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AHHOTauuA

Amunnongos npeactaBnseT cobol reTeporeHHyo rpynmny 3aboneBaHuii, acCoOLMMPOBAHHbIX C aHOMasbHOW arperauyein 6enKoB 1 KX OTIIOKEHNEM B
opraHax u TKaHsAX B BUJje HepacTBOPUMbIX Grbpunsin. Pa3HOPOAHOCTb KNNHNYECKNX NPOABNEHNIA AaHHON rpynnbl obycnosnieHa pasnnyHbiMu 6enka-
MV-NPEALIECTBEHHVIKaMM 1 NMOPaXXeHVEM Pas3fINYHbIX OPraHoOB 1 cucTeM. [lnarHocTuKa 3aboneBaHUsA CloXHa 1 TpebyeT OT Bpayell BbICOKOW KNVHN-
YecKol HacTopoxeHHOCTU. K coxaneHnto, B 60NbLINMHCTBE Cly4aeB ANarHOCTUYECKWI Ny Tb NaLneHTa HEO60CHOBAHHO yANMHeH, a 3$pdeKTUBHOCTb
Tepanuy BO MHOFOM OMNpeAenAeTcA CPOKaMu NOCTaHOBKM AvarHo3a. Yacto Kapanonor ABNAETCA NepBbiM CNeLmanicTom, K KoTopomy obpatyaetca
MaLVeHT C AaHHbIM TAXeNbiM 3aboneBaHneM. B cTaTbe ocBellieHbl NOAXOAbl K PaHHEN ANarHOCTUKE aMUIONA03a C MopaxeHrem cepaua.
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Cardiac amyloidosis in the practice of a cardiologist and therapist.
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Abstract

Amyloidosis is a heterogeneous group of diseases associated with abnormal protein aggregation and deposition in organs and tissues as insoluble
fibrils. The heterogeneity of the clinical manifestations of these disorders is due to various precursor proteins and damage to various organs and systems.
Diagnosis of the disease is complex and requires high clinical alertness from physicians. Unfortunately, in most cases, the patient's diagnostic path is
unreasonably long, and the effectiveness of therapy is primarily determined by the timing of diagnosis. Often, the cardiologist is the first specialist to be

approached by a patient with this severe disease. The article highlights approaches to early diagnosis of amyloidosis with heart involvement.
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BBepeHune

Amunonzios — oOMMiT TepPMUH COBOKYITHOCTY 3a00/1eBaHMIl,
CBSI3aHHBIX C aHOMa/IbHBIM CBOpadBaHueM 6e1koB u popmu-
pOBaHMeM HepacTBOPUMBIX aMUIOMIHBIX GUOPUII, KOTOpBHIE,
HaKaIl/IMBasACh B TKAHAX, BBISBIBAIOT IOBPEXJEHUE OPraHOB,
YTO B KOHEYHOM UTOTE€ MOXKET NPUBECTY K 3HAUNTEIbHBIM Ha-
pyurenusam vx ¢ynkiuii [1,2].

Bniepsble TepMuH «aMUIon» YIOMAHYT B 1842 I. HeMelIKUM
6orannkoM Marnacom IllneiieHOM, KOTOPBIIT 3aHUMAICS T10-
VICKOM KpaxMajia B pacTeHMAX, UCIO/Ib3ysl OJHO-CEPHOKMUC-
norHslit Tect [3]. C10BO IPOMUCXOAUT OT rpedeckoro amylym —
«KpaxMmasa». B MemuIVHY HaHHBII TepMUH BBe/l HEMELIKMit
natonor Pyponed Bupxos. B 1854 r. oH ommcan B cBoeit pa-
6ote «O BemiecTBe, 0OHAPY)XEHHOM B YETOBEYECKOM MO3Te I
CIIMHHOM MO3Te IIpM XMMUIYEeCKO} peaKLnu Ie/IIoN03bl» He-
6orblMe OKpPYI/Ible OTIOXKEHNS B HEPBHOI TKaHM, KOTOPBIE,

pearupys ¢ 0goM U CepHOIl KMCIOTOM, MEHAMN OKpac € KO-
pUYHEBOro Ha CuHUI [4, 5].

B Hacros1ee BpeMsl yCTaHOB/IEHO 42 BUfja aMWIOMHBIX (u-
OpWUIAPHBIX Oe/IKOB-IIPefIIeCTBEHHNKOB, 13 KOTOPBIX 14 06-
Hapy>XMBAIOTCS MCKIIOYUTENBHO B POPMe CUCTEMHBIX OT/IOXE-
HIIA, 23 — TOBKO B COCTABE JIOKA/JIbHOTO aMUJIONAA, @ 5 MOTYT
HPUCYTCTBOBATb B 06enx ¢opmax [6]. AMmionaos noppasye-
JISIETCST Ha 2 TUIA: CUCTEMHBI — aMWIONJ, PacIpOCTPaHsIeTCs
Ha PAaCCTOSIHMM OT MeCTa CHHTe3a OeIKa-Ipe/ieCTBEHHMKA, I
JIOKaJIbHBII. VI3BECTHO, UTO JIOKA/JIbHOE OT/IOXKEHVE aMUION A
(mnn onmyromep) Takke HabMIOZAETCsA IPY HEKOTOPBHIX 3a60-
JIeBaHUX, TAKUX Kak 6orme3Hp Ajbureitmepa, [lapkuHcona u
caxapHblii iyaber 2-ro tumna. OgHaKO UX He Ha3bIBAIT AMUJIO-
M/J03aMI1 BBI/IY CTIOKHOTO Iarorenesa [6].

