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AnHoTauus

B cTaTbe CyMMMpOBaHbl AdHHbIE OGHOBAEHHBIX MEKAYHAPOAHbBIX MPOTOKOAOB M PEKOMEHAALIMIA MO AMArHOCTUKE TPAHCTUPETMHOBOM aMUMAOMAHOM
kapamommonatnn (ATTR-KMIT). MNpeacTaBAeH KpaTkuit 0630p MO METOAAM MHBA3MBHOM M HEMHBA3UBHOM AMArHOCTUKM M UX COUETAHMSIM, AAS
KaQXAOM M3 AMArHOCTMYECKUX OMLUMIA U MHCTPYMEHTOB MPUBOAMTCS aHaAM3 AOKa3aTeAbHOM 6asbl. B cTaTbe onmcaH aAaanTMpPOBaHHbIA aATOPUTM
MOCAEAOBATEALHON AMArHOCTUKM U AM(phepeHLIMaAbHOM AMArHOCTHKM NaLMEHTOB C NoAo3peHnem Ha ATTR-KMIT ¢ yueToM coueTaHust KAMHM-
YECKMX MPOSBAEHUI U AaHHBIX 00CAeAOBaHMS. [peararaemblit aArOPUTM B COYETAHMU C OCBEAOMAEHHOCTBIO CMEeLIMAAUCTOB MEPBUYHOIO 3BEHA
0 «KpacHbIX (paarax» 3a60AEBaHMUS 1 BU3YAAUSUPYIOLLMX KPUTEPHSIX, @ TaKxKe MH(POPMUPOBaHHKE NaLmMeHTa O BO3MOXHOCTH Tepanun ATTR-amu-
AOMAO3a U OMACHOCTSIX OTCPOYEHHOM MOCTAHOBKM AMArHO3a Mo3BOASIT 06eCrneunTb CBOEBPEMEHHYIO MapLIPYTHU3aLIMIO NMaLMEeHTa U Ha3HauYeHue
CMeUngUUECcKoro AeHeHmsl.
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Abstract

This paper summarizes the data from updated international protocols and guidelines for diagnosis of transthyretin amyloid cardiomyopathy
(ATTR-CM). The invasive and non-invasive diagnosis techniques and their combinations are briefly reviewed; the evidentiary foundations for
each diagnostic option and tool are analyzed. The paper describes a customized algorithm for sequential diagnosis and differential diagnosis
of patients with suspected ATTR-CM with allowance for the combination of clinical signs and diagnostic findings. Along with the awareness
of primary care providers about the red flags of the disease and visualization criteria, as well as providing information to the patients about the
possibility of performing therapy of ATTR amyloidosis and the risks of delayed diagnosis, the proposed algorithm enables timely patient routing
and prescribing specific treatment.
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Beeaenue

TpaHcTuperHOBas amMuaouaHaa kapauomyonarus (ATTR-
KMII) npepcrapser co60il MaloM3y4eHHYIO IPUYMHY ObICTPO
Iporpeccupymomieil cepaednoit Hemocrarounoctn (CH) [1, 2],
KOTOpasi MOXeT IIPOTeKaTb C IPeMMYIIECTBEHHbIM IOpaXxe-
HIEM CepAlia WIM KaK 4YacTb CUCTEeMHOro 3aboneBaHus [3].
ATTR-KMII oTHOCUTCA K TIpyIIle CUCTEMHbIX aMMIOUI030B —
IIATOMIOT A, JI/Is1 KOTOPBIX XapaKTEPHO OT/IOXKEeHME aMUIOMFHBIX
GUOPWIT B MEKK/IETOYHOM IIPOCTPAHCTBE Pas3lIMYHBIX TKaHEIL,
4TO HPUBOAMUT K HPOrpeccupymomieil UCGYHKIMN OPraHOB U

cuctem [4]. AMmnonpsble GuOpMIUIBI 00pasyOTCs B pesy/bra-
Te arperalyy HelpaBUIbHO CBEPHYTbIX OenkoB [5, 6], u ATTR-
KMII BesbiBaetcs oTnokerneM tpancrupernta (TTR) - 6enka
TI/Ta3Mbl, IIPEVIMYIeCTBEHHO MPOAYIVIPYEMOro B Te4eHN, KOTO-
Pblif OTBEYAeT 32 TPAHCIIOPT TMPOKCUHA U petyHona [7]. Ha nan-
HBIIl MOMEHT 13BeCTHO 6otee 30 pas/IHBIX TUIIOB OEIKOB, CIIO-
COOHBIX (POPMMPOBATb aMWIOWJ, U BBI3BIBATDh JIOKA/IbHbBIE VN
CUCTEMHBIE ITOPAXKEHUA [2, 5, 8, 9]. B 3aBucuMOCTM OT THIIA [JIsT
Ka)XJIOTO aMIJION[03a XapaKTePHA Pas/IMyHas TPOIHOCTD K OT-
Te/bHBIM OpraHaM M TKaHAM. B oTHoLIeHny aMmIonao3sa cepia
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6omee 85% crydaeB IPUXOFUTCS HA aMIION/03, OeIKOM-TIpen-
IIECTBEHHVKOM KOTOPOTO SB/IAIOTCS JIETKNe Liell IMMYHOITIO-
6ymHoB (AL-amunonnos) u TpanctupetuH (AT TR-ammmonnos)
[1, 10, 11]. Baxxnoit oco6enHocTbio AT TR-amMuionosa ABIsAeTCA
TO, YTO OH IPEACTAaB/IEeH B ABYX ¢opmax: mprobpereHHoi ¢op-
MOI1, pasBuBaroLericst Ha GoHe aHOMaIbHOro HakomteHus TTR
mukoro tuna (ATTRwt) [5, 12], n BapuantHoit (ATTRv) rene-
TUYeCKU 0OYC/IOBIEHHON HaC/IeACTBEHHOI (OPMOIL, IPUUMHON
KOTOPOI1 sIBJIAIOTCS M3BECTHBIE Ha JAHHBIN MOMeHT Gomee 140
BapuaHToB MyTanuit B reHe TTR [13-15] 1 koTOopas Takxe u3-
BeCTHa KakK MyTaHTHas ¢popma (ATTRm).

[taBHas OACHOCTD U OT/IMYUTENIbHAS YepTa IIaTONIornyec-
KX M3MeHeHMII Ipy 9Tux obenx ¢opmax (Kax ¥ IIpu APYTUX
TUIAaX aMITON03a CePAlia) — 6BICTPOe POrpeccupoBaHme Ts-
xKenmoit pucyHkym ceppua [11, 16, 17] mpu 4acTUYHON WK
HOJTHOT peppaKTepHOCTH K CTAaHZAPTHON Tepanmyl TUIIMIHbI-
M npenraparamu st nedennst CH (takumu kak P-agpeHo6mo-
KaTOPBI, MHTMOMTOPbI aHTMOTEH3MHIIPEBPAILAIOIero pepMeH-
Ta WIM aHTAaroOHVCTHI pelleNTOpoB aHruoreHsuHa II) [3, 18].
OZXHOBpeMeHHO CrlefiyeT OTMETUTb OTCYTCTBME ITaTOTHOMO-
HIYHBIX CUMIITOMOB [19] 11 C/IOXXKHOCTI B paHHel AMarHOCTHKe
u BepuuKauuu auarHosa [9, 20-22]. TpygHOCTM B AUArHo-
CTUKe TIPUBOJAT K OTCYTCTBUIO HACTOPO>KEHHOCTU Bpadell 1,
KaK C/IefiCTBIE, HEOIPABLAHHO HM3KOM BBIAB/IIEMOCTH 3260-
JIeBaHMS HA PAaHHMX cTafgusxX. [Ipy 9TOM pacnpoCTpaHeHHOCTD
3a00/IeBaHMSA 3HAYMTE/IbHO HENOOLIEHEHA: Ha JJaHHbBIII MOMEHT
PAJL MCCTIeOBAaHMIl CBUETENBCTBYET O TOM, YTO CPefy MaIy-
€HTOB C IIpM3HaKaMu runepTpodunu nesoro xenygouka (JIK)
ot 5 10 16% cmy4aes kappuomuomnaruit (KMIT) moryT 661Tb 06-
ycnosnensl ATTR-amunongosom [6, 23], a cpey HaIyeHTOB
crapme 80 ner ATTR-amMunoupHBIE [EMO3UTH Ha ayTOICHU
06HapYXMBAIOTCSI HOYTH B 25% ciy4aes [17, 24].

ArpeccUBHOCTD TIPOTEKaHUs 3ab0/IeBaHNS TaKoOBa, 4YTO B
OTCYTCTBME CHeIM(IIEeCKOro JIeYeHN MeJiaHa BBDKIBAeMOC-
TH COCTaB/ISIET BCErO OT 2 IO 3,5 rofa myist pasimn4HbIX Gopm
ATTR-amunongosa [25, 26], a mia AL-amunonmosa — ele MeHb-
e (MeHee 1 ropa [20, 27]). 910 06YCIOBIEHO T€M, YTO HAKOIITIe-
HIe aMIION/a He TOTIbKO BbI3biBaeT CH, HO U yBenm4mBaeT puck
HapYyLIeHUIT IPOBOANMOCTY, GUOPWIIALVN Ipefcepanit, 3M60-
JIV'9ECKOTO MHCY/IbTA U CMEPTH OT CEPAEYHO-COCYAMUCTBIX 3a60-
neBaHmil. IIpOrHO3 [/ MALMEHTOB 3HAYUTEIBHO YIYYIIAeTCS
PV CBOEBPEMEHHOM Ha3Ha4eHWM 00/Ie3Hb-MOfUUIpPYIOLeit
Tepamuy C CYLIECTBEHHBIM CHIDKEHUEM YacTOTbI TOCIIUTA/IN-
3aLMil Y TIOBBIIIEHMEM KA4eCTBa JKM3HU, @ TAKXKe CHUKEHUEM
YPOBHSI CMEPTHOCTH 3a IIepBble 2,5 Tofia Tepaluy Kak MUHIMYM
Ha 13% [28] u ynydieHneM MefyiaHbl IPOTHO3a BEDKMBAEMOC-
TH IALVEHTOB 70 5,43 ropa [25]. VIMeHHO mO3TOMY paHHSA
IMArHOCTMKA ¥ TUIMPOBAHME aMUIONA032 SAB/ISIOTCA KPUTUY-
HBIMM, U1 JUaTHO3 aMITOM03a CEPALIA HO/DKEH OBITh MICKTIOUeH
y BCeX IaumeHToB C 6bicTporporpeccupytomeit CH, acconmn-
POBAHHOIT C OIpeNeNIeHHBIMI TUIIAMI PeMOJeINPOBaHus (110

¢denornny runeprpodudeckortr KMIT - TKMII, pecTpuKTUBHOI
KMIT - PKMIT it cvemannomy TKMIT+PKMII), B Tom uncrne
pu coxpaHeHHOI ¢paxunu Boidpoca (PB) JIXK [2, 20, 29].

