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AHHOTauMs

AMMAOMAO3, CBSI3aHHBIA C MyTaLMSIMM F€Ha TPAHCTUPETUHA, SIBASIETCS HanboAee PacnpoCTpaHeHHOM (DOPMOM HACAEACTBEHHOTO CUCTEMHOTO
ammaomnao3a. Ae6IoT 1 heHOTUN 3a60AEBAHMS 3aBUCST OT TUMA MyTaLIMK, HO OOLIYHO MOPaXKaIOTCs NepuepuIeckas HepPBHas CUCTEMA U CEpALLe,
a BO3pacT Havara 6oAe3HM BapbUpyeTcs OT 3 A0 5-ro AecsiTaeTus. Bniepsbie B Ky3bacce npuxn3HeHHO AMarHOCTMPOBAH CAyYait HACAEACTBEHHO-
ro TPAHCTUPETHHOBOIO aMMAOMAO3A C MyTaumeit B 3k30He 3 reHa TTR ¢.218G>A (Gly73Glu) B reTepo3urotTHom COCTOSIHUM Y MY>XKUMHBI 52 A€T.
CAyyait OTAMYAETCS AAUTEAbHBIM TEHEHWEM U MO3AHEN AMArHOCTUKOWM (5 AET OT NMepBbIX CUMITOMOB AO MOATBEPXKAEHHOWM MyTaLMu), BKAIOYAeT
BbIPAXKEHHYIO CMMMTOMATUKY BEr€TAaTUBHOM AMCYHKLMM (AO TSKEAOM OPTOCTATUHECKOM MMMOTEH3MM) U NMapaKAMHUYECKMe MPKU3HAKK NMopaxe-
Hust cepaua (peHokonus runeprTpomueckon kapanomuonaTum). B pabote npoaHaAM3npoBaH CnekTp KAMHUYECKMX MPOsIBAEHUI 3a6oAeBaHUsl,
a TaKkXkKe MPEACTaBAEHbI M3MEHEHUS CTPYKTYPHO-(DyHKLMOHAAbHBIX MAapaMeTPOB CepALla Ha (POHe ABYXAeTHel crieumdmryeckon Tepanum Tada-
MMAUCOM.
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A clinical case of a mixed variant (cardiomyopathy and polyneuropathy)
of hereditary transthyretin amyloidosis
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Olga L. Barbarash
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Abstract

Amyloidosis associated with mutations in the transthyretin gene is the most common form of hereditary systemic amyloidosis. The onset and
phenotype of the disease depend on the type of mutation, but the peripheral nervous system and heart are usually affected, and the age of onset
of the disease varies from the third to the fifth decade. For the first time in Kuzbass, a case of hereditary transthyretin amyloidosis with a mutation
in exon 3 of the TTR gene c.218G>A (Gly73Glu) in a heterozygous state was diagnosed in a 52-year-old man, which is characterized by a long
course and late diagnosis (5 years from the first symptoms to confirmed mutation), including pronounced symptoms of autonomic dysfunction
(up to severe orthostatic hypotension) and paraclinical signs of heart disease (phenocopy of hypertrophic cardiomyopathy). The work analyzes
the spectrum of clinical manifestations of the disease, and also presents changes in the structural and functional parameters of the heart against
the background of 2 years of specific therapy with tafamidis.
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Beeaenne CUCTEME, TIOYKAM, JKETYAOYHO-KUIIEYHOMY TPAKTY, YTO OIpe-

TpaHCTUPETUHOBDINI HACTENCTBEHHBbIN (MyTaHTHBIN, ce-
MmeitHplit) amummonpos (ATTRv) oTHOcUTCA K TeHepanmuso-
BaHHOMY MH(QUIBTPATUBHOMY ayTOCOMHO-JOMJMHAHTHOMY
3abonesannio. Ha cerogusmHuit feHs nsydeHo 6omnee 130 ma-
TOTEHHBIX MY TaLUIi, KOLUPYIOLWINX CTPYKTYPY OelIKa TpaHCTH-
pernna. HepactBopumble amuiongable GuOpMUIBL 06/1ajatoT
BBICOKOJ TPOIHOCTBIO K HEPBHON M CEPHEYHO-COCYAUCTON

HensAeT KIMHMYeCKyo GopMy 60Ie3HM — IpeNMYILIeCTBEHHO
HeBPOJIOIMYeCKYI0, KAPAMOIOTMYECKYIO MM CMeIIaHHYIo [1].
JJOCTYITHOCTD TeHeTMYEeCKOTO TeCTUPOBAHNA, JOCTIDKEHNUS
B 00/1aCTM HEMHBA3UBHOII AMATHOCTUKY, Pa3paboTKa METOLOB
crerny4ecKoli Tepalny — BCe 9TO NPUBEIO K YBeINYeHNIO
mmarHoctyupoBanma caydaeB ATTRvV u akTMBHOMY BbIABIIe-
HMIO HOBBIX MyTauuit (2, 3]. BapnabenpHocTp maromormde-
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CKOT'O COCTOSIHMS 3aBUCUT OT BO3pacTa Havana OOJe3HU, a
HpYCOeVHeHMe KapIOMUOIIATUY CYLIECTBEHHO YXyAlIaeT
mporHos [1, 4, 5].

B crartbe mpecTaBeH KIMHNYECKIII CTydail JUIMTENTbHOTO
teueHusa ATTRv ¢ myTanueit B sxsone 3 rena TTR c.218G>A
(p.(Gly73Glu)) B reTepo3SUroTHOM COCTOSIHUU C BBIPXKEHHOIL
CUMIITOMATVKOII BETeTaTVBHOM AMCOYHKIMY U IapaK/IMHIYe-
CKMMM ITpU3HAKaMy IIOpaKeHNs CepALa.

OnucaHMe KAMHM4ECKOro CAy4asi

IMaruent [I., My>X4uHa, 54 roga, cuuraet ceds 6OIbHBIM C
2017 r. xoT/ja Ha4ayl OTMeYaTb MPOABIEHMA IepUdepuIecKoit
HO/IMHEPONIATUN — >K)XKEHMe, TUIIeCTe3NI0 HIDKHIX KOHEYHO-
creit. ITo moBoly HEBpO/IOTMYECKOIT CUMITOMATUKY He 00ce-
TOBaICA.

