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PE3IOME. AMunonso3 cepjna — HpOsSBICHUE CUCTEMHOI'0 aMUJION]103a, YacTO MpoTeKaloliee
noj; GeHOTUIIMYECKUMH MacKaMHu APYTrUX 3a00/IeBaHMM, YTO NPUBOAUT K MO3AHEH NUArHOCTHUKE.
B nyOnukauuu npuBOoAUTCS KIMHUYECKHH ciaydaidl AL-amMumiionzno3a ¢ mopaxeHUeM ceplua, OIIN-
0OYHO IPHUHATOrO HA HaYaJbHBIX 3TAlax 3a TUIEPTPOPHUECKYI0 KaparnomMuonaTuio. OGHapykeHue
«KpaCHBIX q)HaI‘OB» aMHJIONnJ03a IO3BOJINJIIO Bbl6paTI> MMpaBUJIBHYIO AUArHOCTUYCCKYIO CTPATCIr U0
U TIOATBEPAUTH AUATHO3.

KJIFOUEBBIE CJIOBA: AL-amuiono3, mapanpoTenHeMu s, peCTPUKTHBHAS KapAHOMHOIIATHS,
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npeacepans
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ABSTRACT. Cardiac amyloidosis is a manifestation of systemic amyloidosis, often masked as other
diseases, which leads to late diagnosis. The publication presents a case report of AL amyloidosis
with cardiac involvement, in initial workup mistaken for hypertrophic cardiomyopathy. Detection
of red flags of amyloidosis allowed to choose the correct diagnostic strategy and make an accurate
diagnosis.
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BBEIEHUE

Awmurnongo3 — 3a0oJeBaHNe, OOYCIIOBICHHOE
OTJIOKCHUEM B PA3JIMYHBIX TKAHSX U OpraHax Ia-
TOJIOTHYECKOTO Oellka aMIuionaa, 00pas3yromerocs
BCIIE/ICTBHE U30BITOYHOM MTPOAYKIIUY WIIA MYyTAIUA
Oenka-npemmectBeHHnka. CoBpeMeHHas KIacCH-
(uKanus amMuIIONI03a OCHOBaHAa HAa Pa3IUYHIX
AMUJIONIOTCHHBIX OCJIKOB-TIPEAIICCTBEHHUKOB [3].

AL-amunonno3 — Hamboiee pacrpocTpaHeH-
Has M arpeccuBHas (opma CHUCTEMHOIO aMMUJIIO-
Wa03a, TMPU OTCYTCTBUHU JICUCHHS MEIWaHa BBI-
’)KUBA€MOCTHU COCTaBJseT MeHee 6 mecsueB [5].
B pesynbrate MOHOKIOHAJBLHOTO II€PEPOXKICHHUS
IJ1a3MaTHYEeCKUX KJIETOK KOCTHOTO MO3ra IMPOWC-
XOJIUT MaTOJIOTUYECKasi BbIPA0OTKA JICTKUX IeTel
MMMYHOTJIOOYTUHOB (damie JsM0/a), OTKJIaJIbI-
Barouxcst B opraHax [4]. OCHOBHBIMH OpraHa-
MH-MUIICHSIMH ABISIOTCA CepAIle U TOYKH.

[Mopaxxenue cepaia npu AL-amunonioze orme-
gaetcst B 75-90% cmydaes, mpu 3ToM ¥ 5% 0607b-
HBIX OHO HOCHUT U30JINPOBaHHBIN Xapaktep [1, 6,
8]. AMuionJ OTKIIaABIBACTCS B MEXKKJICTOUHOM
MIPOCTPAHCTBE, MPHUBOS K YBETUYCHHUIO TOJIIIUHBI
MHOKap/ia ¥ YMCHBIICHUIO 00beMa JICBOTO KEJy-
JIOYKa, YBEIHMYEHHUIO )KECTKOCTH CepACUHON CTEHKU
C pa3BuTHEeM auacronudeckoin nuchysnkiuu. [lo-
clemyromas IMocTeneHHas arpodus KapIuOMHO-
[IUTOB TPHUBOJIUT K CHIDKEHUIO CHUCTOIMYECKON
(yHKIIUU cepala, MpU 3TOM IIPOA0IbHAs COKPaTH-
MOCTbH HapyIlIaeTcsi paHbIIle, YTO BBISABISIETCS TPU