Ha mnpoTsskeHMum HECKONMBKUX JECATUNIETUIN «30/TOTBIM
CTaHJapTOM» BepuUKALMYM [MATHO3a aMUIOMZO3a Ceppla
SABJISIACh GMOIICYISI MMOKap/a C IOC/IENYIOLIM ITCTOIOTIYeC-
KUM aHa/M3oM [12], koTopast 10 CUX HOp OCTaeTCs] OCHOBHBIM
METOJIOM JUaTHOCTVKY /I MHOTYX BUIOB aMmIonfosa. OnHa-
KO JJaHHAs IIPOIieffypa HOMMMO BBICOKOTO PYICKa OCTIOXHEHMIT
It manueHTa [24] TpebyeT MOCIERYOLINX CTIOXHBIX AMAarHOC-
TUYECKUX TIPOIEAYp II0 TUIMPOBaHMIO ammiaonpa. K HuM
OTHOCATCs TPOBefeHNe M MHTEPIpeTalus pe3ylIbTaToB TIU-
CTOJIOTMYECKOT0, MIMMYHOTYICTOXVMIYECKOTO VIV Macc-CIIeK-
TPOMETPUYECKOro mccnepoBanmii. Ilpm sTom mnokxasaTenm
4yBCTBUTEIBHOCTY U CHEUMPUIHOCTY JaHHBIX METOJIOB B OT-
He/IbHBIX UCCIIEOBAHNAX JEMOHCTPUPYIOT OY€Hb BHICOKYIO Be-
POSITHOCTD OMOKY [4, 27], TOCKOTIBKY 151 HMX HEOOXOAMMBI
BBICOKOTEXHOJIOIMYHOEe 000pYHOBaHMe, BBICOKas KBamnduka-
ILVISA CIIeLMa/IVICTOB 1 OOJIBIIOI OIBIT MHTEPIPETALNN Pe3Y/Ib-
TAaTOB, YTO He BCerfa HOCTYIIHO B JIOKA/IbHBIX LIeHTpax. boree
TOTO, ee HasHadeH)e 3a4acTyio TpeGOoBamo, YTOObI Bpad yxe
3aI107103pM/T AMMUION/IO3 U MCK/TIOUNIT BCe OCTATbHBIE BO3MOX-
HBIe BAPMAHTBI, Ha YTO MOXXET YITU HeJONyCTUMO J/IUTETbHOE
Bpems. [Ina AL-aMmionosa B MCCIIEIOBaHMAX ITOKA3aHO, YTO
HaIeHTaM IPUXOJUTCA MOCETUTD [0 5 Bpadell, Ipexye YeM
puarsos 6ynmer noaTBepxaeH [27]; B cnyuae AT TR-ammnongo-
3a 9TOT IIOKa3aTe/lb MOYKET OKa3aThCA ellle XyoKe.

Xots1 06 addekre crienndrnyecKoro HaKOIUIEHNUS psifia pa-
mnodapmmpenapatos (POIT) B mumokappme mpu ATTR-KMII
W3BECTHO JJaBHO, TONBKO B 2017 I. MPOBENEHO MHOTOLIEHTPOBOE
KIMHUYECKOe VICCIefOBaHNe /IS paspaboTKu U yTBEpXKAeHMs
KpUTepMeB JaHHOTO BUfia AMArHOCTUKY [12]. DTo mccmenoBa-
HJe OTKPBUIO IEePCIeKTUBBI WCIONb30BAaHMA VM IIPUMEHEHUA
HEMHBA3UBHOI fyarHocTikn st Bepudukanym ATTR-KMIL
OmHAaKO KOHCEHCYCBHl 3apyOeXHBIX COOOILECTB IIpeIaraiT
HeCKO/IbKO Pas/IMyaiolinecs MpOTOKOMBI eIICTBUII Bpada Ipu
nopo3pernaAx Ha AT TR-ammmonyo3. Mbl cyMMupoBani JaHHbIE
MEeXTyHapOJHBIX IIPOTOKOTIOB M PEKOMEHJAIMII 1O MeTOJaM
MHBA3MBHOI 1 HeMHBasuBHOU ayarHocTuku ATTR-amumonzgo-
3a [2, 20, 26, 29-35]. /14 Ka>Kg0i1 M3 AUarHOCTUYECKUX OILINI U
MHCTPYMEHTOB IIPUBOAMTCS aHA/IN3 [JOKa3aTe/IbHOII 6a3bl, a TaK-
Ke TIPEJIJIaTaeTCs aITOPUTM TIOCTIEOBATeTbHON IUATHOCTUKM 1
muddepeHIanbHOM AMATHOCTUKY TALMEHTOB C IO03peHNeM
Ha [JaHHOe 3a00/IeBaHNe C YYETOM COYETAHMs KIMHMYECKUX
IIPOSIB/IEHNIT U JAHHBIX /1A00PATOPHOI AUATHOCTUKIL.

KAnHnueckme NpPOsIBA€HUS

M «kpacHblie daarn» ATTR-KMI

Passurne ATTR-KMII noMuMo Iporpeccupyromero yxya-
ImeHns paboThl CepAlia B GONMBIIMHCTBE CTyYaeB COIMPOBOX/A-
eTCA 3KCTpaKap/MalbHbIMKY HPOABNEHUAMU M CUMITOMAMMU,
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IIOCKO/IBKY AAHHBII TUII aMIJION03a HOCUT CUCTEMHBIN XapaK-
Tep ¥ MOXKET IIOPaXKaTh PAM APYTMX OPraHOB M TKaHeil [3, 27].
OpnHaKo Kak cepyievdHble, TaK ¥ 9KCTpaKapuaabHble IPOsIBIEHNS
He SIBJIIOTCS CrielMIHBIMY IS JAHHOI [IaTOTIOTMI, IIPUBO-
M5 K TIOSIBIEHUIO CEPeIHBIX, HEBPOIOTMYECKMX U CMEIIaHHbIX
¢dopm sabonesanms [13, 36]. Passurne ATTR-amunonposa tax-
JKe He COIPOBOXKHAETCs M3MeHeHMeM JIab0paTOPHBIX MOKasa-
TeJiell, KOTOpble 00/Iagany Obl JOCTATOYHON CIIeN(UIHOCTHIO
JUIY 9yBCTBUTENBHOCTBIO, YTOOBI X MOXXHO OBITIO MCIIO/IB30-
BaTb B Ka4eCTBE CAMOCTOATENbHBIX JUATHOCTUYECKMX MapKe-
poB [37]. DTo IPUBOAKT K CUTYAIUM, KOT/IA, C OFHOI CTOPOHBI,
myarHocTuka v Bepudukanys AT TR-amummongosa focTaTouHoO
CJIO>KHBI, a C IPYTOIT — 1E060€ ITpoMefjIeHIe C TOCTAHOBKOM M-
arHo3a YpeBaTo CYIIeCTBEHHBIM YXyALIeH/EeM IIPOTHO3a TaLil-
eHTa 13-3a 6bICTPOro mporpeccupoBanus 3aboneBanus (2, 24].
Ba)kHBIM aCIIEKTOM paHHEN AMArHOCTYKI SIB/ISIETCSI HACTOPO-
JKEHHOCTD CIIeL{Ma/IICTa [IEPBUYHOTO 3BEHA, U /ISl PelIeHMs
3TOII 3a/la4ll B MEX/YHAPOSHBIX KIMHINYECKUX PeKOMEHMALN-
SIX OIpefeNieHbl «KpacHble rarm» [2, 20, 31] - kIMHMYecKue
u m1abopaTopHBIe TOKA3aTe/I, COYeTaH e KOTOPBIX HETUIINYHO
nna gpyrux BunoB KMII u o KoTOpbIM Bpad MOXKeT 3aIl0f0-
3puth y nanyenta ATTR-aMmmonsios gaxce Ha paHHUX CTagMAX
U CBOEBPEMEHHO HallPpaBUTh Ha AMATHOCTHKY.

[aBHbIM ¥ Hanbo/ee PacIpOCTPAHEHHBIM IPV3HAKOM
SIB/ISIETCST HEOODBACHMMOE YTOMIIEHMEe CTEHKYM HEeAMUIATUPO-
BanHoro JDK (6ornee 12 MM), KIMHUYECKM MPOABSIOIIEeCs
CH c coxpanennoi ®B JIXK [2, 29]. OpHako st TOro, 4ro65!1
sarmogo3putb ATTR-amMmnongos ceppia, Ha JaHHBI MOMEHT
IPUHSATO, YTO JAHHOE HPOsIBIEHME JO/DKHO COIPOBOX/ATHCS
KaK MVUHMMYM ellle OfHUM «KPacHBIM (P1arom», Kacarommmcst
CepieYHBIX MM BHeCEPeYHbIX IPOsIBIIeHNiT 3abomeBanust [2].

Kapouanvnvie cumnmomoi

CyiecTBYIOT pas/iInyHble IPU3HAKM, KOTOPble MO3BOJIAIOT
JevalleMy Bpady 3allofo3pUTh Ha/ludye CepAedHOro aMMUION-
nosa. OHy BKIOYalOT B cebs npexae Bcero CH, xoTopas He
COOTBETCTBYeT «OOBEKTHBHBIM» Pe3y/IbTaTaM 3XOKapAMO-
TpaMMbl, «HEOOBSICHUMYIO» IIPABOXKETYNOYKOBYIO HENOCTA-
TOYHOCTb MpPY HAIUYUM SKOOBl «HOPMAJIbHON» (QYHKIMUK
KETyJOYKOB U KJIAIIAHOB VI «UIMONIAaTUYeCKUIT» TIepUKAPAN-
QIBHBII BBINOT. DTU HapylleHus B paboTe ceppiia CBsI3aHbI C
OT/IOXKEHVEM aMIJIOUHBIX (PUOPUIT B TKAHAX MMOKAPAA, YTO
HeaeT >KeMyJO4KY YTOMILEHHBIMYU VI He9MaCTUIHBIMU, YMEHb-
1ast yaapHslil 06bem [38, 39]. Ilpy 9TOM pecTpUKTUBHBII TUII
HanonHenus: JUK npu ATTR-KMII B 607bLIMHCTBE CITyYaeB
conpoBoxpaaercss coxpanHoit ®B. Ecnu >xe Ha mo3gHux cra-
musix 3abonmeBanust OB CHIDKAETCS, TO CTENEHb ee CHIDKEHUs
He cootBeTcTByeT TsKecT CH. CToliKoe IoBbIleHNEe YPOBHSA
TPOIIOHMHA, HENPOIOPLIMIOHA/IbHO HU3KUI BOTBTAX KOMILIEK-
ca QRS mmu panHee 3a60/eBaHMe TPOBOMAIEN CUCTEMbI TaK-
Ke SABJIAI0TCA IIpU3HaKaMH, KOTOpble MOT'YT IO3BOIUTD 3aII0-
JO3PUTh aMMUJIONJ03 cepAilla. MeXXyHapoiHble KOHCEHCYCBI U
K/IMHNYECKMEe peKOMEHJalM BhIENAIT 10 OCHOBHBIX «Kpac-
HBIX ()IaroB», KaCalOLMXCs HapyLUIEHNIT paboThI cepplia MMeH-
HO IIpyU aMUIouA03e cepaua [2, 26, 31, 34]:

o CH c coxpannoit @B JDK B =65 neT;

 CTEHO3 A0PTA/NIbHOTO KJIAamaHa B =65 jieT (B TOM 4ucie
HI3KOIIOTOKOBDIIT, HU3KOTPAIMeHTHBIIN);

o TUTIOTEH3MSA, B TOM UMC/Ie OPTOCTATUYeCKasl, WIN «HOP-
MOTEH3Ms» Y MalVeHTa C apTepUaNbHON TUIEPTOHMEN B
aHaMHe3e;

* OTATOLIEHHBIN CeMeIHBbINI aHaMHe3 (XpOHMYecKas BOC-
HajUTeNbHAs JeMMUeTOHU3UPYIOIasl II0/IMHEeBPONaTu,
UAMOTIATYeCKasd IIOJIMHEBPONATUA y POACTBEHHMKOB
1-J1 TMHMM POLCTBA);
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 aHOMa/IbHOE COOTHOIIIEHIe BO/IBTAX/Macca: KOMOMHAIINSA
OKT (HMSKUIT BOTBTAX) + YBeIUYeHMe TOIIVHDI CTEHOK
JIK=12 mm Ha axokappuorpadun (9xoKT') npu nckimove-
HIM 9KCTPaKapAVaIbHbIX IIPUYVH;

o «1IceBROMHGpApKTHBI» maTTepH Ha OKT mpu oTcyTcTBUM
reMOAMHAMIYECKY 3HAYMMBIX CTEHO30B;

 HAPYIIEHNA TMPOBOAMMOCTY (CMHOATPUANIBHOI, aTPMO-
BEHTPUKY/IAPHON, BHYTPIDKETYLOYKOBOM — IIMPOKMIL
koMmiiekc QRS);

o Cy03HI0KapANAIbHOE/TPAHCMYPaIBHOE HaKoIlIeHe
KOHTpacTa ITIpM TIO3JHEM YCWIEHUV TaJoNVHUEM WM
yBelM4eHNe BHEK/IETOYHOr0 00'beMa Ha MarHUTHO-Pe30-
HaHcHoI Tomorpadun (MPT);

o CHIDKeHHas mpopgonbHasa gedopmanusa JDK. CHmkenne
nedopmanyyu 6asanbHBIX OTHENOB IPU COXPAHHOCTU
anuKasbHbIX (apical sparing);

o HEITPOIIOPIIMOHAIPHO BBICOKUIT ypOBeHb N-KOHIEBO-
TO IIpeflleCTBEHHMKA MO3TOBOIO HATPUITypETUUECKOTO
nerrruga (NT-proBNP).

