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MUIOMA03 CepALa XapaKTepu3yeTcs BHEKNETOUHbIM OTTI0XKEHUEM
HenpaBuIIbHO CBEPHYTbIX 6eNKOB B MuoKapze. [posBeHnem cepfiey-
HOT0 aMITION 103 ABNAETCA ObICTPOE NPOrpeccupoBaHme CepaeyUHON
HEe[J0CTaTOUHOCTY M Pa3BUTINE XKU3HEYTPONKAKLLNX HAPYLLEHUIT pUTMa,
dubpunnALMY Npeacepanii, IMO0NMYECKIX UHCYNBTOB. [lMarHo3 amunongosa
CepALa A0MmKeH ObITb UCKIIOUEH Y BCeX MALMEHTOB ¢ BbICTPONpOrpeccupyoLLeii

(EPACYHOI HEZI0CTATOUHOCTbIO, ACCOLMMPOBAHHON C PECTPUKTUBHBIM QEHOTUTIOM
PEMOZIENMPOBAHIAA B COYETAHNM C TUNEPTPOUeii MUOKapAa. MarHuTHo-pe3o-
HaHcHas Tomorpadua (MPT) cepaLia cuMTaeTcsl UyBCTBUTENbHBIM I CIELUGUUHBIM
MeTOZI0M AMArHOCTUKN. B JaHHOIA CTaTbe paccMOTPeHbI AUArHOCTUYECKIe
MP-KpuTepui cepaeuHoro aminon103a v NpuBeeHbI NOATBEPXK AEHHbIE KNK-
HIYeCKue Cyyau.
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ardiac amyloidosis is characterized by extracellular deposition of abnor-
mal proteins in the myocardium. A manifestation of cardiac amy-
loidosis is the rapid progression of heart failure and the development
of life-threatening arrhythmias, atrial fibrillation, and embolic strokes.
The diagnosis of cardiac amyloidosis should be excluded in all patients with rapidly

progressive heart failure associated with a restrictive remodeling phenotype
in combination with myocardial hypertrophy. Cardiac magnetic resonance imaging
(MRI) is considered to be an accurate and specific diagnostic method. This article
reviews the diagnostic MR-criteria for cardiac amyloidosis and provides confirmed
clinical cases.

AmMunonnos npepcrasiaser co6oil rpymiy
COCTOAHMIA, CBA3AHHBIX C OT/IOKEHMEM B Pa3/ny-
HBIX OpraHaX M TKaHIX aMIVIOMIHBIX Guopu,
uMes KaK M30/IMPOBaHHbIE, TaK M COYeTaHHbIE
opraHHbIe TposBaeHnA. Ha ceromHAMHMII TeHb
u3BecTHO 6oree 30 GeNKOB-IIpeALIeCTBEHHN-
KOB, BOBJIEUEHHBIX B Pa3/IMYHble aMUJIOU[THbIE
3abo0meBaHNMA, KOTOPbIe IOPa)kaloT pas3Hble CHC-
TeMbl OPTaHOB I MMEIOT BapuaT/BHbIE IPOTHO-
3plL. [Topa>keHue cepylia AAB/A€TCA Hanbosee 3Ha-
IUMBIM IPEIUKTOPOM HeOIarONPUATHOTO IPO-
THO3a y MAI[MEHTOB C CUCTEMHDBIM AMU/ION/I030M.
AmunonpHble GUOPUIIBI aKKYMYIUPYIOTCH
B MEXKJIETOYHOM IIPOCTPAHCTBE, CIOCOOCTBYS
HOCTENEeHHON aTpodyM KapAMOMIOLUTOB, YTO

B TOT€ IPMBOANUT CHavasIa K IMACTONNYIECKOA,
a3aTeM I K CUCTOMMYeCKON AUCHYHKIINI CEPALIa.
OT10>KeHNsT aMMITOUHBIX puOPIUIIT MOTYT OBITH
He TOJIbKO B MHTEPCTULMM MUOKApHa, a TAKXKe
B COCYZIaX,"9HJOKapfe, SIUKap/ie U IapueTasb-
HOM JIMCTKe MepuKapga. Takxxe IpOUCXOAUT
IIopakeHue MPOBOAALLEN CUCTEMBI, K/IallaH-
HOTO amnmapata cepaua. Bce aTo cmocobcTByer
OBICTPOMY Pa3BUTHIO CEPAEYHOI HEZOCTATOY-
HOCTU ¥ MOXET IPOABNATHCA BbIPaKEHHON
OJIBILIKOII B ITOKOE, NepudepudecKNMM OTeKa-
MM, TUAPOTOPAKCOM 1 aCLIMTOM Ha 6ojiee 1Mo3j-
HUX CTafusxX 3abomeBaHMs, FUCKOMPOPTOM
B IPY/JHOI K/IeTKe, BHE3AIIHOM CEPHEYHON CMep-
Th1O [1].
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Ha ceropHAIIHNIT leHDb BBIEIAIOT IEBATD
aMIJIONIOTEHHBIX O€TKOB, CIOCOOHBIX aKKyMy-
JIMPOBATbCA B MUOKAPTE U IPUBOAUTD K aMUJIO-
upnosy cepaua. bonee 85% cnydaes npuxogurcs
Ha ammnonzos cepaua (AC), mpepiiecTBeH-
HUKOM KOTOPOTO SIBMIAIOTCA JIETKNE IIeTN VM-
myHorno6ynnuoB (light chain amyloidosis -
AL-amwionysio3) u TpaHCTHpeTHH (transthyretin
amyloidosis - ATTR-amuonzos) [2].

ATTR-aMuonzo3 mmpepcTas/ieH B iBYX Gpop-
Max: IprobpeteHHOl popMe, pa3BUBAIOIIEIICS
Ha (OHe aHOMA/IPHOTO HAKOIUTEHNs Oe/lKa TpaH-
ctupetuHa (TTR) gukoro Tuma, Tax Ha3bIBae-
MBIVl TPAaHCTUPETHHOBLINI aMUTIOUI03 JUKOTO
tuna (ATTRwt), u reHeTndecky oOyCIOB/IeH-
HOJI HacIe[ICTBEHHOI OpMOIi, TaK Ha3bIBae-
MBIl BAPMAHTHBIN TPAHCTEPUTUHOBDI AMITIO-
uno3 (ATTRvV), mpudunHO KOTOPOIT SABISIOTCS
M3BeCTHBIE Ha JaHHBIIT MOMeHT 6oree 140 Bapu-
aHToB MyTauuii B ree TTR 1 xoTopas Takxe
U3BeCTHA KakK MyTaHTHas popMa TpaHCTHpe-
TuHOoBOTO aMunonzgosa (ATTRm) [2].

