it B 44 L T

~24 Plasts of the Best Bedding F.

MexayHapoaHaa Hay4yHO-NpaKTUyeckas KoHgepeHums

e
«HekopoHaporeHHble 3a6oneBaHua Muokapaar, 27 doespans, 2026 r. [JoHeuk e k :
"‘:."" .I__ﬁ:‘ l’goc A l ——

Pride and Prejudice

what he had done with
acknowledging, though h
which he had ment} I+
not attempted o MY, sof

his attachment had lm a mo
reflections till the sound g

anequal she was to encg

to her room,

KapaonansHeMT
aMNJIONLO3
GOKYyC Ha
OIVMAaTHOCTUKY

templed, by the
0 the park.

ard with eagerness, p

away; bat on hearing herself called,

be Mr. Darcy, she moved again toward
ed it also, and, holding out a letter, -
th a look of haughty composure, “1 |
time in the hope of mecting you, W
tletter?"  And then, with a slight bo

Waa soom out of sight.

b 2 0
[logTopHas lOmmua CepreesHa l}ien

CTyIeHTKa 6 Kypca, ¢I'BOY BO JJoHI'MY wum. M.
ToppkoTO MmH3OpaBa Poccum '"W_guggﬁ
Uy

Hay4dHBM PYKOBOOMTEJbL nol,. TapamuH I['.IT'. 3as.
Kabenpom Tepanum M. nOpod. A.UM. Ianeka

MULKY - MULLRR

g \...-.::.'.:r ey
i\na 3 M IMMEDIAT

mnhm




B
.t

Brengenme (1)

* KapnouanpHew amuyonnos (KA) npencrapjsgeT cobOoM HNpoTrpeccupyllee MHOUMIIBETPATMBHOE

3aboJjieBaHMe MMOKAapa, XapaKTepusyKleeCsd BHEKJIETOUHEIM OTJIOXEHMEM HepaCTBOPUMBIX
AMUIIOMOHBEIX OGOUOPWUIIJI, UYTO INPUMBOIUT K PECTPUKTMBHOM KapIuoMuonaTuUmM. JHoJroe BpeMHd
CUMTABUIMMCA PeIKMM M HEeU3JIeuMMBIM, ceTrolHd KA NpuM3HaeTCcsd 3HAUYMMOM U
HEOOOLIEHEHHOM MNPUUMHOM cepraedHou HemocTtaTouHocTu (CH), OCODEeHHO C COXPaHHOMU

bpakumenm BeOpPOCa (PB).

® Bﬂaronapﬁ [TOABJIEHNMIO COBPEMEHHEIX IMATTHOCTUUECKMX MeTOIOB y,ﬂaéTCH IMpoOBOIOINTDH
TOUHYK IMAT'HOCTUMKY WM TeM CaMBEIM obecrneumMBanT BO3MOXHOCTL IJIS GBICTpOl"O HadaJia

OOJIe3HE ~MOOMPULMPYIEN Tepalul.

* KpoMe TOTO, CTPEMUTEJIBHBEIM NPOTPecc B 006JaCTU MYyJibTUMMOIAJBbHOM BUI3yalM3allUMU

,paCMMpMH [IOHVIMAaHMeE IIaTOoT'€He3a, YyJyudllll NOPOTHO3UPOBAHME TeueHud 3abojieBaHusa U

'.'_"_, d ¥ poen \

3 anBen K pas3paboTke MapKepoB, OCHOBAHHEIX Ha pesyljbTaTax BU3yaJM3aluM, KOTOPHE
‘l

> OTpamémT «Bbpemax» amMmiiouna, dYTO npuobperaeT Bce OOJibllee 3HayeHMe IIPpU OLIeHKEe

7 e r Fontana M, et al. The last decade in cardiac amyloidosis: advances 1n understanding

7
'-Lﬁi ;ﬂ OITN?TOB Hpafle3pAHsE»logy, diagnosis and quantification, prognosis, treatment strategies, and
| 2 f‘ monitoring response. JACC Cardiovasc Imaging. 2025;18(4) :478-499.

[ . o Xupor U.B., m mp. AMMIOMIOO3 Cepnla: KOHCEeHCyC EBpasmMckoM accoumauum kapiamojioroB (EAK) .

‘}f:‘L : EBpasmuCKuUl KapOMOJIOTHUYeCKkum xypHats. 2025; (4) :6-39.



Breneume (2)

[[OBEIIEHHOE BHMMAaHMEe K nNpobjeme KA B nocjenHMe ToIOel ODYCJIOBJIEHO TpPEMHA
KJIOUEBEIMM GaKTOopaMu.

BO-IepBLEIX, COBEPUEHCTBOBAHME METOIOB IOMATHOCTUKM, TakKMX KaK CIHEeKJI-TPeKMUHT
sxokapauorpadmsa (9xoKI') mM paIMOHYKIMIHasS BUI3yaJiM3alilsg, [IO03BOJISET
HeMHBA3MBHO M TOUYHO YCTaHAaBJIMBATL IMATHOS.

Bo-BTOpEIX, KA 49BJId€TCH 3HAUMMOM IIPUUMHOM XpoHMUeckoM CH c coxpaHHoOM OB u
aCCOLUUMPOBaAH C aopTaJIbHEIM CTEHO3OM.

