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OCHOBHEIE MOJIO’KEHUS
* [IpencraBneH 0030p aKTyalbHBIX JIMTEPATYPHBIX JAHHBIX, KOTOPBIE TIOCBSIICHBI MOCIETHIM H3-
MEHECHHSIM B MHIEMHOIOTHHA U OCOOCHHOCTSIM TPaHCTUPETUHOBOTO aMUJION03a. B 0030pe ocBelIeHbI
(axTOpBI, MOBBIIIAIOIINE BEPOSTHOCTh HAMMYHUS y NAalWEHTa JAHHOTO 3a00JieBaHMs, aKIEHTUPOBAHO
BHHUMAHHWEC Ha rpynne 6OJII)HI)IX BBICOKOTI'O pI/ICKa, a TaKXKeE HpeI[CTaBJ'IeHI)I HpO6JICMI)I HCUHBA3WBHOI'O
JIMAarHOCTUYECKOTO BEAECHUS JIUL C aMUAJIOMA030M CEPJILIA B KIIMHUYECKOW MPAKTHUKE.

TpanctupernnoBas (ATTR) amwmronmgHas KapaIuOMHONIATHS — TSDKEI0€ WH(MHIIb-
TpaTUBHOE 3a00JeBaHue cepAmna ¢ (HOpMUPOBAHNEM CEPACYHON HEOCTaTOYHOCTH
(CH), xak mpaBWIIO, C COXPaHHON M YMEPEHHO CHIKEHHOW (ppakiueil BeIOpoca
JIEBOTO JKEITYI0YKa, C PECTPUKTUBHBIM U JIOKHOTHIIEPTPOGUIECKIM (HEHOTHIIOM,
HETraTHBHO BIUSIONIEE HAa MPOTHO3 M KaueCTBO JKM3HM MAIMEHTOB. B oTcyTCcTBHE
CBOEBPEMEHHOW CIIeTU(UIECKON TEpariy MeIHaHa BBDKHBAEMOCTH MTPHOIMKEHA
K 2-3,5 rogam s pasHeix Gopm ATTR-amunonmosa. JlocTmkeHus B 001acTu He-
Pe3rome WHBa3WBHOW BU3YyaJHM3alllN CEpPAIa, TOCTYIHOCTh TeHETUIECKOTO TECTUPOBAHMS,
BBIJIEJICHHE TPYII IAIMeHTOB BBICOKOTO PHCKA aMIJIOWIHON KapAHMOMHOIIATHH,
MTOSIBTICHHE HOBBIX METOZOB CIIEU(UIECKOTO JICYSHHSI XOTh M MPHUBEIH K yBEIH-
YEHHIO BBIABISIEMOCTH 3a00JIEBaHMS, OHAKO y)K€ Ha €€ MO3AHUX CTaausx (KOor-
Jla TIpe/ICTaBIIeHbl pa3BepHyTas kaptuHa CH ¥ BBIpa)KEHHOE YTONIIEHHE CTEHOK
Cep/IIa), 9TO OTPHUIIATEIIEHO CKa3bIBACTCSA HA MPOTHO3E OONBHBIX. MeXTUCIIUIIIH-
HapPHBIA MOAXO0/I, HACTOPO)KEHHOCTh ¥ CBOCBPEMEHHAS IMArHOCTHKA UMEIOT pellia-
roree 3HaueHue Kak st AT TR-amumonosa, Tak u auist mpodiemsr CH B menom.

...................................................................................................................................................... .
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Highlights
* The article presents a review of literature data devoted to the latest changes in the epidemiology and
features of transthyretin (ATTR) amyloidosis. The review highlights factors that increase the likelihood
of a patient having this disease, emphasizing the group of high-risk patients, and discusses issues of non-
invasive diagnostic management of a patient with cardiac amyloidosis in clinical practice.

Transthyretin (ATTR) amyloid cardiomyopathy is a severe infiltrative heart disease
that followed by heart failure (HF) with a preserved and moderately reduced left
ventricular ejection fraction and a restrictive phenotype. It negatively affects
the prognosis and quality of life of patients. In the absence of timely treatment,
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themedian survivalis 2—-3.5 years for different forms of ATTR amyloidosis. Advances
in noninvasive cardiac imaging, availability of genetic testing, identification of
«high risk» groups of patients with amyloid cardiomyopathy, and the emergence
of new methods of treatment have increased the detection rate of the disease, but
only at its later stages (when a patient suffers from heart failure and pronounced
hypertrophic cardiomyopathy), which negatively affects the prognosis of patients.
Therefore, an interdisciplinary approach, vigilance, and timely diagnostics are
crucial for both ATTR amyloidosis and the problem of heart failure in general.
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Crnucok cokpauieHui

KMII — kapamomuomnarus CH — CepJe4Hast HeJOCTaTOYHOCTh
JDK  — neBwli xKemynouek CHc®B — cepaeuHas HEJOCTaTOYHOCTh
MPT — MarHMTHO-pe30HAaHCHAsi TOMOrpadus C COXpaHHOM (pakimer BEIOpoca
OP®II — ocreorponnsie pagnopapmanesrruyeckue K — BIIeKTpoKapanorpapus
Ipenaparsl OxoKI' — asxokapauorpadus
BBenenue KOTOpBIE TTO3BOJIMIN OOOWTH CTOpPOHOU MeHee 0e30-

AMHIIONZI03 OTHOCHTCS K Tpynmne WHOUIbTpa-
TUBHBIX 3a00eBaHUM, MPU KOTOPBIX MPOUCXOTUT
BHEKJIETOYHOE OTJIO)KCHHE IaTOJIOrHYecKOro Hepa-
CTBOPUMOTO TJIHMKONIPOTeHAa (aMUIIONAA) B Pa3iIHy-
HBIX opraHax W TkaHsx [1]. Ha ceromusmuuii neHb
MU3BECTHO 36 TaKMX OEITKOB-IIPEIIICCTBEHHUKOB, KO-
TOpBIE UMEIOT Pa3HyIO TPOMHOCTH K opranam [2]. OT
TOTO, B KAKMX OpraHax OTKJIAJbIBACTCS aMUJION]I, Oy-
JIeT 3aBHCETh BBIPAXKEHHOCTh W pa3HOOOpa3ue Kiu-
HAYECKOW KapTwHBI 3aboneBanus [3]. Hecmorps Ha
TeTEepPOreHHOCTh MATOJIOTHUH, HAJTUINE U TSHKECTH T0-
paXeHHUs cepiana ABISETCS BEAYIIUM IMPEAUKTOPOM
CMEpPTHOCTH y AIlMEHTOB ¢ aMruionno3oM [4]. Ycra-
HOBJIEHO, YTO OKOJIO 95% Bcex ciydaeB aMHIIOMAHON
kapanomuonatuu (KMII) npuxoaurca Ha aBa TUMA:
AL-amunonno3 (aMIJIOUI03 JIETKUX [ETIeH HMMYyHO-
rmooynuHoB) 1 ATTR-amunonno3 (TpanctupeTuHo-
BBIN amuionao3) [5]. B orcyrerBue cnenuduiaeckon
Tepanuy MeJWaHa BBDKUBAEMOCTH NPHOIMKEHA K
2-3,5 rogam ans pasubix Gpopm ATTR-amunonnosa u
cocTapisieT MeHee roja s AL-amunounnosa [3, 6].