B 2021 r. mosiBunch xano6sl Ha epebou B paboTe cepy-
ua. ITo pesynbraram snekrpokappuorpaduu (3KI') Bmepsbie
BBIABJIEHBI IPY3HAKM TUIIepTpoduu neporo xenygouxa (JDK),
orpunarenbusie 3y6upt T 8 L, IL, III, aVE V. (puc. 1); mo
cyrouHomy Monutopuposanuio IOKI' (CM-IKT) sadmkcn-
POBaH OJHOKDATHBI KOPOTKWIl MApOKCK3M (GUOpMUIALN
npenceppuit (PII). I[Tporoxona sxokapauorpadun (3xoKI) B
Me[JUIIMHCKOM apXuBe y TMaIieHTa He COXPaHUIOCh. CTOUT OT-
METHTD, YTO, HECMOTP: Ha uMetomuecs nsMenenns mo KT, ap-
TepuanbHasi IMIIEPTEH3Ms U K/IMHMKA CTEHOKAP/VI B aHAMHe3e
He NpocexnBanuce. [1o MOBOAY MapoKCU3ManbHON (OPMBI
O®II manueHTy Ha3Ha4YeHDI NPsMBIe TIepopaIbHble aHTUKOATy-
NSHTHI (anmKcabaH 5 Mr 2 pasa B JIeHb).

B mrone 2022 r. o6paTmicst K HEBPOJIOTY B CBSI3U C IIPO-
TpecCMpOBaHNMeM IONMHetponaruy (KKeHne B CTOHMAX I
KOHYMKAX IaJblleB KICTeN, OHEMeHUe B HIDKHMX KOHEYHO-
CTAX), HIDKHVMM I1ape3oM, BEereTaTMBHBIMU pPacCTpOiCTBaMMU
(smM30mamy HefepXKaHMS MOYY, 3aII0PAaMIL, CYXOCTBIO BO PTY,
SMM30flaMM CHIDKEHMs apTepuanbHOro gmasiaeHusa — AJl po
90/50 MM PT. CT.), IO TIOBOAY 4Yero FOCHUTA/MUSNPOBAH B He-
Bponorundeckoe otaenenne [AY3 «Kysbacckast obmacTHas K-
Hudeckas 6onpHuna uM. C.B. BenseBa» mnst joobcnenoBanms
u nedeHus [6]. VIsHa4a/IbHO COCTOSIHME MALMEHTA PaCLieHeHO
KaK XpOHMYECKass [eMUeTVHU3UPYIOWAsA MOMNHePOIaThs,
HayaTa CTaHJapTHasA Tepamys ITIOKOKOPTUKOCTEPOMITAMIAL.
Bommcan Ha aM6y}1aToprH7[ stan noy, Habmoperne. OMHAKO B
CBSI3M C IPOTPECCUPOBaHMEM 3a00/IeBAHNUSA O TsKENOI OPTO-
CTaTUYeCKOIl TUIIOTeH3MN (MAlMeHT He MOT CaMOCTOATENbHO
HepefBUTATHCS U CUJIETh) U BbIPOXKEHHBIX HapylIeHNil QyHK-
LMJf TAQ30BBIX OPTaHOB (OCTPOIT 3aJ€P)KKM MOYM, IO IOBOAY
YEero yCTaHOBJIEHA SMULIMCTOCTOMA) OCeHbI0 2022 T. IIOBTOPHO
TOCHMUTA/MUSNPOBAaH B HEBPOIOIMYecKoe oTfAeneHue [6]. Vuu-
TBIBasl CKJIOHHOCTb K TMIIOTOHMY, Ha3HaueH CHHTETHYEeCKUI
MuHepaIoKopTukony, (GayapoKOPTI30H) C HOMOKXUTENTbHBIM
a¢dexToM (HAI[MEHT MOT HAXOAUTBCA B IOJIOKEHUM CUJS B
TedeHre 30 MUH), MIPOJO/DKEHA aHTMKOATYIAHTHAsA Tepamnms
10 MOBOAY MapokcuaManbHol dopmbr I (1 KopoTkmit ma-
pokcusMm B 2021 1.). B cBsaAsu ¢ HapactanueM nepudepudeckoit
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Fig. 1. Electrocardiogram.

BEreTaTMBHO HEOCTATOYHOCTH, OTCYTCTBUEM 3(deKTa OT
TOPMOHQ/IBHOJ TepaluM, a TakKe V3MEHEHVAMU CO CTOPOHBI
CepIeYHO-COCYANCTON CUCTEMBI B TeKYIIYI0 TOCIUTAIN3ALINIO
BBIIIOJIHEH aHaJM3 KPOBM Ha TE€HETMYECKOe TeCTMpOBaHUE
ATTRv u anextpodope3 6elKOB CBIBOPOTKM KPOBU M MOYM
A puarHocTuky AL-ammnonposa. Ilo pesynbraTam aHammsa
nopTBepxeH auarHo3 ATTRv ¢ myTanueit B sk30He 3 reHa
TTR c.218G>A (p.(Gly73Glu)) B reTepo3UrOTHOM COCTOSI-
HMI ¥ HasHadeHa Tepamus TadaMuAucoM B fo3e 20 MI/CYT.
ITo panubiM IOx0KTI' BbissBrneHa runeprpodus JDK mo 1,7 cm
6e3 cHmkenus ¢pakmym Bbibpoca (PB), HO ¢ mpusHaKamu
anacrommyeckont guchynkuym JDK mo 1-my tumy. Cumnro-
MOB ¥ NIPU3HAKOB XPOHMYECKOII CEep/IeYHON HElOCTATOYHOCTH
(XCH) He mpocnexxnBanocs, mepebou B paboTte cepiiia oTpu-
LI/, ypoBeHb N-KOHIIEBOTO MO3TOBOTO HATPUITypeTH4eCcKOro
nponentuga (NT-proBNP) He oljeHMBancsa mo TeXHUYECKUM
npuynHaM. ITo CM-9KI 3a Bcio 3an1Cch OTMeUeHbl CUHYCOBBIN
PUTM, pefKas OfVHOYHAsS HaJPKeTyTOYKOBas SKCTPaCUCTOMNUA
(19), xenypoukoBas sxcrpacucronus IVA rpagaunu o Jlayany
(14 opuHOUHBIX, 1 MapHast MOHOMOpP(GHas), yIMUHEHNEe NHTEP-
Bana QT. YunMThIBasi CUCTEMHBIII XapaKTep 3a00eBaHms, Il
ucKIoYeHns ammtongHoi Kapamomuonaruu (AKMIIT) peko-
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Puc. 2. Cumnturpacpus Mmokapaa c nupocpocgparom
TexHeums (99mTc-PYP).

IIpumeuanue. BripakeHHOE IIOITIOLIEHME
pamuodapMareBTHIeCKOro TeKapCTBEHHOrO TIpelapara
MMOKapAOM U MATKUMU TKaHAMM 60Ibllle, 4eM KOCTHOI TKaHbIO,
yKasbIBaeT Ha 3-10 CTeIleHb 1o mKase Perugini.

