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Abstract

There are presented the literature data and a description of the clinical course of the disease in isolated/predominant cardiac amyloidosis. Amyloid
cardiomyopathy is the most common phenocopy of hypertrophic cardiomyopathy. The modern possibilities of non-invasive diagnostics using
osteoscintigraphy for the differential diagnosis between amyloid cardiomyopathy caused by AL- and transthyretin amyloidosis are described in
detail.
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K amunioniosy cepaiia NpruBOAMT TeTepOreHHast rpyrmna 3a00-
JICBAHUH, XapaKTEePH3YIOUIMXCS CTPYKTYPHO-(YHKIIMOHAIBHBIMU
HapyLIEHUAMH Cep/La BCISICTBUE OTIIOKEHHUS BO BHEKIIETOYHOM
MaTpHKCe aHOMAIBHOTO GPHOPWILISIPHOTO Oelka (aMHIOUIA).
K amunouHpIM KapauoMuonatisiM ((PeHOKOTUSM THITEPTPOQH-
yeckor kapauomuonaruud — ['KMIT) HanGonee yacto mpuBOAsT
AL-amunonnios, a Takke HacJeICTBEHHbIE U HEHACIIEICTBEHHbIE
(hopmbl TpaHcTHpETHHOBOTO amuiono3a [1, 2]. Camoii pacnpo-
CTpaHEHHOH (hOPMO CHCTEMHOTO aMHIION/1032 Ha MPOTHKCHUH
MHOT'HX JIECATHIICTHH siBiseTcst AL-amMuiion 103, Ha JI0JF0 KOTOPOTO
npuxoauTcst okoao 67-68% Bcex ciyuaes [1]. AL-amunonnos
BCTpeYaeTcs ¢ YacToToi ot 5 1o 12 wenosek Ha 1 muH B rox [3].

Ilopaxxenue cepaua npu AL-amunonnose Bappupyercs
ot 50 o 90% cnyvaeB [4, 5] U, Kak NPaBUIIO, IPUBOAUT K
MPOrPECCUPOBAHUIO0 XPOHUYECKOI CeplieYHON HeJ0CTaTOu-
HocTH (XCH). YeM sipue 1 MHOTOYHCIIEHHEE BHECEPIEUHbIE
MPOSIBICHUST U TAOOpaTOpHBIE MPU3HAKH IIIa3MOKIETOTHOM
Jmuckpasuu mpu AL-amunonsose, TeM Kopode ImyTh K THarHo3y
[4, 5]. HauGomnpme TpyIHOCTH JUATHOCTUKH [0 CETOMHSIIIHETO
JIHSI BO3HUKAIOT MIPU «U30JIMPOBAHHOM/IPEUMYILECTBEHHOM
MOpaXKeHUH cepaua npu AL-aMuono3e, KOTOpoe BCTpedaeTcst
y 5% OonbHbIX [1, 6].

[IpuBOAMM ONMCaHIE KIMHIYECKOTO CITydas.

ITanmenT — myxuunHa 59 ner.

Hcmopusa 3a6onesanus. bonee 20 net — aHaMHe3 THIIEPTO-
HUYECKOH OO0NIE3HH, KOPPUTHPYEMOH, ¢ PEAKUMH NOABEMAMU
aprepuanbHoro gasineHus (AJl) no 170/90 mm pr. cT. (Mak-

cumaibHoe), «padbouee» 130/80 MM prt. cT. B mocnenuuii rox
OTMCTUJT YMCHBIIICHUC HOTpCGHOCTI/l B THIIOTCH3UBHOU TCpanun
JUTS TOCTHOXKEHUS 1eneBbix 3HadyeHuit AJl. Ha pone Hactosimero
yXyAlleHus: HaOnrogaeTcss HOpMOTOHUS, 06€3 TMIOTEeH3UBHON
TeparmH.

Panee B TeueHue 3 neT HAOMIOAAINCH PEIKUE TMPUCTYIIBI
naBsiux OoJeii 3a rpyauHoit npu pusndeckoii Harpyske (OH),
CaMOCTOSTENbHO KyHupylomuecs B nokoe. B utone 2018 r.
OOJIBHOW FOCHUTAIM3UPOBAH B CBSA3U C KJIMHUKOH OCTPOTO KO-
ponapsoro cuniapoma (OKC).

Ha xoponapoanruorpadguu (KAI') BBISBICH CTEHO3 TIe-
penHeit MexokerynoukoBoit aprepun (IIMXKA) 80% u oruba-
fomet aprepun (OA) 70%. Bemmonneno crentupoBanne OA
(1DES), IIMXA (1BMS). Ha xoutponsHoii KAI': oGnactu
CTEHTHUPOBaHMA 0€3 MPHU3HAKOB JHCCEKIUH U TpomOo3a, Kpo-
BOTOK 110 OA U BETBSIM YIOBIIETBOPUTENIbHBIN, KPOBOTOK I10
[IMXA, a Takke ee BETBSIM YIOBICTBOPUTEIHHBIN.

Ha done Tepanuu cocTosHKE MaIeHTa CTA0UIN3HPOBAIIOCh.
UYepes 3—4 mec (ceHTs1i0ps 2018 1) — NOBTOPHOE yXY/IIICHHUE:
TMOSIBJICHUE U TPOTPECCUPOBAHUE OJIBIIIKH, OBICTPOE CHUKECHUE
TosnepanTHOCTH K OH, 31307161 yAYIIbsI B HOYHOE BPEMsI, OTEKU
HIDKHHUX KOHEUHOCTEH.

BonbHoii HanpaBieH Ha xkoHCcynbTauuio B ®I'EOY BO
«[ICITOT'MY um. axan. W.II. T1aBmoBay.
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TGTOUAR ET

Puc. 1. KT 60AbHOrO 60 AeT ¢ AL-aMMAOMAO30M C NMPEMMYLLLECTBEHHbIM MOPAXXEHUEM CepALLa, ASMOAA-BapUaHT.

Tabanua 1. Annamuka IxoKrl-nokasareaeit 3a neproa HabAIOAEHHs!

Moxka3zaTenn 29.06.2018 10.08.2018 17.11.2018
Tommuaa MXXII, mm 24 24 24
Tommuua 3CJDK, MM 18 18 24
KAP JIX, mm 51 49 49
Wunexe KJP JIXK, mm/m? 25,4 (N 2,2-3,0) 24,4 24,4
JIIT, Mmm 56 56 60
TIIT, MM 55%51 43x52 54x52
Wnnexc IIT1, M 60 63 63
IDK, mm 43 (N no 40) 45 47
TICITK, mm 4 10 11
Wupexc macesl Muokapaa JOK, r/m? 261 289 298
DB, % 47 33 28
CIJIA, MM pr. cT. 44 55 57

Kuneruxa muoxapna JDK JuddysHas runokuHesns

Juactonnueckas 1ucyHKINS PecTpuKTHBHEII THII
y Hanoauenus JDK

KunkocTs B moaocTy nepuxapaa He6omnpmoe konnuecTBo

Jucddysnas runoknHe3us JuddysHas runokuHe3ns

PectpuxTuBHBII THI
HanonHeHus JDK

PecTpuxTuBHBIN THIT
HanonHeHus JDK

HeOGobiioe KonuuecTBo HeOounbi1oe Koau4ecTBO

Ipumeuanue. KJIP — xoneuno-nuacronmdeckuit pasmep, C/IJIA — cepaeuHoe naBieHue B ICTOYHOH apTepHU.

