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KnuHanyeckuin cay4yain reHepann3oBaHHOTO aMWION03a
(ATTR-amumon03) c HpOrpaguieHTHBIM TeYeHeM XPOHMIECKO
CepAeYHON HeJOCTATOYHOCTH

KAMHUYECKOE HABAIOAEHME
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DIBHY «HayuHO-MCCAEAOBATEALCKMIT MHCTUTYT KOMIAEKCHBIX MPOBAEM CEPAEUYHO-COCYAUCTBIX 3ab0AeBaHUM» MuHobpHayku Poccun, Kemeposo,
Poccusi

AHHOTauus

HecMoTpst Ha HaAMUME Pa3AMUHBIX MPU3HAKOB AaMUMAOMAO3A CEPALIA («KPACHbIE (PAArM»), BHEAPEHME B PYTUHHYIO MPAKTUKY HOBbIX HEMHBA3UBHbBIX
METOAOB AMArHOCTUKM (TexHoAorum Speckle Tracking ¢ nomolubio axokapanorpadmm, cCUMHTUIpamm Mrokapaa ¢ nupodocdaTom TexHeuus, re-
HETUUYECKOIrO TECTUPOBAHUSI, CKPUHMHIA HA CBOOOAHBIE AEFKME LIEMU MMMYHOIAOBYAMHOB AASL MCKAIOUEHMSI AL-aMMAOUAO33), KOTOPblE 0BAAAQIOT
BbICOKOM CMeumndMUHOCTbIO M YyBCTBUTEABHOCTbIO, TPAHCTUPETMHOBas (ATTR) KapArOMMONaTHsi BCE ellle OCTAeTCsi CAOKHO AMArHOCTUPYEMbIM
3a60A€eBaHneM, 0COGEHHO B PaHHME CPOKM, KOTAA AeHeHME SIBASIETCS Hamboaee 3ppekTMBHBIM. B cTaTbe NMpeAcTaBAeH KAMHMYECKMIA CAydait
ATTR-amMunAOMAO3A C MPEUMYILECTBEHHBIM MOPAXKEHUEM CEPALIA, MPOSIBASIOLUMIACS TSIXKEAOM AMACTOAMUECKON CEPAEYHOM HEAOCTAaTOUYHOCTbIO, pe-
3UCTEHTHOM K AedeHMio. CPOKM OT MOMeHTa 1-ro anmM3oAa AeKOMIMEHCAUMKU CEPAEHHOM HEAOCTATOYHOCTU AO CMEPTEABHOIO MCXOAQ COCTABASIIOT
4 MEC, UTO MOATBEPXKAAET ObICTPOE MPOrPECCUPOBAHUE TIXKEAON OUBEHTPUKYAIPHOM AMCYHKLMU cepala. HeCMOTpst Ha HaAMuMe y nauveHTa
KaPAMAAbHbIX M 3KCTPAKapPAMAAbHbBIX «KpacHbIX haaroB» ATTR-aMMAOMAO3a, AMArHO3 YCTAHOBAEH Mpu ayTorncuu. B pabote npoaHaAmM3mMpoBaHbl
BO3MOXHbIE OLIMOKM paHHEN AMArHOCTMKM Ha aMOYyAQTOPHOM M CTaLIMOHAPHOM 3Tarnax BEAEHMs! MaumeHTa.

KAloueBble cAOBa: TPAHCTUPETUHOBbIM AMUAOMAO3, KapPAMOMMOMATUS, XPOHUYECKAs! CEPAEUYHAst HEAOCTAaTOUHOCTb, AMACTOAMYECKAsI CepAeYHast
HEAOCTaTOUYHOCTb
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CASE REPORT
Clinical case of generalized amyloidosis (AT TR-amyloidosis) with a progressive course
of chronic heart failure. Case report

Daria P. Golubovskaya™, Elena V. Dren’, Anastasiia V. lurkina, Tamara B. Pecherina, Olga L. Barbarash
Research Institute of Complex Problems of Cardiovascular Diseases, Kemerovo, Russia

Abstract

Despite the presence of various signs of cardiac amyloidosis ("red flags"), the introduction into routine practice of new non-invasive diagnostic
methods (Speckle Tracking technology using echocardiography, myocardial scintigraphy with technetium pyrophosphate, genetic testing,
screening for free light chains of immunoglobulins to exclude AL-amyloidosis), which have high specificity and sensitivity, transthyretinic (ATTR)
cardiomyopathy is still a difficult to diagnose disease, especially in the early stages when treatment is most effective. The article presents a clinical
case of ATTR-amyloidosis with predominant heart damage, manifested by severe diastolic heart failure resistant to treatment. The timing, from the
moment of the first episode of decompensation of heart failure to death, is 4 months, which confirms the rapid progression of severe biventricular
dysfunction of the heart. Despite the presence of cardiac and extracardial "red flags" of ATTR-amyloidosis in the patient, the diagnosis was established
at autopsy. The paper analyzes possible errors of early diagnosis at the outpatient and inpatient stages of patient management.
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BBeaenue AL-ammonpo3 (ammmonpo3 nerkux uener) [1]. Hecmotps Ha

B xappuonorum mpumepno 90% cmydaeB NpUXOZUTCA Ha
2 TuIa CUCTeMHOTO aMMIOUJ03a C TIPEVMYINeCTBEeHHBIM II0-
paxernuem cepana: ATTR-ammmonsos (TpaHCTUPETNHOBBIIL) 1

BHeJIpEHNE B a/ITOPUTM IaTHOCTUKM HOBBIX BEICOKOCTIEIM(IY-
HBIX ¥ BBICOKOYYBCTBUTE/IbHBIX HEMHBA3UBHBIX METOLOB [2],
Hammune crenyduyeckoro nedenus — ¢ 2021 r. 8 Poccmitckoii
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Tabanua 1. Tokasarean IxoKIl' B AMHammke
Table 1. Echocardiography indicators in dynamics

Hata nposemenna IxoKI'

