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Amyloid Cardiomyopathy:
Review of A Fatal Case Report

Pesome

MpucTanbHOEe BHUMaHWe K NpobieMe aMUIONAHOW KapAYOMMONATUM B NOCAeAHUE FoAbl 06YC/I0B/IEHO 3HAYNTE/IbHBIM NPUPOCTOM BbISBJISEMOCTM 3a-
6os1eBaHVA Ha GOHe MOBbILIEHWA YYBCTBUTENBHOCTU U CNeLMPUYHOCTM METOA0B BMU3yan3aLum, NpUMeHAEMbIX B KapAVWOIOTMYECKON NpaKTUKe, Ha-
pPAAY C NOAB/NEHUEM HOBbIX MEPCNEKTUBHbBIX METOAOB AMNAarHOCTUKM U crieunduyeckori Tepanum Boibop TaKTUKM Ie4eHNA CMCTEMHOIO aMUI0MA03a
HanpAMYyIo 3aBUCUT OT Pe3y/NbTaToB TUMUPOBAHMA aMUNOUAOTEHHbIX 6e/KOB, KOTOpPOE CTa/I0 BO3MOXHbIM 61aroAapa pasBUTUIO MPOTEOMUKM, OCHO-
BaHHOW Ha Macc-crneKTpoMeTpumn. Ha cerogHALHNUIA ieHb 0Ka3aHO, YTO BaXHOW M 4acTO HeAMarHoCTVPOBaHHOM NPUYMHOWM XPOHUYECKOW CepAeyHol
He0CTaTOYHOCTU U HapYLUEHWI CepAe4yHOro puTMa, ocobeHHO B MOXWIOM BO3pacTe, ABAAETCA aMuionaHaa kapauommonatus. CyuiectyeT 6onee
15 TMNOB 6e/KOB-NpeALWEeCTBEHHUKOB, CMOCO6HbIX Bbi3blBaTb CUCTEMHbIV aMUIOWA03, OAHAKO TO/IbKO 2 U3 HUX HaKanIMBaloTCA B UHTEPCTULIMK CEPA-
La: Ierkve Lenv KAoOHaNbHOro MMMyHor/o6yavHa (AL) v TeTpaMepHbiii 610k TpaHcTupeTuH (TTR). O 3HauMTENbHOM PacnpOCTPaHEHHOCTU FeHeTU-
4ECKOro TPaHCTUPETUHOBOIO aMUIOUA03a AUKOTO Tuna (ATTRwt), paHee MMEHYeMOro CTapyeCcKUM CUCTEMHBIM aMUIOMA030M, FOBOPAT C/IeAytoLme
unépbl: y 13 % NaLmMeHTOB, rOCNUTaNN3UPOBAHHbIX MO MOBOAY AEKOMMEHCALMN XPOHUYECKON CepAeYHOM He0CTaTOYHOCTU C COXpaHHON ¢paKkuuel
BbI6pPOCa /1IEBOrO Xe/lyAouKa ANarHOCTUYECKON HaXOAKON ABUAACk TPaAHCTUPETUHOBAA aMUIOMAHAA KapAuOMUONaTuA, CpeAn MaLMeHToB CTaplue
80 sieT gaHHas natosorus post mortem BbissaseTca B 20-25 % NaToN0roaHaTOMUYECKUX 3aK/t04eHUI, U B 37 % C/y4yaes B rpynne goaroxurenei (na-
uMeHTOB cTapLe 97 neT). [Jaxe npu paHHel AnarHocTuke ATTR-aMUN0UA03a NPOAO/IKUTENBHOCTb XKMU3HU OT MOMEHTA NMOSAB/IEHNA NEPBbIX CUMMTOMOB
coctasnseT 10-12 neT, TaK Kak 3ab6osieBaHVe HeO6pPaTUMO NPOrpeccupyeT, MPUBOANUT K MHBA/IMAHOCTU BC/IEACTBUE TAXKE/IOrO MOPaXeHWs cepALa v no-
NviHerponaTtun. MNo3gHAs e ANarHocTrKa CUCTEMHOIO aMWU/IoMA03a 06YyC/IOB/IEHa HU3KOW OCBEOM/IEHHOCTBIO Bpayei NepBUYHOrO 3BeHa, HaInuyneM
KOMOPOUAHOCTY Y MOXW/IbIX NALMEHTOB, OTCYTCTBUEM CrieLMdpUYHecKnX CUMNTOMOB 3a60/1eBaHNA U OCTYMHbIX AUArHOCTUHECKUX CKPUHUHT-METO/0B,
1 npeAonpeaenseT HebnaronpUATHbIV NPOrHO3 AaHHOro 3a6o/ieBaHnA, 0CO6eHHO Npu GOPMUPOBAHUM aMUNOUAHON KapAMOMMONaTUN.

Hamu npegcTaBneHo onvcaHue KJAMHUYECKOro Cyyvas NOXWUAON NaLUEHTKN C TOPNUAHBIM Te4eHneM NpOrpecCcUpyoLLei 4eKOMNEeHCMPOBaHHOM 3a-
CTOMHOW cepAe4HOl HeO0CTaTOYHOCTH, OKOHUMBLUECA IeTa/IbHO Ha 3-1 CyTKM rocnuTanmsauuin. lNpuxmsHeHHas BepupmnKaLma TpaHCTUPETUHOBOM
aMUIOMA0UAHOM KapAMOMMONATUM He NpeACTaBsfack BO3MOXHOM. DxokapAnorpaduyeckne KpUTepun NpubAN3NAM Hac K AUarHosy, a natonoro-
aHaTOMMYeCKune nccneA0BaHNA NO3BOAUAN NOATBEPAUTL 4MArHO3 CUCTEMHOMO aMUIoMA03a C NMPenMYLLLECTBEHHBIM NMOPaXeHNeM cepaua.
KnroyeBbie ca0Ba: cucmemtbiii amuaoudos, amunoudHas kapoduomuonamus, cepdeqHas HedoCmamo4HoCMb, cepdeyHo-cocyducmsle 3a6osesa-
HUA, KAUHUYecKul cnyyall
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Abstract

