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OCHOBHEIE MOJIOKEHUS

* B craTbe 000011IEHBI COBPEMEHHBIE ITPECTABICHUS O KiTacCU(UKAIIUH, TIATOTCHE3€, OCHOBHBIX KITU-
HHUYCCKUX CUMIITOMAX, JMarHOCTHUKE U I1oAX0AaX K TCpaHI/H/I CUCTEMHOI'O aMHUJION1034a. Ba)KHLIM HOCTy-
JIaTOM CeFOI[H)IHIHCﬁ JUArHOCTUKH aMHUJIONI03a ABJISACTCS MOp(bOJ'IOFI/ILIeCKaﬂ I/I,[[CHTI/I(i)I/IKaHI/IH aAMHUJII0-
nuaa B 6I/IOHT3T3X HOpa)KeHHI)IX TKaHeI\/'I, B TOM YHCJIC METOAOM TI/IHI/IpOBaHI/Iﬂ. L[CHLIO Tepam/m JIIO6OFO
THIIA AMUAJIOUI03a OCTACTCS YIAJICHHE OCIKOB-IIPE/IIIIECTBEHHUKOB, KOTOPOE OIPAB/bIBACT IIPUMCHEHUE
HeKOTOpI:IX anCCCI/IBHI:IX J'ICKapCTBCHHI:IX pC)KI/IMOB NJIN UHBIX paI[I/IKaJ'H)HI)IX Mep. HOCTI/DKCHI/ISI I10-
CJICIHUX JIET B U3yYCHHUHU MPOOJIEMbI aMUIION/103a TIO3BOIHIN C(HOPMYITUPOBATH KPUTEPHUHU KiIacCH(HKa-
O aMUJION103a U IMOAXOAbI K JICHCHHIO, a TaAKKE CyIHeCTBCHHO YJ'IyLIIIII/ITI: HpOFH03 60J'II)HI>IX pa3JII/I‘l-
HBIMHU TUIIaMHU aMUJION034a.

AMMIIONI03 — PEIKO JIUATHOCTUPYEMOE TIPH JKU3HH 3a0osieBanne. Yarie aMuiio-
W03 MPOTEKAaeT OECCHMITTOMHO JIMOO MMeeT HecrmenuduaHbie mposBiaeHus. [1o
9TOH PUYMHE TUATHOCTHKA U JICUCHHE 3a9aCTYI0 HECBOCBPEMEHHBI, & PE3yJIbTaThI
Tepanuu Manod(dGeKTUBHBL. Llenb TaHHOTO aHAIUTHYECKOro 0030pa — ompere-
JUTH Harbosee 3G GEeKTUBHBIE METO/IBI PAHHEH TUATHOCTHKH M TEPAITMU aMHJIOH-
no3a. TakuM 00pa3oM, CBOEBPEMEHHAS JTMATHOCTHKA CUCTEMHOTO aMIJIONI03a U
COBpPEMEHHBIE MOJXO/BI K JICYCHHUIO JIAHHOTO 3a00JI€BaHUsI MO3BOJIAT YBEIHIUTh
OOIIYF0 BEDKMBAEMOCTbD MAIIMECHTOB.
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Highlights

* The article summarizes modern ideas about the classification, pathogenesis, main clinical symptoms,
diagnosis and approaches to the treatment of systemic amyloidosis. An important postulate of today's
diagnosis of amyloidosis is the morphological identification of amyloid in biopsies of affected tissues,
including by typing. The goal of therapy for any type of amyloidosis remains the removal of precursor
proteins, which justifies the use of certain aggressive drug regimens or other drastic measures. Recent
achievements in studying the problem of amyloidosis have made it possible to formulate classification
criteria for amyloidosis and treatment approaches, as well as significantly improve the prognosis of
patients with various types of amyloidosis.

Amyloidosis is a rare disease that can be diagnosed during life. More often,

A S . ; .
Lot amyloidosis is asymptomatic or has non-specific symptoms. For this reason,
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diagnosis and treatment is carried out untimely, the results of therapy are
ineffective. The purpose of this analytical review is to identify the most effective
methods for early diagnosis of amyloidosis. To characterize a promising method
of amyloidosis therapy for today. Thus, timely diagnosis of systemic amyloidosis
and modern approaches to the treatment of this disease will increase the overall

survival of patients.
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Cnucox cokpaieHui

mMuPHK — Malble nHTephepupyroIme AL(AH)- - ammimono3, 0SIKOM TIPEIIIeCTBEHHUKOM
AA- — monekynsl PHK aMWJIONZI03  KOTOPOTO SIBJISIFOTCS JIETKHE WIIH TSDKETIbIE
aMWIONI03  aMWJIOHI03, OCITKOM IpeIe- ATTR- — IIeT UMMYHOTJIOOYJTHHOB
CTBEHHHKOM KOTODPOTO SIBIISIETCSI  aMHJIOMJ03  aMHJIOMJ03, OCJIKOM MpeIeCTBCHHUKOM
Oenok SAA KOTOPOTO SIBISIETCS TPAHCTUPETUH
BBenenne HBI Ha MIPEAMET aKTyaJIbHOCTH M COOTBETCTBHSI 0030DY,

AMUIIONJI03 OTHOCUTCSI K KaTerophuH CHCTEMHBIX
3a0011eBaHMi, 00YCIOBICHHBIX HAKOIJICHUEM aMHJIO-
UIHBIX OCJIKOB B OTJEIIBHO B3STOM OpraHe WM TKaHU
HACJIEZICTBEHHOTO MO0 MpHOoOpeTeHHOTO TeHe3a [ 1, 2].
B 3aBucHMOCTH OT 6€TTKOB-TIPEAIIIECTBEHHIKOB PasiIi-
YarT MHOTOOOpa3HbIe KIMHUYECKUE (HOPMBI aMHUIIOU-
no3a [3]. B knmumHMYecKoi mpaKkTUKe Yalie BCTPEUaeTCs
AA-aMuion103, 0ETKOM-IIPEAIIECTBEHHUKOM KOTOPO-
ro sBisieTcs: octpodas3oBblil 6enok SAA, u AL- mubo
AH-amumonio3, korma B BHAE OellKa-TpeAlIeCTBEH-
HUKa BBIABIIOT Jierkue (L) mmm tsoxensie (H) menm
UMMYHODIIOOYTMHOB. TpaHCTHpETHH — OeJIOoK, TpaHC-
MOPTUPYIOIIUK TUPOKCUH M PETUHON U CIIy>KAIUN
NpPEAIeCTBEHHUKOM TPaHCTUPETHHOBOTO aMUJION 1032
(ATTR-amumonnosa) [4, 5].

Heabro HacTOsIIEr0 0030pa SIBUJICS CUCTEMATU3U-
POBaHHBIN aHAU3 JTAHHBIX O COBPEMEHHBIX METO/aX
JIMATHOCTHKHY U JICUSHHS CUCTEMHOTO aMIJIONI03a.

IlepBoHauanbHBII TOMCK HCTOYHUKOB IIPOBEAECH
B TOMCKOBOW CHUCTEME HAy4YHOW MEIUIMHCKOW JIUTE-
parypel PubMed, memuumHckol oHnaiiH-OnOnnoTeke
BookUp u Hay4HO#1 anekTpoHHO# Onbimoteke «Kubep-
JlernHkay. Mcmons30BaHbl COYETaHUS KITFOUEBBIX CIIOB
Ha aHIIMHACKOM s3bIKe: systemic amyloidosis, diagnosis
of amyloidosis, biopsy, mass spectrometry, modern
treatment of amyloidosis, miRNA preparations. J{ormos-
HUTEJIBHO ISl TIOMCKA aKTYaIbHBIX WCCIENOBAaHUHA TIO
COBpPEMEHHBIM BUIaM TUArHOCTHKH 1 JICUCHUS aMHIIOU-
Jt03a MUCTOJIh30BaHA HAYIHAsI AJIEKTPOHHAs OMOIHOoTeKa
eLIBRARY.RU. [lonck npou3BozieH Ha pyCCKOM SI3BIKE,
KJTFOYEBBIMH CJIOBAMH OBUTH: «CHCTEMHBIM aMIIIOUI03»,
«aMUWJIOU]», «CTAaTUCTHKA BBISBICHHUS aMUJIOH]I033»,
«IOpPaKEHUE OPTaHOB AMIJIOUI030MY», «IHAarHOCTHKA
aMIJIONI032», «(hapMaKOTepaIusi aMIIIONI03a.

[Tybnukammu, HaiineHHsle B 6a3ax, ObUTH TTpOBEpe-

PEJICBAaHTHBIMU CUUTAJIUCH PAOOThI, COOTBETCTBYHOIINE
CJIC/TYIOIIAM KPUTEPHSIM: iepuo]l myonukarmy — ¢ 2010
o 2024 r.; 00cyxKIeHNe TUarHOCTUYECKUX KPUTEPHEB
Y COBPEMEHHBIX METOJIOB JICUCHHUST aMUJIONI03A.

N3 o0030pa HCKIIOYATUCh TTyONHKAITMH C TIOTHO-
CTBIO TyONUPYIOMUMUCS JAHHBIMA W BBIBOJIAMH, a B
clly4ae YaCTHYHOIO IEPECEUCHUs] YKa3bIBaJIMCh 00a
rncrouyHuka. Kpome Toro, JOMOTHUTENHEHO aHATU3UPO-
BaJMCh pabOTHI U3 CITUCKA UCIIOIB30BAHHOM JTUTEpary-
PBL, TIPEICTABICHHOTO B paboTe, M3y4alluCh CAWTHI C
nH(MOPMAITMOHHBIMHU OIOJIIETEHIMH Pa3TUIHbIX CTPaH,
YKa3aHHBIMA KaK UCTOYHHUKHU ITUTHPOBaHUS. B pe3yib-
Tare ObUT COCTABIICH CIIMCOK M3 CTaTed M CCHUIOK C aK-
TyaabHOW MH(pOpMAIMEN M0 CUCTEMHOMY aMHJIOH]IO-
3y. Jlns cuctemaru3anyisi BEIOpaHHOM JIUTEPaTyphl BCe
COOTBETCTBYIOIINE PabOTHI OBLIIM BHECEHBI B TAOIUILY
Excel ¢ ykazanmeM roma IMyOJWKaIlUW, HATPaBIICHUS
WCCIIEIOBAHNS, OCHOBHBIX TEM W KOHIICTIIUH, a TaKKe
BbIBOJIOB. [lyOnuKaruu, He UMEBIIME MTOJHOW BEPCUU
JUISL aHaJIu3a JIMOO BKJIFOYABINME HEAKTyabHbBIC JIaH-
HbIE, OBUTH UCKITFOUCHBI.

Marepuag U MeTOABI: 0030p OTEYECTBEHHBIX H
3apyOeKHBIX JINTEPATYPHBIX HCTOYHUKOB ITO 00CYXKIa-
eMoii mpobieme 3a mocnemaane 14 et (2010-2024 rr.).
JlaHHbBIC BCKPBITHSI MALIMEHTKU C CHCTEMHBIM aMHUJIOH-
JI030M U3 COOCTBEHHOTO apXuBa (MaKpo- U MUKPOIIpE-
napatsl) ot 2023 .

