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CA0XKHOCTH PAHH!EI?I AVIATHOCTUKU PEAKNX
KAPAVIOMUNOITATUN (KAVMTHNYECKUU CAYUYAN)

LA atarckuin roCcyAapCTBeHHBI MeAUITMHCKUI YHUBepCUTeT, T. bapHaya
2AATarICKUII KpaeBol KapAMOAOTUYECKIUN AVICIIaHCep, T. BapHayA
*KpaeBas kanHndeckas 60apHNIA, I. bapHaya

Ort A.B.'? Beceaosckas H.I''?, Uymakosa I'A.}, Motuu I0.I'*3, Moruna H.B.!

AMuAoudo3 cepoua omHocumes Kk pedkum 3aboresanusm. Bmecme ¢ mem, pannaa duaznocmuxa danHo namo-
A0ZUU UMeen KAIOUe60e SHAUeHUE 6 Ycrexe AeHeHusl. 30A0mblM Crandapmom OUazHOCHUKU S6Asemcsl Ouoncus
MUOKAPIA, 00HAKO ee nposedeHue 02paHuiero 6 C63U ¢ UHBASUBHOCTDIO, CAOXKHOCHIbIO NpPo6edeHUs, 0zpai-
YUEHHVLMU 603MOKHOCHIAMU 6 DoAbULUICIGE AeueOHbLX Yupexdenuti 6 Poccuu.  Parnum KocéeHHbiM 1pozHo-
CTUMECKUM MAPKEPOM AMUAOUI03A cepiua S6ASLemcs. sbla6AeHUe OUACTHOAUMECKOl JucPyHKyuy mMuokapoa
10 pecmpuKmu6HoOMY MUy, CONpsKeHHol ¢ HAAUNUEM GLIPAXKEeHHOT 2unepmpoPpu Muokapoa Ae6020 HKery-
douxa (I/1K), yeeauuenuem odvema Ae6020 npedcepdust no dantvim axoxkapouozpaduu (Ixo KI'). 3auacmyro
POADL QUACTIOAUUECKOT QUCHYHKUUU 6 PASCUMUY KAPOUAALHOLL NATHOAOZUY 0CIAHICS. HeDOOUeHeHHOL 6pauamu
NepeuwHoz0 36eHa, Umo npueodum K ouudKam u nosonet duaznocmuke 3a00Ae6aHUsl, OMPULANEALHO 6AUSEH
HA NPOZHOS.

B dannoil cmamve onucan KAUHUYECKUL CAYHAL 1030HET OUAZHOCUKY AMUAOU)03A cepola, NOBAULGUUTL HA
HeOAAZONPUAMHDLI NPOZHOS NALUEHINKU.

Karouesvie caosa: amuroudos, duacmoruveckas OucPhynxyus, zunepmpoPust Ae6020 kerydouxa.
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CARDIOMYOPATHIES (CLINICAL CASE)

!'Altai State Medical University, Barnaul
?Altai Krai Cardiology Dispensary, Barnaul
Regional Clinical Hospital, Barnaul

A.V. Ott'?, N.G.Veselovskaya'?, G.A. Chumakova', Yu.G. Motin'?, N.V. Motina'

Cardiac amyloidosis is a rare disease. However, early diagnosis is essential for key treatment. Heart biopsy result
is the gold standard for diagnosis, but is limited due to invasiveness, circulation, and limited sensation in most
hospitals in Russia.

An early indirect prognostic marker of cardiac amyloidosis is the detection of diastolic myocardial dysfunction of a
restrictive type, associated with the presence of severe left ventricular myocardial hypertrophy (LVH), an increase
in the volume of the left atrium according to echocardiography (Echo CG). Often, the role of diastolic dysfunction
in the development of cardiac pathology remains underestimated by primary care physicians, which leads to errors
and late diagnosis of the disease, which negatively affects the prognosis.

This article describes a clinical case of late diagnosis of cardiac amyloidosis, which affected the unfavorable
prognosis of the patient.

Keywords: amyloidosis, diastolic dysfunction, left ventricular hypertrophy.

