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OneHuTh PacIpOCTPaHEHHOCTh AMHAOMAHON KAPAMOMHOIIATHH BCAGACTBHE TPAHCTUPETHHOBOTO AMHAOUAO-
3a (ATTR - transthyretin amyloidosis) H aMHAOMAO32 Aerkux nemneit (AL ~Immunoglobulin light chain) cpear
TAIMEHTOB C runepTpoduell MexokeAyA0uKoBoit meperopoaxu (MJKII) > 14 mu B BospacTe 65 AeT 1 cTapile.

B meproa, c siBapsi o asryct 2023 . BKAoueHb! 60 IaIieHToB (CPEAHI/Iﬁ Boapacr 7,2£7,3roaa, 34 (56,67%) MYDK-
aunbl). TlarenTaM, COOTBETCTBYIONMM KPUTEPUAM BKAIOYEHHS], POBOAMAMCH 9XOKAPAUOTPadUIecKoe hccae-
AOBAHUE C OIpeAeAeHHEM MPOAOABHO! AeOPMALIII MHOKAPAR, CLIMHTUTpadust MIHOKapaa ¢ ™ Ic-mpdoTexa,
OAHOQOTOHHASI SMHCCHOHHASI KOMIIBIOTEPHAsI TOMOTPadysi MHOKApPAQ, OIpeAeAeHHe YpoBHS N-KOHIIEBOTO
¢parMeHTa MO3TOBOIO HATPUIYPETHYECKOTO MENTHAA U TPOIIOHHHA I, IMMYHOXIMITIeCKOe HCCAEAOBAHNUE OeA-
KOB CBIBOPOTKYU KPOBH ¥ MOYH C OLIPeACACHIEM CBOOOAHBIX AETKUX Lielteil. [Ipy HAAMYHY CTeleHU OTAOLEHILS
paarodapmnpenapara 2 u 3 (Grade 2 u 3) Mo AAHHBIM CLUHTHTPadUK POBOAMAOCH MOAEKYASPHO-TeHeTH4e-
CKOe HCCAGAOBAHME C ITeAbI0 AM(QepeHITaAbHON AMATHOCTHKH AHKOTO (thTTR - wild-type transthyretin
amyloidosis) u HacaeacTserroro/BapuantHoro (hATTR - hereditary ATTR) tuma ATTR-KMITL

CoraacHo pesyabraTam crpHTHrpaduy MEOKapaa ¢ ™ Tc-muporexa, crenens Hakoraenus Grade 3 B otcyT-
CTBHe MOHOKAOHAABHOM CeKpely BblsiBAeHa B S (8,3%) cAydasx, 2-s1 CTelleHb KOHTPACTHPOBAHHS B OTCYT-
CTBHE MOHOKAOHAABHO! ceKperuu BbisiBAeHa y 6 (10%) manmenToB. MueAOMHast 60A€3HD, OCAOKHUBIIASACS
AL-amMmA0uA030M, 1 niepBuaHbIil AL-aMuA0nA03 BbisiBAeHBLY S (8,3%) marmeHTOB.

Cpeau manmeHToB B Bo3pacte > 65 aer ¢ rumeprpodueit MOKIT >14 MM aMHAOMAHASI KAPAUOMHOIIATHS
BolsiBAeHa B 20% cay4aes (12 60AbHBIX), cpeart HEX S cay4aes (8,3%) AL-amuaoupo3a u 7 caydaes (11,7%)
ATTR-amuaonp03a.
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ABIX ITAITMEHTOB 1 AMATHOCTHPYEMBIMHU B OCHOBHOM IIO AaH-

AMMAOUAO3 TIpeACTaBAsIET COOO0Il reTepOreHHy0 IpyI-
1y 3a00A€BaHU, IPH KOTOPBIX PACTBOPHMbIE OEAKH I1AA3-
MBI OTKAQABIBAIOTCSI BO BHEKACTOYHOM IIPOCTPAHCTBE B BU-
A€ AHOMAABHOTO QUOPUAASPHOTO ramkomporempa |[1].
B xapAHOAOrMYeCcKO MPAaKTHKE OCHOBHOE 3HAYeHHe IIPHU-
AQeTCsi AByM BApHAHTAM AMHAOUAO32 — AMHAOHMAO3Y A€r-
kux nemeid, mau AL-amuaonpo3y (AL—Immunoglobulin
light chain), u rpancruperunosomy (ATTR - transthyretin
amyloidosis), uan ATTR-amuaounp03y [2]. O6a Bapuanra
TPAAULIMOHHO CYUTAAUCH PEAKMMHU 3a00A€BaHUAMU C Kpaii-
He HebAaronpHATHBIM [IPOTHO30M, MOPAXKAIOILIMMH [OXKH-

54

HBIM ayToricuu [3].

Daaropapsi yAy4IIEHHI0O HMHCTPYMEHTAABHON AMarHo-
CTHKH — IIOSIBACHUIO B KAMHUYECKOH IPAaKTHUKe CIUHTUTpa-
¢Huu MHOKapAa C OCTEOTPOIHBIMH pasHodapMIIpenapara-
mu (POIT) — cTaAMm BO3MOXHBI HEMHBA3UBHAs TIOCTAHOB-
Ka puarHosa ATTR-aMHAOHMAHOM KapAMOMHOIIATHH (KMH)
U pa3paboTKa IPOTOKOAOB IPIDKM3HEHHON AMArHOCTH-
KU 3a60AeBaHms. VccAepAOBAaHMS IMOCAEAHUX AT IOKA3AAH,
uto o6a Bapuanta ATTR-amuaompnoit KMIT (auxwuii, pa-
Hee UMEHyeMblit «CTapYeCKHil», 1 HACACACTBEHHDII) SIBAS-
IOTCS MPUYMHAMK  OBICTPOIPOIPECCHpPYIOLIell CepAeUHO
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HeAOCTaTOYHOCTH C COXPAaHEHHOM ¢paxijueil BbIOpoca Ae-
Boro sxeayaouka (AJK). PaspaboTka HOBBIX AeKapCTBEH-
HBIX IIpermaparoB — crabuamsaropoB Tterpamepa ATIR-
AMHAOMAQ, TIPOAEMOHCTPUPOBABIIAS YAyYIIEHHE ITPOTHO-
3a ¥ QYHKIHOHAABHOTO COCTOSIHHS IAIIUEHTOB IPU PaHHEM
HayaAe TepaIluM, OIPEACAHAd HEOOXOAUMOCTh CBOEBPEMeH-
HOM MOCTaHOBKU AMarHosa [4]. B mactosmee Bpems eann-
CTBEHHBIM 3apeTHCTPUPOBAHHbBIM CIeIMPHUIECKHM IIpenapa-
TOM — crabuansaropom rerpamepa ATTR-amuaomaa Aast Te-
parmu ATTR-KMIT, sBasiercst Tagamuamc [S].

