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Atrial Fibrillation and Heart Failure
as the Onset of AL-Amyloidosis

Pesiome

B npakTvKe KapAMo/iora HepeAKO BCTPeYaloTCA NaLMeHTbl C runepTpoduelt Muokapaa, ubpuanaumein npeAcepanii U cepAeyHol HegocTaTou-
HOCTbH0. BbIICHEHME NPUYMH 3TUX COCTOAHUI KpaiiHe BaXHO A1A Ha3HaYeHUA 3TUONOrMYECKON Tepanuu, yay4llatoleii NnporHos. B ctaTee npeg-
CTaB/IeH KAMHUYECKUI Cy4Yall HECBOEBPEMEHHO AMAarHOCTUPOBAHHOrO aMU/IONA03a Y MYXUMHbI 53 leT. HecMOTps Ha KOMM/IEKCHYIO Tepanuio,
TeyeHne 3ab60/1eBaHNA OC/IOKHWUIOCh Pa3BUTMEM /[BYCTOPOHHEW MHEBMOHMM, CEMCUCA, CUHAPOMA AUCCEMUHUPOBAHHOIO BHYTPUCOCYAUCTOrO
CBEPTbIBAHMA, YTO NPUBE/IO K /IeTa/IbHOMY UCXoAY. Ha ayToncum NoATBEPXAEH AMarHo3 AL-cucTeMHOro ammaoungosa (Tun Kanna) ¢ MacCUBHbBIM
NopaXXeHNeM CepALa, MOYEK, IErKUX, NeYeHU, CeNe3EHKMN, HaAMOYEYHMKOB, WMTOBUAHON XKe/e3bl, MOAXKENYL04HOM Ke/e3bl, ey J04HO-KMLIeY-
HOro TpaKTa, MOAKOXHOW XUPOBOW KNETHAaTKN U apTepuasibHbIX COCYAO0B KOCTHOTrO Mo3ra. [Ina NpuXMW3HEHHOW AnarHocTuku AlL-amuaongosa
1 CBOEBPEMEHHOI0 Ha3HaYeHUs NaTOreHeTUYECKOWM Tepanun Heo6XoANMO MpoBeAEHNE CKPUHUHIA NPU BbIABEHUN TMMEPTPOPUM NIEBOTO HKeNy-
AouKa, Gnbpuanaumm npegcepanii U cepAevHoln HeJ0CTaTOYHOCTM HEACHOM 3TUONOTUN.

Kntro4deBbie cnioBa: amunoudos cepdya, aMunoudHas kapouoMuonamus, xpoHuyeckas cepdeqHas HedoCmMamoyHOCMb C coxpaHerHoll pakyuell
BbIGpOCA /1€B020 JKeAYO0YKa, Pubpuanayus npedcepouli, 2unepmpodus n1eBo20 )Keny0oyKa, XpOHU4ecKas 60/1e3Hb NOYeK, NPOMeuHypus, Hegppomu-
yeckuli CUHOPOM, KapOuopeHasbHbIl CUHOPOM
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Abstract

Left ventricular hypertrophy, atrial fibrillation and chronic heart failure are often in the practice of a cardiologist. The etiology of these conditions
is very important because the correct early treatment. We are presenting a case of a late diagnosis of amyloidosis in a 53-year-old man. Despite
the complex therapy, the course of the disease was complicated by the development of bilateral pneumonia, sepsis, disseminated intravascular
coagulation and the patient died. Autopsy confirmed the diagnosis of systemic AL-amyloidosis (type Kappa) with massive damage to the heart,
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kidneys, lungs, liver, spleen, adrenal glands, thyroid gland, pancreas, gastrointestinal tract, subcutaneous fatty tissue and arterial vessels of the

bone marrow. Thus, screening for amyloidosis is necessary in idiopathic LV thickening, atrial fibrillation, and heart failure for timely intravital

diagnosis and therapy.

Key words: cardiac amyloidosis, amyloid cardiomyopathy, chronic heart failure with preserved ejection fraction, atrial fibrillation, left ventricular

hypertrophy, chronic kidney disease, proteinuria, nephrotic syndrome, cardiorenal syndrome
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aneKTpokapanorpamma, IxoKI' — sxoxappguorpadms

Beepenmne

AL-amunonpo3 — camas arpeccuBHasi popMa CUCTeM-
HOT'O aMIJIONI033, TP KOTOpPOoit y 60 % MmanuenToB mnopa-
KaeTcs cepaue Uy 74 % — noukn [1]. Mennana BpDKMBa-
eMOCTH IIALMEHTOB C IIOPaKeHMeM Cepylia 6e3 iedeHst He
IpeBbIlIaeT 1 rofja, a MOc/ie MOAB/IeHNA CUMITOMOB Cep-
IevHOI HemocTaTouyHOCTM — 9 Mecsnes (2, 3]. IlepbiMu
nposiBieHusamMyu AL-ammnonnosa MoryT ObITh Gubpuia-
uus npencepouit (OII) m ceprmeyHas HEOCTATOYHOCTD,
C KOTOPBIMU MalMeHT obpaliaeTcst K Kapauosory. ITpak-
TUKYIOIUM BpadaM Ba)KHO IMETb HACTOPO>KEHHOCTD 1 Ha-
3HAYaTh HEOOXOMVMBIE 0OC/IETOBAHNS ALIMEHTAM C TUIIEP-
Tpodueit Mmuokappa, OIT u cepredHOll HETOCTATOYHOCTHIO
HEsICHOI STUOJIOTUN [JIs1 paHHEel JVarHOCTUKY aMUIONMO-
3a I CBO€BPEMEHHOTO Ha3HAYeHMA Tepalny, yaydIlaroei
MpOTHO3 3aboneBaHus. [IpeCTaBIeHHBIN KIMHUIECKIIT
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cnyqaﬁ[ AEMOHCTPUPYET IIC6IOT CUCTEMHOIO aMIMJIONI03a
C pa3BuUTNA OIl n cepnequﬁ HEMOCTATOYHOCTN Yy IMalIVI€H-
Ta CpE€AHEro BO3pacTa.