Close attention to the problem of amyloid cardiomyopathy in recent years has been caused by a significant increase in the disease detection
simultaneously with increased sensitivity and specificity of imaging methods used in cardiological practice, along with the emergence of new
promising diagnostic methods and specific therapy. The choice of treatment tactics for systemic amyloidosis directly depends on the results of typing
of amyloidogenic proteins, which became possible due to the development of proteomics based on mass spectrometry. To date, it has been proven
that amyloid cardiomyopathy is an important and often undiagnosed cause of chronic heart failure and cardiac arrhythmias, especially in the elderly.
There are more than 15 types of precursor proteins capable of causing systemic amyloidosis, but only 2 of them accumulate in the interstitium of
the heart: light chains of clonal immunoglobulin (AL) and tetrameric protein transthyretin (TTR). The significant prevalence of wild-type genetic
transthyretin amyloidosis (ATTRwt), formerly referred to as senile systemic amyloidosis, is indicated by the following figures: in 13 % of patients
hospitalized for decompensation of chronic heart failure with preserved left ventricular ejection fraction, transthyretin amyloid cardiomyopathy was
a diagnostic finding, among patients over 80 years of age, this pathology is detected post mortem in 20-25 % of pathoanatomic reports, and in 37 %
of cases in the long-lived group (patients over 97 years of age). Even with early diagnosis of ATTR-amyloidosis, the life expectancy from the moment
the first symptoms appear is 10-12 years, as the disease progresses irreversibly, leading to disability due to severe heart damage and polyneuropathy.
The late diagnosis of systemic amyloidosis is due to the low awareness of primary care physicians, the presence of comorbidity in elderly patients, the
absence of specific symptoms of the disease and available diagnostic screening methods, and determines an unfavorable prognosis of this disease,
especially with the formation of amyloid cardiomyopathy. The relevance of this topic is due to the need to improve diagnostic algorithms and reduce
the time for primary diagnosis of amyloid cardiomyopathy in order to improve the prognosis of the disease.

We have described a clinical case of an elderly patient with a torpid course of progressive decompensation of congestive heart failure, which ended
fatally on the 3rd day of hospitalization. Echocardiographic criteria brought us closer to the diagnosis of amyloid cardiomyopathy, but pathoanatomic
studies have confirmed the diagnosis of systemic amyloidosis with predominant heart damage.
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AL — amyloidosis light chain, ATTRwt — amyloidosis transtyretin wild type (rpancTupernHoBbIit ammmongosa aukoro tumna), NT-proBNP — N-terminal
prohormone of brain natriuretic peptide, NYHA — New York Heart Association, SpO, — nepudepudeckoe Hacpimtenne kposu kucnopogom, TTR — Tpamc-
tupetnH, ABO — arproBenTpukynsapHoe orBepcTue, AJl — aprepmanbroe masnenne, AK — avunongnas kapaommonatus, I'BY3 PK «KPKI'BB» — To-
CymapcTBeHHOe GI0KeTHOe yupexeHue gpaBooxpanerns Pecrrybnukn Kpoiv «Kpoimckuit Pecrrybnukarckmit Knunndecknit [ocniurans s Betepa-
HoB BonH», [BY3 PK «PKB nm. H.A. Cemanko» — locyaapcTBeHHOE O10/)KETHOE yIpeK/ieH e 3apaBooxpanenust Pecrry6mku Kpoim «PecrybnmkaHcKas
KImHn4YecKas 6ompHnna nmern Hukomas Anekcannposnda Cemaruko», VIMT — nugexc maccsr Tema, KJIPJIDK — KOHeYHBII AMacTONMYeCKnil pasmep
nesoro xenygouka, KIJO JDK — koHeuHo-pMacTo/maecknit 06bem neBoro sxenygouka, KII — koadduiment nosurnsrHoctn, KCPJDK — KoHedyHbIT
CHUCTONMIYeCKIiT pasmep eBoro xenypouka, KT OT'K — kommnbroreprast Tomorpadus opraHos rpygHoit knetku, JDK — reBbiit xxenygouek, JIIT — eBoe
npepncepaue, MXKIT — Mexokenyroukosas neperopoaka, ME — mexxaynapopnbie emyanipl, MCKT — MynbTucnnpanbHas KOMIbIOTepHas ToMorpadus,
MPT — marHuTHO-pe3oHaHCHas Tomorpadusi, OPUT — otzeneHne peaHNMAIMu U MHTEHCUBHOI Teparuu, IDK — npassiit xxenygouek, I1IT — mpasoe
npepncepaue, I[IIP — nonuMepasnas nenHas peakuus, [I9T — nosutponHo-amuccronnas tomorpadms, CH — cepueunas HegoctaTounocts, CO9 —
cKopocTb oceianus aputponutos, CPB — C-peaxrusHbiit 6enok, T3CJDK — TonuuHa 3ajiHert CTeHKH JIeBOro sxenygouka, TMOKIT — Tomuna Mexoke-
nynoukosoit meperopoaku, TCIDK — Tommuna creHkn eBoro xenygodka, B — ¢pakiys oibpoca, OK — dynkumonanbusiit krace, XM-9KI' — cy-
TOYHOE XONTePOBCKOe MOHNTOPMpOBaHye aneKTpokapanorpadum, XCHcPBJIDK — xpoHndeckas cepfiedHas HeJOCTATOYHOCTb C COXPaHHOM ppakimest
BBIOpOCA J1eBOTO KenyRouka, LIPB — nenTpanbHas paitonHas 6ompHuna, YJJJI — vactora ApixarenbHbix ABiokeHuit, YCC — 4acToTa CepfiedHbIX CO-
kpauernit, OKI' — anexrpokapmmorpadus, IMB — supomnokapananshas 6uoncus, 9OC — anekrpudeckas och cepata, IXoKI' — sxokapanorpadmst

BBCACHI/IC OT/IOXKEHJEM JIeTKOJI ILemu uMMyHornoOymmHa (AL),

IMonsATHE aMMION/03 IOAPA3YMEBAET MY/IBTUCUCTEM-
HOe 3a0o0jeBaHIe, XapaKTepusymolleecs OTIOXKEHUEM
BO BHEKJIETOYHOM IIPOCTPAHCTBE HEPACTBOPUMBIX aMI-
JOUAHBIX GUOPIWIL, COCTOSIVX 13 HEIPAaBUIBHO arpe-
TMPOBaHHBIX 6enKoB. /i KaX[Oro THUNA aMMIOMF03a
crienyuUeH CBOI TUIT aMWIOUOTEHHOTO GeKa-peiie-
CTBEHHMKa, 0603HaYeHIIe KOTOPOTO JIETTI0 B OCHOBY COBpe-
MeHHOII Knaccupukanym 3aboneBanus [1]. B nacrosmee
BpeMsI IoKa3aHo, 4To amuionzHas kappmnomuonarus (AK)
3HAYNUTEIBHO YTsDKEJsIeT IPOrHO3 3a00/eBaHmsi, 1 B 98 %
CIy4aeB PasBMBAETCS HPY TAKMX OCHOBHBIX CHCTEMHBIX
TUITIAX aMUJIONI03a, Kak AL-amunonmgos, 06YC}IOBJI€HHbII7[

