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(TaTbe NPoaHanu3MpoBaH COBPEMeHHDII B3TAL Ha aNropuT™ AMarHoCTuky
aMINIOVIHOIA KApAMOMUONATIAN ¥ MeCTO KapA1OBACKYNAPHOI MarHIUTHO-pe-
30HaHcHoii Tomorpadun (MPT) B Hem. Ha npumepe KnuHuyeckoro ciyyas
npe/cTaBneHa noLLaroBas AnarHocTvka AA-amunongosa ceppua. TeueHne
3aboneBaHNA XxapakTepu30Banocb HapacTaHuem CUMNTOMOB CepieuHoii Hefo-
CTAaTOYHOCTM B COYETAHNN C NEPCACTUPYHOLLMM NOBBILLEHIEM YPOBHA TPOMOHIHA,

NCeBAOMHGAPKTHBIM NATTEPHOM Ha INEKTPOKApAKMOrpaMMe, HeobbACHUMOI
runepTpodueit MUOKapaa no AaHHbIM 9XoKapauorpaduu. B pamkax yTouHeHus
XapaKTepa nopakeHus MioKap/aa BbINOSHEHa KapAnoBackynapHas MPT,
N0 pe3ysbTaTam KOTOPOIi BbiABIEHbI MPU3HaK Gone3u Hakonnenma. C Lenbio
NOATBEPXKAEHNA aMINOU03a BINONHEHO MUCTONIOTYECKON UCCNe0BaHME
6uonTaTa CM3NCTON 060104KIN POTOBOIA NONOCTH.
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he article analyzes the modern view on the algorithm for the diagnosis
of amyloid cardiomyopathy and the role of cardiovascular magnetic
resonance imaging in it. A step-by-step diagnosis of AA amyloidosis
of the heart is presented using a clinical case as an example. The cour-
se of the disease was characterized by worsening of the symptoms of heart
failure in combination with persistent increase in troponin levels, pseu-
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do-infarction pattern on the electrocardiogram, and unexplained myo-
cardial hypertrophy according to echocardiography. In order to clarify the
nature of the myocardial damage, a cardiovascular MRI was performed,
the results of which revealed signs of storage disease. In order to confirm
amyloidosis, a histological examination of a biopsy of the oral mucosa was
performed.
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An interesting clinical case .

BBepgeHue

CormacHo pekoMeHpmanuam Espomericko-
ro ofIjecTBa Kap/uoI0roB 10 Je4eHNI0 Kap-
puoMuonaruit 2023 rofia mpenaoKeHo HOBOe
(deHOTUIIMYECKOE ONMUCAHMe KapAMOMMOMIa-
tuit (KMII), cormacHo KOTOPOMY BBIJIEIISIOT
TUIeTPOPUUECKYI0, AWIATANOHHYIO, HEe[UIIS-
tanuoHHy1o KMII 1eBoro >xenmygo4ka, apuTMo-
TeHHYIO IVCIIIa3UI0 IIPABOT0 XKeTyHNouKa, pecT-
puxtusHylo KMII, a Takxe mojuepkuBaeTcs
BbICOKaA I/IH(i)OpMaTI/IBHOCTI) MarinTHO-p€30-
HaHCHOIT Tomorpa¢un (MPT) B nuarHocTuke
JQHHOJI I'PYIIIIBI TOpaXkeHUI Muokappa [1]

Amnnonpos ceppla — popMa pecTpUKTUB-
Holl mHpunbTparuBHoit KMII, BRI3BaHHasA
OT/IO>KEHVEM JENO03UTOB aMMIONJA B UHTEp-
CTULMAJILHOM IIPOCTPaHCTBe MUOKapga. B 3a-
BUCUMOCTH OT OeJIKa-TIpeflIecCTBeHHIKA aMu-
JIoONla B HACTOsALLee BpeMs BBIJE/IAIT OKOIO
36 TUIIOB aMMION[I03a. DONBIINHCTBO C/1y4aeB
IPUXOAUTCA Ha aMUIONI03, OeTTKOM-IIPe/IIecT-
BEHHUKOM KOTOPOTO ABJIAIOTCA JIETKME LleNN
UMMYHOII0O0yTMHOB (AL-aMumIonios) u TpaH-
crupetuH (ATTR-amunonsos). AMunongHas
KMII npn AA-amunonsiose paspuBaeTcs Heva-
CTO, a Tak1e GOpMBI aMU/IONT03a CePAL, KaK
AApoAI AApoAll, AApoAlV, Ab2M, AFib,
AGel penxo BcTpeuarorcs [2].

AL-amMunonpgo3 nerkux Iemnei — camas pac-
IpocTpaHeHHas popMa CUCTEMHOTO aMUTIOUJIO-
3a. OH 00yc/IoB/IeH N306BITOYHOI TPOAYKIMet
IDIaSMATNYECKMMU KJIE€TKaAaMU NN B-HI/IM(I)OI_[I/I-
TaMJ MOHOKJ/IOHA/IbHBIX JIETKUX LieTlell MIMMYHO-
rnobynuHa. B 90% cnydyaeB mpu HeM OIpefiers-
eTcsA IopaXkeHue ceppana, B 70% — nmopakeHne
noyvex, B 17-35% - nepudepudeckas Heilpormna-
tiA. K OCHOBHBIM 3a60/1eBaHUAM, CBA3AHHBIM
¢ AL-aMMI0M030M, OTHOCAT MHOXKECTBEHHYIO
MUETOMY, IEPBUYHYI0 MaKpOraMMarao0ynHe-
MU0 ¥ MOHOK/IOHQ/IbHYIO raMMaIaTuio. 3abo-
neBaeMocTb AL-aM1U/IONZ030M yBeIMUMBaeTCs
C KaXKJIBIM JlecATHUIeTreM HaunHasA ¢ 40 jer.
ITpu sTOM CpepHMIT BO3pacT HA MOMEHT II0CTa-
HOBKM JIMarHo3a cocTtaBngeT 64 roga. Yucno
32007I€BIINX MY>KUYIMH [IPEBBIIIAET YUCTIO XKEH-
LIVH B cOOTHOIIeHuu 3:2 [3].

AA-amunonpos (peakTUBHBIN) SBISIETCS
BTOPMYHBIM M pa3BMBAETCA IIPUEMYIIECTBEH-
HO IPY XPOHMYECKUX BOCIATUTENbHBIX 3260-
JIeBaHMAX Pa3NIMYHOIN IPUPOADI, OHAKO BbIfIe-
JIAIOT TaK ’Ke upmonarmyeckmuin A A-amummaon-
nos. IIpenumiecteenHNKOM A A-amMunonpa ABnA-
etcst SAA - 6emmox ocTpoit dasbl, copep)KaHue
KOTOpPOT'0 B KPOBM IIOBBIIIAETCA IMPU BOCIA-
neHun [4]. JIro6oe xpoHudeckoe 3aboneBaHme
MOXET pacCMaTpUBaThC KakK pakTop pucka
AA-ammnonpiosa. CKpyHMHT Ha A A-aMUIon103
CJIefiyeT IIPOBOAYUTD IIPYU XPOHMYECKNX MHDEK-
LMOHHBIX 3a60/meBaHMAX (TybepKyes, 6poH-
XO9KTaTn4yecKas 00/1e3Hb, OCTEOMUENNT), M-
MYHOBOCIA/IMTENbHBIX peBMaTN4YeCKuX 6omes-
HAX (PeBMaTOMHBII apTPUT, ICOPUATUIECK I

apTPUT, CIIOHAVIOAPTPUT, apTepuut Takasicy,
aHKIIO3MPYIOLINIT CIOH/IMIOAPTPUT) M 37I0Ka-
YeCTBEHHBIX ONYXO/IAX (MMM(OrpaHy1eMaTos,
miMdoMa, MakpornodynmnHemns Banbpencrpe-
Ma, CO/IMIHbIE OIIYXO/IM Pas/IMYIHON TOKaI3a-
uun). Ilpu AA-amMumonsose OCHOBHOI OpraH-
MMIIEHb — 9TO HOYKY, C JAIbHEIIIM PasBUTIEM
HepPOTMUECKOTO CUHPOMA U TOYETHOI HEeO-
CTATOYHOCTH, CepyiLie MOPa’KaeTCsl 3HAYUTE/Ib-
HO pexxe. My>XuMHbI 60/IEI0T 4alle, YeM >KeH-
muHBHI [5].