Onucanme KAMHUYECKOTO
caydas

My>xunny, 53 71et, 63 cepAedHO-COCYANCTON, TUPEOU -
HOJ M IPYTrOi AMarHOCTUPOBAHHON IATONOTUM, TOKCUYE-
CKIX BO3[EIICTBMIL B aHaMHe3€e CTajla OeCIIOKOUTD OJbIIIKA
npu $usndeckoil Harpyske. Uepes MecAl| Ha 37IeKTPOKap-
mnorpamme (9KI) saperucrpuposana OII, Taxucucroms,
CHIDKeHMe BO/IbTaKa KomIiekcoB QRS B rpyqHbIX oTBeze-
HVIAX, IPU3HAKU IUIePTPOPUU MUOKApAia IIPABOrO XKeJly-
modka ¢ kommiekcoM QRS tuma qR, orcyTcTBMe afjekBat-
HOTO HapacTaHus 3y01a r B otBefeHmsx V3-V6 (Puc. 1).

Pucynox 1.
Snexmpoxapouozpamma.
DQubpunnayus npedcepout
c wacmomotii 115 6 murymy),
CHUNCeHUE BONILIMANA
3y61408 1 8 01MEe0eHUSX

L I1, I11, avL, avF, V3-V6,
npusHaku eunepmpopuu
MUOKAPOA Npasoeo
Heny0ouKa ¢ KOMNIIEKCOM
QRS muna qR

Figure 1.
Electrocardiogram. Atrial
fibrillation with ventricular
rate 115 per minute,
decreasing of r voltage

in I II, I1I, avL, avF,

V3-V&, right ventricular

hypertrophy qR type
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Torpa sxe ambynaTopHo npu axokapauorpadun (xoKI)
BBIABJIEHO YTOJIIEHNE CTeHOK MMOKApP/a JIEBOTO >KeTyHoY-
ka (JDK) mo 12 MM, gumaTarus 1eBoro npencepaus 43 M,
coxpaHeHHas ¢paxuns Boid6poca JDK — 59 % mo Simpson.
ITombITKa BOCCTAHOB/IEHUA CHHYCOBOTO PUTMAa aMMOJA-
POHOM U C IIOMOIIBIO 3IeKTPOUMITYIbCHO TepaIyit MpH-
BOAMIN K KPaTKOBPEMEHHOMY YCIEXY 1 BO30OHOBIICHUIO
@I yepes 12 wyacos. IImaHmpoBanach pafyMoyacTOTHAs
abyaryst, KoTopast 6blIa OTIOXKEHA B CBSI3Y C BBIABIEHUEM
TpoM003a yIIKa JIeBOTO IPeNCepAns IPU UPeCINIIEBOf-
Holt Ox0KI. PexoMeHj0BaHHBIE TeKapCTBEHHBIE IIperapa-
ThI (aHTaronnctT BuramnHa K (Bapdapus 3,75-5 mr B cyTKu
0] KOHTPOJIEM MEXAYHAPOJHOIO HOPMa/IM30BaHHOTO OT-
HOIIICHNA), 3aTeM pUBapoKcadaH 20 MI/CyTKY; METOIIPOJIO-
JIa CyKIMHAT 25 MI/CYTKH, 3aTeM OYICOIIPOJION 5 MI/CYTKI;
MIepUHONIPU 2,5 MI/CyTKY; Topacemus 10 Mr/cyTKu; crim-
POHOJIAKTOH 25 MI/CYTKI) IPUHMMAJI PEry/IApHO.

Yepes 5 MecsleB oT geboTa 3a60/1eBaHuA OCIIE TIPO-
BeJJeHVI MY/IbTYICIIVPAJIbHO KOMITBIOTEpHOII ToMOrpadum
OpPraHOB TPY[AHOI KJIETKM C KOHTPAacTUPOBAHVEM BbLIB-
JIeHBl TUIIEPypUKeMMs 768 MKMOJIb/J, IOBbILIEHNE Kpe-
aTMHMHA B CBIBOPOTKE KPOBM 155 MKMOJb/JI, CHIDKEHME
pacdeTHOI ckopocTu Kiayboukosoit ¢unbrpanun (pCKD,
CKD-EPI) 43,4 wmn/mMun/1,73m> (McxopgHble 3HauYeHUS
kpeatrHuHa 1 pCKO HemsBecTHDI, KOHCYIBTUPOBAH He-
¢dpororoM, IpeANoNoXeHo pasBUTIE KOHTPACT-MHAYLU-
POBAHHOTO HOBPEX/eHI NTOYEK, peKOMeHJjoBaHa Hedpo-
MPOTEKTUBHAS TEPAIINA).

