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KnuHnyeckuin cnyyaii / Clinical case
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Pesiome

B TeyeHme Heckonbkux NeT HabMAAeTCS 3HAUUTENbHBINA POCT YMCNA NALMEHTOB C AMArHO30M «aMUIOUAHAS KAPAMOMMONATUSY,
U «aMUNONA03 CepALa». ITO CBA3aHO C pacTyLLer HAaCTOPOXKEHHOCTbIO BpayYer 1 TOYHOCTLIO MPUMEHSEMbIX MHCTPYMEHTabHbIX
MeToA0B 06CNef0BaHUS NALMEHTOB KAapAMONOrMYeCcKoro npoduns. Ha cerogHswWwHuiA feHb n3BecTHo 6onee 30 TMNOB aMUNoOMao-
33, 0lHAKO [Ba OCHOBHbIX TMMA HanMbonee YacTo NPOTEKAOT C NMOPAXKEHMEM CepALA: aMMNOML03 nerkux uenei (AL) u TpaHcTu-
peTnHoBbIM ammnomaos (ATTR). He3aBnCMMO OT OCHOBHOrO naTtoreHesa MpOAYKUMWM aMMAOMAA MMEHHO MopaxeHue cepaua
SBNSETCS OCHOBHOM MPUYUHOM CMEPTHOCTU MPU CUCTEMHOM ammunonpose. Kpome TpyaHOCTEN B paHHEN AMArHOCTUKE, CYLLEeCTBY-
0T Npobnembl C AanbHerWuM nevyeHmueM 3abonesanus. C NosBAeHMEM CneundUYecKoro NeYeHus, pasiIMyHoro B 3aBUCUMOCTH
0T TMMNa aMUAOMA03a, OCTPO BCTaeT NpobnemMa CMMNTOMATUYECKOrO NeYeHns aMunouaHomn kapamommonatum (AK). U3 kapamnans-
HbIX MPOSIBNEHUIM NPU3HAKK cepaeyvHol HepocTaTouHocTh (CH) oBbiuHO aBnsitoTCS npeBanupywmmn. Kpome Toro, y naumeHToB
¢ AK peructpupytotcs pasnuyHble HapylleHus puTMa M npoBoauMocTu ceppua. OpHako noabop Tepanuu, HanpaBaeHHOM
Ha nevenne CH y nauneHToB ¢ AK, OCIOXHSETCS pa3BUTUEM PECTPUKTUBHOMO DeHOTMNA rEMOAMHAMMKM M COMYTCTBYIOLLLEN Bere-
TaTUBHOM AMCHYHKLMM, YTO LenaeT HEBO3MOXHbIM Ha3HayeHue cTaHaapTHom Tepanun CH. B ctaTbe npeactaBneH KAnMHUYECKni
Cly4an NaumeHTa C HaC1eACTBEHHbIM TUMMOM TPAHCTUPETMHOBOIO aMMNOMA03a C NPEUMYLLECTBEHHLIM MOPAXeHWEM CepaLa,
OCHOBHbIMU MPOSABAEHUAMM KOTOPOrO ABASAMUCL CEPAEYHAS HEAOCTAaTOYHOCTb, HAPYLLIEHMUS pUTMa U NPOBOAMMOCTM CepaLa. ITOoT
CNyy4ait 4EMOHCTPUPYET BAXKHOCTb KOMMAEKCHOIO U NepcoHMbULMpOBaHHOrO noaxoaa B neveHumn ATTR-AK, ocobeHHoCTM naTo-
dur3Monornm KOToporo TpebyroT cneunanbHbIX NOAXOA0B AAXKE K HA3HAYEHMIO CUMMTOMATUYECKON Tepanuu.

KnioueBble cnoBa: ammnonaos cepaua, TpaHCTVIpeTMHOBbIﬁ adMUNonA03, XpoOHMYeckaa cepaevyHad HeAOCTaTOYHOCTb, PECUHXPO-
HU3upyrwuiee yCTpOﬁCTBO, CMMNTOMAaTHU4eCKaa TepanunAa
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Abstract

For several years, there has been a significant increase in the number of patients diagnosed with cardiac amyloidosis or amy-
loid cardiomyopathy (AC). The reason is the growing concern of specialists about amyloidosis and the increased accuracy of the
instrumental methods of examination of patients of cardiological profile. Nowadays, more than 30 types of amyloidosis are
known, however, the two main types are most commonly associated with cardiac involvement: amyloidosis of light chains (AL)
and transthyretin amyloidosis (ATTR). Regardless of the underlying pathogenesis of amyloid production, cardiac involvement
is the main cause of mortality in systemic amyloidosis. In addition to difficulties in early diagnosis, there are difficulties with
further management of the disease. With the appearance of specific treatment, different depending on the type of amyloidosis,
the problem of symptomatic therapy in these patients has become acute. Heart failure (HF) signs are usually prevalent in car-
diac signs. Besides, patients with AC often have various arrhythmias and heart conduction disorders. However, the selection
of heart failure therapy in patients with AC is complicated by the development of restrictive hemodynamic phenotype and
concomitant autonomic dysfunction, making it impossible to manage standard heart failure therapy. The article presents
a clinical case of a patient with a hereditary type of transthyretin amyloidosis with the cardiac involvement, whose main
clinical manifestations were heart failure, cardiac rhythm and conductions disorders. This case demonstrates the importance
of comprehensive and personalized approach in the management of ATTR-AC, the features of pathophysiology which require
special approaches even to management of symptomatic therapy.

