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BBE/IEHUE

AKTyaJ'IbHOCTb TEMbI HCCJICA0BAHHUA

AMWIONI03 cepila — OJlHa U3 HaumOoJiee TSHKEIbIX NMPUYMH HHQPUILTPATUBHOU
KapIMOMHUOIIATHH, TPUBOASAIIASL K PA3BUTUIO CEPACYHON HEAOCTATOUYHOCTH, HAPYIICHU
pUTMa M BBICOKOM cmepTHocTH [65, 78]. Hambonee pacnpocTtpaHeHHBIMH (popmamu
3aboneBanust sABisAOTCs AL- w ATTR-ammiionnos cepama, KOTOpPhIE  HMMEIOT
MPUHLIUNHAIBHO pa3HbI€ MOJAXOJbl K JICUCHUIO U CYIIECTBEHHO pPa3IMyaroTcs Io
MpOTHO3Y [65].

KitoueBoe 3HaueHHE UMeeT CBOEBpeMEeHHas AuddepeHuuanbHas IHarHOCTHKA
AL- u ATTR-amunonnmoza cepauma. Ilpm AL-amunonpo3e panHee Hayano
crienuGpUIECKON Teparuy HAMpSMYIO BIMSET Ha BbDKMBAEMOCTD IMAIIMEHTOB, TOTa KaK
npu ATTR-ammiiongoze CcBOEBpeMEHHass JMATHOCTHKA IIO3BOJISIET  HA3HAYUTH
MaTOreHETUYECKOe JIeUeHWE W 3aMEJIUTh IMporpeccupoBaHue 3adosneBanus [31, 62].
OnHaKoO KIMHUYECKUE TMPOSBICHUS PA3JIMYHBIX IOATUIIOB aMUJIOW]I03a BO MHOTOM
CXOKH, YTO HEPEIKO MPUBOAUT K MO3IHEH TUArHOCTHUKE.

B mocneaaue roapl MarHUTHO-pe30HAHCHAs ToMorpadus cepAiia craja OJHUM U3
BEIYLIUX METOJIOB JUArHOCTHKUA aMUJIOMA03a OJlaroaapsi BO3MOKHOCTH KOMIUIEKCHOM
OLICHKM CTPYKTYpbl M TKaHEBBIX XapaKTepUCTHK MHOKapaa. Bwmecre ¢ Tem
JIMAarHOCTUYECKasl 1IEHHOCTh OTAEeIbHbIX MP-mokazareneit npu paszrpanudyeHun AL- u
ATTR-amunion03a u3ydyeHa HE MOJHOCTHIO, @ €WHbIE KIMHUKO-UHCTPYMEHTAIbHBIC
anroput™bl TudepeHInaIbHON TUATHOCTUKYA B HACTOSIIEE BpeMsi OTCYTCTBYIOT [70,
110].

PazpaboTka KOMIIJIEKCHOTO TIOAXOJla, OCHOBAHHOTO Ha COYETAHHOW OIICHKE
KIIMHAYECKUX JaHHBIX W PE3yJIbTATOB MarHUTHO-PE30HAHCHOW Tomorpaduu cepana,
MO3BOJIUT TTOBBICUTh TOYHOCTh JU(DPepeHIInaTIbHON JUarHOCTUKA OCHOBHBIX MOJTHUIIOB

aMUJIoOn103a cepua, 4TO ONPCACIIACT aKTYAJIbHOCTD HACTOAIICTO UCCIICIOBAHUS.
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Crenenb pa3padloTaHHOCTH TeMbI UCCJIET0BAHUSA

B nmnocnegHue rONIBI IOCTUTHYT 3HAYUTEIBHBIA NIPOTPECC B JAUArHOCTHKE
amunongo3a cepama. F.L. Ruberg m J.L. Berk B 2012 1. cucrematusmpoBaiu
COBPEMEHHbIE MPEJICTABIICHHUS O TATOTEHE3€ U KIMHUYECKUX MPOSBICHUIX 3a00JI€BaHUSI.
J.D. Gillmore u coaBtopsl B 2016 1. paspabortanu KpuTepun HE OUONCHITHOMN
nuarnoctuku ATTR-amunonno3a ¢ uCoab30BaHUuEM CHUHTUTpaduu Muokapaa. Pabotsr
M. Fontana, A. Martinez-Naharro ¥ Cc0aBTOPOB MNPOAEMOHCTPUPOBAIN BBICOKYIO
JMArHOCTUYECKYIO U IPOTHOCTUYECKYIO LIEHHOCTh MarHUTHO-PE30HAHCHOUM ToMorpaduu
cepAla, BKJIOYas OLEHKY IIO3IHET0 HAKOIUIEHUs TaJOojuHus, HatuBHoro TI1-
KapTUpOBaHUs U BHEKIIeTOuHOTro 00bema (ECV).

HecmoTpst Ha 3T0, OONBIIMHCTBO KCCIEAOBAHUI MOCBSIIEHO AUArHOCTUYECKUM
BO3MOXHOCTSIM OTJIEJIbHBIX METOJIOB BHU3yaJIM3allUd WU OTAEIbHbIX MP-napamerpos.
BO0O3MOXHOCTH KOMIUIEKCHOM OIIEHKH KIMHUYECKUX JIaHHBIX, 3XOKapauorpadhuu u
MarHUTHO-PE30HAHCHOU ToMorpaduu cepana B guddepeHunanbHoi quarnoctuke AL-
u ATTR-ammionnoza wusydeHsl HegocTtaToyHo. OrpaHuyeHo 4ucio  padoT,
MOCBSILIEHHBIX aHAIM3y TUArHOCTHMYECKOW 3HAYMMOCTH MOJYKOJIMYECTBEHHOW OLICHKU
no3nHero Hakorienus raaonuHus (QALE), mokazareneid peMoAeaupoBaHUs JIEBOTO
KeTyJ0uKa U 1e(OpMaMOHHBIX XapaKTEpUCTUK MUOKap/ia U TIPEICEepAUil.

Kpome Toro, OTCyTCTBYIOT YHH(PUUMPOBAHHBIE AJITOPUTMBI, OCHOBAHHBIE Ha
KOMIIJIEKCHOM OLEHKE KJIMHUKO-UHCTPYMEHTAJIBHBIX IOKa3aTele, MO3BOJISIONINE
MOBBICUTh TOYHOCTh JuU(depeHInaNbHON JAUArHOCTUKA OCHOBHBIX  IOJTHUIIOB
aMWIOWJ03a Cepaua. OTO NOCIYXWIO OCHOBAaHHWEM I NPOBEICHUS HACTOSLIETO

HCCICAOBaHUA.

eanb 1 3a1a4u UCCIeI0BAHUSA

VYayummute guarHoctuky AL- u ATTR-popm ammmoummosza cepama 3a cuer

pa3pabOTKK alropuT™Ma JUarHOCTUKY MAlMEHTOB C MOJA03PEHUEM Ha aMUJIONI03 CEPLia
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Ha OCHOBE KOMIUIEKCHOTO aHajlIM3a KJIMHUKO-1a00paTOPHBIX aHHBIX M PE3YJIbTATOB
MyJbTUMOJAIBHOM  BU3yalM3alMd C  IPUMEHEHUEM  MarHUTHO-PE30HAHCHOM
ToMorpaduu.

JUis NOCTHKEHMSI LIETIN UCCIIE0BaHUs ObUIM C(POPMHUPOBAHBI CIETYIOIINE 3aJaUH:

1. [IpoBecTn  CpaBHMUTEIBHBIA aHAIW3  KIWHUKO-AEMOrpauyecKkux u
71a00paTOpPHBIX XapakTepucTHK nanueHToB ¢ AL- u ATTR-amuionao3om cepana;

2. BeisiButh  nuddepeHnnanbHO-TMarHoOCTUYECKUE MPU3HAKK  TOPaKEHUs
muokapna npu AL- u ATTR-amunonno3e cep/na no AaHHbIM 3JEeKTpoKapauorpaguu u
’XOKapauorpapuu;

3. OueHnThs JHMAarHOCTMYECKYH 3HAYMMOCTh mapamerpoB MPT cepaua
(Bximouass metonuku LGE, QALE, mnokazarenu paedopmanvu MHUOKapJa) B
pasrpannuennu AL- u ATTR-amunonio3sa;

4. Pa3paboTaTh HOBYIO KOMIUIEKCHYIO MOJenb M AuddepeHunanbHoun
JWAarHOCTUKU THUIIOB aMUJIOMA03a CEpAla Ha OCHOBE KIMHUKO-UHCTPYMEHTAJIbHBIX

rokasareneu ¢ npumenenueMm MPT.

Hay4ynasi HoBU3Ha

BnepBple Ha pPOCCHMMCKOW KOropTe€ NALUHWEHTOB BBINOJHEHA KOMIUIEKCHAs
CpaBHUTEIIbHAsI  OlIEHKAa KJIWHUYECKUX, JA0OpAaTOPHBIX M  HHCTPYMEHTAIBHBIX
xapaktepucTuk nanueHToB ¢ AL- u ATTR-amumongo3om cepana ¢ UCMIOIb30BaHUEM
COBPEMEHHBIX METOJIOB MYJIbTUMOIAIBHON BU3yalIU3aLIHH.

BriepBeie ycTaHOBIIEHAa AMArHOCTUYECKAS 3HAYMMOCTb MAarHUTHO-PE30HAHCHBIX
MoKa3aTeser, BKJIoYash XapakTep MO3JHEro HakoIuieHus ragonunus, mkary QALE,
MHJIEKC PEMOJECIUPOBAHUS JIEBOTO >KEIyJ04YKa U JAe(POPMAlMOHHBIE XapaKTEPUCTUKU
MHOKapaa u mpeacepauii, B auddepenmuansaoii guarHoctuke AL- m ATTR-
aMUJION03a cepAala.

Omnpenenenbl  HamOosiee  WHPOPMATHUBHBIE  KIMHUKO-UHCTPYMEHTAJIbHBIC
npenuktopel  ATTR-amunoumosza  cepama u pa3paboTaHa  MoJeNb  €T0

muepeHnnanbHON TMarHOCTHKY.
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Ha ocHOBaHMM KOMIIJIEKCHOU OLCHKN KIMHHYCCKHUX OaHHBIX W PE3YJbTATOB
MYJIBTHMO,Z[aHBHOﬁ BHU3yaJIn3allun pa3pa60TaH AJIT'OPUTM JHUAT'HOCTHUKU ITAOUCHTOB C
IMoaA03PCHUEM Ha AMHJION 103 cepana, HOBBOJ’IHIOHH/Iﬁ IIOBBICUTH  TOYHOCTBH

nuddepennnanbHon quarnoctuku AL- u ATTR-amunonmo3a.

TeopeTquCKaﬂ U NMPpaAaKTHYICCKAasA SHAYUMOCTDb paGOTbI

TeopeTnueckas 3HaY4MMOCTh paOOTHI 3aKIIOUAETCS B PACIIMPEHUH TTPEICTABICHUINA
O KJIMHUYECKUX U UHCTPYMEHTaIbHbIX 0cOOeHHOCTIX AL- u ATTR-amunonno3a cepana.
[lonydeHHbIE PE3YIBTATHl YTOYHSIOT JWATHOCTUYECKYH) 3HAYUMOCTh KIMHUYECKHUX
JAHHBIX, 3XOKapauorpaduu, CHUHTUTpadUd MHUOKApJa M MarHUTHO-PE30HAHCHOU
ToMorpaduu cepama, a Takxke OTAeNbHbIX MP-mokaszateneit B auddepeHunanbHOR
JWarHOCTUKE OCHOBHBIX MMOATUIIOB aMUJIOMI03a CEPALA.

[IpakTHueckast 3HAaYUMOCTb pabOThl COCTOMT B  pa3pabOTKe KIMHUKO-
WHCTPYMEHTAJIBHOW MOJENN M AIITOPUTMA JUATHOCTUKHU MALIMEHTOB C MOJO3PEHUEM Ha
aMUJIOU03 CEPJLA, OCHOBAHHBIX HA KOMIUIEKCHOM OLICHKE KIMHUYECKHUX JAHHBIX U
pe3yJbTaTOB MYJBTUMOAAIBHOW BH3yalIn3auuu. lcnonb3oBaHue IpeiyioKEeHHOTO
QIrOpUTMa TO3BOJIAET MOBBICUTH TOYHOCTH AM(depeHIuanbHol quarHocTuku AL- u
ATTR-amuiionoza cepiila ¥ ONTUMU3UPOBATH MAapUIPYyTU3ALUIO TAUUEHTOB JIS
JanbHeie BepuduKanuMyM AWarHo3a W BbIOOpa JIe4eOHOW TakTUKHU. Pe3ynbrarhbl
HCCIICIOBAHUS BHEAPEHBI B MpakTUuecKkyro AesATebHOCTh ['BY3 «I'Kb Ne 1 nmenn
H.W. TluporoBa [I3M» u wuCHONB3YIOTCS B 00pa3oBaTeIbHOM mpoliecce Kadeapbl
KApAUOJIOTHH, (PYHKUMOHAIBHOW M  YJIbTPa3BYKOBOM JuarHoctTuku HWHctutyTa
kinHnyeckod memauimabl uMm. H.B. Cximdocosckoro ®I'AOY BO Ilepsreiit MI'MY

umenn .M. CeuenoBa Munsznpasa Poccuu (CedeHOBCKHIT YHUBEPCUTET).
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MeToa0J10TrMs1 1 METOABI HCCJIeIOBAHUS

BBINOIHEHO OJTHOLIEHTPOBOE PETPOCIEKTUBHOE MCCIEAOBAaHUE, MPOBEACHHOE HA
6aze I'bY3 «I'Kb Ne 1 um. H.M. TluporoBa [I3M» u kadenpsl KapAHOIOTHH,
(GyHKIMOHATIBLHOM U yJIBTPA3BYKOBOM AMArHOCTUKKU MHCTUTYTA KITMHUYECKON METUIIMHBI
uM. H.B. Cxmudocosckoro, ®I'AOY BO Ilepeiit MI'MY umenn U.M. Ceuenona
MunznpaBa Poccun (CeueHoBckmii YHUBEpCUTET). B mccnenoBanne ObUTH BKITFOUCHBI
193 nmanuenTa, o0cae10BaHHbBIE 110 TIOBOY MPEANOIaraeMoro aMUiIon103a cepia win
runepTpopuu MUOKapAa. Y YUThIBasl PEAKYIO PACIPOCTPAHEHHOCTh aMUJION103a CEPILIA,
(dopMupoBaHKE BEIOOPKH OCYIIECTBIISIIOCh METOJIOM CILIOIIHOTO 0TOOpa ¢ BKIOYEHUEM
BCEX JOCTYIHBIX NAIUEHTOB, COOTBETCTBOBABIIMX KpUTEpHsIM HccienoBanus. [lo
pe3yibTaTaM KOMIUIEKCHOTO 00CIIeIOBaHUS U BEpUPHUKALMUA TUAarHO3a B OCHOBHYIO
rpyIIly BOUUIM 38 MalMeHTOB C MOATBEPKICHHBIM aMUJIOUI030M CEP/LIA.

B wuccienoBanue ObUIM BKIIOYEHBI PE3YJbTaThl KOMIUIEKCHOTO KJIMHHUKO-
MHCTPYMEHTAJILHOTO OOCJIEI0BAHMS MAllMEHTOB, BKJIIOYABILIETO0 aHAJIU3 KIMHUYECKUX
JAHHBIX, J1a0OPaTOPHBIX IMOKa3aTeNel, 3JIEKTpoKapaAuorpaduio, TpaHCTOPaKaIbHYIO
sxokapauorpaduio, CuUHTUrpaduio MUOKap/a ¢ TexXHeluui-medeHbIMU (ochaTHBIMU
COCMHEHUSIMM W MarHUTHO-PE30HAHCHYI0 TOMoOrpaduio cepiauna ¢ KOHTPAaCTHBIM
YCUJICHHEM.

s aHanmsa MAarHUTHO-PE30HAHCHBIX M300paKeHHI OLICHUBAJIN
MOP(POPYHKITMOHAIbHBIE TMapaMeTPhl CEpAIla, XapaKTep H PacHpoCTPaHEHHOCTh
MO3JHETO0 HAKOIUIEHUSI TaAoJinHuA, paccuuThiBayin mkanry QALE, noxkaszarenn
pPEMOIETUPOBAHUS JIEBOTO JKEIyN04YKa U Ae(POPMAIIMOHHBIE XapaKTEPUCTUKU MHOKap/a
meronoM Feature tracking.

Cratuctuueckass o0OpabOTKa  JaHHBIX  BBINOJHEHA C  HUCIOJIb30BAaHUEM
OOMICTIPUHATHIX METOJIOB MEAMIIMHCKOW cTaTUCTHKU. g ompeneneHus HauOoliee
MH()OPMATUBHBIX KIMHUKO-UHCTPYMEHTAIbHBIX MPEIUKTOPOB M Pa3pabdOTKU MOJEIU
nuddepeHunanbHoN JIMarHOCTUKHU MIPUMEHSUIH ROC-ananus, OMHapHYIO

JIOTUCTUYCCKYIO PETPECCCHIO U MCTO/IbI MHOFO(I)&KTOpHOFO CTaTUCTHUYCCKOI'O aHaJIn3a.
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HOJ]O)KCHI/IH, BBIHOCUMBIC HA 3AIIMUTY

l. ATTR-amunionio3  cepiama  Xapaktepuszyercs 0Oosiee  BBIPa)KEHHBIM
peMOJICTMPOBaHUEM MHUOKap/a Mo CpaBHEHHIO ¢ AL-aMHUIIOMJ030M, UTO TPOSIBISETCS
YBEJIMUEHUEM TOJIIIIUHBI MEXOKEITY109K0BOM neperopoaku 17,0 (16,0; 19,0) MM npoTus
14,0 (12,8; 16,3) mm, p = 0,001, TonuuHel 3aHel CTEHKH JIeBOTO kenyaouka 15,5 (13,8;
17,0) mm mpotuB 13,0 (11,8; 14,0) mm, p = 0,007, Maccbl MUOKapa JEBOTO KETYI0UKa
103,0 (84,5; 125,8) r mpotus 74,5 (61,0; 87,8) r, p = 0,001, unaekca obbema JIEBOTO
npeacepaus 43,4 (38,8; 46,0) mu/m* npotus 35,9 (31,8; 39,0) ma/m?, p = 0,006, a Takxke
0oJiee BBICOKMMHU 3HAYEHUSAMH HHJEKCAa PEMOJECIMPOBAHUSA JIEBOTO Kemyaouka 1,59
(1,45; 1,76) npotus 1,23 (1,08; 1,45), p <0,001 u mkaner QALE 13,5 (13,0; 14,0) npotus
9,0 (2,0; 11,8), p=0,00017.

2. Hus  ATTR-ammnompo3a  xapakrepHa Oojiee  BBICOKAas — 4acToTa
TPaHCMYPaAJIbHOIO MO3IHETO HakoIIeHus raaojmausa 19,9% mportus 6,0%, p < 0,0001,
OoJpIIEe KOJUYECTBO CErMEHTOB C TPAHCMYpPAJIbHBIM MOpaxeHueMm 3 (2; 4) npoTuB
0 (0; 2), p = 0,0002, mpeuMyIIeCTBEHHOE BOBJCUYCHHE 0a3aJbHOTO U CPEIHETO
HIDKHEOOKOBBIX CETMEHTOB JieBoro kemymouka (p = 0,002 u p = 0,00055
COOTBETCTBEHHO), a TaKxke O0oJiee BBIPAKEHHOE CHUXEHUE Je()OpPMAIMOHHBIX
XapaKTepUCTHUK TMpeJcepAui, BKIoUas strain JEBOTO MpeAcepausi B YEThIpEXKaMEPHOM
npoexkuuu 2,33 (-0,24; 6,52)% nportus 9,45 (6,55; 16,91)%, p = 0,001.

3. HaubGonee wHGOPMATUBHBIMH MAarHUTHO-PE30HAHCHBIMU  KPUTEPHUSIMU
ATTR-amunonioza cepaina sBJISIFOTCS UHIECKC PEMOJICIIUPOBAHUS JIEBOTO KEITyJ0UKa >
1,375 (AUC = 0,82), mkama QALE > 13 (AUC = 0,86), Hanu4ure TpaHCMYpaIbHOTO
MO3/THETO HAKOIUICHHWsS] KOHTPAaCTHOTO Tpemapara B 0a3ajlbHOM U CpPEIHEM
HIDKHEOOKOBBIX CETMEHTaxX JIGBOTO KEIyJ0uyka, a TakKe CHHXKEHHE strain JIEBOTO
NpeACepAns B YEThIPEXKAMEPHOM MTPOCKIIHUH.

KommiekcHas olleHKa yKka3aHHBIX MapaMeTPoOB Jierja B OCHOBY pa3paOOTaHHOMU
JMAarHOCTUYECKOM MojeNu W anroputMma auddepeHumanbHol auarHoctuku AL- u
ATTR-ammonno3a cepaia, 00eCnednBaONIUX MOBBIIICHHE TOYHOCTH HEMHBA3UBHOTO

TUIIMPOBAHUA aMHUJIOMIHOTO IMTOPAKCHUSA MHUOKaApaa.
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CooTBeTcTBHE JUCCEPTANMH MACHOPTY HAYYHOI CIENUATBLHOCTH

JluccepTranysi COOTBETCTBYET HAIIPABJICHUSAM HCCIIEIOBAHUN IMAcCHOpTa HAYYHOMU
cnenuanbHocTh 3.1.20. Kapauonorus, myHkToB 4, 13, 18: Ne 4 «3aboneBanust MUoKap/a,
nepukapaa u sHupokapnaa», Ne 13 «CoBpeMmeHHbIE WHBA3WBHBIE M HEHMHBA3WBHbBIC
JMarHOCTUYECKUE TEXHOJIOTHH y OOJBHBIX C CePACYHO-COCYIMCTOM MaTojorueii», No 18
«IlaTomorust cepama W COCYIOB Yy OOJNBHBIX €  HECEePACYHO-COCYIUCTHIMU
3a00JICBaHUSIMM.

JluccepTalydsi COOTBETCTBYET HAIlPaBJICHUSAM HCCIICIOBAaHUM TMacmopTa Hay4dHOM
crienmanbHocTH 3.1.25. JlydeBas nuarHoctuka, myHKTOB 1, 3, 8: Ne | «/Ilmarnoctuka
3a00JIeBaHUI C TIOMOIIBI0O METOJOB JIydyeBOW JuarHocTukm», Ne 3 «OnpeneneHue
HHPOPMATHUBHOCTH JHMArHOCTHYECKUX CHMIITOMOB M HMX codeTaHui», No &

«KoMIUTIEKCHOE TPUMEHEHHE PA3IIMYHBIX HAIIPABIICHUM JIy4YEBOU JUATHOCTUKI).

CteneHb JO0CTOBEPHOCTH H aNPodaIus pe3ybTaTOB

JIOCTOBEpHOCTh ~ pe3y/ibTaTOB  JUCCEPTALMOHHON paboThl oOecneunBaeTcs
NPUMEHEHUEM COBPEMEHHBIX KIMHMYECKHUX, Ja0OPAaTOPHBIX U HMHCTPYMEHTAIbHBIX
METOJIOB HCCIEIAOBaHMS, MCIOJIb30BAHMEM aJIEKBAaTHBIX METOJOB CTAaTUCTUYECKOMN
00paboTku NaHHbIX. [lepBUYHAs MEIUIIMHCKAS TOKYMEHTalUs POBEPEHA.

AnpoOauust nucceprauuu coctosuiack 17 uions 2026 roma Ha COBMECTHOM
3acejaHuM Kadeapbl KapIAuoJIOTUH, PYHKIIMOHAIBHON U YJIBTPa3BYKOBOW JIUAarHOCTUKU
WNuctutyta kimHuyeckod wenuuuubl uMmenn H.B. CkiudocoBckoro u  kadeapbl
JYy4EeBOM JUArHOCTUKM M Tepanuu WHCTUTyTa KIMHUYECKOM MEIUUMHBI HMEHU
H.B. Cxmudocosckoro, ®I'AOY BO IlepBeiit MI'MVY wumenn HU.M. Ceuenona
Munzapasa Poccun (CeueHOBCKUM YHUBEPCUTET).

Pe3ynbraTtel ucCClEeNOBaHMS TNPEICTABIECHbBI B BHUJAE YCTHBIX M IOCTEPHBIX
JIOKJ1a/I0B HA POCCUHCKHX M MEXIYyHApOIHBIX HAYYHBIX MEPOIPHUATUAX, B TOM UHUCIIE
Ha ACC 2025 r. (Hukaro, CIIIA), ACC 2026 r. (HoBsrit Opnean, CIIIA), HFSA 2025 r.
(Munneanonuc, CIIIA), SCMR 2026 r. (Puo-ne-Kaneiipo, bpazunus), ASCI 2026 r.
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(Cunramyp), ECR 2025 r. (Bena, Asctpus), KCR 2025 r. (Ceyn, Pecniy6nuka Kopes), a

TaKkke Ha PoccHiiCKOM HalMOHAIBHOM KOHIpecce Kapauoioros, Poccuiickom
HAIIMOHAJIbHOM KOHrpecce «YenoBek u JiekapcTBO», PoOcCCHICKOM KOHIpecce
PEHTIEHOJIOTOB U PaauoJIoroB, Beepoccuiickoil HaydHO-IIPAaKTUUECKONH KOH(EpEHUUU
«Kapmuonorus na mapme», XIII Mexnynaponnom konrpecce «KapaumoropakanbHas

panuoNIOTHs» U HAYYHO-TIpakTHUecKoi koHepenuu «Hecreposckue urenusn» (2025).

BHenpenne pe3yJibTaTOB HCCJIEIOBAHUS B IPAKTHKY

OCHOBHBIC Hay4HBIE IIOJOKEHHUS, BBIBOJBI M PEKOMEHIALMHN KaHIUIATCKOU
nuccepraiii  MaromenoBodt  3aiiHa0 MaromenoBusl Ha TeMy — «KimHuUKO-
VHCTPYMEHTAJIbHAS JUArHOCTUKAa TMOPAXEHUsI Ceplla IIpU TPAHCTUPETUHOBOM U
AL-amuion103€» BHEAPEHBI B JICUEOHBIN MPOIECC OTACIICHUS MarHUTHO-PE30HAHCHOMN
u KommbloTepHor Tomorpaduu llentpa myueBoit auarnoctuku ['BY3 «['’Kb No 1
uM. H.W. [TuporoBax» (axt 6/H oT 28.04.2026 1.), a Takke B yueOHBIN npouecc Kapeapbl
Kapauojaoru, (YHKIMOHATBLHOW U  YJbTPa3BYKOBOM AuarHocTuku MHcTUTyTa
kinHnyeckod memuiuuabl uM. H.B. CkimudocoBckoro npu u3ydeHUM AUCIHUILIAHBI
«HeoTnoxHas KapIuOJIOTHs» [0 HANpaBJICHUIO TOJATOTOBKM «JleueOHoe peno»

(akt Ne 929 ot 28.04.2026 1.).

JIMYHBIN BKJIAJ aBTOPA

ABTOp MpHUHUMAJ HEMOCPEJCTBEHHOE ydacTHE B BbIOOpPE TEMbI MCCIIEAOBAHUSA,
dbopMyTUpOBaHHH TIENIM U 3a/a4, pa3paboTKe nu3aiiHa UCCIENOBAHUS W METOOJIOTHH.
CaMoCTOATENBHO NMPOBEJACHBI PETPOCTIEKTUBHBIN aHAIN3 MEAUIIMHCKOW JOKYMEHTALINH,
dbopmupoBaHUe HCCIEAYeMOW BBIOOPKH, cOOp W CHUCTEMaTH3alus KIWHUYECKUX,
7a00paTOPHBIX W WHCTPYMEHTAIBHBIX JaHHBIX. ABTOPOM OBbUI BBITIOJIHEH aHAJU3
MarHUTHO-PE30HAHCHBIX HCCIEOBAHUM Ccepjilla, CTaTHUCTHYecKas oO0paboTka U

WHTEPIpPETalUs MOJYYEHHBIX PE3yJIbTaTOB, pa3padoTaHa KIMHUKO-UHCTPYMEHTAIbHAs
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Mozenb TudgdhepeHInaIbHON JUAarHOCTUKU U aJTOPUTM JAUArHOCTUKU TAlMEHTOB C
MOJ03PEHUEM Ha aMHUJIOMJI03 cep/ilia. ABTOp MPUHUMAJ HEMOCPEICTBEHHOE y4acTHE B

IIOATOTOBKE HY6HI/IKaHI/Iﬁ M HAllMCAaHHUU TCKCTAa NUCCCPTALINH.

IIy6oaukanuu mo TeMe qUCCepTALMU

[To pe3ynbpTaTaMm McciaenoBaHus aBTOpoM ormyonukoBano 10 paboT, B ToM uncie 3
HAYYHBIX CTaThU B H3JAaHUSIX, WHACKCUPYEMBIX B MEXAyHapoIHbIx 0azax Web of
Science, Scopus, PubMed, 7 my6nukanuii B cCOOpHUKaxX MaTepruagoB MEXITYHAPOIHbBIX U

BCEPOCCHUICKUX HAYyYHBIX KOH(epeHnii (U3 HUX 5 3apyOeKHBIX KOHGEPESHITHH).

CrpykTypa U 00beM JUCCEPTALUU

Hucceprauus u3noxkeHa Ha 117 cTpaHUIax KOMIIBIOTEPHOTO TEKCTa, BKIIOYAET
BBeJCHUE, 0030p JMTEpaTyphl, IJaBy, IMOCBAILICHHYI0 MaTepuaiaM U MeToJaM
UCCJIEIOBAHMUSI, TJIaBY, TTOCBAIIEHHYIO Pe3yJIbTaTaM COOCTBEHHBIX UCCIIEIOBAHMM, TJIaBY,
MOCBSIIICHHYI0 OOCYXKJIEHUIO TIOJIYYEHHBIX pe3yJIbTaTOB, 3aKJIIOYEHUE, BBIBO/JIBI,
MPAKTUYECKUE PEKOMEHJAIUM, CIHCOK COKPAIIEHWN M YCJIOBHBIX O0O3HAYEHUN, U
CIUCOK nuTepaTryphl. Jluccepranmst comepxut 23 Tabmuisl U 26 pucyHkKoB. CIHCOK
JUTEpaTypbl COCTOUT U3 153 HaydHBIX MyOJUKaIUi, B TOM 4YHUCie 29 0T€YeCTBEHHBIX U

124 3apy0Oex’HBIX UCTOUHUKOB.
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I')TABA 1. OB30P JIMTEPATYPbI

1.1. AMujion103 cepana: CoOBpeMeHHOe MpeacTaABJIeHue 0 podJjeMe

AMMUIIONI03 TIpEeACTaBiIseT CcOOOM TreTeporeHHyl TIpynmy 3a0o0JieBaHU,
XapaKTEPHU3YIOMTUXCSI BHEKJICTOYHBIM OTJIOKEHUEM IMAaTOJIOTHICCKH CBEPHYTHIX OCIIKOB C
bopMHpOBaHUEM HEPACTBOPUMBIX aMUJIOUIHBIX (GUOPWILT U  NIPOrpPecCUpPYIOLTUM
HapyILIEHUEM CTPYKTYpbl W (QPYHKIMU MOpaKEHHBIX OpraHoB. BomieudeHue cepiana
SBJISIETCSA OJJHUM U3 HauOoJsiee HEOIAronpUsATHBIX MPOSIBIICHUA CUCTEMHOI'O aMUJION 1032
Y B 3HAYUTEILHOMN CTEIICHH OIpeiessieT MPOorHo3 3adoneBanus [2, 8, 18, 153].

Hanbonee kmuHuyecku 3HaYUMbIMUA (hOpMaMU aMUJIOU 103, ACCOLIMUPOBAHHBIMU
C TOpaXeHueM cepjua, sBiasoTcs AL-amunonno3 (aMuiIowao3 JIETKUX —Ienen
umMmyHornoOynuHoB) u  ATTR-amunonno3  (TpaHCTUPETUHOBBIA  aMHUJIOHU]IO3),
BKIIO4aronuii HacneAacTBeHHbIM BapuaHT (ATTRv) u ¢popmy nukoro tuma (ATTRwt)
[12, 14, 66, 85]. HecMoTpst Ha cX0JICTBO MOP(HOIOTHIECKOTO cyOcTpara, JaHHbIe (hOPMBI
CYIIECTBEHHO PAa3JIMYyaloTCs IO MNaTOT€HE3y, KIMHUYECKOMY TEUEHHIO, MPOTHO3Y U
MoJIXoJ1aM K jiedenuto [36, 50, 52, 104].

CoryacHO KIIMHUYECKUM peKoMeHIanusaM EBponelickoro o61ecTBa KaparuoIoroB
(ESC, 2023) mo auarHoCcTUKE W JICUCHHUIO KapJAUOMMOIATHI, aMWJIOWUII03 Ccepila
OTHOCHUTCS K WMH(UIBTPATUBHBIM KapJUOMHUOMNATUSIM U JIOJHKEH PacCMaTpUBATHCS B
KaueCcTBEe OJHOW W3 OCHOBHBIX NMPUYUH HEOOBSICHUMOTO YTONIICHHUS CTEHOK JIEBOTO
KEMyaouKa, OCOOCHHO TIpM HAIMYUU PECTPUKTUBHOTO THUMA JIUACTOJIUYECKOU
TUCPYHKIIMKM, TPU3HAKOB CEPJACYHONM HEAOCTATOYHOCTH C COXPAaHCHHOUW (pakiuei
BBIOpOCA W HECOOTBETCTBHUS MEXIY BBIPAKCHHOCTHIO TUNEPTpOodUU MHUOKapia u
JAHHBIMU 3JIeKTpoKkapauorpaduu [9, 32].

AL-amMuII0u103 pa3BUBAETCA BCJIEACTBUE MPOIYKIHMH MATOJIOTHYECKUX JIETKUX
1erne MMMYHOTJIOOYJIMHOB MPU IUIa3MOKJIETOYHBIX JTUCKPA3UsIX C MOCIEAYIONUM
oOpa3oBaHHEeM aMUJIOWAHBIX (QUOPHMIT W uX OTIokKeHHWeM B Tkauax [133, 150].

[lopaxxenne  cepama Tpu  JaHHOM  (opMe  XapaKTepuszyercs  OBICTPHIM
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MIPOTPECCUPOBAHUEM CEPJIEUYHONM HENOCTATOYHOCTH M BBICOKOW PAaHHEMN JIETAIbHOCTBIO
MIpY OTCYTCTBUU CBOEBpeMeHHOM Tepanuu [80, 103].

B ormuuune ot AL-dpopmbl, ATTR-amumonso3 00YyCIIOBIEH HapylIeHUEM
CTaOMJIBHOCTU TPAHCTUPETUHA U (OPMUPOBAHUEM AMMIIOUAHBIX (GUOPWILT U3 TAHHOTO
oenka; npu 3toMm ATTRwt vanie quarsoctupyercst y NaudeHTOB MOKUIIOTO0 BO3pacTa
MOXET JUJIUTENIBHOE BPEMSI OCTABaThCsl HEIMATHOCTUPOBAHHBIM [151].

AKTYyanbHOCTh TPOOJIEMBI CEPACYHOIO aMUJIOMA03a OOYCIIOBJIEHA HE TOJBKO
TSKECTPIO  KIMHUYECKOrO TEYEHHs, HO M  PACHIMPEHHEM  TEpaneBTUYECKHX
BO3MOXKHOCTEH. B mocnennue roasl noka3ana 3p(peKTUBHOCTh TApTreTHOW Tepanuu Ipu
ATTR-amumnonnoze (TadaMuuc), 4To JejiaeT PaHHIOK TUATHOCTHKY MPUHIIMITHAIBHO

BAXXHOM 1S TIporHo3a [136].

1.2. dnuaemMuoJiorusi ¥ MpodJieMa runoAUArHOCTUKH

Jlonroe BpeMsi aMUIJIOHUJI03 CEpJilla paccMaTpUBAIICA KaK peaKoe 3a00JIeBaHUE.
OpnHako BHeIpeHUE CHUHTUTPadUU MUOKAp/a U COBPEMEHHBIX METO/IOB BU3YyaJIU3aIUH
MIPUBEJIO K MEPECMOTPY MPEACTABICHUN O €ro PaclpoOCTPAaHEHHOCTH.

[Io paHHBIM ayTONCHMHBIX HCCIENOBAaHUM, IIPU3HAKM TPAHCTUPETUHOBOIO
aMHWJIOW103a IMKOTO THUMa BbIBIAKOTCS y Jul crapiie 80 mer no 25% [74]. Cpenun
MAIMEHTOB MOXXWJIOTO0 BO3pacTa C TSHKEJBIM a0OpTajIbHBIM CTEHO30M COIYTCTBYIOITUN
ATTR-amunonno3 auarHoctupyercs B 8—16% ciyuaeB [46, 151], a cpeau maiueHToB
C CEepACYHOM HEIOCTATOYHOCTBIO M COXpAaHEHHOM (pakiuell BbIOpOCca YacToTa
ATTR-amunounnosa nocruraer 13% [151].