* 00mIas cinabocTh, MOTEPsi Macchl Tena (3 Kr) mpu coxpa-
HCHHOM aIImneTuTe.

Obvexmusno. COCTOSHUE OTHOCUTEIBHO YIOBIIETBOPUTEILHOE.
Hopmotonus (Al 120 u 80 MM pT. CT.), Ipu NEpeXofie U3 BEPTU-
KaJILHOTO TOJIOKEHUSI B TOpU30HTaNIbHOE (Ha 1-if MunyTe 110/80,
Ha 3-it muryTe 105/75), Mynbc pUTMHYHBINA, CHMMETPHYHBIH,
YAOBJIETBOPHUTEIBHOTO HaNONTHEHuUs, 78 yi/muH. [IposiBnenus cep-
JICYHO HEJIOCTATOYHOCTH (JIETKHIA IIMAHO3 T'Y0, JIbIXaHUE KECTKOE,
TUIMIOCTAaTUYCCKUEC BJIAKHBIC Xparibl B HIDKHUX OTACIIax O6OI/IX
nerkux. [ledeHp BbICTyHaeT U3-1101 Kpasi peOepHOi Iyry Ha 2 CM.
Jlerkast macTO3HOCTb CTOII).

Buvinonuneno (anekmpokapouozpagun — IKIT, cymounoe
monumopuposanue IKI, mpancmopakanvnan 3xokapouo-
epagpus — IxoKT)

OKT': put™ CUHYCOBBIH, IpaBUIIbHBIA. HU3KOBOIBTaXHBIN
xapakrep OKI (6e3 nunamuku o cpasHenuto ¢ 06.2018). ITpu-
3HaKU OIOKAIbI TIePETHEBEPXHETO PA3BETBICHUS JICBOH HOXKHI
nyuka ['uca. ArpuoBeHtpukyisipHas (AB)-npoBoaumMocts Ha
BEpXHEH TpaHHIIe HOPMBI.

IMpusnaku ysenuuenus aesoro (JIIT) u mpasoro npeacepaus
(IIT). Kocsennsle npusHaku runeprpoduu nesoro (JOK) u npa-
Boro >xenynouxa (IDK). Henapacranue 3y6ua R B OTBEIECHUAX

TEPAMEBTMYECKIM APXMB. 2021, 93 (4): 487-496.

V,, V,, V,. I3MeHeHHs NPOLIECCOB PEMONIIpU3aluU B 0071acTH
nepenne6okoBoit crenku JIK (-), 3yoms! 7 B otBeaeHusx I, avlL
u (-+) Vi puc. 1

Haunbie OxoKI npencrasnens! B Tad1. 1 u Ha puc. 2-5.

Kak npencrasneno B Tada. 1 u Ha puc. 2, npu OxoKI -uc-

CJIeZIOBAaHUU OOHAPYKEHO:

* runeprpodus muokapaa JIXK u ITXK, unnekc Maccel Muo-
kapaa JIK 261 r/m?, TojipHa MEXOIKEeTyJOUKOBOM Mepero-
ponku (MXKII) 24 mm, TonmHa 3aaHel crenku JOK (3CJDK)
18 MM — 24 mm, MOKTI/3CJIXK 1,33-1,0, uto cooTBETCTBYET
I'KMII-denorumy. Pasmep monoctu JOK we yBemnaen. [u-
JaTanus 000MX MpencepaAni (MpencepIHO-KelyI0IKOBOe
orHomenue 1,09—1,22), 4To COOTBETCTBYET OCIIOKHEHHOMY
peMozenupoBanuto, cmenaHablid penorun (IKMIT + pe-
CTPUKTUBHAs Kapauomuonarus — PKMIT);

e Iporpeccupylomas cucroaudeckas aucynkuus JIK
(¢ppaxuus Boidpoca — OB JDK: 47%—33%—28%). MXKII
oOparieHa BBITYKIOCTIO B cTopoHy JOK. Hapacranue Tomn-
umnel nepeaneit crenku [DK — TICITDK (4 mm — 10 MM —
11 MM). PacueTHOE CHCTOIMYECKOE JaBICHUE B JICTOUHOM
apTepuy YMEPEHHO IMOBBIEHO (55-57 MM pT. ctr.). duna-
taus IDK. BeisiBieHo HeOONIBIIOE KOIMYECTBO CBOOOAHOM
JKMJIKOCTU B OJIOCTH HIEPUKAP/IA;

TERAPEVTICHESKII ARKHIV. 2021; 93 (4): 487-496. 489
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Puc. 2. OxoKI naumeHTa (napacrepHaAbHasi AAMHHasi 0Cb
AX 1 anukarbHOe 4-KamepHOoe n306paxkeHne).

* MUTpaJIbHasl U TPUKYCIUIAJbHAS perypruranus 1—2 cre-
TIeHH, He3HAUUTeJIbHAs NPUKJIANlaHHas aopTajIbHAs Peryp-
TUTalus;

* gbipadiceHHas ouacmonuyeckas oucgynryus JIK: pectpuk-
TUBHBIN TUI HaronHeHus JOK (MoBbIIEHO KOHEYHO-IHACTO-
myeckoe nasnenue JIK), E/e’=35; makcumaibHasi CKOpocTb
TPUKYCIUIATBHON perypruraimu 3,2 M/c (eM. puc. 3, 4).

Pe3ko cHmKeHa cucTonMYeckas CKOPOCTh JABMKEHUS KOJIbLa

MUTPAJILHOTO KIIalaHa, HU3KUe mokasarenu aedopmanmu JIK
(cpennuii 2D-strain=-4,4%, B GosbILeli CTENEeHN HapyILIeHHUe KIHE-
THKH 3a/1HeH, O0xoBoi 1 nepeHeii crenok JOK, B MeHblIeH cTeneHn
CHIDKEHBI 1Tokazarenu nedopmarmu sepxyiuku JDK). Cucromde-
ckast mucdynkums [DK: TAPSE — 16 mm, TAVS — 7-8 cm/c.

IIpu cymounom monumopuposanuu IKI':

* CHHYCOBBIM PUTM CO CpeIHEH 4acTOTOW CepAEYHBIX CO-
kpamenuii (YCC) 79 ya/mun (ot 68 mo 107).

* JKenynoukoBasi sKTonMuYecKas akTUBHOCTD 5 Tpafalluy 1o
Ryan B BHJIe TapHBIX U TPYIITOBBIX SKCTPACUCTOIN U MTAPOK-
CH3MOB JKeJTyI04KOBOI MOHOMOp(dHOH Taxukapauu ¢ YCC
1o 135 yn/muH o6weii onumenvrnocmeuio 6 c.

* HamxenynoukoBasi 9KTONUUYecKass akTUBHOCTb B BHJIE
OIMHOYHBIX, MApPHBIX U IPYNIOBBIX IKCTPACUCTOJ, Ma-
POKCH3MOB NpPEACEPAHON TaXUKapIUH, | 313011 KOMOH-
HAaIIMH KEeTYJOUYKOBBIX M HaJPKEITYIOYKOBBIX SKCTPACHUCTOI
(4 xomIekca). 3apecucmpupoeano yoiuneHue Kop-
puzuposannozo QT-unmepeana 0o 488 mc B TeueHue
437 MHH, 9TO MOXET SIBISATHCS MPOTHOCTUYECKHU HE-
07IaronpUsATHBIM MPU3HAKOM y MAIMEHTOB C CEPACYHOM
HEJI0CTaTOYHOCTBIO.