n TTR-amunonnos (ATTR), mpu KOTOpOM OTK/Ia/bIBAIOTCS
terpamepsl TpancTuperuta (ATTR) [2]. VinTepcTuumans-
Hast MHQWIBTPALS AMIION/A B CEPALe ITATOT€HETNIECKN
npegonpenenseT (pEHOTUI PEeCTPUKTUBHON Kap[MOMUO-
natuu ¢ GOpMMPOBAHMEM MMOKApPAUATbHON AUACTONMN-
YECKOIl VM BIIOCHENCTBUM CUCTO/MIECKON AUCHYHKIINIL.
BcrnencTBite peMofeMpOBaHNS CepALia U OTIOKEHNUS aMM-
JIOU/iA B €r0 CTEHKAX MOTYT BO3HMKATb HAPYLIEHUS Cep-
[IeIHOTO PUTMA U IIPOBOAUMOCTIL. Y IIOXKIJIBIX ITAIVIEHTOB
CHIDKEHHe KayecCTBa JKM3HM MOXKeT ObITb 00YCTIOBIIEHO He
TOZIBKO BO3PACTOM, HO J HeCHeNU(PUIECKUMY CHMIITO-
mamu AK Bcnencrteue ATTRwt, koTopbie BapbUpyIOT OT
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MUHMMAJIbHBIX 10 CUMITOMOB IIPOTPECCHUPYIOLIEil TeKOM-
neHcanyu ceppedHoit HegoctarouHoctu (CH). Iloatomy
PYTMHHOrO 00C/IefOBaHMs HeJOCTaTOYHO JyId Bepuduka-
uym guarnosa. Ocob6ennoctu guardoctuky AK sakmoga-
I0TCA B BBIABIEHUNU MOJO3PUTETbHBIX KIMHUYECKUX MpU-
3HAKOB, aCCOIMMPOBAHHBIX C (PeHOTMIIOM aMWIONAO03a,
a Taxke MOATBEPXK/ICHUN JAaHHOTO IPEANONOoXKeHNA Mpu
HOMOIY METONOB BM3ya/nusalyy ¥ CIeLManbHBIX 1abo-
PATOPHBIX MCCIEROBAHNUIL, MAeHTU(GUUMpYomuX 3abose-
BaHMe [3]. YuuteiBasg OTCYTCTBUME CHELMPUIECKUX MIPU-
3HAKOB ¥ CMIITOMOB 3a00JIeBaHM, @ TAKXKe JOCTYITHOCTHU
YYBCTBUTE/IbHBIX MeTOHO0B AyarHoctuku: MPT un coyaTn-
rpaduy ceppla, SHAOMMOKapauanbHoit 6uoncuu (OMB)
C HOCTIEAYIOLIMM TUIVMPOBAHIEM aMIUIOUOTEHHOTrO Oeka
[PV OMOIIY IMMYHOTYCTOTOTMIECKMX U OMOXMMIIECKIX
METOJIOB, PaHH:AA QVAarHOCTUKA Y CBOEBPEMEHHOE HavasIo
crieruuIecKoll TepanmMy aMIION03a OCTAETCST AKTY-
a/IbHOII IIPOO/IEMOIT B peanbHOI KIMHUYECKON IIPaKTHUKe.
Pacnipoctpanennocts AK, HM3KMiT TpOLIEHT paHHEl BepH-
¢buKay [UarHosa i, Kak CIefCTBIE, OTCYTCTBIE BO3MOXK-
HOCTJ CBOEBPEMEHHOTO Hayaja crielnpyuecKoi Tepamnn,
00YyC/IaBIMBaOT BXKHOCTD IIOLPOOHOrO M3y4eHNs JIeTa/lb-
HOTO KIMHMYECKOTO CIydas aMIIOMJHON KapAuOMMOIa-
TUU Y TIOKM/ION NAalVEHTKI.

Onucanue KAMHUYECKOTO CAy4das

Hayuenmxa M., senusuna 75 nem, rociuTaan3upoBa-
Ha B 9KCTPEHHOM IOPsAJKE B OT/IE/IEHME PeaHMMALN U UH-
teHcuBHON Tepamyy (OPUT) pecny6mmkaHCcKOro KIvHMU-
Yyeckoro Kappmosorndeckoro aucnancepa I'bY3 PK «PKb
M. H.A. Cemanixo» . Cumdeponons 02.09.2024 B Tsxe-
JIOM COCTOSIHUM, TSDKECTb OOYCIOBJICHa CepHedHO-/Ierod-
HOJl HEJJOCTaTOYHOCTDbIO U TEHEPaTM30BAHHBIM OTEYHBIM
CMHZIpOMOM. IIpy OCTYIIeHNY IpeNbABIAIA XKa/I0Obl Ha
BBIP@XEHHYIO C/1ab0CTh, mepebon B paboTe ceppLa, OFbIII-
Ky IIpM He3HAuMTeNbHOI (M3M4ecKoil Harpyske (xozmpba
5-10 M), OTEKHM TOJIeHeil, yBenuueHne oObeMa >KUBOTA;
orMedasa notepio 6omee 10% Macchl Tela 3a IOCIEfHIE
6 MecsI1eB.

W3 anammuesa: cuutaer cebs 6ompHOI C QeBpansa
2024 ropa, KOrfa MOSBUINCH Tepeboy B paboTe cepaua,
3a Me[VIIMHCKOJ IIOMOIIbI0 He obpaltanack. B uione no-
CJle CAHATOPHO-KYPOPTHOTO JIeUeHNs COCTOSTHIE YX YN~
TIOCh: TIOAABM/IACH OZBIIIKA ¥ OTEKM HUKHIX KOHEYHOCTE,
B CBA3Y C 4eM B Mioje ObUIa FOCIUTAIM3NPOBAHA B Te-
panesTudeckoe orpenenue LIPB mo mecty >kurenbcrsa.
Ha KT OI'K ot 30.07.2024 06Hapy»Way IpaBOCTOPOHHUIA
TUJIPOITHEBMOTOPAKC, KOMIIPECCHOHHBIN aTe/leKTas CIpa-
Ba, KapJMIOMETa/INIo, 3aCTOIHbIE AB/IEHNA B JIETKUX, ACLIUT.
ITpoBenena nnespanbHasg MYyHKIWA: aHA/IN3 MITIEBPAIbHON
JKUIKOCTY BBIABMJI TPAHCCY/AT, CEPO3HOTO XapakTepa,
C OTHOCHUTENIbHOI MIOTHOCTBI0 1010 r/MiI, cofep>kaHmeM
6ernka — 19 r/71; MUKPOCKOIIST: Me30TeNNit- 5-6 B 1ojie 3pe-
Hus, muM$onnTel — 3-4 B HO/Ie 3pEeHNs, SPUTPOLIUTH —
10-12 B nose 3peHMs, AaTUIMYHBIX KJIETOK He 0OHAPYKEHO.
[Tony4yana CHMIITOMATHMYECKYIO TEpPAIMNIO, BbIIUCaHA Oe3
yaydmeHusA. B cBASM ¢ COXPaHAWIIMMUCA HpU3HAKAMMU
sactoitHoit CH depes MecAl ObUia rocCIUTann3MpoBa-
Ha B repmarpuyeckoe otgenenue I'bY3 PK «Kppimckui