3aboneBaemocTh AL-amumionsio3oM coctaBisieT 8—12 ciydaeB Ha 1 MUJUIMOH
Hacesienus B o1 [88]. [lopakeHue cep/iia BBISBISAECTCS MPUOJIU3UTEIBHO Y TTOJIOBUHBI
MAIMEHTOB YK€ Ha dTale YCTAaHOBJICHHUS IUAarHO3a W SBIIIETCS OCHOBHBIM (DaKTOpOM,
OTIPEICIIAIONTUM MPOTrHO3 3a00JieBaHus. B 0TCyTCTBHE CBOEBpEMEHHOM crielu(puIecKon
Tepanui MeJMaHa BBIKUBAEMOCTH MAIIMEHTOB C KIMHUYECKH 3HAYMMBIM MOPaKEHUEM

cepaia cocrasisieT meHee 6 mecsues [121]. Kpome Toro, 1o 20% maiueHToB yxe npu
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NEPBUYHOM OOpallleHUMH OTHOCSTCA K TpPYyNIe KpaiHe BBICOKOIO pHCKa BCIEACTBUE
BBIPAKEHHOTO KapualibHOTO BoBjiedyeHus [118].

HecMoTpsi Ha COBEpLIEHCTBOBAHWE METOJIOB JIMarHOCTHKH, aMHUJIOMI03 CEpALa
MO-TIPEKHEMY XapaKTepU3yeTCsl 3HAUYNTEILHON TMIOJUArHOCTUKOW. ITO 0OYCIOBIECHO
HECTeNM(PUIHOCTHIO KIIMHUYECKUX MPOSIBICHUN M CXOJICTBOM 3a00JI€BaHUS C APYTUMHU
NPUYMHAMH THIEPTPOPUU MHOKApJA, MPEXKIEC BCEro apTePUATBHOW THUIEPTECH3UECH M
runeprpopuueckoil kapauomuonarue [66]. B cBsizu ¢ 3TUM 0coboe 3HauEHUE
NpUOOpETacT BBISIBJICHUE «KPACHBIX (JIaroB» amMuiIona03a cepiama - KOMIUICKCa
KIIMHAYECKUX, JJICKTpPOKapauorpapuueckux © 3XOoKapauorpaduyecKux IMPU3HAKOB,

IMO3BOJIAIOMINX 3aII0J03PHUTDH 3a00J1eBaHNE HA PpaHHHUX JTallaX JHAI'HOCTHUYCCKOI'O IIONCKaA

[66, 146].

1.3. ITaTorene3 u mopgoJiorniyeckre 0COOEHHOCTH MOPAKEHUII MHOKApAa

AMUIIONIHOE TIOpaKEHUE Cep/illa Pa3BUBAETCS BCIEICTBUE MPOTPECCUPYIONIETO
HAKOIUJICHUS aMWJIOMAHBIX (UOPMINT BO BHEKJIETOYHOM TMPOCTPAHCTBE MHUOKAp/a.
OTnoxeHne  amMWiIOWJa  COMPOBOXKIACTCS  PACHIMPEHUEM  HWHTEPCTHIIMATBHOTO
MPOCTPAHCTBA, YBEJIWYEHUEM TOJIIMHBI CTEHOK KEIYJOYKOB 0€3 HMCTHUHHOU
TUIEPTPOPUU KapAMOMHOIIUTOB, TTOBBIIICHUEM YXECTKOCTH MHOKapAa W HapyIICHHEM
€r0 UACTOJINYECKOTO paccaablIeHUs, YTO IPUBOAUT K (DOPMUPOBAHHIO PECTPUKTHBHOTO
TUMNA KapaAuoMuonaruu [85].

CoBpeMeHHbIE TIPEACTABICHUS PACCMATPUBAIOT aMHUJIOUIHYIO KapIHOMHUOIIATHIO
KaK CUCTEMHOE MOPaXeHHE BCEX CTPYKTYyp cepana. [loMmuMo mMuokapa *eixyJOouKoB B
MATOJIOTHYECKHUH MPOIIECC BOBIECKAOTCS MPECEP AN, KJIalaHHbIN armapar, TPOBOISIIAs
CHUCTEMa ¥ KOPOHAPHOE MUKPOIUPKYIATOPHOE PYCIIO.

MopdonornueckumMu  TPOSBICHUSIMU ~ 3a00eBaHust  SBISItOTCA  auddys3Has
UHOUWIBTpAIMs MHOKap/aa, YTONIICHUE MEXKIPEICEPAHON TEPETrOPOAKH, KiarmaHHBIX
CTPYKTYp M CTEHOK IpPEACEPIHii, a TAKKEe HaJU4YUE MEepUKapAHaIbHOrO BbioTa [122].
VIMeHHO 5Tu M3MEHEHUS JIe)KaT B OCHOBE XapaKTEPHBIX MPU3HAKOB aMUJION 1032 CepAlla

IIPU 3XOKapANOrpapuu 1 MarHUTHO-PE30HAHCHOM ToMorpaduu [66].
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HecmMoTpst Ha cx0/1cTBO MOP(OJIOrHUECKOro cyocTpaTa, MEXaHU3MbI TOBPEKICHUS
muokapiaa npu AL- m ATTR-amunonsioze MMEIOT CyHIECTBEHHbIC paziuuus. s
AL-amumonyoza XapakTepHO coueTaHHe HWHOWIBTPAIMM MHOKapJAa C MPsSMbIM
KApJIUOTOKCUYECKUM  JIEHCTBUEM IUPKYJIUPYIOMIMX CBOOOAHBIX JIETKUX Ienei
UMMYHOTJIOOYJIMHOB, 4YTO CIIOCOOCTBYeT Oosiee OBICTpOMY MPOTPECCUPOBAHHIO
CEepJIEYHOM  HEOOCTAaTOYHOCTH W  HeOmarompustHoMy mporHo3dy [80]. Ilpm
ATTR-amuiionioze  BEOyUIylO  pojdb  HWIPaeT  INOCTENEHHOE  HAKOIUICHHE
TPAHCTUPETUHOBBIX (PUOPUILT B MEKKIETOYHOM MPOCTPAHCTBE MUOKAP/A, PUBOISALIEE
K BBIPQXKEHHOMY CTPYKTYPHOMY PEMOAEIHPOBAHUIO CEP/ILIA U PAa3BUTHIO PECTPUKTUBHOM
Kapauomuonaruu [151].

B nocnennue rojpl 0coboe BHUMaHUE YAENSIETCS aMUJIOUIHON aTpHOINATUU Kak
CaMOCTOSITEIbHOMY KOMIIOHEHTY TopaxkeHusi cepaua. OTIOXKEHHEe amMuionaa B
MUOKape NpeACcCepInii COMMPOBOXKIAETCA HAPYLIEHUEM HX PE3EPBYAPHOI, KOHTYUTHOU U
COKpAaTUTEJIbHOM (PYHKUUH, pa3BUTHEM JWJaTallMu Mpeacepauidi U (GpopMupoBaHUEM
cyOcTpaTa mJjisi BO3HMKHOBeHUs (ubOpwmisuuu npencepauii [41, 123]. Kpome Toro,
JaXe TMpU  COXPAHEHHOM CHHYCOBOM pPHUTME aMWIOMJHAsA  MHQUIbTpaLus
aCCOIIMMPOBaHA C MOBBIIICHHBIM PUCKOM BHYTPUIIPEICEPIHOTO TPOMOOOOpa30BaHUs U
TPOMOO0IMOOTUYECKUX OCTOKHEHUH [41].

BaxxHyto ponp B maroreHe3e 3a00JIEBAHMSI WIPAET MOPAXKEHUE KOPOHAPHOU
MUKPOLMPKYJSIUU. OTI0KEHWE aMWJIOUJa B CTEHKaX apTeprosl U KanWUIApOB
MPUBOJUT K CHIDKCHHIO KOPOHAPHOTO pe3epBa M PA3BUTHIO XPOHUYECKOW HIIIEMUU
MHOKap/ia Ipu OTCYTCTBUY F'€MOJUHAMHYECKHA 3HAUUMOT'0 MOPAKEHUS SMTUKAPANATbHBIX
KOpoHapHBIX aptepuil [46]. [lo maHHBIM TO3UTPOHHO-DMUCCHOHHOW TOMOrpaduu y
NAlMEHTOB C AaMWIOHUJ030M CEpAlla BBISABIAETCS CHUXEHUE MHOKapIUaIbHOTO
KPOBOTOKA M KOPOHAPHOI'O PE3EPBA, CTENEHb KOTOPOT0 KOPPEIUPYET C BHIPAKEHHOCTHIO
aMUJIOUIHON UHPUIbTpauu Muokapza [60].

[TopaskeHne NpoBOASAIIEH CUCTEMBI cep/ia 00yCIOBICHO OTJIOKEHUEM aMUJION 1A
B 00JIaCTU CHMHYCOBOTO W aTPHOBEHTPUKYJISIPHOTO Y3JI0B, a TaK)KE MPOBOASIINX ITyTEH

MHOKap/ia, 4TO MPUBOJIUT K PA3BUTHUIO HAPYIIEHUH PUTMA U IMPOBOJAMMOCTH, BKIKOYAs
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GUOPWILIALMIO TPEACEPANd, aTPUOBEHTPUKYIIAPHbIE OJOKaabl U CHUHIPOM CIIa00CTH

CHHYCOBOTO y31a [132].

Kaununyeckasn KapTHHa aMI/IJIOI/I):[HOﬁ KapauoMuomnaTumn

KnvHuueckue mposiBICHUS aMWIOWI03a cepilia B OOJIBIIMHCTBE CJIy4yaeB
HeCneM(PUIHBI W COOTBETCTBYIOT ()EHOTHUIy CEpJACYHOM  HEIOCTATOYHOCTH,
MPEUMYIIECTBEHHO C COXpaHEHHOU (Ppakiiueit BrIOpoca JIeBOro xkemyaouka [66].

Haubosiee yacThiMM CUMIITOMaMHU SBJISIOTCS POTPECCUPYIONIAsS  OJIBIIIKA,
CHIPKEHHME TOJICPAHTHOCTU K (DU3WYECKOM HarpysKke, MOBBIIIEHHAS YTOMIISIEMOCTh U
nepudepudeckue oreku. [lo Mepe nporpeccupoBanus 3a00JIeBaHKS BO3MOKHO Pa3BUTHE
MIPABOXKEITYIOYKOBOM HEIOCTATOYHOCTH C TMOSBJICHUEM acliUTa M BBIPAXKEHHOTO
BEHO3HOI0 3acTos [43].

XapakTepHOil 0COOEHHOCTHIO AMUJIOUHON KapAMOMUOIIATUH SBJISIETCS] COUETAaHUE
BBIPAKEHHOT'O YTOJIICHUSI CTECHOK MUOKap/Aa ¢ OTHOCUTEIBLHO HEOOIBIIMMU pa3MepaMu
MOJIOCTH JIEBOTO KETyA0UYKa U TPOTrPECCUPYIOIIUM HApACTAHUEM CUMIITTOMOB CEPACYHOM
HegocTaTouHOCTH [85]. Hapymienust putMa 1 mpOBOAMMOCTH TaKXKE SBIISIIOTCS BAKHBIM
KOMIIOHEHTOM KJIMHUYECKOW KapTuHbl. Hambosiee yacTo BbIsABISIETCS (GUOPUILISIUS
npeacepinii, pacIpoCTpaHEHHOCTh KoTopod y mnanueHToB ¢ ATTR-amunonmgozom
nocturaer 40-60% [43]. CuHKONaNbHBIE COCTOSIHUS MOTYT OBITh OO0YCIOBJICHBI
HapyIICHUSIMA MPOBOJUMOCTH, apUTMUSIMHU WM BBIPAXKECHHBIMU T€MOJAMHAMUYECKUMU
HapyIICHUSIMH.

HecmoTpst Ha CXOJICTBO OCHOBHBIX KJIMHUYECKUX TPOSIBICHUN, TEUYEHUE
3a00JIeBaHUS 3aBUCUT OT TUIA aMujIouaHOTo Oenka. /(s AL-amunonmo3a xapakTepHO
Oomee OBICTPOE TPOTPECCUPOBAHNE CEPACTHON HEIOCTATOUHOCTH BCIIEACTBUE COUCTAHUS
aMUJIOUAHON HMHOPUIBTpPAIMU W KapJUOTOKCUYECKOTrO JEHCTBHUS CBOOOJHBIX JIETKHX
nerneit uMmmyHor1o0ynuHOB [28, 80]. ATTR-amunon103 00b9HO XapakTepu3yeTcs 6osiee
JUTUTEIbHBIM O€CCUMITOMHBIM MEPUOJIOM U MEJJICHHBIM HapacTaHUEM KIMHUYECKHUX

nposiieHui [151].
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HaunGounpliryto AMarHoCTUYECKYIO0 LEHHOCTh MMEIOT TaK Ha3blBAEMbIE «KpacHbIC
dbrnarn», BKIIOYAIOMIME HEOOBSICHUMOE YTOJNIIEHHE CTEHOK JIEBOTO KEIyJ0uKa,
HECOOTBETCTBUE BBIPAKCHHOCTU TUIEPTPO(OUM CTETICHH apTepUaTbHON THIEPTEH3UH,
coueTaHue TUNepTpoPuu MHOKapJa ¢ HU3KUM BOJbTakoM komruiekca QRS, a Taxxke
HaJMyue BHECEP/ICUHBIX NposBiIeHUM 3aboneBanus [18, 52, 95, 111, 129, 150].

K wambomee  xapakTepHBIM BHECEPACYHBIM  TPOSBICHUSM  OTHOCSATCS
JIBYCTOPOHHUN CHUHAPOM KapHajdbHOTO KaHana, mnepudepuyeckas HeHponartus,
HEe(DPOTHUUECKUN CHHIPOM, CTEHO3 TOSICHUYHOTO KaHajla, CIIOHTAaHHBIC pPa3pPhIBBI
CYXOXUJIMA U COYETAaHHE aMWJIOWUJI03a C JACTCHEPATUBHBIM AOPTAIBHBIM CTEHO30M Y
MalKMeHTOB MOKWIOro Bo3pacTta [52, 81, 113, 151]. B psiae cinyuyaeB 1aHHbIE TPOSIBICHUS
NPEAINIECTBYIOT Pa3BUTHIO KapJAUAIbHOM CHMITOMATHKM Ha HECKOJBKO JIET U MOTYT

CrocoOCTBOBATH O0JIee paHHEH JUArHOCTHKE 3a00JICBaHUS.

CTaJ]l/IPOBaHHe aMUJIoHua03a cepaua m €ro NIpOrHoCTuIeCKoe 3 HAaYCHUE

OueHka CTeneHu KapAWalIbHOTO BOBJICUEHHUS HMMEET KIFOYEBOE 3HAYEHUE IS
OIpe/eNieHUs] POrHO3a U BbIOOpa JieueOHOW TAaKTUKH y MAlMEHTOB C aMUJIOUI030M
cepaua. Haubonee pacripocTpaHeHHbIE CUCTEMBI CTaAUPOBaHUs pazpaboTansl Jyist AL- u
ATTR-amMmuiionio3a ¥ OCHOBAHbl MPEUMYIIECTBEHHO Ha OLEHKE KapauajdbHbIX
OroMapkepoB U QYHKLUHU MTOYEK.

Jns AL-amunoungo3a HauOoJiblliee pacnpoCTpaHEHUE MOoJdyuusia cucrema Mayo
Clinic, Bnepssie npeioxenHas B 2004 rogy u monuduimposannas B 2012 roxy. Jlannas
MOJEb OCHOBaHA Ha onpeaeneHnuu koHueHTpaunu NT-proBNP, cepaeuynoro tTpornoHuHa
Y Pa3HUIIBI MEXK/y BOBJICUCHHBIMU 1 HE BOBJICUCHHBIMU CBOOOJHBIMU JIETKUMH IICTISIMU
ummyHornoOynmuHoB (dFLC). VBenuuenue yncia HeOIaronpusTHBIX MPOTHOCTUYECKUX
(GakTOpOB  CONMPOBOXKJIAETCA  IMOCJIENOBATEIbHBIM  YXYJIUIEHUEM  BBDKHUBAEMOCTH

namueHToB [130].
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Ta6nuna 1 — I[IporHoctuueckas cucrema craaupoBanust AL-amunongo3a (Revised Mayo
Clinic System, 2012) [46]

Kpurepuii IToporosoe 3Ha4eHue basibl
Tpononun T > 0,025 Hr/Ma 1
NT-proBNP > 1800 nir/mn 1

dFLC > 180 mr/n 1

Crparndukanusi pucKa B 3aBUCHMOCTH OT CyMMbI 02J1710B

Cymma Cragus Meauana o01ied BBI)KUBAEMOCTH
0aJuI0B
0 I He nocturnyta (57% nanueHToB
*uBbl uepe3 10 Jsier)
| II 69 MmecsueB
111 16 mecsieB
3 IV 6 Mecs1eB

Hna  ATTR-ammiionmo3a  HamOoJiee  IIMPOKO — HMCIIONB3YeTCS  CHCTEeMa
ctaaupoBanusd, npemioxkeHHas Gillmore wu  coaBTOpamH, OCHOBAaHHAas  Ha
onienke ypoBHA NT-proBNP u ckopoctu kiyboukoBoit dunbTpanuu. [loBbienue
koHneHTparuu NT-proBNP > 3000 nr/mMa u CHWKEHHE CKOPOCTH KIyOOUYKOBOM
bunpTpammu < 45 mu/mus/1,73 M? accouMupoBaHbl ¢ HEOJIArONMPUATHBIM IPOTHO30M U
MO3BOJIIOT BBIAEIATH FPYIIbI MALIMEHTOB C PA3JIMYHBIM PUCKOM JIETAIbHOCTH [38].

IToBbimenne koHueHTpanuu NT-proBNP u cepaedHbIX TpPOIIOHMHOB OTpaKaer
CTEMEeHb CTPYKTYPHO-(YHKIIMOHAIBHOTO TOPAXKEHUST MHUOKApJa U TECHO CBS3aHO C
PUCKOM Da3BUTHUS CEPACYHONM HEJOCTATOYHOCTH U HEOJIarompUATHBIX CEpJCHYHO-
COCYJIUCTBIX HCXOJOB. B CBSI3M C ATUM JaHHbIE OHMOMapKephl OCTAKOTCS OCHOBOM
COBPEMEHHBIX MOJIeJIeH CTpaTu(PUKAIUKA PUCKA TTPU aMUJIOUI03€ CEPIIIA.

B nocneanue roasl Bce OoJblliee BHUMaHUE YAEISETCS MPOTHOCTUYECKOW PoJin
METOJI0B BU3yaiau3amuu. [lokazaHo, 4To yBeIMUYEHUE BHEKJIETOYHOTO 00beMa MUOKapia
(ECV), pacnopocTpaHEHHOCTh TIO3[THETO HAKOIUICHUSI TaJOJIMHUSL W HapylIeHUE
ne(opMalMOHHBIX XapaKTepPUCTHUK MHOKapJa I0 JIaHHBIM MarHUTHO-PE30HAHCHOM
TomMorpaduu cepjiia acCOIMUPOBAHBI C YXYAIICHHEM IMPOTHO3a M MOTYT JOMOJHSTH

CYIIECTBYIOIIUE CUCTEMBI cTaaupoBanus [123].
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HevHBa3uBHasi JMATHOCTHKA aMHJION/1032 cepana

Pannsis guarHocTuka aMwiono3a cepAua  BO  MHOIOM  OCHOBaHa Ha
BBISIBJICHUM TaK HA3bIBAEMBIX «KPACHBIX (JIaroB» — COBOKYMHOCTH KIMHHYECKHUX,
ANEKTPOKApIUOTpaUUecKuX U 3XOKapAUOTrpapUUYECKUX MPU3HAKOB, MOBBIIIAIOIINX
BEPOATHOCTHh MH(PUIBTPATUBHOTO MOPAKEHUS MUOKAp/Ia.

Cormacuo no3urtuu ESC Working Group on Myocardial and Pericardial Diseases,
COUETaHUE CEePJIEYHON HEJOCTATOYHOCTH, HEOOBSICHUMOTO YTOJIIEHUS CTEHOK JIEBOTO
KeITyJI0uKa, XapakTepHbIX n3meHeHui DKI', moBbIIeHHS KapAHAIbHBIX OMOMapKepPOB U
JAHHBIX BHU3yaJIM3alUd JOJDKHO CIY)KUTh OCHOBAaHUEM JUIsl LEJICHANPABICHHOIO
oOclieToBaHMS MAIMEHTa Ha aMUJION 103 cepna [85].

OnekTpokapauorpadusi He 00JagacT BBICOKOW  UYYBCTBUTEIBHOCTBIO U
CHELM(PUUHOCTHIO B IMATHOCTUKE aMUJIONW/103a CEpALla, OJHAKO MO3BOJISET BBIIBUTD PSIT
IIPU3HAKOB, MOBBIIAIOIINX BEPOATHOCTh AMUJIOUIHONW KapAUOMHUONIaTHH [66].

Haunbonee  XapakTepHbIMM  3JEKTPOKapAUOrpapUUEeCKUMU  HW3MEHEHUSMHU
SBJIFOTCS] CHIDKEHHE BOJIbTaka KOMILIEKcoB QRS, HapyIieHns aTpHOBEHTPUKYJIIIPHON U
BHYTPHKEITYI0YKOBON MPOBOAMMOCTH, (PUOPMIUIALMS NpPEeaCcepaAnid, a TaKKe Haludue
NaTOJIOTUYECKUX 3yOL0B Q MpH OTCYTCTBUU NEPEHECEHHOTO MH(papKTa MHUOKapAa WU
reéMOJIMHAMUYECKH 3HAaYMMOI0 TMOPaXEHUs KOPOHAPHBIX apTepuid. XapaKTepHbIM
NPU3HAKOM aMUJIOWJ03a CepAla SBIAETCS HECOOTBETCTBHUE MEXKAY BBIPAKEHHBIM
YTOJILIEHUEM CTEHOK JIEBOTO JKEIYJIOYKa IO JAAHHBIM BU3YAIU3UPYIOLIMX METOJOB U
OTCYTCTBUEM JJIEKTPOKApAUOrpadMueCKUX MPU3HAKOB runepTpoduu Mmuokapaa [66, 76].

CHmxeHue BoibTaxka koMiuiekcoB QRS wyaine BoisiBiisiercs npu AL-amMuiioniose,
OJTHAKO €ro OTCYTCTBHE HE€ HCKJIYaeT JUarHo3, OCOOCHHO Y TMAIUEHTOB C
ATTR-amunonno3om. s ATTR-amunonmosza Takke xapakTepHa 0oJiee BBICOKas
4acToTa HapyLIEHUH NPOBOJUMOCTH, BKIIIOUAs aTPUOBEHTPHUKYJApPHBbIE OJOKaIbl U
0Ji0Kkaabl HOXKEK myuka ['uca [76].

Oxokapauorpadusi SBIAETCS METOJIOM TNEPBOM JHMHUM NOpU 00CIEe0BaHUU
NAIMEHTOB C MOJAO03PEHUEM Ha aMIIOHAHYIO Kapauomuomnatuio. K Hambosee yacTbim

3XOKap)1PIOFpa(1)I/IIICCKI/IM IMPOABJIICHUAM  OTHOCATCA KOHLOCHTPHUUYCCKOC YTOJIIICHUC
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CTEHOK JIEBOTO KEIyJOYKa, YBEIMYEHUE pPa3MEPOB NPEACEPAHM, AHACTOJIMYECKAs
TUCPYHKIIUS pECTPUKTUBHOTO THIA M HEOOJBIION MepuKapAuaabHbIi BHITIOT [1, 8, 14,
24, 66]. TonmmHa MEXOKEITYIOYKOBOM MEPETOPOAKH > 15 MM BhIsBIsAETCS O0jiee YyeM y
60—70% manueHToOB ¢ KIMHUYECKH BBIPAKEHHBIM aMUJIOW1030M cepaua [27, 66, 146].

K ocHOBHBIM »XOKapauorpadUuecKuM «KpacHbIM (aram»  OTHOCSTCS
HEOOBSICHIMOE YTOJIIICHUE CTCHOK JIEBOTO XKEITy0UKa, HECOOTBETCTBUE BHIPA)KEHHOCTH
rUNepTpopuu CTENEHU apTEPUATILHON TMIIEPTEH3UH, YBEIMUEHUE MacChl MUOKap/ia Mpu
YMEHBIIICHUU Pa3MEPOB MOJIOCTH JIEBOTO KEIyI0UKa, OMaTpuaIbHOE PEMOICIUPOBAHME,
YTOJIILIEHHE MEXKIIPEICEPAHON MEPErOPOAKH U KJIANAHHBIX CTPYKTYP, AUACTOJIHYECKAs
TUuChYHKIIMS pEeCTPUKTUBHOTO TUIIA, TTOBBIIICHUE OTHOIIEeHUs E/e', cCHI)KeHre TKaHEeBBIX
CKOPOCTEHN NBUXKEHUS MHUTPAIBHOTO KOJIbIIAa, HEOOIBIION MepUKapAUaIbHbIN BBIIOT U
MIPU3HAKH BOBJICUEHUS ITPABOIO JKelyAouka [66, 146].

Opakius BEIOpOca JIEBOTO KeNyA0uKa Ha paHHUX CTaAUSIX 3a00JI1€BaHUS HEPEIKO
OCTAEeTCsl COXPAHEHHOM, YTO OTPaHUYMBACT JAUATHOCTHYECKYIO ILIEHHOCTh JaHHOTO
nokasartelni. B cBS3u ¢ 3TUM BakHOE 3HaUY€HME MpUOOperia oleHKa aedopMamOHHBIX
XapakTepUCTHK MUOKapaa metogoM speckle-tracking sxokapauorpadumn.

Jlist amMunonioza cepjilla XapaKTepHO CHIDKEHUE TJ00adbHOM MPOI0IHHON
nedopManuu J1€BOro KeiaylIo4yka ¢ MPEeUMYIIECTBEHHBIM BOBJICYEHHUEM Oa3aJIbHBIX U
CPEIHUX CErMEHTOB MPU OTHOCUTEJIBHOM COXPaHEHUH COKPAaTUMOCTH BEpXYIIKH («apical
sparing») [128, 141, 146]. B uccnenoBanuu D. Phelan u coaBTopoB, JaHHBIN MpU3HAK
MPOJIEMOHCTPUPOBAIT YYBCTBUTENIBHOCTh 93% u cnienrduyHoCcTh 82% B AMArHOCTHKE
aMUJION03a y MAIMEHTOB C YTOJIIEHUEM CTEHOK JIEBOTO ey aouka [ 128].

HecMoTpsi Ha BBICOKYIO IHMArHOCTUYECKYIO IIEHHOCTh, dXoKapauorpadus He
MO3BOJIIET MPOBOJIUTHh MPSIMYI0 TKAHEBYIO XapaKTEPUCTUKY MHUOKapJa U OIEHUBATh
pacnpoCTpaHEHHOCTh AMWJIOMAHOW WHOWIBTPAIMU, YTO OIpPEACNIeT BaXKHYIO POJb
MarHUTHO-PE30HAHCHOM ToMorpaduu cep/iia B IMarHocTuke amuiiongo3a [39, 102].

JlabopaTtopHass IMAarHOCTUKA HamMpaBjieHa Ha OILEHKY CTENEeHU MOpaKeHUs
MHOKapJa 1 onpeaeneHue tuna ammwiono3a. [loseimenne konuenTpauuu NT-proBNP
U CEepJCYHBIX TPOIMOHWHOB OTpa)KaeT TSHKECTh KapAUaJIbHOTO BOBJICUCHHUS U

UCIIOJIB3yeTCs s cTpatudukammu pucka [45, 137].
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OO0s3aTeabHBIM ATAIlIOM 00CJIEqOBaHMsA SIBIsIETCS HMCKIodeHue AL-amuiiongosa.
C 3TO# 11e71b10 BBITIOIHSIOT ONpeAeIeHUE CBOOOTHBIX JIETKUX IIeTIeH UMMYHOTJIO0YJIMHOB
¥ IMMYHO(HKCAITNIO CHIBOPOTKHA KPOBU M MOYH. BBISBICHHE MOHOKJIOHAJIILHOTO Oelka
TpeOyeT NalIbHEHIIIEro reMarojoruueckoro odcnenosanus [3, 11, 147].

CornacHO COBPEMEHHBIM JHAarHOCTHYECKHUM alifOpUTMaM, HHTEpHpeTaIus
pe3ynbpTaToB cuMHTHTpaduu Kak auarHoctuaeckux s ATTR-amumonmo3a Bo3MoKHA

TOJIBKO MOCJI€ UCKIIFOYECHHUS MOHOKJIOHAJIbHOM ramManatuu [106, 127].

1.4. MarHuTHO-pe30HaHCHAst ToMOorpadgus cepaua B IMArHOCTHKE aMHUJIOU103a

CoryacHo 3KCIEPTHOMY KOHCEHCYCY IO MYJbTUMOJAIbHOW BU3YyaJM3alUU MPHU
amunonno3e cepaua, MPT pexkoMmeHayercss DanMeHTaM C [OJO3PEHHEM  Ha
WHOWIGTPATUBHYIO  KapJAUOMHUOTATHIO 11 YTOYHCHHUS JHAarHo3a ©  OICHKHU
pacrnpocTpaHeHHOCTH nopaxeHus [39, 40].

MaruutHo-pe3oHaHcHasi ToMmorpadusi cepana sBISEeTCS OJHUM M3 HauOoliee
WH(MOPMATUBHBIX METOJIOB JAMArHOCTUKA aMWJIOUI03a CEpJla, IO3BOJISIONIUM
OJTHOBPEMEHHO OIIEHWBATh MOP(OJOTUUECKHE H3MEHEHUs, (YHKIHUIO MHOKapja H
CTEeINeHb aMuIonaHoU uHunsTpanuu [39, 40].

st amuiionzio3a cepiiia XapakTepHbl KOHIIEHTPUYECKOE YTOJIIEHHUE CTEHOK
JIEBOT'O W MPABOTO KEITYI0YKOB, YMEHBIIICHUE TTOJIOCTH JICBOTO KETY/1I0YKa, YBEIUUCHUE
pa3MepoB NpeACEpAn U MPU3HAKU PECTPUKTUBHOMN Kapaunomuonaruu. [1o cpaBHeHHIO €
sxoKapauorpadueil MarHUTHO-pE30HAHCHAsl TOMorpadusi odecrieunBaeT 0oJjiee TOUHYIO
OIICHKY MacChl MHUOKapJla U BBIPAXKEHHOCTU CTPYKTYPHOTO PEMOJICIUPOBAHUS Cepila
[39, 40].

KitoueBoe 3HaueHHWe B JMArHOCTUKE aMIJIOM703a CEpJilla WMEeT TKaHeBas
XapakTepucTuka Muokapnaa. Hanbosee M3ydeHHBIM METOIOM SIBJISICTCS OTCPOUYCHHOE
HakorieHue ramommuus (late  gadolintum enhancement, LGE), otpaxkatomiee
paciMpeHre BHEKJIETOYHOI'O MPOCTPAHCTBA BCIEJACTBUE aMUJIOMIHON WH(UIBTpaIuu

[32, 39, 123].
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XapakrepubiMu narrepuamu LGE cuutaror:

o Huddys3Hoe cyOsHA0OKaApANATEHOE UM TPAHCMYpPaIbHOE HAKOTICHHUE;
o BoBnieuenue cTeHOK npeicepanii;
o Haxkoruienue koHTpacTa B mpaBoM xenynouke [39, 64, 99].

B psane uccinenoBaHMii MOKa3aHO, 4YTO TPAaHCMYpPAJIbHOE HAKOIUICHUE Yallle
BcTpevaetcs nmpu ATTR-amunonnose, Toraa kak npu AL-dopme Hepenko npeobianaer
CyOSHIOKapIUAbHbI THUI TOPAXKEHUS, XOTSA MEPEKPbITUE MPU3HAKOB OCTAETCS
3HAYUTEIbHBIM [7, 56, 58].

Crnenyer y4MmThIBaTH, YTO NpH AU(PPy3HON HHPUIBTpAUU MHUOKApAA MOA00P
BpeMeHu wuHBepcuu (TI) Moker OBITH 3aTpyJHEH BCIEACTBUE OJIHOBPEMEHHOTO
VU3MEHEHUS! KMHETHKM KOHTPAcCTHOIO Ipernapara B KPOBHM M MHOKapae. OTO MOXKET
INPUBOJNUTH K BU3YaJIbHOM HEJOOLEHKE CTENEHU MOPAKEHHSI MM OTCYTCTBUIO TUITMYHOTO
KOHTPAaCTUPOBaHUs, YTO TpeOyeT HCHOJb30BaHUS JIONOJHUTENIBHBIX IapaMeTpOB
TKaHEBOW XapaKTepUCTUKHU [39].

JUist cTaHmapTU3alMd OLEHKH PACIPOCTPAHEHHOCTU IMO3JHEr0 HAKOIUICHUS
rajlofivHus Oblla MIpeJioKeHa NoJyKojaudecTBeHHas wwkana Query Amyloid Late
Enhancement (QALE), ocHOoBaHHasi Ha CErMEHTApHON OIEHKEe TJIyOMHbI U
pacpOCTPAHEHHOCTH KOHTpacTupoBaHud muokapaa [56]. [llkama yuuTeiBaeT Hamuuue
CyORHIOKapAUaIbHOTO M TPAaHCMYPaJbHOIO HAKOIUIEHUS KOHTPACTHOTO IpernapaTta B
CEerMEHTax JIEBOTO JKeNTyJ04YKa, a TAK)KE BOBJICUEHHE MPABOIO KEITYI0UKa.

B wuccnepoBamum J.N. Dungu u C0aBTOpOB IIOKa3aHO, YTO 3HAYCHHE
QALE > 13 o©OamioB mno3Bossier auddepenmupoarb ATTR-amunonnos ot
AL-amuion103a ¢ 4yBCTBUTEIBLHOCTBIO 0KOJIO 82% U crieninpuyHOCThIO 76% [56].

[TosrydyeHHble JaHHBIE CBUACTENBCTBYIOT O OOJbIIEH pPACIPOCTPAHEHHOCTH U
riyorHe aMuiIou 1o nHdunbTpanuu muokapaa npu ATTR-amMunonnose no cpaBHEHUIO
¢ AL-dbopwmotii 3a0oneBanus. [Ipumenenue crangapTu3upoBaHHbIX mikail oneHkn LGE
MO3BOJIIET TMOBBICUTH BOCHPOM3BOAMMOCTh PE3yJbTaTOB M  OOBEKTUBU3UPOBATH
CpaBHEHUE JaHHBIX MEXKIY pa3JIMYHBIMU  HUCCIEIOBAaHUAMH UM  IEHTPAMH.

LGE wumeer He TONBKO AUAIrHOCTHYCCKOC, HO MW IIPOTHOCTHYCCKOC 3HAYCHHC.
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PacnipocTpaneHHOe M TpaHCMypajdbHOE KOHTPACTHUPOBAHUE AaCCOLIMUPYETCS ¢ Oosee
TSDKEJIBIM TeUeHHUEM 3a00yieBaHus M Xy My ucexoaamu [10, 123, 146].

HecmoTpsi Ha BBICOKYIO UYYBCTBUTEIBHOCTH METOJIa, OTCYTCTBHUE THUIHUYHOTO
OTCPOYECHHOT'O0 KOHTPACTUPOBAHUS HE HUCKIIOYAaeT aMUJIOMI03 Cep/la, OCOOEHHO Ha
paHHUX CTaausIX 3a00JeBaHMs; MO JaHHBIM psga wuccienoanuii, LGE wmoxer
orcyTtcTBOBaTh y 10—-30% mnanueHToB ¢ paHHUM KapAUaJIbHBIM BOBIeYeHueM [39, 123,
134].

CyniecTBEeHHOE 3HAYEHHE B JUArHOCTUKE aMUJIOMI03a CEpIla MUMEIT METOAbI
KOJIMYECTBEHHON TKAHEBOW XapaKTEpUCTHKH, BKJIKOYas HaTuBHOE T 1-kapTupoBaHuE U
pacyeT BHekKJeTouHOro oObemMa Muokapaa (extracellular volume, ECV). Jlanusbie
MOKa3aTelld OTPAXKAOT CTENEHb aMUJIOWIHON MHQWIBTPAMA MHOKap/a U MO3BOJISIIOT
BBISIBIISATH 3a00JIEBaHUE HA PAHHUX CTAJUSAX, B TOM YHCIJIE MPU OTCYTCTBUU TUIHUYHBIX
npu3HakoB LGE. IloBpimenne 3Hauennid T1 m ECV gBusiercss 4yBCTBUTEIBHBIM
MapKepoM aMWIOHJ03a CepJlilla M TMO3BOJSET MPOBOAUTH AU epeHIIuaIbHyIo
JWAarHOCTUKY C IPYTUMH IPUYMHAMU yTOJIIEHUS Muokapza [123].