Kiaunnveckue nposiBiieHHs aMUJION1032

Knuandeckass kapTuHa aMuiionzio3a o0ycioBie-
Ha TEM, KaKUC€ OpraHbl BOBJICYCHLI B aTOJIOTUYECKHUI
nporecc. BenencTBue mopakeHHs cepAeIHO-COCYAU-
CTOH CHCTEMBI OTMEYAIOTCSI OJIBIIIKA, OTEKH H OPTOCTA-
TUYECKas TUIOTeH3us1. Hepeko BcTpeuaeTcs Hapyliie-
HHE TPpoBOIUMOCTH [6, 7]. Ilopaxkenue cepaia pa3Bu-
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BaeTcs y OoJbliiel yactu 00bHBIX AL-aMuIon030M,
a takxe y 50-60% nauuentoB ¢ ATTR-amuinon1030Mm.
Opnnako maToyiorusl cepala He xapakrepHa s AA-a-
Muiion03a [ 8, 9].

YV 00IBHBIX aMIJTIOUTHON KapIHOMHOIIATHEH 110 pe-
3yJbTaTaM dXOKapauorpaduu BbISIBISETCS HECOOTBET-
CTBUE MEXY HU3KUM BoJIbTakoM QRS u yronmenunem
CTEHOK JIEBOTO KEIyI0uKa. JJaHHbIC U3MEHEHUS] MOXK-
HO OOBSCHUTH OTIIOKEHHUEM aMHJIOHU]]a B HHTEPCTHUIIH-
aJbHOM TKAHU MHOKapjAa MpU OTCYTCTBUHM T'MIEPTPO-
¢un xkapauommorutos [10, 11]. PecTpukTuBHBIN THIT
HaApPYIICHUS JTUACTOIMYCCKON (DYHKIIUU JICBOTO JKEITy-
JIOYKa MPU aMIJIOMJIHOM TOPAKEHUM CEpAlla MPUBO-
JIUT K OBICTPOM JIGKOMITCHCAIIMH CEPJCUHON HEeI0CTa-
TOYHOCTH. JleueHHe cepAeyHON HETOCTATOYHOCTU B
3TOM cutyauun Mano3dpexTuBHO Uy 50% O0IBHBIX
3aKaHIMBACTCS JICTATLHBIM BcxomoM [11].

IIpu cucreMHOM aMWIIOW03€ OTMEUYEHO 4YacToe
MOopakeHHe OpraHOB MUILEBAPUTEIHLHOTO TPakTa — 10
70% cmydaeB. BakHble KIMHUYECKHE MPOSIBICHUS:
BBIpAKEHHAsI qUapes U JUHAMHUYECKas KULICYHasi He-
poxoanMocTh. [10m00HBIE CHMITTOMBI, BEPOSTHO, 00Y-
CIIOBIIEHBI TUCHYHKINEH aBTOHOMHBIX HEPBHBIX CILIE-
TEHUH, KOTOpPBHIC MPUBOMAT K HAPYIICHUIO MOTOPUKH
KUIICYHNKA. Y HEeOOJBLIOro KOJIWYeCTBAa MAIMEHTOB
JIMArHOCTUPYIOT HAIMYKE SI3BEHHBIX JC(PEKTOB, HHOT/IA
nep(OopaIfio CTEHOK JKETyA0YHO-KUAIIIEYHOTO TPAKTa C
KPOBOTEUEHUEM. Y YacCTH MALUUEHTOB C aMUJIOUIHBIM
MOPaXEHUEM TOJICTOM KHUIIKHA BO3MOYKHO IIOSIBIICHHE
KIIMHUYECKOW CHMIITOMAaTHKH, XapaKTepHON AJid BOC-
NaIUTEIBHBIX 3a00JICBAHUI KWIIEUHHKA (SI3BEHHBIH
koiuT). Jlucdarus y marMeHToB ¢ aMHIOUI030M YKa-
3bIBACT Ha OpaXkeHue nuiieBoa [8, 12]. 'actponapes,
KaK MPOSIBICHUE aMUJIOUIHOIO MOPAXKEHMS JKEIYIKa,
BBISBIISIETCS IPUMEPHO B 5% ciyqaes [12].

VY OonbiIMHCTBA OOCIEIOBAaHHBIX ITAlACHTOB C
HACJIEICTBEHHON aMMJIOMIHON IOJIMHEHPOINaTuel Ha
(hoHE TPAHCTHPETHHOBOTO TUIIA aMWIION103a Uy 35%
OOJBHBIX aMWJIOWIO30M JIETKHX IIeTleld WMMYHOTIIO-
OyJIMHOB BBISBISIIOT CHMIITOMBI Tiepu(epHIecKon u
AaBTOHOMHOU Heiponatuu. Yamie oTrmevaeTcs pa3BU-
THE JHUCTAIBHOM CHUMMETPUYHON MOJIMHENpONaTHH
C HapyUICHHEM TeMIIepaTypHOH W OOJEeBOH UyBCTBU-
TEIBbHOCTH HIKHUX KOHeUHOCTeH. [lopaxenne ToHKuX
HEPBHBIX BOJIOKOH B OOJIBIIIMHCTBE CIy4acB MPOSBIS-
€TCsl MapecTe3usiMU. Y YETBEPTH MAaLUEHTOB C aMUJIO-
WJI030M JIETKUX 1IeTIel TMarHOCTUPYIOT JIBYCTOPOHHHUM
TyHHEJIBHBI CHHIIPOM, CHMIITOMaMH KOTOPOTO SIBIISI-
I0TCSI HE TOJIBKO OOJIeBbIE OLIYIICHUS, HO TaKKe CEH-
COpHBIE U IBUTaTeJIbHbIC HAPYIICHUS B 30HE HHHEPBa-
uuu cpeauHHoro Hepma [13, 14]. Takue cuMnTomsl
MOpakeHUs1 BEreTaTUBHON HEPBHOM CUCTEMBbI, KaK PBO-
Ta, TOITHOTA, TA30BBIE W IPEKTHIIbHBIE AUCOYHKITUH,
BcTpevarores y 65% OonbHBIX AL-amunonnozom [12].

Tak)ke B CUCTEMHBId aMHWIIOWI03 HEPEIKO BOBJIE-
KalOTCsl DHAOKPUHHBIC opraHbl. Bpauu yaie cramku-
BAIOTCSI ¢ AMWIOUIHBIM MOPAKECHUEM IIUTOBUAHOU

JKEJe3bl U SuueK. B MUTOBUIHON kKeyne3e OTIOKECHHE
aMUJIOHUJa OTMEYaeTCsl MpUMEpPHO y 15% manueHToB ¢
MEPBUYHBIM aMUIONA030M U 'y 20% — ¢ BTOPUYHBIM.
IIpu mepynnsipHOM pake IIUTOBUIHOWU JKEIE3bl MHU-
KPOOTJIOXKEHHUS aMHUJIONIa B OMOTICHITHOM MaTepuae
BcTpeuatoTes Oonee ueM y 80% 00cCiieIOBaHHBIX JIAIL.
HapyuieHrne (QyHKIUU IMATOBUIHOW KEJIE3bl MOXKET
OBITh JUATHOCTUPOBAHO Y TPETH MAIIMEHTOB C aMHIIO-
UIHON MHUIBTpauei [15].

Knunuyeckue nposiBiieHUs] MEPBUYHON HaIOUey-
HUKOBOHM HEJJOCTaTOYHOCTH BCTPEYAIOTCS PEIKO BBHTY
TOTO, YTO JJIsi BOBHUKHOBEHUS CHMIITOMOB H JKajio0
HeoOXoauMbl U GY3HOE HAKOIUICHUE aMUIIOWJA H
JNECTPYKIUS KOPbl HAANOYEUYHUKOB. B uccrnegoBanuu
¢ yuactueM 374 manueHToB C aMUJIOUI030M Thna AA
OTIpENIEIICHBI OTIOKEHUSI aMUJIONIa B HAIIMOYSUHHKAX
y 41% OONBHBIX IPY IPUMEHEHNN KOMITOHEeHTa P chI-
BOPOTKH KpoBH [16].

HeoOxomumMo OTMETHTh, YTO BEAYIIMM KJIMHHYE-
CckuM mpu3HakoM AA- u AL-amuionnosa sBISETCS
MTOpaKeHHE MOYEK 0 THITy aMIJIOWIHOW He(poraTuu.
Bopneuenue mnoyek B MATONOIMYECKUN MPOLECC OT-
MEUEeHO Y TOJABJISIONIET0 OONBIIMHCTBA MAI[EHTOB C
AA-amunion1030M, ipu AL-Trre aMUIOuIHY0 Hedpo-
MaTUIO ONPEICISIOT puomu3uTeabHo y 90% obcieno-
BaHHBIX OOJBHBIX. OHAKO YacTOTa MOPAKEHHS MOYEK
IIpU TPAHCTUPETHHOBOM aMWIIOHJI03€ COCTaBisieT 20—
23% [8, 17]. Amunonanaas He(pOIaTHs IMEET MPOTPec-
CHpyIolliee T€YeHHE U MPOTEKAET C MOCIeA0BaTeIbHON
CMEHOM CTajuil: MmpoTenHypHuyeckas, HepoTHueckas,
XPOHUYECKAs OYE€YHAsi HEA0CTATOYHOCTh. JIeHKouTy-
pUsl U reMaTypHusi B MOUYEBOM OCAJKE HE SIBISIIOTCS TH-
MMUYHBIMU [TPU3HAKAMH aMIJIOUTHON Heponartun. Tak-
K€ W apTepHalbHAs TUIIEPTOHUS HEYACTO COIYTCTBYET
MTOPaKEHHUIO TIOYEK NpH aMmiion103e. CTOUT OTMETHUTD
, UTO Pa3BUTHE U MPOTPECCUPOBAHIE XPOHUIECKOM TTO-
YEYHOU HEJOCTATOYHOCTH Y Psijia MAllMEHTOB C aMUJIOH-
JI030M HE MCKIIIOYAET HAMYKUE KIMHUKUA Pa3BEPHYTOTO
He(POTUIECKOTO CHHIPOMA ¥ OOITBIIINE Pa3MephI MOYeK
MIPY UHCTPYMEHTAJIBLHOM HccaenoBanuu [12, 17].

JumarnocTtuka aMmuI0M/103a

Beuny Hecnenu(puYHOCTH KIMHUYECKUX CHUMIITO-
MOB IPU aMUJIOU03€ BBISBUTH €r0 B PaHHUE CPOKH
HernpocTo. B cpemnem HeoOxoammo ot 6 mo 12 wmec.
JUTS. TIOSIBJICHUS TIEPBBIX CHMIITOMOB M BepHU(pHUKAIIH
JIarfo3a amrtonmosa [18].