ITokasarenmu 9xoKT

17.12.2021 01.04.2022 01.06.2022 14.06.2022
@B o Cumricony, % 61 50 39 28
YO, mn 84 67 41 28
CU, n/mun/m? 2,3 2,0 1,9 1,2
MexoKenyno4koBas Ieperopopka, cM 2,3 2,5 2,5 2,5
3a/iHAA CTEHKa JIEBOTO XKeTyfo4Ka, CM 1,6 1,7 1,8 2
VIMM, r/m? 255 260 275 294
O6c¢tpykumsa BOJDK Her Her Her Her
KO no Teitxonpiry, Mt 118 108 113 108
JII, cm 4,5 4,6 4,7 4,7
JnameTp IpaBoOro >KemyAouKa, CM 1,7 1,8 2 2
IUIACM, MM PT. CT. 22 52 56 67
CreneHb perypruTanyuy Ha MUTPanbHOM K/IallaHe 1 1 2 2
CreneHb perypruTaluuyu Ha TPMKYCINUaTbHOM K/IallaHe 0 2 2 2
Tun OJJDK He ouenuBancs 2 2 2
GLPS Avq, % He onenuBanca He ouennsanca -4.4 -3,6

IIpumeuanue. KJJO — koHeuHo-MacTommyecknit o6vem, JJJIA

cuer

— CUCTONIMYECKOE JaBJIeHNe B Iero4Hoit apTepun, VIMM - nHpieKcupoBaHHas Macca

muokappa, GLPS Avq - cpenHee sHageHme 061weit npogonbHoit gedopmanun JDK Ha ke cuctonst (cTperi).

Depeparuy BHEAPEH CEMEKTUBHBI CTaOMIN3ATOP TPaHCTUPe-
tuHa (Tadpammpnc) o nedenns ATTR-amumonposa 3], — amu-
noupgHas kapauomuonatus (AKMIT u KMIT) Bce ewe ocTaeTcs
3a007eBaHyeM, KOTOPOE MIMeET BBICOKYIO PAacIIPOCTPAHEHHOCTb,
HO HU3KMII IPOLIEHT AMATHOCTUYECKN TOATBEP>KACHHBIX C/Tyda-
eB [4, 5]. Kak nmpaBuo, 3abo/eBaH1e TUarHOCTUPYETCS IIPY Ha-
JIMYUY pasBEPHYTON KIMHIYECKO KapTUHBI TAXKETON cepred-
Hoit HegocrarouHocty (CH) mwm mocmeptHo [6, 7]. Jokasano,
YTO NPU CBOEBPEMEHHOM HA3HAYEHUM MATOTEHETNYeCKOll Te-
pamuu (o npossineHns CH) cylecTBeHHO CHM)KAeTCsA 4acToTa
TOCTINTANN3ALNI, CMEPTHOCTD, YIYYIIAeTCA KadeCTBO XKM3HU 1
nporHos manuenTa ¢ AT TR-amunongosom [3]. B gaHHOI cTaTbe
IIpefcTaB/eH KIMHNIecknit cmydait Tedennsa AT TR-amummonpo-
3a C IPeMMYIeCTBEHHBIM IIOpaXKeH)eM Cepflia, KOTOPDIi IOJ-
TBEP>KZIeH II0 JaHHBIM ay TOTICUIL.

OnucaHMe KAMHM4EeCKOro CAy4asi

IMarnuent X. (My>xunHa) 45 5eT cuntaer ceb6s OOTBHBIM C
mexabps 2021 r., KOrfja MOSIBM/IACh OfBIIIKA IIPY YMePEeHHON
¢usnueckort Harpyske (PH). Torga >xe OH rOCIIMTAMN3NPOBAH
B CTAL[MOHAP C THEBMOHMeL. B rocnmTabHbII TepIUOJ 110 faH-
HBIM 97neKTpoKapanorpadum (IKT) Buepble 3abuKCHpOBaHbI
OYaroBble HapyIIeHUA MPOLECCOB PeIoIAPU3alny B MIOKap-
Ie IO BceM CTeHKaM jseBoro enynouka (JDK), samennenne
BHYTPUIIPEACEPAHOI IPOBOAMMOCTHY; IO SXOKappuorpadpun
(9x0KTI') obHapy>keHa BbIpaKeHHas CMMMETpPUYHAs TUIEp-
tpodust JDK 6es o6¢cTpykuuu Beixoguoro otaena JDK (BOJDK)
(tabm. 1). AprepuanbHas IMIePTEH3MA M KIMHUKA CTEHOKap-
IVMU B aHaMHe3e He IPOCTIeXMUBAIUCh. IIoc/e KIMHUYECKOTo
paspellleHMsI THEBMOHMM COXPAHANACh OfbIIIKA B IIpefenax
I pyuxunonanproro kmacca (PK) mo kraccuduxarym NYHA
(mkane Hpto-Vlopkckoit accounaiuu cepiua). Panee K kapauo-
JIOTy He HaIlpaBJIsIN.

AnamHes xu3HM. [TanyieHT poc M pa3sBUBAICA COOTBET-
CTBEHHO BO3PACTY, IMeeT BOVX 3JOPOBbIX JeTell. AHAMHES 110
CepieYHO-COCYANCTHIM 3a00/IeBAHNAM He OTATOLEH.
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Y maiueHTa MMEIOTCA CIefyoline NH(EKIMOHHbIe 3a60Te-
BaHyA: BUY (Bupyc nMMyHOmepUIUTa YelTOBeKa) Hey TOYHEH-
HOIt faBHOCTU (pemimccusi Ha (OHe Tepammu), XPOHIIECKIIT
BupycHbli renatut C. Kypur c 17 ner go 10 curaper B JieHb,
HApKOMaHMIO OTPUIIAET.

O6pawaer Ha cebst BHuMaHue T0, 4T0 B 2014 I. maumeHT
MIPOXOAWI JIeY€eHVe TYHHENIBHOTO CMHAPOMa CJIeBa CO CIabbIM
TIOJIOKUTENbHBIM 3¢ deKToM, B 2015 I. — IPyIHOTO OCTEOXOH-
nposa (amobs! Ha 60/IE3HEHHOCTD U CTAbOCTh B BEPXHUX KO-
HEeYHOCTAX). B 2015 I. Mo JaHHBIM MHCTPYMEHTAIbHBIX MCCIIe-
JoBaHUIT peructpuposana mumdaneronarus (JIAIT) 6promrsoin
MIOJIOCTY ¥ aKCWIIIPHBIX MuMpaTndecknx y31oB. Toraa xe mo
IKT ommcansl MeTabOMMYeCKIie M3MEHEH VST B MIOKap[e.