Fig. 2. Myocardial scintigraphy with technetium
pyrophosphate (99mTc-PYP).

MEHJOBaHO IpOBeleHNe CIMHTUrpaduy MIOKapHa, OffHaKO Ha
INaHHOM 3Talle [UAarHOCTMKA He IpOBeleHa II0 TeXHMYeCKUM
IPUYMHAM.

B wmione 2023 r. IAIMeHTy BBIIONHEHAa CLUHTUIpadus
MMOKapfia C OCTEOTPOIHBIM paimodapMaleBTUIECKUM IIpe-
IapaToM, IO pe3yIbTaTy KOTOPOI BbISABIEHO BBIPAKEHHOE
(mornonienne MUOKapAOM 6OJblile, YeM KOCTHOM TKaHBIO)
HakomwteHre mupodocdara texHerysa (99mTc-PYP), uro co-
oTBeTCTBYeT 3-if crenenn 1o lllkane Perugini (puc. 2). IToce
IIPOBEfIeHHON CUMHTUTpauy TalMeHT TOCIUTATU3UPOBAH
B Kappuonoruyeckoe otnenenne GIBHY HNUN KIICC3. ITpu
HOCTYIUIEHNMY OONBHOI IIPebsABIIAN XKamobbl Ha 00IyI0 Ca-
60CTb, 3MM30[bI OPTOCTATUYECKON I'MIIOTEH3UM, HapylleHMe
(YHKIUM HIDKHMX KOHEYHOCTEl, CKJIOHHOCTb K 3aIlopaM.
B cBaA3M c TAXKeENOM OpTOCTaTUYECKON TMIIOTEH3MEN, HVDKHIM
[ape3oM IAILMEHT yTPAaTUI CIOCOOHOCTb K IHepefBIDKEHNIO,
HY>XJIa/ICSl B IOCTOPOHHE MOMOLIM /1S IEPEXOJja 3 TOPU3OH-
TaJIbHOTO MOJIOXEHMs B BepTUKa/IbHOe (pesKoe CHIbKeHme AJ]
mo 60/40 MM PT. CT. ¢ CMHKOIIA/IbHBIMM COCTOSIHMAMM). CuM-
nrombl U npusHaky XCH He mpocnexxuBanuch, OfibllIKa Ipu
He3HauNTelTbHbIX (U3NYeCKMX HAarpyskax He Oecrokomna. V3
aHaMHe3a JKU3HM M3BECTHO, YTO OGOJIBHOI POC U pasBUBAJICA
COOTBETCTBEHHO Bo3pacTy. HacrencTBeHHbII aHAMHe3 10 cep-
[I€IHO-COCYAMUCTBIM U HEBPOJIOIMYECKMM 3a00/IeBaHMAM He
orsrouieH. B ceMbe mpo6aHfa ecTb eAMHCTBEHHDIII CbIH, y KO-
toporo myrauuu reda TTR He BbiAB/IeHsI [6]. [TanueHT Bpen-
HBIX IpUBbIYeK He nMeeT. COIyTCTBYOLIME 3a60/IeBaHIIs: XPO-
HU4YeCcKMit reMoppoit. Omepanun: anneHg3KToOMus B TETCTBE.
IMocrosinHas Tepamust: Tadpamupguc — 20 Mr/cyT, rabameHTHH —
300 Mr/cyT, annkcabaH — 5 Mr 2 pasa B JieHb.

OOBEeKTUBHBIN CTaTyC Ha MOMEHT IIOCTYIUICHUA: IIOJIO-
JKEHMe TAIVEHTAa BbIHYXXJEHHO€ — TOPM3OHTAa/lbHOE BBUJY
TSKENION OPTOCTaTMYECKON TIMIIOTeH3uM. lumocTeHmyeckmit
THUII TeJIOCTIOXEeHMA: pOoCT — 172 cM, Macca Tena — 54 Kr. VIHgekc
Maccel Tema — 18,25 xr/m>. KoxxHble TOKPOBBI TEJIECHOTO IiBe-
Ta, TEIble, HOPMA/JbHON BIAKHOCTHU. [IOAKOXHO-XMPOBOII
C10i1 BhIpaKeH yMepeHHO. OTekM OTCYTCTBYIOT. KocTHO-MbI-
IIeyHas cucTeMa — 6e3 matonornu. IpynHas KieTKa HpaBUIb-
HOIT GOpMBI, paBHOMEPHO Y4acTBYeT B aKTe [AbIXaHM, 4aCTOTa
AbIXaHUA 16 B MUHYTY, IbIXaHUE BE3UKY/IAPHOE, XPUIIOB HET.
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Puc. 3. Ouenka rA06aAbHOM MPOAOAbHOM MUKOBOW
Aecpopmaumn mrmokapaa AXK no napactepHaAbHOM AAMHHOM
ocu (GLPS LAX, %) c noMOUbLIO METOAA ABYXMEPHOW CMEKA-
Tpekunr-xoKIr.

Fig. 3. Assessment of the global longitudinal peak
deformation of the left ventricular myocardium along the
parasternal long axis (GLPS LAX, %) using two-dimensional
speckle-tracking echocardiography.

YacToTa cephedyHbIX COKpallleHMit — 58 yI/MUH, TOHBI cepAlia
JCHBIe, PUTMMYHDIE, IIYMBl He BBICAyMIMBaOTCA. All Ha Je-
BOJ1 pyke — 108/72 MM PpT. CT., Ha mpaBoit — 105/70 MM pT. CT.
SI3bIK wmcTBIA, mecHBI M He6O (U3MONIOTMIECKON OKPACKIL.
JKusor wmsArkmit, 6esbonesHeHHslt. CHUMITOM ITOKOJIAYN-
BaHUA — OTPHIATE/NIbHBIN, MOYEMCIYCKAaHNE — C IIOMOLIbIO
SMMLIMCTOCTOMBI.

Pe3ynbraThl 1a60pATOPHBIX aHA/MN30B KPOBY IPe/CTaBIIe-
HBI B Ta0I. 1. B o61em aHanuse Mo4M IpoTenHypus He 0OHa-
pyxeHa. NT-proBNP He ompepensncs Io TeXHMYECKUM IIPU-
YIHAM, OJJHAKO JJaHbl PEKOMEHJALINY J/I OLIEHK!U CepHedHOro
MapKepa Ha aMOy/IaTOPHOM 3Talle.