HecMoTpst Ha 9TMONOINYECKYI0 TeTePOreHHOCTh CUCTEMHO-
r0 aMIIONZ03a, KIMHUYECKIe IPOSIBIEHNsI Pa3INIHbIX GOpM
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BO MHOIOM COBIAJAOT U 3aBUCAT OT IIOPa>KEHHOTO OpraHa.
Yaire BCero aMuIoON03 IIOpakaeT cepplie, OPraHbl LIEHTPab-
HOJI BEreTaTMBHOIL, epugepudecKoli HEPBHOM CUCTEMBI, 0Y-
KI1, [TeYeHb, POTOBMILY I71a3, JIETKNE I Ap.

Cy1LecTBYIOT pas/inyus B JAHHBIX O KOIMYECTBE aMUIONT0-
TeHHBIX OeKOB-IIpeIIeCTBEHHNKOB, KOTOPble MOTYT BBI3bI-
BaTh aMMION/03 C IIOpAXKEHMEM CepALia. B mocienHeM 0O0HOB-
JIeHMY HOMEHK/IATypbl ammtonza ot 2024 r. [6] ykasbiBaeTcs o
HaIM4Iun 8 6e/IKOB-IIpeIIeCTBEHHNKOB, KOTOPbIe MOTYT CTAaTh
IPUYMHON KapfuaabHOro aMmmonpoda. OHM KpaTKO OmMca-
HbI B Tabn. 1. B 0630pe ]. Maleszewski [7] u3 xnnuuxknu Mayo
(2015 r.) Tarxoke BkaodeHsl ALys (Lysozyme) — co6CTBeHHBI
Heony0/IMKOBaHHbIN onbIT aBTopa, AApoAll (Apolipoprotein
A-1I). OuarHoctuka amnomunomnpoTenH A-II-accoummpoBaH-
HOTO aMMJION[03a IIPOBOAV/IACh HA OMONICUITHON TKaHU II0Y-
KI, IIPY 9TOM ITIOPaKEeHNe CEPALIA OLIEHMBAIOCh C MOMOIIBIO
HEeMHBAa3MBHON Busyammsauuu [8]. B mybmukaumm pabodueit
rpynmsl EBpornerickoro obijecTBa KapAnonoros 1o 3abonesa-
HUSAM MUOKapfa u mepukappa ot 2021 r. taxoke ykasanst AFib
(Fibrinogen a) — amnion/03, CBsI3aHHBII ¢ QUOPUHOTEHOM A, 1
AGel (Gelsolin) — reiconmuoBblit amunonnos [9].

Ceppue ABIAeTCA OFHUM M3 Hambojiee 4acTo IOpakaeMbIX
OpraHOB IPY aMMIONO03€, ¥ eT0 BOBICYEHHOCTD IPefICTaB/IA-
eT coboil OAVH M3 OCHOBHBIX (DAKTOPOB, OIPERe/IAIOIX BbI-
KuBaeMocTh manyenta [10]. Yem panbiue 6ymer ob6Hapys>xeH
KapAiMa/IbHbII aMUIOUI03, TeM JTydllie Iporuos [11], u uMeHHO
KapfIMO/IOT MOYKeT OKa3aThCA IepBBIM BpayoM Ha JUArHOCTH-
YeCKOM ITy TH MTALVIeHTa.

Kak 3anofo3punuTb ammiionaos Ha npuneme
y Kapguonora?

B Hacrosee Bpems: cBbiire 98% cry4aeB cepaedHOro aMuIo-
Mf03a CBsA3aHO ¢ ammtongosoM yerkux reneit (light chain amy-
loidosis — AL) u TpaHCTMPETHHOBBIM aMUIoN030M (transthyre-
tin amyloidosis - ATTR). AL BbI3BaH arperaryesi 1erkux Liemes
MOHOK/IOHA/IbHBIX IMMYHOITIOOY/IMHOB (KaIima, 1sIMOfa), Ipoxy-
IVIPyeMBIX [IVICKpa3ueli m1asMaTndecknx kineTok. AT TR BbisBan
cBOpaunBaHyeM (GUOPWIT 13 OelKa-IIpeAIleCTBeHHNKA TPaH-
crupernHa (TTR). OH MO>KeT M3MEHATHCA B pe3y/IbTaTe My TalluI
TeHa, Ipu ceMeitHoiT (popme 3a00/IeBaHsI, B BUJI€ BAPUAHTHOIO
tuma (HacmenctBeHHOro — ATTRv), m60 o HeM3BeCTHBIM HPH-
YMHAM IpU OproOPeTeHHOM, HEHACTIEACTBEHHOM THIIe («IMKOTro
TUIIa», paHee Ha3bIBAEMBIIl «CEHMIBHBIM», «CTAPYeCcKuM», wild
type - ATTRwt). TTR, Kak 13BeCTHO, IPUCYTCTBYET B HALIIEM Op-
raHM3Me B HOpMe, BbIpabaTbIBA€TCs B IIEYEH 1 TPAHCIIOPTUPYET
TUPOKCKH ¥ peTnHON. IIpuunnst passutis AT TRwt, ornoxenns
HepacTBOPUMbIX (pOpM/U1 M3 HOPMATbHOTO BapuaHTa Oeka B
HIO>KVJIOM BO3PACTe, OCTAIOTCS HEBBISICHEHHBIMIL.

s oboux 3aboneBaHMii XapaKTePHO IPOrPecCUpOBaHME
CeplevHOll HEeJOCTATOYHOCTY C PECTPUKTUBHBIM IaTTep-
HoM [12], yacto Ha ¢oHe cuHycoBoro purma. IlpmsHakm u
CHIMIITOMBI, KOTOPBI€ JO/KHBI BBI3bIBATD IIOf03PEHIE Ha aMII-
JIOMAO03, YaCTO HeCHel(UYHbI, II09TOMY YCTAHOB/ICHNUE [ya-
THO3a 3aTPYHEHO. B CBA3M C OTCYTCTBIMEM APKUX IPOABICHMIT
Heo6X0fiIMa HaCTOPOKEHHOCTb Bpadell K JaHHOMY I'PO3HOMY

