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KAVMHUYECKNI CAYYAN AMUAOUAO3A CEPALIA

A aTarckuin roCcyAapCTBeHHBI MeAUITMHCKUI YHUBEpCUTeT, T. bapHaya

*Kpaesast kanHmdeckas 60apHNIA, I. bapHaya

Antpormosa O.H.!, Ocumniosa V1.B.}, Bummasakosa T.C.2, bopucosa /1.B.}

AMUAOUI03 OMHOCUMCA K HUCAY PeOKUX 3A00Ae6aHUtl, Kpome 1020 npedcmasrsen mpyoHocms 0uazHocmu-
KU 66U0Y OMCYMCMEUS CneUuGuueckux nposSeAeHUil 1t MHOZOAUKOCHIY KAUHUYeCKolL kapmuol. [Ipusodumcs
onucarue 60ALHOLL C CUCTIEMHBIM AMUAOUIO3OM, 0eOIOMUPYIOULUM USOAUPOSAHHDIM NOpaAXeruem cepoua, ¢ no-
caedyroujeti dexommnericayueti cepdeuroi nedocmamourocmu. OOCyxK0aomest 60npochl INUIEMUON02UH, 0CO0eH-
Hocmu mevenus, OudPepeHyuarvboi ouazHocmuxy amuroudosa cepoua. B pabome npoanarusuposamvt npu-
YuHbl n030He QUAZHOCUKY 3A00Ae6aHUS: 0CODEHHOCHIU KAUHUYECKO20 MedeH s, He NOAHAS UHmepnpemayus
0aHHDPLX NePEULHOTE IXOKAPIUOZPAPULL.

Karouesvie caosa: amuroudos cepoua, zunepmpoduieckas KapoUoMuonamus, KAUHULECKULL CAYUAl

CASE REPORT OF CARDIAC AMYLOIDOSIS

!'Altai State Medical University, Barnaul
*Regional Teaching Hospital, Barnaul

O.N. Antropova!, I.V. Osipova!, T.S. Vishnyakova? L.V. Borisova'

Amyloidosis is a rare disease; besides, it is difficult to diagnose this illness due to the lack of specific manifestations
and the uncertainty of the disease pattern. In this paper, we considered epidemiology and differential diagnosis of
cardiac amyloidosis. We described a patient with systemic amyloidosis, debuting with an isolated heart lesion and
subsequent heart failure decompensation. We also analyzed the causes of late diagnosis of the disease: the clinical

practice, incomplete interpretation of the data of primary echocardiography.
Keywords: cardiac amyloidosis, hypertrophic cardiomyopathy, case report

B nacrosiee Bpemsi pasBuTHe MeAMIIMHCKIX
AUMArHOCTMYEeCKUX TeXHOAOTUII B KapAMOAOTUU
CIIOCOOCTBYeT MHTepecy IIpaKTH4YeckKuX Bpadeit
K TaK Ha3blBaeMBIM PeAKUM 3a00AeBaHMSIMM, OA-
HUM U3 TaKuX 3a004eBaHUIl SBASETCA CUCTeMHBIN
ammaongos [1, 2]. CumnroMaTuka IIepBUIHOTO
aMIA01403a pa3AndHa, 4acTO BCTPeYaloTCs IIpu-
3HaKM IIOAMCUCTEMHOIO IOpa’KeHMs C BOBJede-
HIeM HepBHOI CUCTeMBl, CepAeuHO-COCYAMCTOl,
MOUeBbIAeAUTeABHOI, KeAyA09HO-KUIIIeYHOTO
TpakTa, IledeHu 1 Ap. Bsuay Toro, uro nepsniMu
Mpu3HaKaMu 3a001eBaHNsI MOIYT OBITh cAabOCTh
U CHIDKeHHe Beca, Ha paHHell cTagul, A0 IOsB-
A€HIs OPTaHHBIX CHMIITOMOB, AMarHoO3 ycCTaHaB-
AuBaeTcsl KpaiiHe peaxo [3]. Bcaeacrsme Hu3skoin
pacIpoCcTpaHeHHOCTH aMMAOMAO3a C IIopake-
HUeM cepJlla Yy KAMHUIIVCTOB He BO3HMKaeT BO-
IpOCOB O IpoBedeHuN AupPepeHInaabHON AuU-
arHOCTMKM Y TIallMeHTOB C SIBHBIMM IpU3HaKaMU
AeKOMITeHCallull ~ CepAedHOil  HeJ0CTaTOYHOCTHU
(XCH). MHOTOAMKOCTh HpPOSIBAEHUII U OIlpeje-
JAeHue UX M3Ha4aAbHOTO XapaKTepa MAM CUMIITO-
MaTMKM, BBI3BAHHON CHCT@MHBIM IIOpa’keHueM
C BTOPMYHBIM BOBJAeUeHNEM cepJlia, elle Ooaee
3aTpyAHsIeT AMArHOCTMYeCKUII IIOMCK. AMMAOU-
203 Tpebyer auddepeHInaibHON AMATHOCTUKIU
C pPAAOM KapAMOAOTHYeCKNX 3aD0AeBaHMIi: TUIIep-
TpodUIeCcKoil KapAMOMUOIIaTIEN, apTepraibHON
TUIepTOHMeN, UIeMudeckoll 004e3HpI0 cepalia
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(BCcaeAcTBIIE OTAOXKEHMS aMIAOMAA B KOPOHAPHBIX
apTepusIX IOSABASIETCSI CTeHOKAPAVLS).