ITo pe3ynbraraM ayTOIICHii, ITPOBEIEHHBIX B Poc-
cum (cimyuaiiHast BeiOOpka coctaBuia 50 ciay4aeB ay-
TOIICUH, KOTOpBIC BKIIIOYAIU 3a00JICBAaHUS OpPraHOB
CEPJCYHO-COCYTUCTON CHCTEMBI C OTCYTCTBHEM B 3a-
KITFOYUTETPHOM KJIMHMYECKOM JMarHO3€ yKa3aHHs Ha
aMWIONI03), C THCTOJOTHYECKHM HCCIIeIOBAaHNEM Ha
amusionnt B 6 (12%) u3 50 ciydyaeB ayToIlcHUid y JKEH-
umH (100%) B Bo3pacte ot 71 mo 101 roma (cpemnmii
Bo3pacT 87 neT) Obl1 0OHAPYKEH CHCTEMHBIH aMHJIO-
nno3. B kaxmoMm ciydae BBISBIEHHOTO CHCTEMHOTO
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amuionsio3a B 6 u3z 6 caydaen (100%) umeno mecto
nopakeHue cepira. AMUION]T ObLI BBISBIICH B JISTKUX
— 5 (83%) cnyuaes, neuenu — (66,6%), cene3eHke —
4 (66,6%), moukax — 3 (50%), nBEeHAMIIATUIIEPCTHOM
kumke — 3 (50%) u3 6 cnyuaeB. B mpemnaparax ¢ pas-
JIaBJICHHOW MOJIKOXKHOM KHUPOBOU KJIETUATKOM KUBOTA
aMusionn1 onpezeneH B 6 u3 6 coydaes (100%) [19].

B nepuon ¢ 2004 no 2016 1. B ['pogHeHcKol 00ma-
ctu (bemapycs) 0putH n3y4ensl 34 150 mpoToKoIIOB Ma-
TOJIOTOAHATOMUYECKUX BCKPBITHUH MAallMEHTOB, CMEPThH
KOTOPBIX HACTYMWJIA B TIEPUOJ TOCIMUTAIN3ANNH, a
TaK)Ke B JIOMAllHUX YCJIOBHsIX. BbIOOpKa cocrosiia
u3 33 CEeKIMOHHBIX CJIy4aeB C TMCTOJOTHYECKH MOJ-
TBEPKJCHHBIM aMUJIOUI030M. Bo3pacTHoli jauana3zoH
YMEPILIUX MalUeHTOB — OT 25 no 82 net. JKeHUuHbI
COCTaBHJIM OOJIBIIYIO YacTh ymepmux — 22 (65,6%),
myxxauHbl — 11 (34,4%). Ilpu aTom cpemamii Bo3pact
yMepIIUX XeHIUH Obu1 64,1 roma, myxumH — 52,3
roga. Y 30,3% yMmeprimnx ManueHTOB ¢ TUCTOJIOTHYE-
CKU TIOATBEPKICHHBIM aMHJIOUI030M ObLI JIMATHOCTH-
POBaH MEPBUYHBIN aMHIJIOH/I03 C YIE€TOM STHOJIOTHH H
naroreHesa 3abonesanus. B 23 (69,7%) ayTonicusix BbI-
SIBJIEH BTOPUYHBIA aMUJIOU103, KOTOPBIM pa3BUIICA HA
(hoHe cienyIOMUX MaTONOTHA: PEBMATONTHBIN apTPUT
— 9 ciyuaes, TyOepKyJie3 JIerkux — 4, XpoHU4eckas 00-
CTPYKTHBHAs 0OJIE3Hb JIETKUX — 3, XPOHUYECKUI OCTe-
OMMEINUT — 3, aHKUJIO3UPYIOLIUHN CIIOHAMIOAPTPUT — 1,
cucTeMHas ckiepoaepmus — 1, remoomactos — 1 [20].

B xocTHOM MO3Tre MOXKET OBITH OOHAPYKEH TUTa3MO-
LIUTO3 HU3KOH CTENEHU, KOTOPBIM XapaKTepeH Il MU-
€JIOMHOM 0OJIe3HH, MPU ITOM, KaK MPaBUJIO, UCTHHHAS
MUeIIOMHast 0ose3Hb oTcyTcTByeT. OnaHako B 10-20%
CJTy4aeB MHO)KE€CTBEHHON MHUEIIOMBI IPOUCXOIUT aMHU-
JIOWTHOE TIOPaKEHUE OPTaHOB.

Jlisl BBIIBIIEHUSI CHCTEMHOTO aMIUIONI03a CIIEIyeT
noIpoOHO ompaiuBark nanuenta. O0s3arenbHbl cOop
JKaJlo0 U yCTAHOBJICHUE aHAMHE3a, BKITIOUasl CeMEHHBIHN
aHaMHe3, HAJIM4Ke COMYTCTBYIOMIUX 3a0oieBanuii. He-
00XOMMO TIOIPOOHO OICHWBATh (DU3UKAJIBHBIA CTaTyc
OOJIEHOTO M TIPH HEOOXOAMMOCTH KOHCYJABTHPOBATHCS CO
CIIeTIMaIFCTaMH IpyTux obmacteit meaumuust [10, 12].
Ecnu mpu 1o00cne1oBaHiH y NAaMeHTa ONpeIeIIsIIoT-
csl He()pPOTUUECKUH CHHIPOM, CEpACUHAsT HE0CTATOU-
HOCTh C HOPMAJIBHOH (pakimell BbIOpOca, CHHAPOM
KapraJbHOTO KaHaJla WM aKCOHATbHAS JeMHUCITHHI3H-
pytomas niepudepudeckast HelpomaTus, COmpoOBOK/Ia-
IOIIasiCsl BET€TaTUBHBIMH HApyIIEHUSMH, HEOOX0IMMO
UCKJTFOUUTh CUCTEMHBIN aMHIJIOUI03.

B pamkax 1a0opaTopHOii JHarHOCTUKH CUCTEMHOTO
aMIJIONI03a MCCIEAYIOTCS ANIEKTpodope3 OCIKOB ChI-
BOPOTKHM KPOBH C IMMYHO(HKCAITEH, KOTMYECTBO CBO-
OOMHBIX JIETKUX TeTIell IMMYHOTJIOOYJMHOB CHIBOPOTKA
KPOBU M UX COOTHOIIIEHHE. Takxke ciiemyer mpoBOIUTh
AEKTPOdope3 OENKOB CYTOUHOW MOYH, OMPEICICHUE
MapKepOB MOBPESKACHUS CEPlla U TOUCK, KOTOPhIC SB-
JISFOTCS Han0OJIee YacTo MOPAKACMBIMH OPTaHAMHU TIPH
ammtonziose. J[marHocTupoBaTh OpaXKEHUE CepAra J10

Ppa3BUTHUA NEPBLIX CUMIITOMOB cepaeqﬂoﬁ HEAO0CTAaTO4-
HocTH co 100% 4yBCTBUTEIBHOCTHIO IIOMOTAET OIpee-
JICHWE YPOBHsI aMUHOKOHIIEBOTO (hparMeHTa HaTpHidype-
trdeckoro mentuaa tuna B (NT-proBNP) B ceiBopoTke
kpoBH [21]. Ha BoBieueHNN TOYEK B TATOJIOTHYCCKHIA
MPOIIECC HA PAHHUX CTAJUSAX COXPAHEHHOT'O HOPMaJlb-
HOTO YpOBHSI KIIyOOYKOBOW (DHIBTpAIMM YKa3bIBaeT
aneOymunypust. OmpernencHue ajabOyMHUHYpUH B JTU-
HaMUKE TTO3BOJHT IPEAOTBPATUTh MPOTPECCHPOBAHHE
MIOYEYHOU HEJOCTATOUHOCTH 10 TEPMUHAIBHON CTaAUU
XpOHHYECKOH Ooe3Hu mouek (8, 17].

OO6HapyxeHre TapamnpoTenHa SBISETCS T0Ka3a-
HUEM JJIsl IPOBEJCHUS OUOIICHUU TOJIKOKHO-KUPOBOM
KJIETYATKU WM TOPAXKEHHOTO OpraHa C IOCIEIyFo-
M TUCTOJIOTUIECKUM HCCIIEIOBAHUEM TIOJTYIEHHOTO
OmonTara, OKpackoil KOHTO KpacHBIM JUIsS OOHapyKe-
HUg aMuiaonaa B TKaHaX. Y 70% OOIBHBIX aMHIIOH-
JI030M JIETKHUX IeNe MMMYHOIJIOOYJHHOB OWOTICHUS
CJIM3MCTOTO W TOJCIM3UCTOTO CJIOEB MPSMOU KHIIKU
[O3BOJISIET BBIABUTH amwiona. HHpopmaruBHOCTH
Oowmoncuu ciroHHON kenesbl nocturaet 90% [10, 22].
AcniipariioHHast OHOTICHS TIOAKOKHON KUPOBOH KIIET-
YaTKd WMEET BBICOKHMHA TMpoduiab OezomacHocTH. [lpn
AL-tume AaMHUJION103a YYBCTBUTCIIBHOCTb JaHHOI'O ME-
Tona uccienoBanus cocrasuset 80% [2, 12].

B ciydae oOHapyxeHHS aMIJIOWIHBIX JICTIO3UTOB
HEOOXOMMO TUITUPOBAHUE aMHUIIONIA, TaK KaK HICHTH-
(hukarus OeKa-TpenIIeCTBCHHNKa UMEET peIaroIiee
3HAYCHUE IS JalibHEeHel Tepanmun. «3070ThIM CTaH-
JapToM» THUIHUPOBAHHA aMWJIOWJa SABJISICTCA IMPOTCOM-
HBI aHAIU3 HA OCHOBE Macc-crekTpomeTpuu [21-23].
Crnenyer MpoBOIUTH THIIMPOBAHUE aMIJIOH 1A OMOTITa-
Ta MOpaXeHHOU TKaHW. /laHHOE WccienoBaHue SBIS-
eTCs 00sI3aTeIHbHBIM YCIOBHEM B BBIOOpE Teparu, Ha-
MIpaBJICHHON Ha ITOIaBIICHUE BBHIPAOOTKU OeiKa-Tpe-
HICCTBCHHHUKA.

O} deKTUBHBIM METOJOM OILIGHKH OOIIEro coaep-
JKaHWSI aMHUJIOU/IA B TKaHSIX CIYXHT CUUHTHrpadus ¢
WCTIOJb30BAHUEM TIPETaparoB, MEYEHHBIX TEXHEI[H-
eM-99m. K mpumepy, MOXKET OBITH TIPOIEMOHCTPHUPO-
BaHO BBICOKO€ CPOJCTBO K OTJIOKEHHSM aMHJIOWIA B
muokapze [8, 10, 21].

