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Pesrome. AMUIIONI03 — 3TO I'pyTiIa 3a00JeBaHU N, XapaKTEPU3YIOIIMXCSI HAKOTIJICHUEM B MHTEPCTUIIMU PA3JIMUHBIX OPTaHOB U TKa-
Hel 6esika crieniuduueckoi GudpuIIIpHON CTPYKTYphL. [TOHSATHE «aMUION103» 00benrHseT 6osee 30 pa3IMUHBIX IO CBOEH MATO-
(busmosoruu cocTOSTHU, B OCHOBE KaXI0T0 N3 KOTOPHIX JIEKUT HapylieHne cuHTe3a 30 pa3IuIHbIX OeTKOB-TIPeaIIeCTBEHHUKOB.
OnHako 95% aMUJIOUIHBIX KapAUOMUOMATH I CBSI3aHBI BCETO C IByMsI OeJIKaMu: GEJIKOM, 00pa30BaHHBIM U3 JIETKUX LeTeii UMMY-
HOTJIOOYJIMHOB, M GeJIKOM TpaHCTUpeTuHOM. OmpeneiieHue GeKa-TpealiecTBeHHUKA SIBISIETCS KpaeyroJbHBIM KaMHEM BeICHU ST
MalnKeHTa ¢ aMUJIOUIHOM KapauoMuonaTueir. TpaHCTUPETUH — 3TO 6eJIOK-MIePeHOCUMK TUPOKCHHA, PETUHOJIA U IPYTHUX BEIIEeCTB,
BBITMOJHS IO M A )KU3HEHHO BaxKHble GyHKUIMU. [1o HacieACTBEHHBIM UM BO3PACTHBIM PUYMHAM POMCXOAUT HapyIlIEHUE CUH-
Te3a TPAaHCTUPETUHA B TIeUeHU, U 00pa3yolInecsi MOHOMEPBI, MoMnajas B KpOBb, 00pa3y0T TOKCUYHbIE TPOMEXYTOUHbBIE TPOTYKTbI
Y aMUJIOUIHbIe GUOPUIITBI. AMUIONI03 cepalia (M1 aMUJIOUIHAST KADAMOMMOIIATHST) IO HEIaBHETO BPEMEHU CUMTAJICS PEIKUM
3abosieBaHMEM. B Henamekom MpolioM BO3MOXHOCTH Tepariuyi aMUJION103a Cepalla OrpaHUYMBATUCh HA3HAYCHUEM IUMYPETHUKOB,
AHTarOHMCTOB MUHEPAJTOKOPTUKOUIHBIX PELIENITOPOB M aHTUKOATYJITHTOB, TaK KaK JAPYTHE CPENCTBA HE TIePEHOCITCS MallUEHTaM 1
WJIM TIEPEHOCSITCSI B MUMHUMAaJIbHBIX 103ax. C nosiBieHreM B Poccuu epBoro cpeicTa creinduyeckoro Je4eHusi TpaHCTUPETUHOBOM
aMWJIOUIHOM KapAMOMMOTIATUU PE3KO BO3POCIa HEOOXOAMMOCTb B TOBBILICHU M HACTOPOKEHHOCTU B OTHOIIEHU U TPAHCTUPETUHO-
BOT'O aMUJIOM 1034 CPeY Bpaueil-TeparneBTOB U KapJAnuO0JOTrOB U BO BHEJAPEHU U COBPEMEHHBIX aJITOPUTMOB TUATHOCTUKY JAHHOTO
3aboneBaHus. CBOeBpEeMEHHOE BHISIBJICHNE TPAHCTUPETUHOBOTO aMUJION103a U TpaMOoTHas nuddepeHIInanibHast TMarHocTukKa
OT IPYTUX BUIOB aMUJIOMTHOM KapAMOMUOTIATUY MOTYT ChITPATh PEIIAIONIYIO0 POJIb B IPOTHO3e 3aboieBaHus. [Ipenapat radamuauc
NOKa3aHHO CHUXXAeT YaCTOTY TOCTIUTAIN3AIIMI U JIETAJIbHOCTD Y TTAIIMEHTOB C TPAHCTUPETUHOBBIM aMUJIOUI030M.
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Abstract. Amyloidosis is a group of diseases characterized by accumulation of a protein of a specific fibrillar structure in the interstitium
of various organs and tissues. The concept of amyloidosis unites more than 30 different pathophysiological conditions, each of which is
based on abnormal synthesis of 30 different precursor proteins. However, 95% of amyloid cardiomyopathies are associated with just two
proteins: a protein derived from light chains of immunoglobulins and a protein called transthyretin. Determination of the precursor pro-
tein is a cornerstone of management of patients with amyloid cardiomyopathy. Transthyretin is a carrier protein of thyroxine, retinol and
other substances, that performs vital functions. For hereditary or age-related reasons, TTR misfolding occurs in the liver. The resulting
monomers, entering blood, form toxic intermediate products and amyloid fibrils. Cardiac amyloidosis (or amyloid cardiomyopathy) used
to be considered a rare disease. In the recent past, possibilities of therapy for cardiac amyloidosis were limited by prescription of diuretics,
mineralocorticoid receptor antagonists and anticoagulants, since other drugs are not tolerated well by patients or are tolerated in minimal
doses. Advent of the first drug specific for treatment of transthyretin amyloid cardiomyopathy in Russia increased a need of awareness
of ATTR-CM among general practitioners and cardiologists, and introduction of modern diagnostic algorithms for this disease. Timely
detection and competent differential diagnosis of ATTR-CM from other types of amyloid cardiomyopathy can play a decisive role in the
prognosis of this disease. Tafamidis is a treatment that was shown to reduce mortality and CV-related hospitalization in ATTR-CM patients.
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21 mo 23 okTs6psa B Cankr-IleTepOypre npoiien