HsBectHo, uro pacmpocrpaneHHocTs ATIR-KMII cpean
HOXMABIX TalueHToB C runeprpoduent AXK 12-14 MM xose-
6aercs ot 18 A0 34% ¥ BO MHOTOM OIIPeAEASIeTCS] BOSMOXKHOCTSI-
MU AMarHOCTHKH M BO3PACTHBIM COCTABOM HCCA@AYeMBIX I'PYTIII
[6]. ITpu aToM AanmsIe 0 pactpoctpanenHoctn ATTR-KMIT
B Poccmiickoit Pepeparuu otcyrcrsyror. Kannudeckue pabo-
TbI, TOCBSIIIeHHbIe AMUAOUAHOM KAPAHOMUOIIATUH, OT PAaHUIEHbI
OIMCAHKEeM CePUHM CAYYaes.

Lean

OrneHuTh PaCIpPOCTPAHEHHOCTh AMUAOMAHOM KapAHOMHO-
TIATUH BCAEACTBHE TPAHCTHPETHHOBOTO ammaouposa (ATIR —
transthyretin amyloidosis) u amuaompo3a Aerkux nereit (AL—
Immunoglobulin light chain) cpean manmentos ¢ rumeprpo-
dueit MexoxeayaoukoBoil meperopopku (MOKIT) >14 mm
B BO3pacre 65 AeT U CTapIIe.

Marepnaa uMeTOADI

IlpeacTaBAGHBI IPOMEXYTOYHBIE PE3YABTATBI 32 IEPHOA
C AHBaps 1O aBrycT 2023T. MPOCHEKTHBHOIO KOTOPTHOTO HC-
caepoBanus pacnpocrpanenHoctu ATTR-KMIT, B koTopoe 6b1-
AVl BKAIOYEHBI ITAIIUEHTB], COOTBETCTBYIOIINE ABYM KpUmepusm
BKAIOHEHUS:
1) BO3pacT 265 AeT;
2) runeprpodus MOKII >14 mm.

IanueHThl BKAIOYAAMCh B MCCAEAOBAHHE IIOCA€ IMOAMMCA-
HUS M”HPOPMHPOBAHHOTO COTAACHSL.

B rccaepoBaHume He 6KAI04AAU NAYUEHNOB TIPH HAAMIHH:

1) M3BECTHOro paHee AMarHosa uHuabTpatusHoi KMII,
THIIePTPOPHIECKOH  KAPAMOMHOIATHH, TSDKEAOTO  aop-
TaABHOTO CTeHO3a (MAOIAAD OTKPBITHS AOPTAABHOTO KAQ-
mana Menee 0,75 cM?, CpeAHHIT PAAMEHT AABACHHS Ooaee
40 MM PT. CT., MAKCIMAABHAS CKOPOCTD 60aee 4 M/c), Goaes-
Hell HAKOIIAeHUS;

2) uHdapkra Muokapaa (M) paBHOCTBIO MeHee 4 Hea;

3) HEAAQBHUX TPaBM IPYAHON KAGTKH M OIePATHBHBIX BMeIla-
TEABCTB C TOPAaKOTOMHUEH B aHAMHE3E;

4) peryAapHOro IIpueMa THUAPOKCUXAOPOXMHA B TedeHHe
TTOCAEAHUX 4 HeA,;

5) HeCImOCOOHOCTH IIOAIIMCATh MHPOPMHPOBAHHOE COTAACHE
AM00 OTKa3a OT AAABHEFIIEr0 YIACTHSI B MICCAEAOBAHHUH.
VccaepoBaHre OAOOPEHO AOKAABHBIM ITHIECKAM KOMHUTETOM

ITepsoro MI'MY umenn 1. M. Ceuenosa (N2 25-22 ot 08.12.22).
B uccaepoBanme BKAIOYAAKMCH MAIMEHTHI, HAlpaBAEHHbIE

U3 CTOPOHHHX OPTaHH3allMil C YCTAHOBAGHHON THIEPTPO-

dueit aeBoro xeaypaouka (IAXK) 14 mm u 6oaee mo DxoKT.

Bcem 60AbHBIM BBITOAHSIAACH MTOBTOpHAst JxoKI' Ha ammapa-

te VIVID E9S. IIpu moATBep>x AeHUM HaAWYMA rHepTpoduu

THAIMEeHTHI BKAIOYAAKCH B AQHHOE HCCAGAOBAHHE IIOCAE 3aII0A-

HeHKs pOpMbI HHGOPMHUPOBAHHOTO COTAACHSL.

Omnpepaeasan BBIPaXXKEHHOCTb CHMIITOMOB XPOHHYECKOH
cepaeunoit Hepocrarounoctu (XCH) mo kaaccudpuxanuu
HbIO-I;IOPKCKOfI accolMaIiM CepAlia (NYHA), IIPOBOAMAU
$U3UKAABHBIN OCMOTP.

OxoKapAHOrpadIIecKoe HCCAGAOBAHIE IPOBOAMAOCH IO CTaH-
AApTHOMY TPOTOKOAY [7]. Ilpu 06cAeAOBaHME BCeX MaleH-
TOB HcToAb30Basach crieka-Tpexutr IxoKI (Speckle Tracking
Imaging) ¢ OLeHKOi1 rA06aAbHOI MPOAOABHOI AedOpMALK
muokappa AOK (GLS - global longitudinal strain). Perucrpu-
poBaau 12-xanaapnyro OKI.