I[ToMruMO TKaHEBON XapaKTEPUCTUKW, MArHUTHO-pE30HAHCHAsi ToMmorpadus
MO3BOJISIET BBIMOJHATh KOJIMYECTBEHHYIO OLICHKY JedopMaiiii MHOKapJa METOJIOM
feature tracking. [lokazaHo, 4TO CHMKEHUE TJIOOATBHON MPOAOIBHOM, LIUPKYJISAPHOU U
paauanbHON JleopMali CBSI3aHO C BBIPAXKEHHOCTHIO aMUJIOMAHON MHPUIBTpAIUU U
TSKECTbIO CTPYKTYPHOTO PEMOJEIHUPOBaHUs cepiaua. B mocnenHue roabl ocoboe
BHUMaHUE YJIeNsAeTCsl aHauu3dy JAe(OpMAaIlMOHHBIX XapaKTEPUCTUK TPEACEpIUi,
OTPAXKAIOUIUX CTENEHb BOBJIEUEHHUSI MPEICEPAHOTO MHUOKap/ia B MaTOJOTHUYECKUUN
nporecc.

MPT cepana umeer Takke BaXHOE NMPOrHOCTHYECKOEe 3HadyeHue. [lokazano, 4to
BBIPAXEHHOCTh U pacnpocTpaHeHHOCTh LGE, a takxe noseiienne ECV koppennpyroT
C TSDKECTBbIO 3a00JIEBaHUSI M PUCKOM HEOJIAronpHUsTHBIX MCXOJO0B, BKJIOUas pPa3BUTHE
CEpJCYHOM HEIOCTAaTOYHOCTH M JIETAIBHOCTh. TpaHCMypalibHbIA THIT HAKOTUICHUS
KOHTPACTHOTO TMperapaTa acCCOIMUPYETCs ¢ OoJee TSKEIbIM TeUeHUEM 3a00JIeBaHUS U

XyALIAM OpOorso3om [99].
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B mnocneguue rtomet MPT paccmarpuBaercss Kak HMHCTPYMEHT OLIEHKH
sbdexTuBHOCTH Tepanuu. JMHamudeckoe HaOmrogeHue 3a nokazarensimu T1, ECV u
napaMeTrpamMu jaedopmairu MHOKapAa TMO3BOJISIET KOCBEHHO OLIEHHMBATh PErpecc WU
cTabUIM3aIio HHQUWIBTpAMKU MUOKapAa Ha (POHE MPOBOJAUMOTO JICYEHUSI, B TOM YHCIIE
npyu npumeHeHuu TapretHod tepanuu ATTR-ammnomposza. Oto  gemaer MPT

NEPCICKTUBHBIM MCTOJ0OM MOHHUTOPHUHI'A TCUCHHA 3a00JI€BaHUs.

1.5. Paguoun3oTonHas IMarHoCTHKA B KIMHUYECKUX AJTOPUTMAX MCCJIeI0BAHMS

ATTR-amuiaongosa

Cuunturpadus MUOKap/ia ¢ TEXHEUU-MeueHbIMU (PochaTHBIMU COCAMHEHUSIMU
("99mTc-DPD, "99mTc-PYP, *99mTc-HMDP) siBiisieTcst OTHUM 13 KJITFOYEBBIX METOJIOB
HenHBa3uBHOM JuarHocTMK ATTR-amumnonpo3a cepama u 3aHUMAaET LEHTPaIbHOE
MECTO B COBPEMEHHBIX JUArHOCTUYECKHX ajJropuTMmax 3aboisieBanus [26]. Mexanusm
HAKOIUICHUS] JaHHBIX paauodapMIIpenaparoB CBsi3aH C MX CPOACTBOM K KaJbIUM-
COJIep>KallliM KOMIIOHEHTaM aMUJIOWJIHBIX JIETIO3UTOB, YTO OCOOCHHO XapaKTEepHO s
ATTR-¢pubpumt u B 3HaUUTENHHO MEHBIICH cTeneHu — st AL-amumonmosa [15].

OueHka HakoIUIeHUs paauodapMmIipenapaTta OCYIISCTBISICTCS BU3YaJbHO IO

mkane Perugini, coriacHoO KOTOpOW BBIAEISIOT YeThIpe cTeneHu (ukcanumn

npenapara:
° 0 crenens — OTCYTCTBUE HAKOIUICHUS B MUOKaP/IE;
° 1 crenens — Hakoniaenne HMKE MHTEHCUBHOCTH KOCTHOM TKAHM;
° 2 creneHb — HakorieHue, conocTaBUMOe ¢ KOCTHOM TKaHbIO;
° 3 crenenb — HakomieHue, NPEBBIIAONIECE MHTEHCUBHOCTh CHUTHAJIA OT

KOCTHBIX CTPYKTYpP TP CHIDKCHHH WJIM OTCYTCTBUM BH3yaJIM3aI[iH KOCTEH.
Uccnenoanune J.D. Gillmore u coaBTOpOB MoOKa3zano, YTO MPU HAKOIJICHUH
pannodapmmpenapata 2—3 creneHu mo mkane Perugini u OTCYTCTBHHM TNPU3HAKOB

MOHOKJIOHAJLHOM Tammamnatuu crneruduunocts auarHoctukun ATTR-amunonnosa



26

nocturaet oyt 100% [115, 117]. lanHblil KpuTepuid JIET B OCHOBY COBPEMEHHBIX
AITOPUTMOB HEMHBA3WBHOW BepU(DUKAIIUU 3a00JI€BaHUS.

OO0s13aTeNbHBIM 3TAallOM HHTEPIPETALUU PEe3yIbTaTOB CUUHTUTpA(UU SIBISETCA
uckimouenne AL-amunounoza mnyTeMm omnpeneneHuss CBOOOJTHBIX JIETKHX —Ienei
UMMYHOTJIOOYJTMHOB ¥ BBITIOJTHEHUSI UMMYHO(UKCAIIMM CBIBOPOTKA KPOBH W MOYH,
MIOCKOJIBKY y 4YacTH MauueHTOB ¢ AL-aMHUIOMI030M Takke MOXKEeT HaOI0JaThCs
HaKOIUICHUE KOCTHBIX paguodapmmnpenapatoB B Muokapae [11, 99, 127].

K orpanuveHusim MeToa Tak:Ke OTHOCATCSI:

o Huszkast 4yBCTBUTENBHOCTH Ha paHHUX CTagusx 3a0o0JieBaHUsI TpU
MHUHUMaJIbHOM aMHWJIOUJHOM JAETTOHUPOBAHUU;

o B03MOXHOCTbH J10KHOIOJIOKHUTENBHBIX PE3YJBTATOB MPU PSAIE COCTOSHUN
(Hanpumep, NepEeHECEHHbI MH(APKT MUOKAP/1a, BOCHAIUTENbHbIE POLECCHI);

o BapuabenbHOCTh MNPOTOKOJOB UCCIAEAOBaHUS (BpeMsl CbEMKH, THII
paauodapmipernapara), yTo TpedyeT crangaptTuzanuu [13].

Takum 00pa3oM, pagHMOHYKIUAHBIE METOABl SBISIOTCS KIIOYEBBIM 3TarioM
TUTMIMPOBAHUS aMUJIONIA M UCTIONB3YIOTCSl B KOMILIEKCE ¢ JJabOpaTOPHOM AMarHOCTUKON

u nanaeiMu MPT cepaua [26, 115, 117].

1.6. CoBpeMeHHBbIE AJITOPUTMbI TUATHOCTHK

CoryacHO COBPEMEHHBIM PEKOMCHIAIMSAM, JHAarHOCTUKAa aMWJIOMI03a CepIla
NPOBOAMTCS IO3TAamHO. Ha mepBoM 9Tane MpH HATUYMHA ~ KIMHAYECKUX U
BU3YaJIM3aIlMOHHBIX  «KPACHBIX  ()JIaroB»  BBITIOJHSIOTCA — 3XOKapauorpapus W
7a00paTOpPHBIN  CKPUHUHT HAa MOHOKJIOHAJIBHBIM O€NOK: 3jekTpodope3 OenkoB
CBIBOPOTKA M MOYHM C MMMYHO(HKCAIIUCH, a TakKe ONpeaesicHUe CBOOOTHBIX JICTKUX
nemneii [6, 77, 99, 127, 148].

[Ipy OTCYTCTBHHM MOHOKJIOHAJIBLHOM raMMamnaTHH CICAYIOIIUM IIIaroM SIBJISCTCS
ciUHTHTpadusi MHOKapJa C TEXHEIMeM-MeUeHbIMH (POChaTHBIMH COSTMHCHUSIMHU

("99mTc-PYP, DPD unu HMDP); BbisiBieHHE HAaKOIUIEHUS 2—3 CTENEHU MO IIKaJe
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Perugini npu tunuuaeix Oxo/MPT-npusHakax paccmaTpuBaeTcsl Kak JIOCTATOYHBIM
KpuTepuii HemHBa3uBHOU quarHocTuku ATTR-kapauomuonaruu [53, 115, 117, 132].
[Ipy HamMuuM MOHOKJIOHAJIBHOTO  O€JiKa, COMHHTENBHBIX pe3yJibTaTax
CIUHTUTpaUK UM HECOOTBETCTBUM KIMHUKO-MHCTPYMEHTAJIBHBIX JAHHBIX MOKA3aHO
WHBA3UBHOE TOJATBEPXKACHUE amuiionao3a (OWomcuss MHUOKapaa WIA Jpyroro
MOPaKEHHOTO OpPTaHa ¢ UMMYHOTHCTOXUMHYECKUM W/ POTEOMHBIM THITHPOBAHUEM ),

IIpu 5TOM MPT cepaua UCIIOJIb3YCTCA IJIA YTOYHCHUA CTCIICHU U XapaKTCpa IMOPaAKCHUA

[6, 77, 99, 127, 148].

1.7. HepemeHHble BONPOCHI M HANIPABJICHHUS JATbHEHIIINX HUCCJIeI0BAHUI

HecmoTps Ha 3HAYMTENBHBIA MPOrpecC B AMATHOCTHKE aMHMJIOMI03a Cepalua,
COXpaHsieTCsl P/l HEPelLIeHHBIX BOIIPOCOB:

1)  OrtcyrcTBYyIOT YHUBEPCAIbHBIC KpUTEPUU muddepeHmanbLHOM
nuarHocTuku AL- m ATTR-amumnonno3a Ha ocHoBanuu AaHHbIx MPT cepama, 4dto
00yCJIOBJICHO MEPEKPHITUEM MTATTEPHOB UHPUILTpaIuu [56, 58];

2) B xnuHMYecKO# NMpakTUKE HEPEAKO BCTPEUYAIOTCS MAalMEHThl C COYETAaHUEM
YTOJIILIEHUS] MUOKapAa U apTepUaJIbHON THUIEPTEH3UH, YTO YCIOKHIET HHTEPIPETALIUIO
axokapauorpapuyeckux u MP-npu3Hakos;

3)  JoCTymHOCTh pPAJIUOHYKIMAHOW JUArHOCTUKHM B pAJlE€  PETHOHOB
OrpaHU4Y€Ha, 4YTO TMOBBIMIAeT 3HaueHue metogoB MPT B anroputme oOcnenoBaHus
MTALIMEHTOB C MOJO3PEHUEM HAa aMWJIOMI03 CEpALA.

B oredyecTBeHHOW  JMTEpAType  NPEACTABIEHO  OTPAHUYEHHOE  YMCIIO
WCCIIEIOBAHUM, TOCBSIICHHBIX CPAaBHUTEIBHOW OLIEHKE KIMHUKO-MHCTPYMEHTAIBHBIX
npusHakoB AL- u ATTR-amunonnosa B e1MHON BBIOOPKE MAIMEHTOB. JTO OMPEEISIET
HEO0OXOAMMOCTb JTaJbHEHIIET0 U3YYEHUSI JUArHOCTUYECKUX BO3MOXKHOCTE MarHUTHO-
pe30HaHCHON ToMorpaguu cepala C OTCPOUYCHHBIM KOHTPACTUPOBAHUEM U
COTNOCTABJIEHUSA  IOJYYEHHBIX JIAHHBIX C  KJIMHUYECKMMHU  XapaKTEPUCTHUKaAMU

3a00JI€BaHUA.
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1.8. 3akirouenune K 0030py JUTEPATYPHI

AHaJIN3 COBPEMEHHBIX JTUTEPATYPHBIX JAHHBIX CBUAETEIBCTBYET O CYIIECTBEHHOM
porpecce B JIUAarHOCTUKE aMUJIOMZI03a CEpJAlLa, CBA3aHHOM C BHEAPEHUEM
MYJIBTUMOJIAJIBHOTO  TOJIXO0/Ia,  BKJIIOYAIOMIEro  dXOoKapauorpaduio, MarHUTHO-
PE30HAHCHYIO TOMOTpaduIo cepAra u paaIuoOHYKIUIHbIE METOIBI BU3Yyanu3anun [26, 39,
115, 117]. IlpumMeHeHHE COBPEMEHHBIX JUATHOCTUYECKHX AJITOPUTMOB IO3BOJIMIIO
3HAYUTEIHHO TOBBICUTH BBISBIAEMOCTh 3a00JI€BaHUS U COKPATUTh HEOOXOJIMMOCTh
BBITIOJTHEHUS JHAOMHOKapAuadbHONW Ouorncuu y dactu mnauueHToB ¢ ATTR-
ammiion1o3oM cepaua [115, 117].

YcTaHOBIEHO, YTO TMOpaXEHHE Ccepjla SBIAETCI OCHOBHBIM  (DaKTOpOM,
ONPEAENSIONMM TPOrHO3 MpPU CUCTEMHOM amuiiougo3e. Hecmorps Ha oOmIHOCTB
Mopdornoruyeckoro cyoctpara, AL- u ATTR-aMunon103 CymecTBeHHO pa3IuyaroTcs 1o
MaToreHe3’y, KIMHUYECKOMY TEYEHHUIO0, MPOTHO3Yy M IMOJAXO0JaM K JICYEHHUI0, 4YTO
OmpeNesiieT HEOOXOAUMOCTh UX CBOEBPEMEHHOW nuddepeHnnanbHON AUarHOCTUKU
[80, 99, 151]. B Hacrosiee BpemMsi MarHUTHO-pPE30HAHCHas ToMmorpadus cepiaia
paccMaTpuBaeTcss Kak OJMH U3 HauOosiee WH(OPMATHUBHBIX METOJIOB OLICHKHU
aMUJIOUTHON MH(HUIBTpAIMM MHOKapnaa Oyaromapsi BO3MOXKHOCTH aHaIU3a IO3THETO
HAKOTUICHUS TaJIOJUHUS, MMOKa3aTeliel TKAHEBOM XapaKTEPUCTUKUA U J1ehOpMaIlMOHHBIX
napaMeTpoB Muokapaa [39, 123].

B psne uccnenoBanuii npoaeMoHCTpHpoBaHbl paznuuns mexay AL- u ATTR-
aMUJIOUZ030M TI0 XapaKTEPY MO3THEr0 HAKOIUIEHUS TaJOJIMHMS, PACIPOCTPAHEHHOCTH
TPAHCMYpPaJbHOIO TMOpaXeHUsT MHOKapaa, 3HadeHusiM Mmkaiubl QALE, a Takxke
OT/ICJIbHBIM MMapaMeTpaM TKAHEBOUM XapaKTEPUCTUKU MUOKapaa [7, 56, 58, 123]. Ognako
pe3yabpTaThl  ONMYyOJMKOBAaHHBIX pabOT  OCTAIOTCS  HEOJHOPOJIHBIMH, OCHOBAaHbI
MPEUMYIIIECTBEHHO Ha HEOOJBIMX BHIOOPKAX MAIMEHTOB M 3a4acTy0 IOCBSIICHBI
aHaJU3y OTACBHBIX BU3yaIU3alMOHHBIX TPU3HAKOB 0€3 UX KOMIIJIEKCHOM OLICHKHU.

HenocrarouyHo W3y4eHHBIMH  OCTAlOTCS  JUArHOCTUYECKUE  BO3MOXKHOCTHU
COYETAaHHOTO UCIIOJIb30BaHUs napaMeTpoB pEMOJIETUPOBAHUS cepana,

PacpoCTpaHCHHOCTH IIO3JHEI0O  HAKOIUICHHA TaAOJIMHUA U JI@(l)OpMaL[I/IOHHBIX
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XapaKTepUCTUK MHUOKapja W mpeacepauit s auddepeHimaisHol  TUarHOCTUKU
pa3nmuuHbIX (opM aMuiIongo3a cepiana. Kpome Toro, B OTEUECTBEHHOW JMTEpaType
MPEJICTABICHBl €IMHUYHBIC HCCIEHOBAHUS, IMOCBSIICHHBIE CPABHUTEIBHOMY AHAIA3Y
KJIMHUYECKUX M MarHUTHO-pE€30HaHCHBIX xapakTepuctuk AL- m ATTR-amunoungosza B
paMKax €IMHON KOTOPThI MallMEHTOB.

Takum 00pa3zoM, pa3paboTka KOMIUIEKCHOIO TOAXOJa K HEUHBAa3UBHOU
nuddepennnanbion auarHoctuke AL- m ATTR-ammiiongosa cepaiia Ha OCHOBAHUM
JAHHBIX MarHUTHO-PE30HAHCHON TOMOTpa(uu MpeCTaBIsSET 3HAYNTEIHHBIA HAYIHBINA U
MpakTHIecKuid uHTepec. HeoOXoauMpl naapbHEHIe UCCIe0BaHUs, HAIIpaBJICHHbBIE Ha
ompeneneHne  HaumOosnee  umHpopmatuBHBIX ~ MPT-mapamerpoB U co3jgaHue
JIMarHOCTUYECKUX aJITOPUTMOB, IO3BOJIAIOUIUX IMOBBICUTh TOYHOCTH THUIIHUPOBAHUS

AMHIIOMTHOTI'O ITOPpAXKCHUA MHUOKapaa.
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I''TABA 2. MATEPHUAJIBI U METO/bI HCCJIEJTOBAHUA

2.1. UCTOYHHMKH JAHHBIX U XapaKTep UCCIeJ0BAHUSA

Marepuainbl HACTOSIIIETO HCCIEIOBAHUS MPEACTABISIOT COOO0N METUIIMHCKYIO
JOKYMEHTAIIMIO TAIlMeHTOB, MpoxoAuBIIUX obOcienoBanue u jeueHne B ['bY3 «I'Kb
Ne 1 mmenn H.M. Iluporosa» [lemaprameHTa 3apaBOOXpaHeHHs] ropoga MOCKBBI B
nepuost ¢ 2018 o 2025 rosbL.

dopMUpOBaHUE HCCIEAYEMOM BBIOOPKH OCYIIECTBISIIOCh W3  HECKOJIBKHX
HMCTOYHHMKOB. B mepByto ouepear aHaIM3upOBAIACh KOTOPTA MAMEHTOB, MTPOXOIUBIIAX
CKPUHMHT Ha TPAHCTHUPETUHOBBIN aMUJION103, BKIIF04YaBias 113 manueHTos.

[To pesynbraTam ckpunuHra y 17 mamueHtoB Obi1 BbisiBIeH ATTR-amunionsnos,
ay 7 — AL-amunouno3. OgHako 4acTh NAllMEHTOB HE Morja ObITh BKJIIOYEHA B
HCCIIEIOBAHUE B CBSI3M C HAJIMYMEM IIPOTUMBOINOKA3aHUM K IPOBEACHUID MarHUTHO-
PE30HAHCHOW TOMOTpaduu cepjilla, B YaCTHOCTH MPU HAIUYUU HUMIUIAHTHPOBAHHOTO
KapAUOCTUMYJIATOpPA WM HECOBMECTUMBIX IPOTE30B, a TaKXke B Clydasx
HEBO3MOXKHOCTH BbInosiHeHUs MPT 1o opraHu3aiMOHHBIM MPUYMHAM (TIPOKUBAHUE B
JPYTOM PETHOHE, OTCYTCTBME BO3MOYKHOCTH SIBKM Ha WCCIEIOBAaHUE, HaIW4YNE
MP-HEeCOBMECTUMBIX UMILIAHTHPYEMBIX YCTPOMCTB).

JIOMOJIHUTENIPHO B aHalu3 OBUIM BKJIIOYCHBI MAIMEHTHI, HalpaBJCHHbIE Ha
CKPUHMHT TIO MOBOJY rumneptpodur MHOKapaa JEBOrO KeTyJo4yka HESICHOTO reHes3a
(n = 75). B xoae 1MarHOCTUYECKOTO MOUCKA y MAIMEHTOB ¢ runeprpodueil Muokapaa
JIEBOTO KeJTyJ0UKa HESICHOT'O TeHe3a aMUJION 103 Cep/ilia ObLT UCKIIFOYEH Y OOJIBIIIMHCTBRA
oOcnenoBaHHBIX.  BepuduimpoBaHHbIMH ~ NPUYUHAMU  TUNEPTPOPUH  SIBISUTHCH
runepTpopuvecKas KapAuOMHOIIATHS, TUIIEPTOHUYECKass 00JIe3Hb Cep/Iia, a0PTAIbHBIN
cteHo3. Kpome Toro, yacth manueHToB Obljia BBISIBJICHA MPU PETPOCTIEKTUBHOM aHAJIM3E
apxuBHBIX MeAUIIMHCKUX HaHHBIX [ BY3 «I'Kb Ne 1 umenu H.W. ITuporosa» (n = 5).

B urToroBeiii aHanu3 ObUIM BKIIOYEHBI 38 MAIMEHTOB, Y KOTOPHIX B TMEPHOJ
HAOJIIOJICHUST JOKYMEHTAJIBHO YCTAHOBJICH CHUCTEMHBIM aMHUJIOWA03 C BOBJICUCHUEM

cepaga Ha OCHOBAHMHU COBOKYITHOCTHU KJ'H/IHI/IKO-J'Ia60paTOpHBIX N MHCTPYMCHTAJIbHBIX
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JAHHBIX. B 3aBUCUMOCTH OT THIIa aMUJION 1032 MANMEHTHI ObLJIM pacnpe/ieieHbl HA 1Be
rpynnsi [19]:

1)  IMTaumentsl ¢ AL-amunounaozom (n = 22);

2)  IMamuments ¢ ATTR-amunonmo3om (n = 16).

Bcem mammenTamM Ha JTame MEPBHYHOTO  OOCJEAOBAHHS  MPOBOJMIACH
KOMITJIEKCHAsI KJIMHUKO-MHCTPYMEHTAJbHASI OIIEHKA, BKJIIOYABINAS aHAJIU3 Kalo0 u
aHaMHe3a, 1abopaTopHbIE HUCCIEOBaHUS, dIIEKTpOKapauorpaduio, 3Xokapauorpaduro u
MarHUTHO-PE30HAHCHYIO TOMOTrpaduIo cep/ia ¢ KOHTpaCTUpOBaHUEM. {7151 HACTOSAIIETO
UCCJIEIOBAHUSI YKa3aHHbIC TaHHBIE ObUIM MOJYYEHBI yTEM PETPOCIIEKTUBHOTO aHAIIM3a

MeIUIMHCKON JoKkyMeHTanuu (PrucyHok 1).

./.

IMammeHTHI, 0OCIeTOBAHHEIE IO TIOBOAY NPedNoIaraesMoro aMHIOHI03a cepala
HIH THnepTpodHE MEOKapaa B I'KE Nel uM. HIL IIaporoea B lepHon
c 2019 mo 2025

\ n=193 J
¢ ! ¢
CrpuHuHT Ha ATTR- || CKpPHHHHT IIAIHEHTOE || us apXHBHOI Da3bI TAHHBIX
AMHIIOH[IO3 Cepala ¢ THOepTpodHeE MHOKApaa I'KE Nel v H M- TTuporosa

n=113 | | n=75 ] | n=5

w

OneHKa MeTHIHHCKOH JOKYMEHTAIlHH NaHeHTOB
(1aboparopHBIe, HHCTpYMeHTaIbHbIe MeToqs!l, BKmodas MPT
cepana, TTOxoKT, clIHETHrpadHI0 MHOKApa, TeMaTolIoTHIecKHe
HCCIeJOBaHHA H JIp.)

l

TarHeHTEl ¢ TOQTEEpAIeHHEIM AMETOHI030M Cepla,
BEIIOYeHHEIE B OCHOBHYIO TPYINTY HCCIeq0BaHHS
n=238

1 1

ATTR-aMHIOHTIO3

AL -aMHIOHIOS

n=16
n =22 (TpaHCTHPETHHOBEIH
(aMILTOHI03 TeTKHX Telei) P
b J \ AMHIOHI03) y,

Pucynox 1 — Cxema uccnenoBanusi. Menuana Bo3pacrta MaiieHTOB BCEH BRIOOPKH
coctaBuia 72,0 (63,0; 80,0) roma
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[Tatmentsl ¢ ATTR-aMunon1030M ObUTM CTATUCTUYECKU 3HAUUTENBHO CTapIle MO
cpaBHenuto ¢ rpynmoit AL (78,3+9,0 mer mpotuB 67,0£10,1 ner; meamana 78,5
(72,3-84,8) net u 68,5 (61,3—74,8) net coorBeTcTBeHHO; p < 0,001.

B rpynne ATTR-amunon103a 1OCTOBEpHO Yallle BCTpeYaIuch My>kuuHbI (81,2%)

1o cpaBHenuto ¢ rpynmnoi AL (40,9%) p = 0,020 (Tabauna 2).

Ta6J'II/IHa 2— I[CMOI‘pa(I)I/I‘ICCKa}I XApPAaKTCPUCTHKA ITAIMUCHTOB B 3aBUCHUMOCTH OT THIIA
aMHMJION 034

IToka3areb AL (n=22) ATTR (n =16) p
Bo3pacr, 67,0£10,1 78,3£9,0 < 0,001
cpenneexSD
Bo3spact, meauana | 68,5 (61,3-74,8) | 78,5 (72,3-84,8) < 0,001
(Q1-Q3)
Bo3spact, min—max 49-87 62-93 < 0,001
Mysxuunsl, n (%) 9 (40,9%) 13 (81,2%) 0,020

2.2. Kpurepyuu BKJIIOYEHNS] B AHAJIU3

B HCCICAOBAHNUC AHAIM3UPYCMBIX MCIUIHWHCKUX JOKYMCHTOB BKIIIOYAJIHUCH

CJIEIyIOLIUE CIIyYau:

1. Bospact naniuenToB > 18 jer;
2. Hanuune nuagopMupoBaHHOTO cOrIacusi/coryiacusi Ha 00padOTKy JaHHbIX
3. Hanuuune BepuduimpoBanHOTO AHarHo3a CUCTEMHOT0 amuioni03a (AL v

ATTR) B MEIMIIMHCKOW TOKYMEHTAIUY;

4. JIOCTYITHOCTh  pe3yJIbTaTOB AXOKapauorpaduu ¢ yKa3aHUEM TOJIIUHBI
CTEHOK JIEBOT'O KeJIyJ04YKa U MapaMeTpOB CUCTOINYECKON/INACTONMUECKON (PYHKIINH;

5. Hamuume wuccnenoBaHuss W pe3yiabTaroB  MAarHUTHO-PE30HAHCHOU
TomMorpaduu cepala ¢ OTCPOYEHHbIM KOHTPACTUPOBAHUEM;

6. Jloctym K  JaHHBIM  JJIEKTPO- H  J1aOOpaTOPHBIX  HCCIEIOBAHUM,

obecrnieunBarOMINX BepUPUKAIIMIO TUATHOCTUYECKOTO CTaTyca MalueHTa.
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2.2.1. Bepuduxanusi AMarHo3a aMuJIou103a cepaua

Bepudukanus amuiongo3a cepjilla OCYIIECTBISJIACH B COOTBETCTBUU  C
JNEUCTBYIOIUMH MEXKIYHAPOJAHBIMU PEKOMEHJAIUSIMU 10 JIMarHOCTUKE CEPJICUHOIO
aMIJIONU103a U Kapauomuonaruu [4, 115, 117].

Ha mepBom 3Tame BceM mamueHTaM MpPOBOAMUIIOCH JIabopaTOpHOE OOCiieJOBaHNE
JUTSl UCKJTFOYCHHSI MOHOKJIOHAJIBHOW TUIa3MOKJIETOYHOUW Tpoiudeparui, BKIIOUYABIICE
oTpejieieHre CBOOOIHBIX JIETKUX IeNel KMMYHOTJIOOYJIMHOB K M A B CBIBOPOTKE KPOBH
C pac4yeToOM MX COOTHOIIICHUS, a TAaKXKe EKTpodope3 OEIKOB CHIBOPOTKU KPOBU U MOUHU
c uMMmyHodukcarueil. Hamuure MOHOKJIOHAIBbHOTO O€jka WJIM TaTOJOTHUYECKOIro
COOTHOIIICHMSI CBOOOJHBIX JIETKUX IIeMeil paclleHUBAJIOCh KaK OCHOBaHUE IS
yIIIyOJIE€HHOTO FeMaToJI0TUYECKOro 00CIeIOBAHMUS.

I[Ipu mnomo3penun Ha  AL-amwiono3  MHaUEHTbl  KOHCYJbTUPOBAIUCH
remarojgoroM. Jlmarmos AL-amunonzno3a  yCTaHABIMBAICA IIPU  BBISBICHHUH
MOHOKJIOHAJIbHON MPOIYKIMK UMMYHOTJIOOYJIMHOB B COYETAaHUU C MOP(OJIOTUUECKUM
MOATBEPKICHUEM aMUJION 1032 110 JaHHBIM OUOTICUU TTOPAKEHHOTO OpraHa, MOJAKOKHOU
YKUPOBOM KJIETYATKH WJIM KOCTHOT'O MO3Ta ¢ MOCJIECAYIOIIMM UMMYHOTUCTOXUMHYECKUM
aMb0 Macc-CIEKTPOMETPUUYECKUM THUIIMPOBAaHUEM ammionga. BomiedeHue cepana
MOATBEPAKAATOCh HAa OCHOBAHWUM KIWHUYECKUX JaHHBIX, TMOBBIIIEHUS KapAualbHBIX
ouomapkepos, pesynbtaToB IKI', axokapauorpabuu u MPT cepana.

Hns  Bepuduxamuu  ATTR-amunongo3a  MCTONIB30BATUCH  PE3YJIBTATHI
cuuHTUTpaduu MHOKapaa Cc TeXHEUU-99m-MeueHbIM OCTEOTPOIHBIM
paanodapmipenapaToM U MOCIEAYOIIEH 0THO()OTOHHOW IMUCCUOHHON KOMITBIOTEPHOMN
tomorpadun (ODIKT), BHIMONHEHHBIX Ha ATalle JHATHOCTHYECKOTO OOCISHOBaHMS
nanueHToB. Hakomenue paguodapMmiipenapara B MUOKape, COOTBETCTBYIOIIEE 2 -1 WK
3-ii cTenenu Mo BU3yaubHOM 1mkasie Perugini, mpu 0TCYyTCTBUM JIAOOPATOPHBIX MTPU3HAKOB
MOHOKJIOHAJbHOW TraMMallaTUM pPacCMaTPUBAJIOCh KAK JUArHOCTUYECKUN KPUTEPUU
ATTR-amunioni03a 6€3 HEOOXOAMMOCTH IHAOMHUOKAPAUATBLHON OMOTICUH.

Hnst  muddepeHmanum  HACISACTBEHHOTO TPAaHCTUPETUHOBOTO aMUJIOHUI032

(ATTRv) u ATTR-amumougo3a gukoro Ttuna (ATTRwt) peTpocnekTuBHO
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aHAIM3UPOBAINUCH PE3YJIbTAThl MOJIEKYJISPHO-TEHETUYECKOTO HCCIEIOBAaHUs TeHa
tpanctupetuHa (TTR), BbIMONHEHHOrO B paMKax KIMHAYECKOTO OOCIeI0BaHUS

IHanmrucHTOB.

2.3. Kputepuu HeBKJIIOYEHHUS B AHAJIU3

MenunuHCKe TOKYMEHThI HE aHATU3UPOBAIIUCH B CIIydae:

1. OTCyTCTBUS PE3yJIbTATOB MarHUTHO-PE30HAHCHON TOMOTpauH CepIa;

2. Henocrarounoro o0béMa OOBEKTUBHBIX JAHHBIX JJIS TOJITBEPIKICHHUS
JIMarHo3a aMuIon103a CepIa;

3. BrIpak€HHOT0 COMYyTCTBYIOLIETO MOPAXKEHHUSI MUOKApPJAa MHOW STHUOJIOTUU
(Hanpumep, MNOCTUH(GAPKTHBIE W3MEHEHUS, 3HAYUMbIE KIJIAlAHHBIC TIOPOKH), He
MO3BOJISIONIETO IOCTOBEPHO MHTEPIPETUPOBATH BU3YyATN3AIIMOHHBIC PU3HAKHY;

4. HecooTBeTcTBUSI cTaHIapTaM KauecTBa BHU3YaJbHOTO U JIAOOPATOPHO-

MHCTPYMEHTAJILHOTO 00cieoBaHus (Hanpumep, Hu3Koe kauectBo MP-u3o0paxeHuil).

2.4. MeToabl HCCTIeIOBAHUS

AHaIM3  MEIMIMHCKOM  JOKYMEHTAallMM  MalMeHTOB  MPOBOJWJICA MO
CTaHJAPTU3UPOBAHHOMY aJITOPUTMY C TIOCJIEIOBATEIBHON OIEHKON KIMHUYECKHX,

na60paT0pHI>1x U MHCTPYMCHTAJIbHBIX JaHHBIX.

2.4.1. KnuHn4yeckue MeToIbl HCCJIe10BAHUS

[Ipu peTpoCHEeKTUBHOM aHAIM3€ MEIUIMHCKON JIOKYMEHTAIlMd OLECHUBAIN
neMorpaduyeckue XapakKTepUCTUKH IalMeHTOB (TI0JI, BO3PAcCT), JaHHBIC aHAMHE3a,
KIIMHUYECKUE TMPOSIBIICHUS 3a00JIeBaHUs, HAJMYWE COMYTCTBYIOIICH IMATOJIOTHH,
HApYLICHHUS pPUTMA U TPOBOAMMOCTH CEPJILIA, & TAKKE MTPOBOJAUMYIO0 MEIUKAMEHTO3HYIO

Teparuio.



35

Oco0oe BHHUMaHME YACNJIM NpU3HAKAM, AaCCOLUMHUPOBAHHBIM C aMUJIOUI030M
cep/ilia, BKIIIOYas MPOTPECCUPYIONIYIO CEPACUHYI0 HEJOCTaTOYHOCTh, HECOOTBETCTBHE
BBIPOKEHHOCTH TUINEPTpoPuM MHOKapJa YPOBHIO apTEPUATBHOTO  JABJICHUS,
CUHKOMNAJIbHBIE COCTOSIHUSA, JBYCTOPOHHUN CHHIPOM KapmaJbHOTO KaHajla |
nepudepuvecKyro HeHponaTuio.

JIns1 KOJIM4EeCTBEHHOM OLEHKHU COITYTCTBYIOIIEH MATOJIOTHH UCIIOIb30BAIA HHAEKC
koMmopOugHoctu CCI (Charlson Comorbidity Index). Wunexkc paccuutbiBamu st
KQKJIOTO TAlMeHTa Ha OCHOBAHWH HAJIMYHUS XPOHUUYECKHUX 3a00JI€BaHUM, OKA3bIBAIOIINX

BJIMAHHC HA IIPOTrHO3, C YUCTOM BO3pacTa O6CJIC,Z[Y€MOFO.

2.4.2. JlaGopaTopHbie METOAbI MCCJIET0BAHUS

[Ipyu  peTpocneKTMBHOM  aHaiu3e JabOpaTOPHBIX  J@HHBIX  OLIEHUBAJIU
KOHIIEHTpaluio N-KOHLEBOTO (pparMeHTa MO3roBOrO0 HATPUHYpPETHUECKOIO IMENTUia
(NT-proBNP), ypoBenb TpornonuHa I, KOHIEHTpanuoo KpeaTUHUHA ChIBOPOTKH KPOBH,
PaCUYETHYI0 CKOPOCTh KIyOOUKOBOW (UIBTpaAllUU, COJEpPKAHUE CBOOOJHBIX JIETKUX
1enei UMMYHOTJIOOYJIMHOB K U A, @ TaKXKe Pe3yIbTaThl UMMYHO(DUKCAIIMH CHIBOPOTKH
KPOBHU U MOYHU.

JIabopatopHble moKa3aTeIu UCHOIb30BAIM AJI1 BEpUPUKAIIMN TUIIA aMUJIONU1034,

OLICHKH BBIPAKEHHOCTH MOPAXKEHUSI MUOKapa U CTpaTU(UKAIIUU PUCKA.

2.4.3. DuexkTpokapauorpadus

AHaIM3UpOBAIM CTAaHJAPTHYIO BJEKTpoKapaAuorpamMMmy B 12  OTBeIEHHUSIX.
OueHuBanM aMIuIUTyAy KomruiekcoB QRS B OTBeeHUSX OT KOHEYHOCTEW W TPYAHBIX
OTBEJICHMX, HAJMYME HU3KOro BOJIbTaka KomruiekcoB QRS (cymmapnas ammiuryna
MeHee 5 MM B OTBEJICHUSIX OT KOHEYHOCTEH ), MaTOJIOTrMUECKHUX 3yO1oB Q Mpu OTCYTCTBUU

JTAHHBIX 3a MEepPEeHECEeHHbIH MH(pApKT MUOKApJa, HApYUIEHUH pUTMA U MPOBOJAUMOCTH

[11].