AMI/IAOI/I,ZI,OS (I'IepBI/ILIHbeI CHCTEeMHBIVI aMUAOU- K CO>KaAeHMIO, IIpU M30AMPOBAaHHOM IIOpa’kKe-

203 AL) — cucremHoe 3a004eBaHMe, TPV KOTOPOM
IIPOMCXOAUT OTAOKEHIe B TKaHsAX HepacTBOPIMO-
ro ¢pubpmuaaspuoro H6eaka, ammuionsa, oopasyio-
IIeTOCs 3a CYeT M3OBITOYHON IMPOAYKIIUM CBODOA-
HBIX AeTKMX ILerieli mMMmyHoraooyamHos (C/LI)
KAOHaALHBIMM I1Aa3MaTUIeCKUMI KAeTKaMU, sB-
AsieTcsl HanboAee YaCThIM KapAMOTPOIIHBIM TUIIOM
ammaongosa [1]. Aast AmarHOCTUKU A@HHOTO THUTIIA
aMILA01403a MPOBOAAT MMMYHOXMMIYECKoe JIC-
caeaosanue ceiBopotku Kposu Ha CAL] mMmyHO-
r100yAMHOB, B IIOCA€AYIOIIeM IOATBepKAas Aua-
THO3 OMoIICHell MUOKapJa.
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HUM cepalia Oe3 9KCTpaKapAuaAbHBIX IPOsBASHII
yamle Bcero amarHos AlL-amMmaongosa cTaBUTCA
Ha IIO34HMX CTaJMsX, YTO CBSI3aHO C OTCYTCTBUEM
crenmdUIecKUX CUMITOMOB Ha pPaHHUX CTaAu-
SIX, TeYeHIEeM 10/, «MacKoil» IUrIepTpodpuuecKo
KapauoMuonatumu [2]. B marorenese mnopaxe-
HIUs cepAlla IIpM aMIAOUAO3€e AeXKUT CKOILAeHIe
B MeXXKAETOYHOM IIpOCTpaHCTBe MMOKapJa U Ile-
PMBaCKyAsSpPHO IIaTOAOTMYECKOro OeaKa aMMAO-
uAa, YTO HPUBOAUT K aTpOoUU MBIIIEYHBIX BO-
AOKOH, IIOTepe WX DAaCTUYHOCTY, HapyLIeHUIO
AMACTOANYECKOTO paccaabaeHms, B pesyabTaTe
9Jero MMoKapJ CTaHOBUTCA PUTUAHBIM, U GOpMU-
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pyeTcs Amacroandeckast AMCPYHKIIS IO peCTPUK-
TBHOMY Ty [3, 4]. Ha Gozee mosanmx craamsx
3a00/1€eBaHIs AMacTOANIecKas AUCPYHKIIV TIepe-
XOAUT B CUCTOAMYECKYIO C Pa3BUTHEM CepAeUHOI
HEeJ0CTaTOYHOCTU pedpaKkTepHON K IIPOBOAUMOI
KapanoTtporHoi tepanun [5]. Ckoraenne ammao-
1Ja B KOPOHAPHEIX COCYAaxX MOKET JaBaTh KAMHI-
Ky MIIeMI9ecKol 0oAe3HU cepAlla y ITalVIeHTOB.
Taxske maToaornueckuit 0EA10K MOXKET OTKAAAbl-
BaThCA B IIPOBOASAIIEN CUCTEMe cepAalla, IIPUBOASL
K BO3HMKHOBEHUIO KM3HEYTPOXKAIOMINX apUTMIIA
[6]. Tak, B oaHOM U3 UCCA€AOBaHUN IO AAHHBIM
ayTOIICKII, YMEpPIIX B pe3yabTaTe BHE3AITHOI cep-
AEUHOI CMepTH, B pside cAydaeB AMarHOCTUpOBa-
Aach aMUAOUAHasA KapAuomuonaTus [7].

Taxum oOpa3oM, IOCTaHOBKa AMarHo3a aMIA0-
1J03a cepAalia CA0XKHa 1 TpedyeT BpadeOHOTO OITbI-
Ta, IIPOBEAEHILT KOMILAeKca 1abopaTOpHO-MHCTPY-
MeHTaAbHBIX UCCAeA0BaHUI [8].

