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AHHOTaAUS

B craTbe rpeacTaBaeHo KIMHUYECKoe HaBGMIofeHe TPaHCTUPETUHOBO aMUIOMIHOM KapaAMOMUOIIATUY TUKOTO
tumna (ATTR-KMIT) y naumenTtku 80 sieT. TpaHCTUPETMHOBASI aMUIOUIHAST KApAMOMMUOTIATHS — MHQUIBTPATUBHOE
3abosieBaHMe Cepplla, pa3sBUBAIOIIeecs BCIEACTBME OTIOXKEHUS aMUIOUIHBIX (GUOPUIT BO BHEKJIETOUYHOM ITPO-
CTpaHCTBe MMOKapAa U MPUBOASIIEe K PA3BUTUIO TSIKEION CepleyHoil HeloCTaTOUHOCTH. 3a60eBaHMe YyacTo
BCTPEYAETCsI Y MOKWIIBIX TTAIIEHTOB ¥ HepeIKO AMArHOCTUPYETCsl Ha TO3JAHMX CTAAMSIX M3-32 KOMOPOGUIHOCTH,
MaCKMPOBKM CUMIITOMOB TTOJI IPYTYe HO30I0TUI U TSDKEIOT0 repuaTpuuecKkoro cratyca. [IporHo3 npu OTCyTCTBUM
JleueHUs] HeOIaroNmpUSITHBIN: TTOpaXkeHNe Ceplia SIBJSIeTCS] OCHOBHOM NMPUYMHON CMEPTHOCTY, & CPeIHSISl Mpo-
JIOJDKUTEIbHOCTD JXKM3HY I10C/Ie YCTAaHOBJIeHMS JyarHosa cocrasiseT 3,6 roga. Pannsas guarnoctuka ATTR-KMIT
MO3BOJISIET CBOEBPEMEHHO HauaTh MaTOTeHeTMUYeCKyl0 Teparuio, HalpaBlieHHYI0 Ha 3aMeJjieHe IPorpeccupo-
BaHMS 3a060/IeBaHMS, YAYUILIEHMEe KaueCTBa XU3HN U CHYDKEHME CMepTHOCTH. [IpefcTaBieHHOe KIMHUYeCKoe Ha-
G0 HIe MJUTIOCTPUPYET BayKHOCTh KOMIJIEKCHOTO 06C/IeIOBaHMsI TIPU HEOObSICHMMOII CepIeyHoli HeIOCTaToY-
HOCTM Y TIOKWJIbIX TIAI[ME€HTOB, & TAKKE BO3MOXKHOCTb TOCTVKEHMST KIMHMUYECKOTo 3¢ deKTa Mpy MUCIONb30BaHNUM
tadamupayca aiis cienybuyHoii Teparm ATTR-KMIT y naumentku 80 jeT.

KnioueBble c10oBa: TpaHCTUPETMHOBas aMwioupHas kapauomuonatusi; ATTR-KMII; ammnonpmos ceppia;
TadamMuIuC; MOKMIONH BO3PACT; KIMHMUECKOe HaO/IoIeH e,
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DIAGNOSIS OF WILD-TYPE TRANSTHYRETIN CARDIOMYOPATHY
AND INITIATION OF PATHOGENETIC THERAPY IN AN ELDERLY
PATIENT: A CLINICAL OBSERVATION
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Abstract
The article presents a case study of an 80-year-old patient with wild-type transthyretin amyloid cardiomyopa-
thy (ATTRwt-CM). This case demonstrates the importance of comprehensive examination in cases of unexplained
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heart failure in elderly patients, and illustrates the effectiveness of tafamidis treatment for patients over 80 years
old. Transthyretin Amyloid Cardiomyopathy (ATTR-CM), is an infiltrative heart condition caused by the deposition
of amyloid fibrils within the extracellular space of the myocardium. This condition leads to severe heart failure,
which is often found in older patients and is frequently diagnosed at later stages due to comorbidities, masking
symptoms under other conditions, and severe geriatric status. Without treatment, the prognosis for this condition
is poor, with heart damage being the leading cause of death, and with an average survival time of only 3.6 years
after diagnosis. Early diagnosis of ATTR-CM allows for timely initiation of pathogenetic therapy aimed at stabiliz-
ing the progression of the disease, improving the quality of life and reducing mortality.

Keywords: transthyretin amyloid cardiomyopathy; ATTR-CM; cardiac amyloidosis; tafamidis; elderly age; clinical
observation.
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BBEIJEHUE

TpaHcTMpeTnHOBasT KapAMOMMONATUSI AUKOTO
tuna (ATTR-KMII) npencrasisier cob6oit cuctem-
Hoe 3a00seBaHMe cep/lia, pa3ByUBalollieecs BClel -
CTBME BHEKJIETOYHOIO OTJIOXKEHUS B MMOKapze
HepacTBOPMMBIX aMUIOUAHBIX Gu6pUI, o6pasy-
IOIIMXCSI TIPY AVCCOLIMAIIVIY TPAHCIIOPTHOTO GesTka
TPaHCTUPETHHA, U He CBSI3aHHOE C MyTalusIMM
B leHe TpaHCTupeTuHa. [1, 2]. DTO mporpeccu-
pyiolllee, CBSI3aHHOE C BO3pacToM 3aboseBaHMe.
CpenHuii BO3pacT MalUMEHTOB, Y KOTOPBIX Aua-
rHocTupytor ATTR-KMII, cocraBnsier 74 ropa.
TIporHO3 TIpPM OTCYTCTBUU JIeUEHMsI HebIaronpu-
SITHBIA, T. K. MeIMaHa BbDKMBA€MOCTU COCTaBIIsIeT
3,6 ropa 1nociie yCTaHOBJIEHMS AMarHosa [3, 4].