Ta6bnuua 1. KpaTkoe onucaHue TMnoB cepae4yHoro ammnonaosa

Tun amunonga BeHOK-ﬂPeAI.IlecTBeHHI/IK

Immunoglobulin light chain - nerkve uenn

AL UMMyHOrnobynuHa (Kanna, naméaa)

AH Immunoglobulin heavy chain - Taxenble
Lenv MMMyHornobynvHa

ATTRwt Transthyretin - TTR

ATTRv Transthyretin - TTR

AA Serum amyloid A - CbIBOPOTOYHbI aMuno-
NIHbIN 6enok

AApoAl Apolipoprotein A-l - anonunonpotenH A-l

AApOAIV, ankuii Tvn Apolipoprotein A-IV - anonvnonpoteunH A- IV

AApoAIV, BapraHTHbI Tun | Apolipoprotein A-IV — anonunonpotenH A- IV

AB2M, BapyiaHTHbI TUMN 32-microglobulin - B2-mukpornobynmH

AANF - n30nmpoBaHHbIN
npefcepAHbIN aMUnonao3

Atrial natriuretic factor - npeacepgHbin
HaTpuitypeTnyecknin aktop

3aboneBaHM0. CHMITOMBI YaCTO HaIlOMMHAIOT IPM3HAKK 60-
7iee pacrpocTpaHeHHBIX 3aboneBanuit [13]. Ins obneryenus
AMArHOCTUKM M MHMIMaumy v epeHnnanbHO-IMarHOCTHU-
4eCKOro Iy Ty aMmnmonzosa (0 KOToOpoM OyAeT CKasaHo jajee)
paspaboTraHa CCTeMa «KPACHBIX (p1aroBs»:

O6wue «kpacHvole pnazu» onsa ATTR u AL:

1. Kapauonoruyeckue:

o CYIMIITOMBI Cep/IeYHOI HelOCTaTOYHOCT;

* YBeJIMYeHNUe TOJIIVMHBI CTeHKH JeBoro (JDK) 1, Bo3aMoXxHO,

npasoro xenynodka (IDK) npu sxokapamorpadum (9xoKI)

6e3 cooTBeTcTBMA Ha dMekTpokappauorpamme — IKI' (cHu-

>kenue Bonbraxka QRS)*;

nceBgonHpapKTHbIe 3MeHeHMs Ha DK

HapyIleHNs] PUTMa M HPOBOAUMOCTHU CEpALa, HeoOXomm-

MOCTD B YCTaHOBKeE 37IEKTPOKAPAVOCTYIMYIATOPA;

puacronnyeckas ¢ynxums JUK 2-ro tuna wim 6onee;

OMIaTanys Ipefcepamit;

CHIDKeHMe npoponbHoit fedpopmannu JDK ¢ coxpaneHnem

B alMKaIbHOM 9aCT;

CTEeHO3 a0PTa/IbHOTO KJIAIIaHa;

nuddysHoe cy6IHAOKApAMATbHOE WM TPaHCMypaibHOE

II03/jHee yCUJIeHMe Taflo/IMHNA IPY MarHUTHO-PE3OHAHC-

Hoit Tomorpadun (MPT) cepaia ¢ yBenudyeHmeM BHeK/Ie-

TOYHOI 00beMHOI PPAKIUL;

CTOJIKO€ HU3KOYPOBHEBOE IOBbIIIEHNE TPOIIOHNHA, II0BBI-

LIE€HHbII YPOBEHb HATPUITYPETUIECKOTO NENTUR;

HEIlepeHOCHMOCTb  Ba3OAWIATUPYIOIINX aHTUTUIEPTeH-

3VBHBIX IIpenaparoB (TMIIOTEH3Ms [IPpU MPUMEHEHNN) WIn

HeoObACHNMAA HOPMalu3alys apTepuarbHOrO AaBIeHUA

IIpY TIpeLIeCTBYIONIel apTepUanbHOl TUIIEPTEH3UM;

» OPTOCTATMYECKas TUITOTEH3NA.

2. Kenmymo4yHo-KuIeYHble CUMIITOMBL: YepefoBaHNe I1Mapen
U 3aII0pOB, TOIIHOTA, HOTepPsl alIeTUTA.

3. IByCTOPOHHMII CMH/IPOM 3aIIACTHOTO KaHasa.
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4. Tlepucpepuyeckas HeBPOIATHUs, MPOSABIAIOLIAACT OHEMe-
HIEM U TIOKaJIbIBaHNEM B KOHEUHOCTSX.

5. IpyTue: ycTanocTh, HeflepKaHue MOYM, IPEKTUIbHASA JIC-
byHKLyA.

Bnecepoeunvie kpacrvte prnazu ATTR:

1. Cy>eH1e IO3BOHOYHOTO KaHa/a (CIIMHA/IbHbIN CTEHO3).

2. OdranpMonornyeckue CUMITOMbL: V3MEHEHNUS B POrOBI-
Iie, BK/IIOYAs ee YTOMIIeHNe WV OKpallBaHue.

3. BospacTHas IpeapaconoXeHHOCTb: 3a00jIeBaHMe dallje
BcTpevaercs y muy crapiie 60 ner (ATTRwt — 06bI4HO ¥
JIomeit cTapiie 75 feT).

4. CemeVtHBIN aHaMHe3: Hamyuye MyTanuii B TeHe TTR mmn
cay4as 3aboneBanus B cembe (st ATTRv).

5. CHOHTaHHBII paspbIB CyXoxxmmus burernca (6e3 mpeptre-
CTBYIOIIETO TPaBMAaTIYEeCKOTO BO3/IE/ICTBIUA).

Kpacnvie pnazu AL:

1. TTocTostHHAst HEOOBSICHMMAS YCTAIOCTb.

2. TloTeps Macchl Tena.

3. Hedporudecknuit CHHAPOM: OTEKM U IIPOTENHY PUSL.

4. HapyiueHns QyHKIUM [TOY€EK: [TOBBIIIEHNE YPOBHS Kpea-
TUHJHA B KPOBIL.

5. Makpornoccus.

6. YBenuienye IOo9€eNI0CTHOM >Ke/IE3Bl.

7.llepnopburanbHas mypnypa [14, 15].