ITatomopdonornyeckoe onucaHue aMHJIOHUA032
BHYTPEHHHX OPraHOB

Amunoudos ceneseHku: CeIIE3€HKAa YBEIHUYEHA B
pasMmepe, MOBEpXHOCTh IJIaJIKast, Ha pa3pe3e WMeeTcs
XapaKTepHBI PUCYHOK: HA CBETIIO-KOPUYHEBOM (hOHE
OTIPEEISIOTCS MEJIKUE TIONYNPO3padHbIe CepoBaThIC
o4ary, HarmoMuHaroume 3epHa caro. «Caropas cere-
3€HKa» — Ha4daJlbHAs CTaJ¥s aMIJION 1032 OpTraHa, MpH
KOTOPOH aMUJIOW OTKJIAJIbIBACTCS B TUMQpATHIECKUX
dommukynax. «CanmpHas cele3eHKa»: yBEIWYeHa B
pasmepe, MOBEPXHOCTh paspes3a IajaKas, co CTePThIM
PHUCYHKOM, ITyJIbII KENTOBATO-KPACHOTO LIBETA C Callb-
HBIM OJeckoM, OnecTsuasi, TKaHb OpraHa IUIOTHAs.
Juddy3Hoe BhINaJeHNE aMIIIOWIA B CTEHKAaX CHHY-
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COB, COCYJIOB U IO XOJYy PETHKYJSPHBIX BOJIOKOH CO-
MIPOBOXKIAETCS YBEIMYCHUEM MacChl CENIe3eHKH (10
500 r u 6onee) [24].

Amunoudo3 nouku: TOYKAa HECKOIHKO YBEITHMYEHA
B pasMepax, IJIOTHas, OieqHO-cepast C CalbHBIM OJre-
CKOM Ha pa3pese. KopKoBblii c10il IIMPOKKA, MATOBBIH,
MO3TOBOE BEILIECTBO CEPO-PO30BOTO LIBETA, CAIBLHOTO
Buja («OO0JbIIIast cajbHast MOUKay) [24].

Amunoudos neuenu: TEYeHb yBEIMYCHA B pazMe-
pax, MIIOTHOW KOHCUCTEHIINH U C CaJhbHBIM OJIECKOM Ha
paspese [24].

Jlanee mpencTaBIeHbI JaHHBIE U3 COOCTBEHHOTO Ha-
OJIOZICHUS TTAIMEHTKU 66 JIeT, yMepliel B OTAEICHUH
peanumanuu 'AY3 KKBCMII B utone 2023 r., ¢ BbI-
SIBIICHHBIM TIPH KU3HU aMIIIOUI030M JIeTKuX (puc. 1),
cepana (puc. 2), nedenu (puc. 3), )KerxyaKa, Haarnoyed-
HUKOB (pucC. 4), TOATBEP>KACHHBIM THCTOIOTHICCKH.

Pucynoxk 1. Jlerkue
Figure 1. Lungs

Amunouoos neekux

MakpOoCKOIIMUECKOE OMKMCAHUE: JIETKUE TOTAJIBHO
VIUIOTHEHBI, Ha pa3pe3e MaJOBO3YIIHbIE, CEPhIC, Ma-
JIOKPOBHBIC.

MHUKPOCKOIIMYECKH: B IPOCBETaX alibBEOJ TOMO-
TFeHHbIC DJ03MHO(MUIIBHBIC MACChl, KPOBOU3JIUSHUSI.
YacTh anbBEOT C SIBICHUSMM JHC- W areliekTa3oB. B
MEXaJIbBEOJISIPHBIX CENITaX PACHIMPEHHBIE TOTHOKPOB-
HBIC COCY/bI C JMAIe/Ie3HbIMU KPOBOM3IUSHUSMU. B
KaMuUIApax albBEOSIPHBIX MEPErOPOIOK OTIOKCHHUS
aMIJIOMIHBIX Macc.

Pucynok 2. Cepz[u
Figure 2. Heart

Amunoudos cepoya

MakpocKonM4YecKoe ONHCaHKe: CepAle TUIOTHOE,
MaJICHBKOE, TIOJIOCTH HE pAaCHIMpPEHbl. DHIOKAapi U
CTBOPKH KIIQIIaHOB TOHKHUE, OeloBaThie, maakue. Tom-

[MHA CTEHKHU JIEBOTO kKemyaouka — 1,1 cM, mpaBoro
— 0,3 cM, MEeXOKeTyIouKoBOM neperopoaku — 1,2 cm.
Muokapn Ha pa3pe3e KOPUYHEBBIH, HEPaBHOMEPHO
HaIlOJIHEH KPOBBIO, TycKJbIM. KopoHapHble aprepun
AIIaCTUYHBIE, MHTAMA TIIAJKast, TPOCBETHI HE CYXKEHBI.
Macca cepama — 280 1.

MUKPOCKOTIMUECKH: YTOJIIICHUE W TUneprpodus
KapJIMOMUOIIUTOB, 36pPHUCTASI TUCTPODHS, OTIIOKEHHE
aMWIONJIa B COCyIax pa3HOro kanmoOpa u nuddys3Hoe
OTJIIOKEHNE B MEXMBIIIIEYHBIX TTPOCTPAHCTBAX.

PncyHox 3. Hequ
Figure 3. Liver
Amunouoos neuenu
MaxkpocCkonM4ecKoe ONMUCaHue: MeYeHb MJIOTHO-3-
JACTUYHON KOHCUCTEHIIUH, TOBEPXHOCTh INIaJKasl, HA
paspese cepoBaTo-po30Basi, C PACCEIHHBIMU MEJIKHUMU
reMOpparusMH.

MUKpPOCKOIIMYECKHU: TENATOLUTHI C SIBICHUSIMU 3€p-
HUCTOW M MEJIKOBaKyoIlbHOU nuctpodun. B crenkax
COCYNOB (apTepuii U apTEPHON) OTIOKCHHSI aMUJIOUI-
HBIX Macc.

Pucynoxk 4. XXenynok, Halmo4euHUK
Figure 4. Stomach, adrenal gland

Amunoudos gxncenyoka u HAONOUEUHUKA

MaxkpoCKOIHYeCKOe OMMCAHHE: CIM3UCTAS YKy~
Ka CIakeHa, ONleIHO-cepasi, 0 BEpIIMHAM CKIIAIO0K
MaJIOi KpUBU3HBI €TUHUYHBIC TEMOPPArvH B aHTPaIIb-
HOM OT/IelIe.

Hannoyeunuku nucToBUOHOW (OPMBI, OYEHB
ToHKHeE. JleneHne Ha CIon COXpaHEeHO, Kopa TOJIIIH-
Hoii 0,1 cm OmemHO-)enTas. Macca mpaBoro M JIeBO-
T0 HAAMOYeYHUKOB 1Mo 2,0 T 1 pazmepamu 1o 2 X 0,5
x 1 cM.

MUKpPOCKOTIMYECKH: aMUJIOUIHBIE MAacChl 1O XOAY
COCY/IOB B TOACIHM3HCTOM CIJIO€ JKeNylKa W B TKaHH
HAJIIOYCYHUKA.
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OcHOBHas TIeTb JICYSHHS JTFOO0TO THITa aMHIIOHUI0-
3a 3aKITII09ACTCs B 3aMEJICHUH WJIH TIPUOCTAHOBICHUH
MIPOTPECCUPOBAHUS 3a00JICBAHUS ITyTEM YMEHBIICHUS
KOJIMUECTBA WJIM YIAJICHUS OCIKOB-TIPE/IICCTBEHHU-
KOB. AKTHBHAsl Tepamusi XPOHUYECKOTO BOCITAJICHUS,
Ha (hoHE KOTOpOro pa3BuBaeTcs AA-aMUIOUI03, TPH-
BOJUT K YMEHBIIEHHUIO BBIPAOOTKH CBIBOPOTOYHOTO
aMIJIOWIHOTO Oenka A. DTO BeZIeT K YMEHBIIICHHUIO BbI-
PaXEHHOCTH KJIMHUYECKUX CHMIITOMOB, IMPEIOTBpa-
HICHUIO TPOTPECCUPOBAHUS TPOIECCa, YAYUIICHUIO
MPOTHO3a IS )KU3HH. KITFOUeBhIM acrieKToM JIeYeHUs
AL-amunonsio3a siBiseTCs ToNaBieHue mponudepa-
IIUY KJIOHA TNTA3MaTHYECKUX KIIETOK, 9TO CITOCOOCTBY-
€T YMEHBIIICHUIO BBIPAOOTKHU JIETKUX IIeTeld UMMYHO-
100yauHOB [3].

YuuteiBas OBICTPOIPOTPECCUPYIOIIEE TEUCHUE CH-
CTEMHOTO aMHJION]103a, BAYKHO MPHUMEHEHUE OBICTPO-
JICHCTBYIOIINX CXEM JICYCHUS C UCTIONB30BaHUEM TIPO-
THBOOIIYXOJICBOTO Ipernapara 0opTre3oMruda — BHICOKO-
CEJIEKTHUBHOTO OOPaTUMOTrO WHTHOMTOpa aKTUBHOCTHU
nporeacombl 268 [3].

[TonkoxHOe BBeneHUE OOPTE30MUOA UMEET BBICO-
ku# ipoduib Ge3zonacHocT. Cxema Tepanuu 0opTe3o-
MHOOM COBMECTHO C Mel(haTaHOM U JeKCaMETa30HOM:
6opre3oMub HazHadaeTcs B 103€ 1,3 Mr/m? BHYTpHUBEH-
HO WJIM MOAKOXHO B 1, 5, 8 u 11-ii auu nukia, Mesda-
naH npuHuMaetcs B 1o3e 0,15 Mr/kr BHYTpb ¢ 1-ro 1o
4-i1 nenp, nexcamera3oH — 20 MI' B CyTKH BHYTPb B 1,
5, 8 u 11-it mau. [y OONBHBIX JEKOMIICHCUPOBAHHOU
CepJIeuHON HE0CTATOYHOCTHIO OIpaBaaHa cXema Te-
panuu MendaraHoM I prueMa BHYTph B go3e 0,15
MI/KT ¢ 1-T0 10 4-i JHM U MPEIHNU30JI0HOM B j03¢ 0,8
Mr/Kkr ¢ 1-ro mo 7-i gensb [18].

OddexTuBHOCTL Tepanuu, NoIy4aeMol MaIieH-
TOM, OIIGHWUBAETCS TI0 ONPEACICHHBIM TOKa3aTeNIsIM B
muHamuke. K HuM otHOcsTes Oenok NT-proBNP, 3Ha-
YUMBIM CIYUTAETCS CHIDKEHHE YPOBHS Mapkepa Ha 30%
u 0oJjiee, ¥ IPOTEUHYPHs, KOTIa YMCHBIIICHUE BBIZICIIC-
Hus Oesnika Ha 75% u OoJiee paclieHUBACTCS KaK I0JIO-
xuTenbHbIl 3¢ ekt [7, 17, 18].

B konue XX B. Aist 1€4eHUs] TPAHCTUPETUHOBOTO
aMuiIon103a OblIa MpeIOKeHa TeHHas XUpyprude-
ckas tepamnus. OHa mpexnronaraia 3aMeHy cCOOCTBEH-
HOM MMEeYEeHU Ha TPAHCIIAHTAT, CHHTE3UPYIOLIUU HOp-
MaJIbHBIH TPAHCTUPETUH. Pe3ynbTaThl, MONydYeHHBIC
Mocjie MEPBBIX OMEepaluid, MOKa3adu 3HAYUTEIHLHOE
3aMe/JIeHue TIPOrpeccCHupoBaHUs 3a00JIeBaHUs y Ha-
omomaembIx nanueHToB. Co BpeMeHeM CTaio MOHST-
HO, YTO HEWU3MEHEHHBIH TPAHCTHUPETHH y OOIBHBIX
MOCJIe TPAHCIUIAHTAINH TICYCHHN TaK)Ke ITOABEPTACTCS
3aXBaTy aMUJIOHIOM, TIPUBOJS K MPOTPECCHPOBAHIIO
3a00yeBaHMs.