TpyanocTs  IpMKU3HEHHON — AMAarHOCTUKY
B BUAY OTCYTCTBM: CriennpUIecKuX IPOsIBAEHNIA
3a0o0aeBaHmUsl HepeAKO YBOAMUT Bpadel-KAMHMU-
LIJICTOB B AMArHOCTMYECKMII TYIMK U 3adacTyio
yCTaHOBJeHMe JOCTOBePHBIX 4aHHBIX 33 aMIAOMA-
HYIO KapAMOMMOIIATUIO CTAHOBMUTCS BO3MOKHBIM
Ha 9Tare ayToIcuu. B craTbe nipescrapaeH KAMHN-
YecKMii caydail AMarHoCTUKY aMIA0MA03a cepalia
y TIaLMeHTKM C IepBIYHO yCTaHOBAEHHBIM AMarHo-
30M runepTpoduIecKoil KapAromuonaTuyu. AHa-
AU3 KAMHUYECKOM CUTyalluu IIpOBeJeH C IeAbIO
MeAMIIMHCKOTO 00pa3oBaHms 1 M3YdeHMs ITPUIIH
HeBepHOI1 IIOCTaHOBKM AMarHo3a.

Omnmcanne KAMHIYIECKOTO cAydast

Kenmmnna 57 aer mocrynmaa B KapAuOAOTH-
gyeckoe oTgelaeHne AATayiCKO KpaeBou KAMHIYe-
ckoit 60apHMITEL B HOsIOpe 2018 roga B CBA3M C Ae-
koMneHcanuerr XCH. I'lpu ocMoTrpe marmeHTKa
’Ka/10Balach Ha OABIIIKY IPY MUHMMAaABHON (PU-
31yecKoil Harpyskm (xoanda a0 100-150 mertpos),
HPUCTYIIOOOpa3Hble SIN30AbI YAYIIbS B TOPU3OH-
TaAbHOM IIOAOKEHUU TeAa, OABIIIIKA yCUANBAETCS
IIpY HaKJOHE BIlepe, YBeAndeHNe XIBOTa B 00b-
eMe, OTeKM Ha HILDKHUX KOHEYHOCTSIX, €AaDOoCTh,
CHIDKeHMe (PU3MIECKOI aKTUBHOCTA.



GIOAAETEHb MEANIIMHCKOWM HAYKM No3 (23) 2021

3 anambe3a 004€3HUM U3BECTHO, 4TO 2 roja
HasaJ, IOBIAACh OABIIIKA IIpM HeOOABIION Pu-
3MYECKOIl Harpyske, oOIIas €1adOCTh, CHIDKe-
HIe QU3MIECKON padOTOCIIOCOOHOCTN. B cBA3M
C MOABMBINVMMUCS CHMIITOMaMM ITaljeHTa Oblaa
obcaegosana. Ilpu mposeaenun aabopaTOPHBIX
aHa/AM30B aToAOTUM He BhIsiBAeHO, 10 DKI: DOC
pacrioao>keHa HOPMAa/AbHO, HPU3HAKM TUIIep-
Tpodum aesoro >xeayaouka. [lo ganaeiM DxoKI
MMeach KOHIIeHTpIJIecKasl TUIIepTPOPIsI CTEHOK
A€BOTO JKeaAyAouKa (ToalnmHa 3agHeit creHku /K
U MeXKeAyAO04KOBOM IHeperopodkm 1mo 15 mm),
II0AOCTH cepAlla B HOpMe, AMacTOANdecKas AVC-
¢ysku 1 tuma, cucroamveckas ¢ynkousa /K
B HOpMe, He0O0bIII0e KOAMIECTBO JKUAKOCTH B IIe-
pUKapJe, yTOAIeHIe CTBOPOK MUTPAABHOTO KAa-
rmaHa. boapHON OBlLA IIOCTaBA€H AMArHO3 TUIIep-
Tpoddeckoil KapAroMuonaTnuu 0e3 o6cTpyKumn
BpIxOZHOTO OoTBepcTHs /UK. Hasnauena teparms
CepAEYHOVI HeAOCTAaTOYHOCTIA.

