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Pesiome

TpancTrupernHOBEI aMmua01A03 (ATTR) c mperMyIIiecTBeHHBIM ITOpaskeHueM cepAria OBICTPO IPUBOAWT K Pa3BUTHIO TsXKeAO¥ cep AeIHOI
HeAOCTaTOYHOCTH. 3abo.aeBaHe HepeAKO BCTpedaeTcsl y IMTOXKIABIX ITallYIeHTOB VM BOCIIPUMHIMAETCsI KaK 4acTh KOMOPOUAHON I1aTOAOINY,
IT09TOMY YacTO AMarHOCTUPYEeTCs Ha IO34HUX CTaAVAX.

Leapio AaHHOM IyOAMKAI[UU ABAAETCS AEMOHCTPALVA YHUKAABHOTO KAMHITIECKOTO CAydas HacAe]CTBeHHOTO TPaHCTHPETUHOBOTO
aMILA01A03a C HEMHBA3MBHO BepuduKaIien A1arnosa, 0e3011acHol 1 OTHOCUTEABHO AOCTYIIHOI IO CPaBHEHMIO C OMOIICHell MuoKapaa.
PanHs1s AMarHOCTMIKA aMUAOMAHON KapAMOMUOIIaTUM 1103B0AsIeT CBOeBpeMEeHHO HavyaTh I1aTOTeHeTUYeCKyIO Tepariuio.
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Summary

Transthyretin amyloidosis (ATTR) with predominant cardiac involvement rapidly leads to severe heart failure. The
disease is not uncommon in elderly patients and is perceived as part of a comorbid pathology, so it is often diagnosed at late
stages. The purpose of this publication is to demonstrate a unique clinical case of hereditary transthyretin amyloidosis with
non-invasive verification of the diagnosis, safe and relatively accessible compared to myocardial biopsy. Early diagnosis of
amyloid cardiomyopathy allows timely initiation of pathogenetic therapy.
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AM1a01403 cepana, BBI3BAHHBI OTAOXKEHNEM
TpaHCTUpPEeTUHA B MUOKapAe, IIPUBOANUT K Pa3sBUTUIO
KapAMOMUOIIATUN C IPEUMYIIEeCTBEHHO PeCTPUKTHB-
HBIM (PEHOTUIIOM, OCHOBHBIM ITpOsIBAeHIeM KOTOPOIi
BBICTYIIaeT CepaedHas He40CTaTOYHOCTh. 110 Hekoro-
PBIM AaHHBIM, YJICAO TIALIMEHTOB, CTPaalONIX cepaed-
HOVI He40CTaTOYHOCTDIO, BBI3BAHHON TPaHCTUPETIHO-

BOII Kapauomuonarueii, gocturaet s CIIA 50 000-150
000 yes0BeK, YTO COCTaBASIET OT 2 A0 4 3a00AeBIINX Ha
10000 HaceaeHMs1, cpeAy TOXKUABIX OOABHBIX XPOHM-
YECKOI CepAE€UHON HeA0CTaTOYHOCTEIO C COXpaHeHHONI
¢dpaxunert BbI6poca yAeAbHBIN BeC TaKUX IIALIVIEHTOB
aocruraer 13-18% [1, 2]. B poccmiickoit oIy Asimum
pacrpocTpaHeHHOCT) 3a00.AeBaHIs CpeA ANL CTapIie
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65 2eT ¢ runiepTpoduelt MeXK>KeayA0IKOBOI ITepero-
poaku > 14 Mmm cocrasasiet 11,7% [3]. IIpornos 6oaes-
HI He0AarompUATHBIN, MeANaHa BRKIBAeMOCTH Oe3
AedeHNsI cocTaBAasieT 0Ko40 5 aet [4]. ITosTomy paHHsA
AMarHocTHKa 3a00.1eBaHNs Ype3BbIdaliHO aKTyaabHa.

Tpanctuperna (TTR) 5TO OeA0K-TIepeHOCINK
TUPOKCUHA UM PeTUHOAA, CMHTe3MPYeMBbIl, TAaBHBIM
00paszoM, IedyeHbi0. MoaeKya TpaHCTUPeTHa IIpea-
CTaBAseT COOOI TeTpamep, COCTOSIIINII U3 JeThIpex
UAEHTUYHBIX CyObeAnHNII. B HOpMe TeTpamMep cTabm-
AeH, 0gHaKO Ipy Haanduy MyTtanuii B rede TTR man
B IIpOljecce CTapeHIsI BO3MOYKHa ero AeCTaduAM3alI s
C mocaeAyIolen Aucconuanyeil Ha MoHoMepsl. Ilo-
cAeAHe CKAOHHBI K I1aTOAOTYEeCKOI arperaljui, 4To
HPUBOAUT K 0Opa30BaHUIO aMUAOVAHBIX GUOpUAA U
X OTAOKEHMIO B Pa3AMYHLIX OpTaHax M TKaHsIX.

B macroseit pabote MBI IPUBOAVM KAVMHIUIECKII
cAydJali HacAeCTBeHHOTO TPaHCTUPeTUHOBOIO aMILA0-
1J03a C NperMyIIeCTBeHHLIM IIopaskeHNeM cepAlia,
AMarHOCTMPOBaHHOTO Y HaIjyieHTa IOKILA0TO Bo3pacTa.

boawnoi1 K. 75 2€T 6614 rOCOMTaAM3MPOBaH Ha Tepa-
nesTudeckoe oraeaenne KAnHuky ITCITOIMY B cBsi3u
C >Ka100aMU Ha OABIIIIKY IIPU YMePeHHOT PpU3MIecKoit
Harpyske (TI0AbeM Ha 2-3 5TaK), IOBBIIIIEHHYIO YTOM-
A51eMOCTh, CUMMETPIYHBIe OTeKU HIKHMX KOHEYHO-
CTeN A0 YPOBHs HUKHEI TPeTH TOAEHI.

B anamHese ykaszaHus Ha I'MIIEPTOHIYECKYIO 00-
2Ae3Hb 0oaee 10 2eT, HpUHUMaeT aHTUTUIIEPTEH3B-
HYIO TepalmiO C AOCTVDKeHMeM IleAeBbIX 3HadeHUI]
A/. B Teuenune mocaeaHux 4-x Aet crald OTMedaTh
SIU30ABI y4allleHHOTO cepalieOMneHus ¢ Iocaelyio-
el MAN MpeAlecTByIoel 6pagukapauei 40 36
yA/MUH, KOTOpbIE COIIPOBOXKAAANUCH 001eit caabo-
CTBIO, ANCKOM$OPTOM AaBAIIEro XapaKrepa B IpyA-
HOII KAeTKe, KpaTKOBpeMeHHBIM ITogbeMoM A/. Bo
BpeMs O4YepejHOIo TaKOIO DIINM30J4a TaXUKapAuu,
Aasiierocst 0oaee 40 MUH., BBI3Bad CKOPYIO MeAU-
LIMHCKYIO IIOMOITh U OB141 AOCTaBAeH B KAMHUKY PAH.
B xoae 00caea0BaHMs U JaABHENINNX KOHCY ABTAII NI
yCTaHOBAEH AMarHo3 CMHJApOoMa c1adO0CTH CHHYCOBOTO
y3aa (Taxu-OpaAy BApMAHT), ITOCTOSIHHO-BO3BPATHOI
npeacepAHON TaXUKapAUM C IIOCTTaXNKapAUIeCKOM
Jelpeccyieil CMHYyCOBOTO y34a, B CBA3M ¢ yeM 11 mion:
2020 r. 601pHOMY ObLA UMIIAAHTUPOBAH BA€KTpOKap-
AMOCTUMYAATOP, pabOTaIOMINIi B pe>XMe OgHOKa-
MEpPHOI ITpeAcepAHON 4aCTOTHO-aAalITUBHOM CTUMY-
asuun (AAIR). Kpome Toro, mpu sxokapanorpadpun
BIIepBbIe BLISIBAEHO YTOAIeHMe MeXKKeAy404KOBOI
Ieperopoku 40 16 My, a Tak>Ke aKMHe3sI HU>KHe 1
HIKHeOOKOBOII CTEHOK /1€BOTO JKeAyJ0uKa (Oes JeT-
Kurx ouarossix namenenuin Ha OKI'). PekomeHngoBaHO
BLITIOAHEHIe KOpOHapoaHrnorpagum, or KOTOpoix
MalieHT B TOT MOMEeHT OTKa3aAcCs U B TedeHUe 2-X
MOCAeAyIOMUX AeT KaKux-Aubo obcaeloBaHUIT He
IIPOXOAMA.

