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AHHOTaums

CraTbsi NPEACTABASIET COOOM CBOA PEKOMEHAALIMIA MO MHTEPMPETALIMM AAHHBIX SAEKTPOKAPAMO- U 9XOKAPAMOrpadmu y NMaLMeHTOB C NOAO3PEHUEM
Ha aMMAOMAO3 cepALla. AMUAOMAHAsI KapAMOMMONATUSI — Mporpeccupyiolllee 3ab60AeBaHMe, KOTOPOE XapaKTepU3YeTCsl Pa3BEPHYTON KapTUHOM
3aCTOMHOM CEPAEYHON HEAOCTATOYHOCTU, HU3KMM KAYECTBOM XXM3HW U MAOXMM MPOrHO30M. B HacTosee BpemMsi MOSIBUAUC MEAMKAMEHTO3HbIE
npenaparbl, COCOGHbBIE YAYHLIUTb MPOrHO3 Y NALUMEHTOB C aMMAOUAO30M CepaLia. [TOBbIlLEHME OCBEAOMAEHHOCTU CMEeLMaAnCTOB O creumduye-
CKUX MHCTPYMEHTAAbHbIX MpPM3HaKax 3a60A€BaHMs IBASIETCSI BAXKHOM M aKTyaAbHOM 3aAaqeit.
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Abstract

The article is a set of recommendations for the interpretation of electrocardiography and echocardiography data in patients with suspected
amyloidosis of the heart. Amyloid cardiomyopathy is a progressive disease characterized by a detailed picture of congestive heart failure, poor
quality of life and poor prognosis. Currently, medications have appeared that can improve the prognosis in patients with amyloidosis of the heart.

Therefore, raising awareness of specialists about specific instrumental signs of the disease is an important and urgent task.
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BeeaeHue

Amunonpos cepaua — dopma nHGUIBTPATUBHON Kapauo-
MIOIATUY, OOYC/IOBIEHHAs OTIOXKEHNEM aMMWIOMAHBIX (u-
6pwut B Muokapge [1, 2]. Haubornee pacnpocTpaHeHHBIMIU 51B-
JIAIOTCA CIeMYIONIVe TUITB aMIION03a Cepylia:

e MOHOKJIOHA/IbHBIJI aMMJIONJ03 JIETKUX LeNell MMMYHO-
rnobymnHa (AL), KOTOpBIT BOSHMKAET BCIEACTBYE IIATO-
JIOTMYIECKOTO CHHTe3a OeIKa-Ipe/leCTBEHHIKA I/Ia3Ma-
TUYECKMMM KJIETKaMM KOCTHOTO MO3Ta;

o tpaHcTupeTnHoBbI (TTR) aMnnonos, KOTOpLIit oxpas-
nenserca Ha gukuit Tun (wtATTR) wnm HacnencTBeHHbI/
BapuaHTHbIT (VAT TR) 11 Bo3HUKaeT BCIefcTBIE Hapylle-
Husi cuHTesa 6enka-npepirectBenHnka TTR — coiBopo-
TOYHOTO TPAHCIOPTHOrO 6GeKa TOPMOHOB LIMTOBUHOI
JKeJe3bl M PEeTUHONA, KOTOPBIN CUHTEe3UPYeTCs ITTaBHBIM
06pa3oM B II€YeHN.

TTR ammnonpHas kapguomyonaryst (AKMII) aukoro Tnma

BCTpEYaeTCA Yallle Y IMOXXIIBbIX IAIMEHTOB cTapure 60 feT n xa-

PaKTepu3yeTCs KIMHIYECKVMI MPOSAB/IEHAMM CEPIEeIHON Heflo-
CTaTOYHOCTH C YMEPEHHO CHVDKEHHON MM COXPaHEeHHOI (pak-
nuert Beiopoca [1]. Victuunas pacnpoctpaneHnocts TTR-AKMIIT
B Poccniickoit @epeparyu HemspecTHA. IIpudimHoit sTOMY CITy>KUT
HU3KasA OCBEJOM/IEHHOCTDb Bpadyell MepBUYHOIO 3B€HA O PaHHMX
CHMIITOMAX U IPU3HAKAX 3a00/IeBaHN, OTCYTCTBME CIelyduye-
CKIX KPUTEpHeB 1 CXOXeCTb aeKTpokapauorpadudeckoit (OKI')
u axokapauorpadudeckoit (IxoKI) kapTuHbI ¢ Apyrumm cep-
[EYHO-COCYMCTBIMU  3a00/eBaHMAMM. TIOCKOIBKY aMmIonsos
ceppla sIB/sAeTCs 3a00/IeBaHMEM C HeOIArOIPUATHBIM IIPOTHO-
30M, HeO6GXOAIMIMOCTD PaHHETO BBIAB/ICHN STO TATOTIOTU OYeHb
B&)XHA, 0COOEHHO YUMTBIBAsI Ha/IM4ie HOBBIX TEPANeBTUIECKIX
BO3MOXXHOCTEl U BapMAHTOB JieueHus. VIMEHHO IO3TOMY Iienb
CTaThM — yTOYHEHME TaTOTHOMOHMYHBIX Kputeprues AKMII, ko-
TOpBIe MO>KHO BBIABUTD C IIOMOIIBI0 METOAOB (YHKIIMOHAIBHOM
IVATHOCTMKY B Pa3HBIX K/IVHNYECKIX LIEHTPaX, C y4eTOM Pa3Hoil
MOIIHOCTH, YPOBHsI IIPO(eCCHOHANIbHBIX KOMIIETEHIINIT Crierja-
JIMCTOB U HA/INYMA SKCIIEPTHOTO 00OPYHOBaHMA.

Uncpopmaums 06 asrope / Information about the author

“AmnoeBa OAbra HukoAaeBHa — A-p MeA. HayK, BEA. Hay4. COTp.
OTA. (PYHAAMEHTAAbHbBIX M MPUKAAAHBIX ACTIEKTOB OXMPEHUS, PYK.
Aab. KapAMOBM3yaAM3alMM, BEretaTMBHOM PeryAsumMu M COMHO-
rorun OIBY HMULL TIMM, npod. kad. Tepanum u npomaakTm-
yeckon MeanumHbl OIBOY BO «MIMCY um. A.N. EBAOKMMOBa».
TeA.: +7(916)614-18-21; e-mail: dzhioevaon@gmail.com;

ORCID: 0000-0002-5384-3795

96 TERAPEVTICHESKII ARKHIV. 2023; 95 (1): 96-102.

*Olga N. Dzhioeva. E-mail: dzhioevaon@gmail.com;
ORCID: 0000-0002-5384-3795

TEPATIEBTMYECKIM APXMB. 2023, 95 (1): 96-102.