B oTnenbHBIX ciiydasx aMUIOWI03a JISTKUX IEeTe
UMMYHOTJIOOYTHHOB WM TPaHCTHUPETHHOBOTO THIIA
aMWJION/I03a C TOPAKEHHWEM Cep/lia YCIENIHbBIM Me-
TOJIOM JICUCHHS CUMTAETCA Tepecanka cepama. [lamm-

eHTam ¢ AL-ammimonmo3om mociie TpaHCIIAaHTAIUN
cep/Ia ¢ UeJbI0 MPEOTBPAIIECHHS PEIHIUBOB HE00XO0-
JMMa arpeccuBHas XUMHOTepamnus, HallpaBjieHHas Ha
JICUCHUE HAPYILICHUN CO CTOPOHBI KJIOHAJIBHBIX IJIa3-
MaTHYECKUX KIIETOK.

J1J1s TTalfueHTOB ¢ CUMIITOMAaTHY€CKON aMHUJIONUTHOM
MOoJMHEHponaTuel Wiu ¢ KapAuOMHONaTHel BO3ZMOXK-
HO wmcmonb3oBanue tepanuu antu-1TR [3]. C aroit
LEeJIBIO0 anpoOMpOBaH Tpenapar TadpaMuanuc, KOTOpbIT
HY)KHO TNPUHUMATh MOXHU3HEHHO B J103¢ 20 wmr/cyT
BHYTpB [25]. Tapamuuc cBsA3bIBaeTCS C TPAHCTHPETH-
HOM, TTPEIOTBPAIIAET €r0 JUCCOITUAIINIO HA MOHOMEPHI
" 3aMemysieT ammiongorenes [10].

Ha nannbiit MOMEHT B Mupe pa3pabaThiBaloTCsl HO-
BbI€ JIEKApPCTBEHHBIE CPE/ICTBA IS JICUEHUS] CHCTEM-
HOTO amMuwiIongo3a. MexaHnusm ACHCTBUS NpenapaToB
ocHoBaH Ha PHK-mHTepdepeHny, HampaBieH Ha
MpeKpanieHne CHHTE3a OCHOBHBIX MATOJIOTUYECKUX
OETKOB BCIEICTBUE HAPYIICHHS TPAHCKPHIILIAK Ma-
tpuuHoii PHK npu nomomm mansix Mosekyn PHK,
KOJMPYIOIIUX JaHHble Oenku [26]. TlepBbiM 3aperu-
CTPUPOBAHHBIM JIEKAPCTBEHHBIM cpeactBoM MuPHK
cran natucupas (2018 r.). JlanHbIi mpemapar mpeaHa-
3HAYEH JUTs JICYCHUS TTOIMHEHPOTIaTHH Y TTallueHTOB C
TPAHCTUPETUHOBBIM aMIJIOUI030M.

B mepBBIX KIMHUYECKHX HCCIEIOBAHMIX MaTHUCH-
paHa, B KOTOPBIX M3y4anuch o3bl oT 0,01 1o 0,5 mr/
KI, YCTaHOBJICHO, YTO MPU BHYTPUBEHHOM BBEACHUU
Iperapar He HaKalIMBaeTCs B HEIENIeBhIX OpraHax.
JIByxiieTHee OTKpBITOE  IUIAe00-KOHTPOIHPYEMOE
KIIMHUYECKOE HCCIIeIOBAHNE IOKA3aI0 BBIPAKEHHOE
cHkeHue (~82%) KOHIEHTpaIMH TPaHCTHPETHHA Y
MAIMeHTOB C aMHJIOMI030M B CPaBHEHHUHU C TPYIIION
KoHTposst. Takue mokazaTenu, Kak JBUTATEIbHBIC
(hyHKIIMK 1 00IIee Ka4eCTBO KU3HU MAIIMEHTOB, OCTa-
BaJINCh CTAOMIILHBIMU Ha MPOTSKEHUH BCETO MCCIIENO0-
Banus. Kpome TOr0, HE OTMEYEHO 3HAYMMBIX U3MEHe-
HUN 3X0Kapauorpaduyecknx mapaMeTpoB U YPOBHEH
CepACYHBIX OMOMApPKEPOB.

[Tname0o-kOHTpOIMPYEMbIC KIIMHUYSCKUE UCTIBITA-
Hus 11 (a3, B KOTOPBIX H3ydalics MpUEM MaTHCHpaHa
B mo3e 0,3 MI/KT OZHOKpPATHO KaKIble 3 Hed. B Tede-
HHE TIOIYTOpa JIET, Joka3anu 3PGHEeKTHBHOCTh U 0e3-
OIMacHOCThH Tpernapara. Y MalKdeHTOB C HACJe/ICTBEH-
HBIM TPaHCTUPETHHOBBIM aMHJIOMI030M, TTOTY4aBIINX
Mpenapar, perucTpUpPOBAIOCh YMEHBIIICHUE TOIIUHBI
CepJCYHON CTEeHKH, YBEIMUYEHHE IHACTOIUIECKOTO
obBeMa U cepAedHoro BEIOpOca [27].

ByTrpucupan sBisieTcs BTOPBIM 3aperucTpUpO-
BaHHbIM mpenaparoM MUPHK-tepanuu st neuenus
HACJIEJICTBEHHOTO TPAaHCTUPETHHOBOTO aMMJIOH/03a
¢ nonunelponaruei. Crioco0 BBEICHHS: IOIKOKHO
1 pa3 B 3 mec. [26, 28]. [IpoBoauinuch ucciaer0BaHUs
HELIOS-B, nocsimieHnbie orieHke 3QPEeKTUBHOCTH H
Oe3omacHOCTH ByTpucHpaHa y narueHToB ¢ AT TR-kap-
nuomnaruei. [lpemapar uinu tiamnedo B 103¢ 25 MT BBO-
JIMIINCH MOJIKOKHO Kakaple 12 Hexd. B TedueHue 36 Mmec.
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Bcero 65110 pangoMu3upoBaHO 655 MAINEHTOB, U3 HUX
397 manuMeHToB IOyYaiu TOIbKO ByTpucHupan. Jleue-
HHE IaHHBIM TIPEnapaToM MPUBENIO K CHUKEHHIO PUCKA
CMEpTH OT JI000H MPUYMHBI M CEPACYHO-COCYAUCTHIX
coOBITHH B cpaBHEHHH C 1uanebo (koddduumeHT pu-
cka B obme# momymsiiuu 0,72, 95% moBepuTenbHBIN
untepsait 0,56-0,93, p = 0,01; xoaddunmueHT prucka B
nonyssiuy MoHotepanuu 0,67, 95% moBepuTenbHBIN
unrepsain 0,49-0,93, p = 0,02) u 6osee HU3KOMY PUCKY
CMEpTH OT JII000H NpUYUHEI B TeueHue 42 mec. (koad-
¢unment pucka 0,65, 95% noBepUTEIBHBIN HHTEPBAT
0,46-0,90, p = 0,01). Taxxe Ha dhoHE JIeUEHUS BYTPH-
CHUPaHOM OTMEYAJIOCh MEHEE BRIPAXKEHHOE yXY/IIIICHNE
(YHKIIMOHAJILHOTO CTaryca MaleHTOB, OICHEHHOTO
B O-MUHYTHOM TecTe XOAbObI (CpeIHEKBaIpaTHYHOE
oTKJIOHEHue 26,5 M, 95% noBepuTenbHBIA UHTEPBAI
13,4-39,6; p menee 0,001), a Takxe MEHee BBIPAKEH-
HO€ TPOTPECCHPOBAHNE YXYAIICHUS KadecTBa >KU3HU
mo KCCQ-OS (cpemnexkBaapaTHIHOE OTKIOHCHHE 5,8
6amoB; 95% noBeputenbHBIN HHTEPBAT OT 2,4 10 9,2;
p < 0,001). AnanmoruvHbie peUMyIECTBA HAOIONA-
JMCh B MOIYJIALUN MOHOTEpANMK ByTpUCHpaHOM. Ya-
cToTa MoOOYHBIX 3PPEKTOB ObLIA OMHAKOBOH B JIByX
rpynmax (99% B rpymie ByTpucupana u 98% B rpyme
m1are6o); cephe3Hble mobodHbIe dPPerTsr HAbTIONA-
miuch y 62% ManueHToB B Tpymie ByTPUCHpaHA U Y
67% mnarnueHnToB B rpymre miane6o [29].

OnHoOM M3 MPUYMH JIETATBHOTO MCXOAA MalUeHTOB
C CHUCTEMHBIM aMHIIOMJIO30M SIBIISIETCS XPOHHUYECKAs
roYeyHas HeIOCTaTOYHOCTb. J[JIst KOppeKIHu 3IeKTPO-
JUTHBIX HAPYIICHUN Y OOJIBHBIX MPOBOIUTCS TEMOIH-
a3 WIN MOCTOSHHBIN aMOylIaTOPHBIN NepUTOHEahb-
HBIH Malin3, KOTOPbIA MO3BOJSET YIYUYIINTh MPOTHO3
JAHHBIX MAIHEHTOB.

TpaHcmaHTanus MOYKH SBISETCS APPEKTUBHBIM
METOJOM JICUECHHUSI XPOHUYECKOW MOYEYHOM HEemocTa-
TOYHOCTH, 00YCIIOBICHHON CHCTEMHBIM aMHJIOUI030M.
Ilepecanka mpoBoauTCcs OOJBHBIM C MEJIEHHBIM TPO-
rpeccrupoBaHreM 3a00JIEBaHHUs, Y KOTOPHIX OTCYTCTBY-
I0T TPU3HAKH TOPaKEHUsI CepAla U KEIyIOYHO-KH-
meyHoro TpakTa. CoriacHO CTaTUCTUYECKUM JaHHBIM,
5-TIeTHSIS1 BBDKMBAEMOCTh OOBHBIX COCTaBISICT 65%, a
TpaHcmanTara — 62%, 9TO COMOCTaBUMO C TTO00HBI-
MM TOKa3aTelIsIMH B APYTHX TPYIIax OOIBHBIX XPOHU-
YecKol MoyeyHol HemoctaroyHocThio. Y 30% 0omb-
HBIX B MEPECAKCHHON MMOYKE MOXKET BHOBb Pa3BUTHCS
aMUJION/I03, OTHAKO OH CTAHOBHUTCS MPUYUHON TIOTEPH
TpaHCIUIaHTaTa Julllb B 2—3% ciy4aes [8, 17].