OLICHKE IN00aNbHOW NPONOJIBHOW AepopMaluu H
JIpyTUX MapaMeTpoB, OLIEHUBAIOIINUX MPOIOJIBHYIO
COKpaTHUMOCTb MUOKap/ia, Gppakius Beiopoca (OB)
JIEBOTO JKEJTyA04Ka CHIDKAETCsl TIO3/IHEE.
[lockonbKy amMuIOHA MOXKET —OTKJIa[bIBATHCS
HE TOJBKO B CEpALE, HO U B JPYIMX OpraHax M TKa-
HSX, TO U TIPOSIBJICHUS aMUJION03a Pa3HOOOPA3HBI,
YTO NMPUBOAUT K OTCYTCTBUIO CHEUM()UUCCKON KIIH-
HUUECKOW KapTuHbl [4]. 3abosieBaHue MPOTEKAET C
CHUMITOMaMH CEpIIEYHON HEIOCTATOYHOCTH C COXpa-
HeHHOM DB Ha HayasbHBIX 3Talax U MPOSBICHUSAMU
TSDKEJION 3aCTOMHOM CeplIeuHON HEeI0CTaTOYHOCTHU
NpU BBIPOKEHHBIX, JaJIeKo 3ameammx (opmax 3a-
GoneBaHus. XOTs aMUJIOUJI03 CEpALa ABJISCTCS YacT-
HBIM BapHaHTOM PECTPUKTUBHOW KapIHOMHONATUH
(PKMII), BBHIY BBIpaKEHHOTO YTOJIIEHHUS CTEHOK
KapTUHA IOPAKEHUS Ceplia MOXET HMHTHPOBATDH
raneprpoduueckyto kapanomuonaruio (I'KMII) [3,
4]. B nybmukarmu OyfeT paccMOTpEeH Ciiydaidl aMu-
JIONUJ03a CEpALA C KIIMHUYECKON KAPTHHOM TSKEION
CEepIIeYHON HEAOCTATOUHOCTH, OLIMOOUHO IIPUHSTOTO
Ha HaYaJIbHBIX dTamax guarHocTuky 3a ['KMII Ge3
OOCTPYKIIMH, ¥ NPUBEJICHBI «KpacHbIe ¢uiarun» 3a00-
JICBaHUSI, TIO3BOJIMBILIME IOCTABUTh BEPHBIN AUArHO3.

KTMHUYECKMI CIYYAIR

B Hamy xnmHWKY ¢ Jkajo0aMH Ha Kalllelb
U KpPOBOXapKaHbe ObLIa JOCTaBIIEHA >KCHIUHA
47 net, cTpamamomias B TEUCHHE TOAA OABIIIKOM
npu xoapoe 1m0 50 MeTpoB W OTeKaMW HWKHHX

Puc. 1. Dnexrpokapanorpamma 10 mm/mMB, 50 mm/c. CunrycoBblil putM. Huskwuii BoisTax komiuiekcoB QRS B oTBeneHHAX OT

KOHEYHOCTEI

Fig. 1. Electrocardiogram 10 mm/mV, 50 mm/sec. Sinus rthythm. Low QRS voltage in limb leads
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koHewHocTel. JKamoObl mporpeccupoBainum Ha
MPOTSDKEHUU 6 MECSIIEeB, BBUAY ATOTO MallMCHTKA
MPOXOJuia JedeHne B OOJNBHUIE TOPOJa MPOKH-
BaHUS C JUArHO30M «THUIIEPTPOPUUCCKas Kapauo-
MHOTIATUS CO CHIDKCHHOU (pakmmeii BRIOpocay,
Y B JajbHelIeM ObliIa HampaBlieHa B Qeaepalib-
HBIM MeauuuHCKui meHtp r. Cankr-Ilerepbypra.
OmHako BCIENCTBHE PE3KOTO YXYAIICHUS COCTOS-
HUS TI0 IPUOBITHN OHA ObLIa TOCMUTAIN3NPOBAHA
B OJIHY M3 TOPOJCKUX OOJNBHHUI] C JEKOMIICHCAIIH-
€l XpPOHMYECKOW CEpIEUYHOM HEIOCTATOYHOCTH
(XCH), oTkyma mociie HEMpOAOKUTEITHLHOTO JIe-
YeHUs ObLIa BBIMHCAHA C KIMHUYCCKUM YIy4dIle-
HueM. BedepoM Toro ke THsI MOYyBCTBOBaa Ha-

pacTaHue OIBILIKH, cIA0OCTb, MOSBUIICS Kallleldb
C MPOKUIKAMHU KPOBH.