Keywords: cardiac amyloidosis, transthyretin amyloidosis, chronic heart failure, cardiac resynchronization therapy,
symptomatic therapy
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BBEOEHWME

AMMNOMO3 SBNSETCS  CUCTEMHbIM  3aboneBaHueM,
MOPaXaloLWMM CepLLe, MOYKKU, HEPBHYH CUCTEMY, XKENYLOYHO-
KMLWEYHbIN TpakT. Ha cerogHAWHMIA OeHb M3BeCTHO Gonee
30 TMNOB aMMnNOMA03a, OJHAKO [ABa OCHOBHbIX TMna - AL
n ATTR Haubonee 4acTo NMpOTEKAKT C MOPaXeHWEM cepaua.
TpaHcTUpeTnHoBas amMunonaHas KapaMoMuonaTtus
(ATTR-AK) — MHOWNbTpaTMBHOE 3ab0N1EBAHME, XapaKTEPU3YIO-
Leecs BHEK/IETOYHbIM OTIOKEHMEM aMWUIOMIHbIX GUBpUnn
B MMWOKaphe, coctoswmx wu3 bGenka TpaHctupeTtuHa (TTR),
B HacnenctseHHo (ATTRv) unu npuobpeteHHol (ATTRwt)
¢dopme. ATTR-AK ocTtaetcss HeLOOLEHEHHON MPUYMHON XpO-
HWYECKOM CepAEYHON HemoCTaTOYHOCTU C COXPaHHOM dpak-
umeit Boibpoca nesoro xenynoyka (XCHc®B), B ocobeHHOCTH
cpeoy HaceneHus noxwnoro Bo3pacta. [MpumepHo y 10%
naumeHToB ¢ XCHc®B B Bo3pacTe 75 neT u cTaplue BbiSBASET-
€5 ATTR, KONMYECTBO CNyYaEB, BbISBNIEHHBIX B XO4€ ayTOMNCHA-
HOro MCCNeaoBaHuUs, OCTaeTcs HeusBecTHbIM [1]. MopaxeHue
cepoua BnsgeTcs OCHOBHOM MPUYMHOW CMEPTHOCTWU Npw
CUCTEMHOM aMWUIOMA03€e HE3aBUCMMO OT TUMa amunouaa [2].
B 6onbwmnHCcTBE CyvaeB MaHWbeCcTaums aMmaonaHON Kapamo-
MMOMATUM KIMHUYECKU NPOSBASETCS ObICTPO NPOrpeccupyio-
WMMK  SBNIEHUAMU CEPAEYHOW HemoCTaTOMHOCTM. HecmoTps
Ha TO YTO UCTOPUYECKM aMWUIOUIHYIO KapAMOMMONaTMIO OTHO-
CUAU K PeCcTpUKTMBHOM kapamomuonatum (PKMIT), 3abonesa-
HMe MOXeET OblTb aCCOLMMPOBAHO U C ApYyrMMK (DeHOTUNAMM
KapAMOMMONaTUM:  TUNepTPOPUYECKON KapAMOMMONATU-
e (TKMIM), cMewanHbiM penotunom (TKMIT + PKMI), a B cny-
yae nporpeccMpoBaHus 3aboneBaHns OTMeYaeTcs mporpec-
CMBHOE CHWXeHWe dpakummu Bbibpoca neBoro xenynoyka [3].

[OnvtenbHoe BpeMs egMHCTBEHHOW OnuMen Ons naumeH-
ToB C ATTR 6bIna cMMATOMaTMYeCKas Tepanus, B TO BpeMs Kak
naToreHeTMYecKkas Tepanus orpaHuMuYMBanacb TpaHCMAaHTa-
uuen ceppua unu nedvexwu. B nocnegHue rogpl MosBMAOCH
cneunduryeckoe natoreHeTuyeckoe nedeHne ATTR amunown-
n03a. [epBblM NpenapaToM, 040OPEHHBIM B KA4eCTBe CreLu-
dunyeckor Tepanuun ATTR, cTan cenekTBHbIM CTabunusatop
TpaHcTMpeTnHa — Tadamuamnc [4]. MccneposaHne ATTR-ACT
NPOAEMOHCTPMUPOBANO 3HAYMMOE CHUXKEHWME NEeTaNbHOCTM
oT Bcex npuumH (29,5% wn 42,9%, OP = 0,70, 95% [N:
0,51-0,96), a Takke yMeHblUeHWe 4YMCna rocnuTanusaLmn,
CBSI3aHHbIX C CEPAEYHO-COCYAMCTbIMU NMPOSBNEHUAMU 3a00-
nesanus (0,48 n 0,70 B TeueHune roga, OP = 0,68, 95% [N:
0,56-0,81)? B TeueHne 30 mecsaueB npu npueme 80 Mr
(P =0,0030) n 20 mr (P = 0,0048) Tadbammamnca B CpaBHEHUM
¢ nnauebo [5]. JonrocpoyHoe paclimMpeHHoe nccneaoBaHue
B pamkax ATTR-ACT B Teuenue 51 Mmec., B CBOK ouyepenp,
nokasano 6onee 3HaYMMOE CHUXKEHWE NETANBHOCTW MPW NpU-
eme Tadamuamca B pose 80 mr, yem B pose 20 mr (0,700,
95% [AM: 0,501-0,979) y nauneHtos c ATTR-AK [6].