https://doi.org/10.26442/00403660.2023.01.202081

REVIEW

IKT-npusnaku AKMI1

Creun¢uaeckux BbICOKOUYBCTBUTEeNbHBIX 1 DKI-kpure-
pues, ykaspiBatomux Ha AKMII, Her. Kimaccuyeckas tpuapa
OKTI-usMeHeHMII BK/IIOYaeT HU3KOBOJBTAXKHbIE KOMIIIEKCHI
(ompepensiembie 1o o61eit Boicote QRS B OTBEEHMSAX OT KO-
HEYHOCTeN MeHblle 5 1 10 MM B IIpeKapAMaabHbIX OTBENEHN-
AX), ICeBROVHGAPKTHBIII MaTTepH (IIaToMornYecKue 3youst Q,
cocrapsoline He MeHee 1/4 ammmutyzst R) mwim 3y6ust QS B
IBYX IIOC/TEOBATE/IbHBIX OTBEIECHNAX IIPU OTCYTCTBUM IIpeNi-
IIECTBYIOLVX UIIeMIYeCcKolt 60/Ie3HN cepALia, 6/I0Kafbl IEBOI
HOXKKM TTydka [Jca win HapylleHMit IBVOKeHUA CTEHKU JIeBO-
ro xenypouka (JDK), npoBopumoctu u 6paguaputmnn [3-5].
Ha puc. 1 npepcrasnena OKI manuenTa ¢ TTR-AKMII, Ha ko-
TOPOI MOXXHO YBUJIETb 3TU MIPU3HAKIL

Huskoammmmrypgable komiiekcsl Ha K[ B codeTanun ¢
yBeMMYeHNeM TOJIIVHBI CTeHKN Xenmyfodka Ha OxoKI - xrmac-
cugecknmit npusHak AKMIT [3]. Tem He MeHee HU3KOBOIBTAX-
Hble KOMIUIEKCHI He AB/IAIOTCSA YHUBEPCAJIbHBIM KpUTepyeM
[MarHo3a aMWION/032 CepAlia: JaHHbIe 00 MX pacpoCTpaHeH-
HOCTH B JINTEpaType CUIBHO pasnyaiTcs: oT 46 xo 70% [3].
Huskuit BOnbTax, mo-BUAUMOMY, 60/Iee XapaKTepeH AJIs IPYII-
et AL-AKMIT, yem gnst TTR-AKMII [4]. Ilpu mopTBepxeH-
Hoit TTR-AKMII Huskuit BOIbTaX BHIABANCA TONbKO y 25%
uccnegyemoit nomymauuu [5]. BosmoxHas mpuumMHa Takoi
PasHUIBI B pe3y/IbTaTax 3aKkmodaeTcs B ToM, 4To TTR-AKMII
IPOSB/AETCA KaK MeMIEHHO IMpOrpeccupyomas KapfuoMmuo-
maruA [1, 10], koTopas XapakTepusyeTca MeJIEeHHBIM OT/IOXe-
HUeM aMIIOUJIa B KaMepax cepyilia U IIpOBOJIIIEIT CUCTeMe.

AL-AKMII HanoMuHaeT OCTpbIii MMOKAPAUT C PaHHUM
Ha4ajioM CYMIITOMOB 1 OBICTPBIM IIPOTpeccMpoBaHMeM 3a60-
TeBaHUA [0 KOHEYHOI CTafiuyl CepAevHOl HeJOCTaTOYHOCTH,
HECMOTPsI Ha MEHBIIYIO CTENIeHb MH(VIBTPALNY V3-32 TOKCH-
4eckoro fgevictsus uemeit AL [6]. Vsydas momymAnuio maru-
entoB ¢ TTR-AKMII J. Dungu u coaBT. [6] 06Hapy»xum, 4To
komiutekcbl IKI' ¢ HM3KMM BOIBTaXKOM ObUIN HEUyBCTBUTEIb-
HbpiM MapkepoM AKMII. Tem He MeHee ncCIe0BaTen 3aMeTH -
M, 9YTO aMIDUIUTY/a BOJIbTaXa IIPU IepPBOHAYAIBHOM OobOpaliie-
HUM ¥ BO BpeMsi HOCTIeRYIOLIero HaOMIOeH sl OTPULIATENbHO
KOppenMpoBaja ¢ MPORO/DKATENBHOCTBIO CUMIITOMOB. Takum
006pa3oM, yMeHbllIeHNe aMIUIUTYAbI KoMmitekca QRS, BeposT-
HO, OTpa)KaeT yBelIMYeHMe HAKOIUIEHUS aMMIOUEHOro Oen-
Ka C TeYeHMeM BpeMeHNU. DTO Iporpeccupyoliee CHIDKeHUe
BOJIbT@)KA Y MALMEHTOB C JyinTe/bHbIM TedeHneM T TR-AKMII
TaKKe OTMEYEHO B Apyrux paborax [15, 16]. Takum o6pasom,
KOMIIIEKCHI ¢ HM3KMM BonbTaxoM Ha DKI ABnAoTCAa oTHOCHK-
TenbHO Ho3pHuM npusHakoM TTR-AKMII u moryT 65iTh Gec-
II0/Ie3HBI ISl paHHel ufeHTIduKanyy 3a60/IeBaHms.

Oubpunanus npenceppuit (PII) vame BcTpevaeTcss mpu
TTR-AKMII, uem npu AL-amumongose. E Cappelli u coasr. [4]
o6Hapy>xunu, 4to paciupoctpanentocts OIT mpu TTR-AKMII
B 4-6 pa3 Bbl1le, 4eM 1pu AL-dopme. B npyrux uccnegoBanmsax
IIPOfIEeMOHCTPUPOBAHbl aHAJOTMYHbIE Pe3y/IbTaThl: 3HAYUMO
6onpiree KonmmuecTso manueHToB ¢ TTR-AKMII umenu Ha-
pymenns purma mo tumy ®II, yem mmia ¢ AL-AKMIT [5-9].
Ocob6ernnoctpio @Iy 60mpabix ¢ AKMII siBisieTcst HeBBICOKas
YacTOTa XEMYJOYKOBOTO OTBET4, TO eCTh Opafu- Wi HOpMO-
¢dopma apurmun [10-13].

Yro KacaeTcA HapylIeHWiI IPOBOAVIMOCTY, Y TAIIIeHTOB C
TTR-AKMII Taxxe Habmropaercst 6o/mee BBICOKAsI MX PACIIPoO-
CTPaHEHHOCTD, BK/II0Yast aTPUOBEHTPUKY/IAPHbIE OIOKA/bI pas-
JIMYHOI Tpafialiuy U BHY TPYDKETySOYKOBbIE HApYIIeHNA IIPOBe-
menns [4, 10-13]. 10T paxT TakxKe SABAETCS OTIMUUTEIBHON
ocobeHHocTpi0 B crnydasx TTR-AKMII no cpaBreHnio ¢ AL-
AKMII, korga yactora pasBUTUA HapyILEHMI ITPOBOAMMOCTH
HaMHOTO HIDKe [3, 4, 14]. IIo gaHHBIM MCCIENOBAHMIA, JO/A T1a-
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Puc. 1. KI naumeHTa C NOATBEPXKACHHbIM AMATHO30M
TTR-AKMIT.

Fig. 1. ECG of patient with confirmed diagnosis of
TTR-amyloid cardiomyopathy.

mueHToB ¢ TTR-AKMII, Hy>XaOIUXCA B 9MeKTPOKAPAUOCTI-
MYJLILNY, HAMHOTO Bbille, 4eM ¢ AL-AKMII [3, 4, 14-16].

