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Pesiome

B cTatbe 0bCyx[aloTcs pe3ynbTaTbl 00CNeOBaHNA 63-NETHEN »KEHLWHbI, FOCMUTaNN3U-
POBaHHOW C XPOHNYECKOW CepAEYHON HELOCTAaTOYHOCTbIO Ha GOHE KapAnoMMonaTum He-
YTOUHEHHOro reHesa. 3a Tpy MecAua A0 rocnuTanm3aumm NauneHTKn npu NpoBeaeHnn
6UONCUN CI3UCTON 0OOIOUYKU MPAMO KULWKN OblfIN BbISBIEHBI OT/IOXKEHUS aMUSIOVAa.
[ns yCcTaHOBNEHMs MPUUYMHBI Kapauomuonatim Gbil MpOBeAeH pPAL AMArHOCTUYECKUX
TECTOB.

Mo paHHbIM 3x0Kapanorpadun NONOCTM NEBOI NONOBUHBI CepALa paclMpeHbI, HapyLue-
Ha JIOKasibHaA COKPATUMOCTb MMUOKapAa JIeBOro »enyfoyka 1 Npomn3oLwwsia ero KOHLeH-
Tpuyeckas runeptpodus.

Mpy MarHUTHO-pPe30HaHCHOW TOMOrpadu BbIABAEHbI MPU3HAKM PECTPUKTMBHON Kappmo-
MVOMaTWN, KOTOpble NPOABAANNCHL HapyLIeHeM NOKaNbHOW COKPAaTUMOCT/ MUOKapAa
XKeJlyAoUKOB 1 UX CUCTONMYECKO AUChYHKLUMen 6e3 pacluvpeHns nonocTten cepaua. Mpwu
NCCNeAoBaHUN C KOHTPACTHBIM YCUMIIEHEM OOHapy>KEHO PaCcnpOCTpaHeHHOe Cy63HAo-
KapAauanbHoe, cybanukapamnanbHOe, 04aroBoe UHTPamMypasibHOe HAKOMIeHe KOHTpacT-
HOrO BellecTBa B MUOKapAe NeBOro Xenygouka, a Takke B CTeHKax NpaBoro »enyaouka,
npegcepanii, CTPyKTypax npegcepaHo-}enyaoyukoBbiX KnanaHoB. [lnarHoctmpoBsaH ABy-
CTOPOHHUI TMAPOTOPAKC 1 NepUKapananbHbli BbIMOT.

B 6ronTaTe KOCTHOrO MO3ra OOHapyXeHO MPUCYTCTBME 2,5% KIIOHAMbHbIX Myia3matnye-
CKNX KneTok. NonyyeH oTpuuaTenbHbI pe3ynbTaT aHann3a KpoBM Ha reHOANAarHOCTUKY
ATTR-amunongosa. YpoBHU MapKepoB cepAeyHoro nopakeHnsa TponoHmnHa n NTproBNP
coctaBunn 181 Hr/n n 6689 Hr/Mn COOTBETCTBEHHO.

MonyueHHble pe3ynbTaTbl AMAarHOCTMYECKMX TEeCTOB AOKAa3bIBalOT, YTO NPUUYNHON Kapauno-
MrOMaThK, KOTOPasa NprBesna K XPOHNYECKOW cepaeyHoOn HeJoCTaTOYHOCTY, ABnaeTcAa AL-
aMmmnnongos.
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Abstract

In this report, we present a clinical case of a 63-year-old female patient with chronic heart
failure (CHF) due to cardiomyopathy of unknown origin whose rectal biopsy revealed
amyloid deposits 3 months before hospitalization. Some diagnostic tests were performed
to determine the cause of cardiomyopathy.

According to echocardiography, left heart chambers were dilated, local contractility of the
left ventricular myocardium was impaired and its concentric hypertrophy has occurred.
Cardiac magnetic resonance imaging revealed signs of restrictive cardiomyopathy,
which were manifested by impaired local contractility of the ventricles and their systolic
dysfunction without dilatation of the heart chambers. A contrast-enhanced study revealed
spread subendocardial, subepicardial and focal intramural late gadolinium enhancement
in the walls of the heart chambers and atrioventricular valves. Bilateral hydrothorax and
pericardial effusion were diagnosed.

The bone marrow biopsy revealed the presence of 2.5% clonal plasma cells. A genetic
blood testing did not find genetic change known to cause hereditary transthyretin
amyloidosis (ATTR amyloidosis). Levels of cardiac biomarkers troponin and NPproBNP
were 181 ng/L and 6689 ng/ml, respectively.