B o6oux cmydasix MpOMCXOAUT pacIaf Te-
TpaMepOB TPAHCTUPETUHA TO MOHOMEPOB, 00-
NaJJAloI /X BBIPa>KEHHO KOHPOPMAI[MOHHOI
HecTabunpHOCTBIO. ATTR-amMunonmos sasnsercs
HeoOpaTMO MPOrpeccUpyoIM 3a60/IeBaHeM
C BBICOKOJI CTEIIEHbI0 MHBATUN3ALNN BCTIC]-
CTBUE TSDKEJIOTO TOPA>KeHNUs CepALia, epudepu-
YeCKOJ M/U/Y aBTOHOMHOJ TIO/IMHE pOnaTum.

TpaHCTUPETMHOBBIN AaMUIONIO3 MYTaHT-
noro Tumna (ATTR,,), Tax>Ke M3BECTHBIN KaK ce-
MeifHas aMWIONIHAsA MONMHENpONnaTn, pey-
craBiisieT co00J1 HAaCIeICTBEHHOE 3a00/IeBaHIe,
BBI3BIBAEMOE IIPEUMYIECTBEHHO PO YKIMel
myTtanTHOI Gpopmbl TTR. TTR npencrasnger
co60i1 6e/10K-IIepeHOCYMK, BbIpabaTbiBaeMblil
nedenplo. TTR TpaHcnopTHpyeT TMPOKCUH ¥ HOJI-
IIepK1BaeT CKOPOCTD AVICCOLVIAIINY TeTpaMep-Mo-
HOMep, 0OBITHO 00pa3ysi CBEPHYTbIe MOHOMEPBI.
ITU MOHOMePBI MOTYT YaCTMYHO HEIPABIIBHO
CBOPAYMBATHCS M3-32 AHOMAJIBHBIX YCIOBMIL,
TaKMX, KaK TOYKOBbIe MyTalMy. ITU Helpa-
BUJIPHO CBEPHYThIe MOHOMEPBI 06pa3yioT Ipe-
bubpuIIApHBIe TUITBI OENKOB, A 3aT€M U aMIJIO-
npHble GrbpuUIbL. Bo3pact manyenTta Ha MOMEHT
Havasia 3a00/IeBaHN 1 KITMHIYECKVIE [IPOSIBTIEH M S
3aBUCAT OT KOHKPETHOI MyTauuu. MeguaHa
BBDKMBaeMocTy y nmanuentos ¢ ATTR,, naxo-
putca B npenenax ot 10 mo 20 et rmocie Havana
3aboneBanus. CiefyeT OTMETUTD, YTO TIOpake-
HIUe cepplia yXyALIaeT MPOrHos [1].

ATTR gukoro tuma (ATTR,:) Tak>ke 13Be-
CTEH KaK CTap4eCcKUIl CUCTeMHBII aMUIOUTO03.
ITo cpaBuenuio ¢ AL u ATTR,, ATTR,: umeer
OTCPOYEHHOE HAvaso U B IEPBYIO OYepenb I10-
pa’kaer au1 crapiue 65 yeT. bonpmnHCTBO Ma-
IIUEHTOB — MY>XUMHBL [Ipu 3TOM coOTHOIIEHNE
MY>KYMH I XXKEeHIIMH oleHuBaercs ot 20:1 o
50:1 [1]. 91y popmy AC yacTo HempaBUIBHO
IMAarHOCTUPYIOT, IOCKO/IBbKY OHa MIMeeT K/IMHM-
YecKye IIPOsIB/IeH I, HATTOMMHAIOIIVE CUMIITO-

MBI IPYTUX MaTOJIOTMIT, TAKUX KaK apTepuab-
Has TUIIePTeH3Ms U runepTpoduieckas kap-
puomuonarus. [Io cpaBHEHUIO ¢ MAllMEeHTaMU
¢ AL-amunoupmosom nauyedThl ¢ ATTR, 00b14-
HO MIMEIOT MeHee aTpecCUBHbBIE CepfiedHbIe ITPo-
ABJIEHUA CO CpeJHell BBDKMBAEMOCTBIO 43—-47 Me-
csIeB MOC/Ie TOCTAHOBKY AMarxosa [1].

AL-aMuUIoum03 — caMasi pacIpoOCTpPaHeH-
Has M arpeccuBHast popMa CUCTEMHOT'O aMUJTIO-
nposa. IIpn AL-amunonsose nopaxeHue cep-
11a HabmiofaeTcss 6omee ueM B 90% criydaes,
TP 3TOM Y 5% TMalMieHTOB OHO HOCUT U30/HU-
POBaHHBIN XapakTep. JTa MaTONOTU BbI3BaHA
OT/IOXKEHVeM aMWUJIONAHBIX GUOpPNIII, Hpouc-
XOJALINX U3 HEIPABUIBHO CBEPHYTHIX JIETKIX
Ijere’l MOHOK/IOHAIbHBIX UMMYHOITIOOY/IHOB,
TeHepUPYeMbIX aHOMa/IbHBIMY I1/Ta3MaTU9eCKI-
MU K/IeTKaMy. MHOXXeCTBeHHas MIeIoMa, Iiep-
BIYHAs MaKpOraMMario0y/IMHEMIS ¥ MOHOKJIO-
Ha/IbHas TaMMaNaTys HeyCTaHOB/IEHHOTO 3Ha-
YeHUA NPEACTaBIIAIT COO0Il OCHOBHOIL CIIEKTP
MaTOJIOT U, CBA3aHHBIX ¢ AL-aMumongo3om.
AL-aMu1on103 06BIYHO MOPAXKAET CepAlle U I0Y-
KU, HO MOXKET COTIPOBOXK/IAThCsI BOB/IEYEH e B IIPO-
I[ecc IPyTUX opTaHoB 1 cucteM. [lopaxenne
cepaua sBIsieTcss Hanbosee BaKHbIM (HaKTO-
POM, OIIpefieIANIM IIPOorHo3. [Ipu saToM TuIe
aMIJION/I03a OTIOKEHIe AMIIONTA B MUOKapHe
BBI3BIBAET HEKPO3 KaPAMOMIOLIITOB U MHTEPCTH-
1uanbHbI (prbpos. Boree Toro, mpsiMast TOKCHY-
HOCTb IMPKYIUPYIOMNX TeTKNUX IeTeil ABA-
eTCsl BAXKHBIM (PaKTOPOM CepiedHOI JUCYHK-
I[N, BBI3BAHHON OKVICIUTENTbHBIM CTPECCOM.
IToBospacTHas 3aboneBaemocts AL-amuon-
J030M PacTeT C KaK/[bIM JAeCATUIeTUEM Yy JINII
crapuie 40 net. CpegHMIT BO3pacT NallMeHTOB
C YCTAaHOBJIEHHBIM JIIaTHO30M COCTaBIAET 64 To-
na. Tompko MeHee 5% 3a00/eBIINX MTAIVIEHTOB
Moroxe 40 set. My>kunHbI 60/I€I0T Yallie >KeH-
IUH B cooTHOmenuu 3:2. [3].