36

K napymenusiMm putMa oTHOCWIM (GUOPWILISALHUIO TIpeAcepAuii, K HapylUIeHUSIM

MIPOBOJIMMOCTH — aTPUOBEHTPUKYJIAPHBIE OJ0Ka bl U OJI0KAIbI HOXKEK myuka ['uca [77].

2.4.4. Ixoxapauorpadus

TpancropakanpHass  sXxokapauorpadusi  BBINOJHSIACH 1O CTaHJAPTHOMY
IPOTOKOJY B COOTBETCTBHH ¢ pekoMeHaauusMu European Association of Cardiovascular
Imaging u American Society of Echocardiography.

AHanM3UpPOBAIM TOJIIMHY MEXKKEIyJI0UKOBOW MEPEropojJKd M 3aJHEl CTEHKU
JIEBOTO KEIyJA0YKa, KOHEYHBIE NUACTOIUYECKHI W CHCTOIMYECKUN pa3Mephbl JEBOTO
KENIy04Ka, (pakiuio BeIOpoca JIEBOro Xkeiyaodka mo Merony CHUMIICOHA, MHAEKC
Macchl MMOKapjAa JIEBOTO JKeIyJouyka, OOBEeM JIEBOTO IIpelcepiaus, I0Ka3aTeiau
nuactonudyeckor ¢pynkuuu (E/A, E/e'), nanuuue nepuxkapAuaibHOTO BBINOTA, a TAKKE
IPU3HAKU BOBJIEUEHUS MPABBIX OTJIEIOB CEpLIA.

Onenka neopMallMOHHBIX XapaKTEPUCTUK MHOKapJa BBHITOIHSIACH METOAOM
nByxmepHoro  speckle-tracking-ananuza B COOTBETCTBUM C PEKOMEHIALUSIMU
ASE/EACVI [127, 128]. Ananu3 HpoBOIWIM Ha H300paKEHUSAX, TOJYUYCHHBIX W3
CTAHJAPTHBIX AaNUKAJIBHBIX YETBIPEXKAMEPHOW, JBYXKAMEPHOW M TPEXKAMEPHOU
no3uiuk npu yactote kaapoB 50—80 kaapoB B CEKYHIY.

[Tocie moOMyaBTOMAaTUYECKONW  TPACCUPOBKH  JIHAOKAPAMAIBHOIO  KOHTYypa
OCYIIECTBISIIOCH OTCICKUBAHNE aKyCTHUECKUX MapKEepOB B TEUCHUE CEPACUHOTO IIMKIIA
C IoCcHeAyIoLEel pyyHOl KOppeKIue mpu Heo0X0AUMOCTH. [ 106aIbHYI0 POIOJIbHYIO
neopmanuto neBoro kenygouka (GLS) paccuuThiBain Kak CpelHEE 3HAYCHUE

POI0JIbHOM fieopmanvii 17 CETMEHTOB JIEBOTO KEITyA0UKa.

2.4.5. MarHuTHo-pe30HaHCHAsA ToMorpadus cepauna

B HCCIICAOBAHUEC BKIIIOYAJINCh IMAIUCHTBI, KOTOPLIM B paMKaxX KIMHHYCCKOI'O

oOcnenoBaHusl Oblla BBITIOJHEHA MAarHUTHO-PE30HAHCHAs ToMorpadusi cepiama B
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otaeneHun aydeBod nuarHoctuku I'bBY3 «I'Kb Ne 1 um. H.W. ITuporosa /[I3M» Ha
tomorpadax Siemens Magnetom Vida (3,0 Ti) u Vantage Exelart Toshiba (1,5 Tx).

B xome peTpocneKTMBHOTO aHalin3a OUEHHUBAIMCH pe3ynbTarel MPT cepana,
BBITIOJIHEHHOMN o CTaHAAPTHOMY KapIMOJIOTHYECKOMY MPOTOKOITY C
IEKTPOKapauoTpadUueckod CHUHXPOHU3AIMEH ¥ 3aJCp)KKOW JbIXaHUA. Y Tpex
MalMeHTOB MCCJIEAOBaHMWE OBbUIO BBIMOJIHEHO MPH HAIMYUM HUMIUIAHTUPOBAHHOIO
MP-coBMECTUMOIO  3JEKTPOKAPAUOCTUMYIIATOPA C COOJIOJICHUEM JIEHCTBYIOIIUX
TpeboBaHM1 0E30MaCHOCTH M COOTBETCTBYIOIIETO MPOTOKOJIA MPOBEACHHUS MAarHUTHO-
pPE30HaHCHOM TOMOrpaduu.

OO0paboTka M aHaIU3 MarHUTHO-PE30HAHCHBIX M300pa)KEHUU BBIMOIHSIUCH C
UCITIOJIb30BAaHUEM CIIELMAIM3UPOBAHHOIO MporpaMMmHoro obOecrnieuenusi cvi42 (Circle
Cardiovascular Imaging Inc., Canada). CermenTtanus MuUOKapia U  Ppacuér
KOJIMYECTBEHHBIX MapamMeTPOB MPOBOJUINCEH C MPUMEHEHUEM CTaHIAPTHOTO alrOpuTMa
OCTOOPaOOTKH.

[To nTaHHBIM KMHO-TIOCTIE0BATEILHOCTEN ONPEIEIISIIA KOHEYHBIE JUACTOTNYECKUAM
U CUCTOJIMYECKUM 0OBEMBI JIEBOTO JKEIyA0uKa, Ppakinio BEIOpOca, Maccy MUOKapa 1
MaKCUMAJIbHYIO0 ~ TOJIIHMHY  CTEHOK. JIONMOJHUTENbHO  PACCUMTHIBAIA  HHACKC
pPEMOJICIMPOBAHUsI JIEBOTO JKEJIYJ0YKa KaK OTHOIIEHHWE MAacChl MHOKapjJia JIeBOTro
KEeTyI04YKa K €ro KOHEYHOMY JIMACTOJIMYECKOMY 00beMy (T/MiI).

st otteHku epopMaIrMOHHBIX XapaKTEPUCTUK MHUOKap/ia BHITIOJHSJICS aHaU3
meronoM feature tracking Ha OCHOBe KHUHO-TIOCNeqOBaTeNbHOCTEW. Onpenensauch
nokaszarenu riodanpHoM poaoasHoi (GLS), nupkynsaproit (GCS) u panuanbaoii (GRS)
nedopmaliy JIeBOTo JKeIyA04Ka, a TakkKe Mmoka3aTesu AedopMaliiu JEBOTO U MPaBOTro
MIpEACEPANN.

J1J1s1 OTICHKM TKaHEBBIX XapaKTEPUCTUK MUOKAP/Ia aHATHM3UPOBAINCH N300paKeHNs
C TO3JHMM HAKOIUICHHMEM KOHTPACTHOTO Iipernapata Ha ocHoBe ragoyunus (late
gadolinlum enhancement, LGE), mnonyuyennsie uepe3 10-15 wmwuHyT mnocne
BHYTPUBEHHOTO BBEJICHUS TaJ0OJIMHUN-COAEPKAIIEr0 KOHTPACTHOTO Mpernapara B J103€
0,1-0,2 mMonw/Kr Maccel Tena. lVccnemoBaHue BBIIOIHSJIOCHh C HCHOIL30BAHUEM

nocyenoBaTenbHoCcTe inversion recovery (IR) B nmByxkamepHO#, udeThpexkKamepHOUN
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IPOEKLHUAX U 110 KOPOTKOM OCH JIeBOTO ey iouka. Bpems unBepcuu (TI) nondupanock
VHUBUYy JIBHO IS ITOJHOTO ITOAABJICHUS CUTHAJIA OT HEM3MEHEHHOTO MUOKapAa.

[Ipu perpocnekTBHOM aHanmuze wuzoOpaxeHuit ¢ LGE omnenuBanm Hammywue,
XapaKkTep W paclpOCTPAHEHHOCTh HAKOIUIEHWS KOHTPACTHOIO IHpernapara. Beiaensiu
CyO3HIOKapAUAIIbHBI U TPAHCMYPAJIBHBIN TUIBI NO3AHETO HAKOIUIEHUS TaJ0JIMHULA, a
TakKe (PUKCUPOBATIM BOBJICUCHUE MPABOT0 JKEIYJ0UKa U CTEHOK Ipeacepauii. OTaenbHO
PErUCTPUPOBAIM CIy4Yal OTCYTCTBUS HAKOIUIEHUS KOHTPACTHOIO IIpernapara WIn
ATUIUYHBIC TATTEPHBI KOHTPACTUPOBAHHUSL.

JUIsLT  TOJlyKOJIMYECTBEHHOW  OLEHKM  PACHPOCTPAHEHHOCTU  aMHWJIOMIAHOW
uHUIbTpau ucnosib3zoBann mkany Query Amyloid Late Enhancement (QALE),
npemioxxeHHyo J.N. Dungu u coaBropamu [56]. OuieHKa BBINOJHATIACH HA 0a3aJIbHOM,
CpPEIHEM U aluKajIbHOM YPOBHSAX JIEBOTO JKEIYJOUYKa C YYETOM INIyOMHBI HAKOIUICHUS
KOHTPAcCTHOTO MpernapaTa 1 BOBJI€UEHHUs MpaBoro xemygouka (Pucynok 2). CymmapHbii
noka3zarenb QALE Bapsuposacs ot 0 1o 18 6anios, mpu 3ToM 00jiee BBICOKUE 3HAYCHUS
COOTBETCTBOBAJIM OOJbIIEH PACHPOCTPAHEHHOCTH U BBIPAKEHHOCTH aMUJIOUIAHOIO

MOpaAKCHNA MUOKap/Ja.

3 cpesa JK
BA3AJIbHbIVA OTOEN

CPEHW OTAEN

MakcumanbHbin 6ann

~— - AMUKANbHBIN OTAEN o UNReLGE =12

Likana ouenkun LGE ansa kaxporo cpesa:

O JC

i

UnpkynapHbiii NMioboir LmpkynsipHbii H PHBIN Orcyrcreve
“ v Ges WK O4arosbiin LGE +6

LGE LGE TPaHCMypPansHoro LGE
LGE Mpu Hanuuvm LGE

B NpaBoOM Xenypouke

C

Pucynok 2 — Onpenenenue nokaszarens QALE. [Tokazatens Query Amyloid Late
Enhancement (QALE) paccuutsiBaercst no uzodpaxenusim ¢ LGE na 6a3ansHoM,
cpeaneM u BepxyiedHoM otaenax JOK u IDK [56]
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2.4.6. PaauoHyK/JIMJIHAS TUATHOCTUKA

B paMKax PETPOCIIEKTUBHOTO aHaam3a MEIULIMHCKON
JOKyMEHTAIlMU  OIEHWBAJIMCh  pE3yJbTaThl  CHUHTUTpaduu  MHUOKapaa  C
TeXHEIMN-99m-MeueHbIMU OCTEOTPONHBIMH paauodapmmnpenapatamu ("99mTc-DPD,
A99mTc-PYP, "99mTc-HMDP), BoImoIHEHHON Ha 3Tane KIMHUYSCKOro 00CIeA0BAHUS
MalMEeHTOB.

CreneHnb HaKOIIIEHUs paguodapmipenapaTta B MUOKap/e OLIEHUBAIA BU3yaIbHO
o mkaie Perugini, o0CHOBaHHOM Ha CPaBHEHUU UHTEHCUBHOCTH HAKOIICHHS B MUOKap/ie
M KOCTHOM TKaHW. BplIensnu dyerblpe CTENEeHW HakomieHus: oT 0 (OoTCyTcTBHE
HAKOIUJICHUSI B MUOKap/ie) 10 3 (MHTEHCUBHOE HAKOTUICHHE B MHUOKap i€, MPEBLIIIAIOIICE
HaKOIIJICHHE B KOCTHOM TKaHu) [115].

Hakomnenune pamuodapmnpenapata 2—-3 creneHu no Imkaie Perugini mpu
OTCYTCTBUU 1a00paTOPHBIX MPU3HAKOB MOHOKJIOHAJIbHOM raMManaThuu
paccMaTpuUBaIoCh Kak nuarnoctuueckuid kpurepuit ATTR-amunonnosa B COOTBETCTBUM
C COBPEMEHHBIMU MEXKIYHAPOJHBIMH peKoMeHAanusMu U anroputMom Gillmore u
coaBtopos [115, 117].

[Ipu nHakorenun paguodapmmpenapata 0—1 cTeneHW WWIK BBISBICHUH
MOHOKJIOHAJILHOTO O€JIKa Pe3yJIbTaThl CIIUHTUTPA(UU CUUTAINCH HEIMArHOCTUYECKUMU
s ATTR-amunongo3a W MHTEPHPETHPOBATUCH B KOMIUIEKCE C  JIAHHBIMU

71a060paTOPHBIX, MOPGHOJIIOTHYECKUX M MHCTPYMEHTAILHBIX METOIOB UccieaoBanus [148].

2.5. Crarucruyeckasi 00pad0TKa MOJYYCHHBIX JAHHBIX

Cratuctuueckas 00paboTKa JaHHBIX MPOBOAWIACH C  HCIIOJIB30BAHUEM
nporpammuoro obecrieuenus IBM SPSS Statistics Bepcuu 27.0 (IBM Corp., CIIIA) u
s3bIKa iporpamMmmupoBanust Python 3 (6u6nuorexu Pandas, NumPy, SciPy, Scikit-learn u

Matplotlib).
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YuuThiBas peAKyl BCTPEUAEMOCTh aMHJIOMA03a CEp/lla, B UCCIEJOBaHUE ObLIN
BKJIFOUYEHBI BCE MalUeHTHI ¢ BepuduiupoBanubiM AL- u ATTR-amunonnozom cepaua,
COOTBETCTBOBABIINE KPUTEPUSIM BKIIIOYEHUS U HUCKIIOUCHHUS 3a MEpPUOJ HAOIIOJACHUS.
dopMupoBaHUE BEIOOPKU OCYIIECTBIISIIOCH METOIOM CILIOMIHOTO 0TOopa. HecMoTpst Ha
OTPaHUYCHHOE YHCIIO HAOMIOACHUH, 00beM BEIOOPKH SIBIISICTCS PETPE3CHTATHBHBIM TSI
OJTHOLIEHTPOBOI'O ~ MCCIIEIOBAHUSI PEAKOro 3a0O0JIeBaHMsI W TO3BOJWJI  PELINUTH
MOCTaBJICHHBIC 3a/1a4H.

[IpoBepky pacmpeneneHusi KOJUYECTBEHHBIX TEPEMEHHBIX BBINOJHSUIM €
ucrons3oBanueM  kpurepus — [lanupo—Yunka.  KosnuecTBeHHbIE — MOKa3aTeNH
MIPE/ICTABIICHBI B BUJIE MEAMAaHbI M MEKKBapTHIIbHOTO HHTEpBasia Me (Q1; Q3). Jlns psna
MapaMeTpoB JOTOJHUTEIIBHO TPUBOJWINCH CpEeAHEEe 3HAUYCHHE U CTaHAapTHOE
otkiaoHeHue (M+SD).

CpaBHeHHE KOJIMUECTBEHHBIX MOKa3aTelel MeXIy HE3aBUCUMBIMU TpyHraMu
MPOBOAWIM C HCMOJb30BAHUEM HEMApaMETPUUECKOTO KpuTepus MaHHa—YUTHH.
KareropuanbHbie mepeMeHHbIE MPEACTABICHBI B BHUJE a0OCONIOTHBIX 3HAYCHUM U
nosert (%); uX CpaBHEHHUE BBIMOJHSIN C UCIOIB30BaHUEM TOYHOTO Kputepust duriepa.
KareropuanbHble nepeMEHHbIE aHATU3UPOBAIIMCH C MpUMEHEHUEM Kputepus x> [lupcona
WJIU TOYHOTO KpuTepus duiiiepa B 3aBUCUMOCTH OT 00BhEMa BHIOOPKHU.

JInarHoCTUYECKYI0 3HAYMMOCTh UCCIICIyEeMbIX MOKa3aTeiel OlIEHUBAIM METOI0M
ROC-anamm3a (Receiver Operating Characteristic) ¢ pacdyeToM TUIOMIAJA TIOJ
ROC-kpuBoit (AUC), 4YyBCTBUTEIBHOCTH, CHEHU(UUHOCTA U  OIpeJeieHUEeM
ONTHUMAaJIbHBIX TTOPOTOBBIX 3HAYEHM [19].

KoppensimoHHbIii aHaiu3 BBIMOJHSJICA C HCIOJIB30BaHHEM K03 UIIMEHTA
koppensiiuu  [lupcoHa mpu  HOpMaIbHOM pachpenesieHur Jubo KodhduimeHta
CnupmeHa npu ero OTCyTCTBHH.

MexnabntoaresbHas BOCHPOU3BOJIMMOCTh OIEHUBAJIACh C HCIOJIb30BaHUEM
koa(pdurmenta BHyTpukiaccoBor koppemsiiuu (ICC) wnmm xoadpduumenta x (mpu
aHaJIN3e KaTeropuagbHbIX JaHHBIX).

Pa3znuuus cyuTanuch CTATUCTHUYECKM 3HAYMMBIMU IIpH YpPOBHC 3HAYHMMOCTHU

p <0,05.
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I')TABA 3. PE3YJIBTATDI

3.1. O0mas KIMHUKO-AeMOrpaguuecKas XapaKkTepuCTHKA HUCCJIeyeMOl BbIOOPKH

B wuccnenoBanme ObUIM BKITIOYEHBI 38 TMAIMEHTOB C BEpUPHUITUPOBAHHBIM
aMUJIOUJI030M cepAma, u3 KoTopbix 22 (57,9%) mnamnuieHTa COCTaBWIM TPYIITY
AL-amunouniosa, a 16 (42,1%) — rpynny ATTR-amunouniosa.

Cpenn narmuentoB ¢ ATTR-amunmonnozom y 14 (87,5%) Obu1 muarHOCTHpPOBaH
ATTR-amunonno3 mpuxoro tuna (ATTRwt), y 2 (12,5%) — HaciencTBEHHBIN BapHaHT
3a0oneBanus (ATTRvV), noaTBepKAEHHBIN pe3yJibTaTaMU MOJIEKYJIIPHO-T€HETUYECKOTO
VICCJIEIOBAHHSI.

B rpynne AL-amunonnosay 3 (13,6%) narueHTOB aMuIou 103 ObLT aCCOIIMUPOBAH
C MHOXECTBEHHOM wmwuenoMo, y 1 (4,5%) mnauumeHta — ¢ MakporjioOyiIuHeMuen
Banbnencrtpema. Y OCTalbHBIX MAIlMEHTOB JUArHo3 ObUT yCTaHOBJIEH Ha (GoHE
MOHOKJIOHAJbHOM IUIa3MOKJIETOYHOM JUCKpa3uu 0€3 KpUTEPUEB MHOXKECTBEHHOMN
MUETIOMBI.

Cornacno cucreme cragupoBanusi Mayo Clinic I ctagus AL-amunounosa Obuia
BoisiBsieHa y 4 (18,2%) mauuenTos, Il craaus —y 16 (72,7%), 11l ctagusa —y 2 (9,1%)
MalKeHTOB.

Haunboiiee yacThiM NEpBBIM KIMHUYECKUM MPOSIBJICHUEM 3a00JI€BaHUS SBIISIIUCH
CUMIITOMBl XPOHHYECKOW CEpACHYHOM HEIOCTATOYHOCTH, 3apErHCTPUPOBAHHBIE Y
25 (65,8%) nauuentoB. BHecepaeunsbie nposiBiieHUs BoIsIBIEHBI y 13 (34,2%) nanueHToB
Y BKJIIOYAIM CUHAPOM KapmajlbHOTO KaHala, Nepu(epuyecKyro MOJMHEUpPONaTHIo,
CTEHO3 IMO3BOHOYHOTO KaHajla W MpOTeMHypuro. Y ojaHoro mamueHta (2,6%) nebroT
3a00sIeBaHUs OBLT MPE/ICTABIICH MAaKPOTJIOCCUEH.

Cpoku OT TMOSIBJCHUS TIEPBBIX CHUMIOTOMOB JI0 YCTAHOBJICHHUS JHarfosa
npencrasienbl B Tabmune 3. Jlanaple Obud goCTymHBI it 34 w3 38 mMaIMeHTOB.
Menuana  BpemeHu g0  BepuduKanuMu ~ adarfo3a B 0o0mied  rpymnme

coctaBuia 1,0 (0,36; 1,90).
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Ta6J'II/II_Ia 3- CpOKI/I OT IMOABJICHUA IICPBbIX CUMIITOMOB JO YCTAHOBJICHHA JUArHO3a y
MNaguCHTOB C KapJUAJIbHBIM aMHJIONI030M

IToka3arTean 3HayeHue
Cpok 710 1Mar{Hosa, JetT 1,0 (0,36; 1,90)
AL, cpok 710 1MarHosa, Jet 0,71 (0,33; 1,31)
ATTR, cpok 10 n1uarHosa, JeT 1,0 (0,73; 1,99)

3.2. CpaBHHMTE/IbHBIN AHAJIN3 KIMHUYECKHUX U JJA00PATOPHBIX NOKa3aTeJeld Npu

AL- amuaounnoie u ATTR-amuiiongose

B rpynne AL I xitacc BeisiBnen y 27,3% nauuenTos, 11 —y 45,5%, Il —y 27,3%; B
rpynne ATTR I kiace He 3apeructpuposan, 11 —y 50,0%, III — y 50,0% nauueHToB.
CTaTUCTHYECKH 3HAYMMBIX pa3IMuuMid B pacnpeacsieHuH (YHKIMOHATIBLHOTO Kiacca
NYHA wmexay rpynnamu He BbisiBiieHO (p = 0,058).

Pacnpenenenrie  malMeHTOB MO CTaAWsIM  XPOHHMYECKOM  CEpAEYHOU

HEJIOCTATOYHOCTH MpejicTaBieHo B Tabnuiie 4.

Tabnuua 4 — Pacnipenenenrie maleHToB M0 CTaAUsIM XPOHHUUECKOU CepAeHHON
HEJOCTATOYHOCTH

Cragus XCH AL (n=22) ATTR (n = 16)
I, n (%) 2 (9,1%) 0
1A, n (%) 13 (59,1%) 9 (56,3%)
1B, n (%) 7 (31,8%) 7 (43,7%)

B ob6eux rpynmax mnpeoOmamanu mamueHTtsl co IIA um IIb crammsmu XCH.
CratucTuyecky 3HAYUMBIX pa3Inuuil B pactpeneneHuu ctaanii XCH mexay rpynnamu
He BbisBieHO (p = 0,401).

Pe3ynbTaThl ~ CpPaBHHUTEIBHOTO  aHalM3a  KIMHUYECKHX  XapaKTEPUCTUK
npezacTaBieHbl B Tabnuie 5. CTaTUCTUYECKH 3HAYUMBIC PA3IMUUs MEXAY TpyrnnamMu
BBISIBJICHBI TOJIBKO B OTHOIICHWM TMPOTEUHYPUHU, KOTOpas JOCTOBEPHO 4Yallle
peructpupoBaiachk y nauueHToB ¢ AL-amunounaozom (p < 0,001). Yactora cepaeyHo
COCYJIUCTBIX TPOSIBICHUM, OSKCTpaKapJUaJbHBIX CHMITOMOB U COMYTCTBYIOIIUX

3a00J1€BaHMi B OCTAJILHBIX ClIy4dasiax CTATUCTUYICCKU 3HAYMMO HC pa3indaiacChb.
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Tabnuua 5 — CpaBHUTENbHAS KJIMHUYECKAsl XapaKTEpUCTUKA NMaIllueHToB ¢ AL- u

ATTR-ammongozom

IHoka3areuanb AL (n=22) ATTR (n =16) p
CepieqHO-COCYTUCTHIE MPOSIBJICHUS
Oubpmsinus npeacepauii, n (%) 8 (36,4%) 9 (56,2%) 0,324
Cumntomsl cteHOKapan, n (%) 1 (4,5%) 2 (12,5%) 0,562
Hannuue nummiantupyemoro 9KC, n (%) 2 (9,1%) 1 (6,3%) 1,000
[Tepenecennsblit nHMApKT MUOKapIa B 2(9,1%) 3 (18,8%) 0,632
anamuese, n (%)
YKB B anamuese, n (%) 2 (9,1%) 4 (25,0%) 0,217
JDKCTpaKapauaIbHbIe MPOSABICHUSA
Cunipom KapnajibHOro KaHazia, n (%) 0 (0,0%) 2 (12,5%) 0,171
[lepudepuyeckas noauHeponarus, n (%) 3 (13,6%) 4 (25,0%) 0,425
[Tporeunypwus, n (%) 19 (86,4%) 1 (6,2%) <0,001
Creno3 no3BOHOYHOrO KaHana, n (%) 0 (0,0%) 1 (6,2%) 0,421
KomopOuaHbie cocTossHus
AptepuanbHas runeprensus, n (%) 10 (45,5%) 7 (43,8%) 1,000
Nmemnueckas 6one3Hb cepaua, n (%) 5 (22,7%) 7 (43,8%) 0,289
CaxapHnbiii muader 2 tuma, n (%) 4 (18,2%) 1 (6,2%) 0,374
OcTtpoe HapylIeHHEe MO3TOBOTO KPOBOOOpAIIICHHS 2 (9,1%) 1 (6,2%) 1,000
B aHamHese, n (%)

Nunexc xomopOumnoctu Charlson Obun Beime y mamueHtoB ¢ ATTR-
aMWJIOUJIO30M IO cpaBHEeHHIO ¢ AL-amumoungozom (5,06+2,14 nporuB 3,59+1,89
COOTBETCTBEHHO), OJIHAKO pa3JIMUMUsl HE JOCTUIIIM CTAaTHCTHYECKOM 3HAYUMOCTH
(p = 0,058).

[Ipu  cpaBHUTENIBHOM  aHamu3e  Kapauocnenupuyecknux  OMOMapKepoB
CTATUCTUYECKH 3HAYMMBIX Pa3IU4Mil MEXTy TpYIITaMH BEISIBICHO He ObuTo. MeanaHa
ypoBHsi NT-proBNP cocrasuna 2983,0 (980,5; 8040,5) nir/mi B rpynne AL-amunounaosa
u 3822,0 (2807,5; 9205,0) nr/mn B rpynmne ATTR-amunonnosa (p = 0,323). YposeHs
TponoHuHa I Takxke ObuUT corocTaBuM Mexay rpynmnamu (p = 0,950).

CTpyKkTypa MEIMKaMEHTO3HOW Tepanvy TMalUeHTOB HAa MOMEHT BKIIIOYCHHS B

HccIIeIOBaHUE MpeJicTapieHa B Tadure 6.
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Tabnuma 6 — CpaBHUTEIbHAS XapaKTEPUCTHKA MEIUKAMEHTO3HOM Teparuy MallieHTOB C
AL- u ATTR-amMuion1030M Ha MOMEHT BKJIFOUEHHUS B MCCIIEIOBAHUE

I'pynna npenaparos AL (n=22) ATTR (n=16) | p-value
[letnesble auypetuk, n (%) 10 (45,5%) 13 (81,2%) 0,043
Bera-aapenobiokaropsl, n (%) 10 (45,5%) 9 (56,2%) 0,743
WNuruburopsl AIIO/BPA/APHU, n (%) 7 (31,8%) 9 (56,2%) 0,188
AnTHKOAryIsiHTHL, n (%) 7 (31,8%) 7 (43,8%) 0,510
Wuruburopst SGLT2, n (%) 4 (18,2%) 7 (43,8%) 0,147
AHTaroHUCThl MUHEPAJTOKOPTUKOUIHBIX 9 (40,9%) 10 (62,5%) 0,325
perentopos, n (%)
Cratunsl, n (%) 13 (59,1%) 10 (62,5%) 1,000
Antuarperanrsl, n (%) 4 (18,2%) 2 (12,5%) 1,000
Tadamuauc, n (%) 0 (0,0%) 13 (81,2%) <0,001

[Tammenter ¢ ATTR-amunonmo3oM damie MOIy4Yaldyd TMETIEBBIE TUYPETHKH
(p = 0,043) u cneruduyeckyro nMaroreHeTUUecKyro Tepanuio Tadhamuarucom (p < 0,001).
YacTtoTa Ha3HAYEHHUsS] OCTAJBHBIX TPYMI MPEMapaToB CTATUCTHUYECKHA 3HAYMMO HE

pa3indyaliacChb.

3.2.1. XapaKTepuCTHKA NANUEHTOB C runeprpodueil MUOKapaa 0e3 NPU3HAKOB

KapaAvajJdbHOIro aMHJionao3a

B pamkax CKpUHMHTOBOTO JTama MCCIEIOBAHUSA JOIMOJHHUTEIBHO ObLIN
MpOoaHaIN3UPOBAHBI JaHHbIE 75 MalMEeHTOB ¢ runepTpoduelt Muokapaa 6€3 Mpu3HaAKOB
KapAuaJbHOrO aMuionao3a. B wuccimenyemyro rpymmy Bouuid 45 MAlMEHTOB C
runeprpopudeckoil kapauomuonatuet u 30 MalMEHTOB C rumnepTpodueil JIeBoro
JKEIIyJJ0UKa TUIEPTEH3UBHOTO reHe3a. Pe3ynbraThl CpaBHUTEIBLHOIO aHalu3a KIMHUKO-

neMorpaduuecKnx XapakTepUCTUK MpeacTaBieHbl B Tabmure 7.

Tabnuua 7 — KnuHuko-aemMorpaguueckas XxapakTepUCTHKa NAMEHTOB ¢ TUIIEpTpopueit

JICBOT'O KCIIYJOYKaA oe3 IMPHU3HAKOB KapAHaJbHOT'O aMHJIONA03a
IToka3arenb I'KMII (n = 45) I'TJIK (n = 30) p
Bospacr, net 56,0 (48,0; 66,0) 65,5 (53,5;71,0) 0,035
Myxxunssl, n (%) 20 (44,4%) 20 (66,7%) 0,065
ApTtepuanbHas runeprensus, n (%) 22 (48,9%) 11 (36,7%) 0,348
Oubpmmsiius npeacepanii, n (%) 14 (31,1%) 9 (30,0%) 1,000
Caxapnbriii tuadet 2 tumna, n (%) 4 (8,9%) 3 (10,0%) 1,000
OHMK B anamuese, n (%) 2 (4,4%) 4 (13,3%) 0,210
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[Tponomxenue Tabmuiib 7

[Tepenecennsblii uHGapkT Muokapa, n (%) 9 (20,0%) 3 (10,0%) 0,341
Cumnromsl cteHoKapanu, n (%) 3 (6,7%) 3 (10,0%) 0,678
XCH no NYHA

I ®K, n (%) 5(11,1%) 2 (6,7%)

II @K, n (%) 13 (28,9%) 4 (13,3%) 0,574
11 @K, n (%) 2 (4,4%) 2 (6,7%)

[TariueHTHI ¢ TUnIepTpOodUEH JIEBOTO JKETyA0YKa TUIIEPTEH3UBHOTO TeHE3a ObLIN
JIOCTOBEPHO CTapllie MalMeHTOB ¢ runeptpoduueckoi kapauomuonatuei (p = 0,035).
[Io ocTalbHBIM KJIMHUYECKUM XapaKTEPUCTUKAM, BKJIOYAs PacIpOCTPAHEHHOCTh
apTepUaIbHOW TUMEpPTEeH3UU, (QUOPpWIUISIUM Tpencepauid, caxapHOro jauadera,
UIIEMUYECKON OO0JIe3HH cepllla U IMEPEHECEHHBIX CEepAECYHO-COCYTUCTBIX COOBITH,
CTATUCTUYECKHU 3HAYMMBIX PA3JIMUMi MEXy IPYIIaMu BBISABICHO HE ObLIO.

JlabGopaTopHble U 3IIEKTpOKapauorpaduyecKue XapaKTePUCTUKH IalMEHTOB

npejcTaBiieHbl B Ta0mure 8.

Tabnuua 8 — JlabopaTopHbIE U ANEKTPOKapAUOrpapruuecKue XapaKTEPUCTUKH MALUEHTOB
c runeprpodueil Muokapaa 6€3 NpU3HAKOB KapAUAJIbHOTO aMHIJION103a

IHoka3aresab I'KMII (n = 45) I'TJIK (n = 30) p
NT-proBNP, nr/mn 1032,0 (472,3; 3127,0) 573,0 (150,0; 1048,5) 0,177
TpononuHn I, Hr/mn 0,041 (0,024, 0,198) 0,023 (0,015; 0,030) 0,178
briokana mpaBoit HOKKHU 3 (6,7%) 2 (6,7%) 1,000
nyuka ['uca, n (%)
briokana neBoit HOXKH MMy4YKa 1(2,2%) 2 (6,7%) 0,560
T'uca, n (%)

AB-6nokana I crenenn, n (%) 5(11,1%) 2 (6,7%) 0,695
Hannuue 2 (4,4%) 1 (3,3%) 1,000
UMIUIAHTHPOBAHHOTO

9KC, n (%)

[TaTonornyeckue 3yO1sr Q 3 (6,7%) 0 0,270
pu orcyrcteun IM B

anamuese, n (%)

[Ipu ananmuze kapauocnenupuUYecKux OMOMAPKEPOB CTATUCTUYECKU 3HAYMMBIX
pa3auuuMi  MeXAy ~ Trpylmamud  BbIsiBIEHO He  Obuto.  [lo  OOJbIIMHCTBY
ANEKTpOKapIMorpadUuecKuX Mmoka3aTesel rpymbl TAKXKe ObUTH COMTOCTABUMBI.

CtpykTypa MeIMKaMEHTO3HOM Tepanuu MarMeHToB npeacraBieHa B Taomuie 9.
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Tabnuua 9 — MeaukaMeHTO3Hasl Tepanusl MalMeHTOB ¢ runeprpodueid Muokapaa 6e3
IIPU3HAKOB KapJAHAJIBHOIO aMUJION 1032

IIpenapar I'KMII (n =45) I'TJIK (n = 30) p
[letnesble nuypetuk, n (%) 7 (15,6%) 3 (10,0%) 0,731
Bera-aapenobiokaropsl, n (%) 24 (53,3%) 15 (50,0%) 0,817
u AII®/BPA/APHU, n (%) 22 (48,9%) 20 (66,7%) 0,158
AHTaroHUCThI 5(11,1%) 7 (23,3%) 0,203

MUHEPATOKOPTHKOUTHBIX
penentopos, n (%)

WNuruburopst SGLT2, n (%) 4 (8,9%) 5 (16,7%) 0,470
AHTHKOAryJISIHTHL, n (%) 11 (24,4%) 7 (23,3%) 1,000
Antuarperastsl, n (%) 8 (17,8%) 7 (23,3%) 0,570
Cratunsl, n (%) 18 (40,0%) 14 (46,7%) 0,637

BOABIIMHCTBO MAaLIMEHTOB MOJyYaJId TEPANHUI0 B COOTBETCTBHHM C MMEIOLIEHCSA
CEPJIEYHO-COCYTUCTOM MATOJOTMEN M KIMHWUYECKMMH PEKOMEHJALUSMU IO BEJIECHUIO
XpPOHUYECKOM CcepAeYyHON HeaocTtaroyHocTu. Hawmbosiee wacTto HazHayanuch Oerta-
anpeHoOnokaropbl, uHrHUOuTOpel  AllD-010KaTOpsl  PENENnTOpPOB  AHTMOTEH3HHA
[I/aHTHOTEH3UH-PELIEITOPHBIE ~ HENPWIM3UHOBbIE  WMHTMOUTOPBI W CTATHHBI.
CraTuCTUYECKH 3HAYMMBIX Pa3jIHu4did B CTPYKTYpEe MEIMKAMEHTO3HON Teparuu MEXKy
NalUEeHTaMU C TUNEPTPOPUYECKONH KapauoMuonaTHe u runepTpoduei JIeBoro

JKCIIyJOUYKa THIICPTCH3UBHOTO I'CHE3a BBISIBJICHO HC OBLTI0.

