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AHHOTALMA

CuCTeMHbI aMMNOUA03 — 3T0 rpynna 3a60NeBaHuit, CBA3aHHbIX C BHEKNIETOUHBIM 0T/IOMeHUEM GUBpUNNAPHBIX 6eKoB, BCIeiCTBUE KOTOPOro
TepAeTCA HopMasibHas CTPYKTYPa U GyHKUMA opraHos. AL-aMuniona03 BO3HUKAET NpK OTNOMEHUM aMUIIONAa, COCTOALLLEro U3 NojHopasMep-
HbIX A~ MM K-NEMKMX Lieneid IMMYHOrNo6yanHa Nn6o ux dparMeHToB. B cTaTbe onMcaHa CoXHOCTb CBOEBPEMEHHOI ANarHOCTUKM CUCTEMHOIO
AL-aMunonzo3a ¢ NpeuMyLLecTBEHHbBIM NOpaXeHneM cepaLa Npu oTCYTCTBUM rMNepTPodUM MUOKapaa Ha MpuUMepe MOMWIIO0N NaLMeHTKH,
Y KOTOpO#A BeAyLLWM NPU3HaKoM 3abonieBaHns ABNANAck CepAeyHas He0CTaTOYHOCTb C COXPaHHON ppaKLumeit BbIBpOCa IEBOTO XenyAoUKa.
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A rare case of systemic AL-amyloidosis under the mask
of myocardial infarction in the absence of myocardial
hypertrophy: case report
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ABSTRACT

Systemic amyloidosis is a group of diseases associated with extracellular deposition of fibrillar proteins, resulting in the loss of normal organ
structure and function. AL-amyloidosis occurs when amyloid is deposited, consisting of full-length lambda or kappa immunoglobulin light
chains, or fragments thereof. This article describes the complexity of timely diagnosis of systemic AL-amyloidosis with a predominant heart
lesion in the absence of myocardial «hypertrophy» on the example of an elderly patient in whom the leading manifestation of the disease was
heart failure with a preserved left ventricular ejection fraction.
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CMUCOK COKPALLEHUI

A[l — apTepuanbHoe aaBnexHue CK® - ckopocTb KNyb0ouKoBOI GunbTpaLmm

T3 — runeptpodus nesoro xenynoyka OB JIX - dpaKkums Bbibpoca neBoro xenyaoyka

WM — uHdapKT Mnokapaa YCC - yacToTa cepAeyHbIX COKpaLLEHUM

K0 — KoHEeYHO-MacToNMYEeCKUil 06bEM JKI - anekTpokapanorpadus

KCO — KoHeyHo-cUCTONMYECKUI 06BEM JIxoKI — axokapamorpadus

JIXK - neBbint )enynoyek NYHA — New York Heart Association (Hulo-Mopkckas kapanonoruyeckas
MK - MexxenynoyKoBas neperopojka accoumauus)

C3CT - cucteMHble 3aboneBaHna coeiMHUTENBbHON TKaHN
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KNUHWUYECKUIA CTYYANA

https://doi.org/10.17816/CS105142

BBEJIEHUE

CuCTeMHbIE aMMNOUA03 OTHOCUTCA K 60Ne3HAM HaKomnneHus
U B NoCNefHWe roabl LuarHoctupyetcs Bcé yawe. Camoit pacnpo-
CTpaHéHHo ero dopmon sensaetca AL-amunomgos, npu KOTopom
aMUOMOreHHbIN BeNoK COCTOMT W3 MOJIHOPasMepHbIX A- uau
K-NErKux ueneit UMMyHornobynuHa nmbo ux dparmeHTos. Ha gonto
AL-amunounposa npuxonutcsa okono 67-68% Bcex ciyyaeB CUCTEM-
Horo amunounpo3sa [11.

AMUNOMA03 NpOAOIKAET Bbi3biBaTb TPYLHOCTU B AMArHOCTHUKE,
yacTo ero obHapyXMBaloT Y3Ke B NO3/HWE CPOKM OT Hayana 3abone-
BaHWSA UM LUArHOCTUPYIT NOCMepTHO. NIpUuMHaMm TaKoi cuTyaumu
ABNAOTCA D0NbLLIOE pa3HO0bpa3ne KIMHUYECKUX CUMMTOMOB, HeL0-
CTaTOYHas HaCTOPOXEHHOCTb BPayen B OTHOLUEHUM 3TOW NaTONOrUK,
a TaKKe CI0XKHbIN U ANUTENbHBIN NPOLLECC ANarHOCTUKM, TpebyoLLnii
COBPEMEHHOI0 0CHALLEHNSA KMHUK [2].

lpencTaBnsem KNuHUYecKuit cnyyanm AL-k-ammnomposa, npote-
KaBLLEro ¢ HeobbIYHbIM /15 3TOr0 3a00/1EBaHNA NopaXKeHUeM cepaLa.

