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PE3IOME
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SUMMARY

In this article we present brief overview of the subject of amyloidosis and involvement of the cardiovascular system, the criteria for
diagnosis, principles of treatment, and the clinical case of cardiac amyloidosis.

MHAOHMAO3, aMUAOUAHAS AUCTpodHs — Tpymma 3aboae-
ABaHHﬁ ¢ 6OABIINM pasHOOOpa3HeM KAMHHYECKHX IPO-
SBAEHHI1, XapPaKTePHU3YIOMUXCS BHEKACTOYHBIM OTAOKEHUEM
HEpPaCTBOPHMBIX CAOKHBIX GEAKOBO-TIOAUCAXaPHAHBIX KOM-
IAeKCOB. PaHee CYMTAAOCH, 9TO aMHAOHMAO3 — peAKOe 3a60-
AeBaHUe, B MOCAEAHEe BpeMs aMHAOUAO3 CEpALlA TMPHU3HAH
6oAee pacpocTpaHeHHbIM siBAeHHeM [ 1]. B HopMe HeBepHO
CBepHYTble GEAKH MOABEPTalOTCS BHYTPUKAETOYHON Aerpa-
AALMH B TPOTEACOMAX HAM BHEKACTOYHO YHHYTOXAKTCS
makpodaramu. IIpu aMuAOHMAO3€ A€TpapaLisl He MPOHMCXO-
AWT, 1 aHOMAAbHbIY 6€AOK HaYMHAeT HaKalAUBAThCs BO BHe-
KAETOYHOM IPOCTPAHCTBE, TA€ B AAAbHENIIEM OH BOBAEKAeT-
CS1 B TATOAOTMYECKHI CUHTE3 C 06Pa30BaHUEM CAOSKHOTO TAH-
KOTIPOTEUAA — AMHAOHMAA. AMHAOMAHOE OCAXKAEHHE MOXET
IIPOMCXOAHUTD B ABYX BApUAHTaX: B HECKOABKUX OPTaHaX, T. €.
KaK CUCTeMHbI nporiecc (HampuMep, cepALie, edeHb, TOYKH,
KOa, TAA3a, AeTKHe, HepBHAs CHCTeMa) MAM KaK AOKAAbHbIi
TIPOLIecC B OAHOM M3 OPTaHOB.

Hau6oaee 49acTo cepAlle BOBAEKAeTCS TIPH IepPBHY-
HOM amuaonpo3e (AL-amuaonaos — immunoglobulin light
chains derived) [2-4], 60aee peaxo — ipu Bropuusom (AA),
nacaeacrseHHoM (AF) u crapueckom (ASC1). Oraoxenue
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AMHAOHAQ MOXET IIPOHCXOAUTD B 9HAOKAPA, MUOKApA, IepH-
KapA, B TKaHb IPEACEPAMIL K COCYAUCTYIO CeTb [ S ].

ITo AanHBIM AuTeparypbl, mpu obcaepoBanuu 50% marm-
EHTOB C NOPAXEHHEM CEPALIA BBIBASIOTCS CHMIITOMBI IPABO-
CTOPOHHE} XpOHHMIecKolt cepaeuHoil HeaocTarourocts (XCH).
ITpy mOAO3peHHH Ha AMHAOHAO3 CAEAYeT OLIEHHTb Psip Aabo-
PATOPHBIX MOKasaTeser: TpomoHuH T, N-KoHIIeBOH $parMeHT
Mo3roBoro Harpuityperudeckoro merrupa (NT-proBNP) [6],
IPOTEHHYPHUIO, TPAHCTUPETUH; IPOBECTH 3AEKTPOPopes Oea-
KOB CBIBOPOTKHU H MOYH, IMMYHOQHKCAIIIO OEAKOB CHIBOPOTKH
Y MOYH, TeHeTHIeCKIe HCCACAOBAHII AASL OTIPEACACHHS CIIeIU(H-
9eCKOrO THUITA AMHUAOHMAO3R; MPHOETHYTh K MHCTPYMEHTAABHBIM
METOAAM AUATHOCTHKH: 3AEKTPOKAPAHOTPaQUI, SXOKapAHUOTpa-
$un (Ix0KI'), XOATEPOBCKOMY MOHHTOPHPOBAHHIO 9AEKTPOKAp-
auorpavmpl — KT (XM DKT'), s3HAOMUOKAPAMAABHOI 6HOTICHH,
MIOACAMBHICTOM OUOTICHI IIPSIMOI KUIIUKH, OMOIICHH aOAOMIHAAD-
HOV KUPOBOU TKaHH [ 7, 8], 6HOIICHI KOCTHOTO MO3Ta, MarHUTHO-
pesonancHoit tomorpaduu (MPT) cepaua [S, 9, 10].