Sxcmpakapouanvhvie cumnmomol

OKCTpaKapAnaJIbHble IPU3HAKM U CUMITOMBI YCHIMBAIOT
HOj03peHNe Ha 3a00jIeBaHMe aMUIONI030M. [/ HUX B 6071b-
IIeil CTeNeH XapaKTepHO Pa3HOe CPOACTBO K PasINIHBIM TH-
nam ammtonyosa. Hanbonee xapakTepHbIMM 113 BHECEPEIHBIX
npossrenuit ;i1 ATTR-amunongosa ABaA0TCA:

« pa3pbIB cyxoxxmmus 6utenca (AT TRwt);

o CMITOMHBIII CTEHO3 CIITHHOMO3TOBOTO KaHaja IoAC-

HuyHoro otrxena (AT TRwt);

* IBYCTOPOHHUI CMHJIpOM 3amsicTHoro KaHama (ATTRwt,
ATTRv);

* CEHCOMOTOPHas IOMMHENPOIIAaTHA, IPOTPeCCUPYIOIas 1o
TUITY «OT AMUCTAJIBHOTO K IIpoKcuMaabHOMY» (ATTRv);

o BeTeTaTMBHAsA [AUCQYHKUMA, BKIIOYAS HKETYJOYHO-KU-
IIeYHbIe PACCTPOICTBA M YYBCTBO OBICTPOTO HACHILIEHNA
(ATTRwt, ATTRv);

o rryxota (ATTRwt);

o momyTHeHue xpycramka (ATTRv).

Ina puddepeHunanbHoil AMATHOCTUKU MEXAY pasmmd-
HBIMJ TUIIAMJ aMIJIOU/{03a Ba)KHO YYNMTHIBATh, YTO €CTh TaK-
JKe SKCTpaKapAuanbHble IIPOsBIEHMs, Oo/lee XapaKTepHbIe
st AL-aMuIongosa, OfHAaKO MHOTAA BCTpeYalol[uecs U IIpu
ATTR: 6bICTPOTA MOSIBNIEHNsI KPOBOM3/IMSIHMII Ha KOXe, Ma-
KPOITIOCCHS, IPOTEUHYPUsL 1 ITOYeYHAs HeOCTATOYHOCTb [2].

MHBa3uBHAA AMarHOCTHUKA

Anoomuoxapouanvras 6uoncus -

«30710moil cmandapm» npu nocmanoséxe 0uUazHo3a

Ilepbim marom B pmarHoctuke ATTR-KMII sasnserca
obs13aTeIbHOE IOATBEPXK/IEHNE BOBJIEYEHHOCTH CEPAeYHOI
TKaHU B TOpaKeHNe aMIIono3oM [2, 11, 27, 40]. o mosiBre-
HUS COBPEMEHHOT0 KOMIUIEKCA METOJIOB HEMHBA3WBHOI Mar-
HOCTVKM (CHMHTUTpadusi B COYETAaHUM C TAOOPATOPHBIMIU Te-
cramu, uckmovamumu AL-amunongos [40]) equHCTBEHHBIM
LOCTOBEPHBIM CII0coO0M BepuduMKaILuy OUarHo3a sBIsIach
9HJOMMOKapauanbHas 6uoncus. ITocie oKpammBaHus KOHTO
HE3aBUCUMO OT cTeneHy TomuuHbl ctenku JIDK HabmomaoT-
Csl KpacHO-KUPIWYHBIN I[BET U 3eleHOe cBedeHMe (addekr
IBOJITHOTO JTy4eIpe/IOMIeHN) B MMOTAPU3OBAHHOM CBETE, YTO
CBUJIETETILCTBYET 00 OTIOKEeHMM Macc amuiaonpa [5, 41]. 3a
UeHTU(UKALENl aMIIONAa [O/DKHA CIIef0BaTh KIaccudum-
Kanys 6efKa aMWIOMAHBIX (GUOPWII [IA yTOYHEHMs THUIIA
aMWJIONI03a, IPOTHO3MPOBAHNS KIMHIYECKOTO TeUeHMs 3a-
OoneBaHus u noxdopa Tepanuy. MUpOBBIM «30/I0THIM CTaH-
HAapTOM» OIIpefie/leHNs TUIIA AMIION/A OCTAIOTCS MaCC-CIeK-
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Puc. 1. Ouenka norromenuns octreorponHoro POI mmokapaom
npu cumHTUrpadum ¢ pochpaTHbIMM KOMNAEGKCAMH,
MeuveHHbIMM 99MTc. CTeneHb O: OTCYTCTBME NOFAOLLEHNS
Muokapaom POIT 1 HopmMaAabHOE NOTACLLEHUE KOCTHOM
TKaHbIO; CTeneHb 1: NOrAOLLEHNE MUOKAPAOM B MEHbLLE
CTereHu, YeM KOCTHOW TKaHbIO; CTereHb 2: aHaAOrMUHOe
MOTAOLLEHNE MMOKAPAOM M KOCTHOM TKaHbIO; M CTeneHsb 3:
NOrAOLLEHNE MMOKAPAOM GOAbLLE, HeM MOTAOLLEHWE KOCTHOM
TKaHblO AM6O OTCYTCTBME MOTAOLLEHUS KOCTHOM TKaHbIO.

ITpumeuanue. SPECT - onHO(DOTOHHAA SMICCHOHHAA
KoMIIbloTepHast ToMorpadust, Grade — crerneHs.

Fig. 1. Evaluation of the absorption of an osteotropic
radiopharmaceutical by the myocardium during scintigraphy
with phosphate complexes labeled with 99mTc. Grade 0:

no myocardial uptake of the radiopharmaceutical and normal
uptake by bone tissue; grade 1: absorption by the myocardium
to a lesser extent than by the bone tissue; grade 2: similar
myocardial and bone uptake; and grade 3: myocardial uptake
is greater than bone uptake or no bone uptake.

TPOMETpPUA, UMMYHOTMCTOXMMUA WM MMMYHO3/IEKTPOHHAA
MyKpockonus [29]. OfHaKO CyIeCTBYIOT TeXHIYeCcK1e TPy/-
HOCTHM /Il pyTMHHOTO UX NPYMEHEHM A, CBA3aHHbIE IPENMY-
I[ECTBEHHO C HU3KOII JOCTYITHOCTHIO 000PYLOBaHMSA IPEUMY-
I[ECTBEHHO TO/IBKO B (pefiepa/IbHbIX MHOTONPOMUIbHBIX WIN
Hay4HBIX IIeHTpax.

Sxcmpaxapouanvras 6uoncus 6 kauecmee

anvmepHaAmMuUbL IHOOKAPOUATTLHOL OUONCUL

ITpu OTCYTCTBMM BO3MOXKHOCTU WIM OTKa3e MallieHTa OT
IPOBeleHNs] SHAOMUOKAPAMAIbHON OMOICUM B HacTosIee
BpeMs /IS NOATBEPXKMHEHNs [MAarHosa aMMIOMEO3a Cephlia
TaK)Ke MOXKET MCIIONIb30BaTbCsA KOMOMHALINSA 9KCTPaKapAuab-
HOIl 6uorcuu (Kak IpaBuUIO, OMONCKA IOFKOMXHO-XIPOBOI
K/IeTYATKM, CTIOHHBIX JKejles, CIM3MCTON OOOMIOYKM IIPSIMOIi
KIILIKY, TI0Y€K) B COYETAHUM C HMOATBEPXK/EHIEM IIOPKEHNUS
CepAlia ¢ MOMOLIbI0 HEMHBA3MBHBIX METOHOB OOC/TIefOBaHMSA
¢dynkuyn ceppua. OpHako fake mna AL-ammnongosa 9acTo-
Ta BBIABJICHUA COCTaBIIAeT Bcero ot 50 mo 80% [12], mpu Tom
YTO 9TO MAaKCHMMA/IbHbII II0Ka3aTe/lb CPelU BCeX BUIOB aMM-
nouposa. [Ina ATTR sToT mokasaTenb CyLIeCTBEHHO HIDKe,
MOCKOJIBKY JIJAaHHBIN TUI aMIIOUHBIX GMOPUIIT OTINYaeTCA
cmaboit KOHroQumeln Jaxxe B CEepeYHON TKAHM, ¥ IO 3TON
HpUYMHE BBLBUTD 9TOT TUII aMIION/[A He BCEITa yAeTCs Jaxe
[PV IOBTOPHBIX OMOTICUSIX 13 PasHBIX OPTaHOB U TKaHeir [42].
B mo6oM crydae HOATBepXKeHIE OTIOXKEHNMS aMUIOUAA IPU
9KCTpaKapAMaAbHOM OMOIICKU [O/DKHO COdYeTaTbcsi /mbo ¢
XapaKTepHBIMM IIPM3HAKAMM KapAMaTbHOTO aMIION[03a IO
maHHbIM Ox0KI, Ipy OTCYTCTBUM a/lbTepHATUBHON IMPUYMHBI
yBenmndeHus TommuHbl cteHKu JDK, nmubo ¢ xapakTepHBIMU
npusHakamy npu MPT cepaiia, mpoBefieHHON ¢ KOHTPACTHBIM
ycunenueM rafgonuuueM [1, 36, 40].
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HeunHBa3nBHaA AMarHoCcTMKa

Cuyunmuzpaguueckoe uccredosanue

ATTR-aMUIOMI03 OTIINYAETCA OT BCEX OCTANIbHBIX BUIOB
aMITON/I03a TeM, YTO JIJIs1 HETO IOMUMO MHBA3UBHO [UATHOC-
TUKM Pa3pabOTaHbl M IPUMEHSIOTCS IIPOTOKO/IBI HEMHBASHB-
HOI1 AMarHocTuku 3abonesanns [16, 20, 43]. CunnTurpadus
Muokapga ¢ octeorporntpiMu POIT 1103BO/IsIeT HEMHBA3UBHO
C OYeHb BBICOKOJ cHelmUIHOCTBIO (>99%) M KOCTATOYHON
YYBCTBUTENIBHOCTBIO (86%) IMOCTaBNUTH AMATHO3 U M30€XaTh
SHAOMMOKapAuaabHoit 6uoncum [10]. IIpu 3TOM KOMOMHU-
pOBaHHBIE NaHHBIE O TMOITIOIeHMM MMokappoM POIT 2 mnn
3-i1 cTemeHM Ipy CUMHTUIpaduy M OTpULIATENbHbIE Pe3yib-
TaTbl TECTOB Ha OIpefie/ieHNe aHOMAJIbHBIX MOHOK/IOHAJIb-
HBIX QHTUTEN B CHIBOPOTKE M MOYe MMEIOT CIeUM(UIHOCTD
U TIOJIOKUTENIBbHYIO IIPOTHOCTUYECKYIO IeHHOCTh A ATTR-
KMII 100% [12]. Y mamnueHTOB Ipu COYeTaHUU YBETMYEHUA
TOMIIVMHBI CTeHKM HefgwratupoBaHHoro /DK ¢ gpyrumm kap-
AMATBbHBIMU U 9KCTPAKapPAMATbHBIMU «KPACHBIMU (HIaramu»
ATTR-BapmanT aMmnongosa obHapyxuBaercs fo 7-19% cy-
qaeB [2, 27]. [ToaToMy IpeijioXKeHyie HeMHBA3VBHOM [AMarHo-
CTUKM NALVEHTY C TAKOM KIMHUYECKON KapTUHONM ABIAETCHA
IIPUOPUTETHOII ¥ BBICOKOMH(OPMATUBHOI OILIMEIL.