KJTMHWYECKUIA NPUMEP

0 MALMEHTE

MaumenTra M., 60 net, nocTynuna B 0TAENEHWE KapAuopeaHUMa-
umn OTB0Y BO «CeBepo-3anaaHblii rocyaapCTBEHHbIA MeLULMHCKMUIA
yHuBepcuteT UM. N.U. MeynukoBax» (CaHkT-leTepbypr) 13.04.2020 r.
C AWarHo3oM HanpaeneHus: «OcTpblili KOpOHapHbIA CUHAPOM be3
noabeéMa cermeHTa ST». [lpy nocTynneHun npeLbaBAsANa }anobbl Ha
npucTynoobpasHyio gasawyo 60/b 3a rPyAMHON YMEPEHHOW UHTEH-
CWMBHOCTMW AJIMTENBHOCTB0 0K0A0 15-20 MUH, MppaaunpyLLyio B LUEK
U HUXKHIOKW YeslCTb, BO3HUKAIOLLY0 Npu xoabbe, a TakKe B Moso-
JKEHUM NEKA Ha CrMHE, KYNUPYIOLLYIOCA CaMOCTOATENbHO B MOKOE U
npu NpuéMe BepTUKaNbHOro nonoxenus. Kpome Toro, 6ecnokouna
OfblLIKA B FOPU30HTANIbHOM MOJIOMKEHMM TENa U NPU MUHUMAJIbHOW
(n3MYeCcKom Harpyskxe.

B aHaMHe3e — ANWTENbHO CYLLECTBYIOLLAA TMNEpPTOHMYECKan
bonesHb C MaKCUMalbHbIM MOBbILUEHWEM apTepUaNbHOr0 AaB/eHNs
(ALl) no 150/90 MM pT. cT., npuBbIYHble LMdpbl ALl Ha doHe nocTo-
AHHOIA TMNOTEH3MBHON Tepanuu (Ha3BaHMs NpenapaToB He MOMHMUT) —
110-100/60 MM pT. cT. 09.01.2020 r. BNepBble NOSBMAMCh BbILLEOMNM-
CaHHble OLLYLLEHMS B FPYAHON KNETKe, B CBA3M C YeM obpaTunach B
NOSNIUKIMHUKY MO MEeCTY XUTeNbCTBa. Mo faHHbIM peHTreHorpadum
OpraHoB rPyAHON KNeTkM (3neKkTpokapanorpadus — IKI — He BbInon-
HSNacb) BbABMIEHbI NPABOCTOPOHHAS NHEBMOHUS, NNEBPUT (NOBbILLE-
HWUS TeMnepaTypbl Tena, Kawns, cnabocTi He 0TMeYana), B CBA3M C
yeM Oblna roCNMTannU3upoBaHa B ropofcKyio bonbHuLy. B cTaumoHa-
pe, CO CNOB NaLMEHTKU, NOATBEPANUNIN NIEBPONHEBMOHMIO, NOyYa-
na aHTMOaKTepuanbHyo, LUYPETUYECKYIO, TMNOTEH3UBHYIO Tepanuio
(HasBaHMsa npenapaTtoB He NOMHKT). Ha hoHe NpoBOAMMOro NieYeHus
COCTOSIHWE YNYYLIMAOCh, OAbIWIKA YMeHblMAack, 60b B rpyan He
becnokouna, BBMaY Yero 6osbHas bblia BbiNUCaHa M NpUCTYNMAA K
paboTe. BbiNMCKM U3 CTaLMoHapa He NpeacTaBeHbl.

YxyaweHue coctosiHMA npousowuno Yepe3 Mecau, 08.02.2020 r.,
KOrZia B MOKOe HEOXMAHHO BO3HUKNA KyYas MHTEHCUBHasA 0oNb 3a
TPYLMHOM NPOAOSIKUTENBHOCTBI0 0K010 20 MUH, NpoLLeaLwas caMo-
cTosTenbHO. Ha cnepytoLei aeHb aMbynaTopHO B YaCTHOW KJIMHUKe
BbINOSIHEHa 3XoKapAaunorpadus (3xoKr), co cnoe nauueHTKM, naTono-
FMYECKMX M3MEHEHWI He 0bHapyeHo. ELLE Yepe3 cyTKM cTanu Ha-
pacTaTb 0fblllKa, 06wWas cnabocTb, NosBUNACL PeLMaUBUPYIOLLAS
DonNb Kryyero xapaKTepa B rpyAHON KETKe, NPeUMYLLECTBEHHO B Jie-
BOIA NOJIOBUHE, Be3 uppagmaumnu, Bo3HUKalLWas 6e3 YETKO CBA3MN C
(M3MYeCKOM HarpysKoiA, NpoaoKMTeNbHOCTBIO 10 10 MUH, Nnpoxoas-
LLIan CaMOoCTOATENbHO. YunTbiBas yxyaweHue coctosHus, 13.02.20 r.
BHOBb 06paTU/iach B MOJIMKIMHUKY MO MECTY MUTeNbCTBa, 0TKYAaA