BrIcOoKast CMEPTHOCTD IIPYU OTCYTCTBUM CBOE-
BPEMEHHOTO JIeYeHI s OIUePKIBAET BAXXHOCTD
paHHel [UaTHOCTUKI aMUION/I03a JIETKIX LIeTIelt.

AC 4acTo omNOO0YHO [UATHOCTUPYIOT KaK
runepTpoduio MoKapaa Ha poHe apTepuab-
HOJI IUIIePTEH3NM VU TUIIePTPOPUIECKYI0 Kap-
IVOMMOIIATHIO, @ O3THAS JUATHOCTIKA MMeeT
Heb/maronpusiTHbIe MOCIEACTBIUS s HallMeH-
ToB. OffHaKO HelaBHME TOCTUKEHUSI B 00/1aCTH
BU3YaJIM3AL[MI CePLA IIPUBENN K YBETNYEHNUIO
BbLsAB/IeHNUs CKPBITHIX popm AC y manmeHToB
C IMaTHO30M CepJieIHOI HeJOCTATOYHOCTH. ITO
[pepIonaraer, 9To GpakTudeckas 3abonesae-
mocTtb AC HepooueHeHa. [Ipornos AC o6b19HO
HeO/IaronpUATHBIN, 0COOEHHO y IAI[IEHTOB C BbI-
Pa>KeHHOIT CepReYHOIT HEIOCTATOYHOCTBIO.

Hp]/[ OTCYTCTBUMN CHCI_U/I(bI/I‘{eCKOI‘O JICYEHU A
aMIJIONJI03a IIPOrPecCUpOBaHIe CepyieTHOl He-
mocrarounoctu (CH) HacTynuT sHa4MTENTHHO
paHbllle M MHOTUe edeOHble CTpaTernm Me-
AMKaMEHTO3HOII Tepalunu He JagyT 3HAYMMO-
ro apdexra. [TosToMy paHHAA JUATCHOCTUKA
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U BepupUKALNA TUIIA AMUTIOUT03a SABIIAIOTCA
BaKHBIMM 3affadamu. CreflyeT OTMETUTb, UTO
AMAarHO3 aMMJIONI03a CeppLia JO/DKEH ObITh JC-
KJIIOYeH Y BCeX IalMeHTOB ¢ OpICTponporpec-
cupyromeit CH, acconnmpoBaHHO ¢ TaKUMU
TUIAMM PEeMOJIE/IMPOBAHNA, KaK COUeTaHVe I'li-
epTpodIIecKoro GeHOTHIA C PECTPUKTUBHBIM.

Jl71s1 ompepeneHNs cepaedHOro aMMION03a
He0OX0 MO 0OHAPYXUTH aMUTOUHbIE Pub-
PUTBL B CepfiedHOl TKaHU. [IpefmoxeHpl Kak
VHBa3VBHbIE, TAK ¥ HEMHBA3VBHbIE IMATHOCTHU-
yecKye MeTofbl. VIHBa3MBHbIE [MaTHOCTUYE-
CKJe KPUTEpUN MPUMEHUMBI KO BceM (opMaM
CepHeYHOro aMMJION/[03a, TOTAAa KaK HEeMHBa-
3MBHBIE KPUTEPUN B OCHOBHOM VCIIO/Tb3YIOTCS
TONBKO IJIA TPAHCTMPETHHOBOTO TUIIA.

K MHBa3MBHBIM MeTONAM AMATHOCTUKMI
CepAevIHOT0 aMIUION {032 OTHOCUTCS SHIOMMO-
KapauanbHas 6MOICHs C MOCTeAYOIUM TH-
nMpoBaHMEM aMUIonga rmCTONOrN4YeCKNMN,
UMMYHOTMCTOXMMMYIECKUMM VTN MaccC-CIeK-
TPOMETPUUECKMMU UCCIIeTOBAHNAMU. A TaKKe
9KCTpaKapAmuanbHas 6MOICHUsI, KaK IIPaBulo,
6MOTICHST TOKO>KHO-KVMPOBOJ KJIETYATKY, CITIOH-
HBIX KeJIe3, CIM3VICTOM 000/I0YKI TIPAMOI KNII-
K, TIO9eK, TIPY HaTMINY TOTOXUTENbHBIX KPH-
tepueB axokapguorpaduu (9xoKT') n/mau mar-
HUTHO-pe30HaHCHBIX (MP) xpurepues.

K HeMHBasMBHBIM METOAAM JJMAaTrHOCTUKMA
OTHOCATCA cuuHTUrpadus (ImoKasbiBaeT cTe-
IIeHb HOIVIOLIeHMs MIOKapAoM pasuodapMipe-
IapaTa), a TaKXKe OIIpefie/ieHyie aMIJION/a JIeT-
KX IleTiell (MOHOK/IOHATbHBIX OEIKOB) B CBIBO-
poTke KpoBu 1 6enKkoB benc-/IxoHca B Moue.