B-TpeTbux, NOABJIEHME IIE€PCIEKTUBHEIX METOIOB I[IATOT€HETUUECKOM Tepanuu IOJid
O0O0OMX OCHOBHHEIX TUIIOB amMuiionnos3a — AL m ATTR — M3MEHMJIO MNIPOTHO3 OJid
NaluMeHTORB, CIHOeJIaB PAaHHIK IUMATHOCTUKY KIIMHMUECKM BHAUMMOM . HecMoTpsa Ha 2TuU
OOCTUMXEeHMSa, npobjieMa I'MIOOMATHOCTUKM UM INO3IOHETO BHABJEHMS OCTAaeTCHd KpalHe
OCTPOM, INIPM DTOM 3alepxka OmarHo3a njd ATTR-QOopMBEI MOXeT OOCTUI'ATh B CPEeOHEM
6,1 roma.

B ~HacTpduee BpeMa BO BCeM MUPe CylleCTByeT mnpobjema [IO3OHEW BepuOuUKaLUmU
'ﬂmargosa,'QTo 3aMenJigeT HadaJlo cleumMdruecKoM Tepanum M, CJleloBaTeJIbHO,
HmeoﬂMT K YXYIOULEeHMO NPOoTrHO3a naumeHToB ¢ KA. Taxk OKOJIO TPpEeTM [HalLUMEeHTOB C
AT KMﬂ,me HpaBMﬂbHOM [IOCTAHOBKM IOMAT'HO3a OCMaTPMBAJIMCE MMHMMYM UYeTHPbMA
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OnpenejieHUe

* KapamMalibHEIM aMUJIIOUIIO3 — BTO CUCTEMHOe 3aboJjieBaHUeE,
gBJIAKRIIEEeCHd BeOylley NPUUMHOM PECTPUKTUBHOM KaAPOUOMMUOIIATUMN .
[[aTOJIOTMUECKUM TMPOoLEeCC XapaKTepmu3yeTCd BHEKJIE TOUHBIM
OTJIOXEHMEM B MHTEPCTULMM MMOKAPILA HEPaCTBOPMMEX O(OUOPUILI,
COCTOSIIMX M3 HENPABUIIBHO CBEPHYTHX OEJIKOB. AKKYMYJIALUMA BTUX
OMOpPMIIJI B COYeTaHMM C KOMIIOHEHTAaMM BHEKJIETOUHOI'O MaTpuKCa
IPUBOOUT K YBEJMUEHMUI XEeCTKOCTM CTEHOK XeJIyIOOUKOB,
HaAPYUWEHMIO OMAaCTOJIMUECKOI'O paccriableHuda M, Ha IIO3OHUX
CTaguax, K CHUCTOJIMUYECKOM IMCOYHKLMM. BOBJIeUeHME ceplla
ABJIAETCH OCHOBHBIM MNPEIUKTOPOM CMEPTHOCTIALY HALUEHTOR. .C
CUCTEMHEIM aMUJIOMIIO30M, HE3aBUCUMO OT TUla BesiKa-—

A STATE-OF-THE-ART REVIEW
il ‘oo S eHHMKAa.
‘ The Last Decade in Cardiac Amyloidosis

Advances in Understanding Pathophysiology, Diagnosis and

s Quantification, Prognosis, Treatment Strategies, and
A7 Monitoring Response
Maranna Fontana, MD, PsD,"* Adam loannou, MBES, BSc, PaD,"* Sarah Cuddy, MBECH, BAO,
3 . Sharmila Dorbala, MD, MPH," Ahmad Masri, MD," James C. Moon, MD," Vasvi Singh, MD," Olivier Clerc,
-y f;.;!; Mazen Hanna, MD," Fredrick Ruberg, MD,' Martha Grogan, MD," Michele Emdin, MD, PrD,

o, s Julian Gillmore, MD, PuD



PacnpocTpaHeHHoCTs KA (1)

PacrnpocTpaHeHHOCTb KA BapbUpyeT B 3aBUCHMMOCTM OT €I'0 QOPMBI U
XapakKTepruCcTUK OOCJienyeMEIX IMalMeHTOB. [0 mDaHHBEIM OJI4 OI1JIaTH
MEOUMUIMHCKUX YCJyID aMOyJIaTOPHEIX M CTALMOHAPHEIX OOJIbHEIX KA
HabmwonaeTrca y 5 cpenmr 10 000 yest.

Ha ceromHAmHMM OeHb HamboJiee paclpOCTPaHEHHOUM QOPMOM ABJIAETCH
KIOUKUW TUII» TPAHCTUPETUMHOBOTO amMuiionnozsa (ATTRwt), KOTOPBMU
BEHIABRJIAeTCAa OoJjiee ueM y 10% MHOMBMOYAJIBHO B BO3pacTe cTapme 60
sjerT n y 10-15% maumeHTOB CcTapume 65 jier ¢ CH ¢ coxpanuoum OB.

CoIJylaCHO IaHHBIM MeTaaHalJiM3a, BHIIOJHeHHOro B CIA, obmwasa
pacrnpocTpaHéHHocTsk KA 3a nepmonm ¢ 2000 nmo 2012 rom BO3poOCia C
18 mno 55 cnyuaeB Ha 100 000 HaceseHUdA.

C 2009 nmo 2018 rr. pacnpocTpaHeHHOCTb KA B T'epMaHUM BO3pOCJa C
15,5 no 47,0 Ha 100 000 uenomexo-JieT, a =RabojeBaemMocTb - C 4,8
no 11,0 wa 100 000 uemnomexko-jieT (cJyien. cJjamnn) .

w2 P e &
'H-OC.He,HHMG JaHHBIE YKaA3IBIBAOT Ha YBEJIMMUEHVEe WaCTOTEI BBIABJICHIUA

ATTR-CA ¢ 8 pmo 17 cayuaeB Ha 100 000 uenoBexkxo-JieT. UTO KacaeTcsd
AL-amMmiomunosa, TO €ro pacnpocrpaHeHHOCTr B CHIA 3a nepmon ¢ 2017
no 2021<ronm yBeamumiack c 22,7 mo 69,1 ciydad Ha MUIJIMOH

"HacCeJieHuAa C eXeTOIHHM NpuMpocToM 32,1%.