Yepes 8 MecALeB NOC/E MOABNIEHNS ONBILIKMA B Teye-
HIe Hefle/N CTamu 6eCIIOKOUTb CUHKOTA/IbHbIE COCTOSHII
C IPUKYCOM $3bIKA, HENPOM3BOJIbHOI HedeKarueii, pas-
BUJICS SMM30J MAKPOTeMATypuu, B CBA3K C 4eM ObUI ro-
couTanusupoBal 24.10.2018 1. B oT/e/leHMe peaHMMAaLN
n uHTeHcusHoN Tepanuy Kb um. B.M. byanosa [I3M.

IIpy moCTymIeHMM COCTOsIHME TsDKenoe, OIefHOCTD
KOXXHBIX IIOKPOBOB, OTEKJ HIDKHUX KOHEYHOCTE, IbIXaHIe
0C/1ab/IeHO B HYDKHUX OTZe/Iax 0OONX JIETKMX, XPUIIOB HET,
4acToTa JibIXaHuA 23 B MUHYTY, carypauus kposu (SpO,)
98 %, puTM cepalla HempaBUIbHbIN 90 ylapoB B MUHYTY, ap-
tepuanbHoe faBnenve (AJl) 116/68 mm pr.ct. Ilpu mabopa-
TOPHOM JICCTIeOBAHUY BBIABIICHO CHIDKEHMe IreMOITIo0MHa
mo 104 r/n, runonpoTenHeMusa — 55 T/71, TUOambOyMIHe-
MuA — 26 r/m1, mporeuHypus — 10 r/1 B pa3oBoiil nopunmn
MOYM, HapacTaHUe KpeaTMHMHA 10 686 MKMOJIb/JI, MOUY€BH-
HbI 10 40,5 MmO/ 11, cHikenvie pCKD 1o 7,2 min/mun/ 1,73M2,
acnapratammuHoTpaHcdepasa — 58 ME/n (5-34), amanu-
HammHoTpaHc(depasa — 45 ME/n (0-32), xpearmHpoc-
¢doxmuasa obmas — 90 ME/n (21-215), MB dpakuus
kpearuHpocdoxnnassl — 12 ME/n (0-25), makraraeruapo-
rerasa obmas — 471 ME/n (225-450), raMMa-IIyTaMuI-
TpaHcnentupasa — 1295 ME/n (9-39), menounas dpocda-
tasa — 1598 ME/n (64-306), anbda-ammnasza — 392 ME/n
(0-220), 6umpybun obumit — 42,4 mxmons/n (1,7-20,5),
6umnpybun npsmoit — 35 Mrmons/n (0,86-5,00), Tporo-
Hun I — 0,120 mkr/k (0,0-0,1, B iuHaMuKe — HapacTaH1e
mo 1,020 mxr/k), anturpombun III — 67,8% ot N (80,0-
120,0), D-gumep — 324 ur/min (64-550), N-KoH1IeBOII IIpes-
IIECTBEHHNMK MO3TOBOIO HATPUIYPETNYECKOro IeNTHAA
>35000 ur/n (Tabmuua 1).

Ta6nuua 1. Pesynvmamut 1a60pamopHuLx 06¢1e008aHUiL
8 ouHamuke
Table 1. Results of laboratory examinations in dynamics

B ge6rore Yepes Yepes
3abonesa-
4 mecsa- | 8meca- | Hopma/
IToxasarenn/ s/ a/ eB/ Normal
Parameter At the 1; III I
onset of the n " vatue
: 4 months | 8 months
disease

OG6uimit aHanus Kposu/
Blood analisis

Temornobus, r/n

165 111 104 130-170
Hemoglobin, g/1

12
Spurpouutsl, 10 /i
Red blood cells, 5,29 3,8 3,46 4,28-5,78
10'/1

TemaToxpur, %

Hematocrit, % 47,6 35,5 31 39,5-51,0
, %

O61péMm
9PUTPOLUTOB, (I
The volume of
erythrocytes, fl

90 94 89,6 82-98

Copepxanne
reMorno6uHa

B 9PUTPOLUTE, [T
Red blood cell
hemoglobin content,
Pg

9
Tpomborutsr, 10 /1
Platelets, 10°/1

31,2 29,4 30,1 27,9-33,2

292 160 291 150-340

9
Jleitkouutsel, 10 /i
White blood cells, 13,25 14,8 9,3 3,9-10,9
10°/1

buoxmmirdeckmit aHamms Kposu/

Blood chemistry
O6mmit 6e{101<, r/n 67 61 55 65-85
Total protein, g/l
AnpbymuH, r/n
Albumin, g/1 26 35-55
Kpeatwnns,
MKMOJIb/JT 155 231 686 71-115
Creatinine, umol/l
MoueBnHa, MMOb/T 114 16.5 405 2.5-8.3
Urea, mmol/l
Kam/m', MMOJIb/T 48 48 49 3,555
Potassium, mmol/l
Hatpi, Mmoo/ 142 138 135-150
Sodium, mmol/l
OO6unit ananus moyn/
Urine analysis
Kposb Her . + Her
Blood Not Not
Benok, r/n Her 1 10 Her
Protein, g/l Not Not
Tok03a, MKMOJIB/T Her Het Het Her
Glucosae, umol /1 Not Not Not Not
Inotiocts K/ 1001 1004 1016 1005-1030
Specific gravity, g/l
JleiKOUTHI,
JIeVK/MKJT 0-1 17 500 0
Leukocytes, per 1 pl
pH 6 6 6 5.7
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Pucynox 2 A. Ixoxapouozpamma

