto BcTpeyaeMblx TunnoB AKMII cocrasnset: 71% — ATTR,
29% — AL, a yactoTa BoiaBinenus ATTRh u ATTRwt — 64 u 36%
cooTBeTCTBeHHO [17]. C OFHOI CTOPOHBI, PACTET HACTOPOXKEH-
HOCTb crienanuctoB B oTHoweHny AT TR-AKMII, coBepiien-
CTBYIOTCSI METOJIbI U BO3MO>KHOCTY HEMHBA3MBHO IMarHOCTI-
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Tabanua 6. 3navyenns H/Cl u pacnpeaeaeHmne UTOroBbIX AMArHO30B B 3aBUCUMOCTH OT pesyabtatoB OIKT no Grade

Table 6. H/Cl values and distribution of final diagnoses depending on the results of single-photon emission tomography

by Grade

Muaruos Grade 0 Grade 1 Grade 2 Grade 3 Bcero
H/Cl 1,21+0,12 1,38+0,14 1,58+0,15 1,89+0,29

ATTR 0 0 4 13 17
AL 11 12 1 1 25
AA 1 1 0 0 2
Tuneprpoduyeckasi KapEMOMUOIATUS 7 0 0 0 7
PecTpukTuBHaA KapAuOMUONIATUA MHOI STUOIOTUN 4 0 0 4

I pyrue npuunnsl runeprpodun JDK (B Tom uncne 15 0 0 0 15

TUIIEPTOHMYECKasi 60TIe3Hb)

K, C Apyroit — AL-aMmIonyo3 mpotekaet 6ojee arpecCuBHO, B
YaCTU CTy4aeB aCCOLMMPOBAH CO 37I0KaueCTBEHHbIMMU 3a0607Te-
BaHMAMU. Takue MalyeHThl Hanboee YacTo MOMAJAIOT B MOTIe
3peHNA TeMaTONIOTOB U/V/IN OHKOJIOTOB.

B nameit crpane ucropuyecku usydenuem CA 3aHUMaOT-
Cs COTPYHHUKM Kadefpbl BHYTPEHHUX, MPO¢ecCHOHaTbHBIX
6ore3Heit 1 peBMaTonoruy KImHuky peBMaTonornm, HeBpomo-
run v npodnaronorvu uM. E.M. Tapeesa ®TAOY BO «Ilepssiit
MIMY um. .M. CeuenoBa». B.B. PameeB n coasrt. (2019 1.)
coob1mani, 9to B 1995-2017 IT. HAXOZUIUCH TI0f, HaOIIONeHN -
eM 359 nanuentos ¢ CA, n3 kotopbix 110 umenn AL-ammmo-
upo3, ATTR puarHoctuposaH y 5% 60/NbHBIX. ABTOPBI TaKXe
obpamaoT BHMMaHIe Ha TOT GaKT, YTO AMATHO3 aMUTONEO32
BBIHOCUTCS KpajfHe I03[HO: OT MOMEHTA IIOSABJIEHMs IEPBBIX
CUMIITOMOB IO IIOCTAaHOBKM AMAarHo3a Ipoxomut 69 (42; 94)
MeC, YTO MOXKET ApaMaTi4YeCcKy BIMATb Ha IPOTHO3 MAL[MeHTOB
¢ ammtouposoM (18, 19]. K coxxasenuio, AuardHo3 Mo>KeT ObITb
YCTaHOBJIEH TOMbKO 110 JAHHBIM ITOCMEPTHOTO I1aTO/IOrO-aHa-
TOMMYECKOTO nccnenoBanus. [lo 42,1% crydaeB nuartos ycra-
HOBJIeH Ha ayroncuu [19]. Kpome Toro, yacTora BCTpeyaeMo-
CTM aMMJIONI03a 3aBMCUT U OT TUIA JIeYeOHOTO YUpeKIAeHMA.
Taxk, mo manubiM E.B. Pesnuk u coasrt. (2019 1.),¢ 2008 mo 2019 1.
10 pesynbraTam OmorcuitHbx nccmegoBanuit CA fuarHoCcTm-
poBaH y 56 u3 445 967 maluMeHTOB, TOCIUTANIN3MPOBAHHBIX B
MHoronpodunpHeit cranonap (0,0126%; 12,6/100 teic.) [20].