Hannas o63opHas crates nocssmeHa ATTR-KMIT,
KOTOpasi /10 HeJaBHEr0 BPEMEHHU HMelia HeOOJBIIyIo
pacpoCTPaHEHHOCTH, OTHAKO 3a MOCIIEHIE HECKOIIb-
KO JIET cTaja MPUBJIEKATh 3HAYNTEIbHOE BHUMAHHUE TI0
CIIEYIONIUM MPUINHAM:

* TIOSIBJICHUEC HOBBIX METOJIOB CIEHU(PUUECKOTO
JICYCHUS, YacTh M3 KOTOPBIX yke Jokazanu 3ddek-
TUBHOCTh B CHIDKCHUU CMEPTHOCTH W YJIyYIICHUH
nporuo3a [7]. B Poccwmiickoit @eneparuu ¢ 2017 r. uc-
MOJIB3yeTCs Mpenapar TapamMuIuc (CEIeKTUBHBIN CTa-
OMIIM3aTOp TPAHCTUPETHHA);

* OCTIDKEHHUS B OOJACTH BH3YyaJM3allUM CEpIIa,

MMacHYI0 M TEeXHUYECKH CIOXHYI0O WHBAa3MBHYIO IHa-
THOCTHYECKYIO TPOLEAYPY — DHIOMHOKAPAHAIBHYIO
ouoricnro. K OCHOBHBIM JTOCTHMKEHHSM OTHOCSITCS
axokapauorpadus (OxoKI') ¢ mcmonb3oBaHuEeM TeX-
vosorum Speckle Tracking [8], MarHUTHO-pe30HaHC-
Hast ToMorpadus (MPT) mumokapma ¢ KOHTPaCTHBIM
YCUJICHHEM TaJI0OJTUHUEM, CITUHTUTpad s MHOKap/aa ¢
OCTEOTPOITHBIMU paguo(apManeBTUIECKUMH Tpera-
patamu (OP®II) (B PO sTo mupodocdar texuenwus,
win *"Tc-PYP) [6]. BBuIYy BHICOKOH 4yBCTBHTEIBHO-
CTH U CTIENU(PUIHOCTH JTaHHBIE METOBI 3aHSIHN TIPH-
OpUTETHBIE TTO3UIINN B TUATHOCTHYECKOM aJITOPUTME.
B urtore »T0 cokpaiaer Bpems, 3aTpadeHHOE Ha TO-
CTAaHOBKY JIMarHO3a;

* JIOCTYITHOCTh T€HETHYECKOTO TECTUPOBAHUS — B
pesynbrare ATTRm (MyTaHTHast, UK HAaCJIEICTBEH-
HO oOycioBieHHass ¢opMa TPaHCTHUPETHHOBOTO
aMIJION103a) TTpuoOpena emre OoJbIIee 3HAYCHHE C
yBeIIMYEeHNEM PacIpOCTPaHEHHOCTH OTPEIeTIEHHBIX
MyTalui;

* IPOBE/IEHHE CKPUHWHTA Ha HAJIWYHE MOHOKIIO-
HaJBHBIX OEJNKOB B CHIBOPOTKHA KPOBH M MOYH (DJIEK-
Tpodope3 ¢ UMMYHO(DHUKCAITHEH ) C METTBI0 HCKITIOUCHHUS
AL-amuionmo3a [6]. OmHOBpeMEHHOE TIPOBEIACHHE
JUarHoCTHYECKUX TeCTOB B nob3y ATTR- u AL-KMII
MTO3BOJISIET OBICTPEE ONPENEIHUTh AUATHO3 U HA3HAYHUTH
crienuuuecKoe JICUCHHE;

* ompeziesieHa BBICOKAs YacTOTa BCTPEYAEMOCTH
ATTR-KMII y nauueHToB co CTEHO3aMHU a0pTaJIbHO-
ro KiamaHa, ¢ perotunoM runeprpodudeckoir KMII,
CepIeIHON HEIOCTAaTOYHOCTHIO C COXpaHEHHOU (pak-
nuer BeiOpoca (CHc®B). MHorue aBTOphI BEIACISIOT
TaKWX TAIMEHTOB B TPYMIIBI BHICOKOTO PHCKA aMHIIO-
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uanot KMII, yto mpeamnonaraeT MpoOBEIEHHE CKPU-
HUHTa Ha aMUJIOUI03 ¥ TUX MAI[UCHTOB.

AKTHBHBIN poCT HHTEpeca Bpauel pasHbIX CIEU-
anpHOCTE K ATTR-amunongosy BBUAY MNOCICAHHUX
W3MEHEHUM B TUArHOCTUKE W JICUEHUU XOTh U MPHUBEI
K YBEITWYCHHUIO BBIIBISIEMOCTH 3a00J€BaHUS, OTHAKO
YK€ Ha €€ TO3[IHUX CTaAMSIX, YTO OTPHUIATEIHLHO CKa-
3BIBAETCS HA MPOrHO3e 001bHBIX [7]. [losTOMY paHHSss
JUATHOCTHKA 3a00JICBaHHUS UMEET pellaroliee 3Hade-
HUE. YCOBEPILIEHCTBOBAHHBIN ONBIT BEJICHUS MallUeH-
TOB C CEPJICYHBIM AMIJIOMI030M MOXKET TOCITY)KHUTh
Moznensio st m3yueHust CHc®B B nienom.

ONUIEMHUOTIOTHS AMHION103a

HcToprueckn aMuI0on03 OTHOCKIICS K Op(haHHBIM
3aboneBanmsaM, nopaxarormum 0,5 Ha 100 THIC. Yemo-
Bek. OnHako ycrexw B 00JIACTH HEMHBA3WBHOM Jua-
rHocTuku (0e30MONCUiHBIA TOJX0A) U pa3paboTka
creun(UUecKux METONOB JICYCHHUSI CIIOCOOCTBOBAIIH
AKTUBHOMY TIPOBEJICHUIO CKPHHWHTA HACEJICHUs, Ha-
MPaBIEHHOTO HA PAHHIOK JUATHOCTHUKY 3a00JICBaHMS.
B pesynsrate ATTR-amMumonio3 crany BBISBIATE 3Ha-
yuTenbHOo Yarie [9, 10].

Ilo mocnegHUM AaHHBIM TPOrPaMMbl MEAMIIMH-
ckoro crpaxoBanuss Medicare, B CIIIA B mepuon c
2000 o 2012 r. ypoBeHB 32001€Ba€MOCTH aMUIIOUI0-
3oMm cepana (ATTR- n AL-amunonmo3) coctaBui 17
Ha 100 teIC. wenosek [11]. B Benukobpuranuu pac-
MPOCTPAHEHHOCTh CUCTEMHOTO aMuion103a k 2008 1.
cocrasuna 0,8 Ha 100 Toic. uenoBek [12] ¢ mocTosH-
HBIM YBEJIMYEHHEM 4YMCla HOBBIX ciydaeB [13]. Tak,
Mo pesynbTaraM 0a3bl NaHHbIX HarmoHanmbHOTO 1EH-
Tpa amuionaosa (Jloumon), ¢ 1987 mo 2009 r. wactora
CJIy4yaeB MOCTAaHOBKHU JWarxHo3a yBenauuuiack Ha 3%,
¢ 2016 mo 2020 r. — Ha 25% [13]. B IBeuuu ¢ 2006
no 2018 r. HabnmoaeTcst HEYKJIOHHBIN pocT 3a00eBa-
emoctd ATTR-amunongo3a — ¢ 1,5 no 5 mHa 100 ThIC.
genoBek [14]. B JlaHum, mo JaHHBIM HAITHOHAIHHO-
ro peructpa, 3a 20 jet (1998-2017 rr.) mokazarens
3a00JIEBACMOCTH aMWJIOMI030M CEpAlla M3MEHUJIICS
¢ 0,88 mo 3,56 na 100 TeIC. uenmoBek [15]. [Toxoxue
W3MEHEHHS 3apeTUCTPUPOBAHBI CpPEAW HAaCeIeHUs
Wranuu [16]. B PO B HacTosiniee BpeMsi OTCYTCTBYIOT
opuIMaTbHBIE CTAaTUCTHYECKHE IaHHBIE O PacIpo-
CTPaHEHHOCTH aMUJIONU/103a, OAHAKO IO pe3yiabTaTraM
PEruCTPOBBIX UCCIIEI0BAHUH, BBITTOJIHEHHBIX CIIELHa-
muctamu I'bBY3 «I'Kb nmenn B.M. bysnosa /I3M», B
2019 r. yacToTa AMArHOCTUYECKHU MOATBEPKACHHBIX
ciaydaeB amuiongo3a coctaBmia 53 Ha 100 ThIC. Ue-
moBek [17]. Takum oOpazoM, MPOCICKUBACTCS TCH-
JIeHIusl yBeIu4eHus pacrnpoctpanenHoctn ATTR-a-
MUJIOHWI03a, NPU ITOM HESICHO, KaKME€ HMMEHHO Ia-
IUEHTHl (C TEHEeTHYECKMMH H (PEHOTUITUYECKUMU
O0COOCHHOCTSIMH, C HaJduIueM (PaKTOpOB, IOBBIIIA-
fomux BeposTHOCTh ATTR-amunonmosa) cocraBis-
0T JJAHHYK CTAaTHUCTHKY. Pe3ysbrarbl KpynHEHIIero
B MHpe MHOroueHtposoro wuccienoBanus THAOS

(Transthyretin Amyloidosis Outcomes Survey), B KO-
Topoe ObuTH BKJItOUEHBI manueHTsl ¢ ATTR-amumon-
J1030M (IMKHIi ¥ HACTIeICTBEHHBIN TUIIBI) U3 17 cTpaH,
YIAYUYIIWIA TOHUMaHUe TeYeHHs 3a00JIeBaHUs TyTeM
€ro M3yYeHHs] aBTOpaMHU Ha OOINBIIONW TreTepOreHHON
monmynsanuu manueHToB [18]. B pesymbrare ObuH
MPOJIEMOHCTPUPOBAHEI  AeMoTpaduieckue, KIUHU-
YeCcKHue M TeHETHYECKHEe O0COOCHHOCTH MAalMEHTOB C
ATTR-aMHWJIONI030M, 9TO B JaJILHEHIIIEM ITO3BOJIHIIO
MOBBICUTh HACTOPO’KEHHOCTh B OTHOLLIEHUH TAHHOTO
3a00JIeBaHMS U TEM CaMbIM YIyUYITUTh PAHHIOIO JHa-
rHOCTHUKY [18].