PacrnpocTpaHeHHOCTE KA (2)
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;e wxt  Kak abCOJIIOTHas PAaCHPOCTPAHEHHOCTb M 3ab0JIeBaeMOCTb, TakK U
{ ' OTHOCUTEJIbHEIM POCT PAaCIPOCTPAHEHHOCTM U 3abojieBaeMOoCTU OwvlIM OoJiee

., BHpPaxeHH y MYXYMH U IOXWUJIEIX Jiomen. Y wMmyxumH =80 jierT

) ‘ ' pPacIpoOCTpPaHeHHOCTh cocTaBumya 144,9 (95% IM 136,1-154,2), a

W\ e oA + | zabosieBaemMocTs — 37,5 (95% IM 33,2-42,4) uHa 100 000 uesoBexko-JIeT
& Ak ﬁﬁ B 2018 r. Ilpu »TOM PAaCIPOCTPAHEHHOCTb U 3a00JIeBaeMOCTh 3a IIepuon
‘ N c 2009 nmo 2018 rr. yBemuumauch no B 4,7 m 3,7 pasza

& / COOTBETCTBEHHO. Ney S, et al. Epidemiology of cardiac amyloidosis in Germany:
ﬁ-‘r\ -~ retrospective analysis from 2009 to 2018. Clin Res Cardiol.
-y v



Sormosiorma (1)

° Kap,ﬂ]MaﬂbeIﬁ dAMMJIOMIOO3 BO3HMKaAET BCJIeOCTBINMME OTIJIOXEHMA aMMIJIOVIIIHBIX

brbpnIisI, o00pPal3yKRIMXCH M3 PAa3JIMUHEIX OeJIKOB-IpelleCTBEHHUKOB.
[logaBagalee OOJILUIMHCTBO CcJiydaeB (0okKoJIOo 98%) CBLI3aHB C IOIBYMSA
OCHOBHBIMM TUIIaAMM OEJIKOB.

* AL-aMmiionnos (aMMJIOMIOO3 JIeTKUX Leley MMMYHOIJIODYJIMHOB) : BHEHBHBAETCH

OTJIOXEHMEM QUOPWMILJI, COCTOAUNMX M3 JIETKUX Leley (kalna uim JgaMona)
VMMYHOTJIOOYJIMHOB, KOTOPEE MNPOOYLUUPYITCH KJIOHAJIbHBEIMM I1JIa3MOLMTaAMM [IPpU
[JIa3MOKJIETOUHEIX IOMCKpas3m4ax. AL-popMa oTyiMuaeTcsd HamboJiee arpeCCUBHBM
TEeUeHMEM.

* ATTR-aMmIonno3 (TPaHCTUPETUHOBEM aMUJIOMIOS3) : OOYCJIOBJIEH OTJIOXEHMEM

| 5
*

bubpurt TpaHcTUpeTrHa (TTR) — Oesika, TPaAHCIOPTUPYUETO TUPOKCUH U

/PETHMHOJI. OTOT THUI NOoAOpas3desigeTCcd Ha IOBe QOPMEL:



OoTmoJiormusa (2)

ATTR-aMmiiomnnos:

1. HacranencrBenue (ATTRvV) : BHBEHIBaeTCdS OIHOM U3 OoJjiee ueM 130 mM3BECTHHIX
MyTaluuy B I'eHe TpaHcTupeTmHa (TTR), HaciaemyeTcsa 110 ayTOCOMHO-
IOMMHAHTHOMY TUIIY . Hambojiee paclrnpocCTpaHeHHbBIMM MyTaumamu B CHA dBJIA0TCA
Vall?22Ile, Throe0Ala m Val550Met.

2. «Juxkuy tun» (wilde type — ATTRwt) : pal3BMBaAeTCd B pesyJibTaTe
BO3PACTHOM OecTadbmaM3aumMy M OTJIOXKEHMA HOPMAJIbHOT'O MJIM HEMYTAaHTHOI'O
TPAHCTUPETHHA .

K penkmMm dpopmMaM, KOTOPHE TakKxXe MOIT'YT [NOopaxaThb ceprlue, OTHoCcATCa AA-
AMMUIJIOMIOO3 (BTOPMYHE, aCCOLMMPOBAHHBIM C XPOHMUYECKMM BOCIAJIEHMEM) , a
TaKXe aMmMIioMnos, BEI3BAHHEM MyTalMAMM alojmMiIonporemHos A-I, A-II, A-IV,
oubpuHOTEeHa M OPYyIuUX OeJIKOB.

- Y f’..QZ.\



[laToreHes (1)

* TepMMH «aMWJIOMIO3» OXBATHEBAET IPYIINY 3abojieBaHMUM, BBI3BAHHBIX OTJIOXKEHMEM B TKAHAX
HEINPaBUJIBHO CBEPHYTHX OEJIKOB, KOTOPHE arperupylnT B HEepacTBOPMMEE QUOPWUILIIHL,
COCTaBJIAIMEe aMUIIOMIHOE BEUEeCTBO.

* AMMJIOMIOHBIE OGOUOPWMIIJIEL MMEKT OMaMeTp OT 7/ mo 13 HM M COCTOAT U3 2-8
NpOoTOOMIIaMEHTOR, KaXIbM M3 KOTOPHEIX MMEEeT OMaMeTp OT 2 no / HM. I[IpoTodmiiaMeHTEH
COCTOAT M3 IOBYXCJIOMHBIX CTPYKTYP C BOIOOPOIHBIMM CBA3AMM MEeXOy aMMHO— U
KAPOOKCUIIBHEIMM KOHLIAMM TIOJIMIIENTUIOHOM Lellu.