Keywords: cardiac amyloidosis, cardiomyopathy, chronic heart failure, magnetic
resonance imaging, local myocardial contractility
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W BBEJEHWE

Amunongo3s (amunovgHas guctpodus) npeactasnsaeT cobon rpynny 3abonesaHui,
KOTOpble XapaKTepU3YyTCA BHEKNETOUYHbIM OT/IOXKeHMEeM creumduyeckoro rimkonpo-
Tenpa (amunonga) [11.

B 3aBUCUMOCTM OT 6enKa-npeawecTBEHHIKA aMUIoOMaa B HACTosALLee Bpems Bblgensa-
10T okono 36 TMnoB ammnoungosa [1, 2]. B npakTuyeckon meguumHe valie BCero BCTpe-
yaeTcs Ba TUNa 3abonesaHusA [3]. MepBuyHbIN amunongos (AL-amunounpos) obycnosneH
M36bITOYHON NpoAyKLUMen NnasmMaTMUeckummn Knetkamv nnun B-numbountamm moHoKmo-
HaNbHbIX Nlerkux Lenen nmmyHornobynmHa (immunoglobulin-light-chain), kotopble Ha-
KannmealTca BHeKneTouHo [1]. BropnuHbin ammnnongos (peaktuBHbi, AA-aMnnongos)
COMpPOBOXJaeTca arperayunen cbiBopotoyHoro amunonga A (SAA, serum amyloid A) —
ObICTPO pearnpyoLLero Mapkepa octpon dbasbl BocnaneHus.

Mpu cncTteMHOM MOpPaXeHU aMUTIOUAHbIE OTIIOXKEHNA NMPUCYTCTBYIOT B HECKOJIbKUX
opraHax (Hanpumep, ceppaue, neveHb, NoYKa, KoXa, rnas, fierkoe, HepBHasi cuctema). Jlo-
KanbHas ¢opma ammnongosa ConpoBOXKAAETCA HAKOMNEHMEM MINKOMNPOTENa B OAHOM
opraHe [4].

Amunnonzos yallle BCero AMarHoCTUpyeTcs B NOXKUIOM Bo3pacTe. B Bo3pacTe ctaplue
65 net 3aboneBaHve BcTpevaeTca y 15% niofel, Torga Kak ctapueckumin ammnongos (Bos-
pacTHas rpynna ctaple 85 net) nmeet npaktuyeckn 100%-Hoe pacnpoctpaHeHue [5].
Mo paHHbIM Bustamante & Zaidi [3], yacToTa HOBbIX ciyyaeB AL-ammnongosa B 3anafHbix
CTpaHax coctasnseT 1 cnyyan Ha 100 000 B rog, a B CLLA exerogHo gnarHoctnpyeTca ot
1275 po 3200 HOBbIX c/lyvyaeB. AMUIONA03 CUNTAETCA «CITOXHbBIM ANArHO30M» 1 BCTpeya-
€TCA 3HaUUTENbHO Yalle, Yem gnarHoctmpyetcs [3, 6].

Amunongos cepgua, CoOnpoBOXKAABLUMNCA NHOUNBTPATUBHOW/PECTPUKTMBHON Kap-
AVioMMonaTnen, ABNSETCA peaKkm 3abonieBaHeM, KOTOPbIM CTpadaloT MeHee yem 5 ve-
nosekK Ha 10 000 HaceneHus [7, 8]. Hanbonee pacnpocTpaHeHHbIM TUMOM aMUIona03a C
BOBJleUeHneM cepaua sBnaeTca AL-ammnongos, pexe BCTpevyaeTcsl TPAHCTUPETUHOBDIN
(ATTR) amunnonpos (15-25%) n AA-amunounpgos (2-7%) [1, 71.

YunTbiBasi reTepPOreHHOCTb MOPaXKeHUsI Pa3fIMUHbIX OPraHOB M CUCTEM MpPY amMusIo-
nao3e CpegHuin CpoK NMOCTaHOBKW AMArHO3a COCTaBISET OT 6 MecsLeB A0 roga oT Mo-
MEeHTa MosBMEeHMA NepBbiXx cumnTomoB [9]. BoBneueHne B npouecc ceppua ABnaeTcA
OCHOBHbIM MPOrHOCTUYECKM GaKTopoM K Befylleill NPUUYMHOW CMepTW NalueHTOB
c amunoungo3som [10].

B cTaTbe obcyxpatoTca pesynbTaThl KNMHMKO-nabopatopHoro obcnefoBaHnsa 63-net-
Hel XeHLYUHbl, FOCNUTaNN3NPOBaHHON C KapAnoMronaTne HeyTOUHEHHOrO reHesa, NoA-
TBEPAMBLLME AMarHo3 amunongosa cepaua.