CruuHTHrpadmyeckoe MCCIefoOBaHye JODKHO BKIIOYAaTh B
cebsi mpuIeNbHOE IUIAHAPHOE VICCIETOBaHNMe ¥ OXHO(POTOHHYIO
9MUCCHOHHYIO KoMITbloTepHYI0 ToMorpaduro (O9KT) cepaua ye-
pe3 2-3 1 mocne uubekuyyu POIT [20, 29]. Ha gaHHBIT MOMEHT
CyIecTByeT Heckombko P®II, KOTOpble MOKHO VICTIONb30BaTh B
pamkax marHoctviku ATTR-KMII [34], Ho B Poccun mpemapa-
TOM BBIOOpA IO IPUUMHE €T0 JOCTYIIHOCTH SIBJIeTCs mpodoc-
dar rexneryst (99mTc-PYP) [12]. IIpu maHapHOM MCCTETOBaHNN
B IIepeHell MPOEKIMY OLleH/BAeTC s OTHOLIEHYIe MIHTEHCYBHOCTY
cyeTa B 0071aCTy CepALia [0 OTHOLIEHMIO K KOHTPA/IaTepaIbHOM
CTOpOHe, 3HaueHMe =1,5 sABnAeTca XapakTepHbiM mna ATTR-
ammtonzosa. Tomorpaduueckoe MccnegoBanme HEOOXOMUMO /IS
nopTBep>KAeHnsA HakorwieHuss POII B Muokappe, a He B IIOJIO-
CTAIX CepALa, IPY STOM PEKOMEHIyeTCs COBMEIeHIe C JAHHBIMU
O3KT g1 60nee Tounoi mokamusanyy. OleHKa MUHTEHCUBHOCTI
Haxomenns POII B Muokapyie BoinonHAeTcA 1o mkae Perugini:
Grade 0 - oTcyTcTBMe HakoIUleHUs B Muokapye, Grade 1 — Bu-
IVIMO€ HaKOIUIEHWE, €0 MHTEHCUBHOCTD HIDKE, YeM B KOCTHBIX
CTpyKTypax, Grade 2 — MHTEHCMBHOCTb HaKOIUIEHIsI CPABHIMA C
KOCTHBIMM CTPYKTypamu, Grade 3 — ”HTEHCMBHOCTD HAKOIUICHNS
BBIIIIe, YeM B KOCTHBIX CTPyKTypax. Grade 2-3 siB/isieTcst XapaKTep-
ubiM st AT TR-ammtonposa (puc. 1). Cepreunsiit AT TR-ammo-
/103 MOXET ObITh JUATHOCTMPOBAH IPY OTCYTCTBUM TUCTONIOTH-
YeCKOro JICCNeoBaHMA Ha (OHe TUIIOBBIX pe3ynbTatoB DXoKI/
MPT, xorma cumHTHrpadusi cepana ¢ ocreorTporHbiMy POIL:
99mTc-mpodocdar (PYP), 99mTc-3,3-gudocdono-1,2-mpo-
nmaHpuKapboHoBas kucmora DPD) wm cunuturpadus ¢ 99mTe-
ruppoxcumerwienaudocdonarom (HMDP) nokasbiBaeT 1oro-
mieHye Myokapaom POII 2 wm 3-it creneHn.

CormacHO KOHCEHCYCHOMY aITOPUTMY HEMHBA3MBHOM ua-
THOCTMKY aMUIono3a cepaua [20, 29] y maumeHToB ¢ Xapak-
TepHBIMM NIPM3HAKAMY aMIIONTI03a 1o flaHHbIM IX0KI/MPT,
Grade 2/3 o marapiM O9KT 1 6e3 K/I0HaTbHBIX AHOMAJIVII IV -
arHo3 ATTR-ammuaongosa MOXKeT CUMTATLCA YCTAaHOBIEHHBIM
6e3 poBemeHMs GMOTICHUIL.

HepaBH1e myOmuKanmum MoKasany, 4TO HEKOTOpbIe CUTY-
aIyy TakXKe MOTYT IPUBECTY K JIOKHOIIOTIOKUTETTBHOMY Cep-
AeYHOMY TIOITIOLIeHNI0. DT CUTYALUM BCErfa CIefyeT ydu-
TBHIBATh IIPY MHTEPIIPETALMU Pe3yIbTaTOB CUHTUTpadun [2].
Cutyanun, cBA3aHHBIE C APYTYMU TUIIAMU aMUTOUIO03a:

o AL-amunonpos. Jloxkanusauus POII B ceppue npu cum-

TUrpaguu MoXkeT HaOMIOAATbC MpuMepHO y 30% manm-
eHTOB ¢ AL-ammnonposom [12]. ITostomy cumHTUTpadm
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00513aTe/IbHO [JO/DKHA JOTIOMHATBCS TECTAMU IS UCKIIIO-
4eHMA JIOYKHOIOIOKMUTENbHOTO pe3ynbTaTa M3-3a KIIO-
HaJIbHOJ AMCKPa3ny, XapakTepHo i AL-amMunonzgosa.

o AApoAl, AApoAll, AnoAlIV n AP2M-amunonznos. [lan-
Hble TUIIBI aMWIOMO30B XapaKTePU3YIOTCA BBICOKOM
TPOITHOCTDIO K OpaXkeHMIo nouek. [l auddepenunans-
HOJi IMarHOCTMKY MOTYT HOTPeOOBATbCA TeHETHIECKOe
TEeCTHPOBAHNE U TUCTONIOINIECKOe IO TBEP)KIEHIE.

Vuble cutyanun:

» KapanoTokcaHOCTb TUAPOKCUXTOpOXMHA. VcknrodaeTcs
IyTeM OMpOca MallMeHTa, MOXKET IOTpe6OoBaTh TMCTOMO-
TIYeCKOTO IOATBEPKACHMA.

o [Tepenombl pebep, KanbuuduKaThl K1amaHoB. Heo6xo-
AVMO YTOYHEHMEe O HefJaBHVUX TPaBMaxX M OIlepaliAX B
aHaMHese, 1A fuddepeHIManbHON AMATHOCTUKI PEKO-
Menpgyerca ucnonbsosaTb OIKT pna onpenenenus mo-
rnomennsa POII muokapaom.

» Hemasuuit nupapkt muokappa (<4 uen). IIpu mogospe-
HMM TIO pe3ylbTaTaM paccIpoca WM YCTaHOBIEHHOM
(axre Heobxonumo nctonbsoBarb OIKT mnst o6Hapyxe-
HyA 11 Y3HOTO NOIIOIEeHNA B MUOKapHe.

B MMpOBOIT KIMHIYECKOI IIPAKTHIKE OIMCAHO TPU THUIIA CH-
Tyalyil, B KOTOPBIX CUMHTUIPAdMA AeT JTOKHOOTPUIIATENb-
HBIi pesynbTar.

ITpexxme Bcero 3TO HEKOTOPbIE BAPMAHTBHI TEHETUYECKNU
obycnosrenHoro ATTRv - B wactHocTi, Phe84Leu ATTRYy,
Ser97Tyr ATTRv. Ilpy Hanu4uuy 4eTKOI KIMHUYECKOI KapTu-
Hbl, XapakTepHoii ansa ATTR-ammunonsosa, a Takxe ceMeliHOTO
aHaMHe3a VI/V/IV TIONMHENPONaTuy OTPUIATe/TbHbIe ¥ COMHM-
Te/IbHbIE Pe3y/IbTaThl CUMHTUIPadUM MOTYT ABIATCSA MOKa3a-
HJeM K IIPOBEJEHMIO T'eHeTNIeCKOTO TeCTHPOBAHMUA I VC-
K/IIOYeHNs JaHHbIX BapMaHTOB [16, 22].

Bropoit BapuaHT — 3TO HayaJbHbIE CTAfUM 3a00/NeBaHNA
umy ferkas Gpopma, Ipy KOTOPBIX CUMHTUTPadusa OKa3bIBaeT-
¢ HeMHPOPMATHMBHA 13-32 HEJOCTATOYHOTO PAasBUTHA IOpPa-
JKeHUA TKaHelL. B 9Tolt cuTyaruy HeMHBa3MBHAA IUarHOCTHKA
HEBO3MOXKHA, J 003aTe/IbHbIM JJOIIOJTHUTEIbHBIM METOLOM
IiA BepubMKaLuM AMar€osa OyfeT TMCTONOTMYECKOe IOf-
TBepxzeHme [20, 44].

TpeTuit THII CHTYaLWit BK/IIOYaeT B ceOs1 HEKOPPEKTHbII NH-
TepBaJl MEK/y BBEIeHMeM TeXHeLVIs U IIPOBefieHNeM CLIVHTHTpa-
¢ym, mpyyeM OMIMOKY MOTYT OBITh KaK IPY €r0 CHVDKEHVM, TaK
U IpY YBEIMYEHMN OTHOCUTETIHO perlaMeHTMPOBAHHOIO [2].
B 3TuxX cnTyanmax peKOMeH/[yeTCs IIOBTOPHOE MCCIIefoBaHNe.

CKpuuuue HA HaMuYUe MOHOKIOHANbHYIX 6enKos

C 11e/1bI0 UCK/TI0YEHVA MOHOK/IOHA/IbHOM JIMCKPasuu U I10-
CTaHOBKM JuarHosza AL-ammionzio3a mpoBOAAT 3/meKTpodo-
pe3 6eKOB ¢ MMMYHOQUKCALVell CBIBOPOTKM KPOBY M MOYM
Ha HajmM4ye CBOOOAHBIX Iiemeil MMMYyHOrIoOymmHOB [10, 45].
YyBCTBUTEIPHOCTD TECTa Ha OIIpefie/ieHyie CBOOOHBIX JIETKUX
nerneit (CJI1]) ”MMyHOITOOYIMHOB B CBIBOPOTKE KPOBYU ¥ MOYM
coctapisgeT 99%. K 06s3aTe/IbHBIM TECTAaM OTHOCAT: UCCIIENO-
BaHue ChIBOPOTKM KpoBu Ha Hammume CJIL, mccnemoBanue
CBIBOPOTKM KPOBM/MOYY C TOCTIEAYIOLeil MMMYHOUKcanueit
(FLC, SPIE, UPIE) (2, 27, 34]. Couyeraune SPIE, UPIE n xonu-
yecTBeHHOTrO onpefenenusa FLC B cbIBOPOTKe MIMeeT YyBCTBMU-
Te/IbHOCTb 99% 11714 BBIABIEHNA aHOMAJIbHOTO IIPOAMUTIONTO-
TUYECKOTO MpeAuIecTBeHHKa npu AL-amuiongose [2].

Ba)KHO HOTYEPKHYTD, YTO 37eKTpodope3 HeNKOB CHIBOPOT-
KM KPOBUM U MOYM BCeT/ja JJO/DKEH COIPOBOXKAATbCA MMMYHO-
¢dukcaiyert A yBeIMYeHMs YYBCTBUTEIBHOCTU MCCIENOBA-
HuA [46]. IIpu MHTepIpeTalMy HU3KOTO YPOBHA aHOMA/bHBIX
MOHOK/IOHAJIHBIX aHTUTETT VIV CPENHMX 3HAYeHMI COOTHOIIe-
HYsI Kamma//isiMOia Lereit MOTryT ObITh JIOXXHOOTPULIATEIbHBIE
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TabAnua 1. Busyaausupyioume KpUTepru AAs KOMIAEKCHOM
AnarHoctukn ATTR-KMI

Table 1. Imaging criteria for complex diagnostics
transthyretin amyloid cardiomyopathy

Oxokappuorpaduyeckue KpuTepun

Heob6bsicanmoe yronmenne JK 6onee 12 MM B coyeTanuu ¢ 1
nm 2:
1. XapakrepHble faHHbIe 9X0KI' (ZO/KHO NpUCYTCTBOBATD He
MeHee 2 MyHKToB 13 1.1, 1.2 n 1.3):
1.1. Inacronnyeckas guchyHKIUA 2-11 CTENIEHM WM BbILIe
1.2. YMeHbIIEHHBIE CKOPOCTY TKAHEBBIX OMIIEPOBCKMUX
BOJH S, € 1 a (<5 cm/c)
1.3. Camxenne ob1ueit npogonpHoit gepopmaryu DK
(abcomoTHOE 3HaUeHMe 15%)
2. MHoromnapaMeTpideckas sXoKapauorpapudeckas
olieHKa =8 6aJIIoB:
2.1. OtHocuTenbHas TonmuHa credku JDK (MOKIT+3CIDK)/
KIOPJIK>0,6 - 3 6amna
2.2. OtHoweHue ckopoctu E/e o gonmnepy >11 - 1 6ann
2.3. TAPSE<19 MM - 2 6ajta
2.4. A6conmoTHOE 3HaUYeHNe I7106a/IbHOI IIPOXOBHON
medpopmarun JDK <-13% - 1 6amn
2.5. OTHOLIEHVIe CUCTONMNYECKOI IIPOONBHOI AedopMannu
K OCHOBaHMIO >2,9 — 3 6amta

MPT ¢ KOHTPACTHBIM YCHIEHNEM TafOMITHIIeM

XapaxTtepuble pe3ynbratsl MPT (HO/DKHBI IPUCYTCTBOBATh KaK

MMUHUMYM 1 1 2):

1. InddysHoe cy6aH0KapaANanIbHOe WU TPAaHCMYypaIbHOE
HaKoIUIeHne KoHTpacTa nmpu LGE

2. AHOMaibHasA KMHETUKA TaOTMHAS

3. ECV=0,40% (3HauMMBblIi1 KpUTEPUIL, HO He ABJISAETCS
006s3aTe/IbHbIM)

Ipumeuarue. KIIP — koHeyHO-ImacTommyeckuit pasmep, MIXKII - mex-
>KenmypoukoBas neperopozgka, 3CJDK - 3aHAA cTeHKa 1eBOT0 JKemygod-
ka, TAPSE - crcrommyeckast sKCKypcyst INIOCKOCTH TPUKYCINIATIBHOTO
xonbLa, LGE - orcpoueHHOe KOHTpacTnpoBanue ragominauem, ECV —
9KCTPAKaP/MATIbHbII 06beM.