IceBmonudapkTHbil martepH Ha DKI ompepensietcs ma-
tonorndeckumu 3ybuamu Q (1/4 ammurynst R) niu 3ybnamu
QS B 2 mocnefoBaTe/IbHBIX OTBEJEHMAX IPU OTCYTCTBUM pa-
Hee JUAarHOCTUPOBAHHBIX (IOATBEP)KAEHHBIX) MIIEMIYECKOI
6ome3Hn ceppla, 6710Kabl TeBOJ HOXKKM ITydKa [¥ca u ABmA-
ercs gacTeiM IKI-npusnakom AKMII. BosmoxxHOe 00bsicHe-
HIe Ha/lmu4us naronorndeckoro 3ybua Q Ha 9KI' y marnmenros
6e3 sIBHOIT SMIMKaPAMANTbHON KOPOHAPHOI OOCTPYKIMM MOXKET
OBITDb CBA3aHO C OTIOXKEHMEM aMIION/a B MUKPOIIVPKYIATOP-
HOM pyciie 1 60jiee MeJIKMX MHTPAMIOKAPANAIbHBIX aPTEPUSIX,
YTO CBA3AHO C XYAIUIUM IIPOrHo3oM [17].

ITpu TTR-AKMII niceBronH$papKTHbI TATTEPH BBIABIISIOT
HpUMeEPHO Y 60% 6GOMBHBIX U B OCHOBHOM OH BBIP@)KEH B IIe-
penuux orBeneHusax. Ero Hammane y nmanmentos ¢ TTR-AKMII
aCCOLUMPOBAHO C YBeMMUEeHNEM TOMIIVHBI MEXKeTyT04YKOBOI
[IepeTrOPOLKM U ABMsIETCS Hanbosiee YaCThIM M3MEeHEHUeM Ipu
6011ee TONCTBIX CTEHKAX cepaua [5].

Ecnu y nanmenTa ¢ KIMHUYECKO KapTIHOI CepIevHOIt He-
MOCTaTOYHOCTU €CTh ITaTOTHOMOHMYHBbIe M3MeHeHUss Ha IJKI,
I/ OLIeHKM ITIOKasaTesiell CTPYKTYPHOTO PeMOJIeIMPOBAHNA U
[apaMeTpPOB BHYTPUCEPAEYHOI TeMOAMHAMUKM HEOOXOIUMO
IIPOBECTY TPAHCTOPaKanbHy0 IXOKT.

IxoKT-npusnakn AKMI1

9x0KI siBrsieTcst HanboIee LIMPOKO UCIIONb3yeMbIM HEMHBA-
3MBHBIM TE€CTOM Y TIALIIEHTOB C CEP/IEYHOI HEJOCTATOYHOCTDHIO.
ITpr AKMII MoryT 3HAYUTETBHO U3MEHATBCA CTPYKTYPHO-(PYHK-
IIMIOHa/IbHbIE TTOKA3aTeNy CEePAEYHON JIeATeIbHOCTHU, HEKOTOPble
U3 KOTOPBIX BecbMa CHelM(UYHbI I JaHHOTO 3abosIeBaHys
[18-20]. IIpenmyIecTBamMM STOrO METOfA BUSYATU3ALINYU SBIIS-
10TCsA 6€30I1aCHOCTD, IOCTYITHOCTD, IOPTAaTYBHOCTb, OTHOCUTE/Ib-
HO HM3Kas CTOMMOCTD ¥ BO3MOYKHOCTD OLIEHKM BHY TPYCEPAIeHOI
remopyHamyKi. Xotst OxoKI' He no3BosieT BepuduIMpoBaTh 1
muddepenunpoparb T AKMII (AL npotus TTR), oxa sBa-
€TCS1 OCHOBHBIM METOJIOM PAHHETO BBLABJIEHNs IPOG/IEMbI 1 CKO-
peiieit MapIIpy TU3ALUY TTALMEHTOB B SKCIIEPTHBIE LIEHTPBL.

Crrerpdmrdeckyio kapTuny 9xoKI'y manmeHToB ¢ aMmIonzio-
30M Cepjilia 0OHAPY>KIU/I ellje B CAMBIX IPOCTBIX MOJA/IbHOCTSX,
KOTJIa B apCeHasIe CIeLaMICTOB ObIT TONMbKO M-pexuM — yxe
MOXXHO 6bUI0 yBUfETD yTONeHHble creHky JDK ¢ HopManbHbIM
PpasMepoM ero IoyoCTy, yBendeHue esoro mpeaceppust (JIIT) u
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Puc. 2. OueHka CTPYKTYp M3 NapacTepHaAbHOIO AOCTyna
B MO3ULIMU MO AAMHHOM ocu AXK.

Fig. 2. Assessment of parasternal access structures
in positions along the long axis of the left ventricle.

MHOT/a — IlepMKapAnanbHbli BbIIOT. Ha nosmHeit crapym 60mes-
HJ BBIAB/ICHO YMeHblIeHMe GpaKioHHOro ykopodeHus (DY)
JDXK, Ho maske B aTOM cimyvae aunatays nonoctu JUK Berpeda-
eTcs1 KpaiiHe penko [18].

Iokasatenp @Y JDK pesko mcrnonbsyeTcs B peasbHOI
K/IMHIYECKO IPAKTUKE CIIEUMATNCTOB MHCTPYMEHTAIbHOM
muarHocTuky. Y manyeHTos ¢ AKMII mpu coxpaHeHHOI min
crerka cHybKeHHOI (ppakium Bei6poca JDK camxenne OY mo-
JKET CIIY>XUTh JJONOTHUTEIbHBIM IIapaMeTPOM, TO3BO/IAIIINM
3amofo3puth ato 3abonesanne. I onenkn OY JIDK ucnons-
3yIOT NIapacTePHANbHBII OCTYII ¢ TTO3NUILIMEN! 110 J/IMHHON OCU
JDK. Pacder mposoautcs o popmyiie:

DY (%) = KIOP - KCP / KP x 100%

CHKeHMe GpPaKIVIOHHOTO yKOpo4YeHMst MeHee 30% sBIA-
€TCs1 KTMHMYECK) 3HAUMMBbIM U MOXKET CITY>KUTb OfHUM U3 JI0-
HO/IHUTE/IbHBIX KpUTEpUEB nofospenus Ha AKMIL.