Pecriybmukanckuit Kmuundaeckuit Tocnmrans mis Bere-
paHoB BouH» ¢ guarHosom: XCH 2b cragum; crapyeckas
actenus. 9xoKI or 07.08.2024 BpIsiBU/IA gUIaTAlMIO IIpa-
BBIX OT/IE/IOB CepJlia M JIeBOTO IpeficepAus, HapylleHue
mmactonmyeckoit GyHKym Mmuokapaa, @B 50 %, KnamaHbl
6e3 m3menenmit. Ilosropuas KT OTK 08.08.2024 mop-
TBEpAWIA Kap/iIMOMeTannio, IBYCTOPOHHMII TUAPOTOPAKC
U TPU3HAKM 3aCTOMHBIX ABJIEHMI B JIETKUX: B IPaBON
IUIeBPa/IbHO IIOJIOCTY CBOOOIHAA KUJKOCTD ITIOTHOCTBIO
okosio 8 egH, TonmmuHa cnos mo 48 MM, B 1€BO — IIJIOT-
HOCTBI0 okoro 5 enH, TonmuHaa cnos go 9 mm. KT opranos
6promurnoit mosoctu ot 08.08.2024 BrIsBMIIA ACIINT, aHACAP-
KY, )XMPOBOJ1 Tenaros. JleueHne BKIIOYA/NO CMMITOMATH-
yeckyto tepammio XCH (¢dpypocemup 100 mr/cyT, Bepom-
nupoH 50 mr/cyt, meronposnon 50 Mr/cyT, KaHmecapTaH
32 mMr/cyT), cTepoupHyIo (fekcaMeTasoH 8 MI/cyT), MAINg-
CHIDKAIOINYIO (pO3yBacTaTUH 5 MI/CYyT) Tepamuio. Boimu-
caHa 6es yrmydieHus. ITo MecTy KUTebCTBA BBIIOTHEHA
KoHTponbHas pertreHorpadusa OI'K or 29.08.2024 — ro-
PU3OHTAIbHBINI YPOBEHDb >KMAKOCTU CIIpaBa Ha ypOBHe
IV pebpa, maeBpo-guadparmanpHbiil yron cieBa cBO6O-
meH. OTCYTCTBYE HMOMOKNUTEIbHON JUHAMMKI COCTOSHNA
BBIHYAWIO OOPAaTUTBCS B MOMUKIMHUKY KapAUOAMUCIIAH-
cepa, rfge ObUIa TOCHUTANIM3MPOBAaHA II0 SKCTPEHHBIM
MOKa3aHMAM.

IIpu  ¢usuxanvHom o6cnedosanuu: obuiee cOCTOs-
HIUe TsDKeNoe, B CO3HaHUM; TemIeparypa Tena 36,4° C,
VIMT=18; aycKynbTaTUBHO: HaJl IETKUMU JbIXaHUE JKECT-
Koe, 0c/1ab7IeHo B GOKOBBIX OTHEIAX, OTCYTCTBYeT B HIIK-
HUX OTJieNIaX, XpUIIbI He BeicmymuBaoTcs, Y1 24 B muH,
YPOBeHb HachlllleHMss KpoBu kucmopopoM (SpO2) 96 %;
TOHBI CEpALla IPUIMYLIEHBI, apUTMUYHbIE, IIYMOB HET,
YCC 60 ynm/MuH, TyabC apUTMMYHBIN, C1aboro Hamosn-
HeHnudA, AJl 85/55 MM PT.CT.; CMMMeTpPUYHbIE OTEKM HIX-
HUX KOHEYHOCTEN [O YPOBHA BEPXHEN TpPeTU TOJIeHEll,
JKMBOT IIPU TaJAbIALNU MSTKWIL, YBeInMdeH B obbeMe 3a
cYeT HaMM4Ms CBOOOTHON SKUIKOCTY, MHOJOKUTETbHBIN
cumnToM ¢uykryanyu. B KIMHMYeCKOM aHalu3e KpOBU
[ATOMOTMN He BBLAB/IEHO: reMornmobuu 133 r/m, spurpo-
uuthl 4,43x10"/1, Tpombounter 175x10°/71, meKoImThI
8,6x10°/1, CO3 20 mM/u. [TaHHbBIE OMOXMMMUYECKOTO AaHATI -
3a KpOBM: I/IFOK032 4,9 MMOJIb/J1, X0/lecTepuH 3,8 MMOJIb/ T,
6umpy6us 14,7 MMonb/n, ModeByHa 23,0 MMOIB/, Kpe-
atmHuH 197 mMonb/i, obwmit 6enok 57 1/, ampbymuu
30 r/m, AJIT 32,9 ENl, ACT 24,7 E]JI, xanuit 4,9 MmMonb/m,
HaTpmit 129,3 Mmmonb/n, Kanpuuit 1,27 mmons/n. TemocTa-
suorpamMma: nporpombuHoBoe Bpems 25,0, IITU 41,2 %,
MHO 2,0, ¢pubpunoren A 4,5 r/n, A4TB 41c, TpombuHO-
Boe Bpemsi 21c. KapamanpHble MapKepsl: MUOIIOOMH —
72,0 Hr/mn (Hopma <70 Hr/mi), Tpornonus I — 0,14 Hr/m
(nopma <0,01ur/M11), NT-proBNP — 9086 1ir/m1. Mapkepsl
BUPYCHBIX renatutos, BUY, cudunnca — He 06HapY>KeHBL.
B o6mem ananmuse MounM BbIsABIeHA mpoTeunypus 0,12 1/,
neiikountypuss — 10 B m/3p. OKI' mpm mocrymnennn
(puc.1) — BoOMBTaX He CHIDKEH, TPeleTaHue Ipecepauii
¢ AB-niposezienuem, YCC 108 ya/mun, 9OC He OTK/IOHEHA,
runepTpodus IeBOro XeryfodKa.

ITpoBemena TpaHcropakanmbHas Ixo-KI'  (puc.2)
04.09.2024: JII1 4,6 cm, KIIPJIK 3,6 cm, KCPJIXK 3,0 cMm, nH-
mexc KIIO JDK 46 mn/m?, T3CIDK 1,3 cm, TMIKII 1,3 cm,
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OB JDK 36 %, IDK 2,9 cMm, ymepeHHas gumaTtanus II07IO-
CTeil TIPAaBOTO >KeMyJouKa M 0OOMX Ipefcepynit, pasme-
pyl u 06bembl onocty JIK B mpepesrax HOpMBI, K/IaIlaHb
6e3 0COOeHHOCTeI, yMepeHHas: KOHIIEHTpUYecKast TUIep-
tpodus mmokappa JDK, axo-crpykrypa mmoxapma JDK
BU3ya/IU3UPYeTCs MEIKO3EPHUCTON U «brectAmei» ¢ Xa-
PaKTepHBIM «CBeYeHMEM», BbIPa)KEHHas OTHOCUTE/TbHasd
TPUKYCIUIaNTbHAsA HESOCTATOYHOCTb, yMEpeHHas JIerod-
Hasl TUIEePTEH3V IPU CUCTOMNYECKOM JJaB/IeHNN B JIETOY-
HOJ apTepun 10 42 MM PT.CT.; COKpPAaTUTeNbHAs CIOCO6-
HocTb Muokappa JDK sHauurensHo muddysHO cHMKeHa,
3HAYMTEIPHO HApYIIEHAa €ro AMACcTOMNYecKas (GyHKIS;
B IIPABOI1 IJIEBPA/IbHOM IIOJIOCTH onpefendeTca 1o 600 mi
CcBOOOIHON >XMOKOCTU, B IIOJIOCTU TepuKapia U J1eBON
IUIeBPa/IbHOI TIOJIOCTM CBOOOSHOI >KMAKOCTY He BBIsIBTIE-
Ho. Onenka npoponbHoi gepopmanyu JDK He 6blma BbI-
IIO/THEHA B BUJY OTCYTCTBIA TeXHMYECKUX BO3MOXKHOCTEIA.