U JIOXKHOIIOTIOKUTE/IbHBIE Pe3Y/IbTaThl, €C/IM y HAlMeHTa eCTb
COIIYTCTBYIOlee IMOpaXKeHue IoYeK (Hambonee XapakTepHoe
s AA THUIIa CCTEMHOTO aMMION/03a), TOCKO/IbKY Y MalyeH-
TOB C XPOHMYECKOIT 60/Ie3HbIO IOYeK IPY CHIDKEHNUM CKOPOCTH
KIy6OYKOBOI (DUM/IBTpALiMy YMEHDIIAETCS TOYEYHBIN K/IMPEHC
nonuknoHanbHbix CJILI 1 BospacTaeT ux ChIBOPOTOYHAA KOH-
neHtpanys [47]. OgHAKO B CBA3Y C OTCYTCTBMEM pedepeHCHBIX
3HaYeHMI, IPYIMEHsIeMbIX COI/IACHO TSDKECTHU XPOHUYECKOil 60-
JIe3HY TI04eK, HeOOXONMMO OPUEHTIPOBATHCS Ha COBOKYITHOCTD
K/IMHMKO-/TA00paTOPHBIX MOKasarenell maryenTa [27]. B pspge
CTy4aeB MOXKET HOTPe6OBATbCA KOHCY/IbTALNA TeMaTOoIOTa.

ITpy moMy4eHNN MOMOXKUTEBHBIX Pe3y/NbTaToB CIMHTUIPA-
¢y (2-3-51 cTeneHs), JONOITHEHHbIX UCKIIoYeHeM AL-ampion-
7034 TI0 BCEM TpeM Tab0paTOPHBIM KPUTEPYAM, CHELVDUIHOCTD
TaKoy koMIutekcHoi auarnoctuky ATTR cocrapmsier npaxrtide-
cxn 100% [2]. Tem He MeHee Hamraue OxoKI- vt MPT-kputepn-
€B SIB/ISIETCST 00513aTe/IbHBIM JI/Is1 YTOYHEHNIS CTaiuyt 3a00/IeBaHys
U CTelleHN BOBJIEYEHHOCTH CepIeHON TKauu [2, 31, 40].

Busyanusupyrowue xpumepuu: 3xoKI' u MPT

CrieunduyeckyMy  AMarHOCTUYECKUMI MapKepamy 110
mauHbM Ox0KI' OyayT ABIATbCS 00si3aTeNbHOE HAMMYME He-
06BsicHuMoro yromuenus crerkn JDK go 12 Mm u 6oree B co-
YeTaHMN C KaK MMHUMYM JIByMs CHelpUIecKMMM MTOKasaTe-
nsivu 1o IxoKT (BapuanT 1) mubo ¢ Habopom 8 u 6ornee 6annos
[I0 MY/IBTUIIAPAMETPUYECKOI! OLIEHOYHOI 1IKaje (BapyaHT 2);
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Snpoc e «KpacHsble dnaru» (KIMHUKO-aG0paTOpHBbIE)
+
Kumaniko-nmarHoctueckie Busyanusupyrome kputepun (Y3U — o6a3atensHo, MPT — Npy HATMYAM BO3MOXHOCTH)
\Kpmepnn HACTOPOXEHHOCTH I Y
( Orpunatenshbie [T OpnuH u 6onee I'T monoxurenex
CruHturpadust
+ Cumnnturpadus Cunnrurpadus Cunnrurpadus Cunnrurpadus Cuunrurpadus
IT 0 creneHn 1-i1 crenenn 2—3-ii cTemeHu 0 creneHu 1-3-ii creneHu
: | <
OrtcyTcTBIE TonTBepxneHue
MPT cepaua c ragomnnem XapaKTepHBIX XapaKTepHBIX
(ecau He Aeanock patee) U3MECHEHUIA U3MEHEHUIA
OrcyrcTBHE
Tlucronorus ¢ mocnenyronuieit NIPU3HAKOB 0
e 0 AMIIONI03a TonTsepxacHHe TCYTCTBHUE TIPU3HAKOB aMIJIONI03a
YHOTUCTOXMUMUEH it ATTRAKMIT wi
WM MacC-CreKTPOMETpHEit MHOI THIT MHOIA THIT aMUJIONI03a
aMUIION03a
: 1' <
Tenernueckoe
uccriejoBaHNe ( ATTRv I ATTRwt )
AN i i J
Amunonnos
MaJioBEpOSITEH Crapr tepanuu ATTR-KMIT Amumonnos TunupoBaHue aMIION03a
10 PE3YJIbTaTOB TEHETUYECKOTO  MaJloBEPOSITEH (BblcoKast BeposiTHOCT AL)
THMHMpoRaHHe aMHTOMI03 TECTUPOBAHHS WM CKITIOYEHHe aMUION03a
(Hu3Kast BeposTHOCTb AL)
WM UCKITIOUEHWE aMIJIOM103a

Puc. 2. Aaroputm anarHoctnkmu ATTR-KMI.

ITpumeuanue. ATTRv - BapuanTabt Tun, ATTRwt — guknit tum.

Fig. 2. Diagnostic algorithm transthyretin amyloid cardiomyopathy.

tabn. 1 [2]. IIpu ncnonp3oBaHnu B Ka4eCTBe JOIIOTHNUTENBHO-
ro merona Bepudukanyu MPT cepiua Heo6XOQMMO Hamu4due
muddysHOro cyOSHIOKApAMaTIbHOIO WM TPAaHCMYPaTbHOIO
LGE (mospHee ycmieHue rafioluHIKEM) B COYETAaHUM C aHO-
MaJIbHOM KyMHeTuKoil ragonuuus. Iloseimenne ECV (o6bema
BHEKJIETOYHOI >XupKocti) =0,40% sB/IgeTCA HOIOTHUTEND-
HBIM HOATBepXAamyM (GakTopoM (XOTs He OTHOCUTCA K
00s53aTe/IbHBIM).

Ienemuuecxoe mecmuposatue

Kax 3aKniovumenvHlil ymouwnouquﬁ aman

HeuHea3ueHol OUAZHOCUKU

ITocne moprBepxmenus ceppeynoro ATTR-ammmonpmosa
Ba)XHBIM 9TAIlOM JVIATHOCTUKY SIBJIAETCS NIPOBENEHNEe TeHeTH-
YeCKOTO TeCTVMPOBAHVSI M KOHCY/IBTMPOBAHNS /sl OLIEHKM Ha-
mmans mytamyit TTR, uro6sr puddepentmposars ATTRwt u
ATTRv 1 BBIAIBUTD CeMelfHble CTy4au 3aboneBanus [16, 22, 48].
A1 iBe HopMbI 3a60/1EBAHNISI OTINIAIOTCS KAK 110 KITHUYECKO
KapTHHe, TaK ¥ CKOpOCTH Iporpeccuposanus [49]. Cpenu kio-
YeBBIX Pas/INymit uccaefoBaTeny BoigersoT At AT TRwt 60mb-
IIYI0 CKJIOHHOCTb K PasBUTHIO apUTMMIL, IPEUMYIIeCTBEHHO
KapauanpHyio Gpopmy 3aboneBaHus, a TaK>Ke OOMBIIYIO PacIIpo-
CTpaHeHHOCTb cpemy My>kunH. AT TRv nopaxaer xak My>X4uH,
TaK V1 JKEHIIVH, Yallle BCTPeYaeTCs y IpefcTaBuUTe/Ielt HeeBpoIle-
OUJIHBIX Pac U XapaKTepusyeTcs: 60jiee arpecCyBHBIM TeUeHMEM
3abonesans [15, 16, 48]. [eneTndyeckoe TeCTUPOBaHME CIIENYET
IPOBOAUTD AAKe y MOXKIIBIX IAIMEHTOB, IIOCKO/IbKY y 3HAUM-
TE/IbHOTO YMC/Ia U3 HUX MOryT 6bITh MyTaryu TTR [50].

XoTA COOTHOILIEHNME MEXJY HaCIefCTBEHHBIMM M JUKM-
Mu popMaMy B 3HAYMTENBHON CTEIleHM 3aBMCUT OT PETVOHA,
gacTora BblsBIeHus myrauuii B reHe ATTR B HeKOTOpBIX pe-
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rucrpax gocturaet 17% [17]. KMII xapakTepHa B MeHbIeit
crenenu s He-Val30Met MyTalWii, OGHAKO JaXKe TP BBIAB-
JIEHUM JPYTUX TUIIOB He/b35 MICK/IIOYaTh BEPOATHOCTD IIPUCOe-
IVMHeHV opakeHus ceppna [13]. IIpy aToM He y BceX HOCHUTe-
et MyTaryy 0OHAPY>KMBAETCS MOMHBIN HAOOP KIMHIYECKUX
MIPOSABTIEHNII, XapaKTepHBIX IS JAaHHOIO TUIIA MyTanuii, U
Ha060pOT — He BCeraa TsoKenble POpMBI aCCOLMIPOBAHBI € Ha-
cnegcrBeHHbIM TuoM ATTR-amumongosa. B Poccun nacnen-
CTBEHHBINl TUII NIPEJICTaB/IeH peXKe, MOCKONbKY SHAEeMUYECKU
6ojee XapakTepeH I APYTMX PErMOHOB U HALMOHABHO-
creit [51]. HacToTa BCTpe4aeMOCTH MyTaluil BappUpyeT cpe-
IM Pa3HbIX HAIlMOHA/IbHBIX IPYIII; OGHAKO Jayke P HAIMINK
OfJHOJL U TOJ >Ke MyTaLMy TedeHye 3ab0/IeBaHmsI MOXKeT 3Ha-
YUTeNbHO pasnudaTbesa. Hanpumep, mia V30M cpegu nopry-
rajIblieB I ANOHIIEB XapaKTepHbI paHHee Hauaslo ¥ MpeuMylle-
CTBEHHO HEBPOJIOTMYecKMe KIMHNYeCKMe posABIeHus [52], B
TO BpeMdA KaK [/IA IIBEJIOB — II03/lHEE HAYalI0 M CMeIIaHHbIe
Kap/MOJIOTIYeCKye U HEBPOJIOryecKme IposiBienns [52, 53].
[Tpenmy1ecTBeHHOE MOpaXKeHMe cepplia Hanbomee XapakTep-
HO TONbKO JyiA MyTanuit L111M (maTuane), I68L (MTanbAHIbI)
n V1221 (adpukanusi) [33, 37, 52, 54]. Tem He MeHee cye-
CTBEHHO 6o7ee GBICTpOe HMporpeccupoBaHue 3ab0IeBaHms CO
cpefHell MeMaHOo BbDKMBAEMOCTY MaLlMeHTOB 25,6-36,4 Mec
IIpM HACeNCTBEHHOM THUIIe IIO CpaBHeHUIO ¢ 43-66,5 Mec B
COIIOCTABMMBIX KOTOPTax IIPy AUKOM Ture [55], a Takxe Io-
ClIeflHUe TOCTVDKEHUA B PasBUTUM HOBBIX CTpPAaTeruil TeHHON
Tepamuu [56] o6yclIoOBIMBAIOT HEOOXOAMMOCTD FeHEeTUIECKO-
rO TeCTMPOBAHMA INAlLMEHTa [/IA OIpefie/ieHNs Y Hero THUIla
ATTR-ammnonposa. Ilpu BbIABIEHMM TIPUYMHHON MyTaLUU
1[e71eCO00pasHO IIPOBEfeHNe TeHeTUYeCKOro TeCTMPOBAHMS
POACTBEHHMKOB 1-11 JIMHUM POLCTBA.
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AAI'OpMTM KOMIMAEKCHOM AMAarHOCTHUKH
ATTR-KMI n acnektbl AncpchpepeHumarbHOM
ANUATHOCTUKMU