B mocaeayiomem marjieHTKa cTada OTMedaTb
yCIA€HNe OABIIIKY, IPUCTYIBl YAYIIbs, DIIN30-
AU9ecKrie OTeKM Ha HIDKHMX KOHEYHOCTSIX. YXyA-
IIIeHNe COCTOSIHUS B TeUeHIe I10CAeJHero MecsiIia,
B CBsI3U C 4eM, Obl1a HallpaBAeHa Ha TOCIMTaAN3a-
LIMIO.

V3 amammHe3a >KWM3HIL: BUPYCHBIE Te€IIaTUTHL,
TyOepKyAe3 oTpuijaeT. AaAepridecKrie peaxIun:
Het. Kypenne, 3aoymnorpebaeHne aakoroaem: oOT-
punaer. CeMeifTHOTO aHaMHe3a CepAedYHO-COCYyAN-
CTEIX 3a004€BaHMII 1 OCAOKHEHUIT He BBISBAEHO.
Ilepenecennsie 3aboaeBaHmUA (MCKAIOYAsl peaKie
OPBU) orpunaer.

IMpu ¢usukasprom ocmorpe: CocrosHue
IIpY ITOCTYILI€HNY CpeAHel cTrerieHn TsoKectu. O6-
mas c1abocTsp, anatus. Ko>kHble TTOKPOBEI ¢ aKpo-
nraHo3oM. OTeYyHOCTh HIDKHUX KOHEYHOCTell
A0 HYDKHEN TpeTy TOAeHU, CUMMETPUYHO C 00enx
cropoH. HesnaunreabpHoe HaOyXaHue BEeH IIeN.

ITpn rrepKyccum AeTKMX MMeeTCs IPUTYILAeHIe
IIepKyTOPHOTO 3ByKa B HIDKHUX OTAeAaxX AerKux
caeBa. B aerkux ApIxaHMe Be3MKyASIpHOe, OcCAa-

- it

0/€eHO B HIDKHUX OTJeJax caeBa. Yacrora abixa-
TeABHBIX ABVDKEHUI B moKoe 22 B MuHYTy. Ilpn
IIepKyCCUI CepAalla BBIIBAEHO CMeIlleHIe OTHOCHU-
TeABHOI TYIIOCTU cepAlia cMelrieHa Ha 1,5 cM KHa-
PYXU OT A€eBOJ CpeAHeKAIOUMYHON AvHum. ITpu
ayCKyAbTalM TOHBI SICHBIE, PUTMUYHEIL, COOTHO-
IIeHNe TOHOB He HapyIueHo, akueHT Il Tona Ha ae-
TOYHOJ apTepuy, IIIyMOB HeT, YacTOTa CepAedHBIX
cokpamenuit 96 B MunyTy. A/l Ha IIpaBoii pyKe —
86/60 mm. pT. cT., A Ha 2eBoi1 pyke — 86/60 Mm. pT.
ct. JKusoT yBeandeH B oObeMe 3a CdeT acLNUTa, IIpU
IaAbpIlaliuy yIIAOTHeH, 6e3001e3HeHHbI. [leyenn
NPV TaABIAIIUM BBICTYIIaeT OT Kpasl peOepHOI
Aayru Ha 3 cM, 6e300ae3HeHHas1, pasmepsl 1o Kyp-
0By 10*8*7 cm.

Ilposegeno aabopaTopHOe  mMCCAeAOBaHIIE.
B xamHm4yeckom aHaAM3e KPOBU BBLIBAEHDI HU3KAs
CKOpPOCTDh OCeJaHMsI DPUTPOLNTOB (40 2 MM/4ac),
ocTaAbHbIe TTOKa3aTeAn B pepepeHTHBIX 3HaYeHN-
six: Hb - 151 1/a., Op. - 4,6%10%, L - 6,8%10°, Tpom®.
- 209*10°.