ITo 9KT - 6e3 punamuku ot 2021 1. ITo 9xoKTI oTMedeHbI
tunuyHsle mpusHaku AKMII [7]: Ha doHe coxpanenHoit @B
JDK mmeercsi cHWKeHMe II0OaNbHOI IIPOJOIBHON Aedop-
Matuu g0 -10,1% (omenka mo Mertopuke speckle-tracking-
9xoKT - puc. 3, 4), BoipaxenHas runeprpodus /DK (puc. 5)
6e3 NMpU3HAKOB OOCTPYKUMU U TUNEPTpodUs IPaBOTO >Ke-
nynouka (IDK), yMepeHHas mumatanys j1eBOTO Ipefcepaus,
myacrommdeckass puchynkums JDK mo 1-my tuny (taém. 2).
Koponapoanruorpagus — 6e3 OKKII3MOHHO-CTEHOTUIECKNX
nopaxennit. ITo garasiM CM-9KI' Ha ¢oHe CMHYCOBOTO pUT-
Ma BbIABJ/IEHBI pefiKasd OfMHOYHAsA Ha/PKeNMy/l04KOBas 3KCTpa-
CHUCTONNUA, JKeNMy0YKoBas aKkcTpacucTonusa IVA rpajanum no
Jlayny. ITo pesynbraTam AYIUIEKCHOIO CKAHUPOBAHUSA Opaxmo-
nedanbHBIX apTepuil YCTAaHOBJIEHO YTOJIIEHNMEe KOMIUIEKCa
MHTUMa-Menua 1o 0,11 cM ¢ HavaAbHBIMM IIPU3HAKAMU ATePO-
CKJIepo3a.

ITpu BeImCKe CHOPMYIMPOBAH OKOHYATEIbHBIN JUATHO3:
cucremubii ATTRv. TpanctuperunoBas AKMII. BeipaxeH-
Has runeprpodus JDK 6es obcrpykiun, runeprpodus IDK.
Iwacrommyeckass pucoynkuus JDK 1-ro tnna. Hapyiuenne
putMa ceppua. Ilapokcusmanbhas ¢opma @II, BHe mapok-
cnsma. CHA2DS2VASc 1 6amn. HAS BLED 0 6ammos. EHRA L
XCH IIA crapus. @yuxumonamsHeii knacce II mo kmaccudm-
kanyyu NYHA. ConyTcTByonmii: TpaHCTUPETUHOBAA aMUJIO-
UHAs HOMMHelponarusa. MOTOpHO-CeHCOpHas-BereTaTUBHAA
HOMMHeponaTyis. Bsbit TeTpanapes, 60/1bllle B HUXHUX KO-
HevHOCTsIX. CeHCOpHBIe HapylleH s, HeiponaTniecKuit 6oe-
Boll cuHApoM. OprocTaTnyeckas runoreHsua. HeliporeHHbIi
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Tabanua 1. AuHamnka AaGOPaTOPHbIX AAHHBIX C MOMEHTa
YCTaHOBAGHHOTO AMarHo3a

Table 1. Dynamics of laboratory data since diagnosis

ITokasarenn flara
06.2023 01.2024 01.2025
Obuwiuii ananus kposu
Temorno6uH, r/n 105 134 131
Temaroxpurt, % 32,4 40,1 39,4
Spurporutsr, 10/ 3,43 4,32 4,16
Jleitkouuter, 10°/11 6,2 8,1 6,1
Tpom6ouuTsr, 10°/1 174 191 170
CO9, MM/u 15 12 15
Buoxumuueckuii ananus kposu
XonecrepuH, MMOJb/ 1T 3,6 4.4 4,1
mmomoermamonsin M7 L8105
oo mromocs 076 097 103
Tpurmunepnpl, MMOTb/ 1T 1,7 2,1 2,3
Vnpexc aTepOreHHOCTH 2,10 2,76 2,9
Imroxo3sa, MMOJIb/ 4,6 4,3 5,0
O6uuit 6enox, /1 69 73,1 68,0
Kpearnnkunasa, En/n 50 74 61
K”;}‘;iif”g;; Kpeanii- 11,0 13,8 13,0
;:I)I%I;I;I}I:aMMHOTpaHC(bePa- 17 18 23
?:;ej};;a/;aMmmTpch@e— 14 12 18
SS;‘OV;? /‘?I”““PYWH’ 10,0 12,7 12,0
Kanunit, Mmons/n 3,8 4,7 49
Harpwit, MMmorb/n 143,0 145,0 142,0
MoueBruHa, MMOJIb/ T 5,4 9,0 6,7
KpeatunuH, MMOB/ T 88 122 127
CxopoCTb KTy 04IKOBOII
%’B’%’;‘“M no gopuyne g5 4 57,55 54,82
mn/mun/1,73 m?
Tponouns I, ur/mn 0,19 0,20 0,15
NT-proBNP, ir/mn - - -
Koazynozpamma
HpOTpOM6I/IH no KBuky, % 78,04 92,90 99,36
MHO 1,19 1,04 1,04
AYTB, ¢ 33,2 34,1 26,5
®ubpunoreH, r/n 3,1 2,7 2,5

ITpumeuanue. MHO - MexXyHapoHOEe HOPMa/IM30BAHHOE OTHOUIEHME,
AYTB - akTHBMPOBaHHOE YaCTUYHOE TPOMOOIITTACTHHOBOE BpeMsl.
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Puc. 4. OueHka rA06aAbHOM NPOAOABHO# MMKOBOH
Aecpopmaumnn mrmokapaa AXK no napacrepHaAbHO#M
yeTbipexkamepHoi nosuumn (GLPS A4C, %) c nomomsio
METOAA ABYXMEPHOM cnekA-TpekuHr-IxoKr.

Fig. 4. Assessment of the global longitudinal peak
deformation of the left ventricular myocardium by the
parasternal four-chamber position (GLPS A4C, %) using
two-dimensional speckle-tracking echocardiography.

Puc. 5. Tpexmepnas IxoKI (anukaAbHOe yeTbipexkamepHoe
ceuenue).

IIpumeuanue. BoiparkenHas runeprpodus MIKII, cBedeHne
MMOKap/la YKa3bIBAIOT HA OT/IOKEHIe aMUION .

Fig. 5. Three-dimensional echocardiography (apical four-
chamber section).

MOYEeBOI1 Iy3bIpb. DNMUIUCTOCTOMA. AHEMIS JIETKOJ CTelleHM
TSDKECTIL.

YunTbiBad NOATBEPXK/IeHHbIN cCMeIaHHbIl BapuanT AT TRv
(xaparoMmonaTus ¥ MONMHENPONATys), MALMEHTy IIO0Ka3aH
npueM Tadamupyca B gose fo 61 mr/cyT. C TOro >xe BpeMeH!
Ha3HayeHbl MHIMOUTOPBI HATPUIL-IIIOKO3HOTO KOTPAaHCIIOPTe-
pa 2-ro tuma (ganarmgosnH B gose 10 Mr/cyT).