C BHefpeHMeM U pacIpOCTpaHeHMeM MeTOfia IBYMEpPHOIt
9x0KI' oTMedeHbI JOIOMHUTENbHbIE TPU3HAKY NHQUIBTPATB-
HOJ Kap[iMOMMOIIAT!Y, @ MMEHHO yBelM4eHue JBYX IIpefcep-
JWIA, yTOMIeH1e CTBOPOK KJIAMIAHOB, IIpaBoro sxenynodka (IDK)
U MEXIIpefiCepAHOI Ieperopopky. HekoTopble yueHble Takxke
OTMEYaIOT NPU3HAK «/IONOMHUTENbHBIX APKUX BKIIOUEHUI» B
CTPYKTYpe MeXOKeMyIou4KoBol Ieperopopkn. K coxkanenmio,
HepeaKo TaKue IPU3HaKy, KaK yTO/ILeHMe CTBOPOK U MEXXIIpesi-
CEepIHOI MeperoponKy, Halmudue ApKUX BKIIOYEHNIT B MeXOKe-
JIy[JOYKOBOJI IEPErOpPOIKe UMEIOT CyObeKTMBHbIE KPUTEPUU
U3-32 OTCYTCTBMA Ba/IMIAlVIM, IOPOTOBBIX 3HAYEHUII, a TaKXKe
PasHBIX TeXHNYECKIX BO3MOXKHOCTEI! alllapaTypsl, IpOrpaMM-
HOTO 06ecIedeH s, OCBEIeH s, IPY KOTOPOM IPOBORUTCH MC-
crefoBaHme. Bo nsbexxanne ommbOK B yCTOBYSX PeaTbHON K/IN-
HIYECKOI IIPaKTUKY M PaHHel IMarHOCTUKY Mbl peKOMEHyeM
BO3JEP>KaThCs OT CyO'beKTUBHBIX XaPaKTEPUCTHUK, He MMEIOLINX
YeTKMX KO/MMYeCTBEHHbIX Kputepues [18,20].

CyecTByeT HEeCKOIbKO TUIIMYHBIX MOPQOIOTMYECKUX U
¢dyHKIMOoHaMbHBIX HpU3HaKoB AKMII, KOTOpbIe MOXKHO 4eTKO
U3MEPUTD, X C BBICOKOJ CTEIIEHbIO BePOSATHOCTI OHM aCCOLMM-
POBaHBI C 9TUM 3a060/IeBaHIEM:

« yrommenne crenku JUK n IDK;

o GuaTpuanpHas FUIATALS;

« TIOBBbILIEHHOE JlaB/ieHye HanonHenns: JUK;

« BbIpa)KEHHOE CHIDKEHVe TKaHeBOI1 I0TTIEPOBCKON CKOPO-

CTY MUTPa/IbHOTO KOJIbIIA;
o CHIDKeHHas1 ImobajbHast 6asanpHast MPOfoIbHas aedop-
MaIMs ¢ alMKaIbHbIM COXpaHEHUEM;
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Puc. 3. OueHKa TOAIMHBI MEXOKEAYAOUKOBOH MEePEeropoAKH
M3 napacTepHaAbHOIO AOCTYMa B MO3MLIMM MO KOPOTKOH OCH.
Fig. 3. Estimated thickness of ventricular septum from
parasternal access to short axis positions.
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Puc. 4. OueHka TOAIMHBI CBOOOAHOM cTeHkn MK
13 CyOKOCTaALHOTO AOCTYMA.

Fig. 4. Evaluation of the thickness of the free wall
of the right ventricle from the subcoostal access.

 HU3KOIIOTOYHBII, HY3KOTPAJIVIEHTHBIN A0PTA/IbHbIN CTEHO3;

* HeOOTIBIION MTepUKAPAUATbHBII BBIIIOT;

« coxpaHeHHas (ppakuus Boiopoca ¢ Huskoit OY.

ITpu n3smMepeHnn 13 MapacTepHATbHOTO JOCTYIIA B O3UIUN
o gmuHHOoI ocu JIYK He0OX0MMO OLIEHUTh COOTHOLIEHME T10-
HepevHoro pasMepa aopThl 1 JIIT, TONMIMHY MeXKenyTouKOBOI
MeperopoyiKy, KOHEYHO-JMACTOIMYECKII M KOHEUHO-CUCTOIN-
veckuit pasmepsl JDK, Tonmuny 3apHeit creHku (puc. 2). Vs3-
MepeHMe TOJIIMHBL MeXOKeTyIOYKOBOM IeperopogKI MOXeT
OBbITb 3aTPyHEHO M3-3a Takux cTpyKTyp IDK, kak Tpabekysl,
HaJDKeTyOYKOBBIII rpeGeHb ¥ MOJepaTOpHbIit Iy4oK. Tommu-
Ha CTEHKJ) MOXXeT OBITh IPOBEpeHa HOIMOTHNUTENBHO B Iapac-
TepPHA/IbHOI IIO3VULINY 10 KOPOTKOII ocu (puc. 3).

Vzmepenne Tonuinbl creHku [DK siBsieTcs 06s13aTenbHOI
IpOLIE/lypoil y MAllMEeHTOB C NOfI03PEeHNEM Ha aMMUTION/ {03 CEP/i-
1ja. 9TOT MapaMeTp JIydile BCEro OLEHMBATh U3 CYOKOCTAIIb-
HOTO IOCTYIA, C yBenudeHHbIM (pokycom Ha IDK. VMamepenus
cleflyeT IPOBOAUTb B KOHIle AMACTONBI IPUMEPHO Ha 1 cMm
HIDKE KOJIblla TPEXCTBOPYATOrO K/allaHa, HA YPOBHE KOHYMKA
HepefHell CTBOPKY, KOT/ja K/IaIllaH ITOTTHOCTBI0 OTKPHIT (puc. 4).

Vismepenre nupgekcupoBanHoro o6bvema JIIT HyXHO mpo-
BOJIUTb IJIA OIpeZe/NeHNs BBIPRXKEHHOCTM €ro AMjaTaluu.
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Puc. 5. Ouenka npoAoAbHO# Aechopmaumm muokapaa
AXK. B 6a3aAbHbIX nepeAHe-neperopoACUHbIX U HHXHe-
NeperopoACHHbIX CErMEHTaX OTMEYAEeTCs CHHXKeHHe
NPOAOABHOM AechOPMALIMM, @ B AMUKAABHBIX CMEXHbIX
CermMeHTax 3TOT NoKa3aTeAb COXpaHeH.

Fig. 5. Evaluation of longitudinal myocardial deformation of
the left ventricle. In the basal anterior-distillation and lower-
distillation segments, a decrease in longitudinal deformation
is noted, and in apical adjacent segments this indicator is
maintained.

«Cpesanue» JIII sABAseTCsA pacmpOCTpaHEHHOI IIPo6IeMOii,
BO3HUMKAIOIIe! NpYM CTAaHZAPTHBIX alMKAIbHBIX MPOEKINUAX,
¢doxycupyromuxcs Ha JDK. CriejmasbHble poekyn ¢ GOKy-
com Ha JIII, koTOpble IEMOHCTPUPYIOT BCIO €I0 JJIMHY, TOJDK-
HBI OBITD NTOTyYeHbI B AlIMKaIbHOI 4-KaMepHOII U 2-KaMepHOIl
npoexuusx. Visobpaxenne JIIT 6e3 pakypca He Bceria Haxo-
AuTCs B TOV »Ke mockocty, uto u JDK. Crnepyer cobmopars
OCTOPOXKHOCTD, YTOOBI HOTYYUTb CPOKYCHMPOBAHHbBIE OCEBbIE
n3obpakeHns, Bkaroyaromye JIIT B ero MakCUMaTbHOM pa3Me-
pe Ipu BU3ya/lIM3aLMy JIETOYHBIX BeH. YBe/M4eHHble n306pa-
>xenuA JIIT MOTYT MOMOYb OIPENENUTb €r0 TOYHbIE IPAHMIIBL.
ITpu AKMIIJIIT 9acTo pacmmpeHo, 1 /i OATBEPXKAEHNU €T0
AMIaTaluy He0OXO[MMO U3MEPUTh TOYHbIE 00 BEMBI, MHEKCH -
PpOBaHHbBIE Ha IIOIA/lb TIOBEPXHOCTH Tefa.