TeM He MeHee HasHayeHuMe TadamMuamca, K COXaneHuto,
He peluaeT NpobneM CMMNTOMATUYECKOr0 COMPOBOXAEHMS

NaLMEHTOB C YXe UMELWMMUCS KIIMHUYECKMMM NposBie-
HMgIMK 3aboneBaHus (ofblwka, oTeku, nepebon B pabote
cepaua, cnaboctb, NpenobMopoyHblie/0BMOPOYHbIE COCTOS-
Hug). CnemyeT OTMETUTb, YTO, KPOME SIBJEHUI CEpAEYHON
HepocTaTouHOCTU, AK XxapakTepuayeTcs nopaxeHWMeM NpoBo-
[OAUlen cucTeMbl Cepaua, YacTo BCTPeYarTCs npeacephHbie
aputMun  (pubpunnaums/TpenetaHne npencepami, 3Hauu-
TeNbHO YBENMYMBatOLLME PUCK TPOMBO3IMBONIMYECKMX OCNOXK-
HEHWI), KenyLovkoBble aputMum [2].

Ha3HaueHWe CTaHOAPTHOM CXeMbl «KBaApOTEPaANUu»,
pekoMeHA0BaHHOM ans nevernns XCH, 3a4acTyto HEBO3MOX-
HO Y MaLMEHTOB C aMMUIOML030M cepaua. Y YacTu nauneHToB
umeeT Mecto XCHc®B. Ho aaxe npu cHmxkeHun OB JIXK npu-
MEeHeHWe MHIMBUTOPOB aHTMOTEH3MHNpeBpaLLlatwero dep-
MeHTa (MAT®), aHTAroHWCTOB PpeLenTopoB aHMMOTEH3M-
Ha Il (APA), aHrMOTEH3MHOBBIX PELENTOPOB M HEMPUIM3MHA
nHrnbutopa (APHMW), 6eTa-610KaTopoB HexenaTeNbHO BBUAY
0CobeHHOCTEN BHYTpUCEPOEYHON FEMOAMHAMMUKM U CKIOH-
HOCTM K apTepuanbHOM rMnoTtoHun. CnekTp aHTMapuTMuye-
CKMX NpenapaTtoB KpaiHe orpaHWYeH, a BONpoc 06 nMnnax-
TauuM INEKTPOKApAMOCTUMYNATOPa WKW KapauvoBepTepa-
Lednbpunngatopa A0 CMX NOP OCTAETCS CMOPHbIM CPeau 3KC-
neptos [7]. Takum 06pa3om, nofbop Tepanum, HanpaBneHHOM
Ha neyenne XCH y nauneHnToB ¢ AK, OCNOXHSETCS pa3BUTUEM
pPEeCTPUKTUBHOIO (EHOTMMNA FeMOAMHAMMKK, @ TaKXKe COMyT-
CTBYHOLLEN BEretaTMBHOM OMCHYHKUMEN, YTO OeNaeT HEeBO3-
MOXHbIM Ha3HayYeHue CTaHaapTHoM Tepanmun XCH.

B cBA3M C 3TUM HaM NpencTaBngeTcs MHTEPECHbIM OMu-
CaTb KIMHUYECKMIA cnyydar nauneHTa ¢ ATTR ¢ nopaxeHuem
cepaua, noyek, nevyeHu, HEPBHOW CUCTEMbI, 0COBEHHOCTH
aHaMHe3a M AMArHOCTUKM KOTOPOro [AOKM3AblBAAMCh HaMM
panee [8]. MpeAcTaBneHHbIA KAMHUYECKUIA CayYai CUCTeM-
Horo ATTRv ammnounposa c passutiem XCH ¢ Hu3kon dpak-
umei Bbibpoca (XCHH®B), Ha Haw B3rnsaa, LEMOHCTPUPYET
BaXXHOCTb KOMM/IEKCHOMO M NEPCOHNPULMPOBAHHOIO NOAX0-
na B neyeHun ATTR-AK.

MauwneHT I1. 48 net nocTynun NOBTOPHO B OTAeN 3abone-
BaHWA MWOKapaa W cepaeyHor HepoctatovyHoctn OIBY
«HMUNUK wmMm. akagemnka EMN. Yazoa» M3 PO B uioHe
2022 r. c xanobamMm Ha ofbllWKY NpU GU3NYECKON Harpyske,
0TEKM HMXKHUX KOHEYHOCTEN [0 HUXKHEN TPETU roNeHu, ycTa-
NOCTb B HOrax, CnabocTb, CHUXKEHME TONEPAHTHOCTU K PU3K-
YeCcKoW HarpysKe, ronoBoKpyXeHue. Ha MOMeHT nocTynneHms
nonyyan Topacemun 20 mr yTpom, cnupoHonaktoH 50 mr
yTpOM, anukcabaH 5 Mr x 2 pasa B AeHb. CneagyeT OTMETUTD,
yto nocne umnnanTaumm IKC B mapte 2022 1. N0 NOKasaHuio
AB-6nokagpl 3-# CT. COCTOSHME MauMeHTa YXYAWMIoCh:
Hapocna o6uwas cnabocTb, 3HAYMUTENbHO CHWM3MNAChb Tone-
PaHTHOCTb K (DM3MYECKOM Harpy3Ke, BHOBb MOSBMIUCH 3MU30-
[bl NOTEMHEHMS B rNMa3ax, FONI0BOKPYXEHME.