TouHast pacnpocrpaHeHHOCTb ATTR-KMII He-
M3BEeCTHA, HO YaCTOTa ee BbISIBJIEHMS CYILECTBEHHO
YBeJIMUMBAETCS C BO3PACTOM, TaK UYTO JMIia CTap-
mre 80 yieT 0COGEHHO MOABEPsKeHbI 3a60/IeBAaHNIO.
JlaHHbIe [1aTOJIOrO-aHATOMMUUECKUX MCCIeoBa-
HUIi CBUIETENbCTBYIOT O TOM, UTO Y 25 % ymepumx
B BO3pacTe 85 JieT U cTaplile BbISIBISIOT OTIOXKe-
Hust amuionna B cepaue. Cieqyer OTMETUTD, UTO
TaKue OTJIOKEeHMS MOIJIM CTaTh IPUYMHON CMePTU
y 4,5 % nui crapiue 80 set [5, 6].

IMoBpinieHne MHGOPMUPOBAHHOCTY Bpaueii
06 ATTR-KMII 1 HacTOpOskeHHOCTU B OTHOIIIEHUN
BO3MOKHOCTYM 3TOTO 3a60JIeBaHUs Y JIUII TTOXMU-
JIOTO BO3pacTa CIIOCOOCTBOBANO CYLECTBEHHOMY
YBEJIMUEHNIO YMCla MalyMeHTOB C AMarHoCTUpO-
BaHHOV ATTR-KMII BO MHOrMX CTpaHax Mupa
[2]. TIo MHEHMIO 3KCIIePTOB, CTapeHye HaceleHUs
" yBeJIMUeHYe TTPONO/DKUTENIbHOCTY XXU3HYU OYOyT
omnpenensiTb yBeJMUYeHMe YaCTOThl YCTAHOBJIEHUS
nuarHoza ATTR-KMII, ocobedHo y jui; 80 et
M CTaplie, ¥ Takas TEHIOEeHLMS Y)Xe BBbISIBJISETCS
B KJIMHMUYECKOI IpaKkTuke [7, §].

[TepBpIM OLOOPEHHBIM K NMPUMEHEHUIO CIIeIy-
uueckum mpemnapatom s jedeHust ATTR-KMIT
cran TadbamMuUOuC, KOTODbIN TMpeNCTaBisieT COo-
60ii TepopabHbIi CTAaOWIM3ATOpP TEeTpamepa

TpaHcTupeTnHa [9]. B Hacrosiee Bpemsl Npume-
HeHMe Tadamupuca SIBASETCS OOHUM U3 OCHOB-
HBIX IOAXONOB K JIEYeHUI0 NallMeHTOB C cepleu-
HOI1 HeocTaTOuHOCThIO0 Tpu ATTR-KMIT.

dddexTuBHOCTh NMpuema Tadamumyuca Obiia
MOATBEPXXIEeHA B XOHE BBIIIOJHEHUS PaHIOMMU-
3MPOBAHHOIO0 KOHTPOJIMPYEMOIO MUCCIEeLOBaHMS,
BKItouaBiiero 441 namuenTa ¢ ATTR-KMIT (mukmnii
Y MYTaHTHBIV TUIIBL Y 76 U 24 % y4aCTHMKOB COOT-
BeTCTBEHHO). [TallieHTOB pacrpenenamnan B 3 rpym-
Tbl: Iprema Tadamuauca MeraoMimuHa B o3ax 80
u 20 MT ¥ TPYIIITy IUIane6o0, B COOTHOmEeHuy 2:1:2
[10]. Ilomy4yeHHbIe pe3ynbTaTbl CBUAETENbCTBY-
0T O CHIDKEHUM TMporpeccupoBaHusi 3aboseBa-
HUS TIpM NpUMeHeHUM Tadammayuca Mo cpaBHe-
HUIO C T1are6o0, 4To MPOSIBISIOCH 3aMejIeHreM
yxXynuieHus: (pyHKIMOHAIbHOTO COCTOSIHMSI, TIIO-
JIOKUTENbHBIM BIMSHMEM Ha KayecTBO >XM3HH,
CHVDKEHMEeM 4YacTOThbl roCOUTaIM3aLMil M0 MOBO-
Iy CepIevyHoil HeAOCTATOYHOCTU ¥, YTO OCOGEeH-
HO B@XXHO, CYIIECTBEHHBIM CHVDKEHMEM OOIeii
cMeprHOCTM — Ha 30 % [10].

Oco06bIit  MHTEpec IpencTaBASIOT 3P EKThI
npuMmeHeHust Tapamuanuca y nauyeHtoB ¢ ATTR-
KMII B Bo3pacte 80 jsieT u crapiie, T. K. B 9TOM
BO3paCTHOI TpyIINe pelleHye O JIeUeHUM 3aBUCUT
He TOJIBKO OT mpearionaraemoit 3¢pheKTUBHOCTU
Tepanuy, OHO TOJKHO YIUThIBATh Takue GaKkTOphI,
KaK OrpaHMYeHHasl OxupgaeMasl IMPOAODKUTENb-
HOCTb XM3HM, IONMUIIparMasusi, COIyTCTBYIOLIMeE
3abo/eBaHusl, CTapueckas acTeHus, (QYHKIMO-
HaJIbHOE COCTOSIHMe, TpeAIiouTeHMs] IalyeHTa
Y COLMAJIBHO-CEeMeHbII aHaMHe3 [4].