Poccuiickumit HallMOHAIBHBIM KOHTPECC KapAuOJIOTOB,

OpraHn30BaHHBI PocCUIICKMM KapaAMOJOTMYeCKUM

obmecTBOM. KpymHeiiliee exkeroqHOe MEpPOITPUSITHE
00beAMHUIIO B OHJIAWH- U o daaliH-dbopmaTte 60see 7 ThiCIY
KapauoJIoTOB, TePareBToOB, (Jie60JIOTOB, CepAEYHO-COCYIUCTHIX
XUPYProB, HEBPOJOTOB U CITEIIMaIMCTOB MHOTUX JIPYTUX CITe-
nuagbHocTel. CUMITIO3UYMBbI, IEKIIMU, TIJICHAPHbIE 3aceaH U s
M IUCKYCCUOHHBIE KJ1yObl KoHTpecca ObliM MOCBsIIeHbl Hanbosiee
aKTyaJbHBIM BOMIPOCAM COBPEMEHHOI KapaAMOJIOTUU: BHEAPE-
HUIO HOBBIX TEXHOJIOTUI1, paboTe Hal TUTTMYHBIMU OIIMOKAMMU,
YIYYIIEHU IO OpTaHU3alMY MEIUIIMHCKOM TTOMOIIIM, BEICHU IO
KOMOPOMIHBIX TTAIIMEHTOB M, KOHEYHO, pa300py CIOKHBIX HO30-
noruii. OToeNbHBIN caTeUTMTHBIM cuMIio3nyM «HoBast apa B neue-
HUUW aMUJIONI03a CEPAIla», OPTaHNU30BAHHBIN ITPU MOAIEPKKeE
koMmianuu Pfizer, ObLI MOCBSIIEH 3TOMY PEIKOMY U CIIOXKHOMY
B IMAarHOCTHKE COCTOSTHUIO. Bemyne aKcriepThl pacckasaiu
0 TOM, KaK 3aIlo03pUTh TPAHCTUPETUHOBBI aMUJIOUI03, Ha
KaKue TUarHOCTUYECKHE aJITOPUTMBI MOKHO OITMPATHCS ¥ KaKy1o
Teparnuio MOXHO CYUTATH ONITUMAaJIbHOIM.

B cBoeM BCTynuUTEIbHOM CJIOBE IMpeacenaTelb CUMITIO3U-
yma Anb6epTt CapBapoBuu l['ansiBUY, O.M.H., TJIAaBHbIM Kap-
nuonor IMoBonxkckoro ¢gpeaepajlbHOro oKpyra, BUlle-Tpe-
3uaeHT Poccuiickoro KapamoJioruyeckoro ooiiecTBa, 4YjaeH-
KoppecrmoHIeHT AKanemMuu Hayk Pecriyonuku TatapcraH,
oTMmeTnJ, 4To KoHTrpecc mpoxoauT yxe B 28-if pa3, HO TeMa
aMUJION103a BIIEPBbIC 00CYXIaeTCs HACTOJIBKO 0OCTOSITEIBHO
W TTIOAPOOHO, YTO MOKHO O€3 COMHEHUSI CYMTATh BasKHOI BEXOI.

[Tepssiii ciukep Mrops ButanseBuu Kupos, n1.M.H., Benyuii
HaY4YHBIN COTPYIHUK OTAesa 3a00JieBaHU I MUoOKapaa 1 cepaed-
Hoit HenocTatrouHocTr PI'BY «<HM MU L kapauonorun» MuH3npasa
Poccun, mpodeccop kadeaps! kKapauoioruu PMAHIIO, nauan cBoit
nokaan «KpacHble uiar TpaHCTUPETUHOBOI aMUJIOW THOM Kaparo-
MUOMNAaTUM» C 9KCKYpCca B 3TUOJIOTUIO U TTaTOreHe3 3a00/IeBaHuSl.

AMMJION 03 — 3TO I'pyIina 3a00jeBaHU I, XapaKTepU3y IOLLIXCS
HaKOIMJIEHWEM B MHTEPCTUIIMM Pa3IMYHBIX OPIaHOB U TKaHel Oesika
cneuunduueckoit GudpuIsipHON CTPYKTYphl. [ToHATHE «aMUI0-
1103» 00beauHseT 6osee 30 pa3TMUHBIX IO CBOEH MTaTODU3NOI0-
TUH COCTOSTHUI, B OCHOBE Ka3KJ0T0 13 KOTOPHIX JIEXKUT HapylIeHE
cuHTe3a 30 pa3InYHbIX O€IKOB-TIPeAIIeCTBeHHIKOB. OmHako 95%
AMUJIOMTHBIX KapAMOMUONATU I CBSI3aHBI BCETO C ABYMSI OETKaMU:
6eTKOM, 00pa30BaHHBIM U3 JIETKUX LIeTIeil UMMYHOTJIOOYJTUHOB
(AL-amunonno3s), u 6eakoM-TpaHcTupeTuHoM (AT TR-amunonnos)
[1-3]. OnpeneneHue Genka-npeaIeCTBEHHUKA SIBSIETCS KPaeyTroJib-
HBIM KaMHeM BelIeHH I TTAlIMeHTa C aMMJIOWTHOM KapIMOMHUOIIATHE.

Tpanctuperun (TTP) — 310 GeOK-TIepeHOCUYMK TUPOKCUHA,
pPETHHOJIA U APYTUX BEIIECTB, BHIMOJIHSIOUIMI XK M3HEHHO BaxkK HbIE
¢dbyHkuuu. [To HacienCTBEHHBIM UM BO3PACTHBIM IPUYMHAM
npoucxoauT HapylieHue cuHte3a TTP B meuenu, u oopasyronmim-
ecsl MOHOMeEpHI, Monajasi B KpoBb, 00pa3yroT TOKCUYHBIEC IPOMe-
JKYTOUHBIE TPOAYKTHI U aMUJIOUTHBIC (PUOPUILITHI [4].