[MauyenT paboTan rpy3dmkoM, TonepanTHocTs K PH co-
XpaHsIach BBICOKas HO fekabps 2021 r., moce dero ObIT BBI-
HY)X/[IeHHO IIepeBefileH Ha O0jIerdeHHsbI TPys (BOJUTENDb II0-
TPy34MKa) M3-3a OfIBIIIKN.

TeueHue HacTOsILIETO 3a00AeBaHus

1-i1 sanm3op mexomnencanuu CH. 01.04.2022 obparwics B
nomkmHuky I'BY3 «KKK] mm. akan. JI.C. Bap6aparra» ¢ >xa-
nobamu Ha onpiuky npu 6srrosoit ®H (III @K mo NYHA). ITo-
e Boo6cenoBaHNA — YIbTPa3BYKoBoro uccnenosanus (Y3I1)
IUIeBPa/IbHBIX IIOJIOCTEe}l — BBLABJICH JABYCTOPOHHUII THAPOTO-
pakc 10 cm cneBa, 7,5 cM crpaBa, 110 IOBOAY YEro HallpaBJIeH
B npuemHoe otpenenre ['BY3 «KKK] um. akap. JI.C. Bapba-
paia» ¢ Hocefyoulell TOCIuTaIn3alyell B OT/ie/lIeHNe HeOT-
JIOXKHOV KapAVONOTUy C MPU3HAKaMy OCTPOVI I€KOMIIEHCALIN
CH (OJICH) [8].

O6bexTnBHBI cTaTyc (mpreMHoe otaeneHye — 01.04.2022).
Ob11iee cOCTOsIHIE — CPefHeI CTETIEHY TSHKeCTH, 00y CTIOB/IEHHOE
OIICH. CosHaHMe ACHOE, I&KUT C IPUIOTHATBIM M3TOJIOBbEM.
Ko>xHble TIOKPOBBI U BUIMMBIE CIM3UCTBIE — OTE€THO-PO30BBIE.
ITepudepudeckue mumdaTndecKme y3abl He yBemudeHbl. CuM-
MeTpMYHble OTeKV [0 YpOBHsA KoreHa. HabyxaHme sipeMHBIX
BeH. Bec - 66,0 k1, pocT — 170 cM, OKpy>kHOCTb Tamuu — 79,0 cM,

TEPATIEBTMYECKMM APXMB. 2024; 96 (7): 695-700.
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Puc. 1. daeKTpoKapauorpamma.
Fig. 1. Electrocardiogram.

Puc. 2. Tpexmepnas IKI (anukaAbHOe YeTbipexkamepHoe
cevenue). Ha hoHe BbIpakeHHOrO CUMMETPUYHOTO
yToALleHMst cTeHOK AXK oTMeuaeTcs «CBeueHne» MMoKapAaa
C FUMEeP3XOreHHbIMU BKAIOYEHUSIMM — TABIOKaMM aMHUAOMAQ
(yKaszaHbl CTpeAkamm).

Fig. 2. Three-dimensional echocardiography (apical four-
chamber section). Against the background of a pronounced
symmetrical thickening of the walls of the left ventricle, there
is a glow of the myocardium with hyperechoic inclusions —
lumps of amyloid (indicated by arrows).

OKPY>KHOCTb befiep — 65,0 cM. VIHzeke Macchl Tena — 22,8 Kr/M%
JIpIxaHMe )KeCTKOe, OTCY TCTBME IbIXaTe/IbHbIX ITyMOB B HVDKHIUX
OT/Ie/IaX JIETKNX € 00enx ctopoH. Yacrtora fgpixanus - 18 B mu-
"yty. Carypamms (SpO,) — 91%. IIpu mepkyccum — Tymoit 3ByK
IO yI/Ia JIOMATKM ¢ 06enx CTOpOH. TOHBI cepAlia IPUITYILIEHBDI,
PUTMIYHBIE, TATOTIOTMYECKMe ITyMbl He BBICTYIIMBaOTCA. Bep-
XYIIEYHBIN TOTYOK He MAbIIMpPYeTCcsa. ApTepuanbHOe JaBjieHue
Ha oberx pykax — 105 n 60 MM pT. cT. HacToTa cepAeuHbIX CO-
KpaleHnit — 82 yzi/MuH, akieHT II ToHa HaJ IerOYHoIt apTepueit.
JKusot npu manpnanym msrkuit, 6es6one3neHHblit. [TedeHp BbI-
CTymaeT u3-1of pedepHoit Kyru (+3 cm), Kpart 6e36071e3HEHHBIIL.
INepuToHeambHbIE CHMMIITOMBI OTpMIaTelbHble. MoYencIrycka-
HIe He HapylIeHO, ITy3bIpHble CUMITOMBI OTPUIIATe/IbHBIE.
Jla6opamopnvie uccnedosanus. IIoBbllIeHNEe KpeaTMHU-
Ha - 70 132 MKMO/Ib//I, MOUYEBUHEI — 10 8,9 MMonb/m; NT-pro-
BNP (N-TepMmHaIbHBIT ()parMeHT MO3TOBOTO HATPUIYPETH-
YeCKoro mpomnentuja) gocturan 16 000 nr/mi. ITo octanbHBIM
TabOpPaTOPHBIM [OKA3aTe/sIM — BAPUAHT HOPMBI.
HUncmpymenmanvnvie uccnedosanus. Ilo OxoKI: cum-
MerpuyHas runeprpodus JUK 6es obcrpykuun BOJDK, pas-
Mepbl ¥ o6beMHbIe Mokasatenu /XK 1 mpaBoro >kenmymouka B
Tpefieflax HOpMa/bHBIX 3HadeHuit, aynaranua JIIT no 4,6 cm.
Ob6pamjaer Ha cebss BHMMaHMe HaaM4Me [UACTOINIECKOI
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mycdyuknuu JDK (JJDK) o 11 tuny (pecTpuKTUBHBIIN), CO-
xpanHasa ¢paknus Beiopoca (OB) JDK 62%, cHmxenne ypap-
Horo o6wpeMa (YO) mo 22 mi u ceppeunoro nnpekca (CI1) no
0,9 n/mMun/M* (cM. Tab6m. 1). ITo IKT Ha doHe cuHyCcOBOTO PUT-
Ma IpocexunBanca Huskuil ponbraxxk IKI-oTBeneHnit oT Ko-
HEeYHOCTe], HapyIleHNe IIPOLeCCOB PeNojLIpu3aluy MIoKapsia
BepXHeOOKOBOI 007macT (KOCOHMCXOAAMIAs Jempeccus cer-
Mmenra ST, orpunarenssiit 3yben T); puc. 1. Ilo gaHHbIM Cy-
ToyHOro MoHuTOpupoBanua IKI BbIABIEHBI 3MM30AbBI JKETy-
mouxoBoit Taxukapauu (IVB-rpagaims o Jlayny). Boimonxena
KOpOHapoaHruorpaus, 10 JaHHBIM KOTOPOJ KOPOHapHbIe
aprepun (KA) 6e3 nopakeHus, OFHAKO OTMEYEHO 3aMefjIeHye
kpoBortoka 1o BceM KA mo TIMI 2 - mkane Thrombolysis In
Myocardial Infarction (mynpcupyrommit kpopoTok). Ilo Y3U
opraHoB OpromrHoit monoctu: acuut, JIAIL Ilo penrtreHorpa-
(b1 OpraHoB IPyIHON K/IeTKI: BEHO3HBII 3aCTON 2-11 CTeleHN,
IOBYCTOPOHHUI TUPOTOPAKC.