Ha OKT moryT 06HapyX1BaThCs HU3KHUI1 BOABTAX (B 46%
cAydaeB), mceBpoMH(apKTHas KapTuHa (46%), coueranue
HHM3KOTO BOABTaXa M IICeBAOMH(APKTHON KapTHHBL (25%),
ubpuaAsus AU TpeneTanue mpeacepauit (20%), 6aokapa
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HOXXeK ITyuka ['Hica, aTpHOBEHTPUKYASPHBIE OAOKAABI BBICO-
kux crereneit (3%). Huskuit Boabrax Ha DKI u 60Abimas
Macca AeBOTO JKeAyAOdKa (A}K) mpu OxoKI' - HauboAee TOU-
Hble NIPEANKTOPBI HHPUABTPATUBHON KapAMOMHUOIATHH [ S].
AAs TepBOHAYAABHOM OIIEHKU ITOAXOAHMT TPAHCTOPAKAAbHAS
Ix0KI, KoTOpas HO3BOAMT BBLIBUTD CACAYIONIHE U3MEHEHHS:
HOpMaAbHAas MAU yMeHbleHHas: moaocTb ADK; coxpaHeHHas
dpaxums Bpi6poca (OB) AXK, cHmkeHHE CHCTOAMYECKOH
¢yukuun AOK, KoTOpoe pazBUBaeTCs B TO3AHME CPOKH; AHa-
CToAMYeCKasi AUCOYHKIUS — PeCTPUKTUBHBIA MUTPAABHBIH
IIOTOK IIPU AOIIIAEPOBCKOM OIjeHKe; THIIepTPOQUs IIPaBOTO
sxeayaouka (TDK) [11]; amaaranus TDK (mapxep nHebaaro-
IPHUATHOTO mHporHosa), auchynkrmsa IDK, xapaxrepHas
AAS AMHAOUAO33, yBeAHueHHe AeBoro mpepacepaus (AIT)
[12], pacmmpenne ofoux mpeacepamil B TIO3AHHE CPOKH;
YTOAIlEHHE MeXOKEAYAOUKoBOil meperopoaku  (MDKIT);
YTOAIlleHHEe CTBOPOK aTPUOBEHTPUKYASPHBIX KAAIIQaHOB;
HeOOABIIOM BBIIOT B IIOAOCTDH IIEPUKAPA], OTCYTCTBHE IIPH-
aHakoB runepTpo¢uun AJK Ha OKI' 1 Troamuna MOKIT 6oaee
1,98 cM (B OTCYTCTBHE apTepPHAABHO TMIIEPTOHUM); 3epPHHU-
CTOTO MAHM CBEPKAIOIETO BUAA MUOKapA [ S].

B paspHerimem mnpeanouTuTeAbHO IpoBeperre MPT
CepAEUHO-COCYAUCTOM CHCTeMbl ¢ rapoauHueM. IIpu aTom
XapaKTepHBIMH IIPU3HAKAMH SIBASIIOTCSL  CyOIHAOKApAHU-
aAbPHOe HAKOINAEHHe FAaAOAUHUS, yBeAUYeHHe BPeMeHH ero
BBIMBIBAHHSI — HANOOAE€E TOYHBIN IIPEAUKTOP IOAOKUTEABHO-
To pesyAbTaTa GUOTICUM Ha aMUAOUAO3 CepALA (IyBCTBUTEAD-
HOCTDb 88% 1 crienuduunoCTb 95%) [S, 13, 14].