KiauHndeckoe Ha0II0meHe

[Manmentka X., 80 net, B 2010 r. BriepBbie ro-
CIIUTAIU3UPOBAHA C TAPOKCU3MOM (PUOPUIISIIUN
npefcepauii, PUTM BOCCTAHOBJIEH MeOVKaMeH-
TO3HO, HauvaTa aHTMapUTMMYeckass M aHTUKOa-
rynsiHTHas Tepanus. B 2017 1. nuarHoctupoBaHa
noctrosiHHas Gopma GUOPMIUISIIIUK TIpenCcephuit,
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MoC/ie Iepexofa Ha MeTOIPOJNON CYKIMHAT II0-
SIBWJIACh OABINIKA TIpM XOnbbe, CHUsKeHMe Tepe-
HOCUMOCTY (U3MUeCKUX Harpy30K, B CBSI3Y C UeM
obpaTmiaach K KapaMOJIOTy MO MeCTy JKUTEeIbCTBA.
Kapamonorom oppliika 6bla paciieHeHa Kak 9K-
BUBAJIEHT MIIIeMUU€eCKOVi 60/Ie3HM CepAla, B CBS3U
C 4eM NaluMeHTKa HallpaBjeHa Ha AMarHoCTuye-
CKy10 KopoHapoaHruorpaduio (KAL), roe BeIsIBIEH
reMOAMHAMMYECKM 3HAUMMBbII CTEHO3 IepenHeii
HUCXOJSIE apTepuu, Mocjae 4Yero BBbIIIOJHEHO
CTEHTMPOBaHMEe TIOPaKeHHOTO YyuacTka. Yepes
rog X. BHOBb 00paTuiach K KapAuoJoTy C sKajo-
6071 Ha OZBIIIKY ITPY MUHMUMAIbHON (D131uecKoi
Harpyske; NMOBTOpHO mpoBefeHa KAI, BbisgBIeH
CTE€HO03 3a[HeO0KOBOII BeTBU 10 75 %, BBIIIOIHE-
HO CTEHTMPOBaHMe MOopaskeHHOTro yvyacTtka. [Tocie
BBIMIMCKY TAI[MEeHTKa aKKypaTHO cobmogana
MIpeAICcaHHblli pexkum Tepanuu. OgHako B 2019 1.
6bLTa BBIHYKIEHA CHOBA 0OPATUTHCS K Kapayuomo-
Ty B CBSI3M C COXPAHSIOIIENCST OIbIIIKO 1 OBICTPOIA
YTOMJISIEMOCTBI0. BHOBB ObIy1a HarpasieHa Ha KAT,
110 TaHHBIM KOTODO1 BBISIBJIEH PECTEHO3 B paHee
CTEHTMPOBAHHOM YUacCTKe IepefHeii HUCXOAILen
aprepun 10 50 % u cTeHO03 IpaBoOi KOPOHAPHO
aprepun no 50 %. ITokasaHMit K peBacKyisipusa-
uuu He 6bUTO. Hapacraromasi ompiiika 6buta pac-
LIeHeHa KaK IPOsIBJIeHM e XPOHMUYECKO CepAeuHOoM
HeJ0CTaTOYHOCTHM C COXpaHHOI dpakiiueil BbI6po-
ca, peKOMeHJ0BaH Npyuem Topacemuga B gose 10
Mr exxegHeBHO. COCTOSIHME OCTaBaloCh Y[IOBJIET-
BOPUTENBHBIM 110 deBpast 2025 I., 38 MeIMHCKOIA
TIOMOIIIBIO He 0bpalanach.

B Hauvasie ¢eBpasnst 2025 1. 6pI71a TOCTTUTATUSU-
pOBaHa B OTHe/leHne Kapauonornu Pocecuiickoro re-
POHTOJIOTMYECKOTO HAyYHO-KIMHUYECKOTO LIeHTpa
(PTHKL) ¢ >kamobamy Ha OOBILIIKY MTPU MUHUMAIIb-
HOW (GM3MUecKkoii Harpyske, HelpegHaMepeHHOe
CHIKeHMe Beca Ha 10 Kr B TeueHMe rofa, oHeMeHe
kucreir pyk. [Ipu paccripoce yoanochb BbISICHUTD,
YTO OHeMeHMe pPyK GecrokouT rnociaenuue 10 e,
MpeUMYLIeCTBEHHO B HOYHOE BPEeMSI CYTOK, OfHa-
KO 32 MeIMIMHCKOJ MOMOIIBIO TI0 3TOMY ITOBOLY
paHee He o6paimanack. Ha ambynaTopHOM 3Tare
MIPOBeIeHO KOMILIEKCHOe 00CeloBaHMe C ILIeTbi0
YTOUHEHMSI TeHe3a CHMUKeHUs Beca, JaHHbIX 32 OH-
KOJIOTMYeckoe 3abojeBaHme He MOTy4eHO.