B obmiem anaamse MOYM: IPOTEMHY P, U3Me-
HEeHIsI MOYeBOTO OcajKa He OOHapY>KeHO.

Ilpu OmoxmmmyeckoMm aHaAu3e KpOBU OTMe-
JeHa TUITONpoTenHeMus (oOmuii 6eaok 58,8 /4,
aasOymuH 37,7 1/4), CUMIOTOMEI yMEpPEHHOTO XO-
aecraza (meaounast ¢ocdatasa 187,6 E/a, aax-
TaTderugporenasa 1072,5 E/a, obmmit Ouanpy-
oun 31,3e/a, mpamon Omanpyomn 5,8MKMOAB/A,
HeNpsAMOIN OnmaAnmpyomH 25,5MKM045b/1), ypOBEHb
AAT, ACT, saexrpoantos B HOpMe. ObGparraer
Ha ceOs BHIMaHIe IIOBBHIIIeHNe KpeaTHIHA Kpo-
Bu 144,7MKMOAB/4, CKOPOCTh KAYDOUKOBOI (PrAb-
tpauym o EPI 34 ma/mun/1,73 m2.

B xoaryaorpame ormedeHO HeOOABIIOE ITOBBI-
menne yposas POMK, yposens antutpomOnHa II1
Ha HYDKHeI I'paHnIle HOPMBL

Ha OKI': Cunaycosas taxukapaus ¢ YCC 107/
MuH. DOC pacnoaoxena HopMmaabHO. Hapyie-
HIe BHYTPIDKEAYAOYKOBOI MpoBOoAUMOCTH. Eam-
HIIHAs KeAyJ09KoBas dKcTpacucroaa. IlpusHakn
TUIIePTPOPUN AeBOTO XeAyA0uka (pPUCyHOK 1).

Pucynox 1 - OKTI nannenTtkn
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IIpn R-rpadpum opraHoB TIpPyAHON KAETKU
u Y3V naeBpaabHbIX 110A0CTeN ITIOATBEPKAEH Ae-
BOCTOPOHHMII IMAPOTOPaKC B HeOOABIIIOM KOAMde-
CTBe.

Cyrounoe monHuropmuposanme DKI: Purm
cunycossi ¢ YCC 71-102 ya/mun, cp. UYCC 84 ya/

MyH (cpegusas UCC 81 ya/MmH B HOUHBIE Yachl).
Peakne HaakeayAOUKOBBIE DKCTPACHCTOABL: OAU-
HOUHBIe, IIaphl, TPyHIIosble. EAMHIYHbIe JKeay04-
KOBBIe, OAVMHOYHBIE ITOANTOIHEIE (2 pOKyca), IIpo-
Oe>xKa >KeayAoukosoii TaxukapAym ¢ YCC 111 ya/

MIIH.

Prcynok 2 - Dxokapaunorpadust. ITapacrepHaabHas IpoeKUs AAMHHO OCI A€BOTO JKeAyAOodKa.

ITposegena Dxo-KI' (pucynok 2). OmnmcaHbl
NpU3HAKM 3HAaUUTEABHON KOHIIEHTPUYEeCKOi TH-
epTpoPpUIECKON KapAMOMUOIIATUN A€BOTO SKeAy-
aouka (/1K) n mpasoro sxeayaouka [ DK (Toammna
HipokHel creHkn /DK B gnactoay u MexxKeAyA04-
KOBOI1 meperopoaku 20 MM, pasMepsl IOAOCTU
11 0OBEMBI A€BOT0 JKeAyA0uKa B HopMe, Macca MIO-
kapaa /K 294 1, unaexc maccel Muokapaa /1K, 188
r/mM> nepeansas crenka IDK 11 mm). DXoreHHOCTD
MHIOKapjga OAHOpPOJAHAasl C XapaKTepHBIM «cepe-
OpucTeiM 0aeckoM». 3HauMTeAbHOE YTOAIEHIe
CTBOPOK MUTPAABHOIO U TPUKYCHUAAABHOTO KAa-
na”os. @paxius seiopoca (PB) /0K mo Cumrnicony
55%, cucroanueckas ¢pynkius DK camkena me-
Hee yeM B 2 pasza, PB ITK okoao 45% 1o Terixoan-
ny. lIMeercss pecTpUKTUBHBIN THUII KPOBOTOKa
Ha MUTpPaAbHOM U TPUKYCIMAAABHOM KJarlaHax.
B moaoctu nepukapaa coagep>KuTcsa HesHaUUTeAb-
HO€ KOAMYEeCTBO X1AKOoCcTU — 0Ko10 100-110 ma.

