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Annotation. A clinical case of amyloid cardiomyopathy associated with multiple myeloma with the development of chronic
heart failure with preserved ejection fraction refractory to therapy is presented. The role of clinical signs, especially “red flags” of
amyloidosis, is studied, as well as the need to increase physicians’ awareness of the symptoms and signs of amyloid cardiomyopa-
thy, and early detection and treatment of the pathology. Current diagnostic methods are discussed, including histological exami-

nation and immunophenotyping, which can improve the patients prognosis.
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BBenenne

AMunongHas KapAUOMMOIATHUS BK/IKOYaeT TeTePOTeH-
HYIO IPYIITY 3a00/IeBaHNIT, XapaKTepU3YIOLINXCA CTPYKTYP-
HO-(QYHKIVIOHAIbHBIMU U3MEHEHUAMHU CepALa, KOTOpbIe
PasBUBAIOTCA BC/IEACTBUE OTIOXKEHUA BO BHEK/ICTOYHOM
MaTpUKCe MUOKapAa aHOMAaTIbHOrO GubpiuisipHOro Oenka
ammnonpa [1, 2, 3]. PaHee matoorus canrtanach peaKo, Ho
Ha JJAHHBII MOMEHT €XeTOf{HO PEeTUCTPUPYETCS OKOIO ABYX
TBICSY HOBBIX CTydaeB. Yalle aMuIoOufHas KapfuOMMOIIa-
THUA BCTpedaeTcs y NI CTap4yeckoro Bospacra. Tak, cpenu
HallMeHTOB CTapile 97 7eT pacHpoCTPaHEHHOCTb aMUJIO-
nposa gocturaer 37%, a y 20-25% mrogeit crapue 80 et

SIB/ISIETCSI HAXOZKOJ IIPY ITATOIOTOAHATOMUYIECKOM VICCIIe-
moBauuu (3, 4, 5].

Boigensitor 60mee 30 BUOB OeTKOB-IIPeAIIECTBEHHIIKOB
aMMIonsia, KOTOpble CUHTE3UPYIOTCA IIPM PasIUYHBIX IIa-
TOJIOTMYECKUX COCTOAHMAX ¥ MOTYT IIOPaKaTh pas3iIHbIE
OPTraHBl M CHUCTEMBI, TaKMe KaK IIOYKY, HAJIOYEYHNKII, XKe-
JIYBOYHO-KMINEYHbII TPAKT, CepAlle, KOXKa, ONOPHO-[BUIA-
Te/IbHAs U HepBHas cucrema [5]. Camuraercs, 4T0 IpUMEpPHO B
5% cny4aeB aMUIONI03 IPOTEKAET B BUJIE€ U3OMPOBAHHOTO
opakeHus ceppua [4].

CoracHO KOHCEHCYCy €BPOIEICKOro 00liecTBa Kapamo-
JI0TOB, 95% aMVIOVMIHBIX Kap[VOMMOIIATIII CBSI3aHO BCETO C
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ABYMs TUIAMM aMuIouja: OelKkoM, oOpa3soBaHHBIM W3 JIET-
KUX Ljerell MMMYHOIToOymnHOB (AL-aMnmonos), u 6emkoMm-
tpaHctupetnHoM (ATTR-ammnonnos) [6]. Beigensaior pse
ocuoBHble popmbr ATTR-ammmonso3a: Hac/IeICTBEHHBI CHi-
CTEMHBIIT aMIJIOU03 U CTap4YecKuil. B mepBom crydae Habio-
JaeTcsl ayTOCOMHO-IIOMMHAHTHBII TUII Hac/lefoBaHusA, 3a60-
JIeBaHMe Yallle IIPOTEKaeT B BUJE TSDKEMON MONMMHEPONaThy,
BereTaTUBHOI AMCYHKIMYU U TopaxkeHus cepaua [7, 8]. Ipu
crapueckoM ATTR-amumiongose BBIABIAIOTCA OTIOXKEHUA
6e/Ka TPAHCTUPETVMHA AMKOTO THUIIA, IOKA/IM3YIOIINeCs [pen-
MYIIECTBEHHO B cepyue. [laHHbBI BapyaHT 4Yallle pa3BUBaeT-
ca y mmy crapiie 60 net [7, 9, 10]. B 2017 r. 3apeructpuposan
[IOKa eIVHCTBEHHBII B MUpe Ipenapar /s IaTOTeHeTIde-
CKOTO JIeYeHMsI TPAHCTUPETNHOBOTO aMIION03a — TadaMu-
IV, TIPY IIPYMEHEHNY KOTOPOTO 00IIast CMePTHOCTD GO/IBHBIX
aMIJIONJI030M CHIDKaeTcs Ha 30%, a pYCK TOCIIMTaNU3anuii o
MIOBOJY CepAieIHO-COCYAUCTHIX 3aboeBanmit — Ha 32% [4].