490 TERAPEVTICHESKII ARKHIV. 2021; 93 (4): 487-496.

E/A=2,74

1

|

il f
o SN N
-3

Puc. 3. Aonnaeporpamma TpaHCMUTPAAbHOIO KPOBOTOKa
(E — ckopocTtb paHHero HanoAHeHust AXK; A — ckopocTb
HanoAHeHust AX B dpasy cuctoabl npeacepamin). MNMarrepH
CBUAETEAbCTBYET O PECTPUKTUBHOM Tune HanoAHeHust AXK
(E/A>2), 1.e. noBbilLeHO AaBAeHue B All.

Puc. 4. TkaHeBasi AonnAeporpamma AaTepaAbHOM 4acTu
MMUTPAAbHOT0 KOAbLLA (S, €’, 2" — CKOPOCTU ABUIXKEHUS KOAb-
L2 MMTPAABHOrO KAanaHa B dpasbl cuctoabl AXK, paHHero
HarnoAHeHusi AXK M CUCTOABI NpeAcepAMiA COOTBETCTBEHHO).

» AB-6mokana 2-i crenenu 2-ro tTuna (MoOuTil 2), nay3sl
2,2 ¢, He conmpoBOXKaaBUIecs 0OMopokoM Mopranbu—
Onemca—Crokca (MIC) (-).

Taxum 06pa3oM, y OOJBHOTO C JITMTEIbHBIM aHAMHE30M
Koppurupyemoii Al 1 afeKBaTHOI MPUBEPKEHHOCTHIO TEPaIny,
nmemraeckoit 6onesnpto cepaua (MbC), mepenecmero OKC,
BBISIBICHBI CHHIPOM OblCmponpozpeccupyiouieli OnBeHTPUKY-
nspHoit XCH, onacHble 17151 5KU3HU KETyI0YKOBbIE HAPYIICHUS
CEepACYHOT0 pUTMA U TPOBOIUMOCTH. Ba’kHO OTMETUTD HAJTMYHUE
y nauueHnra cueuwannozo gpenomuna I KMIT+PKMII, nnacrto-
myeckoi aucynkuun JOK (peCTpUKTUBHBIN THIT HATOJTHEHHUS
JIX) u auzkoBonsTaxHon JKI.

Juddepennmanpaas AMarHoCTUKA MPOBOANIACH MEXKTy He-
cemeiiHoii, HeoOcTpykTuBHOM [’ KMIT 1 penoxommsmu 'KMII, B
MIEPBYIO OUEpPE/Ib MOPAKEHUEM CEp/ILia ITPH Pa3IUnYHbIX (HopmMax
aMHJIONI03a.

Iar Nel. Ha ocHoBaHuM aHaM3a 0COOEHHOCTEH KIIMHUYe-
CKOro TeueHus 3aboseBanus, faHHbIX DK 1 TpaHCTOpaKalbHO#
Ox0KI" MOXXHO cienars CleayIonie BHIBOIBL:

1. ITporpeccupytromiasi GUBEHTPUKYJIAPHAs CepAeyHas He-
nocratouHocTh ¢ DB JDK<50% B oTCyTCTBUE ANMNATAIIMOHHON
(azpr HetunmuHa Uit [ KMIT — 6one3nu capkomepa.

2. Ilporpeccupytomee yBenunuenue Toiamuasl 3CIJDK u
TICITXK, cmemannsiii penorun (I'KMIT+PKMIT) xapakTepu-
3YIOT 0COOCHHOCTH PEMOJICIIMPOBAHUS Cepla NP HHOUIb-
TPaTHBHBIX 3a00J1€BaHMAX MUOKApAa 1 OONE3HIX HAKOIICHHS.
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Puc. 5. MNMokazarean npoAoAbHONM Aedpopmannm Ha 17-cer-
MeHTHOM cxeme AXK.

3. KomOuHanus 2 npu3HakoB — HU3KUH BonbTaxk QRS Ha
OKI + yBenmuenune TonmuHbl creHok JIXK>12 MM mo naHHBIM
Ox0KI' yka3pIBaeT Ha MPUHAMIEKHOCTH MALMEHTa K KOTOpTe
pHCKa aMHJIOUTHOH KapAAMOMHUONATHH (4yBCTBUTENBHOCTH 75%),
cneunpuaHocTs 67%) [4, 5].

4. JTns TKMII we xapakrepen nartepH aedopmarmu JIK
(2D-strain), BoIsSBIICHHBIH y nanuenTa npu IxoKT.

5. Jns amuionno3a xapakTepHO CHIDKEHHE MPOOJIBHON
nedopmary B 6a3anbHBIX M cpequHHBIX cermenTax JDK mpu
OTHOCHTEJILHOW COXPaHHOCTU BEPXYIIKH, YTO UMEET MECTO y
JTAHHOTO MAllMeHTa U MPEJCTABICHO Ha PHC. 5.

3HAYUTENBHOE CHWKCHHE MPOJOIbHON nedopManuu, B
Ooupliel cTeneHu 3aaHel, 00koBo U mepeanei creHok JIK.
ITpu TKMII nedopmariust CHIXKEHA B MAKCMAJIBHO THIIEPTPO-
(bUPOBaHHBIX CETMEHTAaX, y MAIleHTa — B MEHee Tuneprpodu-
POBaHHBIX.

Mar Ne2. J[ns moaTBep Xk ASHHUS aMHIION103a «30JI0THIM
CTaHAApTOMY» SABISAETCS OMOICHUS KIMHUYECKH MOPAXKEHHOTO
oprana (cepaue, moyku). OZHAKO B CBA3M C MHBA3UBHOCTHIO
MIPOLIEAYPHI B KaU€CTBE aJIbTEPHATUBBI MOYKET UCIIOJIB30BATHCS
OHOTICHS MOJAKOXKHOTO JKUPa NepeiHei OpromHoi cTeHku [7, 8].

Pesynbrarel MOPOIOrHYECKOr0 UCCIEOBAHUS TTOIKOXK-
HO-)KMPOBOMW KJIETYATKH MPEJCTABJICHBI HA PHC. 6.

Bokpyr MHKpOCOCYZIOB B CTEHKE apTepuil HIMEIOT MECTO
TOMOT€HHbIE 203WHO(HIBHBIE MacChl, OKpalluBaeMble KOH-

TabAnua 2. Pe3yAbTaTbl ONpeAeAeHUs! CBOOOAHBIX AETKMX Liernei

Puc. 6. Pe3yabtarbl MOPPOAOrMHECKOTO MCCAGAOBAHMS.

rO-KpaCHbIM B KpaCHO-KMpHH‘{HbIﬁ OBCT, B IIOJAPU30BaAHHOM
cBeTe — 3e1eHoe cBeueHue (3¢(PexT JBOHHOro Jydenpenom-
JICHUS), 9TO CBHIIETENBCTBYET 00 OTIIOKEHHU MacC aMUJIOHIA.
[Ipr UMMYHOTHCTOXHUMHYECKOM HCCIIEOBAaHHH OOHApYKeHa
9KCHpeccHs JIIMOIA-MOTUIIA JIETKHX [eTiel IMMYHOIIIOOYJIHHOB
C PECTPUKIIMEH Kanma-1eny (cM. puc. 6, 6, 2).

C Lenblo MCKIIOYCHHST MHOKSCTBEHHOW MHEIOMBI [IPOBE-
JICHO JIOTIOJTHUTENIbHOE 00caenoBanue [9].