B ocnosannu IlIT (mpasoro mpeacepaus) (pu-
CYHOK 3) BM3yaAU3UPYeTCs HeCKOABKO CAMBHBIX
o0BbeMHBIX ODOpaszosaHmii cdepideckoir pOpMBEL,
BO3MOKHO C Y4aCTKOM pa3psDKeHUs! B IIeHTpe.
Becr xoHr210MepaT 06pazoBaHUII COCTAaBAsSET OKO-
20 25x15 MM B auametpe. Jannble oOpa3oBaHIsA
MOTYT OBITH IPUCTeHOUHBIM TpoMOoMm B 111, meTa-
CTazaMU B CTEHKY ITpaBOIo IpejcepAMs, ecTh pac-
XOX/eHue AUCTKOB Ilepukapaa 3a 1. Ymxo /Il
pacmupeso. Busyaansupyercs 60AbIION cTaTiy-
HBIIT OBaAbHBIN TpoMO B yiike /I okoao 17x9 mm
1 PpAOTUPYIOINI KOMIIOHEHT TpoM0Oa 0ko40 20x5
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MM. YMepeHHas MUTpalbHasl, AeTodHasl U TPUKY-
cnMjaabHasl perypruTaius. Y MepeHHas AeTrodHas
runeprensus (CAJA = 46 MM.pT.cT, cpeaHee AaB-
aenne B 1A =25 mm.pt.cT. KA /1A =20 MmM.pT.CT).

JucTaHnms Tecta ¢ 6-MUHYTHOI X04b0011 cOOT-
BercrBoBaaa III ®K XCH.

ITpn  wuccaegosanmu  yposenn NT-proBNP
(N-xoHII€BOII (pparMeHT POMO3TOBOTO HaTPUILY-
PeTUYEeCcKOro IenTnAa) MoBbIeH 40 431 Hr/a.

MPT cepalia He IPOBOAMAOCDH IO TeXHNYECKUM
U MaTepraAbHBIM IPUYMHAM.

C neanio anddepeHNaAbHON AMATHOCTUKI
MIPOBOAMANCE:

1.0ubporacTpolyoaeHOCKONMs, IO AaHHBIM
KOTOPOJ BBbIABAEH XPOHUYECKNI ITOBEPXHOCTHBIN
racTpoAyOAEeHNT, AyOAeHOTracTPaAbHBIN pedAIOKC,
MpU3HaKM BapMKO3HOTO pacIIMpeHNsl BeH IuIle-
Boaa 1 crerrenn

2. Y3 miuTOBUAHOM >KeAe3bl IIaTOAOI M He 00-
Hapy>kKeHO.

3. MCKT opraHoB OpIOIIHOI II0AOCTU JaH-
HBIX 32 OHKOIIATOAOTIMIO He IOAYyYeHO, IIpU Ipo-
BedeHun ¢ubposaacrorpaduy OOHapPY>KEHO 3a-
CTOIHOe NOAHOKpoBMe ItedeHu F 1, BbImoaHeHO
AyTIAeKCHOe CKaHMpOBaHMe BeH IOPTaAbHO CU-
CTeMBI: MMHMMa/AbHas IIOpTaAbHasl TUIIEPTeH3Ns
(15 MM.pT.CT).

4. TlposeaeHbl aHaAM3BI C I1eABIO IIOMCKA CU-
CTeMHBIX BOCHAAUTEABHBIX 3ab0JAeBaHMUIL: peBMa-
touansi ¢gakrop, LE-xkaerxn, Jg A, G, E moayue-
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HBI OTpHULIaTeAbHEIE Pe3yAbTaThl. AHAAM3 Ha OeA0K
benc-/>xoHca gaa oTpuliaTeAbHbIN pe3yAbTar.

5. Ilpm crepHaAbHO IMYHKIIMM KOCTHOTO MO3Ta
IPU3HAKOB AVICIIUTOIIOD3a HE BLISIBAEHO.

6. VMiMMyHOXMMMYECKIE JICCAeA0BaHUsA OeA1KOB
CBIBOPOTKM U MMMYHOXMMMYECKOe MCCAeOBaHIe
KpOBIU: IIOKa3aTeAN B IIpejeaax peepeHTHBIX 3Ha-
YeHUII.