* YUpe3BHUAMHO MPABUJIbHASA CTPYKTyPa aMUIIOMIHBIX OUOPMILIT OoNpelesiseT IBOMHOE
JydenpesioMIIeHre, XapaKTepHOoe IJid LiBeTa 3eJjleHoe d0JI0OKO, KOTOPpOe MOXHO OOHapPyXMUTh
B IIOJISPMBOBAHHOM CBETE IIOCJe OoKpamMBaHusa KOHT'O KpPacCHHM.

* JIMMYyHOTUCTOXUMUUECKUM UM MNPOTEOMHEINM aHaJIM3H [IO3BOJIAKT KJIACCUOULMPOBATH Pa3JIUUHEE
TUIIEL aMMJIOMIIO3a Ha OCHOBe OeJIKOB, O0pasyolMX aMUJIOMOHEIE OMOPMIJIEIL. MexIOyHapoIoHOE
o0mEeCTBO IO MB3YUEHMI aMMIIOMIO3a B HACTOAllee BPeMsS paclol3HaeT 42 pas3JIMuHBEIX OeJika,
BEIBBIBAKNIINMX aMUIIOMIOO3 y UYeJIOBEeKa.

ST OTIOXEHUEN aMMIIOVIa MOXET IOpaXaThb HECKOJIbKO OPTaHOB M TKAHENM, HO IopaxeHMe
‘tepnlla, KOTOpOoe OBEUHO MNPOABJIAETCH B BUIE PECTPUKTUBHONM KapPIMOMMUONATUU C
IMaCTONNYECKOM OMCOYHKLMEN, HABJILAEeTCH OCHOBHEIM (aKTOPOM, OIIpeIesIgllyM
BEDKMBAEMOGCTEL M TOCHMTaJIM3aLMUD.
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[laTorenes (2)
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Heitponarus

CxeMaTMueckasa OMarpaMMa, WIIJICTPpUPpyllad OCHOBHBIE IMaTOT'eHeTudeckue 3BeHbsS KA.
ObpaszoBaHue O(ubpuIl amuiaomma npm AL- m ATTR-aMmiIomMOgo3e CIHOCOOCTBYET MX aAaKKYMYJISLUUM B
TKAHSX, BKJKUYAsa MMUOKapnd. [Ipm menosmuum OuOpMIIJl pal3BMBAETCSd aMUIIOMIHAS KapIMOMMOIIATMSI

(AKMII) . Quarta C., et al. Changing paradigm in the treatment of amyloidosis:
From dlsease -modifying drugs to anti-fibril therapy. Front Cardiovasc
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[laToreHes (3)

* MexaHuUYeckasad MHOUIBTpaLMUA UM HaAPYUEeHMEe «PacCTAXMMOCTM»: IIPAMOE HAaKOIIJIEHME aMMJIOMIOHEIX
OmOpPMIlJI B MHTEPCTULMAJIBEHOM IIPOCTPAHCTBE YyBEeJIMUMBAET TOJIIMHY M XeCTKOCTb CTEHOK
XKEeJIYIOOUKOB. OJOTO HABJISETCH OCHOBHOM I[IPUUMHOUM NPOTIPECCUPYRLEN IOMACTOJIMUECKOM IOUCOHYHKLMY
[10 PECTPUKTMBHOMY THUIIYy, [IPM KOTOPOM HapyllaeTCHd HAIIOJIHEHME XeJIlyIOOUKOB KPOBBI IIPU
COXPaHHOM CUCTOJIMUECKOM OQYyHKLUMM Ha HAUYaJIbHEIX 3Talax 3abojieBaHuA.

* [IpaMoe KapIMOTOKCHUUECKOe IeucTBue: Hambojiee xXapaKTepHOo mjd AL-aMumiaomnosa.
[IrprynImMpyole JIeTKUe Lely MMMYyHOIJIOOYJIMHOB OOJiamalT IIPSMbBIM TOKCUUECKMM 3SPPEKTOM Ha
KapOMOMUMOLUMUTE, WMHIOYLUPYA OKUCIUTEJIbHEI CTPEeCC uUepes akKTUMBALMI PEeaKTUBHHEX QOpM
KMYCJiopoa, 4YTO IIPUMBOIOMT K allolNTOo3y U yCyIybJjideT I[IOBPexXIeHMe MMroKapa.

* MUKPOBACKYJISPHOE IIOpaxeHMe: OTJIOXKEeHME aMUIJIOMIa B CTEeHKAX MeJIKMX KOPOHAPHEIX apTepMrot
BEIBEIBAET MIIEMUIO MMOKapla, UYTO MOXET KJIIMHUUECKM IMPOSABJISATLCS CTEHOKAPIMEM IOaxe IIpu
OTCYTCTBUM SBHAUMMOT'O IIOPaAXEHMS DSNIUMKAPIMAJIbBHEIX KOPOHAPHBEIX apTepul.