Ha pomio AL-ammnonposa npuxopnurcss okono 68% Bcex
CIy4aeB aMWIOMIHBIX Kapiuomuornaruii [3, 6]. Kak mpasuio,
OCHOBHBIM KITHWYECKVM CUHIPOMOM SBJISETCA IPOTPeccu-
pymomias ceppieynas HegocrarogHoCTh (XCH), pesucrenTHasA
K CTaH/JApTHOI MHOTOKOMITOHeHTHOI Teparn [11, 12]. Cun-
TaeTCsl, YTO Cpefyl IAIVIEHTOB, FOCIUTAMN3NPOBAHHBIX IO
npuunHe gexomieHcauuy XCH ¢ coxpanHoit dpakuueii Bbl-
Opoca 71eBOro Xenymouka, y 13% [uarHocTMpyeTcs aMusIo-
UpHaA Kapauommonarys. AL-aMunonjo3 nogpasaensaeTcsa Ha
HEepPBUYHBIN (MAMONIATUIECKIIT) M aMUIONTO03, ACCOLUIPO-
BaHHBIII C MI€JIOMHO 60/1e3HbI0, BCTPEYAOIIMIICS y 7-10%
6OJIBHBIX C MHOXXECTBEHHOI Muenomoit. IIporpeccupoBanme
3a60/1eBaHMsI CBSI3aHO C Pa3BUTHEM IUIA3MOKJIETOYHON MIN
MMMQOIIa3MOLIUTAPHON OIyXO/IM, IPOAYLUPYIOLIell Mo-
HOKJ/IOHaJ/IbHbIe CBOOOJHBIE JETKME Lielu MMMYHOIIOOYIN-
HOB, OTK/IJIbIBAIOIMECS B COCTaBe aMM/IONAA B Pa3/INYHBIX
opraHax, BbI3bIBasg ux guchyHkumio. IIpu nepsudanom AL-
aMIUToN/i03€e IIa3MOK/IeTOYHasl JUCKpasus 6ojee mobpoka-
YeCTBEHHas, B TO BpeMs KaK IIpU MHOXECTBEHHOII MIETIOMe,
OHa o67ajjaeT IpUSHAKAMM 3/I0KAY€CTBEHHO OIYXO/MH, YTO
IPUBOAUT K TeHepalIn3aluy Mpolecca ¢ MyIbTUCUCTeMHBIM
HOpaKeHMeM, BK/II0Yas Ceppille, ITOYKH, SKeMy0IHO-KIUIIey-
HBIl TPAKT, HEPBHYIO cucTeMy U KOXYy. Ilonmmoprannas puc-
GYHKUVS IPUBOAUT K OTCYTCTBMIO CIIEL{(pIIeCKO KapTi-
HBI 3a00/I€BaHVS M PACIIMPEHNIO KPyra AUATHOCTUYECKOTO
moucka [13]. TIpu cBoeBpeMeHHOII AMATHOCTUKe U Ha3Ha-
YeHMM CIelUPUIECKOil Tepanyuy 3HAYNTENbHO YIy4IIaeTcs
IIPOTHO3 IALMEHTOB: CHIDKEHNE YPOBHS CMEPTHOCTH 3a Iep-
BbI€ 2,5 TOfla IedyeHns focturaeT He MeHee 13%. B cmydae ot-
cyTcTBUsl 60/1e3HB-MOANUIMPYIOLIETO JIeYeHNsI MefuaHa
BBDKMBAEMOCTU ManyueHToB ¢ AL-aMmionmo3om cocrasiisier
Menee 1 ropa. [14].

HecMoTpst Ha MHOTONIMKOCTD KIMHNYECKOTO TeUEHMS, 3a-
HOZIO3PUTh AMMJIOUHYIO Kap/IMOMIOIATHUIO TTO3BOJIAIOT TaK
Has3bIBaeMble «KpacHble (ary aMuIONj03a» — COBOKYII-
HOCTb CYMIITOMOB U IIPM3HAKOB, OTPAXKAIOIMX HAKOIUICHE
[aTo/Iornyeckux 6enkos B Muokappe. OffHaKO HU3Kas OCBe-
JZOM/ICHHOCTb Bpadell 06 9TOM TsDKENIOM 3a00IeBaHMM IIO-
Ipe>XHeMY 00YC/IOBNIMBAET IO3/JHIO IMATHOCTHUKY Ha TPYA-
HO Kypabe/bHBIX CTafuAX 3aboneBanus [5].

Omicanue KIMHMYECKOTO CIyYas

ITarmentka K. (69 net) obparmmace Ha IpuéM ¢ >xamobamu
Ha OJBIIIKY B IIOKOE ¥ NPV HE3HAYMTENbHON IOBCENHEBHOI

Harpyske, OpPTOIIHO3, OTEKM HOL, Pe3KYH 001y cr1abocTb,
CHIDKEHHIE MacChl Teja, SIM30Abl CMHKOIIe. Brlmeomncan-
Hble CHMIITOMbI 0O/bHasg CTajla OTMeYaThb OKOJO JIBYX JIeT
Hasajl ¢ NPOrpecCUpYIOIMM YBeIMUEHMEM UX BbIPa’KeHHO-
ctu. Kpome Toro, XeHIuHa ¢ 55 JIeT peryaspHo NpUHUMA-
7la aHTUTUIIEPTEH3VBHYIO Tepaluio, IIpU 3TOM OKOJO roja
U3-3a Pa3BUTHUA TMIIOTOHUY IIOJTHOCTHIO OTMEHNIIA JIeYeHMe.
Ha MoMeHT o6pallieHns pery/iapHO NpUHIMAaa TOpaceMuf B
mose 10-20 mr/cyT., bucompornon B fose 1,25 MI/cyT u anmk-
cabaH B Jjo3e 5 MI 2 pasa B CyTKI.