Leassmu dapMakoTepanuu SIBASIOTCS OOAerdeHHe CHM-
IITOMOB; YBEAMYEHHE CEPAEIHOIO BHIOPOCA; Tepams 3acTOM-
Hoit XCH; Tepamusi oCHOBHOrO 3a060A€BaHMS, IIPUBEAIIETO
K aMHAOHAO3Y. B cAydae 6GOABLIOrO MAEBPAABHOIO BBIIOTA
BBIIOAHSIOT TOpakolieHTe3. Ilpyu Ha3HaueHWHU IIpeIapaToB
HY>)KHO YYeCTb CAeAyIolliee: IIPOTHBOIIOKA3aHBI BEePAIaMUA,
anaTHazeM (OTpHLATeAbHbI! HHOTpONHBIA agdext). [To Aan-
HBIM AUTEPATYpPbl, XOPOWIHl 3GPeKT HAOAIOAAACS TIPU IIPH-
MeHeHMH KoMOMHAIMK MeadaraHa i AekcamerasoHa [ 15-18];
AABTEPHATUBHAS Tepammsd — OUKAOPOCPaMHA U TAAMAOMUA,
BO3MOXXHO TIpHMeHeHue koaxunuHa [ 19, 20]. [Ipu Heo6xopm-
MOCTH Ha3HAYAIOT [IETAEBbIE AUYPETUKHU, HHOTPOIIHbIE areHTBI,
AHTHAPUTMUYECKHe TIPenapaTsl (aMHOAAPOH), AHTHKOATYASTH-
Thl. TpaHCIIAQHTALINS CEpALIA He SIBASIETCSI METOAOM BBIOOpA
y marirenToB ¢ XCH B CBSI3H € BRICOKOH CMEPTHOCTBIO [S,21].

B xadecTBe KAMHHMYECKOTO IpUMepa IIPHUBOAUM OAHH
U3 CAyYaeB aMHAOHAO33, AUATHOCTHPOBAHHOTO B YCAOBHSIX
Hallen KAUHUKY.

IManumentka B., 1956 roaa poxaenns (61 rop), mocrymuaa
Ha ITAQHOBYIO TOCIUTAAM3ALUIO C )KaA00aMu Ha OOAU B IPyA-
HOI KAeTKe, OABILIKY B IIOKO€ ¥ ITOCAe MaAefimert Qusmde-
CKOM Harpy3KH.

O6pexruBHO: pocT 156 cM, Macca Teaa SO KT, THAEKC MaCChI
teaa 20,6 kr/M2. Obuee cocTosinue cpepren Tsokectn. OTexkn
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AO KOA€H ¢ 0berx CTOpOH. B Aerkux AbIxaHHe He IPOBOAUTCS
cpasa Hike VII pebpa. Hacrora Abixanust 18 B MUHYTY, ITyAbC
79 ya/mun, aprepuasbHoe paBaenre (AA) 90/50 Mmpr.cr,
TOHBI CEPAIIA PUTMUYHBIE, ITyMbI He BBICAYIIHBAIOTCS, TTe4eHb
TIAABIIMPYETCSt Ha 8 CM HIDKe Kpasi peGepHOM AyTH.

B o6mem aHaAM3e KPOBU U3MEHEHNUIT He BbIIBACHO, B MOYe
obuapyxen 6eaok 0,2 r/A. OyHKuHOHAABHBIE IPOOHI IeYe-
HU B IIPEAEAAX HOPMBI; CKOPOCTb KAYOOUKOBOI PUABTPALIUK
CHIDKEHA AO 46 MA/MHH; IOBBIIEH YPOBEHb A-TAYTAMHA-
TPAHCIENTHAA3bI 292 eA/A. AUIIOIPOTENABL BBICOKOM MAOT-
Hoct 0,61 MMOAB/A, AHITOIPOTEHABI HU3KOM MAOTHOCTH
2,4 MMoAb/A. YpoBeHb TpomoHMHA I mpu mocTymAeHHH
0,21 nir/mA. Pe3ko noBblieH ypOBeHb HATPUITY PETUYECKOTO
nerrrupa (NT-proBNP) — B ounamuxe 18 861 u 12688 1ir/ma.

Ha OKI' perucrpupoBaroch TpeleTaHHe IIPeACEPAUH
C mpoBepeHHMeM 2:1, 9acTOTa >KEAYAOYKOBBIX COKpaIleHH
89 B MUHYTY, 6AOKaAA IIepeAHert BeTBU ABOI HOXKH ITy4Ka
I'nca, Huskmit BoasTaxk QRS, oTcyTcTByeT HapacTaHue aMIIAK-
TyAbI 3y61a Ry, y,. Pesyasrarst OxoKI' npuBeaeHs! B Ta0A. 1.