Tpanctuperunonbiit amunonno3 (ATTR-KMIT) paznensitor Ha
HacneacTBeHHBIN/BapuaHTHBIN (WATTR) u nukmii/ceHUIbHBIN
tun (ATTRwt). Ciukep mogquepKHYJI, 4TO, BOTIPEKHU YCTOSBIIEMY-
cst MHeHU10, ATTR-aMuiionn03, 1 0COOEHHO ero AUKUM TUTI, HE
SIBJISIETCSI pEIKUM 3a00JIeBaHUEM 1, TIO MHEHUIO 9KCITepToB, 17%
BCEX CIy4YaeB CepAeTHON HETOCTATOYHOCTH C COXpaHeHHOI (hpak-
1ueit Beiopoca csizaHbl UMeHHO ¢ ATTR-KMII. Ha aytoncusx
ATTR-amunonn o6HapyxuBaeTcs B 25% ciiydaeB y MallUEHTOB
crapite 80 stet u B 37% ciy4aeB y malueHToB cTapiie 95 et [5-7].
Poccust He siBasieTCsl S9HAEMUYHOM 30HOM 11 HACAeACTBEHHOM
dopmbl ATTR-amunongosa, moeToMy ¢ 60IbIIEH BEPOSITHOCTBIO
BpayaM MPEACTOUT BCTPETUTHCS UMEHHO C TUKUM TUIIOM.
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K oToxeHu1o TpaHCTUPETUHOBOTO AMUJIOU 1A TTPU HACIIENCTBEH-
HOM TUTIe HanboJiee TPOITHBI TKAHU cepiia u iepudepudeckast
HEpBHAasI CUCTeMa, TOT/Ia KaK IMPY TUKOM TUTIE OCHOBHBIM OPTaHOM-
MUIIEHBIO SIBJISIETCSI MUOKAPT, TIOPaskeHUe KOTOPOTO U OTIpeNesisieT
MPOrHo3 3adosieBaHusl. CBOEBpEMEHHO BO3HUKIIIEE MTOI03PEHUE
Ha aMUJIOUJ03 cepalia U rpaMoTHast AuddepeHmalbHast AuarHo-
CTHKa TUIa aMUJION 1A, BbI3BABLIETO 3a00JI€BaHHE, CAMbBIM pelllalo-
MM 006pa30M BIMSIIOT Ha MPOIOKUTENTBHOCTb XKM3HU MallUeHTa.

«KpacHbie pnarn» ATTR-amuiionno3a — 3170 KJIMHUYECKHE,
BU3yaJu3UpyeMble U JaOOpaTOPHbIE MPU3HAKH, KOTOPbIE TOMO-
raloT Bpayy 3arofo3puTh aMmuaonao3 cepaua. K Hnum oTHocsites
[2,5,6,8-10]:

® HeoOBsICHUMAS cepAeyHasi HEAOCTATOYHOCTh, KOTOpas
He OTBevYaeT Ha KJIACCUYEeCKYIO Teparnuio, BKJIIOUass MHTUOUTO-
pol ATID, 6eTa-anpeHOOI0KATOPHI U OJIOKATOPHI PELICTITOPOB
AHTUOTEH3WHA;

® B cTyyae BApMAHTHOTO THUTIA: CEHCOMOTOPHAsI OJIMHe i poria-
THSI, Pa3BUBAIONIASICS TTO TUTTY «OT JUCTAJBHOTO K TTPOKCUMATTb-
HOMY», 1 TsSIKeJIasi aBTOHOMHasI HeliporaTtus (OpTocTaTuyeckast
TUITOTEH3U ST, CeKcyaibHast AUCGYHKIIMS), KOTOpasl 1o CTeIeH U
WHBAJUAM3ALMY YaCTO HATIOMUHAET TUabeTUYECKY10, HO MPO-
rpeccupyer ObICcTpee;

® B cllyyae AMKOTO TUIA: HAJIMYUe IBYCTOPOHHET0 CUHAPO-
Ma 3amnsicTHoro kaHaza (50% ciydyaeB), CHMIITOMHBII CTEHO3
Mo3BOHOYHOro KaHaza (30%) u CoOHTaHHBI pa3pbiB CYyXO-
KUK OBYTIaBoi MbIILbI 1Ieda (33%), KOTOPBIN SIBIASIETCS
CaMBbIM XapaKTEePHBIM MTPU3HAKOM M Pa3BUBAETCS, KaK MPABUIIO,
3a 5-10 et mo medroTa CMUMITTOMOB KapAMOMUOITATUM;

o u3meHenus Ha OKIT, oTpaxaroine yToJIeHne JTeBOTO Kely-
J0YKa B CBSI3U C HAKOTJIEHWEM B MHTEPCTUIIUY HU3KOAIACTUYHO-
TO aMUJION1a; HU3Kasi aMIUIUTYA, ICeBIONH(MAPKTHBIN MaTTepH
B IePEIHUX M HUKHUX OTBEICHUSIX, cllabast mporpeccus 3yoma R;

o OxoKI-npu3Haku: yToIIEeHUEe CTEHOK JIEBOTO Xeay10Y-
ka (JIXK) 6ousee 1,2 cM, OUBEHTPUKYJISIPHOE YTOJIIIEHHUE CTEHOK
JI2K v cTBOpOK KJ1anmaHoB cepalia, peHOMeH «Iape3a 0a3aabHbIX
OT/IEJIOB», BBITIOT B TIepUKap/e MPU HaJTUYUU BEIPaKeHHOTO YTOJI-
meHus creHok JIK;

o MPT-npusHaku: HaKOTJIEeHUE KOHTPACTHOrO Ipernapara,
A0pTabHBIN CTEHO3, DEHOMEH «OOHYJIEHU ST MUOKapIa», KOTOPBII
MIPEIIeCTBYET NN CBS3aH C TTYJIOM KPOBU;

e jabopaTopHbIe TPU3HAKU: CTa00BBIPaKeHHOE TTOBHITIIE -
Hue ypoBHs# cepaeuHoro TpononuHa (T uiu 1), 3HauuTebHOE
(B 10 u GoJiee pa3) MOBbILLIEHWE HATPUNYPETUYECKUX MENTUIOB
(NT-proBNP).

JlabopaTtopHble reMaToOJOTMYeCKuUe UCCIeNOBaHN S — OINpe-
JeJieHe KOHLIEHTPALlM1 CBOOOIHBIX JIETKUX LIeNeil U UMMYHO-
(ukcanus cblIBOPOTKM KPOBU Y MOUM — MOTYT ITOMOYb HE TOJBKO
3aI0I03pUTh aMUJIOU 103, HO MTPOBEeCTU NUPdhepeHInaIbHYIO
nnarHoctuky AL- u ATTR-amumonmosa |3, 6].

IMponosnkuia BeicTymjieHue nnpodeccopa 2Kuposa 1 noapoo-
Hee pacckaszaja o nuarHoctuke ATTR-amunounosa B ceoem
noknane «JIuarnoctuuyeckuit anroputm rnpu ATTR-amunonnose.
JaiiaxxecT MeXIYHApPOIHBIX PYKOBOACTB U pEKOMEH TaIluii»
Tatpsina BnagumupoBHa AnaiieBa, 1.M.H., ipodeccop Kadeaps
nojukanHuuyeckoit repanuu MI'MCY um. A. . EBiokumosa,
yieH npe3duauyma PHMOT.