CornacHo NpefiCcTaB/IEHHBIM JOKYMEHTaM, paHee Ha 9J/1eK-
tpokapanorpamme (3KI') BbLaBIeHb KOMIUIEKCH TuIa QS B
orsefienuax II, 111, aVE V1-V3. OgHOKpaTHO 3auKCupOBaH
mapokcuaM GubpmIALuY npeacepanit. I1py BbIIOTHEHUN
axokappuorpaduu (OXOKT) 6b1a 06Hapy>KeHa MacCUBHAsA
KOHIIeHTpIYecKas TUHIepTpoys IeBOTO KeMyjo4Ka C YTOI-
IMIeHNeM MeXOKeTyRouKoBoil neperoponky (MJKII) n sap-
Hell cTeHKy eBoro xenypouka (3CJDK) go 16 M, npusHaku
TUIIOKMHe3a HepefHeil CTEHKM IIPU COXPaHeHHOJ ppakuum
BbIOpoca — 62%. JlaHHbBIe M3MEeHEeHNUs paclieHeHbl KaK Mo-
CTUH(APKTHBIN KapAMOCKIepo3. B cBA3M ¢ 3TMM malyeHT-
Ke BBIIOJTHEHA CeNleKTUBHAsA KOpOHapoaHruorpadus:a, IIo
pesynbTaTaM KOTOPOJ reMOfIMHAMIYECK) 3HaYMMOTO Iopa-
>KeHJS1 KOPOHAPHBIX apTePUIl He BbIABJIEHO.

Taxoke, COITTACHO PeTPOCIEKTUBHBIM TAaHHBIM, B TeUEHIE
1,5 neT BBIABIANACH aHEMUSA JIETKON CTEIIEHU CO CHIUDKEHMEM
remorno6uHa o 100 r//1, B CBA3Y C 4eM BBIITOTHEH OHKOIIO-
VUCK, B pe3y/bTaTe KOTOPOTO JaHHBIX 00 OHKOIATONIOTM BHY-
TPEHHUX OPTaHOB He BbIAB/IeHO. [1o OBOAY cOXpaHsIoLIeiics
aHemnu 6onpHass 006CIefOBaHA reMaTo/IoroM. Beir ob6Hapy-
JKeH M-TpajieHT, IpOBefeHO NMMYHOTUIIMPOBaHUE OEIKOB
C IAHEJIbI0 AHTUCBIBOPOTOK, MACHTU(PUIMPOBAHA TDKENast
uemnb IgG u nérkas nenb TAMOMA, B CBA3U C STUM IAl[IeHTKe
BBIIIO/THEHBI peHTreHOrpadus KOCTeil Yepera U CTepHaIbHas
IYHKIVSI, JAaHHBIX O MI€TIOMHOII 60JIe3HN He monydeHo. ITa-
[VIeHTKe OBUI IIOCTaB/IeH AMAarHo3 «MOHOK/IOHaIbHAsl TaMm-
ManaTus HesCHOTO IeHe3a», peKOMEH/IOBaHO IVHAMUYeCKoe
HabmofeHe ¥ IPUEM IperapaToB Jkelme3a BHYTpb. Kpome
9TOr0, B OMOXMMMYECKOM aHalIM3e OTMEYalucCh JBYKpaT-
HOe YBe/lMYeHUe YPOBHA IIe/I0uHON docdarassl, BbIpakKeH-
Has nporenHypus. OcTanbHble II0Ka3aTeNu, B TOM 4MCIe TH-
PEOUJHBIIT CTATyC, He BHIXOAWIN 3a IIpefe/bl pedepeHCHBIX
3Ha4YEHUIL.

B cBsA3K C COXpAHSIOLIEIICS OfBIIIKOI MAalMeHTKe OblIa
BBIIIO/IHEHA KOMIIbIOTEpHAst TOMOrpagysi OPraHOB TPYLHOIN
KJIEeTKM C IpU3HAKAMM TUPOTOpAKca, ITUApoNepuKapa, Koc-
BEHHble NPU3HAKM JIETOYHOI TUIIEPTEH3VM, B CBA3YU C YeM
00/1bHasl BHOBD HallpaB/ieHa Ha KOHCY/IBTALINIO K KapAVOJIOLY.

OOBEKTUBHO NIPM OCMOTpE TAIEHTKA HOPMOCTEHMYe-
CKOTO TeTOCTIOKeHMs, pocT — 167 cM, Bec — 78 k1, UIMT —
28 kr/m>. KoxXHble TIOKPOBBI M BUAMMBIE CIU3UCTDIE O/IeNHBIE.
ITepudepndeckne muMdaTudecKue y3abl He YBeTNYEHBL
Omnpepensinoch HabyxaHme sipeMHbIX BeH. OTEKH HOT CHMMe-
TPUYHBIE, IJIOTHBIE 710 KoeH. YacToTa gpixannus — 20 B Mu-
HyTy. Carypanus (SpO2) — 96%. AycKy/lIbTaTBHO B JIETKUX
IbIXaHNe XECTKOe, 0C/Iab/IeHO HIDKe YI/Ia JIOMATKU ¢ obenx
cTopoH. ToHBI cepAla IIyxXme, pUTMUYHbBIE, akieHT II ToHa
Haj, 7I€rOYHON apTepueil. YacToTa cepfieuHBIX COKpallie-
Huit — 70 yp./MuH. ApTepuanbHoe fasneHne — 110/70 MM
PT. cT. Ha 06eux pykax. JKMBOT Ipu majibIaruy MsArkiuit, 6es-
00JIe3HeHHbIIT, Kpail IedeH) BBICTYIA] M3-IOJ pEGepHOI
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Pucynox 1. OnexTpokapayuorpaMma
Figure 1. Electrocardiogram