*CTONUT HaIIOMHUTD, YTO CHIDKeHNEM BonlbTaxka QRS cnepyer
CUMTATh CHIDKEHMe aMIUIMTYZAbl KoMInekca QRS B cTaHAapT-
HBIX OTBeleHNAX (0T KOHEYHOCTelT) MeHee 5 MM U/M/N B TPYA-
HBIX OTBENeHIAX MeHee 10 MM.

CoracHO pekoMeHJauMAM, cOPMMPOBAHHBIM pabouei
TpyMIoN sKcrepToB EBporelickoro ob1jecTBa KapAanonoros OT
2021 r., mpu BeIABIeHNN runeprpoduu JIXK>12 Mm u Hamu-
9um OGHOTO u/win Gonee «KpacHbIX (IaroB» HeOOXOXUMO
MCKIIYeHne aMunonfosa. Ilpy mopospernn Ha aMUIONA03
HeoOXO[MMO UCKIIIOYUTb Hamudue cybcrpara s AL-amuo-
Ul03a, T.e. Ha/JM4Me IaTOMOTMYECKON CEeKpeLMN IeTKUX Iierei
MMMYHOIIOOY/IMHa, KOTOpBbIe BEIPaOaThIBAIOTCS OIYXO/IEBBIMIU
KJIeTKaMM B KOCTHOM Moasre. I noareepxaerns AT TR-amu-
JION03a UCIIONb3yeTCsA CLMHTUTPadMs MUOKap/a C IIpMMeHe-
HJeM KOCTHOTO Tpelicepa, mupodocdara texuniys. B cnyqae
ATTR ceppaue HakalMBaeT [aHHBIL pagmodapmipenapar
(P®IT) Tak >ke uay 607blile, 9€M KOCTHAs TKAHb.

AJ'II'OPVITM NCKNYeHA amuionposa cepaua

Iaman:

o IpOBelleHNe CUMHTUIPAagUy MUOKApAa, BKIIOYAOLIee B
ce0s1 mpuIle/IbHOE IUIAHAPHOE MCCTefoBaHye U OxHOGO-
TOHHYIO 3MUCCHOHHYI0 KOMIIBIOTEPHYI0 TOMOrpaduio
(ODIKT) cepawa yepes 1/3 4 rocie BHyTPUBEHHOTO BBe-
meHus TexHenus — 99m-nupodocdara, 99m Tc-3,3 - mu-
docdono-1,2-nponaHopnKapOOHOBOI KICIOTOM Mmu 99m
Te-ruppoxcnmernnenpudochonarom (B Poccun nocrynen
npenapar «99mTc-Ilupdorex»);

* UMMYHOXMMMIYECKIII aHa M3 06Pa3LiOB CBIBOPOTKI KPOBIL,
BK/IIOYAIOLINIT 97IeKTPOdOpe3 GeIKOB CBIBOPOTKY 1 MOYH C
UMMyHO(DUKcalyelt, KOMM4eCTBEHHOe OIIpefie/ieH e Cofep-
»kaHus cBobonHbIx terkux rereit (CJI11]) mmmyHOrmoOymu-
HOB CBIBOPOTKY KPOBY C OIIp€e/IeHIIeM UX COOTHOLIEHVIS
u anexTpodopes OeNKOB CyTOYHON Mouy (OIpeneneHye
6enka Benc-JI>koHca).

Il aman:

o IIpu OOHAPYXXEHNM MOHOK/IOHA/IbHOTO Oenka (Hmaparpo-
TE€MHA) WIM aHOMAJIbHOIO COOTHOIIEHMS JIETKUX Iielein
KaIma/siMbia peKoOMeHyeTCs IPOBeieH e OMOIICHY TIOf -
KOXXHO->XKMPOBOJI K/I€TYAaTKM, KOCTHOIO MO3Ta WM IOpa-
>KEHHOTO OpraHa C OKpallMBaHMEM KOHTO KpacHbIM. IIpn
TIOTIOXKUTENBHOM De3y/bTaTe — TUIMPOBaHME aMM/IOUJA:
TIPOTEOMHBIN aHAJIN3 C MICIIO/Ib30BaHMEM MacC-CIIEKTPOMe-
Tpuu («30/I0TOTO CTAHAAPTA»), UMMYHOTMCTOXVMUN VN
VIMMYHO3/IEKTPOHHOJM MUKPOCKOIINY;

34

o mpy Ha/muuy HakomnteHna GRADE 2 wiu 3 mo gaHHbBIM
O®3KT uepes 3 u nocne BBenenusa POIT - nposenenne
TeHeTHYECKOI0 UCCIeOBAHNA C 1eIbI0 UCKITIOYEHNA/TIOf -
TBepX/jeHna Mmytauym refa TTR.

B nHactosmee Bpemsa mna amarHoctuku ATTR mocratouHo
HEMHBA3MBHBIX METOMOB, OMOIICMIIHOe IOATBEP)XKIeHNME He
Tpebyercs.

ATTR Bepuduunpyercs npyu Hamrany Hakornenust GRADE
2 win 3 no gaHHbBIM OOIKT uepes 3 1 moce Beferns POII
IpU OTPUIIATENbHBIX pe3y/lIbTaTaX IeMaTOIOTMYeCKMX TeCTOB
CBIBOPOTKM KPOBM ¥ MOYM U IIpM HAIM4IMM KPUTEPMEB Ha
9xoKI/MPT.