Tpanctupernnosbiiit ATTR-aMmunonpmos
IpeJiCTaB/IeH B [1BYX (opMax: MprodpeTeHHO
(ATTRwt — aMuI0MUI03 SUKOTO TUIIA) U HACIIE]]-
crBeHHOI (ATTRV - aMnI0M03 MyTaHTHOTO
tumna). ATTR gukoro Tuma (ATTR,., cTapue-
CKUII CYICTEMHBII aMIIONI03) pa3BUBAETCs Ha
(hoHe aHOMaTPHOTO HAKOIIEHU I TPAHCTUPe-
TUHA JMKOTO THUIIA B pe3y/IbTaTe CEHMIBHBIX
HapyIIEHUII CeKpeLMy Ile4eHbI0 TPAHCTUPETH-
Ha. B cpaBHeHMN ¢ MHBIMY TUIIAMY aMUTIONU/[O-
3a ATTR, MMeeT OTCpoUYeHHOe HadaJjIo U [opa-
JKaeT IIPEUMYIECTBEHHO MY>KUMH CTapile 65 JIeT.
ATTR myrantHoro tuna (ATTR,,) nsBecren
KaK ceMeliHasl aMVIONHAS TIO/IMHEPONaTy.
TTR npepcrasisieT co60i1 6€10K-ITePEHOCU UK,
KOTOPBIJI TPAaHCIIOPTHUPYET TUPOKCUH U ydac-
TByeT B 00pa30BaHMM CBEPHYTHIX MOHOMEPOB
6enKoB. B pesynbpraTe reHeTHUECKON My TalUN
HeNpaBU/IbHO CBEPHYTble MOHOMEPBI 00pasy-
10T npeuOpU/IAPHDbIE TUIIBI 6E/IKOB, a 3aTeM
u amuougasle Gubpunnsl. Bospact mannen-
Ta U KJIVMHWYECKE IPOSIB/IEHNs] MOTYT Bapbu-
pOBaTh B 3aBUCUMOCTHM OT MyTaunuu. Meguana
BBDKMBaeMocTu Konebercs ot 10 go 20 net mo-
cJ1e Havyasa 3abomeBaHms, a IOpaXKeHNe cepaa
CBSI3aHO C YXy/lIeHNeM IIporuosa [6].

KnuHunyeckan KapTuHa
amunoungosa cepaua

Knnandeckas KapTMHa aMIION03a Ceph-
ja HecrrenUIHA: BO3MOXXHBI BAPUAHTBI KITU-
HMYeCKOll MaHndeCcTauuy B BUE CEPLEYHOI
HEeJOCTAaTOYHOCTY, CTEHOKapAMaIbHOTO CUH]I-
poMa, CMHKOIAJIbHOTO COCTOSHM A, apUTMUIL,
OPTOCTAaTUYECKUX PeaKIMI BIJIOTH [JO BHE3all-
HOII ceppeuHoit cmeptu [7]. OgHako cnexyer
BBIJIC/IATD B IPYIIIbI CUMITOMOB: KapiNajb-
Hble U 9KCTpaKapAuaabHble, K KOTOPBIM NIpU-
BOJUT OT/IOXKEHMe aMUJION/Ia B TPYTUX Opra-
Hax. [Ina AL- u AA-amunounnosa, HanpuMmep,
XapaKTepHbI IPU3HAKY ITOIMOPTraHHOTO MOpa-
JKeHU s, BKJI0Yas HeppOTHUECKUIT CUHIPOM,
BeTeTaTVBHbIE HAPYUIEHN S (OPTOCTATIIeCKAs
TUIIOTEH3 S, AUapesi), MaKpOITIOCCHIO, Iepuop-
6uranpuyto nypnypy. ATTR-amunonnos my-
TAHTHOTO TUIIA MAHU(ECTUPYET, B IEPBYI0 O4e-
penb nepudepraecKkor HOMNHEPOIaTIel NN
BereTaTVBHBIMU PAcCTPOIICTBAMU, KeTy/ ] 04-
HO-KMIIEYHBIMM HapYIIEHMAMY ¥ CHYDKEHMEM
Beca; XapaKTepeH CEMENHbBIN aHaMHe3 HeBPO-
JIOTMYeCKUX 3a00JIeBaHMIL.
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PucyHok 1.

TunnyHble
IXoKapauorpaduyeckme
13MeHeHus

npu amuIoua03e
cepaua

Figure 1.

Typical
echocardiographic
changes in cardiac
amyloidosis
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AvarHocTuka amunoposa cepaua

JlabopamopHasa ouazHocmuka

ITpn amMmnonpose ceppua xapakTepHbI He-
IIPOIIOPLIIOHATIBHO BBICOKUIT ypOBeHb N-KOH-
[[eBOTO y4YacTKa MO3rOBOTO HaTpuiiyperude-
ckoro ropmona (NTpro-BNP - ocobenHo mipu
CUMIITOMATHKe CEPAEeIHON HeJOCTATOYHOCTN),
a TaK>Ke XPOHMUYECKOe, He3HAYNTe/IbHOE B CpaB-
HEHI! IIOPOTOBBIM, IIOBBILIEHNE YPOBHA TPO-
OHVHA. B pamKax janpHeriero 06¢ieoBaHmsI
PEKOMEHI0OBaHO PacCMOTPEThb FeHeTYecKoe Te-
CTUPOBaHNe, a TAKXKe MCCeloBaHNe MapKepOB
MOHOKJIOHA/IBHON FaMMamaTuy (MOHOK/IOHATIb-
Hble UMMYHOIIOOY/IMHBI Knacca G u/unm cBo-
6opmHble JIeTKIe KaIla ¥ 1sIMO/a eIy B KPOBK
u/vu mode nipu AL-amunonpose) [2].

WHcmpymenmaneHaa duazHocmuka

ITatonornveckue n3MeHeHNUs Ha STEKTPO-
kapauorpamme (9KT') perucrpupyrorcs B 90%
C/Iy4aeB aMMJIOUI03a Cepyla.