ITo pe3ynbraTy KOHCMINMYMa PeKOMEHIOBaHA MMIUIAHTALIVA
KappyoBepTepa-feuOpuIIATOpa B INIAHOBOM IIOPSIZKE [JIs IIPO-
(GUIAKTMKY BHE3AITHOM CEpPREeYHOl CMEPTH, OKA3aHWIl K olepa-
TUBHOMY JIEYEHNIO He orpeneneHo. [TanyeHT BbImcaH Ha aMOy-
JIATOPHBIN 3TAIl Yepe3 13 mHelt ¢ ynydlieHneM, C OKOHYATeNTbHbIM
nuarHosoM: runeprpodudeckas KMIT (TKMIT) 6es o6ctpyxkimm
BOJIXK. TTocrte BBInVCKY U3 CTAaljOHapa C IEPBBIX [jHell Ha (oHe
PEKOMEH/I0BaHHOI Teparmi (61CcoIposIon 2,5 MI/Cy'T, AM/IOTUITNH
2,5 mr/cyT, nepuHAOIpUa 1 Mr/cyT, amuonapon 200 Mr/cyT, crm-
POHOMAKTOH 50 Mr/cyT, Topacemup 30 MTI/CyT, SMIArmuQrO3uH
10 Mr/cyT) cTanm OTMedYarb HapacTaHMe OfBILIKM, CKIIOHHOCTD K
TUIIOTOHUN, OFHAKO 32 MEAMLIMHCKOI IIOMOIIBIO He 0OpallacsL.
IMomumo mpusHakoB nporpeccuposanysa CH y maimeHnra mos-
BWIVCh JMCTIENTUYECKIe PACCTPOICTBA: YACThI CTYT MasIbIMU
HOPUVSAMY, TOLIHOTA, PBOTA. BBUJY IOSAB/IEHNs HeIepeHOCH-
MOCTHM TOPU3OHTA/ILHOTO IOJOXKEHMA M BBIPOKCHHBIX OTEKOB
01.06.2022 (4epes 60 mHelt MOCTe BBINNMCKM M3 CTAL[MOHApA) ca-
MOCTOSITe/IbHO 0Opatnics B puemHoe otxenenne I'BY3 «KKK]I
nM. akap. JI.C. Bapbapara» ¢ mociemyroert roCITaamsaryeit ¢
npusHakamu OJICH.

2-i1smmsopn pexovmencamym CH (¢ 01.06.2022 110 22.06.2022).

Jla6opamopnvie uccnedoéarus. COXpaHANCA BBICOKUI
yposeHb NT-pro-BNP pgo 18 300 mr/mji, a30THCTBIX OCHOBa-
Huit (KpeaTuHrH — 168 MKMO/B/ /I, MOYeBMHA — 15,6 MMOJIb/ ).
ITo obuemMy aHanmmMsy KpOBM — CHIDKEHVE TeMOITIOOMHA HO
118 r/n, ocTanmbHbIe OKa3aTeNN B IpefieNlax HOpMEL. B anammse
MOYM BBIABJIEHA IPOTEUHY U,

Wncmpymenmanvuvie uccnedosanus. IxoKI-uccneno-
BaHMe IIPOBeleHO Ha allllapaTe SKcIepTHoro kmacca General
Electric Vivid iq 8 ®TBHY HMM KIICC3 (cm. Tabm. 1). Jo-
HIOTHUTENIbHO, K PaHee IIPeiCTaB/IeHHBIM JaHHBIM, OTMEYa/IoCh
camkenne OB go 39%, a Taxke «cBedeHMe» MMOKApAa C THU-
HepIXOTeHHBIMM BK/IIo4eHAMY (puc. 2). CoracHO coBpeMeH-
HBIM peKoMeHpaumsaM [9] ucnonpsoBana TexHomorus Speckle
Tracking ¢ omenxoit medopManuy Myuokappa, IO pe3y/bIa-
TaM KOTOPOJ1 BbIAB/I€HA TUIMYHAA KapTHHA A aMIIONT032
ceppla — BhIpaKeHHOe CHIDKeHMe fedopMam cperHux u 6a-
3abHBIX cerMeHTOB JIK ¢ coxpaneHHoIT fehopmariyest Bepxy-
IIeYHBIX CETMeHTOB (puc. 3, 4). ITokasarensp GLS (rmobanbHoit
IIPOMONbHOI fedopMaryy) cHIDKeH 1o -4,4%, yepe3 14 pHeit
OH CHM3WICA 10 -3,6% (cM. Ta6m. 1). Ilo Y3V nneBpambHbIX
IIO7IOCTelT — ABYCTOPOHHMIL THAIpOTOpaKc (cieBa — 12 cMm, cpa-
Ba — 7,6 cM). B pamMKax rocrmranmsanyuy MarHUTHO-Pe30OHaHC-
HYIO TOMOTrpaduIo ¢ KOHTPACTUPOBAHUEM TaJONIHUAEM He IIPO-
BOJV/IV 110 TEXHUYECKUM IPUYMHAM.