Bce ocTanmpHble TUIBI aMMIOM[030B MOXXHO CYUTATh IOA-
TBEPK/ICHHBIMU IIPU BBIABIEHUN aMMJIONM[A 11O pe3yabTaTaM
9HIOMMOKAP/VA/IbHOI 61OTICHY MO0 IIPY BBISBICHNN aMUJIO-
UJa 110 pe3y/IbTaTaM 3KCTpaKap/uanpHoil 61oncum (KOCTHOro
MO3ra/IOIKOXHO-KMPOBOIT K/IETYATKI/TIOPa>KEHHOTO OpraHa)
nipu Hamyuy kpurepues Ha OXoKI wi MPT.

B KavecTBe WUIIOCTpaLIMM IPELCTABIAEM 2 KIMHUYECKUX
cydas.

KnuHunuyeckun cnyvan 1

ITanmenTka N., 56 7neT, HeKypAljasd, C aKTUMBHBIM obpa-
30M XXU3HM, 6e3 XpPOHMYeCKNX 3a00/IeBaHMIl, IMEEeT B aHAM-
He3e JIMTEIbHBIN OTKa3 OT ymorpebneHus msca. B 2022 r.
IJIMTENIBHO VMeTa CUMIITOMBI PeCHMpaTOpHOI MHGeKINH,
HOC/Ie Yero 3aMeTW/Ia NOsABJIeHNe CaboCTy, yTOMIAEMOCTH,
OJBILIKI ITPY IIPUBBIYHBIX PU3MIECKUX HATPY3KAX, YTO CBSI3BI-
BaJa C IepeHeceHHbIM 6poHxuTOM. PaHee He 06crenoBanach.
O6patuaach B 4aCTHYIO KIMHUKY C YKa3aHHBIMU >Kamob6aMu
B uioHe 2023 r. [lo ganupiM IKI' 3aperncTpupoBaHbl CHUXKe-
Hye BonbTaxa QRS, 6/10kaza mepegHert BETBY I€BOM HOXKN
myuka Iuca, TakKe OINCBIBAIOTCS «PYOL[OBble M3MEHEHNs
MIOKapfia Meperopofgo4Hoit obmactu». Ilo maHHbIM OX0KI:
¢dpakunms Beibpoca (PB) - 50%, 30HBI TUIIOKMHE3NN 3aHEN
crenku JDK, pwnaraums nesoro mpepcepaus (39x62 mm),
MUTpa/bHasA peryprutaumsa 2-it creneny, runeprpodus JDK
(TommumHa MeXOKeTyTOYKOBOJ Ieperopoiku — 14,5 MM, TONI-
myHa 3agHeit crenky JDK - 18 MM), Mabiil BBIIIOT B IIO/IO-
ctu nepukappa. Ilo faHHBIM y/IBTPa3ByKOBOTO MCCIEI0BaHUA
I/IEBPa/IbHBIX TIO/IOCTEIl BBIABIEH [BYXCTOPOHHUII THUJpPO-
Topakc (cmpaBa — 1o 900 mi, cmeBa — 5o 100 M), B CBA3H ¢
4YeM SKCTPEHHO TOCINUTA/IN3MPOBaHa B IIyTbMOHOIOTMYECKOE
oTfieNeHMe cTanyoHapa MockoBckoit obmactu B mioHe 2023 1.
B ananusax KpoBu o6parano BHUMaHIE Ha/lu4due TUIIONPO-
tenHemun (50 r/m). ITo gannbiM KT opraHoB rpygHOIt KIeTKU
BbIABJIEHDBI JBYCTOPOHHMII IMJPOTOPAKC C MPU3HAKAMI KOM-
[IPECCHOHHO-ATE/IEKTATNIECKNX V3MEHEHMII 06OMX JIeTKuX,
BEPOATHO, 3aCTOMHOIO XapaKTepa, Majblil IMAPOIEPUKApH.
CocTosiHMe pacLieHEHO KaK OCTPbII OPOHXUT, JeKOMIIEHCa-
IV XPOHMYECKON CeplevyHOl HefoCTaTOYHOCTH Ha (oHe
HepeHeceHHOro MH(papKTa MMOKapfa HEM3BECTHBIX CPOKOB
maBHOCTU. IlpoBopmiaach aHTHMOAKTepuanbHas, AUYpeTHde-
CKasd Tepanusd, NMalMeHTKa BBINMCAHA C PEeKOMeHJaluAMMU
IIOCTOSIHHOTO IIpMeMa IpenapaToB: BepommupoHna, Topace-
Muja, OMCONPOIONa, AaTOPBACTATVHA, ALETU/ICATNIMIOBOI
KkucnoTbl. [Tocie BBIMMCKY IO JAHHBIM TaO0PAaTOPHBIX MCCTIe-
JOBaHMII KPOBM: MO3TOBOJM HATPUITYpETUYECKMIA MENTUp —
7060 nr/mn. Ilpu nepdysmoHHO! TOMOCUMHTUIpadUM MU-
okappa (cuaxponmsuposansoit ¢ 9KI') ot 5 uroms 2023 r. ¢
texHenueM (99mTc-MVIBI) ybequTebHBIX JaHHBIX 3@ 049Ar0-
BO-pyO1[0BO€ TOpa’KeHNe MIOKap/a He MOMTy4IeHO.