Jns jedeHus XpPOHUYECKON cepleyHOr Heno-
CTaTOYHOCTH Yy OOJBHBIX CHCTEMHBIM aMUJIOH030M
NPEANOYTUTENIFHO HCTIOJIB30BAHUE TIETIEBBIX JHYype-
TUKOB (TOpaceMu) B HEOOJIBIINX 103UPOBKax. Brico-
KH€ JI03bl JUYPETUKOB YMEHBINAIOT KPOBEHATIOJTHEHIE
JIEBOTO KENy/lI0uKa, CHIKAs CepIIeYHbI BHIOPOC, UTO
BEJIET K TUIIOTOHUH, oOMopokaM. beTa-ampeHoOmoka-
TOPBI TAKXKE YMEHBIIAIOT YaCTOTy COKpAIlleHUH cepli-
1a, 00beM CeplAeyHOro BHIOpOCa W YPOBEHb apTepH-

aJIbHOTO JaBiieHus. Takue npenaparsl, Kak cepledHble
[JIMKO3H/Il ¥ HEJUTUAPONUPUINHOBBIC aHTAIOHUCTHI
KaJpIUs (BeparnaMuil, AWIATHA3€M), MOTYT Hakarju-
BaTbCs B aMHJIOWJAE M CIIOCOOCTBOBATH BO3HUKHOBE-
HUIO HapyILICHUs NPOBOJUMOCTH CEpALa, MOITOMY
IIPOTHUBOIOKA3aHbl MALMEHTaM C aMUJIOMIHON Kapau-
omwmonarueit [4, 10, 11].

Hapymenust puT™Ma 1Mo THITY JKEITyJI0YKOBBIX TaXH-
apUTMHI TPeOYIOT YCTaHOBKH UMILIAHTUPYEMOTO Kap-
JHOBEpTepa-IepUOPUILITOpa ¢ LENbl0 NPOPUIaKTU-
KM BHE3AITHOH cepaeyHoi cMeptu. Hamnuue cunapoma
cJ1a00CTH CHHYCOBOTO y3J1a U aTPUOBEHTPHUKYJISPHOU
0JI0Kazbl SBJIAIOTCS [IOKA3AHUSAMM AJIs1 UMIUIAHTALUK
HCKYCCTBEHHOTO BoauTens putMma [8, 11, 12].

[IpononrupoBanHble Mpenaparsl cOMaTOCTaTHHA,
B YaCTHOCTH, OKTPEOTU-JIOHT B 03¢ 20 MI OAMH pa3
B MecCsL], 10Ka3aJl BBICOKYIO 3()(hEeKTUBHOCTH B KOP-
PEKLMM HapyLIEHUH MOTOPUKM KuuieyHuka [8, 12].
Jis kynupoBaHus 00JIEBOrO CHHAPOMA y IAlMEHTOB
C aMIJIOMJIHOW TOJIMHEHponarueil meixecoodpazHo Ha-
3HauUEHHE aJbIOBAHTHBIX aHAJIBI€THKOB-aHTHKOHBYIIb-
CaHTOB, AaHTUJICTIPECCAHTOB [§].

IIporuo3 npu amujiouao3e

B 1memoM CTOMT OTMETHTH MaoOIarompusTHEIN
MPOrHo3 Mpu OCHOBHBLIX TUIIAX CUCTCMHOT'O aMUJIOH-
no3a. Teuenue 3a0051eBaHNsl TECHO CBS3aHO C KOHKPET-
HBIM THUIIOM aMWJIOHMI03a U TOPAKECHHON CUCTEMOM
opraHoB. OIHaKO NpU CBOEBPEMEHHOM IPABUIBHO
MMOJIOOPaHHOM TTaTOTEHETUYECKOM WM CHMITTOMAaTHYe-
CKOM JICUECHUH, a TaKXe MOAJACPKUBAIOLIECH Tepanuu
MIPOAOJDKUTECIIBHOCTD )KU3HU MHOI'UX NAalTUCHTOB OCTa-
eTcs HeManoi. Hanmenee GraronpusTHBIM IPOTHO30M
xapakrepusyercsi AL-Tun aMuinonao3a, Ipu KOTOPOM
CpelHss MPOAOKUTEIBHOCTh JKM3HU HE MPEBBIIIAET
roga. Ormeueno, uro 6e3 neyenus ATTR-amumonmo3
B T€UCHHE 5—15 JIET MpOrpeccupyeT 10 TePMUHATHLHOU
CTaJNH CEePICYHON HEOCTATOYHOCTH WU MTOPAKEHUS
OTJEJI0B HEPBHOM cucTtemsl. IIporHo3 nanueHTos npu
AA-amuionj103¢ HanpsMyro cBsizaH ¢ 3((eKTUBHO-
CTBIO JICYCHHUS OCHOBHOTO ayTOMMMYHHOTO, HH(EKITH-
OHHOTO WJIM OTYXOJIEBOTO 3a00JIEBaHMS.

3akiroueHue

BogieueHue B marojorMuecKuil MpoIecc pas3iind-
HBIX OPraHOB M CUCTEM OOBSCHSET pa3HOOOpa3ue xa-
700 ManyeHTa U KIMHUYSCKUX CHUMIITOMOB TIPH aMU-
nounmo3e. JlanHas mpobiema ompenenseT auddepeH-
[UAITLHO JIMarHOCTHYECKUE TPYAHOCTH W TO3THIOIO
BepI/I(bI/IKaHI/I}O Juaraosa, 4To NpuBOAUT B KOHCYHOM
UTOTe K HECBOCBPEMEHHOMY CTapTy TEpaIruu U pPa3BU-
THIO OCTOKHEHHH. OCHOBHBIMH METOIaMH JUATHOCTH-
KW aMUJIOU103a SIBJISIFOTCST OMOTICHS TIOIKOYKHO-KHPO-
BOTO CJIOSI MITH TIOPAXKEHHOTO OpraHa ¢ OKPackol KOH-
ro KpacHbIM M JajibHEHIIee TUITHMPOBAHHE aMUIIOM]IA
MyTeM MPOTEOMHOI0 aHajM3a Ha OCHOBE MacC-CIICK-
TpoMmeTpun. B Hacrosiiiee BpeMsi pa3padarhiBarOTCS
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HOBBIE€ JIEKAPCTBEHHBIEC IPENaparbl, OCHOBAaHHBIC Ha
TEHHOW MHXEHepuH. MexaHu3M HX ACHCTBUS BKIIIO-
YyaeT HalleJMBaHWEe M WHUIMMPOBAHHE MpPEKpaIleHus
TpaHckpuriuu Haubonee BaxHbIXx MPHK, kotopkie
KOJMPYIOT OCHOBHBIE naTtonornyeckue oenku. C 2018
I. B IPaKTHKE HCIIONb3yeTcs MaThcupaH (mpemnapar
MuPHK), ¢ 2022 1. — ByTpucupan, HeoOXOAUMBIE IS
JICYEHUs] TPAHCTUPETUHOBOIO aMUJION 1034 C IOJIUHEN-
ponatueil. He Tepser akTyaJlbHOCTH CHMITOMaTHYe-
CKO€ JICYEHUE OCIIO)KHEHHHM CUCTEMHOIO0 aMUJION]103a,
B YaCTHOCTH TNpPUMEHEHHE [-aJpeH00IIOKaTOpPOB, WH-
rudutopoB AIlD, nmeTieBbIX ANYPETUKOB MPH 3aCTON-
HOM CepJIe4YHOM HEJOCTaTOYHOCTH, HCIOJIb30BaHUE
aJbIOBAHTHBIX aHAJIBI€TUKOB IPH IOJUHEHpomaTu,
Ipernaparbl COMaTOCTATUHA JUISL KOHTPOJISI KMIIEYHOU
Motopuku. C XX B. ansa neuenuss ATTR-amunonnosza
UCIOJIb3YIOT TPAHCILIAHTALMIO IIEUYEHU, HA JAHHBIN
MOMEHT aKTHBHO 3aHUMAIOTCS IEpEecajKod cepaua u

noyek. OTMeueHa MATHIICTHSSI BBDKHBAEMOCTH OOJIb-
HBIX U TPaHCIUIAHTaTa Mocje Mepecagku mouku (65 u
62% COOTBETCTBEHHO), YTO SIBJISETCS NMPOTHOCTHYE-
CKM ONarompusiTHBIM pe3yibTaroM. Takum obGpaszom,
pa3paboTKa HOBBIX METOJOB AMATHOCTUKU U JICYCHHUS
MO3BOJISICT YIYUYIIUTh MPOTHO3 TEUCHHS CUCTEMHOTO
aMHJION1032 Y TTAIlUCHTOB.

Konguaukr narepecon

H.A. CyxoBa 3asBisieT 00 OTCyTCTBUH KOH(IHMKTA
untepecoB. JI.O. TpycoBa 3asBiisieT 00 OTCYTCTBUH
koH(umkTa uHTepecoB. J[.A. UepHOB 3asBisieT 00 OT-
CYTCTBHHU KOH(IMKTA HHTEPECOB.

DuHAHCHPOBaHUE
ABTOpHI 3asBISIOT 00 OTCYTCTBHM (PMHAHCHPOBa-
HHS UCCIIEI0BaHMUS.

HNudopmanus 06 aBTopax

Cyxosa Hamanvs Anexcanoposna, KaHIUAAT METUIHH-
CKHX HayK JIOICHT KadeIpbl TOCIUTAILHONW TEPArUK U KITH-
HU4Yeckor (papMakosioruut ¢enepaisbHOr0 roCylapCTBEHHOTO
OFOPKETHOTO 00pa30BaTEIbHOTO YUYPEXKIEHHS BBICIIETO 00-
pazoBanus «KeMepoBckHil rocyapCTBEHHBIH MEIUIIMHCKHM
yHUBepcuTeT» MUHUCTEpPCTBa 31paBooxpaneHns Poccuiickoit
Oenepammu, KemepoBo, Poccuiickas ®eneparus; ORCID
0000-0001-6223-3377

Tpycosa Jlob6oeb Oneco6Ha, accUCTEHT Kadeapbl TOCIH-
TaJbHOM Teparuu M KIMHUYECKOH (apmakoioruu (enepaib-
HOrO TOCYAapCTBEHHOIO OIOPKETHOIO  00pa30BaTEIbHOIO
YUpeKaeHus Bbiciiero oopaszosanus «KemepoBckuii rocynap-
CTBEHHBIH MEIMLIMHCKUN YHUBepcUTeT» MUHHCTEpCTBA 3/1pa-
Booxpanenust Poccuiickort ®enepannu, Kemeposo, Poccwuii-
ckas denepanus; ORCID 0000-0001-6038-6214

Yepros [Imumpuil Anexcanoposuy, Bpad-IaToIOr0aHaTOM
FOCYAapCTBEHHOIO OO/PKETHOIO YUPEXKJICHUS 31paBOOXpaHe-
Hus ocoboro tuna «Ky3zbacckoe KIMHHYEeCKOe aToI0r0aHaro-
Muueckoe 6ropo», Kemeposo, Poccuiickas denepanus

Author Information Form

Sukhova Natalia A., PhD, Associate Professor, Department
of Hospital Therapy and Clinical Pharmacology, Federal
State Budgetary Educational Institution of Higher Education
“Kemerovo State Medical University”, Ministry of Health
of the Russian Federation, Kemerovo, Russian Federation;
ORCID 0000-0001-6223-3377