L1 cBOeBpeMEeHHOI IIOCTAaHOBKY IMarHo3a KapayaabHOTO
aMIJION03a Hanbosiee BaXXHBIM aCIIEKTOM SIB/ISIETCS HACTOPO-
>KeHHOCTDb Bpaya B OTHOLIEHN! HETUIIMYHOTO IIPOTEKAHM XPO-
undeckoit CH. Hecnenmduueckas: kapTuHa 3aboneBaHus Tpe-
6yeT KOMIIIEKCHOTO IIOJXOfja K BEfIEHNIO [ALlVieHTa U COYeTaHVIs
PasIMYHBIX AMarHocTydecKux omuuit. Kaxpmas us puarnoctn-
YeCKMX OILMIT OO/IafaeT CBOMMM IIOKa3aTelnaAMu 6e30IacHO-
CTH, CIenU(pUIHOCTH U YyBCTBUTENbHOCTU. IIpefiaraemMble B
MEX/YHAPOHbBIX MCCIENOBAHNAX I PEKOMEHJAIMAX aNrOpUT-
msl [1, 2, 20, 27, 34, 40], aganTupoBaHHbIe IO OTEYECTBEHHYIO
KIMHUYECKYIO0 TPAKTUKY C YIETOM POCCUIICKMX 0COOEHHOCTeI
JIOTMCTUKM TIallMeHTa M HOCTYIHOCTM AMATHOCTMYECKUX OII-
LiT, TIO3BOJISIIOT BBIOpaTh Hamboree Ge30macHbIl IS HALy-
€HTa [IMarHOCTUYeCKMII IyTh, KOTOPBII IIpU 9TOM OO/MajaeT
JOCTATOYHBIM YPOBHEM CHELM(UIHOCTU Y YYBCTBUTEIBHOCTIL.
AddexTnBHOE MCIONb30BaHME HanboIee MHGOPMATUBHBIX CO-
BpeMEHHBIX MeTOOB (TaKMX KaK paHHee yicrionb3oBaHue MPT u
cumHTUrpad i) MO3BOJISIET YKOPOTUTD AMATHOCTUYECKIIL Ty Th.
ITocKO/BbKY B psifie C/Iy4aeB OTHafaeT HeOOXOAMMOCTD B UCIIO/b-
30BaHuM 6OJIee TPYJOEMKIUX 1 MeHee 6e30I1aCHbIX IHBAa3MBHBIX
METOMIOB JVarHocTuxku (3, 12, 46], IIpeJyIaraeMblil aITOPUTM
(puc. 2) Takxe MO3BO/IAET U30EXKaTh M3OBITOYHOTO PUCKA /IS
narnyeHTa. JJMarHocTuyeckye Oy paclioNio>KeHbl B OPSJIKe,
y4YMTHIBaIOI[eM Hayboree 4acTo BCTpedaeMble IIpoOIeMbl and-
(depeHIMaIBHON AMATHOCTVKY Y YaCTOTY BCTPEIAEMOCTI pas-
HBIX TUIIOB aMMJIOM/IO30B y IMalMeHToB ¢ ammtoupHoit KMIL
BoiOpaHHasi MOC/IEZOBATENIPHOCTD IMATHOCTUYECKUX ITAIIOB
(ot cO6opa KIMHUKO-TabOPATOPHBIX MapKEPOB U OLIEHKM BU3Y-
AINSUPYIOMMX KpUTepyueB B KadecTse I aTama 1o TMIMpoBaHUA
aMIJIONJA B Ka4eCTBe MOCIEAHEr0), YTOObI KaXAas MOCTIeRyIo-
mas cTafusA obecHednBana HaubOMbLIYIO MH(POPMATUBHOCTD
Y COKpalljajla BpeMsA [0 IIOCTaHOBKM [IMarHo3a M HasHaYeHNA
TepaIuy, C y4eTOM OMVICAHHBIX BBIIIE IPMHIIUIIOB 1 0COOEHHO-
CTelt KXo AMarHOCTUIECKON O,

JMarHOCTUKY aMUIOMIHON KapAMOMIOIATUI MOXKHO pas-
IermuTh Ha 3 6OMpIINX aTana: | — JMarHOCTUYeCKuil CKPUHIHT
IIAIMEHTOB C HeTUIIMYHBIM IPOTeKaHNeM KapAnajTbHOI IaTo-
noruy; II - puarHocTukKa 1 NOATBEP)K/IeHMe aMIOUOT€HHO
npupopnst KMIT; 111 - onpepeneHye Tuia aMiuIongHOro benka.
ITpenMyIecTBOM U TPEHIZOM COBPEMEHHBIX TeXHOIOTUII iuar-
Hoctuky ATTR-KMII ABnsAeTcsA CABUT B CTOPOHY HEMHBA3UB-
HBIX METOIVK [2, 24, 27]. DTO CBA3aHO MpEXIe BCETO C TeM,
YTO KaphuajabHas OMOIICKs MMeeT Psf IPOTUBOIOKA3aHNUIT U
XapaKTepu3yeTcsl BBICOKMM PUCKOM OcmoxHeHmit [12], oco-
6eHHO /IS MAL[MEeHTOB C CONMYTCTBYIOIMMM 3a00/IeBaHMAMI,
a 9KCTpaKapAuanbHast OMOIICKsL, JaXke TOBTOPHAsL, ZEMOHCTPU-
PyeT ZOCTATOYHBIN YpOBeHb MHGOPMATMBHOCTY TOMBKO /LS
AL-ammnongosa [29, 57]. OgHako B psifie CIydaes, I TOTO
94TOOBI OKOHYATETbHO IIOATBEPAUTD JUATHO3, TMCTOTIOIMYeCKOe
MCCefloBaHIe MOXKeT NOTPeOOBaThCs KaK 3aBepIIAIOIINIT ITAIl
IVIAaTHOCTUKM.

Ilepeviii sman — fyuarHocTndecknii cCkpuHNHT. OH BK/II0Ya-
eT B cebs mporecc 0T6opa MaLMeHTOB Ha OCHOBAHUY K/IMHU-
Jyecknx ocobenHocTelt nporekannsa CH 1 JaHHBIX pyTUHHOI
mmnarHoctuky CH. B pamkax I aTana y nanmeHTa ¢ yTo/ueHmneM
crenkn JDK mo 12 MM n 6oee 1 HanmumeM XOTs OBl OHOTO
«KpacHOTo ¢yiara» HO/DKHBI ObITb HOCTYIIHBI CBeX1e HaHHbIE
110 9x0KI, 110 KOTOpBIM OYAeT MOATBEPXKAEHO crenndmIeckoe
IIOBpeXIeHME CePIeYHOI MbIIIIBI (CM. TabI. 1), 11 110 BO3MOX-
HocTi — manHbie MPT ¢ kunetnkoi ragonuums. Eciam mamment
COOTBETCTBYeT STUM KPUTEPUAM, eMy IIOKa3aHO IpOBefeHIe
[BYX HEVHBA3UBHBIX TECTOB, HAIpaBIeHHBIX Ha Auddepen-
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[[Ma/IbHYI0 AMArHOCTHUKY ABYX Hambosee pacnpocTpaHeHHBIX
BuyoB amwiongo3a cepaua - ATTR n AL (cuunTturpadms ps
BbIsAB/IeHNMs crieny¢udeckoro Hakomwtenns ATTR B muokappe
u reMarosniorndeckue tectol — I'T mia ucknoyennsa AL).

Bmopoii sman HanpaBiieH Ha NOATBEPKIeHMe CepHieYHOro
aMIUION/I03a U yTOYHEeHe Hanbosiee BeposiTHOro auaruosa. OH
BK/IIOYAeT B Ce0s1 CUMHTUTPAUIO [/I OLIEHKM CTEIeHN Iopa-
sxerus cepaua ATTR u I'T gna uckmouenus AL. Coderanue
pesynbratoB cumHTHUrpaduy u ['T gaeT mATH BOSMOXKHBIX Clie-
HapyeB JJa/IbHENIIeTo AarHOCTNYIeCKOTO ITOMCKa.

IIpn Hamuuum ompuyamenvHvlx pesynvmamos I'T-mec-
106 TPUHIUINMATIbHBIM BOIPOCOM [MATHOCTUKM SABJISAETCA
HOAITBEPXK/ieHNe TTIOpaykeHMe aMUION030M TKaH! CepALla Kak
kmodeBoit npranasl KMIT u CH. [I71s1 317010 He06X0RMMO BbI-
HOTHUTD CUMHTUTPaUI0, KOMOMHALVS C pe3y/IbTaTaMu KOTO-
PBIX faeT 3 BapyaHTa:

1. B crydae, ecnn ciyHTHUrpad A He MOKaXKeT HAKOIUICHNUA
aMIWIONJ]a B CEpEYHOI TKaHU, BEPOATHOCTb HATNUMS
aMMJION[[03a cepALla MuHMManbHa. OFHAKO IIpH CyIec-
TBEHHOM IIPOIpPecCMpOBaHMM CUMIITOMOB HETUIIMYHOI
CH B panmpHeillieM MOTYT ObITh PEKOMEHIOBAHbI IIO-
BTOPHOe 00C/IegoBaHue 1y OMOIICHs CepHeIHOI TKaH.

2. B cnyuae, ecnu cyuHTUTpadus BbIABILAET 2—3-10 CTEIIEHb
HakoreHuss POII B ceppiedyHolt MbllIle, BEPOATHOCTD
Hammuna ATTR npakrudeckn 100%, u fMarHo3 MoXeT
ObITh IOCTaBNeH 0e3 NPOBefeHMs J[JOIOTHUTETbHOI
Ouoncuy ceppedHoit TKaHu. TeM He MeHee I TUINPO-
BaHua ATTR-ammnonsosa u OLleHKM NIPOTHO3a T€YEeHNA
3a00/IeBaHMsI PEKOMEH/[OBAHO [OIOJIHUTEIbHOE IPOBe-
TeHVe TeHeTIYeCKOTO TeCTYPOBAHNA.

3. B cnyyae, ecnu cuyHTUTpadUs BBIABAAET 1-i1 ypOBEHb
HakoreHus POII, HeBO3MOXXHO OJHO3HAUHO IIOATBEP-
muTh (pakT HammuMs aMmIongosa ceppua. s ero mc-
KIIOYeHNs WIM YCTAaHOBJEHWs HeOOXORMMO NOKa3aTh
BOBJ/IEU€HHOCTb MMOKapfa B MaTOOTMYECKNIT Ipoliecc.
Ilist aToro 1eecooOpasHO cpasdy IPOBECTV OMOICKIO
TKaHU CepAlla WM MOXXHO IPOBECTM ISKCTpaKapiu-
aIbHYI0 OMOICHI0, O00s3aTeIbBHO COIPOBOXKAAEMYIO
MPT-uccnegoanueM ceppua. OfHAKO BepOATHOCTb
poiaBneHnsa ATTR ceppua mpu skcTpaxkapayanbHOM
6yroricyy, 10 JAHHBIM MEXAYHAPOSHBIX MCCIIEfOBAHMIL,
cocrap/sier He 6onee 25%. [ToaroMy Hamnume oTpula-
TEeJIbHOTO pe3y/IbTaTa He MO3BOIMUT MCKIIOYUTD aMMU/IO-
upo3, n OyzmerT HeoOXO[MMO HpOBefeHNe KapAuaabHO
6yorcun.