C 2eta 2022 r. HarieHT OTMETIIA ITOSIBAEHE U [TOCTe-
IIeHHOe HapacTaHye CMITTOMOB cepAeJHOl He40CTaTou-
HOCTH, ITPOSIBASIBIIVIXCSI OABIIIIKON 11 OTeKaMM HUKHIX
koHeuHocTteit. C 2023 1. craay BO3HMKATh ITaPOKCU3MBI
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10L0 mm/mB: 500 mmjc o - b
Puc. 1. 9KTI 6oavrozo K. npu nocmynaeruu.
RRcp =718 mc, unmepear: AV = 280mc, Aaumervrocmo: QRS =
110mc, QT =420mc, QTc =496m;c;
pumm IKC 6 pexume AAI c YCC = 84 yo/mun. Peskoe
omkAoHeHue aaekmputeckoil ocu cepdua (IOC) eaeso R/S
— V4-V5. baokada nepedtie-6epxHeti 6emeu Ae60i HOKKU .
Tuca. IMpusnaxu zunepmpoduu Ae6020 xerydouxa. Vsmerenus
penorspusavuu 6 00A. 60koeoti cmerku 6 6ude dsyxpastox (-/+)T 6
omeederiusx: 1, avL. Medrennoe napacmanue r 6 omsedenusix ¢ V1
no V4

Fig. 1. ECG of patient K. upon admission.
RRsp =718 ms, interval: AV =280 ms, duration: QRS =110 ms, QT
=420 ms, QTc =496 ms;

ECG rhythm in AAI mode with HR = 84 bpm. Sharp deviation of the
electrical axis of the heart (EAC) to the left R/S — V4-V5. Blockade
of the anterior-superior branch of the left bundle branch. Signs of left
ventricular hypertrophy. Repolarization changes in the lateral wall in
the form of biphasic (-/+)T waves in leads: I, avL. Slow increase in r in
leads V1 to V4

pubpmAAsIIVIM TTpeACcepANil, OAUH 13 KOTOPHIX IIOTpe-
00BaA DAEKTpHIecKol Kapauosepcun (asryct 2023 r.) u
Ha3Ha4YeHIsI IPOTUBOAaPUTMITIECKON Teparii (aMmosa-
poH, 61mcorpoaoa). B TedeHne roga 40 MOMeHTa ITOCTY-
ILAeHIs Y TaliieHTa MMOSBIAOCh OHeMeHNe MaabLes U
KIICTel1 00eX PyK, HeBPOAOTOM AMArHOCTUPOBaH ABYCTO-
POHHIIT CMHAPOM KapIlaAbHOTO KaHaAa, IOATBePKACH-
HBII AQHHBIMI BAeKTpOHeﬁPOMI/Iorpa(pMM.

Vs ocobenHocreli aHaMHe3a XXIU3HM CAeAyeT OTMe-
TUTH KypeHue Ha rpotsokeHnu 50 aet (30 mauka/aer),
rocaeauue 4 roga He Kyput. Heckoabko pas B He4ea10
ynorpebasier 50-150 ma kperikoro aakoros. Orer; ymep
B 86 /€T OT paka MOYeBOTIO ITy3bIpsl; MaTh — B Bo3pacte 80
AeT OT HeM3BeCTHOTO 3a00eBaHusL. Y 78-1eTHell cecTpul
nocrostHHas popma pudpuaastym npeacepanii. Cpe-
AV COITY TCTBYIOIINX 3a001eBaHNIL: XPOHUYeCKIIi OpOH-
XIT (HeOOCTPYKTUBHEIN), TacTpod3odarealbHast ped-
AIOKCHAas1 604€3Hb C 930(parnToM, CTPUKTYpa ypeTphl B
004acTi AaAbeBUAHON SIMKI ITOCA€ TPaHCypeTpaAbHON
PpeseKuuI IIpeACTaTeAbHON JKeA€3bl, HeIPOTeHHBIN MO-
YEeBOJ I1Y3bIPb.
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Clinical case of hereditary transthyretin amyloidosis
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Puc. 2. ITpuuurvl passumusl pecmpuxkmusHotl KapouoMuonamuu
(Lum. no Gowda SN, Ali H], Hussain I. Overview of Restrictive
Cardiomyopathies. Methodist Debakey Cardiovasc J. 2022 Mar
14;18(2):4-16)

Fig. 2. Causes of restrictive cardiomyopathy (Cited from Gowda SN,
Ali H], Hussain I. Overview of Restrictive Cardiomyopathies. Meth-
odist Debakey Cardiovasc |. 2022 Mar 14,18(2):4-16)

IIpu ocmoTpe cocTosHUE Ial/eHTa yAO0BAETBO-
puteasHoe. CozHanne sicHoe. IToaosxenne akTusHOe.
TeaocaoxeHne npasuabHOE, MHAEKC MacChl Teaa co-
crasasier 30,1 Kr/M2, 4TO COOTBETCTBYeT OKMPEHUIO |
cTerteHN. /lerkuii akpoumaHos. B aeBoit noaxaoumy-
HOIT 001aCTH OIIpejeAsieTcs pyoel] U KOHTYP UMILAaH-
TUPOBaHHOTIO DAeKTpoKapauoctumyastopa. Onpege-
ASIIOTCSl CUMMETPUYHBIE OTEKM HVYKHIX KOHEUYHOCTe
A0 CpejHell TPeT! ToAeHell.

ITyabc cummerpuynbli, 82 B MUH., pUTMUYHBII,
YAOBAETBOPUTEABHOTO HaIlOAHEHNs, He HalIpsIKeH,
COCyAMCTasl CT€HKa BHE I1yAbCOBOV BOAHBI HE I1aAb-
nupyercsa. AprepuaabHoe gaBaeHne — 138/82 mm pr.
cT. /leBast rpaHUIa aDCOAIOTHOI CEPAEUHON TYIIOCTHU
B IIITOM MeXKpeOepbe cMellleHa Ha 1 cM KHapy>K1 OT
A€eBO1 CpeAHeKAIOUMYHOM AHuN. TOHBI cepAlia Ipu-

TAYIIIeHbI, IePBbIli TOH HaJ BEPXYIIIKOI 0cAab1eH. AK-
LIeHT BTOPOTO TOHa Hag, Aero4Hoii aprepueit. [Ilymepr
He BBICAYIINBAIOTCS.

ITepkyTOopHO Ha/ A€TKUMM SICHBIN A€TOYHBIN 3BYK C
KOPOOOYHBIM OTTEHKOM. AyCKYAbTaTUBHO — YK€CTKOe
AbIXaHIe HaJ, CMMMeTPUYHBIMU ydacTKaMI AeTKUX.
SI3BIK HOpMaABHOTO 11BeTa, He yBeAndeH, HaleTa HeT.
[Tpu maapmanum KUBOT MATKNI, Oe3001e3HEeHHBI],
IIOKOa4MBaHIe 10 MosicHuIle 6e300ae3HeHHO. CTyA
peryAspHbIil, AMype3 — HOKTYpM: U IIepUoANdecKoe
IojTeKaHVe MOYIA.