[Ipu mOCTYIJIEHMM COCTOSIHME paclleHeHO Kak
cpenHeTspkenoe. KoskHble TIOKpPOBBI  OOBIUHOM
OKpacKu, Typrop KOXM He CHUKEeH, Koxka cyxas,
TOHKasl. [MIMOTpodus MBbIIII], BBICTYMAIOT KOCTU
ckenera. Poct 167 cM, Bec 55 Kr, MHIEKC MacChl
terna 19,7 kr/m2 IIpu ayCcKyabTalMM JIETKUX [IbI-
XaHMe Be3UKy/SIpHOe, XpuIloB HeT. CaTypauus
Ha atMochepHOM Bosmyxe 97 %. Ilpu aycKy/b-
TalMy CepAla 3BYYHOCTb TOHOB CHIMKeHa, UCC
67 yI/MIH, aKLeHT 2 TOHA HaJ, IeTOYHON apTepu-
eif, CUCTOMMYECKUIi IIyM HaJ 006JacTbhio ceppla.
AprepuanbHoe napieHue (AJll) Ha 06eux pykax

135/70 MM pT. CT., OpTOCTaTUUeckasi rpoba OT-
punatenbHast. JKUBOT MSTKMii, 6€360/1e3HEHHbIA
BO Bcex oThenax. [leueHb majbnmpyeTcsl y Kpas
pebepHoii gyru. [lepudepnyeckmx OTEKOB HET.

[IpoBefseHa KOMILIEKCHAsl TepuaTpuyeckas
OIIeHKa, TI0 pe3yIbTaTaM KOTOPOil 6a30Basi aKTUB-
HOCTb B IOBCEJHEBHOI JXM3HM He CHIOKeHa (1IKaia
Bapren — 100 u3 100 6a/1710B); MHCTPYMeHTaIbHAasI
aKTMBHOCTb CHMKEHA: HYXJAeTCs B COIIPOBOXIe-
HUM Ha [OalbHME PACCTOSHUS, B KIMHMKY IIpU-
exajla B COINPOBOXAEHUM IUIEMSHHMIBI (IIKasa
Jloyton — 7 u3 8 6ay1oB). JKuBeT ofgHa, caMOCTO-
SITEJIbHO BeZeT ObIT, KOHTpOIUpyeT hUHAHCOBBIE
orepanuy, NPUHMMAET JieKapCcTBa COIVIACHO pe-
KOMeHJaluusiM Bpayveii. laHHbIX 38 KOTHUTUBHbIE
HapylleHMsl He TOIy4eHO (OLieHKa IO KpPaTKOii
1Kase oueHky rncuxmuueckoro craryca KIIOTIC —
29 u3 30 6aswioB). [To JaHHBIM repuaTPUUIECKON
mkasnsl genpeccun (GDS-15) mmMeeTcst BeposiTHAS
Jempeccusi: NOpU JeTalbHOM paccIpoce TMofe-
JIUIaCh TIePEXMBAHUSIMU IO TOBOLY COCTOSTHUS
300poBbsi. II0 KpaTKoil IIKajge OLIEeHKM CTaryca
nutaHusi (MNA) ycraHoBjieHa He[OCTaTOYHOCTb
nutanus (17 u3 30 6a10B).

Pe3ynbTaThl OCHOBHBIX J1aOOpPAaTOPHBIX U WH-
CTPYMEHTA/IbHBIX MCCIEeNOBaHUI, BbITOTHEHHBIX
B mepuof npebGbIBaHMS B CTalliOHApe, MTPeCTaB-
nenbl panee. Ilpu ob6cnemoBaHUM He BBISIBIEHO
KJIMHMYECKM 3HAUMMBIX OTKIOHEHMII OT HOPMBI
B K/IMHUYECKOM U OMOXMMMUUECKOM aHaIN3axX Kpo-
BU: TeMOrI06mH 135 /1, sapuTponutsl 4,56x10'%/1,
JeiikoIuThl 6,9x10°/m, COD 12 MM/4; KpeaTMHUH
96 MkMoinb/n. IlokasaTenu JUINMAHOTO CIIEKTpa
Ha QoHe TepamuM CTATUMHAMMU: KOHLIEHTPAIUS
001Iero xXoysecrepuHa B KpoBu 3,69 MMOJIb/JI, XO-
JecTepuHa JUIONPOTEMHOB HU3KOIM IJIOTHOCTU
1,3 mmosnb/n, Tpurnuiepunos 0,98 mmons/n. B na-
O60paTOpHBIX IIOKA3aTeNsIX oObpalajo Ha cebs
BHMMaHMe MOBBIIIEHKE KOHLEHTpaluuu MO3TOBO-
ro Hatpuitypetnueckoro nentupa (NT-proBNP)
o 3 825 mir/Mut mpyu HOpMe A0 345 mr/mit.

IaHHble peHTreHorpaduyu OPraHOB TPYIHOIA
KJIETKM TIpeLiCTaBleHbl Ha puc. 1. BoisiB/ieHbI TIpu-
3HaKM yMEpPEHHO BBIPa)KEHHOTO BEHO3HOIO 3a-
crosi. TeHb cepplia pacliMpeHa, KapAMOTOPaKalib-
HbIl MHOEKC 59 %.

Ha OKT, 3apeructpupoBaHHoii B 12 ob1empuHsI-
THIX OTBEIEHUSIX (pUC. 2), 3adMKcrpoBaHa GubpmiI-
JSIUMS IPeJiCePINIA, CpeHSIS 4YacTOTa PUTMa JKemly-
IOYKOB — 79 yIO/MUH, 3JIeKTpUUecKasi OCb ceppla
OTKJIOHEeHa B/eBO. Biokana TmepenHeil BepxHeit
BETBM JIeBOI HOXKM Iyuka ['mca. HemocraTouHoe
HapacraHue 3y6ua R B orBegeHuax Vv, .