Hawnbornee xapakTepHble 3MeHEHUsI BKIIO-
qaioT [8]:

a. CHIDKeHMe BonbTaxka 3y6uos Ha KT (me-
Hee 5 MM B BBICOTY B OTBEJICHUAX OT KOHEYHO-
creii) u nceBgonHpapKTHBIN maTTepH (B 50%
CIIy4aes);

b. HapyuIeHNsA TPOBOAMMOCTH (IIPUMEPHO
y 15 % marueHToB);

C. XKey[J04KOBasi TaXMKapAns HabIofaer-
cs1 (B 5% cryyaes)

Xonreposckoe MoHKUTOpUpoBaHue (XM)
[03BOJISIET AMATHOCTUPOBATh OECCUMIITOMHBIE
JKeTyLOYKOBble/Ha [ )KeTyJOYKOBbIe apUTMUN
6oree 4eM y 75% IAIMEHTOB C aMUJION030M
ceprua. XM Tak>ke MOXKeT BbIABUTD OTCYTCTBIE
BapuabenbHOCT CEePHIeYHOTO PUTMA B T€UeHMe
CYTOK, YTO ABIACTCA CIICOCTBUEM aBTOHOMHOI
ANCYHKINY CUHYCOBOTO y3/Ia U 4acTO BCTpe-
JaeTcs y MalMeHTOB C aMWIOMI030M ceprua [9].

ITpu sxoxappuorpadum (OxoKI') BbLABIsACT-
Cs1 YTOJILEHYIe CTE€HOK JIeBOro xenypodka (JIK)
6omee 12 cm, runiepTpodusi, KaK IIPABUTIO, CUM-
metpuyHa. Opakuns eiopoca (OB) JIK y ra-
KX ITIaLIMeHTOB Yallie Bcero coxpanHa (> 50%),
00beM IOTOCTY JIEBOTO XKeTYHA0uYKa HOPMajlb-
Hblll unn cHmxeH. Crenkn JIDK nmeror cre-
UPUIECKYI0 3ePHUCTYIO MU «CBETALIYIOCS»
CTPYKTYPY MMOKapfa, 4TO PerucTpUpyercs
y 26% nauyentos. OTI0OXeHNe aMIIONA MO-
JKeT IPOUCXOAUTD I B KJIALIAaHHOM allliapare
cepplie, YTO NPUBOAUT K AUCHYHKIMM KIamna-
HOB, 4allle MUTPATbHOTO U TPUKYCIIN/ATbHO-
ro. IIpu npoBefileHNY [OIIIEPOMETPUIECKOI
OLIEHKM TPAaHCMUTPATBHOTO KPOBOTOKA U TKa-
HeBOJI JOMIIEPOMETPUY MUOKapya Habmofa-
eTCsl peCTPUKTUBHOE HapyleHue fUacTonnde-
ckoit pyukuun JDK. IloBblieHHOE faBlIeHMe

HaronHeHus JDK npuBopuT X gunaranun mie-
Boro npexnceppus (JIIT), a mo mepe mporpeccu-
pOBaHUs — K AujIaTaliy 000uX IIpencepruit,
4TO He SABNMAETCSA CenupuuecKuM mnst gud-
(depeHLIMANBHOI AUATHOCTUKY, OTHAKO yKa-
3bIBaeT Ha IIPOTHOCTUYECKNE MTePCIEKTHBbI T1a-
nuenTa [10]. HesHaunTenbHbII NepuKapauaib-
HBIIl BBIIIOT MOXKeT Habmogarscs 1o 50% cy-
4aeB, YTO TaK JKe AB/IAETCS IPOrHOCTUYECKN
Heb/IaronpusTHBIM Ipr3HaKoM. [Ipu mogospe-
HUJ Ha aMUION03 Cepflia B KayecTBe OJHO-
ro n3 auddepeHInaabHO-[UATHOCTUYECKNX
METOMIOB Ipe/IaraeTcs MCIONb30BaHME TeX-
HOJIOTUMM CHEK/I-TPEKUHT 9XoKapauorpadun
(Speckle Tracking Imaging) c ouenkoit fedop-
Manuy Muoxapga. Moxxet HabIO[aTbCs CIie-
nudnaeckas KapTuHa: CHIDKeHe fedopMarm
6asanpHbIX 1 cpegHuX cermeHTOB JIK ¢ coxpa-
HeHVeM fedopMaruy BepXyIIKY, TaK HAIPU-
Mep COOTHOLIEHME allMKaIbHO K IIPOJOIbHO
mebopmanun 6onee 2:1, orHomenue OB JIDK
K 17100a/IbHOIT IIPOOIbHOM Jedopmanuu 60-
nee 4 [8] (pucyHok 1).

CuuaTrrpadus MuoKapsa ¢ OCTeOTPOIIHbI-
Mu pagrodapMIpenapaTaM MOXXeT UCTIONb30-
Barbcs mag puarHoctuky ATTR-amummongosa,
YTO MO3BOJISAET HEMHBA3MBHO C OYeHb BHICO-
Koii crieriubuIHOCTbI0 (> 99%) U HOCTaTOYHOI!
YYBCTBUTEIBHOCTDIO (86%) IOCTaBUTD [IMArHO3
U 136eXaTh SHAOMUOKAPANANIbHON O6MomIcun.
Opnako npn AL- u AA-amnionsiose 130TOIIbI
He TIOTJIOIAI0TCS BOOOIIE MU MTOTJIOIIAKTCA
B MVHJMAJIbHBIX KOJIMYECTBAX, YTO 3aTPyHHSET
AMATHOCTUKY (PUCYHOK 2). MOryT ncnonb3o-
BaTbCs C/IeAyIoLIe M30TOIBL: ™ Tc-anpoTHHIH
n?"Tc — pocdar (CBA3BIBAIOT CHIBOPOTOYHBIIA
P-kommoHeHT ammona), '’ — MeTanogo6eH-
3WITYaHUUH (KaJIbI[Mil-3aBUCUMO CBSI3BIBAET

YTONLIEHME U CBEYEHUE CTEHOK NIEBOTO KeNyA0YKa, YTONLLEHNE MeXKeNya0UKOBO
NeperopoAIkLA, MUTPNbHOTO U TPUKYCMUAANBHOTO KNANAHOB, Matblii nepukapananbHbiii
BbINOT, HOPMa/bHbII 06BeM N0AOCTY 1EBOTO eNyA0uKa, Aunataua npeacepani [8].

Thickening and fluorescence of the walls of the left ventricle, thickening
of the interventricular septum, mitral and tricuspid valves, small pericardial effusion,
normal left ventricle cavity volume, atrial dilatation [8].
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An interesting clinical case .

AMMIOUAHBI KOMIIOHEHT). **™Tc-3-3-gudoc-
¢daHn-1-2-nponaHOANKapOOKCUIOBOI KICTIOTA
(**Tc-DPD) wamie ucrnonbayeTcs Ipu CUMHTU-
rpadun xocreit [11] (pucyHox 2).