HecmoTpst Ha 061IHOCTD MATOTeHe3a, KIIMHMIECKask KapTH-
Ha BCeX TUIIOB aMIION 032 painKaabHO OT/In4yaeTcs. [laHHbIe,
HOJTyYeHHBIe ITPU aHA/IM3€e COOCTBEHHOTO OIIBITA, B OTHOLIEHUN
KJIMHMYECKOTO TedyeHM: pa3HbIX TMHOB AC 1 4aCTOTBI BCTpe-
YaeMOCTM CYMIITOMOB ¥ IIPM3HAKOB COIIOCTABMMBI C JAHHBIMMI
MMPOBOIL InTeparypsl [21].

TunmyHoM 1A aMWIONZO3a KapTUHON II0 JAaHHBIM
criexn-tpekuHr JxoKI' saBnsAerca “apical sparing” — ¢eHoMeH,
Ipy KoTopoM HabmogaeTcst cHibkeHne GLS B 6a3anpHbIX cer-
menTax JUK mpu coxpanenHoii GLS B BepXylIeYHbIX CEIMEH-
Tax [22]. B HaueM MCCIeHOBaHUM IPAKTUYECKN Y BCeX Mal[yieH-
TOB HaOJIIOAMNCh IPU3HaKY, XapakTepHble Bast AKMITL. JInmp
B HECKONIBKVX CITy4asAX IIOTyYeHBl HeraTUBHbBIE Pe3y/lbTaThl,
KOTOpbI€, BEPOSITHO, 00YC/IOB/IEHbI pAHHIMY Ha4a/IbHBIMY 3Ta-
IIaMy peMOJIe/IIPOBaHNA CePALa.

«30/I0TBIM CTaHJAPTOM» IIO[TBEPXKAEHNUA [MArHO3a aMu-
7IoMp03a SB/IsIeTCS OOICHS IIOPAKEHHOTO OpraHa C IHOC/Ieny-
FOIUM TYCTONIOTMYECKUM MCCIENOBAHMEM OMONTATOB B OIS~
PU30BaHHOM CBeTe, C OKpacKoii KoHro kpacHbIM. Y4uTbIBasA
BBICOKWIT PUCK OC/IOXKHEHMI 9HITOMUOKAPMAIbHON OMOIICHI,
npu CA [fomyckaerTcss IpoBefeHNe OMOICUM VHBIX OPraHOB
(CO nBeHaguATUIIEPCTHOI KMIUKM/TIPSIMOI KMIIKY, CTTIOHHOI
>Kene3bl, moyku) [23]. Ilo jaHHBIM MUPOBBIX CIELVATU3UPO-
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BaHHbIX L|EHTPOB, SHAOMIOKAPANATbHYIO OMOIICUIO IIPOBOJAT
MeHee 4eM B 20% cmydaeB, OfHOI M3 MPUYMH 9€Tr0 AB/IAETCS
OTCYTCTBME BO3MOXHOCTH npoBefenust CM ¢ PYP [17].

CM c PYP no3BomsieT B KOPOTKME CPOKY IpoBecTH Audde-
peHumanpHb auarno3 AKMII, a Takke u3bexarb MHBa3KB-
HOTO BMEIIIATE/IbCTBA C BBICOKVIM PUCKOM OCTIOXHEHMIT [24].