ITo ciioBam cniukepa, elie HeCKOJIbKO JIET Ha3a TOCTaHOBKA
IMarHo3a aMuJIOM103a Cepllia HOCUJIa UCKJIIOYUTEJIbHO aKa-
NEMUYECKU I MHTEPEC U He MPEeCTaBIIsia 0CO00M 3HAYMMOCTH
IUTSI TallMeHTa, TaK KaK crnequdUuYecKux CpeaCcTB ero JeueHus
He cyuiecTBoBaJio. CeromHs Xe, ¢ mosiBjieHrueM 3((HeKTUBHbIX
CPEACTB Tepaluu, CBOEBPEMEHHOCTh MTOCTAHOBKU NMAarHo3a
nMeeT orpoMHoe 3HaueHue. CoriacHo mMpoduIIio BEIXKMBAEMOCTH,

91



CobbiTHE
|

aMUJIOMIHYIO KapANOMMOIIATU IO MOXKHO Ha3BaTh 3JI0KAYeCTBEH-
HBIM 3a00JIeBaHNEM, TaK KaK MPOIOIKUTEIbHOCTD XKU3HU TAKUX
MaIEHTOB ropa3io MEHbIIE, YeM TIPU TUTIEPTPOPUUECKUX, TUTa-
TallMOHHBIX U BOCTIAJIMTEIbHBIX ITOPAKECHUSIX MUOKap/a.

Ha naHHBIit MOMEHT CUTYyallMsl C TUATHOCTUKON BBITJISIIUT
JMOCTATOYHO TTeYaTbHO: YeTBEPTh MAIlMEHTOB MOJIYYalOT TUarHO3
aMMJIOMI03a TOJIBKO Yepe3 6-12 MecsIieB mocie epBoro oopaiie-
HUS K Bpauy, TPETU NallMeHTOB TpebyeTcs 6oiee 5 BUSUTOB U Uy Th
MEHee YeM B IMOJIOBMHE CIy4yaeB MepBblii MOJYUYEHHbI JUarHo3
OKa3bIBaeTcs HeBepHBIM [11].

Vke MHOTHME cTpaHbl EBponbl, A3uu, AMepUKM NUMEIOT CBOU
KOHCEHCYCBI, aJITOPUTMBI IMarHOCTUKHU aMUJIOM103a, KOTOPbIE
JTal0T BO3MOXHOCTh HaliTH OalaHC MEX 1Y pa3HBIMU METOIAMU.
[Mpodeccop AnameBa mogyepKHYyJIa, YTO MPaBUIBHO MTPOACH-
HBII aJITOPUTM IMATHOCTUKU ITPU OTIPEICICHHBIX 00sI3aTETbHBIX
YCJIOBUSIX CHUMAET HEOOXOAUMOCTD B ITPOBEICHU Y SHIOMUOKAPI-
aJIGHOU OMOTICUY Y TUCTOJIOTMYECKOM ITOITBEPXKICHU Y TUarHO3a.

[TepBBIM 3TarIOM TMaTHOCTUYECKOTO TIpoIlecca SIBJIsIeTCs, 0e3-
YCJIOBHO, KIIMHMYECKOE ITOI03peHNe, 0 KOTOPOM IMOAPOGHO pac-
cka3zai npodeccop ZKupon. Ha cienyroiiem atare HeoOX0auMO
OTJUYUTH TPAHCTUPETUHOBBIN aMUIOUI03 OT AL-amuiounao3a
Ha OCHOBAHMM HaJU4YMsI MOHOKJIOHAJbHOI CeKPELIMU C TIOMO-
1IbIO OLIEHKY COOTHOIICHM I JIETKMX 1IeTeid 1 UMMYHOMUKCAIIUU
CBHIBOPOTKHU KPOBU U MOUM. [10J10XKUTETBbHBIN Pe3yabTaT ¢ 00b-
IO BEPOSITHOCTBIO CBUIETEIBbCTBYET 00 AL-amuionnose, Tak
KaK cJIy4ayd COUYeTaHUS ABYX TUIIOB aMUJIONI03a OYECHb PEAKU.
B ciydae oTpuniaTeIbHOTo pe3yjbTaTa IpeuyecKUii aTOPUTM
PEKOMEHAYET IMMPOBEACHNE PaANON30TOITHOTO UCCIICIOBAHM S
IUTST TIOATBEPK ICHUSI TPAHCTUPETUHOBOTO aMuJjionao3a [12].

Cnukep ooparuia BHUMaHue, 4To jJetoM 2021 r., ¢ BBIXOI0OM
HOBOT'0O KOHCEHCYCHOTO JoKyMeHTa EBporieiickoro obiiectna
KapIHMOJIOrOB, IOCTATOYHO CHJTbHO N3MEHMJIUCH TTPEICTaBICHU ST
0 POJIM PaJMOU30TOMHOIO UCCIEeIOBaHU S MUOKapaa, KOTOpoe
Ternepb rJ100aJbHO JIOXKUTCS B ocHOBY nuarHoza ATTR-KMIT [13].