3.3. CpaBHHMTE/IbHBIN AHAJIU3 YJIEKTPOKapaAnorpadpuveckux usmMenenuii npu AL- n

ATTR-amusiongose

Pe3ynbTaThl CpaBHUTEIBLHOTO aHAJIN3A AIEKTPOKAPANOTPAPUIECKUX U3MEHEHUH Y
nanueHToB ¢ AL- u ATTR-amunmono3zom npeacrasiensl B Taobmuie 10. CtatucTudecku
3HAQYMMBIX PA3JU4Yuil MO OOJIBIIMHCTBY JJIEKTpOKapauorpaduueckux IMoKa3arenen
MEXJy  TpyIIaMH  BBISIBIICHO He  ObLIO. EQuHCTBEHHBIM  TIPU3HAKOM,
MPOAEMOHCTPUPOBABIIIUM MEKTPYTIOBBIC pazauyus, SIBJISIIOCH HaJIN4Ine
MaToJ0THYeCKuX 3y01oB Q nmpu OTCYTCTBUU MH(APKTAa MHOKAp/ia B aHAMHE3€, KOTOPOE
JIOCTOBEPHO Yallle BCTpeyanoch y manueHtoB ¢ AL-amumnonnozom. HactoTta HHU3KOTO

BOJIbTaXKa KOMILJIEKCa QRS, HapyLICHUN BHYTPHKEITY I0YKOBOU "
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QJICKTPOKAPAUOCTUMYJIATOPA OBLIN COIMOCTAaBUMBI MCXKAY I'pYIIIIaMHU.

a4 TaKKC HaIWM4Yue HMILUIAHTHPOBAHHOI'O

Tabmuna 10 — CpaBHUTENBHBIA aHATIU3 JIEKTPOKApAUOTrpadUUECKUX U3MEHEHHUU Mpu

AL-u ATTR-amunonnose

IHoka3areanb AL (n=22) ATTR (n =16) p
Huskuit BombTaxk QRS 9 (41%) 6 (38%) 1.000
biiokana mpaBoit HOkKM myuka ['uca 2 (9%) 2 (13%) 1.000
biiokana BeTBU JieBOM HOXKHU ydKa ['nca 5 (24%) 4 (25%) 1.000
[TaTtonmornyeckue 3yOunr Q* 12 (57%) 3 (19%) 0.041
NmnnantupoBanubiii OKC 2 (9%) 1 (6%) 1.000
AB-6mokana I crenenn 4 (19%) 5(31%) 0.458
[Ipumeuanue. * — [laTomoruyeckue 3yOusl Q Mpu OTCYTCTBUU MH(pApKTa MUOKap/ia B aHaMHe3e.

3.4. DxokapauorpagpuyecKkme XapaKTepuCTHKHU MOPAKEHUSI MHUOKApAa

AHanu3  sxokapauorpauueckux —IMokazareied  MpOAEMOHCTPUPOBAN  Psij
CTATUCTUYECKHU 3HAYUMBIX paznuduil Mmexay rpynmnamu (Tabmumna 11).
Tabmuma 11 — Oxokapauorpaduueckue mokazarenu y nanueHToB ¢ AL- u ATTR-
aMHJIOUJI030M
IToka3zarenn AL Me (Q1; Q3) ATTR Me (Q1; Q3) p
MXKII, Mm 14.0 (12.8; 16.3) 17.0 (16.0; 19.0) 0.001
3CJDK, MM 13.0 (11.8; 14.0) 15.5 (13.8; 17.0) 0.007
Opakuus BeIOpoca, % 57.5 (55.3; 63.5) 55.5(53.3; 58.8) 0.169
GLS, % —9.2 (-10.6; -6.5) —11.2 (-13.3;-9.3) 0.247
WNunexcupoBanusiii 06bem JIIT, mn/m? 35.9 (31.8; 39.0) 43.4 (38.8; 46.0) 0.006
NunexcupoBannsiii 00bem 111, mi/m? 31.0 (28.5; 35.5) 37.0 (31.0; 40.0) 0.173
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[Tnomane nmpaBoro npeacepaus, cm> 20.0 (15.0; 20.6) 18.8 (15.4; 21.8) 1.000

Cucronnyeckoe JaBJICHUE JIETOYHON 36.0 (26.0; 45.0) 33.5(30.0; 36.3) 0.821

apTepUH, MM PT. CT.

MuTtpanpHas perypruraunus, CTeleHb 1.0 (1.0; 2.0) 2.0 (1.0; 2.0) 0.642

TpuxkycnuganbHas perypruTaius, 1.0 (1.0; 2.0) 1.0 (1.0; 1.3) 0.528

CTCTICHb

JlerouyHnas perypruranus, CTereH 1.0 (1.0; 1.0) 0.0 (0.0; 1.0) 0.047

AopTalibHasi perypruTanus, CTerneHb 0.0 (0.0; 1.0) 1.0 (0.0; 1.0) 0.201

Huacronuueckas AUCYHKIHS, 2.0 (1.0; 3.0) 2.0 (2.0; 3.0) 0.727

CTEIICHb

Cpenuuii fuameTp mpaBoro 2.8(2.7;3.0) 2.9(2.7;3.1) 0.460

KEIyJI0YKa, CM

TAPSE, cm 1.9 (1.3;1.9) 1.8 (1.5; 1.9) 1.000
[Ipyu  cpaBHUTENBHOM  aHaIW3e  dXOKapauorpadpuueckux  IoKazaresen

CTAaTUCTUYECKA 3HAYMMBIC pA3JIM4Ms MEXKAY TPYINIIAaMUA BBISIBJICHBI B OTHOIIECHUU
TOJIIMHBI MEXIKEIYIOYKOBOM TMEPEropoJIKM, TOJIIUHBI 3aJHENM CTEHKU JIEBOTO
JKETyA0YKa U MHJIEKCUPOBAHHOIO 00bEeMa JIEBOTO MpeIcep/insi, KOTOPhI€ ObLIU BBIIIC Y
nanueHToB ¢ ATTR-amunongo3zom no cpaBHenuto ¢ AL-amunougoszom (p = 0,001,
p=0,007 u p =0,006 COOTBETCTBEHHO).

dpakuus BEIOpOca JEBOTO KeIyAouKa M MOoKa3aTeNlb rI100aIbHOTO MPOI0ILHOTO
CTpeiiHa CTaTUCTUYECKU 3HAYMMO HE Pa3IMYyaINCh MEXKIY rpynmnamu. Takxke He ObLIO
BBISIBICHO CTAaTUCTUYECKU 3HAYMMBIX pA3JIMUYMid MO TOKA3aTeNsiM MpPaBbIX OTAECIOB
ceplilia, CTENEHH MUTPAIBHOW M TPUKYCIHUAAIbHON PErypruTauud, CUCTOJIUYECKOMY
JIaBJICHUIO B JIECTOYHOM apTepun u nokazarento TAPSE.

Jlerounas peryprurauusi JOCTOBEPHO Yallle BBISBISUIACH Y IALMEHTOB C
AL-amunounozom (p = 0,047).

JImg  OLlEHKM JMarHOCTUYECKOM 3HAYMMOCTH TOJUIMHBI  MEXIKEITYIOYKOBOM
MIEPETOPOJIKH U 3a/IHEM CTECHKHU JIEBOTO JKelyA0uka B TudPpepeHImaibHON TUarHOCTUKE

ATTR- u AL-amunono3a 6611 BeinosiHeH ROC-ananu3 (Pucynok 3).
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ROC-kpuBbie 3xokapauorpadpuyeckux nokasarenemu
ans sebiseneHna ATTR-amunounposa

100 -

80 -

TonwwmHa MXKT

R AUC = 0,823
'.g' OnTuManbHbli nopor 2 16 MM
g 60 - YyecTeutensHocTs: 87,5%
E Cneumnduurocts: 70,0%
e
g a6 TonwwunHa 3CITXK
o AUC = 0,763
E, OnTuManbHbli nopor = 14 MM
T o —— Tonuwmua MXI YyscTutensHocTb: 75,0%

20 | il (AUC = 0,823) Cneuuduurocts: 70,0%

—— Tonwuua 3CIDK T -
il (AUC = 0,763)
,/' — == JIMHUA cny4yanHoro nporHosa
g (AUC =0,5)
o — T T T T 1
0 20 40 60 80 100

1 - CneuunduyHocTb, %

ROC - receiver operating characteristic (xapakTepuctnyeckas kpusas onepatopa);
AUC - nnowaab noa ROC-kpusor; MXIT — mexxokenynoukosas neperopoaka; 3CJ/IK — 3aaHAA CTE@HKa NeBOro Xenyaouka.

Pucynok 3 — Jluarpamma. ROC-kpuBbI€ TONIIMHBI MEXIKEITYI0YKOBOM MEPETOPOJIKU U
3aJHEW CTEHKH JIEBOTO Kenynouka st quarnoctuku ATTR-amunonnosa

HauGonpmelt auarnoctudeckoit 3¢@exktuBHOCTRIO oOmanana tommuua MIKII
(AUC = 0,823), mpeBocxoauBias 3CJDK (AUC = 0,763). IloporoBoe 3HaueHue
tomuuHabl MXKII > 16 MM obecrieunBano 4yBCTBUTENBHOCTh 87,5% 1 crieunuuHOCTh
70,0% nmg BeBaeHUsT ATTR-ammnompmosa, Torma kak jiug  tommmHel  3CJDK

ONTUMAJIBHBIM SIBJISIIIOCH 3HaUY€HUE > 14 MM (4yBCTBUTENBHOCTH 75,0%, cienunuiHOCTh

70,0%).

3.5. MopdopyHkuuoHaabHbie Nokazareau mo 1anaibiMm MPT cepaua

JIns olleHKH OCOOEHHOCTEH CTPYKTYPHOT'O PEMOJICIMPOBAHUS MHUOKapjaa Mpu
pa3MUYHBIX  TUIMAX  aMWJIOWJ03a OBUT  BBINOJMHEH  CPaBHUTEIBHBIM  aHAIH3
MopbhodyHKITMOHATBHBIX MOKa3aTelel JeBOro keiyaouka rno gaHueiM MPT cepana.

[TomrydenHsie pe3ynbTaThl pencTaBieHsl B Tadmume 12.
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Tabnuua 12 — CTpykTypHO-(YyHKIHOHATBHBIE TOKA3aTENN JIEBOTO KEITYJ0UKa Y
MAIMEHTOB C PA3JIMYHBIMU TUIIAMU AMIJIOU]103a

IMoka3zarennb AL (n=22) ATTR (n =16) p
KO JDK, mn 67,00 (55,00; 83,50) 66,50 (55,75; 78,00) 0,824
KCO JIXK, mn 28,00 (22,25; 34,75) 29,00 (24,005 36,25) 0,745
O®B JIK, % 56,50 (52,25; 64,75) 55,50 (48,00; 63,75) 0,477
Macca muokapaa JIK, r 74,50 (61,00; 87,75) | 103,00 (84,50; 125,75) 0,001
HNHnekc peMoaenupoBaHus, 1,23 (1,08; 1,45) 1,59 (1,45; 1,76) 0,001
/M

[Ipu cpaBHUTENBEHOM aHanu3e MOP(POPYHKIIMOHANBHBIX TOKa3aTeleld JIEBOTO
XKenyaouka 1mo aaHHeIM MPT cepiania CTaTUCTUYECKH 3HAYUMBIE PA3IUYUS MEKIY
rpynmnamMu BBISBICHBI B OTHOIIEHUW TOJIIUHBI MEXIKEITYyJOUYKOBOM MEpPEropoIKH,
TOJIIWHBI 33IHEN CTEHKHU JIEBOTO JKEIyAO04YKa, MACChl MUOKap/ia JIEBOTO KEIyJ04Ka U
MHJIEKCa peMoJieTupoBanus. Bce nmepeuncieHHble noka3areiu ObLUIA JOCTOBEPHO BBIIIIE
y narueHToB ¢ ATTR-amunonno3om no cpaBuenuto ¢ AL-amunonnozom (Tabnuma 12).

ITokazarenu KOHEUHOr0 JUACTOJIUYECKOr0 00bheMa, KOHEYHOTO CHUCTOIMYECKOTO
oO0bemMa u ¢pakiuu BbeIOpOCa JIEBOTO >KENyJAOYKa CTAaTUCTUYECKH 3HAYMMO HE
paziMyaguch MEXIy TrpynnamMu. MEXrpynnoBble  pa3ivudusi CTATUCTUYECKOM
3HaUMMOCTH He gocturiu (p = 0,477).

VY nanuentoB ¢ ATTR-amuiton1030M oTmMedaeTcst 0oJiee BRIpaKEHHOE YTOJIIIECHNE
CTEHOK JIEBOTO JKeJTyJ0UKa o cpaBHEHUIO ¢ rpynmnoi AL. Mennana Tonmunasl MKII npu
ATTR cocrasuna 17,0 mm ipotus 14,0 mm ipu AL (p <0,001). Ananoruynasi TeHASHIUS
BeisiBiieHa i 3CJDK: 15,5 mm mpotuB 13,0 MM coorBerctBeHHo (p = 0,007)

(Pucynok 4).
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TonwwuHa cteHok JIXK no MPT (AL vs ATTR)
224 [¢]

201 (o] T
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Pucynok 4 — Jlnarpamma pa3maxa TOJIIUHBI CTEHOK JIEBOTO JKEIyA0UYKa Y IMALIUEHTOB C
AL- u ATTR-amunionsiozom (o ganasim MPT)

1.78 cm

Pucynok 5 — MPT cepaua narmmenta ¢ ATTR amuiion1o30M (01ieHKa TOJIIIUHBI
CTEHOK). (ABTOPCKUI PUCYHOK)

Ha Pucynke 5 npencraBieH XxapakTEpHBIN IPUMEP KOHUEHTPUUECKOTO YTOIIIEHUS

CTEHOK JIEBOTO kenmynouka y nmauuerra ¢ ATTR-amunongozom.
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3.6. XapakTepuCTHKA NATTEPHOB MO3/IHEr0 HAKOIIEHUS a0 IMHHSA

PesynpTaTel aHanm3a mo3aHero HakoruieHus ragoiuHus (late  gadolinium

enhancement, LGE) npencrasiens: B Tabmuie 13.

Tabmuma 13 — YacTora BOBJI€UCHUS KaMep CEpJlia MO JaHHBIM TO3JIHETO HAKOIUJICHUS
raJIOJMHUS B 3aBUCUMOCTH OT THIIAa aMUJIOW103a

Iloxazarennb AL (n=22) ATTR (n =16) p
LGE JIX 20 (90,9%) 16 (100,0%) 0,499
LGE IDK 11 (50,0%) 15 (93,8%) 0,005
LGE npencepauit 10 (45,5%) 13 (81,2%) 0,043

[To3nHee HaKOIUICHUE TaA0JMHUS B JICBOM KETYI0YKE BBISBICHO Y OOJBIITMHCTBA
MMAalIMEHTOB HE3aBHUCHUMO OT Tuma amMmionao3a. Bmecte ¢ Tem mig ATTR-amuionnosa
OBLJIO XapakTepHO 0o0Jiee YacTOE BOBJICUCHHUE IIPABOTO JKEIIYA0YKa U MPEJACEPIUid, 4TO
OTpa)kaeT OOJBIIYI0 PacCHpPOCTPAHCHHOCTh AMMJIOMJTHON WHOWIBTPAIIMU CEpAla Mo

cpaBHenuto ¢ AL-amuiioniozoM (PucyHok 6).

Pucynok 6 — MPT cepaua y nauuenta ¢ ATTR tunom amunonnosa. Hakorienue
KOHTPACTHOTO TIpernapaTa CTCHKaMHU IIPEACEPANi ((KEIIThIE CTPEIIKH) U IIPaBbIM
KEITYT0YKOM (KpacHbIE CTpenkn). (ABTOPCKUI PUCYHOK)

IIpy aHanmM3e CcerMeHTapHOM pacHpOCTPAaHEHHOCTH TO3HETO HAKOIUICHUS
rajioauHus ObUIo oreHeHo 352 cermenTa B rpymnme AL-amunono3a u 256 cermMeHTOB B
rpynne ATTR-amunonnosa. Pe3ynapTaTel aHanm3a mnpencraBieHbl Ha PucyHke 7 u B

Tabomure 14.
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Jlns obeux rpynn HaubOojiee XapaKTEPHBIM SBISUICS CYOIHIOKApaAUalbHbBIN
NaTTEePH HAKOIUIEHHWsS] KOHTPACTHOIO IMpernapara, 4acToTa KOTOPOrO CTaTUCTHYECKHU
3HAYMMO He paznndaiach Mexky AL- u ATTR-amunonnozom (p = 0,457). B 1o e Bpems
TPAHCMYpaJbHBI MAaTTEPH JOCTOBEPHO dalle BbIABIICA y nauueHtoB ¢ ATTR-
aMUJIOUI030M, TOT/Ia KaK CETMEHTHI 0€3 MPU3HAKOB IMO3IHETO HAKOTUICHHSI Ta0JIMHUS

yaie Bctpeuanuch npu AL-amunonnose (p < 0,0001 nns o6oux cpaBHEHUH).

CermeHTapHas pacnpocTpaHEHHOCTh NaTTepHoB LGE
100

AL
I ATTR

80 A

60

YacToTa CerMeHToB, %

20 A

0 -
CyfaHaoKapananbHblA TpaHCMypanbHbIA Bes LGE

Pucynok 7 — CermenTtapHas pacrnpoctpaHéHHOCTh narrepHoB LGE neBoro xenynouka

[Ipy mocerMeHTHOM aHalau3€ pacrpeieieHus NaTTEPHOB MO3JHEr0 HAKOIUICHUS
raJIoJIUHUSL CTATUCTUYECKU 3HAYUMBIC Pa3NIMYUsl MEXKAY TpynrnamMu ObUTH BBISBIICHBI
NPEUMYIIECTBEHHO B HWJKHEOOKOBBIX ~ CErMEHTax  JIEBOIO  KeJIyJoYKa.
CyOnHIOKapIuanbHBIA MATTEPH dYallle PErUCTPUPOBAICS B CPEIHEM HIKHEOOKOBOM
cermMeHnte y manueHtoB ¢ AL-amwmiounozom (p = 0,020), Torma kak TpaHCMypalbHOE
HAKOIJIEHUE JIOCTOBEPHO Yallle BBISBISIIOCH B 0a3albHOM U CPEHEM HUKHEOOKOBBIX
cermeHtax y mnamueHToB ¢ ATTR-amunoumozom (p = 0,002 u p = 0,00055
COOTBETCTBEHHO). B OCTanbHBIX CErMEHTaX CTATUCTUYECKU 3HAYMMBIX PA3IMUUN MEXIY

rpynnamu He 0OHapyXeHO.



Pucynoxk 8 — LGE npu ATTR tune amunonnosa — qudysHoe cyo3HI0KapAUaIbHOE U
TpaHCMYpaJbHOE HAKOIJICHUE KOHTPACTHOTO Mpernapara. (ABTOPCKUN PUCYHOK)

Pucynok 9 — LGE npu AL tune amunongo3a — nuddy3Hoe cyOsHI0KapAuaIbHOS
HaKOTIUICHUE KOHTPACTHOTO IMpernaparta. (ABTOPCKUN PUCYHOK)

Ha Pucynkax 8 u 9 mpencraBiieHbl XapakTEpHbIE BapHAHTHl paCIpEICIICHUS
MO3THETO HAKOIUICHUS TaIOJIMHUS MPU PA3IMYHBIX THUIAX KapAUAIBHOTO aMHJIOW03a.
Jnsa ATTR-amunongo3a Ob10 0oJiee XapaKTEpPHO COUYeTaHHE CYOIHIOKAPIUATIBLHOIO H
TPaHCMYPAJTBLHOTO HAKOIUICHHWsI KOHTPAcTHOTO TMpemapara, Torma Kak mpu  AL-
aMuion103e peodianan cy0o3H10KapIUAJIbHBINA MATTEPH MopaxeHus Muokapzaa [19].

Ocoboro BHUMAaHUS 3aCIIyKUBAET dbenomeH OJIHOBPEMEHHOTO
CyOdHIOKApAWAIIBHOTO TIO3JHETO HAKOIUICHUS TAaJOJIMHHS B  MEXOKEITyI0YKOBOH
MIEPETOPOJIKE CO CTOPOHBI JIEBOTO U MPABOTO JKEITyT0YKOB, POPMUPYIOIIHNI XapaKTEPHBIN
BU3YaJIbHBIN 3 (PEKT « TBOMHON TMHUW. JIaHHBIN MMPU3HAK JOCTOBEPHO YaIIlC BBISBIISIICS

y nmanueHToB ¢ ATTR-amunoniozom no cpaBaenuto ¢ AL-amunongozom (93,8% npotus
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31,8%; p < 0,001), 4TO MO3BOJIAET pacCMATPUBATh €r0 B KAa4€CTBE JOMOJHUTEIHHOTO

Bu3yanbHOoTO Mapkepa ATTR-ammnonosa (Pucynok 10).

Pucynox 10 — MPT cepaua ¢ LGE npu ATTR amunongoze. Cy6sH10KkapananbHOe
HAKOIUICHUE KOHTPACTHOTIO MPENapaTa B MEXOKETYI0UYKOBON MTEPETOPOIKE CO CTOPOHBI
JIEBOTO U TIPABOTO KeTyn04Ka (ITyHKTUPHBIC JTUHUH). (ABTOPCKUNA PUCYHOK)

AHamM3 TAMEHTOB C HAJIWYWEM AaTUIUYHOTO HAKOIUICHHUS KOHTPACTHOTO
npenapara (M30JuPOBAHHBIA HHTPAMUOKAPAUATBHBINA W CYOUKAPAUATIbHBIN TATTEPH
LGE ©0e3 mnpu3zHakoB CyO3HIOKApAUAIBHOTO WWJIM TPAHCMYPAJbHOTO TMOPaKEHUS)
MOKa3aj, YTO JaHHBIA BapuaHT BhIsIBIEH Yy 6 (27,3%) mamueHtoB ¢ AL-amunoni030M
(Pucynok 11). B rpynne ATTR-amuiongo3a nogo0HBIX CIydaeB 3aperucTpUPOBAHO HE

ObL10. Pa3nuuusa Mexay rpynmnamMu Obuid cTaTucTUdecku 3HaunuMbIiMu (p = 0,03).

Pucynox 11 — Ilpumep atunuyanoro (cyosnukapananbaoro) HakorieHus: LGE npu
AL-amunionio3e (3Ke€NThie CTPENKH). (ABTOPCKUM PUCYHOK)
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Cnenyer otmetutTh, uTto Yy mnauueHToB ¢ ATTR-amunonmo3oM —Takxke
PErUCTPUPOBAIKCH OTACIIbHBIE CETMEHTBI C UHTPAMUOKAPANAIbHBIM TUIIOM HAKOTLICHUS
KOHTPAaCTHOTO TMpemapara, OJHAKO BO BCEX CIy4asX OHHM COYETaJNCh C
CyOdHIIOKapAUANbHBIM W/ TpaHcMmypanbHbiM narrepHamMu LGE (Tabmuma 14).
[TonHocThIO atunuyHoro Bapuanta pacnpenenenus LGE B rpynne ATTR-amunongosza

BBISABJIEHO HE OBLIIO.

Tabnuna 14 — CermentapHas pacpocTpaHeHHOCTh marTepHoB LGE

AL (352 ATTR (256
IlarTepH p
CerMeHTAa) CerMeHTa)
OtcyrctBue LGE, n (%) 168 (47,7%) 73 (28,5%) <0,0001
ATunuuseiii, n (%) 28 (8,0%) 26 (10,2%) 0,41
Cy6anaokapauanbHbii, n (%) 135 (38,4%) 106 (41,4%) 0,457
Tpancmypanbusiit, n (%) 21 (6,0%) 51 (19,9%) <0,0001

[Ipu aHanu3e KOIUYECTBA MOPAKEHHBIX CETMEHTOB Ha MAaIlMEHTa CTATUCTUYECKU
3HAUUMBbIC Pa3NIUYUs MEXAY TpYIIAaMH BBISBICHBI TOJIBKO B OTHOIICHUM YHCTA
TpaHcMmypanbHbIX cermMeHToB (Tabmuna 15). V nanuentoB ¢ ATTR-amunmoungozom
KOJIMYECTBO TPAHCMYpPaJIbHO TMOPAXKEHHBIX CErMEHTOB OBLIO JIOCTOBEPHO BBIIIE IO
cpaBHEHHMIO ¢ manueHTamu ¢ AL-amunonmoszom (p = 0,0002).

Uucno cyOdHAOKApAUATLHBIX CETMEHTOB M OO0Iee KOJUYECTBO CETMEHTOB C
MO3/THUM HAKOILJICHUEM TaJO0JUHUSI CTATUCTUYECKU 3HAYMMO HE Pa3UYaIUCh MEXIY

rpynnaMH.

Tabnuma 15 — CpaBHEeHHE KOJUYECTBA CETMEHTOB MHOKap/ia C TO3AHIUM HAKOTUICHHEM
ragosunus (LGE) no nanusiM MPT cepana y naurienToB ¢ AL- u ATTR-amunongozom

IHoka3areuanb AL (n =22) Me [Q1; Q3] | ATTR (n =16) Me [Q1; Q3] p
Cy63H10KapIuanbHBIE 4,5(0,25;11,0) 7,5 (2,75; 8,0) 0,858
CErMEHTHI
TpancmypanbHbIE CETMEHTBI 0,0 (0,0; 2,0) 3,0 (2,0; 4,0) 0,0002

Bceero cermentoB ¢ LGE 7,5 (3,25; 14,0) 13,0 (7,0; 14,25) 0,156
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3.7. lloanykonuuyecTBeHHasi onenka LGE nmo mkane QALE

IIpy MOJIyKONIMYECTBEHHON OLIEHKE ITO3/IHEr0 HAKOIUICHUS IaJI0JUHUS 10 IIKaJIe
QALE 3Hauenust Obutn qocTOBEpHO BhIe y nanueHToB ¢ ATTR-amumnongo3zom mo
cpaBHeHnio ¢ AL-amunowmozom 13,5 (13,0; 14,0) mpotuB 9,0 (2,0; 11,75) Gamna
cootBeTcTBeHHO; p = 0,00017, uTo oOTpaxaer OOJIBIIYIO PACIPOCTPAHEHHOCTh U
BBIPOXEHHOCTh aMIJIONAHON uHpuabTpauun wmuokapaa npu ATTR-amunonmgose

(Pucynox 12).

Pacnpenenerne QALE B rpynnax
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Pucynok 12 — JIlnarpamma pazmaxa mkansl QALE B rpynnax AL u ATTR

Jlna  omeHku  aumarHoctudeckod — sddexktuBHOocTH  mKamel  QALE B
muddepennmanbaon quarHoctuke AL- m ATTR-amunmounposza Opln BeimosHeH ROC-

ananu3 (Pucynox 13).
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ROC-kpueast QALE (AUC = 0.86)
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Pucynok 13 — ROC-kpuBas nist nokazarenss QALE (The query amyloid late
enhancement). HenpepoiBHast unaus — ouenka QALE, miomans noa kpusoi (AUC)
0,86 [15]

[To pmamaeim ROC-anamusza mmomane moj KpuBod coctaBuina 0,86, 4yto
CBHUJICTEIIBCTBYET O BBICOKOW JaMarHocthyeckoil cmocoOHoctu mikanel QALE. Ilpu
HCIIOB30BaHuN TToporoBoro 3HadeHus QALE > 13 6aninoB 4yBCTBUTEIBHOCTh METO/A
coctaBunia 81,3%, cnenuduunocts — 86,4%, a o0mas AUArHOCTUYECKAsi TOUHOCTh —

84,2%.

3.8. Anayu3 1e()opMaLMOHHBIX XaPAKTEPUCTUK MUOKapAa (strain-aHaamns)

V¥ namuentoB ¢ ATTR-amuiion1030M oT™Medanoch 60jee BRIPaXKEHHOE CHUYKEHUE
nokasatesie fedopMan MHOKap/ia mo cpaBHeHuio ¢ AL-amunnongo3om (Tabnwuma 16).
CTaTUCTUYECKH 3HAYUMBIC PAa3IUuMsl MEXAY TPYIIaMH  BBISBICHBI IS
nokazareneir GRS 2D (radial sax), GCS 2D u GLS 2D. Ilpu stom paznuuuii s
napameTpoB 3D-strain He momydeHo (p > 0,05), 4yTO CBHAETEIBCTBYET O OOJIBIIECH

JIMarHOCTUYECKOM 3HAYMMOCTH JIBYMEPHBIX TOKazaTesel aedopmanuu.
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Ta6nuna 16 — [NokazaTenu Menuansl strain-ananusa B rpynnax AL u ATTR

(Me (Q1; Q3)

Iloka3zareanb AL Me [Q1; Q3] ATTR Me [Q1; Q3] p
GRS 2D (radial sax) 25,34 (18,91; 27,43) 18,57 (13,39; 21,05) 0,018
GRS 2D (radial lax) 20,12 (13,87; 22,77) 11,89 (9,03; 16,69) 0,063
GCS 2D -15,11 (-15,60; -11,79) -12,22 (-13,51; -8,52) 0,018
GLS 2D -11,72 (-13,55; -9,66) -9,02 (-9,99; -7,30) 0,028
GRS 3D 29,44 (23,54, 47,81) 20,12 (13,04; 35,73]) 0,127
GCS 3D -13,69 (-17,62; -11,18) -13,49 (-14,25; -9,68) 0,212
GLS 3D -7,97 (-10,87; -6,21) -6,65 (-8,67; -5,18) 0,332

JUiss  OUEHKM  BO3MOXXHOCTM  HCIOJIb30BaHUSL  strain-nmapameTpoB

mupdepenunansaoit quarnoctuke AL- u ATTR-amunonnosa BeimoiaHeH ROC-ananus

(Tabnuia

17, PucyHok

14). HauOonbilyt0o JMAarHOCTHYECKYIO dS(PPEKTUBHOCTD

npoaemoncTpupoBasin GRS 2D (radial sax) u GCS 2D (AUC = 0,787), a Taxxxke GLS 2D

(AUC = 0,767). lns naHHBIX MTOKa3aTeiel Obljia OTMEUYeHa BBICOKAs UyBCTBUTEILHOCTD

IpU YMEPEHHOM celuUIHOCTH.

Tabnuua 17 — PesynpraTel ROC-ananu3a napaMmeTpoB MUOKapIuaabHOM nedopmanuu
Uit nudepenimanbHor quarioctuk AL- u ATTR-amunionosa

IHoka3areanb AUC | Iloporosoe | IlpaBuno | Yysc. | Cnen. | JAunarnocruueckas
3HAYEHHUE TOYHOCTh
GRS 2D (radial sax) | 0,787 21,80 < 0,90 0,73 0,80
GRS 2D (radial lax) | 0,727 19,71 < 1,00 0,53 0,72
GCS 2D 0,787 -14,51 > 1,00 0,60 0,76
GLS 2D 0,767 -10,05 > 0,80 0,73 0,76
GRS 3D 0,687 20,23 < 0,60 0,80 0,72
GCS 3D 0,653 -16,21 > 1,00 0,40 0,64
GLS 3D 0,620 -5,68 > 0,50 0,80 0,68
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ROC-kpueble strain-nokasaTtenen
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Pucynoxk 14 — ROC-kpuBble napaMeTpoB MUOKaAPAHAIBHON Ae(pOpMaLUK JIst
muddepennmansroit nuarnoctTuku AL- u ATTR-amumnonno3a (ABTOpCKU pPUCYHOK)

Ounenka negopmMannu MUOKAPIA U Mpeacepanii

Haunbonee BbIpakeHHbIE MEKTPYIMIOBBIC pa3inuvs BBISBJICHBI JJIsS MOKa3aTeen
neopmanmu  eBoro mpeacepaus. Bce mapamerpsl mpeacepaHoro strain  ObuH
nocToBepHOo Hmke y mnanueHTtoB ¢ ATTR-amunoupgozom 1o cpaBHeHHo ¢ AL-
amuniono3oM. Haubosnbime pazinnuusi oTMeueHsl i1 mokasatens LA Long-Axis Strain
4 chamber (p = 0,001). Taxke CTaTUCTHYECKH 3HAYMMBIC Pa3IMUMS BBISBJICHBI IS

nokaszaresne aedopMairu IpaBoro mpeacepans 1 JIeBoro xenynouka (Tadnuma 18).

Tabnuua 18 — CpaBHHTENbHAS XapaKTEPUCTHKA MTOKa3aTesIel MpoI0iabHON aedopmanun
npeacepanii u geBoro xenynouka npu AL- u ATTR-amunongose

IMoxazarenn AL Me (Q1; Q3) ATTR Me (Q1; Q3) p
LA Long-Axis Strain 2 u 4 11,94 (8,18; 18,92) 3,52 (1,73;9,10) 0,002
KaMephl
LA Long-Axis Strain 2 kamepsl 13,18 (7,73; 20,66) 4,32 (1,52; 11,48) 0,014
LA Long-Axis Strain 4 chamber 9,45 (6,55; 16,91) 2,33 (-0,24; 6,52) 0,001
RA Long-Axis Strain 4 kamepsl 18,05 (8,78; 26,73) 7,74 (4,04; 12,63) 0,013
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[Tponomxenue Tabmuib 18

LV Long-Axis Strain 2 u 4 -10,15 (-14,46; -6,28) -6,50 (-7,89; -4,78) 0,027
KaMephbl

LV Long-Axis Strain 2 kamepsl -9,13 (-10,85; -5,81) -6,29 (-7,45; -4,12) 0,010
LV Long-Axis Strain 4 kamepbl -11,21 (-15,67; -7,48) -7,03 (-8,95; -5,65) 0,028

ITo pmanubiM ROC-ananm3a HauOoNbINEH AMArHOCTHUECKON 3(P(EKTHBHOCTHIO
obnaman nokazarenb LA Long-Axis Strain 4 chamber (AUC = 0,83), torma kak
OCTaJIbHBIE  TOKa3aTeIu MNPOAECMOHCTPUPOBAIM  YMEPEHHYIO  JHArHOCTUYECKYIO
cnocobHocts (AUC 0,72-0,81) (Tabmuua 19, Pucynok 18). Ins LA Long-Axis Strain 4
chamber onTUMaabHBIM JUArHOCTUYECKUM MTOPOrOM SABJISUIOCH 3HaUeHue < 4,78%, npu

yyBcTBUTENBHOCTH 73,3% 1 cnieuuduanoctu 90,0%.

Tabmuma 19 — Ilmomaas moxm ROC-kpuBoit (AUC) mokazarenedl MpoaoJIbHOM
nedopManuu TpeACcepaArii U JIEBOrO Keayaouka B JuddepeHIHnaIbHON AUArHOCTHKE
AL- u ATTR-amunongo3a

IToxa3zarenn AUC
LA Long-Axis Strain 4 kamepbl 0,83
LA Long-Axis Strain 2 u 4 kamepbl 0,81
LV Long-Axis Strain 2 kamepsl 0,76
RA Long-Axis Strain 4 xamepsl 0,75
LA Long-Axis Strain 2 kamepsl 0,75
LV Long-Axis Strain 2 and 4 kamepbl 0,72
LV Long-Axis Strain 4 kamepbl 0,72

Ucnonp3oBanne KOMOWHHUPOBAaHHOW  MOJENH, BKJIIOYAIONMIEH  TOKa3aTesn
nedopMauu JIEBOr0 U MPAaBOro MPEACEpIil, MO3BOJINUIIO MOBBICUTH TUArHOCTHUECKYIO
s dextuBHocTh 10 AUC = 0,84. MakcumasnbpHas JUarHOCTUYECKass TOYHOCTh OblLiia
JIOCTUTHYTa TIPU UCIOJIb30BAaHUM pacIIMpeHHON Moxenu, BkiarodaBiiein LA Long-Axis
Strain 4 chamber, RA Long-Axis Strain 4 chamber u LV Long-Axis Strain 2 chamber
(AUC = 0,88) (Pucynku 15—18).
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ROC-kpuBble npeacepaHbIx strain

1.0 1

0.8 -

o
(o)
I

e
=N
1

quCTBMTEHbHOCTb

o
N
1

0.0 1

#

L

. —— LA Long-Axis Strain 4 (AUC=0.83)

—— LA Long-Axis Strain 2 (AUC=0.75)
—— RA Long-Axis Strain 4 (AUC=0.75)

T

0.0

0.2

0.4

0.6

T

0.8

1.0

1 - Cneundur4HOCTb

Pucynok 15 — ROC-kpuBbie mokaszaTeneil mpooabHoM edopmaiuu npeacepanii B
muddepennnansuoit nuarnoctuke AL- u ATTR-amunonno3a (ABTOpCKUi pPUCYHOK)

ROC kombuHmupoBaHHon mogenm (AUC=0.84)
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Pucynok 16 — ROC-kpuBasi KOMOMHUPOBAHHON Mojeu i nuddepeHnnanibHOu
nuarHoctuk AL- u ATTR-amunonnosa (AUC = 0,84) (ABTOPCKHII pUCYHOK)
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MpencepaHble nokasaTtenn strain (AL vs ATTR)
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Pucynok 17 — CpaBHUTEIBHBIN aHATU3 (IUarpaMMa pamaxa) moxkasareyiei
POJOJIBHOM Ae(OpMaLIMK JIEBOTO U ITpaBoro npencepauii npu AL- u
ATTR-amunonnose (ABTOPCKHI pUCYHOK)

ROC pacwwupeHHon moaenn (AUC=0.88)
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Pucynox 18 — ROC-kpuBas pacmmpeHnHoi moaenu B auddepeHmaibHON TMarHOCTHKE
AL- u ATTR-amunonno3za (AUC = 0,88) (ABTOpCKU PUCYHOK)

IIo JaHHBIM KOPPCIBIIMUOHHOI'O aHaJIM3a BbIAABJICHA YMCPCHHAs OTPHULIATCIIbHAA
CBA3b MCXKAY NOKa3aTcIIsiMU HpejlceplIHOﬁ Jle(bOpMaLII/II/I U  BBIPAKCHHOCTBIO

amMuouHoN uHpMWIbTpanuu Muokapaa mo mkaine QALE (Tabmuma 20). HambGonee
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CUJIbHAsI Koppensiusa HaOmroaanach s nokasarens RA Long-Axis Strain 4 chamber
(p = -0,62; p < 0,001). Kpome Toro, mokazareiau MpeacepaHoll aedhopmaiuu
KOPPEITUPOBAIH C KOJTMIECTBOM TPAHCMYPATHHO TOPAKEHHBIX CETMEHTOB, UTO OTPAXKAET
B3aMMOCBS3b ITyOMHBI HHPWIBTPAIIMM MUOKApJa U HApYIIEHUS ero Je(popMarimoOHHBIX

xapaktepucTuk (PucyHnok 19).