B paMkax rocmmMrany3anuy IpoBefeHa Tepalus, HallpaB-
NeHHas Ha KomneHcanuio CH, Ho yunTbiBas 60/b110I 06beM
SKUJIKOCTH B I/I€BPA/IbHOI ITOTIOCTH CIEBA, IPOBefieHa ee IMTyHK-
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s, [TanyeHT BBINMCAH C yMEPEHHBIM yIydlieHreM. B mrano-
BOM IOps[iKe PEKOMEH/[OBAHO IIPOBefeHNe CLUHTUTpadun
muokapga (CIUM) ¢ mupodocdaroM TexHeuuss Ha Haaudue
ATTR-KMII, reMaTonorn4eckux TeCTOB Ha I/Ia3MOK/IETOYHYIO
myckpasuo — I'T TIKIIK (anmektpodopes 6enKkoB ¢ MMMYHO-
¢uKcauyert MO4M U CBIBOPOTKY KPOBU Ha HA/T4ue CBOOOTHBIX
Ljerielf UMMYHOITIOOY/IMHOB).

ITocme BBHIMMCKM pPETYIAPHO TPUHNMMAN Ha3HAYCHHYIO
Tepanuio (6ucomponon 2,5 Mr/cyT, cakyOmTpmi/BamcapTaH
50 mr 2 pasa B JieHb, aMuogapoH 200 MI/CyT, CIMPOHONTAKTOH
50 mr/cyT, Topacemup 40 mr/cyt, sMnarnmudnosus 10 mr/cyT),
Ha (OHe KOTOPOIT BHOBb CTa/l OTMEYaTh HAPACTAHME OfBIIIKY
BIUIOTH 10 HEIEPEeHOCHMOCTY OPM3OHTAIBHOTO IIOTOXKEHMS,
nepudepryecKux OTeKOB, IpubaBKy B Bece (+ 5 KT 3a 5 fHei).
Ha amMmnonpmos ceppiia, COIIaCHO PeKOMEH/AIMAM B BBIIIICKE,
aMOy/IaTOpHO He 00C/IeOBaH.

3-it snmsop pexkomnencanuu CH. C 27.06.2022 - orcyT-
CTBUE IMype3a, B 3TOT Xe fAeHb jocrabneH B I'BY3 «KKK]]
uMm. akaj. JI.C. bap6apalua», FOCIUTaIN3NPOBAH B OT/e/NEHNE
peaHuManyu 1 MHTEHCUBHOI TePaIniL.

Jlabopamopnvte uccnedosanus. 1o 6roxumMymdeckuM aHa-
JIM3aM KpPOBU MOBBIIIeHNe TpancammHas (go 400 Ex/n), asotu-
CTBIX OCHOBaHMII (KpeaTMHMH H0 300 MKMOJIB/JI, MOYEBVHA JIO
30 MMOJIB/JT), TUIIOAIBOYMITHEMS ¥ TUIIOTIPOTEVHEMIST, HU3KIe
HOKasaTe/ BceX Gppakumit xonectepuna, ypopeb NT-pro-BNP
TaKoKe COXpaHsICcA BICOKMM (16 000 rir/mr). ITo JaHHBIM Koary-
JIOTpaMMBI — IIPU3HAKY TUHepKoary/siym. Ilo obmemy anammsy
KPOBM — JIEMIKOLIMTO3, aHEMISI JIETKOJI CTEIIeH TSKECTI.

Uncmpymenmanvhvie uccnedosanus. I1o faHHBIM KOMIIbIO-
TepHOIT TOMOrpadyM JTerkux Ha poHe BEHO3HOTO 3acTos 3-11 cTe-
HeHN U IBYCTOPOHHETO ruapoTopakca (cmeBa — 8,0 cM, crpa-
Ba — 1,5 cM) — TedeHuUe MO/MCETMEHTAPHOI ITHEBMOHMY CTIeBa
(mpoBommnack anTM6MOTHKOTepams). [To Y3V opranos 6prori-
HOJ1 IIOJIOCTU: TellaTOMerays, MOBBIIIEHHOE [aB/eHNe B HIDK-
Hell 1ojoil BeHe, acuut, JIAII, NpusHaKyM HEOKK/IIO3MPYIOLIETO
TpoM603a BOpoTHOII BeHbL. I1o ganHbIM Y3V nodek: auddysHbie
U3MeHEHN TI0Y€EK, B TOM YKCTIE «3aCTOMHOIO XapaKTepay. Bpimos-
HeHa aHTMOIy/IbMOHOTpadus, MO pesy/bTaTaM KOTOPOIl BBIAB-
JleHa TPOMO03MOO/NST ME/IKVX BETBEIl JIEBOTO JIETKOTO, TPOMOBI
B ymkax mpasoro u jesoro (JIIT) mpencepmmit (Ha ¢pone curyco-
BOTO PUTMA), BOPOTHOI BEHBI, CENe3€HOYHOI BEHbI, KOCBEHHbIE
HPU3HAKU TAPETUYeCKON TOJICTOKMUIIEYHON HEIPOXOXUMOCTIL
B munamuike o 9xoKI' - camkenne ®BJDK 10 28% (cm. Tabm. 1).

B nepnop ipe6bpIBaHMs B PeaHNMALMY FBAXK/BI IPOBEEHA
IOYHKIMA IUIeBPA/IbHON MOMOCTH crleBa (ymaneHo 1mo 1500 M
TpaHccypara). Ha ¢oHe npoBopyMoit Tepanmu Bo30OHOBIUICS
IUypes, ONHAKO COXPaHs;IACh TMIOTOHNS Ha (OHE MHOTPOII-
HOII 1 Ba30IIPECCOPHOIT MOEP>KKI, IPOC/IeXUBAIACh Cadas
HOJIOKNTENbHAA JUHAMMUKA B JIeYeHNY OTEYHOTO CUH/IPOMA.