Pucynoxk 2. Oxokappuorpadus (anmkaabHOe YeTbIpEXKaMepHOe CedeHue)
Figure 2. Echocardiography (apical four-chamber section)

nyru (+2 cm), 6e360me3HeHHbIIL. [lepuTOHeanbHbIe 1 Iy3bIP-
Hble CUMITOMBI — OTPULIATEe/IbHBL.

JHanee BoimonHena JKI' B 12 oTBefeHuAx: Ha GoHe cu-
HYCOBOTO PHUTMa OTMeYaeTcs O4YaroBO-pyOLiOBBIN IIaT-
TepH — Komiutekcel Tuna QS B orBemenmax II, III, aVE
V1-V3 (puc. 1).

IMoBropuo mnpoBemena IXO-KI' (ammapar Toshiba
Aplio 500) (puc. 2). B cpaBHeHUN ¢ UCCIeTOBAHUEM, BbI-
MOTHEHHBIM 32 6 MecsAlLleB [0 HaCTOAI[ero, HabM0ganoch
yBenu4eHne BuIpakeHHOCTH rumeptpodun JUK, sHaun-
TelbHBI pocT nmokasaTenelt tonmyuuel MIKIT n 3CJDK,
yBeIMYeHMe MHJEeKca Mmacchl Muokapga JIK, mpesbi-
MIABLIETO J[BYKPaTHO HOPMAaTMBHbIe MOKasarenu. Ilpu
sToM ¢ppakuusa BbIOpOCa COXpaHEHA, 30HBI HapyIIeHN:
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JIOKa/IbHOM COKPAaTUMOCTHU JOCTOBEPHO HE ONpefleNANICh
(Tabm. 1).

ITpu BBIIOTHEH MY XONTEPOBCKOTO MOHUTOpUpOoBaHusa OKI
PEeruCTpUPOBAJICA CYHYCOBBIII PUTM C MUHMMA/bHOI 4acTo-
Tol 41 ygap B MMHYTY, MaKCMMAJIbHOJM 4acTOTON 77 B MM-
HYTY, CPEIHAA 9aCTOTA CEPAEYHBIX COKPALIEHMI COCTaBU/IA
53 ynapa B MUHYTY. B TeueHme cyTok oTMeyanuch pefikas mo-
yMopdHasA XKeTyOUKOBasA IKCTPACUCTONNA U MOCTOSHHASL
aTpPYOBEHTPUKY/APHasA 670Kaaa 1 crenenn ¢ yamHenueM PQ
1o 280 Mcek. JIpyrux npexopAmmx HapyIIeHnii pUTMa 1 Ipo-
BOJVIMOCTH He BBIABJIEHO. B TeyeHue Bcell 3ammcy perucTpu-
POBa/NCh IOCTOSAHHBIE HAPYIIEHNA PENONAPU3aINA 110 1-My
u 3-My MOHMTOPHOMY OTBENEHUAM C HNEPUOIAUIECKUM YITIy-
OneHneM penpeccun cerMeHTa ST B HOUHbIE Yachl 10 1 MM.
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Ta6muua / Table 1

Pe3ynbraTnl 3X0Kapanorpadpu4ecKoro MCCIeSOBAHIS B JUHAMIKE
Results of echocardiographic examination in dynamics

ITapamerprr / Parameters I II

R 2 2

Tommmua crenku DK, mm 5 5

RVWT, mm

VperTK, m/c

TRV, m/ s A0 2,6 A0 2:6
BJIA, MM pT CT

?’AP mmng po 4l po 42

MOKIIg, mm

I1VSd, mm 18,3 245

3CJDKn, mm

PWTd, mm 17,3 228

KIP, mm

EDD, mm 46 43

EDV i 12 .

KCP, Mmm

ESD, mm 31 25

KCO, mn

ESV, ml 38 23

?97\(/) : nlfl” 63 58

MOK, n/muu

CO, I/min 38 41

®B 1o Teichgolz, %

EE % 62 71

DY, %

FS, % 33 40

VIMMIJDXK, r/m*

LVMI, g/m? 197 283

ITpumeuanne: DK — npasbiit xxenynouek, VperTK — ckopocTb TpukycnmpansHoit perypruranyn, IBJIA — naBieHue B T€rOYHON
apTepuy, MOKII — MexoKenymodkoBas neperopopaka B guactony, 3CJDKp — 3afHAA cTeHKa JIeBOTO Xemyodka B guacrony, KIP —
KOHeyHO-AnacTonndeckuii pasmep, KIIO — koneuHo-auacronmdeckuit 06pém, KCP — xoHeunsit cuctonmaecknit pasmep; KCO —
KOHeYHO-cucTonmmaecknit 06uém; YO — yrapuslit 066ém; MOK — MunyTHBII 06B8M KpoBy; @B — dpaxiust Bei6poca; PY — dpak-
1y ykopouennus; IMMIDK — uHaekc Macchl MUOKap/ia IEBOTO XKemyflouKa.