CormacHO KOHCEHCYCHOMY aTOPUTMY He-
VHBA3VBHOI [MAarHOCTUKI aMUIONT03a Cepyi-
Ija y MaIVIeHTOB C XapaKTEePHBIMI MPYM3HAKAMU
aMumIonyo3a 1o jaHHbIM JX0oKI/MaruuTHO-peso-
HaHcHol ToMorpaduu (MPT), Grade 2/3 no pan-
HBIM CUMHTHUTPaduM ceplia 1 6e3 MONoKNTe Nb-
HBIX TeMaTOJIOTYeCKNX TeCTOB, MOATBEPXKAA-
IoIuX Hanuuue AL-aMumonsos (KIoHaTbHBIX
anoMasnuii), nuaruos ATTR-amunonpmosa mMo-
JKeT CYUTATHCS YCTAHOB/IEHHBIM 6€e3 poBeie-
Hus 6uonicun [4].

ITo3UTPOHHO-9MUCCHOHHAS TOMOTpadus
C MCTIOTIb30BAHNEM TPEIICePOB, TPOITHBIX K KOCT-
HOJI TKaHU, MOXET ITOATBEPANUTD AMATHO3 TPaH-
CTUPETUHOBOV CEMEITHOV aMUIOUIHON Kapau-
omuonaruy 6e3 61OICUM CepyiLa IIPU YCTIOBUL,
4T0 AL-aMMION/I03 NCKITIOYEH.

B naHHOIJ cTaThe pacCMOTPEHBI JMArHOC-
Tudeckre MP-kputepuu cepaedHoro aMumIon-
[03a 1 IpUBENEHDbI TIOATBEPXKAEHHDIE KIMHN-
YecKye Cydan.

MPT ceppua cuntaeTcss YyBCTBUTENTBHBIM
U creqMpUIHBIM METOJOM AMAaTHOCTUKM AL
n ATTR tunos ammnonposa cepaua. OgHaxo an-
arHOCTHMYeCKas IIeHHOCTD 1 BYKHOCTD pe3y/bTa-
ToB MPT 3aBucAT OT IpeATeCTOBON BEPOATHO-
CTU, KOTOpas OCHOBBIBAETCS Ha KJIMHUKO-JIA-
60paTOPHBIX JJAHHBIX U CTAAUU 3a00TeBaHUA.
Tak, paHHee mopakeHMe cepAla OOHAPY>XNUTb

TpyZHEe, a OTIMYNTD IIOATUIIBI CEPIEIHOTO aMM-
7IoMf03a CIIOKHO. TakuM 06pasoM, pesynibTaThl
MPT ceppua crefyeT MHTepIpeTUPOBATD B KJIN-
HMYECKOM KOHTEKCTe U B CBEeTe Pe3y/IbTaToB
npyrux nccnegosanuit. MPT ceppra o6masaer
IVATHOCTIYECKOI U IIPOTHOCTUYECKOI LIeHHO-
CTBIO IpU BepuUKALNUY TAKNX 3a601eBaHNIL
KaK runepTpoduieckas KapfnoMmuonaTus, 6o-
ne3Hb Aupepcona-Pabpu, neperpyska ceppia
JKETTe30M.

MPT cepplia ¢ KOHTpacTMpPOBaHMEM ABJA-
eTCsl YHMKAJIbHON MOJa/IbHOCTBIO J/Is1 HEMHBA-
3UBHOI MOP(OMETPUUYECKOIL I CTPYKTYPHOIL
OLIEHKM TKaHU CepALa, YTOo Ho3BosseT gudde-
PEeHIIMPOBATh AMIJIONIO3 OT HEAMUJIOUHOTO
MOpa’keHNA MMOKapfa.

OcHoBHBIMM iuarHOCTMYecKuMy MPT-kpu-
TepUAMI aMMJIONI03a CepAIia ABJIAOTCA:

1) nuddysHoe cybanoKapAMaabHOE VN
TPaHCMYpabHOE HaKOIUIEHMe KOHTPACTA IIPU OT-
cpoueHHOM KoHTpacTuposanun (late gadolinium
enhancement — LGE);

2) aHOMaJIbHas KMTHETUKA I'aJ[ONMHNS;

3) nospiurenye T1-BpeMeHy perakcaluy;

4) MOBBIIIEHNE 9KCTPALIEITIONIIPHOTO 0Obe-
Ma (extracellular volume — ECV) > 0,40% (3na-
YMMBIIT KPUTEPUIL, HO He AB/IAeTCA 005A3aTeNb-
HbIM) [5].

OTcpoueHHOE KOHTPACTUPOBAHNE C VICTIONb-
30BaHMEM KOHTPACTHBIX BelleCTB Ha OCHO-
Be TaJlO/IHUS AB/IACTCSA OCHOBHBIM METOJOM
nuarHoctuky AC. LGE vame BcTpevaercs npu
ATTR, uem npu AL-amunongose. [l xonudge-
CTBEHHOIT XapaKTepUCTUKYU Gudpo3a UCIONb-
syercst Query Amyloid Late Enhancement Score
(QALE) (pucyHox 1). laHHas mKasa He TOIBKO
nomoraeT B guddepeHaapHON JUarHOCTIKE
tunoB AC, HO U AB/ISIETCS MPOTHOCTUYECKUM
mapkepoM AC.

B 3aBMCHMOCTY OT IPe//IOKEHHOTO MaTTep-
Ha HaKOIUIEHV I KOHTPACTa B CETMEHTAaX JIEBOTO
xenypouka (JIXK) n mpasoro sxxenymouka (ITDK)
ompefiesieTCsl KOJIMIeCTBO 6asIoB IO CerMeH-
TaM MUOKapfia, MaKCUMaJbHOE KOIUYIECTBO
17 6annos.

TpaauiMoHHBIe METOJBI BU3YaTU3alNU AaHO-
MaJIbHOJ KMHETUKI FalO/INHISI TPeOYIOT OIIpe-

4 3 2
1 0
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PucyHok 1.
llikana QALE

Ana auddepeHumanbHoi

JMarHocTukn AL-

1 ATTR-amunounpo3a [4]

Figure 1.