* [lopaxeHUe MNPOBOOAUEN CUCTEMBI: MHOUIIbTPALMA aMUIIOMIa CHMHOATPUMAJIBHOTO U
ATPUMOBEHTPUKYJIAPHOTO Y3JIOB, a TaKxXe Ccucrtemel I'mca-IllypKMHbE NPUBOIUT K PaA3BUTUIO
PA3JIMUYHBEIX HapPyUWeHUM OPOBOIMMOCTM, BKJKUasa AB-0OJokanwl, U apuTMmy. Hambojee dYacTo

7 OMORMILIALMA Npencepamii BCcTpedaeTcsa (OO 73% cnydaen) npu ATTR-amMmiomzmos3e.

* [lopaxeHue aBTOHOMHOM HEPBHOM CUCTEeMbl: MHOMIbTpaumsa aMmmiommna, B ocobeHHocTu npm ATTR-
- QopMe, MOXeT 3aTpalMBaThb ABTOHOMHEIE HEPBH, UYTO KIMHUUECKM I[IPOABJIAETCH
OPTOCTATUYECKOM TIMIOTEH3MEN, TIaCTpOolape30OM UM IOPYyI'MMM HAPYULEHUSIMU.
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ODOCHOBAHME BAaAXHOCTM CBOEBPEMEHHOU
nmardoctuxkmy KA (1) :

* JOCTYIIHOCTE [NATOTEHETUUECKOM Tepanmmu

3a nocJsengHmMe Tonel pa3paboTaHEl M ONODPEHEl K NPUMEHEHUI 50OPEeKTUBHEE
IpernapaTe, HalpaBJIEHHBIE HAa Pas3HBIE 3BEeHbd NnaToreHesa. /[lma AL-
aAMUJIIOM O34 5TO XVMMMOTEepAalMsa, HaNOpaBJIEeHHAas Ha YHUUTOXEHME KJIOHA
jiasMaTudeckux kJjeTok. lnga ATTR-amMuionmosa — CTabuIn3aTOPEL
TPaHCTUPETMHA (OMbJIyHM3aJl, TadaMmaMrc, akKopaMMIMC) U «KCaWMJIeHCEePBD»
(maTmcupaH, MHOTEPCEH, BYTPUCHUPAH), IOIABJISKIME IPOIYKLMIO
TPAaHCTUPETMHA B I[IeueHM. PaHHee HauaJjio TaKOoI'o JIEUEHMHI [IO3BOJIAET
3aMeJIUTh UJIM IOaXe OCTAHOBUTHL MNIPOTPEeCCUPOBaHMe 3aboJjiIeBaHUA,
VIIYyUllMTh KAUeCTBO XM3HM UM BBEXMBAEMOCTHL [MALIMEHTOB.

* CrpaTudmuKaluus PUCKaA U OIpelejieHMe IMIPOIT'HO3

1 pw BEIIQIHEHVY OMATHOCTUKU YyHA€TCH OLEHMTh TAXECTbh 3a00JIeBaHMuA U
[IPOTHO3 C MCIIOJIbL30BAHMEM CIeLMaJIbHEIX MKaJl M OMOMAapKepOoB, UTO
HeEODXOOUMO' @IOJIS ONpenejieHMSa OINTHMMAJIbHOM TaKTUKM BeIeHMS, BKJUasd
OOCyXHOeHMre BOonpoca O TPaHCIUIAHTALMM Ccepilia B OTHEeJILHEIX CJydaax.
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ODOCHOBaHME BaAXHOCTM CBOEBPEMEHHOU
nmarsocTmuky KA (2) :

* J[30eXaHMe HeXeJlaTeJIbHEIX BMEUaTeJIbCTB U ATPOI'€eHMN ©

[TautmeHTEl ¢ KA MMEIT IIOBHIEHHYID UYBCTBUTEJILHOCTL K HEKOTOPHEM
KapOMOJIOTUUECKMM IIperapaTaM, TaKMM KaK IOUTOKCUMH, OJIOKATOPH KaJibLMEBEIX
KaHaJIOB U [B-aIpeHOOJIOKATOPE, 4UTO TpebyeT O0COOOM OCTOPOXHOCTU IIPU UX
Hal3HaueHur. CBOEBPEMEHHEM IOMAT'HO3 IIO3BOJIAeT M30eXaThb HAa3HAUEeHUSd

Tepalry, aCCOUMMPYKMENCHI C PUCKOM HEDJIATONPUMATHEIX 5O0PEKTOB.

* HpQ(I)MHdKTMKd I JIEUEHME OCJIOXHEHV

PaHHA4 OMaTHOCTHMKA I[IO3BOJISET CBOEBPEMEHHO BHABJIATH UM JIEUMTH XapPaKTEpPHEBE
nyid KA OCJIOXHEHMHA: HaPYUEeHMA MNPOBOOMMOCTM (YacTo TpebyolMe MMIIJIaHTaluu
BIIEKTPOKAPOMOCTUMYJIATOPA) , GUOPUIIJIALMIO Npencepnul C I[IOBBIIEHHEBM

L QHWTAVOQW\7HQHFFHOTA 'T'Qhﬂ]‘[T/l’T/l’ iVal 'l'l'h\f'l"T/TQ

TPOMOOTUUECKVM PUCKOM, TPedbynlyln pacCMOTPpeHMS Bompoca 00

Jr

drdgle—df i\ VoV

°.CeMeﬁHHﬁ CKPUHUHT

BHHBH@HMG HaCﬂeﬂCTBeHHHX dopMm ATTR-ammiiommozsa (ATTRvV) MDO3BOJIAET
IPOBECTI. YeueTnueckoe KOHCYJIbTUPOBaAHME M OOCJieIOBaAHME POINCTBEHHUKOB
gepBOM,CTeHeHM poICcTBa NalUMeHTa OJid OJOCUMMIITOMHOM IMATHOCTUKU M PaHHETO

YHauana Tepanuu.