LlentpaabHas naatocrpanus. Pacnpocrpanennocts ATTR-amuaonao3za B PO
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q 43% 424 MNOKIT IxoKT MNXA (C/L), WccnepoBanue CumHTUTrpadumsa
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-

AmunonpHas Kapguomuomnatus — B 20% ciaydaes (12 60IbHBIX):

7 cmyqaes (11,7%) ATTR-amumonpmosa

o 5 cinyudaes (8,3%) AL-amunonpmosa

« 4 (6,7%) BbIcOKO BeposTHbll ATTR-ammmonmos
-
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ITpoBoauau 3a60p 06pa3IioB BEHO3HO KPOBU AASL OTIpe-
AGACHVSI YpOBHEH KOHI[eBOrO ¢parMeHTa IIpeAlleCTBeH-
HMKAa MO3LOBOTO HaTpuilypermdyeckoro mentuaa (NT-
proBNP) u Tpononuna I. YpoBeHb KpeaTHHHHA CBIBOPOTKH
KPOBU OIIEHMBAACS M3 AAHHBIX IIPEAOCTABACHHOH IIaIlu-
eHTOM MEAMIIMHCKON AOKYMEHTAlHM AABHOCTBIO He 60-
Aee 3 MeC. YpOBeHb CKOPOCTH KAYOOYKOBOH (UABTPALIUH
(CK®) paccuurbBascs no ¢popmyse CKD-EPI (Chronic
Kidney Disease Epidemiology Collaboration Formula).
M3yyasach MEAUITMHCKAS AOKYMEHTAIHS, IPEAOCTABACHHAS
IAIJHeHTOM, B TOM YHCA€ AAHHbBIE XOATEPOBCKOTO MOHHTO-
pupoBaHus aaekTpokapanorpammsl (XM OKT').

BceM yuyacTHHKAM IPOBOAMACS HMMMYHOXMMHYECKUI
anaaus (MIXA) 06pasuoB CbIBOPOTKM KPOBH M o6pasiia
n3 20-30 MA CyTOYHOM MOYH, BKAIOYAIOIIHI d9AeKTpodopes
6eAKOB CHIBOPOTKM M Mouu ¢ mMMyHodukcanueit (Sebia,
OpaHiys), ONpeAeAeHHE COAEPXAHUS CBOOOAHBIX Aer-
kux peneit (CAL]) MMMyHOrAOGYAHHOB CBIBOPOTKH KpO-
BH METOAOM He(peAOMEeTPHHU C HCIIOAb30BAaHHEM HabOpOB
xAoneus (Trimero Diagnostics) Ha anaausarope Immage
800 (Beckman Coulter). ITpu BbISIBAEHHH MOHOKAOHAADB-
HOW CeKpeluH IPOBOAMAACh KOHCYABTALIUSI I€MATOAOTA,
B TOM YHCA€ C IIEABIO ONIPEACACHHUS ITOKA3aHUMI AAS Tpema-
HOOMOIICHU KOCTHOTO MO3ra M aCIUpPAllMOHHON OMOICHU
IIOAKOXHOTO JKHPA.

Bcem manueHTaM BBITOAHSAOCH PAaAMOHYKAMAHOE HCCAe-
AOBAaHHE CepAL]d, BKAIOYAIOllee B Cebsl NpHIlEAbHOE IIAAHAp-
HOE MCCAGAOBAHKE M OAHOQOTOHHYIO SMHCCHOHHYIO KOMIIBIO-
tepryto Tomorpadmio (OOIKT) cepaua. MccaepoBanue Bbl-
IIOAHSAOCH Ha ABYXACTEKTOPHOHM POTAllMOHHOM TaMMa-Kamepe
«Discovery NM/CT 670> ¢ KoAAUMaTOpamMy BBICOKOTO paspe-
menus aas Huskux oHepruit (LEHR) u KT-noacucremoit. B ka-
gectse POII, BBOAMMOro BHYTpPHBEHHO, MCIIOAB30BAACS IIpe-
napar «Ilupgorex, * "Tc» (oTeyecTBEHHDI aHAAOT MHPO-
docdara), akTHBHOCTD KOTOpOro cocrasasaa 700-740 MBx
(19-20 MKu) B o6beme 1 ma. MiccaepoBanue v MHTEpIpeTALUs
PE3YABTATOB IIPOBOAMAKCH HA OCHOBAaHHMHU peKoMeHAAnuit Mex-
AYHAPOAHOH aCCOLMALINY IT0 MYABTUMOAAABHOM BU3YaAM3ALIH
nipu cepaeqHOM amuAouao3e (2019) [8,9].

IToraomenue muokappom POIT 2-# mau 3-i1 crenienn (Grade
2-3) HHTepmpeTHpPOBaAOCh KaK XapakTepHoe At ATIR-
AMHAOHAO03a. DTOH TPYyIIe MAIMeHTOB IIPOBOAMAOCH MOAEKY-
ASPHO-TEHETHUYECKOEe HCCAGAOBAHME METOAOM IIPSIMOTO CeK-
BEHHPOBAHMS BCell KOAHPYIOLIEH OCAEAOBATEABHOCTH H 00-
AACTeH 3K30H-MHTPOHHBIX COEAMHEHHH IeHa TPAHCTHPETHHA
(TI‘R) C 1eAblo AuQdepeHITMaAbHON AMATHOCTUKH AUKOTO
(WtATTR) u HacaeACTBEHHOTO/ BApUAHTHOIO (hATTR) Ttmma
ATTR-KMIL

OxonuareapHpiii  auargo3 ATTR-ammaomposa craBuacs
Ha OCHOBAaHHHU DPe3yABTaTOB CHUHTUrpa¢uu ¢ mupodocdarom
TexHelus — mpy Haamduy noraomenus POIT crenenu 2-3 u Ha-
AMYMM CHUMIITOMOB M AQ0OPaTOpPHO-MHCTPYMEHTAABHBIX IPHU-

S6

Pucynox 1. Auzaita uccaepoBanns OxoKT'

BxaArouens! B uccaepoOBaHue
(n=60)
IxoKT
(n=60)
Cuunrurpadus (+OPIKT) AH(K;aEa)Am Bepu¢uumposan
muokapaa ¢ POIT (n=60) - hATIR-amaoup©3
(n=2)
MXA xpoBH U CyTOYHOH MOYH Koscyasrams Bepugummposas
(ompepesenue CALT, TeMaToAOTa Ai— - P .
6eaxa Berc-Axonca) (n=10) ain— 5(; AoS
(n=60) -

OPOKT - 0AHOPOTOHHAS IMHCCHOHHASI KOMIIBIOTE€PHAS TO-
morpadust; POIT - papnodpapmnpenapar; XA —ummyHO-
xumudeckuit anaaus; CALT — cBo6oAHbIE AeTKHe IelH.