Kanmiraecknii cay4Jan

TTarimentka M, 56 aet, 0e3 OTSTOIIEHHOTO aHa-
MHe3a IO cepAedHO-COCYANCTON I1aTOAOTUM, Me-
omass Al He Boirre 1 crereHmu, crada OoTMedaThb
CHIVKeHMe TOAePaHTHOCTU K PU3NIeCcKUM Harpys-
KaM B CBSI3U C OABIIIIKOIA.

Ilo moBoay BHIIIIEONMCAHHBIX >Kaa00 Oblaa
HallpaBdeHa Ha Aoo0caejoBaHMe K KapAMOAOTIy.
ITo aanHBIM cyTouHOrO MOHMTOpUpOoBaHUs DKI
(CMOKT'): puTM CHHYCOBBII C 9aCTOTOI B CpeJHEM
67 yA/MUH. 3aperncTpupoBaHbl ejUHIIHbIE Hal-
JKeAyA04KOBble DKCTPacCHCTOAbl, YacThble OAVHOY-
HBIE >KeAyAOUKOBbIEe DKCTpacucroas (KBD) (1200/
cyT). Drnmsos Keayaouxkosoi Taxuxapauu (JKT)
AAUTEABHOCTBIO A0 3 ceK ¢ 4acTtoToi 125 ya/MuH.
NMmemnaecknx nsmeHeHurt cermenTta ST He BBIAB-
A€HO.

Ilo pesyapraraMm AabOpaTOPHBLIX aHAAM30B:
OAK, OAM, BAK - maroaornm He BBISIBAEHO.
br1aa nmposegena Oxo KI': HeboabImoe yseanaenne
aeporo npegcepaus (AI1-41 mm), cokpaTuTeAbHast
yHKIII MMOKapJa AeBOTO >KeayJodka B IIpeje-
aax HOpMBI (DB - 75%), OoTCyTCTBME A€TOYHON TH-
IepTeH3MM, BhIpakeHHas! TUIepTpopIsl MIOKap-
Aa /1K 6e3 oOCTpyKIMHU BBIXOAHOTO OTAe/Aa A€BOTO
JKeayodKa (TOAIMHA MeK’KeAyA0dKOBOIl Ilepe-
ropogaknu (MJKII) -17 MM, ToAIMHA 3aAHeNl CTeH-
K1 aesoro xeaygouka (3C/K) - 17 mm. MHuaexc
Macchl MMOKapJ4a aeBoro keaygouka (VIMM /K)
219,928 r\mM2).

ITo pesyapTaTam IpoBeseHHBIX 00CAe40BaHNMIA,
YYUTEIBAsA OTCYTCTBME aHaAMHe3a TsKeAOl HeKop-
purupyemort Al, Obla BbICTaBA€H KAMHIIECKUI
AunarHos: I'mmeprpodudyeckas KapAMOMMOIATIS
6e3 0OCTPyKIINI BEIXOAHOTO OTA€eAa AeBOTO JKeAay-
aouka (BO/LK). Yacras JXXBO. Heycroituusrle ma-
pokcusmel JKT mo CMBKI'. JaHbl pekoMeHAAITUN:
npueM 0-0a0kaTopos ¢ KoHTpoaeM CMBKI, Dxo
KI" gepes 3-6 mecsties. JooOcaeloBaHlue y MyAb-

MOHO/0Ta II0 MeCTy JKUTeAbCTBa (I10 ITIOBOAY CHM-
IITOMOB OABIITIKIA).

Jaaee y nmaimeHTK OTMe4aa0Ch IPOTpeccupo-
BaHMe OABIIIKI U cHI>KeHne TOH.