QALE scale for differential
diagnosis of AL and ATTR

amyloidosis [4]

2493



. VIHTepEeCHbIN KNMHUYECKII Ciyyan

Tabnuua.
JlnarHoctuyeckue
MarHUTHO-Pe30HaHCHbIE
KpuTepuu amiunonzosa
cepaLa B 3aBUCUMOCTH
0T TUNa amunonz03a

Table.

Diagnostic magnetic
resonance criteria

for cardiac amyloidosis
depending on the type
of amyloidosis
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Ie/eHNs OllepaTOpOM Hy/IeBOI TOUKY, KOTOPas
IpeJcTaBAeT coO0l BpeMs BOCCTAaHOB/ICHMA
IOCJ/Ie MHBEPCUM, TP KOTOPOM HOPMaJ/IbHbIN
MMOKApJ BBIIJISAAUT YEPHBIM MU «OOHYIeH-
HBIM». DTO MOXKeT OBITb 3aTpyHuUTeNbHO Ipn AC,
U TPYAHOCTHU C OOHY/IeHNeM MUOKapya WIn 00-
HyJ/IeHVeM MIOKapya Iepey My/I0M KpoBu (aHO-
MajIbHa s KMHeTUKa TaJio/IMHNAA) — 2 JUarHOCTHU-
YECKNUI KPUTEPUI, KOTOPBIN CBUIETENHCTBYET
06 AC ¢ BBICOKOJT YyBCTBUTETBHOCTEIO 86%
U crenuUIHOCTHIO 92% [6].

T1-xapTupoBaHMe MIOKapfja IO3BOJLAET He-
MHBA3MBHO OOHAPY>KUTb ¥ KOJIMYECTBEHHO Olje-
HUTH IOBpeXJIeHIe MIOKapAa Ha 0ojiee paH-
HIUX cTagusax sabonesanus, yem LGE. 3Haye-
HUA BpeMeHM HaTuBHOro T1 Bblllle B 061acTH
ornoxenns amunonga (wn gudpdysHoro ¢puod-
po3a) 10 CpaBHEHUIO C HOPMATbHBIMM TKaH:A-
mu. B ormnune ot ECV (akcTpanentonapHbli
06beM), KOTOPBIIl XapaKTepU3yeT BHEK/IETOU-
HOe MPOCTPAHCTBO, HaTUBHOe T1-KapTUpoBa-
HIle MUOKapyia obecrednBaeT KOMOMHIPOBAH-
HBIJl CUTHAJI OT MUOLMTOB ¥ BHEK/IETOYHOIO
IPOCTPAHCTBA U OTPa’kaeT M3MEHEHNUSA B OfI-
HOM MM 000MX 3TUX TKaHEBBIX KOMIIAPTMEH-
tax. HatuBHble 3HaueHns Bpemenn T1 sameTHO
yBenuunusawTca npu AC 1 XOpouIo Koppenn-
PYIOT ¢ MapKepaMM CUCTO/INYeCKOI 1 JUacTo-
TIMYECKOI IVCHYHKIIN C BBICOKOI YYBCTBUTENb-
HOCTBIO 92% u criennuuHoCcTbIO0 91% Bepudu-
kauuu AC [6].

OpHaKO OCHOBHBIM OrpaHMY€HMEM HaTUB-
Horo T1-KapTupoBaHMA MUOKapfia AB/IAETCs OT-
CYTCTBUE YCTaHOBJIEHHBIX pepepeHCHBIX 3Haue-
Hui1 BpeMenn T1-pemakcauun aasa MPT amnapa-
TOB Pa3HbIX IPOM3BOAMTEIEN M HAIIPAKEHHO-
ctu MmarauTHoro nosns (1,5 Tn npotus 3,0 Th).

AL- amunounpos
AL-amyloidosis

Macca muokapga JIXK
LV mass

YmepeHHOe yBennueHne
Mildly increased

<100 r/m?

YtonuweHne MXIM

Septum thickness
OTCcpoYeHHOEe KOHTpacTHoe

Septum AL< Septum ATTR
- meHee obwnpHoe LGE;

INoctkonTpacTHOe T1-KapTHpoBaHue 1 OLeH-
ka ECV BBIIIOTHAIOTCS IIOC/IE BBEIEH S Ta O/~
Hus, npudeM ECV 6onee BOCIIpON3BOAIMBI
mst pasaeix MPT anmapartos, uem aGCOMIOTHBIE
3HaueHns T1-pemakcomerpun [6].

3nauennsa ECV 3amerHo nosbintens! mpu AC
U KOPPeNUpYyIoT C APYTUMY MapKepaMu TsKe-
CTH, HO He A(PepeHINPYIOT ero IO/ TUIIBL.

KonnuecrBennass omenka ECV aBns-
ercs 60/lee paHHUM MapKepoM IOpakeHUs
cepAlia y HalMeHTOB ¢ aMmunonsosoM. OgHako
sHauyeHusa ECV moBblmaroTca 1 Ipu Apyrux
KapAMOMMUONATHAX, YTO OIPAaHNYMNBALT €T0
crenu(UYHOCTD B BBIABIEHUN PAaHHETO aMU-
JION/103a.

[TapaMeTpuyeckne Mocne0BaTeIbHOCTU
IJ1 U3MepeHIs BpeMeH! penakcanuu 12 muo-
Kapfia He MTOJBEPraIMCh TAKOV TIIATE/TbHO OLleH-
ke 1pu AC 10 CpaBHEHMIO C HaTVBHBIMU 3Haye-
Husmu Tl-pemakcomerpun mwin ECV. B tabmuie
IIpeJiCTaB/IeHbl XapaKTePUCTUKY AVaTHOCTIYe-
ckux MP-kputepues AC B 3aBUCUMOCTY OT TUIIA
amunonzgosa (tabnumna) [4].