Ta6anna 1. Kanauxo-peMorpapuaeckast
XapaKTepUCTHKA TALIHEHTOB

ITokasareap Pesyabrar
Bospacrt, ropst, M+SD 74,2%7,3
TToa myxckoit, n (%) 34 (57)
WBC, n (%) 19 (31,6)
ITepenecennsiit paree UM, n (%) 12 (20)
PeBackyaspusanus B anamuese, n (%) 10(16,6)
Crenoxapaus HarpsoxeHus, n (%) 3(5)
Aprepuaabnas runeprensus, n (%) 51(85)
®I1/TIL, n (%) 24 (40)
Caxapubrit puaber 2-ro Tuma, n (%) 12 (20)
XCH OK III-1V, n (%) 11 (18,3)
CHHAPOM 3aIACTHOTO KaHaAa, n (%) 4(6,7)
NT-proBNP > 300 nir/ma, n (%) 45 (75)
AB-6r0xKapa 1-it cremenn, n (%) 13 (21,6)
Eﬁﬁz;ﬁ; }é};b;zA?)I;ef—AaﬁOHa) ,n (%) T({s53)
Tpononun I > 0,023 ur/ma, n (%) 7 (11,7)
®B AXK < 50%,n (%) 5(8,3)
Huskwuit Boabrax kommaekca QRS ma 9K, n (%)* 5(8,3)
IMoanas 6A0Kapa AeBO#t HOKKH ITyuka [uca, n (%) 2(3,3)

* — Huskuit BoabTax o pauHbiM OKI' onpepeasiacs npu coorseT-
CTBHH OAHOMY U3 KpuTepues: aMauTypa Bcex QRS B crampapr-
HBIX OTBEAGHHAX MeHee 5 MM HMAU B IIPeKapPAMAABHBIX OTBEACHHUSIX
- menee 10 mm. OIT/TTI — $pubpuAASILHS IPEACEPAUIL/ TPETIeTaH e
npeaceppuit; AB — arpuosenTpuxyasipaas; IAOK - runeprpodus
AeBoro xeaypouka; OB ADK - ¢paxipus BbIOpOCca A€BOTO XKEAYAOUKA;
NT-proBNP - koHIeBOil $parMeHT NpeAlleCTBEHHUKA MO3TOBOTO
HaTpUNypeTHYecKoro ImenTHAA.
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3HakoB XCH. AL-aMua0ona03 BepUHIIMPOBAACS Y MAIJUEHTOB
IIPY HAAMYUY AMUAOHAQ B PE3YABTATAX OHOIICHH.

Crarucrideckas 00paboTKa IPOBOAMAACH C IIOMOLIBIO IIPO-
rpammbi SPSS 22.0 (SPSS Inc., Yukaro, CILIA). Pacripeaesenue
KOAMYECTBEHHBIX IIepeMeHHbIX IPOBEPSAN C HMOMOIIBIO TeCTa
Koamoroposa—CmuproBa. Ilepemensble ¢ HOPMaAbHBIM pac-
IpeACACHHEM OIUCHIBAAM CPEAHHMM 3HAYCHHUEM M CTAHAAPTHBIM
orkaonenrem (M+SD). B cayuae, ecan pacmpepeseHre 0TAMYA-
AOCh OT HOPMAABHOTO, AQHHbIE OIMCHIBAAM MEAMAHOM M MEXK-
BapTUABHBIM pasmaxom (25-it u 75-i1 epLeHTHAN) 1 CpaBHHBa-
AVI TIpH IOMOIIY HellapaMeTpHIecKuX TecToB. CpaBHEeHHe IPyIII
0 KOAMYECTBEHHbIM IIepeMeHHbIM IIPOBOAHAOCH IIPH HOMOIITH
ANOVA. KareropuaabHble nepeMeHHble IPEACTABACHBI B BH-
Ae ADCOAFOTHBIX U OTHOCHTEABHBIX 3HAYEHHUI, AASL UX CPABHEHHS
NPUMEHSAU KPUTePUH XU-KBaApaT MAu KpuTepuit Oumepa. Pas-
AWYMA CYUTAAN CTATUCTUYECKU 3HaYMMbIMH TIpH p <0,08S.

PeayabTaThl

3a meprop ¢ sHBaps 1o asryct 2023r. B MCCAGAOBaHHE
BKAIOUeHbI 60 IaIlMeHTOB, OTBEYAION[MX KPHTEPHAM BKAIOUe-
Hus. CpepHMI BO3pACT IAIMEHTOB cOCTaBHA 74,2%7,3 roaa,
34 (56,67%) manueHTa U3 HUX — MY)KIMHbL AM3aiH HCCAEAOBA-
HILS IPEACTABACH Ha PHCYHKe 1.

Borpaxennocts cumntoMoB XCH coorBercTBoBasa I @K
no kaaccudukarn NYHA y 3 (13,95%) maumenros, 11 K -
y30 (50%), III-IV ®K -y 11 (18, 3%) nauueHTOB.

OcHOBHbIE KAMHUKO-AeMOTpadpriecKie XapakTepUCTHKY ITa-
LIHEHTOB IIPEACTABACHBI B TaOAwuIle 1.

WBC, onpepeastemast kak nepeHecenssi VIM, creHokapans
Hanpsokenus (6e3 PYHKIMOHAABHOTO KAACCA) MAM PEBaCKyAS-
pHU3allis B aHAMHe3e B BUAE YPECKOXKHOTO KOPOHAPHOTO BMeIla-
TeAbCTBa,/KOPOHAPHOTO IIYHTHPOBaHKs, mMeAach y 19 (31,6%)
[AIHEHTOB.