3akAloueHmne

Cospanne SIAC Ha 6aze OPI'BY «HMMUIL] xappguonoruu
uM. akafi. EVI. Ya3oBa» MO3BOMMIO PelINTb OOJBIINHCTBO U3
UMEIOIMXCs B HacTosllee BpeMs 3ajad. YBEINYMBAETCA BBbI-
siBsteMocTh 607mbHBIX ¢ AKMII, 9ro ofycmoBneHo Hammduem
BBICOKOKBATM(UIIMPOBAHHBIX CIIEIIUA/TICTOB U HOBEIIINX CO-
BPEMEHHBIX METOfIOB JUAarHOCTUKM. OIBIT KOJUIET ¥ COOCTBEH-
Hble HAOMIOfIeHNs JEMOHCTPUPYIOT HEOOXONMMOCTb PasBUTHS
TECHOTO COTPYHHMYECTBA CO CHELMAMNCTaMM [PYTUX CIIeLN-
aJIBHOCTeI!: FeMaTo/IoraMi, HeBpororamu, Hedpposnoramu. Kpome
TOTO, HOBbIILIIEHNE 00Pa30BaTeIbHOTO YPOBHA Bpadell IepBUY-
HOTO 3BeHa, 001ueil TPaKTVKM, Bpadeil-Kapyio/IoroB Hapsiay ¢
pasBUTHEM CETH CIIELVAIN3VPOBaHHbIX aMUTOMIHbBIX LIEeHTPOB
MO3BOMUT YIYy4YIINTb paHHIoO AnarHocTuKy AKMIL K coxa-
JIEHUIO0, OOMBIIMHCTBO MAIMEHTOB MOMAJAI0T B CIeIMaIN3upo-
BAaHHBII LIEHTP y>Ke Ha IO3JHMUX CTafysAX 3a00/leBaHus, KOIka
make mpy crapTe III'T kadecTBO KM3HM M IIPOTHO3 OCTAIOTCA
HeOmaronpuATHeIMI. [lesiTenbHOCTD DIJAC mosBO/IAET MMILIE-
MEHTMPOBATh HAKOI/IEHHbIE JAHHbIE B IIPAKTUKY JIeATeTbHOCTI
PerMOHAIbHBIX YUPEXJEHUI 3[[paBOOXPAHEH, YTO ITO3BOIUT
TIOBBICUTD Ka4eCTBO OKa3aHMA MEIUIIVTHCKOI TOMOIIN 1 K/IMHM-
YeCKye UCXObI Y JAaHHOI IPYIIIIBI OOTbHbIX.

PackpbiTiie MHTepecoB. ABTOpbI [eKIapUPYIOT OTCYT-
CTBJE ABHbIX 1 IIOTEHIIMA/IbHBIX KOH(INKTOB MHTEPECOB, CBs-
3aHHBIX C ITy6/IMKAIVell HACTOSALIel CTaTbU.
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Cnmcok cokpaieHui

AKMII - ammionpiHas KapayoMmuonaTus
AC - aMunonzios ceppra

BK - BepxHIe KOHEUHOCTH

IV — noBepuUTeNTbHbIN MHTEPBAT

3CJDK - 3apHAA CTEHKa JIEBOTO KeTyouKa
KT - xomnbroTepHas Tomorpadus

JIXK - neBblii xemypouex

MIKII - MexOKemyTouKoBast IIeperoponka
HK - H1m>XHIE KOHEYHOCTH

HPC - Hapymenne putma cepaua

O3KT - ongHOdOTOHHAsT 9MUCCUOHHAs ToMOrpadus
III'T - maToreHeTM4ecKas Tepams

ITHC - nepudepuyeckas HepBHas CHCTeMa
POII - pagnodapmmperapar

CA - CICTeMHBIN aMUTIOU/IO3

CKK - crHEpOM KapIiaJIbHOTO KaHa/Ia

CM - cumHTHTpadMa MUOKapya

CO - cnmsucras 060m04Ka

DB - ¢pakuus BeiGpoca

XCH - xpoHnyeckas cepfiedHas He[[OCTaTOYHOCTD

9x0KI - axokapauorpadus

SIIAC - OKCIepTHBIN IIEHTp 10 aMIION/03y Cepplia
AA-aMnnonos — peaKTUBHbIN CUCTEMHbII aMMUION/03, BHISBAHHBII T'U-
HepceKpelyeit a-IrmodynmHa

AL-amMuionsios — aMUION03 IETKYIX LieTielt UMMYHOITIOOYTMHOB
ATTRwt — IMKMiT TUIT aMUTIONI03A

ATTR-amMmmouz103 — TpaHCTUPETUHOBDINA AMUTIOUTIO3

GLS - rno6anbHas npogonbHas gedopmanmsa

GWE - rno6anbHast 9¢ppeKTMBHOCTD PabOThI

GWI - unpekc rmo6anbHoit paboTs

H/CI - noxasarenp «ceppiie/ KOHTp/IaTepaIbHask CTOPOHa»
hATTR - HacnencTBeHHas GpopmMa aMMUION03a

MACE - He6aronpusTHble CepfiedHO-COCYAUCTbIE COOBITHS
NT-proBNP - Mo3roBoit HaTpuitypeTndecKuii TOpMOH

PYP - mupodocdar

TTR - TpancTUpeTNH
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