UYepes 4 Mecaia or Havada geOrota 3aboae-
BaHUS TIOSBUANMCH OTEKM HVKHMX KOHEUYHOCTel,
KOTOpBIE CTaAl HapacTaTh, yBeAUMYeHMe >KUBOTa
B o0peme. IIposegeno Y3V OBII: BrisiBaen aciur
0e3 CTPYKTYpHON HaTOAOIMM BHYTPEHHMX OpTa-
HOB. B cBs3u ¢ HaamameM acumTa OBLIO IIpOBeJe-
HO 4000c/e0BaHIe VI MCKAIOUeHa OHKOIIaTOAOTTAS
OpraHOB OPIOIITHOM TOAOCTU ¥ MaAOI0 Ta3a.

ITpu nposegenuu mosropHOI DXx0 KI' coxpamsi-
2ach BEIpaskeHHas TUITepTpOQIsl 2eBOTO >KeAyA04-
Ka, HapacTaHle AeTOYHON IMIIepTeH3UH 1 HaAdne
Aaunacroandeckoit aucynknun /XK mo pecrpux-
TUBHOMY THUILY.

Ha ¢one HazHaueHHOV MOYETOHHON Teparin
COXpaHsACSA pepaKTepPHBINI OTEUHBIN CHHAPOM,
acouT, OABIIIKA TPV MUHMMAABHBIX (PU3MUECKIX
Harpyskax. IlarmenTka 6b14a TOCIIMTaAN3MPOBaHa
B AATaliCKuiI KpaeBoil KapAMOAOTMYeCKMUI AVC-
HaHcep ¢ KauHukon aexommencanuu XCH ugepes
1 roa mocae MOsIBAEHUs TIEPBBIX IIPU3HAKOB 3a00-
A€BaHUSL.

Y marnmeHTKN Ha MOMEHT IOCTYIIAeHIsI HaDA10-
AAAUCh IIPU3HAKU JAEKOMIIEHCAllUM CepAedHON
HeA0CTaTOYHOCTH II0 ABYM KpyraM KpoBooOparrie-
HUsI, BBIPa>KEeHHBI OTEYHBIN CUHAPOM, aCLIUT.

ITo Dxo KI: YmepeHnHoe ypeaudeHue AeBOTO
npeacepaus (ALl - 52 Mmm), HeOOABIIIOE CHIKEHIEe
COKpaTMMOCTH AeBOro >keayaouka (PB - 54,55 %),
yBeandeHue rpaporo npeacepavs (1111 - 63x49mm),
HeOOAbIIasi HEAOCTaTOYHOCTh Ha aoOpTaAbHOM,
MUTPaAbHOM U TPUKYCIUAAABHOM KAallaHaXx,
HOBBIIIIEHNe gaBAeHus B aerouHont aprepun (CA
B /1A - 44 MM. PT. CT), BRIpa’KeHHAs TUIIEPTPOPIL
muokapga /K Ge3 obcTpyKIum BBIXOAHOTO OT-
Aeaa AeBOro xeaygouka (toamyna MJKII-18 mm,
toamyHa 3CAK-19 mm. VIMM /K - 256,582 1\
m?). Hapymenne anacroamyeckoit pynxoym /DK
AOTIILAEP-METOAOM I10 pecTpUKTUBHOMY Tuiy (E\
A=2,78). MuHuUMa/ApHOE KOAVNYECTBO >KUAKOCTU
B 11oaoctu nepukapga: 3a 3CAXK - 2mm, za I1IT -
6mM (puc. 1).

C ygeToM HaAM4IUS AMACTOANIECKON AUCPYHK-
UMM TI0 PeCTPUKIVBHOMY THUITy, TUIIEpTpopum
CTEHOK A€BOTO >XeAyA04uKa 0e3 BUAVMOI IPUIIHBI
u crienuduyaeckuii 04eck MMUOKapAaa, IIPOTpeccu-
pyomuii HepOTMIECKIIT CUHAPOM, V ITaIleHTKI
OpLaa 3art0403peHa 604e3Hb HAKOILAEHNUs C IIOpa-
JKeHMeM cepalia U IoJeK.

I'Tpu mpoBegeHNN UMMYHOXMMIYECKOTO MccAe-
AoBaHus BeIsABAeHO TnopbieHne A CALL mmmyHo-
r100yAMHOB B CBIBOPOTKE KPOBU IAIJMI€HTKI.