Bbina B 3IKCTPEHHOM nopsaKe rocnutanuaupoBada B Cl6 MBY3 «lo-
poackas MHoronpogunbHas 6onbHULa N 2» (CaHkT-TeTepbypr) ¢ oun-
arHo30M 0CTPOro KOPOHApHOro CUHApOMa be3 aneBaumumn cermenTa ST
01 08.02.20 r. Ha 3KT npu nocTynnexumn (MMeeTcs onmcaHne) — «CUHy-
coBblii put™ ¢ YCC 70 ynapoB B MUHYTY, AMddY3HbIE M3MEHEHNS NPO-
LLeCCOB penonsapu3aLmm», KOTopble HOPMaNU30BaNnCh K 3-M CyTKaM
rocnutanusauuu. TponoHuH | npu nocTynnenun — 4522 nr/mn (Hop-
Ma 0-26) ¢ nocnenyoLlei HopManusaumen K 12-M cyTkaM. B knnuu-
YECKOM aHasM3e KpoBW NpW NOCTYNSIEHUN 0OHapyMeHbl Hebonbluoe
yBenndeHue ynucna neiikoumtos (go 10,9x10°n) ¢ HopManu3aumeii K
3-M CyTKaM, HOPMOXPOMHas HOPMOLMTApHas aHeMus NETKOM CTe-
neHn TaecTn (umcno aputpoumtoB — 3,31x10'2/n, KoHUeEHTpauus
remornobuna — 99 r/n, cpesHuit 06bEM aputpounta — 89,2 dn npu
HopMe 75-95), cpefiHee conepXaHue remornobuHa B 3puTpouuTe
coctaBuno 30 nr (HopMa 24-34). B 6UOXMMUYECKOM aHann3e KpoBu:
He3HauMTesIbHOe NOBbILLEHME KOHUEeHTpauuu C-peakTuBHOro ben-
Ka (mo 0,8 Mr/mn, Hopma — 0-0,5), KpeaTHuHa (mo 156 MKMonb/n),
MoueBUHbI (00 9,9 MMonb/f, HopMa — 2,5-7,2), CHUXEeHUE CofepKa-
HUs Xene3a (go 7,1 Mkmonb/n, HopMa — 9-30,4); ypoBeHb deppuTy-
Ha — 155,4 Hr/mMn (HopMa 4,6-204,4), bonneBoit KNCNOTbI — 4,2 HI/MN
(HopMa 2,3-17,6), BuTamuHa B;, — 483 nr/mn (Hopma 187-883);
B 0CTa/IbHOM — 6€3 3HauMMbIX 0c0bEeHHOCTEN.

Mo panHbIM 3xoKT ot 14.02.20 r.: dpaKkums Beibpoca NeBoro xe-
nynouyka (OB JIXK) — 48%, MexixenyaoukoBas neperopoaka (M) —
10,5 MM, 3apHsaa cTteHka JIK — 10,5 MM, KOHeYHO-AMACTONUYECKMIA
06bEM (K10) - 107 M, KoHeuHo-cucTonnyeckuit 06beM (KCO) — 52 mn,
MHIEKC Macchl Muokapaa — 104 r/M?, neBoe npeacepave — 55 Mn,
UMeeTCA NIETKOe CHUXeHue cuctonnyeckond dyHkumm JIK 3a cuér
AN OY3HOA TMNOKMHE3NM CTEHOK, MMUTpanbHas HeLoCTaTOYHOCTb
1-2-1 cTeneHW, TPUKyCcnMAanbHas HeAOCTAaTOMHOCTb 1-M CTeneHwm,
CUCTONMYECKOE [aBJieHWe B NEr04HOM apTepun — 60 MM pT. CT., Xua-
KOCTb B NepUKapAe C pacXoXAeHNEeM JIMCTKOB 10 7 MM, TMAPOTOPaKC.

Mo AaHHBIM KOMMbIOTEPHON TOMOrpadun OpraHoB rpyAHON KeT-
K oT 14.02.20 r.: ABYCTOPOHHMIA rMAapoTOpaKc (cnpaBa Ao 66, cneea —
00 48 MM), NocTTYbepKyNE3Hble U3MEHEHMUS BO BHYTPUTPYAHbIX JIUM-
(baTnyeckux yanax, KapanoMeranus, uUAKoOCTb B OPIOLLHOM NONOCTH,
LECTPYKTMBHbIE U3MEHeHUs KocTel (ocTeonopos?).

Mpu BoinonHeHU noeTopHoi IxoKT (05.03.20 r.): ®B JIXK - 57%, ru-
NOKMHe3uMA ba3anbHOro cerMeHTa HUXHen cTeHku JIHK, B nonoctu nepu-
Kap[a COXpaHsAeTCcs HeDOMbLLIOE KOIMYECTBO XKMAKOCTM (pacxoXaeHue
JICTKOB [10 5 MM), 0BHapYKEHO HE3HAUMTESIbHOE KOJTMYECTBO KUAKOCTH
B N1eBpanbHbIX NonocTaX. CocTosHMe pacLeHeHo KaK 0CTpbIi MHGapKT
Muokapaa (M) HukHent cteHkm JIXK 6e3 nogbéMa ST ot 08.02.2020 .

Yunutbias cpokn UM, oTcyTcTBME aHrmMHo3HoW 6onn 3a Bpems
rocnuTanu3auun, KopoHaporpaduio Bo BpeMs roChMTanMsauuu He
BbINONHANN. KaK cneayeT U3 BbINMCHOO 3NUKPU3a, TeYeHune 3abone-
BaHWS 0CNOXHKUNOCH cMHApoMoM [lpeccnepa, ¢ 08.03.20 r. naumneHTKa
noJsiy4ana npeAHW300H, HaunHas ¢ 30 Mr/cyT ¢ nocneayoLLNUM CHU-
JEHMEM [,03bl M 0TMeHOM npenaparta. locne BbINUCKK U3 CTaLMOHa-
pa aHrMHo3Has 00Nb He peLuaMBUPOBANa, OAbILLKA BO3HUKANa npu
YMEPEeHHOM pn3nyecKomn Harpyske (NOABLEM Ha 3—4-11 3Tax).

Yxyawenue coctosiHns — ¢ 05.04.2020 r. B BuAe nosBieHNUs Bbl-
LUEONUCaHHbIX anob Ha 6oNb B rpyAHON KNeTKe U OAbILIKY, KOTO-
pble NauMeHTKa NpeabsaBAAna NpU NOCTYMNEHUN B HALY KJIMHUKY,
1 4TO 1 NOCJTY}KUIO0 NOBOAOM ANIA FOCNUTaNM3aLMUM.