OcHOBHBIE THIIBI AMUWJIOHA032 CEepPALa

Amunonnos cepnua, unu amuiounnas KMII, mo-
JKET HOCHTH JIOKaJbHBIA XapakTep, HampuMmep MpH
AANF-ammionnosze (TpeacepaHblii aMIIIONI03), a
TaKke OBITh YACTHIO CHCTEMHOTO (TeHEPaTU30BAHHOTO)
rporecca rnpy Takux ammiIonnosax, kak AT TR-amuio-
U703, KOTOPbIH ObiBaeT HacieacTBeHHOTO (ATTRm) u
qukoro (ATTRwt) tumos, AL-amunonno3, AA-aMuito-
1103 (peaKTHBHBIN), A-b2M-aMIIIona03 (THaTH3HBIH )
n AApoAl-amunonno3 (0OyCIIOBICHHBI MyTanuen B
renax Oenka anosiunporeuna A 1) [3] (mabauya).

ATTRwt xapakrepusyeTcst BO3pacTHBIMH H3MEHe-
HUSMHU TPaHCTHUPETHHA (CHIBOPOTOUHBIN OENOK-TIepe-
HOCUYWK THPOKCHHA M PETUHOJA, KOTOPHII CHHTE3UPY-
eTcs B TleueHn), B To BpeMs kak ATTRm Bw3BaH My-
TalUsIMU B TeHE camoro Oeska (u3BecTHO Oosee 140
MyTaiuii) [6]. B pe3ynbsrate B 000MX clydasx HpowHc-
XOIIUT JecTabuim3alysi 0eika U 00pa3oBaHHE MOHO-
MEpOB, KOTOPbIE 00JI1a/Ial0T aMIJIONIOTEHHOCTHIO.

B ommuune or ATTR-amunonno3a npu AL-amuio-
W7103€ MCTOYHUKOM aMUJIOW/A SBJISIETCS IAaTOJOTHYe-
CKUH KJIOH IJIa3MaTHYECKHUX KJIETOK KOCTHOTO MO3Tra,
MPOAYLMPYIOUINH MOHOKJIOHANbHBIE JIETKHE LENH
raMMa-uMMYHOTJIOOYIMHOB [6]. DTOT marojIorn4eckuit
MIPOIIECC BCTPEUACTCS TMPH MUEIOMHOM OOJEe3HH U Xa-
pakTepu3yeTcs 0ojlee MOJTHIEHOCHBIM TeUeHHEM [ 3, 6].
Ocobennocteio AL- u ATTR-KMII sBasteTcst Tsoxenas,
arpeccuBHoO npoTekaromast CH, kak rnmpaBuiio ¢ coxpas-
HOW (pakuuell BbIOpOCa, MO PECTPUKTUBHOMY THUILY,
pedpakrepHas Kk cTaHgapTHOU Tepanwu [19], ¢ Hapy-
IMIeHUsMU pUTMa U mpoBoxuMocTH cepara. CH, acco-
nuupoBanHas ¢ ATTR-KMII, cBs3ana ¢ 6os1ee BEICOKOM
CMEPTHOCTBIO M MJIOXUM MPOTHO30M 10 CPAaBHEHHIO C
JPYTUMH €€ YaCTBIMH TPUYMHAMU: JTUIATAIlMOHHOM,
runeprpoduyeckoit u nmemmdeckoit KMII, mopokamu
cep/ra, THepToHnIeckor 6onesnsio [20].

AA-amMuonio3 (BTOPHYHBIN/PEAKTUBHBIN aMHUIIO-
U7103) pa3BHUBAETCS B pe3yJbTaTe JIUTENBHO TEKYITHX
BOCTIAJIUTEIBHBIX MPOLIECCOB B OpraHu3Me (ayTOMM-
MYHHBIE IIPOLECCHI 110 TUITYy PEBMATOUJHOIO apTpHUTa,
cunapom Peiitepa, ncopuas, 6one3nr Kpona, 3moxa-
YECTBEHHBIE OMYXOIIM, XPOHHUYECKHEe WH(EKITNOHHBIE
HarHOCHHSI — OCTEOMHENHT, CH(PIINC, TyOepKyIe3 H
np.). ctouHnKOM CBIBOPOTOYHOTO ammiiouaa A sB-
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Transthyretin amyloid cardiomyopathy

asieTcst octpodaszoBbiii  OeoKk  BocmasieHus (serum
amyloid A, SAA), BeIpabarsiBaeMblil TiedeHbto. [Ipu
JJAHHOM THIIE aMWJIOWI03a MUILCHBIO SBISIOTCS 110Y-
KH, cepane nopaxaercs B 3% cirydaes [3]. OcTtanbHble
THITBI aMIJION/103a C TOPAYKEHUEM Cep/ilia Ipe/iCTaBlIe-
HBI B maonuye.

ATTR-amuiouno3 gukoro tuna (ATTRwt)

Panee ycranoBneno, uro ATTRwt HaOmomaert-
Csl IPEUMYIIIECTBEHHO y MY)XYMH B BO3pacTe CTapiie
65—70 ner u, xak mpaBuio, npenacrasiedH CHc®B [21].
Jlokazana mpsiMasi CBSI3b MKy BO3PACTOM IMAIUCHTA U
BEPOATHOCTHIO BO3HUKHOBeHUSI AT TRwt [22]. YuuTh-
Bas POCT YHUCICHHOCTH MOKUJIOTO HACEJIICHUS B MUpE,
B TeueHUe ciuenyromux Ttpex necstuietuidl ATTRwt
aMWJIONI03 MOKET CTaTh Hamboyiee paclpoCTpaHEH-
HBIM THIIOM aMmutonHo KMIT.