Taxum o6pasom, MPT ceppiia ¢ kKoHTpacTH-
poOBaHMeM SIB/IAETCSA He3aMEeHUMBbIN MeTOIOM
BbIAABJIEHN:A CEPIeYHOT0 aMUION/03a U €ro Clle-
ILyeT VICIIONb30BaTh [/Is1 BepUPUKAIIUY VU K-
arHOCTUMKM IOpaykeHM cepAlia Ha paHHUX CTa-
AUAX B CIy4asx HesicHoit runeptpodun JIK,
a TaK)Ke UTpaeT LeHTPAJIbHYIO PO/Ib B MOHUTO-
pMHTe HEMHBa3MBHOI Tepaluu y HallMeHTOB
C aMIJIONI030M, MOy YAIOIMX CIen(pUIecKYIo
Tepanmnio, 61arofapsi CBOMM YHUKATbHBIM BO3-
MO>KHOCTAM B OTHOLIEHMM HEMHBAa3MBHOI Xa-
PaKTepUCTUKM TKaHY MMOKapJa, BK/II0Yas ON-
caHNe U KOJIMYeCTBEHHYIO0 OLIeHKY aMU/IOUIHO
Harpysku [7].

ATTR-amunounpos
ATTR-amyloidosis
3HaunTenbHoe yBennyeHve

Markedly increased
> 100 r/m?

MM npu AL-amunongose < MK npu ATTR-amunonpose

- 6onee obwurpHoe LGE;

HakonneHne less extensive LGE more extensive LGE
LGE - YacTo rnobanbHbli Cyb3HAOKapAManbHbIN  — yacTo Gonee anddy3HbIi
natTepH LGE; 1 TpaHCMypanbHbIi naTTepH LGE;
often (global) subendocardial pattern often more diffuse and transmural pattern
- QALE score < 13. — QALE score > 13
[MpeKkoHTpacTHoe > 1050-1150 mc
T1-kapTuposaHue (T1-Mapping) MpekoHTpacTHbI T1-Mapping AL > MNpekoHTpacTHbIn T1-Mapping ATTR
Native T1 Native T1 AL > Native T1 ATTR
JKCTpauenonapHbii oobem  0.40
ECV ECV AL < ECV ATTR
JleueHne Xumunotepanuna neyexue, cneuynduryHoe ana TTR (Da3za lll)
Therapy Chemotherapy Novel TTR-specific treatment
MporHos Heb6naronpusaTHbIN (He CMOTPSA Ha MeHee Bonee 6naronpuATHbIN (He CMOTPA Ha
Prognosis o6wupHoe LGE) 6onee o6wrpHoe LGE)

Worse (despite less extensive LGE)

Better (despite more extensive LGE)

Tpumeyanwa: MK — mexxenyioukoBad neperopojka.
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An interesting clinical case .

KnuHunuyecknin cnyvanm 1

My>xunna 59 et noctynun B PHIILT «Kap-
AMOJIOTHSI» C >Ka/mobaMiy Ha OABIIIKY mpu du-
3M4YeCKOIT HaTPy3Ke, IPUCTYIIBI CepALieOmeH s,
6pIcTpyI0 yTOoMIsAeMocTh. boneet ¢ 2020 r., KOT-
[ia BIIepBble OBUT BBIABIIEH TaPOKCU3M hubpu-
ALY TIPENICEPHAIA.

CormacHo pe3ynbTaToOM KOpoHapoarpapuu
KOpOHapHbIe apTepun 6e3 reMofIHAMUYECKN
3HAYMMOTO CTEHO3VPOBAHNA.

ITo manubiM Ox0KI: aopTa He pacumpeHa,
yMepeHHO YIUIOTHeHA. AOpPTaIbHBII KyTamaH: Gpuo-
P03 CTBOPOK, peryprurauus ¢ Kiamana 1-2 cre-
nenn. /lesoe npencepaue (JIII) sHaunTENBHO
pacumpeno, 06sem JIIT = 119 M, uagexc o6bema
JIIT = 60 mn/M*. JIXK He pacminpen. AcuMMeT-
puuHas runeprpodus mrokapaa JDK n mex-
>KenynoukoBoit meperoponku (MJKII) 6omee Bb-
pakeHHas B 6a3a/IbHBIX CerMEHTaX IepeHe-Ie-
peropopo4Hoii (21 MM), IIEpPeropogoYHoOIt 06/a-
ctu (23 MM) 6e3 cy>keHMs BBIXOZHOTO TPaKTa
nesoro xenypouka (BTJIXK), cucronnyeckuii
rpaguentT B BorHocsmeM Tpakte JDK (BTIDK)
paBeH 5 MM PT.CT. rI/IHeprO(l)I/IH ManmnnnAap-
HBIX MBIIIL. BHYTpMKeny 0uKOBbII I'pafeHT
Ha ypOBHE BePXyIIECYHbIX CETMEHTOB = 0 MM pPT.CT.,
Ha YPOBHe CpPe[JHIX CETMEHTOB = 2 MM pT.cT. He-
3HAUUTENIbHOE CY)XeHNe TIOIOCTH JIEBOTO JKeIry-
TOYKa B CHICTONTY Ha YPOBHE CPeTHMX CETMEHTOB.
HapymeHue 10kanbHOI COKPaTUMOCTI MUO-
kappa JDK. @paknusa soibpoca (OB) DK = 57%.
MurpanbHblil K/IallaH: CTBOPKYM HepaBHOMep-
HO YTOJIIIECHBI, N30BITOYHDI, XOPAbI 3HAYUTETHHO
M30BITOYHDI, MUTPaIbHAS PETryPrUTaLys 2 cTe-
TIEHM C TPA/INeHTOM PeryPrUTAIVIN = 76 MM PT.CT.
ITpaBble oTzenbl He pacuiperbl. Ppakuusa u3-
MeHeHus Itomany = 36% (Hopma 35%), Tommu-
Ha MMOKapya mpasoro xxenygouka (ITXK) 6 mm,
runeprpo¢usa muoxkappa IDK. Bayrpmxkeny-
TOYKOBBIN TPAJIMEHT Ha YPOBHE BEPXYIIEUHBIX
cerMeHToB — 1 MM pr.cT. O6BEM Ipaoro mnpepcep-
s (ITIT) = 62 M, uupekc obbema ITIT = 31 mn/m?2,
BEHO3HBII CMHYC pacupeH. TpuKycIujanbHbIl
KJIaIlaH: CTBOPKM He M3MEHEHbI, TPUKYCIM/a/Ib-
Has perypruranus 2 CTeleH) y3KUM II0TOKOM,
CHUCTONNYECKOe TaBJIeHNe B JIETOYHON apTepun
(OJTA cuct) = 34 MM PT.CT., Cpe[jHee NaBJIeHNe
B nterouHoi aprepun (JIJIA cp) = 23 MM PT.CT.