B aHaMHe3e — nocTMeHONay3anbHbIA 0CTEONOPO3, JIEYEHNUA He
nonyyana. HacnepcteeHHocTb: oTel yMep B 58 net ot UM. Annepro-
NOrMYyecKmit aHaMHe3 6e3 ocobeHHocTel, NpodeccMoHanbHble Bpea-
HOCTM OTPULLAeT, TMHEKONOrMYECKMIA aHaMHe3 He oTAroLEH. KoHTak-
Tbl C IMXOPAAALLMMU U UHDEKLIMOHHBIMU BONbHBIMK 3a MOCNeaHUe
MeCsLbl TaK3Ke 0TPULAET.
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CASE REPORT
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Puc. 1. 3KI naumenTku M. npu noctynneHum.
Fig. 1. Patient M. EKG upon admission.

®U3NKAJTIbHAA AUATHOCTUKA

06bEKTUBHO COCTOSIHWE MPU OCMOTPE TAXKENOE, 3aTOPMOKEHa.
JIeXUT ¢ NpUNOAHATHIM TONOBHLIM KOHLOM KpoBaTu (okono 70°).
BeHbl wew Habyxwwue, nynbcupytoT. KoxHbI NOKPOB 6516 AHbIN, CYXOiA,
UmMaHo3a HeT. Hebonbluas nacTo3HOCTb B 00M1aCTU roNIEHOCTOMHBIX
cycrtaBos. [pu TepMoMeTpumn TeMnepatypa Tena 36,3°C. Aptepuanb-
Hoe pasneHune 80/60 MM pT. cT. Ha 0benx pykax. [lynbc pUTMUYHBIA,
95 yaapoB B MMHYTY, CUMMETPUYHLIA, YA0BNETBOPUTENBLHOIO HaMo-
HEHWA W HanpsKeHus. ToHbl cepaua NpUrnyLLeHbl, pUTMUYHbIE, Bbl-
CNYLUMBAETCA HEMHTEHCMBHBIA CUCTONIMYECKMIA LIYM Ha BepXYLUKE.
YacToTa abixaHus — 20 B MUHYTY, caTypaums Ha aTMocepHOM BO3-
ayxe — 85%. AyCKYNbTaTUBHO [blXaHWe XKECTKOE, 0CabNeHo B HUX-
HUX OTAenax, xpunoB HeT. nBOT MArkuii, be3b6one3HeHHbIN, NeYeHb
U ceneseHKa He nanbnupytoTcs. MoKonaunBaHue No NOSCHUYHOMN 00-
nacTu besbone3sHeHHoe. Hayata nogaya yBnaxHEHHOIO KUC/IOPOAA
yepes HOCOBbIE KaHIMIM CO CKOPOCTbIO 5 J1/MUH, Ha GoHe MHCydnauumn
KucnopozoM catypaums — 97%.

Ha 3KI" npu noctynnenun: cunycosbiit putM ¢ YCC 85 ynapos B
MUWHYTY, aTPMOBEHTPUKYNAPHan bnokana 1-n ctenenu, bnokana ne-
penHeBepXHEero pasBeTBIEHUSA IeBOW HOXKM NyyKa [Mca, HapyLueHue
NpoLLeccoB penonspu3aLmum Ha nepeaHedoKoBoii cteHke JIK (puc. 1).

B KNMHMYECKOM aHanu3e KpOBU: YMEPEHHbI HeWTpodunb-
Hblil NerKounTo3 (uncno neikountoB — 9,5x10°/n, HeiTpodmnos —
6,5x10°/n), HOpMOXPOMHas HOpMOLMTapHas aHEMUS NIETKON CTeneHy
TAMECTU (Yncno 3putpoumnToB — 3,52x10'2/n, KOHLEHTpaLKA reMorso-
6uHa — 110 r/n, cpenHuit 06bEM 3putpoumTa — 85,6 Gn npu HopMe
75-91), cpefiHee coaepaHue remMornobuHa B aputpouute — 29,1 nr
(Hopma 27-31).

B OMOXMMWYECKOM aHanuW3e KPoBM: MOBbLILIEHWE KOHLEHTpa-
UMM KpeaTuHUHa o 137 MKMonb/n (HopMa 44-97; pacyéTHas CKo-
pocTb Knyboukoson ¢unbtpauum — CK® — no popmyne CKD-EPI -
48 Mn/MuH Ha 1,73 M2), MoueBMHbI — A0 9,8 MMonb/n (HopMa 1,8-8,3),
KOHLLEHTpaUmsa roKo3bl — 7,4 MMonb/n (HopMa 3,4—6,2), Habnioaa-
NN CHU3KEHMWe coepkaHua obLiero benka ao 58 r/n (HopMa 65-85);
aKTUBHOCTb aflaHMHaMMHOTpaHcdepasbl coctaBuna 27 ea/n (HopMa
0-42), acnaptataMuHoTpaHcdepasbl — 31 ea/n (HopMa 0-42); ypo-
BeHb o0Lero 6unupybuHa — 6,9 Mkmonb/n (Hopma 3,4-19). Conep-
YaHuWe TPOMOHMHA NPY NOCTYNIEHUN B OTAENEHUE KapAnopeaHuMa-
umm — 154,4 nr/mn, yepes 6 4 — 174,9 nr/mn (Hopma no 100).