IIMarHOCTUKAa : Of0lMe IIOIOXOIBL

* KA crnenmyeT nNomo3peBaThb Yy IIallMEeHTOB
C YBEJIMUEHHOM TOJIIMHOM CTEHKU
JIEBOTO XeJymouka (212 mMm) npwu
HaJIVUYUYM OIOHOT'O WMJIM HECKOJIbKUX
KapOMaJlbHBEIX MJIM SKCTpaKapIMaJlbHBIX
«KPACHBEIX GJIATOB» U/UIM B OCOORIX
KIIMHUYECKUX CUTYyaLMaxXx OCOOEeHHO Yy
MaluyMeHTOB =2 65 JjeT:

1 = 1 u3 cnegywmx NpU3HaKkos:

CepAeyHas HeJoCTaTO4HOCTb [1ByCTOPOHHWIA KapnanbHbIA CUHAPOM
AopTarnbHbIii CTEHO3 B Bo3pacTe =65 net COOTHOLLEHME BONbTaXHbIE NPU3HaKK/Macca Muokapaa
[MNOTEH3WsA UKW HOPMOTEH3WA Y NauneHToB ¢ Al [lceBAOUHpaPKTHBIE N3MEHEHNS
| [ucdyHkuns asToHomHon BHC Hapywenue AB-npoBoaumocTu
; . [lepuchepuyeckas nonuHenponaTuns Cemennast uctopusi ATTR
4 [lpoTenHypus XpoHuyeckoe nobiweHue TponoHuHa u NT-proBNP
.~.‘ 2 K% [emopparn4yeckmne KOXHble nposiBleHns Anamue3 muenomuoit 6oneann nnmn MIrH3
. .M ! PaspbIB CyX0XKUNua ByrnaBoi MbllLbl Nneya



KA: jmabopaTopHasa IOMarHOCTUKA

* OnpernesieHre OMOMAPKEPOB B KPOBU ABJIAETCH BAaXHEM IOMATHOCTUUECKUM
sTanoMm npm KA, OpenocTaBiyigdd BO3MOXHOCTBL PaHHEIO OoIpeleJieHUd
[IOpaxXxeHmMsa MuokKapnma M B IMbdepeHUMaUUM CyOTUIIOB aMMUIIOMIO3a.

* HartpumypeTtuueckme nentuiael — BNP u NT-proBNP - HamuboJjiee mWUPOKO
onpernejyideMele I'OPMOHEI, BEBIOEJIAEMBIE B KPOBOTOK B OTBET Ha HaIpAXeHUEe
MMOKAPOMAJIbHOM CTEHKM U IIOBHIUEHME BHYTPUKAPOMAJIBHOT'O HOABJIEHUS, UTO
HamboJiee yacTo HabawnmaeTcsa npu KA 3a CUET PECTPUKTUBHEIX HAPYIEHUU
MHoKapna .

* KapomaJibHEIE TPOIOHMHE — TPONOHMH T M I — uyacTo nomBeIIaATCHA IpU KA
BCJIEOCTBME MIPAMOTO IMIOPAXEHMI MMOKAPpIAa NIPU aMUJIOMIOHOM MHQMIIbLTPAaLUMA.
[lpm AL—-aMuiomMpmo3€e IIOBHIIEHME TPOIOHMHA aCCOoLMMPpyeTCcd C XYyOUMM
[IPOTHO3OM UM YUMTHEBAETCHS IIPUM CTaIMPOBAHMM B COOTBETCTBUM C
anropmurTmMoM Mayo Clinic.

* [I[py nomo3peHuMM Ha AL-aMMJIOMIO3 HeOOXOOMM aHallM3 CBOOOIOHEIX JIET'KUX
ueneﬁ B CEHIBOPOTKE KpPOBIM, YTO IIO3BOJIAET OIIpeleJiMThb KOJIMYUeCTBO Kalllla
(k) - m-grambra (A) JerkmMx Lelneyr, a COOTHOolleHMe K/A [IOMOTaeT BHHABUTH
KJIOHaJIbHBEIE RaboJjieBaHMA IIJlalMaTUMUeCKMX KJIETOK. B coueTaHMM C MeTOIIOM
MMMyHOQMKcaHMM CEIBOPOTKM M KPOBUM STUM TE€CTHl TTO3BOJIAOT
Mﬂ@HTM@MHMpOBaTb MOHOKJIOHAJIbHEIE TIIPOTEMHEI, IIO3BOJIAA IIOOBTEPIVTDH
OMATHOS3 I OLEHUTL OTBET Ha JIeUeHUE.

: Y Manabe O, et al. Advances in imaging-based diagnosis, prognosis, and

: - b response assessment in cardiac amyloidosis: a comprehensive

‘*f“:~ _ multimodality review. Ann Nucl Med. 2025;39(10):1037-1052.

-



SJlekTpokapouorpadmusa (1)

* OKI' — caMelM TEPBBEM UM MHPOPMATUBHEIM IMATHOCTUUECKMUM METOI IIPpu oleHke KA.

* HecMOTpPA Ha yBeJIMUEHMEe TOJIIMHEI CTeHKM JIK, oTMeuaeTCHa HUIBKOBOJILTAXHBIE
KOMILJIEKCEL QRS CTaHOAPTHEIX OTBEIEHMAX, a TakKXe HM3Kad [IporpeccHmd aMIJIUTY OB
3ybua R B I'PYOHEIX, UTO CUMTAETCHd XapakTepHeM njud KA m gBjdgeTcd
PEeE3YIIbETATOM BJIEKTPUUECKON «KUBOJISLUUM» KIJIETOK (uoOpuiijiaMuy aMujionna .