7. buoncmsa m3 camsucron 000A0YKH SKeAyA-
ka u AIIK: B GuonraTe BBLIBAEHBI KPYITHBIE Kpac-
HO-KOPUYHEBbIE AEIIO3UTHl B CTEHKax COCYyJOB,
OKpaIlllBaHIe AeTIO3UTOB COXPaHIeTCA I1ocae 00-
paboTKM IIepMaHraHaTOM KaAWsl, KOHTO KPacHBIM,
4YTO XapakTepHO A4 AL-ammaongosa.

@ Calir yastatic.net oTkpsiT 80 Bech 3kpaH (Hamute F11 207 suiopa)

Adult Echo
%51

60Hz
18cm

2002

C yyeToM KAMHMYECKOM KapTUHBI, aHaMHe3a,
JaHHBIX 00CA€A0BaHNsI MMALIIEHTKEe IOCTaBAEH OC-
HOBHOI AmarHo3: CHcTeMHBINT aMUAOUAO3 C IIpe-
MMYIIIeCTBEeHHbIM IopakeHueM cepana, JKKT,
rnoyek. AMmaonaos cepauna. Heycroitumsas na-
pOKcu3MaabHasl XeayAoukoBas Taxukapayst. XCH
IIb cragun, ®K 3. Anacroamdeckas AMCHYHKLILA
10 peCcTPUKTUBHOMY Tuiy. Acuut. /leBocTopoH-
HUIl Tuaporopakc. I'maponepuxapa. Kapanaan-
HBIIT pUOPO3 ITedeH.

Cungpom wmazaoro swiOpoca. IlpmcreHounsin
TpoMO mpaBoro npegcepaust (2515 mm). Tpomo
yIIIKa AeBoTo IpeacepArst (17*9 mm) ¢ paotnpyio-
IIVIM KOMIIOHEHTOM (20*5 MMm).

["] 3anommrs ana 3r0re caiira
TISO4 MI13

M3

Pucynok 3 - ODxoxapaunorpadus. [TpucteHOUHBIN TPOMO IIPaBOTO U A€BOTO IIpeACcepAN.

PesyabTaThl 1 00CyXaeHue

Pacripocrpanennocts AL- ammaongoas He ms-
MeHseTCsd B 3aBUCMMOCTU OT T'eHJepa, 4Jallle BO3-
HuKaeT B Bospacte crapiie 50 aet. CyiecTsyeT
oTpeOHOCTH B 60.1ee paHHel AVaTHOCTIIKE aMIA0-
114032 KapAMOA0raMy, ITIOCKOABKY IO IIOCAeAHUM
AAHHBIM AMarHOCTUPOBAaTh aMUAOUAO3 YAAeTCs
TOABKO y ~ 18% manmenros [2]. IIporaos ganHoro
3a004eBaHIs OCTaeTCs HeDAaTOIPUATHBIM, 4acTo-
Ta BHe3aIHbIX cMepTell B TedeHue 90 AHeil mocae
ITIOCTAaHOBKI AVIarHO3a OCTaeTcsa Ha yposHe 25-30%.
Buesannyio cmepTs B naruentos ¢ AL-amuaongo-
30M OOBIYHO CBA3BIBAIOT C DAEKTPUUYECKOI HecTa-
O61ABHOCTBIO, MOXKeT OBITh pe3yAbTaTOM TPOMOO-
9MO0ANIECKUX OCAOXKHEHNs 1AM OpalapUTMUN
U HapyIIeHUs IPOBOAMMOCTU. DTU AaHHbBIE OIIpe-
AeASIIOT aKTyaAbHOCTb 0OCY>K4aeMOTo IIpuMepa.

B AaHHOM KAMHIYECKOM caydae 3aboeBaHIe
AVarHOCTUPOBAHO B COOTBETCTBMM C KOHCEHCYHC-
HBIMM KPUTEPUSMIU IIOPa’KeHI:s cepAlia TPV aMI-
aomngose (o International Society of Amyloidosis),
2010 [4]:

- TOJAOXMUTeABbHas OMOIICKMs MHUOKapja WA
APYTOI 10KaAU3alluIL;

- yBeAMdeHne cpejHell TOAIMHBI cTeHKn /K
604ee 12 MM B OTCYTCTBUE APYIUX IIPUYNH TUIIEP-
TpoduUM MUOKapAa;

- yseandenue yposHsa NT-pro BNP Goaee 322
HI/A (IpM OTCYTCTBUM IIOYEYHOI HeJOCTaTOUHO-
CcTN).