ITo panabM Ox0KI, cpearsia toamunaa MOKII marmenTos
cocraBuaa 15,7427 mm, v S (8,3%) manuentos suauenus OB
AOK 6181 Menee 50%.

Mepnana NT-proBNP cocrasuaa 694 [317; 2180] rir/ma,
cpeaHuit ypoBensp TpomonuHa I — 0,017£0,02 ur/ma. ITo-
Bburensbie 3Havenus NT-proBNP (>300rnr/ma) BbisiBae-
uol y 45 (75%) 6oabubrx, Tpormonuna 1 (>0,023 ur/ma) —
y 7 (11,7%). O6a 6uomapkepa OKa3aAMCb MOBBIIIEHHbIMH
y 7 (11,7%) nauueHnTos.

ITo pamnbIM MIXA, MOHOKAOHAABHAS CeKpeIjs BbLIBACHA
y 10 (16,7%) 60abubIx. [Ipy poBeAeHNH TPEAHOOMONCHY MH-
eAOMHasi 60Ae3Hb, OCAOXKHeHHasT AL-aMHAOHAO30M, MAU IIep-
BUuHbI AL-aMHAOKMA03, ObIAA TTOATBEPKAEHA ¥ S (8,3%) manu-

Tabanma 2. KanHrko-aa6oparopHble XapaKTePUCTHKH NAIEHTOB B 3aBUCHMOCTH OT CTeneHy HakonaeHws POTT

IToka3zareasb Grade 0 (n=26) Grade 1 (n=21) Grade 2 (n=8) Grade 3 (n=5)
Bospacrt, roast 74,3£6,3 74,1£7,6 70+3,96 80,8+11,48
IToa mysxckoit, n (%) 14 (53,8) 13 (61,9) 3(37,5) 4(80)
AT, n (%) 22 (84,6) 18 (85,7) 8 (100) 3(60)
OT/TIL, n (%) * 7(26,9) 13 (61,9) 2(25) 2 (40)
Caxapubrit puabert, n (%) 6(23) 5(23,8) 1(12,5) 0
UBC,n (%) 5(19,2) 9(42,9) 4(50) 1(20)
XCH III-IV OK, n (%)** 2(7,7) 4(19) 1(12,5) 4(80)
WmnaanTamus 9KC, n (%) 1(3,8) 3(14,3) 0 0
Toamuna MOKIT, mv* 16,2%3 14,7+2,7 15,2+1,57 17,6£0,9
Toamusa 3CAXK, Mv™ 12,9+1,9 12,45£1,9 11,9+1,5 16+1,2
Tpomorun I, ur/ma (0-0,023)* 0,018+0,023 0,011+0,005 0,016+0,017 0,043+0,04

NT-proBNP, nr/ma (0-133)*

610 [296; 1180]

650 [334;2590]

388 [277; 1338]

9810 [4240; 10000]

MoHoKAOHaABHASI CEKPeLIHs 10 AAHHBIM

MMMYHOXHMHYECKOTO aHaAu3a, n (%)* 1(38) 6(28,6) 2(25) 1(20)
GLS, % -13,4+2,9 -15,4+2,9 -16,3£3,2 -10,745,8
®B AK, % 60,1£5,4 56,6+9,4 60,4+6,8 57+4,1
Husxwuit Boabrax o Aauasi KT, n (%) 0 2(9,5) 1(12,5) 1(2)
l{i;ﬁi;::%ﬁﬁifimﬂoua) ,n (%) 7(269) 3(143) 1(125) 0
AB-6a0kapa 1-i crenenu, n (%) 4(15,3) 4(19) 2 (25) 2 (40)
IToaHas 6a0KaAa AeBoit HOXKH myuka [uca, n (%) 0 2(9,5) 0 0
OKoOHYaTeAbHBIN AMATHO3

AL-amMuaomp03 1(3,8) 2(9,5) 2 (25) 0
ATTR-amMuA0OHAO3 0 0 2 (25) 5(100)

* - p<0,05 mMexpy rpymmamy; ¥ — p<0,0S Mexay Grade 3 i OCTaABHBIMU IPYTIIAME IIAIJMIEHTOB.
POII - papnodapmmpenapar; MOKII - mexoxeayaouxoBast meperopoaka; 3CAJK — 3apHsIs cTeHKa A€BOTO sKeAyA0uKa; GLS — rao6aAbHast IPOAOAB-
Hast Aoe$popManust AeBoro sxeayaouka; OB AJK — ppaxuus Bei6poca aeBoro xeaypouxa; [AJK — runeprpodus aeBoro sxeayaouxa; OIT/TTI - ¢pubpua-
ASLUSL IpeACepANil/ TpeneTanue npeaceparil; AB — arpuosentpuxyasphast; OKC - asexrpoxapanocrumyastop; NT-proBNP - koHueBoit ¢ppar-
MEHT IPeAIeCTBEHHIKA MO3TOBOI0 HaTpuitypeTudeckoro nentupa; AL — Immunoglobulin amyloid light-chain; ATTR - Transthyretin amyloidosis.
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Pucynoxk 2. Cxema — n306paskeHe TOAYYEHHBIX PE3YABTATOB BepHPUKALINI AMUAOHMAO34 Y IALieHTOB ¢ HakonaeHneM POIT 2-3-i1 cTenenu

Grade 2 (n=8)
|

( MounoxaoHaAbHAS CeKpenys? }

Grade 3 (n=5)
||

{ MonoxaoHaAbHAS ceKpens? J

Aa Het Het Aa
n=2 n=6 n=S5 n=0
XCH? XCH?
HeT Aa Aa HeTt
1‘1:4 n=2 n= n=0
Bepudunuposan ATTR-amuaona03
(n=7)
Bricoxosepositabiit ATTR-amMraonp03 ||
(renermaeckoe uccaepoBane MoaekyAspHO-TeHeTHIeCKOe TeCTUpOBaHue?
OTpHHaTeAbHO)
(n=4)
OTpunareAbHbINA IloAOKHTEeAbPHBIR
Bepuduruposan Bepuduruposan
wtATT'R-amMraoup03 hATTR-amuaoup03
(n=5) (n=2)

Grade - crenenb HaxomaeHust paprodapmipernapara; XCH - xpoHwdeckast cepaeunast HepaocrarouHocts; WtATI'R —wild-type transthyretin amyloidosis,
HAU HEHACAEACTBEHHBIA (Amcnﬁ) TPaHCTUPETHUHOBBINA AMMAOHAO3; hATTR - hereditary ATTR HacAeACTBeHHbI/ BapuaHTHbIH ATTR-amuaona03

enToB, y S (8,3%) marueHToB 6bIAa BhIABAEHA MOHOKAOHAABHAS
raMMarnarys HeyTOYHEeHHOrO reHe3a (MTHI, MGUS).