* KpomMe TOTO, TUNMUHBIM IOJjid KA CcUMTaeTCd NCEBIOMHPAPKTHEE 3YyOLE Q BHE
MIeMYMUYeCKOM OOJIE3HUM ceplla M MX ODHapyXeHMe YyKaseBaeT Ha
CyODHIOOKAPIOMAJIBHY OEINO3ULMID aMuUjouna .

* HapyumeHusa ONpoBOOMMOCTM, BKJoUuasa AV M OJioKany HOXeK nydka l'mca,
HaOJIIoOanTCcd OOBOJIBHO YAaCTO, UTO MOXeT TpebOoBaThb MMILJIAHTALIMIO

. SIIRKTPOKARAVOCTUMYJIATOPA . Hepenko pasBuBaeTCcd OUOPUIIALMA NPencepnouy, UYTO
BﬁﬁHeT Ha IIoKaszsaTeJlM CEPLEUHOI'O BHOPOCA B KOHTEKCTE PEeCTPUKTUBHEIX

HapyleHnuy mMmokapna. O HNopaXeHMM MMOKAapla CBUIOETEJIbCTBYKT OPYyIUe

HecneLududecKre NPUSHAKY, yEAKUS, KAK, HSIDSCCH T, CoIMEHEA S T4 UEREPSHosis, and

response assessment in cardiac amyloidosis: a comprehensive

L mybna T¢
Lf %{_u multimodality review. Ann Nucl Med. 2025;39(10):1037-1052.



SHeKTpOKapIMOPoa®MH (2)
_,15

Y 12-j1eTHero MYXUMHH C
TPAHCTUPETMHOBEIM aMUIIOUIO30M
Ipom30lljla BHe3allHa4d
ceplieuyHas CMepTh.

Ha ayrTorncmum — MaccmMBHAaA
runeprpodmsa MXII, uTo
ABJIAJIaCh [PUUMHOM HUBKOU
nporpeccuen 3ydua R u
[IOABJIEHMA KOMILJIEKCOB QS B V,—
V5. Kpome TOr0o, OTMEUamnTCH
oTpMuLIATEeJIbHEIE 3YOLH B
nepegHeOOKOBEIX OTBEOEHMAX

(Vs—V,) .

Aimo A, et al. Electrocardiographic abnormalities in patients with cardiomyopathies.



oOXokapamorpaddma (1)

TpaHcTOpakasibHada JOxXOKI' dapjgeTcd OOCTYIIHBIM M HamboJiee MHOOPMAaTMBHEIM
METOIOOM HEMHBAS3MBHOM OMATHOCTUKM aAMUIIOMIOHOM KapOmoMmonaTum. IXOKT
obJjilamaeT OCOOOM LEeHHOCTBI B IOMHAMUUYECKOM HAOJOOEHUM, OIlpeneJieHUMU
MPOTHO3Aa M OLIeHKE BS0PEeKTMBHOCTM TepanMM y IIalUMEeHTOB.

Hina KA XapaKTepHO, B IEePpBYyI ouUepelnb, CHUMMEeTPUUHOE YTOJIeHMe CTeHOK JIXK
I HEepeIKO OKAa3HBBaeTCd BOBJIEUEHHBIM MMOKAap NpaBoro xejynouka (IIX) .

[Io Mepe nporpeccuporaHma 3aboJieBaHUA MIPOUCXOOUT QOPMUPOBAHUE
PECTPUKLMM XEJIYOOUKOB, C MNPOIPECCUPYNRIIEN OMACTOJIMUECKOMU U
CUCTOJIMUECKOM OMCOYHKLMENM, B PSAOEe ClydaeB [IopaxXaeTCd UM KJlallaHHBIM
arrapaTt cepnua.

AMMUIIOMIOHAA KapOMOMMOIIATMA HEePpenKO NPpOTeKaeT [IOIO MaCKaMM pPas3JIMYHEIX
beHOTUIIOR (PECTPUKTUBHEIN, IUIEPTPOPUUECKUM, B COUETAHUM C aopTalbHBM
CTEHO30M, C MMHMMAJIbHEIMM CTPYKTYPHBEIMM MBMEHEHUSIMU UM T.I.) .

OCO@Y@ CHOXHOCTB rnpegCTaBjideT IMaI'HOCTUVKAa raboJieBaHMA IIpr MMHVMMAaJIbHBIX

ZCprKTypHax M3MEHEHMAX cephla Yy NaluMeHTOB C 0OoJiee BHEPAaXEHHBIMU
. SKCTpakKapIMaJIbHEIMY [NPOABJIEHMAMM, HalnpumMmep, Opu ATTR-aMMIionmo3e U

HayaJibHOV cTanmm 3abojieBaHmsda Npm AL—-aMuiIoumo3e.

s I
¥

Xupor U.B., m mp. AMMIIOMIO3 Cephlla: KOHCEeHCYyC EBpaszsmuickoM accoumalumm
kapouosioroB (EAK) . EBpasuMCKUM KapOMOJIOTMUECKUMM XxypHali. 2025; (4) :6-39.



oOxokapouorpadmsa (2)

OOpluHO OxXOKI' mokaszeBaeT
KOHILIeHTpMUYeckoe yToJumeHne JIK m3-3a
BSKCTPALEJJIIOJISPHOM OEeNO3ULIUN
aMmuJiomma, a He UCTUMHHOU
runeprepodmu. Mmokapn IpU IOBYyXMEPHOU
OxoKI' npencraBJjigeT BEPHUCTEI WU
VCKPUCTEM BUI. HONIJIEPOBCKOE
MCCJIeIOBAaHME HOEMOHCTPUPYET aTTEPH
PECTPUKTUBHOT'O HAIOJIHEHUA C
yBEeJIMUEeHVEM CKOPOCTMU PaHHEIO
OVaCTONIMUECKOTO HaloJjiHeHusa (E-
BOJIHA) U yMEHbUIEHME CKOPOCTHU
CHUCTOJIEl npencepaurt (A-BOJIHA) C
yBeJIMUeHeM COOTHOomeHud E/A.