Kappuosackynapuaa MPT apnserca me-
TOZIOM BBIOOpA /ISl AMATHOCTUKY aMU/ION03
ceprla, Iisi KOTOPOTO XapaKTePHO:

o nuddysHoe yromuenue crernkn JDK (06bru-
HO BOBJIEKAIOTCS HECKOJIBKO KaMep); MOXeT OII-
penenATbCs YTOMIeHe CTEHOK 000uX Ipef-
CeppaMii, B 9TOM Cydae yTOJIjeHue > 6 MM
MeXTpenceprHoit eperopopku (MIIIT) nmn 3ap-
Hell cTeHKM npasoro npexpceppus (ITI1) sBms-
eTcst crienpUIHBIM 11 aMmunongosa [12];

o OVMBEHTPUKY/ISIPHAsI [UACTOMNYECKAS AIIC-
(YHKIVS ¢ HOPMAIBHOM CUCTOMNYECKOTT PyHK-
nueit 1 ®B; BnocencTBun (Ipn ganbHeIeM
IporpeccupoBaHuy 3a60meBaHmsI) MOXKET PO-
SIBUTBCS CUCTONMYECKas OMBEHTPUKY/IsIpHAS
nuchyHKIMA co cHyKeHneM OB;

o OrpaHMYEHNE AUACTONNYIECKOTO HAIIOTI-
HeHIS;

o HEIIPOTIOPLIMOHAIBHOE YBeNNI€EHNE TIPefi-
ceppuit;

o [IepMKapAMa/IbHbIE 1 II/IeBpa/IbHbIE BBIIIOTDI;

o PV OTCPOYEHHOM KOHTPACTHOM YCUTIEHVM
C TaJjO/ITHMEM Ha MIHBEPCUOHHO-BOCCTAHOBIIEH-
HpIX T1-B3BelIleHHBIX M300paXkeHUAX XapakK-
TEpHO JIOKaJIbHOE, Au(pPy3HOE TeTepOreHHOe
cy09H/J0KapAnaIbHOE WM TPAHCMYPabHOE Ha-
KOIUIEHV e KOHTPACTHOTO TIperapara.

o PacCUMTHIBAETCS yBenMYeHHas! ppakius
9KCTpaLe/UTosipHoro oovema (6oee 0,4). [Tpu-
CYTCTBYET HEBO3MOXKHOCTD MMOJABUTH CUTHAI
muokapga npu PSIR (phase-sensitive inversion
recovery) [7].

XapaKkTepHO XpPOHOJIOTMYeCKOe IPOTpec-
cuposanue MPT-kapTuHbI (prcyHOK 3).

OHpoMuOKapuaabHas OMOICKS — 30710-
TOJI CTAaH/APT [UATHOCTUKI AMUION03a CEPJ-

Bpems

“Te-DPD cumHTMrpadua 80-neTHero MyxumHbl ¢ ATTR-amunonao3om (a) 1 81-netHelt xelunHbl ¢ AL-amunongo3om (b).
ATTR xapakTepu3yeTcs noBbILLIeHHbIM HaKoneHem paauodapmnpenapara B 061acTyl cepa, B T0 BPEMSA Kak

AL-amunouz103 HeraTuBeH Ha cHumke [11].

#mTe-DPD scintigraphy of an 80-year-old man with ATTR amyloidosis (a) and an 81-year-old woman with AL amyloidosis (b).
ATTRIs characterized by increased accumulation of radiotracer in the cardiac region, while AL amyloidosis is negative

onimaging [11].

112, KOTOPBIII ITOMoraeT BepuuIpoBaTh 1 TU-
HMUPOBATh aMUIONT, (PUCYHOK 4).

ITerecoo6pas3HO Py HAIMYIMM CUMITOMOB
HPOBOAMUTD OMOIICUIO TTepudepUYecKnX yJacT-
KOB BO3MO>KHOTO HaKOIIJICHVSI aMUION/iA — CIIU-
3ucras 000/104Ka KMIIEYHNKA, OYKKaIbHBII
SMUTENNN, HIOZKOKHO-KMPOBasA KJIeTJaTKa,
cruHHOI Mo3r. [Ipu 6uoncun Bo Bpemst Gpubd-
POKOIOHOCKOIMM Ha MUKPOIIpeIapaTax MOXeT
Ha0/II0[aThCs JIeTKOe, YMEPEHHOe U TsKenoe
HakonieHue amunonza [13].

Ha ocHoBaHuM aHamM3a MHPOPMATUBHOCTI
METOZOB AMarHOCTUKI aMIJION/I03a Cepflia He-
COMHEHHO HanOo/blIell 4yBCTBUTEIbHOCTDIO

[l amunon03a CepaLa XapaKTepHO NPOrPeCCApYI0LLICe HAKOMAEHNE KOHTPAHCTHOTO BELLIECTBA OT I0KAbHbIX 04AroB A0 Cy63HA0KAPAUANLHOTO U, B KOHEYHOM CYeTe,
TPAHCMYPANbHOTO HAKOMIIEHNS. @ — HET OTCPOYEHHOTO HAKOMAEHNA Fafi0MUMHIA. b — CYOIHAOKAPAMANbHOE HAKOMAIHUE TAAONMHILS. C — TPAHCMYPANbHOE HAKOMIIEHIE

raponutug [11].

Cardiac amyloidosis is characterized by progressive accumulation of contrast material from local lesions to subendocardial and ultimately transmural accumulation. a — no delayed
accumulation of gadolinium. b — subendocardial accumulation of gadolinium. ¢ — transmural accumulation of gadolinium [11].
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PucyHok 2.
CunHturpadma
MUoKapaa

Figure 2.
Bone and heart
scintigraphy

PucyHoxk 3.

MPT cepaua
CTafioNvHNeM

npy ammunonao3e cepaua

Figure 3.

Cardiac MRI

with gadolinium

in cardiac amyloidosis
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PucyHok 4.

broncua mnokapaa
navneHTa
CaMunongo30Mm cepaua

Figure 4.

Myocardial biopsy

from a patient

with cardiac amyloidosis

Tabnuua 1.
MpenmywecTBa

1 HeZloCTaTKM
METO/0B AUArHOCTUKIA
amunoupo3a cepaua

Table 1.

Advantages

and disadvantages

of diagnostic methods
for cardiac amyloidosis

2332

Y - »
. . * - . .
'-t L 5
H - . N
-
LI P g
| " 1 } r Y
v . aad '
3 2 ¥ »
o £, o™
-
.
L R | ¢4 .
- = -
] J LINY, -
r N
P i L ]
v ¥ "
. Y [* B
» . . " d s
'
- - . L]
- G L
L] . " / - -

OKpaCKa y4aCTKa MIUOKapAa NalnenTa C aMiunonao3om cepfitia rematokCUanHoOM 303MHOM @a- (BET/I0-P0O30Bble OTNOXKEHUA B MIIOKAPANANbHOM MHTep(TMLlI/IVI) WKOHIO

KpacHbim (b — BI3yanu3upyetca KpacHoe OKpalLvBaHie aMunouabix duopunn) [11].

Staining of a section of the myocardium of a patient with cardiac amyloidosis with hematoxylin and eosin (a — light pink deposits in the myocardial interstitium) and Congo red

(b —red staining of amyloid fibrils is visualized) [11].

U criequpUIHOCTHIO 06IafaeT SHJOMUOKAP-
IVabHasA OMOIICHA, OMHAKO €€ HeJOCTaTKaAMIU AB-
JISIIOTCST HU3Kas! JOCTYITHOCTD ¥ MHBA3MBHOCTD,
HO3TOMY HeOOXOJMMO MCIIO/Ib30BaTh METOJbI
HEVHBa3MBHOI JMAaTHOCTYKY, HAMOOIbIIEN 4y B-
CTBUTENBHOCTBIO U CIIeNN(PUIHOCTHIO CPenn
KOTOPBIX o0najjaeT KapanosacKyasapHas MPT
(tabmuua 1) [14].