Note: RV — right ventricle, RVWT — right ventricular wall thickness, TRV — tricuspid regurgitation velocity, PAP — pulmonary ar-
tery pressure, IVSd — interventricular septum in diastole, PWTd — posterior wall of the left ventricle in diastole, EDD — end-diastolic
dimension, EDV — end-diastolic volume, ESD — end-systolic dimension; ESV — end-systolic volume; SV — stroke volume; CO — car-
diac output; EF — ejection fraction; FS —fraction shortening; LVMI — left ventricular myocardial mass index.

ITo pesynbTaTam yIbTPasBYKOBOTO MCCTENOBaHUA Opra-
HOB OpIOIIHOI MOIOCTY ONpPee/AINCh IPU3HAKY TeraTo- I
CIIJIEHOMET /MM, IPU3HAKM ACLINUTA.

JIaboparopHo BBIAB/IEHO NOBBbILIEHNE  YPOBH:A
NT-proBNP no 9626 nr/mj, ymepeHHOe IOBBIIIEHNE YPOB-
Hs menovHoi ¢ocgaraser — o 177 Ep/n, modeBoit Kuc-
noThl — 10 480 MKMOJIbB/JI, raMMa-T/TyTaMUITPaHCIENTH-
maspl — o 76 Ell/n u mporennypus 3,5 r/cyTkn. YpoBeHb

BBICOKOUYBCTBUTE/ILHOTO CEPAIeYHOTO TPOIIOHMHA He IIPEBbI-
mas pepepeHCHbIX 3HAYeHUIL.

B cBA3M ¢ peTPOCHEKTUMBHBIMM IAHHBIMU M BHOBDb BBI-
SBJICHHBIMIM M3MEHeHUsIMM Obl/la  3aIlOfj03peHa aMIJIO-
UfHas KapauoMmomnarys, OonpHas ObUla HalpaBieHa Ha
moobcnenoBaHme K remarosory. Eif mposefieHa TpemaHoOu-
oIIcuA NOAB3MOIIHOI KOCTH, 110 pe3y/nbTaTaM KOTOPOIl cpe-
U KJIETOYHBIX 57IEMEHTOB MUETIONITHON TKaHM OOHAPYKEHBI
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PucyHok 3. [ucTonornyeckoe nccaefoBanme TpenaHobmonTara rpeGHs MOfB3IOIHOM KOCTU
Figure 3. Histological examination of a trephine biopsy of the iliac crest

PucyHox 4. VIMMyHOIHCTOXMMIYECKOE UCCIEOBAHNE TPEIAHOOMOITaTa IPe6Hs IO/IB3[OIIHOI KOCTI
Figure 4. Inmunohistochemical study of iliac crest trephine biopsy

MHTepCTUIAIbHble AudQy3HbIe CKOIUIEHNs, paspylIeHue
KOCTHBIX OQ/IOK M BBICOKAsh KIE€TOYHOCTb KOCTHOIO MO3Ta
(puc. 3).

Kpome TOro0, BBIOTHEHO MMMYHOIMCTOXMMUYIECKOE JIC-
crefloBaHue, onpeneneHa akcnpeccus CD138-mapkepa mmas-
MaTHYeCKNUX KIeTOK, IIOATBepABIIas AuarHo3 «IInasmoxe-
TOYHast MiesioMa» (puc. 4).

Takum 06pa3oM, HaneHTKe ObUI IIOCTaBIe€H KIVMHMU-
qyeckuit amarHo3 «CUCTEMHBINI aMMION03 C IpeuMYylie-
CTBEHHBIM HOpPaKeHNEeM CepJilla, ACCOLMIPOBAHHDI C MHO-
xecTBeHHOIT Muenomoli, XCH ¢ coxpanenHoit ¢pakimeit
BbIOpOCa, 2 crapus, 111 ¢pyHKmonambHblT K1ace». [Iposepe-
Ha KOPPEKILWs TepPAlNM CePAeYHO HEeOCTATOYHOCTH: YBe-
7MdeHa fjo3a Topacemupa go 40 Mr/cyTku, gobaBieH sIuie-
peHOH B fjo3e 100 mMr/cyTku u gamarnudnasus 10 Mr/cyTKu.
B ycoBmsx reMaTonornueckoro cTanyoHapa 6onpHas Hava-
Jla XMMMOTepaIeBTUIeCKoe edeHne, OJHAKO CIYCTsA 7 Me-
CALleB C Hayaja Crennduyeckoil Tepanmy KOHCTaTMPOBaHaA
CMEPTD MALVEHTKN. AyTOHCI/IH HE BBIIIOJIHEHA 110 HACTOAHNIO
PONCTBEHHUKOB.
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O6c¢cyxaeHne

ITonATne «KpacHble Qaru» aMmIOULO3a BBEAEHO B
2021 1. B HOBOM KOHCEHCYCHOM JIOKyMeHTe EBpomeiickoro
o6mecrsa kapauonoros (EOK) [15] 1 BK/IHOYAOT COBOKYII-
HOCTb KIMHWYECKUX, MHCTPYMEHTAIbHbIX 1 1a00PaTOPHBIX
IIPU3HAKOB, KOTOpPbIE MO3BOJIAIOT Bpady 3alofo3pUTh aMu-
JIOUZ03 cepala.