ITp HamMMuuM IONOXKUTENbHBIX pe3ynbratoB I'T-TecToB
Ha/M4Me aMMJIONJ03a CepAlla BBICOKOBEPOSTHO, OfIHAKO Ha-
mmune ATTR-KMII B 3TOM clydae IpaKTMYeCKM MCKTIOUEHO.
B 90t cUTyauuu IpUHIUINMATBHBIM BOIPOCOM AUArHOCTHU-
KI SBIAIOTCA OIpefe/ieHNe CTeIeHN BOBIEYEHHOCTV TKAaHU
cepplla B aMUION/IO3 M BbIABJIEHVE a/IbTEPHATVUBHBIX IPUYNH,
00ycioBIMBaOLIee TSDKENIOE MPOTeKaHMe ¥ IpOrpeccupoBa-
Hite CH. ITockonbky TporHocTb POIT (MHTEHCHBHOCTD 3aXBa-
Ta), UCIO/Ib3YEeMBIX IIPY CLMHTUrPA(pUIeCKOM UCCIe[OBAaHNY,
Hambonpmags umeHHo mna ATTR-amumnonposa (oHa Taroke
TIOKa3aHa U IIA IPYTUX BUIOB aMU/ION/03a, BKModas AL), oT-
CYTCTBME HAKOIUIEHMs PafMOM30TOIIOB B I[JIOM CHIDKAeET Be-
POATHOCTb aMIIONZ03a cepALa. [I/1s OKOHYATeIbHOTO eTo UC-
K/TI049eHNs1 Heo6xouMo poronHuTenbHoe MPT-nccnegoBatme
C YTOYHEeHVeM NPU3HAKOB U OIpefie/IeHNeM CTeIIeHN Iopaxe-
HUA CepAlia, eCIM OHO He NpoBefieHo Ha I arame. B cinydae, ecn
MPT-uccnefnoBanne BBIABIAET IMPU3HAKU aMUTIOMIOT€HHOTO
HOBPEX/IeHNs CePHlla, PEKOMEHJJ0BAaH ITMCTONOIMYECKUI aHa-
M3 IS TUIOMPOBAHMS aMIIONZO3a U HasHA4eHUS Tepalnuiu.
B cnyuyae, ecm cuyvHTUrpadus BbiABIsAeT 1-3-11 ypOBeHb Ha-
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KOIIEHVISI M30TOIIa, JOMIOTTHUTENbHOE MTOATBEPXK/ICHE BOBIe-
YEHHOCTH CeP/IeYHON TKaHY He TpeOyeTcs, OfHAaKO HeoOXomm-
MO IMMYHOTUCTOXMMIYECKOe VIV MacC-CIIeKTPOMeTpUYECcKoe
MCCIefoBaHMe OGMONTaTa CeplevdHOl TKAaHM /ISl yCTaHOB/IEHWS
TUIIa amuIouziosa [2].

Tpemvum u 3aeéepuiaouium 3manom SBIAETCSI TU-
CTOJIOTMYECKOE TUIIMPOBAaHME aMMIONI033, KOTOpOe IIpu
HEeOOXOAVMOCTY [OIONHSAETCS TeHEeTUYECKMM TeCTUPOBa-
HueM. BaXHO NOHMMATh, YTO OTAENbHOE Ha/MM4ue pe3ynbTa-
TOB TeHETHYECKOTO TeCTUPOBAHNA C BBIABIEHHON MYyTaIlll-
eit ATTR-6enika He ABIsAETCA OCHOBAHMEM [IS Ha3HAYEHMS
OCTa/IbHBIX JMATHOCTUYECKMX MAaHUITY/IALMIA VIV Ha3HAaYeHNUA
Tepammu. [eHeTHYeckoe TeCTUpOBaHME HA NAHHBII MOMEHT
ABJIAETCA BCIIOMOTaTe/IbHOM OILIMEN, IOMOTalollell IPOrHO3M-
pOBaTh CKOPOCTb IPOTPeCccMpOBaHMs 3a00/IeBaHuUsA, M TaKXKe
BaXKHO [I/Is1 IPeYIpPeXIeHNUs] POLCTBEHHNKOB (cecTep/OpaTh-
€B U JieTeil) O BO3MOXHBIX PMCKAX HACTIEHCTBEHHON (OPMBI
3aboneBaHnsA. II0CKONIBKY y MalyeHTa MOTYT IIPUCYTCTBOBATD
MHBIe KOMOpOUgHOCTY U npuurHel iisi CH (Hanpumep, nHbIe
KMII, arepockiepoTnyeckas nuieMndeckas 60mesHb cepaLa,
MH}APKTBI MIOKap/a [IpU HeM3MEHEHHBIX KOPOHAPHBIX apTe-
pusax — INOCA/MINOCA), rucronorndeckoe TUNMPOBaHME
OCTaeTCs1 «30/I0TBIM CTAaHAAPTOM» BepUQUKALMU [MarHo3a,
HEeCMOTPs Ha BBICOKME PYICKI IS ITaLiMeHTa. DKCTpaKapayaib-
Has 6uorncus B codetanuu ¢ MPT siBisieTcst mpuemM/IeMoit ajb-
TepHATUBOI! I/Is1 yCTAaHOBJIEHV IMaTHO3a aMIJION/I03a CepALia.
OpnHAako B OTCYTCTBUE CHeUM(UIECKUX MMOPAKEHUI NPYTUX
opraHoB (HanpuMep, Io4Yek npu AL) BEpOsSITHOCTb HAITH OT/IO-
JKeHe aMIUIONTA B TIOJKOXXHO->KMPOBOI K/IeTYaTKe WU IpY-
rux nepudeprdecKrx TKaHAX HU3KA. B cuTyanum oTpuuarenb-
HOTO pe3y/IbTaTa SKCTpaKapfuanpHoil 6uorcum Heobxopmma
[OBTOPHAsI JUATHOCTIKA ITyTeM Ouorcuu cepana. Ilpu momyde-
HUY TIOTIOKUTeNbHOrO NofTBepkaeHns Ha ATTR-amuntonnos
ITyTeM I'MCTOMIOIMYECKOTO MCCIeIOBAHNUA C TUIIMPOBAHMEM WU
coyeTaHus oTpunarenbHbIX I'T ¢ 2-3-71 cTeneHbi0 HAaKOIIEHNA
TeXHeLMs 110 AaHHBIM CLMHTUTPAadUM [ONOTHUTENbHOE TH-
OMPOBaHME MyTeM TeHeTUYeCKOr0 TeCTUPOBAHUS HeOoOXOmu-
Mo TonmbKo A yroyHennsa tumna ATTR-ammnongosa (ATTRv
mu ATTRwt), mporaosupoBaHus 3a60/1eBaHus M Ha3HAYeHUS
criennUIeCcKOoll Tepanmm.

COBpeMeHHbIe BO3MOXKHOCTU AeYECHUA

n MOHMTOpMHra NMaunMeHTOB

c ATTR-amnaomnA030M

Ilocne ycranosnenusa pgmarHosa ATTR-KMII BHe 3aBu-
CUMOCTI OT JOCTYIIHOCTM U CPOKOB IIOTY4eHMS pe3y/nbTa-
TOB T€HETUYECKOI AUarHOCTUKM HeOOXOOMMO MaKCUMAaIbHO
6bICTPO HavyaTh jIeveHre 3aboneBaHus. JledeHne cepyedHOrO
aMIIoNA03a BKIIIOYaeT fBe obmactu: (1) medeHre u mpemoT-
BpallleH1e OCIIOXHEHMIT, (2) MpefoTBpalleHIe NN CHIDKEHIEe
CKOPOCTHM OTJIOXKEHUsI aMWIOMAA C HOMolLublo crenndude-
CKOJI TapreTHON Tepamuu (2, 31, 36, 58]. JleueHne ocmoxHe-
HUI U COITyTCTBYIOMUX 3a60/1eBaHNIT KaK NoAep>KMBaoIast
Tepanus MAIEHTOB C CEPAEYHBIM aMMUIONFO30M BKIIIOYAET
pasnuyHble KIMHUYECKUe acIeKThl, BKmouas nedeHue CH,
apUTMMIL, HapylleHUl IPOBOAMMOCTY, TPOMOOIMOOMIMM U
OJHOBPEMEHHOTO HA/IM4YUA TSDKEIOro CTeHo3a aopThl. Crerr-
ndnyeckas repanust ATTR Ha JaHHBII MOMEHT IIpeCTaBIeHa
eIVHCTBEHHBIM JIeJICTBYIOLIVIM BEIleCTBOM — TadaMMUAMCOM,
cenekTBHBIM crabmmmsaropom TTR, cBs3piBaromyMcs ¢ Ha-
TUBHOI (TeTpaMepHOIl) GopMoii GenKka, 4TO IMpefoTBpalaeT
IVMCCOLMALINIO KOMIUTEKCAa Ha MOHOMEPHI 1 3aMe[lJIsSIeT aMUIIO-
uporees [28]. IIpu Ha3HaYeHMN perapaTa HEOOXORUMO yUu-
TBIBAaTb TP MOMeHTa. [lepBoIit — MakcuMasbHas 3¢ dexTus-
HOCTb Ha3HaYeHUII JOCTUTAETCS IpU paHHEM CTapTe Tepalny,
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49TO0 0OYCIOBIMBAaET HEOOXOAMMOCTb pPaHHEN AMATHOCTUKM
[34, 46, 58]. Bropoit — HEOOXOANMOCTD P TIOOOM IOFO3Pe-
v Ha ATTR-amunonpnos onpenensats ero ¢popmy (HeBposo-
rUdecKas, KapAMOIOTMYecKast IV CMEIIaHHas), TaK KaK Ipu
H/IMYNM TIOPAXXEHMsI CEPAEYHON TKAaHN PEXUM HO3UPOBAHNS
OyzmeT oTIMYaThCA, ¥ JO3MPOBKA, IPUMeHAeMas IPU HEBPOJIO-
rudeckoit popme (20 mr), OyzeT HeROCTaTOUHO 3P PEKTUBHOI
IIpU ABYX Apyrux GopMax M ZO/DKHA COCTaBIATh 61 Mr [59,
60]. TpeTuit MOMEHT — HEOOXOAMMOCTb MOHUTOPUHTA COCTOS-
HUS MAIVIEHTA Y OTC/IOKVBAH €0 peakiuy Ha Tepamnuio [56,
61]; Ipy 9TOM OTCYTCTBUE BBIpaXKeHHOrO 3¢ deKTa He SIB/sIeT-
Cs1 IOKa3aHMeM ISl IIPeKpalleHNs Teparni.

Ba>KHBIM 3TaoM IPOTHO3MPOBAHMs JA/IbHEIIIEr0 pasBU-
THs1 3a0071€BaHMs I MOHUTOPMHTA COCTOSIHYS TaljyieHTa IocTe
HasHauyeHVs Tepalluyl SB/AETCS TeHOTUIIMPOBaHNe IS OIpe-
JeleHusa TUIIA AMMWIOUIO3a: AUKNUIA (HEHAC/IeNCTBEHHBIN) U
BapUAHTHBI (HAaCTeACTBeHHbIN) [15, 16, 22], HOCKOIBKY OHM
3HAYUTEIBHO PA3/INYAIOTCS IO 0COOEHHOCTSIM IPOTEKAHUS 3a-
6o7eBaHNsl, IIPEBAIVPOBAHMN CMEIIAHHBIX (OPM U KIMHIYe-
CKOMY IIPOTHO3y. JIpyruM Ba>KHBIM acIIEKTOM, OOYC/IOB/IMBAIO-
MM HeOOXOAMMOCTb T€HETUYECKOTO TECTUPOBAHNS, ABIAETCS
HAC/Ie[ICTBEHHBII XapakTep 3a00/1eBaHUs Py BBLIBIECHUN TTOfI-
TBEPK/IEHHBIX MyTaluii. B aToM cinydae crnemyrommym HE00X0-
AMMBIM IIAroM sIB/sieTcsl MHGOpPMMpOBaHME POACTBEHHUKOB
(6paTbeB/cecTep u feTell) U HalpaBJIeHMe UX HA TeHETUYECKOE
TecTupoBaHue [22]. OgHaKo IIPU 3TOM BaXXHO YYUTHIBATD CIIe-
AYOLI/ie MOMEHTBL:

1. [l pasHbIX STHUYECKUX TPYIII ¥ PasHbIX MYTalL{Mil Xa-
paKTepHbI CBOM COYETAaHWs] TUIMYHBIX CHUMIITOMOB I
[IPeAIonaraeMoro Bospacrta jeOrra 3abomeBaHus, 4TO
HeOOXOMMO YINTBIBATD B IIPOrHO3MpoBanmiu [33, 55, 56].