(Domo npedocmasnervi dokmopom Lanuesoii VI.JL.).
IlapacmepHanvHas NO3UUUS N0 OTUHHOLL OCU
(Ouacmona): eunepmpogus 1e6020 sHenyoo4Ka

Figure 2 A. Echocardiogram (Photo of Dr.I. I. Ganieva).
Parasternal long axis position (dyastola): left ventricular

hypertrophy

Pucynox 2 B. Oxoxapouozpamma

(©omo npedocmasnervi dokmopom Lanuesoii VI.JL.).
IlapacmepHanvHas NO3UUUS N0 KOPOMKOLL OCU 71e6020
JHeNY00UKa: BLIPANEHHAST eUnepmpopus Muoxapoa
7166020 scenydouxa. DK — nesulii senydouex,

IDK — npaswiii scenydouex, MOKIT — mexncocenydouxosas
nepezopooxa

Figure 2 B. Echocardiogram (Photo of Dr.I. 1.
Ganieva). Parasternal position along the short axis of
the left ventricle: severe left ventricular hypertrophy.
LV — left ventricular, RV — right ventricular,

IVS — interventricular septum.

Tabnuua 2. [[unamuxa sxokapouozpapuueckux
noxasamereil
Table 2. Dynamics of echocardiographic parameters

B ne6rore
A Yepes | Yepes
3aboneBa-
6 mMeca- | 8 mecs- | Hopma/
IToxasarens/ Hus/
ues/ umes/ | Normal
Parameter At the onset
. Iné6 In8 value
of the dis-
months | months
ease
TommuHa
MeXOKemylouKOBO o 10
TeperopojKu, MM 11 15 21 Up to
Interventricular septum 10
thickness, mm
TonuinHa 3ajHelt CTEHKN
B o Jio 10
JIEBOTO KENMy/[OYKa, MM
VA , 12 14 2 Upto
Left ventricular posterior
. 10
wall thickness, mm
®pakuus Boibpoca
JIEBOTO XKeNyouKa, %
RO, 7 59 52 55 >55
Left ventricular ejection
fraction, %
Koneuno-
IVACTONMNYECKUIT 00'beM
JIEBOTO KeNy/l0uKa, M/ 98 - 60

End-diastolic volume of
the left ventricle, ml

Pucynox 2 B. Sxoxapouozpamma

(©omo npedocmasnervi dokmopom Larnuesoii V.JL.).
AnuKanvHas wemvlpexxamepHas NO3UWUS: 6biPpaHeHHAS
2UNepmMpoPus MUoKapoa 7166020 HenyoouKa, OUnAmayus
npedcepouti. JDK — nesuiti senyoouex, IDK — npasuiii
acenyoouex, MOKIT — medncocenydouxosas nepecopooxa,
JIIT — nesoe npedcepoue, I[III — npasoe npedcepoue
Figure 2 C. Echocardiogram (Photo of Dr.I. L.

Ganieva). Apical four-chamber position: severe

left ventricular hypertrophy. LV — left ventricular,

RV — right ventricular, IVS — interventricular septum,
LA — left atrium, RA — right atrium.
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[Tpu ynbTpasBYKOBOM JCCTIEOBAHNM OPTaHOB OpIOII-
HOII TIOJIOCTM BBIAB/IEHO YMEpeHHOe yBelnMueHle pasMe-
poB obenx mouek (7eBas: 132x69x60 MM, 06BeM 272 cM?;
mpaBast: 137xX61x59 mm, o6bem 261 cM?), remaToMerasns
(MeBast mOMA KOCOI KaygaabHBIL pasmep — 126 MM, TOT-
myHa — 99 MM, IIpaBas [0/ KOCOM BEPTUKAJIbHBIN pas-
Mep — 210 MM, TomumHa — 143 MM), CIZIEHOMeranus
(150x73 MM), He3HAYNUTENTbHOE KOTUYECTBO >KUAKOCTU
B Oprournoit mosmoctu. IIpy KOMIbIOTEPHOI ToMorpaduu
TOJIOBHOTO MO3Ia IATOOTMM He BbLABIeHO. IIpu IxoKT
Ha6/II00a710Ch YTO/ILEHNE CTEHOK MIOKapia JIK mo 22 MM
IIpY HOPMATbHOM KOHEYHO-AMACcToNmIeckoM pasmepe JDK
(38 Mmm) u KoHeuHO-MacTonmdeckoM oobeme JIDK (60 mi),
PEeCTPUKTUBHBI TUI AVACTOMMYECKIT IMCHYHKIMU IIpU
coxpanenHoin ¢pakuun Beibpoca JDK (55 %), pasmep ne-
BOTO Ipencepays — 43 MM, 00'beM JIeBOro Ipeficepansi —
98 MJI, KOHEYHO-IMACTO/IMYECKUIT PasMep IIPAaBOro XKey-
Iodka — 42 MM, pacXoKJeHue TMCTKOB IIepruKapya o 7 MM
(Tabmuua 2, Puc. 2).

[Tpu MynbTHCIVPaIbHO KOMIIBIOTEPHOI TOMOrpaduu
BBIAB/IEH [IBYCTOPOHHUII TMPOTOPAKC, TUIpPONEpUKAp(,
IIPM3HAKY 3aCTOS B MaJIOM Kpyre KpOBOOOpaIeHNs, aCLINT,
yBeM4eHue MevYeH!, ce/ie3eHKM U a0OPTOKABa/NbHbIX JTUM-
¢daTtnyecknx ys3noB go 12 mm (Puc. 3).