B KJIMHUYECKW CNTYYAI

MayweHTKa T., 63 roga, HaxogMNachb Ha CTaLMOHAPHOM NeYeHNN B KapAMONornyeckom
otgeneHun 6-n Kb ¢ 06.09.23 no 27.09.23. HanpaeneHa palioHHOW NOANKAMHUKON AnA
yTOUHeHUA gnarHosa «Kapgunommnonatma HeyTOUHEHHOro reHesa. AmMunonaos? Muenom-
HasA 60ne3Hb?».

»KanoO6bl Npu NOCTYNNEHUIN Ha OABILLKY U OTEKM HUMXHIKX KOHeYHoCTeln. BoneeT Ha npo-
TAXKEHMM rofa. KoHcepBaTrBHOE nevyeHune (Npuem AnypeTuKkos, MHIMOUTOPOB aHIMOTEH-
3uH-NpeBpauakowero ¢epmeHTa, 6eTa-6n1oKkaTopoB, BabpaanMHa U aHTUArperaHToB) He
NPUBENO K MONOXUTENbHOW AMHAMKKe. B uoHe npu npoBefeHnn 6roncum camsncTom
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060M10UKM NPAMOW KUK ObINK BbIABNEHbI OTNIOKEHWA aMuoraa 1 cnabas skcnpeccus
ammnounga A.

Mpu noctynneHun B CTaLMOHap MEePKYTOPHO rpaHuulbl cepAua paclinpeHbl, TOHbI
cepfua npurayweHbl, Nynbc 85 yaapoB B MWHYTY, apTepumanbHoe pasneHvie (A)
110/70 mm pT. CT., YacToTa AbixaHnA 19-20 B MUHYTY. [lbixaH1e Be3MKYNAPHOE, 0cnabneH-
HOe B H/XKHUX oTAenax npasoro nerkoro; SpO2 95%. BbiaBneHbl BbipaXkeHHbIe OTEKN HNXK-
HUX KOHEYHOCTeN.

Pe3ynbTaTbl MMMYyHOreMaTONIOrMYeCcKoro mccefoBaHmA 6uonTtata KOCTHOMO MO3ra:
UMMyHObEHOTUNNYECKM OOHapyeHo npucyTcTBre 2,56% KNOHaNbHbIX Mia3matuye-
CKMX KneTok ¢ peHoTnnom CD45- CD138+ CD38bright+ CD19- CD56+ CD27dim+ CD81-
CD117+ CD28+- cy lambda+ (pedepeHcHoe 3HaueHne 2-3% nnasmoumnToB).

PeHTreHorpadua opraHoB rpyaHol KneTKu: pa3Mepbl cepiua yBenuuyeHbl 3a cuyeT
neoro enygouka (J1K). Andody3Hbin nHeBMocknepos. [MpaBoCTOPOHHUI TMAPOTOPaKC
(ypoBeHb »unaKkocTu focTturaet 4-ro pebpa).

Mpu snekTpokapauorpadpuy putM cepfua CUHYCOBbIA, yMepeHHasa Taxukapausa. Sl-
SII-Slll-Tun anekTpryeckon ocn ceppua. HenonHaa 6nokaga npaBoli HOXKK Myuyka lMca.
Meperpy3ka npasoro xenygouka (MXK). Auddy3sHble nsmeHeHnsa mrokapaa.

Mo paHHbIM 3xoKapauorpadum (OxoKl) nonocTb NeBOro nNpeacepavsa paclimpe-
Ha, VHOEKCUPOBaHHbIN obbem paBeH 37,2 mn/m% nonoctb JIK TakKe paclimpeHa, oT-
MeyYaeTcA ero KOoHLeHTpuueckaa runeptpodus. HapylieHa nokanbHas COKpaTMMOCTb
JIK; rnobanbHaA cokpaTuTenbHaa GyHKUMA MMoOKapha coctaBuna 54% no CYMMMCOHY.
MK Takxe runeptpodurpoBaH. AMAMTYAA CUCTONMYECKOTO ABUKEHMA KOJbLia TPEXCTBOP-
yatoro knanaHa (TAPSE) paBHa 13 mm; cpegHee faBneHue B neroyHon aptepun (OJTA)
24 MM pPT. €T, cuctonmyeckoe AJ1A — 36 Mmm pT. CT., PyHKLMOHaNbHOE N3MEHEeHMe nnoLaam
(®WM) MX coctaBuno 36%. B nonoctn nepukapaa onpeaenanacb AONONHUTENbHAA XNA-
KOCTb B 06beme okoso 150 mn, B NpaBoli nieBpanbHo nonoctu — 1300 mi, B N1€BOW NneB-
panbHou nonoctn — 300 mn.