Tabmuua 20 — Koppensiusi nokazateneid muokapauansHoil aedopmanuu ¢ QALE u
BBIPAKEHHOCTBHIO TPAHCMYPAJIBHOTO MTOPAXKEHUS

IMoka3zarennb p (strain—QALE) p p (strain—transmural) p
LA4 -0,50 0,002 -0,39 0,021
RA4 -0,62 0,00007 -0,47 0,004
LV2 0,36 0,034 0,21 0,234

Spearman KoppenauunoHHasa MaTpuua (strain, QALE, LGE)
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Pucynok 19 — Temoas kapta koppensauuu nokasarenen QALE, TpancmypansHOCTH
HakoruieHus, Aedhopmaliuu npeacepauit u Muokapaa JIK
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3.9. UHaexc peMoaeTMPOBAHUSA JIEBOTO KeJIYT09KA

Nunexc pemoaenupoBanusi jeBoro skemygouka (P JIDK), paccunTaHHbI Kak
OTHOUIEHUE MAacChl MHOKapAa JIEBOTO JKEJIyJAOYKa K KOHEYHOMY JUACTOJIMYECKOMY
ooveMy (Macca JIXK / KJO JIX), Obu1 npoananusupoBan B rpynmnax AL- u ATTR-
aMUJIONU103a.

NHaekc peMoaenupoBaHUsl JIEBOIO JKENyJo4yka ObLT JOCTOBEPHO BBIIIE Y
nanueHToB ¢ ATTR-amuono3oM no cpapHenuto ¢ AL-amunouozom (p =0,0011), uto
oTpaxaeT 0oJiee BBIPAKEHHOE KOHIIEHTPUYECKOE PEMOIECIMPOBAHUE MHUOKapaa MpH

ATTR-dopme 3a6oneBanus (Pucynok 20).

PacnpepneneHue nHoekca pemoaenumpoBaHus

o]
2.50 A

= N N
~ o ]
v o wn
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NHaexc pemoaennpoBaHns

1.00 A

0.75 A J_

AL ATTR

Pucynoxk 20 — Pacnpezaenenrue nHAEKca peMOICTIUPOBaHUS JICBOTO JKEJIyI0UKa Y
nanueHToB ¢ AL- n ATTR-amuiioniozom

JIi OLIEHKH JUarHOCTHYECKON 3(PPEeKTUBHOCTH HMHIEKCA PEMOJCIUPOBAHUS B
mupdepennnansioit nuarHoctuke AL- m ATTR-amunonnosa Owi1 BeimoiaHeH ROC-
ananu3 (PucyHok 21).

ITo namaeiMm ROC-ananmuza miomanae I1ojJ KpuBod coctaBuia 0,82, dto
COOTBETCTBYET XOPOLIEH JIUAarHOCTHYECKOM CIHOCOOHOCTH Moka3zaTess. OnTuManbHOe

MOPOTOBOE 3HAUEHNE WHIIEKCA PEMOJICTUPOBAHUS B UCCIIENYEMOI BEIOOPKE COCTaBUIIO >
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1,375, npu uyBcTBUTENBHOCTH 87,5%, cnenuduunoctu 68,2% W JUAarHOCTUYECKOU

TOYHOCTH 76,3%.

ROC NHpekc pemogenupoBaHnsa (AUC=0.82)
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Pucynok 21 — ROC-kpuBas HHIEKCa PpEMOAECIUPOBAHUS JIEBOTO KEIyA0UKa B
nuddepenumanbaon quarnoctuke AL- u ATTR-amunonnoza (AUC = 0,82)

[IoBBIIIEHHBIA UHAEKC PEMOJCIMPOBAHUSI  ACCOLMUPOBAICS C  KPaTHBIM
yBenuueHueM BeposiTHocTu ATTR-amunonnoza (OR = 15,0; 95% 1A 2,65-84,79).

Cpenu wuccnenoBanHbix MopdodyHKMoHaNBHEIX MPT-nokazateneit uHAEKC
pEMOIETUPOBAHUS TTPOJIEMOHCTPUPOBAJ OJIHY M3 HAaUOOJIee BHICOKUX JUATHOCTUYECKUX

XapakTepuCcTHK pu TudepennnanbHon auarnoctuke AL- u ATTR-amunonnosa.

3.10. KoppeasiiuOHHBbII aHAJN3 KINHUKO-UHCTPYMEHTAJBHBIX IOKAa3aTeJiei

Pe3ynbTaThl KOPPENALMOHHOTO aHaIN3a MPeCTaBIeHbl Ha Pucynke 22.

B o01eii koropTe nalyueHTOB BhISIBIICHA YMEPEHHAS TTOJIOKUTEIIbHAS KOPPEIISIUs
MEXKJly TMOJYKOJIMYECTBEHHOW OIIEHKOW MO3HET0 HAKOIUICHUSI TaJl0oJMHUS 10 IIKaJe
QALE u ypouem NT-proBNP (p = 0,37; p = 0,031), a Takke HHIECKCOM

peMoenupoBaHus Jieporo xenynouka (p = 0,51; p = 0,0011). Kpome Toro, mnaekc
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peMOIeIMPOBaHUSl JIEMOHCTPUPOBA TMOJOKUTEIBHYIO KOoppessiiuio ¢ ypoBHeM NT-
proBNP (p = 0,44; p = 0,0091) u ¢yHKIHMOHAIBHBIM KJIACCOM CEpIACYHOM
HenoctatouHoctd o NYHA (p = 0,43; p = 0,0087). CratucTU4eCKH 3HAYUMOMN CBSI3H
HHJIEKCa PEMOJICIMPOBaHMS C YpOBHEM TporoHuHa | He BeIsiBiIeHO (p = 0,892) [19].
[TokazaTtemn  mpeacepaHoit  nedopmaruu  Obuth  OOpaTHO  CBSI3aHBI €
BEIDOKCHHOCTHIO  aMWIOWTHOW  WHQWIBTpAMM  MHOKapAa W HHACKCOM
pemoaenupoBanusi. Hanbonee cuinbHas koppesius BoisBieHa 1 RA Long-Axis Strain
4 chamber m mokazarens QALE (p = -0,62; p < 0,001). Taxxe ycTaHOBJICHA
OTpHIATENbHAS KOPPESALUS MEXAY HHICKCOM PEMOJCIMPOBAHMS M TMOKa3aTeIsIMU
nedopmartiuu JieBoro u rpasoro npeacepauii (p =-0,42 u p =-0,47 COOTBETCTBEHHO).
[Ipu pa3nenbHOM aHanu3€ Tpynn HauOosee BIpaXKEHHbIE KOPPEISLIMOHHBIE CBS3H
BBIBJIEHBl Yy ManueHToB ¢ AL-amunounao3om. B 1maHHOW rpynme ycCTaHOBIIEHA
cuibHas nonoxutenbHas koppensiuusa mexxay QALE u yposaem NT-proBNP (p = 0,61;
p = 0,006), a taxxe mexny QALE u unaekcoMm pemMoenupoBaHus JIEBOTO JKEIIy0uKa
(p =0,64; p=0,001). B rpynne ATTR crarucTruecku 3HAUMMBIX KOPPEISIUI MEXTY

yKa3aHHBIMU MOKa3aTeJsiMU He noaydeHo (p > 0,05).

KoppensuuoHHaa MaTpuua (Spearman): Rl, QALE, strain, naﬁopaT(()Jprle

RI
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NTproBNP
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Pucynok 22 — TennoBas kapra koppensunu nokaszareneit QALE, nnaekca
pemoaenupoBanusi, NT-proBNP u napamerpoB nedopmanuu Muokapaa u npeacepaui
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3.11. Pa3padorka nuarnocruieckux kpurepuen nudpdepenuuanuu AL- u ATTR-

AMWJIOHI03a H AJITOPUTMA THATHOCTUKHA

B kayecTBe  MOTEHUMAIbHBIX  JUArHOCTHYECKUX  KPUTEPUEB  ObUIH
MIPOAHATM3UPOBAHBI IMOJTYKOJINYECTBEHHAS OILICHKA MO3HETO HAKOTUICHHS Ta0JIMHUSA IO
mkaie QALE, wuHAEKC peMOACIMpPOBAHUS  JIEBOTO  JKEMyJAO4YKa, HaAJIA4YWe
TPAaHCMYpPaJbHOI'O HAKOIUICHHS] KOHTPACTHOTO Ipernapara B cermeHTax 5 u 11 jeBoro
KeITyJI0uKa, BO3pacT MalMeHTa, HaJlMYhue MPOTEUHYPUU W HAJMYUE MaTOJIOTUYECKOTO

3ybua Q Ha snekTpokapanorpamme (Tadnuna 21).

Tabnuna 21 — Ognodaxkropusiii ananu3 npeaAukTopoB ATTR-amunongo3a (oTHOIICHKE
maHcoB Ha 1 SD)

IMoka3zarenp Ol na 1 SD 95% AU p

Bo3spact 2,9 1,5-5,8 0,002
OTtcyTcTBUE IPOTEUHYPHUH 8,7 2,4-31,2 <0,001

Nunexc pemonenupoBanust JIK 1,57 1,13-2,18 0,008
QALE 1,11 1,04-1,20 0,004

TpaHncMypanbHOE HaKOIUIEHUE B CETMEHTE 5 1,28 1,02-1,61 0,034
TpancmypaiabHOE HAKOTUIEHHE B ceTMeHTe 11 3,69 1,42-9.59 0,007
LA Long-Axis Strain 4 chamber 0,82 0,69-0,97 0,021
[TaTonmornyeckuit 3yder Q 0,41 0,15-1,11 0,081

Pe3ynbpTaThl BHyTpeHHEW Balujallid MojeNied mpeacTaBieHbl B TaOmuie 22.
HauGosnbiryto JIMarHOCTUYECKYIO 3¢ (HEKTUBHOCTH POJIEMOHCTPHUpPOBAJIA
KOMOMHUpPOBaHHAs MOJIeJIb, BKJItOUaBIas nmokaszarenn QALE, uaaexc pemoienupoBaHust
JIEBOTO KEJTYyI0YKa, HATUYUE TPAHCMYPAIIbHOTO HAKOIJICHUS] KOHTPACTHOTO Mpenapara B
cerMeHTax 5 w/mnu 11 7eBoro kemyaodka, BO3pAaCT W HAIWYUE MPOTCUHYPHH.
JloOaBneHrne KIMHUYECKUX TapaMeTpPOB IIO3BOJIMJIO IOBBICUTH JUATHOCTHYECKYIO
3G (HEKTUBHOCT, MOJENN IO CPaBHEHHIO C MCIOJb30BaHHEM TOJbKko MP-kputepuen

(Pucynok 23).
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Ta6nuna 22 — CpaBHeHHEe TUarHOCTUYECKUX Mojienei (BHyTpeHHsst npoBepka LOOCV)

Mogaean n AUC AUC Se Sp Acc
HUcxonnasa monear | LOOCV
QALE 38 0,888 0,869 87,5% | 90,9% | 89,5%
RI 38 0,815 0,767 87,5% | 68,2% | 76,3%
Boszpact 38 0,812 0,773 50,0% | 100,0% | 78,9%
[Iporennypus 38 0,901 0,810 93.8% | 86,4% | 89,5%
IlaTonormyeckuii Q 37 0,716 0,503 81,2% | 61,9% | 70,3%
QALEA+RI+t5/t11 38 0,929 0,847 87,5% | 90,9% | 89,5%
QALE+RI+t5/t1 1+Bo3pact 38 0,949 0,898 100,0% | 77,3% | 86,8%
QALE+RI+t5/t11+ 38 0,986 0,938 93,8% | 95,5% | 94,7%
IIPOTCUHYPHU
QALE+RI+t5/t11+ 37 0,967 0,911 100,0% | 90,5% | 94,6%
maTonorudeckun Q
QALE+RI+t5/t1 1+Bo3pact+ | 38 0,986 0,955 100,0% | 90,9% | 94,7%
IIPOTCUHYPHA
QALE+RI+t5/t1 1+Bo3pact+ | 37 0,996 0,952 93,8% | 100,0% | 97,3%
HpOTCHHypHﬂ+HaTOHOFH‘IeC
kuii Q
1.0 / '}
0.8 /'/
£ 06
o ) = QALE (AUC=0.888)
E ! WHaekc pemogennposaHns JIXK (AUC=0.815)
UI:J —— LA Long-Axis Strain 4ch (AUC=0.833)
I§ == QALE + RI + T5/T11 (AUC=0.929)
o /' m KoMnnekcHan banneHaa mogens (AUC=0,996)
E 044 (,’ —--=- PedepeHcHan nuHua (AUC=0,500)
0.2
0.0~ T T T
0.0 0.2 0.4 0.6 0.8 1.0

1 - Cneunr4HOCTb

Pucynok 23 — CpaBautenbubiit ROC-ananu3 oTaelIbHBIX 1 KOMOMHUPOBAHHBIX
JTMArHOCTUYECKUX KpuTepueB auddepenumanbHoi nuarnoctukn AL- u ATTR-
aMUJION03a cepaua

Ha ocHOBanuu

HauboJiee

UH(OPMATUBHBIX

nokaszateneii  paspaboTaH

JIMarHOCTUYECKUI aJrOpUTM, BKIIOYAIOMIUKN 4YeThipe KputTepusi: 3HaueHue QALE > 13
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0ayIoB, MHJEKC peMojenupoBanus > 1,375, Hamuuue TpaHCMYPAJIBHOTO HAKOIIJICHUS B
cermenTax 5 uw/unu 11, a taxxke nokaszarenb LA Long-Axis Strain 4 chamber < 3,51%.
Kaxmomy kputeputo mpucBauBayics 1 0aymi, mMocie 4ero pacCUMTHIBAJICS CYMMAapHBIN

nuarmoctuyeckuii 6awt ot 0 1o 4.

Tabmuna 23 — JluarHoctuyeckasi 3pHeKTUBHOCTh ANTOPUTMA

Mopor YyBCTBUTEJIBbHOCTH CnenupuyHocTb TouHocTh
>2 100,0% 80,0% 88,6%
>3 93.,3% 90,0% 91,4%
>4 86,7% 100,0% 94,3%
=5 60,0% 100,0% 82,9%

Ha  ocHoBe Haubonee  HMHPOPMATUBHBIX  KIMHUKO-UHCTPYMEHTAIBHBIX
nokaszarenei paspadorana OamnpHas mkaiga ATTR-score, Bxmrouaromas QALE > 13
OamioB, wuHAekc pemogenupoBanus JDK > 1,375, Hanuuume TpaHCMypajgbHOTO
HAKOIUJIEHUS KOHTPACTHOTO IpernapaTta B cerMeHrax 5 w/wiu 11, Bozpact > 79 ner,
orcytctBue mnporenHypur U LA Long-Axis Strain 4 chamber < 3,51%. Kaxnprit
KpUTEepHil olleHuBaiica B 1 6as, cyMMapHBIi moka3atens BapbupoBai ot ) 10 6 6aios.
[Ipu noporoBom 3HaueHuM > 4 0aIOB YyBCTBUTEIBHOCTh arOpUTMa coctaBmia 86,7%,
cnenuduaHocts — 100%, muarnoctuyeckas TOYHOCTh — 94,3%, momanps nmox ROC-

kpusoit — 0,987.

3.12. Kiinnu4eckue npumMepbl

Kiaununveckuii npumep Ne 1

[TanmenTka I1., 68 ner, Obuia rocnutanu3upoBana B 'bY3 «'Kb Ne 1 umenu
H.U. TIuporosa» B cBsi3u ¢ 60JEBBIM CUHAPOMOM 3a rpyAMHON. C y4eToM KIMHHUYECKON

KapTUHBI TMEPBHUYHO PACCMATPUBAJICS OCTPbIM KOpPOHApHBIM cuHApoM. OJHAKo Mpu
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oOcnefaoBaHuu  (KopoHaporpadusi) reMOJAMHAMHYECKH 3HAYMMOrO  MOpaKeHUs
KOPOHAPHBIX apTepUil BBISBICHO HE ObLIO.

W3 aHaMHe3a HM3BECTHO, YTO B TEYEHHME MHOTMX JET IalWeHTKa CcTpajalia
apTepuaIbHON TUNEPTeH3UEN ¢ MAKCUMAIbHBIMUA 3HAYCHUSAMH apTEPUATIbHOTO 1aBJICHUS
1o 230/120 mm pt. ct. B 2022 roay nepeHecia HOBYIO KOPOHABHPYCHYIO MH(EKIIHIO,
IIOCJIE YEero crajga OTMEYaTh TEHIAEHUMIO K CHUKEHHUIO apTepHATbHOIO JaBieHus (10
90/70 MM PT. CT.), NPOTPECCUPYIONIYIO CJIa0OCTh W CHIKEHHE TOJEPAHTHOCTU K
¢duznueckoil Harpyske. B mocnenyromue roapl HEOJHOKPATHO TOCMUTAIN3UPOBAIACh B
KapJIMOJIOTHYECKUE CTallMOHAPhl MO MOBOJY MOJO3PEHUS HA UIIEMHYECKYIO0 00JIe3Hb
Cep/illa; MPU MHOTOYMCIEHHBIX KOpoHaporpadusx — 6e3 3HaYUMMOI0 CTEHO3WPOBAHUS
KOPOHApHBIX apTEpPUH.

B xnmHuueckoi kapTuHe mpeo0saaany OJbIKa P MUHUMAIIBHON (U3UYECKOn
Harpy3Ke, 3MH130/1bl CEPILEONEHUS U TOJTOBOKPYKEHUS.

JlabopaTopHble = TOKa3aTelM  XApAaKTEPU30BAIUCH  MOBBIILIEHUEM  YPOBHSA
NT-proBNP g0 1253 nr/mi, tpononuna I 1o 0,039 ar/mu.

[To panHbIM 53XOKapauorpaduu BBISBICHO YTOJIICHUE MEXKKETYI0YKOBOM
neperopogku 10 13 mm, nocne yero BeimogHeHa MPT cepnuma (aBryct 2025 roxpa)
npoJaeMoHCcTpupoBaga MP-kapTuHY, COOTBETCTBYIOLLYI0 OOJE€3HW HAKOIUICHHS
(amunonnosy) (Pucynok 24).

C yyeroMm coyeTaHHs  YTOJIIEHUS CTEHOK MHOKapJa, IOBBIIIECHUS
HATPUUYPETUUECKUX TENTUIOB U OTCYTCTBUS UILIEMHUYECKOTO MOPaKEHUsI KOPOHAPHBIX
apTepuil TAalMEHTKE BBITIOJHEHO PACIIMPEHHOE TeMaToJOTruYecKoe oOce0BaHue.
NMMyHOXMMHYECKUI aHaIU3 CHIBOPOTKM KPOBU BBISBWI 3HAUUTEIHLHOE MOBBINICHUE
CBOOO/IHBIX JIETKHX IIeTel A-Tumna 10 445 M1/ pu CHUKEHUU cooTHOIeHUs k/A 110 0,04.
B cyrounoii Moue oOHapyxkeH Oenok benc—/Ixonca (cneasr). KonmeHtparus

MMMYHOTJI0O0YJIMHOB OCTaBajiach B Mpeieiax pepepeHCHbIX 3HAaUCHHH.



Pucynok 24 — MPT cepaua nanuenra I1. ¢ AL turmom ammiionosa:

A, b — yeTbIpexkamepHas npoekuus, B, I' — kopoTkas ocbk.
Cummetpuunas runeptpodus muokapaa JOK (tommumna MXKII no 14 mm, 3aaHeit
cteHku 110 13 mm). ['oGanbHas cuctonudeckas QyHKIIUS JIEBOTO JKETy109Ka YMEPEHHO
camkeHa, @B 48%. B orcpouennyto (pa3zy KOHTpacTUpPOBaHUS ONPEILISIETCS
muddy3Hoe cyOrHI0KapANAIbHOE U TPAHCMYPaIbHOE HAKOIUIEHHE KOHTPACTHOTO
npenapara, 6oJjiee BEIpa)KeHHOE B 0a3aJIbHBIX U CPEIHUX OTJIeJIaX MUOKap/a JIEBOTO
KeJTy104Ka, a TAaKKe B CBOOOJHOM CTEHKE MPABOT0 JKEITyJ0UKa

buorncus nmoakoXHO-)KUPOBOM KJIETYATKU C OKpackorM KOHro-kpacHeIM BhIsIBHIIA
ciaboe 3eJeHOBAaTOE CBEUYCHHE B MOJSPU30BAHHOM CBETE IO MEpUPEPUH COCYA0B, YTO
COOTBETCTBYET OTJIOKEHHUIO AMUJIOUA.

C y4éToM COBOKYIMHOCTH KJIMHUKO-JIA00PATOPHBIX U HMHCTPYMEHTAIbHBIX JTaHHBIX
YCTAHOBJIEH JMAarHo3 NEepBUYHOTO cucremHoro AL-amuionnoza Il cragum mo

kiaccudukanuu Mayo 2004 ¢ mopakeHreM cep/iiia, HEpBHOW CUCTEMbI U KUIIIEYHUKA.
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Knunnueckuii npumep Ne 2

[Tanpent A., 74 rona, oOpaTuics ¢ >kaobdamMu Ha MPOTPECCUPYIONIYIO OJIBIIIKY
npu pu3mgeckoit Harpyske (mpu xoap0e okosio 200 M), 001y 0 c1ad0CTh, OTEKH HIKHUX
KOHEUYHOCTEW, SMU30/1bl TOJOBOKPYKEHUS IPU CMEHE TMOJOXKEHUS Tela, a TaKkKe
CHIKEHHE Macchl Tena Ha 10 KT B TeueHue nociequux 6 mecsieB. Takke oTMeualn Takue
CUMIITOMBl KakK OHEMEHME U TOKallbIBaHWE B TNalbllaX KUCTEH, CHUXEHUE
YyBCTBHUTEJIBHOCTH, HAPYLIEHUE MMOXOIKH.

W3 anamHue3a u3BectHO, 4To ¢ 2019 roga manuenTa craia 0SCIIOKOUTE ITOCTEIICHHO
HapacTaronas ojpllIka npu guznueckor Harpyske. B Tom xe romy na IKI' Brnepsbie
3apeTUCTPpUPOBAHO  Tpereranue npenacepauii. B 2023  rogy manueHT  ObLI
TOCIUTAIM3UPOBAH MO MOBOJY UIIEMHUYECKON OOJE3HM cepila; Ipu KopoHaporpapuu
BBISIBJICH 3HAUUMBIA CTEHO3 IEPEIHEN MEXKEIYAOUYKOBOW BETBU JIEBOM KOPOHAPHOMU
apTepUH, BHITIOJHEHO YPECKOKHOE KOPOHAPHOE BMEIIATEIBCTBO CO CTCHTUPOBAHUEM.

[Ipu nabGopaTopHOM O0OCIIE€IOBaHWH OTMEYAJIOCh 3HAYUTEIBHOE MOBBIIICHUE
ypoBHst NT-proBNP 1o 5513 ur/n (ipu Hopme < 125 HI/i1), TakKe BBISIBIICHO MOBBIIICHNUE
ypoBHs TponionuHa I 10 0,0929 ur/mi (Hopma < 0,023 Hr/mi).

[To manHBIM 3X0KapaAMOrpaduu BHISBIEHA BBHIPAXKEHHASI TUNIEPTPOdUsT MUOKapaa
aeBoro xenynouka (tommuHa MXKIT 19 mm, 3CJIK 18 mm) npu coxpanenHoir @B JIK
(56%). Otmeyanoch CHMKEHUE TIJI00AIbHOM MPOAOJIBLHON AedopMaluv MHUOKapja
(GLS —9,8%) u munaramus oboux npencepauii. Ha DKI' onpexaensiiocs Tpeneranue
MpEeCEepINi U HU3KUHM BOJIbTaX KoMmIuiekca QRS.

COBOKYITHOCTh 3THX MPHU3HAKOB TO3BOJIMJIA 3aMOJ03PUTh HHPUIHTPATUBHOE
nopakeHue MUOKap/a.

C uenbro yroyHeHUs1 [UarHo3a nauueHty BoinoaHeHa MPT cepaua, nmo njaHHbIM
KOTOpOH B OTCPOYCHHYIO a3y BBISBICHO CYOIHIOKApAUAIBLHOE M TPAaHCMYpPaIbHOE
HAKOTUICHUE KOHTPACTHOI'O TMpernapara B MHOKApJe JIEBOTO >KEIYyJAOUYKOB, a TakKXKe
HakorieHue creHkamu npeacepauit u IDK (Pucynok 25).

[Ipu cruaTUTpadmm MuoOKapaa ¢ TeXHENmHeM-99m oTMeuaroch HHTEHCHBHOE

HakoruieHue paauodapmmnpenapara (Grade 3 mo mkane ASNC).
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IIpu nmooGcreoBaHMM TPU3HAKOB MOHOKJIOHAJIBHOW CEKPEIUU BBISBICHO HE
ObLIO, TEHETHYECKOE HcciienoBanue reHa TTR maTtoreHHsIX mMyTtamnuii He BbIsIBUIIO. Ha
OCHOBAHWUW COBOKYITHOCTH JIAHHBIX YCTAHOBJICH JIMarHO3 TPaHCTUPETUHOBOU

amunongHou kapauomuonatuu (ATTR-amumon 03 qukoro Tuma).

Pucynok 25 — MPT cepaua naunenta A. ¢ ATTR tunom amunongo3sa:

A, B, JI — xopotkas ock, b, I' — ueTbipexxkamepnas nmpoekuus, E — 1ByxkamepHas
npoekuus. ['uneprpodust Muokapja JeBoro xenyaouka 10 17 mm B obmactu MXKII.
Jlunmaranus mpaBoro u JIEBOrO NPeACEPAUI, PECTPUKTUBHBIN TUII cepAua. B
OTCPOUYCHHYIO (pa3zy KOHTpacTUPOBaHUS onpenenseTcs udpdy3Hoe
CyOdHI0KapAUaJIbHOE U TPaHCMYpalbHOE HAKOIJIEHHE KOHTPACTHOIO IIpernapaTa B
MHUOKap/ie 000UX >KEyI0UYKOB U MpeJICepIni, XapaKTEepHOE JIJIsl aMUIIOMIHOTO
nopakeHust Muokapa [19]

[TanmenTy pekoMeHJOBaHA Tepamus CTaOWIM3aTOPOM TPAHCTUPETHUHA —
tapaMUIMICOM B COYCTAaHHMM C Oa3MCHOM Tepamueld XPOHHYECKOH CcepAcYHOM

HEOOCTAaTOYHOCTH.
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Knunnyeckuii npumep Ne 3

[Tanmentka T., 60 ner, moctynuia ¢ kano0aMu Ha BBIPAKEHHYIO OJABIIIKY MpHU
MUHHUMAJIGHON (pU3MUYECKOW Harpy3Ke W B IOKOE, cepireOneHue, ooy ciabocTh u
OTEKH HWKHUX KOHEUHOCTEM.

N3 anamHue3a u3BecTHO, 4yTO B 2019 roay manueHTKE BBINOJHEHO ONEPATUBHOE
JIEYEHUE 10 MOBOY JIBYCTOPOHHEIO CHHJPOMA KapIajlbHOro KaHana. B mocienyromem
MOSIBUJTUCH OJIBIIIKA MPHU (PU3MYEeCKOl Harpy3Ke, CHUKEHHE TOJIEPAHTHOCTH K HarpyskKe,
nepudeprueckas  MOJIMHEMponaTUs W NPU3HAKK  XPOHHUYECKOM  CepAeuHOMN
HenocraroyHoctd. B 2020 romy auarHocTMpoBaHa MHOYKECTBEHHAsT MHEIOMa C
CeKpelMen JIerKMX Lened Kamma-Tumna, IO0  pe3yJbTaTaM  MOpP(OJIOTHYECKOTO
vcclieloBaHus noATBepxkIeH AL-amunonnos.

B 2020 romy npu sxokapauorpaduu BBISIBICHb CUMMETPUYHAS TUNEPTPOdus
MHUOKap/ia JEBOT0 KeIyJ104YKa (TOJIIMHA MEXKKETyA0UYKOBOM Meperopoaku 10 16 MM,
3aJIHEeW CTeHKH 110 17 MM), nuiiatanus 000uX Npeacepanii, BbIpaKeHHas AUACTOINYECKas
TUChYHKIMS TP COXpPaHHOM (pakuuu BbIOpoca JIEBOTO Keinylouka. YpoBeHb BNP
cocraBun 4274 nur/ma. C y4eTOM HECOOTBETCTBUS BBIPAXEHHOCTH THUINEPTPOPUU
MHOKap/ia CTENIEHU apTepUaIbHOM TUIIEPTEH3UM MTallMeHTKe BoinosiHeHa MPT cepaua.

[lo [1aHHBIM HCCIIEIOBAHUS ONPENACISUINCh MPU3HAKK HHPUIBTPATUBHOU
KapIUOMMOIIATUH: KOHIIEHTpUYECKAsi TUMEPTPO(Hs MHUOKapAa JIEBOTO KEIyJI04Ka,
nuaTainus npeacepaui, a Ttakxke auddysHoe cyOsHAOKapIHUATBbHOE HAKOILICHUE
KOHTPAaCTHOTO TMpPENapara C BOBJIECYEHUEM CTEHOK MPEACEepAUM, XapaKTEpHOE I
aMWIOWJHOTO MopaxeHus cepaua. [loaydeHHbIe TaHHBIE B COYETAHUU C PE3YJIbTATAMU
reéMaToJIOTMYECKOTro 00CiIeJOBaHMsI MTO3BOJIMIIN MOATBEPAUTh AuarHo3 AlL-amuiounosa
cepaua.

B nmanpHelnmeM ManMeHTKa @oJydala IPOTPAMMHYIO IPOTHBOOITYXOJIEBYIO
TEpaIvio Mo MOBOJY MHOYKECTBEHHOM MHeNOMbl. HeCMOTpsi Ha mpoBOAMMOE JICUEHHE,
OTMEYAJIOCh ~ IPOTPECCUPOBAHME  KAPAUAIBHOTO  IOPAXEHUS C  Pa3BUTHUEM
MapOKCU3MAIIbHON (OpMbl GUOPWIUISAIIUN TPECEPAN, KETYJOUYKOBBIX HapYIICHUN

pUTMAa 1 HApACTAaHUEM CUMIITOMOB CCpJICIIHOﬁ HEOOCTAaTOYHOCTH.
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B suBape 2024 roma mamueHTKa ObUIa TOCIUTAIMU3UPOBAHA C KIMHUYECKOU
KapTUHOM JIEKOMIICHCAIIMM CEPACYHON HEIO0CTaTOYHOCTH. [Ipu mocCTymjieHun ypoBeHb
NT-proBNP cocraBun 16084 mnr/mn, tpomonmna T — 260,9 nr/mu. Ilo manHBIM
XOoKapauorpaduu COXpaHsUIUCh CHUMMETpPUYHas Tuneprpodus MUOKapaa JEeBOro
KEIyJ0UKa, JuiaTaluss NOpeACepAud, PECTPUKTUBHBIM THN  JUACTOJMYECKOU
TUCHYHKIIMM ¥ YMEPEHHOE CHIKeHHE (pakiiyd BHIOpPOCA JIEBOTO Kemyaouka a0 46%.
Taxke ObUT BBISIBIIEH MACCHUBHBIA IMPAaBOCTOPOHHUHN THUIPOTOpAKC, MOTpeOOBaBLIUI

BBIIIOJIHEHHUS IJIEBPAIbHOM IMyHKIMHU ¢ 3Bakyauuen 1300 mut Tpanccynara (PucyHok 26).

Pucynok 26 — MPT cepaua naunentku T. ¢ AL-amMuiion1030M B TMHaAMUKE,
oTcpoueHHas pa3za KOHTpacTUpBaHUs. A (KOpoTKas mpoekius), b (deTpipexkamepHas
npoekus) — uccaeaoanue 2020 roga; B (kopotkas npoekuus), I (ueTbipexkamepHas
och) — uccnenoBanue 2024 rona. B orcpoueHnyto a3y KOHTpaCTUPOBAHUS
ONpeeseTcsl HAKOIUIEHUE KOHTPACTHIO MpernapaTa B MUOKap/Ie JIEBOTO KEITyJ0uKa
(>kenThle CTPEJIKK) U MPABOTo xenmynodka (0enbie crpenku). [Ipu KOHTpoJIbHOM
uccinenoBanuy B 2024 rogy oTMedaeTcsl yBEIMUEHUE PACIPOCTPAHEHHOCTH HAKOTUICHHS
KII ¢ BoBiieueHHnEM AOMOTHUTEIBHBIX CETMEHTOB MUOKApAa JIEBOTO KEITYyJ0UKa, YTO
COOTBETCTBYET ITPOTrPECCUPOBAHNUIO AMUJIOUTHOTO MOPAKEHUS CEPALIA

[Ipu cpaBHenuu pe3ynbratroB MPT cepama (BemmonHeHHoe B 2024 roay) B
JMHAMUKE OTMEYaJIoCh Oosiee BBIPAXKEHHOE HAKOIUIEHHME KOHTPACTHOTO Ipernapara ¢

BOBJICHCHUCM JIOITIOJIHUTCIIBHBIX CCTMCHTOB JICBOTI'O JKCIIy1OYKaA.
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[TonydyeHHbIE W3MEHEHHS  CONPOBOXKIAINCH  HApaCTaHUEM  KIMHUYECKHUX
MPOSIBIICHUW CEPJICUHON HENOCTATOYHOCTH M yBelndeHueM ypoBHsS NT-proBNP, urto

CBUACTCIILCTBOBAJIO O IMTPOIrpeCCUPOBAHNU KapANAJIbHOI'0O aMHUJION/1034.
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I''TABA 4. OBCYKAEHHUE PE3YJIBTATOB NCCJIEJOBAHUA

CepaeuHblii aMHIIONI03 SIBIISIETCA OJHOM M3 Hanbosee KIMHUYECKU 3HAYMMBIX
UHOUIBTPATUBHBIX  KapJAWOMHOIIATUH, XapaKTepU3YIOLIEHCS  MpOrpeccCUpyIOIUM
HapYILIEHUEM JTUACTONMYECKON (QYHKIINU, Pa3BUTUEM PECTPUKTUBHON T€MOJUHAMUKH U
HEOJMAroNpUsTHBIM TPOTHO30M TIPU OTCYTCTBHH CBOCBPEMEHHOW JHUAarHOCTUKUA H
cnenuduueckoi Tepanuu [3, 5, 13, 22, 29, 67]. B nocnennue roasl 6marogaps upoKoMy
BHEJIPEHHUIO COBPEMEHHBIX METOAOB BU3YAJIU3ALMHU U MOBBIIIEHUIO HACTOPOXKEHHOCTH
Bpayeil yCTAHOBJEHO, YTO pPacCHpOCTPAaHEHHOCTh 3a00JEBaHUS  CYLIECTBEHHO
HEJ0OIICHUBAJIaCh, OCOOCHHO CpelM MAalUEHTOB C HEOOBSICHUMOW rumneprpoduei
MHUOKap/a U CepACUHON HEI0CTATOYHOCTBIO C COXpaHEHHOU (pakiueit BeiOpoca [32, 86,
91, 112, 120]. B cBsi3u ¢ 3TUM COBpEMEHHbIE peKOMeHJaluu EBporelickoro oo1ecTsa
KapAHOJIOrOB MOAYEPKUBAIOT HEOOXOIUMOCTh aKTUBHOIO [TOMCKA aMUJION103a CEp/iLia B
JTAaHHOM KaTeropuu NaueHToB [32].

Oco6oe 3nauenue numeet nuddepenunanus mexay AL- u ATTR-amunonio3oMm.
AL-amunonyo3  oOycCNOBIEH NPOAYKUMEH  MOHOKJIOHAJIBHBIX  JIETKUX  Liened
MMMYHOTJIOOYJIMHOB M XapaKTepu3yeTcs OBICTPHIM IMPOTPECCUPOBAHUEM U BBICOKOMN
JIETaTLHOCTHIO Oe3 npoBeaeHus xumuotepanuu [10, 18, 23, 52, 85]. B oTiuyue ot Hero,
ATTR-amMmuion103 CBsi3aH C HECTAOMJIBLHOCTHIO MOJIEKYJIbl TPAHCTHUPETHHA U TpeOyeT
WHON TepamneBTUYECKON CTpaTeruu, BKJOuYas NOpuMeHeHue crabunmu3aTtopoB TTR
(tadamuauc) u PHK-unTepdepennmonnsix npenapatos [35, 75, 89, 93, 119].