BonbIIMHCTBO  AIUAEMHOIOTHYCCKUX  JAHHBIX
OBUTM TOJIyYeHBI HAa OCHOBAaHWM pE3yJIbTaToOB ay-
toricuu. Tak, 1Mo TaHHBIM OJHOTO W3 WCCIEIOBAHUM,
KaXJbli 4eTBepThIi manueHT crapiie 80 JieT umen
OTIIO)KCHUE aMMJIOUOTCHHOTO TpPaHCTHPETHHA B
cepaue [23]. B 6osiee paHHeM UCCIeTOBAHUH TIPOJIC-
MOHCTPHUPOBAHBI HE TOJIBKO CXOXKHUE PE3YyIbTaThl, HO
U KJINHUKO-TUCTOJIOTHYECKYIO B3aUMOCBSI3b, KOTOpas
MPOSIBIIANIACH B CIIEAYIOMIEM: y TAIlMeHTOB C Cep-
JIEIHBIM aMHUJIONI030M dYarie BcTpedatack CHcDB,
dbubpuIsanus Tpencepauii, Obl1 0oJjiee TKEIBIN
¢yskauonanpHbelii knacc CH mo knaccudukanuu
Heto-Nopkekoii acconmamuu cepaua (NYHA) [24].
IIpumeuarensHo, uto Oonee 30% mManUeHTOB C TH-
CTOJIOTHYECKH TIOTBEPIKJICHHBIM JUATHO30M aMHUJIO-
M103a TIPU PETPOCTIEKTUBHON OIICHKE UMEITH, 10 JIaH-
HeiM DX0KI, npusnaku ammnounnoin KMII, ognako
JIMarHo3 ObLI TOCTABJICH HECBOCBPEMEHHO (TTocMmep-
THO) [24]. Ha ocHOBaHWYM HaKOILIEHHBIX PE3YJHTATOB
MHOTHX Hay9YHBIX PaOOT 3TH 1 MHOTHE APYTHE KapIaH-
aJTbHBIC IPU3HAKY (HU3KHUI BOJBTaXK 3yOIOB 110 AJICK-
tpokapauorpadun (OKI'), THIIOTEH3US IPU HATTUYUH
apTepuaIbHONW TUNEPTCH3UU B aHAMHE3€, TOJIIUHA
cTeHKH JieBoro xenynouka (JIXK) Gomee 12 MM, Ha-
pyIIEHHEe MPOBOIUMOCTH H JIp.) TIO3BOJISIIOT Jiedale-
My Bpady 3arof03pHUTh HATHYUE aMIION 1032 CepIIia
Ha paHHHUX cTaausax [6]. KnuHuyeckue pexkoMmenna-
UM U MEXIYHApOIHBICE KOHCEHCYCHI BBIICTSIOT HX
B kpacHbie piaru ATTR-KMII [6, 25]. HecmoTps Ha
Pa3HOCTOPOHHOCTh W HECMEeNU()PUIHOCTh CUMIITO-
MaTUKH (IEPMATHT, TIOJTUHEBPOTIATH, BEreTaTHBHAS
nuc(pyHKINS, 3pUTeNbHbIE HAPYIICHHS U Ap.), MaTo-
JIOTUSI UMEET TUITHYHbIE OCOOCHHOCTH: OYEPEIHOCTh
BOBJICUCHHUSI CHCTEM OpraHMW3Ma B MATOJOTHYCCKUU
npoiiecc (Jaie BCero BOBIEKAETCs B MPOIECC OIMOp-
HO-JIBUTATEIbHBIN amnmapar, a UMEHHO MOoIepeyHas
CBSI3Ka 3aICThsI BBUAY BBICOKOI TPOITHOCTH aMHUJIO-
HUIOTCHHOTO TPAHCTUPETHHA K HEW), OMHOTUITHOCTH
paHHUX CUMIOTOMOB (TYHHEIBHBIN KapHadbHBIA CHH-
JIPOM, pa3pbIB CYXOXKHJIHs OUIEIca, CEHCOMOTOPHAs

HOHHHGﬁpOHaTPI;I 10 TUITY «OT AUCTAJIBHOI'O K ITPOK-
cUManbHOMY» H Ap.) [3, 6].

ATTR-amuniougo3
(ATTRm)

OmnpezeneHo, 9YTo TeH TPAHCTUPETHHA PACTIOIOKEH
Ha 18q xpomocome. Ha cerogusiminuii nen» oOHapy-
xeHo Oonee 140 pa3nuuHBIX MyTauuid B reHe, 0OJb-
IIMHCTBO M3 KOTOPBIX aMWJIOMJOTEeHHbIE. B ominune
ot ATTR-amunongo3a JUKOro THMa, KOTOPBIM yaiie
XapakTepu3yeTcs KapJuoJIoTHdecKuM (GeHOTHIIOM, Ha-
cnencreeHHbll ATTR-ammiionio3 umeer cieayromue
OCHOBHBIC KJIMHUYECKHE (OPMBI: MPEHUMYILIECTBCHHO
Kapauooruieckast (4aie Bcero myranus Vall22lle),
MIPENMYIIECTBEHHO HEBpOJOTHYecKas (Jarie BCero
mytamms Val30Met) nnm cMenranHasi (4aie BCETo
mytamus Thr60Ala) [6]. Oqnako He ToMBKO (PEHOTHT,
HO U mporHo3 ATTRm-amunongo3a 3aBUCUT OT THUIIA
MyTanuu [26]. Cnenyer OTMETHTh, YTO HOCUTEIBCTBO
MYTaHTHOIO T'€Ha HE BCErja MPUBOIUT K Pa3BUTHIO
3a00JeBaHMsI, TOCKOJIBKY HHUIIMATOPAMU MOTYT OBITh
HEreHeTHYecKue (DaKTOphI: MMOJI, BO3PACT, STHUUECKAS
u reorpaduyueckas MPUHAIEKHOCTh [27], a Takxe
BIIMSIHHE IMMYHHOTO OTBeTa (CUCTeMa KOMIUIEMEHTA),
YTO B HACTOSIILIEE BPEMSI aKTUBHO M3y4aeTcs Ha KUBOT-
HBIX Mojiensax [28].

Hacnencreennsie ¢opmbr ATTR-amunonmo3a B
HACTOSIIee BPEMS 3aperMCTPUPOBaHBI B 36 cTpaHax
Mupa. B 3HIEeMHUUYHBIX PallOHaX PacCIpPOCTPAHEHHOCTh
6one3nn onenuBaercs kak 1 k 1 000 uemoBek [29].
JlaHHBIE O PacIpOCTPAHEHHOCTH OMPEIEIEHHBIX MY-
tauuii B PO B HacTosIee BpeMsl OTCYTCTBYIOT.

Bapumaar mytamun Vall22lle (mpeumytiecTBeH-
HO Kapjuojorudeckas ¢popma) accoluupoBaH ¢ 00-
Jee mo3AHUM 1e00ToM (CpemHUN BO3pACT JOCTUTAET
70 net), myxckuMm nojom, Tsokenod CH ¢ ¢ynkumo-
HaimbHBIM KnaccoM o NYHA III u 1V, BeICOKMM T10-
Ka3areneM N-KOHIIEBOT'O MO3TOBOIO HaTpUypeTHye-
ckoro mponentuna (NT-proBNP), campiM BBICOKHM
YPOBHEM CMEPTHOCTU M KOPOTKOM MEIHaHOW BBIKH-
BAa€MOCTH II0CJIE€ YCTAHOBJIEHHOIO JHarHo3a Cpeau
Bcex Bapuantax ATTRm [30]. V 25-38% mnauuentos
peructpupyercst GUOPHWILTIANUSA TPEACepaIuil BBHIY
AHATOMHYECKOH OCOOEHHOCTH OTIOKEHHUS aMHIIONIa
B npencepamsax [30]. bonee penkue MyTanuu, Takue
kak LeulllMet u lle8Leu, B 0cHOBHOM BCTpeUaromu-
ecst B Utanuu u Jlanuu, Takxke OpUBOIAT K TSAKEIOU
KMII, #O yx)e B Oonee momomoM Bo3pacte [31]. Ilo
nmanHeM peructpa THAOS ycraHOBIIEHO, YTO MOYTH
y 60% manueHToB ¢ BapuaHToM MyTtanuu Vall22lle
Habmonanacy ceHcopHas Heppomnatus [18]. Myrtamus
Val30Met, kak mpaBuiI0, MPOSBISETCS MOJTUHEBPOIIA-
THEH U yke B 0oJiee TI03IHEM BO3pPACTe MOXKET MaHU-
tdecrupoBars B KMII [18]. Takum obpazom, mpu 1mo-
nmo3peann Ha ATTRm-KMII pexomenmoBaHo Bcerma
HaTpaBJIATh MalMEHTa Ha KOHCYIBTALNIO K HEBPOJIOTY
C aKI[EHTOM Ha MOUCK JaHHOH MaToJIOTHH.