Pe3ynbTatbl nepdy3noHHON CUMHTUTPadun: Npu B13yanu3aumnum MMokapaa BbiABNeHb
NpU3HaKK NepBuUYHON nemnn B 6okoBol cTeHke JIXK. MepdokanbHas KapThHa Havab-
HOW nnoLaam nwemmnsaumm Mrmokapaa B 6acceiHax BeHeUHbIx apTepuin coctaBuna: right
coronary artery — 0%, left circumflex — 11%, left anterior descending — 0%. Puck 6nvaii-
LUINX KOPOHAPHBIX COOLITMI NPU AAaHHBIX ULLEMUYECKIMX HapYLLUEHWAX ManoBEPOATEH.

Mo gaHHbIM MarHUTHO-pe3oHaHcHol Tomorpadum (MPT) cepaua nmeeT mMecTo yTon-
WweHne mnokapaa JIK (tonwmHa cteHoK ao 14 mm; Tabn. 1) u MXK (TonwmHa cTeHKn Jo
8 MM); yTosnleHne MeXnpencepaHoON Neperopoakym A0 8 MM M COCOYKOBbIX MbILULY
(puc. 1). B KnHonocnegoBaTeNbHOCTAX ONPEAENANOCb HapyLLeHKe SIOKallbHOW CoKpaTu-
MOCTK M1okapga JIXK (rmnoknHes 60nblUINHCTBA CErMEHTOB Xenyaouka — 11 13 16, uHgekc
nokanbHowm cokpatnmocTn — 1,69) n MX, cuctonnueckasn anchyHKLMA 060UX KenyLouKoB
(bpakuma Boibpoca coctaBuna 44% n 32% COOTBETCTBEHHO) 6€3 paclMpeHa NONOCTEN
cepaua (tabn. 2).

C Lenblo OLeHKMN TKaHEeBbIX XapaKTEPUCTUK KapAnanbHbIX CTPYKTYP Oblo BbINOIHEHO
HaTMBHOE 1 NOCTKOHTpacTHoe T1-KapTupoBaHue, a Takxe T2-kapTupoBaHue. ObHapyxe-
Ho anddysHoe nosbiweHne undp T1-penakcomeTpuu (o 1270 mc) n T2-penakcomeTpum
(no 60 mc), BHekneTouHbI o6bem (ECV, pacueTHblll nokasatesb) coctaBun 70% — MP-
NPU3HaKM BblpaXeHHOro pacLlUVPeHNA MEXKIETOYHbIX MPOCTPAHCTB 3a CYET HaKoMneHWA
naTosiormyeckoro cybcrpaTa 1 oteka Mrokapga (puc. 2).
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a b

Puc. 1. MPT cepaua naumneHTKu T., 63 ropa. I3o6pakeHns ceppua B KUHONOCNEA0BaTENbHOCTAX B
KOHeUYHO-AuacToNnmyecKylo ¢pasy cepAeyHoro UMKia: a - YeTbipexkamepHas npoekuus; b - koporkas
ocb cepaua. CTpesikamm yKasaHo yToJllLieHne CTeHOK JIeBOTo 1 NPaBoro XKenyA04KoB

Fig. 1. Cardiac MRI scans of 63-year-old female patient. Cine-images of the heart, end-diastolic phase:
a - four-chamber view; b - short axis view. The arrows indicate thickening of the ventricular walls

a b

Puc. 2. MPT cepaua nauueHTkn T., 63 roga: a - HatuBHoe T1-KapTupoBaHue cepaua, KOpoTkas oCb;

b - T2-kapTupoBaHue cepaua, KopoTKas ocb. Lindppamu otmeueHbl 3HaueHuns T1- n T2-penakcayum
MMnoKappAa B CpefHUX NeperopofoUHbIX CerMeHTaX JIieBOro Xenyaouka

Fig. 2. MRI scans of 63-year-old female patient: a - native T1-mapping, short axis; b - T2-mapping, short
axis. The numbers indicate the T1- and T2-mapping values in the middle septal segments of the left
ventricle

Mocne BBeAeHMA KOHTPACTHOrO Npenapata (ragobyTpon, 0,15 MMOMb/KI Macchl Tesna)
B OTCPOUeHHYI0 pa3y CKaHMPOBaHVA onpefenanocb pacnpocTpaHeHHoe Cyb3HA0KapAN-
anbHoe, cy63nuKapAnanbHOe, O4aroBoe MHTPamypasibHOe HaKomiaeHne KOHTPacTHOro
BellecTBa B MMoKappae JI’K, cocoukoBbix MbilwLax, Muokapge MK, cteHkax npeacepani,
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CTPYKTypax NpeacepaHo->KenygouKkoBbIX KnanaHoB (purc. 3). Takxe BbiAB/IeH ABYCTOPOH-
HUI rngpoTopakc (o6vemom okono 1500 mn B NpaBoii nneBpasibHon nonoct 1 400 mn B
NeBOW NneBpanbHOM NOOCTN) U rnaponepuKkapa.