Trusova Lyubov O., Assistant Professor, Department
of Hospital Therapy and Clinical Pharmacology, Federal
State Budgetary Educational Institution of Higher Education
"Kemerovo State Medical University", Ministry of Health
of the Russian Federation, Kemerovo, Russian Federation;
ORCID 0000-0001-6038-6214

Chernov Dmitry A., Pathologist at the Kuzbass Clinical
Pathology Bureau, Kemerovo, Russian Federation, State
Budgetary healthcare institution of a special type

BKJ’Ia)I AaBTOPOB B CTATBIO

CHA — BKJIaJl B KOHLCIIHIO HUCCIICAOBAHUs, KOPPECKTHPOBKaA
CTaTbH, YTBCPIKIACHUC OKOHYATEIbHOU BepCcHUU IJIA ny6m/11<a-
11K, MoJIHag OTBETCTBECHHOCTD 3a COACPIKAHUC

TJIO — ananu3 NaHHBIX WCCIEIOBAHMS, HATMCAHUE U KOPPEK-
THPOBKA CTaTbU, YTBEP)KACHHE OKOHYATEIHLHOH BEPCHU IS
ny6n1/11<au1/11/1, IoJiHast OTBETCTBECHHOCTD 3a COACPIKAHUEC

qﬂA — [OJIYYCHHUC MNaHHBIX HCCJICAOBaHUS, KOPPECKTUPOBKA
CTaTbH, YTBCPIKIACHUC OKOHYATEIbHON BepCcHUu IJIA ny6m/11<a-
11U, MOJIHAaA OTBETCTBECHHOCTD 3a COACPIKAHUC

Author Contribution Statement

SNA — contribution to the concept of the study, editing, approval
of the final version, fully responsible for the content

TLO — data analysis, manuscript writing, editing, approval of
the final version, fully responsible for the content

ChDA4 — data collection, editing, approval of the final version,
fully responsible for the content

CITMCOK JIMTEPATYPbBI

1. Bartommn M.M., Ab6msxumona JILP., Capsununa
N.B. Penkas Qopma CHCTEMHOI0 aMMJIOHA03a C IOpaXke-
HueMm modek-Afib-amunonnos. OxHo-Poccuiickuit  xyp-
Hayl TepaneBTHueckoil mpaktuku. 2023;4(1):106-112. DOI:
10.21886/2712-8156-2023-4-1-106-112

2.Wechalekar AD, Gillmore JD, Hawkins PN.
Systemic amyloidosis. Lancet. 2016;387(10038):2641-54.
DOI:10.1016/S0140-6736(15)01274-X

3. Pameer B.B., Msacuukos PII., Bunorpagos ILII.,

Koznosckas JI.B., Moucees C.B., ®omuuena E.N., bepe-
roeckas C.A., Mepumna E.A., Koctuna C.A., Ctpuxkakos
JLA., PameeBa A.C., Tao ILIIL., dpankuna O.M. CucteMHBII
ATTR-amunounno3, peakas Gopma MOpakeHUs] BHYTPEHHHUX
opranoB. Panuonansnas ®apmaxorepanus B Kapauomorum
2019;15(3):349-358. DOI: 10.20996/1819-6446-2019-15-3-
349-358

4. Bonomnnosa E.B., Xopkuna N.10., [13100an A.M. u ap.
CucTeMHBIN aMHIION03 ¢ TOPAXKEHUEM Cep/la: 0COOCHHOCTH

==
EE
> =
==
B
=
on
=




144 On the issue of diagnosis and treatment of systemic amyloidosis

TEUeHHS ¥ TPYIHOCTHU JTHArHOCTHKH. APXUBH BHYTPEHHEH Me-
munuHel. 2024; 14(4): 312-320. DOI: 10.20514/2226-6704-
2024-14-4 312-320. EDN: KRLRKW

5. Benson MD, Buxbaum JN, Eisenberg DS, et al.
Amyloid nomenclature 2020: update and recommendations by
the International Society of Amyloidosis (ISA) nomenclature
committee. Amyloid. 2020;27(4):217-22. DOI:10.1080/1350
6129.2020.1835263

6. Kapoor P., Thenappan T., Singh E. Et al. Cardiac
amyloidosis: a practical approach to diagnosis and management
/I Am. J. Med. 2011. Vol. 124. Ne 11. P. 1006-1015. DOI.
org/10.1016/j.amjmed.2011.04.013

7. Kittleson MM, Maurer MS, Ambardekar AV, et al. Cardiac
Amyloidosis: Evolving Diagnosis and Management: A Scientific
Statement from the American Heart Association. Circulation.
2020;142(1):E7-22. DOI:10.1161/CIR.0000000000000792

8. KimmHnveckne peKoMeHAaliy 110 JHarHOCTHKE U Jiede-
Huro cucteMuoro ammiongosa / JI. B. JIsicenko, B. B. Pamees,
C. B. Moucees [u ap.] // Knunuueckas dapmaxoaorus u Te-
pamust. — 2020. — T. 29, Ne 1. — C. 13-24. DOI:10.32756/0869-
5490-2020-1-13-24

9. Bonderman D, Polzl G, Ablasser K, et al. Diagnosis
and treatment of cardiac amyloidosis: an interdisciplinary
consensus statement. Wien Klin Wochenschr. 2020;132(23-
24):742-61. DOI:10.1007/s00508-020-01781-z

10. Enuceea E.C. AMunonanasi KapaAuOMUOTIATH: TUa-
THOCTHKA W JedeHue. bailkaabCkuil MEIMLIMHCKUHN KypHal.
2023; 2(4): 11-23. Doi: 10.57256/2949-0715-2023-2-4-11-23

11. Yilmaz A, Bauersachs J, Bengel F, et al. Diagnosis
and treatment of cardiac amyloidosis: position statement
of the German Cardiac Society (DGK). Clin Res Cardiol.
2021;110(4):479-506. DOI:10.1007/s00392-020-01799-3

12. bakynuna H.B., Hekpacosa A.C., I'ynkoBa A.S. u ap.
CuCTeMHBIN aMIIION03: KIMHUYECKUE MTPOSBICHHS U TUAarHO-
ctuka // DddexruBnas Gpapmaxorepanus. 2020. T. 16. Ne 24. C.
68—76. DOI 10.33978/2307-3586-2020-16-24-68-76

13. Pearson K.T., Vota S. Amyloidosis and its
management: amyloid neuropathies // Curr. Probl. Cancer.
2016. Vol. 40. Ne 5-6. P. 198-208 DOI: 10.1016/j.
currproblcancer.2016.08.001

14.Rowczenio D, Quarta CC, Fontana M, et al. Analysis of
the TTR gene in the investigation of amyloidosis: A 25-year
single UK center experience. Hum Mutat. 2019;40(1):90-6.
DOI:10.1002/humu.23669

15. leynexea C.M., [I3epanosa JL.K., [lepenrenoBa M. A.,
[yTtoBa A.C., ITuraposa E.A., Congatosa T.B., bonnapenko
E.B., IBopsubuukoB S1.B., MuxeenkoB A.A., AOGpocuMOB
AO., Tpommna E.A. AMunouanslii 306: TpygHocTu qudde-
PEHLUAILHON INArHOCTUKH, BBIOOp TaKTHKH JieueHus // Kiu-
HUYECKasi M dKCIEepUMEHTalIbHasi Tupeonponorus. — 2024.
— T. 20.— Nol. —C. 49-55. doi: https://doi.org/10.14341/
ket12797

16. Ozdemir D, Dagdelen S, Erbas T. Endocrine
involvement in systemic amyloidosis. Endocr Pract. 2010
Nov-Dec;16(6):1056-63. doi: 10.4158/EP10095.RA. PMID:
20570812.

17. MyxuH, H. A. Hedponorus. HanimonansHoe pyKkoBOjI-
ctBo. Kparkoe uznanue / rn. Pen. H. A. Myxus. - Mockaa :
I'SO0TAP-Menna, 2020. - 608 c.

18. Iluporosa O.B. AMunono3 JIeTKUX Hereld UMMYHO-
ro0ynuHOB (AL-amunounnos). O630p nureparypsl. BecTHuk
remaronoruu, Tom XIX, Ned, 2023. C. 34-52.

19. Crenanosa, E. A. CucteMHbIi aMUION03 KaK HAXOJI-
ka Ha aytoricun / E. A. CrenanoBa // AOpUKOCOBCKHE YTCHUS:
Marepuaiibl Hay4HO-TIPAKTHUECKOW KoH(pepeHunu, MockBa,
19-20 mas 2023 roga. — Mocksa: OOLIECTBO ¢ OrpaHUYEH-
Hol orBeTcTBeHHOCTHIO "[IPAKTUUECKASA MEUIIMHA",
2023. - C. 117-120.

20. Ipoxomuuk, H. 1. Xapakrepuctuka amMuionao3a rme-
YEeHHU U APYTHX OpraHoB o maHHbIM aytoncuii / H. W. Ilpo-
xoruuk // I'ematonorus u racrposureponorus. —2017. - T. 1,
Ne 1. - C. 80-84.

21. Maurer MS, Bokhari S, Damy T, et al: Expert consensus
recommendationsforthesuspicionanddiagnosisoftransthyretin
cardiac amyloidosis. Circ Heart Fail 12(9):e006075, 2019.
DOI:10.1161/CIRCHEARTFAILURE.119.006075

22. Vaxman I., Gertz M. Recent advances in the diagnosis,
risk stratification and management of systemic light-chain
amyloidosis // Acta Haematol. 2019. Vol. 141. Ne 2. P. 93—106.
DOI: 10.1159/000495455

23. Dorbala S, Ando Y, Bokhari S, et al. ASNC/AHA/
ASE/EANM/ HFSA/ISA/SCMR/SNMMI expert consensus
recommendations for multimodality imaging in cardiac
amyloidosis: Part 1 of 2 evidence base and standardized
methods of imaging. J Nucl Cardiol. 2019;26(6):2065-123.
DOI:10.1007/s12350-019-01760-6

24. Tpoxomuuk H. WM. Ilaronmormueckass anaromusi. Ma-
KpOCKOIIMYEcKasl IHarHOCTHKa: ydeOHOe MmocoOme s CTy-
JCHTOB YUPEXKJCHNH, 00€CIIeUNBAIOIINX TOIyUYEHHE BBICILIETO
00pa3oBaHus MO CIEHUATBLHOCTH «MeInKO-1uarHoCTUIECKOe
neno» / H. W. Ilpokomuuk, A. B. Hlynsra. - I'pogHo: rprmy,
2019. - 240 c.

25. Gundapanenia BK, Sultanb MB, Keohaneb DIJ,
Schwartz JH. Tafamidis delays neurological progression
comparably across Val30Met and non-Val30Met genotypes
in transthyretin familial amyloid polyneuropathy. Eur J Neur
2018;25:464-8. doi:10.1111/ene.13510

26. Motpunuyk A. III., KacumoBa A. P. Manas unrep-
¢depupyromas PHK: norenuuan ucnoib3oBaHus B yCIOBHSIX
peanbHOil KIMHUYECKOH MpPaKTUKU. PeanbHas KIMHHYECKas
MpaKTHKA: JaHHbIC U JToKa3aTenbcTa. 2024;4(1):3-13.