HaCJeACTBECHHOI0 THIIA
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HennBa3uBHBIH JAHATHOCTHYECKHI IOHCK U
noaBoaHbie kKaMHU ATTR-KMII

Jlo HemaBHero BpeMeHH JI00O€ MOJO3pEHHE Ha
aMHIJIONJI03 cepAla TpeboBaio NOATBEPKACHUS C 10~
MOIIBIO 3HJOMHOKAPIUAIBHOW JHOO0 3KCTpaKapiu-
aJIbHOM OHMOIICHM, YTO BBI3BIBAJIO 3HAUMTENbHBIC 3a-
JIEP’KKH B TUATHOCTUKE BBHUJY CIO)KHOCTH €€ BBITIOJ-
HEHHUs ¥ MaJIOW JOCTYIHOCTH. BOJIBIIUM IIPOPBIBOM B
moHUMaHuu Maclradnoctu stuaemuoiiornu ATTR-
KMII nocny:xu1 ynpoueHHbIH ITHarHoCTUYECKUH al-
roput™, peiokeHHsli J.D. Gillmore ¢ coaBt. B 2016
T., KOTOPBIM TOTB3YIOTCS 10 cux mmop [32]. JlaHHbrii ai-
roput™ no3BoisieT B 100% ciydaeB AMarHocTUpOBaTh
ATTR-KMII ¢ nomonipto cCrigHTUrpapuu MUOKapa ¢
ucnonb3oBanreM *"Tc-PYP y nanueHToB, y KOTOPBIX
71a00paTOpHO OTCYTCTBYET MOHOKJIOHAJIbHAsI ramMMa-
natvs. BHenpeHue NaHHOrO aaropuTMa IMO3BOJINIIO
UCKJIIOYUTh PYTUHHOE NPOBEJEHUE OMOICUN MUOKAp-
Ja A7 TUArHOCTUKK ammiongosa. OHako, HECMo-
Tps Ha BBICOKYIO pacnpocTpaHeHHOCTh ATTR-KMII
BCJIE/ICTBUE PYTHHHOIO MCIIOJIB30BAHUSA CLUHTHUIpa-
¢um Mmuokapa, 3a60yieBaHIE BCE CILIE AEMOHCTPUPYET
HU3KHUH TIPOLEHT NPUKU3HEHHO TNAarHOCTHPOBAHHBIX
ciaydaeB [33]. OmgHOM W3 MPUYWH SIBISICTCS TO, YTO
cumntombel CH (ozpliika, ycTajaocTb, c1aboCTh) Tpu
amutonHor KMIT yacTo HecnenuduuHbI U aCCOIUH-
PYEMBI CO cTapeHHeM, TaKUM 00pa3oM yIyCKaloTCs U3
BUIY. Bo-BTOpBIX, cTapias Bo3pacTHas KaTeropus mna-
IINEHTOB MMEET BBICOKUHA TPO(HIL KOMOPOUIHOCTH,
YTO 3arpydHsieT IupQPepeHNaTbHYI0 JUATHOCTHKY
HecTienn(UIHON CUMITOMATuKU. B pesyibrare uero
TaKye MalueHThl TPEOYIOT KOMIUIEKCHOTO U MEKAMC-
LUIUTMHAPHOTO O/IX0/1a C LIEJIbI0 AKTUBHOTO BBISBIIE-
HUSI MapKepoB (KJIMHUYECKHUX, WHCTPYMEHTAJIbHBIX,
7a0OpaTOPHBIX), TOBBIMIAIONIAX THATHOCTUICCKHE
IIAHCHI B MOJIb3Y JAHHOTO 3a00JIeBaHUs U OIPAB/IbIBA-
IOLIMX MPOBEACHNE CUUHTUIPa(QUN MHOKap/a.

U3z-3a denoTunnyeckoil pasHOPOAHOCTU MAIMCH-
ToB ¢ CHc®B HeoOXoauM CKPHHUHT Pa3IMYHBIX CO-
CTOSIHUH, aCCOLMUPOBAHHBIX C MOBBIIIEHHBIM PHCKOM
Hagmanst ATTR-KMIL. Tak, B psane ncciaenoBaHuii mpo-
aHanu3upoBaHa pacrnpoctpaneHHocTs ATTR-KMII y
nanueHToB ¢ CHc®B ¢ pa3HooOpa3HeIMU KpHUTEpUS-
MU BKJIIOYCHHUS: PE3yJbTaThl CUMHTUTpapuU KOCTEH,
MAIUEHTHl ¢ HAJTMYNUEM MTOKa3aHUi U1 UMILTaHTAluN
KapIMOCTUMYJISATOPA TIO0 NMPUYNHE HapyIIEHUS pUTMa
cepaua, IpoBe/IeHHOE XUPYPruuecKoe BMEIaTeIbCTBO
MO NMPUYMHE TYHHEJILHOTO CHHIpPOMa B aHamHese, (e-
HoTtun runeprpoduueckoit KMII, cteno3 aopransHOro
KjanaHa u zp. [34]. B pesynabprare ycTaHOBIEHO, YTO
pacnpoctpaneHHocTh ATTR-KMIT cpean uzydeHHbIX
COCTOSIHMI ObULTa BBINIE, YEM MPEANONaraid aBTOPHI.
Takum 00pa3oM, MOXKHO 3aKJIFOYHUTh, YTO TIO KpaiHen
Mepe y ogHoro u3 aecsatd nauuentoB ¢ CHc®B, cre-
HO30M a0pTaJILHOTO KJIaraHa WM THIEPTPOPHUECKOMI
KMII moxer Op11h mporrymena AT TR-KMIT. Bozmox-
HO, YTO 0053aTEIbHBIN TNAarHOCTUYECKII CKPUHUHT Ha

AMHJIOWI03 Y JAHHBIX TPYII MAIIMEHTOB TIOBBICUT BbI-
SIBISIEMOCTH 3a0oyieBaHus. B Apyrux mccrenoBaHUsIX
HU3ydanach pacnpocTpaHeHHOCTh amuioungHo KMII
y HAaIMEHTOB, KOTOPbIE MEPEHECIN XUPYPIrUUECKy0 U
9H/IOBACKY/ISIPHYIO 3aMEHY a0pTaJbHOIO KJlaraHa, YTo
MIPEIoiaraeT N30JMPOBAHHOE OTIOKEHHE aMHIION/Ia
B kianad [35]. Pacnpoctpanennocts pocturaia 16%
CIIy4aeB CpeIu MalMEeHTOB IIOCJIE TPaHCKATETepHOU
3aMEHBI a0pTaIbHOTO KiIanaHa 1 ot 6 1o 10% ciydaes
MOCJIe XUPYPTHUECKOTO BMEMIATeNbCeTBa [35], 9TO TI0-
BBIIIIAET HACTOPOKEHHOCTh B TOJB3Y aMHIJIOMI03a, a
TaK)Ke OIpaB/bIBaeT 00s3aTeILHOE MTPOBEJCHNE CIIUH-
turpadun Muokapaa ¢ *"Tc-PYP y nanHoii kateropun
OonbHBIX. TakuMm 00pa3om, pe3ynbTaTbl MHOTOUHCIICH-
HBIX CKPUHHMHIOBBIX HCCIICIOBAaHUN NPUBEJIN K BHE-
JOPEHUIO KPacHBIX (pIaroB B IMArHOCTHUECKUE ONLINU
JUTS TaieHToB ¢ ogo3perneM Ha AT TR-KMIT [6].

HHcTpyMeHTaNbHBIE W J1a0opaTOpHble KpHTe-
puu ATTR-KMII

Onekrpokapauorpadus. OKI-mapkepamun ATTR-
KMII cunraroTcs ciaeayromume n3MEHEHUs: HU3KOBOJIb-
TakHble KoMIieKchl QRS, mceBmonH(bapKTHEIN TaT-
TepH, OJioKaa JieBoi HOkKM mydka [uca [8]. Ha ca-
MOM JIeJIE 3TH MPU3HAKH HETOCTaTOYHO YyBCTBUTEIb-
HBI, YTOOBI HISHTH(PHUIIUPOBATH TUarHO3. Tak, mepBhIi
OKI-npu3Hak BBIABISIETCS TOJIBKO Y 25% OONBHBIX C
ATTR-KMII [36].