AMHIIONIIOTEHHBIH 0ok npu AL-aMmiton03¢ MpeicTaB-
JsIeT co0OH JIETKYIO ellb MMMYHOITIOOYJIMHOB WM (h)parMeHT
JIETKOH TeTH, KOTOPBIA MPOAYIUPYETCS] KIIOHAIBHOM MOMYIIs-
el I1a3MaTHYeCKUX KJIETOK B KOCTHOM MO3T'€ WM IIPH MOHO-
KJIOHAJIbHOM raMMariaTuu HeomnpezeneHHoro 3HaueHuns (MGUS)
WM B CBSI3U C MHOXKECTBEHHOI MHUEJIOMOH (IIPHOIN3UTENIBHO Y
10-15% nanuentos). CooTHOLIEHUE KaMIla K 1IM0/1a Bapbupy-
ercs ot 0,26 mo 1,65. Ecnm aToT mokazarens npesbimaet 1,65,
npearnonaraeTcs M30BITOK Kala-Iernei, a IpH COOTHOIICHUU
menee 0,26 — u30bITOK JIIMOIa-1Ierei [6].

ITpu noctanoBke nuarHo3a AL-aMunonnosa obpamaior
BHUMaHHE Ha M3MEHEHHE J1abopaToOpHbBIX MOKa3areliei, Xxapak-
TEPU3YIOIIUX IUTa3MOKJIETOUHYIO THUCKPA3HIO:

* HAIMYMe MOHOKJIIOHAJIHHOTO Oenka (MMMYHOTI00yIuH/
JieTKast eTb) B CBIBOPOTKE KPOBH/MOUE, OIPENENIIEMOr0o
METOJIOM KalMJUIIPHOTO AEKTpodope3a/MMMyHODUKCaITN;

* MOBBIIICHUE KOHIICHTPALIUU OJTHON U3 CBOOO/HBIX JIETKUX
eneit IMMYHOTIOOYJIMHOB (BOBJICUSHHAsI 1I€TTh) B CHIBO-
POTKE KPOBU /WK Moue (He(peTOMETPUISCKUIT METO,
Freelite™, bupmuurem, BenmukoOpuTanus) ¢ HapyleHHEeM
MX HOPMaJIbHOTO COOTHOIICHUS K/\;

* YBEJIMYCHUEC KOJIMYECTBA IUIa3MaTHICCUX KIICTOK B MUEJIO-
rpamme (00br4HO OT 5 10 10% 110 JaHHBIM aCIUPALOHHOM
ouorncun).

OreHKa YpOBHSI CBOOOIHBIX JIETKHX LENeil HIMMYHOTIIOO0Y-

JIMHOB KaIlla ¥ JSIMO/a B CHIBOPOTKE KPOBH M MOUE ITOATBEPIHIIA

MMMYHOTAOGYAMHOB B CbIBOPOTKE KPOBHM M MOYe

CBo0oaHbIe JIerkue enu Kamnma u JaMoaa-uenu
HMMYHOIJIO0Y/IMHOB B CbIBOPOTKE KPOBU

CBo00OIHBIE JIerKHe HenHu Kammna u JIaMoaa-uenu
HMMYHOIJI00yJIHHOB B MoYe

Kanma-niertu 4,52 mxr/mi (3,25-15,81)
JIsm6ma-tiern 342,70 mxr/mi (3,23-28,05)

Kamma-niertn 0,44 mxr/mi (0,4-20)
JIssm6ma-niernm 0,12 mxr/ma (0,3-5,0)

Cootnomenne k/A 0,013. OTMeueHa MOHOKJIOHATIbHAS IPOXYKIUSI CBOOOTHOMN LIETH A ¢ HapyIIEHHEM COOTHOLICHHS K/A

TEPATIEBTHUYECKIMA APXMB. 2021; 93 (4): 487-496.
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TabAnua 3. Peyabtatbl onpeaeaeHns kpearmHa, CK®, cepaeqHOro TPONoOHMHA M coAepXKaHus OeAka B Moue. AMHaMHKa

AabopaTOpHbIX MoKa3areAen

17.11.2018 20.11.2018 21.11.2018 27.11.2018
KpearuauH, MKMOMIB/1 109,0 96,0 91,0 -
CK® (CKD-EPI), m/mun/1,73 m? 63 74 79 -
[porennypus (mo OAM), r/n 0,10 - 0,25 -
CepneuHblil TPOIOHHH, HI/MJI 0,26 0,33 0,60 0,24
I'emorino6uH, r/a 151,7 148,6 141,2 151,0
NT-proBNP, nr/mn 2500 - - -

TIOBBIIIEHHOE CONEep)KaHKe JETKHUX Ierei JtMO1a Kak OCHOBY
Ui GOpMHUPOBaHMS aMHIIOUa (Tadu. 2).

[ToBbIIICHHBIH YPOBEHb JICTKHX LieTel JsIMO/1a B COUCTaHUH
C YPOBHEM TPOIOHMHA M HATPUIYPETUUECKOTO NENTH A 03BO-
JsIeT OTHECTHU MALUEHTA K IPYIIIe BBICOKOIO IPOrHOCTHYECKOTO
pucka (Tadua. 3). Msmenenuii B obmem ananuze moun (OAM)
HE BBISBICHO. YPOBeHb KpearrHuHA 107,6 MKMOIB/JI, CyTOYHAs
MHUKpOanbOyMuHypusi 2,4 Mr/cyT. CKOPOCTb KITyOOYKOBO#M (DrIIb-
tpauun (CK®) He3HauutenbHO CHMKeHa — 64 mi/mue/1,73 m?
(CKD-EPI), uro cBUAETEILCTBYET O XPOHUYECKOH 00IEe3HU
nouek C2A1, KOTOPYIO MOXKHO OOBSICHUTh HAJIMYUEM Y ITAl[UEHTa
TUIEPTOHUYECKOH OONIE3HU U CaxapHOTo 11abeTa, XPOHUIECKOIO
nuenoHeppuTa. He momydeHo HaHHBIX B MOJB3Y MOPaXKEHUs
MIEYCHH U IPYTHX OPTaHOB aMHJIOUIO30M.

Ilo oannvim muenozpammet (acnMpanoHHast OUOIICHS KOCT-
HOTO MO3ra) KOJIMYECTBO IIa3MaTHYECKUX KIETOK B KOCTHOM
Mo3re He npebimaio 10% (6,3%).

VY nmanueHTa OTCyTCTBOBAIM TUINHUYHBIE BHECEP/ACUHbIE
MIPOSIBJICHUSI CHCTEMHOTO aMMJION103a, TaKue Kak: nepuopou-
TanbHas nypnypa (15%), makpornoccus (ormedaercs y 9-20%
OOJIBHBIX ), HOTTEBast TUCTPOMUS, TYHHEIIbHBIH KapHaJbHbINA CHH-
npoM (otmedaercst y 21% 6onbHBIX) U 1p. [ 1]. He cknagpiBaetcs
BIIEUATIICHUS O MOpakeHHH nouek kak kpurepusi CRAB [9].

C nenblo UCKIIIOUEHUSI NOPAXKEHUS KOCTeH IpU MHOXeE-
CTBEHHOH MUEIOME NPOBEACHA KOMOUHUPOBAHHAA NO3U-
MPOHHO-IMUCCUOHHAA U PEHMZEHOECKAA KOMRbIOMEPHAA
momozpagua 6cezo mena ¢ mopoe3oKcu2IOK0O30M: Npu-
3HaKOB KOCTHOTO AECTPYKTHBHOTO CHHAPOMA, a TaKXke Ia-
TOJIOTMYECKOT0 HakoIUuleHus paguodapmunpenapara (POII) B
30HE UCCIEA0BAHUS HE BBIABICHO. AJleHONATHs JIUM(OY3I0B
CPENOCTEeHHs C HU3KOM MeTab0IMueCKOd aKTUBHOCTBIO. YpPO-
BeHb HOHM3MpoBaHHOrO Ca — 1,17 MMoJIb/1 B ipezenax pede-
peHTHBIX 3HaYeHud (1,16—1,32 Mmmonb/m).