Ha ocHOBaHNM BCero BBIIIEN3TIOKEHHOTO
C/leflyeT OTMEeTUTD, YTO IIOCTAHOBKA JMarHosa
amunougHon KMIT aBnseTcs cnoKHONM 3aja-
qeif, TpeOyIollell TIIaTe/IbHOTO aHanm3a K-
HIYeCKOI KapTMHBI ¥ aHaMHe3a 3a00/meBaHu,
VICK/TIOYeHM A PYTUX BO3MOXKHBIX IIPMYMH U HO-
CTPOEHUs AITOPUTMA AMATHOCTUYECKOTO TTOVC-
Ka [I/11 yTOYHEHN A JuarHosa.

MeTopa AnarHoCcTUKN
Diagnostic test

Mpenmywecrea

Advantages
dneKTpoKapamorpamma Bbicokas JoCTynHoCTb
Electrocardiogram High availability
OxoKapanorpadusa

Echocardiography

diagnostic value.

MarHuTHO-pe3oHaHCHas

Tepanua BbICOKaA YyBCTBUTEJIbHOCTb

Magnetic resonance therapy

Moderate-high availability, high
sensitivity and specificity, non-invasive

YMepeHHas AOCTYMHOCTb, KpalHe-BbICo-
Kas cneyndruHoCTb, HEMHBA3UBHOCTb

Moderate availability, extremely high

CuuHTMrpadua Mmmokapaa
1 KocTen

Bone and heart scintigraphy
specificity, non-invasive

Mepudepnueckan 6uoncms
Peripheral biopsy

High availability and ease

of implementation, low percentage

Bbicokasa AOCTYMNMHOCTb, HN3KaA LeHa,
BblCOKaA AMarHoCTnyeckaa UeHHOCTb.

High availability, low price, high
YMepeHHO-BbICOKas JOCTYMHOCTb,

n CI'IELI,I/Id)VI‘-IHOCTb, HEeNHBAa3NBHOCTb

Bblcokas 4OCTYNHOCTb 1 MPOCTOTa
BbIMOIHEHVA, MaIbli MPOLIEHT OCNIOXKHE-
HWIA, BblCOKas cneymeuyHoCcTb

HepocrtaTku
Disadvantages

Hwn3Kan uyBCTBUTENBHOCTb 1 CNeLUGUIYHOCTL
Low sensitivity and specificity

Hu3Kaa uyBCTBUTENIbHOCTb 1 CMELNPUUHOCTD,
NOXHO- MONIOXKMNTENbHbIE Pe3ynbTaTbl.

Low-sensitivity and specificity, false positive
results.

BbicoKasa CTOMMOCTb, HEPPOTOKCUYHOCTb
KOHTPaCTHOTO BellecTBa, Hanuume
Knayctpodobum y naureHToB

High cost, nephrotoxicity of contrast agent,
presence of claustrophobia in patients
AKTyanbHo ncknoumtenbHo ana ATTR - amuno-
1A03a, A03a U3NyyeHus

Only relevant for ATTR amyloidosis, radiation
dose

VIHBa3MBHOCTb, OWNGOYHO-OTpHLIATENbHbIE
pe3ynbTaTbl Npu BbIGOpe yyacTKa

6e3 HakoneHa amunonaa

Invasive, false negative results when selecting
a site without amyloid accumulation

of complications, high specificity

SHAOMMUOKapAnanbHas Bbicokas I/IHd)OpMaTI/IBHOCTb,

6uoncua

Endomyocardial biopsy
specificity
MapKepbl MOHOK/IOHANbHOW

rammanaTtmun CTOMMOCTb, HEMHBA3UBHOCTb

Markers of monoclonal

gammopathy non-invasive

[eHeTnYeckune TecTbl

Genetic tests HacnefCTBEHHbIV CKPUHUHT

YYBCTBUTENbHOCTb, CNELNUIHOCTD
High information content, sensitivity,

Bbicokas AOCTYMNMHOCTb, YyMepeHHas

High availability, moderate cost,

HeunHBa3MBHOCTb, cneundUYHOCTb,

Hu3kasa fOCTYNHOCTb, UHBa3MBHOCTb, PUCK
OCJIOXKHEHUI

Low availability, invasiveness, risk of complications

OWN60YHO-MONOXKUTESNIbHbIE pe3ynbTaTbl

NPV MOYEYHON HE[OCTAaTOUHOCTU, BO3MOXKHOCTb
N30NMPOBaHHbIX MapanpoTenHeMuni

6e3 ammnoungosa.

False-positive results in renal failure, possibility
of isolated paraproteinemia without amyloidosis.
Hwu3Kaa focTynHoOCTb, BbICOKaA CTOUMOCTb

Low availability, high cost.

Non-invasive, specific, hereditary

screening
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OkcnepTer EBpomeiickoro obigecTBa Kap-
IVOJIOTOB MpPEeMIaraloT UCI0NIb30BaTh KPUTe-
PUY CKPMHUHTA aMIJION032a CepAlla, BKII0Ya-
IolIVie BbISAB/IEHVE «<HEOOBACHUMOIT» TUIIEPTPO-
¢dum Muokappa JIXK 12 MM n 6or1ee B coueTaHUM
XOTs1 6Bl C OJHMM [OIOTHUTENTbHBIM (DaKTO-
POM, OTpaXkaloIUM 0COOEHHOCTH KIMHIYe-
CKOJI KapTUHBI (TMIIOTEH3U I VI HOPMOTEH3NU S
IIpY IPeUIeCTBYIOWEN apTePUaTbHON TUIIEep-
TeH3UM), aHaMHe3a (BepOATHBIN ceMelTHBbII
aHaMmHe3 ATTR-aMmi1onz03a, ycTaHOB/IEHHBI
IVaTHO3 MHOXXeCTBEHHOV MUETOMBI MU MO-
HOKJIOHQ/IPHOJI TaMMamaTNy), KapAMaTbHBIX
(cepredHas HeJOCTATOYHOCTD VIV AOPTAJIbHBII
CTEHO3 B BO3pacTe = 65 yieT) M BHEKapAMayb-
HBIX (BereTaTMBHAas AUCPYHKINA, Hepudepnde-
CKas MOMMHENPOIaT, IPOTEeNHYPH, TIOTKOXK-
HbIe TeMaTOMBI, PaspbIB CYXOXKMINIt 6uIerca,
IBYCTPOPOHHMUII CUHAPOM 3aICTHOTO KaHasa)
HpPOABIEHUI U Pe3y/IbTaTOB 1a60PaTOPHOTO
U MHCTPYMEHTA/IHOTO MCCIeioBaHMs (Cy6aH/0-
KapfinaabHOe/TPAaHCMYPaTbHOE HaKOIITIeH e Ta-
TONMMHNSA WM yBeIN4YeHNe 9KCTPpale/Iofsp-
Horo o6'pema 1o ganHbIM MPT ceppita, ymeHb-
HIeHe IIPORONbHOI AeopMal iy C COXpaHeHN-
eM fiepopManyy alKaabHO YaCTH IO JAHHBIM
9x0KT (Speckle Tracking Imaging), cHmxeHne
BonbTa)Xa KoMIiekcoB QRS, nceBponudapkr-
HBIII IAaTTEPH, HapyllIeHNe aTPUBEHTPUKYILAP-
Horo npoBesieHn: Ha IKI, XpoHMYecKoe MOBBI-
IIeHe YPOBHA TPOIIOHMHa) [1].