CaeayromuM starioM Oblaa IpoBedeHa DHAO-
MMOKapauaabHas ouoricus Muokapaa (OMb) pa-
BOTO >KeAyAO4Ka C IIpMMeHeHIeM CrienuQpuIecKmx
AAsl aMUAOUAO3a KpacuTeAell ¥ MMMYHOTUCTOXM-
MITYeCKIM JccAeAOBaHeM OMOIICUITHOTO MaTepu-
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aaa. B pesyabTare rmcro10rmyeckoro 1 MMMYHOTH-
CTOXMMIYECKOTO MCCAeAOBAHMS C IPUMEHeHNeM
CBETOBOTO MMKPOCKOIIA OBIAO BBHISIBAEHO CKOILAe-
HIe TpaHyA B MHTePCTUIIMAABHOM IPOCTPAHCTBE,
OKpalmBarommxcs 1o MaccoHy B cepo-cupeHe-
BO-TOAyOOI1 LIBET, 4AIOIINX II0A0XKUTEABHYIO Peakx-

LIMIO IIPY OKpacKe KOHIO-KPacHBIM, CIeIINPUIHYIO
Aas amuaougosa. Ilpu uccaeposanuu B oAsspu-
30BaHHOM CBeTe 9TU y4acTK! II0Ka3blBaall yMepeH-
HO-BBIpa’k€HHOE I1aTOA0TMYecKoe s1040YHO-3eae-
HOe cBeyeHue (puc. 2).

Pucynox 1. OxoKI' nanuenTku 56 aet

ITpumeuanne: AnimkaasHast (A) u napacrepHaabHast (b) 4amHHas och aeBoro >keayaouka. RV — mpasbiii skeaygouek. LV
— 2aeBblii Xeayaouek, LA — aepoe nnpeacepane. CTpeakaMM yKa3aHa BbIpaskeHHas TUIIEPTPOQILT MeXKKe Ay 0IKOBOI
IIepPeropoaKu U 3aaHeli CTeHK! AeBOro JKeayAodka. Takske oTMeyaeTcs crielnduyeckuii 04eck Mruoxkapaa.

b.

Pucynox 2. A. ®parmeHT M1OKapAa IpaBoro >keayJouka HalyeHTKN 56 AeT.

Pacmmpenne nHTepCTULIAABHBIX ITPOCTPAHCTB
C OTJ0XeHMeM aMopQHOrIo, 61e4HOr0 Marepuala
IEPUMYCKYASIPHO UM B CTE€HKaxX 9J€MEHTOB MI-
KPOLIMPKYASTOPHOTO pycda C XapaKTepHBIM IIa-
TO/AOTMYECKUM CBeyeHUreM (OT s1010YHO-3e1€eHOTO
A0 Aa3ypHO-TOAyOOIo) IIpM MCCAeAOBaHUIU B IIO-
AsspusoBaHHOM cBeTe. OKpallBaHIe KOHIO-Kpac-
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HBIM, MCCAeJOBaHUe B IIOASPU30OBAaHHOM CBeTe.
X400.

b. Otaoxxenne A-aerkux 1eren Mexay KapAu-
OMMOIIUTaMU ¥ aCcCOLMMPOBAHHO C CapKOAeMMOI]
KaeTok. [Ipsimas nMMyHOQPAIOOpeCIIeHTHAs peak-
LM Ha CBeXKe3aMOPO>KEeHHBIX Cpe3ax C aHTUTela-
MU K A-aerkum terrstm. X400.
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Ha ocHoBaHUM ITOAYY€HHBIX KAMHNMKO-Aab0pa-
TOPHBIX AaHHBIX U pe3yAbTaTOB O1oIICuy, 60ABHOI
ObIA BBICTaBAEH KAMHIUYECKUI AnarHo3: OCHOBHOIL:
IMeppuunbii AL-aMMA0OMAO03 C IpeUMYyIIeCTBeH-
HBIM IIOpa’keHNeM cepAalia, IoYeK.

Ocaoxnenns: XCH IL B, III . xa. Acrur.

XBIT C3a A3.