Msygast aHaMHe3 Hal[MEeHTKU, MBI OTMETUAU
OBICTpOIIPOrpecCHpYIOIIIIe CUMIITOMBI CepAEUHOT
HEeAO0CTaTOYHOCTH, UYTO XapaKTepPHO A4 00Cy>Kaa-
emoit maroaorun. CaeayeT OTMETUTB, UTO B Ile-
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puoga aebrota 3a001eBaHNs AMAaTHO3 aMIAONA03a
He Obla TOCcTaBAeH, AuddepeHalbHas AMarHo-
CTHMKa MeAa psA TPYAHOCTEIA.

Ilpusnakn runeprpodpum  Ae€BOTO  >Keay-
AOYKa, BBIIBASEMBIe Ha 9AeKTpOKapAuOrpam-
Me (OKI) BcTpevatoTcst y OOABIIMHCTBA OOABHBIX,
HO He sABASAIOTCA cnenuduuasMu. [lostomy gan-
HBII MeTOJ4, MMeeT HU3KYI AMarHOCTUYECKYyIO
9yBCTBUTEABHOCTh ¥ CIIeNUQUIHOCTb. Beayriu-
MM MeTOJaMM, IIO3BOASIONIUMY OOHApPY>KUTDb
OTAOXKEHMsI aMIAOWUAa B MUOKapae sABASIOT-
cs1 OxoKI, MPT, cunmaturpadpun muoxapaa. Tpan-
CTOpaKaabHas 9XOKapAnorpaduis He ABASETCA «30-
JAOTBIM CTaHAAPTOM» B AMATHOCTUKE aMIA0MA03a
cepalia, OIIICaH Psi4 9XOKapAMorpadpUIecKux Ipu-
3HaKOB aMI110103a cepalia, IOKa3aBIIMX BBICOKYIO
criennpmIHOCTL. OCOOEHHOCTHIO, TO3BOASTIOIINMIU
NPeAIOAOKNUTh aMUAOWUAO3 SBASETCS YTOAIIIEHMe
MEXKeAy404KOBOI ITeperopoaku, MexXIipescepa-
HOII Ieperopoaky, yroaiienne A-V cTBOPOK (amMu-
201403 1 601e3Hb Pabpn), yroarieHe cBOOOAHOI
CTEHKU IIpaBoOTo >XeAyAoukKa (aMnA0on103, 601e3Hb
®abpn, MMOKapANT), NepUKapAMAABHBIN BBIIIOT
(aMmaongos, mmokapaut). OOparmraer Ha cebs
BHIMaHIeE, 4TO B IPeACTaBA€HHOM KAMHUYECKOM
cAydae, y>Ke IIpM IIepBOM OOpaIleHMM ITaueHT-
K1 MMeAach He TOAbKO runeprpodusi creHok /K,
OIlVICaHBI IIepUKapAMaAbHbII BBIIIOT U yTOAIIIEHE
CTEHOK MUTpaAbHOTO KaaraHa. CaeayeT oOpaTuUTh
BHIMaHIe, 4YTO TuIepTpodmdecKkre M3MeHeHIs
MMOKap4a IpU aMIUAONA03€e CBA3aHbl He C MCTUH-
HOM runepTpoduell KapAMOMUOIIUTOB, a C OTA0-
JKeHeM aMI/01Ja B TKaHsX.

IIpn amMmaongose raodaapHast COKpaTUTEADb-
Hasg (QPYHKOUSA AOATO COXpaHeHa, OAHAKO TUIINI-
HBIM A5 Ha4aAbHBIX CTaAUI SIBASETCSI CHVDKEHUe
IIPOAOABHON COKPATUTEABHON (QPYHKINUM, IIpU-
geM Ooablllee CHIDKeHMe JAedopMaliuy IIPOVIC-
XOAUT B 0a3aabHBIX CeTMEHTaX IO CpaBHEHUIO
C anMKaAbHBIMIU. DTOT (PeHOMEH HOCUT Ha3BaHIE
«apicalsparing» mau «Opranmit raas» [5].