Y4nTHIBasd TAXKECTb COCTOAHNA MAI[VIEHTa, YacThIe PeIn-
BbI fekomrercanuit CH, pedpaxkrepHOCTD K 6a30BOII Teparim,
wiaHuposaaocs nposegenne CIIM ¢ mupodocdarom TexHe-
mys ¢ I'T IIKJIK B rociuTa/IbHBIN TePUOS, /1 TOATBEPXKACHUA
n puarHoctuky tuna AKMII. Ognako 20.07.2022, HecMOTps Ha
ycunennyio Tepanuio CH 1 BasonpeccopHyIo NOfIEPKKY, KOH-
CTaTMpPOBAaHA CMEPTD MALVMEHTA.

Huaznos no pesynvmamam aymoncuu: reHepann3oBaH-
HBII aMUJIONJI03 C TOpaKeHNMeM Cepflia, MoYeK, MedeHM, ce-
nesenkn. OCIOXHeHVsT: aMuIonaHas Kapanomerams (780 r),
IOBYCTOPOHH:IS HOMUCEIMEHTapHas [THeBMOHMSA, PacCesiHHbIE
ovary MHQapKT-MTHEBMOHUM B JIETKUX, BHYTPUIpeCePIHbII
TpoM603, XPOHNYECKOEe BEHO3HOE MOTHOKPOBIE, aCliUT, ABY-
CTOPOHHMII TUPOTOPAKC, TUAPOIEPUKAPH, TeIaTOCIUIEHO-
Merains, OTeK JIeTKUX ¥ TOJIOBHOIO MO3Ta, AUCTPOduUecKue
U3MeHeHMs BHYTPEHHMX OpraHoB. IIo pesymbraTaM TMCTONO-
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Puc. 3. Texnonorus Speckle Tracking IKI, anukaabHoe
ceveHue. BbipaxeHHoe CHUXeHue AepopmMaLIMmM CPEAHMX

1 6a3anbHbIX cermeHToB AX (roAy6oit 1 PO30BbI LIBETA)

C COXPAHEHHOM AepopmaLIMeit BEPXYLIEUHbIX CETMEHTOB
(KpacHbIi UBET).

Fig. 3. Speckle Tracking echocardiography technology, apical
section. Pronounced reduction in deformation of the middle
and basal segments of the left ventricle (blue and pink) with
preserved deformation of the apical segments (red).

olic Strain

Puc. 4. Texnororus Speckle Tracking IKI B Buae «Oblubero
TAaza».

Fig. 4. Speckle Tracking echocardiography technology in the
form of a "bull's eye".

TMYECKOTO WCC/IefOBaHMsA IpenaparoB, OKpalleHHbIXx KoHro
KPacCHBIM, aMIJIOU/IHbIE CKOIIJIEHNS OIpefie/ieHbl BO BCeX JC-
C/IefOBaHHBIX 00pa3lax: KaK B MHTEPCTUIMATbHOM IPOCTPaH-
CTBE MMOKAPJa, TAK U B CTEHKE KPOBEHOCHBIX COCY/IOB CepALia.
VIMMyHOTMCTOXMMIYECKMIT aHA/IN3 C IPUMEHeHNeM aHTUTeN
ToKasasl Haju4ye TPAaHCTUPETIHA B JIETIO3UTAX aMIIOUAA.

Ha puc. 5 rpadudecku npescrasieHa UCTopus 3a60IeBaHN.

OO6cyxaeHne

IIpencraBneHHbIl KIMHNYECKUIT CITydail IEMOHCTPUPYET
C/IOYKHOCTD paHHel IMarHOCTUKY aMU/IOU033, TOMCUMIITOM-
HOCTb 3a00/eBaHus, OBICTPOEe HMPOrPecCUPOBAHMUE TXKEION
IMCYHKIMM Cepflla, Pe3NCTeHTHO K CTaHJapTHON Tepamnmn
CH. B o6cyxaeHnn npencTaBieH pasbop AMarHOCTUYECKUX 1
TaKTUYIECKMX OUIMOOK B BeJéHNUN JAHHOTO TAIMEHTa.

JebroTrpoBaio 3aboneBaHne 8 eT Hazaj ¢ HEBPOJIOTHMYe-
CKOJI CUMITTOMATUKM (TyHHE/IbHBIII CUH/IPOM, 60/IE3HEHHOCTD
u C1aboCTh B BEPXHMX KOHEYHOCTSIX). YUMTHIBAas MOJIOHOM
BO3PACT U yCI0BUs pabOTHI, IPOBOAMIOCH TUIIMYHOE JIeYeHIUE
TPYZHOTO OCTEOXOHpo3a. MeTabonmyeckue M3MEHEHMsA IO
9KT ot 2015 r. uMeroT HecrerduIecKuit xapakrep, I0O3TOMY
ocTamuch 6e3 BHYMAHNA Bpayeil. YUMTbIBas OTATOLIECHHBIN
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CASE REPORT

«Kpacubie prarn» ATTR-amunonosa

3a6onesanus BUY JMACTOINYECKOI MUCHYHKIIIM)

MPUYMHAM)

37 ner 44 rona 45 ner
1-ii smuzon OJICH 2-it smmzon OJICH 3-ii samuzon OJICH
* TyHHENbHBII + Kimmnuka CH I1 @K o NYHA  « TTo DKT Hu3Kwuit BosTax + Mo OxoKT: cHmxenne ®BILXK no 28%, + 20.07.2022 —
CHHIPOM * ITo OKT: «iicepnoundapkrhbit  « Tlo DxoKT: peHoTmn «CBEYECHNE» MUOKAP/A, TILIOKK CMepTh MaLeHTa
« JJAIT MIATTePH», HAPYLICHNUSI pecrpukTiBHOI KMII, AMUJION/IA, TUTTMYHBIE U3MEHEHUS
MPOBOIUMOCTH CUMMeTpUYHas TUrepTpodust st GOJIe3HN HAKOTLIEHUS
* ITo BxoKT: dpenorun I’KMIT JIK 6e3 obcTpyKunu 1o TexHosiornu Speckle Tracking —
6e3 obcTpykiumu 6e3 hakTopos HU3KUIi CTpeitH
pHicKa (apTeprajibHOM + DKCTpakapauaibHas CHMIITOMATHKA
TMIEPTEH3UH, CTEHO3a
Q0PTAJILHOTO KJIaNaHa)
2014r. Tlexaops 2021 1. C01.04.2022 no 13.04.2022 — C 01.06.2022 no 22.06.2022 — C27.06.2022 no 20.07.2022 —
TOCTIMTAIM3ALMA B CTALMOHAD TOCIHTAIM3ANMS B CTALHOHAD TOCIHUTAM3ALMS B CTALMOHAD
{ { @ X
+ Mpodeccronanbhbie  « TIpepanupoBaHue CUMITOMOB * HemomHoueHHBIi IPOTOKON  « Pexomennoano poeaerne CLIM * [InaHupoBanoch
(akTOpHI HEBPOMATHH ppixatenbHOl Hemoctatounocty  OXOKT (texuonorus Speckle ¢ nupodhocchatom Texmerms + nposenenue CLIM