TpaHcTUpeTHH cOCOOEH HaKarJuBaTh ONpPeAeICHHYIO paaro-
MeTKY (mupodocdart), 4To Mo3BoJISIET ¢ OOJIBIIION 10Jei yBepeH-
HOCTH YCTAaHOBUTH TPAHCTUPETUHOBYIO MPUPOAY KApIUOMUOIIATUH.
HoBble pekomMeHaaIIU Y TTPEAITUCHIBAIOT IIPOBOAUTDH PATHOU30-
TOIHOE UCCJIeIOBaHME B IBa 3Tara: Ha IIepBOM — yCTaHaBJIUBa-
ercsa dakT nuddy3HOro moromeHus mupodocdara MUOKAPIOM,
Ha BTOPOM — ONPEIEIISIETCS CTENIeHb HAKOIIJICHUS ITperapara MUo-
KapIOM OTHOCUTEJIBHO HaKOIJIeHU S ero B pedpax [14]. CreneHb
HaKoIUIeHUs | TpeOyeT WIIH IMOCeIYIOIIETO IIOBTOPHOTO PATUON30-
TOITHOTO WCCJICIOBAH WS, MW MIPOBENEHU ST SHIOMHOKAPINaTbHON
ouoricuu. CrerneHb HAKOTLJICHUST 2-3, BBISIBJICHHAST B pe3yJibTaTe rpa-
MOTHO ITPOBENEHHOM CUMHTUTPpabUK B COYETAHUU C OMHODOTOHHOI
sMmuccuoHHoi KT, mo3BosisieT ¢ yBepeHHOCTbIO MOCTABUTh AUATHO3
ATTR-KMII 6e3 npoBeneHust TMCTOJIOTMYECKOro UCCIeI0BaAHMSI.
[Tocne ycTaHOBIEHMS TMarHO3a MOXKHO MPUCTYIIATh K JICUSHUIO TTpe-
naparoM Tacdamuauc JII-007319 [15], koTopklii MoKa3aH MaluueHTaMm
KakK C IMKUM, TaK 1 BapuaHTHBIM TuoM ATTR-KMII [16]. IToce
YCTaHOBJICHUS IMArHO3a M HavyaJjia Tepariy TaKKe peKOMEHTYeTCs
MPOBeIeHNE TeHETUYECKOTO UCCIICIOBAHMS JJIST OTIPEACICHU S TUTIA
(IMKOTO MU HACIEAyeMOT0) TPAHCTUPETUHOBOTO aMUJIOUI03a JIJIST
NaJIbHEWIIIero TeHeTUYECKOTO KOHCYIbTUPOBAHUST YJICHOB CeMeit
naiueHToB ¢ Hacienyemoii opmoit AT TR-KMII.

B 3akiroueHue cBoero nokJana npodeccop AgauieBa oTMETHIIA,
YTO CUMHTUTpadUs KaK MIPOCTOM B UCTIOJTHEHU U, TOCTY ITHBIIA
Y HEJOPOT O METOZ MO3BOJISIET CYLLIECTBEHHO YIIPOCTUTD IIPOLIECC
IMarHocTUKU. Ho Bce Xe pelaroniyo pojb B yIyUIlIeHUU TPo-
rHo3a 3a00JieBaHM sl HAa UHAWBUAYaIbHOM YPOBHE UT'PAeT U3HA-
yaJibHasi HACTOPOXKEHHOCTh Bpaya B OTHOLLIEHU U aMMJIOM 103,
0COOCHHO B CTyYasiX XpOHMYECKOM CEpaeUHOI HETOCTaTOYHOCTH
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¢ coxpaHeHHo (pakimeit BHIOpoca, 1 CBOeBpeMeHHasI MHULIU-
arus TMarHOCTUYECKOTO aJITOPUTMA.

Jenuc AnatosibeBUY AHIpeeB, 1.M.H., Tpodeccop, 3aBeny IO
Kadenpoii KapauoIoruu, GyHKITMOHATBHON U YITPa3ByKOBOIA 11a-
THOCTHKH, nupekTop Kinnuuku kapauonoruu, ®I'BY BO «[lepsbrit
MOCKOBCKHM#1 TOCYTapCTBEHHBI METUITMHCKUIT YHUBEPCUTET UM.
H. M. CeueHoBa» M3 PO, HaurHast CBoe BBICTYIUIeHUe «BaXkKHOCTH
paHHEN AMArHOCTUKU JJ151 CBOEBPEMEHHOTIO JIEUEH U I TAaLlUEHTOB
¢ ATTR-KMITI», Takke noguyepKHyJ1, 4TO HEOOXOAMMOCTb aKTUBHOIO
MPUBJICYEHU ST BHUMAHMSI K TeME aMUJIOM 1032 U €r0 CBOEBPEMEHHOM
NIMAarHOCTUKE PE3KO BO3pOCIa C MOSIBJICHUEM METOIOB Teparuu,
CMOCOOHBIX PAANKATbHO U3MEHUTD CyIb0Y MalleHTOB.

B Henanexom mpoinioM BO3MOXHOCTHY Tepanuy aMUI0OUA03a
cepliia OTpaHUINBATUCh HA3HAUEHUEM TUYPETUKOB, aHTAro0-
HUCTOB MUHEPATOKOPTUKOUIHBIX PEIIEITTOPOB M aHTUKOATY-
JITHTOB, TaK KaK IPYTHe CPENCTBA He TIEPEHOCSTCS MallueHTaMu
WJIY TIEPEHOCSITCS B MUHUMAJIBHBIX 103ax. [losBUBIINiiCS C Tex
nop nipernapat rapamuauc JITT-007319 neficTBUTETBHO CHUXAET
CMEPTHOCTb U YACTOTY FOCIUTAIU3ALIUI B CBSI3U C OCJTOXHEHU-
SIMU CO CTOPOHbI CEPACYHO-COCYAUCTON CUCTEMBI Y TALIMEHTOB
C TPAaHCTUPETUHOBOI aMUJIOMTHOM KapauoMuonaruei [17].

Bnenpenuvie cunHTUrpaduy ¢ NpUMEHEHNEM OCTEOTPOITHBIX areH-
TOB (KOCTHBIX TPEHCEePOB) B IMarHOCTUYECKU I aJITOPUTM MO3BOJISIET
MOCTABUTD IMAarHO3 HA PAHHUX dTamax, ewle 10 MOsSIBICHUS KIUHU-
yeckoii cumnromatuku, MPT-, DKI- u 1abopaTopHbIX TPU3HAKOB
3a0oneBaHus [18]. OMHAKO HE CTOUT AyMaTh, YTO TUATHOCTUYCCKMI
MIPOIIECC MOXKHO CBECTU K OMHOMY PaTMOU30TOITHOMY MCCIIEI0-
BaHWUIO. [{lMarHOCTUYECKUT aITOPUTM JIOJIKEH OBITH BHITIOJTHEH B
TTIOJTHOM 00'beMe, TTOTOMY YTO Pe3yJIbTaThl TOJIBKO CIIMHTUTparn
HE MOTYT CBU/IETEJIbCTBOBATH O THIIE aMMJION103a. 5-10% MoI0X K-
TeJIbHBIX PE3YJIbTATOB CUMHTUTPAGUU (HAKOMJIEHUE 2-3 CTENEHU)
o0ycyioBsieHbl AL-amMmunonno3oMm [19], u HempaBUIbHbBIN AUAaTrHO3
MOXKeT ObITh aTaJbHbIM [J15 MallMeHTa. B ciyyae oTpuLiaTeIbHbIX
pe3yabTaToB CUMHTUTpaduu podeccop AHAPEEB PEKOMEHIYET
BpayaM OMUPaThCs Ha CBOE KJIMHUYecKoe BreyamieHue. Eciu npyrue
MPU3HAKY MOACKA3bIBAIOT CYLIIECTBOBAHME aMUJION 1034, MTallUeHTa
CTOUT OTIPABUTH B CMIEI[MATU3UPOBAHHBII LEHTD.