TakuMm 00pa3oM, JaHHBIX B MOJIb3y MHOXKECTBEHHOW MU-
eJoMbl He nony4eHo. IIpu 3ToM 3HauNTEeNbHOE MOBBIILICHHUE
YPOBHSI OIHOM U3 JIETKUX LieTel MMMYHODIOOYIMHOB (JI1MO/a),
a TaKoKe ee IOMUHUPOBAHUE IPH UIMMYHOTHCTOXUMHYECKOM HC-
CJICIOBAaHHMHU OHMOIITaTa MOAKOKHOTO KUpA MepeTHel OPIOIIHO
CTEHKH CBHIETENILCTBYET O Pa3BHTHH y manuenTta AL-ammumo-
nno3a. Ilogo3penne Ha BOBIEUEHHE B MATOJIOTHUECKUN MPO-
necc cepaua copMynupoBaHO Ha OCHOBAaHMU O0COOEHHOCTEH
KIuHHYecKoro TeueHus u aHanusa OKI, DxoKI, TkaneBoi
Jonmueporpaduu.

IIar Ne3. Ba)xHOCTh CBOEBPEMEHHOMN ITOCTaHOBKH 3THOJIO-
rudeckoro auarHosa ammnonnos3a (AL vs ATTR) onpenensercs
NPUHLIUIHAIEHO Pa3sHbIMU MOAXOAaMHU K Teparud, TeM Ooiee
YTO B HACTOSAIIIEE BPEMsI CYLIECTBYET P/l HOBBIX 3 (QEKTHBHBIX
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MpenapaToB JUIst JISYEHUS. U TOTO, U IPyroro THIAa aMUION103a
[10, 11]. IIpu cexBeHMpOBaHWY T€HA TPAHCTUPETHHA MYTAIHK
He 00HapYyKEeHO.

CornacHo pexoMeHaanusMm EBporneiickoro o6uiectsa
kapauonoros (2014 r.) mo F’KMII mist naiMeHTOB, UMEIOIINX
CHUMIITOMBI, IPU3HAKHA 1 HEMHBa3UBHbBIC MapKephl aMHJION 1032,
pexoMeHI0BaHO nposegeHue ocreocuunturpapuu (OCI) ¢
oucdochonaramu.

OCT mno3ponsier nuddepeniposarb AL- u TT-amunonno3
[0 UHTEHCUBHOCTH MOTIIONIeHUS MUOKapaoM POIT (*"Tc-mu-
podocdar u *"Tc-DPD; knacc Ila, ypoBeHb noka3aTeib-
Hoctu B) [12]. Bonee Boipaxkennslit 3axsar POII nabnronaercst
npu TTP-amunonsose, 6onee cnadplit — mpu AL-amusoungose.
Kpome Toro mokaszaHo, 4To NMpH HEAMWJIOHIHBIX (opMax Kap-
nuomuonaruit 3axsar POII muokapnom orcyrersyer [13—-15].

IIpoBenena cratuueckas nonunozunuonHas OCI c
”mTe-pochoTex (aTuapoHoBas kuciora; «HIIO Huamen»,
MockBa) KocTell ckeleTa B peKUMe «BCE TEJI0» — Ouaru mna-
Tosiorudyeckoil ¢ukcaruu POII y manueHTa HE BBISBIICHBI.
B npoexmn muokapaa JIXK onpenensercs: cpefTHEMHTEHCHBHOE
HakoruieHue P®II, 4To MOKEeT CBUIETEIbCTBOBATH O HATMUUH
aMUWJIOMIHBIX OTIOKEHUH B MHOKapae (puc. 7, a).

Jlist cpaBHEHUS NPUBEJICHBI JIaHHBIE CTaTHYECKOH MOJH-
MO3ULIMOHHON CHUHTUTPpAQUU KOCTEH CKelleTa B PeXKHME «BCE
Teno» 0onpHOro 60 jer ¢ mokazanHbIM ATTR-amuionmgosom,
omnyOnukoBaHHBIC Hamu paHee [16]. MHaeke cepale/KoHTpIa-
TepajbHas obnacTh >1,5 XapakTepeH A TPaHCTUPETHHOBOTO
aMUJIOM103a, COOTBETCTBEHHO <1,5 — mist AL-amuiion1o3a, 4Tto
MIPOIEMOHCTPUPOBAHO Ha pHC. 7.

Taxum 00pa3om, pe3ysasTarbl 00cIe10BaHus OOIBHOTO CBU-
JIETEIbCTBYIOT B ITOJIb3Y JMArHo3a:

AL-amunouoo3 ¢ npeumyuecmeeHHbiM Hopadicenuem cepoyd.

Conymcmsyrowas namonozusi: UBC: cmenoxapous Hanpsi-
arcenus I pynxyuonanvrozo knacca (OK). OKC (2018 2.). KAI”
co cmenmuposanuem OA u IIMIKA. I'unepmonuueckas 6oness
11l cmaoduu, puck cepOeuHo-cocyOUCmvlX OCIOHCHEHUU 4.

Ocnoocnenusn: XCH Il @K, 26 cmaous. AB-b6nokaoa
2-1i cmenenu 2-20 muna (Mobumy 2). JKenyooukosvie napy-
wenust cepoeurnozo pumma V epadayuu no Lown, MOC (-).

BaxnocTh oTOopa nanueHToB ¢ AL-aMuion1030M st
IPOBEJCHUS ITUOMATOTCHETUYECKOTO JIEYCHUS TUKTYETCS
0oJiee BBICOKUM YPOBHEM MOCTTPAHCIIAHTAMOHHON CMepT-
HOCTH II0 CPAaBHEHHUIO C NAIIMEHTaMHU ¢ MuesioMoi (1o 12-40%
npoTHB 5% IO JaHHBIM Pa3IMYHBEIX aBTopoB). HeoOxommmo
cobmoaaTe 6ananc Mexay 3QQPEeKTHBHOCTHIO BEIOPAHHOTO
peXuMa U CIOCOOHOCTHIO MAIlMEeHTa NePEHECTH er0 TOKCHY-
HocTh [17-20].
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Puc. 7. Pesyabtatbl OCI maumneHTa: M30AMPOBAHHbIN
KapAMaAbHblii AL-ammaona03 (a) M npu reHeTM4ecku 00-
yYCAOBA€HHOM He-V30M-TpaHCTMPeTMHOBOM aMMAOMAO3E
(6); 60AbHONM C AL-aMHMAOMAO30M C NMPEUMYLLLECTBEHHbIM
nopakeHnmem cepaua; a — koadpdpuument amncpcpepeHum-
AAbHOTO HakormnAeHus 1:1,43); 6 — 60AbHOV € He-V30M ATTR
C NpeuMyLLEeCTBEeHHbIM nopaxeHuem cepaua. Koadrdou-
umeHT AncpcpepeHumarbHoro Hakonaenms 1:1,99 [8, 9].

2009 2010 2011 2012 2013 2014 2015 2016 2017 2018 2019

m KommuecTBo pabot

Puc. 8. KoaAm4yecTBO ONMMCAHHBIX KAMHUYECKMX CAY4YaeB
nopaxeHusi cepaua npu AL-ammnaonaose B Poccumn no
AaHHbim E-library 3a nocaeanue 10 aer.