Bueppenne MMITyNIbCHO-BONHOBOI, 3aT€EM HEIPEPBHIBHO-
BOJIHOBOII ¥ HAKOHEI] LIBETHOI HOIUTeporpaduy He TOMHKO
MOBBICU/IO AMATHOCTUYECKYI0 TouHOCTh OXoKI mpu ammmo-
UJi03€ Cepplia, HO U [ajlo MpefCTaBIe e O aTopu3n0mIornm
cepleyHoll HeJOCTATOYHOCTM IIpU 3TOM cOCToAHMU. LIBet-
Has porteporpadusi 0ObIYHO MOKa3bIBaeT, YTO KIallaHHAs
perypruranys o6bIYHO He3HAUUTeNbHA IO 00'beMy 1 Kak Ta-
KOBasl PeJKO BHOCUT BECOMBIil BKJIaJl B Pa3BUTHE 3aCTOHbIX
apnenuit. IlokasaHo, 4TO TAXKelIOe HapylleHMe HAIOTHEHUS
JDK BcTpedaeTcs OTHOCUTENBHO YacTO, C IPOrpeccUpyIoLleit
AucyHKIIMEl, KOTOpas BOSHUKAET 10 Mepe YTOMIeHNs CTe-
Hok [18-20].

Vudwibrpanusa amMmwiongHeiMu GuOpnIaMu MUOKapfa
IIPUBOAUT K IATONOrn4eckoMy paccnabmenuto JDK n mporpec-
CHUPYIOLIIEMY HapacTaHMIO fIaB/IeHM:A HAIMONHeHM:A. 3HadeHNe
mapnenus HanonHeHnus JDK dacTo sABnsAeTCA OTpaXkeHMEM Te-
yeHMs 3aborneBaHmsA, npudeM Oojiee TsDKenble (GOpPMBI AuC-

TEPATTEBTUYECKIMM APXMB. 2023; 95 (1): 96-102.

GYHKLMM TPOSABIIAIOTCA B 60JIee IIO3AHIE CPOKY 3a00/IeBaHN.
st ounenku gasnenus B JIII (gaBnenus Hamonuenns JIDK) pe-
KOMEH/TyeTCsl IPOBECTH CIeAyIoNIVe 3MepeHNA:

1. VIMnyibCHO-BOTHOBAs fOIUTEepOrpadysi: B TO BpeMsi Kak
[aTTEePH HAPYLICHHON pelaKcalliy MOXeT IPUCYTCTBO-
BaTh Ha PAaHHUX CTAAVsX 3a060/IeBaHMsI, y OONBIINHCTBA
[AIIEHTOB IICEB/JOHOPMA/IBHBII M\IIM PeCTPUKTVBHBII
[IATTEpPH IPOSB/ISIETCS K MOMEHTY PasBepHYTON KIVHMU-
YeCKOJ KapTUHBI CEPHEeYHON HEJOCTAaTOYHOCTH.

2. TkaneBas pomeporpadusa MMUTpPaNTbHOTO KOMbIiA: Cell-
Ta/lbHAas ¥ JIaTepajbHas KOJbIleBble CKOPOCTM YacTO
o4eHb HusKue (~5 cM/CeK), YTO OTpaKaeT aHOMAJIbHOE
paccnabienne 1 pacTsHKMMOCTb MUOKapHa.

3. VIMITyIbCHO-BOIHOBasA [OIIepOrpadys JTeroYHbIX BEH:
CKOPOCTh KPOBOTOKA B JIETOYHBIX BEHAX OTPaXKaeT IO-
BblllIeHHOE AaBjieHMe HanonHeHus JUK u npepceppnyto
IMCGYHKIUIO C IPOTPECCUPYIOLUMM CHIDKEHUEM JIeT0Y-
HOJ BONMHBI S (M3-3a MOBbIIIEHHOTO AaBnenusa B JIII) u
OJIHOBpPEMEHHBIM yBe/4eHreM BOIHbI D 1mo Mepe mpo-
rpeccupoBaHus 3aboneBanusa. MoxxeT Hab/IIO[ATbCA yBe-
JINYEHHAs] CKOPOCTb PEBEPCUBHOTO MOTOKA B JIETOYHBIX
BeHaX IIpeficepMNit, 0Tpakatollas HOBBIIIEHHOE KOHEYHO-
nuacronnyeckoe masnenne B JIK.

VIMnynbCHO-BOMHOBAsl folleporpadusi Ha ypOBHE MH-
TPaJbHOTO KJIallaHA HeOOXOAMMa M/Is OLIEHKM TUIA HAIOJI-
Hernsi JDK. Pasmep koHTpormbHOro o6bema (OHNTMMAIbHO
1-3 MM) MOXXET BAMATb HAa BHELIHUI B TOIIEPOBCKOTO
curHaza. IIpaBuibHOe pacmonoXeHye KOHTPOIbHOTO 06beMa
TaKKe MMeeT pellalolljee 3Ha4eH)e — OH JO/DKEH Pa3MeIaThCs
MEX[y KOHUMKaMM CTBOPOK MUTPAIbHOTO K/amaHa (He ObITb
CMEIIeHHBIM B IIOJIOCTH JKeNMyfAodKa min mpepceppusi). Cume-
IIeH1e KOHTPOIBHOTO 06beMa cUIKoM faneko B JIK moxer
IpUBECTM K HefloOLleHKe cKopocTeil E n A u cripoBorpoBarb
HeNpaBUIbHOE OIpefie/ieHyie MOTLAIbBHOCTI CKOPOCTHL.

TodHBIe CKOPOCTHBIE IIOKA3aTeNMN TKAaHEBOTO JOIIepa BaXK-
HBI [T MALMEeHTOB C aMUIONA030M cepara. Obmme oumbxu
BK/IIOYAIOT BBIOOP OIepaTtopoM HeGOJbIIOro pasMepa KOH-
TPONBHOro 06beMa (peKoMeH0BaHO 5-10 MM), HeIIpaBU/IbHOE
nomoxeHne (KOHTPOIbHBIN 0O0beM HO/DKEH OBITH TONBKO Ha
BEHTPUKY/IAPHOI CTOPOHE (PUOPOSHOTO MUTPATBHOTO KOJIb-
114, Ha ypOoBHe 0a3a/bHBIX CETMEHTOB), IVIOXO€ FOIUIEPOBCKOE
BBIpaBHUBaHNE (KypCOp /JO/DKEH OBITh COBMEILEH C OCBIO [IBU-
JKEHsI KOTbLIEBOL ITIOCKOCTIL) U OTCYTCTBUE y4eTa (a3 fbIxa-
HIA (peKOMeHAIyeTcs 3alNch BujeodparMeHTa jenath B KOHIIe
BBIJIOXA).