(rpy3umK) Ha (oHE TeueHMs TTHeBMOHUM Tracking)
* JIAI BBUAY + HenomHoIEHHBIiT IPOTOKON * He nposerena MarunTHO-
MHEKLNOHHOTO BxoKT (ouera Tima Ppe30HaHCHAs ToMorpadbus

C KOHTPpaCTUPOBAaHUEM
TaJoJTMHUEM (HO TEXHUYECKUM

I'T NIKAK Ha amGynaTopHOM 3Tare,
a He B TOCTIMTAJIbHBIIA TIEPHOL
(YIUTUHSIOTCS CPOKM OXMIaHHs)

¢ iupodocdaTom
texHeuus + ['T

Ha AL-amunonnos

B TOCMIMTAJIbHBIN
TepUON y TaIlMeHTa
¢ TepmuHaibHoit CH
(yTyIeHbl CPOKH)

BCDOﬂTHLIC TIPUYUHBI MO3/IHei ANarHOCTUKK

Puc. 5. Ipachnueckoe npeactaBaeHne aHamHesa 3aboAeBaHMs.
Fig. 5. Graphical representation of the history of the disease.

nHQEeKIVOHHbI aHaMHe3, JIAIT paclieHeHa KakK CrefiCTBUe
nprobpeTeHHOro nMMyHoReduunTa. B Tedenne 6 mocnenyro-
I[MX JIeT HAI[VIeHT 32 MEGULIMHCKOI IOMOLIbI0 He 00paliaics,
MMeTT BBICOKYIO TonepaHTHOCTb K @H. B konue 2021 r. Brep-
Bble 3a(MKCUPOBAHbI I3MEHEHN S, XapaKTepHble A/is1 peHoTHIa
TKMII (cm. Tabm. 1) [9]. OgHako u 3Ty JaHHbIE HE BBHI3BAIN
HOf{03peHNUs BBUAY MX HU3KOI crenmpuaHocTu. BosmoxHo,
3TO CBA3aHO C OTCYyTCTBYEM ABHOI KHuKK CH n mpeBanmpo-
BaHMEM CHMIITOMOB JIBIXaTe/IbHOI HEZOCTATOYHOCTU Ha POoHe
TedeHyss nmHeBMOHyu. OOIye AUarHOCTUYECKNe 1 jiedeOHbIe
CTparerny C MMEIOLMMIUCS CUMIITOMaMy He TpebOBamu Ha-
6mtopeHus y Kapauosora. [ToBogoM mist o6paleHns K Kapano-
nory mocmyxun 1-it snuson nexkommnencauuu CH, koTopslit
npousoures B anpese 2022 I. Yke TOTfia KapTHA COOTBETCTBO-
Bajla KpuTepusaM 60e3HN HakomIeHus [9]:

1) nmo manubiM Ox0KI' MopdodyHKUMOHATBHEI BapyaHT
cooTBeTcTBOBaN pecTpukTUBHOI KMII ¢ BbIpa>keHHOI CUM-
MerpuyHoil runeprpodueit JDK 6e3 ob6crpykimu BOJDXK, ¢
HOpPMaJIbHBIMI pasMepaMu 1 06beMaMu OMOCTe 060MX XKe-
nypoukoB u annarauueii JIIT, coxpannoit @B co cHM>KeHHBIM
yposHem CU u YO; IIJDK II Tun; oTHOCUTeNbHAS TOMILMHA
crenkn JIK 0,94; GLPS Avq - -3,6%;

2) mo KT - HU3KMIT BONBTAX, HAPYILIEHIE IIPOLeCCOB pe-
HONMAPU3ALVM, HapyLUIeHWs PUTMa (SMM30MBI JKeTyJ0uKOBOI
TaxXMKAP[UM 110 JAHHBIM CyTOYHOro MoHmropuposanus IKI')
U MIPOBOJUMOCTH (BHYTPUIIpefCepAHbIe OIOKaabl U 3aMefie-
HIIe BHY TPVDKENTYJOYKOBOTO IPOBEIeHNA);

3) Ha ¢one BbIpaxkeHHolt runeprpodun JDK orcyrcrue
apTepuanbHON IMIEpPTeH3UN B aHAMHe3€e U CKJIOHHOCTb K I'Mf-
HOTOHMM Ha (oHe Tepanuu mpenaparamu gt CH;

4) mo KA - samepjieHre KpOBOTOKA IIPM OTCYTCTBUM OK-
KITI03MOHHO-CTEHOTUYECKIX HOpakeHni (MOXeT OBITb Crleli-
CTBVEM HaKOIUIEHVsI aMIJIOV/iA B CTEHKAX apTepuit);

5) cTabuibHO BbICOKMIT ypoBeHb N'T-pro-BNP.

TEPATTEBTUYHECKMM APXMB. 2024; 96 (7): 695-700.