Hanuune nprsHakoB runepTpoduuecKoit KapamoMmo-
[aTUY B COYETaHUM C HePPOTUIECKUM CMHAPOMOM (TIpo-
TeuHypus go 10 r/1, cyToyHas MpOTeMHYpusA He OleHU-
Bajach, TUIONPOTEMHEMMsI 55 T/71, TUIOanbOyMuUHEMIs
26 T/1, TUIIOOHKOTUYECKME OTEeKM, TIMIePIUINAEMIUs)
U CHIDKeHVeM (PYHKIMM MOYeK IIO3BOIWIN 3alOf03PUTh
y TaLMeHTa CUCTEMHBI ammiaoupos. HacnemcTBeHHBIN
(MyTaHTHBIN) BapyuaHT TpaHcTuperuHosoro (ATTR) amu-
JI0MI032 OBUT MCK/TIOYEH METOOM IPSIMOTO CEKBEHUPOBa-
HIIsI BCell KOJUPYIOLIEll [OCTIefOBATeIbHOCTI 1 obmacTeit
9K30H-MHTPOHHBIX COeAVHEHNIT TeHa TPAaHCTUPETUHA, TIPK

Pucynox 3. KomnviomepHas momozpagust opearos
OP1OWHOTE NOTIOCU: 2eNaAMOMe2anust

Figure 3. Computed tomography of the abdominal
organs: hepatomegaly

KOTOPOM ITaTOT€HHBIX U BEPOSITHO IIATOT€HHBIX BapuaH-
TOB HYKJIEOTHHON HOCIe[OBATe/IbHOCTY B JAHHOM TeHe
He o6HapyXeHO. [Tpy UMMYHOXMMIYECKOM MUCCIETOBAHNUI
CYTOYHOI MOYM BBISIBIIEHO YBeIMYeHIe SKCKPeLni JTETKUX
Lereit UMMYyHOITIOOyInHOB — kappa 1o 63,9 mr/n (Hopma
<7,31 mr/n), lambda go 10 mr/n (Hopma <4,03 mr/n). Ilpu
TPENaHOOMONCUY KOCTHOTO MO3ra HabIiofanach HU3Kast
[/Ia3MaTU3alysA KOCTHOTO MO3ra (YMC/Io IIasMaTu4eCcKmux
K/IeTOK 8 %), 4TO II03BOJIJIO MCKIIIOYNMTh MHOXKECTBEHHYIO
muenomy (Tabmuma 3).

ITpy acoMpanyoHHON OGMONCHY TOZKOXXHO-XXIPOBOIL
KJIETYaTKM ¢ OKpackoii KOHro KpacHbIM 1 MCCIefOBaHEM
B TIO/ISIPM30BAHHOM CBETE BBISAB/IEHBI €MHUYIHBIE JIETIO-
suthl amumnouga (Puc. 4). AHanorudnble gemo3uThl 00-
Hapy>XeHbl B CT€HKaX apTepuUOJI, MBIIIEYHON IUIACTMHKE

Tabnuua 3. Muenoepamma
Table 3. Myelogram

IT -
Iloxasarenp oxasa Hopma
Tenb
bnacrsr, %
2 0,1-2,8
Blasts, %
HeitrpodunbHbie mpoMuenonnTsl, % ) 141
Neutrophilic promyelocytes, % ’
7 i 0,
HeI/ITpOCl)T/ITIbeII/I MMENTOINUTHI, % 10 7.12.2
Neutrophilic myelocytes, %
HeriTpodunpHble MeTMuenonuTsi, % 4 315
Neutrophilic metmyelocytes, %
1 0
HeMTpOd)T/I{'IbeIe nanoyKosAjepHble, % 5 12,8-23.7
Neutrophilic stab, %
7 0
HCI/ITpOCl)T/UII)HI:Ie CerMeHTosAepHbIe, % 24 13.124.1
Neutrophil segmented, %
I 0
Bce HeI/[TpO(i)'I/I.}'IbeIe 3/1eMEeHTBI, % 45 52,7-68,9
All neutrophilic elements, %
Sosunodunsr, %
1 ,9-3,
Eosinophils, % 0,5-5.8
0,
JNumountsi, % 9 43137
Lymphocytes, %
0
Monouutst, % 4 0.7-3,7
Monocytes, %
ITmasmaTuyecKkme KneTku, %
»1-1,
Plasma cells, % 8 0 8
OpuTpobaacTsl OMMXpoMaToduIbHbIE, %
. 10 8,9-16,9
Erythroblasts polychromatophilic, %
0,
ApurpobiacTsl OKCI/{(i?MHbeIe, % 13 0.8-5.6
Erythroblasts oxyphilic, %
Merano6mactsr, % 6 0
Megaloblasts, %
Bce sputponsnble sneMeHTHI, %
31 14,5-26,5
All erythroid elements, %
JleitkoapuTpobmacTuaecKuit nHAEKC
. 1,8 2,1-4,5
Leukoerythroblastic index
u .
HJeKC C93peBaHM$f HeitTpodunos 0.6 0.5-0.9
Neutrophil Maturation Index
VIHpeKc co3peBaHUsA 3pUTPOKAPIOLUTOB
S 0,9 0,7-0,9
Maturation index of erythrokaryocytes
MerakapuonuTst
+ +
Megakaryocytes
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Pucynox 4. Buoncust no0KoxcHOT H#UPOBOT KemHuamxu
(@omo npedocmasnervt doxmopom Cmenanosoii E.A.).
EounuuHble HepaBHOMEPHO PACHONIONEHHDLE
KOHe0(unbHDIE 0eno3umul, 080LIHOE Iy uenpenomeHue
Co ceeueHuem A07104H020-3eN1EH020 yBema (YKasaro
cmpenxkoii). ITo susyanvroii wixane ouerxu grage CR I+,
mecmamu CR 2+