[py# NOBTOPHOM MOCTYMAEHMM COCTOSIHME NaLMEHTa
cpenHen TkecTn. OTeKUM HUKHMUX KOHEYHOCTEN 40 YPOBHS
HWXHEN TpeTu roneHun. MepKyTopHbIA 3BYK Haf NErOYHbIMMI
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MONSMU SCHBIA NErOYHbIN, AbIXaHWE BE3UKYNSAPHOE, EANHNY-
Hble MeNKOoMy3blpyaTble XPUMbl B HUXHUX OTAENAX NErkux.
ToHbl cepaua scHble u putMuyHble ¢ YCC 60 ya/mMuH,
aKUeHT |l TOHa Haf NeroYHoM apTepmen, CUCTONMYECKUI WYM
B TOUKE ayCKyNbTaLMU MUTPANbHOMO KnanaHa. AptepuansbHoe
[laBneHne Ha npaBon u nesow pykax 102/70 mm pr. cT.

Mo paHHbIM peHTreHorpadum OTK BbiiBNEHbI MPU3HAKK
BEHO3HOrO 3acTos 1-1 cTteneHw.

BoinonHeHa 3xokapauorpadusa (3xoKl), mo AaHHbIM
KOTOPOW BbISIBNEHO BbIpaXKEHHOE KOHLEHTPUYECKOE YTosLLe-
Hue Bcex cTeHok JIK ¢ npenMmyLlecTBeHHbIM MOPaXeHWEM
MXIT (2,9-3,2 cM B 6a3anbHblii CETMEHTE), YTONLEHKWE Nep-
BMYHOM yactn MIM. YmeHblenne obvema JDK (KOO 94 mn,
KCO 59 mn), aunataums nonocrert npeacepamii (o6bem JIM1
110 mn, unaexc obvema J1M 52,9 mn/m?%). PecTpuKTUBHbINA TMN
HapyweHus amacronmyeckon dyHkummn JDK ¢ noBbiweHneM
[aBNeHns ero HanonHeHusa (3-i ct.). obanbHas cokpaTu-
MocTb JIK cHukeHa anddysHo (PB 37%). CTBOpkM knana-
HOro annapata cepaua yronweHsl. Peryprutaums MK 2-i cT,
TK 2-1 cT.; yBennyenne nonoctv MK, JlerouyHas runepreHsus
2-# cT. (noctkanunnspHas) (CAJ1A 52 mm pr. cT.). BoipaxkeHHas
aunataumsa HIB co 3HauuTenbHbIM CHUXEHMEM konnabupo-
BaHMA HAa BOOXE — MPW3HaKK nosblweHns LB (pacwupeHa
3,8/3,2, konnabupyet < 50%). B npaBbix Kamepax BU3yanusu-
pyetcst anektpop JKC, pacnonoxeH TMNuyHo. Mo AaHHbIM
mMeToga cnekn-tpekmHr IxoKl (AFI) oTMeuvaeTcs BblpaeH-
Hoe CHWxeHue aedopMaLmn MUMOKapaa 6a3anbHbiX U Cped-
HKxX cermeHToB JIXK ¢ coxpaHeHHOM aedopmaumein MMokap-
[la B 0611aCTU BEPXYLLKM, 4TO COOTBETCTBYET KAPTUHE aMUNO-
npo3a cepaua. Muaoekc GLS = - 8,0%.

Mo paHHbIM CyTO4YHOro MoHMTOpMpoBaHusa IKI peru-
CTpupOBancs apTMOULMANbHLIA pUTM CO CTUMYNAUMEN
Xenynoukos (98%).