Hecmotps Ha nmerommecs «kpachsie ¢prarym» AKMII [9], mmo-
TO3peHNs B MOJIb3y JAHHOTO 3a00/IeBaHyst OTCyTCTBOBaIN. I1a-
IMeHT BbIMucaH ¢ guargosoM I'KMII 6es3 o6ctpykuun BOJDK,
C KOHCEPBATMBHOJ TAaKTMKOJ BeféHUS C KOppeKIuell 103 Me-
IVMKaMeHTO3HOII Tepany. [IoBofjoM 11 IIepecMOTpa IarHo3a
HOCTy>XXWIa paHHss (depe3 2 Mec) MOBTOPHAs TOCIMUTAIN3ALINSA
o nosogy Tsokenoit OJICH, pe3srcCTeHTHOI K Tepalny Kak Me-
IVKAMEHTO3HON (Crabas MomoKUTeNbHAsA UHAMUKA OTEYHOTO
CUH/POMa, COXPAHSIOIASICS TUIIOTOHNS Ha (POHE Ba3OTPOIHOI
HOJJEP>XKKM), TaK M MHBA3MBHON (HEOJHOKpATHAas MyHKLMA
IIeBpasbHON HonocTH). Torga ke MpUcoemyHUINCh TPOMOO-
9MOO/IIeCKIe OC/IOKHEHNS, KOTOPBIE YacTO COIPOBOXKHAIOT
aMMIONZI03; SKCTpaKapAMaIbHbIe IPOSABICHUA aMIIOM03a:
BereTaTMBHAA AMCPYHKUMA 110 TUIY KETYZOYHO-KUIIEUHBIX
PaccTPOICTB U IPU3HAKOB NTAapeTUIECKOIT TONICTOKMIIEYHOI He-
MPOXOAVIMOCTH TI0 MHCTPYMEHTA/IbHBIM JAaHHBIM, HepomaTus,
rermaroMeranusi (CTOMT YYUTBIBATh HalIu4due BUPYCHOTO rera-
tuta C B aHaMHese, 3acroiinyio CH). He mckmovaerca mopa-
JKeHVe TIIeBPbl aMMIOUOM (pelMANBYPYIOMINIT TIIeBPaTbHBIA
BoioT) [9, 10]. CorracHO cOBpeMeHHBIM peKoMeHparysiM [9]
nposeneHa OxoKI ¢ orenkoit nedopmanyy MIoKappa, pesyb-
TaThl KOTOPOJ MOKasamy TUIM4Hble maMeHeHus mns AKMIL
ITnanuposanocs nposegervie CLIM ¢ mupodocdarom TexHenys
¢ I'T ITIKJK B rocnmTaIbHbII PO, A/L1 IOATBEPIXKACHIS U IV~
arHoctuky Tuna AKMII, ogHako BenefcTBIe HapacTaHNA OMN-
OPTaHHOJ HEFOCTATOYHOCTM OOMBHOM CKOHYAICS B OTHETIEHNUN
peaHVMaIyy ¥ MHTEHCUBHO Tepanmy. Y YuThIBast MMEIOIInecs
Pe3yIbTaThl TMCTONIOTUYECKOTO ¥ MMMYHOIMCTOXMMUYECKOTO
UCCTIeRoBaHMI (JaHHbIE ayTOIICKM), TALMEHTY IIOCMEPTHO BbI-
crasneH guarHo3 ATTR-amunongosa.

3akAluYeHue
HeCMOTpH Ha Haamn4mne «KpaCHbIX qJJ'IaI‘OB», JOCTVMO)KECHUA B
obmactn BU3ya/M3anyui CepaLa (pacmmpeﬂme cneum’pmqecxmx
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kputepues AKMII no 9xoKI), BHefpeHMe BbICOKOUIYBCTBMU-
TE/IbHBIX U CIIeLVpUYHBIX METOZOB HEMHBA3UBHON AMATHOCTH-
K1 B pyTUHHYIO IpakTuKy (CLIM), aMumonsos cepala ocTaeTcs
BCe ellle CJIOXKHO JarHOCTIPYyeMbIM 3a060/1eBaHneM, 0COOEHHO B
paHHe CPOK, KOT/ia ero iedeHne Hanbomnee apPpeKTBHO.

PackppiTiie MHTEpecoB. ABTOpBHI [EKIApUPYIOT OTCYT-
CTBUe ABHBIX U MOTEHIMATbHBIX KOHQIMKTOB IHTEPECOB, CBA-
3aHHBIX C TyO/IUKaIVell HACTOSIIel CTaTbN.
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Cnmcok cokpaeHmri

AKMII - ammunonjiHas KapAuoMmomnaTus

BOJIK - BBIXOZ{HOJI T/ IEBOTO XKeMy0uKa

T'KMII - runeprpodudeckasi KapAMOMUONATHs

I'T IIKJK - reMaTonOrMIecKnii TeCT Ha I/Ia3MOK/IETOYHYIO IVICKPA3NIO
OIJDK - puacronmndeckast AucYHKII JIEBOTO XKeTyfOYKa

KA - xopoHapHas apTepus

KKK um. akap. JI.C. Bapbapaia — Kyz6acckuit KIMHUYECKNUIT KapAnoso-
rudeckuit gucrancep M. akap. J1.C. bap6apanra

KMII - kapauomuonaTus

JIAII - numdanenonatus

JDK - neBblit >xenypo4ex

JIIT - neBoe mpepcepaue

OJICH - ocTpas eKoMIIeHCallMs CepAedHOil HeJOCTaTOYHOCTU

CMU - ceppeyHblit MHAEKC

CH - ceppieyHas HeIOCTaTOYHOCTb

CIM - cuyHTUrpadust MUOKapAa

Y3W - ynpTpa3BykoBoOe UCCIEOBAHE

YO - ynapubiit 06beM

®B - dpakuusa BeOpoca

@K - GyHKIUMOHAIBHBII K/IacC

®H - ¢pusnyeckas Harpyska

KT - snexrpokappyorpadus

9x0KT - sxokapanorpadms

AL-amMnionios — aMuIonz03, 6€IKOM-IPEIIeCTBEHHMKOM KOTOPOTO sIB-
JIAXOTCA JIETKME eI I/[MMyHOI‘IIOGyIII/IHOB

ATTR-aMuonzios — aMuaonsios, 6elKoM-IpefiIeCTBEHHNKOM KOTOPOTO
ABJIAETCA TPAHCTUPETNH

NT-pro-BNP — N-repMuHaibHblil pparMeHT MO3IOBOrO HaTpUilypeTide-
CKOTO IIPOMENTH/A
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