ITpu BRIIIOAHEHNMM HALIMEHTOM TecTa C 6-MMUHYT-
HOII X0A50011 aAuicTanIs coctasusia 300 MeTpos, 4TO
cootsetcTByeT 3 PK XCH.

Ha OKI (cm. puc. 1) oTMeueHsI: Tpu3HaKM pabOTHI
s1exkTpokapanoctumyasTopa (ITOKC) B pesxume AAIL
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C 9aCTOTOM UMIIYyAbCOB 84 ya/MUH, pe3Koe OTKAOHe-
HIe 9AeKTPUUYeCKON OCcK cepalla BAeBO — 040Kaga
IepeHeil BeTBU AeBOI HOXKKM IydKa I'mca; usmene-
HILS peltoAspu3annuy B 001acTy OOKOBOI CTEHKH I10
tuny Asyxdasusix 3yoros T B orBegenmsx I u aVL
(rmneprpodust /K ¢ cucroamdeckoii meperpyskoit?
umemMus?); MegaeHHOe HapacTaHue 3yona r ¢ V1 o
V4 (caeacrsue peskoro otkaoHeHUs DOC BaeBo? pu-
Oposa May pyOLIOBBIX M3MEHEeHUI MeXK>KeAy40uKo-
BOII Iteperopoaxu?). VIToru cyTo4HOro MOHUTOPUPO-
saHMs1 DKI He BbIsiBMANM HapyIeHuit B padote ITOKC,
OTMeuYeHa BBICOKasl JKeAyA0IKOBasl DKTOIMYecKas ak-
TUBHOCTD B BUAE YaCTLIX DKCTPACUCTOA U HEyCTON-
YMBOIO ITapOKCHU3Ma JKeAyA0uKOBOi Taxukapaun (4
kom1iaexca). I'lo gaHHBIM ®XOKapauorpaduu oTMede-
HO yTOAIIleHIe MeXKKeAyJ04KOBOi IIeperopoAKu 40
19 MM, 3agHelt cTeHKN — 40 15 MM ITpU HOpMaAbHBIX
pasMepax moA0CTU AeBOTO XeayAouka (49 mm). VIn-
A€eKC Macchl MMOKapJ4a AeBOro KealyJ0dka COCTaBIA
199 r/M2. mpu OTHOCUTEABHOI TOAIMHE cTeHKu /K
0,57, 94TO COOTBETCTBYET Pe3KOV KOHIIeHTPUYeCKON
runieprpodun /K. ITpusHakoB 0OCTPYKIIUM BBIHO-
camjero Tpakra /K He BpisBaeHO. /JleBoe U mpasoe
peAcepAus yBeAndeHsl (MHAEKCH 06beMa 52 Ma/M?
u 48 ma/m? coorseTcTBeHHO). Ppakmus Berdopoca /DK
(MeTo4 AMCKOB) yMEpPeHHO CHIKeHa M COCTaBAseT
46%, roa Hazaa PB cocraBasiaa 54%. OTmedena ru-
IOKMHe31:s 0a3aAbHOTO U CpeAHeTo IepeHeIlepero-
poaounsix cermenTos /K. Vimeercs anacroandeckast
aucdyuxumsa XK (e'Mxn — 3 cm/c) ¢ Ipu3HaKaMu
IOBLIIIeHNs AaBAeHIUs HaIloAHeHus (IICeBAOHOp-
Ma/bHBIN IIaTTePH TPAaHCMUTPAABHOIO KPOBOTOKA I
BbicOKOe oTHoImeHne Efe’ — 13,6). Cucroamueckas
¢yuxumsa [DK coxpanena (TAPSE -28 mm). Cucro-
ANYecKoe JaBAeHle B AeTOYHOM apTepun yMepeHHO
IOBBIIIIEHO — 42 MM PT.CT. Y ABTPa3ByKOBOe McCAe-
AOBaHIe COHHBIX apTepuil OOHapy>KIAO eAMHIYHbIe
cTaOnuAbHBIE aTepOCKAepOTHUYecKye DASIIKY, He BbI-
3BIBaIOLIVe TeMOAMHAaMIYeCK) 3Ha4MMBbIX CTeHO30B.

Ha 0630pHOI1 peHTreHorpaMMe OpraHOB IPYAHOI
KAeTKI IPU3HAKY KapAuOMeraAni, BU3yaau3upyior-
Csl TeHb MMILAaHTMPOBAHHOIO DAeKTPOKapAUOCTH-
MyA5TOpPa, a TaKXKe 94eKTPoJ, B IPOeKLIMI TPaBoTo
npeacepavst. [Tpu nccaegosanym GyHKITUM BHEIITHe-
rO ABIXaHMA U BBIIIOAHEHMH IIPOOBI C OPOHXOAUTH-
KOM OOCTPYKTUBHBIX HapyIlleHui He BbLsasaeHo, JKE/1
Oplaa B IIpejesax HOPMBL.

Yposens Tporionnna T ceIBOPOTKM He3HAYNUTEABHO
HOBBIIIEH — 46,7 HI/A 11 OCTaBaACs IPYMEPHO Ha TOM
Ke yPOBHe IIPY ITOBTOPHBIX MCCAeAOBaHIUAX, YPOBEHDb
NT-proBNP kposu cyIecTseHHO Bbllle pedepeHca
— 1834 nr/ma. Kannndyeckuii u 6MOXMMUIECKUIL
aHaAM3bl KPOBM M OOIMII aHaAM3 Mouu — Oe3 Ia-
TOAOTMYECKMX OTKAOHEHMUIA.

Taxum oOpasoMm, mpeobaajalomuM KAMHUYE-
CKIM CHHAPOMOM Yy IalyeHTa Oblia XpOHMYecKas
cepJedyHasl He40CTaTOYHOCTb, MMeIOLIasl B CBOe
OCHOBe mnopakeHue Muokapga. C ydeToM BBISABAEH-
HOIO aTepocCKAepo3a COHHBIX apTepuil, M3MeHeHUI]

OKI' n HapymeHnit A0kaabHo KuHeTnky /LK mep-
BOJ AMAarHOCTUYECKON 3ajavyell CTal0 MCKAIOYeHle
MBC. Ognaxo npu KopoHapoaHIrnorpagpum 3Haum-
MBIX CT@HO30B BeHEUHBIX apTepuil He OOHapy>KeHO.
Mexay TeM, BBIsBAEHHBIE IIPU BXOKapauorpadpuu
M3MEeHeHMsI MOXKHO ObLAO TPaKTOBaTh KaK IIaTTepH
PeCTPUKTUBHON KapAMOMMOIIaTUML — HOPMaAbHbIe
pasMepnl KeAyA0uKOB IIPYU YTOAIIEHHBIX CTeHKaXx,
Pe3KO yBeAMYeHHBIX IpeJcepAMAX U BHICOKOM JaB-
AeHuM HaroaHeHms. B pamxax anddepennuaan-
HOIO AMarHo3a pecTPUKTMBHON KapAMOMMUOIATUN
paccMaTpuBaANCh CUCTeMHble MHQUABTPATUBHLIE
nporeccel, 00A€3HU HAaKOILAeHM:s, HeuH(UAbTpa-
TUBHbIE ITPOILIECCH B MUOKapAe U DHAOMMOKapAu-
aAbHBII PUOPO3 pa3ANIHON HPUPOABI (CM. pUC. 2)
[5]. C yueToM KAMHMKO-aHAMHECTUYECKUX AAHHBIX
U BBIIIOAHEHHBIX AOIOAHUTEABHBIX MCCAeAOBaHMII
(anaamns kposu Ha CPb, aHTMHYKAeapHbIe aHTUTeAa,
JeppuTNH, KaabINIT MIOHNU3MPOBaHHEIN, 51€KTpodo-
pe3 0eAKOB CHIBOPOTKM, CKPMHMHI IapallpOTeMHOB
MeTOA0M UMMYHOQpUKCAIIH, aKTUBHOCTh aHTMOTeH-
3MHIIpeBpalaIrero ¢pepmMeHTa) OBLAN MCKAIOUEHBI:
cucTeMHasl cKAepodepmus, 00Ae3HM HaKOILAeHN:,
TUIIepY03MHOPUABHBI CUHAPOM, MeAUKaMeHTO3-
Hble 1 Ay4yeBble IOpakeHMsl Muokapda. Hamnboaee
BEPOATHONM IIPUYMHONM Pa3BUTUA PeCTPUKTUBHONM
KapAMOMMOIIaTUM OCTaBaACsI aMIAOUAO3 CepAlia, YTo
IoAAep>K1Bal0Ch aHaMHeCTHYeCKIM yKa3aHueM Ha
ABYCTOPOHHMII CMHAPOM KapIlaAbHOTO KaHaJa.