PucyHok 1. AHamHe3 naumeHTa I1.
Figure 1. Patient P’s anamnesis

B cBA3M € 3TMM 0b6paLan Ha cebs BHUMaHMe TOT GakT, YTo
nauneHt ¢ XCHH®B # CUHYCOBbBIM PWUTMOM HAXOAMNCS
Ha MNOCTOSHHOM MPaBOXeNyA0YKOBOW CTUMYASLMM, YTO NPU-
BOAMNO K Pa3BUTUIO MpeLCepAHO-KeNya04YKOBOM LMUCCUH-
XPOHUM U YCYrybNeHUIo MedOKenyao4KOBOW OMCCUMHXPO-
HWMK (MCXOAHO Y MaumeHTa pernctpuposanack BJTHMM ¢ QRS
144 mcek; Ha (hoHe NpaBoXenyLovykoBow ctumynaumm QRS
coctaBun 170 mcek). C KNIMHUYECKOM TOUKM 3peHns y nauu-
€HTa 0TMeyYanocs yxyalweHue TeyeHms XCH, nosBunmcy cum-
MTOMbI, XapakTepHble KaK Aa8 aMUIoMA03a C NOpPaxXeHUeM
cepiua v HEpPBHOWM CUCTEMBI, Tak M AN NencMeKepHOro
CMHApOMa (NpesobMOpOYHbIE 3MM304bl, FONOBOKPYXEHME,
NPUCTYNbl NOTEMHEHKS B rna3ax). TakuM obpa3oM, nporpec-
CMpOBaHWE NpefcepAHO-XKEeNYA04KOBOM U MENOKENYA0YKO-
BOM AMCCUHXPOHWW BCNEACTBME OAHOKAMEPHOM MpaBoXeny-
[LOYKOBOW CTUMYNSLMM OCNOXHMAO TeveHune AK, 4To npuneeno
K pa3BuTuio gekomneHcaumm XCH y Hawero naumenTa.

Kpome TOro, BO Bpems rocnutanusaummM npoBOAMAACH
Tepanus, HanpaBleHHas Ha AOCTUXEHUE KOMMeHCaLuu
SIBNIEHMI OTeYHOro cMHApoma. [poBoamnace Tepanus netne-
BbIM OWYPETUKOM (BHYTPMBEHHOE BBeAeHWe dypocemMmaa
40-80 w™r, cnupoHonaktoHa 150-50 Mr, ogHako AMHaMuKa
fmypesa v Beca 6Obina HELOCTaTOYHOW. YBenuueHue [03bl
neTneBoro AMypeTuKa/NpucoeanHeHne BTOPOro AnypeTuka/
M3MeHeHWe pexuma A03MPOBaHMS NMPUBOAMAO K KIUHMYE-
CKM 3HAUMMOMY CHWXEHMWKO apTepuanbHOro AaBfieHUs, YTO
XapaKTepHO ANS NALMEHTOB C PECTPUKTUBHBIM TUMOM Hapy-
LIeHNS BHYTPWXKENyA04KOBOW reMoanHaMuku. C yyeToM Toro
$akTa, 4To MHrMbuTopbl SGLT-2 XapakTepusyTCs OTCYTCTBU-
€M 3HAYUTENbHOMO BAUSHWUS HA TEMOAMHAMUKY U UMEHT
TakXKe AOMOMHUTENbHbIA HATPUAYPETUUYECKUIA U AMypeTuye-
CKUit 3ddekTbl, OblNa UHULMMPOBAHA Tepanua ganarnndno-
3uHoM 10 Mr. Ha doHe cKOppeKkTMpOBaHHOW Tepanuu

AHaMHe3 3a6oneBaHuA

2018 r. Mespanb 2020 T. Lekabpb 2020 r. Mapr 2022 r. Wionb 2022 1.
Bnepable 0TMeTUN 0bILLKY MoABUAMUCH OTEKM HUXKHMUX Bnepable rocnutanusnpo- OLCH no oboum kpyram Hacroswas
npu G13n4ecKoi Harpyske, KOHeYHOCTe#, nepsas BaH B ®IBY HMULK um. KpoBoOOpaLLeHNs. rocnuTanusaLms
nepebowu B pabote cepaua. rocnutanusauma ¢ OCH: akapemuka E.M. Yazosa. Bbin rocnutanusuposaH BBWAY 3HAYUTENBHOTO

NTproBNP 3296,2 nr/mn;
3xoKI OB 32%, BblpaxeH-
Has CMMMeTpUYHas
runepTpodms.

3KI-XM: napokcuambl @I,
X3C, AB bnokaaa | cT,
B/IHMT.

Ha Tepanuu netnesbix
LMYPETUKAX — YMeHbLUEHME
OTEYHOTO CMHAPOMa.

WAT®, bAB - BbipaxeHHas
TUNOTOHMS, C pa3BUTUEM
npefobMopoyHoro
COCTOSIHMS.

[locTurHyTa KOMNeHcauus
XCH. YcraHoBneH auarHo3
«ATTR-AK» Ha 0CHOBaHuM
KOMMNEeKCHoro obcneno-
BaHMS.

Ot™MeHeHbl MAND,
yMeHbLUeHa 033
bera-bnokaropa.

B CTaLMOHap No MecTy
KUTENbCTBA.

IKI-XM: puT™ CHHYCOBbIH,
AB-6nokabl 0 3-i cTeneHy.

MMnnaHTMpoBaH OAHOKa-
MEePHbIii 3NeKTPOKaPAVO-
cumynatop(3KC).