Ha puc. 6 rpaduaecku mpeacTaBieHa UCTOps 3a00/IeBaHNA.

B auBape 2024 r. cocTosnach MIaHOBas TOCIUTAMN3ALUSA B
OI'bBHY HMM KIICC3 s oleHKM KIMHUYIECKOTO COCTOSTHMUS
7 KOppeKnyu Tepammu. 3a IpOLIefIIe ITOTrofa OTMedaeTcs
yMepeHHas IOJIOKUTEebHAA AVHAMMKA B HEBPOJIOTMYECKOM
cTaTyce (MOXeT NepeBUTaTbCs CAMOCTOATENIBHO B Ipefieiax
KBapTHUPHI), OFHAKO COXPAHSIOTCA CIabOCTb M IapecTe3ny B
KOHEYHOCTAX, 3MM30AbI runotoHnu 1o 80-90/50-60 MM pT. CT.
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TabAmua 2. AuHammka AaHHbix IX0KI ¢ MOMEHTa YCTaHOBAGHHOTO AMarHo3a
Table 2. Dynamics of echocardiography data since the diagnosis

Iloxasaremm fon
2023 2024 2025
Jlesvie omoenvt cepoya

Koneuno-guacronmnuecknit uapexc JDK, mi/m? 59 56 39
Koneuno-cucronmueckuit uagexc JDK, mn/m? 16 21 12
Cepneunsiit uugexc JUK, n/muu/m? 2,5 2,1 2,0
OB no Cumincony, % 73 63 70
MXXII, cm 2,3 1,9 2,3
3amusasg credka JDK, cm 2,1 1,8 1,6
OTHOCKUTETbHASA TOMIIHA CTEHOK, CM 0,84 0,77 0,70
Vupexc maccel Muokappa JDK B M-pexxume, r/m? 361 251 269
VIHmeKCcMpOBaHHBI 06BEM TIeBOTO TIPefCepAus, M/ M? 40 43 28
ITnomaznb 1eBOro npencepausi, cm? 20,0 21,8 14,1
Cucronmnyeckas akckypceus konbiia MK nmatr. (MAPSE), cm 0,9 0,9 1,2
TpancmuTpanpHsii HOTOK (OTHOIIEHMe IMKOB E/A) 0,77 1,10 0,66
[IBy>KeHMe narepanbHOI YacTy pubposHoro konbia MK:

- Em/Am 0,50 0,83 0,67

- E/Em 11,50 11,20 9,25
IlnacTonmyeckne CKOpOCTH ABIDKeHNUs ¢puodposHoro konbia MK, cM/c:

-¢ 4 4 2

-a 7 5 7
JIBI>KeHMe eperopofouHoit yacTu ¢pubposHoro konpia MK:

-e'/a’ 0,57 0,8 0,29

-E/e' 11,5 14,0 18,5
Cucronmdeckasi CKOPOCTb ABVDKeHuMs pubposuoro xombia MK (s7), cm/c 7 5 6
Tun guacTonudeckoit AUChYHKINU I I I

IIpasvie omdenvt cepoua
VupexcuposanHas mwiomans IDK B guacrony, cm?/m? 5,2 8 2
Opakunsa nsmenenus mwiomanu I1K, % 52 52 61
VIHpeKkcupoBaHHbIT 06beM IPaBOTO Mpefcepans, M1/ M? 29 27 19
Cucronudeckast sKcKypcus pubéposnoro konpia TK 8 M-pesxume 15 20 13
(TAPSE), cm ’ ’ ?
Temodunamuueckue napamempol
Pacuetnoe [IJIA cpennee, MM PT. CT. 24 15 11
Pacuetnoe [IJIA cuctonmnyueckoe, MM pT. CT. 38 25 19
Henmocratounocts MK I 0-1 0
Hepocratounocts TK 0-1 0-1 0
Ceemenmapnas GLPS, memoduxa Speckle tracking, %

GLPS, Avq -10,1 -11,5 -10,1
GLPS, LAX -9,4 -10,4 -
GLPS, A4C -10,7 -12,7 -
GLPS, A2C -10,2 -11,4 -
GLPS, RV -18,5 -15,6 -
GLPS, RVFW -21,3 -19,3 -
GLPS, IVS -15,7 -12,0 -15,6

IIpumeuarue. GLPS - rio6anbHast Ipofo/bHast IMKOBast AedpopMarysi MUOKappa (CTpeiiH).
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Mepudepuueckas
TOJIMHENPOTIATHST
(OKeHUe, TUMecTe3ust
HIDKHUX KOHEYHOCTEi1)

2017
o

He obcnenosancs

Knunnyeckas KapTHHA 3a00J/1eBaHHs

[MepeGou B paboTe cepaiia

2021
o

+ [To BKT:
runeprpodust JIXK, (-) 3youst
TB 1, 1L, 111, aVF, Vyy_y;

+ [lo CM-3KT:
KopoTkuii mapokcusm OIT

[Mporpeccuposanue
MOJIMHEPONaTUK, HUXHUI
Tape3, MPUCOEAMHEHNE
BEreTaTUBHBIX PACCTPONCTB

07.2022
o

Tocrmramuzarms
B HEBPOJIOTHYECKOE OTAEICHUE.
BeicTaBieH auartos:
«XpoHuyecKast
TeMUETMHU3UPYIOLIast
MOJUHENUPOTATUSI».
Hauara crannaprHast Tepamus
TIIIOKOKOPTUKOCTEPOUIAMHI

[IporpeccupoBaHue
HEeBPOJIOINYECKOii
CUMITOMATHKH (110 TSXeI0M
OpTOCTAaTHYECKOIt
THIIOTEH3UH, OCTPOI
3aepXKU MOuM) Ha (hoHe
FOPMOHAJTBHOI Teparnu

10.2022
o

[Mauwent yrparun
CHOCOOHOCTh
K TIEPEABIXEHUIO.
CHMITTOMBI U TIPU3HAKH
XCH He npocieXXuBainuch

06.2023

Tadamumuc 20 mr/cyt

+ Ha ocHOBaHMM reHETHYEeCKOTO

aHaJIM3a YCTAHOBJIEH INArHO3:
ATTRv ¢ myTauueii B 3k30He
3rena TTRc.218G>A
(p.(Gly73Glu))
B T€TEPO3UTOTHOM COCTOSTHUM
* Ilo OxoKT}
runeprpodust JK 1,7 cm,

[Mo cunnTUrpadumn
MuoKapaa ¢ nupodocdarom
TEXHELIHs:

Perugini 3

Tadamumuc 61 mr/cyr

ITapakninHuyecKue AaHHbIE

NIUACTOIMYECKOS TUCHYHKIIMS
JIXK 1o 1-my Trmy
+ CuuHTturpadust Muoxkapaa
He TIPOBe/IeHa I10 TEXHUYECKUM
IpUYKMHAM

Puc. 6. AATOPUTM AMArHOCTUUYECKOTO MOMCKA 3ab0AeBaHMSI.
Fig. 6. Algorithm for diagnostic search of a disease.