ITo panubiM MPT ceppna: JIDK: Tonmiuna
MeXOKenyRoukoBoit eperoponku (MOKII) B pua-
crony 20-25 MM, B cuctony 31 mm. Tommuna 60-
koBoli crenku JUK B iuacrony 16 MM, B cuctomny
33 mm. ['mneprpodus nammuisspasix mbir. TDK:
Tommuna crerxu [DK 5 mm. Tonmmaa Mexxnipen-
ceppHoit neperopoaku (MIIIT) no 3-4 mm. Co-
KpaTuMocTb Muokappa JIDK: runmokmHes Bcex
CerMeHTOB.

[TpexonTpactHasa T1-penakcomerpus (T1-
Mapping): npu perakcoMeTpuUM 3HaUCHM Bpe-
MeHU HaTtnBHOM T1-penakcanym mmokappa JIK
muddysHo nossimeHsr 1130-1205 mcex (pucy-
HOK 2). OTcpodYeHHO€e HaKOIUIeH e KOHTPaCTHOTO
BeI[eCTBa, IOCTKOHTpacTHas T1-pemakcomerpus

(T1-Mapping): suddysHoe NHTpaMUOKAPAN-
a7TbHOE HaKOIJIEeHMEe KOHTPACTHOTO BellleCTBa
nonucerMmentapHo B Mmuokapze JIK (o 50%),
IDK, JIII, IIIT (pucynok 3). BeimoT B mpaBoii
IJIeBpasbHOI monoctu fo 300 M1, B 1€BOI — O
100 m1. BBITIOT B IO/TOCTH TIepUKapia 06 beMoM
1o 100 M.

ITo maHHBIM SHIOMUOKAPANAIBHON OHOTICHI
MMOKapfa: MMeeT MecTO aMunIonzios. Pesybra-
TBI UMMYHOTYICTOXVIMITYECKOTO MCCIeJOBAHNS:
Ama (Mapkep AA-aMuIona03a): OTCyTCTBYET
9KCIIPECCHUsI JAHHOTO MapKepa B IPeICTaBIIeH-
HBIX 9HJJOMUOKaPAMaIbHbIX OMOIITaTaX.

O6uuit ananus Mouu: 6e1ox 600 Mr/mr.

YuuThiBast KIMHUKO-TaO0OpAaTOpHbIE JaHHbIE,
nmauHblie 6uorncun u MPT ceppita Ob11 BbICTaB-
JIeH KIIMHIYECKWIT JYaTHO3: TIEPBIIHBII CUCTEM-
HBIIT aMmTonzio3 (Ama — HeraTuBHBII). ApTepn-
aznbHaA runepTensus 2, puck 4. HII A. Tlapoxcus-
MasibHaA ¢popMa GUOPUIIIALMY I pencepanil.
Hedpornuecknit cuHAPOM.

[TarmeHTy Ha3HaYeHA COOTBETCTBYIOMIAL
MeAVKaMEeHTO3HasI Tepamus.

KnuHunuyeckunin cnyvanm 2

[TanueHT 65 /1eT HOCTYNNII HA IIJTAHOBYIO I'O-
cnuramsanyio B PHIII «Kappnonorusa» ¢ xa-
no6aMy Ha cmaboCThb, OABILIKY IIPU OBITOBOI
Harpyske, cyxoit kauesnb. Cunraer ce6s1 6071b-
HbIM B T€4Y€HME ITOCTIEAHUX JBYX JIET.

ITo panHbIM Ox0KI: aopTanbHas perypru-
tanus 1 crenenn. JIII pacmnpeno. JIDK He pac-
myped. Hapyienue 10KanbHOM COKPAaTUMOCTH
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PucyHok 2.
[TpekoHTpacTHas
T1-penakcometpus
(T1-Mapping): auddy3Hoe
MOBBbILLEHME 3HAUeHNA
BpeMeHY HaTUBHOI
T1-penakcauum muokapaa
NeBOro Xenyzouka
11301205 mcek

Figure 2.

Precontrast T1 relaxometry
(T1-Mapping): diffuse
increase in the value

of the native T1 relaxation
time of the left ventricle
myocardium 1130-1205 ms

PucyHok 3.

(OTcpoyeHHoe HakonneHue
KOHTPACTHOTO BeLLecTBa
(LGE): andpdy3Hoe
UHTpaMUoKapuanbHoe
HaKon/eHue KOHTPACTHOro
BeLLecTBa
nonncerMeHTapHo

B MIOKapZe NeBoro
Xenyaouka (8o 50%
NeBOT0 XeNyaouka)

Figure 3.

Delayed enhancement
(DE): diffuse
intramyocardial DE
ina polysegmental

in the left ventricle
myocardium (fibrosis
of up to 50%

of the left ventricle)

2495



. VIHTepEeCHbIN KNMHUYECKII Ciyyan

PucyHok 4. 0TcpoueHHoe HakoneHue KOHTpacTHoro BelecTsa (LGE): auddysHoe
Cy63H0KapAMaNbHOE HAKOMNEHe KOHTPACTHOTO BELLECTBA B MUOKAPZE NEBOr0 XefyaouKa,
npaBoro xenyaouka (o 75% B neom xenyaouke, 40 100% B npaBoOM XenyfouKe),
Anddy3Hoe HakoneHne KOHTPACTHOTO BeLwecTBa CTeHKaMU NpeAcepanii

Figure 4. Delayed enhancement (DE): diffuse subendocardial LGE in the left ventricle,
right ventricle myocardium (fibrosis of up to 50% of the left ventricle and up to 100%
of the right ventricle), diffuse DE by the walls of the atria

PucyHok 5.
MpekoHTpacTHaA
T1-penakcomeTpus
(T1-Mapping): auddy3Hoe
NOBbILLEHNE 3HaUEeHNA
BpeMeHU HaTUBHOI
T1-penakcauium Mrokapaa
NeBOro XenyaouKka

10 1168 mcek

Figure 5.