[lo paHHBIM XOJITEPOBCKOTO MOHMTOPUPOBA-
Hust OKT': dubpwIaIus mpencepanii o cpegHeit
4acToTo 69 yI/MUH. 3aperucTpUPOBaHbI €IVHNY-
HbI€e JXeJTyJOYKOBbIe 3KCTPAacUCTObL. [Tay3 putma
6osiee 3 ¢ He 3aperucTpUpoBaHo. MaKkCMMaIbHBIA
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Puc. 1. PeHtreHorpadus opraHoB rpyaHoi KneTku B 60KOBOM M NpsSIMOi Npoekumax. PaclumpeHune TeHu cepaua
Fig. 1. Chest X-ray in lateral and frontal (posterior-anterior) projections. Enlargement of the cardiac silhouette
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Puc. 2. dnektpokapamorpaMMa naumeHTKH
Fig. 2. Electrocardiogram of the patient
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g

mnHTepBal RR 1o 2,7 c. 3HaunMble U3MeHEHMS Cer-  pyc. 3. Ixokapamorpadms, 4-kamepHas nosuums (3xokr)
meHTa ST He 3aperucTpUPOBAHBI. Fig. 3. Echocardiography, four-chamber view (ECHO)

[To maHHBIM TPAHCTOPAKAIBHONM 3XOKapAMorpa-
by (puc. 3, Tab. 1): gunararyst 060MX IpecepInii,
3HAUUTE/IbHOE YTOJIILeHNE CTeHOK JIEBOTO KeTyA04-
Ka (JDK), He3HauMTeNbHOE YTOJMIIEHME CBOOOTHON
CTeHKM IpaBoro xenynouka (IDK). YMeHblieHbI pa3-
Mepbl U o6beMbl TosiocTu JDK, dpaximsa BeIOpoca
no CuMIICOHY B HOpMe. BrIpaskeHHOe HapyleHue
nuacroiaaeckoit GyHkiyy JOK 1o pecTpMKTUBHOMY
TUITY C TIOBBILLIEHMEM [JaBlIeHNs] HAlIOJTHEHUS 2 CTa-
Iun. YTOMILEeHNe CTBOPOK MUTPAIbHOTO U TPUKY-
CIMIANBHOIO KJIAMAHOB C perypruraunueii 2 cremne-
Hu. [1o pesynbratam TpexmepHoit IX0KT (3D-IxoKT)
KapTMHA COOTBETCTBYET BEPOSITHON aMMIOUIHOI
KapauomuoriaTum (puc. 3).

Ilo maHHBIM OIeHKM HedopMaluy MUOKap-
PucyHok nodzomosneH agmopamu no cob6cmeeHHsiM

fia 6blia BbIBIEHA TUIMYHAT /IS aMUIOM03a O0aHHbiM / The figure was prepared by the authors based
cepaua KaptyHa [11]: BeIpaykeHHOe CHVDKeHME 1€~ i their own data

bopmanyy 6a3aabHbBIX ¥ CPEOHUX CETMEHTOB C CO-
XpaHeHMeM aebopManuy MUOKapaa arKaabHbIX
cermeHToB JDK (puc. 4). [Tokasarenb I106aJ1bHOM
npoponabHoil gedopmanyu (GLS) cyiiecTBeHHO
CHIDKEH U cocTaBuWiI 13 % (HOpMasibHble 3Haye-
Hust — 20 % u 6onee) (puc. 4).
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Ta6muna 1. Jonmiep-sxokapauorpaduyeckye moxkasarenmu
Table 1. Parameters of Doppler echocardiography

PesynbTaThl
IToxa3zaTennb Hopma
Uronb 2024 1. | ®eBpanb 2025r1. | Hos6pb 2025 1.
Bocxonsimnii OTaen aopThl (MM) 38 38 38 22-38
JleBbIii )Kemymo4YeKk

TMKII (Mmm) 18 18 18 6-9
T3CIDK (Mm) 18 18 18 6-9
KIOP JDK (Mmm) 45 46 37 38-52
KCP JIX (mm) 31 30 24 22-35
KOO JDXK (m) 57 78 60 46-106
KCO JDX (M) 27 31 24 14-42
@B JDK (%) (110 CUMIICOHY) 53 60 60 >54
Macca mmoxkapza JDX (r) (o ASE) 370 381 358 67-162
OTHOCUTeNbHAS TOMIIMHA CTeHOK JIDK 0,80 0,78 0,82 <0,42
HapyuieHust 10KaJIbHO¥ COKPaTMMOCTY MMOKapaa HeT HeT HeT HeT
[TIpu3HaKM 06CTPYKUMYM BBIHOCSIETO TpakTa JDK HeT HeT HeT HeT
Juacmonuueckas pyHkyus JDK
Iux E MK, cm/c 102 115 101 <130
E/e 4 4 4 <14
MUK §’ (JIaTepabHast YacTh), CM/C 5 5 5
€’ (TaTepajbHast 4acTh), CM/C 5 4 4 >10
€’ (cemrrasibHas 4aCTh), CM/C 5 4 4 >7

JleBoe nipencepaue
[Mepenue-3amuuit pasmep JIIT (mm) 51 52 61 27-38
O6mwem JIIT, (vi1) 118 130 114 <52

IIpaBbIii )KexygoueK
Bbaszanbubiii gyuametp [DK (Mmm) 38 42 44 <41
TAPSE (mm) 11 10 10 >17