S. Kumar u coabt. (2012 r.) noka3aHa IpOrHOCTHYECKAs
3HAYMMOCTb €IIE OHOTO IOKa3aTelsi — Pa3HOCTH MEXK/1y BOBJIE-
YEHHBIMHU M HEBOBJIEUEHHBIMH JTerkumH 1iersivu (AFLC>180 mr/m)
[21], Ha ocHOBaHMM Yero cO3MaHa M BAIWIAMPOBAaHA HOBAs IIPO-
THOCTHYECKasi MOJIENb, T KaKABIH MOKa3aTeIb OLCHUBACTCS B
1 6amn: ¢TnT>0,025 ur/mi, MO3roBoil HaTpuilypeTHYeCKUi
nentug (NT-proBNP) >1800 rir/mi, dFLC>180 mr/mn [21].

Brigeneno 4 craguu (I, 11, 111, IV) B 3aBHCHMOCTH OT KOJTU-
yecTBa 6ayuioB (Tadx. 4, 5).

K ompenensromum KpUTEpUSM OTHOCSTCS: (PU3HOIOTH-
yeckuil Bo3pact MeHee 70 net (nayuenmy 59 nem), oOuie-
comaruyeckuii craryc XCH<II ®K (mkana Hero-Hopkckoii
accoumanuu cepaua — NYHA), y nayuenma masxcecmv XCH
Ha gone nposooumou mepanuu coomsemcmeyem 111 OK
(NYHA), ypoBeHb cepaedroro Tpornonnna T<0,06 ur/mi (ypo-
6€Hb cepOeurH020 mponoruna eapvupyemcs om 0,24 00 0,6 ne/
mn), cuctonndeckoe AJl 6onee 90 MM pr. cT. (¥ nayuenma
ANl 120-110/80), knupenc kpearuauHa >30 mu/mun/1,73 m?
(v nayuenma CK® — CKD-EPI — sapvupyemcsi om 63 00
79 ma/mun/1,73 m?), a TakKe MeHee ueM 3 opraHa 3Ha4HUTeINb-
HoTo opakeHus [22]. Hannydiue pe3ynbTarhbl J0CTUTAIOTCS Y
MAaIEHTOB TPYIIITBI HU3KOTO prcka [21], K KOTOPBIM OTHOCSITCS
15-20% nanuentos [23]. [lanueHT HE OTHOCHUTCA K Ipymie
HU3KOTO PUCKA, KOTOPBIM MOKa3aHa ayTOJOrMYHAas TPAHCILIAH-
Talus CTBOJIOBBIX NMEepUPEPUUECKUX KIETOK KpoBH. Oxuaa-
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TabAnua 4. BaAAbHBIN METOA OLIEHKM AaGOPaTOPHbIX
nokasareAemn

XapakTepucTuka Banasbt

Pa3HuIa MEX/TY BOBICUCHHBIMHI

1 HEBOBJICYCHHBIMH CBOOOIHBIMH
JIETKAMH LETISIMH UIMMYHOTIIOOYJIHMHOB
(dFLC)>180 mr/n

Cepaeunslii TpononuH (cTnT)>0,025 1
NT-proBNP >1800 nr/ma 1

Tabamua 5. Craaum AL-aMMAOMAO3A M MEAMaHA
BbhKMBaemocTH (aaantposano [21])

Meauana
Craaus Bajabl % MalMeHToB 001I1ell BBIKH-
BaeMOCTH, MeC
1 (0 6amtoB) 0 25 94,1
1T (1 6amm) 1 27 40,3
III (2 6asna) 2 25 14
IV (3 6amna) 3 23 5,8

eMasi MeiMaHa MPOJOKATEILHOCTH KHU3HH HAIIETO MallueHTa
cocrasisieT 5,8 mec. {1t cpaBHeHUs, o AaHHBIM S. Dubrey u
COABT., MEIMaHa BEDKUBAEMOCTH TTAI[IEHTOB ITOCIIE TOCTAHOBKU
nuarHosa B cpenHeM cocrasisiia 1,08 roma (0,83—1,25) [5]. Ham
MAIMEeHT OTHOCHUTCS K MaliueHTaM Bbicokoro prcka (IV cramgus).
Hecmomps Ha 6blcoKuill puck HeO1azonpusimHo2o ucxood,
NPUHAMO peuienue 0 nposedeHuy mepanuu, 0OHAKo 00 HAYAnNd
mepanuu Hacmynuia eHesantas cepoeunas cmepmos (BCC).

3akAloueHue

W3onupoBaHHOE/IPEUMYILIECTBEHHOE OPaXXEHHE CepALa
aMUJIOUI030M JIO HACTOSIIEr0 BPEMEHH OCTaeTCs Hemoolle-
HeHHoi npuurHoit XCH. /lnarno3 amunono3a cepaua A0JKeH
OBITh UCKJIFOUCH Y BCEX MAIUEHTOR C OBICTPOITPOTPECCHPYIOILEH
CeplIeYHON HEeIOCTATOYHOCTHIO C M3HAYAIBHOU COXpaHHOU
nanee cHmkeHHo @B JDK, accouunpoBaHHOM ¢ OCI0)KHEHHBIM
pemonenupoanuem (ICKMIT+PKMII). [To HamuM naHHBIM 1
HCCIIEJIOBAHUSAM JIPYT'HX aBTOPOB IOKa3aHO, YTO 10 Bepuu-
Kalli{ IUarHo3a OOJbHbIE HAOMIONAIOTCS MO KOIAMHU IPYTHX
3aboneBanuii (MBC, MHOTIEpHKApANT, pa3TMIHbBIC HIHOIATHYC-
CKHE KapIHOMHOIIATHH ), 00paIlatoTcs K MATH U OoJiee Bpauam
[24, 25]. 3a mocnennue 10 net oTMeuaeTcs pocT MyOIUKALUiA,
TOCBAILICHHBIX OITMCAHHUIO OTACJIBHBIX ITALIMCHTOB C aMHHOM,E[HOﬁ
Kapauomuonarue (puc. 8).

[IpakTu4uecku Bce aBTOPHl ONUCHIBAIOT KIMHHYECKHUI
CTaTyC MalyeHTa ¢ aMUIONIHON KapIMOMHUOIIaTHel Ha TAJIeKO
3ame/uieit craauu 3aboneBanus [26—29] nubo ciayyau mo-
CMEPTHOM TuarHocTku AL-amMuiion03a ¢ mpenMyeCTBEHHBIM
nopaxxeHueM cepaua [30, 31].