B coorsercTBuu ¢ pexoMmengauuaMu Esporieii-
CKMX DKCIIePTOB IIPpU IOJO3PEeHUM Ha aMUAOUA03
cepAlia caeayeT BBIIIOAHUTH: ciMHTUTrpaduio/Od-
OKT ¢ 99Tc nupodocdaTomM 1 reMaroa0rnaecKme
TeCTBI A4S MCKAIOUEeHI s IapallpoTeMHeMIH, a B 3a-
BICHMOCTH OT II0AYyY€HHBIX pe3yAbTaTOB — BBIIIOA-
HUTH MTHBA3UBHYIO AU HEMHBA3UBHYIO AMarHOCTUKY
3aboaeBanus [6].

Kaxk n3BecTHO, OCHOBHBIMM BapMaHTaMM aMIAO-
naosa cepana sapagiorca: AL-ammaongos n ATTR-
aMIA0MA03 (TPaHCTUPETUHOBLIM, «AUKUI» UAU
HacaeACTBeHHBIN). OTCcyTcTBMe IlapallpOTeMHOB B
CBIBOPOTKE KPOBM 1 MOYe y Halllero alyeHTa B 3Ha-
4nTeAbHOI Mepe 1cKaiodaao AL-aMnaonao3s, a 445
ckpunuposanus ATTR-amnaonao03a Oblaa BeIIIOAHE-
Ha ciuHTHTpad s MIOKapaa ¢ TexHeljueM (cM. puc.3
), KOTOpasl BlABMAa MHTEHCUBHOe HaKOILAeHNe pasu-
odapmiperniapara B 004acTi A€BOTO KeayAodKa (3-51
crerienb). Takum obpaszom, ATTR-ammuaonsgos craa
paccMaTpuBaThCA KaK HanOoAee BeposTHas pUYMHa
KAMHUYECKUX ITPOSIBAEHUI cepAedHOl Hel0CTaTou-
HOCTH. 30A0TLIM CTAaHAAPTOM AMAarHOCTUKM aMIAO-
103a cepalia sABAsSeTCsI OMOIICKs MIOKapAa, OAHaKO
IIpY IIOA03PEeHNY Ha TPaHCTU PeTUHOBLII aMIA01A03
BO3MO>KHA HeMHBa3MBHAs AMArHOCTUKA, BKAIOYalO-
mas B ceds1 3 00s13aTeAbHBIX DAeMeHTa: OTCyTCTBIe
IaparpoTerHOB B CLIBOPOTKe M Moue, 2-3 cTelleHb
HaKoOILAeHs paguodapMIIperiapara B cepalie i Io-
aoxuteapasie MPT/9XO-kpurepun. Bepudukariyst
Anarnosa metogoM MPT cepania He npeacrasasaach
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Clinical case of hereditary transthyretin amyloidosis
with predominant heart involvement

BO3MO>KHOI1 10 IIpuYMHe uMnaantanuu MP-necos-
MeCTUMOTO KapauoctumyasTtopa. Torga gonoann-
TeAbHO OBIA0 BHIIIOAHEHO yAbTPa3ByKOBOE CCAeA0-
BaHue Strain — cucroanyeckoit gedpopmarym /K.
ITo ero utoram OTMeueHO 3HaUYUTeAbHOE CHIKEeHIe
ra00aAbHO TPOA0ABHOM AedOopManuy AeBOTo Ke-
ayaouka (GLS) a0 — (-9,3%), Torga Kax HUKHSS
rpaHniia HOpMHI cocTtaBaser (-18,5%). ITocerment-
HBII aHaAM3 BLISIBILA XapaKTepHOe pe3Koe CHIKeHIe
Aedpopmaruu 6a3aabHBIX U cpeaHUX cerMeHToB /10K
IPpM OTHOCUTEABHON COXPAHHOCTU BepPXYyIIeYHBIX,
(deHOMeH, ITOAYUMBIINII Ha3BaHME «BUIIIEHKa Ha TOP-
Te» (cM. puc. 4.), 9TO CTaa0 elrle O4HNM KOCBeHHBIM
oATBep>KAeHneM aMnaonso3a. COBOKyITHOCTD BCex
®XOKapAMorpaduieckmx IpU3HaKoB yA0BAeTBOpsAa
HEeOOXOAMMBIM KPUTePHUSIM HEeMHBa3UBHOI AMarHo-
cTukM (Haamume 3 u3 3 KAIOYEBBIX ITPU3HAKOB U 8§
0a41410B I10 MHOTOTIapaMeTPUIeCcKoIl IIIKale) 1 004b-
HOMY Obla ycTaHOBAeH anarHos ATTR-ammaongosa
(cM. puc. 5).

Caeayonum 1 puHaABHBIM 5TaIllOM AMarHOCTUKI
CTa0 IpoBejeHle MOAeKYAIPHO-TeHeTUIecKoro Te-
CTUPOBaHU C 11e4bI0 AuddepeHInanum «AUKOro» 1
HacAe/CTBEHHOTO TUIIOB 3a004eBaHusl. B moansy nep-
BOTO CBIA€TeAbCTBOBaA ITOKIAOI BO3pacT MHalllieHTa,
B I104b3y BTOPOIO — yKazaHMe Ha 001e3Hb cepalia
y cectpol. [lo mToram TecTupoBaHUs BBLISABAEHO Te-
TepO3UTOTHOE HOCUTEAbCTBO IaTOTeHHOTO BapMaH-
Ta reHa TTR, KOTOpHIIT XapaKTepu3oBaAcs 3aMeHO
HyKAeOTUAa IUTO3MHa Ha TUMMH B no3unum 302
HYKA€OTUAHOI I10C1e10BaTeAbHOCTH, YTO IIPUBeAO K
3aMeHe adaHMHa Ha BaauH B noaoxxennu 101 ammnno-
KIMC/AOTHOI IIeNN TPaHCTUPeTUHA. 3aKAI0UUTEAbHBIN
Anarso3 6611 cPOpPMyANPOBAH CAEAYIOITIM O0OPa3oM:

OcHOBHOIT:

HacaeacTBeHHBII CHICTEeMHBIN TPaHCTUPETIHOBLII
amnaonaod — ATTRv (reTepo3auroTHLINI BapuaHT
c.302C>T p.A101V) ¢ mpeumyllecTBeHHBIM IIOpa-
JKeHmeM cepalia (aMmuaonaHas Kapanomuonarus), [
craaus nio UK Staging System 2017. AsycTopoHHMII
CUHAPOM KapIlaAbHOTO KaHaaa.