2. VI30/mMpoBaHHOe BBIABJICHIE MYTALUI Y YCIOBHO 3[,0pPO-
BBIX POZICTBEHHUKOB He IaeT OCHOBAHUII CTABUTb [MAarHO3
ATTR-ammnonpiosa n faxxe He o3HayaeT 100% BeposATt-
HOCTb Pa3BUTHS €r0 B OYAyIIEM, IOCKOIbKY, HECMOTPSI
Ha ayTOCOMHO-JOMUHAHTHBIV TUI HAC/IefOBaHMUA, 3a60-
JleBaHMe XapaKTepu3yeTCAd HM3KOI ITeHeTPaHTHOCTBIO
(T.e. mpoOsABNIAETCA HEe B KOXIOM ITOKoeHun) [23].

3. Jaxxe mna GOpM C HMU3KOI IEHETPAHTHOCTDBIO PeryJsip-
HOe 00C/TenoBaHNMe, HAIpaB/eHHOE Ha CBOEBPEMEHHOE
BbISIB/IEHJE KAPJVMOTIOTMYECKNX Y HEBPOTIOTMIECKMX IIPO-
sIBTIeHUIA, Oy/eT peKOMEeH[0BaHO POJCTBEHHMKAM C BbI-
SIBTICHHBIMJ MYTAaLMsIMM €XETOFHO HadMHasi ¢ BO3pacTa
Ha 10 jleT MeHbIlle TPEIIOaraeMoOro Bo3pacTa [ebroTa
3aboneBanns [56]. Takoe obcmefoBaHme HODKHO YdU-
THIBaTb TE€TEPOTEHHOCTD IIPEAIIONAraeMbIX IIPOSIBIIEHNIT
3a00/1eBaHMs ¥ MOXKET TOTPeOOBATh IIPUBJIEYEHISI MY/Ib-
TUAVCIMIUTMHAPHON KOMaHAbl (Hampumep, HEBPOJIOra,
KapfiMoJIora, TacTPOIHTEPONIOra, opTanbMOIOra U T.J.).
KomnoHeHTamMyt 06513aTeIbHOrO 0OCTIENOBAHUS BHE 3aBU-
CHMOCTH OT IIPEIIONAraeMoro TUIA 3a00JIeBaHMs B~
I0TCSI KJIMHMYECKas! OLleHKa OPTOCTATUYECKON TUIIOTEH-
3un, koHneHTpamya NT-proBNP u cocrosune gpyHkym
muokapzpa 1o gaHasiM OxoKT 1 KT [30].

B 3aBMCHMOCTM OT Ha/IN4YMUSA COMYTCTBYIOLUX COCTOSHUI

U OCTIO>KHEHUIT OCHOBHOTO 3a60/1eBaHMsI MHIMBYYa/IbHbIE pe-
XKVIMBI HabOTIOAeHNs ¥ 06CTIeTOBaHMs MOTYT CYLIECTBEHHO pas-
JIMYATHCSI MEX/Y KIMHINYECKIMY CITy9asiMI, JOTIOHSISACH BCIIO-
MOTraTeJIbHbBIMM METOAMM AMAarHOCTUKM. Ha JaHHBII MOMEHT
YCTaQHOBJIEH PAJ MPEfUKTOPOB BHICOKOTO PMCKA NeTaTbHOCTH,
MOHUTOPVHT KOTOPBIX TaKXe fBJISIETCS BA)KHON 3ajadveil.
K HuM OTHOCAT yXyAlleHNe IIOKasaTeneil yAapHOTO 06beMa,
ycyry6nenne nedopmanuy cepaua 1mo gaHHbIM 9x0KI, a Tak-
JKe PasBUTIE OC/IOXKHEHUII, B YACTHOCTY TSDKENOTO aopTajb-
HOTrO cTeHo3a [43, 62]. O6uas cxeMa HaOMIOLEHNUA BKIIOYAeT
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moceleHne Bpada 1 pas B 6 Mec ¢ 00s13aTeIbHBIM MOHUTOPYH-
T'OM COCTOSHMA MalyenTa 1o 3 61mokam [33, 56, 61]:

1) kuHMYecKass ¥ (PYHKIMOHA/NbHAS OLleHKA COCTOSHUA
HalyenTa (4acToTa TOCIUTATN3ALVI II0 TOBOKY YXYALIe-
Hua CH, nosbimenne kmacca CH nmo NYHA, camkenne
KadecTBa >usHu no omnpocHukam KCCQ mmm EQ-5D,
CHIDKeHIe TI0Ka3aTerIeil B TeCTe 6-MIHYTHOV XOfbObI);

2) uccnepoBanye maboparopusix MapkepoB (NT-proBNP,
TPOIOHVH);

3) dyHKUMOHAIbHAS OLleHKa paboThl ceppla (yTomniieHne
crenku JIJK, moBbllleHMe CTeNeHM AMACTONMYECKOI
IVCOYHKIUY, YXyAIIeH)e ITOKa3aTeell CYCTOMIIecKoi
(GyHKUMY, TIOSIB/IEHNE HOBBIX IIATOTHOMUYHBIX IPU3HA-
KOB 110 JaHHbIM OXOKI' mim ynpTpasByKoBOro MCCIefo-
Banusa — Y3N).

VisMeHeHMe COCTOSIHMS IAl[eHTa XOTs OBl [0 OZHOMY
MapKepy M3 KaXoro 6710Ka CBU/ETENbCTBYET O BO3MOXHOI
nporpeccuu ATTR-KMII u TpebyeT 601ee OMTHOI OLIEHKY CO-
CTOSHMA MALMEeHTa U CTelleHM mporpeccun [56] A cBoeBpe-
MEHHOTO JIeUeH)sI OCTIOKHEHMIT, KOTOpOe MO3BO/ISIeT CHU3UTD
puicku netanbHOCTH [63]. CriefyeT OTMETUTD, YTO MIPOTPECCH-
poBaHuMe 3a60jIeBaHMA He SBJIAETCSA MMOBOJOM /I OTMEHBI Ha-
3HAUEHHOI! IATOTeHeTUYECKON Tepamni.

3akAloueHue

Ammnonznos ceppla HpefcTaBiIseT coboii SBHO HeHooLie-
HMBaeMoe 3abornesaHye ceppua. OTCYTCTBUE Ha IPOTSKEHUU
JIOZITOTO BPEMEHM CIOCOOO0B HEMHBA3MBHON JMAarHOCTHKY, a
TaKXKe Crennuuecknx MeTONOB JIeeHs IIPUBOAIIIO K HECBO-
eBPEMEHHOII II0OCTaHOBKE /IarHo3a 1 KpajiHe HeO/IaronpuaTHO-
My IIPOTHO3y TaKuX nanueHToB. OHAKO B HacTosAllee BpeMs
paspaboTka 1 BHepeHMe CrenudIdecKkoil MaToreHeTdecKo
Tepanuy, HAIPaB/IEHHOM Ha CHIDKEHME CKOPOCTM IIPOTrPecch-
poBaHNA 3a00/IeBaHNsA, U NOSB/IEHME YeTKMX AMATHOCTUYECKUX
KPUTEPUEB [/ METO/IOB HEMHBA3MBHO IMArHOCTUKY II03BOJIA-
10T CBOEBPEMEHHO BBIAB/IATH TAKMX MALMEHTOB U CYIIECTBEHHO
HIOBBIIATH KAYECTBO U IIPOJO/DKUTENBHOCTD UX KUSHMA.

KrmoueBbiMy akTopaMyl yCHEIIHOCTM JaTbHeIIero je-
4eHMA ABNAIOTCA PaHHAA AuarHocTuka amunoupnonn KMII un
ompefeneHne TUIIA OelKa MpeflIecCTBeHHMKA ammtonsa. Vic-
IIO/Ib30BaHME HEMHBA3UBHONM CTPATEIMN B a/ITOPUTME IMAaTHOC-
tuku ATTR-amumonzmosa cHIbKaeT HeOOXOOUMOCTb B IPOBe-
[E€HUM MHBA3MBHBIX U JOPOrOCTOSIIMX MIPOLERYD, TEM CAMbIM
COKpallaeT BpeMs IyTH OT HePBUYHOr0 OOpalleHys manueHTa
10 IOCTAHOBKM IIPaBU/IbHOTO AMArHO3a. TO IPUHIMIINATIBHO
Ba)KHO, TTIOCKOTIbKY 9()(HeKTUBHOCTD crennpu4ecKoll Tepanmm
BBIILE HA PaHHMX CTANAX 3a607eBannus. [Ipy 9TOM OCHOBHBIM
KpUTepYeM YCIIELUIHOCTH IPOBefeHMs jIe4eOHO-UarHoCT-
YECKMX MEPOIPUATHUI ABIAETCH, C OFHOM CTOPOHBI, HACTO-
POXXEHHOCTb CIIELMANNCTOB MEPBUYHOIO 3BEHA, a C IPYTOi —
IIOTOK IALMEHTOB, Y KOTOPBIX YK€ NPOBEIEHbI IIEPBbIE STAIIbI

o6ceoBaHMsA Ha BO3MOXKHOE Ha/InM4ye aMMUIONA03a CepALa.
OCBEROMIEHHOCTD CITEMANNMCTOB IEPBUYHOTO 3BE€HA O «Kpac-
HbIX (rrarax» 3a60/IeBaHNMs U BUSYATUSUPYIOLINX KPUTEPHSIX,
VICIIO/Ib30BaHIE Pa3pabOTaHHOTO aIrOPUTMa AMATHOCTUKM, a
TaKXKe NHPOPMUPOBAHIE MALIIEHTa O BO3MOXXHOCTI TePAIINN
ATTR-aMmn0u03a U OMACHOCTSX OTCPOYEHHOI ITOCTAHOBKMU
IVarHO3a OOYCIOBNIMBAIOT CBOEBPEMEHHYIO MapIIpPyTH3alNio
HaIMeHTa VI Ha3Ha4YeHue CIeny(uIecKkoro 1edeHns..
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Cnncok cokpaueHnmit

I'T - remaTonmornyeckmit TecT

KMII - xapayomyonaTus

JDK - neBblit xenmyo4ex

MPT - MarHuTHO-pe3oHaHCHasA ToMorpadus

O39KT - ogHOdOTOHHAsE 9MUCCHOHHAs KOMIIbIOTepHas ToMorpadus
POII - pagnodapmmpernapar

CJIL] - cBOGO/HbIE IETKIE e

CH - ceppeyHas HETOCTaTOYHOCTD

OB - ¢pakums BeIGpoca

9x0KT - sxokapanorpadus

AL-amMuonsios — aMuaon03, 6€lKOM IpeAIIecTBEHHUKOM KOTOPOTO sB-
JIATCA JIETKME e ]/[MMYHOTTIO6YHI/IHOB

ATTR aMuIonmo3 — aMUIona03, 6€IKOM IpeAleCTBEHHMKOM KOTOPOro
ABJIAETCA TPAHCTUPETNH

ATTR-KMII - TpaHCTHpeTNHOBAsE aMWIOMIHAS KapMOMUOIATIs
ATTRv - BapuaHTHasi, reHeTI4YeCKu 06ycmoBneHHas Gpopma

ATTRwt — npuno6pererHas ¢popMa aMMION103a, Pa3BUBAIOIIAsACs Ha GoHe
AHOMAJIPHOTO HAaKOIUIEHUA TPAHCTUPETMHA OVKOTO TUIIA

TTR - TpancTUpeTnH
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