YXYALIEHUS COCTOSHMUS:
HapacTaHus OTeYHOro
CMHAPOMA, OfbILLIKN.

lMpumeyarue: ATTR-AK - TpaHCTMpeTMHOBas amunonaHas kapanomuonatus; AB-6n1okafa - aTpuoBeHTpUKynspHas 6nokasa; BAb - 6eta-6nokatop; B/IHMI - nonHas 6nokaaa neBoi HOXKKM Myyka
MMca; MAM® - uHriMbuTop aHroTeH3uHNpespalatowero gepmenta; OACH - ocTpas AekOMNeHcaLUms XPOHUYECKOM cepAeYHOit HepocTaToqHocTh; O - dubpunnaums npeacepamii;
3KI-XM - 24-4acoBoii CyTOYHbBIA MOHUTOP 3nekTpokapanorpamMmel; IKC - anektpokapanoctumynstop; 3xoKr - axokapanorpadus; XCH - xpoHuyeckas cepaeyHas HeA0CTaTO4HOCTb
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PucyHok 2. KT naumenTa . 01 01.06.2022 r.: apTUdUUMANBHBIA PUTM CO CTUMYNSLMEN XKenyaoykos, 60 ya/MuH
Figure 2. Patient P’s ECG (June 1, 2022) shows artificial rhythm with ventricular stimulation, 60 bpm
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COCTOSIHME MALMEHTA YNYYLUMNOCh: YMEHbBLUIMNACH BbIPAXEH-
HOCTb OAbILLIKK, MOBLICUAACh TONEPAHTHOCTb K PU3NYECKOA
Harpyske, OTekM perpeccuMpoBasnu, ayCKynbTaTUBHO XPUMbl
He BbIC/YLIMBANUChH, OAHAKO COXPAHSIMCh XKanobbl nauneHTa
Ha rosI0BOKPYXXeHWe, 3NN304MYeCcKoe MOTEMHEHWE B [a3ax.

[ing ycTpaHeHWs CMMNTOMOB NMeMCMeKepHOro CUHAPOMA
66110 6bl [OCTAaTOYHO PEWMMNAHTMPOBATL OLHOKAMEPHbINA
JKC Ha AByxKkaMepHbli, OAHAKO, NPUHMMAs BO BHWMaHWe
Hanuuune y naumenta XCH, cHmxeHHyto ®B JDK, Bbicokumit
MPOLEHT KEYA0YKOBOW CTUMYMALMM, C LENbK CHUXKEHUS
obLleit CMepTHOCTW, COKpAaLLeHMs YUCIa TFOCNUTanM3aLui,
YNy4lWEeHUs CUMNTOMOB M Ka4yecCTBa >KM3HW, OblNO MPUHSTO
pelleHue 0 peuMnnaHTaumm ogHokamepHoro IKC Ha kapauno-
peCMHXPOHM3MPpYIOLLEee YCTPOMCTBO C PyHKUMeN nedubpun-
natopa (CRT-D). Xvpypruueckoe BMeLlwaTensCcTBo npowno 6es
0CNOXHeHWI. OfHaKo B paHHEM MoC/ieonepaunoHHOM nepu-
ofe Yy MauMeHTa perucTtpuMpoBancsa napokcmsm ®f1, bbina
MHULMMPOBAHA aHTMAPUTMMUECKas Tepanus aMUMOA4APOHOM
nop, koHTponeM 3KI ¢ monoxutenbHbiM 3¢deEKTOM — BOCCTa-
HOB/EH CMHYCOBbIM pUTM. CTOUT OTMETUTb, 4TO NPU YCTaHOBKE
6a30Bo# YacToTbl 60 MMM/MUH B NepBbIE YacCbl NOC/IE NpoLe-
Lypbl MauUMEeHT OTMeyan pe3koe YXyALWeHWe COCTOAHMUS
B BMAE HApaCTaHWS OAbILLIKM U MNOSBAEHUS 3MU30LA NPECUH-
KOManbHOro COCTOSHMSA, BBMAY Yero H6as3oBas 4acTtoTa Obina
yBenunyeHa o 70 ya/mMuH. Ha ¢oHe npoBoaMMOro onepartme-
HOrO MEeAMKAMEHTO3HOro NleyeHus, afanTtaumMm napameTpoB
CRT-D naumeHT OTMETWUA y/yyLlleHWe COCTOSIHUS: MOMHOCTbIO
perpeccuMpoBanu SBNEHUS OTEYHOrO CMHAPOMA, FOSI0BOKPY-
XXEHWe, NOTEMHEHME B rNa3ax, npefobMOpOYHbIe COCTOSHUS.

FanTp HET: Hew Fam.

amEaat fa Cepr 1S1

TeM He MeHee OCHOBHbIM 3ab0n1eBaHUEM MaLMEHTA ABNAN-
€S CUCTEMHbIM TPAHCTUPETUHOBDIM aMUIOML03 C NOPAXKEHNEM
cepaua, noyek, NevyeHW M HepeHOWM cucteMbl. 1o MOMeHTa
KpaviHero obpalleHus naumeHTa 3a MeAULMHCKOM NMOMOLLbO
BO3MOXHOCTM Ha3HayeHus cneumduyeckon Tepanum B PO
He 6b110. Bo Bpems AaHHOM rocnuTanu3aumm C Lenbio 3aepx-
KM MpOorpeccMpoBaHus 3aboneBaHus, YnydlWeHUs KavecTsa
KU3HUW, CHWXKEHWS 4YacToTbl rOoCMMTanM3aumMii UM pucka
CepaeyHo-CoCyaMCTbIX COBLITUIA MAUMEHTY MO KM3HEHHbBIM
MoKa3aHMAM Ha3HayeH Tapammamc B kancynax no 61 mr.