[Ipu moctymienun B MapuWHCKYIO OOJIHHHILY
apTepualibHOE JaBJICHHE M 4acTOTa CepACUHBIX CO-
KpallleHUui HOpMallbHbIE, CHHYCOBBIN pUTM (puc. 1),
TaxWIHO? — 22 B MUHYTY, carypauus — 95% npu
JIBIXaHUH BO3IyXOM, oTeKkH HorT. IIpu penrtrenorpa-
¢buM TpyaHON KIETKM — KapTUHA JABYXCTOPOHHEH
nHeBMoHuu. Ilo pesynpraram KOMIBIOTEPHOH TO-
MorpaduH JETKUX BBIABICHA TPOMOOIMOONHUS Jie-
rouHoit aprepuu (JIA), uHdapkT THEBMOHHUHU 000X
JIETKHUX, & TaKXKe MaJblil ABYXCTOPOHHUN THIPOTO-
pakc, B ymkax o0oux mpenacepauii u B BeTBsX JIA
BBISIBJICHBI TPOMOOTHYECKHE MACCHI (pHC. 2).

Puc. 2. MynsTicnipanbHas KOMIBIOTEPHAsE TOMOTpaMMa JIETKUX ¢ KOHTpacTupoBaHueM. TpomOoruueckue Macchl (Oemas *)

B BETBSIX JICBOM JIETOUHON apTepun

Fig. 2. Multislice computed tomography of the lungs with contrast. Left pulmonary artery thrombus (white *)
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Puc. 3. Belpaxkennas runeprpodus neBoro xemynouka. [lapacTepHanbHOe IMPONOJBHOE CEUCHHE IO AJMHHON OCH JIEBOTO

JKeIya0uKa

Fig. 3. Severe left ventricular hypertrophy. Parasternal long-axis view of the left ventricle

MEQWLWUHA: TEOPUA W NMPAKTHKA

TOM9 Ned 2024

ISSN 2658-4190 (Print) ISSN 2658-4204 (Online)



CLINICAL CASE

107

IIpn BeImonHEHWUH dX0oKapauorpadhum (Min-
dray Resona 7, cektopHbIii naTunk S5-1) BbIsiBIIE-
Ha BBIP@XEHHAasI TUIIEPTPO(HUS JEBOr0 HKEIyI0uKa
(JOK) 16-19 mm (puc. 3), coderaromiasicsi ¢ TH-
nepTpodueld cBOOOAHOW CTEHKH IPABOTO JKEIy-
nouka (IDK), yBennuenusie npencepaust (puc. 4)
C TPOMOOTHYECKUMH MacCaMH B YIIKE W MOJIOCTH
npasoro npeacepaus (I1I1) u ymxe neBoro mpen-
cepaua (JIIT) (puc. 5), peCTpUKTUBHBIN HaTTepH
TPAaHCMUTPAJILHOTO TIOTOKA, NMPU3HAKHA BBICOKOTO
nasnenus HanonHenus JIK (puc. 6), mpusHaku e-

rOYHOW runepreH3uu. InodanbHas COKPaTUMOCTb
JIK Oblma yMepeHHO CHHIKEHa, oOparai Ha ceOst
BHMMaHHe Manblii 00beM monoctu JIK — 59 mn
(puc. 7), CHIKEHHE MPOJOJIBLHOM COKpPaTHUMO-
CTH, OOBEKTUBU3UPOBAHHOE TKAaHEBOW JIOMILIe-
porpadueii kosbiia MuTpasibHOoro kiamnana (MK)
(puc. 6). Ilpu ouenke rmoOadbHOW MPOIOIBHOMN
nedopmanmu (GLS — global longitudinal strain)
BBISIBJIGHO PE3KOEe HapyUICHHE MPOAOJIBLHOW CO-
kparumoctu, GLS — 5%, a tak:ke RELAPS-nar-
tepH (Relative Apical Sparing) — oTHOCHTENBHO