BoIfienAr0T KapayanbHble U HeKapAyaabHble IPOsABICHNA
ammtongosa. K mepBpIM mpexx/ie BCero OTHOCAT CUMITOMBI
XPOHMYECKON CepeYHON HeJOCTaTOYHOCTH, TaK/e KaK CJla-
60CTb, OfBILIKA, BBIPAKEHHBbIE OTEKM BIUIOTH [0 PasBUTUS
aHacapKy, IpU 9TOM BBIABJIAETCS COXpaHEHHASA CUCTOJIYeE-
cKast pyHKIVS JIEBOTO JKeMyHouKa. [laHHOe 06CTOATENbCTBO
00YC/IOB/ICHO PasBUTIEM PeCTPUKTUBHON KapUOMMOIIATHI,
Pa3BUBAOLIENICA BCIENCTBME OTIOXKEHNSA aMMUIONa MEXIY
KapIMOMMOLITaMH, CHVYDKEHVEM 3/TACTUYHOCTYU U PACTSKM-
MOCTM CTEHOK CepALid U Pe3KJMM CHIDKEHIEM YAapHOTO 00b-
éma [15, 16]. BaxHO oT™MeTnTD, 4TO IpU AL-amuonzgose Te-
YeHIe CepAieYHOI HeOCTATOYHOCTH borIee TsDKENOoe, YeM Ipu
ATTR, 4To, 10 MHEHUIO PsAJa aBTOPOB, CBA3aHO C OONIbILEN
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BBIPOKEHHOCTBIO OKMCIIUTENBLHOTO CTpecca, MPsIMbIM IIO-
BpeXXJeHMeM KaparoMuonntos [17, 18] n mossoinser mpen-
TOIOXKNUTh TUII aMUJIOWJAa Ha OCHOBAaHMMU BBIPaKEHHOCTHU
K/IVHIYECKOI CUMIITOMATUKN. B HacTosimeM HabIoOfeHun
y 6OJIBHOI OTMEYANTNCh TSDKETbIE IPOSIBIEHNS [IPABO- I JIe-
BOXXETYIOYKOBOIl HEJOCTATOYHOCTH, OTCYTCTBME 3ddexra
B OTBET Ha cTaHAapTHYyW Tepanuio XCH, 4To cormacyercs ¢
JINTEPATYPHBIMM JAHHBIMU.

IToMyMoO AVMACTONMMYECKO IVMCHYHKIVM, OTIOXKEHNUe
aMIION/a B MPOBOJSIEN CUCTEMe CepAlid MOXeT HMpPOsB-
JISITBCS PA3NIMIHBIMI HAPYLUIEHVSIMU IPOBORAUMOCTIL ¥ PUT-
Ma, B ToM uucie ¢pubpuuranueit npenceppuir (OII) [15].
OpHako B OOBIIMHCTBE CIyYaeB Y MALMEHTOB INTETbHO
COXpaHsAeTCA CUHYCOBBIN pUTM, a npucoenynenne PIT oby-
CTIOBJICHO TIPOrpeccUpoBaHmeM 3ab0/1eBaHNA, BOBTIeYeHIIEM
MIOKap/a [Ipefcepanii, a TaKXe UX 00bEMHOI ITeperpysKoii
[19]. 3a¢ukcupoBaHHbIe B aHAMHE3€ y Haleil MaI[MeHTKI
MapOKCU3MBI pUOPMIIALNY IPEACEPAIIL CBUETEIbCTBYIOT
0 IaJIeKO 3alIefIINX MaTOPU3NOTOTNIeCKIX U3MEHEHISAX B
cepaue.

[Ipusnakamyu amwiongHon Kappuommornatyy Ha IKI
CuYMTaeTCs HU3Kasg aMIuTyna Komiiekca QRS B craHpapr-
HbIX OTBEeIEHMAX V/VWIM IICeBIOPYOLOBbI HATTEPH B IIpa-
BBIX TIPYHHBIX oTBefieHsAx [17]. CormacHo my6mmMKaumam
Y4YEHBIX U3 KIMHMUKM Maiio, HecMOTpsl Ha 6oJee CUIBbHYIO
nHuabTpanmio cepaua amuaougom mpu ATTR dopwme, 06-
Hapy»eHne Huskoro Bombraka IKI' ropaspgo 6onee pacmpo-
crpaHeHo npu AL-ammionzose, TOrga Kak [jIs IEpBOro Xa-
PaKTepHBIMIU CYNTAIOTCS pyOIjoBble n3MeHeHust [20]. 3yOrst
P yaire MMeI0T HOPMa/IbHBII BOIBTAX, HO PACLIMPEHBI I MO-
TYyT UMeTh pas3/MIHbIe MOPQOIOTMYecKe aHOMAINY, yKa-
3bIBAIOLIVMMIY Ha 3aMelIeHMe BHYTPUIIPECepHON MpOBO-
mumocty [17]. B ommceiBaeMOM HaMy KIMHUYECKOM CTydae
1iceBROMH(APKTHBIN ATTepH 0OOHAPY>KEH 110 HIDKHEN! 1 Ie-
penHeit crenkam mmokapga JDK, a Taxoke 3amepnenue AB-
MIPOBOAMMOCTH, YTO CBU/IETE/IbCTBYET O HEBBICOKOI CIIeIy-
¢duanocTy OKI-npusHaKkoB.