YunutsiBast BbIpaXXeHHYI0 IUIepTPOGII0 MIOKapAa 110 AaH-
HbiM Ix0KI, cHmkenne BonbTaxka QRS Ha IKI, Boicokue 6110-
MapKepbl ¥ 3HAYMUTE/IbHYIO NPOTEMHYPUIO, 3alI0O3PEH aMu-
nonupo3. B aTom cnyuyae mepBBIM 00C/IeOBaHUEM SBIANOCH
BBIIONIHEHMe cumHTUrpaduu Mmuokappa ¢ nmpodocdarom
TexHenus: KoaduumeHT HakomIeHns B Miokapze 1,12 yepes
3 4 110cr1e BBe[leHMA MH/IMKATOpa — KapTMHA He XapaKTepHa [/iAd
ATTR (GRADE 1); puc. 1.
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Puc. 1. CunHTurpaduueckasn KapTuHa yepes 3 4 nocne BBepe-
Hua PO y 6onbHoli cAL-amunonpgosom (GRADE 1):

a - NaHapHOe UCCNIeA0BaHMNe — CTaTMYecKas CUMHTUrpadus B
nepegHei npamon npoekuun. CpaBHeHe HakonneHus POI B
obnacTu cepgua (2) ¢ KoHTpnaTepanbHol obnacTbio pebep (1). Mpun
BbluncneHnn cootHoweHua — GRADE 1 - BuamMmoe Hakonnexue,
HO ero MHTEHCMBHOCTb HUXE, YeM B KOCTHBIX CTPYKTypax; b —
rmbpugHoe nccnegosanne — OO3KT: cteHka n nonocts JTXK B
obnacTu ceppua (4) yeTko He AndPepeHLMPYIOTCA, HaKoneHne
PO npeumyLecTBeHHO B Nyne KPoBY (MOKa3aHO CUHUM LIBETOM),
He npeBbllWaeT HakonsieHne B pebpax. Lindpoi 3 otmeueH
NMO3BOHOYHMK.

a

Ha cnegyromem 3Tane npy MMMYHOXMMMIYECKOM MCCTIERO-
BaHUM KPOBM VM MOYM B CHIBOPOTKE YBEINYEHO KOINYECTBO
nmsmbpa-CJIL mo 314 mr/n (Hopma — 5,7-26,3) ¢ gucbamancom
coorHouteHus Kanma/msim6ma-CJIL - 0,04 (Hopma - 0,26-1,65),
TaKKe B Mode BbIgBjieH 6emok benc-JI)koHca naMbia B ciiefo-
BOM KOJIMYECTBE, CyTOYHAA IPOTEUHYPUA COCTaBU/IA 6,57 T/CyT.
TakuM 06pasoMm, BbLAB/IEHA ITapanpoTenHeMys. I yCTaHOB-
nernsi AL-amutonio3a HeoO6X0xMMO MOPQOIOrNIeCcKOe MOf-
TBepIKfieHue. BoIrmonHeHa 61101ICst TIOBKOXKHO->KIPOBOIL K/IeT-
YaTKM IepefHel OPIOIIHOI CTeHKU. Bo Bcex mpemapaTax mo
XOJy KOJUIaT€HOBBIX BOJIOKOH ¥ B CT€HKAaX OT/E/NbHBIX COCYLOB
OIIPee/SAI0TCS OTIOXKEHNSI MacC amuionaa. B rpenano6uorn-
Tare KOCTHOTO MO3Ta IIPY MMMYHOQII0OPECHIEHTHOM UCCIIEf0-
BaHUM TaKXXe OOHapy>KeHs! Hernosutel AL-ammnonna, namona
(++). YpoBeHp mmasmMonuTosa KOCTHOTO Mo3ra coctaBun 8%,

CONSILIUM MEDICUM. 2025;27(1):32-37.

4TO MeHbllle KPUTEPUs AMAarHo3a MUEIOMHOI 6onesHu. [Ina-
rHocTrpoBaH AL-ammnoupmos. KoHcynbTupoBaHa Tremarono-
TOM, MHMLIMMPOBaHa MOMUXMMUOTEPanus 1o nmporokory VCD.