PacripocTpaHeHHbII aTePOCKAePO3 C IIOpaskeHreM
aopThl, KOPOHAPHLIX apTepuit (Oe3 reMogMHaMUde-
CKJ 3Ha4MMBIX CTEHO30B), COCY40B TOA0BHOTO MO3Ta.

I'mnepronnueckas 6oaesus III ct. AI-2 cT., 1eae-
Boe A/l gocTUTHYTO.

Puck cepaedHoO-cOCyAUCTBIX
OCAOXKHEHUI — KpaliHe BBICOKUIA.

OcaoxHeHUST:

XpoHnyeckasl cepaedHasi HeJOCTaTOUYHOCTL C
yMepeHHO cHipKeHHo! @B K, cragus I, III @K o
NYHA; ITapoxcnamaasHas popma PII, BHe mapok-
cusma, CHA2DS2VASc — 3, HAS-BLED —1, EHRA
— 2. KeayaoukoBast SKCTpacUCTOAN 5 Tpajaliiiy 110
Ryan. Oprannyeckas AucyHKIIM CMHYCOBOTO y34a
10 TUITY CMHAPOMAa CUHAPOMa «TaXu-0Opaan»: CMHO-
aTpmaabHas 010Kaga 2-3 CT., TOCTOSIHHO BO3BpaTHasl
npeacepaHasn Taxukapaus, Vimmnaantamus ITDKC
(Medtronic Adapta) B pexxume AAIR ot 06.2020 T.

3aboaeBaHUIl U

ConyrcrByiomine 3a00AeBaHNUs:
XpoHndeckuit OpoHXIT, BHe obocTpeHsst. actposso-
(pareaapHas pedparokcHas 601e3Hb, KaTapaAbHBIIT ped-
A10KC-30¢aruT. [ mnepriaasus mpeacraTteAbHOM >Keae-
3bl. CTpUKTypa ypeTpsl B 004acTi AaAbeBUAHON SIMKI
(yperponaactuka ot 10.2021 r., TYP npeacrateanHOI
>xeze3nl 01.11.2022 r.), HelfpOTreHHbI MOYEBO ITy3BIPb.
C 11e4BI0 KacKaJHOTO CKPMHIHIA 1CCAeA0BaHa POJO-
CAOBHasI IIallJIeHTa, ¥ HeTo OTCYTCTBYIOT A€eTH, a yCTaHO-
BUTDb, KTO 3 pOANUTeAell OblA HOCUTeAeM MyTalluy, He
IpeACTaBAsA0Ch BO3MOKHBIM. CecTpe, KOTOpast IIPOsKI-
BaeT 3a pyOeskoM, Oblaa BeintoaHeHa MPT-cepartta, mpu
KOTOPOJ1 BBIABAEHBI TUIIMYHBIE KOCBEHHbIE ITPM3HAKIA
ATTR-ammaonaosa — runeprpodust creHok /K, or-
cpouenHoe HaxorleHne POII naTpaMmokapAnaabHo,
cyOsIMKapAMaAbHO U CyO9HAOKapAMaAbHO ITperMyIIie-
CTBEHHO B DazaabHbIX OTAeaax /LK ¢ aHomaabHOM Ku-
HeTMKOJ raJ0AMHIA, a TaK>Ke 3HauMTeAbHOe IIOBBIIIIe-
HIte 0ObeMa BHEK1eTOUHOTO IIPOCTPaHCTBa (CM. puc. 6),
O>KIJAAIOTCS Pe3yAbTaThl TeHeTYeCKOTIO MCCAe OBaHIL.
[TanuenTty HazHayeHa CUMIITOMaTHYecKasl Tepa-
nus XCH ¢ ymepenHo cHumxenHoit ©B: meraesoit
AUypeTHK Topacemis (5 MI/cyT), aHTaTOHUCT aAbA0-
CTepOHa CIMPOHOAAKTOH (25 mr/cyT), ganarand.ao-
suH (10 mr/cyT) 6uconpoaoa (5 mr/cyr), anukcaban
(10 mr/cyT). B KauecTBe ITaTOT€HETNYECKOTO A€UEHIIs
Ha3HaveH CeeKTVBHBI CTabMAM3aTOp TPaHCTUPEeTH-
Ha — TadpaMMANC B A03€e 61 MI/CyTKI.
boasupim ATTR-aMmnaoma030M HeOOXOAMMO Ha-
04104eH1e, KOTOpOe IO CYLIeCTBYIOIIMM peKOMeH-
AalyAM AOAXKHO OBITh CAeAYIOIIMIM:
Kakapie 6 Mecsiies:
e Kaunngeckas m ¢yHKI[MOHaAbHas OIleHKa
COCTOSIHMS IaljeHTa (4acToTa rOCIUTaAM3a-
Luii 1o mosody yxyamenus CH, nmosrpimenne
kaacca CH o NYHA, cumxenme kagecrsa
>kusHU 1o onpocHukamM KCCQ (Kansas City
Cardiomyopathy Questionnaire) nau EQ-5D;

e Tect c 6-MUHYTHOII X0AbOOIL;

* lccaepgosanue aaboOpaTOPHBIX MapKepoB
(obsazatearHo NT-proBNDP, Tporronun);

*  OcMoTp HeBpoOTa.

Kaskapre 12 mecsiiies:

e  OXOKT / MPT;

e CM-BKI;

¢ OdraabM0A0TMIECKIIT OCMOTP.

Uepes 2 mecsama npueMa tadamMmayca Ha KOHTp-
0/bHOM OCMOTpe IHalieHT OTMeTIA yBeAudeHue To-
AepaHTHOCTH K (U3MUECKOI Harpy3Ke: BO BpeMsI TecTa
¢ 6-MIHYTHOI X0450011 OoH 1porrea 400 M, 4TO cOOT-
seTcTByeT 20K XCH o NYHA; mpu sxokapanorpa-
Jum OTMEYeHO CHIDKeHIe BeAMYMHBI CHCTOANYECKOTO
AaBAeHMs B AerouHol apTepun ¢ 42 20 30 MM pT. cT.;
HEKOTOpOe yAydIlleHye ra00aapHoro strain c (-9,3%)
20 (-10,5%), pu ®TOM C€O34aA0Ch BIIeYaTAeHUE OO
yBeAMdeHNM IIA0IIadyl 30HBI YAOBAETBOPUTEABLHON
AepopManyu Muoxkapga B obaactu sepxymku /DK
(cM. puc. 7). IIpogoaxkeHo gaabHeiiIee HaODAIOeHUe
3a IaleHTOM.
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CAYYAU M3 TIPAKTUKI
CASES FROM PRACTICE