He Bcerna mns Bepudukanmm auarHosa Kap-
AMaIbHOTO aMIJION/i03a CTOUT Ipuberarh K MH-
BasMBHBIM METOAaM JMAaTHOCTUKMU. B ciaydae
nogo3penus Ha AT TR-amunonos cepaiia npu
Ha/IM4uM 2 UAn 3 ypOBHA HAKOIJIEHUA KOHT-
pacta Ha 61pochoHaTHON CUMHTUTPAPUL B CO-
YeTaHUU C HETaTVBHBIMI MapKepaMy MOHOKIIO-
HanbHOI rammanarun u OxoKI/MPT - xpure-
pUAMN aMUIOU03a CepALia OMOICKS MOXKET
He TIPOBOANTCA. [ yCTAaHOBKY IMarHO3a MHBIX
BIUJIOB aMIJION/[[03d, HEOOXOA MO TUCTOJIOT M Ye-
CKO€ MOZTBEPIK/ieHMe [0 pe3y/IbTaTaM OMOIICUM
Muokapaa nmnbo nepudepruyeckoro ydactka
(pucyHok 5) [2].

KnuHunueckunmn cnyvaim

IMTanuenTka K, 63 ropa, mocrynnia s 3-e kap-
IVIOTIOTHYECKOE OTAENIEHNE YIPEXKIEHNA 3hpa-
BooxpaHeHus: «[opofckas KIMHNYecKas 60/b-
HHULa CKOpoit MeguiinHCcKoit momorin» (Y3 «['K
BCMII») 21.10.22 ¢ >xanobamy Ha OFBILIKY IIPK
He3HauUTe/NbHOI Ppu3NIecKoil HarpysKe, OTeKI
HIVDKHUX KOHEYHOCTEI, yBeIMYeHle B pa3Me-
pax XKMBOTA, IEPUOANIECKII CYXOJ Kalleb.

W3 anaMHe3a M3BECTHO, YTO CHUKEHME TO-
JIEPAHTHOCTY K PU3MUECKUM HATPy3KaM OTMe-
YajIa OKOJIO II0JIyrofa, B MapTe 2022 T Obly1a BbI-
nonHeHa OKT u sapukcupoBaHbI KPyIIHOOUA-
TOBbIE I3MEHEHN A MTepeHe-TIePErOPO0IHON
U HYDKHEN CTEHKM MUOKap/ia JIEBOTO JKely/lou-

Ka Ha ()OHe OTCYTCTBM B aHAMHe3e MallMeHTKN
Kap/MONOTNYeCKOIT TaTOMOTUN, B CBSI3U C 4eM
HaIlpaBjIeHa B CTAllMOHAp. YYNUTbIBAs JAaHHbIE
OKT 1 noBbllIeHIe YPOBHS TPOIIOHMHA OB BBI-
craByeH fuarHo3: VIBC: ocTpblit MHPApKT MUO-
Kappa. Bermonuena koponaporpadus (KAT),
II0 pe3y/IbTaTaM KOTOPOJl He BBISIBIEHO CTEHO-
3UPYIOLIETO ITOpaXkeHN 1 KOPOHAPHBIX apTEPUIL.
B Tedenne nonyroga Habnonanach B fopopckom
Kap/iMOJIOTMYEeCKOM LIeHTpe, IPUHMMAA BCIO
Ha3HaYeHHYIO TepPAIINIo, BKTIOYaBIUIYI0 MHIMOU-
topsl AII®, B-afgpeHo6I0KaTOPDI, fe3arperas-
TBI, AMYPETUKM, cTaTUHBL. CO CI0B IMALIMEHTKN
3a MeCsAIl 10 yXY/IIEeHN s OTMEHI/IA ANy PETUKIA.

HaxkaHyHe faHHOJ rocIuTaaM3al M OTMe-
YaJia MOCTeNeHHOe CHIKEHNE TOTIePaHTHOCTY
K pu3mdeckolt HarpysKe, HapacTaHue OJbILIKY,
IpucoefHeHe OTEYHOTO CUH/IPOMA, AaHTU-
HO3HbIe 60y oTpuuana. [Ipu mocrynneHnn
B Y3 «I'K BCMII» npu 06'beKTMBHOM OCMOTpe:
CKJIOHHOCTb K TUIIOTE€H3UU U TAXUKAPAUY, OTe-
KV CpeJJHell TPeTH TOJIeHeN U CTOTI, yYBenmde-
HUe B pasMepax XMBOTa 3a CUET aCI{UTa.

3a BpeMs TOCHUTAIU3ALUU IPOBEEHO
nmabopaTopHOE U MHCTPYMeHTanbHOe obcre-
JIOBaHMe.

ITpu msydueHun pesynbraToB mabopaTop-
HBIX METOJIOB VICC/IEOBAHNS He BBISBIICHO ITa-
TOJIOTMYECKUX OTKJIOHEHUI B O6I.[IeKIH/IHI/[‘{e-
CKOM aHanuse KpoByu, MOo4un. JHaYeHNe CKOPO-
ctu ocefanus aputporutos (COI) cocrtaBuio
25 MM/4. B 6MoxuMMu4eckoM aHanu3e KpoBu
OTMeYajIoch Ipexojslilee He3HAYNTeNIbHOe II0-
BBbILIIEHNE YPOBH:A MeYeHOYHBIX TPaHCAMIHA3
(acmapratamunorpancdepasa (ACT) - 109,4 E/n

PucyHok 5.
uBa3mBas

11 HeNHBA3WBHasA
JMArHocTuKa
amuona03a cep

Figure 5.

Aua 2]

Invasive and non-invasive
diagnosis of cardiac

(pedepencubre snavenns — 0-35 E/n), ananu-  amyloidosis[2]
[luarHoctuka amunonaosa cepaua
Diagnosis of cardiac amyloidosis
HeuHBa3unBHas
VlHBa3nBHas (Tonbko ana ATTR)
(anA BeexTunog) Non-Invasive
Invasive (only for ATTR)

(all types)

JHAOMYOKapAKanbHaa buoncusa
Endomyocardial biopsy

nm

JKCTpaKapaManbHas buoncus
Extracardial biopsy
+

IxoKapaunorpaduueckme/
MPT-kputepuu

Echocardiographic/MRI criteria

2-0it N 3-1il ypoBEHb HAKONEHNA
MUoKapAoM 6udocdoHaTa npy CLUHTH-
rpadum
Grade 2 or 3 cardiac uptake
at disphosphonate scintigraphy

4E

0TcyTCTBIE CBOOOAHDIX NIETKVX Kanna
1 nAMbAa Leneil KpoBY n/uan moye

Negative free light chains & negative serum
and urine immunofixation (SPIE&UPIE)

+
Ixokapauorpaduyeckue/MPT-kputepun

Echocardiographic/MRI criteria
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Tabnuua 2.

[JluHamuka TponoHuHa
naunenTkn K.

B TeYeHI1e FoCTATann3aLn

Table 2.

Dynamics of troponin
in patient K during
hospitalization

PucyHok 6.
IneKTpoKapAnorpamma
nauueHTkn K

Figure 6.
Electrocardiogram
of patient K

PucyHok 7.
CumHurpadus
MHUOKapAa 1 KocTeli
naumenTkm K.