Ha ocHoBaHUM pe3ynbTaToOB KIMHIYECKOro 06CIeioBa-
HUA ObII BepUPUIMPOBaH OCHOBHOJ IMarHo3: IIepBUYHBII
aMMJIONJI03 C IPEMMYIIEeCTBEHHBIM MOpa’KEHNEM Ceppla,
ocnoxxHeHHbIt XCH 2b cragum co cHM>KeHHOI COKpaTu-
Te/IBbHOIT CT0COOHOCTBI0 Muokapaa (OB 36 %), 4 dpyHkun-
onanmpHbIl Kmacc (NYHA); nepcuctupyromas dopma ¢u-
Opwuranuu-tpeneranns npepcepouit (CHA2DS2-VASc
4 6amma, HAS-BLED 16am1, EHRA 2b); mpaBocTopoHHMIt
TUAPOTOPAKC, acuuT. IIpoBopmiach COOTBETCTBYIOLASA
K/IMHMYECKMM PEeKOMEHJAlVIAIM M CTaHAapTaM OKa3aHNA
MEIMLIMHCKOM IIOMOILIM Tepalys 3acTOMHON CephedyHO
HEJJOCTaTOYHOCTH, BK/TIOYAOMIAsA B ce6s KapAMOTPOIHYIO
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(komOuHAIMSL BaIbCAPTAH+CAKYOUTPII, OUCOIPOTION),
[ernpaTaloHHY0 (QypoceMus, CIMPOHONTAKTOH), aHTU-
ApPUTMUYECKYI0 (aMMOJApOH), aHTUKOATY/LIHTHYIO (puBa-
pokcaban) tepamuio u uHrub6uroper SGLT2 (mamarmmo-
JI03VMH) B CTaHJAPTHBIX [O3UPOBKaX. IlnmaHmposanoch
nposeneHre OMD [ya IMCTONMOTNYIecKOro MOATBEPKACHIA
THUIIA CUCTEMHOTO aMUIONO03a.

Ha ¢one mpoBopmmMort aHTHapUTMIIECKOI TepaIuy Ha
2-e CYTKM TOCIUTA/IN3ALUY IIPOU3OLIIO BOCCTAHOBJICHIE
CMHYCOBOTO puTMa (pIC. 3), OfHAKO COCTOSHIE MA[VIEHTKH
ocTaBajIoCh 6e3 M3MeHeHul! cTabuIbHO TsKenbIM. Hecmo-
TpPs1 Ha IPMMeHeHNe KOMOMHUPOBAHHOI AUYPETIIECKOI
Tepamu (BHYTPMBEHHOE KamelbHOoe BBefieHMe 100 mr
¢dypocemua U IepopabHBI IIpYeM CIUPOHONAKTOHA
100 Mr), IOZIOXXMUTENBHOTO Aype3a FOCTUYb He YAAT0Ch —
COXpaHs/Iach aHacapKa.

Ha 3-m cyTky mpeObIBaHUA B CTAlMIOHApe COCTOSAHNE
HAIMEeHTKN Pe3KO YXYAUIMIOCh: IPOM3OIIIA BHe3aIlHas
oTepsi CO3HAHMS, CaMOCTOsITe/IbHOE fibixaHne He 3 dek-
TMBHO, ObUIM HAuaThl PeaHMMAI[MOHHBIE MEpPOIPUATHA.
HecmoTps Ha MpOBOAMMYI0 MHTEHCUBHYIO TEpPAINIo, y T1a-
IVEHTKY BHE3aIlHO IIPOM3OIUIa OCTAHOBKA CEPHEYHON
[esITe/IbHOCTH, Ha MOHUTOPE — aCKUCTONN, OblTa KOHCTa-
TUpOBaHa KIMHUYECKas cMepThb. I[IpoBefeHne HEIpsaMoro
Maccaxka Cepfilia, MHTYOaLuM TpaxeM, HMOAKIIOYCHME pe-
CIIMPATOPHOI TOAAEPKKM MeIIKOM AMOY U BHYTPUBEHHOE
BBeJICHNE afpeHa/IHA II0 CXeMe He OKa3aay [OJDKHOIO
addekra, n depes 30 MUHYT ObUIa KOHCTATHPOBaHA OMO-
JIOTUYeCKast CMEPTb.

Pucynox 1. 9KT

npu nocmynneHuu —
mpenemarue
npedcepouti

Figure 1. ECG

on admission — Atrial
flutter
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Pucynox 2. Xapaxmeproe 075t aMunouoHotl KapoUOMUonamuy «céewerue» npu mpancmopaxanvroii IxoKI

Ilpumeyanme. A — mapacTepHanbHas MO3UINA 1O IMHHOM ocu; b 1 B — BepXymieynas mosuums mo AIMHHON 0CK

Figure 2. Amyloid cardiomyopathy “glow” during transthoracic echocardiography findings

Note. A — parasternal position along the long axis; B, B — apical position along the long axis
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Pucynox 3. 9KT

Ha 2-e cymKu

cocnumanu3auuu —

soccmaxHosnerHue
CUHYC08020

pumma nocne

dpapmaronozuteckoi

Kapouosepcuu

Figure 3. ECG
on the second day of

hospitalization —

PeSyTIbTaTbI IMAaTOIOTOAHATOMMYECCKOTO

MCCIIelOBaHMA.

B 6promnoit monocty BoLsaBieHo 1000 My, B IIeBpanb-
HBIX II0710CTAX cripaBa — 2000 mi, cniesa — 1000 M1, B 1o-
noctyu nepukapa — 100 MII JKeITol IpO3pavyHoOl XKIJKO-
ctu. Cepptie — 700 1, 14x11X7 cM, BepXyIlKa 3aKpyIJIeHa,
obpasosana JDK; monoctu cepplja pacipensl, IepuMeTp
[IPAaBOTO ATPMOBEHTPUKY/LsIpHOTO oTBepctusa (ABO) —
12 cm, neoro — 10 cM, aopThl — 7 cM. Muokapp xps-
LIEBU/IHOV TIJIOTHOCTH CBETIO-KOPUYHEBBIN C Ca/lIbHBIM
6rmeckoM, TommyHa creHku JDK Ha momepeynom cpese Ha
paccrosanu 1,0 cM OT GuUOPO3HOro aTpUOBEHTPUKYIAP-
Horo xonbua 1,8 cm, IK — go 0,5 cm. KoponapHsre apre-
pyM pUTHUJIHBIE C EAMHUYHBIMM IITIOTHBIMM CEPO-KENTHIMU
Omstikamy, 3aHuMaronie 10 50 % IMOBepXHOCTY MHTHUMBI,
o6Typupymomue mpocseT 1o 50 %. Jlerkme 06XKaTbl >KUJ-
KOCTBIO KBEpXY, IIOTHOI KOHCUCTEHLMH, C TIOBEPXHOCTH
paspesa cTexaeT 6OMbIIOe KOMMIECTBO IIEHUCTOI SKIIKO-
CTU Y1 KUJIKOI KPOBI.