ITo parEpM copETHrpaduu Muokappaa u OOIKT, crenens
«cBedeHus» Muokappa (Haxomaenuss POIT) Grade 3 Bbiss-
seHay S (8,3%) maumentos, Grade 2 — y 8 (13,3%), Grade 1 —
y 21 (35%), Grade 0 -y 26 (43,3%) nauentos. Xapakrepu-
CTHKA ITALJeHTOB B 3aBUCUMOCTH OT cTelleHU HakoraeHus POII
IIpeACTaBAEHA B TabAuIe 2.

CoraacHO IOAYYEHHBIM AQHHBIM, AAS ITAIIMEHTOB C Grade 3
CTAaTHCTHYECKH 3HAYMMO OBIAM XapakKTepHbI Goaee BBICOKHE
3HAYeHMs] TPOIOHMHA I, GOABINASI BBIPAXEHHOCTb THMIIEPTPO-
$uu MXKII u 3apueit crenxu (3C) AXK u 6oaee Bhicoxuit OK
no kaaccudukam NYHA. Y 46 (76,7%) nanueHnToB oTMeda-
Aocs mosbimenne ypoBrsi NT-proBNP 6oaee 300 rir/ma. Cpe-
au nanuentos ¢ Grade 2-3y S (38,5%) 6biau BbLsBACHBI KAUHH-
gecku BeipakeHHbIe npusHaky XCH QK III-IV.

Ilo AQHHBIM MOAEKYASIPHO-TEHETHYECKOTO HCCACAOBAHMS,
Yy 2 manueHToB co creneHbio Hakoraenus POIT Grade 3 6b1a BbI-
SIBA€H IIATOIeHHbIN HYKACOTHUAHBIN BapuaHT. B 1 caydae myTa-
s B 9k30He 2 reHa TIRc.148G>A (pValSOMet) B rereposu-
TOTHOM COCTOSIHMH, BO BTOPOM CAy4ae — B 9k30He 3 reHa TI'R
narorennbit BapuanT ¢.323A>G (p.His108Arg) Taroxe B rere-

S8

PO3UTOTHOM COCTOSIHHU. BbIBA€HHbBIE BapHaHTbI HEOAHOKpAT-
HO OIIMCaHBI IIPU HACAEACTBEHHOM TPAHCTHPETHHOBOM aMHAOH-
pose. CoorBercTBeHHO, cpepr 13 manuentos ¢ Grade 2-3 BbLsIB-
AeHO 2 cayvast ATTRv-amuaonpo03a.

B pesyabrare mpoBepaeHHOro o6caepoBaHUS 60 6GOABHBIX
B Bo3pacre 65 Aer u crapme ¢ runeprpodueit MOKIT >14 mm
65120 BoIsiBACHO S (8,3%) cayuaes AL-ammaounposau 7 (11,7%)
CAy4aeB TPAHCTHPETHHOBOH aMHAOUAHON KApAMOMUOIIATHU.
Y manmenTos ¢ BorsiBAeHHBIM ATT'R-amuaonao3zom (2 MareH-
ta ¢ GRADE 2 no pansbmM cripaTurpaduu ¢ POIT, S nanuenTos
¢ GRADE 3) yposru NT-proBNP, GLS, rponosusa I 6p1am us-
MeHeHbI KOHKOPAAHTHO. Bricokoseposrabiit ATTR-ammaoma03
0e3 KAMHMYEeCKUX, HHCTPYMEHTAABHBIX U AADOPATOPHBIX IIPH-
3HAKOB BBUSIBAEH Y 4 IAI[eHTOB. AaHHAS IPYIIIIa HOABHBIX HAXO-
AHTCSL B IIPOLIecCe AMHAMITYECKOro HabaropeHmst. I'padrraeckoe
H300paKeHNe TTOAYYEHHBIX PE3YABTATOB BEPHPUKALIMI TPAHC-
THPETHHOBO! KaPAMOMHOIIATUH IIPEACTABACHO Ha PUCYHKe 2.

CpaBHHTeAbHAS XapaKTePUCTHKA KAMHHYECKHX IIPOsIBAE-
HUI, AaDOPATOPHBIX IIOKA3aTeAEl, HHCTPYMEHTAABHBIX AQHHBIX
U <KPacHBIX GAAroB> 3a60AEBAHUSI CPeAU HOABHBIX C BepUpU-
mpoBanHbIM AL- n ATTR-ammaomao3oM mpeacTaBaeHa B Ta-
6aurie 3.
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Ta6anuua 3. CpaBHUTEABHASI XAPAKTEPHCTUKA
MAI[IeHTOB C AMUAOHAO30M

AL- ATTR-
XapaKkTepHCTHKH aAMHAOHAO3  AMHAOHAO3
(n=5) (n=7)
Kananyeckue npu3Haku
HIDKEHHe TOAePAHTHOCTH K pusmde-
cCKoﬁX:-farp;sI?e,erf?%) e e S{Lzg) 5 (71)
Toaunettpornarus, n (%) 3(60) 5(71)
AabopaTropHsle mpH3HAKU
CK®, ma/Mun/ 1,73 m? [35,84,:760,8] [51,55?)554,8]
Ipoteunnypus > 1,0 r/cyT, n (%) 2 (40) 0
Tponouus I, ur/ma (0-0,023) 0,03%+0,02 0,02+0,01
NT-proBNP, nr/wa (0-133) [8613?‘1“1)700] [19;52;20905]
MOHOKAOHAABHbIH KOMIIOHEHT, n (%) 5 (100) 1(14,3)
KT
AB-6a0kxapa, n (%) 1(20) 3(43)
Dubpuaraus npeacepanit, n (%) 3(60) 3(43)
HOKT, n (%) 0 2(29)
BAHIIT / BITHIIL, n (%) 1(20) 1(14)
HIDKeHHe BoabTaka QR
1? CTaHzap:mf;x 0:Beigmix, n (%) 1(20) 1(14)
IxoKT
MDKIT, mm 14,8+2,1 17,1£1,2
GLS, % _11,4£58  -10,9+5,3