I'Tpu noBTOpHOM MCCA@AOBAaHUM (TOCIIUTAAU3A-
st B cBsizu ¢ gekomritercarmern XCH) nabaroaa-
A0Ch Iporpeccupylioniee ypeandenue creHok /K
(c 15 MM g0 20 MM), 3HaUMTEABHOE YTOAIEHIE
CTBOPOK MUTPAABHOIO U TPUKYCHUAAABHOTO KAa-
ITIaHOB, COXPaHsIACS BBIIIOT B IlepuKapae [5, 6].

besycaoBHO, mpy mporpeccupoBaHUM aMUAO-
1A03a IlepedlCcAeHHble IIPU3HaKM BCTPEYaroTCs
4acTo, 0AHaKO AMarHOCTUKA PaHHUX CTaAMI BbI3bI-
BaeT TPYAHOCTH. Ba’kHO oTMeTnTh, 4TO Xapakrep-
HBIM IIPM3HAKOM Ha 4100011 CTazuy 3a00AeBaHMs
oCTaeTcs AracToAndecKast PyHKIUS A€BOTO JKeay-
AOYKa I10 pecTpUKTUBHOMY TuIly. Eite ogHMM Bak-
HBIM AMarHOCTUYECKMM IIOKa3aTedeM paccMaTpu-
BaeTcsl OIpejeleHre IPOJOABHON aedpopManyn
A€BOTO IIpeAcepAls, ee CHIVDKeHIe OlpeaeaseTcs
OT/AO0XXEHNEeM aMMAOVAa B CTeHKe U ITOBBIIIIeHIEM
KOHEYHO-AMAaCTOANIECKOTO AaBAeHI [5].
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CaeayeT KOHCTaTUpOBaTh, YTO B AaHHOM CAY-
Jae, JaHHBIE IIEPBUYHOI DXOKapAyorpadpum Opan
paclieHeHbI He COBCeM BepHO, KpoMe TOTO He Oblaa
omnpeaeaena Aedpopmarus cermenTos /DK 1 aeso-
IO IIpeACepANsl, YTO M 3aTPYAHUAO AMATHOCTUKY
3aboseBaHIIs.

boaee Toro, xapaxrep mopakeHms B HallleM
ImpuMepe M3HAYaAbHO IIpOoTeKaad 0e3 KAMHUKI
He(l)pOHaTI/II/I ¥ VHBIX IPOSBAEHUNI aMUAOUAHON
aTOAOTUM, BCSI CUMIITOMAaTHKa OIpeseAasaach
CUMIITOMaMI CepAeYHO Hea0CTaTOYHOCTU. Bos-
MO>KHO, TIO DTOJ IpMYMHe B Ae0IoTe 3a60aeBaHILT
obOcaezoBaHMe TTAaIMEeHTKN OBLAO MeHee TIIlaTeAb-
HBIM.

3akaiodeHne

IIpy moBTOpPHON TOCHMTaAM3aLMM MBI CTOA-
KHYAUCh C IIpM3HAKaMl, KOTOpbIe I103BOAMAN
3aIl0403pUTh CUCTEMHBIN (HaKOIIMTeAbHBIN) Xa-
pakxTep 3aboaesBanus. Oprans! Mmutern npu AL-a-
Muaongose cepaue (60-90%), moukn (74%), 1e-
4eHb (27%). IlopakeHne mo4yeKk XapaKTepu3yeTcs
OTAOXKEHNEeM AelOo3UTOB aMIAOMJa B IIOYeYHOIN
TKaH! — B MeAKHUX COCyJax, B KAyOOuKax, B MeX-
KAETOYHOM IIpOoCTpaHCTBe. Bce 9TO mnpusoaut
K cAaBAuBaHMIO, arpodpunu u rudeau HeppOHOB.
/labopaTopHble TPU3HAKM IIOYEYHON AVCPYHK-
uuy (IPOTeMHYPMs, CHIKEeHUe CKOPOCTU KAy-
00YKOBON PUABTPALNIN) U TIPU3HAKU BOBAEUEHIIS
Ile4eHy B IIaTOAOTMYECKNUII IIPOIecC CTaaul OCHO-
BaHMEM AJAsl TIpoBedeHNsl AuddepeHIaabHOM
AMarHOCTUKM C ammaongoszoM. Takmm oDOpasom,
YYUTBIBas MHOTOOOpasye KAMHIYeCKUX IIPOsB/e-
HII aMIA0MA03a U BLICOKYIO YaCTOTY BOBAEUYEHIL
cepalia, MMeHHO KapAMaAbHbIe IIPOSIBAEHI, DXO-
KapAnorpapuueckas KapTUHa MOTYT OBITh KAIO-
4OM K AmarHocTtuke zadbosaesanms. OAHaKO, I1OSB-
ZAeHVie XpOHIYEeCKON CepAeYHON HeJ0CTaTOYHOCTI
y manueHTos ¢ AL-aM1na014030M sBAsI€TCA IIpe-
AUKTOPOM He0AaronpusATHOIO IIPOTrHO3a.
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