OpplKy 1 OTEKOB HeT. II0CTOAHHAs Tepamyst: alMKcabaH —
5 Mr 2 pasa B JieHb, ganarmdosut — 10 mr/cyT, radamupmuc —
20 mr/cyT (B cBA3M C TeM, 9TO paHee BbIjaH TacbaMI/II[I/IC B JI03€
20 mr/cyT, Bpiiada Tadamupuca 61 Mr/CyT IUTaHUpyeTcs Ha
despanp 2024 r.). [To IKT - 6e3 gMHAMMKY PV CPaBHEHUM C
IpeAbIAYIUMY TJIeHKaMU. [Io ynbTpa3sByKOBOMY MCCIIEOBa-
HUIO OPraHOB OPIOIIHOI IONOCTY BBLAB/IEHBI A dy3HbIE 13-
MeHeHMs IedeHN U MoIKenygo4Hoit skenesbl. [To 9xoKI ortme-
YeHO yMeHbllIeHMe TONMIHEI cTeHoK JIK (cM. Tabm. 2).

ITo MarHMTHO-pPE30HAHCHOI TOMorpadmu cepana ¢ KOH-
TPAaCTUPOBAHMEM TafO/IMHIUS HAOMIONAIOTCSA IPU3HAKU BBIpa-
JKEHHOTO aMWIoufo3a cepaua (puc. 7): TOMIMHA MUOKapfa
cucrona/muacrona 11K - 16/12 MM, MexxKenymoukoBas Iepe-
ropopka (MOKII) - 30/27 mm, 3apgusist crenka JDK - 28/23 mm,
B 00/1aCTV BEePXYIIKY TOMIMHA cTeHKM — 20/10 MM; B 0TCpO-
4YeHHYI0 a3y KOHTPACTUPOBAHMs OTMEYAIOTCS CyOIHIOKap-
IManbHble YY4AaCTKM HAKOIIEHMS KOHTPACTHOTO BellleCTBA B
IPOEKIMM Bcex 0asanbHBIX cerMeHTOB (25-50%), Bcex cpen-
HUX cerMeHTOB (50-75%) u o 100% Bcex BepXYIIEYHBIX Cer-
MeHTOB. O61muit 06bem nopakenus JUK — 46%; safjep>kka KOH-
TpacTuposanusa Muokappa IDK nuddysHas TpancMypanbHas;
nepukaps 6e3 0coOeHHOCTEIL.

INocne mpoBemeHHOrO MCCNIEfOBAaHMA PA3BUIACh KIMHUKA
TPaH3UTOPHON ITI0O6ATBHOI aMHE3MN C paspelleHyeM TOTo Ke
nHs1. Co C/IOB MalMeHTa U ero POICTBEHHMKA, ¢ 2022 I. Hofo6HbIe
SMM300bl CIyYa/MCh HEOXHOKPATHO, B OCHOBHOM CBSI3aHBI CO
crpeccamu. I1o JaHHBIM KOMIIBIOTEPHOIT TOMOrpaduyt TOIOBHOTO
MO3Ta JaHHBIX 32 04aroBble 0Opa3oBaHNsA 1 Te4eHNe OCTPOIL He-
JZOCTaTOYHOCTY MO3TOBOTO KPOBOOOpAIlleH sl He 0OHAPY>KeHO.

JluHaMMKa pe3y/npTaToB 1aOOPATOPHBIX AHAIM30B KpPO-
BIU TIpeficTaBleHa B Tabm 1. B mMoue Gelok He OOHApYyXKeH.
NT-proBNP He oueHuBacsa o TEXHUYECKUM IPUIMHAM.

B anBape 2025 1. cocTos/1ach TOBTOPHAsA MJTAHOBAs TOCIN-
tamsauys 8 PTBHY HUN KIICC3. Ipomexmmit rog — 6e3
3HAYMMOV JYIHAMMKM, COXPAHAIOTCA HEBPOJIOTUYECKNUIT nedu-
IIUT, SIM304bI OPTOCTATUYECKOI TUIIOTEH3MN, U3pefKa — KpaT-
KOBpeMeHHbIe oTepu co3HaHuA. C ¢espana 2024 r. maryeHT
Ha Tepanuy TapaMucoM B fo3e 61 Mr/cyT, IpOfjO/DKaeT Ipu-
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Puc. 7. MarHuTHO-pe3oHaHCHas ToMorpadnsi C KOHTPACTHBIM
YCHUACHUMEM FaAGAMHMEM.

Fig. 7. Magnetic resonance imaging with gadolinium
contrast enhancement.

eM anuKcabaHa 5Mr 2 pasa B leHb 1 fanarmguosusa 10 Mr/cyT.
ITo pesympraram 06C/eoBaHMUil — 6e3 3HAYMMOIL ITATONOINU
U OTpUIATeNIbHON AMHAMMKM: TOMIIMHA CTEHOK MIOKapfa He
HapacTaeT (II0 CpaBHEHUIO ¢ AaHHbIMU oT 2023 I.), HapyIue-
HMIT pUTMa U IIPOBOAMMOCTY Ceppla, a Takxke Asmernii XCH
HeT. COXpaHseTCsl yMepeHHOe CHIDKeHNe (QUIbTPAI{MOHHOI
¢byHKUIMM Todek (cM. TaGm. 1), MpOTeMHYpUM He OTMEYEHO,
NT-proBNP He onieHuBancA 10 TEXHUYECKMM IIPUIMHAM.