TeM He MeHee y TAIMEHTOB C JJIUTEIbHBIM Tede-
HUEM 00JIE3HH OTMEYAeTCs MPOrpecCUpyoIee CHUKE-
HUE BOJIbTaXKa, YTO CBA3AHO C YBEIUYEHUEM OTIIOXKE-
HUS amuiionia B Muokape [36]. Takum obpa3zom, HH3-
kuit BonbTax Ha DKI' — 310 mo3muuii mpusnak ATTR-
KMII, xoTopsrii Oecrione3eH A1 paHHEH JHarHOCTHKH.
[IceBnouHpapKTHBIN MaTTepH/0I0Ka A JICBOM HOXKKH
nmyyka ['mca MOryT momModsb 3amoJ03pUTh aMUJIOUI03
cep/ua, ecliv y MalueHTa OTCYTCTBYIOT JIPyTHe IMPH-
YUHBI UX Pa3BUTHS (Hauboee yacTas — HIeMUIecKas
6ome3nb cepama). C yBeTHMUCHUEM TOJIIIHMHBI MEXOKe-
JIYIOYKOBOM TEPEeropoKH TOBBIIIAETCS BEPOATHOCTD
Hanuuus Beimeonucanubix DK -mpusnakos [37]. Tlo
JTAHHBIM MHOTHX HAy4YHBIX paOOT, HAOIFOTAIOTCS BbI-
COKasi BEpOSITHOCTh (POPMHPOBaHUS puTMa (HudpUII-
TAIAN TIPEACEPanid ¢ HOPMO- W OpaariCHCTONHEH
TUTS JKEITy0YKOB, HAPYIIEHHE MTPOBOJAUMOCTH TIO TUITY
aTPHOBCHTPHUKYJSIPHBIX OJOKaJ pasHbIX Tpajanui,
Juc(yHKIMS CHHYCOBOTO Y3714, 4TO TpeOyeT MMILIaH-
TallUd BCIIOMOTaTeNbHbIX ycTpoicTB [8]. HecMmotps
Ha Hajmuue ommmuutenbHbIX OKI'-ocobeHHOCTElH B
ciaydasx ATTR-KMII, nanHbiii METOJ HE MOMOTaeT B
paHHel auarHoctuke 3a0ojieBaHMs, TaK Kak H3MEHe-
HUS TOSIBJISIFOTCSL MIPH CYIIECTBEHHOW MH(DHUIBTpAIK
MHOKapJa aMHJIOUAOM, YTO OTPULATEIBHO BIMSICT HA
porao3. OJHAKO ClieAyeT OMHHUTh, YTO OTCYTCTBHE
atux DKI -pu3HAKOB HE UCKIIIOYACT TUArHO3 aMUJIO-
n03a cepaua.

Oxoxapauorpadust. J{oCTymHbIH U POCTONH METOA
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BH3yaJIM3alli, KOTOPBIM MOXKET BBI3BATh MOI03pPEHNE
Ha aMHJIOWI03 CepAlla, HO HEe BEpU(PHULUPOBATH €T0, —
910 TpaHcropakaiabHast OXoKI. CymecTByroT THIINY-
HBbIe TIpU3HAKH (KpacHble (rarv) WHOUIBTPAaTUBHON
KMII: B pesynbrare HaAKOIUIEHUS aMWJIOUJIa B UHTEP-
CTHUIIMAJILHOM TPOCTPAHCTBE MPOUCXOAUT KOHIICH-
TPUYECKOE YTOJIIICHUE CTEHOK JIEBOTO W/HIIM MPABOTO
xKeynoukoB Oosee 1,2 cm (riceBnoruneprpodus), npu
3TOM Y NMaLUEHTa, KaK IPaBUIIO, OTCYTCTBYIOT OCHOB-
HbI€ [IPUYMHBI, KOTOPBIC MOTYT IIPUBOJUTH K HCTHH-
HOW TUHEepTpO(UU KapJIHOMHUOIMTOB M BU3yaJTbHOU
kaptuHe runeprpodun Ha IXoKI (Tsokenbli aopTais-
HBIH CTEHO3, JUIMTEIbHAs apTepuabHas TUIepTeH3 s,
runeprpodpudeckass KMII) [3, 6, §8]. Ho, ¢ mpyroii
cropoHnbl, amwionHas KMIT MoxeT mporekarh 1oa
MacKo¥ JaHHBIX 3a0oineBaHuil. [Ipu ymbpTpazBykoBOH
BH3yaJIM3alliU CEP/IEYHON MBIIIIBI (Yalle MeKKeTy-
JIOYKOBOHM TEpEroposiku) ONpenensieTcs 3epHIUCTOCTh/
TIBIOKK aMUJION1a/CBEYCHHE, OJTHAKO ATO Oojiee CyOh-
EKTHBHBIM MPU3HAK, KOTOPBIHA 3aBHCUT OT MHOXECTBA
(haxkTOpOB: BO3MOXHOCTH amIapaTypsl, KadecTBa U30-
OpaxeHus1, OCBEIICHHS, OPUEHTAIINY HE Ha pacuyeTHBIC
MOKa3aTelH, a Ha 3pUTeIbHOE BOCIIPHATHE M300pake-
HUs, OTIbITA Bpaya [8].

IToMHMO TEpEeYnCICHHBIX MPU3HAKOB K OCHOBHBIM
TaKXKe CJIeAyeT OTHECTH HOPMAJIbHBIC WIIM YMEHbBIICH-
HBbIE 00BEMHBIE TTOKA3aTEIH KEITYJOYKOB BBUIY ITJIOXOU
MOJATIIMBOCTH (peNaKcali) MUOKap/a, YTO IPUBOIUT
K TOBBIIIEHHUIO JIABIEHUS HAIOJHEHUs >KEITyJ0YKOB,
CHIDKEHHMIO TKAaHEBOW [OIJIEPOBCKOW CKOPOCTH MH-
TPaJbHOIO M TPUKYCHHIAIBHOIO KoJsel, (hopMUpoBa-
HUto auactonndeckoi nuchynkmuu 11 tuma [8]. B pe-
3yJBTaTe TMPOUCXOIUT MPOTPECCUPYIOIIEE YBEIHUCHNE
pa3MepoB U KECTKOCTH MpPEACEepAnii, UTO MPUBOIUT K
UIEKTPOMEXAHUYECKON JHCCOLMALMN U YXYALIEHHIO
nporHo3a [38]. HecMotps Ha coxpannyto OB, cepneu-
HBIH BEIOPOC CHIKACTCS IO KPUTHUSCKHUX 3HAUYCHUH U
CTaHOBHUTCSI 3aBUCHMBIM OT YaCTOTHI CEPJICUHBIX COKpa-
mieHwui [6, 8], 4To cneayeT IOMHUTH Ha HAYaJILHOM 3Ta-
ne AMarHOoCTUKHM — cOope anamHe3a 3a0osneBanus. [lo-
MOJTHUTENBHBIE TapaMeTPhl IPU AMUIIOU103€, KOTOPBIE
PEIOKO HCIONB3YIOT B PEalbHONW KIMHUYECKOH Ipak-
THKE, MOTYT CIIYXKUTh CaMbIMU paHHUMH IX0KI -mmpu-
3HaKaMH | Tpe/iiecTBoBath KuHukn CH: cHkenne
(hpakiuonHoro ykopouenus < 30% u mio0anbpHOM Oa-
3aJbHOM NMPOAOIBLHON AedopManuu (CTpEeiH) ¢ amnu-
KaJIbHBIM COXpAaHEHHEM (TUIMYHBIA BUJ «BHIICHKA
Ha TOPTE» WIN «OBIYUH T71a3») [6, 8]. OmeHka JaHHBIX
napaMeTpoB HanboJIee Mmojie3Ha y MarMeHToB ¢ He00b-
SCHUMOW mpuurHOW runeprpodun JDK, a Taroke ams
OoJsiee TOYHOW OLCHKH AMHAMUKU TPOTPECCHPOBAHUS,
BIMSIHUA Ha mporHo3 [39] nimm sddexrtuBHOCTH JNEue-
gus amuiionaaon KMIT.

[Ipobnema MCHONB30BaHUS NAHHBIX METOIOB 3a-
KJIFOUAEeTCs B UX TEXHUUYECKOU CI0XKHOCTHU. BeposTHo,
BKJIIOYEHHE UX B CTaHAapTHBIE MPpoToKoIbl DXoKI st
PYTHHHOTO HMCIIOJIb30BAaHUS B KIIMHUKE, a HE TOJIBKO B