27. Munosckuit N.I1., TTacuxos I'b., CmupHos B.B., Ko-
¢buanu N.A., ITonosa M.B., Crpyesa IL.A., Xautos M.P. IIpu-
MEHEHHUE TepareBTHUSCKUX HyKIEHHOBBIX KUCIIOT K HHTEep(e-
penunu PHK nnst cozmanus cpeAcTB mepcoHAIN3UPOBAHHON
menunuusl. bBUOnpenapatsl. IIpodunakrika, JUarHOCTHKA,
neuenue. 2024;24(2):157-171. https://doi.org/10.30895/2221-
996X-2024-24-2-157-171

28. JlaBpoB A.B., 3axmzemunckas E.B. I'ennas tepanus
KapJAMOMHUOIIATUH: BOBMOXKHOCTH U ONIVDKAHIIINE IEPCIIEKTUBBI
// KnuHudeckas M SKCIepUMEHTanbHas Xxupyprus. XKypran
nmenn akagemuka b.B. Ilerposckoro. 2023. T. 11, Ne 1. C.
32-46. DOI: https://doi.org/10.33029/2308-1198-2023-11-1-
32-46

29. Fontana M, Berk JL, Gillmore JD, et al. Vutrisiran in
patients with transthyretin amyloidosis with cardiomyopathy.
N Engl ] Med. 2024;Epub ahead of print. doi: 10.1056/
NEJMo0a2409134.

REFERENCES

1. Batiushin M.M., Ablyakimova L.R., Sarvilina 1.V. A
rare form of systemic amyloidosis with kidney damage-AFIB-
amyloidosis. South Russian Journal of Therapeutic Practice.
2023;4(1):106-112. DOI: 10.21886/2712-8156-2023-4-1-106-
112 (in Russian)

2. Wechalekar AD, Gillmore JD, Hawkins PN. Systemic
amyloidosis. Lancet. 2016;387(10038):2641-54. DOI:10.1016/
S0140-6736(15)01274-X

3. Rameev V.V, Myasnikov R.P., Vinogradov P.P,
Kozlovskaya L.V., Moiseev S.V., Fomicheva E.I., Beregovskaya
S.A., Mershina E.A., Kostina S.A., Strizhakov L.A., Rameeva
A.S., Tao P.P., Drapkina O.M. Systemic ATTR-amyloidosis, a
Rare Form of Internal Organ Damage. Rational Pharmacotherapy
in Cardiology 2019;15(3):349-358. DOI:10.20996/1819-6446-
2019-15-3-349-358 (in Russian)

4. Voloshinova E.V., Khorkina I.Yu., Dzuban A.M. et al.




N.A. Sukhova et al.

145

Systemic Amyloidosis with Cardiac Involvement: Features of
Course and Diagnostic Difficulties. The Russian Archives of
Internal Medicine. 2024; 14(4): 312-320. DOI: 10.20514/2226-
6704-2024-14-4-312-320. EDN: KRLRKW (in Russian)

5. Benson MD, Buxbaum JN, Eisenberg DS, et al. Amyloid
nomenclature 2020: update and recommendations by the
International Society of Amyloidosis (ISA) nomenclature
committee. Amyloid. 2020;27(4):217-22. DOI:10.1080/13506
129.2020.1835263

6. Kapoor P., Thenappan T., Singh E. Et al. Cardiac
amyloidosis: a practical approach to diagnosis and management
/' Am. J. Med. 2011. Vol. 124. Ne 11. P. 1006-1015. DOL.
org/10.1016/j.amjmed.2011.04.013

7. Kittleson MM, Maurer MS, Ambardekar AV,
et al. Cardiac Amyloidosis: Evolving Diagnosis and
Management: A Scientific Statement from the American Heart
Association. Circulation. 2020;142(1):E7-22. DOI:10.1161/
CIR.0000000000000792

8. Lysenko (Kozlovskaya) LV, Rameev VV, Moiseev S, et
al. Clinical guidelines for diagnosis and treatment of systemic
amyloidosis. Clin Pharmacol DOI:10.32756/0869-5490-2020-
1-13-24 Ther. 2020;29(1):13-24 (in Russian)

9. Bonderman D, P61zl G, Ablasser K, et al. Diagnosis and
treatment of cardiac amyloidosis: an interdisciplinary consensus
statement. Wien Klin Wochenschr. 2020;132(23-24):742-61.
DOI:10.1007/s00508-020-01781-z

10. Eniseeva E.S. Amyloid cardiomyopathy: diagnosis
and treatment. Baikal Medical Journal. 2023; 2(4): 11-23. doi:
10.57256/2949-0715-2023-2-4-11-23 (in Russian)

11. Yilmaz A, Bauersachs J, Bengel F, et al. Diagnosis
and treatment of cardiac amyloidosis: position statement
of the German Cardiac Society (DGK). Clin Res Cardiol.
2021;110(4):479-506. DOI:10.1007/s00392-020-01799-3

12. Bakulina N.V., Nekrasova A.S., Gudkova A.Ya.,
et al. Systemic Amyloidosis: Clinical Manifestations and
Diagnosis//Effective pharmacotherapy. 2020. Vol. 16. No. 24.
P. 68-76. DOI 10.33978/2307-3586-2020-16-24-68-76

13. Pearson K.T., Vota S. Amyloidosis and its
management: amyloid neuropathies // Curr. Probl. Cancer.
2016. Vol. 40. Ne 5-6. P. 198-208 DOI: 10.1016/j.
currproblcancer.2016.08.001

14.Rowczenio D, Quarta CC, Fontana M, et al. Analysis of
the TTR gene in the investigation of amyloidosis: A 25-year
single UK center experience. Hum Mutat. 2019;40(1):90-6.
DOI:10.1002/humu.23669

15. Deunezhewa SM, Dzeranova LK, Perepelova MA,
Shutova AS, Pigarova EA, Soldatova TV, Bondarenko EV,
Dvoryanchikov YaV, Mikheenkov AA, Abrosimov AU,
Troshina EA. Amyloid goiter: difficulties of differential
diagnosis, choice of treatment tactics. Clinical and
experimental thyroidology. 2024;20(1):49-55. doi: https://doi.
org/10.14341/ket12797 (in Russian)

16. Ozdemir D, Dagdelen S, Erbas T. Endocrine
involvement in systemic amyloidosis. Endocr Pract. 2010
Nov-Dec;16(6):1056-63. doi: 10.4158/EP10095.RA. PMID:
20570812.

17. Muhin, N. A. Nefrologija. Nacional'noe rukovodstvo.
Kratkoe izdanie / gl. Red. N. A. Muhin. - Moskva : GJeOTAR-
Media, 2020. - 608 s.

18. Pirogova O.V. Amyloidosis of immunoglobulin light
chains (al-amyloidosis). Literature review. The bulletin of
hematology. Vol. XIX, Ne4, 2023. P. 34-52.

19. Stepanova, E. A. Sistemnyj amiloidoz kak nahodka
na autopsii / E. A. Stepanova // Abrikosovskie chtenija :
Materialy nauchno-prakticheskoj konferencii, Moskva, 19—
20 maja 2023 goda. — Moskva: Obshhestvo s ogranichennoj
otvetstvennost'ju "PRAKTIChESKAJa MEDICINA", 2023.
—-S. 117-120.

20. Prokopchik N. I. Features of amyloidosis of liver and
other organs as revealed by autopsies/ N. I. Prokopchik//
Hepatology and Gastroenterology. —2017; 1(1): 80-84.

21. Maurer MS, Bokhari S, Damy T, et al: Expert

consensus recommendations for the suspicion and
diagnosis of transthyretin cardiac amyloidosis. Circ
Heart  Fail 12(9):e006075, 2019. DOI:10.1161/

CIRCHEARTFAILURE.119.006075

22. Vaxman I., Gertz M. Recent advances in the diagnosis,
risk stratification and management of systemic light-chain
amyloidosis // Acta Haematol. 2019. Vol. 141. Ne 2. P. 93—106.
DOI: 10.1159/000495455

23. Dorbala S, Ando Y, Bokhari S, et al. ASNC/AHA/
ASE/EANM/ HFSA/ISA/SCMR/SNMMI expert consensus
recommendations for multimodality imaging in cardiac
amyloidosis: Part 1 of 2 evidence base and standardized
methods of imaging. J Nucl Cardiol. 2019;26(6):2065-123.
DOI:10.1007/s12350-019-01760-6

24. Prokopchik N. I. Patologicheskaja anatomija.
Makroskopicheskaja diagnostika: uchebnoe posobie dlja
studentov  uchrezhdenij, obespechivajushhih poluchenie
vysshego  obrazovanija po  specialnosti  «Mediko-
diagnosticheskoe delo» / N. I. Prokopchik, A. V. Shul'ga. -
Grodno : grgmu, 2019. - 240 c.

25. Gundapanenia BK, Sultanb MB, Keohaneb DIJ,
Schwartz JH. Tafamidis delays neurological progression
comparably across Val30Met and non-Val30Met genotypes
in transthyretin familial amyloid polyneuropathy. Eur J Neur
2018;25:464-8. doi:10.1111/ene.13510

26. Motrinchuk AS, Kasimova AR. Small interfering RNA:
potential in real-world clinical practice. Real-World Data &
Evidence. 2024;4(1):3-13. https://doi.org/10.37489/2782-
3784-myrwd-46. EDN: XVNITY (in Russian)

27. Shilovskiy I.P., Pasikhov G.B., Smirnov V.V., Kofiadi
1LA., Popova M.V,, Strueva P.A., Khaitov M.R. Application
of therapeutic nucleic acids and RNA interference to create
products for personalised medicine. Biological Products.
Prevention, Diagnosis, Treatment. 2024;24(2):157-171.
https://doi.org/10.30895/2221-996X-2024-24-2-157-171 (in
Russian)

28. Lavrov A.V., Zaklyazminskaya E.V. Gene therapy of
cardiomyopathies: opportunities and current perspectives.
Clinical and Experimental Surgery. Petrovsky Journal. 2023;
11 (1): 32-46. DOI: https://doi.org/10.33029/2308-1198-
2023-11-1-32-46 (in Russian)

29. Fontana M, Berk JL, Gillmore JD, et al. Vutrisiran in
patients with transthyretin amyloidosis with cardiomyopathy.
N Engl J Med. 2024;Epub ahead of print. doi: 10.1056/
NEJMoa2409134.

Jna yumuposanun: Cyxoéa H.A., Tpycosa JI.O., Yepnos /J.A. K eonpocy o ouazHocmure u jedeHuu CUCEMHO20
amunoudosa. Komnuexcnvle npoonemvi cepoeuno-cocyoucmoix zabonesanutl. 2025;14(2): 136-145. DOI: 10.17802/2306-

1278-2025-14-2-136-145

To cite: Sukhova N.A., Trusova L.O., Chernov D.A. On the issue of diagnosis and treatment of systemic amyloidosis. Complex
Issues of Cardiovascular Diseases.2025;14(2): 136-145. DOI: 10.17802/2306-1278-2025-14-2-136-145

>
a
-
[
75|
=
75!
<
1