2021 r. mpuHeC B MPaKTUKY Bpaya TaKoe MOHSITHE, KaK «CKpH-
HWHT» Ha aMUJIONI03 cepaiia. ba3oBeIM MiccnenoBaHNEeM SIBISIETCS
axokapauorpadus (OxoKI'). BersiBienHnoe Ha OxoK I yBenmmuyeHue
TOMIIMHBI cTeHOK JIZK 60s1ee 12 MM B codeTaHUU C JTIOOBIM IPYTUM
«KpacHBIM (hrarom» (IIocTaTOUHO U BO3pacTa MaiueHTa 6ojee
65 J1eT) AaeT MoBO/I 3aM003PUTh AMUJIOMI03 M HA3HAYUTh COOT-
BeTCTBYMOIIME UccaenoBanus [13]. Ocoboe BHUMaHUE, TIO IMYHOMY
ONBITY CIIMKEPA, CTOMT 00palllaTh Ha MallMEHTOB ¢ TUNepTpodueit
seBoro xenynouka (JIZK) 6onee 15 mm u 6e3 runeprpodun JIZK mipu
HaJIM4uK (peHoTHUa PECTPUKTUBHON KapAUOMUONIATUX UJIU CHU-
KeHnu ppakinu Beiopoca JIZK npu HopmalibHBIX pa3mepax JI2K.

IIpodeccop AHIpeeB aKLIEHTUPOBAJI BHUMaHUe cyliaTeliei
Ha TOM, YTO TMAaTHOCTUKA HE MOXeET ObITh HAllpaBJieHa TOJIbKO
Ha BeissBieHne ATTR-amunongo3a u KTuHUYeCcKuit peHoTU™
00JIe3HU HE MOXET ObITh OCHOBAHUEM JIJISI TUTTMPOBAHU ST aMUJIO-
uno3a. Ot toro, umeetcd y maruenta AL- nuau ATTR-amMmunonnos,
MIPUHIINTTNATHEHO 3aBUCUT TAKTUKA €TO BEICHUSI — «IeMaTOJIOTU-
yeckas» (XuMUOTepanus) Uin «kapauojoruueckas» (rabamuauc
JITT-007319).

Temy opraHu3zalivy MOMOIIU MAlIMEHTAM C MOJO3PEHUEM Ha
aMUJIOU 103 MPOIOJIKUII B cBOeM foKJae «[IpakTuueckuie acreKTbl
OpraHM3alliy TUAarHOCTUKY U JIEUEHU Sl aMUJIONI03a CEPILIa B PEru-
OHe» npeaceaaTeab cuMmiosuyma Ansoept CapBapoBuy lansiBuy.

AMUIOUI03 — 32001€BaHE MHOTOJIMKOE U 1aJIEKO HE OYEeBUI-
HOE, TOATOMY MAalMEeHTHI Yallle BCEro MOCTYMAIOT B PErnoHab-
HbIE CTAllMOHAPHI C TMArHO30M XPOHUYECKOI CepAeyHO Hen0-
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crarouHoctH (XCH), nmemudeckoit 601e3HU cepala, TOCTMHO-
KapaUTUYECKOTO KapaAUOCKIIepo3a, TUIIEPTOHUYECKO 00JIE3HM,
rUnepTpoGUUIEeCKON NJIW TUIATALIMOHHON KapANOMUOIATUN.
DT IMATHO3HI, K COXAJICHUTO, PEIKO TIepeCMaTPUBAIOTCS, U TTALN-
EHTBI JKUBYT C HUMW I'OJJaMU, B TO BpeMsI KaK HacTosIee 3a60-
JIeBaHUE TTPOrpeccupyeT U AeKoMneHcupyetcs. O6s13aTesIbHbIM
YCJIOBUEM, TTO3BOJISIIONINM YCTAHOBUTH ITPaBUIBHBIN TUATHO3,
SIBJISIETCS, KOHEYHO, HaJIMYMe MTOATOTOBJICHHBIX CIIELIMAJIUCTOB U
METO/IOB AMarHoCcTuku, BKiatouast OxoKTI, cuuaturpaduio, MPT
1 OMOTICU IO TKaHEiA.

CoracuTeabHbI JOKYMEHT padoueii rpynmbl ESC, nosiBuB-
HIMIcs JeTOM TeKyIero ronaa [13], maeT MOHSITHBIM aJTOPUTM
MOCTAHOBKM UMY UCKJII0UeHus nuarHo3a AL- unu ATTR-
aMMJIONI03a Ha OCHOBAHUM CHUMHTUTPAa(UU U TeMATOJIOTHYEe-
CKUX MCCIIEAOBAHWI — OpeaeIeHN S MOHOKJIOHAJILHOTO OeJika
C TIOMOIIIbI0O UMMYHO(PHUKCAIIUU OCJIKOB CBIBOPOTKU U MOYU
U OLIEHKU YPOBHS CBOOOMTHBIX JIETKUX 1eTIel UMMYHOTJIOOYJTMHOB
B CBIBOPOTKE KPOBH.

o CuuHTUrpadus — creneHnb 0, reMaToJOTMYECKU N TECT —:
AL/ATTR-amunonnos majsiosepositeH, Tpedyetcs MPT cepana
U, BO3MOXHO, OMOTCHS.

o CuuHTUTpadus — cTeneHb 1, reMaToJIOrMYecKuii TecT —:
TpeOyeTcsl TUCTOJOTMYECKOe MOATBEPKICHUE.

o CumHTUTpadus — CTeNneHb 2-3, TeMaTOJOTMYSCKM I TeCT —:
ATTR-amunonnos. Tpedyercst TTR reHeTuueckuii Tect auas
oIpeNe/IeHN ST HaCIeICTBEHHOTO UJIU TUKOIO THTIA.

o CumHTHUTpadusa — crereHb 0, reMaToIOrMYeCKH i TeCT +: BO3-
MoxeH AL-amusionnos. TpedyeTcst moaTBEPXKAEHUE C TTOMOIIbIO
MPT u B cTyuae ero Mook UTETLHOTO pe3yIbTaTa — TUCTOJIOTHUS.

o CuuHTUrpadus — creneHsb 1-3, reMaToJIOTUYECKU I TECT +:
TpeOyeTcs TUCTOJIOTMYECKOe UCCTIeIOBaHNE.