1 LAVol(A4C) 80.43ml

F PH3.5

D 19.0

G75

FR 38

DR 130
iClear 3
iTouch
Z1.10

Echo Boost 1
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Puc. 4. YBennueHue neBoro npeacepaus U npaBoro mpeacepaus. BCprIHC‘{HOC YETBIPEXKAaMCPHOC CCYCHUEC, OLICHKA o0bema

JICBOI'O mpeacepaust METOAOM JAUCKOB

Fig. 4. Enlargement of the left atrium and right atrium. Apical four-chamber section, assessment of the left atrium volume by

the disk method

Puc. 5. TpomO6sI B yiike jeBoro mpeacepaus (*¥*) u mpasoro mpeacepaus (¥), ciaeBa BepXyIICUHOE JABYXKaMEPHOE CEUCHHUE
C YBCJIMYECHHUEM YIIKa JIEBOI'O NPEACEPANs, ClIpaBa BEPXYIIECYHOC YETBIPEXKAMEPHOE CEUYCHUE

Fig. 5. Thrombi in the left atrial appendage (**) and right atrium (*), on the left, apical two-chamber section with enlargement
of the left atrial appendage, on the right, apical four-chamber section
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Puc. 6. TpancMHUTpanmbHBEIH MOTOK (CBEPXY) M CKOPOCTh CMEIICHHUS KOJIbI[A MHUTpANbHOTO KiamaHa (CHH3Y). Bepxymieunoe
YEeTBIPEXKAMEPHOE CEYECHHUE, OL[CHKA B MMITYIbCHO-BOIHOBOM JOIIUICPOBCKOM PEKMME HAa yPOBHE KOHYHKOB CTBOPOK
MHUTpaIBHOTO KiamaHa (CBepXy). Bepxymiednoe deTsIpexkaMepHOE CEUCHHE OIEHKH CMELICHUS JaTepalbHON JacTH
KOJIbIIa MUTPAIBHOTO KJIallaHa B TKAHEBOM JOIILICPOBCKOM PEKHME

Fig. 6. Transmitral flow (top) and velocity of mitral annulus displacement (bottom). Apical four-chamber section, assessment in
pulsed-wave Doppler mode at the level of the mitral valve leaflet tips (top). Apical four-chamber section of assessment
of lateral mitral annulus displacement in tissue Doppler mode

COXpaHEHHas MPOAoJIbHAs AeopManus BepXyILKH
IPHU BBIPAKEHHOM HapylieHuH AedopManuu cpe-
JTUHHBIX U 0a3anpHBIX cermeHToB JIXK (puc. 8).
Takum 00pa3om, ObLTH BBISIBICHBI «KpacHbBIE
¢duarm» aMuIOnAO03a CepAla: HU3KAH BOJIBTaX
komIuiekcoB QRS anextpokapauorpammsl (OKI') B
OTBENIEHUAX OT KOHedHocTed (puc. 1), BBIpakeH-
Has runeprpodus JOK y nmanuentku 0e3 aprepu-
aJbHON THUIEPTEH3UU C KIMHUYECKONH KapTHHOU
CEpIeYHON HEAOCTATOUYHOCTH, COYETAIOIIAsACA C
runieprpodueit [DK u yrommenuem wmexmpen-
CEepIHON MEPEeropoAKH, PECTPUKTUBHBIM THII JH-
acTONIMYeCKOH AUCHYHKIMH, yBEIWYCHUE Npea-
Cepauil, CHUKEHHE NPOJOIbHON KMHETHUKU MUO-

kapaa JOK — «the “5-5-5” sign» (cucronuueckue
U JIMACTOJIMYECKUE CKOPOCTH CMELICHHS KOJbIla
MUTpaJBHOTO KIJlarlaHa MeHee 5 cwm/c) (puc. 5),
RELAPS-nartepH, xapakTepHblii 1yt uHQUIBTpa-
TUBHBIX 3a00JIeBaHUI MHOKapJa, TPOMOBI B YIIIKaxX
00ouX mpencepauii Ipu COXpaHEHHOM CHHYCOBOM
putme (puc. 4), BcTpedaromuecs y TalueHToB ¢
amuiougo3oM [4, 7, 9].