MarHuTHO-pe30HaHCHass ToMorpadusi cepaua SIBISETCS OJHUM M3 KIHOUYEBBIX
METOJ/IOB BBISIBIICHUS WHOUIBTPATUBHBIX MopakeHud muokapnaa [4, 7]. Kmaccuueckue
pabotei A.M. Maceira U C0aBTOpPOB TMOKa3ajdl XapakTepHbIM muddy3HbIN wIn
CyOsHIOKapAUaNbHbI MarTepH mno3aHero HakoruieHus ragonunus (LGE) mnpu
ammiionsiose [49].

J.N. Dungu u coaBTOpbl NPOAEMOHCTPUPOBAIH PA3INYMs B IITyOUHE MOPAKEHUS
mexay AL u ATTR, ykazaB Ha Oojiee yacToe TpaHCMypajibHOE HAKOILJICHUE MpHU

ATTR-amunonnose [56]. M. Fontana u coaBTOpbI MOKa3ajau, YTO PACHPOCTPAHEHHOCTD
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LGE u creneHb yBenM4eHHUS BHEKJIETOYHOTO OObEMa KOPPEIUPYIOT C MPOrHO30M U
TSODKECTBIO 3a0oneBanus [ 123, 124].

B pexoMeHmanusx 1O MyJIbTUMOJAIBLHOM BHU3yalu3alluu IOJYEPKUBACTCS
HEOOXOMMOCTh KOMIUIEKCHOM OILIEHKH € y4eToM 3Xokapauorpaduyeckux, MPT- u
PaIuOHYKIUIHBIX JaHHbIX [39, 40].

B mnocnegnue roapl NpeanpUHUMAIOTCS TMONBITKA CO3JaHUSI KOJWYECTBEHHBIX
mkan oueHku LGE, Bximrouas nmomykonnuectBeHHYI0 cucteMy QALE, mpeaioxkeHHy o
J.N. Dungu u coaBTopamu [56].

Kpome Toro, psin uccienoBanuii mokasai, 4To MOPGOMETpUUYECKHUE MTOKa3aTeln
(Macca MUOKap/ia, MHIEKC PEMOJICTUPOBAHHUS, CTENICHb KOHIICHTPUYECKON MEPECTPONKH)
MoryT paznuuarses npu AL u ATTR [7, 56, 58]. Tem He meHee, YHUPUITUPOBAHHOTO
anroput™ma, oOBeAUHSIONEro Mopdosorndeckue M (yHKIMOHAJIBHBIE TMapamMeTpbl B
€AUHYI0 TUAarHOCTUYECKYIO MOJIEIb, 10 HACTOSIIErO0 BPEMEHU HE MPEJIOKEHO.

B 3T0i1 cBsi3u pa3paboTka BOCHPOU3BOAMMBIX KpUTEpHEB IU(PepeHIInaIbHON
JIMAarHOCTUKHU Ha OCHOBE KOMIUIEKCHOM OIEHKH MOP(HOMETPUIECKUX, e(hopMarimoOHHBIX
U KOHTPACTHBIX XapaKTEPUCTHUK MHOKapAa IMPEeACTaBIACTCS aKTyaJlbHOW Hay4yHOU
3aJaue.

Mopdomerpruuecke MapaMeTpbl PEMOJCIUPOBAHUS MHUOKapJa OTHOCATCS K
KJIIIOYeBbIM  (EHOTUIHMYECKUM  TpPU3HAKaM  aMWIOWJIHOW  KapJUOMHUOINATUH U
UCIONB3YIOTCS KaK Ha JTane KIMHAYECKOM HACTOPOKEHHOCTH, Tak UM B
mupdepenunansaoit quarnoctuke AL- u ATTR-amunounosa [39, 46, 100, 132]. s
aMHWJIOWI03a CEpALA XapakTepHO yToueHue creHoK JIK mpu oTcyTcTBHM MCTHHHOMU
rUnepTpopuu  KapAUOMHUOIIMTOB, YTO CBS3aHO C HAKOIUICHUEM aMuJIouJa BO
BHEKJIETOYHOM TMpocTpaHCcTBe («mceBnoruneptpodus») [51, 79, 99, 102, 125]. Dto
NPUHITUITHAIBHO OTIUYACT aAMUJIOMIHYIO KapAUOMHOIATAIO OT THUHEPTPOPUIECKOMN
KapIMIOMUOIIATUH U TUTIEPTOHUYECKON 00JI€3HU, XOTS PEHOTUITUYECKH OHU MOTYT OBITh
CXOJHBI Ha YPOBHE CTaHJApPTHOM 3XxoKapauorpaduu [8, 44, 46, 72, 120, 132].

B HACTOSIIEM HUCCIeI0BaHNN HaleHTHI C ATTR-amuiongo3som
XapaKTepU30BaIUCh 00Jiee BBIPAKEHHBIMU CTPYKTYPHBIMM H3MEHEHHUSMH CepAla Io

cpaBHeHUI0 c manueHtamu ¢ AL-amunmowmozom. I[lo maHHBIM 3X0Kapauorpaduu
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TOJIIMHA MEXKEITyJ0UKOBOM neperopoiku cocraBuiia 17,0 mm npu ATTR npotus 14,0
MM 1ipu AL (p = 0,001), a TonmHa 3aIHEN CTEHKH JICBOTO JKeJIy10uKka — 15,5 MM poTHB
13,0 mm cootBerctBeHHO (p = 0,007). AHasiorMuHbIe pa3auuusi ObUIM MOJYYEHBI U IO
nanHeiM MPT cepaua. Kpome toro, y manueHtoB ¢ ATTR-amMuinongo30M BBISIBIICHBI
OoJiee BBICOKAasi Macca MHOKapia JIEBOTO KEIyJouyka W 0Oojee BBICOKMM HHACKC
PEMOICIIMPOBAHUS.

[TonydyenHsle  pe3ynbTaThI COOTBETCTBYIOT  JAHHBIM  HCCIIEIOBAHUM,
JEMOHCTPUPYIONTNX 00JIe€ BBIPAKEHHOE YTOJIICHUE CTCHOK M «KOHIICHTPUYCCKHID)
dbenotun pemoaenupoBanus npu ATTR-amunonnoze [20, 97, 146, 151]. B paborax,
MOCBSIIEHHBIX cpaBHUTENbHOM Bu3yanu3zauu AL u ATTR, nokazano, yto ATTR uyaie
XapakTepu3yeTcst OOJbIIEH TOMIMHON CTEHOK M OOJIBIIIEH MacCOi MUOKap/ia, 9YTO MOKET
ObITH CBSI3aHO C 0OoJiee JIUTENBHBIM CYOKIIMHMYECKHMM HAKOIUICHHEM aMUJIouja 0
MOMEHTa JUarHoCcTuku [56, 58, 70, 71]. Ha ocnoBanun MP-maHHbBIX OBLIO MMOKa3aHO, YTO
ATTR-rpynma ornuyaercss OojbIIe  BBIPAKEHHOCTBIO  PEMOJEIMPOBAHUS U
MOP(POMETPUUYECKUX U3MEHEHUH M0 cpaBHEHUIO ¢ AL, BKiItovas 6oJjiee BBICOKYIO Maccy
MUOKapza 1 0oJsiee BbIpaXKEHHBI KOHLIEHTpUYeCKuid natrepH [54, 101].

C npakTU4YeCcKON TOUKHU 3pEHHS BaKHO MOJYEPKHYTh, YTO BbIsIBIIIEMOE Ha DXOKI
YTOJIIIIEHHE CTEHOK TMpPHU aMUJIOUA03€ OTPaKaeT HE CTOJBKO THUIEPTPOPuI0
KapJAMOMHUOLIUTOB, CKOJBKO pPAaCIIMPEHUE BHEKIETOYHOTO TMPOCTPAHCTBA 34 CYET
aMUAJIOUAHBIX Jaeno3uToB [47, 120]. A.M. Maceira u coaBTOphl Nokazaiau, yto MPT
MO3BOJIIET 00JIe€ KOMITJIEKCHO OIEHUTh «aHATOMUIO HHDUIBTPALIMNY U €€ MOCIECTBUSI,
BKJIIOYAs COYETAHWE YTOJIIEHUS CTEHOK, HW3MEHEHUsS CUTHAJIOB U XapaKTepHOE
KoHTpacTupoBanue [49]. O1o o0bsicHseT, mouemy MPT paccmarpuBaeTcs kak KITt0ueBOM
METOL MOP(OJIOTUYECKON BepudUKaIuu denotuna MH(DUIBTpATUBHOMN
KapJIMOMHUOINATHM B  COBPEMEHHBIX  PEKOMEHJALMSAX MO  MYJbTUMOJAJIbHON
BU3yanu3auuu [39].

Ocoboro  BHUMaHHUSI  3aCJIy)KUBAIOT  Pe3yJbTaThl  OIEHKH  HHJEKCa
pEMOJIECIUPOBAHUsL JIEBOTO KelyJlo4yka. B HacTodieM UCCIEJOBAHUM JTAHHBINA
nokKaszaresib ObLT J0CTOBEpHO BhIlIe Y nanueHToB ¢ ATTR-amunonnoszom (1,59 nportus

1,23; p <0,001) 1 mposeMOHCTPUPOBAII XOPOIIIYIO TUATHOCTUYECKYIO 3PPEKTUBHOCTD B
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muddepennpanmu  tunoB  ammiounoza (AUC = 0,82). I[lonydeHHble JdaHHBIC
MOATBEPXKIAIOT PE3yJIbTaThl HCCIEAOBaHUM, IIOKA3aBIIUX TECHYIO CBS3b MEXIY
BBIPAKEHHOCTHIO PEMOJICIUPOBAHKS MUOKAP/1a, CTETICHBI0 AMWJIOUIHOW UH(PUIBTpaAlUU
W TIpOTHO30M 3aboseBanus [99, 109, 115, 123, 124].

[TonydeHHble pe3yJbTaThl COIVIACYIOTCA C JAHHBIMH JIMTEPATYpPhl, COIJIACHO
KOTOPBIM YBEIIMYEHHE MAacChl MHOKapjaa U 0ojiee BBIPAXKECHHOE KOHIEHTPUUYECKOE
peMozenupoBanue yamie Habmonarotes npu ATTR-amunonnose, Torna kak mnpu AL-
aMUJION03€ KJIMHUYECKHE MPOSIBICHUS MOTYT Pa3BUBAThCS MPHU MEHBIICH CTENEHU
Mopdonornueckux uiMeHeHui [24, 54]. B uccnenoBanmsax M. Fontana u coaBTOpOB
MOKA3aHO, YTO TIOKa3aTelIu PEMOACIMPOBAHUS MHOKapAa TECHO CBS3aHbl C
BBIPQKEHHOCTHIO AMWJIOMAHOW MHQUIBTpAUMKU W MpOorHo3om 3adosieBanus [109, 123,
124].

B nacrosiem uccienoBanuu unaekce pemoenuponanus JOK npoaemMoHcTpupoBa
XOpOUIYI0 JUArHOCTUYECKYI0 3(P(DEKTUBHOCT, B JuddepeHInaTbHON JTUAarHOCTUKE
ATTR- u AL-amunounoza (AUC = 0,82). [IpeumyiiecTBOM JaHHOTO IOKa3aTess
SBJISIETCS €r0 UHTErPaJIbHBIN XapaKTep, MOCKOIbKY OH YUHUTHIBAET OJJHOBPEMEHHO MACCY
MUOKapJa W KOHEYHBIA JTUACTOIMYECKUI O0O0bEM JIEBOTO JKEIyJ04YKa, YTO IMO3BOJISET
0oJiee OOBEKTUBHO OIICHUBATH BBIPAXKEHHOCTb CTPYKTYPHOU MEPECTPOUKH MHUOKapJa
[39, 54, 132].

[Ipu sTOM paznuuus MO KOHEYHOMY AHACTOJIUYECKOMY OOBbEMY, KOHEUHOMY
CUCTOJIMYECKOMY 00beMy M (ppakiMM BbIOpOCA JIEBOTO >KEIyJ0uKa MEXIy rpynnaMu
orcyTcTBOBanu. llomoOHas aucconuanus MeEXIy BBIPAKEHHOCTBIO CTPYKTYPHOTO
MOPKEHUS W COXPAHHOCTBHIO CHUCTOJMYECKON (PYHKIIMU SBJISETCS XapaKTepHOU
O0COOCHHOCTHIO aMWJIOUTHOM KapAMOMHONATHU U HEOJTHOKPATHO OINKCaHa B JINTEpaType
[46, 99, 132]. CornacHO COBPEMEHHBIM MPEICTABICHUSIM, HA PAHHUX U IPOMEKYTOUHBIX
CTaausx 3a00JieBaHUSl BEAYIIMMH TPOSIBJICHUSAMM  SIBJISIFOTCS  JAMACTOJIMYECKas
TUCHYHKIUS U PECTPUKTUBHBIN TUI HAMIOJHEHMS, TOTAa Kak (Ppakiusi BLIOpOCca MOKET
OCTaBaThCS COXPAHCHHOM BILIOTH JIO MTO3IHUX CTaaui 3a0oeBanus [46, 132, 145].

Kiaccuueckum axokapauorpaduueckuM (peHOMEHOM MPU aMUJIOU03€ SBIISIETCS

CHW)KEHHE TiobambHON mpomonbHONM nedopmaruu (GLS) ¢ oTHOCHTEIHHBIM
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COXpaHEHHEM aIluKaJIbHBIX CErMEHTOB («apical sparing»), BHepBbIE MOJPOOHO
onucanHbiM D. Phelan u coaBropamu [114]. JlanHbiil eHOMEH paccMaTpUBaeTCs Kak
XapaKkTepHbIA, XOTd M He abCOMIOTHO CHenu(UYHBIA MPU3HAK AMUJIOHUIHOM
KapIHOMHOIIATHH.

B nHacrosiiem uccrneaoBaHWN CHUKEHHE TI00albHON MPOJONIBHON nedopmanmu
10 JAaHHBIM JXoKapauorpadgum HabOmOmaTIoCh B 00€WX TpyIIax, MOPH 3TOM
CTaTUCTUYECKHU 3HAYMMBIX pa3nnuuid Mexay nanueHtamu ¢ AL- u ATTR-amunongo3zom
BbIsIBJICHO He Obuto. [lomydeHHble pe3ynbTaThl COINIACYIOTCS € JaHHbIMH Li Z #u
COABTOpaMH, MOKAa3aBIIMX, YTO IMOKa3aTeld MPOJOJIbHOW aedopmaliui B OOJIbIICH
CTENIEHU OTPAXKAIOT BBIPAKEHHOCTh MHPUIBTPATUBHOTO MOPAKEHUSI MUOKAp/1a, YEM THII
amuiono3a [96].

Oxokapauorpadgusi 0OCTaeTcs OCHOBHBIM METOJOM TIEPBUYHOTO BBISBICHUSA
AMWJIOUTHOM KapJAUOMHUOIIATUH, TIO3BOJISASI OLUECHUTH CTEIECHb YTOJIIEHUS CTEHOK
MUOKap/ia, HapyLICHUE AUACTOJMYECKONM (YHKIUM U XapaKTepHbIE H3MEHEHUS
npojosibHOM fedopmarmu. OaHaKO BO3MOXKHOCTH MeToJa B JudQepeHIraibHON
JIMarHOCTUKE PA3JIUYHBIX TUIIOB aMWJIOWJI03a OTPaHUYEHBI, OCOOEHHO y MAIlMEHTOB C
COITYTCTBYIOIIMMHU 3a00JI€BAaHUSIMHU, COMPOBONKIAIONIUMUCS TUNIEpTpoduel MUOKapa,
TaKUMH KaK apTepuajbHas THIIEPTEH3Us WM a0pTalbHbIN cTeHO03 [21, 46, 132].

B oTnnaue ot sxokapanorpaduu, MarHuTHO-pe30HAHCHAsE TOMOTrpadusi TO3BOJISIET
HE TOJIBKO OIEHUTh MOP(HOMETPUIECKUE MapaMeTPhl CEP/Ilia, HO U BHITIOTHUTH TKAHEBYIO
XapaKTEPUCTUKY MUOKAPIAa C AaHAIM30M MATTEPHOB MO3AHET0 HAKOIJICHUS T OJIUHUS U
nokazareneid nedopmarnuu. B Hacrosimem uccnenoBaHuu umMeHHo MPT-mapamerpsi
MIPOAEMOHCTPUPOBAIIN HanOOJIBIITY IO JIMarHOCTUYECKYIO LIEHHOCTb npu
muddepenumanmn AL- u ATTR-amunonmosa, 94Tto MOATBEPKAACT KIIOUYEBYIO POJIb
JJAHHOT'O0 METOJIa B YTOUHEHUH JIMArHO3a U OLEHKE TSKECTU KapJUaJIbHOTO MOPaXKEHUS
21,31, 39,99, 127].

B nmanHOM MccnenoBaHuM BBISBIEHBI CTATUCTUYECKU 3HAYMMBIC PA3IMYMS KaK 10
MoKa3aTelsisiM Jiehopmariuu JIEBOTo JKeIy109Ka, TaK 1 10 mapaMeTpam Mpeacepauil.

Hawnbonee BripakeHHBIC Pa3IudMsl B HACTOSIIEM HCCIIEIOBAHUM OB BBISIBIICHBI

Ul mokazareneit nedopmarmu npencepauii. 3nadenuss LA Long-Axis Strain Obutn
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noctoBepHo Huxke |y nanueHtoB ¢ ATTR-amunounnozoM, a  HauOONbIIYIO
JMAarHOCTUYECKYI0 3P GEKTUBHOCTh MPOJAEMOHCTpUpoBai mnokazarenb LA Long-Axis
Strain B 4-xamepuoit mosunuu (AUC = 0,83). Ilpm wucnoap30BaHUM TOPOTOBOTO
3HaueHus < —4,78% 4yBCTBUTEIBLHOCTh MeTOa cocTaBuia 73,3%, a cnenuduIHoCTb —
90,0%.

[Tokazarenn apeopmanu TPaBOrO MPEACEPAMs] TaKKe pPA3IUYAIUCh MEXKITY
rpynnamu (AUC = 0,75). IlosrydyeHHble pe3yJbTaThl coryiacytorces ¢ nanubiMu Eckstein u
coaBTopsl [48] m E. Donnellan u coaBtopser [41], mokazaBmux, urto mpu ATTR-
amuious0o3e 0Oosiee  BbIpakeHHass HWHOWIbTpAIUsT MHOKApJa COMPOBOXKIACTCS
peMoIeIMpOBaHUEM TIPENICEPAN U HapylleHHeM uX pesepByapHoil ¢pyukiuu. Kpome
TOTrO, B Psiic UCCIEAOBAHUN MOJYEPKUBACTCSA 3HAYEHUE TMPEICEPTHON MEXaHMKU Kak
Mapkepa TSHKeCTH HHPUIBTPATUBHOTO mpoliecca [42, 49, 146].

bonee BbIpa)keHHOE CHUKEHHME IMOKa3aTese AedopMali MpaBoro Mnpeacepaus
npu ATTR-amwionsoze MOXKET  OTpaxkaTb  OOJBIIYIO  paclpOCTPaHEHHOCTb
MHOUIBTPAIUU ITPABBIX OTAEIIOB CEP/IIIa, YTO COTIIACYETCS C MOTYyYEHHBIMH B HACTOSIIIEM
UCCJIEIOBAHUM JIaHHBIMU O OO0JIee 4YacTOM BOBJIEYEHUH IMIPABOr0 JKEIyJ0YKa U
npeacepauit mo ganueiM MPT [39, 42, 123].

[TapameTpsl Mpo10IbHON AedopMalK JIEBOTO KETYJI0UKa TakXKe Pa3Indaliuch
MEXAy TpyNHnamMu, OAHAKO UX JUarHoctuyeckast 3pPpeKTMBHOCTh OCTaBaJlaCh YMEPEHHON
(AUC 0,72-0,76). Ananoruunble BBIBOJBI TpenctaBieHbl B pabore D. Phelan u
coaBTOpHI [128], re mokazaHo, 4TO MOKa3aTeM MPOAOJILHON nedopMaiinu 001a1a0T
BBICOKOW YYBCTBUTEJIBHOCTBIO B IMArHOCTHKE aMUJIONA03a CEp/Ilia B LIEJIOM, HO UMEIOT
OTPaHUYCHHYIO IIEHHOCTD JUIsl U PepeHIraIiy ero OTAeIbHbIX TUIIOB.

NutepecHpiM mpencTaBiseTcss TOT (AKT, 4YTO KOMOWHHMpPOBAHHAs MOJECIb,
Biorrovaroras LA Long-Axis Strain 4 u RA Long-Axis Strain 4, npoieMOHCTpUpOBaa
AUC = 0,84, uyTo npeBbIIano nokazarejin O0JbIIMHCTBA OTIEIbHBIX TapaMETPOB.

[Iponomxkas aHanmu3 JaeOpPMALMOHHBIX XapaKTEPUCTUK MHUOKapAa, CIEayeT
OTMETHUTb, YTO HanOO0JIEe BHIPAKCHHBIE MEKTPYIIIOBHIE PA3INYUs ObUTH BBISIBIICHBI IS
nokasareneid 2D-strain, Torga kak mapamerpsl 3D-strain He MPOJEMOHCTPUPOBAIU

CTaTUCTUYCCKHN 3HAYMMBIX paSHI/I‘—II/Iﬁ MCXKJYy I'pylIiamMu. bonee BBIPA’KCHHOC CHHIKCHHC
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paauanbHOM, IUPKYJIsIpHOM u mnpoaosbHOU gedopmanuu npu ATTR-amumongose,
BEpPOSITHO, OTpakaeT OOJbIIYI0 CTENeHb CTPYKTYpHOM purugHoctTd u  Oosee
pacrnpocTpaHeHHOE HWH(QUIBTPATUBHOE TMOPAKEHWE MHOKAapJa, YTO COIJIACyeTcs C
BBISIBJICHHBIMU PAa3IMYUsAIMUA IO MAacc€ MHOKapAa, HHIEKCY PpEMOJECIUPOBAaHUS U
pPacIpOCTPaHEHHOCTH MO3/IHETO HAKOIUICHUS TaioauHus [69, 82, 126].

[lomyyeHHble  pe3yJbTaThl  COOTBETCTBYIOT  JAHHBIM  MEXIYHApOJHBIX
UCCJICIOBAHMUM,  COTJJaCHO  KOTOPBIM  TIOKaszarenud  jJeQopMaluud  SBISIOTCS
YYBCTBUTEIHHBIMU MapKepaMu HWHQUIBTPATUBHOTO MopaxeHus muokapnaa [80, 146].
[Ipu 3TOM B HACTOSAIIEM HCCIEAOBAHUM JTUArHOCTHYECKOE 3HAYCHUE MUMENIH HE TOJIBKO
MOKa3aTelid MPOJIOJIbHONW, HO W paJAualibHOM M MUPKYJISpHOM nedopmaruu, uTo,
BEpOSITHO, OTpa)kaeT 0oJiee BbIpaXXKEHHOE peMozenupoBaHue Muokapaa npu ATTR-
aMUJIOUI03€.

Pesynpratel ROC-ananu3a mnonarBepawyiv 0ojiee BBICOKYIO JHArHOCTUYECKYIO
HeHHOCTh 2D-strain o cpaBHeHuto ¢ 3D-napamerpamu. Haunbonee nndopmaTuBHBIMU
okazanmuch mokazarearu GRS 2D u GCS 2D (AUC = 0,787), a takxe GLS 2D
(AUC = 0,767), Torna xak nusi 3D-strain miomans mojg ROC-kpuBoil He mpeBbIiaia
0,687. Ilomy4yeHHble JaHHBIE CBUIETEILCTBYIOT O TOM, UTO NapameTpsl 2D-nedopmarum
00Jaat0T YMEPEHHO BBICOKOM JMAarHOCTUYECKOW A()PEKTUBHOCTBIO U  MOTYT
paccMaTpHUBaThC Kak JOMOJIHUTENbHbIE KpUTEpUU AU GdepeHIraIbHON TUarHOCTUKU
AL- u ATTR-amuniono3sa.

[Toznnee nakoruienne ragonuHus (late gadolintum enhancement, LGE) siBnsercs
onHUM U3 KItoueBblXx MPT-npusnakoB amuiongHOM WHOUIBTpanuu Muokapna. Ero
NOSIBJIEHUE CBSI3aHO C PACIIMPEHHEM BHEKJIETOYHOIO IPOCTPAHCTBA BCIEACTBUE
OTJIOXKEHHS] aAMUJIOUJHBIX (PUOPUIUI, YTO TPUBOAUT K H3MEHEHHUIO pacIpeiesieHUs
KOHTpacTHOro mnpemnapara [99, 127]. B ominune OT UIIEMUYECKUX MOPAKEHUU, HJIA
aMUJIOU03a XapakTepHo IU@@y3HOE, 4acTO LUPKYJISIPHOE HAKOIUIEHHE KOHTpACTa C
npeobiialanueM cy03HI0KapIMAIBHOTO WM TPaHCMYpaJIbHOTO naTTepHa [127].

B HacrosimieM HCCIIEIOBaHUU BBISBIEHO, YTO TPAaHCMYpajIbHOE HAKOIUIEHUE
JIOCTOBEpHO  yamie  BcTpedanoch  npu  ATTR-amumnonpmoze, Torga — Kak

CyOsHI0KapAUaNIbHBIN TaTTEpH ObLT 60J1ee XapaktepeH 1yt AL-hopmbl. DT pe3ynbTaThl
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corjacyrorcsi ¢ paboror J.N. Dungu u c0aBTOpOB, KOTOpbIE€ BII€pPBbBIC
MIPOJIEMOHCTPUPOBAIIU pazinuus B riayoune nopaxxenust mexay AL u ATTR: qiss ATTR
OBLJIO XapaKTepHO 00Jiee paCPOCTPAHEHHOE U TPAHCMYPaJIbHOE HAKOIIJIEHUE KOHTPACTA,
Torjaa Kak npu AL daiie oTMeuascs cyosHAoKapAuaIbHbIN naTTepH [7, 56].

[Ipenmonaraercs, 4TO TaKUE Pa3IUUIUS MOTYT OBITh CBS3aHBI C 00JIee NJIUTEIbHBIM
cyOkimHnyeckum — TedeHueM ATTR W NOCTENEHHBIM  MPOrpecCUPOBAHUEM
uHUIBbTpauu, B To BpeMs kak AL xapakrepusyercs 0ojiee arpecCUBHBIM TE€UEHUEM U
PAaHHUM KJIIMHUYECKUM TMPOSIBIICHUEM MIPU MEHBIIEH TIIyOUHE CTPYKTYPHOIO MOPAXKEHUS
[68, 115, 136]. B aTtom konTekcte rimyouna LGE MoxkeT paccMaTpuBaThCS HE TOJIBKO Kak
MOP(OJIOTUYECKHM, HO ¥ KaK MaTOreHETHUYEeCKU 00YCIIOBICHHBIN NMpU3HAK.

OTaenbHOr0 BHHMAaHHUS 3acily’KMBaeT (PEHOMEH OJHOBPEMEHHOIO IO3HETO
HAKOIUJICHUS TaJI0JUHUS B CyOIHIOKapAUAIBHBIX CJIOSX JIEBOTO U MPABOTO KETYI0UKOB,
MPEUMYIIECTBEHHO B 00JIACTH MEXKEITYJI0YKOBOU MEPEeropojiku, (HOpMUPYIOITUT
BU3YAJIbHBIN 3(D(PEKT «IBOMHOW JMHUM» MO 3HAOKAPAUAIBHOW MOBEPXHOCTH. IDTOT
MAaTTePH OTPAXka€T BBIPAKEHHOE W CHMMETPUYHOE PACHIMPEHUE BHEKIETOYHOTO
MPOCTPAHCTBA B CYORHAOKApAUAIBHBIX OTJENaX OOOUX >KEITYyAOUYKOB U (PaKTHUECKU
ABJISETCST MapkepoM Oosiee nuPy3HON M MPOTSKEHHON WHEOUIBTPAIIMM MHUOKapHa,
BBIXOJSIINICH 3a Mpeaenabl TUIIMYHOTO CYO’HIOKaApAMAIBHOTO TOPAXEHUS JIEBOTO
KEITyI0YKa.

[Tony4yeHHBIE B HACTOSIIIEM HUCCJIEIOBAHUU JIaHHBIE O 0OJiee BBHICOKOM YacToTe
TPAHCMYPaAJbHOTO TMOPAXEHUSI OTACJIBHBIX CETMEHTOB (B YaCTHOCTH, Oa3ajdbHBIX
JaTepalibHbIX W HIDKHEOOKOBhIX cermeHToB) mpu ATTR Takke cormacyroorcs ¢
pesynpTaTamu  A. Martinez-Naharro u c0aBTOpPOB, YKa3aBIIUX Ha OOJIBIIYIO
«MacIITaOHOCTHY MOPAKEHUS] MUOKap/la TPU TPAHCTUPETUHOBOM amuiionaose [115].

CermeHTapHasi  OIIEHKAa HAKOIUIGHHMS  KOHTpacTa  I[O3BOJIMJIA  BBISIBUTH
HEOJHOPOJIHOCTh pactpezesieHus uHuibTpanuu. HecMoTpss Ha TO, 4TO aMUIOUI03
TPaJAMIIMOHHO paccMaTpuBaeTcs Kak AU y3HbIN MpoIecc, s UCCIEeI0BAHUNA TTOKa3all
HaJIMYKE MPEUMYIIIECTBEHHOTO BOBJICUCHUS 0a3aIbHBIX OT/EJIOB U JIATePATbHOU CTCHKHU

[115, 127].



86
[Ixana QALE (Query Amyloid Late Enhancement) 6s11a npensiosxena J.N. Dungu

M COaBTOpaMHU KaK METOJ MNOJYKOJUYECTBEHHOW OLIEHKA PaCIpOCTPAaHEHHOCTH H
riyounsl LGE npu amunounnose [56]. ABTOpBI MpOAEMOHCTPUPOBAIH, YTO Topor > 13
6amoB no3Boiisget quddepenurpoBath ATTR ot AL ¢ 4yBCTBUTENBHOCTHIO 0KOJI0 82%
u cnernuduaHOCThIO 76% [56].

B HacTosi11eM McciieI0BaHNH MOTYKOJNYECTBEHHAS OLIEHKA O3JHET0 HAKOIIEHUS
ragonvaus no mkaine QALE mnpoaeMoHCTpupoBana BBICOKYH) JIHArHOCTHYECKYIO
3HauUMOCTh Tipu auddepenumanun AL- u ATTR-amunounnoza. Meaunana QALE B
rpymme AL coctaBuna 9,0 (2,0; 11,75) 6amna, Torna kak B rpynme ATTR — 13,5 [13,0;
14,0] Gamna; pa3nuuus MEXIy TpyInaMd ObUTM CTAaTUCTHYECKH 3HAYUMBIMH (p =
0,00017). Ilo manapiM ROC-anamuza AUC coctaBuia 0,86, 4TO CBUIETEILCTBYET O
BBICOKOM JuarHoctuueckor cmocoOHoctu mkaiael QALE. Ilpu wucnons3oBaHuu
noporosoro 3HaueHust QALE > 13 6aioB 4yBCTBUTEIBHOCTh MeTO1a cocTaBmiia 81,3%,
cnenuuyHocTh — 86,4%, a oOmias AuarHocTUYeckas TOYHOCThb gocturana 84,2%.
[Tony4deHHsbie pe3yJIbTaThl YKa3bIBaIOT Ha BBICOKYIO 3¢h(HEKTUBHOCTH
nosnykonnuectBeHHOU oueHku LGE B nuddepenunansuon nuarnoctuke AL- u ATTR-
amuionao3a [7].

B oTnanume OT mpenanosokKeHuHd O NMPEUMYLIECTBEHHO OTPAKAIOUIEN TSIKECTH
uHpunbsTparmu poau QALE, naHHble HACTOSIIETO HUCCIEIOBAHUS JIEMOHCTPUPYIOT €€
BBIPAKEHHYIO TUTIOCTIEIU(UYHOCTh. CyIIECTBEHHO 00Jie€ BHICOKME 3HAYCHUS KB B
rpynnie ATTR orpaxator Oosiee mMaccuBHBIM M IU(QY3HBIM XapaKTep aMUJIOUIHON
UHOUIBTpPAIMU, YTO  COOTBETCTBYET  MAaTO(U3HOJOTUYECKHMM  OCOOEHHOCTSIM
TpaHCTUPETUHOBOM (hopmbl 3a00eBanus [63, 78, 114].

Takum o6pazom, QALE MoxkeT paccMaTpuBaThCs HE TOJIBKO KaK MapKep TAKECTH
MOPAXXECHUSI, HO M KAK CAMOCTOATEJbHBIM JHATHOCTUYECKUUA KPUTEPUM IIpU
(GbopMHpPOBaHUM HEMHBA3WBHOIO aNropuTMa AuddepeHuuanuym aMuiIon103a cepala.

M. Fontana u coaBTOpbI NOKa3ajiu, 4To 00beM U uHTeHcuBHOCTh LGE xoppenupytot ¢
MPOTHO30M W YPOBHEM OHMOMAapKepoOB cepleuHo HejoctatroyHoctu [124]. B nHamem
MCCIIENOBAaHUM TaK)Ke BbIsiBIIEHA nosoxkurtenbHas koppensiuns QALE ¢ NT-proBNP u

WHJIEKCOM PEMO/ICTUPOBaHMsI, 0COOCHHO BhIpaKeHHas B rpymme AL.
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Oco0oro BHHMMaHHS 3acCiy>KMBAIOT MallMEHThl C AaTUIUYHBIMA BapUaHTaMU
HaKOIUICHUS KOHTPACTHOTO IIpernapara. B HacTosIeM HCCIEIOBAHUN ITOJTHOCTBIO
atunuuebld  natrepH  LGE  (uHTpamMuoOKapauanbHOE WM CyO3NMHKapAHaIbHOE
HAKOIUJIEHUE TPU OTCYTCTBUU CYOIHIOKAPIUATBLHOTO U TPAHCMYPAIbHOTO MOPAKEHHS)
BbIsIBJICH ¥ 27,3% naruenToB ¢ AL-amunonno3om, Toraa kak cpeau nanuueHToB ¢ ATTR-
aMUJIOUI030M NOJIOOHBIX CIIy4aeB HE 3aperucTpupoBaHo. [Ipy 3ToM y 4yacTu nareHToB
¢ ATTR onpenensuinch OTAEIbHBIE CETMEHTHI C MHTPAMUOKApIUAIbHBIM HAKOIUIEHUEM
KOHTPAaCTHOTO Ipenapara, OJHAKO OHM BCErJa COYETAIUCh C  TUIIAYHBIMU
CyOdHI0KapAUaIbHBIMU WM TPAHCMYPAJIbHBIMU NTaTTEPHAMHU.

ITonydeHHsle pe3yJbTaThl UMEIOT BAXKHOE IIPAKTUYECKOE 3HAYECHHUE, ITOCKOJIBKY
atunuuHble BapuaHThl LGE MOryT cyliecTBeHHO 3aTpyAHATh AH(PGEepeHIUaTbHYIO
JUArHOCTUKY aMuiouo3a cepaua. MHTpamuokapauanbHoe M CyO3NUKapAHAIbHOE
HAaKOIUICHME KOHTPACTHOIO Mpemapara TPAAWIMOHHO pacCMaTPUBAIOTCA  Kak
XapakTepHbIE IPU3HAKA  HEHUIIEMUYECKMX  KapAMOMHMONATHUM, NPEXKAE  BCETO
rUnepTpopuyecKkol  KapAMOMHUOINATUH, MHUOKapAWTa U psa  TEeHETUYECKH
JeTEPMUHUPOBAHHBIX 3a001eBanuii Muokapaa [39, 46, 60, 115]. B mogo0HbIX cuTyarusx
OTCYTCTBHE THUIIMYHOTO CYOIHAOKApAMAIBLHOTO NAaTTepHA MOXET MPUBOAUTH K
HEJIOOLICHKE BEPOSITHOCTH aMUJION103a CEPALIA.