CoraacHO cOBpeMeHHBIM peKOMeHAAIMsIM Ae-
yenne AL-amMmaomaosa BKAIOYAET IIOAMXUMIIO-
Tepanuio Ha OCHOBe XMH-TaMMHa, KOAXUIIMHA, CO-
getaHnue MeadasaHa (aakepaH) U IIpeAHU3010Ha,
a TakKe CUMIITOMaTHYecKyIo Tepalnio A1acToAu-
YeCcKOI cepAeyHo HegocTaTouHOCTH [9].

YaurteiBasl TSXKECTh COCTOSIHIUS ITalleHTKu M,
56 aeT, HasHayeHMe IOAVXUMMOTEpanuy OBLAO
y>Xe HnpoTusonokasaHo. IlamueHntke Oblao mpo-
AOAXKEHO INaaanaTusHoe AeyeHne. Yepes 1,5 roga
oT aebroTa 3a00AeBaHIsI MMalfeHTKa CKOHYaAach.

Taxum 0Opa3oM, 40 HACTOSIIIETO BpeMeHU CO-
XpaHseTcsl mpo0JeMa B AMarHOCTUKE aMUAOUAO-
3a, B CBA3M C HaAWYMEM B KAMHMKe 3a00eBaHILsI
HecrIenU(pUIHBIX CUMITOMOB, OTCYTCTBUE AOCTa-
TOYHOV OCBEAOMAEHHOCTU Bpayell B OTHOILIEHNI
AAQHHOM IaTOAOTUM U KaK CAeACTB/E MaAOl HaCTO-
PO>KEeHHOCTH, a TaK>Ke OTCYTCTBME CIIeINaAN3Upo-
BaHHBIX IIEHTPOB A4 AedeHUsl AaHHOV KaTeropmumu
HalMeHToB B pernoHax Poccumn.

3akaiodeHne

HecMmoTps Ha BbICOKME HaydHbIe AOCTVIKEHILS
COBpPeMeHHOIl KapAMOAOTUM, AMarHOCTUKA OCHOB-
HOro 3aboaeBaHUs, 4e0I0TOM KOTOPOTO SIBASIETCS
XpOHHMYeCKasl cepaedHasl Hej0CTaTOYHOCTL C CO-
XpaHeHHO! (ppaKIuel BHIOpoca A1eBOro KeayA04-
Ka, OCTaeTCsI CA0XKHOI 1 HepeIlleHHO ITP00.1eMOIA.
Bmecre ¢ TeM, OT cBOeBpeMeHHO ITOCTaBAE€HHOTO
MpaBMUALHOTO AMarHO3a 3a4acTyIO 3aBIICUT Pe3yab-
TaT A€deHILs ¥ IIPOTHO3 ITallIeHTOB MOA0A0I0 TPY-
AOCITOCOOHOTO BO3pacTa.

IIpu BBIABAEHUM AMACTOAMIECKON AMCPYHK-
UMM y TanueHToB mo gaHHBIM Dxo KI' m BhIpa-
JKeHHOI TuIepTpopum Muokapaa AeBOro >Kealy-
AouKka Oe3 Apyrux Hpu4MH (a0pTaAbHBIN CTEHO3,
HeKOppurupyemasl apTrepuaibHasi TUIIePTeH3V)
HeoOX0AMMO METh BpaueOHYIO HAaCTOPO>KEHHOCTh
B OTHOIIEHNUN AMarHOCTUKM 0oJe3Hell HaKoIlLle-
HUS U IIPOBOAUTH JOIIOAHMUTeAbHBIe 0OcCAesoBa-
HIS, K KOTOPBIM OTHOCATCS MCCAeJ0BaHye KpOBIU
Ha k 1 A CALl "MMyHOr106yAMHOB KPOBM UAN
Oeaok benc-/>xo0Hca MOUM, KOHCYAbTalVs KapAu-
0/0ra B YUPe>KAeHU!U TPeThero YPOBHs OKa3aHILI
ITOMOIITIL.

Kongankr maTepecosB. ABTOPH 3asgBASIOT
00 oTcyTCTBUM KOH(PAUKTA MHTEPECOB.
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