AL - Immunoglobulin amyloid light-chain; ATTR - Transthyretin
amyloidosis; CK® - ckopocts kay6oukoBoit ¢uabrpamum; NT-
proBNP - xoHI1eBO# pparMeHT MpealecTBEHHHKA MO3TOBOTO HATPHUI-
ypermdeckoro mentuad; AB — arpuoBentpuxyaspras; HOKT — maa-
JKeAYAOUKOBAS TAXMKAPAHs (HeyCTOMYMBbIe IIAPOKCU3MbI 10 AAHHBIM
XOATEPOBCKOTO MOHUTOPUPOBAHMSA 3K1") ; BAHIIT' / BITHIII - 6a0-
KaAa AeBOI HOXKM ITy4Ka Tuca / 6A0Kaaa mpaBoit HOXKH Iyuka [uca;
MIKIT - mesxokeaypoukoBas neperopopka; GLS — rao6aapnast mpo-
AOAbHas AeOPMAIIUS AEBOTO JKEAYAOUKA.

Obpamator Ha ce6st BHUMaHYe 4 [TAI[IIeHTa, Y KOTOPBIX BBISB-
Aeno Hakoraenue POII, coorsercrayromee Grade 2, mpu aTom
KAnHMYecKHx npusHakoB XCH, moBbimeHus yposHe# Tpormo-
HuHA [, NT-proBNP He BbriBAeHO. OKOHYATEABHBIN AMATHO3
Y 9TOH I'PYIIIIbI TAIJMEHTOB He SICeH.

O6cyxaenue

ITpeacTaBaeHbI TIpeABapHTeAbHbIE AAHHbIE O PACIpPOCTpa-
HernHoctH ATI'R-KMII cpean poccHiiCKHX IaIjMeHTOB B BO3-
pacre 265 aet ¢ runeprpodueis MOKIT >14 mm. Dmmmaemuono-
rus amuaoupao3a B PO a0 Hacrosmiero BpeMeHM OCTaeTcs OT-
KPBITBIM BOIIPOCoM. M3BeCTHO, 4TO BHLIBASIEMOCTb aMHAOUAO3A
cepAla Ha 6aze cranponapa . Mockssl B 2008-2019rr. cocTasu-
Aa 12,6 Ha 100 000 yeaosex [ 10].

3a pybexom Bompoc pacmpocrpanerHoct ATTR-KMIT
B HACTOsIllee BPeMs SIBASIETCS IIPEAMETOM OOABIIONO HCCAEAO-
BaTeAbCKOTO MHTepeca. JTO CBA3aHO KaK C BO3MOXXHOCTDIO He-
MHBA3HBHON AMArHOCTHKH 3a00AEBAHIS, TaK U C Pa3paboTKOi
crieru$pUIecKOil TepaIuH, CIOCOOHOM BAMATD HA TeueHHe 3a60-
AesaHus [3,4].
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CoBpeMeHHbII1 AATOPUTM AHATHOCTHKY, Pa3pabOTaHHbI
S. Bokhari u coasr. [2] n ocHoBaHHBI Ha HccaepOBaHmSX € * ™ Tc-
mupodocparoM, sHaUMTeABHO yrpocTua BbrssBaerre ATTR-KMIL
C MoMeHTa BHEAPEHHS B KAMHIYECKYIO IIPAKTHKY YKA3aHHbIA aA-
TOPHUTM IMPOKO IPHMEHSACS B PSIA€ KAMHIYECKUX HCCAGAOBAHHI,
B TOM 4HCAE M B AAHHOM HCCAEAOBAHMH. Baaroaaps aaropurmy
BO3MOXKHA AU PepeHpasbHast auarHocTuka AL- u ATTR-KMI,
YTO IIO3BOASIET YTOYHUTH AAQHHBIE O PACIPOCTPAaHEHHOCTH IIO-
cAepHero. 3aBeprarommyM aTarnoM mpu Aarsocrake ATTR-KMIT
SIBASIETCS. MOAGKYASIPHO-TEHETHYECKOe HCCASAOBAHHE, II03BOASIIO-
mee pupdepernuposars WtATTR-  hATTR-rursr KMIT.

3apybesxHble AAHHbBIE TOBOPSAT O IIMPOKOH PACHPOCTPaHEH-
moct ATTR-KMII. Tak, B MCCAGAOBaHUH HMTAABSHCKHX aBTO-
POB cpeal manueHToB > 55 aer ¢ runeprpodueit MOKIIT >12 mm
Y JKEHINMH ¥ >13 MM y My>XYHMH pacIpOCTPaHEHHOCTh aMUAOH-
Ao3a cepalia cocTaBuAa 28%, u3 HUX 23,5% IMPUXOAMAOCD Ha AO-
A0 ATTR-KMIT [3]. ITo panssmv Ourckoro perucrpa, wtATTR-
KMII no AaHHBIM ayTOICHi BBISBASAACH y 25% marueHTOB
B Bopacre >85 aer [11]. CoraacHo ucrianckum AaHHBIM, y 13%
narenToB ¢ CHc®B, TAXK > 12 MM B BospacTe 60 Aer u cTap-
e BoisBasercss WtATTR-KMIT [12]. [To aMepukaHcKuM pesyab-
TaraM uccaepoBaHui, cpean marmenToB ¢ XCH, OB 6oaee 40%,
I'AK > 12mm pacnpocrpanensocts ATTR-KMIT cocrasas-
eT 6% 1 BbIIe, yBEAMUHBASICh C BO3pacToM OT 0% y IaIueHToB
B Bo3pacTe 0T 60 A0 69 AeT A0 21% y manuenTos crapiue 90 AeT
[13]. B uccaeposanmu K. Lindmark u coasr. [ 14], nposeaernom
B IlIsermu, pacnpocrpanennocts WtATTR-KMII cpean mamu-
ertoB ¢ XCH u rimeprpoduert MOKIT >14 MM coctaBuaa 20%.