B coorBeTcTBHM ¢ anropuTMaMu 00CIie0Ba-
HUS NPU TMOJO3PEHUM HAa aMHJIOMJI03 BBIIIOJHEH
anekTpodope3 OeIKOB CHIBOPOTKM KpPOBH, B3sTa
OHMOICHST KOKHOTO JIOCKYTa, BBITIOJHEHBI CLUUHTH-
rpa¢ust muokapaa 1 MPT cepaua [4, 5]. CunnTH-
rpadus muokapaa ¢ Tc-99m-mmupdorex (Siemens
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Puc. 7. ®pakuus BoiOpoca neBoro xenmynouka (EF(BP)), xoHeuHo-cucronuueckuii oobem JsieBoro sxemynodka ESV(BP)) u
KOHEYHO-THACTONn4ecKkuii 00beM steBoro xkemynouka (EDV(BP)). Bepxymednas deTsipexkaMepHas MO3UIHUS, OL[CHKA
NpOU3Be/icHa OMIUIAHOBBIM METOIOM TMCKOB. [Ipumeyanue: W3-3a HEKOPPEKTHOW aBTOMATHYECKOH OLEHKH 4acTOTHI
CepICYHBIX COKPAICHHUI 3aBBIIICH MUHYTHBII 00beM KpoBooOpauieHus (CO(BP)), uctunnsii 2,35 n/mun. EF — ejec-
tion fraction; EDV — end diastolic volume; ESV — end systolic volume; CO — cardiac output; BP — biplane

Fig. 7.

Apical four-chamber view. Left ventricle ejection fraction (EF(BP), end systolic volume (ESV(BP) and end diastolic

volume (EDV(BP), assessed using the biplane disk method. Note: because of incorrect automatic heart rate assessment,
the minute volume of blood circulation (CO) is overestimated, true 2.35 I/min. EF — ejection fraction; EDV — end
diastolic volume; ESV — end systolic volume; CO — cardiac output; BP — biplane

[OnunHan ocsb : Mpog. aecbopm
Peak (%)

¥ )
‘&Y
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TimeToPeak
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Puc. 8. Ouenka riobansHoil npomosnbHOi nedopmanuu (global longitudinal strain (GLS)) ¢ ucrnonb3oBaHHEM MPUIOKESHUS

Mindray Tissue Tracking Quantitative Analysis (TTQA)

Fig. 8. Assessment of global longitudinal strain (GLS) using Mindray Tissue Tracking Quantitative Analysis (TTQA) software

Symba T SPECT-CT) He oOHapyxmia Tpu3HA-
k0B ATTR-ammmonmoza (ATTR — transthyretin
amyloidosis) (puc. 9). Ilpu MPT cepaua (Philips
Ingenia 3.0) BeIgBIEHa THIEpTpodus MHOKapaa
000X KEITyI0UKOB, ¢ AU(PPY3HBIM CyOIHTOKAPIU-
ANBHBIM HAKOIUICHHEM KOHTPAcTa B OTCPOYCHHYIO

¢azy xontpactupoBanusa (puc. 10), xapakTepHBIM
Ui amuionso3a cepana. CKpUHHHT MapanpoTte-
WHEMHUI B MOYe C IIOMOIIBIO HMMYHO(HKCAIUN
BbIsIBIII Oentok Bberc—JIxxoHca, mpu aaekTpodopese
OCJIKOB CHIBOPOTKHM KPOBH OOHApYXKEH HapanpoTe-
WH, TpenactaBicHHbd [gG/mambaa u cCBOOOTHBEIMH
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Chest Static 3H 4/5/2023
%
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0— Anteriar 750K Counts Duration'199sec 256x256 L

Puc. 9. Cuunturpadus mumokapaa ¢ Tc-99m-mupdorex. Ot-
CYTCTBYET HAKOIUICHUE B MPOCKIIUH Cep/ia