Figure 7.

Scintigraphy of the
myocardium and bones
of patientK.

: 8

TponoHuH | nayneHTKN
Patient’s troponin |

PedepeHTHOE 3HAYEeHNE
Reference value

Mpu noctynnexHun

. 413,3 Hr/n
Upon admission
Yepes 3 yaca nocsie NoCTynneHna
L 400,3 Hr/n 0-2 Hr/n
3 hours after admission
Ha 23 peHb rocnutanmsaymm
e 469,7 Hr/n
On the 23rd day of hospitalization
v1
TEeEEEa e - e TR e e T T

HamuHoTpaHcdepasa (AJIT) - 58,3 E/n (pede-
peHcHble 3HauennA 0-35 E/i), orcyTcTBOBaNO
HOBBIIIEHVIE YPOBHS KpeaTnHUHa (77 MKMOJb/TT
(pedepeHcHbIe 3HaUeHMS — 58-96 MKMOJDB/N).
Paccunrannas no popmyne CKD-EPI ckopocTb
kny6oukosoit punsrpanuu (CKP) cocrasu-
na - 71 mn/mun/1,73 m?. Konnenrpanus C-pe-
aKTMBHOTO Oenka cocraBuia 0,52 mMr/n (pede-
peHcHble 3HaYeHust — 0-1 Mr/m).

[Tpy mocTyTIeHNY MAIVIeHTKY TIPOU3BOAII-
51 3a60p KPOBMU C LIeJIbIO OIIpefieNieHNs YPOBHA

[lemoHCTpupyeT oTcyTCTBUE HaKonnewa POM B 061acTi cepaua, uTo nckniouaeT ATTR-aMunona03, 0AHaKo He UCKioyaet

WHbIE BapUAHTbI dMIUNION103a CepALia.

Demonstrates the absence of radiopharmaceutical accumulation in the cardiac region, which excludes ATTR amyloidosis,
but does not exclude other variants of cardiac amyloidosis.
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V4
V5

Ve

TPOIIOHMHA, KOTOPBII 0Ka3aJICS IOBBIIIEHHBIM.
Y4uThIBask OTCYTCTBUE >Kanob Ha CTEHOKap-
AVaabHble OOMN IPU MOCTYIIEHUN PUHSITO
pelierre 06 onpefie/IeHNN KOHLEHTPALlUU TPO-
IIOHMHA B JMHAMUKe C I[eJIbI0 MCK/IIOYeHN s
OCTpOro HOBpeXxAeHnsA Muokapga. Iunamu-
Ka TPOIOHMHA | B TedyeHMe TOCIMUTaIN3aAL NN
ImpeAcTaBeHa B Tabmuie 3, obpaljaeT BHUMA-
HIe IepCUCTYPYIOLINI IOBBIIIEHHDIN YPOBEHb
Mapkepa 6e3 XapaKTepHOI [/Is1 OCTPOTO MUO-
KapJMaTbHOTO MOBPEXIEHM A THAMUKIL.

ITpu uccnefoBaHNy ypOBHSA MO3TOBOTO Ha-
Tpuityperndeckoro ropmona (BNP) nonyuens
pe3y/IbTaThl, CBUIETEILCTBYIONME O eTO 3Ha-
YN TEe/bHOM MOBBIIIeHUY — 2140 HI/MTT (pede-
peHcHble 3HaYeHMs — 0-100 Hr/mI).

Ha 9KT BbisiBneH nceBnonH(papKTHBII IaT-
TepH (pe3koe CHIKeHMe aMIUIUTYAbI BIUIOTD J1O
orcyrcrBus 3ybua R B orBefeHuax V1-3), uure-
MU MIOKapya HIKHe-00K0BOTt 06/1aCcTy 1eBO-
TO XXenyfoJyKa (PUCYHOK 6).

Ha 9xoKI BbIsIB/IEH MPAaKTNYECKN TOTAIb-
HBIIf TUIIO- 11 aK1MHe3 6a3ajbHbIX U CPeHNUX
cermeHTOB JIJK co 3HauMTenbHOI runepTpo-
dueit muokappa JUK (MMM JIXK 143,68 r/kB.M,
rommuaa MJKII B guacrony 15 MM, TONLIMHA
sapnert crenkn JUK B auacrony 12 mm). ®B JIDK
CHIDKeHa Ji0 39%. Cemapanus neprukappa mo 6o-
KoBoI1 creHKe JIJK 2 MM, a Tak >ke IBYCTOPOH-
HUI TUJIPOTOPAKC.

ITpu Boinonuenun Y3V opraHoB OpronrHoit
IIOJIOCTY U MOYeK, BeH HVDKHUX KOHEYHOCTel
IIATOJIOTM! He BBIABJ/IEHO.

Y4uThIBasA OTCyTCTBYME AaHTMHO3HOM CUMII-
TOMATVKY, HOBBIX MIIeMUYECKNX M3MEHEeHU]
Ha OKI B cpaBHeHun ¢ apxnsom IKI, croiikoe
TIOBBIIIE€HVIE YPOBHA TPOIIOHMHA, IIOBbILIEHVIE
BNP, npyusHaky HeyTOYHEHHOII KapAYOMUOIATII
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An interesting clinical case .

o gaHHbIM OX0KT (mpusnakm rumeprpodun
MIUOKapfia B OTCYTCTBUM apTepuaabHOI TU-
IepTeH3NM B aHaMHe3e, runo-akuHessl JIK co
caxenneM OB JIK), oTcyTcTBue TOpaXkeHUs
KOpOHapHBbIX apTepuil mo gaHnHbIM KAT BbI-
CTaBJIeH IIpefiBapuTeNbHbIN AnarHo3 «Kapano-
MUONIaTy s HEYyTOYHEHHOT O TeHe3a». [IpuuaTo
pelleHMe B paMKaXx yTouHeHusA redHesa KMII
0 IIPOBeeHNY CLIMHTUT AU MUOKap/ia C 0CTe0-
TponHbIMK pagnodapmnpenaparamu (POII)
n MPT cepnua.

Ha cumaTnrpadmn muokapa mpu npoduisb-
HOM JICC/Ie[IOBAHUU B PEXKMMe «BCe TeJI0» 1 TOMO-
rpagu4eKoM pexxuMe HaKOIICHN S OCTEOTPOI-
Horo P®II B Muokappe He BbIsABIeHO. CUVHTHI-
rpadpuuecknx npusHakos ATTR-ammmonsosa
He BBISIBJICHO (PUCYHOK 7).

Ha MPT cepplja naiueHTK) BU3yanusnupy-
eTcss MP-kapTiHa 6071€3H1 HAKOIIEHNS (aMu-
nonzno3). MPT-npusHaky aMuaonso3a cepara
(pucynku 8-10).

YuynrsiBasgs MPT-nipusHaku amMuaonznosa
cepaLia I/ IOATBEPXK/IeHN A JYAarH03a Mal[eHT-
Ke BBIIO/IHEHA OMOIICHS CIM3UCTO 000I0UKM
POTOBOI IOJIOCTY, TUCTOTOINYECKN YCTAHOB-
7ieH A A-HeraTMBHBIN aMUIOUT03 C IPEUMYIIIe-
CTBEHHBIM IIOpa>XeHIEeM COCYTOB.