OO6cyxaeHne

AMnIonsio3, CBA3aHHbIN C MyTalVAMU T'eHa TPAaHCTUPETH-
Ha, SIB/IIETCS Hambosee pacnpocTpaHeHHO! (OpMOIl Hacmef-
CTBEHHOTO CMCTEMHOro ammionfosa (8, 9]. lebrot u derorum
3a00/IeBaHMs 3aBUCAT OT TUIIA MYTaLUN, HO OOBIYHO MOpaXKa-
10TCs1 Tlepudepuyeckasl HepBHasl CHCTeMa M CepALie, @ BO3pacT
Havyama 60/e3HN Bapbupyercst oT 3 #o 5-ro gecsrmnerus [10].
Ha ceropmsimnmit fenp pasuole ¢opmbl ATTRv ommcanbl B
36 cTpaHaxX MMpa C IIOCTOAHHBIM YBEMYEHNEM IIOATBEPXK/EH-
HBIX CTy4aeB MYy Taluil 1 TOsABJIeH)eM HOBBIX S9HIeMUYHBIX pail-
oHOB [1, 11]. BriepBele B Kys6acce NpuykKM3HEHHO IMAarHOCTH-
posan ciy4ait cucreMHoro ATTRv ¢ myTanueit B 3x30He 3 reHa
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TTR c.218G>A p.(Gly73Glu), KOTOpBIT OT/IMYAETCS [IUTE/b-
HBIM TeyeHMeM 3a60/1eBaHmsA ¥ IO3HEN IMarHOCTUKOI [6].

JlviarHO3 HepefKo CTAaBUTCs C OMO3JaHIeM, 0COOEHHO Y Ma-
LIEHTOB (€3 YeTKON CeMEITHOM VICTOPUYU M TUIIMYHBIX KIIVHU-
YEeCKMX NPOAB/IEHMIL. B npeficTaBieHHOM Crydae MOBOROM [iIsg
HACTOPOXXEHHOCT! CO CTOPOHBI Bpaya B IO/b3y CHCTEMHOTO
aMWIONfI03a SABWINCH CTeAyIoliye IPM3HAKI: MY)XCKOH IO,
BO3pAcT (B 47 /€T IepBble CUMIITOMBI), IPOSIB/IEHVsS Tiepudepn-
YEeCKOJ HeJpOIaTuy HesCHONM 3TUOIOTYM B COYETAHMN C M3Me-
HEHMSIMM CO CTOPOHBI CEPAEYHO-COCYAUCTOI CUCTEMBI (IIapOK-
cusmbl OII, HapylIeHMsA NMPOLeCCOB PeNoLApU3alny MIOKapaa
6e3 MIIeMIYeCcKOro aHaMHe3a, mpu3Haky rurneprpoduu JUK npn
HOPMa/IbHOM YPOBHE CUCTEMHOTO AaBjeHusi). BepositHo, 4to
CBOEBPEMEHHDII OCMOTP MNalYieHTa HEBPOJIOTOM U KapAJO/IOroM
MOI/I OBBICUTD LITAHCBI HA IOCTAHOBKY PaHHEro AMArHo3a, ofl-
HAKO HaIMieHT He 00palajIcs 3a MEAMIMHCKOI noMolsio. O6pa-
IjaeT BHYMAHIE [INTEIbHOCTD 3ab0meBaHms, Kotopoe ¢ 2017 r.
HavyasIoch C IMPOTrPeCCUPYIONIEN CEHCOMOTOPHON MONMHENpPOoIa-
TUU U TONBKO K 2022-My Tofly BOCTUITIO BbIpa)KEHHBIX BereTa-
TUBHBIX PACCTPONICTB C TAXKETOM OPTOCTATUYECKOI TUITOTEH3N-
eit. KnuHm4yeckmit criekTp aHHOTO 3200/1€BAHIISI IMEET CXOJICTBO
C INTEPATYPHbIMMU JAHHBIMY — HAayasIo C CEHCOPHBIX HapyIlIeHMIt
IO BEreTaTUBHBIX PACCTPONICTB B nociexyomeM. [Tpu aToM amc-
(YHKIVA BereTaTMBHON HEPBHOM CUCTEMBI PeIKO MPeIIIecTBY-
eT HelpoIaTiy, IPUCOeRUHsAeTCs Ooree yeM y 50% MarjeHToB 1
HaO/mIofaeTcs mpu peHOTUIAX C paHHKUM HavdamoM [1, 11].

CrouT OTMETUTD, YTO Yepe3 4 rofia ocie NOosABIeHN ep-
BBIX CUMIITOMOB HEJPOIIaTUM U Ha IIPOTSHKEHUY Jja/IbHeIIero
Heprofia pa3BuTHs 3a60/IeBaHNsSI IIPOC/IEXXVBANIICH KOCBEHHBIE
npusHaky AKMII mo JaHHBIM MHCTPYyMEHTa/lbHBIX METOJOB
obcenoBaHusA, Mpu 9ToM cumiToMbl 1 npusHaku XCH orcyT-
crBoBa/m. HeBporornyeckas cMMITOMATVIKa YacTO IPUBORNT
K paHHell MHBAIMAM3ALVS OOIBHOTO ¥ MAaCKMPYeT KIMHIYe-
CKIe TIPOsIBJIEHNA CO CTOPOHBI cepAua. Kak npasuo, mpucoe-
AMHeHJe MIOKapAManbHO! AUCHYHKIMM (IMACTOMMYECKO, a
B IIOC/IEAYIOLIEM — CUCTOMNYECKOL; TIOBbIIIeH e TPOIIOHMHA U
NT—proBNP) ABnsAeTca nospHuM npusHakom AT TRy, 4to yka-
3bIBaeT Ha [ja/IeKO 3ALIEAUIVIO CTafuio 3abomeBaHust 1 Hebma-
TOTIPUATHBI Iporuo3 [12].

ITosToMy ecnu yCTaHOBJEH [MAarHo3 IONMHENpONaTuu B
COYeTaHUM C HeOO'BCHNMOII rnepTpod el MIOKAPA, CIERY-
eT B IIEPBYIO OYepenb UCKII0YaTh HH(UIbTpaTUBHEIE 3ab07Te-
BaHUA 1 60/Ie3HN HaKOIIeHNs (MeHee XapaKTePHBI, HO MHOTHA
BcrpevatoTcs ipu ATTRv). IloMuMo 3TOro Ba)KHO HOMHUTD
IIPO TPOIHOCTb AMMJION/IA K TTOYKAM U YKeTy[OYHO-KNIIeYHO-
My Tpakty [9, 13-15]. IIpoTenHypns, yMepeHHOe CHIDKEHMe
(OUIBTPALIOHHOI GYHKIINY TT0YEK, @ TAK)KE 3aIIOPBI Y AHHOTO
HallMeHTa SABIAITCA TOMY HOATBEP>KeHIEM.