OBCY>XAOEHUE

JleyeHne ATTR-AK BkntoyaeT B ceb HECKONBbKO Hampas-
neHuii: 6onesHb-MoAMOULMPYIOLWLYI0 Tepanuio 1 Tepanuio,
Hanpas/ieHHy Ha ycTpaHeHue cumnTomoB XCH. EamHcTBeH-
HbIM JIeKapCTBEHHbIM CPeACTBOM, OA00PEeHHbIM NS natore-
HeTuyeckoro nevyeHuns ATTR-AK, aBnseTcs Tadammanc - cra-
6unmzatop TTR, KOTOpbINA, NO AaHHBIM McCnenoBaHnsa ATTR-
ACT, NpoaeMOHCTPUPOBan CHUXEHWE CMEpPTHOCTM OT BCeX
MPUYUH M FOCMUTANM3aLMI, CBI3aHHbIX C CEpAEeYHO-COCYAM-
CTbIMK 3aboneBaHuamu [4].

OcobeHHoCTM BeaeHus maumeHToB ¢ AK npepctaBneHbl
Ha puc. 3.

CumntomaTuueckoe neyeHne XCH conpsxeHo C psaom
CNOXHOCTeW M3-3a 0COBEHHOCTEN reMOAMHAMMKM, XapaKTe-
pU3YIOWMXCA MOBbIWEHWEM AaBneHusd HanonHeHus JIK
M CHUKEHHBIM yaapHbIM 06bemoM (YO) [10].MepBoHayanbHow
Lenblo CMMATOMATUYECKOW Tepanuu SBASIeTCS yCTpaHeHue
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PucyHok 3. Cxema ocobeHHOCTeN neyeHns OCHOBHbIX Kapauonornyeckmx npossnenuin AK [9]
Figure 3. Treatment features scheme for the major cardiac manifestations in AC [9]

AopTanbHblii cTeHo3 (AC)
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* BapuaHTHblit Tun ATTP-AC noBblwwaeT puck
o TUAK ynyywaeT ucxoppl y nauneHTos ¢ AKMI
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Tpom60o3mbonus

* BbICOKMI pUCK pa3BuTHS

* AK npu O, oueHuTb HeobxoamMMocTb AK
NPy CUHYCOBOM pUTME

« AK Ha3HauawTCa He3aBMCUMO OT Hanna

HapyweHus nposoaumoctu

» MmnnanTaums KC no nokasaHusam
 CPT no nokasaHusam

Ceppeynas Hepoctato4HocTb (CH)

* KoHTponupoBatb notpebnenue/sbiaenexme
XMIKOCTH

o [lnypetnkun

+ OTMeHuTb 6eTa-610KaTOpbI

» W3beratb npumeHeHns AT®/APA

* BcnomorarenbHble JDK-ycTpoicTea
He NPUMEHUMbI /1S MHOTUX NaLMEHTOB

+ TpaHcnnaHTaums cepaua B OTAENbHbIX Cy4asix

HEA0CTaTO4HO

®ubpunnsaums npeacepauii (OM)