ITpu ynbTpasBYKOBOM MCC/IEIOBAHNM CEp/ilia IePBLIM Ha-
CTOP@XMBAOLIMM IIPM3HAKOM B OTHOLICHMM aMMIOMZO3a
ABTIAETCA KOHLIeHTpudeckoe yronmenue cteHku /DK, koro-
poe HepenKo MpeBbILIaeT 15 MM, IIpY 9TOM TOMIIMHA CTEHKI
6oree 18 MM BcTpedaercs ropaszo daute npu ATTR-dopwme,
gyem npu AL-ammnonpose [17]. BaxxHo OTMETUTD, YTO B OT/IN-
4Ke OT UCTUHHOI TUMIePTPOPUN XKEeTYJOUYKOB 9XOTE€HHOCTDb
MIOKapfa IpJ aMUIOKM03¢e BBIIIe, €r0 TeKCTypa MMeeT TH-
MIMYHBI «3€PHUCTBI, cBepKatommit» Bup [17, 21]. Taxoke
MOXXeT OOHAPY)XMBATbCsI FBYCTOPOHHEE YBeIMYeHe IIpef-
cepiuil 1 YTOJLIEHNe MeXIIpecepaHOll neperoponku [22].
IIpencepayst MOTYT CTaTb MeCTOM OOpa3oBaHUS TPOMOOB
Ja)ke IpY OTCYTCTBUU apUTMUM BCIEACTBME HU3KOTO yHap-
HOTO0 06bEMa V1 HepOBHOIT IIOBEPXHOCTY SHAOKAP/a Ipeficep-
Iuit u3-3a MHpUIbTpaunu amuwionoM [17, 22]. MHorpa Ha-
O/II0AIOTCS IUIEBPAJIBHBIN VTN TIePUKAPAVATBHbIN BBIIIOTHI
[22], uTo 1 6bI7I0 OOHAPYIKEHO HaMM Y OOJIBHOIL, IPUIEM 0CO-
OeHHO IpUBJIEKaTa BHUMAaHIe CKOPOCTb IPOTPEeCCUM YTOI-
meHns Muokappa JIK: 3a 6 mecanes tomumynaa MOKII yBe-
mn4mack Ha 6,2 MM, a 3CJDK — Ha 5,5 mm. Ho Hambornee
crienpMYHBIM MHCTPYMEHTA/IbHBIM IIPU3HAKOM aMMIONJ-
HOJ Kap/iIOMIONIATUM CYMTAETCSl HapyLIeHMe MPOROIbHOM
nedopmarnyu 6asambHbIX U cpegHux cermeHToB JDK ¢ coxpa-
HeHJeM B alMKa/TbHBIX CETMEHTAX, IMOMTy4YMBIINI Ha3BaHIE

«BUILEHKA Ha TOpTe» (WM «OBIUMIL I71a3»), PENKO BBLABIIA-
folleecst Ipu Apyrux Kapamommomarusax [15, 17]. K coxa-
JIEHUIO, TeXHMYEeCKe BO3MOYKHOCTI He II03BO/IV/IN OLIeHUTb
TAHHBI IPU3HAK Y Halllell MalleHTKN.

Kak 13BecTHO, KOHIIEHTpAIIA HATPUITYPeTIIeCcKOro Iel-
tuga B-tuma (BNP) 1 N-konnesoro ¢pparmenta NT-proBNP
YBEIMUYMBACTCS HPYU PA3IUYHBIX (HOPMAX CepAeIHOI HENo-
CTaTOYHOCTH, HO B C/Iy4ae aMM/IOMJHON KapAVOMMOIATIN
He3aBUCUMO OT TUIIA IIATOT€HHOTO OeJIKa VX yPOBEHb Hellpo-
MIOPIIMOHANBHO BBICOK M3-3a MPAMOTO CXKAaTUsA KapAMOMMUO-
IIUTOB M CTpecca, BBI3BAHHOTO IIOBBILIEHHBIM JiaB/ICHVEM
HarnonHeHus [17], 4To 6bU10 06HAPY>KEHO HaMM Y GONBHOIL.
TakKe HafeXHBIM WHAMKATOPOM TI'MOeIN KapAMOMMUOLU-
ToB Kak npu AL-, Tak u npn ATTR-ammnongose cunraercs
cepredHbiit TporoHuH [20, 21]. Y Halmeit malmeHTKN OH He
IIPEBBIIIAT HOPMATYBHBIX 3HAaYEHNI, HECMOTPS Ha TSKECTb
K/IVHUYECKOI CHUMIITOMATUKM, 4YTO, BO3MOXXHO, Tpe6oBa-
JIO CEepUITHOTO M3Y4YeHWs, He BBLIIIOJTHEHHOTO B HACTOALIEM
HaOIIONeHN.