Tucmonoeuueckoe uccnedosarue:

Cepplie — MOIOXNUTeIbHAA OKPAcKa C MCII0/Ib30BaHEeM
KOHTO KPacHOTO Ha aMIJIONJ, C IIO/IOKUTENbHDBIM 3€7I€HBIM
CB€YEHNEM B TIONAPU3OBAHHOM CBETe, HEPaBHOMEpPHOE
TIOJTHOKPOBME COCYJIOB, YTOJILEHNE M aMUJIOUI03 CTEHOK
MEJIKMX ¥ CPEJHUX COCY/IOB; IIEPUBACKY/APHbIE, MEXMBI-
LIeYHble OYary OT/IOXKEHMSA aMOPQHBIX 303MHO(UIbHBIX
Macc aMMION/ia; UCTOHYeHMe, aTpOdUst U USBUTOCTb MBI-
IIEYHBIX BOTIOKOH; IUCTPOMA M yMEPEHHas TUIIEPTPODI
KapAMOMIOLNTOB; O4aroBas ¢parMeHTalysA MeXXMBIIIey-
HBIX BOJIOKOH.

Mosr — nepuBacKyIAPHBINA, IEPULIEIONAPHBIN OTEK;
AUCTpodMs IIMATBHBIX K/IETOK, O4ary papeduKanmum Mos-
TOBOJI TKaHM; OTHOKPOBIE COCY/IOB.

Jlerkue — MajIOKpOBME COCY/IOB; M€XKa/bBEOIAPHbIE
HeperopofKM YTOMIIEHbl C OTIOKEHUEM 303UHO(DIUIIb-
HBIX aMMJIOMJHBIX MAaCC, TaKle K€ OTJIOXKEHMSA IO XOHY
COCYTIOB.

[TeuyeHp — 6amOYHOE CTPOEHNE COXPAHEHO; OOLIMPHBIE
OTTIOXKEHMs MacC aMUIONJAa B CTEHKAaX COCYZIOB, 110 XONy
[OPTa/IbHBIX TPAKTOB; AUCTPOQIIS T€IIATOLUTOB, OTEK.

sinus rhythm restoring
after pharmacological
cardioversion

[Toyky — Karicysa ¥ CTeHKU COCY/IOB KTyOOYKOB yTONI-
IIEeHBI, CKI€PO3MPOBAHBI C OTIOXKEHMEM amuonsia. B ma-
peHxMMe ovaroBasi IMMQOLUTApHAS U KPYIIOKIETOYHAsS
MHQUIBTPAIMA, CKIEPO3 ¥ TMAIMHO3, IO XOAY COCYHOB
06LIMpHBIE IO/ OTIOXKeHWIT amyTonfa. OTI0XKeHMsT MacC
aMIJIONJA TI0 XOf[y COCYHOB OOHAPY>KEHBI TAK)Ke B IIOMIXKe-
JTyIOYHOI JKeTlese.

ITo pesynbraTaM MaTOI0r0aHATOMMUYECKOTO NCCIENOBA-
HI, CMEPTb HAaCTYIN/Ia OT HapacTalol el CepledHO-TIeroy-
HOJ HETOCTAaTOYHOCTH, B YaCTHOCTY OT€Ka JIETKUX M OTeKa
MO3ra, BO3HUKIINX BC/IE[ICTBIE OCHOBHOTO 3a00/IeBaHIS:
NEPBUYHDI CUCTEMHBII aMM/ION/I03 C IPEUMYIECTBEH-
HBIM ITOPa)KEHNEM CEPLA.