B pabore B.B. PameeBa u coasr. (2019 r.) nokasaHo, 4to y
nanueHToB ¢ AL-amunionjo3oM Hanbonee HeOIAronpusTHOS
BIIMSHHE Ha TeueHne 3a00IeBaHus M PUCK JIETATBHOTO HCXOMa
okaspBa XCH u oprocTarnyeckast THIIOTEH3HsI, a TAKXKE OC-
HOBHBIE CTPYKTYPHO-(YHKIMOHAIBHbIE TapaMeTphl MHOKap/a:
TOJIILIMHA MUOKapAa >14 MM, pECTPUKTUBHBIN THUII HAIIOJHEHUS
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Cumnromsbl, DKT, OxoKI, MPT unu
OMOMapKephl, HABOIAIINE HA AMUJIOHI03 Cep/Ilia

JIMarHoCTHKA NapanpoTenHeMHUH.
Ha3naubTe TPH ciIeyIOLINX AHAJIN3A:
» CooTHOIICHNE CBOOOIHBIX IIeTiel Kamma/nsimb/ia B KpoBH (maTonorudeckoe, ecimu <0,26 nmm >1,65)
* ImmyHO(uKcanus 6eTKOB CHIBOPOTKH KPOBH (B HOpME HET MOHOKJIOHAJIFHOTO IPOTEHHA)
* ImmyHObuKcanys 6e1KoB MO4H (B HOpME HET MOHOKJIOHAJIBHOTO ITPOTEHHA)

OnuH u 6osee pe3yabTaTOB HEHOPMAITbHEI | Bce pesynbrarsl B HOpME

HaHpaBI/ITL K remaroJiory

v

| CruaTHrpadust KocTeil ckenera JoCTymHa? |

Ja | Her
\ v

Buoncus BoBje4eHHOro oprana (cepaue
WM MOYKH) WIH )KUPOBOI TKAHU*
*EcJiu :xKupoBasi TKaHb «-», TpedyeTcst
Ouoncus BOBJECYEHHOI0 OPraHa

HenHBa3uBHasi TMATHOCTHKA —
CHUHTHTPadusa KOCTel
CuuHTurpadus MoIoKUTENbHAS?

Hanpasienue Ha
CHUHTUTPADHIO HIIH
HHBAa3HBHYIO THATHOCTUKY —
Ouoncuio cepaua

* KoHro-kpacH»lil IO3UTUBHBIE MACChI Ila Her nnu + KoHro-KpacHslii
(KOHTOMITBHBIC MAaCChI) HeoIpeieNeHHas MO3UTHUBHBIE MACCHI
* TunupoBanre METOIOM \7 * TUMIMPOBAHKE METOMIOM
MaccC-CIIEKTPOMETPUH HIIN | ATTR | PaccmorpeTh MaccC-CIIEKTPOMETPUH HITU
UMMYHOTHCTOXUMHUYCCKUM | Guoricnto cepaua, HMMYHOTHCTOXHUMHYIECKUM
€CJIM IOJ03PEHUE
a Her
A | IeHeTHYECKOE BeITIKD Ja | Her
+ v TeCTHPOBaHHUE v v
. Amunonnos
AL, ATTR, mpyroit cepama +_l_+ AMITON03 ATTR Amunonsio3
aMUJIOHMI03 W/UIH MATOBEDOSTCH cepaua cepaa
MaJIOBCPOATCH
MGUS p | ATTRw | | ATTRm | manosepositeH | ['eHeTHueckoe P
TecTUPOBaHUe

| ATTRw | | ATTRm |

Puc. 9. AAropuT™m BbISIBAEHUSI aMUAOUAHBIX KapAMOMMonaTuit (aaantuposaHo [33)).

IIpumeuanue. MPT — MarHuTHO-pe30HaHCHAs TOMOTpadus.

JIK, camxenune cokparumoctu mMuokapaa [32]. Ilo mamum
JIaHHBIM [25, 31] u cBeaeHusiM nuTepatypsl [32], Haubonee
arpecCUBHBIE TEMIIbI IPOIPECCUPOBAHUS HEOIArONPUATHOTO
BapHaHTa peMojenupoBaHus (aHrl. adverse remodeling) xapak-
TEpHBI JUIs TOpaXkeHus cepaa npu AL-ammnongose.

CormmacHo pekomeHaanusMm 3kcrepToB (2019 1) cepbe3HbIM
BBI30BOM JUIsl KIIMHHUIMCTOB SIBJISIETCS CO3JAaHUE aNropuTMa
ﬂeﬁCTBHﬁ Bpaya, KOTOPBIC NIPUBEAYT K BBIABJICHUIO aMUJIOUIHBIX
KapJHOMHOIIATHI MPH TpaHCTUPETHHOBOM (mt wt) u AL-amu-
nouzao3e Ha 6oJiee paHHUX CpoKax (puc. 9).

B nepByto odepens 3TO OTHOCUTCS K CIIy4asM «H30JIUpPO-
BaHHOTO/TIPENMYIIIECTBEHHOTO» TOPaXeHHsI CepALa aMHIIOHU-
no3om. [Ipu AL-amunongo3e mpoMekyTOK BPEMEHH MEKIY
BhIsIBIICHUEM «OecnpuunHHON runeprpodun JIXK» u npo-
JIBUHYTOH cranueil 3a00eBaHus, XapaKTepu3yomeics cMe-
manHbM (eHotunioM (CKMIT+PKMII), Taxenoit cepaednoil
HEI0CTAaTOYHOCTHIO, OMIACHBIMU JJISl )KU3HHU JKETYIOUYKOBBIMHU
HapyLIeHUs] pUTMa U IPOBOJUMOCTH, TaK Ha3bIBAEMOE «OKHO
BO3MOKHOCTEI», MOJKET COCTaBIIATh OT 3 10 6 Mec. bes ie-
YEeHHUS OT MOSIBJICHUS IEPBBIX CUMIITOMOB MOPAKEHUS CepaLa
(4acTo HEUAarHOCTHUPYEMbIX) 0 JIETAJIBbHOI'O MCXONa IPH
AL-amunonnose npoxoaut ot 6—12 mec. Puck BCC yBenuuu-
BAeTCs B 3aBUCUMOCTH OT CTaJuu 3a00eBaHus. VIMIutanTaus
KapauoBepTepa-1epuOpHILIATOpa NAUSHTaM C aMHIOHI030M
cepaia MeHee 3pexkTuBHa, U BIUSHUE Ha JJOJITOCPOYHBIN MPO-
rHo3, B oTiiune ot ' KMII — Gosne3Hu capkomepa, He JJ0Ka3aHO
[34]. Onucanbl ciy4an 3MEKTPOMEXaHUYECKON JUCCOIMAIINN
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kak nprurael BCC mpu aMUTOMIHBIX KapAHOMHOIATHSIX Y
NAIUEHTOB ¢ UMILIAHTHPOBaHHBIM KapAuOBepTepoM-aedu-
Opumnsitopom [35]. Hanuvre y Hariero naipeHTa KOpOHapHOi
6one3HH cepjua SBISUIOCH JONMOIHUTEIbHBIM HEraTHBHBIM
(hakTOpOM, YTSKEISIONINM TSUCHHE U MPOTHO3 32a00JIeBaHUS.
Heo0OxonmmMo yuuteiBaTh, 4To pu AL-aMuitonose ¢ mopaxe-
HHEM CepJilia BO3MOXKHO TaKKe HaJIMIHe BBIPAKEHHON UILIEMUH
MHOKap/a ¥ uHpapKTa MHOKapaa, 00yCIOBICHHBIX 00CTPYK-
THUBHBIM [IOPa’KEHHEM HHTPaMYpaJIbHbIX KOPOHAPHBIX apTepuit
[36]. HabGop ¢dapmakosorudeckux mpenapaToB OrpaHUYEH
MOYETOHHBIMU. 3-APEeHOOIOKATOPI HE PEKOMEHIYIOTCS ISl
JOJITOCPOYHOMN TEparuy U MOTYT YCYI'YOUTh CUMIITOMATHKY
M3-32 OTHOCHTENBFHO OBICTPOTO Pa3BHUTHS MPOAPUTMOTEHHBIX
no6ouHbIX 3¢ ¢dekro u nporpeccupoBanuss XCH. M3-3a BbI-
paxkeHHOro yBenuueHus xectkoctu JIK peseps yBenuueHus
yaapHoro oobema (YO) npu Harpy3ke KpaiiHe Mall, TI03TOMY
cepleuHbIil BRIOpOoCc mpu ammiounmo3e 3asucut ot YCC.
Cuamxenne UCC Ha doHe Tepanmuu B-agpeHOOIOKaTOpaMHU
MPUBOJNT K CHIKEHHUIO CEPAEYHOrO BEIOpOCa M HapacTaHUIO
XCH [36, 37]. Bue3annas cepaednasi CMEpTh M 3aCTOMHAs
CepAeYHasi HEeJOCTaTOYHOCTh SBJISIOTCS HanboJIee YaCThIMU
MPUYHHAME CMEPTH.