HexappuanpHble CUMIITOMBI BECbMa pasHOOOpasHbl. VIH-
GUIBTpaLVA MATKUX TKaHel ¥ MEJIKUX COCYHOB MOXET Ipo-
ABMATbCA MaKpPOITIOCCHEN, IepUOpOUTANbHON ITypITypoii,
puctpodueit Horreil. JJOBOTBHO YacTO B IMATOIOTMYECKMUIT
IpoLecc BOBJIeKaeTcsi mepudepudeckasi HEpPBHAsL CHCTeMa
¢ ¢dbopMupOBaHNEM CEHCOMOTOPHOI HEJpONaTHM IO THUILY
«IIepYaTKU U YyIKN». [lopaskeHre HepBHBIX OKOHYaHMII aB-
TOHOMHOI1 HePBHOI CUCTeMbI IIPUBOAUT K OPTOCTATHYECKOIA
TUIOTOHNUY, IIPOIPeCCUPYIOLIEMY CHIDKEHUIO apTepyab-
HOTO AaBieHuA [17], Ha YTO TOXKasOBanach MAIieHTKa IPU
IIepBUYHOM OCMOTpe. JacTo Ipy CUCTEMHOM IIpOliecce BbI-
SIB/ISIETCST HePPOTUIECKMIT CUHAPOM, MHOT/A TelIaTOMeraus
WM cIleHoMeramus [21, 22], 4To TaxKe ObUIO 0OHAPYKEHO
HaMIL.

HecmoTps Ha BbIpa)K€HHOCTb KJIMHMYECKON CHMIITOMA-
THKM U TaOOPAaTOPHO-MHCTPYMEHTA/IbHBIX IIPU3HAKOB, paHee
OKOHYATebHbIN uarHo3 «CepheuHblil aMIION03» MOYKHO
OBbIIO YCTAHOBUTD TO/IBKO MOC/IE OOHAPYKEHVST aMUIONAA U
OIIpefe/ieHNs ero TUIA. 30/I0TbIM CTAaHAAPTOM AMATHOCTUKM
CUUTAIUCh SH/IOMMOKApANaNbHasA OMOICKUA U TUCTONIOTIYe-
ckmit aHam3 [10], ogHako aHHasA Mpoleflypa MHBa3UBHadI,
4TO TpebyeT CYILeCTBEHHOrO HaBbIKa OT Bpadya M IpeCTaB-
NIA€T ONIpEeNleNIEHHDI PUCK OCNIOXXHeHmit. bomee mocTymna
6MOIICHS TOKOXXHO-XKMPOBOIL KJIETYATKY IepefHeil Opro-
HOIl CTeHKM, OOJIafjarolasi JOCTaTOYHO BBICOKO YYBCTBHU-
TeIbHOCTBIO 1A AL-amutonpmosa (go 84%), Torga Kak s
upentudukanuu ATTR ¢popMbl 4yBCTBUTETBHOCTh MeTOMA
He TpeBbIlIaeT 45% [23], Tak YTO OTpUIATENBHBIN Pe3yb-
TaT OMOICUM HENOPKEHHOTO OpraHa He VCK/IYaeT [ua-
THO3 «AMmtonzo3». Ha cerogHsamHmit feHp 06s13aTeIbHBIM
MeTOfiOM AmarHocTukyu AL-ammionposa co crernuduaHo-
cTbI0 99% TIpK3HAHO OOHApY)XeHNe MOHOKIOHA/IBHOTO 6ert-
Ka B CBIBOPOTKE KPOBM 1/M/IM MOYe METOJOM UMMYHO]UKCa-
uyu [15]. ITpu BeisaBnennn ATTR-amMnnongo3a aHaIOTMIHON
criennUIHOCTBI0 O6MafaeT CUMHTUIPAadMsi MUOKaphaa C
ocreoTponHbIMU papnodapmnpenaparamu [5]. B ommceisa-
eMOM KIMHUYeCKOM HaOJIIOfieHNI CLUTUrpadus He BBIIOJ-
HS/IACh 110 TeXHUYECKUM IPUYMHAM, OFHAKO MACHTUPUISL
TsoKénoit nerm IgG u nérkoit nenu nAM6MA C IOC/TIeRYOLIelt
TpeIaHOOMONCHell TOMB3IOMIHON KOCTH, IIOATBEpAUBIINE
fmarno3 «MuemomMHas 60/1e3Hb», TO3BOJIV/IN 3aBEPIIATD -
ArHOCTUYECKUII TTONCK.
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3aknoyeHue
AMUIONI03 — MYIBTUCUCTEMHOE, MHOTOTIMKOE U Ja/eKo
He O4eBMIHOe 3ab0JIeBaHNe, BBISB/ISIEMOCTh KOTOPOrO IPO-
IPECCUBHO YBeMMYMBAETCA B IOCHefHUe ropsl. Onpenmens-
IOLIYI0 pO/Ib B IPOTHO3e MIPaeT BpeMs OT Hadaja IOsBIIe-
HUSA KIVMHUYECKON CUMIITOMATUKI 10 IIOCTAaHOBKM [MArHO3a.

Omnpepenenne Oenka-npeflIecCTBeHHIKA AB/IATCA KPaeyroyb-
HBIM KaMHEeM B TAaKTHKe BeJIeHUA IallieHTa C aMIIOMHO
Kappuomuonarueit. CBOeBpeMeHHO BO3HUKILEe IOfI03peHue
" TpaMOTHaA nM(’p(i)epeHumaanaﬂ AVIATHOCTVIKA penIarinm
00pasoM B/IMSIIOT HAa PasBUTHE TSDKEION CEPAEIHON HETOCTa-
TOYHOCTU U IIPOAO/DKUTEIbHOCTD XXM3HN ITAllVIEHTA.
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