IIpaBoe nmpexacepaue
Tomnepeunslii pasmep (MM) 55 56 56 <41
O6bem IIIT (mir) 70 102 125 18-52
HwskHsig nmonasi BeHa (MM) 24 25 23 <21
CIJIA (MM pT. CT.) 36 50 41 <30
HepocratouHocts MK (cTerneHb) 3 2 2
HepocratouHnocts TK (cTeneHb) 1 2 1

CriekyI-TPeKMHT 3xoKkapauorpadus

[no6anbHas npoponbHas gedopmanyst JIK (GLS) 13,3% 11,3% 10,9 % >20 %
[pomonpHas nedopManysi annKaabHbIX CETMEHTOB 20 19 19
[pomonbHas nedopmaliys 6a3ajabHbIX CEITMEHTOB 6,5 6,1 5,0
COOTHOIIIEHME CUCTOMNYECKO fedopMaliuy anmmMKaJIbHbIX 3,1 3,1 3,8
1 6a3abHbBIX cerMeHTOB (Apical/Basal)

Mpumeyanue: TMXI1 — monwuHa mexoxenydoykogoli nepecopodku; T3C/IK — monwuHa 3a0Heli CmeHKU 1e8020 #eyd04Ka;
KAP JI)K — koHeuHo-Ouacmonuyeckuli pasmep negozo wenyooyka;, KCP JI)K — koHeuyHo-cucmonuyeckuli pasmep /s1e8020
wenydouka; KOO JIK — koHeyHo-Ouacmonuyeckuli obvem nesozo enydoyka; KCO JIXK — koHe4Ho-cucmonudeckuli 06bem
negozo wenyoouka;, ®B JIK — @ppakyus ebibpoca negozo wenydouka; JIXK — neswili wenydoyek; K — npaseili wenyooyex;
JIIT — nesoe npedcepoue; 11 — npasoe npedcepoue; CLJIA — cucmonudeckoe 0asneHue 8 ne2o4Hol apmepuu; TAPSE
(tricuspid annulus plane systolic excursion) — cucmonu4yeckas 3KCKypcus Koasua mpukycnudansHo2o kaanaHa; GLS (global
longitudinal strain) — npodonsHas depopmayus JK; MK — mumpanereili knanaH; TK — mpukycnudanbHbil KaanaH.

Tabnuya cocmasneHa asmopamu no cobcmeeHHsiM 0aHHbIM / The table was compiled by the authors based on their own data
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Puc. 4.Cnekn-TpekuHr axokapauorpadwms. MpusHaku cHuxxenuns gedopmaumm B 6asanbHbix cermeHTax JIK npu coxpaHeHum
Aedopmaummn B obnactu Bepxywwku JIK (npusHak «BULIEHKa Ha TOpTe»)

Fig. 4. Speckle tracking echocardiography. Signs of reduced deformation in the basal segments of the left ventricle (LV)
with preserved deformation in the apical region of the LV (the «cherry on top» sign)

PucyHok nodzomosneH asmopamu no cobcmeeHHsIM 0aHHeIM / The figure was prepared by the authors based on their own data

C yueToM ITOJTyUYeHHBIX JaHHBIX 00CIeI0BaHNS
obcykmancs nyuddepeHIaNbHbI MarH03 MEXIY
rurnepTpoduueckoii, TUIEePTOHNYECKON U amu-
JIOUJHOM KapayomuonaTtueit. s rumeptpodu-
yeckoii Kapauomwmonatuu paHHele DKI' He co-
OTBETCTBOBAJIM CTeIeHU TumnepTpodum JeBoro
SKeTyZI0YKa, BbISIBJIEHHOW MPU TPAaHCTOPAKAIbHOMN
axokapauorpadpuu (puc. 1). T'mmepToHMUeckas
KapOMOMMOIIaTUS TaKKe Ka3ajach MeHee Bepo-
SITHOJ, YUUTBIBAS, UYTO Y MALIMEHTKY Oblaa sddek-
TUBHO JIeUyeHas apTepuaibHas TUIIepTOHUS.

B urore 6bUIO BBICKA3aHO IMPEIIIONIOKEHNME
06 aMMJIOMIHOM KapaAMOMMUOIIATUM U BBITTOTHEHO
IOTMOJTHUTENIbHOE 00CcIenoBaHme sl TTOATBEPK-
neHus nuarHosa. [Ipu nposemenun MPT cepaiia
C KOHTPacTMpPOBaHMEM TaJOIMHUEM BbISIBJIEH He-
6OBINON TepUKAPAMAIbHBINA BBIIIOT UM, YTO HaM-
6onee BaxkHO, yayiHeHMe T1, CBUIETENbCTBYIONIEE
0 HEBO3MOSKHOCTM ITOJTHOTO OOHYJIEHUST MMOKapaa
U XapaKTepHoe I aMUI0UA03a.

C uenblo AajgbHeNIIero yTOYHeHus IMarHosa
OBLJIO MPOBEIEHO MMMYHOXMMMUUYECKOe MCCIeno-
BaHl/e MOUYM U CbIBOPOTKYM KPOBMU C OIIpelieieHeM
JIETKUX Ierneil MMMYHOIIOOYIMHOB. B pesyinbra-
Te MaHHBIX 32 HamuMuue M-IIpoTenHa, CBOOOIHbIX
JIETKUX IleTieli He TOMIy4eHO, YTO TMO3BOJIUIO UC-
KIounTh AL-aMumonmos.