TkaHeBas pomnmnjeporpadus BHABJISAET
3HAUUTEJIbHOE CHMWXEHME CKOPOCTEN
KOJIblla MMUTPaJIbHOT'O KJlallaHa,
OCOOEHHOT'O pPaHHEM IOMaCTOJIMUYECKOWN
CkopocTMu (e'), oTpaxawley yXyOleHN)e
NoOgOaTIMBOCTHM (KOMIIJIAeHca) .

Crnekiji-TpekmHT 3xOKI' mosBoJjigeT
BBISBUTH CYOKJIMHMUECKYK IOMCOYHKLMIO
MMOKapha. XapaKTEpPHB BapMaHT
NPONOJIbHOM nedbopMallMM C COXPaHEHHOU
AlMKAJIbHOM HebopMalMell M CHWXEHHOM
©a3aJIbHOM M Ha YPOBHE CepenMHbL
XKEeJIYyIOUKOB — Hambojiee crneumduueH
IJIA TPaHCTUPETUHOBOM
KapIMOMMOIIATUN .

Fontana M, et al. The last decade in cardiac amyloidosis: advances 1in
understanding pathophysiology, diagnosis and quantification, prognosis,
treatment strategies, and monitoring response. JACC Cardiovasc Imaging.



MarHMTHO-PE30HaHCHasa ToMoIpapmud
MPT ofOecneumpaeT MHQOPMALIMEM IO CTPYKTYPEe M QYHKUUM Ccepnla, CPaBHUMOM C
OaHHEIMM OxOKI', HO KpOMe 3TOT'O MNPeIoCTaBJIgeT LieHHBe CBEeIEeHMS B OTHOIEHUU

OCOOEHHOCTENM TKAHM MMOKapIa.

CTpyKTypHasa M QYHKLMOHAJIbHad OlLleHKa Ccepllla BO3MOXHAa OJjaromapsd pasJiMUHBIM
MeTooukaM MPT, TaxkuMM KaK KMHO-PEXMM, OTCPOUEeHHOE KOHTpacCTUpOBaHUE,
KapTHUPOBaAHME MMOKAPLAa, MBMEPEHME BHEKJIETOUHOI'O O0BeMa, OleHKa medopMalyum
MyUokKapna. l[[prMMeHeHMe KOHTPACTHEIX arl'€HTOB Ha OCHOBE I'alOJIMHMA I[IO3BOJIAET
ODHAPYXUTE TUIIMUHEIE OOpaslbl CYOSHIOOKAPOMAJIBHOTO MM TPAaHCMypPaJIbHOT'O

YCUIIEHUS .

I'amoJIMHUM, HaKallJIMBaeTCs BO BHEKJIETOUHOM IIPOCTPAHCTBE, KOTOPOE 3HAUUTEJIbBHO
pPacuMpeHo IPU aMUIIOMIOHOM MHOMIIbLTpaLMM MMOKapna. THUIMUHBIE HaxXOIKM Ha

HOCTKOHTpaCTHEX M300paxeHnax: OMbdy3HOe CyOBHIOKapIMalJlbHOE WU

. . AMMJIOMIO3 Cepila: KOHCEHCYC EBpPasmMMCKOM accoumaluuy KapauoJjioros (EAK) .
TPAHCMYPATE HY agﬁﬁ&%ﬂ&gﬁﬁ%ﬂg%e%% Fobut IYRYAFRHER DACTIDSASTEHIEM,  He

COOTBETCTBVIO tana M et O]TB}%)eClHaa% >Ié:leecade 1nocad:ﬁ1acH%D¥loa Sel Madv ces él’l IlllgIderstandlng
yhl%y%%p%y81of%gy dTagnosis an quag% Eﬁcaggg Prognost ,P%re me&% g%ra%%gles, and



MAaTTHUTHO—-PE3OHAHCHada ToOMOI'padm4d
(

Cinyuyalr y 63-JIeTHerO MYXUMHBE C
runeprpodmen JIK B yCTOMUMBOM
KUHO-pexum [MOJIOXEeHUM CBOOOIHOM mNpeueccum (a-

c) . IlocyiegoBaTeJIbHOCTHU

KapTMpOBaHMA IIOKA3EIBAKT BEICOKME

3HaueHMsa KapTtuporaHusa T1 (d,e),
e s"‘.‘

st ¢

%{:.Oqub BBICOKMUI BKCTPAaLEJIIIISPHEN
A
~

Kaptupo obweM (f) M HECKOJNLKO IIOBHIIEHHLBIE
BaHue
3HaueHusa TZ2-xapTupoBaHMS (g) .
AHanms3 [nocJyienoBaTeJIbHEBIX
M300paXeHU I[IO3OHEI'O YyCUJIEHUS
MosgHee . ,
ycuneHue TagoJMHMA (HWKHUM pgn, h,1)
ragonnHuns IIOKA3kIBaAeT aHoOMaJIbHOEe

pacrnpenesyieHre TaOOJIMHUA C OBICTPEBEIM

ero ylaJlIeHMrMeM Wn3 MMOKaplla "

Dicorato MM, et al. Novel insights into non-invasive diagnostic techniques for xposoroxa Hapsamy ¢ TpaHCMypasibHBM

cardiac amyloidosis: a critical review. Diagnostics (Basel). 2024;14(19) :2249.
[IaTTEPHOM B OOOMX XeJjlymoodKaxX. Bce