ITponmonbHOE coKpallleHMe XeTyJOYKOB HapyIlaeTcs 3a-
HONro HO CHIDKeHMs (pakiuy BbIOPOCa, U CUCTOMMYECKas
mucdyHkiusa (ompefenseMas HapyIIeHNeM IIPOJOIBHOI
medopmanyu) IpefUIeCcTBYeT pa3BEPHYTON KIMHUIECKON
KapTuUHe CepfevHOll HEeZOCTaTOYHOCTH. II0OanpHBI IpO-
HOJIbHBIIL CTPEIH IOKa3bIBA€T HOBOIBHO TUIMYHYIO HAXONKY
IJISL CepHeYHOr0 aMMIONAI03a B BUJie 3HAYMMOTO HapyLICHM
npoponbHoit fedopmanun B ocHoBanuu /DK ¢ otHOCHTens-
HO XOPOIIO COXPAaHMBLIEICA alMKaIbHOU fedopManyert (Tak
Ha3bIBaeMblit PeHOMEH «BMIIEHKA Ha TOpTe»). IIpu 11BEeTOBOIT
KOIMpPOBKe ILITaMMa OTMeYaeTcsA JOBOIbHO TUIIMYHBIN BUJ
«6bIYbero rmasa» (puc. 5). 910 MOXKeT OBITH IIOJIE3HO IIPU fua-
THOCTVKE aMIION/I03a CepPALia Y MALMEHTOB ¢ HEOOBSCHUMbIM
yromuexrem /DK, Ho TpebyeT clelaabHOrO IpOrPaMMHOTO
obecredeHns, KOTOPOe He BCETfa JOCTYIHO Ha 3XOKapAMorpa-
buyecKnx cKaHepax.

JIByMepHYI0 BM3ya/lM3allMI0 C OTCIEXMBAHNEM CIIEK/IOB
UCIIOTIb3YIOT AJIs M3MepeHus fepopManuy Muokapya. [mobasn-
Hasd IpofonbHasA fepopManmsA MOJe3Ha I AUATHOCTUKM U
KO/IMYECTBEHHOI OLeHKM fycdyHKuym Muokappa mpyu AKMIT.
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Tabanua 1. IHAEKCbI YTAYOA€HHOM OLLEHKM CUCTOAMUECKOH AMcpyHKumm AXK y NauMeHTOB C aMMAOMAHOM KapAMOMMONATHeN

1 3HaYeHHsl TA06AAbHON MPOAOABHOM Aecpopmanmn [18]

Table 1. Indexes for advanced assessment of left ventricular systolic dysfunction in patients with amyloid cardiomyopathy

and global longitudinal deformation [18]

Nnpekc Onucanme 3HaueHMe
o .o C eqHEeC 3HAaUYCHIIC I‘]IO63.7HJHOI71 IPOIOIBHONM gedopMaly BCceX allMKaabHbBIX
O61mit MHIEKC I100aTbHO pen PO " bopmary .
M CEerMeHTOB/CpefiHee 3HaueHue I7I06aIbHOIL IIPOXOTbHOI AedopManun Bonbire 1,0
IpORO/bHON feopmarn
Bcex 6a3anbHbIX + CPEHNIX CETMEHTOB
CooTHoleHMe I100aIbHO MTPOJOIbHOI AedOPMALIY allMKaTbHOTO
«Bumlenka Ha TopTe» Pom redopman bonpe 2,1
K 6a3a/bHBIM CETMEHTaM
. CooTtHolueHne ¢ppakuum BbIOpoca ¢ 001eit 17106a1bHOM IPOIOIbHOI
VIHzeKC cUCTONMMYecKOl QYHKIMI bpaxuy P T pon bonpre 4,1

nedopmariueit

CHIDKeHNe ee TTOKasaTesiell CBU/IeTebCTBYeT O HaTUIMM CUCTO-
mmdeckoit gucdyHkuym. [obanbHas MpoxonbHas fedopMarys
IpeACcTaB/sieT co60il 6e3pasMepHyI0 Mepy IIPORONbHOI Aedop-
MaluM C OTPUIATE/IbHBIM 3HA4eHUeM, KOTOpoe 0Oo3Hadaer
6onburyto gepopmanuio wi 6ojee BEIpaKEHHOE YKOPOUEHHE.
CremoBaTenbHO, 3HaYeHMA, Ormskue K 0%, YKasbIBaIOT Ha aKu-
He3, OJIOKUTENbHbIe 3HAUeHNsI — Ha AMUCKUHES, @ OTPULATE/Ib-
Hble — Ha yKOpOdYeHue/cokpaileHue. HopMmaibHble 3HaYeHUA
I106a/IbHOI TPOTONIBHOM AeOopMaLiuy PasINYAIOTCA Y PasHbIX
[OCTAaBIIVMKOB OOOPYHOBaHMS, HO YCPEJHEHHOE HOpPMA/IbHOE
3HaYeHNe OObIYHO cunTaeTCs 60/Iee OTPUIATEIbHBIM, YeM -20%,
CO CTaH[APTHBIM OTK/IOHeHMeM +2% (HIDKHWII Tpelienl HOp-
MaJIbHOTO 3Ha4eHMs — OT -16 110 -18% B 3aBUCUMOCTY OT MOJIENIN
Y/IBTPa3ByKOBOTO CKaHEPa).

IlepBoHavasnbHOE ONIMCaHME 3TOV PErvMOHANbHON Bapma-
1y 1106a/IbHOI IPOROBHOM AeOpMaLy 110 TUITY «BHIIEH-
KI Ha TOpTe», HAab/II0fjaeMoil PV aMUIOU03€, IPEAIIOArao,
4T0 (peHOMEH ObII BBICOKOYYBCTBUTEIBHBIM U CIELM(PUIHBIM
OIS AMATHOCTYUKY 9TOTO THUIIA KaPAMOMMOIIATUY II0 CPAaBHEHUIO
C [pYyIMMU HpUYMHAMM YBelIMdeHusA TommuumHbl cTeHkn JDK.
ITo mepe m3ydeHust mpo6IeMbl B 9KCIIEPTHBIX Tab0paTOpusx
110 KapAMOBU3Ya/IN3aLMN ObUIN IIPEJIOKEHDI 1 APYTue NH/EK-
cbl (Ta6m. 1). OtHoutenne ¢ppaxunn Beropoca JDK k mokasare-
0 [7I00a/IBHON IIPOROIBHOI AedOopMaIy TakKe SIBIISAETCS
K/IVHIYECKY 3HAYMMBbIM, IIOCKOJIBKY OTPa’KaeT PacXOX/eHue

Mexpy 3HaueHusMu ¢paxunn Beiopoca JDK n 3HaveHneM fe-
¢dopmariuy, KOTOpoe B CBOK O4Yepefb OTPaXKaeT CUCTOMNYe-
ckyo auchynkuuio y nanuentos ¢ AKMIIL. Ho panHHbIT MeTop,
UMeeT OrpaHMYeHe, IOCKOIbKY 3TOT MHJIEKC He BaIUAMPOBAH
B KayecTBe MHCTPYMEeHTa paHHel OVArHOCTUKY B MOMY/IALMN.
Kpome Toro, sHadeHust gepopMarjuyu MOTYT PasnM4aTbcs B
pasHbix cermenTax /DK, Takum ob6pasom, mpogonbHas gedop-
MalMA ABIAETCA CaMOii BBICOKOI B 9HIOKApJie ¥ CaMOIl HU3KOM
B 3IIMKAapfie, YTO NMOJYEPKIBAEeT BaXKHOCTb Y€TKOCTU U TOYHO-
CTU U3MEpEHN.