MNMoka3zatenb wkanbl QALE (Query Amyloid Late Enhancement) — nonykonuyectseH-
HbI MHAEKC U3MEepPeHNa CTeNneHn amnnongHON Harpy3Kku B 060KX Kenyfoukax, onpege-
NAEMbIA MO OTCPOUYEHHOMY KOHTPACTHOMY YCuNeHuto, cocTaBun 12 6annos, YTo B COBO-
KYMHOCTW C BbICOKMMMW 3HaueHnammu T1- n T2-BpemeHun penakcaLmm, a TakxKe OTHOCUTESb-
HO coxpaHeHHoW ¢pakumer Bbibpoca JTXK, Hannunem nneBpanbHbIX U NepuKkapananbHOro
BbIMNOTOB MO3BONAET NPEeANONOXKMTb Y NauneHTKn AL-amunongos.

Mpu ynbTpa3ByKOBOM KCCefOBaHWM OpPraHoB OpPIOLLHOWM MONOCTU onpeaenannch
ONOPY3HbIE M3MEHEHUA NeYeHN 1 KUCTa ee NpaBo fonu, auddy3sHble n3MeHeHNA nog-
XKesnyAoUYHOW »ene3bl 1 NapeHXnmbl 006enx noyek, acLuT.

Pe3ynbTatbl nabopaTtopHbix nccnegosaHuin: CPB 28,02 mr/n (pedpepeHcHoe 3HaueHne
0-6 mr/n); obwmin 6enok 57 r/n (pedpepeHcHoe 3HaueHne 65-87 r/n). B obwem aHanmze
KPOBW OTKJIOHEHUI OT pedepeHCHbIX 3HaYEHMNIN He BbIABNEHO.

BunupybuH npamoii 9,3 mkmonb/n (pedepeHcHoe 3HaueHue 0,53-5,1 mKmonb/n),
6unupybuH obwwnin — 44,4 mkmonb/n (pedpepeHcHoe 3HaueHne 5-21 MKMONbL/N); ram-
Ma-rnyTamuntpaHcnentugasa 90 E/n (pedepeHcHoe 3HaueHne 0-37 E/n); wenouHas
docdaraza 176 E/n (pedepeHcHoe 3HaueHne 45-122 E/n). lunmpgorpamma: nunonpore-
nabl BbliCOKoW nnoTHoct 0,83 mmonb/n (pedepeHcHoe 3HaueHne 0,91-1,91 mmonb/n),
nunonpoTenabl HU3KoW nnoTHocT 4,51 mmonb/n (pedepeHcHoe 3HaueHue 1,52-3,55

Ta6bnuua 1

TonwwmHa muokapaa (mm) JIXK no cermeHTam

Table 1

Left ventricular myocardial thickness (mm) by segments
TonwumHa mnokappaa JIXK basanbHbIn CpepHui BepxyueyHbiii
MepepHuin 12 10 6
MNepepgHeneperopofoyHbIi 14 14 MNeperoponoyHbii
HukHeneperopogouHbii 10 13 7
HuxxH1IA 11 8 4
HuxHe60okoBOI 10 10 BokoBoi
MNepegHe6okoBOW 10 8 6

Ta6nuua 2

Mokasartenu ¢pyHKLMU N 06bemoB nonocten JIXK n MK

Table 2

Indicators of the left and right ventricular volumes and function
MNMokasarenb JIXK mK
OB, % 44 32
KOO, mn 83 82
nK4oO, mn/m? 46 46
KCO, mn 46 56
nKCO, mn/m? 26 31
YO, mn 37 26
CB, n/myH 2,57 1,8
CW, n/mnH/m? 1,44 1
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C

Puc. 3. MPT cepgua nauyueHTku T., 63 roga. I3o6paxeHuns OTCPOYEHHOro KOHTPACTHOIO YCU/IeHUA:

a - KopoTKas ocb cepaua; b - yueTbipexkamepHas npoeKLus; € - AByXKaMepHasa npoekuua. Ctpenkamm
yKasaHbl y4acTKN HaKONIeHNA KOHTPACTHOro Npenapara B MUOKapAe *KeNyA04YKoB, CTeHKaxX
npeacepavii; MM - npaBoe npeacepame, JIM - neBoe npeacepane; MX - npaebiii xxenygouek; JIXK -
NeBbIN Xenyaouek

Fig. 3. MRl scans of 63-year-old female patient; the late gadolinium enhancement images: a - short
axis; b - four-chamber view; c - two-chamber view. The arrows indicate the areas of late gadolinium
enhancement in the walls of the heart chambers: right atrium, left atrium; right ventricle; left ventricle