Ilo HammM aaHHBIM, pacrnpocrpaHeHHOCTh ATIR-KMII
cpean moxwuabix marmenToB ¢ I'AJK cocraBaser 11,7%, ao-
A1 wtATT'R-KMII B aT0i1 rpymme — 71,4%. OaHako npu y4yete
BbicokoBeposTHOH ATTR-KMII pacnpocrpaneHHOCTb AOCTH-
raer 18,3%. Taxoxe B S (8,3%) cayuasx repsble BbisBaeH AL-
AMHAOHMAO3 6€3 YCTAHOBAEHHDIX MHBIX KAMHMYECKH 3HAYMMbIX
OpPraHHBIX IIPOSIBAGHHI Ha MOMeHT obcaepoBaHust. IlepBbiM
CITEIJMAAMCTOM, BBISBUBIINM IeMAaTOAOTHYECKOe 3a0O0AeBaHHe,
SIBASIACSI KAPAHIOAOT.

Oco6eHHOCTBIO [IPEACTABACHHBIX PE3YABTATOB SIBASIFOTCSI IIH-
POKUe KpPUTEPHUU BKAIOYEHN ], BHE 3aBCUMOCTH OT KAUHIYECKIX
npusHakoB, Haanynst XCH. BoisiBaena rpyria 60ABHBIX, He HMe-
IOILMX KAMHHYECKUX, AAOOPATOPHbIX ¥ HHCTPYMEHTAABHBIX [IPU-
3HakoB XCH, opHako MMeromux 2-10 cTeneHb HakomaeHus POIT,
IO AQHHBIM CLMHTHIPadpHH MHOKApAA. MBI IIpeariosaraeM, 4To
B AQHHOH TpYIIe BBIIBAEHBI AOKAMHKYeckue crapmn KMIL
3a AQHHBIMH TAIEHTAMU BEACTCSI AKTHBHOE HAabAIOAEHHE C II0-
BTOPHBIM IIPOBEAEHHEM AAOOPATOPHBIX HHCTPYMEHTAABHBIX Me-
TOAOB AuarHocTUKH Kaxkable 3 Mec (OxoKT, nccaepoBarme ypoB-
us 6uomapkepos — NT-proBNP, Tpononuna I). O6cyxaaercs
HeOOXOAUMOCTD TIPOBEAEHHS] MATHUTHO-PE30HAHCHOM TOMOTpa-
(U cepALia M/ HAY SHAOMHOKAPAMAABHOM GHOIICHN.

Taxum 06pasom, u3 obcaeposannoit rpymmst 11 (18,3%) ma-
LIUEHTOB COOTBeTCTBOBaAM KpuTeprsiM auarHoza ATTR-KMIT, vo
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y 4 (6,7%) 13 HUX OTCYTCTBOBAAM KAMHIYECKHe, Aa60PaTOPHble
u nHcTpyMeHTaAbHble pusHaku XCH. IToAydyenHble AaHHbIE TTOA-
9epKUBAIOT BAXHOCTD MOHMMAHHUS PACIIPOCTPAHEHHOCTH AMHUAO-
FA03a B PA3AMYHbIX BO3PACTHBIX IPYIIIAX U €TI0 CBSA3b C CePACYHOMN
HEAOCTATOYHOCTBIO, @ TAIOKe HEOOXOAMMOCTD BBICOKOIO YPOBHS
HaCTOPOXXEHHOCTH CITeIJHAAKCTOB, CBOEBPEMEHHYI0 MApIIpPyTH-
3LJUIO TIALMEHTOB U Ha3HAYeHHe CTIeLUUIecKoro Aedenus [ 15].
A\ASL yTOUHEHIS IIOAYJEHHBIX PE3YABTATOB HEOOXOAMMbI AOTIOAHH-
TeAbHbIE HCCAEAOBAHISI HA H0Aee MMPOKO¥T BBIOOPKE MAIJeHTOB.

Ozpanuuenus uccaedosanus

OCHOBHBIM OTpaHHYEHHEM SBASIETCSI HeOOAbIIAsi BHIOODKA,
a Takoke BKAIOYEHHME TAIJMeHTOB BHE 3aBMCHMOCTH OT HAAMYHUS
cumnToMoB. ITo AM3aliiHy HccAepOBaHHe SBASIETCSI OAHOLIEHTPO-
BBIM. B AQHHOI1 CTaTbe IPEACTABACHBI IPOMEKYTOUHbBIE Pe3yAb-
TaThI HCCAAOBAHIIS.

3aKAOUYeHHe
Cpean marjeHTOB B BO3pacTe 65 AeT U CTaplle C TUIepTpodHu-
eil MeXOKEAYAOUKOBOM IIEPErOPOAKH >14 MM aMUAOUAHAS KapAU-

omuomnatHs BbisBAeHa B 20% cay4aes (12 60abubix). [Tpu aToM
65100 BbisBACHO S (8,3%) cayuaes AL-amuaomposa u 7 (11,7%)
CAyYaeB TPAaHCTUPETHHOBOM AMUAOMAHOM KAPAMOMUOIIATHH.

Baazodapnocmu

Asmoput svipaxcarom baazodaprocmv Mapounoii Caiue
Axcanosne, Kospueumoti Aare Muxaiirosre u dpyzum co-
mpydHuxam Dedeparvozo zocydapcmeentozo 6100#emHozo
yupexcdenus «Hayuonarvruiii meduyurckuii uccredosamenn-
ckuil yenmp zemamorozuu> Munzdpasa PQ.

Qunancuposanue

ITpoexm dunancupyemcs 3a cuem He3asuUcUmMo20 2panma
Komnanuu «<Pfizer>. Aemoput He noryuasu gunancosoii

u pedaxmopckoii noddepucku om «Pfizers, ces3annoii c noo-
20mMo6Kotl danHoLi nybAUKAYUU.

Kongauxm unmepecos ne 3assien.
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