B KNMHMYECKOM aHanM3e MOuYM: OTHOCMTENbHas NNOTHOCTb —
1,014, 6enok — 1,3 r/n, 4ucno 3puTpOUMTOB — A0 96/MKN, neiKouu-
T0B — 356/MKN, 3epHACTBIX UMAUHAPOB -5 ea/Ma.

CnycTa 6 4 noc/e NOCTYNNIEHNSA B CBA3M C COXPAHAKLLMMCA LUC-
KOMOPTOM B IrPyLHON KNETKe U NOBLILLEHHbIM COAEPKaHUEeM Tpo-
MOHMHA BbLINOSIHEHA KOPOHaporpadus: KopoHapHble apTepun Des
reMoAnHaMnyecKu 3Ha4uMbIX CTeHo30B. Mo gaHHbIM 3xoK: ®B JIXK —

Puc. 2. IxoKI" naumenTku M. npu noctynnenum. OtcytcTByeT
yTonweHue cteHok JIK (cmpenka ykaseieaem va MXKIT).

Fig. 2. Patient M. EoCG on admittance. There is no thickening of the
walls of the left ventricle (arrow indicates an interventricular septum).

55%, JIXK He yBenuueH (KOHEYHO-AMACTONUYECKUIA pa3mep — 45 MM,
KOHEeYHO-cucTonmyeckuin pasmep — 32 MM, K0 — 90 mn, KCO -
45 mn), MXI - 8,0 MM, 3aaHss cTeHKa JTXK — 7,0 MM; BbISBNEHbI Hapy-
LEHUS NNOKaNbHoOI coKpaTuMocTu JIXK — BblpaeHHas r’MNnoKUHesus
DasanbHbIX, 3aAHENepPeropoLoYHOro U HUKHEr0 CErMeHToB, DOKOBOIA
cTeHkn JIXK Ha cpeflMHHOM M GasanbHOM YPOBHAX; NpaBble 0TAENbI
CepAua M KnanaHHblii annapat 6e3 ocobeHHOCTeNR; pacxoXpeHue
NNCTKOB NepuKapAa 3a 3agHen cteHkon JIX 4-5 MM, 3a 6okoBon
ctenkou J1XK v npaBoro npeacepams — 10-12 MM; npucCyTCTBYET MUa-
KOCTb B NJieBpanbHbIX CUHYcax (puc. 2).

NMPEABAPUTE/IbHBIA AIMATHO3

YunTbIBas KNMHUYECKYIO KapTUHY (60NeBoi CUHLPOM B FPyaHOI
KNeTKe, 0fbILLKA), MOBLILEHUE COAEPXKAHUS TPOMOHMHA ABaMAbl,
NoKanbHble HapyLieHus cokpaTuMocTu npu IxoKI, pesynbrathl Ko-
poHaporpaduu (0TCYTCTBUE 3HAUUMbIX CTEHO30B B KOPOHAPHbIX ap-
Tepusx), pabounin anarHo3 chopMynupoBaH cleayowmM 00pasoMm:
«Mwemmnyeckas bonesHb cepaua, MM bes obcTpyKUNUN KOPOHaPHBIX
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Puc. 3. 3KT nauuneHTku M. B guHaMuke.
Fig. 3. Patient M. s EKG is moving.

aptepwii o1 13.04.2020 r.». OgHaKo yBepeHHOCTH B auarHo3e UM He
Bb1n0, nockonbKy otcytctBoBanu npusHaku MM no 3KI, Habntopa-
NOCb YMEPEHHOE MOBbILLEHME KOHLEHTPALWW TPOMOHWHA, UMeNach
MHpOpMaLMA M3 aHaMHe3a 0 NIeBPUTE U NepuKapamTe (C ycneLHbIM
NeYyeHWeM MNPeAHWU30JIOHOM), NPUCYTCTBOBANN aHEMMs, MPOTEUHY-
pus, reMatypus, yMeHbleHne CK®. Beuay 3toro ¢ yyétoM uMelo-
LLieCA cepAeyYHOi He40CTaTOYHOCTH TPeOOBaN UCKIIIOYEHNUS AUarHO3
MUOKapAMTa, BO3MOXKHO, B paMKax CUCTEMHOro 3abosieBaHus coeau-
HuTenbHoi TkaHu (C3CT), no noBofy Yero NpoBeAeHo AanbHelillee
obcnepoBanue. lokasatenn C-peakTuBHoro 6enka, anbbyMWHOB,
3NEeKTPOSIUTOB, CbIBOPOTOYHOO JKene3a, GeppuTuHa, obLLelt xene-
30CBA3bIBatOLLEN CMOCOBHOCTU CLIBOPOTKM, PONIMEBOIN KUCNOThI, BU-
TaMuHa By, TMpeoTponHoro ropMoHa, NapaTropMoHa, 0CTeoKaNbLMHa
HaXo4MNUCL B Npeaenax pedepeHCHbIX 3HaYEHMI.

Jiunngorpamma: obwmin xonectepud — 5,9 MMonb/n, TpUrau-
uepuabl — 2,9 MMonb/n, NUNONPOTEMAbI BLICOKOW MIOTHOCTM —
1,36 MMonb/n, nUNonNpoTenabl HU3KOM MAOTHOCTU — 3,24 MMOMb/N;
K03 puumeHT aTeporeHHocTH — 3,3. YpoBeHb D-fuMepa 1 ocTanbHble
MoKasaTenn KoarynorpamMmbl — 0€3 NaTofioruyeckux OTKJIOHEHMI.
04HaKO KOHLEHTpaLuMa NpeacepaHoro HaTpUypPeTUYECKOro NenTu-
aa (NT-proBNP) okasanack pasHoii 35 000 nr/mn (Hopma 300-900).