Crenyer OTMETUTH, YTO ATUIMYHBIE BAPUAHTBI KOHTPACTUpOBaHUSA INpu AL-
aMUJIOM03€ paHee TaKXKe ONUCBIBAIMCh B JIMTEpPAaType U  CBA3BIBAIOTCA C
HEPaBHOMEPHBIM paclpeieIEHuEM aMUJIOMAHBIX JAEMO3UTOB, 00Jiee paHHUMHU CTaIUSIMU
3a00JIeBaHUsl WM COYETAaHHMEM HMHQPWIBTPATUBHOIO M TOKCHUYECKOTO MEXAaHHU3MOB
nopaxenus: muokapaa [60, 123, 124]. IlomydyeHHble HaMHU JaHHBIE MOATBEPKIAIOT
HEOOXOJAMMOCTh KOMIUIEKCHOW HHTepnperanuu pesyiapratoB MPT ¢ yuerom
KJIMHUYECKHX JTaHHBIX, TAOOpPaTOPHBIX MOKa3aTele U Ipyrux METOJO0B BU3yaIU3aliHy,
IIOCKOJIBKY OTCYTCTBHE Kilaccuueckoro mnarrepHa LGE He wuckimrouaer Hanuune
aMIJIOUTHOTO TopakeHus cepaua [19].

BaxxHo OTMETHUTbH, UTO MOJIYKOJIWYECTBEHHAs] OIIEHKA 00JiafjaeT OmpeesIeHHON
CyOBEKTUBHOCTBIO M 3aBUCUT OT ONBITA UCCIEA0BATENA. B muTeparype noauepKkuBaeTcs,

yTo Oonee oOwekTuBHBIE MeTO b (T1-kKapTUpoBaHue, pacueT BHEKJIETOUYHOTO 0O0bema)
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MOTYT 00OecreunBaTh 00JIe€ TOUHYIO KOJIMYECTBEHHYIO XapaKTePUCTUKY HHOUIbTpauu
[55, 59, 108, 116]. Tem ne menee, QALE ocTtaercsi 1OCTYIIHBIM U BOCIPOU3BOAUMBIM
WHCTPYMEHTOM IPU OTCYTCTBUHU MPOABUHYTHIX KAPTUPYIOUIUX MOCIIEI0BATEIBHOCTEM.

B HacrosmeM wuccienoBaHMM HAaWOOJBIIYI0 JUArHOCTUYECKYIO IIEHHOCTb
MPOJIEMOHCTPUPOBAJIO COUYETAHWE TMOKA3aTeNe MMO3AHEr0 HAKOIUICHUS TaJl0JNHUs
(QALE, TpancMypanbHOE NOpaXKEHUE MUOKAP/A) C UHJIEKCOM PEMOJEITUPOBAHHUS JIEBOTO
xemynouka. [lomyyeHHbie pe3yibTaThl MOATBEPXKIAIOT 1EIECO00Pa3HOCTh KOMILIEKCHOM
OIICHKH MOP(POMETPUYECKUX M KOHTPACTHBIX XapaKTCPUCTUK MHOKapJa TIpH
muddepennnanbaoi nuarnoctuke AL- u ATTR-amunonno3za [39, 40, 132].

HedbopmalliOHHbIE ~ XapaKTEepPUCTUKHM  MHOKapia B TMOCIHEAHUE  TOAIbBI
paccMaTpUBAIOTCS KaK UYyBCTBUTEIbHBIE MapKEpbl paHHEro (PYHKIMOHAIBHOTO
HapyILIEeHUsI TP UHPUIBTPATUBHBIX KapAMOMMOIATUAX, BKIIOYAs aMUJIOWI03 CepAlla
[24, 80, 146]. B oTnmume oT ¢pakuuu BbIOpOca JIEBOrO JKEIyJ0uKa, Strain-aHanau3
MO3BOJIIET BBISIBISITh HApYyIICHUE MEXaHUKUM MHUOKapia Ha Oojee paHHUX CTaJusX
3a00sieBaHus, KOT/a II100aIbHasl COKpaTUTENIbHAS (DYHKIIHS €Ile OCTAETCSI OTHOCUTEIILHO
COXPaHHOM.

B nacrosimem uccnenoBanuu Hanbosee MHOOPMATUBHBIMHU OKA3aJIMCh ITOKa3aTeln
nedopmal - mpencepAnii, 0coOEHHO JeBOro mnpeacepaus. boree BbIpakeHHOE
cHIWKeHue npeacepaHoro strain npu ATTR-amunono3e, BEposiTHO, OTpaxkaeT OO0JIbLIYIO
CTETNIEHb CTPYKTYPHOTO PEMOJICIUPOBAHUS U XPOHUUECKOW MHPUIBTPAIIMK MUOKapa.
AHaJIOTHYHBIE JaHHBIE TpejacTaBieHbl B pabotax J. Eckstein u coaBTopoB [48] u
E. Donnellan u coaBropoB [41], moka3aBuiux, 4To HapyIICHUE MEXaHUKHU MPEACEpauit
TECHO CBSI3aHO C TSKECThIO aMUJIOMIHOTO MOPAXKEHUSI U PA3BUTHUEM JUACTOJIUYECKOU
TUCHYHKIIIH.

[Tomy4yeHnsie  pe3yJabTaThl  TakKKe  MOJTBEPIKIAFOTCS BBISIBIICHHBIMHU
KOPPEJISIMOHHBIMU CBSI3SIMH  MEXIYy TOKazaTeassMu jAehopMaliii, BBIPAKEHHOCTHIO
MO3/THETO HAKOIUICHMS TaJIOJUHUS U UHACKCOM PEMOJICTUPOBAHUS JIEBOTO KEITYI0YKA.
OTO CBHIETETHCTBYET O TOM, YTO CHIIKEHHE strain oOTpaxaeT HE TOJBKO
(GyHKIIMOHATBHBIE HAPYIIEHUS, HO U CTENEHb CTPYKTYPHOU MEpecTpOKkH MHUOKap/a.

CxonHble 3aKOHOMEpPHOCTH paHee Obutm omucanbl M. Fontana u coaBTOopamwu,
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POJIEMOHCTPUPOBABIIMMHU B3aUMOCBSI3b MEKy 00BEMOM aMUJIOMIHON UH(DUIBTpALIUU
Y HapyILLICHUEM MEXaHUYECKUX CBOMCTB Muokapaa [70, 124].

CrnenyeT OTMETUTH, YTO MapaMeTpsl 2D-strain B HallleM UCCIETOBaHUH 0013 aIH
OoJblllel JTMArHOCTUYECKOM IIEHHOCTBIO 10 cpaBHeHHIO ¢ 3D-strain. HaumGonee
BEpPOSITHO, 3TO CBA3aHO C 0OO0Jee BBICOKOW BOCHPOU3BOJAMMOCTBIO W MEHBLIEH
3aBUCUMOCTBIO 2D-aHann3a OT KayecTBa MOCTIPOLIECCHHIA, YTO TAKXKE OTMEYAeTCs B
psane  WcciIeNoBaHUM, TMOCBAIIEHHBIX  OLEHKE Jedopmanuu  MHOKapaa Mpu
kapauomuonarusx [80, 146].

[IpoBeeHHBI  KOPPENSLMOHHBIM  aHalu3  MPOJAEMOHCTPUPOBAIL  TECHYIO
B3aUMOCBSI3b  MEXAY CTPYKTYpPHBIMH, (YHKIIMOHAJIBHBIMU W KIMHHUYECKUMU
IPOSIBJICHUSIMU aMWJIOWJHOW Kapauomuonatuu. B oOmieil koropre mauyMeHToB IIKaia
QALE nonoxurensHo koppenupoBaia ¢ ypoBHeM NT-proBNP (p = 0,37; p = 0,031) u
WHJIEKCOM peMojieiupoBaHus JieBoro >xemynouka (p = 0,51; p = 0,001), uto
CBUJETENBCTBYET O CBS3M MEXIYy CTENEHbI0 AaMWIOWAHOW  MHQUIBTPALHH,
BBIDQKEHHOCTBIO  PEMOJEIUPOBAHUS  MHOKapAa W THKECTBIO  CEPACYHOU
HEJJOCTATOYHOCTH.

HaulGonee BbIpakeHHBIE KOPPEISIMOHHBIE CBSI3M  BBISIBJICHBI B TPYIIE
AL-amunounosa, rae QALE accomuupoBanack kak ¢ ypoBueM NT-proBNP (p = 0,61;
p =0,006), Tak u ¢ uaAeKcom pemoaenupoBanus JIK (p = 0,64; p=0,001). [TonyuyeHHsie
JAaHHbBIE COTJacyloTcs ¢ pesysbraramu M. Fontana u coaBTOpOB, MOKAa3aBIIMMU CBSI3b
o0beMa aMUJIOUIHON MHPUIBTpAMK ¢ OMOMapKepamMu CepAEYHON HEAOCTaTOYHOCTH U
CTPYKTYPHBIM MOpaxxeHuem muokapza [124].

BrisiBiieHHBIE KOPpENSIUA MEXIYy IMOKa3aTeasiMu AedopMalii MPEACcepauid U
BBIPDAKEHHOCTBIO  TO3[IHETO0  HAKOIUICHUS  TaJOJIMHUS ~ MOATBEPKIAIOT  CBA3b
MEXaHUYECKON MUCPYHKIIMU C TPOTPECCUPOBAHUEM AMIJIOUIHOTO TOPAKECHHUS.
Haubonee cunbpHas B3auMocBsi3b oTMedeHa st RA Long-Axis Strain 4 u mikanst QALE
(p = —0,62; p < 0,001). Kpome Toro, cHuxeHue mnpeacepaHoil pedopmanuu
aCCOIMUPOBAJIIOCH C YBEJIIMUCHUEM YHKCIIA TPAHCMYPAJIbHO MOPAXKEHHBIX CETMEHTOB, YTO
CBUJETENBCTBYET O BIUSHUU TTTyOUHBI HHQUIbTpAMU Ha (DYHKIIMOHAJIBHOE COCTOSIHHUE

Kamep cep/la.
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Nunexc pemonenuposanus JDK Takke npoaeMOHCTPUPOBAII CBSA3b C KIMHUYECKOU
TSOKECTBIO 3a00sieBaHus, Koppenupys ¢ ypoBueM NT-proBNP (p = 0,44; p = 0,009) u
(GYyHKIIMOHATBHBIM KJIacCOM cepaeuHoit Hemoctarounoctu mo NYHA (p = 0,43;
p = 0,009). 310 moaTBEpKAACT, UTO PEMOJICTUPOBAHUE MUOKApIa OTPaKAET HE TOJIBKO
MOpP(OJIOTUYECKHE W3MCHCHHs, HO W KIMHUYECKUE TMPOSIBICHUS aMUJIOWIHOMN
KapIMOMHOTIATUH.

OnHOM W3 KIIOYEBBIX 3a/lad HACTOAIIETO HMCCIEIOBAaHUS SIBISJIACH pa3pabOTKa
BOCIPOM3BOANMBIX KpuTepueB auddepenumanbaoil nuarHoctuku AL- u ATTR-
aMUJIOU103a Ha OCHOBE KOMIUIEKCHOM OIIEHKH MOP(POMETPUYECKUX, KOHTPACTHBIX U
byHkuuoHanpHBIX mapameTrpoB MPT cepama. AKTyalbHOCTh JTaHHOW — 3ajjauyd
o0ycCOBJI€HA MPUHIMIUATIBHBIMUA PA3IUYUSIMUA B TAKTHUKE JICUCHUS U MPOTHO3E ITHUX
dbopm 3aboneBanums [37, 61, 62, 84, 92, 98, 144].

[TonyuyeHHble pe3yabTaThl MOKa3aiu, 4To OTAeIbHble MP-nokasatenu obnanaroT
pa3IMYHON JTAArHOCTUYECKOMN 3 (PEKTUBHOCTEIO. Hawubonee BBICOKYIO
JIMarHOCTUYECKYIO CIIOCOOHOCTD cpeau WHJVBHUIYaJIbHBIX apaMeTpoB
npoaemoncTpupoBaiia mkana QALE (AUC = 0,86), nmpu moporoBomM 3HaueHuu > 13
O0aytoB oOecneunBaBIas YyBCTBUTENBHOCTh 81,3% u cnenuduanocts 86,4%. NHmekc
PEMOJIETMPOBAHUS JIEBOTO JKEJIyJOo4YKa Takke oOJafal BBICOKOM JUArHOCTUYECKOMN
3HaunMocThio (AUC = 0,82), a mopor > 1,375 mo3BoIsiI ¢ BHICOKOW YyBCTBUTEIHHOCTHIO
BBIABJIAITH aineHToB ¢ ATTR-amunonnozom.

Cpenu GhyHKIMOHANIBHBIX MOKa3aTeneil Hanbosee nHPopMaTUBHBIM okazayics LA
Long-Axis Strain B 4-kamepnoii nozunnu (AUC = 0,83). bosnee BeIpa)keHHOE CHUKEHUE
nedopmaru npenacepauii y mamueHToB ¢ ATTR-amunongo3om, BeposiTHO, OTpaskaer
OOJIBIIIYI0 PacIPOCTPaHEHHOCTh MH(UIBTPATUBHOTO Mpolecca U 0ojiee BBIPAKEHHOE
pemMoenupoBaHue Kamep cepana. Bmecte ¢ Tem nuarHoctuueckas 3¢G(EKTUBHOCTh
OTJEJIbHBIX strain-mapaMeTpoB ycCTynajga KOHTPACTHBIM H MOP(HOMETPUUECKUM
XapaKTePUCTUKAM.

Haunydmme pe3ynbTaThl OBUTM  MOJMYYEHBI TPU  KOMIUIEKCHOW  OIICHKE
KJIIMHUYECKUX, dJIeKTpokapauorpadpuueckux 1 MPT-noka3areneil. B utorosyto mozens

OBLIH BKJIFOUYCHBI BO3pacT InanvucHTa, HaIn4uc MMPOTCUHYPUH, OTCYTCTBHC
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narosjoruueckux 3yonoB Q na OKI, mokazarens QALE, unaekc peMoaenupoBaHus
JIEBOTO JKEIyA0UYKa U HAIMYKUE TPAHCMYPaJIbHOIO HAKOIUIEHUSI KOHTPACTHOIO Mpernapara
B cermMeHtax S wmwmm 11 gjeBoro kemymouka. PaspaboTtaHHas — Mojzemb
POJIEMOHCTPUPOBAJa OYEHb BBICOKYIO TUArHOCTUYECKYIO 3(PPEKTUBHOCTD C TUIONIAAbIO
nox ROC-kpuBoit 0,99, 4YTO CyHIECTBEHHO NPEBOCXOAMIIO JAHATHOCTUYECKUE
BO3MO>XHOCTH OTJIENIbHBIX TTOKa3aTesei.

JIisi  mpakTUYecKoro MpUMEHEHUs OblUl pa3padoTaH OajuIbHBIA — aJITOPUTM,
OCHOBAHHBI Ha WIECTH KPUTEPHUSX: BO3PACT NAIMEHTA, OTCYTCTBHUE MPOTECUHYPHH,
oTcyTcTBUe Tmarojornueckux 3yomoB Q na OKI, QALE > 13 6amioB, HHACKC
pPEMOJIETUPOBaHUs JIEBOTO JKeaygouka > 1,375 W Hamuuue TpaHCMYPAJIbHOTO
HAKOTUICHUS] KOHTPACTHOTIO Tpernapara B cerMeHTax 5 u/unu 11 nesoro xenynouka. [Ipu
MOPOrOBOM 3HAaY€HUU > 4 OaJJIOB YyBCTBUTEIBLHOCTH aJlrOpuTMa coctaBmia 93,8%,
cnenuduyHocts — 100,0%, quarHoctudeckast TOUHOCTh — 97,3%, 4TO CBUAETEILCTBYET
O BBICOKOW 3(PPEKTUBHOCTH MPEUIOKEHHOTO TNoAXoAa B AuddepeHunanbHoMu
nuarnoctuke AL- u ATTR-amunonno3a cepana.

[TonydenHsie pe3ysbTaThl MOATBEPKAAIOT, YTO COYETaHHWE MOP(HOMETPUUYECKUX,
KOHTPACTHBIX W Je(OpPMAIMOHHBIX XapaKTepPUCTUK obecreunBaeT 0Oojee BBICOKYIO
TOYHOCTh Ju(pdepeHInalIbHON AUArHOCTUKA 10 CPaBHEHUIO C HCMOJIb30BAaHUEM
OTJIEJIbHBIX MoKa3atesie. [IpeyiokeHHbI alropuT™M HE 3aMEHSIET MOP(OJIOTHUECKYIO
WM CHMHTUTpadUYECKyl0 BepU(HKAIMIO THUMA aMUJIOWAA, OJIHAKO  MOXET
WCIIOJB30BaThCA JUIsi HEWMHBA3WBHOM CTpaTU(PUKAIMM MAIlMEHTOB W TOBBIIICHUS
JIMAarHOCTUYECKOM HaCTOPOKEHHOCTH B oTHoIeHnH ATTR-amunounosa. Takoit moaxon
COOTBETCTBYET COBPEMEHHBIM PEKOMEHIAIMAM 110 MYJIbTUMOJATBHON BU3YyAIU3alUU U
JTIUArHOCTUKE Kapauomuonartuii [32, 39, 40].

CrnenyeT OTMETUTDH Pl OTPAHMYEHUI HACTOSIIIET0 UCCIETOBAHMS:

1. PaGora BbIONIHEHA B OJHOM IIEHTPE U BKJIOYAET OTHOCHUTEIHHO
HEOOJIBIIYI0 BBIOOPKY MAIMEHTOB ¢ BEPUMUIIMPOBAHHBIM aMHJIOWI030M CEpJIlla, YTO
CBSI3aHO C PEAKOCTHIO 3a00JICBAaHUS U CIIOKHOCTHIO €r0 JUATHOCTUKH;

2. UccnenoBanne HOCUIIO pETPOCHIEKTUBHBIN XapaKTep, YTO MOTJIO OKa3bIBaTh

BJIMSIHUC HA ITOJTHOTY AOCTYIIHBIX KIIMHUYCCKUX U MHCTPYMCHTAJIbHBIX JTAdHHBIX ]
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3. AHanM3 NpPOBOAWICA HA OCHOBaHMU JAaHHBIX MPT, BBINOJHEHHBIX Ha
TomMorpadax pa3HbIX MPOU3BOJAUTENECH U C HCIOJIB30BAHUEM PA3IMUYHBIX MPOTOKOJIOB
CKaHWPOBAHUA, YTO MNOTEHLIHUAIBHO MOIJIO BJIMATH HA OTHAEIBHBIE KOJWYECTBECHHBIC
MOKA3aTeu.

Kpome ToOro, B wucciegoBaHuu HE NPOBOJAWIIACH CUCTEMATHYECKas OLEHKA
napametpoB T1-kapTupoBaHus U BHEKJIETOUHOTO oObema muokapaa (ECV), koropsie B
HACTOSILEE BPEMSI PACCMATPUBAIOTCA KaK MEPCIEKTUBHBIE KOJIMYECTBEHHBIE MAPKEPHI
aMWIOUIHON WH(pUIbTpanuu. Pa3paOoTaHHBIA HAarHOCTHYECKUI aIrOpUTM IpPOLIEN
TOJIbKO BHYTPEHHIOIO BAJIMJAIMIO U TpeOYyeT NajbHEHIel TpOBEpKH Ha HE3aBUCUMBIX
BHEIIIHUX BbIOOpKax manueHToB. HecMoTps Ha yka3aHHbBIE OTpaHUYEHHUS], TOTyUYECHHbIE
PE3YyJIbTATHI COTIACYIOTCS C JTAHHBIMU MEXTYHAPOIHBIX UCCIEA0OBAHUMN U TOATBEPKIAIOT
BBICOKYIO  JIMarHOCTUYECKYK  LEHHOCTh  KoMmIiuiekcHoM  MPT-onenku  mnipu

mupdepenunansaoit nuarnoctuke AL- u ATTR-amunoniosa cepana.
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3AK/IIOYEHUE

Hacrosimass pabotra mocBsieHa pa3pabOTKE KOMIUIEKCHOTO —IMOAXOoJa K
nuddepennnanbioi quarnoctuke AL- u ATTR-amumoungo3a cepama, OCHOBaHHOTO Ha
OLICHKE KIMHWUYECKUX JAHHBIX M PE3YyJIbTATOB MYJbTUMOJAIBHOW BU3YAIM3ALNU.
Huddepenipanus 3TUX TUIOB 3a00JIeBaHUS UMEET IPUHITUITHAIBLHOE 3HAYCHHUE B CBSI3H
C pa3IMYMsAMH B IPOTHO3E€ U TMOAXOJax K crneruduueckod tepanuu. Bmecte ¢ Tem
CXOJICTBO KJIMHUYECKMX TMPOSBICHUM 3aTPYJIHSET HEMHBA3UBHOEC TUMHPOBAHUE
aMUJION103a U OTIpeJIeIeT HEOOXOIUMOCTh IMMOUCKA KOJTUYSCTBEHHBIX JUATHOCTUYCCKUX
KPUTEPUEB.

[enpro uccienoBaHus SIBUIOCH yIaydlmiuTh auarHoctuky AL- u ATTR-popm
aMUJION03a CcepAlla 3a CueT pa3padOTKH aJrOpUTMa JUATHOCTHUKU ITAllUEHTOB C
MOJO3PEHUEM Ha aMMIJIOWZIO3 CEpPAIla Ha OCHOBE KOMIUIEKCHOTO aHalin3a KIMHUKO-
Ja00paTOPHBIX JAHHBIX M PE3YJbTaTOB MYJIbTUMOJAJIBHONW  BH3yaJU3allUu  C
MPUMECHEHHUEM MarHUTHO-pE30HAaHCHOM ToMorpaduu. B uccimemoBanue BKIIOUYEHBI 38
MalUEHTOB C BEpUDUIIMPOBAHHBIM aMUIIONA030M cepana: 22 ¢ AL-amunounnozom u 16 ¢
ATTR-amumongo3om. O6cne0BaHNEe BKIIFOYAIO0 aHAIN3 KIMHUYECKUX B JTA00PaTOPHBIX
JAHHBIX, dJIEKTpOKapArorpaduto, 3Xokapauorpadpuro, cuuHTurpaduio muokapaa u MPT
cepamna ¢ oneHko MophodyHKIIMOHATIBHBIX MMapaMEeTPOB, MO3HETO0 HAKOIUJICHUS
ragonuHus u negopmanuu merogom Feature tracking.

HccnenoBanue nokaszano, 4yto nanueHTsl ¢ ATTR-amuiion1030M ObLIN CTapiiie u
Cpeau HUX Mpeodiaaaln My>KYUHBI, Toraa Kak mis AL-amunmongo3a Obliia XapakTepHa
0oJiee BBICOKAsl 4YaCTOTa MPOTEUHYPUU M MATOJOTMYECKUX 3yOII0B Q MpU OTCYTCTBUU
uHpapkra wmuokapaa B aHamue3e. I[lpu ATTR-amunoungose ormeuanuch Oosee
BBIPAKEHHOE YTOJIIIEHUE CTEHOK JIEBOTO JKEIIYI0YKa U YBEIIMYEHUE JIEBOTO MPEICEPAUSL.
[Ipu »sToM rpynmbel HE pa3duyaduch MO (PYHKIMOHAIBHOMY KjacCy M CTaJauu
XPOHUYECKON CEPACYHOM HEAOCTAaTOYHOCTH, YPOBHIM NT-proBNP u tpononuna I, uro
OTPAaHUYMBAET CAMOCTOSITEJIbHYIO LIEHHOCTh AAHHBIX IOKa3zaTelell i OnpeaeiaeHus

THIIA aMHJIOU03A.



94

Hawnbonee cymiecTBeHHbIC pa3inyuvs BBISBIEHBI IPU KOMILJIEKCHOM orieHke MPT
cepaua ¢ koHTpactupoBanueM. ATTR-amunonno3 xapakrepuzoBaics 0ojee BbICOKON
Maccoil MUOKapza 1 0oJiee BhIpaKEHHBIM KOHIEHTPUYECKUM PEMOIETMPOBAHUEM JIEBOTO
XKenynouka. PacmpocTpaHEeHHOCTh O3IHET0 HAKOIUICHUS ragonuHus no mkaine QALE
takoke Ob1a Boiie npu ATTR-amunonnosze. s qanHoro BapuanTa 3aboeBaHus ObLIO
XapakTepHO OoJiee YacToe TPaHCMYpPaJIbHOE HAKOIUIEHHE KOHTPACTHOrO Mperapara,
NPEUMYIIIECTBEHHO B 0a3aJlbHOM U CpEJHEM HIKHEOOKOBBIX CErMEHTax JIeBOrO
KEIy0UKa, a Takke 0oyiee BBIpaXECHHOE CHIDKEHUE MPOAOIbHON Aedopmaiu JeBoro
npenacepaus. B COBOKYMHOCTM 3THM MNpU3HAKU OTpa)karoT OOJIbLIYI0 TIIyOMHY U
pacnpocTpaHeHHOCTh UH(MIbTpaTUBHOTO nopaxkeHus npu ATTR-amunounnose.

Ha ocHoBanuu HauOosnee HWH()OPMATUBHBIX KIMHWUYECKMX U MP-npusHakoB
pa3paboTaHa AMAarHOCTUYECKas IIKaja, 00bEANHSIIONIAs BO3pacT NalleHTa, OTCYTCTBUE
IIPOTEUHYPHUH, BBIPAKEHHOCTh IO3JHETO HAKOIUICHHWS KOHTPACTHOI'O Ipenapara Io
mkane QALE, wuHIEKC pemMoAenupoBaHHs  JIEBOTO  KEIYJ04YKa, HAJIU4ue
TPAHCMYPAJILHOTO TMOPaXXEHUSI HUKHEOOKOBBIX CETMEHTOB M CHMKEHHUE IPOJOJIbHOM
nedopmaru - geBoro mpeacepaus. KoMIUIeKCHas OLIGHKa JIaHHBIX — KpUTEPHUEB
IPOJAEMOHCTPUPOBAJIa BBICOKYIO JUArHOCTHUYECKYIO0 3((EKTUBHOCTh M INPEB30LLIA IO
MH(OPMATUBHOCTH UCIIOJIB30BAHUE OTAEIbHBIX MOKa3zarenel. [TpennoxxeHHbIi anroputM
HE 3aMEHSIET 3THOJOTMYECKYI0 BepU(PHKALMIO THUMA AMWIOUAA, OJHAKO MO3BOJISIET
MOBBICUTh JMAarHOCTHYECKYI0 HACTOPOKEHHOCTh B oTHOoweHHH ATTR-amumongosza u
ONPENENNUTh NaJbHEHIINI MapLIpyT 00CIeJOBaHUS ALlUEHTA.

Takum o00Opa3om, aHanu3 TMOJYYEHHBIX JaHHBIX CBUAETEIbCTBYET, YTO
o0beIMHEHNE KIMHUYECKUX IMPU3HAKOB C KOJIMYECTBEHHBIMH MOP(POMETPHUUECKUMH,
KOHTpPacTHbIMM M JAedopMalMOHHbIMU mapamerpamMud MPT mnoBblIaeT TOYHOCTH
muddepennmanbaon quarHoctuku AL- m ATTR-amumonnosa cepana. IlpenmosxeHHbII
MOJXOJ MOXET CIMOCOOCTBOBATh ONTHMU3ALMU MAapUIPyTU3aLUU TALMEHTOB IS

nocieayomel Bepudukay 1uario3a u Ha3HaueHus criennpuyeckom Tepanm.
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BbIBO/IbI

l. [Ipy  cpaBHUTENBHOM  aHAIMW3€  KIMHHUKO-IEMOTpauueckux U
7a00paTOPHBIX XapakTepucTuk mnauueHToB ¢ AL- u ATTR-ammionno3om cepana
yctaHoBieHo, uto ansg ATTR-amunonpoza xapakTepHbl 0Oojiee cTapiidii BO3pacT
nanueHToB (78,3£9,0 mpotus 67,0£10,1 roma; p < 0,001), mpeobiananre MyK4UH
(81,2% mpotus 40,9%; p = 0,020). Jlna AL-amunongo3a xapaktepHa 0ojee BbICOKas
yactota nporeunypun (86,4% mnpotuB 6,2%; p < 0,001). Pazmuumii 1o
dbyukimonansHoMy kinaccy NYHA, ctanuu XpoHUUeCKOo# cep/ieuHOM HEJOCTaTOUHOCTH,
ypoBHIM NT-proBNP u Tpononuna I Mmexny rpymnmnamMu He BbISIBICHO.

2. [Ipy  CpaBHMTENBPHOM  aHAJIW3€  DJIEKTPOKApAUOTrpapUUecKuX U
XOoKapauorpaUuyecknux IoKas3aTeled yCTaHOBJIEHO, 4to sl AL-amuiongosa
XapakTepHa OoJjiee BBICOKas YacTOTa MATOJIOIMYECKUX 3yOunoB Q mpu OTCYyTCTBUU
uH(papkra Muokapaa B anamuese (57% npotus 19%; p =0,041). Ins ATTR-amunongosa
xapaktepHbl Oonbias toimmaa MOKIT (17,0 [16,0;19,0] npotus 14,0 [12,8;16,3] mm;
p = 0,001), 3CJDK (15,5 [13,8;17,0] mporur 13,0 [11,8;14,0] mm; p = 0,007)
u wuHAekcupoBaHHbi oOvem JIIT (43,4 [38,8;46,0] nporuB 35,9 [31,8;39,0]
mia/m?;, p = 0,006). Haubomnbinelt AHarHOCTHYECKON IIEHHOCTHIO oO0jajaia TOJIIMHA
MXII > 16 mm (AUC = 0,823).

3. Haunbonee nndpopmaruabiMu npeaukropamu ATTR-amunmonnosa cepaua
sBisTUCh 10 JaHHbIM MPT 6pumi: QALE > 13 6anmnos, unaaeke pemoaenupoBanus JOK >
1,375, Hanmnume TpaHCMYPaJIbHOTO HAKOIIEHHWsSI KOHTPACTHOTO Mpernapara B CETMEHTax 5
u/vmu 11 u cumxenue LA Long-Axis Strain B 4-xamepHoit mo3uruu. HauOombinyro
nuarHoctuueckyro addexkruBHocTh npoaemonctpupoBam QALE (AUC = 0,86), LA
Long-Axis Strain 4ch (AUC = 0,83) u unaexc pemoaenupopanus JDK (AUC = 0,82).

4. Pazpaborana moxens nuddepennuanpaor nuarHoctukd AL- m ATTR-
aMUJIOWJ03a CepJilla, BKIIOYAlollasg BO3pacT MallMeHTa, HaJu4he MPOTEUHYPHH,
oTcyTcTBUE TnaTosiornueckoro 3yb6ua Q na OKI, mnokaszarens QALE, wunnekc
peMmonenupoBanuss JOK W Hamuuue TpaHCMYpajJbHOIO HAKOIUJIEHUS KOHTPACTHOTO

npenapata B cermentax 5 w/mnm 11 JDK (AUC = 0,99). Ha ee ocHOBe mNpejioxkeH
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QITOPUTM JIMATHOCTHKH, BKJIIOYAIONIMI KIMHUYECKHUE, AJEKTpoKapauorpaduyeckue u
MPT-kpurepun. IIpu noporoBom 3HaueHuu > 4 6aI0B UyBCTBUTEIBHOCTh JIFOPUTMaA

coctaBmia 86,7%, cnenuduanocts — 100%, nuarHoctuaeckas TOUHOCTH — 94,3%.
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ITPAKTUYECKHE PEKOMEHJALIMN

l. [Ipu BemmonHennn MPT manueHTaMm ¢ MoJ03pEHUEM Ha aMHJIOMI03 CEPALIA
PEKOMEHJIyeTCS  Hapsly CO CTaHJApTHOM OLEHKOW ITO3JHEr0  HAKOIUICHUS
raJoJIMHUEBOTO  KOHTPACTHOTO  Mpemapara MHUOKApIOM  CIIEAyeT  IPOBOIAUTH
KOJIM4eCTBEHHBIN aHan3 nokasaresst QALE, pacueTr unaekca pemoaenuposanus JOK n
OLICHKY HAJINYMs TPAHCMYPAJIBHOIO HAKOIJIEHHS] KOHTPACTHOTO MPEIapara B CErMEHTax
Sw/mnu 11 JDK, obnagaromux BEICOKOW AMArHOCTUYECKON 3HAYMMOCTBIO JJ151 BBISIBIICHHUSI
ATTR-amumono3a cepana.

2. Pexomennyercs MCII0JIb30BaTh pa3paboTaHHbBIN KJIMHUKO-
WHCTPYMEHTAJIbHBIN anroputMm st auddepenimanbaoi nuarnoctuku AL- u ATTR-
amuniongo3a cepana. Ilpu cymme > 4 6annoB umeercst Bbicokasi BeposiTHOCTh ATTR-
aMuJIon703a cepAlla ¢ MalMeHTa CJIeQyeT HalpaBiIsaTh Ha  JajbHEMWIIee
CHEeUaI3upOBaHHOE 00CIeOBaHUE JIsl BEpU(PUKALMK JUArHO3a U BHIOOpA TaKTUKH

JICUCHMUS.
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CIIUCOK COKPAIIIEHUH 1 YCJIOBHBIX OBO3HAYEHUI

AB-0nokana — aTpMOBEHTPUKYJIIpHAs OJI0Ka1a

AMK — amunonHas KapAMOMHUONATHS

ATI®D — aHrHOTEeH3UHIIpEeBpaIAOIIUN HEPMEHT

APHU — naruburop peuentopos anruoteHzuna II u Henpunmsuna
BITHIII" — 6;i0kaga npaBoil HOXKH Iydka [ 'nca

BPA — 6i10kaTophl perenTopoB aHTHoTeH3nHa 11

BXXO (ECV) — BHeksieTounbli 00beM Muokapaa (Extracellular Volume)
['KMII — runeptpoduueckas KapAUOMHUOIIATHS

['JIK — runieptpodust 1eBOro *emyaouka

JAN — noBepUTENbHBI HHTEPBAI

JUUIA — naBneHue B JIErOYHON apTEPUU

3CJDK — 3aHs4 CTEHKA JIEBOTO K€My I0UKa

NBC — umemnueckas 00j1€3Hb cep/iiia

NMMIJDK — unaekc Macchl MMOKap/ia JIEBOTO KEJIyI09Ka

KJ1O — xoHEUHBIN AUACTOINYECKHI 00beM

KCO — xoHEYHbI! CUCTOINYECKUN 00bEM

JDK — neBrlit xkenyouex

JIHIII" — neBas Hoxka nyuka [ 'nca

JIIT — neBoe npencepaue

MIKII — Mexokeny 104KoBast IEPEropoaKa

MMIJIX — Macca MUOKap/a JEBOTO KETyA0UKa

MPT — marHUTHO-pE30HAHCHASI TOMOTpadus

MPT cepaiia — MarHuTHO-pe30HaHCHAsi ToMorpadus cepala
HT-proBNP (NT-proBNP) — N-koHI11eBoi#i (pparmMeHT MO3rOBOT0 HATPUHYPETUUECKOTO
MEenTUIa

O®DIKT — onHooTOHHAS SMUCCUOHHAS] KOMIIBIOTEPHAsE TOMOTrpadus
IDK — npaBbIi xkeiryqo4ex

I1IT — mpaBoe npexacepane
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®B JI)K — dpakius BeIOpoca JI€BOTO Keayaouka

OI1 — hubpuIALIMS TpEACEPAHIA

XCH — xpoHuueckas cepieuHasl HeJIOCTaTOYHOCTh

AL-aMuIon103 — aMUION103 JIETKHUX eNeld UMMYHOTJI00YIMHOB

ATTP (ATTR) — TpaHCTUPETUHOBBIN AMHIIOMI03

ATTRv — HaciieCTBEHHBIN TPAHCTUPETUHOBBIN AMHIIOU03

ATTRwW — TpaHCTUPETUHOBBIA AMUJTIOUI03 TUKOTO TUIIA

AUC — momans mog ROC-kpuBoii (Area Under Curve)

CCI — unaexc komopounuoctu Charlson (Charlson Comorbidity Index)
ECG-gating — cuHXpOHU3a1IMsI 110 IEKTPOKAPIMOTpaMMe

GCS — rnob6anbHas nupkyispHas negopmarust Muokapaa (Global Circumferential
Strain)

GLS — rno6anwsHas npogosibHas aedopmanus muokapaa (Global Longitudinal Strain)
GRS — rnob6anbHas paguansHas nepopmanus muokapaa (Global Radial Strain)
ICC — koadpdurment BuyTpukiiaccoBoit koppemsiuuu (Intraclass Correlation
Coefficient)

LGE — no3nuee nakornenue raponuaus (Late Gadolinium Enhancement)

NYHA — Heio-Mopxckas accormarms cepaua (New York Heart Association)
QALE — Query Amyloid Late Enhancement

ROC-ananu3 — ananu3 pabounx xapakrepucTuk npueMmHuka (Receiver Operating
Characteristic)

SGLT2 — HaTpuil-TiIt0KO3HBIM KOTpAaHCTIOPTEP 2 TUNA

SSFP — nocnenoBaTenbHOCTh cOaTaHCUPOBAHHON CBOOOIHOM nipenieccun (Steady-State
Free Precession)

T1-kapTupoBaHUE — KOJIMYECTBEHHAS OIIEHKA BPEMEHH MPOI0JIHHON pelaKcaluu
MUOKapAa.

TAPSE — cucronnyeckas 3KCKypcHs KOJiblla TPUKYCITUAAIBHOTO KJlarmaHa

TTR — TpancTupeTHH
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