MMOJ1b/11), MMNONPOTENHbI OYE€Hb HU3KOW NMAOTHOCTM 0,52 MMosb/n (pedepeHcHoe 3Ha-
yeHue 0,3-0,45 mmonb/n); KoadduumeHT ateporeHHocTH 5,361 (pedepeHCcHoe 3HaueHne
2-3); 06K XonecTepuH 5,28 mmonb/n (pedpepeHcHoe 3HavyeHue 3,6-5,17 mmonb/n). Ypo-
BeHb TpornoHuHa | 0,05 Hr/mn (pedepeHcHoe 3HaueHne 0-0,05 Hr/mn). B Moue obHapy-
eH 6enok B konuuectse 1,12 r/n (pedepeHcHoe 3HaueHne meHee 0,033 r/n). YpoBeHb
HaTpunypeTtunieckoro nentuga (NTproBNP) coctasun 1112 nr/mn (pedepeHcHoe 3Haye-
Hue 0-100 nr/mn).

KnuHuuecknii  gmarHos, chopMynvMpoBaHHbI B  KapAvONOrMUYECKOM OTAENeHuu
6-n TKB: «CuctemHbin ammnonpos. Kapgrnommonatma. HepocTaTOuHOCTb MUTPasibHO-
ro KramaHa c peryprutauuein 2-ii cTeneHu, TPexCTBOpYaToOro KnamnaHa ¢ peryprutayuen
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2-3-1 cT. Jlerknii cTeHO3 aopTanbHOro KnanaHa (nnowanb 3GGeKTMBHOro oTBepCTUA =
1,6 cm?). nactonuueckana auchyHKLUA NeBoro »xenyfgouka 1-ro Tuna. HenonHasa 6noka-
[la NpaBoW HOXKM nyuka [Mca. CynpaBeHTPUKYNApPHaA dKCTpacucTonma. XpoHnyeckas
ceppeyHan HegocTtatouHocTb OK 4, H2B. [1ByxcTOpOHHMIA rugpoTopakc. Acuut. fuppo-
nepvkapg. BropuuHaa HuxHegonesaa nHeBMOHWMA cnipasa [OH1. BHyTpuneuyeHouHbIn
xonectas. ucnunuaemusn. Knctbl npaBow fonmn neveHu. [lmnotnpeos meankaMeHTO3HO
KOMMEHCMPOBAHHbIN».

JleueHue BKNOYaNo HasHauyeHue Ppypocemmpa, LepTprakcoHa, Topacemmuaa, Cnmpo-
HOMaKTOHa, KapBeauiona, paMunpuna, aueTuncanmumnnoBOn KMCNOTbl, NeBOTUPOKCMHA
HaTpusA, MeTonponosna TapTpaTa.

[nAa yTouHeHnA AmnarHo3a v NPoJOKEHUA NleuyeHna naumeHTKa bbina nepesefeHa B
PHIML, «Kapgunonorua». B ueHTpe fOMNONHUTENBHO K BbINOIHEHHbBIM PaHHee UccnefoBa-
HUAM 6bINn NpoBefeHbl UMMYHOPUKCaLMA 6eTKOB CbIBOPOTKN KPOBY (MOHOK/IOHANbHbIN
KOMMOHEHT He BbIAABNEH) N aHaNn3 KPOBY Ha reHoamnarHocTnky AT TR-amunomnposa (Genetic
testing for ATTR amyloidosis) c oTpuuaTenbHbiM pe3ynbtatom. YposeHb NTproBNP cocTa-
BMN 6689 nr/mn; ypoBeHb TponoHuHa | — 133 Hr/n (pedepeHcHoe 3HayeHne 0-29 Hr/n).

C Uenblo UCKNIYEHNA NOopaXeHNa KOPOHaPHbIX apTePUIA U OLEHKM NOTEHLUManbHOM
BO3MOXXHOCTM YBENNYEHNA MHOTPOMHOrO pe3epBa MUoKapAa Obina BbiNOIHEHA KOPOHa-
porpadus, no pesynbrataMm KOTOPOW KPUTUYECKOrO CTEHO3MPOBAHUA KOPOHaPHbIX ap-
Tepuii BbiABIEHO He 6bino. Takxe Ha 3Tane rocnutanusauumn 6oino 3adpukcMpoBaHo fBa
3NM304a acUCTONMK, B CBA3M C YeM NauuveHTKe Obll UMMNAHTMPOBAH 3M1eKTPOoKapano-
ctumynaTtop (Vitatron Q70 DR MRI). MprHumas Bo BHUmaHue OB JIXK = 45% no Simpson,
OUIM MXK =27% npw OTCYTCTBUM 3HAYNMOWN HEAOCTaTOYHOCTH / CTEHO3a K/lanaHHoro anna-
paTa cepLa Npu OTCYTCTBUM KOPOHaPHOW NaTonornm, opToTonnyeckas TpaHCcniaHTauma
cepaua v anbTepHaTVBHbIE KapAUOXMPYpPruyeckne MeTofbl NeyeHns B nepuos TekyLuen
rocnuTanu3aumm naumeHTKe nokasaHbl He 6binn. Ha ambynaTopHom 3Tane nauueHTKe
6bl1 peKoMeHoBaH NpreM TopaceMraa, CMPOHONaKTOHa, METOMPOsIoNa CyKLMHaTa, M-
narnunosnHa, po3yBacTaTuHa, aueTUICanMUUIOBOI KUCOTbI B KMLWEYHOPaCTBOPMON
ob6onouke, a Tak»ke KypcoBoW nprem Hedpo-, racTpo- 1 renaTonpoTeKTOPOB.