O6cyxpeHue

MHorouncneHHble UCCIENOBAHNA TTOCTEHUX JIeT T0-
Ka3piBaloT HemooueHeHHOCTh ATTR-ammmonpgosa, Kak
IPUYMHBI BOSHIMKHOBEHNA HapyLIEHNII CepfieYHOro puTMa
U TIPOBOJMMOCTH, A TAK)Ke HEYK/IOHHO ITPOTpeccupyrolei
CH y noxmiblx IanyueHToB [4], YTO HALZIO OTpakeHue
B IIPe[CTaBIeHHOM KIMHUYEeCKOM HabmofeHnu. [IyarHo-
CTIMYECKNII HOUCK IIPMYMH BO3HUKHOBEHNA CUHPOMA TOp-
nupHoN mekommeHcuposanHol XCH u mapokcmsma Tpe-
HeTaHUs HpelCepanii CBOUICA K MIIeMIYecKoil 60/Ie3HN
cepAla, NPHOOpPETEeHHBIM IOPOKAM KJIAIIAHOB CepALa
¥ aMWIOMJHOM KapAuoMyomaTuu. B aHaMHese IpefcTaB-
JICHHOJ MallMeHTKM OTCYTCTBOBAIM JaHHBIE 006 apTepu-
QJIBHOII TUIIEPTEH3NUM, XPOHMIECKIX WIN OCTPHIX hopmax
UIIEeMUYECKOll 60NIe3HN cepflia, BKIoYas MH(APKT MUO-
Kapyia, m160 MOPOKax K/IAIaHOB CepAlla, CIOCOOHBIX IIpU-
BOJIUTH K HEYKIOHHO mnporpeccupyomeit XCH, nosromy
mmarHo3 AK 6pi1 Hambonee BepositeH. IIo coBpeMeHHBIM
npencrasnennsiM AT TR pukoro tuna (ATTR-wt) acconym-
pYyeTcsA ¢ reHepaI30BaHHbIM OT/IOKeHVeM aMIIONIA B VIH-
TepPCTUIVM TTAPEHXMMATO3HBIX OPTaHOB 3-3a BO3PACTHBIX
HapyLIeHN)I CeKpeluyu TeTpaMepoB TPAaHCTMPETMHA IIe-
4eHbIo [5] 1 crocobeH NMPUBOAUTD K BBILICYIIOMSIHYTHIM
KapAMONIOIMYeCKM IPOABIeHNAM. Taxke ObUL BBLABJIEH
XapaKTepHbIN KIMHMYeCKMit npusHak AK: cHIDKeHHBbIN
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BonbTaX QRS Ha OKI u HecoorBeTcTBUe KT mokaszaresneit
runeptrpoduu muokapaa JDK 9xoKr-gaHHbIM, TO €CTb CHH-
>keHHbli nHAeKC IKI'/Ox0KI MeHee 7,8; 4yBCTBUTENBHOCTD
TOAHHOTO IIpM3HaKa cocrabBjsaeT 94 %, TouHocTth — 82 %,
a OTpULIATe/IbHAS IPOrHOCTIYECKast LIeHHOCTb — 97 % [6].
HesHaunTtenbHOE IOBBINICHNE KapAUaNTbHBIX MapKepoB
(muormobun — 72,0 ur/m, tpomonusr I — 0,14 Hr/m)
MCKJTIOYaI0 MacCHBHOE MMIOKapAMaabHOE IOBPEX/eHIE,
a KpariHe BbICOKMIT ypoBeHb NT-proBNP — 9086 mr/m ro-
BOPUJI O TSDKENO MMOKapAManbHON AUCOYHKINMM BCTIES-
cTBMe Apyrux npuanH. KoMOMHANVA TakMX KapAMalibHbIX
IpPOsIBIEHNII, KaK C/1abOCTh, HAapyIIeHNEe PUTMA, TSDKeast
mexommeHcuposanHas XCH (anacapka) pesncTeHTHas
x Teparmy, DKI-npusnakn u OxoKI Haxomkm: gumaranus
npaBbIx KaMep cepaua u JII1, KoHieHTpuyeckas runepTpo-
¢ua muokappa JDK (Tonmmna crenox JDK no 1,3 cm), aua-
cTonmyecKas U MuokappuanbHaa guchyskuus (OB 36 %)
Y TATOTHOMOHUMYHAs MEJIKO3ePHMCTAs CTPYKTYpa MMOKap-
na JDK co «cBeuenuem» noarsepauno Hannuue AK. Ocra-
Ba/IOCh MAEHTUPUIMPOBATh TUI ammnongosa. OcHOBHas
mnddepennmanpHas AMATHOCTMKA 3aK/II0Yanach B IOf-
tBepxaeHnn ATTR- m6o AL-Tnma CHCTEMHOro aMuIon-
1033, MMEIOIMX CXOXMUe IPOsBJICHNUsA, NPUCYTCTBYIOLINE
Y Hallel IalyeHTKN, B YaCTHOCTY BO3pacT crapiue 70 ner,
MOXyJaHNe, CUMIITOMbl TOPIMIHONM IIPOTrpeccHpYIomIeit
XCH. V¥ mpepcTaB/ieHHOI NallMEHTKY TPV OTCYTCTBUM Ka-
KMX-TI00 3KCTpaKapAMaJbHbIX MaHKU(ECTAlNil, B IOIb3Y
runotessl o Hamnunn ¢penornmna ATTRwt cBugeTenpcTBo-
BajI0 JIAIIb HapylIeHMe CEPAEYHOrO pUTMa (TpemeTaHme
npencepauit) [7], Mo [aHHBIM MCCIEHOBAHMIT PacIpo-
CTPaHEHHOCTb (DUOPWULALNIM/TPENeTaHust pefcepanit
y naumenTtoB ¢ AK npu ATTR-wt BersaBanace gaie (71 %
nayeHToB), yeM npu AL-ammnonpose (26 %) [8]. Hanu-
4yye MMHUManbHON mpoTennypun (0,12 r/71) He mMOMOITIO
mocroBepHO oTmanTh ATTR- 1 AL-amunonyios, XoTs 1
HocyegHero 6oree xapakTepeH He)pPOTUUECKUIT YPOBEHb
nporenHypun. K coxxaneHnoo, Mbl He yCIIeNU BBIIIOTHUTD
3aIUIAaHMPOBAHHYI0  IPVDKVM3HEHHYI0  VAeHTHU(DUKAIINIO
TUIIA CUCTEMHOTO aMUJIONI03a: OUOIICUIO TIOLKOKHOM K-
poBoit knetuatku 1 OMD ¢ nmocnenyomuM TUIMPOBaHNEM
AMUJIOUIOTEHHOTO O€JTKa, UCCTIEOBAHS Ha Ha/TNYIe TIIa3-
MOKJ/IETOYHOI AMCKpas3uy (61OICcust KOCTHOTO MO3Ta C L~
To(IOyMeTpHLell, aHaIN3 CeKPeTUPYEMbIX ITapaIPOTEHOB:
UMMYHOUKCALMsE U 971eKTPodope3 OGENKOB ChIBOPOTKH
U MOYM C KOJIMYECTBEHHBIM OIpefie/ieH/eM MOHOK/IOHA/Ib-
HOTO ¥ IOJMK/JIOHAJIBHBIX MMMYHOIIOOYmMHOB). Haxxe
[IOCMEPTHO OKOHYATEeNTbHO BepUpUIMPOBATh AMATHO3 CH-
cremHoro ATTR-ammmonmosa IOCpefcTBOM PYTUHHBIX
METOJ,0B IATOJIOTOAHATOMIYECKOTO JMICCTIEIOBAHN He yHa-
JIOCh, TaK KaK He OBUIO IMPOBEJEHO MMMYHOIMCTOJIOTIYE-
CKoe U buoxmmmyeckoe uccnempoBanue ammmonga [9]. Co-
I7IaCHO JIMTEPATYpPHBIM JIAHHBIM, IOsABJIEHNE CUMIITOMOB
XCH sBrsiercs NpeRMKTOPOM HeOIarompysTHOTO IIPO-
THO3a y IAIVIEHTOB C CCTEMHBIM aMIIOUI030M, TaK, 6e3
JIeYeHNs CpefHsAsA BbDKMBAEMOCTb COCTABIIAET OKOJIO T'Ofia,
a Ipyu Hamuumy cuMnromos Tspkenoit XCH — okoso 1mo-
myroga [10]. JaHHBIN (dakT Hallel CBOE MOATBEp>KIEHIE
y HaIlell MalMeHTKN: CIYCTs 6 MeCsIeB M0C/Ie NOsABIeHUA
IIePBBIX KapAMaAbHBIX CMIITOMOB B BUIe apUTMIUM U 3 Me-
cd1a nocie npucoennHenua cumnromo XCH mamnmenTka