KnuHunuyeckun cnyvam 2

MysxumHa N., 83 ropa, paHee — IPOQeCCUOHANBHBIN TpeHep
CIIOpTa BBICIIVX JJOCTVKEHNIL, KOTOPBIIA, BB/ Ha TIEHCHIO, IIPO-
[O/DKaeT aKTMBHBI 00pa3 >KU3HM, IIPOXONNUT €KErOfHbIE [MC-
IIaHCepU3aLM, Ha/IM4ule XPOHNYEeCKUX 3a00/IeBaHMil B aHAMHe3e
otpunaer. C fekabpsi 2022 r. oTMeYaI TOCTENIEHHOE I He3HAYUTEIb-
HO€ CHYDKEHMe TOIEPaHTHOCTH K (py3MIecKuM HarpysKkam B CBA3U
C OZIBILIKOIL. B siHBape B CBA3Y CO CHIDKEHNEM CIIyXa OOpaTHICcs K
OTOPMHOJIAPVHTO/IOLY, IO TIPUYMHE Yero IPOBOAWINCh NHDY3UU
JeKcaMeTa30Ha B TedeHe 7 JHell, Ha (hOHe Yero OTMETHII IOsIBTIe-
HJI€ TSDKECTH B JIEBOJ IIOJIOBMHE IPY/IHOI KJIETKM, IIPOTPECCHPOBa-
HI€e OfIBILIKY ITPY MYHMMA/IbHOJ HarpysKe 1 B 1Tokoe. Jocrmram-
3MPOBaH B KIMHIKY KapAMOIOTMM C IEKOMIIEHCALIMEN CEPIETHOIN
Hegocrarognocty. ITo ganupiv KT o6pariano BHUMaHe CHIDKe-
HIe BonbTaxka QRS B cTaHapTHBIX OTBefieHnsAX (puc. 2). ITo pan-
HbIM Ix0KT - chmkerne @B no 35%, cucronmyeckas QyHKLA
000VIX JKETy[IOYKOB CHIDKEHA, 30H HapYIIEHNs JIOKaJTbHOI COK-
parumoctnn JDK He o6Hapy>keHO, fuaranysA IIONOCTelr 060-
UX Ipeficepauit (eBoe mpencepmye: 39,18 mi/M%, mpaBoe Tpeq-
cepmye: 39,69 mn/m?), rumeprpodus JDK (tommmua Mexoxe-
JIyJOYKOBOJM IIEpEropogky — 1,7 cM, TOMIMHA 3afHEN CTEHKU
JDK - 1,6 cM), TpUKyCIIMAaIbHAsA perypruranusa 1-2-if cTeleHu,
MUTpa/IbHas PEerypruTanms 2-it CTelleHM, [UACTOMIecKas JyC-
¢dynkims JDK 3-ro tuma (E: 106 cm/c. A: 22 cm/c. E/A (N - 1):
4,8. Emed: 6,1 cm/c. E/Emed: 17,4. Elat: 7,9 cm/c 13,5 cm/c E/E:
15,2), B HONIOCTH TepUKapfa MUHMMATbHOE KOMIMYECTBO SKUJ-
Kocty (4 MM), IPU3HAKY JIETOYHOJ TMIIepTeH3mu (cycrommdec-
KOe JJaBjieHMe B JICTOYHON apTepuyt — 51 MM PT. CT.), OTKPBITOE
oBajIbHOe OKHO. Ha (hoHe IpoBeNeHHOro jiedeHs SAB/IEHNS cep-
Ie4HOV HeOCTATOYHOCTY KOMIIEHCUPOBAHBL B CBA3K ¢ Ha/m4u-
€M HU3KOTO BOJIBTaXA B CTaHJAPTHBIX oTBefieHMsAX Ha OKI' mpu
Hamrayy rueprpodun JDK no ganubiM OxoKI, npusHakos cep-
TEeYHOI HeNOCTATOYHOCTY 3aIofo3peH ammtongos. ITo faHHBIM
cuiaTUrpadum Muokapga ¢ POIT (mmpodocdarom TexHeris):
K09 UIMEHT HAKOIUIEHNsI B MUOKapfie 2,28 MO CPaBHEHMIO C
KOHTp/IaTepaibHOI pedepercHoit obmactpio (+128%), GRADE
3 - cumaTUrpaduyeckas xaptuna ATTR cepama (puc. 3). B au-
HamuKe Ha OxoKI' @B - 57%, cucrommyeckas GyHKLIUA COXpa-
HEHa, OJHAKO OTMEYaeTCsl CHIDKeHMe ITI0OAIbHON IPONOIbHOM
medopmarmu JDK (-9,5) ¢ coxpanennem fedopmaniy B 06macTi
Bepxyiku (puc. 4, a, b), imacromnyeckas pucdynkuns GRADE 2.
ITpyt IMMYHOXMMIYECKOM aHajm3e 6e/IKOB KPOBYU M MOYY IAHHBIX
3a TIaparpoTeNHEMHIO He [ONy4eHo. TakuM 06pasoM, IMarHoOCTH-
posar ATTR. IIposenen Taroke [JHK-anamus, mo pesynmbraram
KOTOPOTO ITATOT€HHBIX U BEPOATHO NIATOT€HHBIX BAPMAHTOB B TeHEe
TTR He 06HapY>KeHO, YTO TOBOPUT O HA/IMYMI CEHUIBHOTO, a He
HacnencTBenHoro ATTR-amunonposa. ViHnnmmpoBsaHa Tepamys
tadammzycom — crabmmsaropom 6emka TTR. [TarmenT coxparsi-
€T aKTUBHBII 00pa3 KM3HM, 3aHNMAETCs CIIOPTOM. SIByeHmst cep-
[e4YHOIT HeTOCTATOYHOCTH, TOTPeOOBaBILEe TOCIIUTAIN3ALNY, He
OTMeYeHbI JI0 HACTOAIIETO BPEMEHN.

B nanHOM cy4ae, yYuThIBas PeryiApHble AMCIAHCEPU3ALIAU
U aKTUBHBIII MHTEpeC Mal[MeHTa K COCTOSHUIO COOCTBEHHOTO
3[J0POBbs, paHee HeOHOKPATHO BhINoNHANMach OX0KI, o maH-
HBIM KOTOPOIf OIVMCaHO Hamuuue runeprpodum crenox JIDK.
OpHako, BEpOATHO, KapTMHA MHTEPIPETHPOBaNach BpayaMu
KaK pe3y/IbTaT BbICOKOI (QU3NYECKOil aKTMBHOCTY MY>KUMHBL
Hanuume nuckoppanTHOro Huskoro sonbraska Ha OKI ABma-
€TCsA 04eHb APKUM IPOSIBIEHNEM aMIIONT03a.

Crnepyer 06paTiTh BHMMAHIE, YTO HAZIMYle OTPULIATE/IBHOTO
TreHeTMYECKOro TeCcTa He McKmodaeT guarHo3a ATTR (tummy-
o maunuedt ¢ AT TRwt — moskunoit yenosexk ¢ GRADE 2-3 o
cuyHTUrpanun ¢ POII, ¢ oTpunaTebHbIMYU reMaTONOIMYeCKH -
M TECTAMU ¥ OTPULIATE/IbHBIM TeHETUYECKIM TeCTOM). BaxxHo
OTMETHTD, YTO OTCYTCTBUE aMIIONAA IIpU OMOICUM PA3InNy-
HBIX OPTaHOB TaKXke He uckaoyaet Auargosa ATTR. K coxxarne-
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Puc. 2. 3KI naumneHnTa ¢ ATTR-amunongosom.
B cTaHZapTHbIX OTBEAEHNAX — CHUXKEHME BONbTaXka komnnekca QRS
(amnnuTypa Komnnekca — MeHee 5 Mm).