Mo faHHLIM peHTreHorpadum 04aroBbIX U MHGUNLTPATUBHBIX U3-
MEHEHUI He BbISBNIEHO, BU3yanu3npyeTcs HebOoNbLLIOE KONUYECTBO
XMILKOCTW B NPaBOW NyieBpasbHON NOAOCTU.

BonbHas ocTaBanacb AMArHOCTUYECKW HesicHOW. Bepywmm npu-
3HaKoM 3a00N1eBaHMA ABNANACL CepAeyHas HeLoCTaTOYHOCTb C CO-
xpaHHont ®B JIX u oyeHb BbicokuMM 3HadyeHusMu NT-proBNP. Basar
CKpUHUMHroBbli aHanu3 Ha C3CT. BbinofHUTL MarHUTHO-pe30HAHCHYH
TOMOrpaduio cepaLa B CBA3M C OTCYTCTBUEM COOTBETCTBYIOLLEr0 060-
PyLoOBaHWA B KIIMHUKE He MPeACcTaBAsioCh BO3MOXHbIM. CocTosiHue
60NbHOM 0CTaBaNOCh TAKENbBIM, COXPAHANNCH anobbl Ha AUCKOMQOpT
[aBSALLEro XapaKTepa 3a rpyamuHOM B MOKOE, OAbILLKY, runoTeH3uto. Mpu
noeTopHoit 3KI (puc. 3) — be3 cywecTBeHHON auHaMMK, npu 3xoKT,
BbINOSIHEHHOM B YC/IOBUAX OTAENEHUs peaHUMaLmuu Yepes 12 4 nocne
nocTynneHus, Habmoganu cHuxkenne OB JTK no 40%, nossneHue aku-
He3un MIKI Ha BCEM NpoTsXEeHWUH, B 0CTaNbHOM — 6€3 LUHAMUKM.

HecMoTps Ha NpoBOAMMYI0 MeAWKAaMeHTO3HYl0 Tepanuio (Kap-
AnoMarHun — 75 Mr/cyT, Knonugorpen — 75 Mr/cyT, 3HoKcanapuH —
40 mr/cyT, MeTonponon — 25 Mr/cyT, dypocemus — 20 Mr/y, nodamMuH —
2 MKI/KI B MUHYTY) YNYYLIEHWUA COCTOAHUA NaLMEHTKa He 0TMeYana.

JOWHAMUKA U UCXOAbI

14.04.2020 r., cnycTs cyTkM nocne noctynnexus, B 11:50 npomso-
LU0 pe3Koe YXyALIeHWe CaMOYyBCTBUS, BbipaxaBLUeecs B HapacTa-
HWAW OABILIKM Ha OHE MHCYDNALMW KUCIOPOJOM, C NocneaytLLei
0CTaHOBKOM KpoBoobpalleHus. [epBas cepAeyHO-NEroyHas peaHu-

MaLums B TeyeHue 15 MUH OKasanach ycneluHoii. [Janee nocnefosanu
MOBTOPHbIE OCTaHOBKM KPOBOODpALLEHNS € aCUCTONIUAMM, NOCNEHAS
U3 KOTOPbIX 3aBepLUMNach KMHUYecKoi cMepTbio B 13:10. PeaHnma-
LMOHHble MeponpusaTua B TedeHne 30 MUH addeKTa He NpuHecn, B
13:40 bbina KoHcTaTMpOBaHa buonormyeckas cMepTb.

OKOHYATE/IbHbIA IMATHO3

OcHoBHoit: «Mwemmnyeckas bonesHb cepaua: UM be3 obcTpykuum
KopoHapHbIx apTepuid oT 13.04.2020 r., noBTOpHbINA, NepeAHe60KOBO
cteHkn JTHK (?). MocTuHGapKTHBIA Kapanocknepos (MM HuxkHel cTeH-
Ku JI}K 6e3 nogbéma cermenTa ST ot 08.02.2020 r.). CucteMHoe HeBe-
puduumMpoBaHHoe 3ab01eBaHWe COeANHUTENBHOM TKAHN?»

(®oHoBoe 3abonesaHue: «[unepToHndyeckas bonesHb, Il cTagus,
1-61 cTeneHb, PUCK CEPAEYHO-COCYAMCTLIX OCNOMHEHUIA 4,

OcnoxHeHns:  «XpOHMYeCKas CepAeyHas HeAoCTaTOYHOCTb
c coxpaHHon OB JIX, Il ¢dyHKuMoHanbHbI Knacc no NYHA,
acuctonms 14.04.2020 r.».