Fig. 9. Cardiac scintigraphy with 99mTechnetium (Tc)-bis-
phosphonate derivatives. No myocardial uptake pat-
tern

|
1

Puc. 10. MPT cepamna, $haza oTCpoOYeHHOTO KOHTPACTHPOBa-
Hus. JuddysHoe cyOIHIOKApAHATBEHOE TeTEPOTeH-
HOE YCHJICHHE CUTHAIA

Fig. 10. MRI of the heart with late gadolinium enhancement

(LGE). Global subendocardial LGE

Puc. 11. Dnexrpodopes 6eskoB cbIBOpoTKH KpoBH. [Tuk 1 (3amrpuxoBanHslii) — napanporenH 1gG/namona —13,72 /1 (20%)

Fig. 11.Serum protein immunofixation electrophoresis. Peak 1(shaded) — monoclonal proteins IgG/lambda — 13,72 g/1 (20%)

Jerkumu 1ensimMu sisMona (puc. 11). Takum oGpa-
30M, OBIT yCTaHOBIIEH anarHo3 AL-ammmonmosa c
nopakeHueM cepaua. [lanuenTtka Oblia Hanpasiie-
Ha B (enepaabHBIA METUITHHCKUNA IEHTP IS TTOTY-
YEeHUS CIEUUPHUECKOTO JICUCHUSI.

SAK/TIOYEHNE

B 3TOM KIIMHMYECKOM ITpUMeEpe MyJIbTUIIapaMe-
TpHUecKas dXoKapauorpadus crirpajia KIO4eBYIO
POJb U MO3BOJIMJIA 3aMIOJO3PUThH IUArHo3 aMMIIO-

U03a cepliia, 4To CroCcOOCTBOBAIO MOCTPOCHUIO
BEpHON nuarHoctuueckoil crpareruu. Ilocneny-
omiasi 1aboparopHasi JUarHOCTHKAa W MYJIBTHMO-
JanbHas BU3yaJau3alus Oajld BO3MOXKHOCTb IIO-
CTaBUTh M TOATBEPAUTH IMPABHIBHBIN JMATHO3,
IMO3BOJIUBIINI HalpaBUTh NAOUCHTKY IJId IIpO-
XOXKJCHHUS 00JIE3Hb-MOAU(PUIHUPYIOLUIETO JICUCHUS
B OKCIIEPTHBIN LEeHTp [4].

3anaaHupoBaH BBIXOZ OTACIBHON IyOJUKALUH
C OIIMCAaHUEM AHMHAMHUKH COCTOAHUA IMAIIUCHTKHU U
pEe3yIIBTaTOB TMPOBEICHHONW CIeNU(PUICCKON Tepa-
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MU aMUJIOUA03a nperaparaMu MOHOKJIOHAJIBbHBIX
AHTUTCII.

[OMOAHUTE/IbHAAl UHPOPMALIUA

Bkaan aBTopoB. Bce aBTOphl cTareuM BHEC-
JIW CYIIECTBEHHBIH BKJIaJ B IMOUCKOBO-aHAJIUTH-
4ecKyto paboTy W MOATOTOBKY CTaTbH, HPOWIH U
0J100pUIIM OKOHYATENIbHYI0 BEPCUIO PYKOIHMCH Iie-
pexa myOnuKanmei.

Hcrounuk punancupoBanus. [lonckoso-aHa-
JUTHYeCcKas paboTa IPOBEAEHA HA JIMYHBIE Cpel-
CTBa aBTOPCKOT'O KOJJIEKTHBA.

KoHduKT uHTEpecoB. ABTOPHI NCKIAPUPYIOT
OTCYTCTBHE SIBHBIX M HOTCHIMAJIbHBIX KOH(IMK-
TOB MHTEPECOB, CBA3AHHBIX C MMyOJUKalUel HacTO-
SIIEN CTaThU.

NndopmupoBanHoe coriacue Ha myOamka-
LMI0. ABTOpHI MOJYYWIM COIJIACHE IMalMeHTa Ha
MyOJIMKAaLUIO MEAULIUMHCKUX TAHHBIX.
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