[ AT-1n2:8S

Puc. 3. CumHTUrpadunueckas kapTuHa y 6onbHoro ¢ ATTRwt:

a — NnaHapHoe nccefoBaHNne — cTaTuyeckan CUMHTUrpadua

B nepepHen npamoii npoekumun. CpaBHeHne HakonieHnsa PO

B 0obnactu cepaua (2) c KoHTpnaTepanbHol obnacTbto pebep (1).
Mpwu BblYMCNEHNN cooTHOLWeEeHMA — Grade 3 — BUAVMOE HaKoMNeHMe,
HO ero MHTEHCUBHOCTD Bbille, YeM B KOCTHbIX CTPYKTYpaXx;

b - rubpugHoe nccnegosanue — OOIKT: ueTko AnddepeHLMpyOTCA
cTteHKa X (3), JTXK (5) n mex>xkenynoukoBas neperopopka (4)
[nokasaHo »enTbim LBeTOM], HakonneHre PO B KOTOPbIX
NpeBbIWAeT HaKomMeHne B pebpax.

a

Im: 181
DFOV 417 cm
BONE

0.6mm 0.5625:1 /1.2
364 SFOV50.0cm

HII0, OIIMOKY 1TOfJ06HOTO poJia ABIAIOTCSA JOBOBHO YaCTBIMM
U 110 HACTOsIee BpeMs, 3a/iepKMBasl IOCTAaHOBKY AMAarHo3a u
MHVIVAIIO TePATINIL.

Oco6eHHO Ba>KHO YUMTBIBATD, 4T0 A/1s1 AT TRwWt XxapakTepHbI
HOSABJIEHNE CUMIITOMOB 1 Ja/IbHejilllee UX IPOTrpecCupoBaHue
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Puc. 4. OxoKrl-kapTuHa y 6onbHoro ¢ ATTR-amunongosom:

a - rnobanbHas npogonbHan gedpopmaumns JIXK («bblunii rnasy,
«BWLLEHKa Ha TOPTE»), B aHIOA3bIYHON NuTepaType — global
longitudinal strain. Ctpenka «1» yka3biBaeT Ha BepXxyLuKy JIXK,

B KOTOPOW NapameTpsbl fedpopmaLim (Mo-npoCcTomy roBops,
COKPaTMMOCT) COXPaHeHbl (0TMeYeHO KpacHbiM). CTpernka «2»
yKa3blBaeT Ha 6a3anbHble 1 CpeiHNe CErMEHTbI, B KOTOPbIX AaHHbIV
napameTp cHkeH (peHomeH apical sparing);

b - 4-kamepHas nosuuna npu IxoKr. CTpenku «3» 1 «5» yKasblBaoT
Ha cTteHKM MK n JIK cooTBETCTBEHHO, «4» — MeX>KenyfouKoBasn
neperopofkKa (obpaliaet BHUMaHme Hanmume «3epHUCTOCTA»).

Poak Systolic Strain
ANT_SEPT

B IIOXXMJIOM U CTap4ecKoM Bo3spacTe. COITTacCHO CTaTUCTHKE Be-
POATHOCTb HAIMYMA aMUION[[03a B TAaKOI I'PYIIIe MalllIeHTOB
MoxkeT gocturarb 20%, 4T, BO3MOYXXHO, HAXOINUTCS B 06paTHON
3aBUCUMOCTY OT YaCTOTHI HAIIPaB/ICHNs Ha 00CIefOBaHMs Ha
IpefMeT BBLAB/ICHNS JaHHOTO 3a00/IeBaHNUA.

HecmoTpst Ha TO YTO B HAHHON CTaThe 0bOa MalyeHTa paHee
OTPULIA/IM Ha/IM4Me XPOHMYECKUX 3a00/IeBaHNIA, HAHHbII (BaKT,
6ecCIIOpHO, He IO/DKEH MOCESTh JIOXKHYIO MBIC/Tb, YTO TaK IIPOVIC-
xomuT y Beex. ITanyeHTsl, Kak 1 ocTa/ibHble, MOTYT IMETb B aHaM-
Hese MH(aPKTBI, OIlepaTHUBHbIe BMEIIATe/IbCTBA, HEKOHTPOIMpYe-
MYIO apTepya/IbHyI0 TUIIEPTEH3IIO, AHEMMUIO U IPYTHE IIATONIOT UM,

3ak/oyeHne

KTII/IHI/I‘{CCKI/IC HpOHBJIeHI/IH aMMnIongo3a pa3H006pa3HbI, B CBA-
31 C 4YeM BBICOKa BaXKHOCTb C/TaXKEHHOI pa6OTI>I CIIeMaancToB,
HeoOXomuM MyJIBTUAVICIMIUIVHAPHBI TTOAXOJ, K IVMAarHOCTUKE
CUCTEMHOI0 aMMJIONAO3a. HpOI‘HO3 BO MHOI'OM OHpe)Ie}IHeTCH
COCTOAHUEM cep,uua IIalIEeHTa. AMI/IJ’IOI/I,[[OS Tpe6yeT BHIIMATE/Ib-
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HOCTY Bpadell PasHbIX CIIeLAIbHOCTEI1, B 0COOEHHOCTY Kapamo-
JIOTOB, I 3HAHMSA «KPACHBIX (1aros». CHIDKEHME BpeMeHM OT Ha-
Yajia IIOAB/IEHVA CYMITOMOB JIO IIOCTAHOBKY JIMarHo3a, paHHee
BBISIB/ICHVE aMIIOMHON KapAVOMMOIATIY Y Haya/Io IaToreHe-
TUYECKOI1 TepaIlny 3HAYMTE/IbHO IOBBIIIAOT IIAHCHI Ha 9 dek-
TUBHOE JIeYeHNe, YTO 3HAYMMO Y/IydIlaeT IIPOrHO3 /LA NaljieHTa.

PackppiTiie MHTEPECOB. ABTOPBI JEKTAPUPYIOT OTCYTCTBIE
SIBHBIX V1 IOTEHIMA/TbHBIX KOH(/IVIKTOB MHTEPECOB, CBS3AHHBIX
¢ myOmuKalueit HacTOsAIel CTaTbN.
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