3akaroyenre mo OxoKI: yroamenue muokapaa AJK, mak-
cumaspHasi toammHa MOKIT 1,9 oM. Auddysnas rumoxume-
3ust muokappa AJK ¢ BolpaxenHsmv cHkeHHeM @B a0 25%
(Sympson). Anacroardeckas aucyrxrms AJK pecrpuxrusHO-
ro Tumna. Beipaxkernoe cawkenue coxkparmmoctu IDK (TAPSE
0,5 cm,S'4 cm/c). Pacmmpenwe ymka AL BeposiTHO, c HaAameM
TPOMOOB Ha AHe YIIIKa. YBeAndeHHe TIpeAcepAril. MuUTpaAbHas
peryprurarms [I-1II creneny, Tpuxycrmpaaspaas — 111 cremenn.
AeroyHasi runepTeH3us. YIIAOTHEHHME M YTOAIIlEHHE CTBOPOK
U XOpA aTPUOBEHTPHKYASIPHBIX KAAIIAHOB. PacXoxaeHHe AMCT-
KOB ITepHKapAA B AMACTOAY 3a 3apHeit crenkoin AXK 1,4-1,7 cm.

OKCTPaKpaHHAABHOE AYTIAEKCHOE CKAaHMPOBAaHHUE: aTe-
pockaepo3 b6paxuonepaAbHBIX APTEPHI, CTEHO3bI COHHBIX
aprepuit 20-30%.

Ha penrtreHorpamMme OpraHoB I'DYAHOH KAETKH BbISB-
ACH ABYXCTOPOHHHUH ruapoTopakc. IIpu yApTpasBykoBOoM
HCCAEAOBAHUH OPraHOB OPIOIIHOM ITOAOCTH OIIPEAEASIAUCDH
npusHaky rermatomeraauy, XCH mo npaBosxeaypoukoBoMy
THILY, ACIIUT.

ITpu XM OKI' perucTpupoBaAuch TpeneTaHHe Ipeacep-
AMI1; 9acThle, MeCTaMH CIIAPEHHBIE, IOAUTOIIHBIE SKEAYAOUKO-

Ta6auna 1. Aanusie OxoKI' manmentku B.

IToxasarean 3HadyeHHE
ToamumHa 3apHe60K0BOM cTenku AJK, cm 1,3
ToAmuHa MeXKeAyAOIKOBOH IIePEropOAKH, CM 1,4
Pasmep mpaBoro >xeAyAOuKa, CM 2,5
AeBoe mpeacepaue, cM 4,1
Macca muoxapaa AK, r 222,4
Wupexc maccor Muokappaa AK, r/m? 148,3
Komneunbiit pnactroandeckuii o6vem AJK, Ma 70
MakcHMaAbHBII 00beM AEBOTO IIPEACEPAHS, MA 70
MaxcrMaAbHbIN 00BeM IIPABOTO IIPEACEPAHS, MA 74
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Puc. 1. Pe3syAbTaThl MarHUTHO-PEe30HaHCHOM
ToMorpaduu cepalia manueHTKH b.

A — OOBIMHBII PEXXUM: THAPOTOPAKC CIIPABa, yBEAUYEHHbIE
IpeAcepArs, THAponiepuKapa, runeprpodus AOK (o6osHa-
YeHBI CTPeAKAMH CAEBa HaMpaBo); b — oTcpouennoe koHTpa-
CTHpPOBAHHe, SPKUI MHOKAPA: HEHIIeMUYECKUIL reHe3 — He-
paBHOMepHOe AudPysHoe konTpacTuposanre AK u IDK,
runeprpodust ADK. MPT — MarHUTHO-pe30HaHCHAsI TOMOTpa-
¢ust; AOK — aesbrit xxeaypouek; ITDK — mpasbiit sxeaypouex.

BbI€ OKCTPACHUCTOABI M STIM30A HEYCTOMIMBOM JKEAYAOUKOBOM
TaXUKaPAUH.

Pesyasrarst MPT npeacTaBaeHs! Ha puc. 1 1 B TabA. 2.