HacaeacTsennslii BapuaHT TPaHCTHPETHMHOBOIO
aMI11011403a BbI3BaH MyTalMsIMM e AMHCTBEHHOTO TeHa
TTR, KOTOPBIN pacIoA0>KeH Ha AAMHHOM I1aede 18-
XPpOMOCOMBEI. XapaKTepeH ayTOCOMHO-40MMHaHTHBII
TUI Ilepejady 3aboAeBaHIs C O4eHb BaprabeabHOI
IeHeTPaHTHOCTHIO. MHOTHEe HOCUTeAU I1aTOTeHHBIX
reHeTHYeCKMX BapMaHTOB MOIYT OCTaBaThCs OeccyuM-
IITOMHBIMH BIIAOThH 4O ITOKIAOTO UAM CTapyecKOro
Bo3pacra [4]. Y Halero nanyeHnTa BblsBA€H BapUaHT,
accolMMPOBaHHLIN IIPEMMYIIeCTBeHHO C CepAedHBIM
¢enoTuIOM 3a001€BaHNs, OAHAKO BCTPEUAIOTCs KaK
¢eHOTUITHI C TPpe0baasaIONTMI BHECEPAEUHBIMH, B
OCHOBHOM, HEBPOAOTMYECKMMM IIPOABACHUAMM, TaK
U CMelllaHHble KAMHMUYecKre BapuaHThl [7]. Baecep-
AeuHbIe ITPOsIBAeHN s HacAeACTBeHHOTO TPaHCTUPeTU-
HOBOTO aMI1011A03a BBI3BaHbI OTA0KeHueM Guopuaa
B APYTUX TKaHIX — CYXOXKIAMSX, CBA3KaX, DHAOHEB-
PaabHBIX COCyAax, IepUHeBPpaAbHBIX IIPOCTPaHCTBAX,
CTeKAOBM/AHOM Te/e I pOroBUlle, IIOYKM BOBAEKAIOTCs
B IIpollecc peAKo, X U3MeHeHIsI BTOPMYHLI II0 OTHO-
IIeHNIO K IIporpeccupymomeii AMcPyHKINU cepALia
[8, 9]. TunMYHBIMY BHECEPAEUHBIMMU ITPOSBACHUSIMU
ATTR-aM1a0m1A03a BBICTYIIAIOT: MBIIIEYHO-CKeAeT-
Hple HapylleHus (CMHAPOM KapIlaAbHOIO KaHaJa,
CTEeHO3 IT03BOHOYHOIO KaHala, AMCTaAbHBIN pa3phiB
Cyxoxkmaus Ouijerica naedya — cugpom llomeite n
CYXOXKMAUM APYIMX MBI U Ap.), TOAMHENpOIaTIun
(aMcTaAbHbIe HEeJPOIIaTUM, MBIIIIeYHas CAa00CTh, Ia-
AEHIIST), aBTOHOMHas AucYHKIMS (OpTOCTaTIecKas
TUITOTEH3MLS, SPeKTUABHAS AMCPYHKIIN, HApYIIeHVs
nuieBapeHns — aHOPeKCMs, TOIIHOTa, PBOTa, 3a-
HOpbl/Anapes/MaaadcoOpOLMsL) U ITOpaskeHNs raas3
(CMHAPOM «CyXOTO Tla3a», IOMyTHeHNE CTeKAOBUA-
Horo Teaa) [9]. AByCTOpOHHMII CMHAPOM KapIaAbHO-
ro KaHaJa CTaA 4acTbhlO KAMHMYECKON KapTUHBLI U B
OINIChIBAEMOM HaMU CAydae.

ITpu amMmmaouAHONM KapAMOMMOIIATUY IIPOUCXOAUT
oTa0KeHne GuUOPNAA B MEKMBIIIIEYHOM (MHTEPCTH-
LI1aAbHOM) IIPOCTPAHCTBE 11 BOKPYT MEAKMX COCY /OB,
9TO IMPUBOAUT K MH(PUABTPATUBHOMY YTOAIIEHUIO
CTEHOK AeBOTO KeAyJ0uKa, a OTAO0XKeHNe aMIA0KAa
BA0ADb apTepMoA U KalliAASPOB BhI3bIBaeT MUKPOCO-
cyauctyio anrmonarmio. Ilocaeansas BrI3bIBaeT Xpo-
HIYEeCKYIO MUKPOBaCKyAsSPHYIO UIIEeMUIO MIOKapaa,
KOTOpas Hapsi4y C akTusaluei aMmmaongom ¢udpo-
04acTOB IPUBOAUT K YCKOPEeHHOMY (POPMIPOBaHUIO
MHTepCTUIIMaABHOTO pubpo3a 1 pasBUTUIO BTOPUYI-
HOTO A1 Py3HOTO KapAMOCKAEPO3a C 09aroBoil KOM-
IIeHCaTOPHONI rnuitepTpodueit KapaAMOMUOIUTOB. Bee
BBIIIIeIIepedliCAeHHOe AelaeT MUOKapJ, KeCTKUM, PU-
TMAHBIM, HeCIIOCOOHBIM K a/eKBaTHOMY PacTsKeHIIO
B ITpollecce Hall0AHeH!s], BRI3bIBasl IIpOorpeccupyloliee
yXyALlleHre AracToAndeckoit GpyHkumu cepatia [10]. B
pesyabTaTe IIOCTeIIeHHO yTpaThl KapAMOMMOIIUTOB
HaulMHaeT CHIUKAThCA M COKpaTUTeAbHas (PYHKIIVLI
MIOKapJa, OHa MOXeT yCyTyOAAThC AMCPYHKIIVEN
IOBpe>KAeHHBIX aMI1A0MA0M KAallaHOB cepalia (aop-
TaAbHBII CTeHO3). BrIteniepeuncaeHHble M3MeHeHI,
a TaKKe MHPUABTPAVA aMIUAONAOM TKaHel IpOoBo-

ASIIIeN CUCTeMBI cepAlia IPUBOAAT K Pa3BUTUIO cep-
Ae4HBIX 0410Ka 1 pa3HOOOpa3HbIX HapyIIIeHUI PUTMa,
KOTOpbIe CTaAM OAHMMM U3 CaMBIX APKUX KAMHIYe-
CKUIX ITpOsBAeHNII 004e3HH y Halrero nanyenTa. Onn
Ke MOTI'YT CTaTh IIPMYMHO BHe3aITHO CMePTH, JacTo-
Ta KOTOpOI1, HanpuMep, y 60apHbIX AL-amMuaonao-
30M MOXKeT gocrurathb 33% B IepBble 3 MecsiIia I10cAe
ycraHoBAeHU: AuarHo3sa [11, 12]. ViMmnaanTanus kap-
AUOCTUMYASTOPA B pacCMaTpuBaeMO KAMHIYECKO
CUTyalluU IIpeACTaBAseTCsl CBOeBpeMeHHOl, 0AHaKO
nosibAeHre GUOPMUAASAINY IPeACepANIi Y BBICOKUIA
PpMCK pa3BuTHA HapylleHuit AB-riposegeniist TpeOyIoT
paccMOTpeHIs 3aMeHBI YCTPOJICTBa Ha AByXKaMepHoe.

Cerogusi CymiecTByIOT OOHage>XMBalollue Ilep-

CTIeKTUBHI MaToreHeTnyeckoro AedeHns: ATTR-amu-
a01ugo3a, paspaboTaHbl papMaKOAOTUIECKIe Cpea-
cTBa KOoppekuum 3aboaeBaHILsI, HallpaBJAeHHbIEe Ha
cAeayioliye MexaHU3MBbI er0 Pa3BUTH:

e lIurubuposaHue CuHTe3a TpaHCTUPeTIHA Ma-
asiMu uHTepepupyomumu PHK (nHOTEp-
ceH, IIaTHUCHUpaH, ByTpUCUpaH).

e Crabmamsanus TeTpaMepa TpaHCTUpeTHHA
(andaynucaa, rapammuauc).

* BriBegenme y>ke HaKOILA€HHOIO aMMAOMAA
(aHTMaMMAOMAHBIE aHTUTeAa — HaXOAATCS
Ha CTaAMy KAMHUYECKNUX MCIILITaHMIT).