[IprMeHeHre HOBOT'O PYKOBONICTBA B HAIIIMX PeaUsIX U ITPO-
BelleHUe HEOOXOAMMBbIX UCCIENOBaH U MallMeHTaM, He OTBeYalo-
M Ha tepanuio XCH, He ToJIbKO BO3MOXKHO, HO M HEOOXOIMMO.
CrenoBaHMe TaKOMY MTOJTHOILIEHHOMY aJTOPUTMY IMarHOCTUKU
MOXET KapAMHaJbHO U3MEHUTH IMTPOTHO3 U MPOIOJKUTETBHOCTD
KM3HHU GOJTBHbIX, TAK KAK CErOIHsI MOSIBIICS rperapar Burnamakc®
(trabamunuc 61 mr JITT-007319), KOTOPBIit MOXET CYILIECTBEHHO
MOMOYb MallMeHTaM C TPAHCTUPETUHOBBIM aMUJIOU1030M [17].

«B03MOXHOCTH IJIST CBOCBPEMEHHOM TMAaTHOCTUKHU B pErMOHAX
€CTh, HAZIO TIPOCTO YMEJIO UMU BOCITIOJIb30BAThCs, — OTMETHII TIPO-
deccop languy. — bosbliyio npodiemy, OAHAKO, MPEACTABIISET
HU3Kast OCBEIOMJIEHHOCTh Bpayeli-TeparneBTOB U KapauoJIOTOB
00 aMUJION103€ cepalar.

O neyenuun ATTR-amunongosa nogpodHo pacckasaia Ojibra
MuxaitnoBHa Mowuceesa, 1.M.H., mpodeccop, aupekrop MHcTuTyTa
cep/lia U COCy/IOB, PYKOBOJIUTENb U IIaBHbII HAYUHBII COTPY/I-
HUK OTJIeJla HEKOpOHapOreHHbIX 3a00jieBaHuii cepaua HM UL
uM. B. A. Ainma3oBa B cBoeM JIoKJIaie « I paHCTUPETUHOBBI AMUJION-
J103: OT MOIEPXKUBAIOIIEH K 001€3Hb-MOANDUITMPYIOLLIEH TeparTm».

Jleuenne ATTR-amMmunonno3a, Kak 1 60JIBIIMHCTBA OPDaHHBIX
3a00JIeBaHM, CKJIAABIBACTCS U3 IBYX OJIOKOB — MO IEPKMBAIO-
meit u crienuduaeckoii repamnuu. [omgepxxuBatolice JedeHUe
MPpU3BaHO MIPEIOTBPATUTh JaJIbHEHIIIee MPOTpecCupoBaHue
¥ MUHUMU3UPOBATH MPOSTBICHUSI CEPIEUHO-COCYTUCTHIX OCTOX-
HeHuit: XCH, HapyuieHuil put™Ma 1 mpoBoguMocTu. B ero pamkax
Takke TpebyeTcsl Ha3HaYeHe aHTUKOATYJISTHTOB.

XCH y 00J1bHBIX aMHUJIOUI030M UMEET CBOM ocobeHHocTH [20].
Kaxk npasuiio, y naliueHTOB OTMEYaeTCsl CUCTEMHAsl TUTIOTEH3U I
1 aBTOHOMHAas AUCHYHKIIM S, TOITOMY CTaHIapTHas Tepamnus
XCH B 3THUX caydasix MaJoIpuMeHMa U OObIYHO NMPUXOAUT-
Cs1 UCIIOJIb30BaTh MaJible 103bI penapatoB. [Tauuentam ¢ XCH
1 aMUJIOMI030M MOXHO C OCTOPOXHOCTBIO Ha3HAvYaTh OeTa-aape-
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HOOJIOKaTOpbl, UHTHOUTOPHI ATId/capTaHOB, MEeTIEBbIC TUYpE-
Tuku. O6s13aTeIbHO Ha3HAYEHNE aHTATOHUCTOB aJIbIOCTEPOHA.
BaxxHO MOMHUTH, YTO BepaIriaMmI UMEET CBOMCTBO CBSI3bIBATHCS
C aMUJIOMIHBIMU (DUOPUILITAMU, TIO3TOMY TIPU AMUJIOMI03¢ CeP-
11a IPOTUBOITOKAa3aH. [IUTOKCUH TaKkKe MMeeT TaKoe CBOMCTBO,
MMO3TOMY TTPU HEOOXOIMMOCTH €ro Ha3HAYCHU I CIIEYeT PeryJisip-
HO ITPOBOIMTH MOHUTOPUHT €ro KOHIIEHTPaIlMU.

Bo3MoxxHocTH aHTHapuTMuueckoi Tepanuu npu ATTR-
aMUJIOU03€ KpaliHe OrpaHUYeHbl, U €AMHCTBEHHBIM Ipernapa-
TOM, KOTOPBIi1 MOXKHO UCITOIb30BaTh 1151 MPOMUIAKTUKHU XKeJTy-
MIOYKOBBIX HAPYIIEHU I pUTMa M apoKcu3Ma U hbUOpUIISIIIMKA
Mnpeacepamii, sipisieTcss amuonapoH [20].

Mexanunueckasi TUCHYHKIIHUS TIPEeICePAnit TIPU aMUIIOUI03¢E
MMPUBOIUT K BBICOKOMY PMCKY TPOMOOOOpa30BaHUS JaxXe TIPpU
COXpaHEHUU CUHYCOBOTO PUTMA, IIO3TOMY aHTUKOATYJISTHTHYIO
TepaInnio peKOMEHIYeTCsS HAaUuMHATh MAaKCUMaJIbHO PaHO U He3a-
BUCUMO OT olLleHKU pucka no mkajge CHA2DS2-VASc. Ognako
Heo0X01MMO B3BeLIMBaTh 3((HEKTUBHOCTD U 0€30MaCHOCTb aHTH-
KOAryJISTHTHOU TepaIiu B CBSI3M C CYIIECTBOBAaHUEM aMUJIOMTHOI
BackyJionatuu uiau agepunuta X-daxkropa [20].