Onenka pedopMmanuy SBISAETCS TEXHUYECKM CIIOKHBIM,
HEPYTMHHBIM METO[IOM JMarHOCTYKM, KOTOPBIl B HACTOAIMI
MOMEHT IIPEJCTaBIIsgeT 6OJIBIION MCCIEROBATENbCKUIT MHTE-
pec, U C y4eTOM OTCYTCTBMA Balnuiallyy IapaMeTpoB U IOJ-
TBEP)X/IeHUsI TaHHBIX Ha OOJIBLION BBHIOOpPKE MAIVIEHTOB 3TOT
MeTOJ, PEKOMEHJYETCS UCTIONIb30BATh C OCTOPOXKHOCTBIO 1 TIOT,
KOHTPOJIEM 3KCIIePTOB TpaHCcTopakanbHOi DX0KI.

B exxemHeBHOIl KIMHMYECKOV IIPAKTUKe CIHEIVanyCThI
MHCTPYMEHTA/IbHOJ JVArHOCTUKU PEryIApHO IPOBOJAT JIC-
C/IeflOBaHMA TMAIVEeHTaM C CepfievyHOl HeJOCTaTOYHOCTDIO.
MbI npeparaeM CBO€OOPAsHYI0 «MAaTHOCTUYECKYIO IVMPaMI-
Iy», IPeCTaB/AIOIIYI0 cOO0I YeK-TUCT dXOoKapauorpaduye-
CKMX IIPVM3HAKOB, KOTOPbIE MOTYT OBITh JOCTYIIHBI Ha CKaHepax
KaK CpefIHeTro, TaK 1 9KCIepTHOTro Kiaacca. OHa IpefcTaBeHa ¢
MOsICHEHUAMMU B Ta0IL. 2, 3.

TabAnua 2. Yek-AUCT MHTEPNPETaLMM AQHHBIX TPAHCTOpPakaAbHOM Ix0KI y nauneHToB C NoA03peHHemM Ha aMMAOMAO3

cepaua [18]

Table 2. Checklist of transthoracic EchoCG data interpretation in patients with suspected heart amyloidosis [18]

IToka3arenn BoiABIEeHHDBIE OTKTOHEHNA IIpumeyanna
HecooTBeTcTBUE MeX/y YBeIMYE€HHO TOMIMHON CTEHKM
YBenmmuenne Tonmyubl crenku JDK (6onmbie
Tonuua ’ JDK n Bonmbraskom QRS Ha KT sBIsS€TCA IMArHOCTUYECKUM
1,2 cM) ¥ yBeIMyeHYe OTHOCUTEIbHON
crenku JDK IIPM3HAKOM, HO Y TIAL[MEHTOB C aMMU/IONI030M Cep/ilia TAKKe
TOMIMHBI cTeHku (6onpme 0,42) .
MO>XeT 6bITh HOpMajIbHbI BombTaX KT
Hesbicokas crienunaHoCTb (arddepeHnmanbHbIi ArarLo3
DXOFEHHOCTS IoBbINIeHHAs 3XOT€HHOCTb MIOKapAa BK/II0YaeT TEPMIHAIbHYIO CTAIMIO TIOYEYHON HEIOCTaTOYHOCTH
MITOKapIa (6necrsmas, runeppedpakTiIbHAs VI ipyTue VHQUIbTPATUBHBIE KAPAMOMMOIIATHN), MOXKET
P «TeKCTypa» MUOKapHa) OBITD MCIIO/IB30BAH B 9KCIIEPTHO 1a00PATOPUN B COYETAHNN
C CHIPHO CHYDKEHHOJ ITpofoIbHOI fedopmarmert JDK
Pasme VBenn4eHne MHAEKCHPOBAHHOTO 06beMa Hecnenndndeckne, HO Ba)KHbIE JaHHbIE, IO TBEP>KAAOIIIIE
w Hi st JTTT (6onpiue 34 M\M?) 1 HapyLIeHNe IVArHO3 VM IOTeHIMAIbHO HAloIlyie IIPefiCTaB/IeHNe O PIICKe
YHI pe3epByapHOro cTpeiiHa (Menbie 18%) JIII  mHCynbTA WM apTepHUaIbHOI IMOOIII
MexnpenceprHas . .
IeperopoKa YBemueHe TONIVHBI MEXITPeNCcepAHON Hecneundudecknii, HO HABOAUT Ha MBIC/Ib O AuarHose. Tpebyer
" Enan}: b1 HeperopopKu 1 Kinamanos (6ombire 0,5 cM)  YeTKUX M3MEPEHMNIT TOMIVHBI JAHHBIX CTPYKTYP
IMepuxapamanpuplii  Cemapanys IMCTKOB Iepukapa 6onee 3 MM  Hecreuyguyecknit, HO B cO9eTaHUM € PyTuMu IX0-
BBIIIOT 3a JDK n IDK NpU3HAKaMU [103BOJIAET NPEANOIOKUTD IMArHO3
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TabAnua 2. Yek-AUCT MHTEpNIPeTaLMM AaHHBIX TPaHCTOpPakaAbHOM Ix0KI y nauMeHTOB € NoAO3peHnemM Ha aMMAOMAO3
cepaua [18] (Oxonuanme)

Table 2. Checklist of transthoracic EchoCG data interpretation in patients with suspected heart amyloidosis [18] (End)

IToxasarenn BpisB/IEHHbIE OTKIOHEHN S IIpnmeyannsa
Tlomoraet oneHUTh MporHo3. CUIbHO CHIKEHHASA CKOPOCTh
BOJIHBI A MOKET OBITH CBA3aHA C HEMOCTATOYHOCTDIO JIIT,
4YTO MOXET 6I)ITI) II0JIE3HO IIPpU OIIpene/eHNN PYCKa MHCY/IbTa.
Bricokoe cootHommenue E/A (6onpe 1,5) P pea p ¥y
IaBnenue Bonuxa A<30 cM/c CBUETeNbCTBYET O 60/Iee BHICOKOM PUCKe

HanonmHeHus JIDK

Y YMEHBIIEHHOTO BpeMeHN 3aMefiienust B
(menbie 150 Mmc)

TpoM60ambomuu npu cunycoBoM putMme B CA. OrjeHka
peBepcupoBaHA IIOTOKOB JIETOYHBIX BeH MOXKET yKa3bIBaTb Ha
TIOBBILIIEHHOE KOHEYHO-AMacTonmyeckoe fasnenne JIDK

U BUCHYHKIMIO IIPefcepanit

Pacuernoe

ToBerienHOe ffaBneHue (Gornblire 35 MM PT. CT.
CHUCTOMIMYECKOe ) 9TO0 BayKHbIE MAPAMETPBI I OLIEHKM BOJIEMIYECKOTO CTaTyca