ITo panasiM MPT (cM. puc.1) BoiaBaeHB AN Qy3Has
runokuHesus creHok AJK u IDK ¢ BbipaskeHHBIM CHIDKe-
HHUEM UX TAODAABHOM COKPATHTEABHON QYHKI[UH, THIlep-
Tpoduss muoxapaa AJK. Ilo xapakrepy KoHTpacTHpoOBa-
HHUS MOXHO IIPEAIIOAATaTh AMUAOUAHYIO KapAHOIATHIO.
YMepeHHO BbIPa)KEHHBIH TUAPONEpUKapA. BrlpaskeHHBIN
IIPaBOCTOPOHHUI FHAPOTOPAKC.

Bria0 peleHO NMPOBECTH PEKTOPOMAHOCKOMMIO, OHOII-
CHIO U TUCTOAOTMYECKOe HccAeAoBaHHe (puc.2).

3aKAIOUUTEABHBIA KAMHUYECKHI AMATHO3:
30BaHHBIM AMHAOHAO3 C IOPaXXEHHMEM CepALld, KHIIEYHU-

reHepaAu-
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Ta6anua 2. Aanusie MPT cepania maruenTku B.

ITapameTp Pesyaprar Hopma
KAO AOK, ma 140 84-168
OB AOK, % 25 58-76
Macca muoxapaa AK, r 190 72-144
KAP AK, cm 4,6 4,6
KCP AXK, cm 4,1 4,1
Toamuua MOKIT AOK, cm 1,4 Ao 1,0
Toamuna 3CAK, cm 1,5 Ao 1,0
KAO ITK, ma 137 84-168
OB ITK, % 19 54-78

MPT - marauTHO-pe3oHaHcHas ToMorpadusa; KAO — xoneunsrit
anacroandeckuit o6veM; OB — $paxrms Ber6poca; AJK — AeBbiit sxe-
Ayaouex; KAP — xoHeunsit AonacToandeckuit pasmep; KCP - koneu-
HbIi1 cucToAndeckuit pasmep; MOKIT — MexwkeAyAOUKOBasI Tepero-
poaka; 3CAXK — 3apHss cTeHKa AeBoro sxeaypouka; I1DK — mpaBbii
JKEAYAOUEK.

4 o4

Puc. 2. PeByAl)TaTbI THCTOAOIHYE€CKOI'o HCCACAOBAHH .

A - ra06yabI (OTAOXKEHHE aMUAOHMAR), OKPACKa KOHTO
KpacHbIM, yBeandeHne X400; b — Maroe koAmdecTBO TAAA-
KHX MBIIIEYHBIX KAETOK — IIPH OKPaCKe IreMaTOKCHANHOM
Y 903MHOM aMHAOUA ITPEACTaBACH KPYIIHBIMH aMOP QHbI-
MU 903MHOQUABHBIMHU MaccaMH, yBeaudenue X400.
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ka. Hepocrarounocts muTpaspHoro kaamana II-III cre-

IICHH. HeAOCTaTO‘{HOCTb TPUKYCIIHAAAPHOI'O  KAaIlaHa

III crenmenn. IlocTosHHas ¢opma TpemeTaHUs Ipeacep-
AMI1, C IpOBeAeHHEeM Ha >KeAyAOdKH 2:1-3:1; yacTble moAu-

TOIIHBIE JKEAYAOUYKOBBIE OKCTPACHCTOABL C OIHM30A0OM

HEeyCTOMYMBON XeaypoukoBo# Taxukappun. XCH 2B cra-
any. OYHKIIMOHAABHBI KAacC 3. YMepeHHasl AeroyHas

runepren3ud. IlpaBocToponnmit ruaporopakc. Imapo-

nepuxapa. Acnur. lemaros. lemaromeraamsa. Ilporeumn-
ypusi. XpoHudeckas 6oaesHp moduek 3A-3B crapum.
Arepockaepos bpaxuoliepasbHBIX apTEPHIL.
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PexoMeHAQIIMY TIPU BBIMICKe: 6UCOMPOAOA 1,25 mr, criu-
ponoaaxron SO Mr 2 pasa B cyTkH, pypocemup 40 mMr 2 pasa
B CYTKH, pamunpua 1,25 mr.

3aKAOUeHHEe
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