Mo pesynbTaTaM NaTO/0ro0aHaTOMMYECKOT0  WUCCNeLO0BaHMA
NOCTUH(APKTHBIX 04aroBbIX U3MEHEHUI B MUOKapae He 0OHapye-
HO, KNlanaHbl cepALa BHeLHe 0e3 0cobeHHOCTeN, B KOPOHApHBbIX ap-
TEepUsX aTepoCK/Iepo3 He BbIpaXkeH, CTEHO30B HET. [UCToNornyecku
BEpMOULMPOBAH CUCTEMHBIA aMUION03 C NPEUMYLLECTBEHHBIM MO-
pa)KeHneM cepaua v (B MeHbLUEl CTeNeHu) NoYeK U Apyrux opraHoB: B
CepaLe NpuCyTCTBYIOT OT/IOXKEHUSA aMUJIONAA, B OCHOBHOM B CTEHKaX
COCYA0B, TaKKe OHW 3aMKCUpPOBaHbI B CTPOME MUOKapAa, Knana-
Hax cepAua, NoyKax, NeyeHu, ceneseHKe, NErkux, NOAKeNYLOYHON,
LWMTOBMAHON M NapaliMTOBUAHLIX enesax (puc. &, 5). TonwwuHa
cteHku JIK = 10-12 MM, TonwmHa MK — 10 MM, ToNLKUHA CTEHKU
NpaBoro Xenyaouka — 2 MM, Macca cepgua — 360 r. [lns yctaHosne-
HWS TUNa aMMoMAa BbINOSIHEHO UMMYHOTUCTOXMMUYECKOE UCCNeao-
BaHMWe C NPUMEHEHNEM aHTUCLIBOPOTOK K OCHOBHbIM TUMNaM aMuiona-
Horo 6enka. Ha ocHoBaHWM pe3ynbTaToB UCCNeA0BaHUA YCTaHOBIEH
JunarHo3 AL-k-amunonposa.

OBCYXXEHUE

Mo paHHbIM nuTepaTypbl, AL-aMnonao03 BCTpeyaeTcs ¢ 4acToToi
o1 9,7 no 14,0 cnyyaes Ha 1 MniH YenoBek B rog [3]. MopaxeHue cepaua
npu AL-amunomnpose obHapyxusatT B 50-90% cnyyaeB u, Kak npa-
BMII0, BCEr/1a Ha (hOHe Mopa{eHuA ApYrux OpraHoB, yallle BCero — no-
UYeK, a TaKKe COCy0B, Nepudepuyeckon HepBHOWM CUCTEMBI, MEYEHHU,
enyL04HO-KMLLEYHOr0 TpaKTa, MArKUX TKaHew u ap. [1]. U3onupoBaH-
HOe BOBJIeYEHWe cepALa BCTpeyaeTcs MeHee YeM B 5% cryyaes [4].

CornacHo CyLLeCTBYHLIMM [LaHHbIM, HECMOTPS Ha TO 4TO 60bHbIE
C KapauanbHbIM AL-aMMNouA030M MOJOXKE, UMEIOT MeHbLLE CONyT-
CTBYHLUMX CEpLLeYHO-COCYAUCTLIX 3aboneBaHuii B aHaMHe3e, y HUX
BbicTpee pa3BuBaeTCA CepAeYHas He0CTAaTOUHOCTb U BhILLE NeTallb-
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HOCTb MO CPaBHEHUIO C NALMEHTAMU C TPAHCTUPETMHOBBLIM aMMNOU-
L,030M, NP1 KOTOPOM TaKe YacTo nopaxaetcs cepaue [5].

lpencTaBneHHbIN KNIMHUYECKUIA CyYal LEMOHCTPUPYET CIOX-
HOCTb CBOEBPEMEHHON NPUKWU3HEHHOW [UArHOCTUKU CUCTEMHOIQ
aMUIoMAo03a C NopaxkeHWeM cepiua, 4to, B Nepsylo o4vepenb, CBS-
3aHO C HecneuudUYHOCTbLI0 Pa3BUBAIOLLMXCSA CUMNTOMOB, a TaKKe C
BbICTpO MporpeccuUpyioLLMM TeyeHeM 3aboneBaHus.

TpaAMUMOHHO CUMTaETCS, YTO aMUIOMA03 CepALa MpUBOAUT K
YTONLLEHUI0 CTEHOK MUoOKapZa Kak JIX, Tak u npaBoro xenynoyka
U HapyLUEHUI0 UX HAMOJSIHEHWUS — TaK Ha3blBaEMbIM PECTPUKTUBHBIM
u3MeHeHuaM [3, 6]. CornacHo AaHHbIM, onybnnkoBaHHbIM A, Martinez-
Naharro v coaBT., Npy BbINONIHEHUM MarHUTHO-Pe30HaHCHOI TOMorpa-
¢ n cumHTMrpadmm cepaLa 601bHBIM C aMUITOMA030M FUNEPTPODUS
JUK (TTXK) BrisiBnsietcs y 82% naumenTos ¢ AL-amunongosoM ny 97%
NaLMeHTOB C TPAHCTUPETUHOBLIM aMuIoNA030M [6]. Kak u3BecTHo,
Mo NpefsoXeHHbIM 3KCMEPTaMM anropuTMaM AMarHoCTUKU Kapau-
aNbHOr0 aMWUNOMA03a HauuHaTb AnddepeHUManbHyl0 AMarHOCTUKY
npeAnaraeTcs UMEHHO C OLEHKU TONLLMHBI CTEHOK MUOKApLa, YCI0B-
HO 0603HavaeMon Kak «[JI», n pecTpMKTMBHOrO TMNa HanojHeHUs
JIK 3,7, 8. BHaweM cnyyae cornacHo pe3ynsrataM noBTopHbiX IxoKI
Yy NauMeHTKM oTcyTcTBOBaNM npusHaku M1 u runeptpodumn npasoro
JEeNyLoYKa, a TaKKe NPOSIBIEHUs PECTPUKTMBHOMN KapAvMoMuonaTuu
U HU3KOro BosibTaxa KoMnnekcoB 3K, 4To xapakTepHo Ans amuno-
uo3a cepaua. MiMeHHo Bce 3TW 0b6CTOATENBCTBA NO3BOSUIM HAM UC-
KJIOYUTb AMarHo3 aMuioMao3a, Npu ToM, YTO Halla KIMHUKA UMeeT
JL0CTaTOYHO BONbLUOM ONbIT AUArHOCTUKM 3TOro 3abonesaHus [9-11].