CKOHYA/IACh BCIEACTBUE IPOTPECCUPOBAHMSA TOPIVIHON
XCH. HesaBucuMpiMu pakTopamu pucKa yXyAIIEHUs BbI-
skmBaemoctn nipn AK BenencrBue ATTR ABnA0OTCA Takke
Bo3pact, lII-IV ®K mo NYHA, cucronmaeckoe Al <100 MM
PT.CT., PE3UCTEHTHOCTD K AMYPeTUYeCcKOll Tepannn, a ypo-
BeHb NT-proBNP >1800 Hr/n yBenmuuBaeT Takke MOKa3a-
TeNb CMEPTHOCTH OT Beex mpuynH [11]. Cnegyet oTMeTHTD,
4TO BCe BBILIENEpeYMCIeHHble (PAaKTOPbl pucka Hebmaro-
IIPUATHOTO JICXOAA IPUCYTCTBOBAIN y IIPECTABIEHHON
MAIMEHTKY, 4YTO 3HAYNTENbHO YTAXKENANO e€ IPOrHo3. Bol-
SBJIEHHOE y Hallleil MalYIeHTKY HeCOOTBETCTBIE TOJIIVHBI
crenky JDK o ganabiM 9x0KI (1,3 cm) nayroncnu (1,8 cm)
ABAETCA CKOpee 3aKOHOMEPHOCTDIO, 4eM MCKITIOUeHMEM.
Tak, cormacHo MUTEpaTypHBIM AAHHBIM, AMATHOCTIYECKAs
3¢ deKTNBHOCTD PAaCIO3HABAHNUS HPIVDKM3HEHHON THUIep-
tpodun /DK npu nocMepTHOM M3MepeHuy Oblla HU3KOIL:
pasHuna Mexpgy ayrontnieckumu n IxoKI 3HaueHMAMM
ons tonmuubl cteHku JIDK cocraBnama ot 3,3 mo 5,2 MM,
a w1 MOKIT or 1,3 o 1,4 mm. Jauusiii dpeHomen moxer
6bITh 0OYC/IOB/IEH IIOCMEPTHBIMY M3MEHEHNSIMY B CEPALLE,
KOTOpble HeOOXOVIMO YUUTHIBATD IIPY AUATHOCTHKE IIaTO-
noruu ceppua [12]. K coxxaneHuto, HeCMOTPsI HA MHOTOYNC-
JIEHHble TOCIUTAIN3aLMN, HU Bpauy caHatopus, Hu LIPB,
HU PecIyOIKaHCKOTO TOCIIATAIA He CMOITIM 3aII0f03PUTh
CHCTEMHBIIl aMIION/03, YTO, [0 HaIlleMy MHEHUIO, CBU-
[eTeNbCTBYeT 00 MX HELOCTATOYHON OCBEFOMIEHHOCT.
Paunsisa n 6picTpas auarnoctuka AK mpu mogospenun Ha
aMIJIONJ03 SABJIAETCA IIePBOOYEPENHON 3ajadeil M 3ajo-
roM 3¢ GeKTUBHOCT TepaIuy, IOCKOIbKY paHHee Hadaslo
JIeYeHNsT MOXKeT IPENOTBPATUTDh HajibHelIee OTIOXKEHNe
aMuWIoONsia U TpOrpeccupyollee MOBPeXAeHe OpPraHOB-
mumenein [1, 3]. To 2018 roga egMHCTBEHHO BO3MOXKHBIM
meropoMm nedernsi AK npn ATTR 6bura TpaHCIUIaHTAIus
cepAla, TOCTYMHOCTb KOTOPON CYIIEeCTBEHHO OTpaHUYM-
BaJIach MPEKIOHHBIM BO3PACTOM IIAIMEHTOB 1 HEOOXOMM-
MOCTBIO TPAHCIUIAaHTAlMM HECKONbKMX OpraHoB (cepaua
n neyen). IIpopsisom B nedennn AT TR sBuancy HeaBHO
MOSIBMBINMECS 1 Of0OpeHHbIe (HaPMAKOIOTUIECKIE METO-
bl JIeYeHMsI, OCHOBaHHbIe Ha MHrubuposanuu resa TTR
(momaBnenne cunresa 6Genka TTR), wim crabunmsarus
TTR (mpemorBpaijenne puccoumanyuu terpamepos TTR
Ha ¢pubpumne) [13].

Y Hamrell manyeHTKy BpeMsA ObUIO VIYIIEHO, U, Jaxe
HEeCMOTPs Ha Hay4YHbII IIPOPBIB B JIEUEHNN TAKMX MAIYeH-
TOB C BO3SMO>KHOCTbIO MCIIONb30BaHMs ClieluuiecKoii Te-
pammu [14], 6bU1 IpenonpesesieH eTalbHbll ncxon. Beero
2 HA HaXOX/IeHNA B CTallYIOHAape ITO0C/Ie IOCTAaHOBKY JIyar-
Ho3a AK He 1O3BONMM/IN IPOBECTHU NPYDKM3HEHHYIO AMar-
HOCTHUKY THUIIAa aMIUIOMJOT€HHOro Ge/IKa ¥ HAavaTh CIIeLN-
¢ugeckyo Tepanuio.

BoeiBOoABI

ITpepcraBieHHOe KIMHMYECKOe HaOJIIOfieHue IIOfdep-
KMBaeT HeOOXOAMMOCTb IIOBBILIATE UHPOPMUPOBAHHOCTD
Bpauell MEpPBMYHOTO 3B€Ha O CUCTEMHOM aMMIOUJO3e
Y TIOXXWMJIBIX IAIIIEHTOB, €r0 IMAarHOCTUYECKUX KPUTEPUAX
U BO3MOXXHOCTSAX TIPUMEHEHNsA CHe(UIecKoil Teparmi.
IMTanmentam ¢ AK Heo6xommM IepcOHU(UIMPOBAHHBIN
JOVArHOCTUYECKMIA M TepaneBTUYECKUI IIOfIXOJ, MY/IbTU-
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AVCUMIUTMHAPHON KOMAHMIbl Bpavell I/l BBIPAOOTKIM Te-
pameBTMYECKON CTpaTeruyu M OLeHKM IIOTeHIMalbHO
pomn coBpeMeHHbIX MeTonos sedeHus CH. brmaropaps
3HAUUTE/IbHBIM [OCTVDKEHUAM COBPEMEHHON Me[ULIVHbI
B JICYEHMY [JAHHOU KaTeropuyu OOJIbHBIX, CBOEBpPEMEHHasI
IVAaTHOCTMKA IIO3BOJIUT OIEPATUBHO IPOBOAUTDH TepalleB-
TUYeCK/e BMeIIaTe/lbCTBA, HANPABIeHHbIE Ha YIy4IlIeHue
BBDKVBaeMOCTH, (usmdeckux QYHKUMII M/WIM KadecTBa
>KIM3HU MAIIeHTOB.

Bknap aBTOpoOB:

Bce aBTOpbI BHEC/IW CYLLECTBEHHbIV BK/IaZ, B MOATOTOBKY paboThl, MPOY/IN
1 0406punK GUHANBHYIO BEPCUIO CTaTbk nepes nybankaumen
ConpatoBa O.B.: HanucaHWe cTaTbW, pefaKTUpPOBaHWE PYKOMUCH, WUH-
TeprpeTauma AaHHbIX KAMHUYECKOTO Cly4as YTBEPXKAEHUE OKOHYATe/b-
HOro BapuaHTa CTaTbW, NOUCK AINTEPATYPHbIX UCTOYHUKOB.

FopaHckaa W.fl.: HayuyHoe KOHCy/AbTUpOBaHMWe, paspaboTka AusaiiHa
W PeAaKTUpOBaHWe CTaTbW, YTBEPX/AEHWE OKOHYaTe/NbHOro BapuaHTa
cTaTbu
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