HAy4YHBIX IEJISX IO3BOJUT TOBBICUTH OCBEIOMIICH-
HOCTh Bpayeil 0 JJaHHOM 3a00JICBAHUU U YIYUIIHUTh
PaHHIOIO BBIABIAEMOCTb. UyBCTBUTEIBHOCTh JAHHO-
IO METO/ia JMAarHOCTHKH IOBBIMIASTCS NMPU HATUIHH
Cpa3y HECKOJIBKUX WHCTPYMEHTAIBHBIX W/WIU KIUHH-
gecKkuX KpacHbIX (pimaroB y manuenta [40]. Tak, co-
yetanue mapametrpoB ytommieHus: JOK mo OxoKI u
HU3KOTO BojbTaxa 3y01ioB DKI' moBwIIaeT 4yBCTBU-
TenbHOCTh TouTH 70 80% [41]. B ogHOM UTaNbIHCKOM
HCCJIEIOBAaHUN B KOTOpTE MAaIlMEHTOB cTapiie 55 et
(n = 217) ¢ tummuabeiMu OxoKI'-pu3HakamMm amu-
nougHoit KMII (> 1 xpurepus OxoKI' npu Hanuuun
runeprpodupoBanHoro, HeawiatupoanHoro JIK wu
coxpanHoii ®B) pacnpocTpaHEHHOCTh CEPAECYHOTO
aMuiIon03a coctaBuia 29%, 4To JEMOHCTPUPYET XO-
POIIYIO THarHOCTUYECKYIO TOYHOCTh TaHHOTO METOAA
nccienoBanus [42]. OpHako HE BCeTla OTCYTCTBHE
OxoKTI-npuznaxoB amunounnnoit KMII u nmpusHakos
CH wuckirouaer nanHbpiil iuarHos. B omHo# u3 pabor
OTMEYEHO, 4TO B Koropte mnarueHToB ¢ CHc®B 6e3
runieprpodun JIK gacrora Bcrpewaemoctu ATTR-a-
MHIJIOuA03a coctaBmia 5% [43], uTo moaTBepKIacT
3HAYMMOCTh PaHHEH JUArHOCTHKHU 10 MaHHU(eCcTaluu
runeprpodpun mMuokapna. B japyrom wucciemoBaHum
OTIMCAHBI TeUECHUE 3a00JIeBaHMUS U TIPOTHO3 Y MAIUCH-
toB 0e3 cumntomoB CH. Ilouru y 30% manueHToB ¢
ATTR-KMII (n = 118), He umeBmmx cumntoMbl CH
Ha MOMEHT BKJIFOUCHHS B HCCIICIOBAHUE, PA3BHIIACH
ximanka CH, moutu cronbko ke ymepnu uepes 3,7
roga (cpennuit nmepuon nHaOmoneHus) [44]. Ilosto-
My HE MEHEe BaXKHOW 3a/iaueil sSBIISETCS MOCTaHOBKA
JIMar{o3a J10 NosiBjieHus: pa3BepHyToi kaptuHsl CH.
Taxum obOpazom, DxoKI" aBnsieTcs BrICOKOCTIEITU(PUY-
HBIM MeTomoM panHedl amarHoctuku ATTR-KMII,
OJTHAKO €Tr0 YyBCTBUTENBbHOCTH najieka oT 100% 3Ha-
YEHHUS W 3aBHCHUT OT HECKOJIBKUX (PAKTOPOB: OIbITA
Bpada-JMarHocTa, KadecTBa ammapaTrypbl, HaTU4HS
COUYETaHMsI HECKOJIBKUX (00sIee 0HOTO KPUTEPHS MPHU
runeprpodhun JIK) Buzyanusupyromux KpuUTEpHEB,
BBIPOKEHHOCTH MH(DUIBTPATHBHOTO TIpoIlecca.

MarnuTtHO-pe3oHaHcHass Tomorpadus. bonbiioe
3Hau€HWE B HEWHBA3WBHOW JMATHOCTHUKE 3aHUMAeT
MPT c¢ ramonmaueM (BHEKJICTOYHOE KOHTPACTHOE
BEIIECTBO), KOTOPOE MPOSBIAETCS yCHICHHEM CHT-
Halla ¢ CyOdHIOKapIHAIbHBIM U TPAHCMYpPaTbHBIM
koHTpacTupoBanuem [3]. JlanHas crenuduueckas
KapTHHA MO3BOJISET AUPPEPEHIINPOBATh AMUTIOHI03
cepama ot apyrux KMII, nuarHoctuposars 3aboie-
BaHHME HA CAMBIX PAaHHHUX CTAJUAX, KOTJA y MalHeH-
TOB €Ille OTCYTCTBYIOT MpU3HAKHU Tuneprpodun JIK
U BBIPAXXCHHBIE HAPYIICHHUS PECTPUKIUU, a TAKKE
paccuuTaTh 00bEM HAKOIUICHUS aMUIOHJa (TSHKECTh
3aboneBanus) [3]. UyBCTBUTENBHOCTh U CIIEIHPUY-
HOCTb IAHHOTO METOJ1a JUAarHOCTUKU JOCTUraeT 88 U
92% cootBeTcTBEHHO [45]. OgHAKO €TO UCTIONB30Ba-
HUE OTPAHWYCHO y MAIMEHTOB C MOYEUYHON HETOCTa-
TOYHOCTBIO.
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Cuunrurpadguyeckoe uccaenopanue. CuuHTHIpa-
¢ust muokapza c OPOIT (B PO ato #™Te-PYP) — cambrit
TOUHBIM MeTOH HeWHBa3suBHOM auarHocTtuku ATTR-
KMII, xoTopblii 1MO3BOJISIET YCTAHOBUTH JTMArHO3 0e3
Omoricuu B caMble paHHHUE CPOKH, B OTIHIHE OT DXOKI
u MPT [6, 32]. Ilo pe3ynpratam KpYITHBIX KOTOPTHBIX
WCCIIEZIOBAaHUM, YYyBCTBUTEIBHOCTh JAaHHOTO METO-
na nuarHocTuku gocturaet 100% mpu Hamuumm 2-id
WK 3-i CTENeHU MOMIOLIEHHUsSI KOCTHOTO WHIMKATO-
pa mo mkane Perugini u mpu OTCYTCTBUM NPU3HAKOB
AL-amuiioniosa 1o BceM TpeM Ja0opaTopHbIM TeCTaM
(amexTpodope3 MOHOKIOHATEHOTO OeTKa B CHIBOPOTKE
KPOBU M MOYE C IOMOLIbIO UMMYHO(DUKCAIINY, aHAIN3
Ha CBOOOJIHBIC JIETKHUE LIEIIH B CIBOPOTKE KPOBH) [32].
OpHako 710 CHX TMOp OCTaeTcs HEONpeNeeHHOCTh B
OTHOILIEHUH MAllUEHTOB ¢ 1-i1 CTEeNeHbI0 HAKOIUIEHUs
OPOII: saBnsieTcss nU Takod pe3ynbTaT OTpHUIATENb-
HBIM WJIM BAPHAHTOM HayaJIbHOU cTaanuu 3a00JIeBaHus;
OIPaBJaHO JIM WHULMHUPOBAHME TEPANUM HA JAHHOM
JTarne Wik HeoO0X0OUM AMHAMUUYECKUH KOHTPOJIb OCTe-
ocruHTUrpaduu U B Kakue cpoku (uepes 3/6/12 mec.);
TPeOYIOT JIM TaKue MalreHThl 0ojee MyOOKOro CKpH-
HuHra Ha ATTRm-amunonno3 BBUAY U3yUYCHHON HU3-
KOW 4yBCTBUTEIILHOCTH PEAKHUX MAaTOICHHBIX MYyTalUi
tpanctuperuHa (Ser97Tyr, Ph84Leu, Tyr114Cys u np.)
K CHUHTHTpa(HUH ¢ KOCTHBIMU UHIUKaTOpaMu [46].

HecmoTps Ha AMAarHOCTUYECKYIO LIEHHOCTh JAHHO-
TO METOJa, MPOTHOCTHYECKAst POJIb OCTAETCS CIIOPHOH.
JlokazaHo, 4TO TOpaskeHHe ceplla MpPH aMHUIIOW03€e
HanpsMYIO SBJSIETCS MPEIUKTOPOM CMepTHOCTH [4], a
TaKXe 3aMeueHa MOTEHIHUATbHAS CBSI3b MEXKy OUBEH-
TpUKYJIApHBIM nornouenrneM OP®II npu nposeneHnn
CUMHTUIPA(UU M CMEPTHOCTBHIO OT CEPHCYHBIX U OT
BCeX MpPHUYMH, TocnuTanu3anuii mo mosoxy CH [47].
B  gpyrom  wuccnenosa-
HUM  OICHWBAJIACH  BBI-
JKUBAEMOCTb  MAIMEHTOB
C ATTR-ammtonio3om,

XCHc®B,
BO3PACT cTaplue
60 net / CHFpEF,
age > 60 years

CumnTombl CH, npusHaku amunongosa no KT, OxoKr,
MPT, 6uomapkepbl MUokapanansHon AuctyHKUUM /
Symptoms of HF, signs of amyloidosis according to ECG,
ECHO, MRI, biomarkers of myocardial dysfunction

TpeOyeTcsi paibHeinee Tiyookoe wuzydenune ATTR-
KMIT u nmpoOnemMbl aMHIOH1032 B LIETIOM.