EanHcTBeHHOe Ae€KapCTBeHHOe CPpeACTBO, 3aperi-

crpuposanHoe B Poccun — Tapamnanc (Tafamidis),
OH CBs3bIBAeTCs C TUPOKCHH-CBA3BIBAIOIINIM CaiiTOM
TpaHCTUpeTHHAa ¥ TeM CaMbIM CTaOMAU3UPYeT Te-
TpaMmep. B MHOTOII@eHTPOBOM ABOIIHOM CA€IIOM I1Aa-
1ebo-KoHTpoaupyeMoM uccaegosannu ATTR-ACT
A€KapCTBO CHUKAA0 ODIIYI0 CMEPTHOCTD M YacTOTy
rocnmTaAn3aluii n3-3a cepAeuyHO-COCyAUCTHIX IIPU-
quH y 004bHBIX ATTR-aM11014030M pa3AMIHBIX TU-
I10B, CIIOCOOCTBOBAA0 COXPaHeHUIO KayecTBa SKU3HH U
TOAepaHTHOCTH K pusndeckum Harpyskam [13]. Cro-
MMOCTD A€YeHIsI BBICOKa, HO A€KapCTBO AOCTYIIHO IO
crenyaApHONM IIporpaMme, B paMKaxX KOTOPOJ Halll
HalMeHT U IoAy4yaeT AedeHne.

3akai04yeHne:

¢ ATTR-amMma0MA03 BCTpedaeTcs TopasAo Jallle,
yeM IPUHATO AyMaTb, OCOOEHHO BBICOKA €ro
pacIpocTpaHeHHOCTb CpeAy I1allieHTOB I10-
SKIAOTO MAM CTapyeckoro BO3pacTa, TO Ka-
caeTcsl M BpOKAeHHHBIX GpopM 3aboaeBaHMS.

e CymecTByIOT BO3MOXKHOCTU paHHell HeMHBa-
suBHO Auardoctuky ATTR-ammaonsosa u
cpeactsa ero 5¢$QeKTUBHOI Tepanuu, KOTo-
pble IO3BOASIOT M30e’KaTh MHOTUX >KM3HeO-
ITacHBIX ¥ HeOOPaTUMBIX OCAOKHEHMIA.

e CAO0XHOCTb AMATHOCTUKU 3aboaeBaHMs 0O-
ycAOBAeHa CUCTEeMHOCTBIO U pa3HOoOpasyeM
IPOsBAEHNII, KOTOpble YacTO TPaKTYIOTCS B
paMKax «BO3pacTHOI» KOMOPOMAHOCTH, MOTYT
Ae30pUeHTUpPOBaTh Bpaya M CTaTh IPUYMHOIN
HedPPEeKTUBHBIX 0OpaIeHNIT K «Y3KIM» CIIe-
LMaAucTaM, 0eCII01e3HOTO NAY AaKe OIlacHO-
ro AedeHus.
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CAYYAN M3 TIPAKTUKI Clinical case of hereditary transthyretin amyloidosis
CASES FROM PRACTICE with predominant heart involvement

- 'A/B Ratio=1,54
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Puc. 3. Aannvie cyunmuepaduu u OOIKT ¢ 99Tc nupodocPpamon.

IIpu omcpouervlx CluHmuzpammax zpyoHotl KAemxku U3yarusupyenmcs nogoluieroe
Hakonierue paduoPapmanecmuieckozo npenapama 6 00AACMU Ae6020 keAydouKa
(6epxriuil paod usobpaxeruii 6 146emoe6oil u cepourkarotoi zamme). Koappujuerim

Qugepenyuarviiozo HaKONACHUS 110 OMHOUEHUIO K KOAAAMEPAALHOT 00AACTU COCIAGASIeN
1,54, no noAyKoAuUecmeeHHotl 6U3YarbHOLL ULKAAE YPOSeHb HAKONACHUS COONEENCMEYermn
Grade 3. Taxoxe obpauiaem Ha ce0s 6HUMAHUE SHAUUMEADHOE CHUXeHUE HAKONACHULS
paduodapmaresmuieckozo npenapama 6 OAUHHOLLX mpyOUanbLX KOCHIX, 6bI36aHHoe meM,
4rmo Muokapd «ommszueaem» paduopapmnpenapam na ceds. B cpednem u nuxrem
pA0ax uso0paxenuii ompaxero pacnpedererue paouoGapmnpenapama 60 GpoHmarvHoi,
CAZUMMAALHOI U nonepeuHol naockocmsx npu cuurmuzpapuu (cpednuii psd) u npu ODIKT
(nuxruii psd). Omuemauso npocaexusaemcs usdvimouroe korvyesudroe naxonaerue 99Tc 6
CMENKAX 186020 KeAYIOUKa, NPeUMYU,ecnéerto 6 e20 0A3ANLHDLX 0mdeAax

Fig. 3. Scintigraphy and SPECT data with 99Tc pyrophosphate.

Delayed scintigrams of the chest show increased accumulation of the radiopharmaceutical in the
left ventricle (top row of images in color and grayscale). The differential accumulation coefficient
relative to the collateral area is 1.54, and on a semi-quantitative visual scale, the accumulation
level corresponds to Grade 3. Also noteworthy is the significant decrease in the accumulation
of the radiopharmaceutical in the long tubular bones, caused by the myocardium “pulling” the
radiopharmaceutical towards itself. The middle and lower rows of images show the distribution of
the radiopharmaceutical in the frontal, sagittal, and transverse planes during scintigraphy (mid-
dle row) and SPECT (lower row). There is a clear excess ring-shaped accumulation of 99Tc in the
walls of the left ventricle, mainly in its basal sections
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GS=-9.3%

Puc. 4. Pesyavmamot uccaedosarius strain Ae6020 sxeaydouxa (A2K) y 6oavrozo K.
Aannvie npedcmasaerivt 6 sude duazpammol «0oiuutl exas». B uenmpe ueemom u yudpamu
ompaxaemcs cmenen 0ePopMa U 6epxYULeHHvlX CezMeNos, 1o HaNpaGAeHUIo K
nepugepun — cpednux u 6a3aAvHoIX. VnmencusHocmy Kpactoi OKpacku ompaxaem
6LIPAKEHHOCHID CUCTIOAUYECKOTE 0eopMauy, MUoKapoa, cezmennivl, OKpauieHole CUtum
— 0suxymces napadokcarvio. Ms ouazpammor caedyen, umo HAUAYHULYIO COKPAMUMOCIIb
0eMOHCIPUPYIONT 6ePXYULeUtLble CezMenvl, Komopble OKpauueaomcs ApKum Kpactvim
16emom, cpedrie, 1 0c00eHHO DA3ANLHDIE CezZMeHIbL uMetom Ooaee OAedHY0 oKpacky. Dmom
Pperomert 00paso onucvlearom Kax «suenKy na mopme». Hecmomps ta 6oree 6bicoxyio
depopMuUpyeMocb 6epxXyuLKu, ee 6eAUNUHA 0CALHICs HUXe HOPMAAbHBLX sHavenul (-18,5%),
KaK u eeaununa 2r00arviozo strain (GS) /2K, ompaxennas 6 npasom sepxmem YAy pucyna.
Ipununa 6bIA6AEHHVIX USMEHEHUTI SAKAIOUALHICS 6 MOM, U0 AMUAOUO NPEUMYULECTIEEHHO
omrAadbL6aemcs 6 0AANLHOLX U CPEOHUX CezMeHMax Muokapoa, 20e HabA100aemcs. svipaxeritoe
cHUKerue npodoAbHOTE deopMaliuLL, 6 MO xKe 6peMms PYHKIUS 6epXYULKU Ae6020 HKeAy0ouKa
ocmaemcs OMHOCUMEALHO COXPAHHOLL