B maHHOM K/IMHMYECKOM CIydae VMMEMUCh HeOosblive 3a-
mepxku B amarHoctuke AKMII mpu momonm cumaTurpadmun
[0 TeXHUYECKUM IpPUUYMHAM, YTO MpPUBENO K Gormee MO3fHeI
KOppeKIuM crienududeckoil Tepamuu (MaI[ieHT IIOTydYas
no3y tadammpanca 20 mr/cyT). HecMoTpst Ha 370, mpOCiexu-
BaeTCAd YyMepeHHasd IONOXKUTeNbHAsA [UHAMUKA CTPYKTyp-
HO-(pyHKIMOHA/IbHBIX IIOKasareneil ceppua (cM. Tabm. 2).
C 2023 1o 2025 1. Ha (oHe perynApHOro mprueMa Tadamuamca
(c ¢eBpans 2024 r. yBermraeHa fosa ¢ 20 go 61 mr/cyt) obpa-
maer Ha ceOs1 BHUMaHME yMEHbIIEHNe TOJILIMHBI MMOKapAa
sapneit credku JDK ¢ 2,1 mo 1,6 cM 6e3 muuamuku nmo MOKIIT
(2,3 cm), nnpekca maccsl Mmokappa JDK ¢ 361 po 269 r/m?,
HaBjeHus B jerouHoit aprepun ([IJIA) cucrommdaeckoro ¢ 38 o
19 MM pT. cT. M cpepHero — ¢ 24 10 11 MM PT. CT., CTENIEHN PETyp-
ruTanyy Ha MutpanbHoM (MK) u TpukycnupanbHOM KilallaHe
(TK) c It go 0-i1 cTeneHu, Ipy 3TOM OTCYTCTBYeT MPOTpeccu-
poBaHme pmacronmyeckoit aycdyHkumu (coxpansercs I i)
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U CUCTONMYECKON (YHKLMY MMUOKApfa IIPU OLieHKe CTpeiiHa.
ITo 06'beMHBIM IIOKa3aTe/IsAM IIPABbIX ¥ JIEBBIX KaMep Cepflia, a
TaKKe FeMOMMHAMITIeCKIM [TapaMeTpaM OTMedeHa IPOTUBOIIO-
TIO>KHAsA IMHAMMKA B BUJIe YMEHBIICHNA Pa3MEPOB 1 CHIDKEHUA
CepeyHOro MHfeKca. BeposTHO, 3TO CBSI3aHO C BeTeTaTUBHOI
mucoyHKuMert (TUIIOTeH3NA), a TakKe He MCKIIOYAIOTCA II0-
TPEIIHOCTY CO CTOPOHDI allllapaTypsl M Bpada-AyarHocTa. Bos-
MO>KHO, YTO IIpy 607Tee IUTeNILHOM IpyeMe TahaMupica B Jo3e
61 mr/cyT 6yzmeT npocnexxusarbcs perpecc runeprpodym MIKII
C JOCTIDKEHHEM HOPMAbHOIO YPOBHA OObEMHBIX INOKa3are-
et cepana. s MOZTHOTO MOHMMAHMA HPOLIECCOB 0OPATHOTO
peMofienMpoBaHyA CepAlla Ha (oHe criermduyecKoil Tepanmm
tadamMmyICcoM B afieKBaTHOI JO3MPOBKe TpebyTCs bomee fin-
Te/IbHOE Ha0/TIofIeH e 3 TTALIMeHTOM, @ TAKoKe CIelMaIbHO CIUIa-
HUPOBaHHbIe KIMHIYECKIe ICCTIeNOBaHILA.

3akAueHue

3HaHNe XapaKTepHOro kamHudeckoro cmekrpa ATTRv
(ceHcoMOTOpHasI MONMHENPONATISI C TIPUCOERNHEHNEM Bere-
TaTUBHOI AUCHYHKINHU [0 TSDKEION OPTOCTATIYECKOI TUIIO-
TeH3my, PeHOKOmMs rnIepTPOdUIECKOi KapAMOMIUOIATIN) 1
BBICOKas CTeNIeHb HACTOPO>KEHHOCTH CO CTOPOHBI Bpada IIOMO-
JKET CBOEBPEMEHHO HAIIPaBUTD IAlMeHTa Ha FTeHeTUYeCKOe Te-
CTMPOBaHUe J/Is TIOCTAHOBKM paHHETO Auaruosa. B pesynprate
9TO MPUBEAET K HAaYa/Iy CrennnyecKorl Tepanmum 1 reHeTnde-
CKOTO KOHCY/IbTMPOBAHMsI POACTBEHHNKOB IIPOOaH/a.

Bo Bpems [MarHoCTMYeCKOTO ITOVCKa IPUYMH HeiponaTum
HEsACHO 9THOIOTUHM Ba’KHO OLIEHMBATbh COCTOSIHUE JIPYTUX Op-
FaHOB — IPEXJie BCero cepAua u modek. [Ipn atom Heobxomm-
MO MEXIVCUUIIIMHAPHOE B3aMMOJENCTBUE Bpadell CMEXHBIX
CrlenMaaIbHOCTel, YTOOBl YBeIMYNUTD LITAHCHI HA CBOEBPEMEH-
HOe€ BbIAB/IEHME 3a007IEBaHMA.

PackpbiTiie MHTEepecOoB. ABTOPBI AEK/IAPUPYIOT OTCYT-
CTBI€ IBHBIX ¥ IIOTEHIIMAIbHBIX KOH(INKTOB MHTEPECOB, CBS-
3aHHBIX C TyOMUKaIVelt HaCTOSIIIel CTaTbN.
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MNudopmMupoBanHoe cormacue Ha myOnukanumo. Ilamnm-

eHT mopmucan $popMy HOOPOBONTLHOTO MHPOPMMPOBAHHOTO
coracusi Ha Iy G/IMKaLMI0 MeUIIHCKON MHGOPMAIIIL.
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Cnncok cokpameHmi

AJl - apTepuanbHOe aB/eHNe

AKMII - amMunongHas KapAuOMMUOIATIA

IJIA - naBneHue B IErOYHOI apTepun

JIXK — meBbIii skemypodex

MIKII - MexoKenynouKoBas IeperopoaKa

MK - MUTpanmbHBIN K/TaTlaH

IDK - npasbiit xemynodex

CM-9KT - cyToyHO€ MOHMTOPMPOBAHME IEKTPOKAPANOTPAMMBI
TK - TpukycnupanbHblit K1anaH

OB - ¢pakuma Beib6poca

OII - pubpmIALMSA TpefcepAnit

XCH - xpoHndeckas cepiedHas HelOCTaTOYHOCTD

KT - anexrpokappuorpadus

9x0KT - axokapauorpadus

ATTRV - TpaHCTUPETHHOBBII HAC/IE[CTBEHHBIN (MY TaHTHBII, CEMEITHBIIN)
aMuIons103

NT-proBNP - N-koHIIeBOif MO3rOBOJ HATPUITypeTIYECKIIT PO T,
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