JlaGopatopubie uccnenoBanus. st ATTR-KMII
XapaKTEepHbl HENPONOPIHMOHAIBHO BBICOKHI YpOBEHb
NT-proBNP 1 noCTOSIHHO MOBBIIIEHHBIN YPOBEHb KOH-
LEHTPaLKUU TPOIIOHUHA IIPU OTCYTCTBUH KOPOHAPHOI'O
nopaxenus [6]. O1ieHKa JaHHBIX TOKa3aTenei He ooma-
JIaeT BBICOKOW CIENU(UIHOCTBIO, a TOJIBKO TIOMOTaeT
MOAKPENHUTH MOJO3PEHHUS B ITOJIb3Y HH(UIBTPATUBHOTO
3aboneBaHus cepiaua. BaKHBIM 3TanoM IUarHOCTUKU
niocite noareepkaeHus ATTR-amunono3a 6onee Tod-
HBIMH HMHCTPYMEHTAJbHBIMH METOAAaMH (CLMHTHUIpA-
(hust MuOKapa) SIBISIETCS MPOBEICHNUE TCHETHIECKOTO
TeCTUpOBaHU s TudepeHInaTbHON JHarHOCTUKH
MyTaHTHOTO U ceHmipHOro AT TR-amumongo3za. [pen-
craBieHHble aBa Tuna ATTR-amumionposa pasnuya-
I0TCSI CKOPOCTBIO MPOTrPECCUPOBAHUS M KIIMHUYECKUM
TeYeHHEM 3a00JIeBaHUs, YTO BIHUSET Ha JICUCOHYIO
TakTUKY [6]. Ilpu COMHUTENBHBIX PE3yNbTaTax CLIMH-
TUrpaduu Ui UCKIIOYEHUSI HHOTO THIIA aMUJIOMTHOM
KMII npennaraercs NpOBEAECHHUE THMCTOJIOTHYECKOTO
WCCIIEZIOBAHUS C TIOCTEeNyIoed MMMYHOTHCTOXUMHU-
eit ans TunupoBanus amuinonaa [6]. CTOUT MOMHUTE O
Ba)KHOCTH MPOBEACHUS JIaAOOPaTOPHOTO CKPHUHUHTA Ha
AL-amunonnos (snexrpodopes ¢ nmmyHoduKcanuen
0E€JIKOB CHIBOPOTKM KPOBHM M MOYH ISl ONpPEIEIICHUS
JIETKUX JIIMOJIa- ¥ Kanma-1eneil IMMYHOITIO0Y/IMHOB B
CBIBOpPOTKe 1 Oenka benc-J»onca B Mmoue) [3].

Ha pucynke mpencraBneH IMarHOCTHYECKHM ajro-
PHUTM Y TIAIEHTOB C MOJI03PEHNEM Ha aMHJIOHN 103 CEpILIa.

3akiroueHue
ATTR-KMII - Tsxenoe uHGUIBTpaTUBHOE 3a00-
JICBaHHUE CepJlla C TUIOXUM IMPOTHO30M IPU HECBOCB-

AnroputM CKpUHMHra Ha amunouaos cepaua / Screening algorithm for cardiac amyloidosis

[1BYCTOPOHHMI KapnasbHbIi CUHAPOM, CTEHO3 MO3BOHOHHOTO
KaHana, BereTaTuBHas MofiNHeponaThs, Xeny/aoHHO-KULLIEYHbIE
cumnTtombl / Bilateral carpal tunnel syndrome, spinal stenosis,
autonomic neuropathy, gastrointestinal disease

CTpaTu(UIIMPOBAaHHBIX B
COOTBETCTBUM C OIICHKOH
no mkane Perugini (0-3
CTEIICHb) 10 JJAHHBIM CI[HH-
turpadun ¢ "Tc-PYP [48].
Tak, cTeleHb ITOTIONICHUS
OPO®II ne mmena mporHO-
CTHYECKOro 3Ha4YeHus [48].
BosmoxHO, 3TO MOTIIO OBITH
CBSI3aHO C KOHKYPHUPYFOIIIUM
MOTVIONIEHNEeM  TIperapara
JIPYyTUMHA OpTaHaMH W TKa-
HaMH. 711 BO3MOXKHOCTH
MIPOBEJICHUS MOHUTOPUHTA
aKTUBHOCTH 3a00JICBaHMS,
OILICHKU CTETIEHH €r0 BIIHS-
HUS Ha IPOTHO3 U dddekTa
OT Tepanuy TPH TIOMOIIH
ciiuaturpapum ¢ OPDII

amyloidosis.

11 Gonee nonoxuTenbHbiA /1 and more positive

KOHCYNbTALIMA TEMATOJIOTA / HEMATOLOGIST CONSULTATION

KoHcynkTauus B cneuuanu3MpoBaHHOM LieHTpe amunougosa / Consultation at the specialized amyloidosis center

ATTR

Grade/Perugini 1
TcTonornyeckoe nogTeepxaeHue 1
TunupoBaxwe amunonaa (AApoAl u
Ap.) / Histological confirmation and

typing of amyloid (AApoAl etc.)

leHeTn4eckoe

TecTupoBaHue/
Genetic testing of
ATTRWYATTRm

JlnarHoCTUYECKUI aJITOPUTM Y MAILMEHTOB C NOA03PEHUEM Ha aMUIION 03 cepaua [47, 49]
Ilpumeuanue: MPT—maznummno-pesonancras momoepapus; CH—cepoeunasneoocmamounocms,
XCHc®B — xponuueckas cepoeunasi HeOOCMAmMoOYHOCMb ¢ COXPAHEHHOU (hpakyuell blopoca;
OKI' — anexmporapouoepagus; IxoKI' — oxokapouocpadus,; *"Te-PYP — nupogocpham
mexneyusi; ATTRm — mymanmuuiii mun mpancmupemunogozo amunoudosa; ATTRwt — ouxuil mun
MPAHCIMUPEMUHOB020 AMULOUOO3.

Diagnostic algorithm for patients with suspected cardiac amyloidosis [47, 49]

Note: MRI — magnetic resonance imaging, HF — heart failure; CHFpEF — chronic heart failure
with preserved ejection fraction; ECG — electrocardiography, ECHO - echocardiography;
#mTe-PYP — technetium pyrophosphate; ATTRm — mutant type amyloidosis; ATTRwt — wild-type
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PEeMEHHO HayaToM JIeYeHUH WIN €ro OTCYTCTBUH. 3a-
OosieBaHME paclpocTpaHeHo cpeau nanuentoB ¢ CH
C COXpaHEHHOW M YMEPEHHO CHW)XEHHOW (pakimen
BBIOpOCa, 9TO AenaeT mpobiemy Oollee MacmITaOHOU
1 akTyasbHOH. HecMoTpst Ha HecmenmupuIHOCTH Jia-
O0OpaTopHBIX METOJIOB JTUArHOCTHKH, IOCTHKEHHUS B
obnactu HemHBa3uBHOW Bu3yanuzanuu (OxoKI, MPT,
ciuHTHrpadus OPDIT) ctocoOCTBOBaIM POCTY HOBBIX
JIMarHOCTHUYECKU MonTBepkaAeHHbIX ciydaeB ATTR-
KMII 3a nocnenHue HECKOJIBKO AECATKOB JieT. C 10siB-
JICHWEM CIeNU(pUUECKUX METOJIOB JICUCHUsI, KOTOPBIE
MIPOIEMOHCTPUPOBANIN  OJAroNpHUsATHOE BIUSHUE Ha
MIPOTHO3 U Ka4eCTBO KU3HU TaKUX MAllUEHTOB, PaHHSSA
IuarHocTuka (o passepHyToil kaptunsl CH u BbIpa-
YKEHHOTO YTOJIIICHHUS CTEHOK CepJIiia) Mpruoopesa Bax-
HoOe 3HaYeHrne. HecMoTps Ha Hanmu4#e KapAnaibHBIX U
JKCTpaKapAuainbHbIX KpacHbIX ¢uaroB ATTR-ammmo-

nJ03a, JaHHas MpolieMa BCe elle OCTaeTCs aKTyallb-
HoH. IloaTOMYy HACTOPOXKEHHOCTb M CBOEBPEMEHHAA
JUArHOCTHKA, MEXIUCUMINIMHAPHBIA MOAXOJ HWMEIOT
petnatoniee 3HaueHue kak aiga ATTR-amuiionio3a, Tak
u st mpoGsiembl CH B 1iemom.
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