Figure 4. Biopsy of subcutaneous adipose tissue (Photo of
Dr. EA Stepanova). Single irregularly spaced congophilic
deposits, birefringence with apple-green glow (arrow).
On a visual grage scale CR 1+, sometimes CR 2+

CIIUBUCTON 00OTOUKM B COOCTBEHHOI I/TACTUHKE CIIU3U-
CTOJt 060TOYKM TONCTON KUIIKM, B CTEHKaX apTepuasb-
HBIX COCYHOB TpelaHoOMonrara KOCTHOrO Mosra. Ilpu
UCCIIeJOBAaHUM B IOIAPU30BAaHHOM CBeTe IIPOJEeMOHCTPH-
pOBaHa CIIOCOOHOCTD K ABOITHOMY JTydelpeIOMIEHUI0 CO
cBedeHMeM sI67I0YHO-3€/IEHOTO M YKEITOBATOTO I[BETOB.
B npo6e ITaunepa ¢ mepmaHranatom Kamns AA-Tum amu-
JIOVda UCK/ITIOUEH.

Ilocne mposefeHnsa 6 CeaHCOB BEHO-BEHO3HOI TeMO-
mnadynerpanyy (BBITI®) oTMedeHO CHIDKeHVE YPOBHS
KpeaTVHIHA CBIBOPOTKM KPOBM /10 169 MKMOJIB/JT, MOYEBM-
HbI 0 6,2 MMOJIb//1. TedeHue 3a60/1eBaHMUA OCIOXKHUIOCH
pasBUTHEM IBYCTOPOHHEN ITHEBMOHMY, cericuca (¢ Hapac-
TaHMeM IpoKanbunToHMHA 0 200 Hr/My, C-peakTNBHOTO
6enka go 101 Mr/m), cuHApOMa AMCCEMMHMPOBAHHOTO
BHYTPUCOCYAMUCTOTO CBEPTHIBaHMA (CO CHVDKEHVEM aHTHU-
tpomb6uHa III 1o 12,3% ot N, Hapactanuem D-gumepa o
21 400 Hr/MI1, CHUDKEHUEM YPOBHA TeMOTTIO0MHA KPOBU IO
60 /11, TpoMboLTOB o 54%10°/1). [IpoBeneHo mepenmnpa-
HII€ SpUTPOLUTAPHON MacChl, CBEKe3aMOPOXKEHHOI T1/1a3-
MBI, aHTUTpOoMOuHa 1L

Ha 26-e cyTkm rocnmuranmusanyy npu Y3-[ONIiepo-
rpadus B LYITIEKCHOM peXXVMe BeH HIDKHIX KOHEeYHOCTell
BU3Yya/IN30BaH OKK/IIO3MOHHBIN TPOMOO3 CypanbHBIX BeH
JIeBOJ HVDKHEN KOHEYHOCTI.

HecmoTpsi Ha mpoBeleHHYI aHTUOMAKTepUaIbHYIO,
MH(QY3UOHHYIO Tepanus, JUYPeTUUecKYI0, PUTMYpPEKaio-
11yI0, TaCTPOIIPOTEKTUBHYIO, T€NAaTONPOTEKTUBHYIO Tepa-
IO, Ha 27-€ CYTKM TOCHNUTAIM3alM HallMeHT CKOHYaICs.

Ha ocHOBaHMU KIMHUKO-Tab0pPaTOPHO-MHCTPYMEH-
Ta/IbHBIX JaHHBIX, YCTAaHOB/IEH KIVMHMYECKUI IarHO3:

OcHoBHOe 3a6oneBanme: CructeMHbIll AL-amumonsos
C HOopaXeHMeM ceppila (aMuiougHas KapAMOMMOIATHS

III cT), mevyeHn, ceneseHKN, )KeMyTOTHO-KUIIEYHOTO TPaK-
Ta, TI0YeK, IO/IKOXKHOI >KMPOBOJ K/IETYATKM.

Ocnoxuenns: Ilepcucrupytomas ¢opma OII, ma-
pokcusMm  HemsBecTHo}t  maBHocTH. CHA2DS2-Vasc
2 6amma. HAS-BLED 3 6amma. XpoHmdeckass cepped-
Has HegoctatouHocTh IIB cr, III ®K. Hedpormueckuii
cuHppoM. XpoHndeckas 60/e3Hb MO4YeK 5 cTagus (CKo-
pocTb KnybouKkoBoit unbrpanyun mo popmyre CKD-EPI
12 mn/muu/1,73M2), A4. BHyrpubompHUYHAS ABYXCTO-
POHH:AA onucerMeHTapHas nHesMoHuA. [IH 2 c1. Cencuc.
CUMHOpPOM [MCCEMMHMPOBAHHOTO BHYTPUCOCYAUCTOTO
cBepThIBaHMA. Tsxemaa Tpombonuronenus. Koarymomna-
TnA. Penupmsupymomue HocoBble KpoBoTeueHMsA. Hop-
MOXpPOMHAasI HOPMOL[MTapHAsA aHEMUA TSKEION CTENeHM.
OKKTIO3MOHHBII TPOM603 CypaTbHbIX BeH JIeBOT HVDKHEN
KoHeyHOCTH OT 20.11.2018. Tpom609MOOIMS TIETOTHON
aptepun ot 21.11.2019. IenepannsoBaHHBII CyJOPOXKHBIN
npunajgok or 24.10.18.