B OBbCYXIOEHWUE

AmnnongHaa KapaAMoMMoNaTUA — BaXKHaA U HeJOCTaTOUHO M3yUYeHHaa NpuYnHa cep-
LeYHO He[,OCTaTOYHOCTY U CepAeYHbIX apUTMUIA, 0COBEHHO Y noxunbix nogei [11]. Qua-
rHO3 CTaBMTCA Ha OCHOBaHWUM COBOKYMHOCTW pe3yfibTaTOB UHCTPYMEHTasIbHbIX METOA0B
06cnefoBaHMA NaUMEHTa, KNMHMYECKMX TabopaTOPHbIX aHaNIM30B, a TakXKe AaHHbIX na-
TOrMCTONOMMYECKOro Y MMMYHOTMCTOXMMUYECKOTrO UCCNefoBaHUA TKaHeBoro bruonTtata
(B JAHHOM KNMHNYECKOM CJlyyae — anNuUTenna npamoin Knwkn). CoBpeMeHHbI HeMHBa3NB-
HbIA ANArHOCTUYECKNI anropUTM, MPYMEHSEMbIN ANA PaHHEN AMArHOCTUKM MOpaXKeHuA
MMOKapaa Ha NpuMepe TPaHCTUPETMHOBOW aMUONAHOW KapAanomMmuonaTm npeacTaBnieH
B 0630pe T.I. BaxaHckoi [6].

B paccmoTpeHHOM KNMHUYeckom ciyyae Obina BbifiBneHa HU3KoBosibTHaA KT, Kum3He-
yrposkaroLme HapyLueHUa NPoBOAMMOCTY cepaua. [Mpu TpaHcTopakanbHom IxoKI 3ape-
rMCTPUPOBANNCH CHKEHWE rnobanbHOM coKpaTuTenbHOM GYHKLUM MMOKapAa, KOHLEH-
Tpuueckaa runeptpodus JIXK ¢ ymMepeHHbIM CHUXKEHMEM €ro NoKanbHOWM COKPaTUMOCTK,
a TakXKe yTosILleHMe CTBOPOK MUTPASIbHOrO U TPEXCTBOPYATOro KNanaHoB C Hanmymem
yMepeHHol peryprutauuu. MNepeuncneHHble Npr3Hakn xapakTepHbl AnA aMUNOULHOWN
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Kapanomuonatum [2, 12, 13]. Kpome Toro, Ha IxoKI 6b11v BblABAEHbI XapaKTepHble AnA
amunonao3a cepaua HapyleHusa guactonnueckon GyHKuumn mrokapgaa JIK no pectpuk-
TMBHOMY TunNy [7], KOTOpble TakxKe NOATBePXAeHbl pesynbTatamu MPT cepaua. Pectpuk-
TUBHaA KapAMOMMWOMATUA MMena CnefcTBMEM pa3BUTME CepAeyHON HefoCTaTOUYHOCTH,
NPOABMBLUENCA KNMHNYECKN HaNYMeM OTEKOB MATKUX TKaHEN HUXKHUX KOHEYHOCTeN, pe-
LUAVBUPYIOLWUM IBYXCTOPOHHUM MM POTOPaKCOM, TMAponeprKkapaoMm, aCLiUTOM 1 OfblLL-
KOW Npu MUHMManbHOW Gpr3nUecKom HarpysKe, OfblLLKOA.

Y naymeHTOB C amwuiongo3om OObIYHO MOBbIWEHbl YPOBHW TpomnoHuHa T/ un
N-KoHLeBOro npeflwecTBEHHNKa MO3roBoro Hatpuiypetudeckoro daktopa (NT-proBNP)
[2, 14, 15]. NT-proBNP 60nee 1800 Hr/n, TponoHuH T/I 6onee 0,025 Hr/mn ABRAOTCA He-
cneyndUUHbIMK, HO CaMbiMU MHGOPMATMBHBIMU Ha CErOAHALIHUNA [eHb NoKa3aTenamu
TAXEeCTM amunongosa cepgua [11.