I ToATBEPXKOEHUS TPaHCTUPETUHOBOI
aMUWJIOMAHOW  KapAMOMMOTATUM  MallMieHTKa
6bl1a HampaBieHa B HUU KIMHMYECKON Kapau-
onoruu um. A. JI. MsicHuKoOBa [jis1 TIpOBeJleHUs

cuyHTurpadpumu mmokapga c mnupodochatom
(Tc99Mm-niupdorex), Te BbISIBIEHO XapaKTepHOe
mist ATTR HakormieHue paauodapmIiiperniapaTa
(P®IT) B muokapae. [Ipy moayKoAMUeCcTBEHHOM
U KOJIMYECTBEHHOM aHanu3e HakoreHwusi POII
B Muoxapae kputepuu ATTR cooTBeTCTBOBaIMU
2-3 craguu 1o [upymxkuuu. C 1e/bl0 UCKITIO-
yeHuss myTanuoHHoro Ttuma ATTR mnpoBenmeHo
MpsIMOe CeKBEeHUPOBaHMe BCel KOOUPYIOIei mo-
CJIeIOBATEIbHOCTY 06/1acTeil 9K30H-MHTPOHHBIX
coenvinenuii rena TTP. B pesynbraTe ananmsa na-
TOTeHHOV MyTaluy He BbISIBIEHO.

TakuM 006pa3oM, y TMalMeHTKM ObUT JMarHo-
CTUPOBAH TPACTUPETUHOBBIN aMUIOUI03 AUKOTO
TUIIA C TIPEUMYII[eCTBEHHBIM MTOpaskeHMeM cepAlia
1 nepucdepuueckoit HEPBHO CUCTEeMbI (CMHIPOM
3amsICTHOTO KaHaja C IBYX CTOPOH).

[Tocne monTBepskaeHus nuarHosza ATTR-KMII
B Mae 2025 r. HasHaueH Ipenapar Ajis maToreHe-
TUYecKoit Tepanuy Tabamuauc 61 Mr B eHb.

B Hos16pe 2025 T. malyeHTKa 00c/IeqoBaHa B I1-
HaMmMKe Ha QoHe Tepamnuu Tadamumycom. Ilo maH-
HBIM J1a6OpaTOPHBIX MCCIENOBaHMii, ypoBeHb NT-
proBNP coctaBun 2890,3 nr/mi. ITo maHHbiM IKT
U XONTepoBCKOro MoHuTopupoBanus IKI' coxpaHsi-
yach pubpmsaims npenceponii ¢ YCC 60 yu/MuH,
CYIIECTBEHHON OWHAMUKU MO cpaBHeHMIo ¢ DKI
ot 2024 r. u deBpaist 2025 1. He BBISIBJIEHO.

B manHbix IOxoKI' 10 cpaBHeHMIO deBpagem
2025 1. cyliecTBeHHOI AMHAMMKM He OTMEUYEeHO.
BbIsIBIEHO HEOONbIIOe CHVKEHME IJI00aTbHOIM
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MpOAONAbHON Aedopmanyy JIeBOTO sKelymodyKa
1o 10,3 % (1o cpaBHenwmio ¢ 11,1 %; cm. Tabi. 1).
He 6bUTO OTMEUEHO ¥ OTPULIATEIBHOM AYHAMMU-
KU II0 ITOKAa3aTe/ISIM OLIEHKM TepuaTpPUYecKoro Cra-
tyca: mkana bapren — 100 u3 100 6asw10B, mIKama
Jloyton — 7 u3 8 6amnoB, KETO® — 10 u3 12 6an-
JioB. [TaryieHTKa TIO-TIPEsKHEMY KMBET OfTHA, BeleT
OBIT CaMOCTOSITEJIbHO, COOIIONAeT ITpeaNyCaHHbIii
pexkuM Tepanuu. 110 JaHHBIM OLIEHKY KOTHUTMBHO-
IO CTaTyca, TeCT pucoBaHus yacoB — 9 u3 10 6au1oB,
KIIOIIC — 29 u3 30 6a/710B; OTpUIIATeIbHONM AMHA-
MUKM He oTMeueHO. ITo maHHbIM GDS-15 maHHBIX
3a JIeNpeccuio He MoMyyeHo. B HyTpUTUBHOM CTaTy-
ce OTMeveHa I0JIOKMTeIbHAS JMHAMMKa B BUIE CTa-
OMIM3aLMM MacChl TeJIa ¥ YBEJIMUEHMST MbIILIEUHO
cwIbl 10 17 KT 110 JAHHBIM IMHAMOMETpUHM (Tabi1. 2).
C yyeToM COXpaHSIOLIEeNcsS KaJo0bl Ha OHEMe-
HIe KUCTel PyK BBITIOJIHEHA 3JIEKTPOHEipoMuorpa-
(bust, BISIB/IEHBI TIPM3HAKM JIOKAJIBHOTO HAPYIIIEHUST
TIPOBENEeHNS BO3OYKIEHMS 110 CPeIVHHBIM HEepBaM
c 00enx CTOPOH, Ha YpOBHE KapIajJbHOTO KaHaja
(B TUIIMYHOM 30HE KOMIIpeccuu), 6osee BbIpaskeH-
Hble ¢ieBa. [Tocse KOHCY/IbTallMii HEBPOJIOTA U KU-
CTEBOTO XMpypra 3alIaHMPOBAHO XUPYPTHUUYECKOe
JleueHye — IeKOMITPeCCHsI CPeIMHHOIO HepBa.