Precontrast T1 relaxometry
(T1-Mapping): diffuse
increase in the value

of the native T1 relaxation
time of the left ventricle
myocardium to 1168 ms

2496

muokapza JIK ¢ BerpaskeHHbIM cHIDKeHueM OB
no 48% (Sympson). Hapymenue guactommde-
ckoit ¢pynkunun /DK mo 3 tuny. MurpanbHas
peryprutanusa 2-3 crenenu. I1I1 pacmupeno.
IDK ne pacmmpen. @pakinsa n3MeHeHNUs I7I0-
maay [DK = 37% (Hopma 35%). Tpuxycnmans-
Has peryprutanus 2-3 crenenu. [Ipusnaxn ne-
TOYHOI TUIIepTeH3MM. BRINOT B o/I0CTH Mepu-
Kapyia Majoro o6beMa. BHIIOT B TJIeBpaIbHBIX
MONOCTAX: crieBa — 1o 700 M1, cripaBa — go 500 ML

Ha anexTpoxapauorpaMme puTM CUHYCO-
BBIN, CPeIHAA 9aCcTOTA CePHEYHbIX COKpallle-
Huit 82 yzi/MuH.

REFERENCES

1. 0das., Kidoh M., Nagayama Y. et al. Trends in Diagnostic Imaging of Cardiac Amy-
loidosis: Emerging Knowledge and Concepts. RadioGraphics, 2020, vol. 40,
pp. 961-981. doi: org/10.1148/rg.2020190069.

2. Tereshchenko S.N., Zhirov V., Moiseeva 0.M. et al. Practical quidelines for the diag-
nosis and treatment of transthyretin amyloid cardiomyopathy (ATTR-CM or trans-
thyretin cardiac amyloidosis). Terapevticheskii arkhiv, 2022, vol 94(4), pp. 584—595.
doi: 10.26442/00403660.2022.04.201465. (in Russian).

3. Baker K.R. Light Chain Amyloidosis: Epidemiology, Staging, and Prognostication.
Methodist Debakey. Cardiovasc J. 2022, vol. 18(2), pp. 27-35. doi: 10.14797/mdcvj.1070.

Ha peHTreHorpamme OpraHoB TPY/HOI KleT-
KI BBISIBIEHO HapyIleHMe TeMOVHAMUKI B Ma-
JIOM KpyTe KpoBOOOpalileHns 2 CTeleH!, pacii-
PpeHyie TeHU CepyLIa, BYCTOPOHHNIL TUPOTOPAKC.

IlanHBIe KOpOHApOAHTHOrpadun: KOpOHap-
Hble aprepun A1dPy3HO aTepPOCKIEPOTUIECKN
M3MeHeHbI 6e3 3Ha4IMOTO CTeHO3MPOBaHN.

Ha MPT ceppua: cHM>KeHMe JOKa/lIbHOM
u 17106a1pHOIT cokparnmocTu Muokapra JDK, mud-
¢ysubiit pubpos mrokapaa JDK, TDK nenmemn-
YeCKOro xapakrepa, Gp1bpo3 CTEHOK MpeCepamnit
(pucyHOK 4), OBBIIIeHe 3HAYeHUII HATUBHOTO
T1-mammmHra (PYCYHOK 5), HOBBIIIEHNE 3HAYEH S
ECV (Bueknmerounoro o6béma) muokappa JDK
1o 61%, runeprpodus muoxapaa JIXK (mupexc
Macchl MMOKapzia 61 r/M?), BBIIIOT B IIJIEBpasib-
HBIX ITOJIOCTAX, IIOJIOCTH IepUKapya.

I[TaTorucronornyeckoe uccnenoBanme ppar-
MEHTa C/IM3MCTON [IEKI: MMEET MECTO TIEPUKOII-
JIaTe€HOBBIIT aMuonfo3. Tpebyer Tunuposa-
HIUA aMujaonga Hp]/[ I/[MMyHOI‘]/ICTOXI/IMI/I‘IeCKOM
MCCIEOBAHIL.

VIMMyHOdmKcaryst 6eKOB CBIBOPOTKIM KPO-
BIL: B MICCTIEYEMOM MaTepuajie B [eHTPAIbHOM
obmacTy 6eTa-30HBI OOHAPYKEH MOHOK/IOHAIb-
HBIIl KOMIIOHEHT, IPE/ICTAB/IEHHbIIT TErKIMI I1e-
My, JisaM6m1a (CBO6OIHBIMU?), BKJIa, KOTOPOTO
OpMEHTUPOBOYHO cocTasnseT 3,6% (2,0 r/m) ot
ob1ero 6enKa CbIBOPOTKIY; B 00pasiie Mpucyrt-
CTBYIOT )1 IIOJIMK/IOHA/IBHBIE UMMYHOITIOOY/TMHBL.

Ananus Ha TTR-amunounos (rea TTR): ot-
pMLIaTeTbHBIIN.

B o61em aHasi3e KPOBY M3MEHEHIT He BbI-
SIBJIEHO, B MO4Ye OOHAPYIKeHbI [TTI0K03a, IPUTPO-
LTI, 6e1oK (200 Hr/MiT). DYHKIINS TOYeK He Ha-
pylueHa (CKOPOCTb KI1yOO4KOBOI GUIbTpannu
B IIpefieiaX HOPMBbI); IIOBBILIEH YPOBEHD JIAKTAT-
merupiporeHassl 244 en/n. YposeHb TponoHMHa |
IpY NIOCTYIUIeHUM — 46 HI/1 (HopMa o 29 Hr/n),
B IMHaMMKe — 65,9 HI/1. Pesko mosblieH ypo-
BeHb HaTpuityperndeckoro nernrtuna (NT-proBNP)
(7857 ir/mut 1 B muiHaMuike 11522 rir/mn).

y"H/ITI)IBaH KHI/IHI/IKO-Ha60paTOprIe OTaHHbIEC,
mauHble Ooyorncyn 1 MPT ceppiia 6611 BoICTaBIeH
K/IMHMYECKUIT iUarHo3: [lepBUYHBIN cCHCTEM-
HbIII aMutonzos (AL-amumonsos) ¢ mopaxe-
HUeM I0YeK, Cepala.

ITanyeHTy Ha3Ha4YeHa COOTBETCTBYIOLIAS Me-
AVKAaMEHTO3Has Tepalsi.
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