IULS TIETOYHOI apTepyy, 10 MM PT. CT. 11 607IblLIe
JaBJ/IeHye B IIPABOM U ONITUMM3ALUM JO3UPOBAHNA JIYPETUKOB

U151 IPaBOTO TIPECEPAVis)
npencepann
Jonneposckas ITpy HanMMYUM IpHU3HAKA «5-5-5» (CKOPOCTH JOIIEPOBCKOTO
TKaHeBas CKaHMPOBaHMA BCEX TKaHell MeHblIIle 5 CM/C) MOXeT ObITh

YMeHbIIIeHHbIE JOIJIEPOBCKIE CKOPOCTH .
CKOPOCTb KOJIbLIa TKamet s 'y a TI0/IE3HBIM U, KaK IIPaBIUJIO, B 3HAUUTEIbHON CTENIeHN
MUTPAILHOTO ’ yKasbIBaeT Ha AMATHO3, HO MOXKET OBITb HEUyBCTBUTE/IbHBIM
KJIalaHa IVIsL [UATHOCTYMKY TIPY paHHUX GopMax 3aboeBaHmA

. . Cnekn-tpexknnropas OXoKI moxasbiBaeT XxapaKTepHble
ITpoponbHas CHipKeHMe I7106a/IbHOI HPOLOIbHOM HpOABTEHIs AedhOpMAIAN MHOKEPAA Y TATHEHTOS C
nedpopmanua JDK medopmanun JDK b P b2y
aMIJION/I030M CepALia

OTHOCKTETIbHOE COXPaHEHNMe alKaTbHOM

Kapruposanne IIPORONbHOM lepopMaryy 1o cpaBHEHMIO . "
PApoBan pon oA bop " pasi XapaKTepHbIit TATTePH «OBIUNIL I71a3», BEPOATHO, ABJIACTCA
IPOXONbHO ¢ 6a3ayIbHOI U CpelHeil IPOTOIbHOM
. Hanboree crenyrduIecKM IPU3HAKOM ISl IMATHOCTUKY

medopmannu JDK nedopmarnueit JDK (cpenusis anmmukambHas

B KPYTOBOM CEKTOpe

LS/cpenHssa KOMOMHMpPOBaHHAA CPeIMHHAA
+ 6asoBas LS>1)

aMmIonz03a cepaua

Ta6A. 3. BeposTHOCTb MH(PMABTPATMBHON KapAMONATUM B 3aBUCMMOCTHU OT 3XOKapAMorpacdMiyeckmx AaHHbIX Y NaLUMEHTOB
C MOAO3PEHMEM HA AMMAOMAO3 cepAla [18]

Table 3. Probability of infiltrating cardiopathy depending on echocardiac data in patients with suspected heart amyloidosis [18]

Hesrpicokas

BepoATHOCTb AKMII

Hopwmanbhas tonmuHa crenkn (meHee 12 mm) JDK n IDK (menee 5 Mm)

HopMmanbHblit mHAEKC Macchl Muokapya JDK (Menee 95 r\M* y sxeHmuH u 115 r\M* y My»X4uH
C HOpMaJ/IbHBIM MHJIEKCOM MacChl TejIa)

HopMaibHblit pasMep npefcepauit (MHAEKC KOHEYHOTo AuacTomdeckoro oobema JIIT Menee 34 Mi\m?)
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PeCTpI/{KTI/IBHbe;I IIaTTEPH HAIIOJTHEHNA

AKMII (mpn oTCyTCTBUM
IJIOXO KOHTPOIMPYeMOii

«Buienka Ha TopTe»

CermeHTapHas UM IaTepanbHasA MUTPaTbHAs KOMbIIeBas CKOPOCTD €'<5 cm/c

apTepuanbHON
TUTIePTEH3MN) Pacumpenne gByx npepncepauii
He6onb11oit MuTpasbHbIiL 3y6el; A y MaleHTOB IPU COXPaHEHHOM CMHYCOBOM PUTMe
He60mp110i1 IepyKapAyiaIbHBbII ¥/ VIV TIIeBPATbHBIN BBIIOT
3akAloueHne ITpenaraembie pOPMYIUPOBKIL:

B 3aBeplieHne X0TeoCh OBl IPENIOKUTD CIEIMAMTICTAM
MHCTPYMEHTA/IbHOI AMATHOCTUKM HEKOTODBIE IOIOKEHA 110
CTPYKType U COfiepXKaHMIO 3aK/TI0YeHNIT Y IALMeHTOB C IIOf0-
spenueM Ha AKMII. Ecnu pe3ynbraTsl BBI3bIBAIOT IOJO3pEHIE
B OTHOLIEHMY aMUJION/I032 CEP/LIA, 3TO JO/DKHO OBITh BHECEHO
B 3aK/II0UeHNe (@ He CKPBITO 3a 0OIuMy GopMyInpoBKaMu B
IPOTOKOJIE).

o [IpusHaky yOennuTenbHO CBULETENBCTBYIOT 00 MH(MIb-
TpaTuBHOM Kappyomnaruyu (AKMIT).

o JlaHHBIE CBUETEIBCTBYIOT O BO3MOXKHOI MH(UIBTPATUB-
Hoit kapguonatuu (AKMII).

o Pesynbratel 9x0oKI npepmnonaraioT BO3MOXXHYIO MHGWIIb-
TPATMBHYIO KapAVOIIATHIO: [lepedNCieHIie B CBOOOLHOI

¢dopwme.
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o JlaHHBIe He YKa3bIBAIOT HA AMIIONHYIO/ MHUIBTPATUB-
HYIO KapAMOMMOIIATHIO.

e BoIBOIbI HEOMHO3HAYHBI B OTHOIIEHMM aMMUIOMIHON/
MHOWIBTPATUBHON KapAOMIOIATHNA.

QopMymmpoBKy BapuabenbHBl B 3aBUCHMMOCTM OT BO3-
MO>XKHOCTelI CKaHepa ¥ ONBbITa CIeLMaaincTa. Bpadam QyHK-
LVIOHA/IbHOII JMAaTrHOCTUKM PEKOMEH/IyeTCsl pacCMaTpuUBaThb
CTaH#apTHble (OPMYINPOBKY, COOTBETCTBYIOLIME WX IIPaK-
THKe, a JIeYalIM BpadaM HeoOXOAMMO 3HATh BO3MOXXHOCTH
HajbHeIell MapIIpyTU3aluy alMeHTOB Ha 00C/IeTOBaHMs,
noaTBepxxaronye guarios AKMIIL.

PackppiTiie MHTEPECOB. ABTODP [€KIapUPYeT OTCYTCTBUE
SIBHBIX U IOTEHIIMA/IbHBIX KOH(IMKTOB MHTEPECOB, CBA3aHHbBIX
¢ myO6IKaleit HacTOSAIIel CTaTbU.
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Cnncok cokpaueHmni

AKMII - amunongHasa KapAuOMUONaTnsa
JDK - neBbiit xxemymodex

JIII - neBoe mpepcepaue

IDK - npaBsbiit sxemygodex

DY - dpakima yKopodeHus
KT - anextpokappuorpadus
9xoKT - sxokapamorpadmst
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