Tadamuauc JITT-007319 — nepBblil 1 eTMHCTBEHHBII TTpenapar
B Poccuun, onoOpeHHbIi K TPUMEHEHMIO Y B3POCJIbIX MALlUEHTOB
¢ ATTR-KMIT gng crieninduueckoro jJeyeHust TpPaHCTUPETUHOBO-
ro aMMJIOU103a, 00YCJIOBIEHHOTO TPAHCTUPETUHOM TMKOTO THUTIA
WJIW HACJIeICTBEHHOM (hopMoii 3a00J1eBaH I, KOTOPBII CHUXAET
CMEPTHOCTH OT BCEX MPUYMH U YaCTOTY FOCTIMTATIMU3ALINIA B CBSI3U
C OCJIOXXHEHUSIMHU CO CTOPOHBI CEPAEYHO-COCYANUCTOM CUCTE-
Mol Bungamakce® (tadpamunnc JITI-007319) OTHOCKTCSE K TPYII-
e CTabMJIM3aTOPOB TETPAMEPHOM CTPYKTYPhI TPAHCTUPETHHA.
OH cBsI3bIBaeTCS C y9aCTKaMU MIPUCOENMHEH ST TAPOKCHHA, TIpe-
narcrByet auccounanuu TTP u, ciegoBarenbHoO, ciepXXUBaeT
Mpolecc aMuJIonaorexHesa [6, 16, 17].

B 2017 r. 661111 01y0JIMKOBaHbI pe3yJIbTaThl MHOTOLIEHTPOBOT'O
KJIMHUYECKOTO UCCIeOBaHMSI IO TPUMEHEHU IO ABYX 103 Tada-
muauca (20 mr u 80 mr) y 6onbHbiXx ATTR-KMII [21]. Ananu3s
pe3yabTaToB MoKa3aj, uTo yepe3 18 MecslieB OT HavaJjia Tepanuu
TaaMUIUCOM OTMEYAJIOCh CHUXEHUE CMEPTHOCTH OOJIbHBIX
¢ ATTR-KMII Ha 30% u cHUXeHUE YaCTOThI TOCIUTAIU3AL I
Ha 32%. [MpumevaTtenbHO, uTO 3¢ bEeKTUBHOCTD Tahamuauca
He 3aBHceia M OT THUTIa, HACJIEACTBEHHOTO MW TUKOTO, aMUJIO-
WIHOU KapauoMmuonaruu [17, 21].

JTuTebHBIH TIpUeM TacdhaMUAKUCa B paMKaxX UCCIeIOBaHU S
TTOJIOKMTEJTHHO TTOBJIV ST HA KAYeCTBO XXM3HU MAIlMEHTOB U TIOKa-
3aTesiu X Gu3nvIeckoil akTUBHOCTH. MI3MeHeHre TUCTaHIIu YT
B TecTe 6-MUHYTHOU XOIbOBI U KOJTMYECTBA 6aJIJIOB MO
KaH3zacckoMy onmpoCHUKY U151 00JbHBIX KapAUOMUOTIaTUEH He
pas3jinyanaoch y MalMeHTOB C IMKUM 1M BapMaHTHBIM TUIAMU
ATTR-KMII. [Toka3aTe CHUXKEHUST YPOBHSI HYTPUNYypETU-
yeckoro nentuaa K 30-my Mecsiry HaOJIOAeHU S y MTallMEHTOB
C pa3JIMYHBIM TEHOTUTIOM TaKXXe MPUHLIMIIKAJIBLHO HEe OTJIMYa-
quch [17, 22, 23].

IIpoBeneHMe KOBapMaHTHOTO aHaau3a [22] BEISIBUIIO Mpe-
UMYIIIecTBa 1036l Tapamuarca B 80 MT B OTHOIIEHW U OOJIbIIEH
crabunusauuu TTR 1 cHUXEHUS YPOBHS HATPUUYPETUYECKO-
ro nentuaa. [Ipu aHanu3e oTHaIeHHBIX Pe3yJIbTaTOB — Yepe3
51 Mecs11 Tocyie Havasia mpreMa rpernapara — 3TH IIPpenMyIecTBa
cTaJu enie 6oJjiee OYSBUIHBI.

YyTb no3xe Oblyia nipeajioxeHa nHast popma tapamuamuca
B BapMaHTe CBOOOIHOI KMCIIOTHI, colepKaleit 103y 61 mr. Beuto
MOKa3aHo, YTo Mpenapat B 103e 80 MI cTaOMIU3UPYET TPAaHCTHUPE-
THH B TaKOi1 e CTeNeHU, KaK U CBOOOIHasI KUCJIoTa TapaMuanca
B 103¢ 61 Mmr. UMeHHO BTOpOI1 BapMaHT IIperapaTa Oblj1 BBEIEH
Ha POCCUUCKUU PBIHOK.
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«OueHb BaXKHO BOBPEMSI IIOCTABUTD IMATHO3 TPAHCTUPETHHOBO-
ro aMIJIOMI03a M HA3HAYUTh IIperapar, KOTOPbI IpeayIpexaaeT
00pa3oBaHue ¥ OTJIOXKEHKME AMUJIONIA B MUOKAPIE, TEM CAMBIM
CIEPXMBasl IPOrPeECCUPOBAHUE CEPAEYHON HEMOCTATOUHOCTI», —
3akJirouuna rnpogeccop Mouceena.

AMMJIONI03 BCTPEYAETCSI TOPA30 yallle, YeM TUarHOCTUPYETCS.
CeroaHs Ha BOOPY>KEHU U OT€YECTBEHHBIX KIMHUIIMCTOB MMEET-
cs1 3¢ GEeKTUBHBIN aJITOPUTM IUaTHOCTUKU 9TOTO 3a00JIeBaHU S
1 3¢ GEeKTUBHOE CPEICTBO JCUSH ST, KOTOPbIE MOXHO M HYXKHO
ucrnonb3oBars. [l

KOHOAUKT UHTEPECOB. ABTOp cTaTbM NOATBEPAUA OTCYTCTBUE
KOHPAMKTA MHTEPECOB, O KOTOPOM HEOOXOAUMO COODLLMTD.
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