* /13 aHTMapuTMHYeCKNX NpenapaTos Npeanouy-
TUTENbHO NPUMEHeH1e aMMOAAPOHa

+ C OCTOPOXHOCTbH) UCMONB30BATh AUFOKCUH

» JnekTpuyeckas KB HeceT BbICOKMIA puck
OCUTOXHEHWN W peumnansa Ol

* WcknounTs TpoMboo6pasoBaHue nepes
BbINO/HEHMEM 3nekTpuyeckoin KB

» [1aHHbIX N0 3DHEKTUBHOCTH abnALMM

YenymoukoBbie apuTMUM

* UK[L anst BTOpUYHOM NpOdUNaKTUKK

* He pexomengayetca MK[L ans nepsuyHoit
npoduNaKTUKM

« TpaHcBeHo3HbIi MK, Bonee npeanoytuteneH,
yeM noaKoxHbi MK/

3acTorHbIX aBneHunin. Cnepyet usberatb HOPCMPOBAHHOMO
[IMype3a, NOCKO/bKY AaXe YMepeHHas rMnoBONEMUS MOXET
npusecTu K cHxeHuto YO 1 cepaeuHoro sbibpoca (CB) [11],
MMEHHO C 3TOM NpoBneMOoi Mbl CTONKHYIWUCh NPU OKa3aHUK
nomMouwum Hawemy nauueHty. Moonepxanne CB npoucxoout
3a CYeT YBEIMYEHWUS YACTOTbl CEPAEYHbIX COKPALLEHWIA, 4TO
[lenaeT HEBO3MOXHbIM MCMONb30BaHWe OeTa-afpeHobaoka-
TOpPOB MO MPUYMHE OTPULLATENbHOIO XPOHOTPOMHOrO Aen-
cTBua [12], npU4yeM MMEHHO 3TOT MEXAHM3M Niexan B OCHOBE
BPEMEHHOr0 yXyALleHWUs COCTOSHMS Hallero nauueHTa npwu
ycTaHoBke 6asosov YCC 3KC B 60 umn/mMuH m BbicTporo
KYNMpOBaHWS CUMNTOMOB nocne yBenuuerus 6asosor YCC
no 70 umn/mMuH. Heobxooumo msberatb gaxke OTHOCUTENb-
HoW 6pagukapauu y naumeHToB C AK, MOCKOMbKY TONMBKO
TakuM 06pa3oM MOXeT MOAAEPXKMBATLCS MUHYTHbIA 0ObeM.
MNpenapatbl, 06nafatoLMe Ba3OLMNATUPYIOWUM LENCTBUEM,
NA0X0 NepeHocaTcs naumeHTamum ¢ AK kak BBUAY 0COBEHHO-
CTel reMOLMHaMWKW, Tak W BCIeACTBME COMYTCTBYHOLLEW
BEreTaTMBHOW OPTOCTAaTMYECKOM rmnoTeH3um [12]. B aHaMHe-
3e y NaumeHTa L0 NOCTaHOBKM amarHo3a AK 6bina nonbitka
Ha3HauyeHus MATD, 4To NPUBOAMNO K KIMHUYECKM 3HAUMMOA
CMMMTOMHOW MNOTOHMK. HECMOTPS Ha KNMHUYECKYHO NONb3Y
B OTHOLEHWU nedveHus naumeHtoB ¢ XCH, npumeHexue
UHrnbutopos SGLT-2 umeHHo npu ATTR-AK B HacToswwmi
MOMEHT He u3yveHo. OpgHako B HalweM ciyyae gobaBneHune
fanarnndnosuHa B fo3e 10 Mr no3BOAMAO AOCTUYb YayuLLe-
HUS COCTOSIHMS.

Takxe pacnpocTpaHeHHbIM ocnoxHeHnem ATTR-AK sBns-
eTcs passutme bubpunnaumn npencepauii [13], uto npuBoauT
K yTpaTe mpencepAHOro BKA3Aa B HAMOMHEHWE XenyAo4KoB,
MO3TOMY, MO BO3MOXHOCTW, KOHTPOJIb PUTMA fBNsSieTcs Bonee
NpeLnoYTUTENbHOW TaKTUKOM B BBELEHMM TaKMX NaLMeEH-
ToB [11]. B cnyyae ¢ HaWMM NauMeHTOM yaanoch 3QdeKTBHO

VOEPXKMBATb CMHYCOBbIA PUTM HA3HAYEHWEM aMWMOAAPOHA.
Kpome Toro, cnepyet noMHuTb, 4to AK gBngetcs 3abonesaHu-
€M C 4acTbiMM TpPoMBO3IMOBONMYECKMMM  OCNOXKHEHMUS-
mu (T20) [14]. B panHOM cnyyae puck T30 6bin onpepenen
KaK y mauMeHTa ¢ MapoKcM3ManbHon Gopmon hubpunnaumm
npeacepamit no wkane CHA2DS2VASc u coctaBun 1 6ann.
OpHako, NpWMHMMAs BO BHUMAHWE 3TMONOTMIO OCHOBHOTO
3aboneBaHus, naumeHTy nposoamnack Tepanus HOAK.

OThenbHOe BHWMMaHMWE 3aC/yXMBAET Hanuuue Hapylle-
HWIA NPOBOAMMOCTM CepALa Y AaHHOro 60abHOrO. MNpy MaHu-
dhecte 3aboneBaHUs ObINK BbISIBNEHbI HApYLWEHWS NPOBOAM-
MocTu B Buae AB-6nokaabl | ct. vt BJTHIT, yto no mMepe npo-
rpeccnpoBaHung 3aboneBaHus NPUBENO K Pa3BUTMIO MOMHOM
AB-6nokagbl. MIMNnaHTaumMa Mo 3KCTPEHHbLIM MOKAa3aHUAM
ofHokamepHoro JKC npuBena K pasBuTUIO NerMcMeKepHOro
cuMHApoMa u nporpeccupoBanunio genennin XCH. Anrpeig
[10 TPEXKAMEPHOrO CTUMYNATOPA MPUBEN K YIYULWEHUIO KNU-
HUYECKMX CMMMTOMOB Y HaLLIEro naumeHTa.

3AK/TIIOYEHME.

Takum 06pa3oMm, M3-3a Hecneumduyeckux CUMNTOMOB
M BbICTPOro MporpeccupoBaHus 3aboneBaHus ymyCcKaeTcs
BO3MOXHOCTb CBOEBPEMEHHOIO HAa3HaYeHs cneumbuyeckon
Tepanuu, 4To ele bonee akTyanusupyet npobnemy mMexauc-
LMNIMHAPHOTO B3aMMOAENCTBUS U HACTOPOXKEHHOCTH BPAYen
MepBMYHOTO 3BEHA C Lenbio 6onee paHHen NOCTAaHOBKM AMa-
rHosa. Mpu nossneHmn kanHuyeckmnx npossneHmin AK Heob-
XOAUM NepCOHUGULMPOBAHHBIM MOAXOL K HA3H3AYEHWIO
MeLMKAMEHTO3HOM U HEMeLMKAMEHTO3HOM Tepanuu.
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Bknao asmopos:
ABTOpbI BHEC/IM PaBHbIV BKNAA Ha BCEX 3Tanax paboTbl U HANMMCAHMA CTaTbM.
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