ConyTcTByrommit: HIieanonaTsa CMeIIaHHOTO TeHe3a.

VnBasunple manunynsamum: Ceancsl BBITI® ot
06.11.18,07.11.18r.,10.11.18r.,14.11.18.,15.11.18.,16.11.18r.

Ha ayromcum pmarnos cucremHoro ammiongosa (AL,
IgG, kamma) ObUI IOATBEPIK/IEH, BBIABIEHO MAacCHBHOE TO-
paxenue cepaua (macca 885 1, B HopMe — 310 1), modex
(macca meBoit 291 1, mpaBoit 313 1, B HopMe — 320 T), IeTKMX
(macca neBoro 571 1, mpaBoro 817 1, B HOpMe /1eBoe — 325-
480, mpaBoe — 360-570 r), meyenu (macca 4120 1, B HOp-
me — 1600 1), cenesénku (macca 320 1, B Hopme — 150 1),
Ha/IMOYE€YHNKOB, IIMTOBUNHON, TIOKENYOYHON JKeesbl,
JKENTYIOYHO-KUIIEYHOTO TPAKTa, IOAKOXXHOW >KMPOBOIA
K/IeTYaTKI U apTepualbHBIX COCY0B KOCTHOTO Mo3ra. IIpn
MMMYHOTUCTOXVMUYECKOM  MCC/IElOBAaHMN  YCTAaHOBJIEH
AL-amunonpos, tun Kappa (Puc. 5-6).

CMmepTh MallMeHTa HACTYNMIa OT CUCTEMHOTO aMu-
70Nf03a C HOpaKeHMeM Ceppla, IOoYeK, INe4eHM, Hafl-
IIOYE€YHUKOB, LUTOBUIHON U IIOIKETY[OYHOI >KEJesbl,
JKEeTyJOYHO-KIMIIEYHOTO TPaKTa, OC/IOKHMBIIETOCS [BYX-
CTOPOHHEN OYaroBOJ ITHEBMOHMEN M OCTPOI CEpHedHON
HeJTOCTATOYHOCTBIO.

O6cyxaenue

Amunonsos ceppia orMedarT y 33-60% manueHTOB
AL-amunouposom [4, 5]. Ilpu AL-amumonpmose cepped-
Has HeJOCTAaTOYHOCTb Pa3BMBAETCA OTHOCUTETbHO PAHO,
y 22% — TmanueHToB yXe B febiote 6omesun [6, 7]. Ilo-
paxeHne ceppna npu AL-amMunonsose mouTu BCerga mnpo-
MCXOONUT Ha (OHe MOPaXKEHNUs SPYIMX OPTaHOB, Yyallle Bce-
ro — IIOYeK, a TaK)XXe COCYLOB, mepudeprniecKorl HepBHOI
CHUCTEMBI, TIeYeHMU, KEeTY[OUHO-KUIIEYHOTO TPAKTa, MATKUX
TKaHeil [8]. VI3omupoBaHHOe BOBIeY€eHEe CepAlia BCTpeda-
eTCs1 MeHee, 4eM B 5 % ciydaes [4-6].

Y mpefcraBlIeHHOrO MalMEeHTa C CepleYHON HeJocTa-
touHocThio U OII HabIIOMAMNCh KapAUOPEHAIbHBIN CIH-
IOpoM, MOHOKJIOHAJbHasA raMMaIaTys, I/Ia3MOKIeTOYHadA
mvckpasus [5, 9, 10], Hamuume aMmiIonjo3a MOATBEPK-
IEHO IMpY TPIDKM3HEHHOM MOPQOTOTMIECKOM MCCTIENO-
BAHUMU C OKpacKoll KoHro KpacHBIM M HONAPU3ALNOHHOI
MIUKPOCKOIINIA.
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Pucynox 5. Makpockonuueckas kapmuna npu aymoncuu: 8visaéneHo maccustoe nopaxcerue cepoua (A), neueru (b),
cenesénxu (B) (Pomo npedocmasnerv doxmopom Cmenanosoti E.A.)

Figure 5. Macroscopic picture at autopsy: revealed massive damage to the heart (A), liver (B), spleen (C)

(Photo courtesy of Dr. EA Stepanova)

Pucynox 6. VimmyHoeucmoxumuueckoe uccriedosarue ¢ aumumenamu x xanna neexum uensam (NCL-L-KAP-581)
u nam60a neexum yenam (NCL-L-LAM-578) (Domo npedocmasnenvt dokmopom Cmenarosoti E.A.)

A — Ilouka, nezkue uenu K; b — Iouxa, neexkue yenu A

Figure 6. Immunohistochemical study (Photos courtesy of Dr.E. A. Stepanova)

A — Kidney, light chains K; b — Kidney, light chains A

B CBS3M C TSXKECTBIO COCTOSHUS U MO3[HEN HIPIDKN3-
HEHHOJl JMAarHOCTMKON aMIION/03a, MaTOreHeTndecKas
AHTMAMWIONHAS Tepamus NaHHOMY NaleHTy He OblTa
Ha3HaYeHa, 4TO IPUBETIO K OBICTPOMY IIPOrpPecCUpOBAHNUIO
3ab0/IeBaHys U JIETAIBHOMY UCXORY [5, 6, 11, 12].