Ta6muia 2. Pe3yi1bTaThl OLIEHKU
repuaTpu4ecKoro craryca
Table 2. Results of comprehensive geriatric

assessment
®eBpans | Hosa6ps
Iloka3aresnb 2025 . 2025 . Hopma
DYHKIVIOHATBHBIN CTAaTyC
Ba3oBast aKTMBHOCTb 100 100 100
B TIOBCEJHEBHOI KU3HU
(izkana bapren)
MHCTpyMeHTabHas aK- 7 7 8
TUBHOCTD (11Kasia JIOyTOH)
Kpatkas 6aTapes TeCTOB 11 11 12
usnueckoro GyHKIMO-
HupoBaHus (KBTDD)
IHaMoMeTpust 16 17 >17
IIcMX03MOLMOHAIBHBIN CTATYC
Kparkasi IKasa oleHKu 28 29 30
[ICUXMYECKOro CTaTyca
(KIIOIIC)
TepuaTpuueckast mKana 5 0 0
oneHKy genpeccun (GDS-
15)
HyTpuTHuBHBI cTaTyC
KpaTkas 1mKasa OleHKI 17 24 24-30
craryca nutanus (MNA)

MpumeyaHue: [laHHbIe npedcmasseHsl 8 sude 6asnnos.

Tabnuuya cocmasneHa asmopamu No  CO6CMBEHHbIM
O0aHHbiM / The table was compiled by the authors based
on their own data

OBCY>XOEHUE

Takum obpasom, Ha doHe Tepanuu Tadhamuaun-
COM YIAloCh AOCTUYb CTAGMIM3AIMU COCTOSTHMUSI
nauyeHTKM. B mepuop ¢ mast 2025 1. 1o HacTosee
BPEMSI COCTOSTHVME GOTBHOI OCTAETCs YIOBIETBOPY-
TelbHbIM. [OcniUTanmM3auuii Mo NpuUUMHe yXy[uie-
HMS B TEUEHMUM XPOHMUECKON CepheuHoil HeloCTa-
TOYHOCTM WJIY QUOPMIISILIUY TIPEICePAMIi He GbLIO.
Cpok HabmofieHusT OT TpearoaaraeMoro ae6oTa
ATTR-KMIT (deBpanb 2025 r.) — 1 rog u 1 mecsi.
Heo6xoouMo OTMETUTh, UTO B TE€UEHME Iepuoma
HaOTIOEHNST COXPaHSIach MOTPEOGHOCTh B aHTUTH-
TePTEeH3UBHON Tepanuu [js IMOALepsKaHus liese-
BbIX ypoBHeli AIl. ApTepuaibHOV TUIIOTOHUM, B TOM
YylCJie 3HAUMMOTO CHYDKeHUsT All, Ipy TpoBeeHUN
OPTOCTAaTUYECKUIT TTPOGBI, HE BBISIBJIEHO.

IpepcTaBaeHHOE KIMHUYECKOE HAO/IONeHe
MOLATBEPKIaeT MHeHMe O CJIOKHOCTU YCTaHOBJIe-
Hus guarHosa ATTR-KMII y mOXXUIBIX MTaleHTOB.
IuarHo3 ATTR y maumeHTKM ObUI MOATBEPXKIEH
6omee ueM uepes 10 jieT mocie MOSIBIEHUST TIEPBBIX
CUMITTOMOB 3a60/ieBaHMsI. B CBSI3M C 9TUM ClIelyeT
MOMUYEPKHYTh HEOOXOAMMOCTh THIATEBHOTO COO-
pa aHaMHe3a, IPUMeHeHMs] KaK CTaHIapTHBIX MH-
CTPYMEHTaJIbHbIX MEeTOAOB IMarHOCTMKM, TaKUX
Kkak IKT, Ox0KI, Tak 1 BBICOKOTEXHOJIOTMYHBIX Me-
TONOB 00C/IenoBaHMUs (CHUMHTUTPAGUU MUOKAPIA,
reHeTM4YeCcKux uccienoBanmii). Crernmduueckas
Tepamnusi, HavaTasi B paHHME CPOKM 3aboseBa-
HMS, II03BOJISIeT 3aMelJjIUTh IIPOTpeccupoBaHMe
3aboeBaHMsI.

BbIBO/ bI

Hamuume cuHApOMa KaplajJbHOIO KaHaja
M TIOpakeHMsl cepAua TpebyeT MyIbTUAUCIN-
IUIMHAPHOTO IIOAXO4A K JIeYeHUIO TalMieHTOB
¢ ATTR-KMII. B mpe[cTaBieHHOM KIMHUYECKOM
HabmomeHny OblIa OTMeUeHa MOJIOKUTETbHAs
pOJIb TIATOTeHETUYEeCKOTO JIeUeHNs, UYTO IIPUBEJIO
He TOJBKO K CTabMIM3aIyy TAaTOIOTMIEeCKOTO IPO-
1iecca B cepjie, HO ¥, BOSMOXHO, K CTaOMIM3aIun
repMaTpuyeckoro CTaTyca, a TakkKe YIy4dLIeHNIO
HYTPUTUBHOTO ¥ 3MOLMOHAJIBHOI'O CTaTyCa.
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Bkian, aBTOpOB. BCe aBTOPHI B paBHOI CTerne-
HM yYacTBOBa/IM B pa3pabOoTKe KOHIIEMIUI CTAThH,
TOJTYYeHU U aHaimn3e GaKTUUECKUX JaHHbIX, Ha-
MMCAaHMUM Y PENAKTUPOBAHUY TEKCTa CTaThy, IIPO-
BepKe U YTBEPKIEHNUY TEKCTA CTAThU.
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