BmecTe ¢ TeM y naumMeHTKU UMEeNIUCh CTUrMbl aMUNOUA03a: TU-
NoTeH3Us (XOTS €€ MOXKHO ObIN0 0OBACHUTL TAMKENONA XPOHUYECKON
CepLeYHol Hel0CTaTOYHOCTbI0), @ TaKIKe CUCTEMHbIE NPOSBNEHUSA —
MPU3HAKU NOpaXeHUs NoyeK (NPOTEUHYpUS, reMaTypus, CHUMXEHUE
CK®), a TakKe NNeBpUT 1 NepUKapAMT B aHaMHe3e (4To Moro 06bAc-
HATbCA NpenonaraeMbiM guarHosom C3CT). Hapsaay ¢ atum, y 6onb-
HOW NPUCYTCTBOBANM aHIMHO3HbIV 6011€BOM CUHAPOM, ULLEMUYECKNI
aHaMHe3, BKJI04as YCTaHOBJIEHHbIN KBAaNMAULMPOBAHHBIMU CrieLma-
AIMCTaMM NpU NpefiblayLeli rocNUTanu3LUM LUarHo3 nepeHecéHHoro
WM, a TaKKe NpU3HaKM NOKaNbHbIX HAPYLLEHUI A COKPAaTUMOCTU MUO-
KapAa, GaKTopbl pUcKa cepAe4H0-COCYLMCTOMN naTonorum (runepTo-
HU4ecKasa 60ne3Hb, OTATOLWEHHBIA CEMENHBIN aHAMHE3, HapyLIeHUs
NMNUAHOr0 00MEeHa), YT U MOCNYKUIIO OCHOBAHUEM OCTaHOBUTHCS
Ha auarHo3e noeTopHoro VM. OfHaKo y NauMeHTKM 0TCYTCTBOBaNO
0bCTPYKTUBHOE MOpaXKeHUe KOPOHapHOro pycna, yto, 6e3ycnoBHo,
BbI3bIBAJI0 BOMPOCHI M TPeOOBAN0o UCKIYEHUS MUOKapAUTa, B TOM
uncne B pamkax C3CT. K coxanenuto, bonbHas Haxoaunacb B KNu-
HWKe BCEro fLb YyTb bonee CYTOK, MO3TOMY MOAYYUTb OTBETHI HA
BO3HMKLLME BOMPOCHI HE yAaNnoch.

OueHuBas peTPOCNEKTUBHO ONUCAHHBIA KITMHUYECKUI CTyYai, Mbl
NPULLNK K CNefyloluuM BbiBoaaM. KapauanbHelid aMunonaos, npo-
TEKAMWLLMIA C NPEeUMYLLECTBEHHBIM NEPUBACKYNSAPHBIM OT/IOXEHUEM
aMunoMaa, MoXeT CUMYNUPOBaTh ULLIEMUYECKYI0 DonesHb cepaua, B
TOM uncne VM, 1 He conpoBoXaTbCA YTONLLEHUEM CTEHOK MUOKap-
[ C BO3HUKHOBEHWEM PECTPUKTUBHOW KapauoMuonatuu. PassuBato-
LIasAcs B 3TOM CNlyyae cepLiedHas HeLloCTaTOYHOCTb, NO-BULUMOMY,
0bycnoBneHa BblpaXeHHbIMU MUKPOBACKYNAPHBIMUA HapyLUEHUSIMU,
NpUCYTCTBME KOTOPbIX LLOKa3aHOo NpW AaHHOMW naTonoruu [3, 8].

3AKNTIOYEHUE

Mpu HanuMumm cepaeyHoit HedoCTaTOYHOCTU C coXpaHHoit OB
JIXK, B TOM uncne 1 Npu OTCYTCTBUM YTONLLEHUS CTEHOK MUOKApPAa, a
Take npu MM 6e3 0b6CTpyKLMM KOpPOHApHbLIX apTepuid, HeobxoauMo
UCKMI04aTh KapAWanbHblii aMMNonao03s, TeM bonee ecim y nauueHTa
UMeloTCA CTUrMbl 3Toro 3abonesatus [12].

Puc. 4. NepuBackynspHoe 0Tn0XeH1e aMUIIOUA] N0 pesynbTaTaMm
ructonoruyeckoro uccneposanus. Ye. 100. Okpacka KoHro kpacHbiM.
Fig. 4. Perivascular amyloid deposition based on histological studies.
Magnification 100. Congo red.

Puc. 5. MepuBackynsapHoe oTnoxeHne aMuionaa no pesynbrataM
rUcToNIorMyeckoro uccsiepoBanus. Ye. 20. Okpacka KoHro KpacHbIM.
Mukpockonus B nonsipuzoBaHHoOM cBeTe. Muokapa.

Fig. 5. Perivascular amyloid deposition based on histological studies.
Magnification 20. Congo coloration red. Microscopy in polarized light.
Myocardium.

WndopmupoBaHHoe cornacue Ha ny6nukaumio. [laumeHTKa
nofnucana GopMy 106poBOLHOrO MHPOPMUPOBAHHOIO CONAcHsA Ha
nyb6iMKaumi MeJULMHCKON MHGopMaLuu.
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the patient for publication of relevant medical information and all of
accompanying images within the manuscript.
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