/151 cBOeBpeMeHHOII AMarHOCTUKY aMIION/03a CepLia
HPY XPOHMYECKOI CEPEYHON HETOCTATOYHOCTH C COXpa-
HeHHOIT ¢pakumeit Boi6poca (XCHcDB) menecoobpasto
UCIO/Ib30BATh a/ITOPUTM, IIPECTABICHHBIN Ha PUCYHKE 7.

Takum o6pasom, MHOroo6pasye 1 HecCrenupUIHOCTD
KIMHUYIECKNX TPOSIBICHNIT aMIWION03a 4acTO IIPUBO-
AT K (aTasbHO IO3JHEN [UATHOCTHKe 3a00/IeBaHMsL.
ITojo3peHne Ha aMWION03 Cepfilia HO/DKHO BO3HMKATh
[P MAVONATHYECKOM YTOMIIEHNN CTeHOK Muokapga JDK

12 MM u 6oree, HAIMYUY PECTPUKTUBHOTO THUIIA JUACTO-
nndeckoyt aucyHKiym, nanonatndeckort OII, xpoHnde-
CKOJl CeppieyHOl HENOCTAaTOYHOCTY HEeSCHON 3TMONIOTUM,
pedpaKTepHOCTH K Tepamuy, HUSKOM BOJIbTaXKe 3yOI0B
Ha OKI, apTepmanbHOil IMIIOTEH3UM, CUHKONANbHBIX CO-
CTOSIHUAX HEACHOTO TeHe3a, JIETOYHOll TMIePTeH3Uy, He-
(dpoTHUecKoM CUHAPOMe, XPOHMUYECKON OONesHM IOUeK
4-5 craguu. OnekTpodopes 6NKOB KPOBI U MOUM, OIIpefe-
JleHMe JIETKUX Lielleil MMMYHOITIOOY/IMHOB, BBISB/ICHNUE Jie-
MTO3UTOB AMUJIOV A IIPY IIPVYDKU3HEHHOM TMCTOIOTMYECKOM
UCCTIENOBAHNM OMONTATOB PAas/IMIHBIX OPTaHOB U TKa-
Hell JaloT BO3MOXXHOCTb PaHHEN M TOYHO AMATHOCTUKIU
AL-amM1nIoMz03a, 4TO KpajfHe Ba>KHO JIJIS YIy4IIeHN IIpo-
THO3a Y TaKMX MAIIEHTOB.
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Tmkn 21,2 cm

UMT <30 kr/m2
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KapnanbHbii TYHHeNbHbIN CUHAPOM

UenTtpanbHas/nepudepurueckan Heltponatua/

NMmmyHodUKcauma 6eNKoB CbIBOPOTKM KPOBU U ———>l 99Tc PYP CumHTUrpadua J
MOuM (B HOpMe HET MOHOKNOHaNbHOro 6enka)
JHAOMUOKapAuanbHaa Guoncua Ha ammnounao3

Unu 99Tc PYP CumHTurpadus Score0 Storol= Score2-3=
3MB AC+\I/ 3MB AC \]J = HeT AC Het AC ATTRAC +
Macc-cnekTpomeTpus CraHpapTHaa \L i J
ANRTUNHDOBAKUA Tepanuma CraHpaprtHan He:en::f:' ® | [ renermueckoe recrposanme
Tepanua ANA ONpeaeneHus
HaC/Ne ACTBEHHOTO UK
i AVKOTO TUNa

Pucynox 7. Aneopumm ouaznocmuxu amunoudosa cepoya npu XCHc®B [5, 13]

AC — amunoudos cepoya, UMT — undexc maccol mena, TMiun — monuuHa mexsieny0ouxosoti nepezopooxu,
XCHc®B — xporuueckast cepoeunasi He0ocmamouHoCcmy ¢ coxpanenHoil paxyueti svi6poca; IKI' — anexmpoxapouo-
epagust, IMB AC — sndomuoxapouanvras 6uoncus Ha amunoudos cepoua; ATTR AC — mpancmupemunosuiil
amunoudos cepoua, 9mTc-PYP — 99mtechnetium pyrophosphate, SCORE — cymma 6annos

Age 250 years old
Tivs 21,2 cm

BMI <30 kg/m2
Low ECG voltage

Central / Peripheral Neuropathy /carpal tunnel
syndrome

el S A

Immunofixation of serum and urine proteins ——9[ 99Tc PYP Scintigraphy
(normally there is no monoclonal protein)
Endomyocardial biopsy (EMB) for cardiac

amyloidosis (CA) Or 99Tc PYP Scintigraphy Score 0 Score 1= Seora23=
EMB CA+ | EMBCA - =absCA no CA or ATTRCA +
Mass spectrometry Standard i indefinite i
fortyping therapy Standard Genetic testing to determine
therapy whether hereditary or wild
type

Figure 7. Algorithm for the diagnosis of cardiac amyloidosis in CHFpEF [5, 13]

ATTR CA — transtiretin cardiac amyloidosis, BMI — body mass index, CA — cardiac amyloidosis, CHEpEF — chronic
heart failure with preserved ejection fraction; ECG — electrocardiogram; EMB AS — endomyocardial biopsy for cardiac
amyloidosis; Tivs — interventricular septum thickness, 99mTc-PYP — 99mtechnetium pyrophosphate
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