OnHaKo Mpy paHHeH TUarHOCTHKE COBPEMEHHAs MEIUIMHA
B COCTOSIHMH TIOMOYb ¥ TIPOJIUTH YKHM3Hb MAIlHEHTaM Ha TOJIbI.

Kaxxnprii mar B maroreneze AL-amunonmgo3a, HaUnHas
OT MPOAYKIMH OeNKa-IpeANIeCTBEHHNKA U 3aKaHuuBas (hop-
MUPOBAaHUECM aMUJIOUIHBIX OTJ'[O)KGHPIFI, MOXET 6BITI) TOYKOM
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MPUIIOKCHUA UIA TCpalluu. Ha MPOTSXKECHUHN NMOCICAHUX OC-
CSATUIIETUNl OCHOBHOH LI€JIBIO TEPAIUM SBISETCS MOJAaBICHUE
KJIOHAJBHOW IPOMYKINY JIETKHUX Ielell HMMYHOITIOOYINHOB
TUIa3MaTHYECKIUMU KIIETKaMU, SBISTIOIIUMHICS CyOCTPaTOM ISt
(dhopMupoBaHUs TaHHOTO BUAa ammionno3a. C 3Toil meibio
MOTYT OBITh HCIIOJIB30BaHBI IIPETIapaThl, 3apETHCTPUPOBAHHBIE
JUTSL JICYCHUsI MHOXKECTBEHHOW Muenombl. Haunbounee addek-
TUBHBIMH IPH3HAHBI XUMHOTEPANEBTUYCCKUE PEKUMBI Ha
OCHOBE NIPOTE0COMHOr0 HHruouTopa I noxonenus 6oprezomuda
(xoMOMHAINH ¢ TIIFOKOKOpTHKOCTeponaamH, Liukrodochanom/
Mendanarom) [17-20], HO3BONSIONINE TOCTUTATh TEMATONIOTH-
4eCcKoro oTBeTa y 24—65% OONBHBIX, YTO MOXET CIIOCOOCTBO-
BaTh CHIKEHUIO TEMIIOB IIPOIPECCUN OPTaHHBIX AUCOYHKINI
[21]. Tepamus Ha OCHOBE IMMYHOMOYJIMPYIOLIETO Mperapara
JIEHAIUJOMU]] HE MIPOJEMOHCTPUpPOBaa BEICOKOH 3¢dexTun-
HOCTH (reMaronoruueckuil orser y 8—25% 60ibHbIX). BaxHo
OTMETHUTH HEOOXOAUMOCTb MPOBEICHNUS BBICOKOIO3HOM XMMHO-
Tepanuu MendanaHoM B go3e 140—200 mr/m? ¢ mocneayroiei
AyTOJIOTMYHOM TPaHCIUIAHTALMEH CTBOJIOBBIX NepH(epuIecKux
KJIETOK KPOBH B 1-if IMHNY Tepalnuy y MaIlMeHTOB, YIOBICTBO-
PSIOIMNX KPUTEPUSIM BO3SMOXKHOCTH ITPOBEACHHUS TAaHHOI Mpo-
uenyps! [22]. BaxkHOCTh 0TOOpa MAIMEHTOB TUKTYETCs Ooliee
BBICOKHM YPOBHEM ITOCTTPAHCIUIAHTAIIMOHHON CMEPTHOCTH I10

CPaBHEHUIO ¢ MalMeHTaMu ¢ Muenaomoi (1o 12-40% nporus
5% 10 JaHHBIM Pa3IUYHBIX aBTOPOB) [23].

Bueapenue OCI B KapAnOIOrHYECKYHO KIMHUUECKYIO IIpaK-
THKY CYIIECTBEHHO YBEIMYMBAET BO3MOKHOCTH HEMHBA3UBHON
NIUarHOCTHUKYU TOPaKeHHUs cepAla pa3lIudyHbIMH (opMaMu
aMHIIon103a. BO3MOXHO, 3TO TIO3BOJIMUT COKPATHThH BPEMS JI0
IIOCTAHOBKH JUArHo3a, CIocoOCTBOBAaTh CBOCBPEMEHHOMY
HayaJly 3THONATOreHEeTUYECKOro JICYSHUs U, CIe0BaTeIbHO,
CZeNnaTh MepBble Iark K YIIy4IIeHUI0 IPOrHo3a.

Paboma evinonnena 6 pamxax I'ocyoapcmeennozo 3a0anus
Munzopasa Poccuu no meme: «Monekynapno-eenemuueckue
npeouKmopbl U MOpPO-PYHKYUOHATbHbIE PeHOMUNBL CEPOUHOU
He0oCmamoyHOCmu ¢ COXpanenHou gpaxyuell gvlopoca ne-
8020 XHCENYOOUKA NPU KAPOUOMUONAMUAX PAITUUHOSO 2eHe3ay,
Ne zocpecucmpayuu AAAA-A18-118070690073-2.

The study is preformed within the Governmental Task force of
the Ministry of Health of the Russian Federation “Molecular and
genetic predictors and morphological and functional phenotypes
of heart failure with preserved left ventricular ejection fraction
in various cardiomyopathies” Ne AAAA-A18-118070690073-2.

ABTOpBI 3a5IBJSIIOT 00 OTCYTCTBHH KOH()JIUKTA HHTEPECOB.

Cnucok cokpaueHumi

AB — aTpuOBEHTPUKYIAPHBII

AJl — apTepuanbHOE JaBIEHUE

BCC — BHe3anHas cepaedHas CMepTh
I'KMII — runeprpodudeckas KapIaOMHONaTHs
3CJIK — 3aaHss1 CTEHKA JICBOTO JKETyI0uKa
UBC — umemunyeckast 00Ie3Hb cepaia
KAT — xopoHapoanruorpadus

JDK — neBblif senynouek

JIIT — neBoe npencepaue

MIKIT — MesxoxeIyiouKkoBast Heperopojxa
OA — orubatomast aprepus

OKC — ocTpblii KOpOHAPHBIH CUHAPOM
OCT - ocreocunnTurpadus

IDK — npaBelit xenygouek

IIMXA — nepeaHsist MEXOKEIYJOUKOBask apTepust
I1IT — npaBoe npencepaue

TICITX — mepenHsis CTEHKa IPAaBOTO KETyA0uKa
PKMII — pecTpHKTHBHAs KapIHOMHOIATHS

PO®IT — paguodapmnpemnapar

CK® — cxopocTh KiryOouKoBOH (hHIIBTpaIuy

OB — ¢ppakius BeiOpoca

DK — (yHKIMOHAIBHBIN Ki1ace

OH — ¢usnueckas Harpy3ka

XCH — xpoHuueckas cepieyHasi HeJOCTaTOYHOCTh
YCC — gacToTa cepAeUHbIX COKpAICHUH

OKT" — snexrpokapanorpadust

Ox0KTI" — sxokapauorpadus

NT-proBNP — mo3roBoii HaTpuilypeTrndeckuii nenTusu
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