3ak/oyeHne

JarsocTuka aMmiIong03a ceppla ABA-
eTCsl CTIOKHOIN 3afiadeil [iid Bpada. ITO CBA3a-
HO € TeM, 4TO 3a00JieBaHMe XapaKTepuayercs
Me/I/IEHHO IPOTPeCcCUPYIOIIYM TeYeHEM U OT-
CYTCTBMEM BBICOKOCIIEM(PUYHBIX CMIITOMOB
U IPU3HAKOB IIPU MCIIO/Ib30BAHNUY METOJOB JIC-
cnenoBanus nepsoit muanu (KL, 9xoKT). Ox-
Hako ucnonb3zoBanue MPT ceppua nosponser
BBIABUTD XapaKTepHble NAaTTEPHbI U3MEHEHN
B Muokappe npu amuaougnoi KMII, 9o no-
3BOJIAIET C BBICOKOI BEPOATHOCTBIO IPEIIONO-
JKUTDb NaHHBIN IUATHO3 U NPeNIPUHATD Aa/b-
Hejl1I1e TeICTBISI [0 er0 BepudUKaLnnL.

Hecmortps Ha HecrenudmuecKyo KaMHN-
YeCKYI0 KapTMHY Ha OCHOBaHUI aHajIM3a MMe-
IOIMXCS ICTOYHMKOB MOXKHO BBII€IUTD KJIMHU-
YecKMe ¥ JUATHOCTUYEeCKYe «KpacHble (rarn»
CO CTOPOHBI CepAEeYHO-COCYAUCTON CUCTEMBI Ha
OCHOBAaHUM IMaTHOCTUYECKNX MePONPUATUIL
IIE€PBOJI TMHUM, IIPY KOTOPBIX MOXKHO 3aI0f0-
3pUTb aMWIONMO3 CEpALa:

— aHaMHe3 (C/Ty4ay BHE3AITHOI CepedHOI
CMEpTH B CEMbE, OABJIEHE CEPIEYHON HEOCTa-
TOYHOCTM WJIM aOpPTa/JbHOTO CUHJpOMa B BO3-
pacre > 65 neT);

— CUMITOMBI (TMIIOTEH3MBHBIN MU HOP-
MOTEHSVBHBIIT IPO(UIIb IIPK MPEAIeCTBYIOIIel
apTepuabHOl IUIIEPTEH3UM, CUMIITOMATIKA XPO-
HUYECKOII cepredHoit HepocTaTtouHoctu (XCH);

- mabopaTopHBbIe UCCIeROBaHM (CTOIIKOE
IIepCUCTUPYIOllee MOBBbIIIEHNE YPOBHSA TPO-
IIOHHA, IIOBBIIIIEH)E YPOBHA MO3TOBOI'O HAT-
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PucyHok 8. MocnegoBatenbHoCTb cine trufi retro yeTbipexkamepHas AnnHHaA ocb (a)
1 KOpoTKaA ocb cepaua (b)

Bu3yanu3upyeTca BbINOT B A0P3aibHbIX OTAENAX NNEBPANIbHbIX N0A0CTel (Gonee Cnpasa), BbINOT B NONOCTY NepUKapAa
(CTpenKu), Npu3HaKm runepTpoduM MUoKapza NeBoro xenyaouka (ronwnsa MXI 8 anactony 4o 12,7 MM, HixHeb0KoBoi
cTenku XK B anactony o 10,3 Mm).

Figure 8. Sequence cine trufi retro four-chamber long axis (a) and short axis of the heart (b)

An effusion is visualized in the dorsal sections of the pleural cavities (more to the right), an effusion in the pericardial cavity
(arrows), signs of left ventricular myocardial hypertrophy (the thickness of the VS in diastole is up to 12.7 mm, the thickness
of the inferolateral wall of the LV in diastole is up to 10.3 mm).

PucyHok 9. KOHTpacTHO-ycuneHHble MHBEPCMOHHO-BOCCTAHOBNEHHbIE T1-B3BelLEHHble
n3o6paxenus PSIR, kopoTkas ocb cepaua (a, b)
Busyanusupyetca anddysHoe mobanbHoe KOHTPACTHOE ycunenue B cermenTax Muokapaa K (cTpenku).

Figure 9. Contrast-enhanced inversion-recovered T1-weighted PSIR images, cardiac short axis (a, b)
Diffuse global contrast enhancement is visualized in segments of the LV myocardium (arrows).

PVIC)/HOK 10. KOHTpaCTHO-yCVIJ'IEHHble VNHBEPCMOHHO-BOCCTAHOBJIEHHDbIE T1-B3BeLLEHHbIE
n3o6paxenus PSIR, uetbipexkamepHas (a) u AByXxKamepHasa AnnHHaA ocb cepaua (b)
Busyanusupyetca Anddy3Hoe rodanbHoe KOHTPACTHOE YCUerNe B cermMenTax Muokapaa JI u npeacepanax (Crpenki).

Figure 10. Contrast-enhanced inversion-recovered T1-weighted PSIR images
of a four-chamber (a) and two-chamber long axis heart (b).
Diffuse global contrast enhancement is visualized in segments of the LV myocardium and atria (arrows).
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pUITypeTNYeCcKOro MenTuia NIy ero mpexire-
CTBEHHIKA);

— 9KT u XonTepoBcKoe MOHUTOPUPOBaHE
(nceBpoOMHGMAPKTHBII TATTEPH, HU3KWIT BOIBTaXX
3y0rLI0B, ruepTpodIisi IEBOrO XKeMyA0UKa [0 VH-
nexcy Cokonosa-Jlaitona SV + RVs/RVg > 35 M,
ulIeMnYecKye MU3MeHeH!s, 6eCCUMITOMHbIE
JKeTYL0YKOBbIe U HaJI>Ke/TyTOUYKOBbIe apMMMUIL,
OTCYTCTBME Bapuabe/NbHOCTU My/Ibca B Tede-
HIE CYTOK);

- 9x0KT (ronmuua crenku JIK > 12 mm
(ocobeHHO «HEOOBACHUMAS» TUIIEPTPODUI),
criennuuecKas 3epHUCTAS VTN «CBETALIAsICA»
CTPYKTypa MMOKapja, cOXpaHHas ¢Gpakijus
Bei6poca JIJK, HopMa/IbHbII WM CHV>KEHHBII
o6bem nonmoctu JDK, guacronndeckas ayucdyHk-
uus JUK, yronieHne MexIpeacepaHoii nepero-
POZKY, HaYa/IbHAas CTEIleHb HEeJIOCTATOYHOCTH
MUTPAJIBHOTO U TPUKYCHUIATBHOTO KJIallaHa,
MaJIblil HepUKapANATbHbIN BBITIOT, OTHOLIEHNUE
aIKa/IbHOI K IPOJOIbHOI gedopmariun > 2:1,
orHoueHne ¢ppakyuy Boiopoca JIXK k mpogosnp-
Hoit lebopmarym > 1:4).

B omycaHHOM KIVHMYECKOM CIyd4ae Ipu-
CYTCTBOBAJI CTIEAYIOLINE «KPACHbIE (rary» amMu-
nonposa ceppua: cumnromaruka XCH, mcespo-
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nmeMmudeckuit narrepH Ha 9KI, nepcucrupy-
Iolljee MOBbILIEH)E YPOBHSA TponoHuHa 1 BNP,
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