[na nopTBepXaeHMA AgmarHosa amunonposa oOblYHO MCMONb3yeTcsA rUCTosnorunye-
CKUIN MeTof, — OO6Hapy»XeHne OTNoXeHUn amunonaa B 6rontatax TkaHen [16]. YyBcTBu-
TeNbHOCTb MeTofa cocTaBnaeT 85%. B onvcaHHOM cnyyae amunoung 6bl1 oOHapyeH
B G1onTaTe CNM3NCTON 060I0UKM MPAMON KALLKN.

B KNnUHMYeCKoN NpaKTUKe BCTPeUaloTCca Clyyan ammunongosa cepaua, accounmpoBaH-
Hble C MUeNoOMHON 6one3Hblo (MHOoXecTBeHHaa muenoma (MM)) [17, 18]. CuntaeTcs, uto
BTOPMWYHbBIA CUCTEMHbBIA aMUIONA03 ABNAETCA OQHUM U3 OCNIOXHeHU MM [19], T. K. npun
3Tom 3aboneBaHVM aHOMasIbHble K/TOHbI M1a3MaTUUeCKNX KNeToK KOCTHOro Mo3ra npogy-
LMpYOT aMUnongoreHHble UMMyHornobynuHbl [20].

B onvcaHHOM KNUHMYECKOM Cilyyae munesioMHasa 6one3Hb Gbina UCKYeHa Ha OCHO-
BaHWW OTCYTCTBUA MOBPEKAeHMA opraHoB-muweHen (Kputepues CRAB), KoTopble npo-
ABNATCA rMnepKanbunemmein (6onee 11,5 Mr/gn); NOYeUYHON HEJOCTATOUHOCTbIO (Kpea-
TUHWUH >177 MKMOSb/N), aHemunen (remornobuH <100 r/n) n nopaxeHmamn Koctein [18].
Kpome Toro, B brionTate KOCTHOro Mo3ra y nawveHTa 6bino BbliBNeHo MeHee 10% nna3ma-
TUYECKMX KNETOK.

YunTbiBas BCe pe3ynbTaTbl KIMHUKO-NabopaTOPHbIX U MHCTPYMEHTaNbHbIX METOAOM
NCCnefoBaHusA, B YaCTHOCTM OTpMLATENbHbBIN pe3ynbTaT aHanm3a KpoBUu Ha reHofuarHo-
cTnky ATTR-amunongosa, gaHHble MPT cepgua, a Takxe OTCYTCTBUE MOHOK/IOHAIbHOMO
KOMMOHEHTa CbIBOPOTKU KPOBM, C BbICOKOW BEPOATHOCTbIO MOXKHO YTBEpXKAaTb, UTO B
LaHHOM KJIMHUYECKOM CJlyyae MMes MecTo CUCTeMHbI AL-amnnongos ¢ npermyLyecTBeH-
HbIM MopaeHnem cepaua.

B 3AK/TKOYEHUE

Yawle Bcero xpoHuuyeckasa cepfeyHans HegoCTaTOYHOCTb ABNAETCA CNefcTBMEM cep-
[eYHO-COCYANCTbIX U SHAOKPUHHbBIX 3a60/1I€BaHNIA, @ TaKXKe HacNIeJCTBEHHbIX U Nprobpe-
TEHHbIX KapguonaTtun. Mpn XpoHMYecKon ceppevyHon He[OCTaTOYHOCTU HEeACHOW 3THO-
NOrNK, HaNMUYUN HA3KOTO BoNbTaxa 3youos JKI, HapyLleHUn cepieyuHoro putMa 1 npo-
BOAMMOCTY B COYETAHWM C OTCYTCTBMEM MONOXKUTENbHON JUHAMUKA MeVKaMeHTO3HOM
Tepanuu cnegyeT NPOBOAUTb CKPUHWUHT Ha amunongos. Mo gaHHbiM IxoKI n MPT ceppua
C ragoOyTpONoM perucTprpyoTca NPU3HaKM PeCTPUKTUBHOM KapAMOMMOMNaTUN CO CHU-
XeHvem rnobanbHOl coKpaTUTenbHOM GYHKLMN MUOKapAa, KOHLEHTPUYECKON runep-
Tpoduen JIXK n HapyLleHrem ero NoKanbHON cokpaTMmocTu. [NoaTBepaeHrem gmarHosa
amunonpao3a AnaeTcA obHapyKeHre OTIOKEH NI amuionaa B buonTaTax TKaHen.
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PaHHAA gmarHocTMKa no3BoniAeT obecneuntb MakCcMManbHy 3¢GeKTUBHOCTb [o-

CTYNHbIX METOAO0B JIEYEHUA.
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