Fig. 4. Results of left ventricular (LV) strain analysis in patient K.
The data are presented in a bull’s-eye diagram. The center shows the degree of deformation of
the apical segments in color and numbers, and the periphery shows the degree of deformation
of the middle and basal segments. The intensity of the red color reflects the severity of systolic
myocardial deformation, while the segments colored blue move paradoxically. The diagram shows
that the apical segments, which are colored bright red, demonstrate the best contractility, while
the middle and especially the basal segments are paler in color. This phenomenon is figuratively
described as “the cherry on top.” Despite the higher deformability of the apex, its value remains
below normal (-18.5%), as does the global strain (GS) of the LV, shown in the upper right corner
of the figure. The reason for the changes identified is that amyloid is predominantly deposited in
the basal and middle segments of the myocardium, where there is a marked decrease in longitudi-
nal deformation, while the function of the left ventricular apex remains relatively intact
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CAYYAU M3 TIPAKTUKI Clinical case of hereditary transthyretin amyloidosis
CASES FROM PRACTICE with predominant heart involvement

IXOKI — kpuTtepui ammnouagosa cepgua:

HeobbsAcHuMOe yTonweHne cteHku JIXK 2 12 mm
+
Kputepun 1 unu Kputepun 2:

Kputepun 1:
2 NONOXUTENbHbIX MPU3HAKa N3 3-X:

e [nactonuyeckas gucyHkums 2-3 CT.
e | CKOPOCTU TKaHEBbLIX OOMNMNMEPOBCKMX BOMNH S, €’ na’ (< 5 cm/c)
e | rmo6aneHon npogonbHou aedopmaummn JDK (GLS ) < (-15%)

Kputepun 2:
MHoronapameTpuyeckas axokapguorpagpudeckas oueHka =8 6annos

e OrtHocuTenbHas TonwmHa cteHkn JIK (MXKM+3CIDK)/KOPITK >0.6 — 3
6anna

e E/e>11-1 6ann

e TAPSE < 19Mm -2 6anna

e 3HaueHwne rnobanbHon npogonbHou gedopmayun JIK (GLS) < (-13%)
—1 6ann

e OTHOLEHME CUCTONMYECKON NPOSONBHON AedhopMaLm BEPXYLLKN K
ocHoBaHuto (ABR) > 2,9 — 3 6anna

/ MPT kputepuin ammnoungosa cepgua
Kputepun 1 + Kputepum 2:

Kputepun 1:
OundbpysHoe cybaHgokapananbHOe Nnn TpaHCMypanbHOe OTCPOYEHHOE
HakonneHune koHTpacrta npu LGE

Kputepun 2:
AHOManbHas KMHeTUKa ragonMHns

Kputepun 3:
YBenuyeHne BHekreTo4yHoro oobema - ECV=0,40%
(moakpennsLwmin, HO HeobsI3aTENbHbIN NPU3HAK)

Puc. 5. Dxoxapduoepagpuuecicue u MPT-kpumepuu A HeuH6A3UEHOU U UHEA3UBHOU (npu Guoncuy HeceplewHbLX MKaAHel)
Ouazrocmuiu amuroudosa cepoua (Lum. no Garcia-Pavia P, Rapezzi C, Adler Y et al. Diagnosis and treatment of cardiac
amyloidosis: a position statement of the ESC Working Group on Myocardial and Pericardial Diseases. Eur Heart ]. 2021 Apr
21;42(16):1554-1568)

Fig. 5. Echocardiographic and MRI criteria for noninvasive and invasive (with biopsy of noncardiac tissues) diagnosis of cardiac
amyloidosis (Cited from Garcia-Pavia P, Rapezzi C, Adler Y et al. Diagnosis and treatment of cardiac amyloidosis: a position state-
ment of the ESC Working Group on Myocardial and Pericardial Diseases. Eur Heart ]. 2021 Apr 21;42(16):1554-1568)
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Puc. 6. Aanroie MPT cepdua c konmpacmmvim ycuieruem cecmpol 60AvH0z0 K.

I[pedcmasaenvr 3 cpesa cepdua: dsyxKamepioe ceuerie 1o KOpomKOL ocu Ha YposHe 0A3ANHOLX cezmennos (A), 4-x KamepHoe cevenie
no daunnoir ocu (B), 2-x xameproe ceuerive no daurnoii ocu /AK (B). Ommeuaemcs svipaxerinas eunepmpodus cmeriox /12K, npu amom
MOAULUHA MeAKeAydouK0601 nepecopodiu docmuzaem 14-15 mm. boree unmercugroe beroe oxpautusarue cmerku /AK ompaxaem
omcpouerHoe HAKONAeHUe KOHMPACA, KONOpoe nPoucXooum mpancmyparvio, cyoanukapouarvto u cy0a1dokapouarbHo 6 0a3arbHblx
cezmenmax, cy6anuxapduarbio u cy6a1dokapouarvto 6 cpednux ceemernmax muoxapda /K. Buisedenue konmpacma samedrero. ECV
pesxo yeeauter u cocmasasem 60—70% (6 nopme 20-30%). Ilpu dunamuieckom uccaedosaruu ommeuerol OUPPysHas zunoxuHesus
cmenox /2K u pesioe crusxerue ezo 2a00arvtioir coxpamumocmu (OB — 33%), wmo moxem cudemerbcneosams 0 0areko sauieduiem
npouecce

Fig. 6. Contrast-enhanced cardiac MRI data of the patient’s sister K.
Three heart sections are presented: a two-chamber section along the short axis at the level of the basal segments (A), a four-chamber section
along the long axis (B), and a two-chamber section along the long axis of the LV (C). There is marked hypertrophy of the LV walls, with the
interventricular septum reaching a thickness of 14-15 mm. More intense white staining of the LV wall reflects delayed contrast accumula-
tion, which occurs transmurally, subepicardially, and subendocardially in the basal segments, subepicardially and subendocardially in the
middle segments of the LV myocardium. Contrast elimination is slowed down. ECV is sharply increased and amounts to 60-70% (normally
20-30%). A dynamic study revealed diffuse hypokinesis of the LV walls and a sharp decrease in its global contractility (EF — 33%), which
may indicate an advanced process

Puc. 7. Pesyarvmamot uccaedosanus strain aegozo sxeaydouxa (1K) y 6oaviozo K. do u nocae 0syxmecsiurozo Aewerus cmaduAusanopom
mparcmupemuna maPamMuoucom.

Aaritiore npedcmasieriol 6 6ude Quazpamm «0viuuii 2aaz». JAesas uazpamma ompaxaem ucxootvie 0arHbvle, npasas — NOAyUeHHbvle 6 X00e
Aeuenus. Omuemau6o 6udHo pacuiuperie 0Hvl 6oAee UHMeHCUSHOI 0KpaCKU 6 00AaCu 6epXYuiKlY, HECKOALKO Y6EAUHUAOCD U SHAUEH e
2A00aavoitl npodorvhoil depopmavuu (GS) om (-9,3%) ucxodro do (-10,5). K amum dartnvim caedyem omHecmuco ¢ u36echioil 0oaeil
0CMOPOKHOCHU 6610Y CHOHMANHOL 6APUAOEALHOCTIU PESYALINANOG, HAOAT00AIOULUXCS NPU NOGHIOPHBLX USMEPEHUX

Fig. 7. Results of left ventricular (LV) strain analysis in patient K. before and after 2 months of treatment with the transthyretin stabilizer tafamidis.
The data are presented in bull’s-eye diagrams. The left diagram shows the baseline data, while the right diagram shows the data obtained
during treatment. There is a clear expansion of the more intensely colored area at the top, and the global longitudinal strain (GLS) value has
increased slightly from (-9.3%) at baseline to (-10.5). These data should be treated with a degree of caution due to the spontaneous variability
of results observed in repeated measurements
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CAYYAU M3 TIPAKTUKI

Clinical case of hereditary transthyretin amyloidosis

CASES FROM PRACTICE with predominant heart involvement
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